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Mecto paboTsI

Apnpec

Amennna
Enena JIbBoBHa

3aBepylolas naboparopuert
MYKOBMCIIM/I033, K.M.H.

OI'Y «HUW mynpmononorun» ®PMBA
Poccun

105077, MockBa,
11-a ITapkoBsas ym., fi. 32

KonpparbeBa
Enena /IBanoBHa

3aB. HayYHO-K/IMHUYECKUM
OTHENOM MYKOBUCLIMA033,
npodeccop, A.M.H.
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HAY4YHBI LIeHTP»

115478, MockBa
yn. Mocksopeube, J. 1

Ameposa
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3aBeqryronias OT/ieNieHNeM
IY/IbMOHOJIOTYH, [I.M.H.

I'Y3 S0 «[leTckas knMHUYECKas
6onmpHMIIa Ne1

150003, ‘Apocnabnb,
np. JlenuHa, f1. 12/76

ABeTucsaH
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Pasgen «Muxkpo6uonorus
U SIAEMIOJIOT A
XPOHUYECKON
pecnupatopHoit nHdpexuyn
TPV MYKOBUCIIUIO3€»

Crapmmit Hay4HBIN COTPYRHUK
7abopaTopum MOJIEKY/IAPHO
SMI/IeMMOJIOT MM TOCIUTATbHBIX
MH}EKIMIL, K.M.H.

OI'BY «OHULOM um. H.®. [amanen»
Munsppasa Poccun

123098, MockBa,
yn. lamanen, x. 18

KoctoineBa
Mapusa HukonaesHa
Paspen «Tepanusa»

3aB. oT/Ie/IeHeM KIIMHNYECKOIT
dapmakomnornun OI'BY PIIKB,
K.M.H., IOLIeHT Kadeapst
K/IMHIYeCKOiT hapMaKonIornm
PHVIMY um. H.J. Iluporosa

OI'BY «Poccuiickas geTckas
KIMHM4YecKas 60IbHUIA>»
Munsgpasa Poccun
OI'bOY BO «PHUMY

M. H.JI. IInporosa»
Munsgpasa Poccun

119571, MockBa,
Jlenuncknii np., 1. 117

bapanosa
Vpuna AnexcaHnpoBHa
Pasnen «Ocreonopos»

ITpodeccop xadenpsr
FOCINTA/IBHOM Tepammu
HeVaTpudeckoro Gaxynprera,
I.M.H.

TocymapcTBeHHOE OI0KeTHO®
obpasoBarenbHoe yupexxzenue BIIO
«PHMMY nm. H.U. IInporosa»
Mumnsppasa Poccun

117997, MockBa,
yn. OcTpoBUTAHOBA, J. 1

Bonkos
Wropp KoHCTaHTMHOBUY

ITpodeccop xadenpsl feTCKuX
6oe3Herl, .M. H.

OI'BOY BO «Ilepsriit MTMY
um. V.M. CedeHoBa» MuH3zpaBa
Poccun

119991, Mocksa,
yn. B. Iluporosckas,
I.2,crp. 4

Kpacoscxmit Crapmmii Hay9HBI COTPYIHUK ®I'bY «HUN mynemononorun» ®PMBA | 105077, Mocksa,
Cranucnas nMabopaTopyuy MyKOBUCLIIZO3a, Poccun, I'KB nm. [I.11. [TneTHeBa 11-a [TapkoBas yn., i. 32
AJeKcaHApOBUY K.M.H. 13 MocKBbI

OI'BHY «Menuko-reHeT4ecKmin 115478, MockBa

Hay4YHbII LEHTP» yn. MockBopeube, fi. 1
KpbinoBa Hayuns1it coTpygHuK Or'y «HUM nynsmononorun» ®PMBA | 105077, Mocksa,
Haranpa AnaronbepHa NabopaTopyM MyKOBUCIIMI032 Poccun 11-a ITapkoBad ym., fi. 32
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«CaxapHblit fuadeT»

Boponkosa
Anna IOpbeBHa

Crapumit Hay4IHBIN COTPYTHUK
Hay4YHO-K/IMHIYECKOTO OTfeNIa
MYKOBMCIIJI033, K.M.H.

OI'BHY «Menuko-reHeTu4eCcKumn
HaY4YHBIIA LIEHTP»

115478, Mocksa,
yn. Mocksopeube, [. 1.

Kynes
Cepreit VIBaHOBUY

Hupexrop PIBHY «Menuko-
TeHEeTUYECKUI HayYHbII LEHTP,
IJIABHBIV BHEIITATHBIN CIIELVATIUCT
110 METUIIHCKOI reHeTnke M3 PO,
I.M.H., 4l.-kopp. PAH

OI'BHY «Menuko-reHeTnaeCcKmin
Hay4HBIA LIeHTP»

115478, Mockaa,
yn. Mocksopeube, f. 1

Tamuuxas Mapuna
ITenHagbeBHA
Paspen «ViMmyHmsauma»

Bpau-niegmatp, K.M.H.
AO «CeMeltHbII JOKTOP»

OIAY «HII30» Munsapasa Poccun

Mocksa,
JIoMOHOCOBCKMII 1Ip.,
o.2,cTp. 1

Mepsnosa
Hwuna bopucosHa

3asenyomas Kadenpoii
TOCIIMTA/IbHOMN MefaTpum,
podeccop, A.M.H.
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.26
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3aBeqyrolas OT/ie/IeHNEM
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npodeccop, fi.M.H.

HWMW mynemononoruu FOY BITO
«CII6IMY um. akap,.
WL.IL IlaBnoBa»

197022, Cankt-Iletep6ypr,
yn. JIeBa Toncroro, . 6-8

IvnTep
Esrenmit
KoncrantunoBmy

Hayusblit pykoBOpuTeD,
akamemuk PAH, 1.6.H.

OI'BHY «Menuko-reHeTu4eCcKumn
HaYYHBIIA LIEHTP»

115478, MockBa
yn. Mocksopeube, f. 1
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podeccop, A.M.H.
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aKazieMuy HayK
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MockoBCKuit TPakT, . 3
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K.M.H., TOpaKabHBIIl XNPYPT,
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B.J. lllymakoBa» Mun3szapaBa Poccun

Mockaa, yn. llykunckas,
o1

Hamasosa-bapanosa
Jleitna CefimypoBHa

Hupextop HUW negnatpun,
3amecTuTenb fupekropa GIAY
«HII3[», akamemuk PAH,
podeccop, A.M.H.

QI'AY «HayuHblit IEHTpP 300POBbs
nerein» M3 PO

119991, MockBa,
JloMoHOCOBCKMIL 1Ip., X. 2,
crp. 1
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Bragumuposuy
Paspen «TpaHcrmaHTanysa»

JIupekrop, akagemnk PAH, ['taB-
HBIii TPAHCIIAHTONOr MuH3pa-
Ba Poccun, 3acimykeHHbI Bpad
Poccniickoit @epepanyn, FOKTOP
MEeUIVHCKUX HayK, Ipodeccop

OTBY «PHI] TpancnanTonorun
U UCKYCCTBEHHBIX OPTaHOB UM. aKajl.
B.J. IllymakoBa» MunszapaBa Poccun

Mocksa, yn. llykunckas,
o1

Heperuna
Amna ®enopoBHa

ITpodeccop xadenps! nemuaTpum,
J.M.H.

Boponexxckas rocyfapcTBeHHas
MeIMIIMHCKasA aKaieMuu
um. H.H. Bypnenko

394036, Boponex,
yn. Crypendeckas, fi. 10

JKunkun
Wnba BnaguMupoBud
Pasgen «TpancnnanTanua»

Bpa‘{—r{enman KIIMHUKO-AMArHo-
CTNYECKOTO OTACICHNA, K.M.H.

OI'BY «PHI] TpancnmanTonorun
U MICKYCCTBEHHBIX OPTaHOB M. aKa/.
B.J. llymaxoBa» Munsppasa Poccun

MockBa, yn. llykunckas,
o1

Huxonosa
Bukropusa CepreeBHa

Crapiunii HayYHblil COTPYHMK
Hay4YHO-K/IMHUYECKOTO OT/eNa
MYKOBUCIIMIO33, K.M.H.

OI'BHY «Menuko-reHeTnaecKmin
HaY4HBIA LEeHTP»

115478, MockBa,
yn. MockBopeube, z. 1

3MHYEHKO
Pena A6ynbdasosHa,
Pasmen «lenetuka»

3aMecTuUTeNb FUPEKTOPA 110
Hay4HOII pabote, mpodeccop,
I.M.H.

OI'BHY «Menuko-reHeTu4eCcKumn
Hay4YHBIIA LIEHTP»

115478, MockBa
yn. Mocksopeube, f. 1

OnmHOKOBa
Ornbra HukomaeBHa
Paspen «leneTuka

Crapiunii HayYHblil COTPYJHUK,
K.6.H.

Hayuno-uccnenoBaTenbckuit MHCTUTYT
METUIIMHCKOM TeHeTuKM, ToMcKmit
HAIMOHATbHBIN VICCIEOBATENbCKUII

634050, Tomck,
MocKOBCKMII TPAKT, 1. 3

VBamenko
TarpsiHa SpyapnoBHa
Paspen «IeneTuka»

Bepyuiuit Hay4HBI COTPYIHMUK,
npodeccop, A.6.H.

«HVMW akymepcTBa 1 TMHEKOIOTUN

uMm. [1.0. Orrar C30 PAMH

199034, CankT-Iletep6ypr,
MeHnpeneeBckas MuHus, 1. 3

VinbeHkoBa
Hatanbsa AHatonbeBHa

3aBepnymomuasn Kadeapoit feTCKNX
6ornesneit ¢ kypcom I1O,
npodeccop, A.M.H.

KpacHospckuit rocyfgapCcTBeHHBIN
MEVILINMHCKII YHUBEPCUTET
uMm. npod. B.®. Boitno- fIceHerkoro

660022, KpacHosApck,
yn. Ilaptusana JKenesHsika,
m 1

MYKOBUCLI[IO32» MepunHCKnit neHtp PAH

Oprnos 3aB. oTaeneHyeM mynbMoHonorny, | I'BY3 «[lerckast ropopckas 6onpuuna | 94156, Cankt-Iletep6ypr,
AnekcaHzp IOLEHT Kadenpsl HefuaTpun u Casaroit Onbru» yn. 3emenenbyeckas, f. 2
Brnagumuposuy "HeoHartonoruu C3IMY, k.M.H.

ITaBnOB Jupektop 00O «ITapcex JTab» 199053, Cankt-IleTep6ypr,

Anexcanpp EBrenbeBuu
Paspen «leneTuka
MYKOBVICIIMIO3a»

bupxepas munus, x. 16

Kanpanos Hukomait

ImaBHBIT HAYYHBI COTPYIHUK

OI'BHY «Mennko-reHeTmiecKmnin

115478, MockBa

ViBaHoBNY HayYHO- K/IMHIYECKOTO OT/ieNa HAy4HBII LIEHTP» yn1. MockBopeube, [i. 1
MYKOBMCIINJI034, Tpodeccop, 1.M.H.
Kapnmosa K.M.H., T/1aBHBI BHEIITATHBIN I'BY3 «Yemsburckast 06macTHas 454076, YenabuHck,

Vpuna IlerpoBHa

crienyanuct MuHncrepcrsa
3npaBooxpaHenyst Yenss6mHCKoi
obmacru,

3aB. Iy/IbMOHOJIOTY€CKIM
OTJe/IeHNEM

JE€TCKaA KIMHNYECKaA 607'[])1{]/[]_[3»

yn. brroxepa, 1. 42A

Ilerposa
Huka BanentnHoBHaA
Paspen «leneTuka

Bemymuit Hay4uHbIit
COTPYAHUK /1a0. TeHeTUYeCKOit
SMUIEMIUOIOT NN, [1.0.H.

OI'BHY «Menuko-reHe TUYeCKIit
HAy4HBI LEHTP»

115478, MockBa,
yn. MockBopeube, z. 1

MYKOBVICLIIMIO3a»
TTonsaxkoB 3aB. maboparopueit OI'BHY «Menuko-reHeTUu4ecKmin 115478, MockBa,
AsnexcaHzap IOHK-guaruocTuku, 1.6.H., Hay4HbIN IIeHTP» yn. Mocksopeube, f. 1
Bnagumuposuy npodeccop

Paspen «leneTuka

MYKOBJCIIFI032»
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Cepreit Cepreesnd
Paspen «Tepanma»

Ipodeccop xadenpsr
K/IMHIT9eCKOl (papMaKOIoruiL,
akagemnk PAEH

OI'B0OY BO «PHUMY
um. HJI. IInporosa»
Munsppasa Poccun

119571, MockBa,
JlenuHckmit ip., 1. 117

ITporacosa TaTbsHa

3aBeqyomas NeAuaTpuIecKuM

TAY3 «KemepoBckas o6acTHast

650000, Kemeposo,

Inana @ukpeToBHa

neqaTpum, 0.M.H.

MeJMIIMHCKAA aKaleMus»
Munsppasa Poccun

AnekcaHupoBHa OTZIeTIeHVeM /IS fleTell paHHero KIMHIYIeCKast OOIbHMIA» OxKTsA6pbCKMIt TIp., 4. 22
BO3pacTa um. C.B. bensesa
CeMBbIKIH 3aBenyoLNil OTAeIeHNeM DOI'BY «Poccmiickas fmeTckas 117513, Mockaa,
Cepreit IOpbeBuy IefAaTpuy, K.M.H. KIMHMYecKas 6ompHna» Munsgpasa | JleHuHckwit op., g. 117
Poccun
Cepruenko JouenT xadenpsl dpaxynbrerckoit | TBOY BIIO «AcTpaxaHcKas 414000, AcrpaxaHbp,

yn. bakunckas, i, 121

Cumonosa Orbra VMropesna
Paspen «JViMmynusanusa»
Paspenn «AHTHOaKTEpYA/TbHAS
Tepamnms»

3aBeqyromnias OT/eNleHyeM
ITy/IbMOHOJIOT U, JI.M.H.

OTAY «HayuHblit IeHTpP 300pPOBbA
nereit» M3 PO

119991, Mocksa,
JIoMOHOCOBCKMII Ip., A. 2,
crp. 1

Tatouyenko

Brapumup Kupnninosua
Pasnen «VIMmyHM3anya»
Paspen «AHTHOaKTEpYa/IbHAA
Tepamns»

InaBHbII HaYYHbI
COTPYAHUK OT/ie/IeHUA
ITy/TbMOHOJIOT YA,
npodeccop, A.M.H.

QOI'AY «Hay4Hblii IIEHTP 3/[0pOBbs
nereit» M3 P®

119991, Mockaa,
JIoMoHOCOBCKUII 11p., A. 2,
crp. 1

Bboposuk
TarpsiHa SpyapnoBHa
Paspen «[JuetoTepanms»

3aBeqyronias OT/eNeHyIeM
IUTAHUS 300POBOTO U HONBHOTO
pebenka, npodeccop, i.M.H.

OTAY «HayuHblit IEeHTpP 300POBbA
nerein» M3 PO

119991, Mockaa,
JIoMOHOCOBCKMII IIp., A. 2,
crp. 1

PocnaBnesa Enena
AJnexcaHIpoBHa
Paspen «[JuetoTepanms»

Crapiunii HayYHblil COTPYJHUK
OT/ie/IeHNs] IUTAHMUS 3,0POBOTO
U 607IbHOTO pebeHKa, K.M.H.

OI'AY «Hay4Hblii IIEHTP 3[[0POBbsA
metelt» Munspapasa Poccun

119991, Mockaa,
JIoMOHOCOBCKUI1 1Ip., [. 2,
crp. 1

Hupynbaukosa
Onbra MapreHoBHa
Paspen «TpancrmaHTanysa»

JOKTOp MEIMIIMHCKMX HayK,
IJIaBHbIA HaY4HbIN COTPYJHUK
OI'BY « DHILTUO um. akap.

B.J. lllymakoBa» Munsznpasa
Poccun, mpodeccop kadenpsr
TPAHCI/IAHTONIOT MM U MCKYCCTBEH-
HBIX OPraHOB JIe4eOHOT0 (aKyIIb-
teta 'BOY «Ilepspiit MTMY

um. V.M. Ceuenosa» Munszpasa
Poccun

OI'bY «®HI] TpancmaHTOMOT NN
U MICKYCCTBEHHBIX OPTaHOB

um. akazi. B.JI. IllymakoBa»
Munsppasa Poccun

Mocksga,
yn. lllyknHuckas, 1. 1

Yepnyxa Mapuna IOpreBHa
Pasuen «Mukpo6uonorus
U SIMUEMMIO/IOT IS
XPOHMYECKON
pecnupaTopHoit nH}peKIu
IIpY MYKOBUCIII03€»

Bepyuiuit Hay4HBI COTPYRHUK
nMabopaTopun MOJIEKY/IAPHO
SMMJEMMIONIOTMY TOCIUTANbHBIX
uH}peKumit, 1.M.H.

OI'bBY « DHUIOM um. H.®. Tamanen»
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YBakaemble Kojiern!

[To munumaruse ®BTHY MI'HII u Ob6uiepoccuiickoit obiiecTBeHHOI opranmusanun «Bcepoccuiickas
accomyanusa misd OOIbHBIX MyKoBucIuzgosom» B 2014 rogy ObUI CO3/1aH 9KCIIEPTHBIN COBET 110 MYKOBMC-
o3y A paspaborky KoHceHcyca 1o akTyabHBIM aclieKTaM 3Toro 3aboneBanusa. Komurer paboran
IpaKTMYeCKN TPU Tofja HaJ| CO3[jaHNeM eVIHOTO JJOKYMEHTa U BBIPaOOTKOI apryMeHTUPOBAHHBIX pellle-
HUI TI0 OCHOBHBIM BOIIPOCAM JIMATHOCTUKM U Tepanuy 3a00jieBaHms.

ITo mMepe co3pmaHMs OTAENbHBIX (PPAarMEeHTOB OCYILECTB/ISA/NACh MX Nybnukauus. B Hacrosiiee BpeMms
KoHceHcyc 3aBepllieH U IOATOTOB/IEHO M3/IaHMe B BIJe OT/ie/IbHOI Opouropsl. Ero BeImyck Heob6xopnm
JUIA TIOATOTOBKM M YTBEPXKAEHMA HOBBIX KIVHUYECKMX PEKOMEHJALNIA ¥ CTAaHLAPTOB I10 AMArHOCTH-
Ke 1 JledeHnIo Mykosucuuaosa B PO. Koncencyc rotoBunm 47 sKCcrepToB B pas3IMYHbIX 00/1acTAX Me-
nuuyHbl. KoHceHCcyc 06cyxancs Ha koHrpeccax PecnimpaTopHoro obmecrtsa (2015, 2016), KoHrpeccax
«V/IHHOBaLVIOHHBbIE TEXHOIOTUY B IEeAMATPUN U AeTcKol xupyprum» (2013, 2015, 2016), B mKonax 1o
MyKoBucIuzno3y (2014-2016), a 12-m HanmonanpHOM KOHTpecce 1o MyKoBucLuao3y (2015), 3aceganu-
AX 9KCIIEPTOB, Ha cTpaHnuax xypHanoB («Ileguatpusa» um. LH. Crepanckoro, 2014; «Ileguarpuyeckas
dbapmakonorus», 2015; «Bpau», 2016; «MenuiuHckas reHeTuka», 2016). OKoHuYaTeIbHOE TOTOCOBaHME
66110 IpOBeeHo 8-9 nexabpst 2016 ropa.

Koopaunarops! npoekra B nuie npod. E.V. Kougparsesoii, npod. H.JO. Kammpckoii, mpod. H.M. Ka-
IIPAaHOBA BBIPAXKAIOT MICKPEHHIOIO NIPV3HATE/IbHOCTD BCEM YJIEHAM 9KCIIEPTOrO COBETA 3a X BBICOKOKBAJIN-
GUIPOBAaHHYIO U TPYAOEMKYIO paboTy 1 HafIeloTcs, YTo paspaboTanHbll KoHceHCyc 6yaeT noneseH s
IIOBCEJTHEBHO JIeATE/IbHOCTY KaK CIELMa/INCTOB, BOBJICYEHHBIX B M3y4eHNe Ipo0IeMbl MYKOBUCIUIO3a,
TaK ¥ IIMPOKOTO KpyTa IeINaTPOB, TEPAIIEBTOB, T'€HETUKOB, IIyIbMOHOJIOTOB, TACTPOSHTEPOIOTOB U JIPY-
TUX Bpaydel, OKa3bIBAIOLIVX IIPAKTIYECKYIO IOMOIIb OO/NTBbHBIM JAHHOTO KOHTUHIE€HTA.

C yBaxeHuem,
npo¢. E.VI. Konpparbesa,
npo¢. H.1O. Kamnpckas,
npo¢. H.J. Kanpanos
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BBenenue

Myxkosuciupos (MB) - camoe pacpocTpaHeHHOe HaclIeCTBEHHOE 3a00/IeBaHue, 00yCIOBIEHHOE My Ta-

Vel reHa, PACIOIOKEHHOTO B IJIMHHOM IIede 7-J1 XpOMOCOMBI, IIEPElaeTCs 10 ay TOCOMHO-PELeCCUBHO-

My TUITy IIpM HacJ€JOBaHUN IBYX MyTaHTHBIX ajineneil. ClefAcTBYeM MyTal/ T€HA ABJIAETCA HapyLIeHNe

CUHTe3a, CTPYKTYPbI 1 QYHKIMY OeKa TPaHCMeMOPaHHOTO PeryisaTopa MPOBOAVMOCTY MYKOBUCIIUZIO3a

(CFTR), B pe3ynbraTe 4ero XJIOpHble KaHA/Ibl CTAHOBSATCS IATOTOTMYECKY HEIIPOHMI[AEMbIMM JJIA VIOHOB

XJI0pa Npy runepabCcopOIy HaTpKs ¥ OFHOBPEMEHHOM ITOCTYIUIEHUM B KJIETKY BOJIBI, UTO BBI3bIBAET Jie-

TUJPaTalIo ANIMKAIbHO TOBEPXHOCTY CEKPETOPHOIO SMNUTENNA U YBENWYEHNE BASKOCTY CIIU3M.

MB - 310 MyIBTHCUCTEMHOE 3abo0jieBaHMe, HMOpaKalollee IbIXaTelbHble IYTH, JXeTYLOYHO-KUIIEYHBIN

TPaKT, II€4€Hb, IOIPKETYNOYHYIO JKe/le3y, CIIOHHbIE, TOTOBBIE YKE/IE3bl, PENPOAYKTUBHYIO cucTeMy. [Ipn aTom

IIaTO/IOTVIA JIBIXATe/IbHBIX ITyTell SIB/IAeTCA IJIABHOM IPUYMHON OCTOXKHEHUI U jeTanbHOCTH (60mee dyeM B

90% cry4aeB). [TopaskeHue GPOHXO/IETOYHOI CUCTEMBI BCTIECTBYIE HAKOIUIEHNA BA3KOTO MHUIIMPOBAHHOTO

CeKpeTa, BBI3BIBAIOIEIO OOCTPYKIVIO U BBIPAKEHHYIO BOCIIA/IMTEIbHYIO PEaKIIO, BeleT K IOBPEXICHUIO

IbIXaTe/IbHBIX ITyTell Y HEYKTIOHHOMY YXYZALIEHNIO GYHKLIMY JIETKVX U, B MITOTE K IIXaTe/IbHOV HEeOCTAaTOY-

HocTu. PeryayBupytomye pecimpaTopHble S1M30AbI (OpOHXUTBI, THEBMOHMY, OPOHXMOINTHI), KaK IIPABUJIO,

3aKaH4YMBAIOTCsA GOPMIUPOBAHIEM “TIOPOYHOTO KPyra», BKIIOYAOIEr0 YBeINYeHe BASKOCTI MOKPOTBHI, 00-

CTPYKIVIO JbIXaTeIbHBIX Ty Tel, MH(EKIVIO 1 YacThble BOCIAICHIIA.

B HacTosmee BpeMs MPORO/DKUTETBHOCTD XXI3HN MallieHToB ¢ MB yBenmuuBaeTcs B cBsA3M ¢ pa3pabor-

KOJI HOBBIX METOJOB T€pPallMM U UX COBeplIeHCTBOBaHMeM. C yBeIM4eHNEM IPOJOKUTENbHOCTH XKU3HNU

4aCcTOTa OC/IO>KHEHNIT ¥ COITY TCTBYIOIINX 3a00/IeBaHMII TAK>Ke YBEINYMBAETCA 110 Mepe B3POCTIeHMs 00Ib-

Horo. [Ipu mporHosupoBanum 5-1eTHEN BBDKMBAEMOCTY IIPY MYKOBUCII/IO3€ YYUTBIBAXOTCA TOKAa3aTe/N

¢ynkuyy BHemHero Apixanusa (PBJI), coXxpaHHOCTb MaHKpeaTU4ecKol PYHKIVM, HYTPUTUBHBIIA CTATYC,

MMKPOOHBIIT Tefi3aXK, Hajmu4ne caXapHoro amabeTa, 4acTOTa 0OOCTpeHMiT B TedeHMe rofa. BapocneHue

60mpHOr0 MB COIIPOBOXKAETCS CHIDKEHMEM PeCIIPATOPHO (PYyHKIINM, CMEHOI MUKPOQIOPBI [IbIXaTe/Ib-

HBIX ITyTeil Ha 60Jiee arpecCUBHYIO, HApacTaHVeM YacTOTBhI OCJIOKHEHMII CO CTOPOHBI OPTaHOB IbIXaHMUS

1 nuieBapeHna. HemocTaToyHOCTh NIUTAaHMA U 3aiep>KKa pOCTa, KaK IIPaBUIO, HAOMIOAIOTCA Y BeTell I

B3POC/IBIX ¢ MB 1 ABNAIOTCA MHAMKATOpaMM IIJIOXOTO IPOTHO3a.

PasButie coBpeMeHHOI MEIVILIMHCKONM HAayKN B LI€/IOM 3a IIOCTIENHEE NeCATUIETIIE PACKPBITIO HOBbIE BO3-

MO>XHOCTY IIepCOHA/IV3YPOBAHHOIO IIOAXO0/a B Tepanuy OONTbHBIX MYKOBUCIU/IO30M:

o JJHK-puarnoctuka (Byuj MyTanyy I03BOJIAET IPOTHO3MPOBATh KIMHIYECKOE TeYeHNe TaKOro 3aboe-
BaHMNA, KaK IIAaHKpeaT4ecKas HefloCcTaToYHOCTh; JJHK-nuarnoctika 9acThix MyTanmii 1 CEKBEHUPO-
BaHJe TeHa OIPefe/AT BEIOOP STHOIATOTeHeTYECKOTO IIperapara).

« KommbrorepHas Tomorpadus faeT BO3MOKHOCTb TOYHO IMATHOCTHPOBATh 00bEM U BUJL MOPAKEHNA
JIETKVIX, YTO OIIpefieNsieT BLIOOp Tepanmu.

o  Muxkpo6uonorndeckas AMarHOCTMKA M MOHUTOPVIHT BUJA U TUIIA MMKPOOHOTO BO30OYAUTENIs, €ro pe-
3UCTEHTHOCTY K aHTMMMKPOOHOI Tepanuy II03BOJIAIOT MHAMBNUAYAIM3YPOBATh Ha3HAYeHVe aHTIOaK-
TepUaNbHOrO Npenapara.

» (QapmakoreHeTnyeckoe 06C/IeoBaHNe ONpeNe/sAeT XapaKTep MeTabo/m3Ma JIeKapCcTB, IPeXKie BCEero
aHTMOAKTepyaIbHbIX NTpenapaToB. Tak, [ mopeit ¢ 6bICTPbIM MeTab0/MM3MOM (BbIBEfIeHVEM) JIeKap-
CTBEHHBIX CPEZICTB XapaKTePHO CHIDKeHNe VX 3P (eKTUBHOCTH, a U/ JINI] C MeJl/ICHHBIM BbIBEfIeHIIEM —
BO3HMKHOBEHJE IOOOYHBIX [IeVICTBI, YTO OIpefie/sieT MHANBUAYATbHBII OO0 HO3bI IpeIapaTos.

Takum 06pa3oM, Ha OCHOBE eVIHbIX OIXOM0B K AMArHOCTMKe 3a00/IeBaHMs, TePAY MO)KHO 3HAUNUTE/Ib-

HO MOBBICUTH 9P PEKTVBHOCTD U1 YBEMUIUTD IPORO/DKUTENBHOCTD U Ka4eCTBO XKV3HY OO/IbHBIX.

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

Cnmcok coKpanjeHmit

ADBJIA - ajteprudeckuii OpOHXOIETOYHBIN acIepruies
ABT - anTnbaKkTepuaabHas Tepamms

AKII - anbTepHUpYIOLIe KOPOTKIE KypChl IPeTHI30/I0HA
AJIT - ananmHamMMHOTpaHCcepasza

AMI - aMMHOITIMKO3UIbI

ACT - acnapratamuHoTpaHcdepasa

BAJI - 6poHX0a/IbBEOIAPHBIIT JTaBaXK

BBU - BHyTpubOnbHNYHAA MH(EKIA

BIIOCII, CBAVD - reHetnyeckye 0CO6€HHOCTI BPOXXJEHHOTO IByCTOPOHHETO OTCYTCTBUA
CEeMABBIHOCALINX IPOTOKOB

BPBII - BapuKo3HO€e paclIMpeHe BeH NNIEeBOAa

I'K - rmanypoHoBas Kucnora

I'TI1 — HarpysKa IJIFOKO3011

I'TTH - roroxo3a 1m1a3sMbl HaTOIaK

IM - mokasaTenbHasI METUIITHA

IIH — nprxaTenpbHas HEOOCTaTOYHOCTD

IHK - ne3oxcupnboHykIeHOBas KUCTIOTa

JUITH)XK - pnvHHOLIEIOYeYHbIe TOTMHEHACHIL€HHbIE )KMPHbIE KMIC/TOTBI
JKKB - xemuyHOoKaMeHHas 60/1e3Hb

JKKT - >xenmy04HO-KMIIEYHBI TPAKT

JKCA - >xenTo4Ho-coneBoii arap

VIKCH - uHTpanuTomnIasMaTniecKas MHbeKLINA CllepMaTo30M/ia
VMT - uHpeKc Macchl Tera

VIPT - MMMYHOp€aKTUBHbBIN TPUIICUH

KL - KOHCYynbTaTUBHO-IMarHOCTUYECKUIT LIEHTP

KOC - koarynasooTpuiiatebHbIi CTapUIOKOKK

KC - xopTukocreponsbi

KT OI'K - xomnboTepHas ToMorpadus OpraHoB IPYJHO KIeTKI
MB - mykoBuCcINI03

ME - MexxiyHapOfHbIE €IV HNULIbI

M3 P® - MuHucrepcTBO 3ipaBooxpanenus Poccurickoit @enepannm
M3C]I - MyKOBUCIIU03-aCCOLMMPOBAHHBIN CaXapHbIN A1radeT
M — MeKOHMEBBIN NIIEYC

MK - makcuManbHas KOHLIEHTpaLys aHTUOMOTIKA

MIIK - MyHepanbHasA NIOTHOCTb KOCTU
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MPHK - MaTpuyHas puOOHyKIeMHOBas KUC/IOTa

MCKT - mynprrcnypanbHas KOMIbIOTEPHAst TOMOrpadus
MCDS - meguKo-conmanbHasa IKCIepTm3a

HBAlc - mMKMpOBaHHBI TeMOITOOMH

HJII - aykHMe gbIXxaTenbHble Iy TU

HIIBII - HecTepouiHbIE TPOTMBOBOCIATNTE/IbHBIE ITPEAPATHI

HTT - HapyieHue TonepaHTHOCTH K ITIIOKO3€

H®MO - HedepmeHTUPYIOLYE TPAaMOTpPULIATEIBHbIE MUKPOOPTaHM3MbI

OI'K - opraHbl IpyHOII KJIETKM

OI'TT - opanbHBbLIl INIIOKO30TO/IEPAHTHBIN TECT

O®BI1, FEV1 - 06beM popcupoBaHHOTO BBIIOXA 32 1-10 CeKYH/Y

III']] - mperMIIaHTAIIOHHAA TeHeTYecKas JUAarHOCTUKA
I1]T - mpeHaTanbHasA JUATHOCTUKA

IDK - nomxenynouHas >xenesa

ITH - maHKpeaTtndeckas HeOCTAaTOYHOCTD

[IIIP — monumepasHas LenHas peakuus

PC - pecimpaTopHas CMHIMTHAIbHO-BUPYCHAs MHQEKINS
C[I - caxapubiit guaber

CIMO - cuHApOM JUCTaTIBHON MHTECTUHAIBHO 00CTPYKINMK
CCII - cxopas crienManu3ypoBaHHas IOMOILb

CTTT - craHfapTHBIIT TECT TOIEPAHTHOCTH K I/TIOKO3€
CIT - cpegHelerioueyHble TPUIMNLEPUABI

TII - TpaHCcIIaHTaLVA TeYeHN

Y3 - ynbTpasByKoBOE€ MCC/IEfOBAHNE

®BJ] - pyHKIMA BHEIITHETO JABIXaHUA

®XXEJI - popcupoBanHas >KM3HEHHas €MKOCTb JIETKIX
@K - ¢pubpo3Hasa KOTOHOIATHA

LOI-2 - nuKIooKcureHasa-2

AI'/IC - 330¢aroracTpoayoseHOCKONs

IKT - snexTpokapanorpamma

9KMO - skcTpakopriopanbHast MeMOpaHHas OKCUTeHAIVIA
9KO - skcTpakopriopanbHOE OIIOIOTBOPEHNE

OIIH - sK30KpMHHas MaHKpeaTndecKass HEJOCTAaTOYHOCTD
A. xilosoxidans - Achromobacter xylosoxidans

Bcc - Burkholderia cepacia complex

BCSA - Burkholderia cepacia complex selective agar

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

CFA - koadduiyeHT NOIIOMIEHNS XUpa

CFTR - reH MYKOBUCLMIO3HOTO TPAHCMEMOPAHHOTO perysaTopa

CGMS - Continuous Glucose Monitoring System

Cl - nons! x710pa

DXA - gBysHepreTnyeckasi peHTTeHOBCKas abcopOLmoMeTpus

ECTS - EBpomneiickoe 0611ecTBO KambIMPUIMPOBAHHON TKAaHN

ESHG - European Society of Human Genetics — EBpomnerickoe 06111ecTBO reHETUKM YelTOBeKa
ESHRE - EBpomneiickuii coBeT 110 pelpogyKLNM ¥ SMOPHOIOT Y YeJIOBeKa
FDA - Food and Drug Administration

FE1 - dexanpHast maHKpeaTnyeckas anmacrasa-1

HCO?" - nons! 6ukap60oHaTOB

HGVS - Human Genome Variation Society

IL-1 - naTepnenKkuH-1

IL-6 — uATEpNENKNH-6

IL-8 - nnTepnenikuH-8

IOF - MexpyHaponHbIil GOHJ| 0CTeonoposa

IQR - memmaHa Macchl Tea

ISCD - MexyHapopHOe 06111eCTBO 10 KJIMHWYECKOT IeHCUTOMETPUN

M. tuberculosis — Mycobacterium tuberculosis

MAC - Mycobacterium avium complex

MALDI-TOF - Matrix Assisted Laser Desorbtion/Ionization Time of Flihgt
MRSA - MeTUIIM/INIMH-YCTOIYMBbIE MITAMMBbI 30JI0TYCTOTO CTaMIOKOKKA
NCCLS - HaunoHanpHbIil KOMUTET 110 KIMHUYECKUM Tab0pPaTOPHBIM CTaH/japTaM
NTM - Nontuberculous mycobacteria

P. aeruginosa - Pseudomonas aeruginosa

PEP - positive expiratory pressure

RANKL - penenTop akTBaTopa sifiepHoro ¢pakTopa Kamma-6era

S. aureus — Staphylococcus aureus

TNEF-a - ¢pakTop Hekpo3a omyxonn anbga

Z-scores, SD — cTaHfjapTHbIE OTK/IOHEHUS
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1. Knaccudpukanusa MykoBucnmaosa

BcemupHas opranmusanus 3gpaBooxpaHennsa, Mex/yHapoiHas acconyanys MyKoBUCLINI033a, EBpomnerickas
accouyanya MyKOBJCIM03a VICIIO/Ib3YIOT B HACTOsALEE BpeMs CIIEAYIOL[YIO knaccudukanuio [1, 2, 3, 4, 5]:
Krnaccudecknit MyKOBIUCIIUIO3 € ITAHKPeATNIeCKOI HelOCTATOYHOCTRIO (CMeIIaHHas VN TeTOYHO-KIIIed-
Has popma 3aboneBanns*) — E84.8.

Knaccnvecknit MyKoBUCIIM03 C HEHAPYLIEHHO (byHKumei[ TIOZIKETY/{OYHOI XKene3bl (IIperMYIeCTBEHHO
nerouyHas popma 3aboneBanus**) — E84.0.

Heomnpenenennslit fyuarHo3 npy NOM0XNTETbHOM HEOHATA/IbHOM CKPMHVHTE Ha MYKOBUCIINI03 " — E84.9.
3aboeBaHNusA, aCCONUMPOBAHHBIE C TeHOM CFTR*™***:

— M30/IMPOBaHHAA 0OCTPYKTUBHAA a300CIIEPMIS;

— XPOHMYECKUII TAHKPEATnT;

— IUCCeMMHMPOBAaHHbIE OPOHXOIKTA3bI.

C y4eTOM HaKOIUICHHOTO B CTpaHe OIbITa IO Knaccudukanuy 3aboneBanus (Pabodas xmaccudpuxanmsa
mMykoBucrupo3sa. Paunuckuit C.B., Kanparnos H.J., 2000) 1 MeXZyHapOTHOTO OIIbITA IPeJ/I0’KeHa K/IaCcCH-
¢ukanys mykosucuyposa (Tabmmna «Kmmandeckas kaccudukamyss MyKOBIUCII03a»).

OcHoBHbIE pOpMYTHPOBKHU:

MykoBUCIM03 C TAHKpeaTU4ecKoil HegocTaTouyHOCThI0 (B MKB-10 — E84.8. Kucrosubiit ¢pubpos ¢

npyrumu nposasieHnAMm). COOTBETCTBYeT K/IACCMYeCKOMY MYKOBUCLIM03Y C ITAHKPeaTNIecKoil HefjoCTa-

TOYHOCTBIO C OC/IOXKHEeHVAMY U 6e3 Hux. B kimaccudukauym mykoBucnyposa Paunnckoro C.B., Kanpano-

Ba H.J. (2000) cooTBeTCTBYeT CMeIIaHHOII popMe 3ab0/IeBaHNA.

Visom1poBaHHOI1 KimireqHoy popMbI HeT B coBpeMeHHON ktaccudyikarym BO3 u EBporneiickort accoryanym MyKo-

BricIyno3a 2, 3]. Kox E84.1 — xuctosHbI1 prOpo3 ¢ KMIIeYHbIMY IPOSIBICHVISIMIL — He PEKOMEHIYeTCs MCTIOb30BaTb.

MykoBUCIMI03 ¢ HEHapyIIeHHO (pyHKIMel momKenyqoaHoii >kene3nl (B MKB-10 — E84.0. Kucrosusiit

¢ubpo3 ¢ nerouHsIMy mposaeHnAMN). K MykoBrcumiosy 6e3 nmaHKpeaTndeckoil HeloCTaTOYHOCTI OTHO-

CATCS CTTy4ay ¢ HOPMaJIbHON 9K30KPMHHOM (PYHKIIVEl IOPKeTyL0YHO JKeyle3bl, O TBEPXK/ICHHOI pe3y/ib-

TaTaMy JTa0OpaTOPHOTO MCCIeNoBaHMsA (OTCYTCTBYE HEMTPAJTbHOIO JKMpa B KOIPOrpaMMe, YPOBEHb 9J1ac-

Taspl-1 Kama He HIDKe 200 MKI/T Kana). [Ipy reHeTi4eckoM McCIefOBaHNM BBIAB/IACTCA HaIM4IMe My TaLWiL,

PV KOTOPBIX PYHKLVA IOMPKETYLOYHOI XKe/le3bl 0CTaeTCsl OTHOCUTENIbHO cOXpaHHOI (cM. Paspen «[eHeTnka

MYKOBMCLIMZO3a. MONEKYIApHO-TeHeTIYeCKasl [UarHOCTHKA IPY MYKOBUCLIMTO3e» (acCOIMAIVA TeHOTHIIA

u ¢peHornmna)). B kmaccudukanym mykosucnypnosa Paunnckoro C.B., Kanpanosa H.JL. (2000) cooTBeTcTBYeT

IPeMYILeCTBEHHO JIETOYHOI popMe 3a60/IeBaHMA.

Heomnpenenennnlii AuarHos mnpy NOTOKNUTEIbHOM HEOHATaTbHOM CKPUMHMHIE Ha MYKOBMCIUO3

(8 MKB-10 - E84.9. Kuicto3Hblit p16po3 HeyTOUHEHHbIIT), B peKkoMeHpanyax o mykosrciynosy CIIA (Cystic

Fibrosis Foundation) ncnonbsyercsa Tepmun «CFTR-3aBucuMbIii Metabomrdeckuit cuappom» (CFTR-related

metabolic syndrome, CRMS). IIpumenseTca y meTeii ¢ OMOKXUTETbHBIM MIMMYHOPEaKTUBHBIM TPUIICHOTEHOM

(VIPT) 6e3 x/MHWYeCKUX NPOsB/ICHNIT 3a00/IeBaHVs. BbIIe/AIOT fBe IPYIIIbI MALVIEHTOB CO CIEAYIOLIIMIY Xa-

PaKTepUCTUKAMM:

o A - HopMmasnbHBIe XTOpUAbI oTa (<30 MMoOmb/) 1 Be MyTanuu B reHe CFTR, 13 KOTOPBIX 110 KpaltHeit
Mepe OfiHa MMeeT HesiICHble (peHOTUIIYecKye IOCeACTBIA, B cnydasx korga [JHK-nmnarnocTuka mpo-
BeJieHa JI0 TIOTOBOI IPO6bI;

e B - morpannyHble 3HAYEHNA XJIIOPUOB IIOTA ¥ OfHA MM HU offHON MyTanuu B rene CFTR.

O>xmpaeTcs, 4TO y OONBLIMHCTBA M3 HMX K 3 TOfjaM MOTYT NOSABUTHCS KIMHIYECKUEe CYMITOMbBI MYKOBIIC-

umposa [5, 6].

IToxg CFTR-cBs3annbiMu Hapymennsmu (CFTR-related disorders) mpuHsaTO MOHMMATD KIMHUYECKIE CO-

CTOSIHMS, acCOLMMPOBaHHble ¢ HapymeHyeM ¢yHKuuy reHa CFTR, HO Ipu 9TOM He COOTBETCTBYIOIINE

IIO/IHOCTBIO0 IMATHOCTUYECKUM KpuTepusaM 3aboneBanus [2, 4, 7, 8, 9]. Ob6s3areIbHBIM YC/IOBMEM IIO-

CTQHOBKM) JIMarHO3a fABJIAETCA Haludye XOoTs Obl ofHON yaeHTHduIupoBanHoil Mytanyy B rene CFTR

(cm. Paspen «[JHK-puarnocruka npyu CFTR-cBA3aHHBIX HapylleHUAX»). [loToBast mpoba orpuuaTenbHas.

Kon MKB-10 pexomeHiyeTca NCIIONB30BaTh M3 COOTBETCTBYIOLINX PA3JENOB.
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Hpumeuanus:

* dopma n3 knaccudukanyy MB Paunackoro C.B., Kanpanosa H.JL. (2000), TpaguioHHo ncrionb3yemas B PO.
** CreleHb JIbIXaTeIbHON HEIOCTATOYHOCTY yCTaHABIMBaeTCsA cormacHo «Kmaccuduxauym aprxarenbHO
HemocTaroyHoCT» (HanmonanpHOe pyKOBOACTBO IO 60/IE3HAM OpraHoB AbixaHus, 2010).

[/ OLleHKM XapaKTepUCTUKY OPOHXO/IETOYHBIX M3MEHEHNI MCIIO/Ib3YIOT CTEIIeHb AbIXaTe/IbHOI HefJ0CTa-
TOYHOCTH cornacHo «Kmaccugukanum gpixarenpHoi HegocTarouHocTy» (HanmonanpHOe pyKOBOACTBO 1O
6onmesHsiMm opraHoB jpixanus, 2010). [IpixarenpHas HegocTaToYHOCTH (JIH) — HECTOCOOHOCTD CUCTEMBI
IIbIXaHUsI 00eCIIeYUTh HOPMa/IbHBIN Ia30BBIil COCTaB apTepuanbHoil KpoBu. [IH — maromormdeckmit cuH-
ApOM, IIpU KOTOPOM IIapLa/IbHOE HAIPsKEHME KUCIOPOAA B apTepuaabHON KpoBu MeHee 80 MM PT.CT.
/WY TapLiaIbHOE HAIIpsDKEHMe YITIEKMCIIOTo rasa — 6omee 45 MM PT.CT.

[ H mo marorenesy:

1. Immoxcemmueckas (Jlero4Hass HEOCTaTOYHOCTb) — HEJOCTATOYHOCTb Ia3000MeHa, IPOSBIIAIONIAAC
TUIIOKCEMUEN.

2. TunepkamHmyeckasi (HacOCHasi HEOCTATOYHOCTb) — BEHTWIALVIOHHAS HEJOCTATOYHOCTb, IIPOSBIIAIO-
IasACs TUIepKanHueil (yTHeTeHue AbIXaTe/IbHOTO IIeHTpPa, MeXaHN4eckuil gedeKT KapKaca, yTome-
H1e/CTabOoCTh ABIXaTeTbHOM MYCKY/IATYPBbI).

I H 1mo ckopoctu pasButus:

1. Ocrpasa - pasBuTMe B TeYeHUE MMHYT/[HEI; KOMIIEHCATOPHbIE MEXAaHM3Mbl HE YCIIEBAIOT BKJIIO-
ynThcs (pecnmparopubii anunos (pH <7,35) npu BentunsaumnonHoit IH n pecnimpaTopHbIi ajaKanos
(pH >7,45) npu napenxumarosHoit [1H); HemocpecTBEHHO XM3HEYTpOXKaIoIee COCTOSTHUE.

2. XpoHudyeckas — pasBUTHE B Te4eHME MecAleB//neT; (PyHKIMOHMPYIOT KOMIIEHCATOPHbIE MeXaHM3-
Mbl (MOMMIIUTEMMSI, TTOBBIIIEHNE CEPIEYHOrO BbIOpPOCA, HOpMaNMM3auys PeCOMpPAaTOPHOTO alKz03a
3a cyeT 3aJlep>KKI MOYKaMy OMKapOOHATOB); aCCOIMUPOBAHA C TUIIOKCEMMEN 1/WIN TUTIEPKAITHIEN,
MOTEHIIMA/IbHO XKM3HEYTPOXKAIOLee COCTOSHME.

IITH mo cTeneHu TsKeCTu:

CreneHnpb PaO,, mm pr.cT. $a0,, %
Hopma >80 >95
1-g cTrenenn 60-79 90-94
2-4 cTeneHb 40-59 75-89
3-4 cTeneHb <40 <75

*** TIo/moXXUTeNbHBIN HEOHATAIbHBIN CKPMHUHT VIV HEOHATaJIbHAs TUIepTpuncuHorenemMus (cm. Pasgen
«JIlMarHocTrka MyKoBMCIi03a. HeoHaTaIbHBI CKPYHVHT») He SBJIAIOTCSA JUAaTHO30M M B KIacCcuduKa-
L[MI0 He BK/IIOUEHBI, ITallJieHTaM C HEOHATaIbHOJ TUIIEPTPUIICHOTE€HEMIEll peKOMEHAYeTCA B 1 rofi IIpoBe-
CTV TTIOBTOPHO ITOTOBYIO Ipo0y. ITpeoskeH HOBBIT AMAarHO3 — «HEOIpele/IeHHbIN JVarHo3 IIPY ITOJIOXKY-
TEeJIbHOM HEOHATa/IbHOM CKPVMHUHTEe Ha MyKOBUCIN03» (cM. Paspen «[eHeTnKa MyKOBUCIIIZI03a»).

¢ Kog MKDB pexoMeHyeTcs MCIIONMb30BaTh 113 COOTBETCTBYIOLIVX Pa3/e/oB.

CreneHs Ts>KecTH 3a60/IeBaHUA PEKOMEHAYETCS He YKa3bIBaTh MCXOMA M3 MePBUYHO-XPOHITIECKOTO
Te4eHN s, MONNOPTaHHOTO MOPayKeH A U IPOrPeMeHTHOTO TeYeHM .

O1eHKY CTeleH!) BBIPR)XEHHOCTY CTOVMKNX HapyIIeHW) QYHKIMII OpraHu3Ma peKOMEeHJyeTCs yCTaHaB-
nmuBath ucxonsa us «Kmaccupukanuit 1 Kputepues, UCIOIb3yeMbIX IIPY OCYIIECTBICHUN MEIVKO-COIV-
anpHOIT akcriepTusbl» (IIpukas MunTtpyna Poccyun ot 17.12.2015 Ne 1024H, http://www.invalidnost.com/
forum/3-3175-1), cornaco «KonmndecTBeHHOM CHCTeMe OLJeHKV CTEIIeHU BBIPAKEHHOCTHU CTOVKMX Hapy-
meHn GyHKIMIT OpraHu3Ma 4enoBeKa, 00yC/IOB/IeHHbIX 3a00/IeBaHUAMM, ITOCTIECTBISIMYU TPaBM WA fie-
¢dexTamy (B IpOLEHTaX NPUMEHUTENTBHO K KIVHMKO-(YHKIVOHAIBHON XapaKTePUCTUKe CTOMKUX Hapy-
meHnit PyHKUMIT OpraHN3Ma YelToBeKa)».

C y4eTOM HaKOIUIEHHOTO B CTpaHe OIbITa o Kiaccudukanum 3aboneBanusa (Pabouas kmaccuduxa-
s mykoBucnyposa (Paunuckmit C.B., Kanpanos H.J., 2000) u pexomenpanuit BO3 u EBpomnerickoir
accouanuy MyKOBUCLN/IO3a, a TakKe nonoxkenuit IIpukasa Munrtpyma Poccun ot 05.07.2016 Ne 346H
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«O BHeceHMM VI3MEHEHUII B KJIACCUPUKAIVY Y KPUTEPUM, UCIIO/NIb3yeMble IIPU OCYILECTBIEHUN MeVIKO-
COIVIaJIHON 3KCIIEPTU3BI TPKAaH (emeparbHbIMU TOCYAAPCTBEHHBIMY YUPEXKAEHUAMU MEIVKO-COIV-
a7IbHOM SKCIIEPTU3DI, YTBepXKAeHHbIe [IpKkasom MuHucrepcTBa Tpyja 1 COLManbHON 3anuTbl Poccuit-
ckoit @epepanun ot 17 gexabpst 2015 1. Ne 1024H» (3apeructpupoBan B Muntocte Poccun 28.07.2016 .
Ne 43018), peKOMEH/IOBaHO VICIIONb30BATh JIOTIOJTHUTE/IbHbIE TI0Ka3aTeny 1A GOPMYIMPOBKU AUATHO3A
(Tabmuna «Knuuanveckas knaccupukanysa MYKOBUCIUIO3a”).

Vicxopsa u3 monoxennit Ilpukasa «Kmaccuduxaumm v Kputepun, UCIONb3yeMble IPY OCYIIEeCTBICHNUN
MeIMKO-conyanbHoi skcneptusel» (IIpukxas Muntpyma Poccum or 17.12.2015 Ne 1024H, http://www.
invalidnost.com/forum/3-3175-1), pekomeHzayercs: npu HampasneHuy Ha MCO ompefienaTh OLIEHKY CTe-
IIeH) BBIP&KEHHOCTM CTOMKVX HapylIeHuil (pyHKIVI opraHusMa 4enoBeka cormacHo «KommdecTBeHHO
CHCTEeMe OLIEHKY CTeIleHV BBIPKXEHHOCTH CTOVMKIX HapylIeHuil PyHKII OpraHu3Ma 4enoBeKa, 00ycioB-
JIEHHBIX 3a00/IeBaHNAMY, TOCTEACTBIAMY TPAaBM Wi fepeKTaMy (B MPOLEHTAX, IIPUMEHUTETBHO K K/IN-
HUKO-(PYHKIIVIOHA/IbHOI XapaKTepPUCTIKe CTOMKMX HapyLIeHui GyHKIMIT oprann3Ma denoseka)» (IIpmmo-
xeHns K [Ipukasy Muntpyna Poccym ot 17.12.2015 Ne 1024n) (ITpunoxenne 1).

[Tpumeps! GOpMYNINPOBKY AMATHO3A:

1. MykoBucunpnos, cmemanHtas ¢popma — E84.8, renotun F508del/F508del (MmykoBuc1inmos ¢ maHKpeaTude-
CKOJ1 HeOCTaTOYHOCTDI0), E84.8. XpoHmdeckuit 00CTPYKTUBHBI OPOHXUT, 060CcTpeHre. BpoHX09KTa3bI
(cmeBa — S9, 10; cipaBa - S$4, 5). [TH 0 c1. Xpornueckas cTapymIOKOKKOBas MHPEKIVA AbIXaTe/IbHBIX ITy-
teit. [lepBuunblii BbiceB Pseudomonas aeruginosa — mionb 2016.

XpoHudeckast naHKpeaTnyeckasi HefoCcTaTrouHOCTh. CuHIpoM niceBo-baprrepa B anamuese (2010, 2011).
Ocrno)xHeHMsT: HapyllleHe TOTEPAaHTHOCTH K YITIEBOZIaM, Oe/IKOBO-9HepreTideckas HelOCTaTOYHOCTD 1 CT.
2. MykoBuciusos, neroynas ¢opma — E84.0. XpoHmyeckuit 0OCTPYKTUBHBI OPOHXUT, 000CTpeHue.
[TpaBocTopoHHss HIKHenoneBas mHeBMoHus (S7-10). IH 1-2 cr. PacipocTpaHeHHble MIMHAPUYECKE
OpPOHX09KTa3bl 0O0MX /TeTKUX. XPOHNYECKIIT TIO/IUIIO3HBIN TAaHCUHYCUT.

XpoHndeckas cTapUIOKOKKOBas MHpeKIyA. XpOoHNYecKast CMHErHOVHas MHQeKIVs (IIepBUYHBI BbICEB
Pseudomonas aeruginosa — cents6pb 2013). Achromobacter spp. — aBryct 2016.

OcnoxxHeHne: 6eNKOBO-3HepreTIyecKasi HeOCTaTOYHOCTb 2 CT.

Ecmu ogHa mnn gBe MyTanuy He 0OHapY>KeHBI, TO 9TO CTIeAyeT yKa3aTb B AUarHo3e.

[Tpumep: F508del / He o6Hapy>keHa.

He o6napy>keHa / He 06Hapy>KeHa.
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Tabnmuma. Knnanyeckas knaccudukanms MyKOBUCIIUT03a
(mpepmoxxeHa Ha ocHOBe Paboueit kmaccubukanys mykosuciygosda (Paunuckmit C.B., Kanpanos H.JL,
2000%), pexomenganuit BO3 n EBporerickoit acconmanyy MyKOBUCLIUT03a)

XapakTepyucTuKa 6pOHXOIETOYHBIX U3MEHEHMIT

Ma 3a0071eBaHNA
(MykoBMCIMEO3

C HEHapYLIEHHOM
byHKIMeI TofXKe-
JTyJOYHO JKeTe3bl
_E84.0)

Hpyrue
Dasa
dopma 6onesHn CreneHp | IPOsABIEHNA OcnoxxHeHns
Knmuanyeckas U aKTVIBHOCTb
ITH** 3abomeBaHyA
mporecca
Knaccnaecknin XpoHndecKni 1. Bue 0 Cunycur Ab6c1iecchl, aTeIeKTashbl,
MYKOBUCLIUIO3 06CTPYKTUBHBIN | 060CTpeHnms Tcr CrHppoM nceBpo- | THEBMO-IIMOIIHEBMOTOPAKC,
OpoHXUT 2. O6ocrpenne | Il cT. baprTepa KpOBOXapKaHIIE, KpOoBOTE-
yeHe (JIerouHoe, XeTyRod-
CMelaHHasA mm bponxoakraspl Tun I cT. AsoocniepmMus .,
.| Hoe), anneprudeckmit 6poH-
JIETOYHO-KMIIIeYHas | (JIOKa/IM30BaH- 060CTpeHNs: Penmpusupyrommit | yoreroumpi acreprues
¢dopma saboneBanus | Hble 1 guccemu- | ObocTpenne IaHKpeaTUT (ABJIA), nerounas rumep-
(MyxoBMCIIMIO3 HUpOBaHHBbIE) XPOHUYECKOTO TEeH3V1s], II0/INII03 Hoca
C IIAHKPeaTN4ecKoil | C yKa3aHMeM OpoHXUTa Mexouuesblit nyeyc, skBuBa-
JIEHTBI MEKOHMEBOTO WJIeyCa,
HEOCTATOYHOCTBIO — | JIOKa/IU3aLUN ITHeBMOHMA )
848 BBINaJIeHNe TIPSAMOIL KUK
8) (c ykazaHueM Lnppos meern
JIOKa/IU3aLN) (63 1 ¢ IOpTANMBbHOI TUIIEp-
CMelIaHHBbIN TeH3Mein)
Jlerounast dpop- [TaeBMOOUOpO3 | T /KKB

OtcraBaHue B GU3NYECKOM
pasBuTun. benkoso-snepre-
TUYeCKad HeJOCTaTOYHOCTh
Hapyenne TonepanTHOCTH
K yIJIeBOflaM
MyKoBUCIMZ03-acCOLUUPO-
BaHHBIJT CaXapHBblIii yadeT
CHIDKeHIe MIHEePaTbHOM
IJIOTHOCTY KOCTHOV TKaHU
Bropuynbslit ocTeonopos
AMuIonso3 moyex
CnanoageHur

Buramun K-gedunuranle
cocTossHMA (reMopparnde-
CKast 60/Ie3Hb)

Tenotun (MyTtanuu rea CFTR)

Ykasarb cornacHo 6ase
manubix CFTR2. org

u KoHceHcycy no
KIMHIIecKuM 3 dexram
T€HETNYECKMX BapMaHTOB
(6asa maunbrx SeqDBhttp://
seqdb.med-gen.ru/)

Mukpo6uonorndecknii craryc (ykasplBaeTcs aTa HepBUYHOTO
BbICEBAa MUKPOOHOTO IaToreHa (IIaTOTEHOB) I, €C/IU eCTh,

MOC/IEMHETO)

CradnnokokkoBas
uHpexuua. CHHerHoiHasa
uHpeKua

Mudexunus, BbIsBaHHAA

B. cepacia

Opyrre nundexym
MuKkpo6Hble acconmarym

Hpyrue popmsr:

— IMCCEMMHUPOBAHHbIE GPOHXOIKTA3BI

3aboneBanns, cBsi3aHHble ¢ reHOM CEFTR*¥**:
- M30/MMPOBAaHHAs OOCTPYKTUBHAS a300CIEPMIL;
— XPOHMYECKII TAHKPEATUT;

Heonpe,[[eneHHbH?{ AVAarHOo3 MpY IMOTOXKUTETbPHOM HEOHATA/IbHOM CKPMHMHIE€ Ha MYKOBI/[CI_U/I,[[O?)*** - E84.9.
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ITpumeuarus:

* @opma n3 knaccuduxauyy MB Paunnckoro C.B., Kanpanosa H.J. (2000).

** CrelleHb JbIXaTe/IbHOI HeOCTaTOYHOCTY YCTaHAaB/IMBaeTCsA cortacHo «Kimaccugukanmy gpixaTebHOM HEOCTATOYHOCTIL?
(HaumonanbHOe pyKOBOLCTBO IO 60/IE3HSIM OpPraHOB AbixaHus, 2010).

CTeHeHb TAXKECTU 3360}IeBaHI/IH peKOMeH}IyeTCH HE yKa3bIBaTb NCXo A u3 HepBI/I‘IHO-XpOHI/I‘IeCKOI‘O Te4YeHUAd, HOIII/IOpI‘aHHOI‘O
nopa>1<eHM;1 n nporpenmeHTHoro Te4YECHU .

*** [Tonmo>XuTeNbHBII HeOHATA/IbHbI CKPMHUHT VJIY HeOHATa/IbHasA TUIIepTPUIICUHOreHeMuA (CM. pasfiernt «[{uarnocTnka MyKOBUC-
1uo3a. HeoHaTanbHbI CKPMHMHT») He SIBJISIIOTCS JMArHo30M 1 B KaccuyKaluio He BKIIOYEHBI, MAIIeHTaM C HEOHATaIbHOM
TUIIEPTPUIICHHOTEHEMIEN PEKOMEHAYEeTCsI B 1 TO| IPOBECTY MOBTOPHO MOTOBYIO 1po6y. [TpeiokeH HOBBIIT AMATHO3 — «HEOIIpe-
JEeTIEHHBII JUaTHO3 IIPU IIO/IOKUTETbHOM HEOHATAIbHOM CKPMHIHTIE HA MYKOBUCLIMZO3» (cm. Paspen «Ienetnka MYKOBI/ICHI/IHO33»).
0% Kog MKDB pekoMeHyeTcs UCTIONb30BaTh 113 COOTBETCTBYIOIINX Pa3fie/noB.

O1LleHKY CTeleHM BBIPXEHHOCTV CTOWMKMX HapylleHMil (QyHKIUII OpraHuM3Ma pPeKOMEHJYeTCS YCTaHaBIMBaTb
ucxops us «Knaccudukarmit u Kpurepyes, MCIOIb3YeMbIX IIPY OCYILECTBICHNN MEANKO-COLMATbHOI SKCIIePTU3bI»
(ITpukas Muntpyga Poccum or 17.12.2015 Ne 1024w, http://www.invalidnost.com/forum/3-3175-1), cormacHo
«KomruecTBeHHOIT CrcTeMe OLIeHKN CTEelleH) BBIPa)KeHHOCTH CTOMKIX HapyLIeHn!T PyHKIMIT OpraHu3Ma 4e/I0oBeKa,
0OYC/IOB/IEHHBIX 3a00/IeBaHMAMY, MOCIEACTBUAMU TpaBM Wi fedekTamy (B IPOIEHTaX IPYMEHNUTETbHO
K K/IMHUKO-(YHKIMOHA/IbHOV XapaKTePUCTUKe CTOVKMX HapyLIeHuI QYyHKLMII OpraHu3Ma 4e/IoBeKa)».
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2. IMarHocTMKa MyKOBUCIIUA03A

Kpurepun guarnosa
CBoeBpeMeHHas JYarHoCTVKa MyKOBUCIINI033, 0OecIieyyBaromiast B O0/IbIIMHCTBE C/TyYaeB paHHee Ha4ajIo
Tepanuu, B TOM YNC/Ie Ha JOK/IMHNYECKOM dTalle, yIy4llaeT IPOrHo3 3a00/ieBaHNs, MOBbIaeT 9P PeKTuB-
HOCTb JI€4E€HM, I03BOJIAET NPERYIPEAUTD Pa3BUTHE TAXKEIbIX OCIOKHEHMI, 3HAYUTEIbHOTO OTCTaBaHMA
B (pM3MuecKoM pa3BUTHM, @ B psAfie C/Ty4aeB U HeOOpAaTMMBbIX ISMEHEHUII B JIETKUX. PaHHAA AUarHocTuKa
II03BOJISIET CeMbe BOBPEMs PellITh HeOOXOAMbIE BOIIPOCHI, CBA3aHHbIE C POXK/IeHVEM 3[[0pPOBOT0 pebeHKa
(reHeTMYECKOE KOHCY/IBTMPOBaHMe, IIpeHaTa bHasA fuarHoctuka MB B nocnepyromue 6epemennoctn) [1].
Iuarnoctuka MB Bkiouaer B ceos:
I)  AMarHOCTUKY IO HEOHATAJIbHOMY CKPMHUHTY (10 KIMHUYECKVX IPOSIBICHNIT VU IIpK UX fiebtoTe) [2];
II) AMarHOCTMKY IpM Ha/MW4MM KIVHWYECKNX IPOsBIeHui [1]:
e MAIL[MEHThl M3 pa3IMYHBIX TPYIIl PUCKA, MMEWIVEe XapaKTepHble KIMHMYECKME IIPOSABIEHMA
(Tabn. 2-4), He BomeAIVe B IPOrPaMMYy HEOHAaTaIbHOTO CKpMHUHTA Ha MB;
e AI[MEHTHI C JIO)KHOOTPULATE/IbHBIMI Pe3y/IbTaTaMyl HEOHATaJIbHOTO CKPMHMHIA C KIMHUYECKUMU
HpOSABNICHNAMM 3a00/IeBaHIS;
e TTALIVMIEHTHI C HEOHATAJIbHON I'MIIEPTPUIICKHOTeHeMIell, He TIOTy4YuBIINe 00CIeoBaHs B BUfe TI0TO-
BOJI TPOOBI;
III) AMarHOCTMKY Cpefu pOACTBEHHUKOB OO/IbHBIX;
IV) mnpenaTanbHYIO AMAarHOCTHKY;
V) NpeuMIUIaHTALMOHHYIO AVIATHOCTHKY.

JmarnocTudeckue kpurepuu MB

[yist petteHus npobiem guarHoctTuku MB, B ToM dnciie u ero aTunmndHbix Gopm, 6pUtr paspaboTaHbl Kpu-
TEePUM, COTJIACHO KOTOPbIM 00s13aTe/IbHBIM [Tt MB siB/isieTcst Ha/m4ame XapakTepHOTrO KIMHUYECKOTO CUH-
[ipOoMa IITIOC JOKA3aTebCTBO KaKOT0-M00 HapyuieHus GyHKINM XJIOPHOTO KaHana [3].

YunThiBas Bce HayIHbIe JOCTVKEHVS B IOHMMAaHNI IPUPOABI MyKoBuUCIMo3a 1 MB-3aBucumbIx 3abore-
BaHmi1 3a mocneguue 10 et [4, 5], B 2013 1. rpynia sKcreproB EBponeickoro obiecTBa MYKOBMCLI03a
(European Cystic Fibrosis Society) mog pykosopctom Carlo Castellani mogrorosnia HoBble CTaHAAPTHI M-
arHoctuku B pegakiuy Alan R. Smyth u Scott Bell (https://www.ecfs.eu/ecfs-standards-care/introduction)
(Cxema 1).

Cxema 1. [Imarnoctunyeckue kputepun mykosuciuposa ECFES, 2013 [6]

[TonoxxnTenpHast HOTOBAst mpoba
u/vnmm

ABe maroreHHsle myTauun B reie CFTR B TpaHc-monoxxennu®, BeisbiBatoigye MB (cormacuo 6ase CFTR-2, http://www.cftr2.org)

un

HeonaranbHas TMIEPTPUIICNHOTEHEMU A
nm

C POXX[IEHMSI WM [TOSIBUBLVECS [I03)KE XapaKTepHble KIMHIYECKIe IPU3HAKY, BKII0Yast (HO He OrPaHMYMBAsICh UIMM) TaKue,
Kak udQysHble 6pOHX0IKTA3bI, BBICEB 113 MOKPOTHI 3HAUMMOI 11 MB naTorenHoit MuKkpogopst (0CO6EHHO CHETHOHO
a/I0YKM), 9K30KPUHHAs TAHKPeaTnIeCKast HeLOCTATOYHOCTh, CUHAPOM IIOTEPH COJIEN, OOCTPYKTUBHAS a300CIEPMISI
(My>X4nHbI)

* Ecnmu MmyTaums He npencrasieda B CFTR2, To BO3MOXHO UCIIONb30BaTh 6a3y manubix SeqDBhttp://seqdb.med-gen.ru/ unu omennsath
y P y q P q 8
10 OYEBH/THOJ [TATOTeHHOCTY (OOIIVPHDIE IIEPECTPOVIKY — [leeLiV/ IHCEPLIN).
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I. HeoHaTanbHbI CKPMHIHT

C nions 2006 r. B psine pernoHoB P®, a ¢ auBapsa 2007 1. Bo Bcex cyopekTax PP B pamkax Haumonanb-
HOTO IIPMOPUTETHOTO NMPOEKTA «3J0POBbe» IMPOBOAUTCA MACCOBBINI CKPMHVMHT HOBOPOXK/[€HHBIX Ha IIAThH
HaC/IefICTBEHHBIX 3a00/IeBaHNI, BKTI0Yast MYKOBVCIIUIO3.

B ocHOBe 60/IBIIMHCTBA CYIIECTBYIONIVIX CXeM CKPMHIHTA JIEXKUT OIpefie/IeHVIe YPOBHS MIMMYHOPEAKTUBHOTO
tpuncuHorena (VIPT) B kpoBM HOBOPOXK/IEHHBIX Ha IIEPBOIL HefielIe >KM3HN, YTO SBJIAETCS BBICOKOYYBCTBU-
TenbHBIM (90-95%), HO HecTleny(PMYHBIM ITPU3HAKOM. B Imomy/isnmy HeoHaTa/IbHAsA TUIIEPTPUIICUHOTeHEMIS
obHapy>xmBaetcs y 5-10 gereit n3 1000 370pOBbIX HOBOPOX/IeHHBIX. [[oBBIIIeHNe YPOBHA IMMYHOPEAKTVB-
HOTO TpUIICMHOTeHa 1py MB nponcxomnt B pe3ynprare 3aKyIOPKy IIPOTOKOB ITAHKPEATMYECKUX JKe/le3 BA3-
KJMM CEKPETOM, YTO NPENATCTBYET IPOHMKHOBEHNIO TPUIICHOI€HA B IIPOCBET TOHKOTO KMIIEYHMKA, I7ie OH B
HOpMe [IPeBPAIaeTCsl B TPUIICKHH. DTO IIPUBOAUT K BEIOPOCY TPUIICHMHOTEHA B KPOBb [7].

[Tporokon ckpunyHra B PO Bimovaer 3 obs3arenbhbix atamna: VIPT, perect VIPT (dyBcTBUTENBHOCTD GoTee
96%, cneruduyHOCTb — He MeHee 99,8%) [8], moToBbIit TecT (Cxema 2). Ha mepBom artame B KpoBUM HOBOPO-
XKJIEHHBIX (4-5-J1 IeHb — Y IOHOIIEHHBIX, 7-8-i1 IeHb — Y HeJJOHOLIIEHHBIX) ompepenaeTcs yposeHb VIPT. Baarue
00pasIoB KpOBM OCYILIeCTB/IAETC B cooTBeTcTBIY ¢ [Iprnkasom M3uCP ot 22.03.2006 1. Ne 185 «O mMaccoBom
06creoBaHNy HOBOPOXKIIEHHBIX JleTell Ha HACTIeACTBEHHble 3a00/eBaHVsl». Bee TpebOBaHMs K IOTy4eHNIO,
XpaHEeHMIO Y OTIIPaBKe 00Pa3L{OB KPOBY IO/DKHBI CTPOro cobmonaTbest. B obpasmax kposu VIPT Hecrabuies,
B CBSA3M C YeM He PEKOMEH/IYeTCs VX XpaHeHVe U TPAaHCIIOPTHPOBKa B TedeHe Ooree yeM 14 nueit. Hegomyctu-
MO 3arpsi3HeHNe CYXVX IIATeH KPOBY (eKaInsAMM HOBOPOXXEHHOTO, IPUBOJAIIee K JI0OXKHOIIOTIOKUTEIbHBIM
pesynbraram [9]. Ilpu npesbienny noporosoro yposusa VIPT npoBoantcs perect Ha 21-28-11 IeHb >KU3HIAL
Homyckaetcs ouenka VIPT B o6pasiiax, B3ATbIX He IO3[{Hee 8 Hefleb >KM3HMY, TaK KaK MOYXET IPOVCXOINTD
CHIDKEHNE er0 aKTVBHOCTYU U TePAeTCs [UArHOCTUYeCKasl IeHHOCTh yccmepoBanys [10, 11]. Kak npaswio, B
CIIy4ae JIOKHOIIOJIOKUTE/IbHBIX Pe3y/IbTaTOB K KOHITY IIEPBOTO MeCAILA IIEPBUYHO IIOBbIIIEHHbIE TIOKa3aTe/In
VIPT cHmxaroTcs, B OT/IM4Ne OT TI0Ka3aTesiel AeTell ¢ MyKoBMCLMio30M. OfHaKoO BO3MOXKHBI VICK/TIoYeHs [12].
Ecnmu o kakoii-To nmpuymHe NepBblit 06paser; Kposu i onpenenenus VIPT 6epercs mocrne 21 gHA, HO 10
8 Hefienb, TO 3a ITIOPOTOBBIII ITOKa3aTe/lb IPUHIMAaeTCs 3HaueHme petecta (40 Hr/mi). Ecn o6pasen kposn
B3AT 1OC/Ie 8-i1 Hefenu u nokasarens VIPT mpeBbllaeT MOpOroBbIil ypOBeHb, peOSHOK O/DKEH ObITh Ha-
npasjieH B LleHTp MyKoBUCIMIO3a [/ IPOBefeHNs TOTOBO MPoObL. B clryyae HOpManbHOro moxasaresns
VIPT, B3aToOro mnociue 8 Hefeb, HENIb3s YUYUTBHIBATh 9TOT Pe3y/IbTAT /I MCKIIOYeHNA peOeHKa U3 IPYIIIbI
pucka. B aToM cry4yae HO/DKHO OBITh YKa3aHO, YTO HEOHATA/IbHbIN CKPMHMHT Ha MYKOBYCL/I03 He IIPOBO-
muncs [13]. Ilo xxemaHuio poanTeneii TaKOMY pebeHKY HeOOXOAMMO IIPOBECTH IIOTOBYIO IIPOOY.

Cxema 2. AIropuT™M HeoHaTaabHOro cKpyHMHra Ha MB B Poccniickoit @epepanun

AHAJIN3 KPOBU HA UPT
(moHoweHHble — 4-5 aeHb, HefoHOoLWEeHHble — 7-8 eHb)

.......... > UPT < noporosbii ypoBeHb —
Y HOpMa < 99,5 ueHTunA

A

PETECT UPT - 21-28 pgeHb

WPT < noporosbiin ypoBeHb
- HopMma

WPT > noporosbiin ypoBeHb

Y
NPT > noporoBsbiii ypoBeHb > NOTOBAA NMPOBA

OtpuuatenbHas <" l

HabniopeHne no m/x. KoHcynbtauma B 1 rog

MorpaHnuHas " TlonoxwutenbHas
C NOBTOPHBIM NPOBEIEHNEM MOTOBO MPOBbI /

/ 2 myTaumm

Het myTauui | OHK-AHANN3
Y \ 1 MyTauus
HabntogeHuve B LleHTpe MB, anacrasa-1,
NOBTOPHbIE MNOTOBbIE NPOG6bI, CUKBEHC, M B

[ONOJIHMTENbHbIe METOAbI 06C/IeJOBaHNA
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IToroBas mpoba

[ToToBas mpoba sABIAeTCS Hafie>KHBIM MeTOIOM AyarHocTvky MB npakTirdeckn y 98% 6ombabIx [14]. TTo-pex-
HEMY «30/I0TbIM CTAaHJAPTOM» CUNTAETCS ONpefie/IeHye XIIOpIoB 1oTa 1o [16cony-Kyky [15]. Bo MmHOrMX 11eH-
Tpax B Ka4eCTBE IIOTOBOTO TECTA JICIIONIb3YeTCsA ONpeNe/e i€ IPOBOAVIMOCTH 1I0TA C IPYMEHEHNEM CUCTEMBI
st cbopa n aHam3a mota Macroduct B KoMIUtekce ¢ OTOBbIM aHanusaropom Sweat-Chek, a Taxoxe crcrempr
Nanoduct ¢upmsr Vescor (CIIIA), pa3paboTaHHOIT CriennaabHO st 006CIeNoBaHs HOBOPOXXaeHHbIX. Orpe-
JieTleHe KOHI[EHTPAIMU X/IOPUIOB BO3MOYKHO 13 TIOTOBOI YKUIKOCTH, COOPAHHOII C IIOMOIIBIO CHCTEMBI IS
cbopa 1 anam3a nota Macroduct. MHOrouncieHHble 3apyOe>KHbIe VICCIeIOBaHNS, MHOTOTIETHIIT POCCUIICKII
OIIBIT IEMOHCTPUPYIOT XOPOLIYIO KOPPEALMIO MEXY ONpefe/ieHNeM IIPOBOAVMOCTY ¥ KOHLIEHTPALeil XJI0-
pupos [16, 17, 18, 19, 20]. Ha mpakTike ONTMMaIbHBIM SIBJISIETCS] COYETAHHOE NPYMEHEHNe MeTOVK. Bo Bcex
COMHUTE/IBHBIX CTy4asiX IPY IOTy4eHMI IIOBTOPHBIX IOTPaHMYHBIX PE3Y/IbTaTOB IPOBOAVMOCTY 10T CTIEY-
eT IIPOBECTY KOMNYeCTBeHHYI0 Ipoby 1o [mbcony-Kyky B mabopaTopum ¢ JOCTaTOYHBIM OIIBITOM ITOFOOHBIX
uccefoBanmii [6]. B ciydae HeOCTYITHOCTIE METOZA OIIPefieNieHyIs XJIOPYU/IOB [IO0Ta HeOOXOAMMO HapsifLy C I0-
BTOPHBIMU OIIPeZe/ICHNs MY TPOBOAMMOCTH TI0Ta IIPOBECTH IOJTHOE 0OC/IeloBaHe MallMieHTa, BKII0Yalolee
IHK-puarnocTuky, pexanbHyo smactasy u ap. BaskHO IIOMHUTB, YTO IPOBOAVIMOCTD IIOTA OIIPEe/IAeTCs CO-
BOKYITHOCTBIO BCEX JIOHOB, IIPUCY TCTBYIOLIVX B IIOTOBOJ XUAKOCTY (KaIuit, HaTpuit, X710p, 6MKapOoHaT, aMMO-
HVIT U1 [IP.), ¥ TIOJTyYEeHHBIN pe3y/IbTaT IpeBbIlIaeT MCTUHHYIO KOHIIEHTPALIO XTOpKAoB [ 16, 17].

[ToroBas mpoba MoxXeT ObITh IPOBefieHa peOeHKy B Bo3pacTe 48 4acoB ¢ BecoM He MeHee 2 KT [21-23]. YV HemoHO-
IIEHHBIX JIeTell CKOPOCTh IOTOOTAEIEHN S, KaK IIPaBIJIO, HIDKE, YeM Y JOHOIIeHHBIX. Bpems c6opa nota He Jomx-
HO IPEBBIIIATh 30 MIHYT, MUHIMA/IbHO JOMYCTIMOE KOTIMYeCTBO NoTa — 75 Mr (15 M1 B koriekTope Macroduct),
CKOPOCTb TIOTOOT/IEIEHNS TO/DKHA ObITh He MeHee 1 r/M?*/mMuH [9]. Ob6s13aTe/TbHBIM AB/ISIETCS TIPEBAPUTEIHBHOE
TIIATeIbHOE OYMILIeHIe KOXKM MTAIVIeHTa, BK/II0YAIolIlee MbIThe MbIJIOM U ITIOC/IEAYIOIYI0 00paboTKy cripToM 6e3
no6asnenys xopa. He fgoryckaeTcss HaHeceHye TOCbOHOB 1 MaceyI Ha KOXKY Ilepef IIpoBefieHyieM poosl. Ocobo-
O BHUMaHWs1 TPeOyeT HOATOTOBKA KOXKI Y TTALIMEHTOB, IJINTEIbHO HAXOISAIIMXCS B CTALIMIOHAPE.

B xayecTBe HOpMa/IbHBIX ITOKa3aTelell peKOMEHyeTCsl YYUTBIBaTh YPOBHM X/I0puoB (mmpoba mo Imbco-
Hy-Kyky), He npeBbimaomme <30 MMO/Ib/JI, U TOKa3aTemy IpoBOAUMOCTH <50 MMonb/m1. ITomoxuTtens-
HBIMJ B OTHOILEHUM MYKOBUCLMJ03a AB/IAITCA YPOBEHD XJIOPU0B >60 MMO/Ib/JI ¥ IPOBOAMMOCTD II0Ta
>80 mMmonb/n (Tabn. 1) [9, 5, 17, 18, 23].

Tabnuma 1. ViHTepnperanys pe3yn1bTaToB IOTOBOTO TeCTa

IlorpanuyHbIii pesynbTaT IlonoxurenbHbI
MeTon IOTOBOIO TeCTa Hopma (Mmonb/m)

(MMonB/m) pe3ynbrar (MMOB/T)
Knaccuyecknin >60

< -
(o Tm6cony-Kyky) 30 30-59 Ho e Bpimre 150
I[IpoBoguMOCTD <50 50-79 =80
POBOR Ho ne BpIt11€ 170

ITorpaHu4yHbIe pe3ynbTaThl HOTOBOI MPOOBI

B03MO>XHBIe IPUYMHBI IIOTPAaHNYHBIX Pe3y/IbTaTOB IOTOBOI IIPOOKI:

1. VupuBupyanpHble 0COOEHHOCTH Y /MIofeil 6e3 MyKOBUCIMI03a, 0COOEHHO Y B3POCIIBIX.

2. HenpaBunbHas HOArOTOBKA K Ipobe.

3. HocnrenbCTBO «MATKMX» MYyTaLVIi IPY MYKOBUCIIU/IO3E.

TakuM 06pa3oM, MalMeHTHI ¢ MOTPAHNYHBIMM pe3y/IbTaTaM IOTOBBIX P06 (xmopupbl 30-59 MMOIB/

/WY TPOBOAUMOCTD 50-79 MMOJIb/JT) IPEACTABIAIOT pealbHble TPYAHOCTY I/ AMATHOCTYUKIL.

Pexkomenmanmm:

e  JCIIO/Ib30BaHMe HECKOITBKIX METOJIOB OIIpefie/IeH s XIOPUOB II0Ta; TOBTOPHBIE NCCIETOBAHNS;

o pacumpennsit [JHK-ananms (cekBeHnpoBaHue reHa);

e pacHIMpeHHOe K/IMHVKO-Tab0opaTOpHOe M MHCTPYMEHTa/lbHOe 00C/IeoBaHNA: KONpOonorus (B TOM
qce omnpefenieHne HeKaabHON 3/1acTasbl), SNMEKTPOIUTHI B OMOXMMIUYECKOM aHaau3e KPOBY, IOCEB
MOKPOTBI / Ma30K C 3aJiHell CTEHKM ITIOTKM, peHTTeHorpadus TPYRAHOI KIeTKM, 1a3yX HOCa, ClIepMO-
rpamMma;
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o HaOmoneHue B [JeHTpe MyKOBUCII/103a O OKOHYATENbHOTO IPUHATIS pellleHns o fuartose. [lanyen-
TBI He CHUMAIOTCA C y4eTa, II0Ka AVarHo3 He Oy/ieT UCK/TIOUeH;

e B pAfe eBPOIEIICKUX LIEHTPOB LA MOATBEPXK/eHN JleeKTa MOHHOTO TPAHCIIOPTa IIPUMEHSIOTCS METOJ
ompefe/ieHVsI Pa3HOCTY Ha3a/IbHBIX TOTEHIINA/IOB VU M3MEPEeHMe STIeKTPIYeCKOro TOKa B OMonTare KII-
Ku (23, 24, 25], oTpakarolye HapyueHre GyHKIMM XTOpHOro kKaHama. O6a MeTofia OCHOBAaHBI Ha 97IeK-
TPUYECKOM XapaKTepe TPAHCIOPTA VIOHOB M SAB/IAIOTCS BBICOKOMH(OPMATVBHBIMIY I AMarHocTrky MB.
B nacrosmee Bpema B PO manHbIE METOMBI HE MICIIONIb3YIOTCA.

JI0>KHOTIOIO>KMTEbHBIE U IO)KHOOTPUIATETbHbIE Pe3yIbTAThl IOTOBOIO TECTA

I[Ipy mpoBeneHNM IOTOBOIO TECTa BO3MOXKHO ITOIyYeHME TOXKHOIIOMIOXUTENbHBIX (0 15%) 1 JI0)KHOOT-
puaTenpHbIX (70 12%) pe3yabraToB. ITO MOXKET OBITH CBSI3aHO KaK C TEXHMYECKMMM OIIMOKaMM, TaK U
¢ GU3NONIOTNIeCKUMIU 0COOEHHOCTAMU MaljuenTa [26].

JIo)XHOOTpUIaTe/IbHbIE PE3Y/IbTATBI IIOTOBBIN TECT MOXKET HaTh y AeTeil, 60mbHbIX MB, ¢ Hannunem 6es-
0€e/TKOBBIX OTEKOB, 110 TMKBUAALUU KOTOPBIX TECT CTAHOBUTCA TOMOXUTENbHBIM. He0OX0MMO TTOMHUTD
0 BO3MOXXHOCTM IOJTyYeHMsI OTPULIATETIBHOTO Pe3y/IbTaTa IIOTOBOI IMpobbl y 60nbHBIX MB, B yacTHOCTH
y TOMO- MU TeTePO3UTOTHBIX HoCUTenelt HeKoTopbix MyTanuit CFTR, mpyu KOTOPBIX 4aCTMYHO COXpaHs-
eTcsA QYHKLMA XTIOPHOTO KaHaa (Hanpumep, 3849+10 kb C>T, E92K) [27-29].

C Apyroit CTOPOHBI, TO>KHOIOTOXXUTEIbHBIN TECT MOXKHO IOTYYUTb ¥ OONBHBIX C Le/IbIM PsAROM 3aborte-
BaHMit. OfHaKO OONBUIMHCTBO M3 3TUX COCTOSIHMII IMeeT BeCbMa XapaKTePHYI0 KIMHIYECKYI0 KapTUHY 1
YaCcTOTA UX B MOMY/IALUY HeBenmmKa [30].

B Tabnuiie 2 mepeunciieHbl COCTOSIHYSA, B Psifie CIy4aeB COIPOBOXK/AAOINECS OBBILIEHEM COREPKaHMs
X7opuzoB noTa. CrreayeT MOMHUTD, YTO MTOZOOHBIE CUTYALNM BCTPEYAIOTCS KpaliHe PeKo, a TOTIO>KUTEb-
Hasi MOTOBAs MPoOa SIB/ISIETCS BHICOKOCTIENM(PUIHBIM TECTOM JiIsl AMArHOCTUKY MB.

Tabmmua 2. [Ipyrue cocTOsSHNA, TPY KOTOPBIX IIOTOBasA IPO6a MOXKET OBITH OTOXKUTETBLHOI U IIOTPAHNYHO

o  CunppoMm npuobperennoro nmmyHopedunura (CIINI)

« HepocrarounocTs QyHKIMY HAAIOYEIHNKOB

. HCCB,[[OI‘I/IHO&TILI[OCTQPOHI/ISM

e AJpeHOreHMUTaNIbHBI CUHIPOM

« Cunppom [layna

o Cuuppom Knaitadennrepa

e ATONMYEeCKUI JepMaTUT

. 9KTOIIepMaTIbHaFI OUCIIIa3nuA

o CeMerHbI X0MeCcTaTUYeCKUI CUHIPOM

o  Oykosupmos

e  Imuxorenos, Tum II

»  HepocraTouHocTb I110K030-6-(hocdaTassl

o Iunorupeos

« Iumomaparupeos

o Pesko BoIpakeHHas runotpodus (Kaxekcus)

+ Hepsnasa anopexcua

o  Cunpgpom Mopnaka

«  Myxkomnonucaxapupmos

o  Hedporennsiit HecaxapHbIil grabeT

o XpOHMYECKUII TaHKPeaTUT

] rI/IHOI‘aMMaI‘TIO6yHI/IHeMI/IH

e lenmakns

[Ipy nomy4yeHNM NONMOXKNUTETIBHOTO pe3y/IbTaTa II0TOBOM IIPOOBI ee CIefiyeT IIOBTOPUTD BO BpeMs C/IefyIo-
IIero BU3NUTA MalVIeHTa.
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IleTy ¢ MEKOHMEBBIM M/IEYCOM, BHYTPUYTPOOHBIMY NPU3HAKAMU TMIIEPIXOTEHHOTO KUIIEYHMKA, VIMe0-
1iye 6ONbHBIX MYKOBUCLIM/IO30M CHOCOB, a TAK)Xe OTHOCAIIMECS K TPYIIIIe BBICOKOTO PUCKA, HO/DKHBI OBITH
00C/IeJOBaHbI Iy TeM IIPOBeeHNA IIOTOBOTO TeCTa HE3aBUCKMO OT Pe3y/IbTaTOB CKpMHUHTA [9].

IIokasaHuA K IPOBENEHNI0 MONEKYIAPHO-TEHETUYECKOr0 TeCTMPOBAaHNUA B PaMKaX HEOHATa/lIbHOIO

CKPMHIHTA:

o IlonmoXXWUTeNbHBI pe3yIbTaT HEOHATAJTbHOTO CKPUMHMHIA (HeOHAaTajbHAs TUIEPTPUIICMHOTEHEMUA)
U TIOJIOKUTE/IbHAS TOTOBast mpoba

o IlorpaHuyHble pe3yabTaThl IOTOBOVI IPOOLI

o HeB03MOXXHOCTb IIpOBeIEeHMsI TIOTOBON NMPOODBI (HEJOCTATOYHBIN BeC, HE3PETOCTh HOBOPOXK/IEHHOTO,
TSKECTb COCTOSIHUSA, P.)

o Ilo xenanuro popuTeneil Ipy HEOHATAIBHO TUIEPTPUIICMHOTEHEMUM U OTPULIATEIBHOM PE3y/IbTaTe
IIOTOBOJ TPOOBI

YuurbiBasg COBpeMeHHbIE IOAXOAbI K ITaTOreHeTH4YecKol Tepanuyu MB, Bcem nmanueHtam ¢ MB po/mkHO

OBITH PEKOMEH/JOBAHO IIPOBefieHNIe TeHeTMYeCKoro nccenoBanms (cM. Paspmen «JeHeTrKa MyKOBMCII03a.

MonekynapHo-reHeTU4YecKas AUarHoCTUKA PV MYKOBUCIIUIO3€”).

Bo3Mo>kHbIe pe3ybTaTbl HEOHATaTbHOTO CKPUMHMHTA:

1. HeonaTanbHas IMIEPTPUIICHHOTEHEMIS 1 IIOJIOXKIUTE/IbHBIN Pe3y/IbTaT IIOTOBO po6bl. IrarHos MB
noprBep>xaeH. Heobxonymo HabmofieHe KOMaH/[O0i CIIELMaTNCTOB [0 MYKOBUCLIMAO3Y, OIITUMAIbHO
- B [leHTpe MyKoBUCIIN03a.

2. HeoHnartajnbHas IUIepTPUIICHOT€HEMIS], IOBTOPHBIE ITOIPaHIYHbIE Pe3y/IbTaThl IIOTOBOJ MPOODI, /1Be
myrtanuyu CFTR, k1nHn4ecky 3HaunMBble, B TpaHc-nonoxkeHn (cM. Paspern «[eHeTnka MyKOBUCIIUIO3a.
MonekynapHo-reHeTUYecKas AMarHoCTHKa TPV MYKOBUCIuzio3e»). [luarnos MB nogreep>xaeH. Heo6-
XOAMMO HaOMofieHNe KOMaHOol CIIelanuCTOB 0 MyKOBUCIIU/I03Y, OITUMaNbHO — B IleHTpe MyKo-
BUCLIIO3A.

3. HeoHnaTanbHasg TMIepTPUINICHMHOT€HEMIs, IOBTOPHbIE IIOTPAaHUYHBIE Pe3yIbTAThl IIOTOBOI MPOOBHI,
opHa vy Hob MyTanuit CFTR, Bei3biBatomnx MB. [Inarnos « MB» ncknrounts Henb3s [28]. O6s13a-
TeJIbHBI KOHCY/IbTalMs B LleHTpe MyKOBUCLINM03, eXKeKBapTaTbHble OCMOTPBI MAI[MEHTa, IIPU HE0O-
XOAUMOCTY — 4aiie. [IoBTopHbIe TOTOBBIE TPOOBI KAK MUHUMYM B 6-12 Mec., TPy HEOOXOAMMOCTH —
Ha BTOpoM roay >usHu. CexBenuponanue rena CFTR. JlononHuTenbHble METObI 06CIefOBaHMS
B IIOJTHOM OObeMe.

4. HeoHaranbpHas IMIePTPUNICHHOTEHEMNs], OTPUIIATE/IbHBIE Pe3y/IbTAaThl IOTOBOI IPOOBI, IBE MyTAIL[N
CFTR (opHa M3 KOTOPBIX — C HeJOKa3aHHBIM MJIM HESACHBIM KIMHUYECKUM IpOsiBJieHreM). [luarnos
«MB» nckmountp Henb3s [31]. Obs3arenpHa KoHCymbTanys B LlenTpe MykoBucumposa. OcMOTpHI 1
IIOBTOPHBIE IIOTOBBIE MTPOOBI B Bo3pacTe 6-12 Mec, jasee eXKeroHO WIK Yallle, C OLeHKO OCHOBHBIX
KJIMHUYECKNX MapaMeTpPoB (BeC, POCT, Ha/lMM4Yue pecnupaTOpPHBIX MposiBieHuit). HanmonanpHblit an-
TOPUTM HEOHATaJbHOTO CKPMHMHIA He mpepnnonaraer nposefgenua JHK-guarnoctukn B ciaydae oT-
PULIATETIBHOTO pe3y/IbTaTa NOTOBON MpOoObl. OfHAKO B PeAKMX CIydYasxX Takas AMATHOCTUYeCKas I10-
CJIef[OBaTeNbHOCTh BO3MOXKHA. Hampumep, B ciyyae HEBO3MOXXHOCTM IIPOBEIEHNs OTOBOI IPOOBI
HOBOPOXXJ,€HHOMY C HEOHATa/IbHOV TUIIEPTPUIICMHOTE€HEMMUEI.

5. HeonaranbHas IMIepTPUIICMHOT€HEMNs, OTPUILIATe/IbHbIE Pe3y/IbTaThl IIOTOBOM MpoObl. MyKOBUCIIN-
103 MajloBeposiTeH. [lMarHo3: HeoHaTajbHAsA TUIEPTPUIICHMHOTeHeMMs. HabmoneHne mo Mecrty >xm-
Te/IbCTBA, IIOBTOPHAsI KOHCY/IbTALA C IPOBeeHyeM OBTOPHOII ITOTOBOJ poObI B Bo3pacTe 1 ropa
WIN paHee TIPY MOSIBJIEHUY CUMIITOMOB 3a00/1€eBaHUSI.

CocTosaHMA, ONVCaHHbIE B TYHKTaxX 3 1 4, COOTHOCATCA C «HEONPEETEHHBIM IMarHO30M IIPY ITOJIOKUTETbHOM

HeOHaTa/IbHOM CKpyHuHre Ha MykoBuciynos» (CESPID, CF Screen Positive, Inconclusive Diagnosis) B eBpo-

HEICKMX peKOMeHJalysax 1o ayarHocTrike v CFTR-accormpoBaHHbIM MeTabonmaeckuM cuuzpomoM (CRMS,

CFTR-related metabolic syndrome) (Cystic Fibrosis Foundation, CIIIA) (cm. Pasgen «Knaccudukaumsa myko-

BUCLIMI03a») [31]. OHU OTPaXKAIOT CIOYKHOCTH, TEPUOMYECKI BO3HUKAIOIIVIE BO BCEM MUPE, C MHTEpIpeTaL-

€l pe3y/IbTaTOB HEOHATa/IbHOTO CKpMHMHTA. [[aliMeHThl ¢ HeOHATaIbHON TUIIEPTPUIICMHOT€HEMIEN 1 HeyCTa-
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HOBJICHHBIM JIVIaTHO30M IIPEACTAB/IAI0T cO00I rpymnmy pucka o passutuio MB mm CFTR-acconmmpoBaHHBIX
COCTOSIHUIA, B CBSI3U C 4eM TPeOYIOT HaO/MIOIeHNsI CIIel[alCTaMyl B TedeHue HeOollpeieieHHOro BpeMenu. Po-
AVTEIV O/DKHBI OTY49UTh MAaKCHMa/IbHO MICYEPIIBIBAIONIYIO MHPOPMALIMIO O COCTOSTHNUM peOeHKa, CUMIITOMAX
3ab07IeBaHs, B TOM YNCTIe CMHApPOMa IICeBI0-bapTTepa, MeTomax ero mpoguIakTuKu.

JIO>)KHOTIONOXKMTETbHbIE Pe3ybTaThl CKpUHWHTA

Hapsapny c MB cymiecTByeT 1je/iblil psf IIATOTIOTMYECKUX COCTOSHMIA, IPY KOTOPBIX MOTYT MMETb MECTO TUIIEp-
TPUIICMHOT€HEMIsI, @ IMEHHO II0YeYHasi HeJOCTaTOYHOCTD, BHYTPUYTPOOHast MHDEKINsI, aTpe3ns KuIIey-
HIIKA, HeCaXapHbI/l II0YeYHbIN AnabeT, Tpucomusd 13-it u 18-i1 map xpomocoM. C onpepeneHHOI YacTOTOM
nosbiirenre VIPT oTMmedaeTcss y HOBOPOX/IEHHBIX ceBepoadpuKaHCKOro U appo-aMepuKaHCKOTO IIPOMC-
XOXKZIeHMs, a TaloKe Yy Hocuteneyt mytaumit B reHe CFTR [32-33]. MyHMMa bHas IIOJIOKNUTEIbHAS ITPOTHO3M-
pyromas BemmanHa (PPV-positive predictive value), T.e. 4mcio feTert ¢ MCTMHHO MOTIO>KUTENBHBIM pe3y/IbTa-
TOM CKPVHJHTA 10 OTHOLIEHMIO K O0IIIeMy YVIC/Ty ITOTIOKUTE/TbHBIX Pe3y/IbTaToB, JO/DKHA COCTABATH 0,3 [6].

JIO)KHOOTpHUIIATETbHbIE PE3YTbTATHI CKPUHIHIA

MuHuManpHask YYBCTBUTENBHOCTD IIPOrPAaMMBbI CKPMHMHTA (IIPOLIEHT MCTUHHO IIOJIOXKUTEIbHBIX Pe3y/ib-
TaTOB CKPMHMHIA OT CYMMBbI MCTUHHO ITOJIOKUTEIBHBIX U JIO)KHOOTPULIATENbHBIX, T.€. IPOIYIeHHBIX IIPU
CKPVMHVHTE) I0JDKHA COCTaBIATb 95% [6, 9].

Jlo)xHOOTpULIATeIbHbIE Pe3ynbTaThl TecTa Ha VIPT, mpoBegeHHOro Ha nepBoil Hefene KM3HI, MOTYT

OTMEYaThCA:

e Y HOBOPOXX/IEHHBIX C MEKOHMEBBIM M/I€yCcOM. [IpMuMHbI 3TOrO AB/IEHNA [0 KOHIIA HETIOHATHBI, BO3MOX-
HO, 3TO CBAA3aHO C OTCYTCTBMEM SHTEPA/IbHOTO IMTAHNA VIV OIlePaTVBHBIM BMelIaTenbcTBOM. [Ipnyem
II03)Ke Y 9TUX JIeTeil MOXKET OTMEYaThCA CYIeCTBEHHOE IOBBIILIEHE ITI0Ka3aTells;

o IIpU IEpeNVBaHMM IIPENapaToB KPOBYU MeHee 4eM 3a 72 4 Jo B3ATusA obpasna [13];

e TP peCHMpPaTOPHBIX ¥ KMIIEYHBIX BUPYCHBIX MH(EKLNAX;

e Y HEKOTOPBIX HEJJOHOILEHHBIX VIV HE3PE/IbIX HOBOPOXXIEHHBIX.

Y4uurpiBasg BepOATHOCTD HA/INYM A HEOHATATbHOM IMIIEPTPUIICMHOT€HEMIMN Y T€TEPO3UTOTHBIX HOCUTE-
nett mytaumnit B rene CFTR, cuutaeM He0O6X0aMbIM MH()OPMIUPOBATh pOANTENEN pebeHKa C IOMTOXKUTE/b-
HBIM CKpMHMHTOM Ha MB 11 oTpuIiatebHbBIMYU pe3y/bTaTaMy IIOTOBOJ IIPOOBI 0 BOSMOXKHOCTY 00CIeoBa-
HIA Ha IIpeJMeT HOCUTE/IbCTBA My TaLIVIA.

ITnan HaGnropeHNs pe6eHKa C MyKOBUCIIMK030M, BBISIBIEHHBIM IIO IIPOrpaMMe CKPMHWHTA
HOBOPOKIEHHBIX

OnTumanbHble CPOKM ITOCTAHOBKY [MarHo3a: He mo3gHee 8 Hemenb [35]. PaHHssA AMarHocTuka croco6-
CTBYeT jIy4lIeMy GpU3N4ecCKOMY PasBUTHIO, CHIDKAET IIOTPEOHOCTD B Tepamny, a TAKXKe JaeT BO3SMOKHOCTD
3aMeIIUTh IPOrPecCUpPOBaHME IATOMOTMYECKUX U3MEHEHNII B TIETKUX.

O6c¢menoBaHMe HOBOPOX/IEHHOTO IIPOBOANTCA aMOY/IaTOPHO C COOIOieHIEM Mep II0 IPefyIIpeXKAeHIIO
nepekpecTHOro MHQuuyposanus. [ocnmranmsanys — B caydae pasBUTUA TXKENIOr0 060CcTpeHns, Tpedy-
I01[eT0 MOHUTOPYMHTA COCTOSIHUSA U IPOBeieH st B/B Tepanuu. [1pu rocnuranusanuy Heo6Xoqmumo cobio-
[aTh MIPUHINII pasfie/ieHus OOIbHBIX 110 XapaKTepy BbICeBaeMOl MUKPOQIOPbI, ONTHMAIbHO — TOCINTA-
mu3upoBathb B 60kcel (I[Tprkas M3 PO ot 15 masg 2012 1. Ne 5351 «O6 yTBep>KeHUM ITepedHs MEUIITHCKIIX
U SIUEMUONIOTUYECKNX TOKa3aHMil K pasMelleHnI0 MAlieHTOB B MAaJOMECTHBIX majaTax (6okcax)»
http://legalacts.ru/doc/prikaz-minzdravsotsrazvitija-rossii-ot-15052012-n-535n/).

[ToBTOpHAsI KOHCY/IBTALIMA ITOC/IE IIOCTAHOBKY IIarHO3a JO/DKHA OBITH ITpOBefieHa He IT03/jHee 2-X Heflelb, 110
YKeTaHWIo popuTesieit — panblie. Popurennu pebenka c MB o/DKHBI IMeTh BO3MOXXHOCTb KOHCY/IBTPOBAThCS
CO CIIeMaICTOM TI0 Mepe BO3SHMKHOBEHNS TaKoil HeobxomumocTy (B paboune yacol). OHM TO/DKHBI IMETh
VHCTPYKIMM, Kyfia 00paIiaThcs B Hepabodue Jachl B CTydae HelpeABIUIeHHBIX 00CTOATENbCTB [9].

YacToTa OCMOTPOB: [0 3-X MeC — Kax/ble 2 Hefeny, 3-6 Mec — eXeMeca4Ho, 6-12 Mec — 1 pas B 2 Meg,
manee — eXKeKBapTa/lbHO.
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C MOMeHTa IMOCTaHOBKM JuarHo3a «MB» pebeHOK MO/MKeH HaOIIOHATbCA KOMAHJOM CHEelVaauCTOB:
Bpay-refuarp (CHeuanaucT o MyKOBUCLIUAO03Y), KMHE3UTepaeBT, HY TPULIMOJIOL, & CEMbs JO/DKHA METb
BO3MOXXHOCTD IIO/Ty4aTh KOHCY/IbTAI[MY IICKXOJIOTa, Bpada-TeHeTHKa, cubcaM JO/DKHA ObITh IPOBefieHa 110-
ToBas po6a. [Tpy He0O6XOAVMOCTY IIPUBJIEKAIOTCS Bpa4M JPYIMX CIELMaTbHOCTENL.

B cryyae HeBO3MOXKHOCTY IPOBEEHN S B KOPOTKIE CPOKY MOATBEPrKAaoIell AuarHocTuky MB (moToBbiit
tect, [JHK-gnarnoctuka), mpu Hammauy xapakTepHbIX KIMHUYECKMX MPOsIBJIeHNIT 3a00/1eBaHms (Kuiey-
HBIII CHHJIPOM CO CTeaTopeeit, 3ajiep>kka Gpu3NuecKoro pa3BUTHA, peCIMpaToOpHble IPOsIB/IEHNS, MEKOHNe-
BBIiT WJIeyC U Ap.) auarHo3 «MB» MoxxeT ObITh ycTaHOBIIEH KnmHMYeckn. HesamemmuTenpHO JO/KHA OBITH
HayaTa NOCHMH/IPOMHas Tepanus (3aMecTuTeIbHast pepMeHTHas, MYKOUTIYeCKasd, TePaIs KUPOPacTBO-
PUMBIMM BUTAaMMHaMU, fobaBeHue comu B muiy). IloaTBepikaaomas AUarHoCTUKA B 9TUX CTy4YasX MO-
JKeT OBITh IpOBeJieHa MO3/IHee.

I1. IlnarHOCTHKA MO KIMHNYECKUM NIPU3HAKAM

IInarsocTtyka Kmaccudeckoit popmsr MB 00b19HO He mpescTaBisieT cnoxHocTeit. Kimaccuyecknit penorun
OOJIBHOTO SIB/ISETCS Pe3y/IbTaTOM HaIM4Msl ABYX MYTAHTHBIX KOIVIT eHa MYKOBMCIM/JO3HOTO TPaHCMeM-
6pannoro perymsaropa (CFTR), umeronx knnandeckue nocnenctsus (http://seqdb.med-gen.ru/), n xapakre-
PpU3yeTCst XPOHMYECKOI 6aKkTepuanbHON MHEKIMel bIXaTe/IbHBIX ITyTeil Y MPUAATOYHBIX M1a3yX HOCa, CTe-
aTopeerl BCIECTBIE BHEITHECEKPETOPHOI HEOCTATOYHOCTY MOJIKETY/IOYHOI JKee3bl, MY>KCKVMM OeCIIofy-
€M 113-32 0OCTPYKTUBHOI a300CTIepMIY, @ TAK)Ke TIOBBIIIEHHON KOHI[EHTpaIVell XJIOPU/0B IIOTOBOI SKMIKO-
cru [1, 3,4, 6,29]. IIpobnemsr guarnoctuku MB, Kak mpaBmiIo, CBsA3aHbI € (PeHOTUIIYECKUM PasHOOOpa3eM
ero ¢opM, 00YC/IOBIEHHBIM TeHeTHYECKUM MOMMMOPPMU3MOM 3a00/IeBaHs, HApsAy C BIUAHUEM TeHOB-MO-
nnpUKaTOpOB, GaKTOPOB BHEIIHel Cpeibl (MefVIKaMeHTOB, IO/UTIOTAaHTOB, KypeHys 1 fip.). [lanyeHTs! ¢ Tak
Ha3bIBaeMbIM ATUIMYHBIM MYKOBUCIM/IO30M MMEIOT KaK MUHUMYM Of[HY Komuio MyTaHTHoro reHa CFTR,
(GYHKLMA KOTOPOTO YaCTMYHO COXPaHeHa, — «MsATKMe» MyTauuu. B psife crydaes «msrkve» mytauuu MB 06-
YC/IOB/IMBAIOT €T0 JUAaTHOCTYUKY BO B3pOCTIOM Bo3pacTe. Kak mpaBujio, B 9TOJ IpyIirie 60IbHBIX OTMEYaeTCst
6oree MsATKoe TedeHye 00/Ie3HN B CBSI3M C COXPAHHOCTBIO (GYHKIM HOMPKETYLOIHON XKe/le3bl U HEeTsDKEIbIM
HOpakeHVeM OpraHOB AbIxaHuA [37].

B abcomotHOM GOnbLIMHCTBe cnydaeB MB MoXxeT ObITb [UarHOCTMPOBAH B PaHHEM JIETCKOM BO3pacTe
(B 90% cygaes — Ha iepBoM ropy xusHnu). K coxxanennio, Hepenku cirydan guarHoctuku MB y B3pocibix
C KJTacCU4ecKMM PeHOTUIIOM.

YuurpiBasg BO3MOXXHOCTb IIOJIyY€HMS JIOKHOOTPMIATE/IbHBIX Pe3yIbTaTOB HEOHATAJIbHOIO CKPMHUHIA,
a TakXe TO 0OCTOATENBCTBO, YTO B PP HeoHaTa/mbHbI CKpMHMHT Ha MB npoBoputcs ¢ 2006-2007 rr., He
TepsIeT CBOEN aKTya/IbHOCTY aHa/IN3 TPYIII PUCKA, BKIIOYANOIIMX MALMIEHTOB C ITATONOTMEN JKeTyJOYHO-KHI-
IIEYHOTO TPAKTa, OPOHXO/IETOYHBIMY HAPYIIEHNAMI, IIATOJIOTHEN APYTUX OPTaHOB, A TAK)Ke POJCTBEHHIKOB
60nbHbIX MB (Tab1. 3).

Tabnuma 3. Ipynmsl pucka pa guddepeHnnanbHON AMATHOCTUKY MYKOBMCIU03a [1]

I. Bponxonerounpie HapylIeHN

1. [ToBTOpHBIE V1 pelMANBUPYIOLINE THEBMOHMM C 3aTsDKHBIM Te4eHNeM, 0COOEHHO JBYCTOPOHHNE
2. BponxmanbHasg acTMa, pedpakTepHas K Tpa/ULMIOHHON Teparmu

3. PenypuBupyrome 6pOHXUTEL, 6POHXMOINTBI, 0COOEHHO C BICEBOM P, aeruginosa

4. JIBycTOpOHHIE OPOHX03KTA3bI

I1. ismeHnenus co CTOPOHBI JKETYTOYHO-KNIIIEYHOTO TPAKTA

CHHAPOM HapyIIEHHOTO KVIIEYHOIO BCACHIBAHVISI HESICHOTO reHe3a
MeKOHUEBBIIT MJIEYC U €T0 SKBYBAIEHTHI

[UI1ep3X0reHHOCTD KMIIEYHNMKA IVIOfa

JKenryxa 06CTpYKTMBHOIO THIIA Y HOBOPOX/EHHBIX C 3aTsDKHBIM T€YEHUEM
IInppos neyenn

CaxapHblit fuabet

TacTpoasodareanpHblit pedroKc

BelnaieHue mpsiMort KMIIKY

NP> =
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III. ITaTonOrMsA CO CTOPOHBI APYIMX OPraHOB

Hapymenne pocTta 1 pasBUTHUA
3agepyKKa II0JIOBOTO Pa3BUTHUA
Mysxckoe becrmonue
XPpOHMYECKIIL CUHYCUT
[Tonumsl HOca

Cunppowm ncespio-baprrepa

Ol =

IV. YneHn! cemeii 60TbHBIX MYKOBUCIIVIIO30M

Cpenyt KIMHIYECKNX MPOABJIEHNI, XapaKTepHbIX A1 MB, MO>XHO BBIIe/TUTD BBICOKOCHIE(pPUIHBIE U Me-
Hee cneunduunbie (Tabm. 4). CocTosiHMSA, IpeCcTaB/IeHHbIE B JIEBOJ KOJOHKE TAabOMUIIbI, B a0COMIOTHOM
OOJIBIIMHCTBE CTy4aeB BCTpedaoTcs y 60mbHbIX MB. [IpranHoil cocTosTHUIT U3 TPaBoOil KOTOHKY MOTYT
OBITB fipyrue 3a060/IeBaHNs, HAIPUMep MepBUYHAS IVIMAPHAA JUCKIHE3V S, UMMYHOMeUIINT U T.J.

Tabmuua 4. Knuundeckue nposiBiieHns, XxapakrepHole a1 MB

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

Tabnmuma 5. Knuuandeckue oco6eHHOCTY posiBIeHnit MB B pasnyuHble BO3pacTHBIE IEPUOJBI

0-2 roma

o ITnoxas mpubaska Beca

« Crearopes

« Penimpusupyrome 6p0HXI/ITbI/ 6pOHXI/IOIII/ITbI

» MexoHMeBbII1 nneyc

o PexTanbHbI TpoOIanc

« [umonporenHeMu4ecKme OTEKN

« [ITHeBMOHMA/9MIIIEMA

» Cunppowm nceBpo-baprrepa

o 3aTsKHAS JKENTyXa HOBOPOXAEHHDBIX

o [ToBpIllIeHHAA KPOBOTOUMBOCTD, CBSI3aHHAA C ne(l)muMTOM ButaMuHa K

3-16 net

Beicokocnenudmunsie st MB

Memnee cnenduynsie ;s MB

Kenyoouno-xuwmeunvie:

» MexoHMeBbII1 Uneyc

» OK30KPMHHaA HEJOCTATOYHOCTD IOKETYyTOIHON
JKeJIe3bl Y JeTeit

Kenydouno-xuwmeunvie:

» OrcTaBaHye PpU3MIeCKOro pasBUTUA

« [umonporennemus

o lepuuut X1popacTBOPUMBIX BUTAMUHOB

o CIVIO (cMHEPOM JUCTANIBHON MHTECTHHATBHON 00CTPYKIN)
« PexTanbHblil Ipoanc

o bunnapHbIi nuppo3

« [TopranbHas runepTeH3ns

« )KKB y meteit 63 reMOMUTIYECKOTO CHHIPOMa

o [TepBMYHDIN CKIEPO3VUPYIOLINIT XOMAHTUT

* DK30KpVMHHAs HEJOCTATOYHOCTD ITOIPKETY/IOYHOM XKe/le3bl Y B3POCTIbIX
« PerpupimBupyrommit maHKpeaTuT

o PerynyBrpyromas MHQEKI¥A OpraHoB AbIXaHV VTN aCTMa
o VpyonaTnyeckie OpOHXO9KTa3bl

» Crearopes

o CHHYCUTBI ¥ Ha3a/IbHBIN MONIIO3

o DOKaIbHBIN OMIMAPHBII LUPPO3

» Hapymienne TonepaHTHOCTU K yITIeBOfIaM

« XpoHMYecKas MHTeCTUHAIbHAA 00CTPYKINA, MHBarVHALIVA
« Tery10BOJI yap ¢ rTMIoOHAaTpUeMueNt

Bspocnbie

Co cmoponvt dvixamenvHvix nymeii:
. Xp0Hquc1<a;1 I/IH(i)eK]_[I/IH, BbI3BaHHaA
MyKoupHo ¢popMoit P, aeruginosa
» BpoHXx09KTa3bl B BepXHMX JONAX 0OOMX JIETKMX
o [lepcucTupyromas nHdeKIy, BoI3BaHHAA
B. cepacia complex
« Ilonmume! HOCa y feTent

Co cmoponvt dvixamenvHvix nymeii:

« XpoHMYecKast Wiy pelyANBUPYIOLIas NH(EKIVsI, BBI3BaHHAS
S. aureus, P. aeruginosa, A. xylosoxidans, H. influenzae

o PenTrenonornyeckue npu3Haky 6pOHXO9KTa30B, aTeIeKTa30B,
rUIeprHQILALNI WIN XPOHMYeCKast MHWUIBTPALys Ha
PEeHTTeHOrpaMMe OpTaHOB IPYHAHOI ITOTOCTHI

« KpoBoxapkanbe, cBsi3aHHOe C 1y Py3HBIM MOpa>keHNEM JIETKUX,
OT/IMYHBIM OT TybepKy/e3a WM BaCKy/IuTa

« XpOHMYeCKuit 1/Vv IPOJYKTUBHBII Kalllelb

o ABITA (amneprudeckuii 6pOHXOIIY/IbMOHAIBHBI acIlepruuies)

o [TonuIiel HOCa y B3pOCIIBIX

o PenTrenonornyeckue Npu3Haky XpOHNYECKOTO IIAHCUHYCUTA

» A3oocniepMusi/IByCTOPOHHASA aTpe3Ns CEMABBIHOCAIIMX IIPOTOKOB
» bponxoakTasel

o XpOHMYECKMII CUHYCUT

o OcTpplit MY XpOHMYECKNI TAHKPEATUT

o Anteprudeckuit 6pOHXOMETOYHBII aCIePrUIIIes

o ®oKanbHBII OMIMAPHBI LIVPPO3

« [lopTanbHasd runepTeH3ns

» XonenuTnas

» Hapymienne TonepaHTHOCTH K YI/IEBOZAM

ﬂ,pzeoe:

« Cuappom nceBpo-baprrepa
» Bpoxx/ieHHOE IBYCTOpPOHHEE OTCYTCTBIE
CeMABBIHOCSIINX IIPOTOKOB

EQ y2oe:

o YTOJIIeHNe KOHIeBbIX (alaHT
« Octeonennsi/octeonopos B Bo3pacTe <40 et

o Hetunmanslit guaber

B Tabnmune 5 npencrapieHbl ocobeHHOCTU IposiBeHnit MB B pasHble Bo3pacTHble epuops! [1]. 3nanue
3TMX 0COOEHHOCTEIT IOMOTaeT CIeIaIiCTaM, HaOMoAONMM MalMieHTa C TeMY V/IM VHBIMYU CUMIITOMA-
M1, BKII0UnTh MB B mepedens 3aboneBanmit mis guddeperunanbHoi guarHocTukn. Oco6eHHo 3To Ka-
caeTcs JieTell paHHEro BO3PacTa, KOIJA K/IMHIYECKas KapTUHA ellje MOXKeT ObITh HEeIlOJIHOM, HO Ha cebs
OynyT obpalaTh BHMMaHe HEKOTOpbIe IPOSIB/ICHM S, HAIIPUMeP MEKOHMEBBII V/IeYC IPY POXK/ICHUN VN
CUHJPOM IIOTEPU COTEN, HE UMEIOLINI CBA3Y C ITAaTO/IOIUEN ITOYEK.
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IT1. JuarHoCTUKA Cpeay PONCTBEHHUKOB 0OIbHBIX

[Tpn guarnoctrike MB 1o/KHBI OBITH 06CTIEOBAaHBI CHOCHI HOBHOTO, HE3aBMCUMO OT Pe3y/IbTaTOB HEOHa-
TaJIbHOTO CKpMHIHTA. CeMbe He0OXOVIMO IIPe/IOKITD KOHCY/IBTAIIVIO TeHEeTHKA /IS OTy4eH st MHpOpMa-
VM O TUIIE Hac/IeNoBaHMA 3a00/IeBaHMA 1 BO3MOXKHOCTAX IOCTIEYIOLIETO IUIAHVPOBAHMSA HETOPOXKACHIA
(cm. Paspen «IeHeTrka MyKoBUCIIUI03a. MOIEKY/IIPHO-TeHe TN YeCKasd AMAarHOCTUKA PV MYKOBJCIIVZO3e» ).

IV. IIpenaTanbpHasA JUarHOCTHKA

o MonekynsipHo-TeHeTMYeCKas JMAarHOCTMKA B CEMbsIX BBICOKOTO pucka (cM. Paspen «leHetmka myko-
BUCIM03a. MO/eKyIsIpHO-TeHeTYeCcKast AMAaTHOCTUKA IIPY MYKOBUCLIM03€» ).

o JlmarHos Mo>keT OBITb 3aIIOfO3peH Ipu Y3-UCCIeOBaHNN II0fja BHYTPUYTPOOHO IpU HaIMYUY Xa-
PaKTepHBIX Y3-IaHHBIX I'MIIEPIXOTeHHOro KumeuHnka [37]. B 50-78% ciy4yaeB 3T0 cocTosAHue 6yneT
CBsI3aHO ¢ MB 1 IposIBUTCSI MEKOHMEBBIM WIEYCOM. [[MarHO3 B 9TOM CTy4ae MOXKeT ObITh YCTaHOB/IEH
elrie 710 poXkzieHMs1 pebeHKa. B To ke BpeMsi 9TOT IIpU3HAK He SIB/IAeTCs BBICOKOCTIeNprYHbIM 11t MB,
OH MOXXeT OBITh TPAH3UTOPHBIM SIBJIEHUEM, A TAK)Ke CBA3AHHBIM C JPYTVMM HATOJIOTMYECKUMI COCTO-
saysamu [38]. JHK-gnarnoctuka popnreneit faeT HeoOXoANMY0 MHPOPMALMIO O HATMYUY MY TaIlvii
y K@X/IOTO 13 POAKTeEIell ¥ O3BOJIsIET IpeAIoarath 3aboeBanne y pebeHKa Ipy poXKAEeHUN.
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V. IIpenmnnanTanuoHHasa guarHoctuka (cm. Pasgen «leHeTMKa MyKOBHCIIO3a.
MonekynspHO-reHeTU4eCKasi AUATHOCTUKA IMPU MYKOBUCIIU/I03€»)
OcHOBHbIE OTOXKEHNA pasfena:

1.

Hopmanbhblit mokasarens VIPT, B3aThI mocrie 8 Hefe/b )KM3HY HOBOPOXKIEHHOTO, He TI03BOJIAET VIC-
K/Io4nTh MB.

Hetn ¢ MekoHMEBBIM MneycoM He3aBuUcuMO OT ypoBHA VIPT HyxparoTca B IpoBeleHMN MOTOBOI
IpOOBbI.

HopmanbHbIMU IIOKa3aTelAMU IIOTOBOM INPOOBI ClIefyeT CYMUTaTh B JIIOOOM BO3pAacTe XIOPUABI
<29 MMOJIb// ¥ IPOBOJAVMOCTD II0Ta, 9KBUBAJIEHTHYIO <50 MMOJIb// X/IOpKJja HATPUA.

Heo6xom1ma TiaTe/IbHasA MOArOTOBKA KOXKY Hepef IPOBeieHNeM ITOTOBOI ITPOOBL.
JI0>)XHOITO/IOXKUTEIbHbIE PE3YIbTATH HEOHATA/IPHOIO CKPMHIMHIA MOTYT METb MECTO Y HOCUTE/IEN MY-
tauui B rene CFTR.

bonbubie MB — Hocurenmn «mArkux» myrtanui B rene CFTR — MOTYT MMeTb ITOTPAHMYHbIE U OTPUILIA-
Te/IbHbIE Pe3y/IbTAaThl IOTOBO IIPOOBL.

OTpunarenbHas IOTOBas Mpo6a Ipy HOMTOKUTETbHOM HeOHAaTa/IbHOM CKPMHMHTIE 1 XapaKTepHO KN~
HIYeCKoit KapTuHe TpebyeT mposenenns [JHK-auarnoctukn.

OnTumanpHble CPOKM YCTAaHOB/IEHUA AMATHO3a M Havyaaa HAOMIONeHMA MAI[MEeHTa, BBIABICHHOTO IIO
IIpOrpaMMe HEOHATa/IbHOTO CKPMHWHTA, — IIEPBbIe 2 MeCALLA )KU3HM.

O6cnenoBanne u Hab/MOIEHNE HOBOPOX/IEHHBIX IO IIPOrpaMMe MacCOBOTO CKPMHIHIA HOBOPOXK/EH-
HBIX JTO/DKHBI IIPOBOAUTBCA C COOMIONEHNEM MPUHINIIOB TPOMMIAKTUKY MepeKpecTHOTO U BHYTPH-
00bHMYHOTO MHPULMPOBAHNA, ONTUMAIBHO — aMOY/IATOPHO MU B YC/IOBYSAX THEBHOTO CTAllMOHAPA.
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3. IeHeTHKa MYKOBUCIIM03A.
MonekynsapHO-TeHeTN4eCKas JUMAarHOCTUKA IPU MYKOBUCIIUA03€*

MyxkoBucuugos (MB) - uwactoe MoHOreHHOoe 3aboneBaHme, obycnobneHHoe Myranusamu rena CFTR
(ABCC?7). Ien CFTR copep>xut 27 93K30HOB ¥ PacIlONIoXKeH B pernone 31.1 [yIMHHOTO Iy1eva 7-11 XpOMOCO-
MBI (7q31.1). 3HauNTeNbHbBIE JOCTIDKEHNUA B Pa3BUTHUM METOJOB U TEXHOJIOTUI MOJIEKY/IIPHO-TeHeTIde-
CKOTO TeCTMPOBAHMs II03BOJIAIOT B OO/IBIINHCTBE C/IYYaeB YCIEIIHO OCYLeCTB/IATh MOJIEKY/LIPHO-T€HEeTH -
qecKylo fuarHoctuky MB. Hau6ompuiyio TpyfHOCTb B HACTOSIIIT MOMEHT IIPEACTAB/IsET OLleHKa BK/Iafia
B pasBUTHeE 3a00JIeBaHVIA PEAKMX I paHee He VeHTUPUIMPOBAHHBIX MY TALIMIA, @ TAK)Ke OILIpefie/IeHIe CBsI-
31 TeHOTUII-(PEHOTUIT ¥ BAMSIHYS TeHOB-MOAUPUKATOPOB Ha TSHKECTD 3a00/1eBaHMsI.

3.1. Tumbl reHeTMYECKNX MY TALI

Borsasnennsie B rene CFTR MyTanym 1o TUIIaM pacpefeisioTcs CIefyoluM 00pasoM: MICCEHC-MY Tallun
cocTaBnAaT 39,61%; MyTauum co CABUTOM paMKM CYUTbIBaHuA — 15,60%; MyTauuy, HapyIlIaIliue CaiT
craiicuura, — 11,36%; HoHceHC-MyTauuy — 8,32%; menmenyy/mHcepuyy 6e3 CBUTa paMKU CUNTBIBAHUA —
1,99%; nmpomoTopuble MyTanyu — 0,75%j; o0V pHBIE ITIepeCcTPONKI, OXBAaThIBAOIVE HECKOTTBKO 9K30HOB, —
2,59%; BapuMaHTHBIe TOC/IeNOBaTeNbHOCTY (monumopdusmsr) — 13,30%; M3MeHeHUsI TOCIeN0BATETbHOCTH,
K/ITHIYeCKIe TIOC/IeiCTBIS KOTOPBIX He I0Ka3aHbl, — 6,38% Bcex amnerneit [1]. Cryyan myTanuii de novo
Y OHOPOAMTEIbCKON VICOMMY XPOMOCOMBI 7, Hecyleit MyTaHTHbI reH CFTR, equHuYHBI [2].

Caasp myrtanuii B rene CFTR ¢ KnmEn4ecKuMu nposasnenusavmu MB

Bce myranuu B rene CFTR MOXXHO pasfie/uTh Ha YeThIpe IPYIIIbI (Jajiee IpUBeeHb IpYMephl Hanboree

YaCTBIX MYTalil, OTHOCAIIMXCSA K pasHbIM IPyIIIaM; Ha3BaHUA My Tal[Mil IpeJCTaB/IeHbl COIIACHO TPaau-

IIVIOHHOJI HOMEHKJIaType):

o A. Mymayuu, npusodsujue x mykosucyuoozy: F508del, R553X, R1162X, 2184insA, 2184delA,
CFTRdele2,3, 3120+1G>A, 1507del, 1677delTA, G542X, G551D, W1282X, N1303K, 621+1G>T,
1717-1G>A, A455E, R560T, G85E, R344W, R347P, 711+1G>T, 71143A>G (*), 1898+1G>A, S549N,
3849+10kbC>T, E822X, 1078T, 2789+5G>A, 3659delC, R117H-T5 (*), R117H-T7 (*), D1152H (*),
L206W (*), TG13-T5 (*).

» b. Mymayuu, npusoosusue xk CFTR-cesa3annvimu 3abonesanuam: R117H-T5 (*), R117H-T7 (*), TG13-T5
(*), TG12-T5 (*), D1152H (*), S977F, R297Q (*), L997F, M9521, D565G (*), G576A (*), TG11-T5 (**),
R668C-G576A-D443Y, R74W-D1270N.

B.Bapuanmoi HyxneomuoHoti nocnedosamenvHOCMu, He umerousue KauHuveckozo snavenus: 1148T,R75Q,
875+40A/G, M470V, E528E, T854T, P1290P, 2752-15G/C, 1807M, 1521F, F508C, 1506V, TG11-T5 (**). B
HacTosllee BpeMsA cuntaeTcs, yTo myTtanuu S1235R, 11027T, R31C, 7T, G576A, R668C, V754M, L997FE,
R1162L He npuBOAAT K MyKOBUCIIVZIO3Y, HO B HEKOTOPBIX CIy4asaxX MOTryT BcTpedarbes npu CFTR-cBA-
3aHHBIX 3ab0/reBaHNAX. COOTBETCTBYIOLIME CBefleHNsI BKIoueHbl B 6a3y nanHbix CFTR2 [CFTR2.org].

» . Bapuanmuor HyKk1e0muoHoti nocne008amenvHOCMU ¢ He0OKA3AHHBIM UIU HESICHLIM KIUHUYeCKUM Npo-
s671eHuem (MHOTVIE MUCCEHC-MYTaLUN).

Habmopaetcs yacTiyHoe nepekpoiBanye rpymm A u b. Tak, HeKoTopble MyTanuy, OTMedeHHbIe 3HaYKOoM (¥),

BCTPEYAIOTCA KaK Y IaIMeHToB ¢ MB, Meromyx coxpanHY0 GYHKIMIO TOfKeTY0YHOM XKe/le3bl, TaK 1 y Ialy-

eHToB ¢ CFTR-CBA3aHHBIMI MOHOCYMITOMHBIMYM Gore3HsaMM. HamprmMep, y nanyeHTOB-HOCUTeI My Taln

D1152H n xakoit-mu6o MyTaium, IpUBOAALIeN K TMITYHoMY MB, HabmogaeTcst BapbupoBaHye KIMHIYECKOTO

IposIBIeHNs 3a00/IeBaHMsI OT JIBYCTOPOHHETO OTCYTCTBMA CEMSABBIHOCAIINX KaHa/bLeB 1o MB ¢ coxpaHHOI

(dyHKIVEIT TO/PKETyIOYHON >Keesbl, HO ¢ TSDKeJIbIM IopakeHueM jerkux. Ha pasHooOpasye KIMHMYEeCKIX

IPOSIBJIEHNII Y OO/IBHBIX C TAKVMM «IIOTPAaHMYHBIMI» MYTAIVIsIMU OKa3bIBAIOT BJIVIsSIHYE pa3/INYHble (PaKTOPHI:

IporpeccupoBaHe 3a00/IeBaHys C BO3PACTOM, OKPY>Kalollas Cpefia, FeHbI-MoyduKaTopsl [2].

B 3aBucuMocTy oT MexaHu3Ma, Hapymatoniero yukuuio 6enka CFTR, myranunu rena CFTR nogpaspens-

IOT Ha IIeCTb K/I1accoB [2, 3]:
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o Knaccl Hapywenue cunmesa 6enka. Pe3ynbTaToM MyTalii 9TOTO KIacca AB/IAETCS HapyILIeHe TPAaHC-
kpunuyy MPHK. K HeMy oTHOcATCS MyTauum ¢ Haubosee cepbe3HbIMM (PEHOTUINYECKVIMY ITPOsBIIe-
HVSIMM B CBSI3Y C T€M, YTO OHY IIPUBOJAT MO0 K HAPYIIEHNIO CUHTe3a CTabVIPHOTO IIPOTENHA, 00 K
IIPOAYKIIVY QHOMA/IbHOTO YKOPOYEeHHOTO IIPOTENHA BCIEACTBIE 00pa3oBaHms KojoHa TepMuHanyum. K
3TOMY K/IaCCy OTHOCAT HOHCEHC-MYTalM, MyTalj/ CIBUTA PAaMKI CUUTBIBAHNA BCIIENCTBIE Jeelii
VUIM VIHCEPLIL ¥ MYTaLluy, IPUBOAALINE K aTbTepHaTMBHOMY cIutaiicuary MPHK.

o Knacc II. Hapywenue co3pesanus benxa. Myranuu knacca Il mpuBogar k HenpaBuIbHOMY (PONANHTY
MOJIEKY/IBI O€/IKa V1 HapyIIeHMIO ee TPAHCIIOPTa K allMKa/IbHOI MeMOpaHe K1eTKu. B pesynbrare nponc-
xomut perpapanys Mmonekyn CFTR B sHZonIasMaTyecKOM peTUKY/IyMe ¥ MO/IeKyia Oenka He JOCTH-
raeT anyKaabHOV MeMOpaHbl. CaMOll paclpOoCTpaHEHHON MyTalMell 9TOr0 TUIA ABJAETCS MYTalusd
F508del. Pasnuunble MycceHC-MyTauyy TakoKe PUBOAAT K HApyLIeHUIO (OJIIMHTA MOJIEKY/IBI OerKa.

o Knacc III. Hapywenue pezynayuu xn0pHozo kanana. MyTauuy 3TOro Kaacca IPUBOAAT K CUHTe3y Oenka
CFTR, KOTOpBIII TPaHCIOPTUPYETCA K KJIETOYHON MeMOpaHe, HO He OTBedaeT Ha CTuMy/ranyio tAM®. My-
tauyy Knacca I1I 1okanm3oBaHbl B HYK/IEOTH/ICBA3aHHBIX JOMEHaX U peryasaTopHoM noMeHe 6enka CFTR.

o Knacc IV. Hapywenue nposooumocmu xnopHozo kavana. K aToMmy kmaccy B 60/bIIel CTeIIeH) OTHOCAT-
CSl MUCCEHC-MYTaI[UY, PACcIo/araoliecs B MeMOpaHOCBA3aHHBIX JoMeHax. MyTauun knacca IV mpu-
BOZIAT K M3MEHEHMIO IIPOBOAVIMOCTY XJIOPHOTO KaHajla BCIECTBIE COKPAIleHNA BPEMEHU OTKPbITHUA
JMIOHHOTO KaHajla i, COOTBETCTBEHHO, CHVDKEHN IOHHOTO ITOTOKa.

o Knacc V. Chuxenue konuuecmea ¢pyHkyuonanvrozo 6enka. K xmaccy V oTHOCATCA MyTauym, Ipy KOTO-
PBIX IPOAYLMPYETCSA IOHVDKEHHOE KOIMYECTBO HOPMa/IbHOTO TPaHCKPUIITA, UM CHVDKAETCA YPOBEHD
(dYyHKUIMOHATBHOTO O€/IKa, IN IIOHVKEH YPOBeHb TpaHcropTa Montekyn 6enka CFTR. MyTanum aToro
K/Iacca HapyLIA0T MeXaHM3M CIUIAJICMHIA, ¥ TPAHCKPUIITHI 00pasyloTcsi B pe3yabraTe Kak abeppaHT-
HOTO, TaK ¥ HOPMa/IbHOTO CIUIa/ICUHTA.

o Knacc VI. Cuusenue spemenu HaxoxmoeHus 6enka Ha nosepxrocmu knemku. Kmacc VI Bxmodaer
MyTaluy, IpUBOAAIINE K CUHTe3y IPOTeMHA C MI3MEHEHHON CTaOWJIbHOCTBIO B pe3y/bTaTe IOTepu
70-98 C-KOHILIEBBIX aMMHOKIC/IOTHBIX OCTAaTKOB [4, 5, 6, 7].

MyTtauyn I-11I kmaccoB ropasno cunbHee BAUAT Ha pyHkumio 6enka CFTR, vem myrtanum IV mwm V xnac-

COB, M accouMMpoBaHbl ¢ KnaccuueckuM MB. Ho cnenyer oTMeTuTh, 94TO OfHA U Ta K€ MyTalyis MOXKET

BBI3BIBATh O0Iee ofHOro MexaHuaMa Hapymenns ¢pynkuyuy CFTR-kanana.

B Hacrosmee Bpema pap uccnenosareneit BbienAaoT VII kmace myrtanmit. K kmaccy VII otHOCAT MyTa-

II1M, B pe3y/IbTaTe KOTOPbIX HapyuieHo obpasoBanne nPHK (nupopmannonnoit PHK). 9to moryT 0bITH

obmmpuble nepectporiku rena CFTR (penernyuy, nHCepUMi), OXBaTbIBAIOIINe HECKOTBKO 9K30HOB U HApY-

IIAlolIie HOPMAJIbHYI0 CTPYKTYPYy TeHa I HOPMAaJIbHBIN CIUIAMICUHT (IIPUMEpPOM SBIIAETCS PaclpoCTpa-

HeHHas B Poccun menmenms CFTRdele2,3), mu6o myranuy, nsMeHsIone JOHOPHBI VINM aKLEITOPHBII

CaiIThI CIUIAICMHTA OTHOTO 9K30Ha (Hampumep, 1717-1G>A) [8, 9]. OgHako 60MPUIMHCTBO CHELNATICTOB

CUNTAIOT HelellecOO0Pa3HbIM BbIfje/IeHIe ITUX MyTalmil 13 cocTaBa I kmacca.

3.2. Acconmanusa reHotuna u ¢geHornna

3HauMTeIbHOE BapbypoBaHye PEeHOTUNNYECKNX NMposiBleHnit MB y 60/NbHBIX MOXKeT OBITh 00YCIIOBIIe-
HO JeVicTBMeM O0sbIIoro ynucia GpakTopos, BKIHYas pasHoobpasue renotumos rena CFTR, BiusiHMe Te-
HOB-MOAV(NKATOPOB, (PaKTOPOB BHEITHEN CpPefibl, B TOM YMC/Ie TIOIOXKVUTETBHOTO U OTPULATE/IbHOTO 3-
¢dexroB or nevyeHus [5, 10]. JlocToBepHO M3BECTHO, YTO COXpaHeHMe QYHKIMM TTOJKETyLOYHON >Kele3bl
SIBJIITCSI XOPOILIM MapKepOM OCTaTOYHON aKTMBHOCTH XytopHoro kaHana CFTR [5, 10].

Myrauym I, II n III kmaccos, mpu kotopbix 6e1ok CFTR mpakTidecky OMHOCTBIO OTCYTCTBYET Ha alMKaTbHOM
MeMOpaHe 60 ero (pyHKINA OTHOCTHIO HapYIIeHa, OTHOCATCSA K «TSDKE/IBIM» U IMIPUBOJAT K CYIIeCTBEHHBIM
HapyLIeH/sIM BHEIIHeCEKPEeTOPHON QYHKIMY NOMPKETyTOYHOI XKerle3bl Y 60mbHbIX. MyTanyu IV u V kmaccos,
PV KOTOPBIX COXPAHsETCs OCTaTOUHasl PYHKIV XIOPHOTO KaHasIa, OTHOCATCS K «MATKUM» (4, 11, 12].
CodyeTaHne B IeHOTHIIE IBYX «TsDKEIbIX» B OTHOIISHUV HapylleHMsA (QyHKIVIV ITOMKETyOYHON JKeJIe3bl
myTtaumit (Hanpumep, F508del) B roM03UroTHOM MM KOMIIAYH/THOM COCTOSIHUY TIPMBOJUT K IAHKpeaTu-
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YeCKOJM HeJOCTAaTOYHOCTH, TOTAA KaK Ha/u4ye OHOM «TSAXKENIOV» M OfHOM «MATKOV» VIIA [ABYX «MATKUX»

MyTalMil 4allle BCTPedaeTcss Y OONbHBIX C COXPAHHON OCTATOYHON (PYHKI[MEN MOIKeTyLOYHON JKe/le3bl.

«MsrKye» MyTanuy JOMVHUPYIOT HaJl «TsDKE/IBIMI» B OTHOLIEHMM ITaHKpeaTndeckoro ¢penoruma [4, 5, 10,

11]. K MyTanysm, Ipy KOTOPBIX QYHKIVIA HOKETYLOYHON >KeJie3bl OCTAeTCsl OTHOCUTE/IbHO COXPAaHHOIA, OT-

HocaT: 3849+10kbC>T, E92K, L138ins, R334W, 2789+5G>A, 3272-16T>A, 3849G>A, R347P, S1159P, S945L,

S1159F L1335P, R117H, 4428insGA, D1152H, 4382delA, Q98R, A141D, A120T, R1066H, 3272-26A>G,

W19G, L864R, F1078I, Q1476X, P205S, P988R, K1468R, 1898+3A>G, 3272-11A>G, Y1032C, A455E, G178R,

R352Q, R117C, 711+3A>G, D110H, D565G, G576A, L206W, V232D, D1270N, E831X. [TauimeHThI-HOCUTENMN

«MATKVX» MYTalNil C BBICOKOJ BEPOATHOCTDBIO MIMEIOT Y4 HYTPUTUBHBIN CTAaTyC, HO 11 O60jee BBICOKMII

PUCK pasBUTH IIAHKPEATNUTA, YeM OOJIbHBIE C IBYMsA «TsDKeIbIMI» MyTaumsamu [2]. B psapme uccnemoBanmit

OBITIO OTMEYEHO, YTO [TOKa3aTe/lb CMEPTHOCTY Y OO/IbHBIX, MEIOIIMX B T€HOTHUIIE /IBE «TsDKeJIble» MyTalllu,

3HAYVIMO BBIIIIE, YeM Y OOJIbHBIX, MIMEIOIVIX XOTs Obl OfHY «MATKYI0» MYTaIio. YacTIYHO 3TO CBA3BIBAIOT C

Oo7IblIIell CTeTIeHbI0 CHIDKeHMsT QYHKIMY JIETKUX ¥ HYTPUTUBHOTO CTAaTyca, O0jIee TsHKEMOoil CTENeHbIO TTaH-

KpeaTN4ecKoll HeJIoCTaTOYHOCTH 1 Oojiee paHHell KomoHu3amue P. aeruginosa y G0NbHBIX, UMEIOLINX JiBe

«TsDKenble» MyTanym. [Ipenmnonaratot, uro reHoTutl o reny CFTR MOXXeT CITy>KUTb He3aBUCUMBIM (PaKTOpoM

IIPOTHO3a IIPOJIO/DKUTENTbHOCTY >k13HM 60mbHOTO MB [12, 13]. OgHako, IpyHMMas BO BHUMAaHUe IPOKYIO

Bapuabe/IbHOCTD TSDHKECTU MOpaKeHMs JIeTKUX Y 60nbHbIX MB B TeueHye )X13HM, ClIefyeT YIUTHIBATD, YTO

co BpeMeHeM Y 607bHBIX ¢ MyTauuamiu 1V, V, VI kraccoB GyHKLMSA JIETKMX MOXKET 3HAUUTE/IBHO CHYDKAThCS.

Y B3pOC/IBIX MALMEHTOB C MYTALMAMM STUX KITACCOB MOKHO HAOJTIONATD TSDKeJI0e IIOpaskeHue JIETKIUX, TOTA

KaK Y HEKOTOPbIX 00/bHBIX ¢ iByMA MyTauysamu I, 1T wm III k1accoB pyHKUMA TeTKUX MOXKET OCTaBaThCA

OTHOCUTETIBHO COXPAHHOI B TeUeHe JJIUTEbHOTO BpeMeH! [2].

CnenyeTr MMeTb B BUALY, UYTO pa3fie/ieHNe€ MyTalMil Ha «TsDKENIbIe» M «MATKNE» SABJIAETCA YCIOBHBIM U JIC-

IIO/Ib3YETCA B IIPOBEJEHUN HayYHbIX MCCIEJOBAHN, B YaCTHOCTY SNNAEMUONOrn4eckux. Vicronbzopanne

K€ €ro I OLIEHKM KJIMHMYECKOTO IPOTrHO3a KOHKPETHOTO MaljMieHTa AB/IAETCA HEKOPPEKTHBIM B CUIIY

pAfa NIpUYMH:

1. B rene CFTR o6Hapy>KeHO 3HAUUTETbHOE KOMNYECTBO MyTAlMil, YaCTOTa KOTOPBIX OYeHb HM3KA, YTO
He MTO03BOJIsIET IPOC/IENNUTD UX aCCOLUALNIO C PEeHOTUIIOM.

2. Tonbko 4acTb M3BECTHBIX MYTaLMil CTPOTO ACCOLMMPOBAHA C KOHKPETHBIMY KIMHUYECKVMU MPOSB-

JIEHUSIMU.

OTpenbHbIe MyTalMM MOTYT XapaKTepU30BaThCA BaprabenbHOCTBIO KIIMHIYECKIX ITPOSBICHNIL.

4. TlanyeHTHI, TOMO3UTOTHBIE 11O OT/ENbHON MyTauu (Takoi, Hanpumep, Kak F508del), o6pr4no ctporo
acCOLMMPOBAHHOI ¢ onpefieNieHHoi popmort MB, MOTYT MMeTh MeHee BBIPQKEHHYIO CTEIIeHb IPOsIB-
JIEHVSI OCHOBHBIX CMMIITOMOB BCJIEICTBYE PaHHE AMarHOCTUKYU ¥ COBPEMEHHOI Te€paIuy 110 CpaBHe-
HUIO C IALMIeHTaMH, IMaTHO3 Y KOTOPBIX ObII yCTAHOBJIEH 10 BBEEHN A HEOHATA/IbHOTO CKPVHMHTA.

Ha ocHoBaHMM MMEIOIINXCA JAHHBIX MOXKHO CHIe/IaTh CeJyIOL/ie€ BbIBOJbI:

o (deHoTun 3a605eBaHNMA 3aBUCUT KaK OT reHotuIa 1o reny CFTR, Tak 11 OT CONYTCTBYIOLNX GAaKTOPOB
(Bpyrux reHoB, GaKTOPOB OKPY>KAIOLIeil CPefbl);

e TEHOTMII He II03BO/ISIeT OJHO3HAYHO IIPEefICKa3aTh TSKECTb T€YEHNS M MPOTHO3 3a00/IeBaHMs y KOH-
KPETHOT'O MHAVIBUJA;

» puarHo3 «MB» He Bcerga MOXKeT ObITb IIOCTaBJIeH M/IV OTBEPTHYT TO/IBKO HAa OCHOBAHUU pe3y/IbTara
MOJIEKY/IAPHO-T€HETUYECKOTO TECTUPOBAHN;

e IIpU IOCTAHOBKE MArH03a IO/DKHBI OPaThCs B pacueT KIMHUYECKE TIPOSIBIEHNS 3a00/1eBaHNs U [10-
NOMHATbCA oneHKol pyHkuuu 6enka CFTR (TOTOBBIT TecT, pa3HOCTb Ha3aIbHBIX TOTEHIINAJIOB VTN
OMOIITaTOB IPSAMOI KMIIKY) M Pe3y/IbTaTaMy TeHeTUIeCKOoro aHanusa [2, 7, 14].

w

3.3. MHTCPHPCTaIU/IH P€3yIbTaTOB MOJIEKY/IAPHO-TEHETUIECKOI'O aHA/TN3a

AHHOTaLMA TeHETUYECKUX BapMAHTOB U MHTepIpeTanusa pe3ynbrato JJHK-TecTupoBanus MOMIKHBI BbI-
HOJTHATBCA CIEIVAICTOM B obmacty reHeTnkyt MB. [Ina onpepeneHNs KIMHIYECKOI 3HAYMMOCTY OOHa-
PY>KEHHBIX T€HeTMYEeCKIX BapMaHTOB C/IefyeT MCIOMb30BaTh 06a3y manHbIx CFTR2.0org [15] n Koncencyc
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10 K/IMHNYeCKUM 3¢ ekTaMm reHeTndecKmX BapuaHToB (6a3a janubix SeqDB: http://seqdb.med-gen.ru/), a
TaKXe peKoMeH/januy Hactosero KoHceHcyca 11 MMerommecs CTaH/japThl ¥ pyKOoBOACTBa [16, 17, 18, 19].
VHTeprpeTalyisi reHeTUIeCKIX BAPMAHTOB C HeOIIpeie/leHHOI KIIMHMYIeCKOT 3HaYMMOCTbIO i BHOBD BbISIB-
JIEHHBIX MYTALI/il C OYeBUIHOI TATOT€HHO 3HAYMMOCTBIO JO/DKHA IIPOBOAUTDHCS € OOJIBILION OCTOPOXKHO-
CTBIO Vi IIPY HA/IMYMN Y ClienimanucTta onbita. O60 BceX HEM3BECTHBIX PaHee KIVHIYEeCKY 3HAYMMBIX HaXOf]-
Kax cefyeT coobmmars KypaTopy 6assl gaHHbIx SeqDB (http://seqdb.med-gen.ru/) mi6o camocrosTenbHO
PerucTpupoBaTh HOBYIO MH(OPMALIMIO Ha JAaHHOM pecypce, CIob3ys « PYKOBOZCTBO IO MCIIO/Tb30BAHMIO
6a3bI gaHHBIX SeqDB», - http://seqdb.med-gen.ru/docs/. basza ganubIx SeqDB co3nana n mopmepxuBaeTcs
IpefiCTaBUTEIMIU COOOIIeCTBA CIEMaIICTOB B 00/IaCTV FeHeTUKY MYKOBMCIII03a.

3.4. Inarnoctnyeckue Kpurepun MB

B mymarHOCTMYeCKMX KpUTepUAX 3a00/MeBaHMs TeHEeTYeCKOI AMATHOCTVKE OTBOJUTCA BaXKHas POJIb, Off-
HAKO IMaTrHO3 MOXKeT OBITh IIOCTaB/IeH 0e3 JaHHOTO MCCIefoBaHNA. [I/14 TOATBEep)KAEHM [UarHo3a J0CTa-
TOYHO /IBYX IIPM3HAKOB, 10 OZHOMY 13 Ka)XX/IOT0 O/I0Ka:

1.1. ITomoxxuTenbHas MoToBas npoba

u/vmm

1.2. JIBe maTtoreHHble MyTanuy B reHe CFTR B TpaHC-NIOJIOXXEHUYV, BBI3BIBAONIVE MYKOBUCIVIO3
(http://cftr2.org, http://seqdb.med-gen.ru/)*

n

2.1. HeonaranbHasA runepTpuICHHOTeHEMUA

YN

2.2. C poxXzieHMs MU TIOSBYBILVIECS NTO3Ke XapaKTepHble KIMHIYeCKIe IPU3HAKY, BKII0Yas (HO He orpa-
HUYMBAsACh VIMM) Takue, Kak guddysHble OpOHX0IKTa3bl, BBICEB M3 MOKPOTHI 3Ha4MMOI1 it MB marto-
TeHHOJ MUKPOQIOps! (0COOEHHO CMHETHOHO Na/I0YKN), SK30KpMHHAs MaHKpeaTndeckast HeloCTaToy-
HOCTb, CUHIPOM IIOTepU COTell, 0OOCTPYKTUBHAs azoocnepmus (My>xunusl) (20, 21, 22, 23].

* Ecim myTanusa He mpepcrasieHa B CFTR2 (http://cftr2.org), To Bo3Mo)xHO ucnonb3osars http://seqdb.med-gen.ru/ mmm
OLIEHMBATD 10 OYEBUIHOI IATOreHHOCTY (OOLMPHBIE IEPECTPONIKI — [ie/eLV i/ MHCePLIIA)

3.4.1. HeonpeneneHHbIi AMAarHO3 P IOT0KUTETHHOM HEOHATaTbHOM CKpMHMHTe HAa MB
OtHocKTeNbHO HelaBHO EBporeiickoe 00111ecTBO 10 MYKOBUCIIMO3Y IIPEIOKIIO BBIAEIATD IPYIITY IeTell IToCe
HEeOHATa/IbHOTO CKPVMHVHTA C HOBBIM JIIaTHO30M: «HEOIIPEee/IEHHbII MATrHO3 IIPY MOJIOKUTETbHOM HEOHATaTbHOM
cKpyHUHTe Ha MyKoBucryao3» (CFSPID) — u1 BbpaboTaio HoBble peKOMEH/AIW I HAO/TIOfIeHNIs 3a JAHHOM TPYTI-
noit neteit. B pekomenparsix no mykosucrmposy CIIIA (Cystic Fibrosis Foundation) st sToit rpymimer gereit mc-
nonb3ayercst TepMyH CFTR-3aBucyumblit Metabomraeckuit cuapoM (CFTR-related metabolic syndrome, CRMS).
PexomeH0BaHO 1OC/Ie HEOHATAIbHOTO CKPVMHMHTA JIeTe C O/I0OKUTENbHBIM MMMYHOPEaKTUBHBIM TPUII-
cuHoreHoM (VIPT) 6e3 knmHMYeCKMX IpOsIBIIeHNI 3a00/IeBaHMsA Pas3fe/iATh Ha Be TPYIIIIbL:

A - yMerone HOpMabHble XI0pKAbI OoTa (<30 MMonb/n) u aBe MyTauyu B reHe CFTR, 13 KOTOPBIX, 110
KpaiiHell Mepe OfIHa IMeeT «HesICHbIe» PeHOTUIMYeCKIE TOCIeICTBIS;

B - nMeromye norpaHnyHble 3HAYEHM XJIOPUJOB II0TA ¥ OIHY MM HY ofHOV MyTanuu B reHe CFTR.
Hab6mioneHne 3a eTbMM € JaHHBIM AMAarHO30M OCYILeCTB/IsIeTCA B IeHTpax MB. B Bospacre 2 et um pe-
KOMEH/IOBAHO IIPOBefieHNe TOTOBOI IIPOObI, TaK KaK y OOJBIINHCTBA U3 HUX K 3 TOaM MOTYT HOSBUTHCS
KJIMHUYeCKMe cuMIToMbl MB [24, 25].

3.4.2. THK-mnarnoctuka npun CFTR-cBA3aHHBIX HAPYIIEHMAX
IToy, CFTR-cBssanubiMu HapymeHusmu (CFTR-related disorders) mpuHATO mOHMMATh KIMHUYECKUE CO-
CTOSIHUA, aCCOLVMPOBaHHble ¢ HapyleHreM QyHKiuyu reHa CFTR, HO mpu 9TOM He COOTBETCTBYIOIVE
MOTHOCTBIO IVIaTHOCTUYeCKUM Kputepusm MB [22, 23, 26].
K TakuM coCTOAHMAM OTHOCATCA JBYyCTOPOHHEE BPOXXAEHHOE OTCYTCTBME CEMABBIHOCALMX IIPOTOKOB, pe-
IVIMBUPYIOLIVIT OCTPBII VI XPOHWYECKNIT ITAHKPeaTUT, AMCCEMIHIPOBAaHHbIe OPOHX09KTas3bl [23, 26].
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O6s13aTe/IbHBIM YC/IOBYEM IIOCTAHOBKM AMATHO3A SIB/ISETCS HAM4YMe XOTs Obl OFHON NAEHTUPUIMPOBaH-
Hoit myTauym B reHe CFTR [22]. OpHako KIMHMYeCKas IPAaKTIKA IIOKa3bIBaeT, YTO Moyt y 70-75% 6071b-
HBIX C JVICCEMVHVPOBAHHBIMI OPOHX09KTa3aMy AuarHoctupyercs MB u Hepenko 60m1bHOI ¢ 6ecrionyem
npu 006CIenoBaHMy OKa3biBaeTcst 60mbHBIM MB.

Bricka3aHo IpeAIonoXeHne, YTo B OCHOBe naTo¢uanonorndeckux nsmeHennit mpu CFTR-cBA3aHHBIX Ha-
PYLISHMAX IKNT HapylieHue 6ukap6onaTHo mposoaumocty kaHana CFTR. Kanan CFTR ocymecTsiser
npoBefieHMe He TObKO noHOB xmopupa (CF), Ho u monoB 6mukap6onara (HCO®). DkcreprmMeHTaNIbHO TOKA-
3aHO, 4yTO OMKapboHaTHass NpoBoANMOCTh KaHana CFTR nossitaercs nocpeacrBom WNK1-SPAK-akTu-
Bauu [27]. [Tonnoe Hapymenne ¢pynkium CFTR kak X10pHOTO KaHama Ipy «TsDKETbIX» MyTallMsX IIPUBO-
INT K KIMHMYeCKol KapTuHe MB. IIpu Takux reHeTnyecknx BapmaHrax, Kak R74Q, R75Q, R117H, R170H,
L9678, L997F, D1152H, S1235R, D1270N, nposopsauue coiictBa CFTR g xnmopunos coxpansiorcs. On-
HaKO HajMuue 3TuX BapuaHtoB B Monekyne CFTR HapymaeT akTusanyonubiii Mexaunsm WNKI1-SPAK,
YTO NPUBOAUT K cenekTuBHOMY Hapymennioo ¢pynkuymy CFTR kak 6ukapbonaTHOro xanana. Ilpu stom
IIOpa)KAIOTCA OPTaHbI, MCIO/Nb3YyIolne, Kak rmonaraoT, CFTR mia cexpenyn 6ukap6oHaTta, 4TO MOBBIIIAET
PUICK Pa3BUTHA IMAaHKpPeATUTA, CUHYCUTA M MY»XCKOTo becruropys [27].

Tenemuueckue ocobeHHoCcmu BPOJfCaeHHOZO GByCI’I’lOpOHHBZO OMCYyMCmMeUs CeMAB8blHOCAULUX NPOIMOKO08

(BAOCIIL; CBAVD)

Oxoro 3% cy4aes becropus y MyxunH o6ycnosneHo HamuveM BIOCIL. 3a6onesaemocts BIIOCII cocras-
nsteT npubnusutenpHo 1:1000 My>k4mH. YCTaHOBJIEHO, YTO B OO/MBLIMHCTBE CTy4daeB nsomposanHoe BIOCII
ABJIAETCA AyTOCOMHO-PELIeCCUBHBIM I'eHEeTUUYECKIM PAaCCTPOIICTBOM, CBA3aHHBIM ¢ MyTanysamu B rene CFTR
¢ coxpaneHyeM octatouHoit pynkym 6emka CFTR. [Iia BIJOCII xapakTepHO HOCUTEIBCTBO B TPAHC-TIOIOXKe-
HIV OJJHOI «TSKEJION» M OJHOM «MATKOV» MY TALIVIM VI ABYX «MATKUX» MyTaLNIA, @ TAKXKE «MATKOV» MyTaljyu
Y MyTallyJl C HEOIIPEME/IEHHOM K/IMHIYECKON 3Ha4MIMOCTBIO MM ABYX MYTaLMii C HEOIIPEME/IEHHO KIHIYe-
CKOJ1 3HAYMMOCTBIO [23].

Y myxuns ¢ BJJOCII B eBpomnerickux NONyALysax Hanbomee pacipoCTpaHeHHBIMY SABJISIOTCA [Ba KOMIIa-
VHZIHBIX TeTepO3UTOTHBIX reHoTuna: mytanysa F508del B Tpanc-nonoxxennnu ¢ BapmantoMm IVS8-5T (28%)
i ¢ myTtanueit R117H (6%). Yactora F508del mpu BJOCII Bapsupyercs ot 12 go 33%. Bapuant IVS8-5T
o6bHapy>xeH Bo MHorux cnydasx BJIOCII gaxe B momy/suusx, rie MB BcTpevaercs penko. Yacrora ajverns
IVS8-5T y myxunn ¢ BIJJOCII cocrabnser 25-40%, 4To B 5-8 pa3 Bblllle, 4eM B o6Ieit momyaamym. TeHo-
TUII, TOMO3UTOTHBIN 110 3TOMY anento, pacnpocrpaner npu BJIOCII. [Ina BIOCII xapakrepHo codyeTaHue
myramymt R117H c aymensavmm IVS8-5T u IVS8-7T B npuc-nonoxennn (komrtekcHble amtemy — R117H-5T u
R117H-7T). Kommnekcusiit amnens R117H-5T gacto BcTpedaeTcs y nanmeHToB ¢ MB, B To BpeMs Kak ayuienb
R117H-7T, xak npaBuo, He csizal ¢ MB. IToBropsr IVS8-TGn (IVS8-TG12 mnmn TG13) B uyc-monoxxeHnm ¢
IVS8-5T raxke Bcrpevarotcs mpy BIOCIL Y marentos ¢ BJOCII 6bu11 06Hapy>keHbl KOMIUIEKCHBIE alyIe-
m: G576A-R668C, D443Y-G576A-R668C, R74W-V201M-D1270N u S1235R-IVS8-5T [23].

Iern CFTR u peyuousupyroujuii (unu xpoHuueckuii) nawkpeamum
[TaKpeaTnT MO>KeT OBITh 00YCIOB/IEH MYTALVAMH B Psifie T€HOB M BCTPeYaThCs Kak y mofeit 6e3 MB, tak
u Ha ero ¢onHe. Myranuu B reHe CFTR BcTpevaoTcs y 32-48% 60/NIbHBIX XpOHMYECKMM ITaHKPEATUTOM C
ayTOCOMHO-pPeIleCCUBHBIM TUIIOM Hac/megoBanuA n y 10-15% 6onpHbIX MB ¢ coxpaHHOI QyHKIMel 0 -
JKeIIyJOYHOI >Kene3bl. bonbHble MB ¢ «MATKMMM» MyTanuAMY Yalle MMEIOT IAaHKPEeaTnT.
ITomumo myTtaumit B reHe CFTR mipy maHkpeaTnTe BCTpedaroTcs MyTanuu B reHax SPINKI (MHrn6uTop
ceprHOBOIT IpoTeassl, Tuil Kasan 1; serine protease inhibitor, Kazal type 1), PRSSI (kaTMOHHBI TPUIICH-
HoreH), AIAT (a -aHTUTPUIICUH).
IIpepmnonararoT BO3MOXXHOCTD AVTE€HHOTIO HACIEJOBaHMA IIaHKPeaTUTa: YacTO y MALMEHTOB C ITAHKpeaTu-
TOM OOHAPY>KMBAIOT IeTepPO3UTOTHOE HOCUTENbCTBO MyTaumit B reHax CFTR u PRSSI wnm SPINKI [28].

31



HAIMOHAJIbHBIVI KOHCEHCYC

3.5. leneTnyeckmii ;yaruo3s - ¢apmMakoreHeTnYecKas Tepanus

[Ipemaparsl, ZeiicTBMEe KOTOPBIX HAaIpaB/leHO Ha BoccTaHoBjeHue ¢yHkuuy 6enka CFTR, HaspiBaroTcs

CFTR-mopynaropamu u fensTcsa Ha Tpymsl [29]:

« Koppekropst CFTR: nenp — yBenmuuntb komrdecTBo 1 foctaBKy 6enka CFTR K MOBepXHOCTY KJIETKH.

o Ilorennuaropsr CFTR: nenp — yBenmnunTb akTuBHOCTb MoHHOTrO KaHana CFTR, paconoxenHoro Ha
MOBEPXHOCTU KIETKIU.

o IIpemapaTsl co cBOICTBaMM MOAY/IATOPOB U IIOTE€HIIATOPOB.

o BemectBa, coco6cTByIOImME «IIPOYNTHIBAHNIO» CTON-KOOHOB CFTR-mRNA 1 mpemoTBpaljeHuo
IpeXIeBPEMEHHOI TEPMUHALIMY CUHTe3a MOJIEKY/IbI Oe/IKa, VICIIONb3YIOTCS IIPY IeYeHNH aLlMIeHTOB,
MMEIOIX HOHCeHC-MyTanum (MyTtanuu [ kmacca).

B cBsaAsu ¢ mHOroo6pasuem myTtanuii reHa CFTR v pasnuyuHBIMU UX IOCTEACTBUAMYU pa3paboTKa THO-

TPOIHO U ITATOT€HEeTNYECKOI TepaIN, HaIIpaBJIeHHO! Ha BOCCTAaHOBJIEHNE (PYHKINN I'eHa, M3HAYATbHO

ObITa CTOXKHOJ 3ajiadel U IIa 110 HECKOIbKVM HAIPaBIeHVSM:

1. Ilpemaparel gA HOCUTeNEN MyTanuii Kmacca L.

2. Ilpemapatsl mis HocuTeneit MyTanuii kiaacca I u Hanbonee yacto BcTpevaromerics Mmytanuy F508del.

3. IlpemnaparTsl 11 HOCUTENEN «MATKUX» MyTaLuIA.

4. Tlpemaparsl, paboTaomye Py BCexX KIaccax MyTaLuil.

B Hacros1ee yganoch JOOUTHCS ycIexa Ipyu pa3paboTKe IpenapaTos, HallpaB/IeHHBIX Ha KOPPEKIYIO I10-

CNIe[ICTBUII ompefeneHHoro Byujga myrtauuin II-V KmaccoB — mOTeHIMAaTopoB M KOPPEKTOPOB. MullleHbIO

IIOTEHIVIATOPOB ABJIAIOTCS MOJIEKY/bl MyTaHTHoro 6enka CFTR, pacrionararomyecs B alMKanabHON MeM-

Opane. [leiicTBMe IIOTEHIATOPOB HANIPAaB/IEHO HA BOCCTAHOB/IEHME (aKTMBAIVI0) QYHKIVY IOHHOTO Ka-

HajIa, obpazoBaHHOro MyTanTHbIM OekoM CFTR (myranym III-IV kmaccos). IlepBpiM npemnaparom cTan

VBakadrop (Kammpexo, VX-770) xomnanum Vertex Pharmaceuticals Incorporated. Ilpemapar momyunn

opobpenne FDA nyis nedenns gereit, 60nbHBIX MB, crapiue 2 jieT 1 B3pOC/IbIX, MMEIOLUX OfHY 13 10 MyTa-

uumit: G551D, G1244E, G1349D, G178R, G551, S1251N, S1255P, S549N, S549R wm R117H. Koppekropsl

— JIeKapCTBEHHBIE CPENCTBA, 03Bo/IAoIe MyTaHTHOMY 0enky CFTR mpoiitu uepes cucteMy BHYTPUKIIe-

TOYHOT'O KOHTPOJIS Ka4yeCTBa U 3aHATH NIPaBUIbHOE PACIIONIOXKEHVe Ha alllKaIbHOI MeMOpaHe (MyTaluu

IT kmacca), — 4-pennnbyrupar/renucrer; VX-809. [l repanuyu nanyeHTos co I kimaccom myrarmii (reHo-

tun F508del/F508del) paspaboran koMOMHMPOBaHHBI (KOPpEeKTOp + MoTeHImarop) mpenapatr Opkamou

(V809 1 V770), oH mOKa3aH MmanueHTaMm crapure 6 yeT. VIgyT uccneqoBaHus M0 CHIDKEHNIO BO3PACTHBIX

orpanmyennii (7, 29].

Taxum o6pasom, paspaboTaHHbIe IperapaThbl CTa/I HOBBIM LIAaroM B Tepanyyi MB, moBblIieHny KadecTBa 1 IIpo-

JOJDKUTENBHOCTH >KVI3HYU OONBHBIX. VIccmenoBanus B 00/1acTy STHONATOreHeTIIecKoil papmakoTepar MB

npoporpkatotcs (http://investors.vrtx.com; https://cysticfibrosisnewstoday.com/cystic-fibrosis-therapy-tracker/).

3.6. [Ipyrue rennl, cBA3aHHbIe ¢ passutiiem MB

Y HekOTOpBIX NauyeHTOB ¢ MB He ynaeTcs BpiaBUTH MyTanuy B reHe CFTR B 060ux ajiensax. 9To Habo-
maetcs B 1-1,5% cirydaeB Ipy IIOTHON KIMHMYECKON KapTuHe 3a00IeBaHMNA.

YacTU4YHO 3TO MOXKET OBITb OOBSACHEHO TeM (PAaKTOM, YTO B OOJNBIIMHCTBE C/Ty4aeB IPOBOJUTCSA MCCIIe-
[oBaHVe MMIIb Kopupytomeit yacTy reHa CFTR, v MHOTra Tak)ke CMeXXHBIX 9K30H-VIHTPOHHBIX YYaCTKOB.
MyTauym, pactono>KeHHbIe B PEeTY/IATOPHBIX YYaCTKaX MHTPOHOB U IPOMOTOPHBIX 00/1aCTAX I'eHa, B 60/Ib-
IIVMHCTBE CTy4aeB He VICCNIEAYIOTCSA M He aHAMM3UPYIOTCA. PacipocTpaHEHHOCTh KPYIIHBIX CTPYKTYPHBIX
M3MeHeHUI reHa (Jienenuit 1 JyIUIMKaLuii) O HaCTOALIEr0 BpeMeH! TakKe He U3ydeHa [2].

Heo6xopumo ynoMsaHyTb, 4To MB XapakTepusyercs He TOIBKO HapylLIeHNEM CeKpeLuy XJI0pUOoB, HO 1
HIOBBIIIIEHHOI abcopOIMeil HaTPys B AbIXaTe/IbHBIX NYTAX. TPaHCIIOPT MOHOB HATPUsA OCYILECTBIIAETCS
Yyepe3 YYBCTBUTEIbHBIN K aMUIOPUY HATPUEBBIl KaHa/I, COCTOSIMI U3 Tpex cyObenuHul. V3BecTHo,
YTO IOBBILIEHHAs 3KCIIpeccys reHa Scnnlb, KOpMpyoLero ofHy U3 CyObefMHNLI, IPUBOANUT K PAa3BUTHIO
MYKOBUCLM030II000HOTO COCTOSHMSA B JIETKMX Y MbllIei [31]. 9To M0o3BO/AET IMPEIONOKNATD, YTO Ha-

32

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

pymenns rera SCNNI1B MoryT BbI3BIBaTh 3ab0/eBaHue u y mopeit. [To kpaiiHeil Mepe y /IByX Ial[ieHTOB
¢ HeTUIMYHBIM MB, y KOTOpBIX He MAEHTUPUUNMPOBAHBI MyTaluu B Kopupyoei obmactu rena CFTR,
BBISIB/IEHBI PYHKI[MOHA/IbHO 3HaunMble MyTauun B reHe SCNNI1B [32]. [eneTnueckne pakTopsl, mexaye
B OCHOBe Apyrux ciy4daeB MB 6e3 myTanuii B reHe, OCTAalOTCA HEBBIAACHEHHBIMN [2].

TenbI-MoanpUKaTOpPHI
Pasnmuuns B xapakTepe TedeHus 3a00jieBaHys Y 60/IBHBIX C OAMHAKOBBIM reHOTUIIOM 110 TeHy CFTR Ha-
O/TI0[IAI0TCSL KaK Cpelyt HEPOACTBEHHBIX VHAVBI/OB, TaK ¥ MEXAY C1OCaMI, VICHIBITHIBAIOIMMY paBHOE
B/IVSIHME TAaKMX CPefiOBbIX (PAKTOPOB, KaK YCIOBUA IPOKMBAHMSA, COLMATbHO-9KOHOMUYECKUII CTATYC,
MeTOfbI /ledeHnsl. B MymbpTuieHTpoBbIX MccnenoBanusax Esponsr u CIIA BbIsiBIEeHBI JOCTOBEpHO 6Ooee
BBICOKAsi KOHKOPJJAHTHOCTb KIMHNYECKUX IPOSIBIEeHNN (TsDKeCTh OPOHXOJIETOYHOTO IIPOIiecca, opake-
HIle TIeYeHN, Ha/lM4yye B aHaMHe3e MeKOHMEBOTO Meyca U CMHAPOMa [AMCTaTIbHON MHTECTUHAIBHON 006-
CTPYKIVM, HYTPUTUBHBIN CTaTyC) Y MOHO3UTOTHBIX O/M3HEI[OB IT0 CPABHEHUIO C AM3UTOTHBIMU Y IIPOCTO
crbcami, a TaK>Ke 3HAYMTE IbHBII [Malla30H BapuabebHOCTY XapaKkTepa TedeHuss MB BHyTpu map crnbcos
[7, 33]. IlpuBeneHHbIe JTaHHBIE CBU/IETE/TLCTBYIOT O BO3MOXKHOM BJIMSTHUY HA CIEKTP U TSDKECThb KIMHIYe-
CKVIX IposiBJIeHnit MB gpyrux, B TOM 41C/Ie TeHeTUYeCKUX, PaKTOpoB, OTIMYHbIX OT TeHa CFTR. Mopgudu-
Lupyollee TefiCTBYe MOTYT OKa3bIBaTh KaK FeHbI, IPOAYKThI KOTOPBIX PETY/INPYIOT SKCIIPECCUI0, PYHKIVIO
u yrum3sanuio 6enka CFTR, Tak 1 reHbl, IPOAYKTHI KOTOPBIX YYaCTBYIOT B IIPOLIECCaX, 3a/ie/ICTBOBAHHBIX
B [TIaTOT€He3e KIMHNYECKUX posBiennit MB.
B pesynbrare IOTHOTEHOMHOTO aHa/INM3a ACCOLMALINI BbIAB/IEHBI [IBa KIacTepa T€HOB, PaCIOIOKEHHBIX B
pernonax xpomocom 11p13 (reust APIP, EHFE, ELF5, PDHX) 120q13.2 (reust CBLN4, MC3R, CASS4, CSTF1,
AURKA), MORYNUPYIOIUX TSXKECTDb MOpa)keHN nerkux npu MB; mokasano, 4o renst SLC26A9, SLC6A 14,
SLC9A3, SLC4A4, MSRA, ADIPOR?2 aBnATca MofupUKaTOpaMy MEKOHMEBOTro mieyca, a reH ARRDC3
— PEryzIaTopoM MAacChl T€la M 3HEProsarpar y My>XumH; i reHoB SLC26A9, CDKALI, CDKN2A/B n
IGF2BP2 nokasaHa acconuauus ¢ MB-3aBucumbIM guadetoMm [33].
B pesynbrare moncka reHOB-KaH/[MIATOB BbIABIEHBI acconyauyy reHa MNL2 co cHubKeHueM (QyHKIVM
nerkux npu MB, ¢ pannuMm nopaxenneM P. aeruginosa v Majon IPOJO/DKUTETbHOCTBIO XKU3HUA; JI/IA Te-
HOB TGFBI, IFRDI, IL-8, EDNRA 1moKka3aHa accolyanys ¢ TSHKeCTbIo opakeHns nerkux; reasl CAPNI0,
TCF7L2 accouuupoBaHbl ¢ MB-3aBucuMbiM fuaberom, a reHsl SERPINA1, SERPINA2 - ¢ nopakeHneM
neyeHy npu MB (unuppo3 ¢ mopranbHoit runeprensuen) [33].

3.7. YacToTa 1 pacupegeneHyue MyTaimnii

B nocrossHHO 06HOBIAEMOTI 6a3e jaHHBIX (http://www.genet.sickkids.on.ca/cftr) Korcopumyma o renern-
yeckomy aHamusy MB (CFGAC) npencrasneno 6onee 2000 BapuaHTOB HYK/IEOTUIHOI ITOC/IEIOBATEIbHO-
cTH, BbLAB/IeHHBIX B reHe CFTR [1]. Tombko 4acTh M3 HUX HAIIPAMYIO CBA3aHA C pasBUTIEM 3a00/IeBaHNA
[15; http://seqdb.med-gen.ru/].

Hambornee pactnpocrpanennoit myranyeir reda CFTR sBnsercs F508del, panee o6o3Hauaemas kak AF508. ITo
VIMEIOLIVIMCSI [JAHHBIM, €€ YaCTOTa COCTaB/LsieT 6omee 65% B 00beIVHEHHON MIPOBOI BBIOOPKe 00C/IEOBAHHBIX
6onbHbIX MB. B EBpone Habmopaetcst cHybkeHue yacTotsl MyTarym F508del ¢ ceBepo-BocToka Ha roro-3amap.
Oxo0710 20-TV IPOYMX MYTALMII BCTPEYAIOTCA B MUPOBOIT BBIOOpPKe ¢ gacToToit Bbiire 0,1%. PacipocTpaHeHHOCTD
OTZE/bHBIX MyTALVil MOYXKET CYIIeCTBEHHO BapbIPOBATHCAA B KOHKPETHDIX PETVIOHAX I IOIY/IALVIAX, YTO SBJIACT-
cs1 cnencTBueM a¢dekTa fiperida reHOB B Pas/INYHBIX PEIUTMO3HBIX, STHIYECKVIX VIV reorpadyuecKix M30/sTax.
B Poccun Hambornee gactoit myranueit Taxoke sBnsgercs F508del, cocrasnsmomas okono 52% ot o61iero
YJIC/Ia MyTaHTHBIX ajUlefieil B 00beyiHeHHOI BbIOOpKe 60mbHBIX MB. Ee wactoTa Bappupyercs ot 40 o
60% B pasHbIX pernoHax. K HacTos1eMy BpeMeH) Y POCCUIICKUX MalueHToB ¢ MB BoiABIeHo 155 pasnmny-
HBIX MyTaHTHbIX ateneil reHa CFTR (Ta6m. 1), 60/bIIMHCTBO 13 KOTOPBIX SABIIAIOTCA BECbMa PEIKUMMU
[34]. JecaTp HambOMee YACTBIX MYTALVII Y POCCUIICKMX OONBHBIX COCTABIAT 71,22% OT BCeX MyTaHTHBIX
ayuteneit. JIe Mytanyy 611 orpesienieHsl y 70,4% OT uncia 60/IbHBIX, Y KOTOPBIX IPOBOAVMIOCH TeHeTIde-
CKOe MCCTIeloBaHMe, OfHa — y 23,1%, HM OHO MyTal[uy He YAAI0Ch BBIABUTD Y 6,5% O0NMbHBIX [34].

33



HAIMOHAJIbHBIVI KOHCEHCYC

Tabmuua 1. AnenpHast 9acToTa MyTaruit MykoBucuuzgosa B PO (peructp 2015 r.)

Ne MyTanusa YacToTa, % | Ne MyTanusa Yacrora, % | Ne MyTanusa Yacrota, %
1 F508del 51,67 2 CFTRdele2,3 5,68 3 E92K 2,43
4 3849+10kbC>T 2,10 5 2143delT 1,90 6 W1282X 1,82
7 2184insA 1,80 8 N1303K 1,35 9 1677delTA 1,29
10 G542X 1,18 11 L138ins 1,07 12 | 394delTT 0,82
13 R334W 0,80 14 3821delT 0,45 15 | S1196X 0,33
16 2789+5G>A 0,33 17 3272-16T>A 0,31 18 | W1282R 0,29
19 3944delGT 0,29 20 S466X* 0,27 21 R1066C 0,26
22 c.1243-1247del 0,22 23 R553X 0,18 24 | 712-1G>T 0,16
25 3849G>A 0,16 26 | 621+1G>T 0,16 27 | S945L 0,12
28 4015delA 0,12 29 S1159F 0,10 30 | R1162X 0,10
31 CFTRdup 6b-10 0,10 32 R347P 0,10 33 | L1335P 0,10
34 W1310X 0,10 35 1898+1G>A 0,10 36 | G85E 0,10
37 E217G 0,08 38 S1159P 0,08 39 1716+1G>A 0,08
40 R1158X 0,08 41 1898+1G>C 0,08 42 | Q98R 0,08
43 3659delC 0,06 44 1248+1G>A 0,06 45 | R785X 0,06
46 1506T 0,06 47 | R114H 0,06 48 | 604insA 0,06
49 4428insGA 0,06 50 D1152H 0,06 51 Y84X 0,06
52 1898+2T>C 0,06 53 | 4382delA 0,06 54 | CFTRdel4-11 0,06
55 R75X 0,04 56 | 624delT 0,04 57 | 3085-3088delTTGA | 0,04
58 681delC 0,04 59 D579Y 0,04 60 | Y569H 0,04
61 Q493R 0,04 62 | A96E 0,04 63 | 4022insT 0,04
64 R792X 0,04 65 2183AA>G 0,04 66 | CFTRdele8 0,04
67 D110H 0,04 68 175delC 0,04 69 | 2184delA 0,04
70 574delA 0,04 71 p.I11328K 0,04 72 | K598ins 0,02
73 A120T 0,02 74 | W79X 0,02 75 | R117C 0,02
79 1660delG 0,02 80 | 2118del4 0,02 81 CFTRdele2 0,02
82 R1066H 0,02 83 -741T>G 0,02 84 | E1104X 0,02
85 W496X 0,02 86 | W227X 0,02 87 | T388M 0,02
88 E1433G 0,02 89 Q290X 0,02 90 | L863R 0,02
91 W401X 0,02 92 | 4005+1G>A 0,02 93 185+1G>T 0,02
94 c.1580dupA 0,02 95 L568F 0,02 96 | P988R 0,02
97 1717-1G>A 0,02 98 1525-1G>A 0,03 99 | K1468R 0,02
100 | L1093P 0,02 101 | R851X 0,02 102 | R709X 0,02
103 | G551D 0,02 104 | W19G 0,02 105 | 3272-26A>G 0,02
106 | L812X 0,02 107 | ¢.3532-3535dup 0,02 108 | 4005+1G>T 0,02
109 | Q1412X 0,02 110 | CFTRdele19-22 0,02 111 | D572N 0,02
112 | G480S 0,02 113 | 3272-11A>G 0,02 114 | 4374+1G>A 0,02
115 | G461E 0,02 116 | T604I 0,02 117 | Y1032C 0,03
118 | CFTRdele2-8 0,02 119 | E92A 0,02 120 | G1249E 0,02
121 | 296+1G>T 0,02 122 | ¢1679+1G>T 0,02 123 | R1102X 0,02
124 | Q359K-T360K 0,02 125 | I530T 0,02 126 | 2790-2A>G 0,02
127 | E403D 0,02 128 | F1078I 0,02 129 | Q1038X 0,02
130 | 4095+1G>T 0,02 131 | S549N 0,02 132 | Y569D 0,02
133 | W361X 0,02 134 | Q1476X 0,02 135 | 406-1G>A 0,02
136 | P205S 0,02 137 | CFTRdelel-11 0,02 138 | p.T1036N 0,02
139 | 1219delG 0,02 140 | 541del4 0,02 141 | c.869+2T>G 0,02
142 | 324delC 0,02 143 | 4040delA 0,02 144 | 3791delC 0,02
145 | 2114delT 0,02 146 | 4025delG 0,02 147 | 3457delA 0,02
148 | 1027delG 0,02 149 | 3321delG 0,02 150 | 1366delG 0,02
151 | 2043delG 0,02 152 | 1680-1G>C 0,02 153 | 663delT 0,02
154 | 3359delCT 0,02 155 | 583delC 0,02 156 | CFTRdelel8-20 | 0,02
* Bkmrogas mytanym S466X n S466X-R1070Q
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[Tpusenentsie B Tabmuiie 1 faHHbIE TAIOT OOII[ee 1 HECKOIBKO CMEII[EHHOE MPEJCTaB/IeH e O Pa3HOOOpasnu 1 Ya-

CTOTe MYTALVIT Y POCCUIICKVIX ITAIieHToB ¢ MB, 4TO CBSA3aHO C psAZIoM 0COOEHHOCTEN! ITPOBEeHNA TeCTUPOBAHIIS:

o JTHK-recTnpoBaHue He siB/isieTCss 00s13aTeNbHBIM 3TAIIOM IIPU AMarHoctuke MB, B ToM 4uce u B xofe
HEOHATa/IbHOTO CKPMHMHTA B Poccuy, U BBIIONHSAETCS 110 XKemaHuio poauteneit pebenka. [loatomy Bo
MHOTUX PerMoHax 00cIefoBaHbl He BCe OO/IbHBIE C YCTAHOB/ICHHBIM IMAaTHO30M;

o JTHK-rectnpoBaHue Gosblieil YacTU MAIl[MeHTOB BBIMOJHAIOCH Ha MAaHENSIX, BKIIOYAIOUIX OTPaHM-
YEeHHBII crleKTp MyTanuii (ot 11-16 go 30 myTanmit);

e B psje clIy4yaeB y nauyeHToB ¢ MB He ynaercs 0OHapy>XMUTb ABYX MYTaLiii, YTO MOXKET OBITh CBSI3aHO
C X OTCYTCTBMEM B CTaHJAPTHBIX TECT-CUCTEMAX, HeCOBepIIeHCTBOM anroputMoB JTHK-rectuposa-
HIA, CYIIeCTBOBAHMEM HEM3BECTHBIX PaHee FeHEeTUYECKMX BapMaHTOB, aTUIIMYHBIX c1ydyaeB MB nn
MB-1of06HBIX COCTOSTHUIL, CBS3aHHBIX C HApPYIIEHNeM PabOThl MHBIX T€HOB.

Ha ocHOBaHWM cBefieHMiT 00 3MMAEMIOIOTNYecKolt reHeTiKe MB MOXXHO cienaThb CiefyolLiye Ipeanosuo-

>KeHUS:

e YACTOTA U CHEKTP MYTALil, aCCOUMMPOBAHHBIX C pa3BuTHeM MB, BapbupyIOTCA B 3aBUCUMOCTU OT
perroHa MpO>XMBAHNA VM STHIUYECKOII IIPMHAMIOKHOCTH 00C/IeyeMbIX HanyeHToB ¢ MB;

e OTCYTCTBYIOT pEIIp€3€HTATUBHbIE CBEJIEHUA O CIIEKTpe M 4JacToTax Myraumii B reHe CFTR pia Bcen
POCCUIICKOI MTOIYIALVN U PAJJA PETMOHOB;

e JUIA pacyeTa BKJIaJa OT/Ie/IbHBIX MYTALUII U MX CBA3Y C pa3BUTIEM 3a00/IeBaHNA He0OXOVIMO IIPOJOI-
JKUTDb pabOTYy 10 CO3[JaHMIO OOIIEPOCCHIICKOTO perucTpa nanyeHTos ¢ MB ¢ BHeceHmeM B Hero nHdop-
Malluy O pe3ynbTaTaX MOJIEKYIAPHO-TEHETUYECKOTO TeCTUPOBAHMA BCEX IMATHOCTMPOBAHHBIX MALV-
€HTOB BHE 3aBUCHMOCTY OT (pOPMBI IPOsIB/IEHN A, BO3pacTa MaHupecTal My U pernoHa IPOXXUBAHMUS.

3.8. OTHIYecKMe 0COOeHHOCTHU clleKTpa MyTanuii B reHe CFTR
y poccuiickux 6onbHbIXx MB

CHexTp ¥ OTHOCUTE/IbHbIE YacTOThI MyTanuit reHa CFTR MOTYT CyleCTBEHHO BapbMpOBATbCs He TOIbKO
B Pa3HbIX 00C/IelyeMbIX PerMOHaX, HO U B Pa3HbIX THMYECKUX IPyNIax. B pernonax ¢ npeobiagaomym
PYCCKMM HaceneHMeM Hanbosee yacTeiMu ABsA0Tca mytanuy F508del (50-55%), CFTRdele2,3 (3,5-8,3%),
2143delT (1,1-3,8%), 2184insA (1,5-2,5%). HaumMeHbIee 3HaueHre OTHOCUTETIBHON YacTOTBI MYTallVIN
F508del ormeueno B CeBepo-KaBkasckom PO - 28,57%, HO 3[jeCb BBICOKYIO OO COCTABIIAIOT MyTaI[UN
1677delTA (18,75%), W1282X (16,07%) n E92K (2,68%). Myranusa 1677delTA pacnpocTpaHeHa cpenn
aBTOXTOHHBIX HaponoB KaBkasckoro pernona. Tak, y yedeHckux nanyentos ¢ MB (34 nnpnsupaa) ee gons
cocTaBiAeT 66,2%, Bbicoka Takxe gons mytaunn E92K (14,7%).

B HemaBHO NpoOBeeHHOI paboTe, B paMKaX KOTOPOI MccefoBanbl 6onbHble MB 13 Pecriy6mmky UyBammist
[35], mOKa3aHo, YTO IpeBaMPYIOLeli 10 YaCTOTe MyTallyiell Y YyBAIICKVX MAI[IeHTOB ABJIACTCSI MyTaLMs
E92K, panee oOHapyxuBaeMasi B CTpaHaX I0ro-BocTo4HOro CpenynseMHOMOPbs, B YacTHOCTH B Typrun
[26, 36]. MyTtanusa E92K ob6HapyxeHa Ha 55,6% MyTaHTHBIX XxpoMocoM (20/36) y 18 o6¢cmeoBaHHBIX 4y-
BAIIICKMX ITAI[MeHTOB, TOIfa KaK OTHOCUTenbHasA gons mytanuu F508del cocraBuna 25% (9/36). Ananus
3/JOPOBBIX MHIVBUIOB II0Ka3aJl, YTO T€TepO3UTOTHBIM HocuTeneM MyTauun E92K aBnderca Kaxablit 68-11
xutenb Yysammu (5/343, 1.e. 1:68), a mytanyum F508del - xaxppiit 86-11 [35]. MyTaums E92K BcTpevaercs
y MAIMIEeHTOB U3 pasHbIX HonynAuuit Bonro-Ypanbckoro pernona (Yysamms - 53,19%, Yamyprus — 6,76%,
Tarapcran - 2,38%, bamknpus - 1,37%, Camapckas obmactb — 3,06%, [lepmckmit kpait — 0,75%, Open-
Oyprckast 06macTb — 1,96%), B Xantoi-Mancniickom AO (3,85%), a Tak)ke BO MHOTUX JIPYTUX pernoHax PO
[34]. Boicokas gons myrtaunn E92K y uyBarieii, BeposiTHO, 00bsicHseTCs 9P PeKTOM OCHOBATESI U IIPOXO-
KJIeHVeM TIONY/IALVM YyBallell yepe3 «OyThIIOYHOe TOp/IbIKo» B XIV Beke.

Myranua W1282X BcTpevyaeTcsa B pasHbIX permoHax mupa. [Ipengnonararor, yro mytanyua W1282X npou-
301IUIa B Pe3y/IbTare efUHIYHOIO MyTAl[IOHHOTO COOBITVS B IIOMY/IALIMY O/TV)KHEBOCTOYHBIX €BPEEB 10 UX
nepecenenys B EBponry. Hanbomnbiueir BeTMYmMHbL ee 4acTOTa JOCTUTAET B MOMY/IALNY eBpeeB-alIKeHa3!
Wzpanns (o 50% MyTaHTHBIX ajeneit y 6ompHbIX ¢ MB). Pactipoctpanenue myranumn W1282X B npyrux
pernoHax EBponbl 1 Mupa CBA3BIBAIOT C pacCeNeHNeM eBpeeB-alliKeHas. OTHOCUTEIbHO BBICOKAS [ONA
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3TOJ MyTalUy HaO/IIOJaeTCsI B PETMOHAX C BBICOKMM YPOBHEM YPOAHMCTIYECKOTO Hace/leHMs. AHAIOr Y-
HYIO TeH/IEHLIMI0O MOXXHO Habmonath n B Poccum: B Mockse — 2,93%, Cmonencke — 2,94%, HoBocubupcke
- 2,56%, Kemeposckoit obmactu — 2,17% [34]. VIntepecHbIM (aKkTOM sIB/IsETCS HEJaBHO OOHAPY>KeHHas
BbIcOKas 1oyl MyTanuy W1282X y 6onbHbIx MB kapadaesues (18 n3 20 ameneit, 90%). Yacrota My Tanym
W1282X B BbIOOpKe 3j0pOBbIX KapauyaeBiieB u3 KapauaeBo-Uepkecun cocraBuia 1,8% (6/660 xpomocom).
[TponnknoBenne mytauuy W1282X Ha Bocrounslit KaBkas MO>XHO cBA3aTh ¢ MUrpanuen eBpees u3 Bu-
3aHTUM Yepe3 ceBepHoe IIpuyepHoMopbe unu Ipysuio B paHHEM CpefiHEBEKOBbe, 1au 4epes Ilepcuro, nnn
VpaH B mo3jgHeM cpefHeBeKOBbe. Bpicokyio momo myrtaryy W1282X B 9TOI HOIY/IALMY MOXKHO 00bsIC-
HUTD 3¢ dexToM ocHoBarens [37]. Kpome «ypOaHuCTIYECKOIT» IPUBA3AHHOCTY TaKXKe OUeBI[EH BEKTOP
pacnpocTtpaHeHua mytauuu W1282X ¢ rora Ha ceBep — ¢ MaKCUMMAaJIbHOV KOHLIEHTpal/eil B KaBKa3CKUX
pecnybnukax (B yacTHoCTH, B KapadaeBo-Uepkecnn) u MUHMMAIbHOI BCTPEYaeMOCTDIO B PETMOHAX Ce-
BepHee MOCKBBI.

MyTtaumio 394delTT Ha3bIBAIOT «HOPAMYECKOI» («CeBEPHOII»): OHA PACIPOCTPAaHEHA C BBICOKOI YaCTOTOM
B CTPaHaXx, PacIo/IOXKeHHBIX 10 T0Oepexbio banTuitckoro Mopsi 1 BEO/b CBSI3aHHBIX C HYM PeYHBIX Iy Teill
(B IlIBenvi, Hopsernn, Mauun, @unnaaaum, dctonun, Poccun u 1.4.). B Poccun ata myTtauns o6Hapy-
JK€Ha TAaK>Ke B PeTMOHaX MPOXXMBAaHNA TIOPKOA3BIYHBIX HAPOJI0B, B 3THOT€HE3€ KOTOPBIX IMIPOC/IEXKIBAETCA
yrpo-puncknit anemeHT (Tarapcran - 1,59%, bamkupns - 1,37%, Huxeropopckas o6, — 1,41%, Open-
Oyprckas o6m. — 1,96%, Camapckas o61. — 1,02%) [34].

Myranua 1677delTA, BnepBble 0OHapy>keHHasA y TPY3MHCKUX TNAIMEHTOB [26, 38], pacmpocTpaHeHa Ha
KaBkase y mrofeil, OTHOCAIMXCA U K IPYTMM 3THMYECKMM TPyNIaM: Y 4YeU€HIeB, MHTYLIE, apMAH U Jp.
(cm. Tab. 2).

B He6onbuioi rpymme manyeHToB u3 [larecTaHa HEOZHOKpATHO BbLABIeHb MyTtaumm: A96E, S1159F
R1066C, 1248+1G>A (mmocnemHAs MyTaLus TaKXKe OffHOKPATHO BCTPETUIACh Y OCETVHA).

Tabmuua 2. Crexktp MyTanmit B rene CFTR B 9THUYECKUX IPYIIIAX POCCUIICKIX OOTBHBIX MYKOBMCIIII030M

Myranusa OTHOCHI

Yeueniisr (3/36)
Ocerunsi (1/4)
Harecrannsr (7/18)
Apwmsae (7/26)
F508del Yepxkecs! (1/2)
Taraps! (27/60)
Bamkupsr (2/3)
Ipysunsr (4/16)
Kanmpixu (1/2)

Yeuennnr (21/36)
Vurynm (4/4)
1677delTA Harecranisr (1/18)
Apwmsiae (4/26)
Ipysunsr (3/16)

Yeuenpr (1/36)

Ocertunni (1/4)

W1282X Kapauaesiipr (18/20)

Taraps! (2/60)
EBpen-amxenasu (30-50%) [34]

Apwmsire (6/26)

G542X Tarapsr (1/60)
Yeuenusr (1/36)
R334W Ipexu (1/2)
Yysamum (20/36) [35]
Yeuennwl (1/36)
E92K Taraps! (2/60)
Bamkuper (1/3)
R347P Harecranisr (1/18)
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R117H Harectanisr (1/18)
A96E (c.287C>A) Iarecranesr (3/18)
S1159F Iarecranisr (2/18)
¢.1262delC (p.Thr4211lefsX21) Harecranis (1/18)

Apwmsire (1/26)
CFTRdele2,3 Tarapsr (2/60)

Ipysunsr (1/16)
2184insA Apwmsine (1/26)
¢.3084_3088delinsATG Ocetunnl (2/4)
R1066C Kapauaesupr (1/20)
R709X Kapawaepusr (1/20)
394delTT Taraps! (2/60)
3849+10kbC>T E;;:ﬁ;lbfz(@?)s)
3821delT Tarapsr (1/60)
N1303K Tarapsr (1/60)
S466X(TGA)-R1070Q Tarapsr (1/60)
2789+5G>A Taraps! (1/60)
¢.1725delT (p.Phe575LeufsX4) Kanmpixm (1/2)
1506T Wpanus! (2/2)

1-[34];2 - [35]

B HUWM mepmumuckoit renetuku, Tomckuit HVIMIL] (r. Tomck), cuctemMaTuyecky MPOBOJUTCS aHAIN3
criektpa myraunit reda CFTR y 6onbpHbIx MB 13 Cubupckoro pernona (cpeny o0c/ieoOBaHHBIX MallieH-
TOB Ipeobnazator pycckue). IlomnmMo ocHOBHOrO, Hanbosee yactoro, reHHoro jgedekra F508del, creny-
IOlIVie MyTalUy BBIABJIAIOTCA ¢ yactoroit >4%: CFTRdele2,3, E92K, 2184insA, R1066C; ¢ qacToToi >2%:
G542X, 3849+10kbC>T, R1162X, 2143delT, L138ins, E217G u ¢ynkiyoHanpbHo 3HaunMblil BapuaHt 5T
(IVS8-5T); ¢ gactoroit ~1%: 2184delA, 394delTT, W1282X, N1303K, R347P, R553X, 3821delT, R117C,
Y569C, 3791delC, 2789+5G>A, L1335P, 4015del A, 4040del A, W1310X, R1158X, 1898+1G>C, 1898+1G>A,
1898+2T>C, S1196X, G228R, QI8R, 3944delGT, 1148T, 4382delA n xpynHble BHyTpUTeHHBIE Aenenyn/
nymwkanyy. OxapaKkTepy3oBaHbl MyTal[uy Y IIpeAcTaBUTe/ell KOpeHHbIX HapogHocTelt Cubupnu (6yps-
TBI, XaKacbl, TYBUHIBL, anTainbl). CIeKTp olpeneneHHbIX Y Hux myrtanuii: F508del, c.650A>G (E217G),
R1066C, R1162X, ¢.293A>G (Q98R), c.682G>C (G228R); nBe mocnenHue — HOBble MyTanuy [39].

3.9. Ilopxon K TeHeTM4eCKOMY TECTUPOBAHUIO

ITo pexomenpanusam EBpomnerickoro koHcencyca mo MB [2], pist ob6ecniedennst BbICOKOI 9pPeKTUBHOCTI
[MATHOCTUYECKUI METOJ| HO/DKEH 00ecriednBaTh BbISB/IEHE IO KPaitHell Mepe OJHON KIMHIYECKN 3Ha-
gyymoit mytanyy B reHe CFTR He MeHee yeM y 90% 6onbubix MB. ITpn JHK-guarnoctuke Heo6xomumo
obecnieyyBaTh KaueCTBEHHOE ¥ IOCTOBEPHOE OOHAPYIKEeHNe TeHeTUYEeCKIX BapUAHTOB B MICCTIEyeMOii I10-
nynALuy/pernore. Vcronp3oBaHne B X0fie TeCTMPOBAHMsI OTPaHIYEHHOTO Habopa MyTalLuil MOXeT IIpu-
BeCTY K BO3HUKHOBEHUIO psifia Ipo6/IeM, CBS3aHHBIX C HEBBICOKOI IIarHOCTUYECKOI YYBCTBUTE/IbBHOCTBIO
TaKOTO MOJIXOJa B TeHETUYECKY TeTepOreHHBIX IOMY/IALNAX, Y He0OXOAMOCTY pa3paboTku crienndude-
CKMX AMATHOCTUYECKNX ITaHeel, BK/IIOYAIOUIX PACIIVPEHHBIN CIIEKTP MYTALMI.

Il obecrieyeHs JOCTOBEPHOCTY Pe3y/IbTaTOB IIPOBOJMIMBIX MCCTIEOBAHNI C/leAyeT pa3paboTaTh anro-
PUTM ¥ CTaH[APThI MPOBEIEHNA MONIEKY/IAPHO-TEHETUYECKOTO TECTUPOBAHMA Y VICIIO/NIb30BATh JINIID TE
[MATHOCTUYECKE METObI ¥ HAOOPBI peareHToB, KOTOPbIE MPOLUTN HeOOXOAMble KIIMHIYECKIe VCIIBITA-
HUS M UMEIOT TIOATBEP)KIEHHbIE B pAMKaX TECTUPOBAHNS Ha JOCTOBEPHOI BEIOOPKE 0OPas3Ii0B U3 POCCHIL-
CKOJ1 MONY/IALMY JVAaTHOCTUYECKNE U aHAIUTUYECKME XapaKTePUCTUKI.
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Taxoke HEOOXOIMO OTMETUTD BaXXHOCTD CO3JJAHMSI U Be[leHNsI PETrUCTpa ManneHToB ¢ MB ¢ 06s13aTenbHbIM
BHECEHIEeM B Hero MHQpopMaunn 06 Onpee/ieHHOM TeHOTHIIE B L[e/IAX pa3paboTKu 6ojee ONTUMATbHBIX
OVIATHOCTMYECKUX MaHesell /Il KOHKPETHBIX PETMOHOB.

3.9.1. ITanenn myrtanuii reda CFTR, ucnonb3yembie B Poccuiickoit Pemepanumn

1. CFTRdele2,3, G85E, 394delTT, R117H, E92K, A96E, L138ins, 604insA, 621+1G>T, R334W, R347P,
$466X (TGA), I507del, F508del, 1677delTA, 1717-1G>A,G542X, G551D, R553X, 2143delT, 2183AA>G,
2184insA, 2789+5G>A, 3272-16T>A, S1159P(F), S1196X, 3667insTCAA, 3821delT, 3849+10kbC>T,
W1282X, W1282R, 3944delGT, N1303K - maboparopus renermdeckon smupemuonoruu OGIGHY
«MI'HIl» (www.med-gen.ru) [35, 36, 37, 38, 41, 42, 43, 44, 45, 46].

2. F508del, 1507del, 1677delTA, CFTRdele2,3, E92K, 3849+10kbC>T, R334W, R347P, G551D, R553X,
G542X,2143delT, 2184insA, 394delTT, 306delTAGA, 3821delT, L138ins, N1303K, W1282X, 3944delGT,
2176insC, 2183delAA, 2183AA>G u xommepueckuit Habop «Elucigene CFEU2v1» (¢pupma Gen-Probe,
CIIIA) Ha 50 yacTbix eBponerickux MmyTaunit — HVV megunmackoit renetrky, Tomckuit HYUMIT (www.
medgenetics.ru) [39].

3. CFTRdele2,3, G85E, 394delTT, R117H, E92K, E92X, L138ins, 621+1G>T, R334W, R347P, S466X,
1507del, F508del, 1677delTA, 1898+1G>C, G542X, G551D, R553X, L581X, 2143delT, 2183delAA,
2183AA>G, 2184insA, S945L, R1066C, S1159P, R1162L, L1335P, R1162X, S1196X, 3849+10kbC>T,
W1282X, W1282R, N1303K - HMM akymepcrsa un runekonorun um. JI.0. Orra C30 PAMH,
CII6. [48].

4. CFTRdele2,3, F508del, 1507del, 1677delTA, 2143delT, 2184insA, 394delTT, 3821delT, G542X,
W1282X, N1303K, L138ins, R334W, 3849+10kbC>T, 604insA, 3944delGT, S1196X, 621+1G>T,
E92K, 327226A>G, 4015delA, 4022insT, W1282R, 2785+5G>A, 3272-16T>A, S466X, 1898+1G>A,
3120+1G>A, R347P, S945L - xommanus «LlenTp monexynsapHoit reHetukn» (http://www.dnalab.ru/
diseasesdiagnostics/cysticfibrosis).

5. F508del, CFTRdele2,3, E92K, 3849+10kbC>T, 2184insA, W1282X, 2143delT, N1303K, G542X,
1677delTA, L138ins, R334W, 394delTT, 3821delT, 2789+5G>A, S466X, S1196X, 3272-16T>A,
W1282R, 3944delGT, 3849G>A, 712-1G>T, 621+1G>T, R553X, 367del5, 4015delA, G85E, W1310X,
S1159P, R347P, CFTRdup 6b-10, S945L, R1066C, 1898+1G>A, R1162X, S1159F, L1335P, R785X,
R117H, 4428insGA, D1152H, 604insA, 624delT,I506T, A96E,3859delC,1716+1G>A, 3272-26A>G,
G551D, 2183AA>G - nabopaTopus MONEKY/IAPHON reHe TUKY 1 KteTouHoit 6ronorun ®IrAY «HII3[»
Munspapasa Poccuy, . MockBsa.

KadecTBO 1 JOCTOBEPHOCTD PE3YNbTATOB MOJIEKY/IAPHO-T€HETUYECKOTO TECTUPOBAHMA B 3HAUMUTEIbHON

CTeIleHY 3aBUCAT OT KOMITIEKCa aKTOPOB:

e Ha/IMYMs CTAaHAAPTOB ¥ KOHTPOIBHBIX 00Pa3LI0B [IsI IPOBEPKM KaueCTBa UCCIEOBAHNS B TA0OPATOPUNL;

e CIIEKTpa TeCTUPYEeMbIX reHeTu4yecKux HapymeHnuii rena CFTR;

e METO/Ia, MCIO/Ib3YEMOTO JI/Isl IPOBEJEHNA UCC/IeOBAHNS;

e [IMArHOCTMYECKMX XapaKTePUCTUK MCIO/Nb3yeMoll maHenu myrtauumit B reHe CFTR pna momynAanuu,
B KOTOPOJ IPOBOJIUTCS UICCIEJOBAHIE;

o KBaIM(UKAIVY CIIELANNCTa, BBIIIOMHAIETO TA00PaTOPHYIO YacTb VICC/IEJOBAHNA;

o KBAIM(PUKALVN CIELVaNNCTa, BHIIOTHAIOIIETO NHTEPIPETALVIO Y TPAHC/IALVIO Pe3y/IbTaTOB TeCTH-
poBaHus;

e HA/IM4MA BHEIIHETO KOHTPOJIA KayecTBa MCCIelOBAHNs;

e WCIIOTIB30BAHMS CTAHAPTHOTO 1 OfHO3HauYHOro anroputma JJHK-tectnpoBanms B ob1iieit cxeme gua-
rHOCTUKM MB.

3.9.2. Crparerus MOneKyIApHOI fuarnoctuku MB

CornacHo BbipaboTanHbIM KoHceHcycoMm o MB pekomenpanmsim (2], cTpaTerns MOIeKy/IsApHON fUarHo-

cTuky MB BK/II0O4aeT HECKOJ/IBKO 3TaIOB.

Ha nepBomM sTamne mpoBoanTCs MOVCK MyTalii, Hanboee YacThIX B IIOMY/IALINN, K KOTOPOJ IPMHAJIEKNUT 00-

creryeMbiit. [l MHOTMX cTpaH EBpornbr n AMepuky orpesienieHbl crieljyiydHble aHey, 0ObIYHO BK/TIOYAIOLIe

25-35 MyTauuii, O3BOJLAOIIYE BBIABUTD 10 75-90% Bcex MyTaHTHBIX ajuteneli reHa CFTR. ITpumensemsie B Poc-

cuy ntaHen npepicTasyensl B Pasnene «[lanem myTanuii rena CFTR, ucnonbayemble B Poccuiickort @eneparym».
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Ha BTOpOM 3Tame npoBOJsT pacliMpeHHBII TOUCK 6ojiee peaKIX MyTaIuil, MICIIONb3ysl CEKBEHMPOBaHNe
no CaHrepy Wy BEICOKOIIPOU3BOAUTENbHOE CeKBeHMpoBaHye reHoma (MPS/NGS).

B ®I'bBHY «MTI'HI» (Mocksa), HUM mepunuuckoin renetuky, HYMII (Tomck), HMI akymepcrsa u ru-
Hekornoruy uM. J1.0. Orra C30 PAMH (Cankrt-Iletep6ypr) u 8 OOO «lleHTp MO/IeKy/IspHOI TeHe TUKI»
(MockBa) Ha BTOPOM 3Talle UCIONb3YIOT METOf] CeKBeHMpoBaHMs 1o CaHTrepy /IS BbISABIEHNSA MyTaLNil
B reHe CFTR y manueHTOB, Y KOTOPBIX Ha IIEPBOM 3Tare He ObUIM MAeHTUUIMPOBAHbL OfjHa, 160 06e
myrtanuu. Kommanneit «[Tapcex JTab» (Cankr-IleTepOypr) (www.parseq.pro) paspaboTaH MeTOJ AMarHo-
ctuku myTtaunii reHa CFTR Ha OCHOBe BBICOKOIIPOU3BOAUTETbHOIO CEKBEHVPOBAHNS HOBOT'O IIOKO/IEHUA.
B aBTOMaTN4eCKOM peXKMMe BbIABIAITCA 319 MyTalmil, OTBETCTBEHHBIX 32 pa3BUTHE KIMHUYECKN 3HA-
YJIMBIX IPOsAB/IeHNT MB, a Taxxe MMPOKNII CIIEKTP MYTaLMI C HEMIOATBEP>KI€HHbIM/HEV3BECTHBIM KIIN-
HI4eckuM 3¢ dexTom (BKmoyas Myranuu de novo). MeTox 1mo3BOJIAeT Takke OOHAPY>XMBAaTh KPYIIHBIE
fenmenyy/ fyIyMKanuu reda. Bee BoiaBiieHHble MeTofoM NGS natorenHble BapuaHTbl reHa CFTR mopTsep-
XKIAI0TCA METOIOM CeKBeHMpoBaHus 1o Canrepy [47].

B maboparopunu MonexynsapHOi reHeTuky u KnetouHon 6monoruu ®I'AY «HII3[» Munsgpasa Poccun
IIPOBOAVTCA AVArHOCTMKA MeTofoM NGS ¢ 1cnonbp3oBaHyeM TeXHOJIOTUY TapreTHOro 00OoTraljeHNs BCcex
KOJVIPYIOIVX, IPU/IETAIONVX MHTPOHHBIX, a Takke 3 - u 5 -HeTpaHcmmpyeMmbix obnmacreii rena CFTR. Bee
BbIAIBJIEHHbIE HA 9TOM 9Talle NTaToreHHble BapuaHThl TeHa CFTR Taxoke NOATBEPKAAOTCA METOJOM CeKBe-
HUpoBaHusA o CaHrepy.

Tpernit sTant. OOBIYHBIMY CKaHUPYOIMMY METOIaMU, B TOM YIIC/Ie CEeKBEHVPOBAHVEM, MOXXHO BBISBUTD
HapyLIEHN: IIOC/IEfl0BATE/IbBHOCTY T'€Ha, He3HAYMTE/IbHbIE IO IMPOTAKEHHOCTM: HYK/IE€OTH/IHbIE 3aMEHBI,
HeOonbIne memenyy/mHcepuyn. IlepecTporiky, oXBaThIBAalOIIVe HECKOTbKO 5K30HOB/MHTPOHOB, TaKU-
MU METOJJaMI He BBIABIIAITCA. ITO MOXKXHO CIE/IaTh, VICIIONb3yA Clefyolye TexHnonornm: MLPA — mMysb-
TUIVIEKCHYIO JIMTa3HYI0 30HAI0BYIO amIumoukanyuio mm6o QFMP — konndecTBeHHYI0 (IyopeceHTHYIO
MynpTUIIEKCHY0 IIITP.

K HacrosmeMy BpeMeHM Y pOCCUIICKMX MAalleHTOB ¢ MB BbIAB/I€Hbl HECKOIbKO IMPOTSXKEHHBIX Je/elnit:
CFTRdeleprom.-10, CFTRdele2-8, CFTRdele5-6a, CFTRdele5-10, CFTRdele12-13,16, y HeCKOMbKUX Ia-
nuentos BbiABneHbl fenenns CFTRdele6b-10, a tarke mporsxennble pyrmmmkanuyu: CFTRdup6b-10,
CFTRdup23,24, CFTRdupprom-10. CrregyeT y4nTbIBaTh, YTO, COIJIACHO JAHHBIM EBpOIEiicCKOro KOHCeH-
cyca o MB, npoBefieH1e paclIMpeHHOTO MOJIEKY/IAPHOTO uccnefoBanns reHa CFTR 1M03BO/AeT BHIABUTD
MyTauuio B 98%. PesynbraTel noucka myTanuii B rene CFTR y poccmiiCKMX IallMeHTOB, IPOBEJEHHOTO B
COOTBETCTBUU C NIPEACTABIEHHON CTpaTeruell, COINacyIoTcs ¢ JaHHbBIMM EBpomneiickoro koHceHcyca [41].
V1 Bce-Taky ocTaeTcsi HeOO/IbIIOE YMC/IO MAIMEHTOB, Y KOTOPBIX OffHa WM JaKe 00e MyTaluy He MfeH-
TUPUUMPOBAHBL. DTO MOXKET OBITb CBA3aHO /MO0 C TEM, YTO MCIIONb30BAHHBIE METOABI He ITO3BOJININ
[IPOAHAMN3MPOBATh PETMOHBI T'eHa, I7le PACIONATAlOTCs MyTalyy, 1160 C sIBIEHNEM OJHOPONUTENIbCKOI
nucomun, mi6o ¢ peroxonsimu MB. B Takux ciydasx mpy IpoBefieHNN CerperaryioHHOrOo aHanm3a clie-
m1eHHBbIX ¢ reHoM CFTR IHK-MapkepoB MOXKHO OIIpefie/IUTh CTATyC HOCUTEIbCTBA OIpeie/leHHbIX TaIllo-
TUIIOB WIeHaMM 00C/IeflyeMOli CeMbJ 1 ITOATBEPANUTD WM OIIPOBEPIHYTh OOYCIOBIEHHOCTD 3a00/IeBaHMs
HapyueHusamu B rene CFTR. Tak, BbIAB/IeHbI iBe ceMby 13 [epmanuy, B KOTOpbIX fieTu ¢ MB yHacnenoBanmu
ot popureneit 06a rena CFTR, Tak >ke KaK U uX 370poBble cuOCHI; a Takxke e cemby n3 CIIIA, rie 60mpHbIE
cOCHI pa3nuyanuch o obenm pogurenbckum Komusim rena CFTR [2].

3.10. IIpenaranpHas guarioctnka MB. Oprannsanma npenaranabHoi guarHocTuku MB B Poccun
Oco6oro BHMMaHNUA 3ac/Ty>KMBaeT IMpeHatanbHasd auarnoctuka (I111) MB B cembsx Bbicokoro pucka. OT-
JIMYUTETbHO 4ePTOI MOIEKY/IAPHON IMAaTHOCTUKY SABJIAETCA €€ YHUBEPCATbHOCTD. DTO O3HAYAET, UTO M-
aTHOCTVKA MOXKET IIPOBOAMTDCS Ha JTI000JT CTaiMy OHTOTeHEe3a, B TOM YIC/Ie IO POXKIEHIS, Y MaTepUaIoM
mist [THK-aHanmsa MOryT OBITD /I00bIe KIIETKY U TKaHY IJIOfA.
bnarogaps ycnexam MeguUMHBI 3apOAbBILI Y€TOBEKA JOCTYIIEH /A MCCIENOBAHMI, a 3HAYUT, U IJIA IU-
aTHOCTUKM IIPAaKTUYeCKM Ha JI000i cTaguy pasBuUTHA. BbIOOp MHBA3sMBHOIO MeTOJA OIpefesserT-
Csl CPOKOM OepeMeHHOCT), VHCTPYMEHTA/JIbHOV M METOMYeCKOl OCHAIleHHOCTbIo IeHTpa IINI, a
Taloke KBanuduKanyerl akyllepa-omeparopa. [lnia 3abopa IUIOGZHOTO Marepyuana OOBIYHO MCIIOJIb-
3yIOT OfiH U3 TPeX OCHOBHBIX MeTOAOB. K TakoBBIM OTHOCATCS TpaHCAOJOMMHA/IbHAS acHUpaLUs
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BOPCMH XOPMOHA/IUIAL|eHThI, aMHMOIleHTe3 win KoppoueHTe3. O6pasubt [JHK Bwipenstor us 6uomn-
TaTOB XOpMOHA (IUIALIEHTBHI), KJIETOK aMHMOTWYECKON >XUAKOCTM WM NUMGOLNTOB ITyIOBMHHOMN
KpoBM 1tofa. IIpy HeoOXOAMMOCTH JJI MOJEKY/ISIPHOTO aHAIM3a MOXKHO UCIIONIb30BaTh COCKOO Kile-
TOK C LUTOJNIOTMYECKMX IIperaparoB, paHee MCIONb30BAHHBIX A KAapUOTUIMPOBAHMUA 3apOAbILIA.
[IpuHMMas BO BHUMaHMe BBICOKYIO TOYHOCTb METONOB MOJIEKY/IIPHOI AMAarHOCTUKY, UX OOBUIYIO UYB-
CTBUTEIBHOCTD, HEOOXOVIMO IOMHUTD, YTO ee 3G (PEeKTUBHOCTD B 3HAUNUTENILHON Mepe IpefonpeneneHa
COOTIOieHNIEM CTTEYIOINX OCHOBHBIX IIPABII:

1. Heobx00umocmv mouHozo KauHuueckozo ouazHo3a y npobanoa

OTcyTCTBME TOYHOTO KIMHIYECKOTOo iuarHo3a «MB» y mpobanpa fiemaeT npuMeHeHue MOJIEKY/IApHO-Te-
HeTN4ecKMX MeTofoB 1pu [1]] HeKOppeKTHBIM (Y4MTBIBAsL, YTO NPV HEBBISABIEHHBIX IATOJIOTMYECKUX MY-
TAIVAX y IpobaHpa mpeamonaraeTcsa NpOBOANTb KOCBeHHYIO IpeHaranbHyoo [JJHK-gnarnoctuky no cue-
wieHHbiM [JTHK-mapkepam). K coxaneHuto, HeCOBepIIEHCTBO TaOOPATOPHBIX METOOB, HEOCTATOUHBIN
OIIBIT KIMHULJCTOB ¥ MENULVHCKUX T€HETUKOB, KOHCYJIbTUPYIOLMX CEMbM BBICOKOTO PUCKA, HEPENKO
BENYT K TOMY, YTO Ha MHBa3uBHYMWO I1]] HanpaBA0TCA KEHIUMHDBI, He OTHOCAIIMECA K TPYIIIIE BBICOKOTO
pUCKa 0 3TOMY 3a060/IeBaHNIO.

2. Csoespementoe 00cn1e008aHue MONEKYNAPHLIMU MEMOO0AMU OOIbHO20 U CeMbU BbICOKO20 PUCKA
Vpentnduxanuns mytannit B rene CFTR B KaXx[j0i1 ceMbe — Heobxoaumoe ycnosue ycnernoit I[1]1. Oco-
OEeHHO BaXXHO, YTOOBI MACHTU(PUKALMA MYTALMIl ¥ MOJIEKY/IAPHOE MapKUpOBaHe MYTaHTHBIX XPOMO-
coM ObIIM IIPOBEZEHBI ellle mpu >ku3Hu 6onpHoro u [JJHK-o6cnemoBanme Kaxoit ceMbl BBICOKOTO PU-
CKa OCYIIECTB/IEHO [I0 HACTYIUIeHUA Clepylouieil 6epeMeHHOCT. CBOEBpeMEHHOE HAaIlpaB/leHNe ceMell
yin 00pasIioB KPOBY CeMell BBICOKOTO PUCKA IO HACTYIUICHMs C/IefyIolieil 6epeMeHHOCTY B L{eHTPBI
JHK-nuarHoctuky mnsa ujeHTUUKALUyM MyTaLNii ¥ BBIACHEHNS MHPOPMATUBHOCTI CEMbU SIBJIACTCS
OIHVIM 13 HeOOXO[IMBIX YC/IOBUI ycIlelHoro nposenenns [1]].

3. Buibop onmumanvrozo cpoxa I1]]

Pemaromym npenmyiiecTBOM MOJEKYIAPHON JUAarHOCTUKY ABJIAETCSA BO3MOXXHOCTD MCIIO/Ib30BATh MI/IA
ananmsa mob6bsie [JHK-comeprkamue kjeTky opranusma miy TKaHu. AHaIu3 MOXKeT OBITb IIPOBeJieH Ha JTII0-
6011 cTaZuy OHTOTeHe3a, HAuYMHasA CO CTaAuM 3UroThl. Ha cerogHsANIHMIT IeHb MOXXHO JIMaTHOCTUPOBATh
MB B foMMIIIaHTALIOHHOM Ilepuofie. MatepuanoMm [l AMAaTHOCTUKU ABJIAIOTCS NOJIAPHbBIE Telblia 3UT0-
THI WM OTAE/IbHBIE 6/1aCTOMEPDI [POOSIIEIICs AMLeK/IeTKI, HONTyYeHHble MUKPOXUPYPIUIECKIM ITyT€M OT
JOVMIIIAHTALMIOHHBIX 3apOJbIILIEN — IPOJAYKTOB 3KCTPAKOPIIOPAIbHOIO OIJIOLOTBOPEHMS.

Vcxops 13 MHTepecoB KEHLIVHBI, ONITYMa/IbHBIM NepyrofoM A I1]] MoneKyIApHbIMY METORAMI CYUTAETCSA
I pumectp (10-12-5 Hepmensa). Do, ofHAKO, TpebyeT AeTanbHoro [JHK-aHammsa cembn elie 10 HACTYIUICHNS
6epemenHoctu. Hepenko JHK-anarnoctuky nposopsrt u Bo II tpumectpe, 0co6eHHO B YacTUIHO MHPOpMa-
TUBHBIX CEMbSIX, KOra Heo0xomumo fonomHnThb [JHK-a1arnocTiky cooTBe TCTBYIOMMMY OMOXMMIYECKIMU
MCCIEOBAaHNAMM.

4. Ilonyuerue He 3a2psA3HEHHO20 MAMEPUHCKUMU MKAHAMU MAmepuana niooa

B I1]] MO/eKy/nsApHbBIMU METOJAMI BaXXHO IIPEJOTBPATUTh KOHTAMMHALVIO IVIOFHOTO 00pasiia MaTepuH-
CKVMMU KJIeTKaMM. YUUTBIBasi KpajiHe BBICOKYIO YyBCTBUTeNbHOCTD MeTofia ITIIP, n3bexxars 3arpsisHeHns
00pas1oB IJIOAHBIX TKAHE MAaTePUHCKUMU KJIeTKaMJ MO>KHO TO/IBKO ITyTeM TIaTe/IbHOrO 0TOOpa BOpCU-
HOK XOPJOHA VIV TUIALeHTHI ITOJ OMHOKY/IAPHOI JIYTION C OC/IEAYIOIVIM OTMBIBaHMEeM (PM3MOTOTYeCKIM
pactBopoM. OcoOeHHO Ba>KHO He JOIMYCTUTD IONAJaHMsI MaTepPUHCKON KpOBY IpK 3a00pe IyIOBMHHON
KPpOBM IVIOfIa ITyTeM KOPAOLIeHTe3a. BbICOKMIT YpOBEHbD aKylllepa-olepaTopa ! MCI0/Ib30BaHME Ka4eCTBEH-
HBIX peaKIIMii Ha BbIsIB/IEHVE IPMMeCU MaTEePUHCKOI KPOBY MTO3BOJISIOT M30€XKaTh 9TOTO OC/TO>KHEHNs [49].
5. Yemxocmo pexomeroayuii nocne I1J]

Vicxomom npenatanpHoit [JHK-gnarnoctuky MoxkeT ObITh MOATBEpKAeHNe AuarHosa «MB» y miopa nmm
ero VICK/IIoYeHne (¢ MaKCMMaJIbHOM BEepOATHOCTBIO 99,9%). B mocnenneM cmydae 1mo MoXKeT OBITH rete-
PO3UTOTHBIM HOCUTEJIEM MU He MIMeTb MyTaHTHOTro ajutens reHa CFTR.

B nmr060M crrydae sxeHIHA (CeMbsi) HO/DKHA OBITh B MAKCMMAa/IbHO CKaTble CPOKM OCBEOM/IEHA O Pe3yiib-
TaTaxX AMAarHOCTUKM U, COOTBETCTBEHHO, O BEPOSITHOCTH POXKAEHUS H0TBHOTO reTePO3UTOTHOTO HOCUTETIS
VIV TIOJTHOCTBIO 3[JOPOBOTO pebeHKa.
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OxoHuaTeNnbHOE pellleHye O COXPAaHEHNUM VIM IpephIBaHNYU OepeMEeHHOCTY BCEria OCTAeTCs MpeporaTu-
BOJI caMoli mauyeHTKu. [Ipu npeppiBaHuy 6€peMEHHOCTI HACTOSITENIBHO PEKOMEHAYeTCs BepuyKamys
[VIaTHO3a MOJIEKY/IAPHBIMY WIN IPYTYIMU JOCTYTIHBIMU METOJAMM.

Hepepnxko 1] MoneKynApHbIMU METOIaMM OKa3bIBA€TCA 3aTPySHEHA B CEMbAX BbICOKOTO PMCKa, B KOTOPBIX
6onpHOT MB pebeHok yxe ymep, a mytanyu reia CFTR He ynanoch neHTnGUIMPOBaTh. B TaKMX ceMbsix
Bo3MoskHa [1]] 3ab6oneBaHMA OMOXUMIYECKUM METOIOM.

XapaKTepHble U3MEHEHS B CIIEKTpe 0eKOB aMHUOTUYECKON >KUIKOCTY IIJIOROB ¢ MB BbIABIAIOTCS B Te-
YeHye KOPOTKOro nepuopa (¢ 16-it mo 20-1o0 Hememo 6epeMeHHOCTH) U SIB/IAIOTCS Pe3y/IbTaTOM HapyIIeHNs
IIPOXOAVIMOCTY KMIIEYHMKA IIJI0fA BCIEACTBYE TPAH3UTOPHOIO VIV EPCUCTUPYIOLIETO MUTIEYCA.
[TpenaranpHas fuarHocTuka Mykosucuygosa B Poccun nposopurcesa 8 PIGHY «MTHII» (Mocksa), HUN
MenuyHckoit renetnkn Tomckoro HVIMII, HMM axymepcrsa u runekonoruu uM. [1.0. Orra C30 PAMH
(Cankr-Iletep6ypr) u B OOO «lleHTp MOeKynspHoit reHeTnkmn» (Mocksa).

Anzopumm u mounocmo monexynapnoii I17], 603moxncHvLe ucmouHuKy owmu6ox
B I1]] MonexyIsApHBIMU METOAAMI Ba>KHO YYUTHIBATD IBA OCHOBHBIX MCTOYHMKA OMMOOK: 1) KOHTaMU-
HaIVIo IJIONHOTO 00paslja MaTepMHCKMMM KIeTKaMM (0 KOTOPOJ CKa3aHO BBIIIE) U 2) BO3MOXKHOCTD
KPOCCHHTOBepa IIPY MCIIO/Ib30BAHNN HEIIPAMOro (KOCBEHHOT0) METO/a AUATHOCTHKIL.
Omsrt I1]] MB B Poccun mokasbiBaet 11e71eco0OpasHOCTb MPYMEHEHUA KaK MOJIEKY/IAPHBIX, TaK 1 OMOXM-
mudeckux Mmetomnosn [1]1.
Paspaboran ontumManbubii anroput™ I1]] MB B cembsix BbicOKOTO pucka. COIIaCHO TaHHOMY aJITOPUT-
MY, B K&XJOIl ceMbe IPOBOJATCSA MOJIEKY/ISIPHbIE VICC/IENOBAHNA /IS OIpefe/ieHNs] MTHPOPMAaTUBHOCTH,
T.€. IIPUTOJHOCTY CEMbU JJIS1 MOJIEKY/IAPHOI AMAarHOCTUKIUL.
Ha 1-M sTane oTpabaTbIBaloTCsA BapyaHThI Haubosee IPOCTON Y HaJleXKHON IPSAMO MOJIEKY/IApHON ina-
THOCTUKM (MAeHTUUKANA MyTanuii). [JocToBepHOCTh MOIEKY/ISIPHON AMarHOCTUKY MB npsMbIM MeTo-
oM, T.e. IyTeM upeHTnuKanum mytanuit B camoM reie CFTR, oueHb BBICOKA M IpUOMIDKaeTcs K abco-
moTHON. HecMOTps Ha Takylo TOYHOCTD, YYUTBIBAsI BCe MHOTOOOpasyie BO3MO>KHBIX 3MEHEHMII B TeHOME
Py cO3peBaHMM raMeT (KPOCCUHIOBEp) ¥ Ha HaYa/IbHBIX CTaAMsAX IMOpuoreHe3a (MyTareHHblil 3gdexT),
60stee OPaBAAHHOI SBAETCS TOYHOCTh OTBETA OKOMIO 99,9%.
Ha 2-m arane (npu Hannunu 607bHOTO pebeHKa 1 OTCYTCTBUM UAeHTUPULIMPYEMbIX MyTALUII) TECTUPY-
I0TCS1 BAPMAHTbI KOCBEHHOM AMarHocTuky (aHanm3 BHyTpureHHbx JIHK-mapkepos: IVSICA, IVS6aGATT,
IVS8CA, IVS17bCA, IVS17bTA u cuennennsix ¢ reHom CFTR THK-mapkepos: XV-2¢, KM19, CS7, J3.11,
W30). CnepyeT y4uThIBaTh, YTO IPY VICIIOIb30BAHUY BHET€HHBIX NMOMMMOPQHBIX CAliTOB BEPOATHOCTD
OomMOKM AVATHOCTUKY OyfeT MpsIMO NPONOPLVOHANbHA UX PACCTOSHMIO (M, COOTBETCTBEHHO, YacTOTe
kpoccuHrosepa) ot reHa CFTR. ToYHOCTb HeNPAMO AMArHOCTUKM HOCTAaTOYHO BBICOKA, T.K. BEJIMYMHA
BHYTPUT€HHOT'O KPOCCHHTIOBEPA, KaK IIpaBuIo, He mpesbimaeT 0,1%, a 4acToTa KpOCCMHIOBEpPa MEXAY J10-
kycoM reHa CFTR u nokycamu ucnonb3yembix BHereHHbIXx JJTHK-mapkepoB — menee 1%. IIpuHunnmans-
HO BO)XHO IIPOAHA/IM3MPOBATh B CEMbe BBICOKOTO PYCKA JOCTATOYHOE KOIMYECTBO ITOIMMOP(HBIX CaliTOB
JI/11 TOYHOTO OIpe/ie/IeHN s, C KaKMM KOHKPETHBIM aJUIeIeM Hac/leyeTcsA MyTaHTHbIN TeH. ONTiMaIbHbIM
ABIAETCA NMofbop ABYX-Tpex MHopmaruBHbIX Ana cembyu [JHK-mapkepos. Ilpu mcnonb3oBanumu BHe-
TeHHBIX MapKepoB IPeAIOYTUTe/IbHO aHA/IM3MPOBATh MapKephl, (IaHKMPYIOIINe TOKYC TeHa. TOYHOCTD
OTBETa IIpM KOCBEHHO IMATHOCTMKE Bapbupyerca oT 99 1o 99,9% B 3aBUCHMOCTM OT UCIIONb30BAaHHOIO
IJHK-mapkepa.
U, HakoHen, Ha 3-m oarame (ecaum ceMbs NOMHOCTbIO HemHpopmarusHa s JHK-guarnocTu-
KJ) HPOBOAUTCA OMOXMMMYECKas MAMArHOCTUKA IO AKTMBHOCTM (PEPMEHTOB — HABYX IENTH/A3
(raMMa-ITyTaMIUITPAHCIENTH/AA3bl M aMMHOIENITH/A3BI), @ TAKXKe KUIIeYHO (OPMBI LIeTTOYHON (oc-
¢datasel B amHuOTHYeCKOI X1aKoctu. B PO npumensiercs B Cankt-Iletepbypre.
Bce BbIleckazaHHOe MTO3BOIAET YTBEPXKAATD, 4TO Mpobiema I1]] MB B Poccun penrena, paspaborana onrtu-
MajbHas cTparerus nposenenns: I1]] ¢ mpuMeHeHMeM KOMIUIEKCHOTO ITIO/IXO/Ia M BCETO CIIEKTPa MOIEKYILAP-
HBIX ¥ OMOXVMMIYECKIX METOJ0B, II03BO/IAIOIVX IIPOBECTI AUATHOCTHKY Ha 000 CTauyl BHyTPUYTPOO-
Horo pasButus [38, 49, 50]. OgHako TpebyeTcs MHPOPMALMOHHASA U Pa3bsACHUTEIbHAA paboTa C CEMbIMU
OOJIBHBIX /IS OTIpefie/IeHNIsI HOCUTeTIeN My TallMil M X CBOEBPeMEHHOT0 obparienns s nposegenus [1]1.
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3.11. IlpenMnIaHTaLIOHHAS AVIATHOCTUKA

IIpeMnmaHTanMOHHAA [AMAarHOCTMKA — HOBOE HAIIpaB/IeHME MENMIMHCKON TeHeTMKM, BO3HUKIIEe
B 90-x rr. XX Beka Omarofiaps pasBUTHIO BCIIOMOTAaTe/IbHBIX PENPOAYKTUBHBIX TEXHOIOTUI (9KCTpaKop-
IIOpa/IbHOTO OIUIOAOTBOPEH) I METONOB MOJIEKY/IAPHON LIMTOT€HETUKY U MOJIEKY/IIPHOI TeHeTVKY JJIA
aHa/M3a FeHOMA eVIHNYHBIX K/IeTOK. [IpemMIriaHTanuoHHas reHeTndeckas guarHoctuka (IIT]1), B Tom
gpciie ¥ MB, MOXeT cTaTh IMPeAIOYTUTENBHBIM BEIOOPOM NPM IUIAHMPOBAHNUM CEMbM IS T1ap, CTpeMsi-
1yXCst M36€XaTh MOBTOPHOTO POXK/ieHMsI pebeHKa, ITIOPa)KeHHOTO HACTIeICTBEHHOI [IaTONIOT e,

B HacTosmee Bpems Hanbosee 4acTo UCIIONb3yeMbl moaxop i I1T]] BkmrogaeT 6uorncuio ogHOro 6/1acTo-
Mepa y TPeXJZHEBHOIO 3MOPMOHA, HaXO/ALIerocs Ha ctafgym 6-10 k1eTok, monydeHHoro merogom VIKCU
(MHTpauMTOIIIa3MaTNYecKas MHBEKIM ClIepMaTo301/a). bracToMephl aHaIM3NPYIOT, U 3T0POBbIe SMOpU-
OHBI IIEPEHOCAT B MaTKy. TaKoil OAXO/ K JMarHOCTUKE CHYMAET IIPO6IeMy MeIULIMHCKOTO IIPePbIBaHMs
6epeMeHHOCTH, BO3HUKAIOLIYIO IIpU OOHAPYXXeHNN MOPAXKEHN:A IUIOfA, BBIABIEHHOTO IIPU IPOBEJIeHNN
I11 B I vn II rpumecTpe 6epemennocTn. Ho mpouenypa, mpoBopuMas Ha CTONIb PAHHUX CPOKaX Pa3BUTHS,
MOXeT OBITb TpaBMaTW4HA IS SMOPMOHA, CHIDKAs €To >KM3HEHHbI oTeHnyuan. Iloatomy HabmogaeTcs
TEHJEHIVA K IIPOBeIEeHNI0 OMONCHM TPOPIKTOIePMBI Ha CTaVM 5-6-THeBHOI 6/1acTonncTsl. OFHAKO Ipo-
BefieHIe 61orcuy 61acTOVICTRI — 60ree CTIOKHAA IPOLeAypa, 4eM OmorcKs 61acToMepa, 1 K HaCTOSIeMY
BpeMeHV HEMHOTe LIeHTPbI MI3MEHW/IV CBOJI IIPOTOKO [51].

I[To manubIM EBpormerickoro coBera o penpopykuuy u smopuonorun yenoseka (ESHRE), MB - ogno us
Haubosee YacThIX MMoKazauui pis nposenenns [1I]] B Mupe, oo cocTaBisieT moutu 10% OT Bcex mokasa-
HUJI /11 MOHOTeHHBIX 3aboneBanmit [51]. Hamnyumme npaktudyeckue MeTogn4decKue peKOMEeH/ Ay i
[IT'[1, BK/Tr09aroLiye onycanye MHPPacTPyKTypbl, 000py[OBaHNs, MAaTepUaIoB, MOJIEKY/ISIPHBIX IIPOLIEAYP,
ycraHoBeHsl 1 o6HoBsAI0TC Korcoprimymom ESHRE [52]. B Poccun III']] cocpenoTodyeHa B HECKOTBKUX
IIeHTpaxX BCIIOMOTaTeTbHBIX PENPOAYKTUBHBIX TexHonornit B Mockse 1 Cankr-Ilerep6ypre [50].

IIpunoxenns

1. Kpurepun Hanpas/ieHns NalMeHTOB Ha MOTEKY/ISIPHO-TeHETIYECKOe TeCTPOBaHMe:

« Hosopoxennsle ¢ nonoxutenbHbiM VIPT 1 onoxurebHbIMY MM IOTPAaHNYHBIMU 3HAYEHNUAMMU I10-
TOBOJI IIPOOBI, MEKOHUEBBIM WJIEYCOM.

o Jlogu ¢ mOrpaHMYHBIMM 3HAYEHMAMM ITOTOBOJ IpoObI (cM. Paspen «[JuarHocTika MyKOBMUCII03a».
(IToroBast mpobar)).

o IlanueHTbI ¢ KIMHMYECKUMU NPOABIEHUAMY K/IACCUYECKOTr0 MM MOHOCUMIITOMHOro MB.

« CFTR-cBA3aHHbBIe 3a0071eBaHNA (TAHKPEATUT, OeCIUIofue Y My>K4IH).

o PopcrBenHuku 60nbHBIX MB (17151 onpesienieHns cTaTyca HOCUTEIbCTBA 10 SKEIAHNIO).

o Marb 60nbHOTO MB (0 6epeMeHHOCTY M BO BpeMs 6epeMeHHOCTH P Ha/In4uyy O0/IbHOTO B CeMbe);

o IInop na 10-12-11 Hepene npu nogo3penuy Ha MB (pu Hamauy 6onpHOr0 MB crbca) iy o6Hapyske-
HVM TUIIEPIXOT€HHOTO KUIIeYHNKA Ipy Y 3-00C/IefoBaHmn).

o Jlonops! gyia nporpamm IKO.

2. CraHpapTbl IPOBEEHNA MOIEKYNIAPHO-TEHETUYECKNX MICCTIEOBAHMI IIPY MYKOBJMCIIM/IO3¢€

Tpe6oBanmusa x maboparopun, IpoBoOAsALIel aHaMN3bl Ha MyTanyy reHa CFTR (2, 14]:

o Jlabopatopus fomKHa OBITh CIIOCOOHA K BhInomHeHMIo TectupoBanys [JHK ¢ ncnonbpsoBanmeM BbICY-
IIEHHBIX P00 KPOBY, LienbHOIT KpoBU (¢ DJITA) 1 MaskoB OyKKa/IbHOTO SIIUTENA.

e AHaymM3 1po6 TO/DKeH IPOBOAUTHCSA He pexke 1 pasa B Hefle/Iio BO M30exXaHe 3HAYMTeIbHO 3a/Jep>KKI
006paboTKM.

o MepunuHcKoe yYpexaeHme, Te paclionoXkKeHa 1adopaTopus, JO/DKHO VIMETb JIMIIEH3NUIO 110 CIIeIajlb-
HOCTM «KJIMHIYeCcKast TabopaTopHas AMarHOCTKA».

o B peruonanpHO maboparopuy B KadecTBe CTAPTOBOIO MCC/IENOBaHM CIefyeT NPVMEHATb IaHeNlb
I/ aHa/IM3a OTPAaHMYEHHOTO uncia MyTanuit B rene CFTR, ¢ TOMOIIbIO KOTOPOJ BO3MOYKHO PacIos3-
HaTb He MeHee 1 aHOMa/IbHOTO a/tens y 6omee 4eM 90% maryeHToB ¢ MB B JTOKaIbHOI HOMY/IALNNL.
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« Ecnmu pacnosnana muib ogHa MyTanus, paciypenssii aHanus [JHK (cexkBennpoBaHme reHa u jpyrue
METOJIbl) O/DKEH OBITh JOCTYIIEH B PerMOHAIbHOI Tab0paTOpuu MM JPYIUX IUIEH3VPOBAHHBIX /Ia-
60paTopuAX, UMEIUX OIBIT AMarHOCTUKY MB.

o KiuHmueckyio 3HaYMMOCTb OOHAPY>KEHHBIX TeHETMYECKVX BAPUAHTOB CIeyeT YCTaHAB/INBATD C yde-
TOM peKOMeHjauuii Hactosuero Koncencyca.

3. Cnncok Tpe6oBaHMII K AMATHOCTUYECKIM MaHeIsIM ¥ METOfIaM, C HOMOIIBI0 KOTOPBIX MPOBOAUTCS

MOJIeKY/IsApHO-TeHeTI4eckoe Tectupopanue CFTR

B kxauecTBe CTapTOBOIO MCCIENOBAHNA ClIEAyeT NIPUMEHATD MaHENb IS aHa/lIN3a OTPAHMYEHHOTO YMC/Ia

myTauuii B rene CFTR, ¢ TOMOIIIbIO KOTOPOJ BO3MOXKHO PacllO3HATh HE MEHEE OTHOTO AaHOMa/IbHOTO aJljie-

1y 6onee yem 90% nmanyentos ¢ MB B mokanpHOI nonynanum [2, 16].

HecaTb HambosIee YacThIX MYTALVI Y POCCUIICKMX OOJIbHBIX, IO JaHHBIM MB-perucrtpa 2014 roga, coctas-

ns10T 71,08% OT BCeX MYTaHTHBIX aJUIeNIelt, 9YTO TaKXKe obecreunBaeT NAEHTU(PNKALNIO IT0 KpaliHeil Mepe,

OIHOTO MYTAaHTHOTO a/lIe/is He MeHee 4eM Y 90% nanmeHToB ¢ MB (91%) B 061wei poccuiickoit BBIOOpKe.

4. B1aHK reHeTMYeCKOro 3aKII0YeHN
Komurerom no xontpomo kadectBa ESHG (The European Society of Human Genetics - EBpomnerickoe
obmecTBo reHeTuky 4enoseka) Quality committee [53] paspaboransl pekoMeHAanuy 10 0(GpOPMIEHNUIO
3aK/IF0YEHMIT JUarHOCTUYECKNX TeHeTUIEeCKIX TECTOB.
17151 KOpPEKTHOV MHTEePIIPeTallNy Pe3yIbTaTOB PEKOMEHJ0BAaHO B HAIIPAB/IEHME /Il TeHETYEeCKOTO TeCTH -
POBaHVsI BK/IIOYATh ONTMMa/IbHOE KOMMYECTBO KIMHMYEeCKOoil nHpopmaruu. Llenp nccmenoBanmst JOmK-
Ha OBITh YeTKO OIpefiesieHa (HalpyuMep, IOATBEP>KAEH e JMarH03a, yCTAHOBJIEHHOTO IPYTYMIU MeTOJaMI,
nuddepeHnanbHas AMAaTHOCTMKA HECKOIBKUX 3a00/IeBaHMIl, TECTUPOBAHVe HOCUTENIbCTBA, IIPeHaTaIb-
HOe TeCTUpOBaHMe). ITHUYECKas] IPUHA/JISKHOCTD/HALMOHANBHOCTD MHIMBI/IA, POSOCIOBHASL, COCTAB-
JIeHHAsI TEHeTVKOM, U Jpyras JOIOMTHUTe/IbHAst MHPOPMAILVs MOXKeT OBITh YKa3aHa Py HeOOXOAVMOCTIL.
PexoMeHI0BaHO Ha KaXKOTO HEPOJCTBEHHOTO IAl[MeHTa 3aMlOIHATD OT/[e/IbHOE 3aK/II0YeHNe B Le/sAX CO-
xpaHeHys1 KoHGuaeHanbHocTu. OFHAKO B CTy4yae perjeCCHBHBIX 3a00/eBaHMil, KOT/IA Ji/IsI ITapbl IMeeTCsI
PUCK pOXKeHNs 00/IbHOTO pebeHKa, He0OX0AMO, YT00BI 00a MHAMBIUA OBV 00C/IETOBAHbI OfHOBPEMEH-
HO. Ec/nt 4ieHb! 01HOIT ceMby 00CTIERYIOTCSI OZHOBPEMEHHO, BOIIPOC O 3aII0/THEHUY MHAVBYAYaIbHbBIX VIV
OOIVX 3aK/II0OYEHNIT 3aBUCKT OT 3a00/IeBaH, 1ieu 0OpalieHus 1 T.4.
PexoMeHI0BaHO, YTOODI 3aK/II0UEHIE T€HETUIECKOTO 00C/IeJOBaH s BKIIOYA/IO C/IEAYIOLye Pas/iesibl:
1. AomunucmpamueHolii
« Haspanue (Hanpumep: PesynbpraT MoneKy/IsipHO-TeHeTHnYecKoro uccnegoBanyst CFTR-rena)
» HasBanue maboparopun, BBIIOTHSIIOIIEl YICC/IEOBAHNME Y 3aIIONMHSAOIIEI 3aK/TI0YeHNe, I KOHTAKThI
o JlaTa 3amo/HeHMs 3aK/II0YEHIST
(Cnedyem yxazamv Homepa u obujee HUCTIO CIPAHUY, eCiu 3aKII0UeHUe COCOUM U3 HeCKObKUX CIpaHuy,
(Hanpumep, 1/3))
o OJI.O. u nonHbI afipec Bpaya, HAPaBYUBILIETO MAlJIeHTa Ha UCC/IeOBaHME.
2. Mloenmudguxauyust 06cnedyemozo uHousuoa u o6pasua
o  damwmus, MMsi, 0T4eCTBO (IIOTHOCTHIO)
o [lara poxxzeHus (IIOMTHOCTBIO)
o Ilon
o Uccnenyemprit matepuan (JJHK, BbigenenHas us..., kpoBb ¢ O[ITA, 6uonTar..., KyIbTUBMpOBaHHbIE
AMHUOLUTBI, KJIETKV BOPCMH XOPUOHA U T.J.)
» CocrosHne o6pasija (3aMOpO>KeH, TeMOTU3UPOBAH 1 T.JI.)
3. LJeniu uccnedosamus
VI3noxeHue 1€/ UCCIeOBaHMsI TO/DKHO BK/IIOYATD 110 KpaliHell Mepe TPy acIeKTa:
e  HayMeHOBaHIe 3a00/IeBaHNIsI VIV MapKePBI, KOTOPbIe OB IPOTECTHPOBAHBI (HAIIpUMepP, MyKOBUCIIO3)
e TUII TECTMPOBaHUsA (HaIpuMep, MOATBEPXKIEHNE AMATHO3a, ONIpefie/ieHNe CTaTyca HOCUTENbCTBA, Ipe-
HaTa/jbHasl AUArHOCTUKA U T.1I.)
e  IpUYMHA Ha3HAYEHMs TECTMPOBAHM (HarpyuMep, ceMeliHasl ICTOPYsI MYKOBMCIIM032)

43



HAIMOHAJIbHBIVI KOHCEHCYC

N

. Cneyupuxayus 2eHemu4eckoeo mecmuposanus

Ha3BaHMA VICIIO/Ib30BAHHBIX METOOB MCC/IEJOBAHMA

CIMCOK TPOTeCTMpPOBaHHbIX MyTaumii, JJHK-mapkepoB, npyu CeKBEHMpPOBAaHMM — MCC/IEOBAHHbBIE

PErroHbI IreHa, pedepeHCHas I0C/IeJ0BaTeTbHOCTD

€C/IM VICTIONIb30BaH KOMMepUeCcKMil Habop, ero Ha3BaHMe Vi BepCus
e YYBCTBUTEMBHOCTb METOMA B IIOMY/IALV, V3 KOTOPOJ IIPOVCXOANT 0OCTIeRyeMBbIil MHAVIBAZ, €CIV 9TO BO3MOXKHO
5. Pesynvmam
PesynbraT mo/mkeH OBITD CHO IIPEACTAaB/IeH B OAHO3HAYHOIT popMe. Ecitu mpoBeeHO HeCKONMbKO MCCTIeNO-
BaHMIT, KaXK/IbIJl pe3yNbTaT CIAeAyeT IPeCTABIATh OT/eNbHO. He cegyeT 1crmonb3oBaTh TEPMUHDI «I107I0-
JKUTETbHBIN» Y «OTPULIATEIbHBIN», TAK KaK OHU MOTYT OBITh MCTO/IKOBAaHBI HEOJTHO3HAYHO.
[1s1 0603HaYeHST BBISIBIEHHBIX T€HETUYECKIIX BapMAHTOB CIelyeT MCII0/Ib30BaTh HOMEHK/IATYPY U pede-
PEHCHYIO ITOCTIel0BaTeIbHOCTD, pekoMeHayeMyo HGVS (Human Genome Variation Society). ITockonbky
HOMEHK/IATypa 1 peKoMeH jyeMas pedepeHCHas IIOC/IeOBATeIbHOCTD CO BpeMeHeM MEHAI0TCs, HeoOxoau-
MO JCIIO/Ib30BaTh TAK)Xe TPAAUILIMOHHbIe 0003HAUeHMsI MY TallNil, B CKOOKAaX YKa3bIBas UX.
Ecnu BbLsBIEHO 60jIee OFHOTO MTaTOreHHOTO TeHeTHYEeCKOro BapMaHTa, CJIefyeT YKasblBaTh a3y cijemnie-
H1sA (eC/Iu OHAa U3BECTHA).
6. Mlnmepnpemayus pesyivmama
CornacHo pexomenpanuam Komurera no xonTpomo kadectsa ESHGQ [53], mabopaTropHoe 3akmoueHne
IO/DKHO CofepKaTh MH(GOPMAINIO, KOTOpas MO3BO/MMIa Obl BpadyaM-TeHeTHKaM OCYILIeCTBUTh KIMHIYe-
CKYIO MHTEpIpeTayIo pe3y/IbTaTa UCCIeNOBaHM C MCIO0/NIb30BaHMEM UTEPATYPHBIX pecypcoB (Hampu-
Mep, OIMCaH /i OOHAPY>KeHHBIII MICCEHC-BapMaHT B 06a3ax HaHHBIX, K KAKOMY K/IACCy OTHOCUTCS, W3-
BECTHO JIM €r0 KIVHIYeCKoe 3Ha4YeHNe; B CIy4ae He0OXOAVMOCTY MOXKHO PEKOMEHJOBaTh IPOBeJeHNe
reHeasIorM4ecKoro/ceMetHOTO CCIe[OBAHNS).
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4. MuUKpoOMOIOrNs 1 SNNAEMIONOTHA XPOHIIECKON pecCIUPaTOPHOIN
MHPEKIUN NIpU MYKOBUCIHI03€

BBenenne

Xponnyeckas MH}eKIMs HIWOKHUX fbixatenbHbix myTeit (HIII) — xmodeBoil mpusHaK y GOIBHBIX MYKO-
BucuuznosoM (MB). OHa saBngerca BegymyM (paKTOPOM, ONPeNeIAIONIIM THKECTh KIMHIYECKOTO TeYeHN
u nporHo3 3abonesanud. Ilpu mayuenun mukpodnoper HIII B pa3mmyHbIX BO3PacTHBIX IPYIIIAX AeTelt,
6onbHBIX MB, nccefoBaTessiMm pa3HbIX CTPaH YCTAHOBJIEHO, YTO OCHOBHBIMY BO30OYAMUTEIAMY MHPEKIIN
nerkux y 6onbpHpix MB sBrsttorcs P aeruginosa, S. aureus u H. influenzae. Ilokasano [1, 2], 4to B epBble
TOZIbI XKVI3HM Y 60/bHBIX M B OMUHMpPYeT 30/10TUCTbIIT CTadVIOKOKK, @ 3aTeM OCHOBHBIM BO30Y1TeIeM CTa-
HOBUTCsI CMHETHOJHas nanodka. [1py aHanmse faHHBIX MUKPOOMOIOTMYECKIIX CCIEOBAaHNII YCTaHOBJIEHO,
YTO YC/IOBHO-IIATOr€HHbIe MUKPOOPraHM3MbI BbIIENAIOTCA Y 61,9% feTeii B Bo3pacte 1o 1 roga, y 92,9% — B
Bo3pacTe 1-4 n1eT, y 93,8% — B Bo3pacTe 5-7 neT 1 B Bodpacre 8-18 et —y 100% meTeri. ITO CBUETENbCTBYET O
TOM, 4TO KOJIOHM3AIVs IETKMX 00nbHBIX MB Mykpoopranusmamy HaumHaeTcsi GaKTUIeCKH C HePBbIX JHE
IOC/Ie POXK/IEHM U JOCTUTaeT MaKCUMyMa yKe K 5 rofjam >xusHu. [Ipu aToM ecin B rpymre fieteit fo 1 roga
S. aureus BBIABIIAETCA TONMBKO Y 28,6%, a P. aeruginosa — y 19%, To B Bo3pacTe 5-7 7IeT 30/I0TUCTBIII CTapuIo-
KOKK OOHapyxeH y 87,5%, a P. aeruginosa — 'y 31,2%. Takum o6pasom, B Bo3pacre o 1 roa 6onee yem y 1/3
6onbpHbIx MB HJIII emje He 06ceMeHeHbI MUKpOOpraHusMami, B Bospacte 1-4 et HJIIT o6cemeHeHBI HOYTH
y Bcex 607bHBIX (92,9%), a k 8-18 rogam — y 100% 60nbHbIX. XpoHMYecKas CTapyIOKOKKOBasi, CMHETHOHAs
VTN CMeIIaHHasA MH(QEKIVA HauMHaeT [UarHOCTPOBAThCcA y 25% fieTell yxke B Bo3pacTe 1-4 jieT, B Bo3pacTe
5-7 net - y 50% 60nbHBIX, B Bo3pacTe 8-14 yet — y 65% u k 18 rogam — y 80% 6onbhbix MB [3, 4].

B mocnepHee mecATMIeTVIE OYEBMIHYI0 KIMHMYECKYIO0 3HAUMMOCTb IPHOOPETAIOT HEJOCTAaTOYHO U3Y-
JeHHbIe MMKPOOPTaHU3MBI — He(hepMEHTHPYIOLe TpaMOTpuLiaTebHble MUKpoopranusmel (HOMO) -
Burkholderia cepacia complex (Bcc), Stenotrophomonas maltophilia, Achromobacter xylosoxidans,
Achromobacter ruhlandii, HeTybepKynesHble MuKobakTepuu, rpubdsl popa Aspergillus. ITpu aTOM Kaxkblit
IIaTOTeH CIOCOOEH BbI3BATh BOCIIA/IEHNE, KOTOPOE MOXKET B TOJ M/IV IHOVI CTETIEHY IIPUBECTH K TOBPEXKJie-
HIUIO JIbIXaTe/IbHBIX ITyTell, CHYDKEHMIO JIETOYHO QYHKLINM, YXYAIIEHNIO KIMHIYeCKOTO CTaTyca.
CoracHO MEXIYHAapOJHBIM PEeKOMEHJALNAM, O XPOHMYECKON MH(EeKIMY, BbI3SBaHHON P aeruginosa, mMo-
JKET CBUJIETE/IbCTBOBATh VEeHTU(UKALVS [TaTOreHa B TeYeHye JABYX U Oojee pa3 3a IOCIefHMe 6 MeCsIeB.
AHaJIOTMYHBIMU KPUTEPUAMM MOXKHO PYKOBOACTBOBATbCS TPV BBLABIEHNMM y OONBHOTO B MOHOKY/IBTYpE
S. aureus u Bec, a Taroke cmernanHoN nHpeknuy. C IpaKTNYIecKoil TOYKI 3peHIs IpYeMIeMbIMI ABJIIOTCA 1
KpuTepuy, npenoxxeHHble Lee et al. B 2003 1. [39], cornacHo KoTOpbIM 0OHapy>keHye nartoreHa 6oree yeM B 50%
00pasIioB MOKPOTBI M/IV CMBIBOB B TeYeHIE MPEAIIeCTBYIOMNX 12 Mecs1eB MOKeT TPAKTOBAThCSI KaK XPOHU-
yecKas MHQEKIVA.

YcraHOBIEHO, 4TO B 2/3 Cy4aeB XpoHMYeCKast MH(EKIVIA JIETKIX BbI3bIBAETCS He MOHOKY/IBTYPOIL, @ aCCOLMa-
111ej1 MUKPOOPTaHM3MOB, IIPMYeM Y TOCIIUTA/IV3MPOBAHHbIX OOJIbHBIX, B OT/INYNE OT aMOY/TaTOPHBIX OO/TBHBIX,
3TY acCOLVIALMY TPEeACTAB/IEeHbl, KaK IPaBWIO, He IBYMs, a TpeMsA 1 Oojiee BUAMI MMKPOOPraHM3MOB. 3a
pybesxoM [8, 9] aTu mokasaterny B 2 pasa Hypke: B 35% MccenyeMbIx 00pa3LioB OpOHX0A/IbBEO/IIPHOTO JIaBaXKa
(BAJT) BBIAB/IAIOT POCT ABYX MUKPOOPraHM3MOB, U B 10% cTydaeB accolyalyy pecTaB/ieHsl TpeMs u 6oree
BUJJaMII MUKPOOPTraHN3MOB. [1o JTaHHBIM poccHIICKUX aBTOPOB (3, 4], Hanbomee 4acTO BCTpEYAIOIIEIICs acco-
Lyanyen ApseTca codetanme P aeruginosa + S. aureus (18,2%), a Taxoxe P. aeruginosa + Bec (9,1%). B 18%
CITy4aeB OT OO/IBHBIX B COCTaBe MUKPOOHBIX aCCOLMALINIT BBIIE/LIN OHOBPEMEHHO P, aeruginosa MyKOUJHOTO
1 HeMyKoupHoro (peHoTnnOB. B cocTaBe accounanmii kpoMe P. aeruginosa 9acTo BbIfIE/AIN APYTUX IPeACTaBuU-
teneit HOMO - [5, 6], 4T0, BepOsITHO, 0O6YC/IOB/IEHO TPOIM3MOM 3TUX BUJJOB MUKPOOPIaHM3MOB K JIETOYHOI
TKaHM. [lo/TydeHHble JaHHbBIe TOCTY)XIIV OCHOBAHMEM JIA 3aK/II0YeHNs, YTO y 601bHBIX MB xapakTepHbIM
HpOsiB/IeHVIeM MH(EKIVMOHHBIX OCTIOXKHEHNI SIB/LIeTCS CMelIaHHas MHQeKLys U 94To Bee sABysieTcs TMIMYHBIM
IpefICTaBUTE/IEM TOCIIUTAIBHON MUKPOQOpsI [3, 7].

Taxum 06pasom, npu aHanuse MUKpOQIOpsI 60IbHBIX MB MOXHO yTBep)X/jaTh, 4TO C yBelTUYeHMEM BO3-
pacta y 60/1bHBIX POPMUPYIOTCSA IOCTOSHHbIE OYaryl XPOHMYECKOJ TeTOYHOI MHQEKINN, OCHOBHBIMU
BO30yaUTeNAMM KOTOPOII ABNAWTCA P. aeruginosa u S. aureus.
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Ocobennoctpio 6axtepuit P. aeruginosa, S. aureus u Bcc, Achromobacter spp. sIBIsieTCsL YCTONYNBOCTD KO
MHOTYM aHTUOMOTUKAM.

4.1. MukpoO6monorndeckme CBOMCTBa OCHOBHBIX BO30yauTeNIe
XpOHMYECKOI pecnpaTopHoil MHPeKuu Mpu MyKOBUCIIUI03€

Mukpoopranusmsl, nHpuIVpyomye 6onpHOoro MB, onpenernsior nedeHye, Ka4ecTBO XKV3HM, IEPCIIEKTUBbI LT
TPaHCIUIAHTALY 11 OO0 BbDKVBAeMOCTb. TOYHas ¥ CBOeBpeMeHHas1 MieHTHUKaIyis Bo3OymTeneit MH ekt
JIbIXaTe/IbHBIX ITyTell IMeeT CYILieCTBeHHOE 3Ha4YeHNe I 0becriedeHysl CBOeBPEMEHHOrO Havajla Jie4eHyst COOTBET-
CTBYIOIVIMY QHTUOVOTVMKAMI B IIeJISAX S/IIMMHALY OaKTepUaIbHbIX TATOTE€HOB U OpraHM3aLVI Ha/IeKAIIero VH-
(EeKIVIOHHOTO KOHTPOJIA I TPOPVIIAKTIKY PACTIPOCTPAHEHVIS IIATOT€HHBIX MIKPOOPTaHM3MOB CPeiyi OO/TBHBIX
MB. Hipke npyBezieHbI OCHOBHbIE MUKPOOVO/IOTMYeCKYIe XapaKTePUCTVIKY JOMHVIPYIOIIVX BO30YAMTeIeN XPOHN-
YeCKOI pecIIVpaTOpHOIL MHPEKIMY 1 IIPECTAB/IEH &ITOPUTM €€ MUKPOOVIOIOTITYeCKON IVarHOCTVIKIA

Staphylococcus aureus

B nacrosmee Bpems pop Staphylococcus, oTHocALmIICA K ceMeiicTBY Micrococcus, BKo4aeT 45 Bunos [8].
Bup S. aureus — 30m0TUCTBIN CTapUIOKOKK — SIB/ISIETCS OJHUM U3 3HAYMMBIX [TATOT€HOB ISl MTAI[I€EHTOB C
MB. OH BbI3bIBaeT XpOHNYECKYIO MH(EKINIO IETKNX, IIpHoOpeTaeMyo B 0011eCcTBe ¥ BO BpeMs JIeUeHNs
B TOCIIUTAJIbHBIX YCIOBYAX [9].

Bakrepuu S. aureus mpencTaBIsAOT COO0IT IPAMIIONTOXUTENbHbIE HETIO[BIYKHBIE KOKKH, TIPU MUKPOCKOTIN
pacroaraolyecs B BUie XapaKTePHBIX CKOIUIeHMIT — Tpo3feit. CTapuIOKOKKM He 00pasyIoT CIIop, HO MO-
IyT 00pa3oBBIBATh KAIICY/IBL. Y 60/IbHBIX MB MOryT BpIENATBCA 3 MOPQOTOTMYeCcKIX TUIIA KOJIOHUI — MY-
KoupgHble, HeMykoupHele M ¢ SCV (small-colony varients)-penotunom [9]. SCV-penotun npepcrapisaeT
co6oit MenKue, 6e3 reMosny3sa ¥ IUIMEHTa, Me[JIEHHO PacTyIiye KOMOHMY Ha 5% KPOBSIHOJ ¥ IIOKOJIaTHO
IIJIOTHBIX arapM30BaHHbBIX Cpefiax.

Oco6oe 3HayeHme A1 601bHBIX MB nMmeroT MeTuimmH-yctoruussie cradmnokokku (MRSA), kotopsre
0071a/1al0T YCTONYMBOCTBIO KO MHOTMM aHTMOMOTNKaM. MRSA o06HapyXuBaoTcsa BO MHOIMX OOIbHUIIAX
6onpIHCTBA CTpaH Mypa. MRSA pacripocTpaHSAIOTCA OT YemoBeka K YelTOBeKY, OOBIYHO C PyK MeAIIepco-
Hasa [23]. OgHaKo MOTYT BCTpeYaThCs U APYTVe MEXaHM3MBI Ilepefiadl, HallpyMep BO3AYIIHO-KaIle/IbHBIIL.
HexoTopble mITaMMBI SIBJISIOTCS YPe3BbIYANIHO TPAHCMUCCUOETBHBIMY, PACIIPOCTPAHAACh BHYTPY IajarT,
MeXAy IajaTaMu 1 13 60IbHNUIBI B 60mbHUIY [23].

HedepmenTupyromniye rpaMoTpunaTeIbHbie MUKPOOPTaHU3MBI

Cpenu Bo30OymuTeneit XpOHMYECKO MHQeKunn nerkux y 60ompHeix MB 3Haummoe MecTO 3aHMMAIOT
H®MO, o6mymy npusHakamMy KOTOPBIX SBJISIOTCS IPUPOSHAst YCTONYMBOCTD KO MHOTMM aHTUOMOTH-
KaM, BbICOKasI PE3UCTEHTHOCTD K fe3nH(PeKTaHTaM U pacnpocTpaHeHne B OOTbHUYIHBIX CTAIMOHAPAX OT
6onpHOTrO K 6071bHOMY [10]. HOMO, Hanbonee yacTo BpI3bIBaoLye MHGEKIVN, IPUHA/IEXKAT K HECKOJIb-
KIM POJiaM ¥ YCTIOBHO MOTYT OBITh pasfie/ieHbl Ha OKCHAA30I0/I0KITeIbHbIe — pofibl Pseudomonas (kpome
BupioB P. luteola n P. oryzihabitans), Burkholderia, Moraxella, Chryseobacterium — n OKCUja300TpuUIIaTe/Nb-
Hble — poppl Stenotrophomonas, Acinetobacter, Bordetella (kpome B. pertussis, B. avium, B. bronchiseptica,
B. hinzii) [11-13].

BonpbIIMHCTBO U3 YHOMSHYTHIX Bblille pofoB U BujoB HOMO o65maaoT BBICOKOI CTeleHblo GeHOTUIIN-
YeCKOTO ¥ TeHOTUITMIECKOTO POACTBA ¢ bakTepusamu poxa Pseudomonas, m MHOTHe U3 HuX ele B 90-X IT.
IIPOIIIOTO BeKa OTHOCMIUCH K JAHHOMY PORLy. Bce 9T MUKpPOOpPraHu3Mbl MOTYT ObITD BbIJJeIeHbI 13 OKPY-
KAIOIL[eil CPefIbl, OHAKO K/IMHIYECKOIl 3HAYMMOCTBIO XapaKTEPU3YIOTCSI TONIBKO OT/ie/IbHbIE BUMBI HEKO-
TOPBIX POJIOB.

Pseudomonas aeruginosa
[lepBonauanbHas kmaccudukanysa popa Pseudomonas, cOCTOSAIIETO M3 IATY COOTBEeTCTBYIomMX rRNA-
Ir'pynii, IOABEPITIACh paAKaJIbHOMY IIEPECMOTPY, 3aKOHUINBIIEMYCA VISMEHEHNEM K}IaCCI/ICbI/IKaI_U/II/I MHO-

48

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

TX BUIOB pona Pseudomonas n o6beIViHEHVEM B OTHE/NIbHbIE POAbL. DTU pofbl BKmodaT Burkholderia,
Stenotrophomonas, Comamonas, Shewanella, Ralstonia, Methylobacterium, Sphingomonas, Acidovorax u
Brevundimonas. Pop, Pseudomonas (sensu stricto) BKmIodaeT cooTBeTcTByoOIIyl0 rRNA-rpynmy 1 n 06b-
equHsieT 11 BupoB: Pseudomonas aeruginosa, P. fluorescens, P. putida, P. veronii, P. monteilii, P. stutzeri,
P. mendocina, P. pseudoalcaligenes, P. alcaligenes, P. luteola, P. oryzihabitans.

[TceBROMOHABI SBIAIOTCSA a3POOHBIMM HECIIOPOOOPA3YIOIMMY IPAMOTPHULIATE/IbHBIMY [TA/IOYKAMM, KO-
TOpbIe MOTYT OBbITH IPSIMBIMY MM CIeTKa U30rHYThIMU. OHM nMeroT ot 1,5 10 5 MKkM B yinHy 1 ot 0,5 10
1,0 MKM B IIMPUHY ¥ 00Na[al0T CTPOIVMM JbIXaTe/IbHBIM MeTaboIM3MOM C VICIIONb30BaHMEM KUCIOPOfa
KaK KOHEYHOTO aKIIeTOpa 9MeKTPOHOB. HeKoTopble M30/IAThI MOTYT PacTy B @aHA9POOHBIX YCIOBMSAX C
JVICIIONIb30BaHVeM HUTPATOB MM apTMHIHA B KaueCTBe KOHEYHBIX aKIeIITOPOB 31eKTPOHOB. IlceBromo-
Ha/ibl TOIBYDKHBI O1arofapsi MpUCyTCTBUIO OFHOI My 60siee osipHbIX ¢rare/ut. KnmHndeckme M30msThI
ABJIAIOTCA OKCHUA30IIONIOKITENbHBIMY (32 uckmoueHneM P. luteola, P. oryzihabitans) n xaTana3omnonoxu-
Te/IbHBIMI, a TAaKXKe pacTyT Ha arape MakKoHKM KaK TaKTO30HeraTMBHbIe KOMoHMM [12].

I[TceBROMOHAIBI IIMPOKO PACIPOCTPAHEHBI B IPUPOiE C IPENMYIeCTBEHHBIM O0UTAaHMEM B OKPY>KaloLeil
cpene, cBsi3aHHOI ¢ Bofoit. OHM OOHapy>keHbI B BOJie, IIOUBE, Ha PAaCTEHMX, BK/IIOYask OBOIM U (PPYK-
ThL. BBUZly CITOCOOHOCTM BBDKVMBATDH B BOJHOI Cpefie 3TU MUKPOOPraHu3Mbl, 0cobeHHO P. aeruginosa, cra-
IV OJHOM M3 OCHOBHBIX IIpO0JIeM B KadecTBe BO30yauTenell rocnuTanbHbIX nHpekunit [12]. Bakrepun
P. aeruginosa sBNAIOTCA Befylleil IPUYMHON HO30KOMMAIBHBIX MH(EKINI AbIXxaTelbHOro Tpakra. Oco-
60e 3HaueHNe UMeIOT /11 60/1bHBIX MB. OCHOBHYIO pO/ib B ITaTOreHe3e MHpEKINY JTerkux y 6ompHbIx MB
UTPAIOT MYKOUAIHBIN peHOoTuN P. aeruginosa u BOCIanuTeIbHbIe peakiyuy 6onbHoro [1, 9, 14].

Baxrepunu Burkholderia cepacia complex (Bcc)

Bakrepun Bcc — 31O rpymma rpaMoTpuIiaTeIbHBIX, HecnopoOpasyoummx 6Gakrepuil. B Maskax, okpa-
IIEHHBIX 10 [pamy, 9T¥ MMUKPOOPraHM3MBI IPECTABIAIT c000i MOMMMOp(dHbIe IpsiMble TPaMOTPULIA-
Te/IbHbIe ManoYky pasmepom 0,5-1,0 x 1,5-5 Mxm. Iloce KynbTuBuMpoBaHuA Ha 5% KPOBAHOM arape Ipu
t = 30 °C B Teuenue 48 4 6akrepun Bcc 06pasyroT cepble rmajikye KOJIOHUM C POBHBIMM KPasiMyl pasMepoM
1-2 MM € pe3KMM XapaKTepHBIM 3aIlaxoM IHyu. [Ipy Hann4my nUrMeHTa KOJIOHUM MOTYT ObITh OKpaIlleHbI
B JKEJITBI IIBET PAa3/IMYHON MHTEHCUBHOCTI. BOKPYyT KOTOHNI MOTYT 00pa3oBbIBaThCS 30HBI reMonu3a. Ha
cpenax OHp0 1 MakKonku konmonnn Bec pasmepom 1 MM OKpaleHbI B CBET/IO-PO30BBII IIBET (IAKTO30He-
raTUBHBIE).

B nHacrosiiee Bpemst Bup B. cepacia sensu lato Bkmodaet 20 6113KOPOJCTBEHHBIX TEHOMOBAPOB.

Tabmuua 1. Ilpencrasurenu Burkholderia cepacia complex

CoBpeMeHHOE HAMEHOBAHIE TeHoMoBap Toxn (BnepBbIe BBIfIENIEH)
B. cepacia sensu lato 1992
B. cepacia sensu stricto I 1992
B. multivorans II 1997
B. cenocepacia III 2003
B. stabilis v 2000
B. vietnamiensis \Y% 1995
B. dolosa VI 2003
B. ambifari VII 2001
B. anthina VIII 2002
B. pyrrocinia IX 1997
B. ubonensis X 2008
B. latens XI 2008
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B. diffusa XII 2008
B. arboris X1 2008
B. seminalis X1v 2008
B. metallica XV 2008
B. contaminans XVI 2008
B. lata XVII 2008
B. pseudomultivorans XVIII 2014
B. stagnalis XIX 2015
B. territorii XX 2015

Bce reHoMoOBapbl MOTYT BBIEEIATHCA OT 6OMBHBIX MB, ogHaKo mpeo6majalolM ABIAETCS TeHOMOBAP
III - B. cenocepacia, obHapyxeHHbII B 70% crydaeB nHeKIuy, BbI3BaHHOI Bcec, B AHrmmm, benbrum,
CIIA, Kanage [15].

B Poccunm ot 60mpHbIX MB, a Taxoke Ipu ucciefoBaHuy 06pasiioB OT OONIbHBIX C THEBMOHME B OTHIENIe-
HMAX VHTEHCUBHOI Tepalny pas/INYHbIX KIMHUK roposia MOCKBBI Tak>ke ObUIM BhIABIEHBI 6akTepyn Bec,
IIpeVMYIIeCTBEeHHO NIpMHaIexalye kK renomoBapy IIIA - B. cenocepacia [14, 16].

Knnanyeckoe 3HaueHne 6akrepuii Bcc u maToreHes BbI3BaHHOM MY MHQ eKIn

O xomonmsarym Jerkux Bee y 6onbHbIx MB BriepBble coobijeHo B Hadase 1970-x rr. [38]. IIpubnmsnurensHo
y 20% 6ONbHBIX, KOJIOHN3VPOBAHHBIX Bcc, BO3HMKAIT TaK HAa3bIBAEMBIN «CeTAIVISI-CHHIPOM», XapaKTepU3yIo-
IUJICS. HEKPOTH3MPYIOLell THeBMOHMEN C IMXOPaKoii, bakTepuemyeit, ypemdenueM COD 1 1eMIKOINTO30M,
KOTOPBIII IPUBOIMI K OBICTPOMY JIETa/IbBHOMY MCXOJY. BBUIO BBICKa3aHO MpEIIIONoyKeHNe, YTO MOsBIIeHe
Bcc sBsieTcss OCHOBHON NPUYMHONM HeO/IaronpysaTHOroO ucxopa y 6ompHeix MB. B HacTosiiee Bpemst ycTa-
HOBJIEHO, 4TO Bcc npepictaBisieT 0cobyio ormacHOCTh Ayist 60nbHbIX MB. XpoHndeckass MUKpOOHast KOMOHM3a-
IV IBIXaTeTbHBIX ITyTell BefleT K PasBUTHIO JIETOYHO MH(EKINM — OCHOBHOJ IIPMYMHBI IIPOTPeCCHPOBAHNSA
OPOHXOJIETOYHOTO IIPOLIeCca ¥ CMEPTHOCTH Y 60IbHBIX MB. YcTaHOB/IEHO, 4YTO 0COOEHHOCTBI0 MHGEKINN TIPU
MB sBngeTcs nepcucTeHIMA acCOLMAINIA MUKPOOPraHN3MOB B 59,4% ciydaeB. OcOOEHHOCTBIO MePCUCTEH-
VM IITaMMOB Bcc AB/IsAeTCA TsKemoe TedeHNe B BIfIe CMEIIAHHOM MHPEKINY B aCCOIMANY C OaKTepuAMI
P, aeruginosa. baktepyu Bcc, cioco6Hble nepcuctipoBarh y 60/bHBIX MB, XapakTepy3yIoTcs YCTONYMBOCTBIO
KO MHOIMM aHTMOmoTnkam. JlokasaHa jymrenbHas (o 1 roga 5 Mec) mepcucTeHIs mTaMMoB Bec, BbifeneH-
HBIX OT OHOTO 6OIBHOTO, C TTIOMOIIbI0 MOHMTOpKHTa MyKpodopsr HITI. MItammer Bec, kononnsupyst HITT
6071bHBIX MB, ClTOCOOHBI [/ TeNIBHO MIEPCUCTMPOBATD Y TTepefiaBaThCsl OT MaljMeHTa K IalenTy [3, 17, 18].

JIpyrue, 60/1ee pegko BCTpedalomyecs BO30yIUTeIN XPOHUIECKOI pecIpaTOpHOIT MHPeKI —
Achromobacter xylosoxidans u Achromobacter ruhlandii

Pop Achromobacter B HacTOsiIIlee BpeMsi BKTI0OYaeT 15 BULOB U 7 TeHETUYECKUX TPYIIL

A. xylosoxidans, A. ruhlandii - onmopTyHMUCTNYeCKe TaTOT€HbI, OKCUAA30- M KaTa/la30II0/I0KUTETbHbIE
rpaMoTpuLaTe/IbHble HedepMeHTHPYIOIIMe MUKpOoOpranu3Mel. O6/1aaloT IPUPOSHOI Pe3UCTEHTHOCTDIO
KO MHOTVIM aHTHOMOTHUKAM.

B mocnennee BpeMms xpoHmdeckas MHQeKIusA, BbI3BaHHass Achromobacter xylosoxidans, Achromobacter
ruhlandii, y 6onpHpix MB BcTpeuaercs yacto. COITIaCHO IONTYy4YEHHBIM AAHHBIM, TPETBUM IO YacTOTe
BcTpevaeMocty 13 HOMO sasnserca Achromobacter xylosoxidans. On u Achromobacter ruhlandii mpu nc-
ceoBaHMy 00pa3LoB OT OONbHBIX AeTelt 3a 2012-2013 rr. BeIgenamnch B 9% ciaydaes [14].

Poo Acinetobacter

Homenknatypa BujoB Acinetobacter HaXopuTCs B Ipoliecce pa3BUTUA. B HacTosilee BpeMs HOMYIMIN
HalIMeHOBaHUe 7 BIOB. ,HHH pYTI/IHHbIX KIMHNYECKNUX ueneﬁ[ B HOMEHKHaType ]:[OCTI/II‘HYT KOMHPOMI/ICC,
" OpraHM3Mbl 0603HAYAOTCS KaK KoMIuieKc Acinetobacter calcoaceticus-baumannii. BOnpUIMHCTBO KIMHU-
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deckux naboparopuit MoryT guddepeHnpoBaTh 61oBap anitratus ot 6nosapa lwofhi Ha ocHOBe okucite-
HUA III0KO3bI (anitratis) i Heokucnenusa nocnenuent (lwofhi).

[Topo6buo P aeruginosa, Gaxkrtepum popma Acinetobacter pacmpocTpaHeHbI B OKpYXKawlleil cpefe.
Y 25% 35,0pOBOTrO HaCeNeHUsI ITUM MUKPOOPTaHN3MOM KOJIOHM3MPOBAHbI KOXKHBIE IOKPOBBL, a ¥ 7% KO-
JIOHU3UPOBAHA ITIOTKA.

Bupnpr Acinetobacter 4aiiie Bcero BbI3bIBaIOT BHYTPUOOIBHIYHYIO THEBMOHNIO. B 60/IBHIYHOM yupexxfie-
HUM (paKTOpaMu puCKa /sl BOSHUKHOBEHVSI BHYTPUOOIbHIYHOIN THEBMOHMY SIB/ISIOTCS MHTYOAI, TTe-
JYeHNe AaHTUOMOTUKAMM, TpeObIBaHME B MTA/IATaX MHTEHCUBHOI Tepanuu. OmnmcaH psajg nHPEKIiL, CBsI3aH-
HBIX C UCTIO/Tb30BAHMEM MEAMIIMHCKUX TPUOOPOB, HATPUMEP HO30KOMUA/TbHbIE MEHMHTUTHI. Yalie Bcero
IIHEBMOHVM KaK BHYTpUOO/IbHIYHbIe MH(EKI[MI BO3HUKANN Y OOIBHBIX PAKOM ¥ C TPaBMaMI, a Y 0>KOTO-
BbIX 0OJIbHBIX BO3HMKaIa paHeBas nHpexiys [10].

Stenotrophomonas maltophilia

ITOT MUKpPOOpraHmsM, paHee obo3HauaBmMiics Kak Pseudomonas maltophilia (mo 1988 r.), mosnnee -
Xanthomonas maltophilia (1995-1997 rr.), AABNsieTCA pacHpOCTPAaHEHHBIM KOMMEHCAJ/IOM, JIETKO BBIE/A-
€MBIM V3 BOJbI, IIOYBbI /I CTOYHBIX BOA. 3JHAYMMOCTb 9TOTO MUKPOOPraHM3Ma IIPYU BBbIE/ICHNN He BCerna
sICHa ¥ MOXKET 3aBMCETDb OT Hamnuns (akTopoB pucka. Tak, B OHOM UCCIIETOBAHNY, IPOBEAEHHOM B 00-
1eM rocnurane B 1979 1., moxkasaHo, 4TO TONbKO 6 (4,6%) n3 128 130/IATOB OKa3aauch KIMHUYECKN 3Ha-
4JMBIMM, TO €CThb BbI3bIBa/IN BHYTpuOonpHIYHYI0 nHpekuuio (BBM). C apyroit cTOpoHBI, NCCIeTOBAHS
B OHKOJIOTMYECKOM I[eHTpe IoKa3asy, uTo BBV BbispiBamu 114 (48%) us 237 usonaros. S. maltophilia nan-
0os1ee 4acTo CBsI3aHa C THEBMOHMEI, 0COOEHHO Y 00/bHBIX ¢ MB, HO MOXeT Tak>ke BBI3bIBATh IIMPOKUIL
Kkpyr apyrux BBV. Han6onpiee yncnio nHdeKIyit BCTpedaeTcsi B OOMbHUYHBIX YUPEX/EHUAX, I7ie PaKkTo-
pbl  pMCKa BK/IIOYAIOT 37I0Ka4eCTBEHHbIE OITYXOJIM, MICIIO/Ib30BaHNE [[eHTPAa/IbHbIX BEHO3HBIX KaTeTePOB
U ledeHne aHTuOMoTKaMu. B nccnenosannm 91 cinydas 6akrepremmii, BbI3BaHHbIX S. maltophilia, y 78%
00/IbHBIX OBUIN 37I0KaYeCTBEHHbIE OITYXO/IM, @ MCTOYHMKOM MHQEKIVY ObUI IIeHTPaIbHbI/ BEHO3HBII Ka-
terep. [lokasarenb cmepTHOCTM OT BBV B lanHOM mccnemoBanum coctaBui 38%.

HenaBHO onmcaHo HeCKO/IbKO HEOOBIYHBIX IIPOSABIeHNI MHQeKIVM, BbI3BaHHOM S. maltophilia. Tak, B co-
o61eHny 0 114 nHPeKUMAX U3 OHKOIOTMYECKOTO LIeHTPa TOBOPUTCS, YTO Y 17 60NbHBIX Hab/IIOfaMM MH-
dexiym cmm3ncToit 060I0UKM U KOXKHBIX TIOKPOBOB 1/M/yt MHGEKIY MATKOJ TKaHu, 6 MMeIu MeTacTa-
TUYECKVe 1Ie/UTIONINTDI, IPEACTAB/IBIINE COO0IT KOXKHbIE Y3/IbI C OKPY)KAIOIVIMM LIe/UTIONINTAMU, X OfUH
— MIOBpPEeXJieHVe B BUfie TaHTPEHO3HOI 9KTVMBI.

Kaxppit n3 paccmarpubaeMbix HOMO criocobeH BbI3bIBaTh Pa3BUTHE XPOHMYECKON THEBMOHUM Y 60/Ib-
HBIX ¢ MB, 1cxop KOTOpOIi, KaK IpaBujIo, HebmaronpusTeH ast 6ompHoro [10].

Muxo6axmepuu, He npunaonexcaujue k 6u0y Mycobacterium tuberculosis

B nocnegHme rofpl BO3pOCIIO KOMMYECTBO CTydaeB MH(puIpoBannsa 60mbHbIX MB MukobakTepysiMu, He OTHO-
caummucs K Buny M. tuberculosis (Nontuberculous mycobacteria (NTM)). VI3 MOKpOTBI ITAI[VIEHTOB BBIIETIS/IN
Mpycobacterium avium-intracellulare (MAI), Mycobacterium chelonei, Mycobacterium fortuitum [19]. Cpenu na-
nyeHToB ¢ MykosuciyposoM B CIITA 6axrepyyt NTM upentuduimposamm B 12,5% cay4aes, IpydeM Hau-
6oree yacto Boiersimu  Mycobacterium avium complex (MAC). Ha Bropom MecTe 110 4acTOTe BbICeBa ObUIN
Mpycobacterium abscessus [20]. OcOO€HHOCTBIO KY/IBTBMPOBAHMA MUKOOAKTEPUII AB/IACTCS UINTE/IbHBII Tie-
PMOTT POCTa Ha TIUTaTeNnbHOI cpefie JleBeniuTeitna-Vencena. Kpome toro, y 60mbHbx MB 06pasiibl MOKpOTBI
KOHTaMVHUPOBaHbI P aeruginosa v [pyrumy MUKpoopranusmMamu. Pekomenpyercsa o6pabaTbiBaTh 0Opasiibl
MOKPOTBI OT 60/mbHBIX MB 11 ycTpaneHns KoHtamyHaym repen mocesom 0,25% N-anerwn-L-uucrenHom
u 1% ruppokcunom Harpust (NALC-NaOH), a 3arem jo6asmsats 5% oxalic acid (OXA). Ocob6oe sHaueHme myist
UIeHTNUKALY ¥ TUITVIPOBAHYS STVX MUKPOOPTaHM3MOB VIMEIOT MOJIEKY/IsIpHO-TeHeTdeckue Metopsl (ITLIP,
MY/IBTWIOKYCHOE CeKBEHVPOBaHIe, CEKBEHMPOBaHe TeHoMa). /I TOYHO MOCTaHOBKY AMarHo3a HeoOXoxu-
MBI BbIfIeJIeHVIe KY/IbTYPbl MUKOOAKTepIil 11 Ja/IbHeliIlIee TeHeTIYecKoe TUIpoBanue [21].
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AHaspo6HbBIEe MMKPOOPTaHN3MBbI

Vicnonb3oBaHMe aHaA9POOHBIX KY/IbTYPaTbHBIX METOAMK YKa3bIBaeT Ha OOHApY)KeHVe B IbIXaTe/IbHbIX Y-
151X 6071bHBIX MB 6o0sblnoro 4ncna aHaspo6os [14, 22]. B uccnegoBanuy Tunney u coaBT. aHa9pOOHBIE
6aktepun, npexse Bcero Prevotella, Veillonella, Propionibacterium n Actinomyces, 6bUI1 M30MMPOBAaHBI B
64% 06pasoB MOKpOTHI y maryeHToB ¢ MB. Komonusanys P. aeruginosa fOCTOBEpHO MOBBIIIAET BEPOST-
HOCTb IIPUCYTCTBUS aHa9POOOB B MOKpoTe. CXOIHbIe aHA9POOHBIE ITAMMbI ObUIN OOHAPY>KEHBI B OPOH-
X0aJIbBEOJIIPHOI >KUAKOCTH Y feTeit ¢ MB. B 1ByX mccneoBaHusaX OKa3aHO, YTO MUKPOOPTaHM3MBI U3
popa Prevotella ocob6erno yacto BcTpedarotcs y 6onbpHbIX MB [22]. Bornee Toro, BbIcKa3bIBaeTCst IPEAINIONO-
KeHe 00 MX IPOBOCIAINTEIbBHOM JAeICTBUY, YTO IIOATBEPXKAAETCS PE3KUM YBeNMIeHIeM KOHIIEHTPALUu
[aHHBIX MIKPOOPTaHM3MOB B Iiepuof; 0b6ocTpenus. TeM He MeHee TOYHO OIPefeNNTh KIMHNIEeCKOe 3Hade-
HIIe 9TUX OAaKTepyil Ha CeTOfHs He MPEACTAB/ISIETCS BO3MOKHBIM.

4.2. ATropuT™M MUKPOOMOIOTNYECKOI TUATHOCTUKI XPOHNIECKOI
pecnupaTopHoOit MHPeKIun

Vnentuduxanus Bo3OyanTenei XpOHNIECKO pecIpaTOpHOi MHQEKINN AB/ISIeTCS BaKHEIINM 3BeHOM
B IIPOTHO3e JyIs1 )Ku3HM 60mbHOr0 MB. B cBsi3U € 3TMM B Hacrosiiee BpeMsi B 1aOOPATOPHON AMArHOCTUKE
VICIIO/Ib3YIOTCSI COBPEMEHHbIe MUKPOOMONIOryecKye, MONEKY/IIPHO-TeHeTUYeCKye ¥ MOJIEKY/IIPHO-0110-
JIOTMYeCKIie METO/BL.

[IpaBuabHass MMKpOOMOIOrMYecKast AMAarHOCTKA MOKPOTHI 00/IbHBIX MB 3aTpymHMTeNnbHA, TaK KaK MU-
KpoOHast ¢iopa AbIXaTeNbHBIX IYTell y TaKMX OOMPHBIX NPeACTaB/IeHa YaCcTO aCCOLMALVISIMI, @ HEKOTO-
pble MUKPOOPTaHM3MBI IPOSIB/ISIIOT aTUIINYHBIE J/IsI CBOETO Byjja (eHOTUIIMYECKIe CBOJICTBA, HAIIPUMeEpP
aykcotpodusle P, aeruginosa n SCV (small colony variants — ¢peHoTnn Menknx xononuii) S. aureus. Pas-
pabOTaHHBIT AITOPUTM MUKPOOUMOTIOTMIECKOI AUATHOCTUKY XPOHUYECKON pPeCIMpaToOpHOil MHPEKIUN
BKJIIOYAET HECKOIBKO 3TAIOB, MIO3BOJIAIOIINX PAlIOHAIBHO Y MAaKCMMa/IbHO JOCTOBEPHO IPOBECTU JiMa-
THOCTUKY CMEIIaHHOJ XpPOHNYECKOI MH(EKIINN TeTKIX.

Marepuanom npu nccnegosanvyt HJIIT y 6onbHpix MB ABnAOTCA MOKpOTa IpM Kallle, Ma3OK 13 3eBa
II0C/Te KalllIsl, TapMHTeaIbHbIN VIN Ha30(apuHTea/IbHbI acIMpaT, MHAYLVPOBAaHHAS TUIIEPTOHNYECKIM
PacTBOPOM MOKpPOTa, OpOHX0a/IbBEOJISIPHBII TaBaK, MaTepua LeTOYHON OMorcum mpy OPOHXOCKOINMN.

ITo pannbiM Equi et al., 9yBCTBUTETBHOCTD U ClIEIMPUYHOCTD pe3y/IbTaToOB II0CEBOB Ma3Ka 13 3eBa IIOCIIe
Kalll/IA II0 CPAaBHEHMIO C Pe3y/IbTaTaMy II0CEBOB CIIOHTAaHHOM MOKPOTBI COCTABNANT 34 1 100% cooTset-
CTBEHHO. YyBCTBUTENTBHOCTD ITOKA3bIBA€T IPOLEHT IOTIOKUTE/IbHOTO Pe3y/IbTaTa, HOMYYeHHOTO METOIOM
1I0CceBa Ma3Ka 113 3€Ba, II0 CPABHEHUIO C ITOJIOXKUTENTbHBIM Pe3y/IbTaTOM, IIOTyYeHHBIM IIPU ITI0CeBE MOKPO-
Tbl. CennpUIHOCTD IOKa3bIBAET IPOLIEHT OTPUIIATE/IBHOTO Pe3y/IbTaTa, IHOTYYeHHOTO METOJOM II0CeBa
MasKa 13 3eBa, 110 CPABHEHNIO C OTPUIIATEIbHBIM Pe3y/IbTaTOM, IOTYYeHHBIM IIpY IT0OCeBe MOKPOTHI [14].

YcTraHOB/IEHO, 4TO MI06as 3ajjep>kKa, B YaCTHOCTY XpaHeHMe Ipy KOMHATHOM Temieparype (20-25 °C),
IPUBOINT K YBEINYEHNIO KOMYECTBA OBICTPO PACTYLMX 6aKTepuil, YTO MOXKET IIPUBECTI K YTHETEHMUIO
POCTa MCTUHHBIX IIATOTEHOB, U, HA0OOPOT, XpaHeHNUe B XonogunbHuKe (4 °C) MOXKeT IPUBECTH K Inbenn
TepMOGUIbHBIX ITATOTEHHBIX MUKPOOPTaHU3MOB.

[lepen moceBOM MOKpPOTY IPEABAPUTENTbHO OTMBIBAIOT B CTEPUIBHOM M30TOHMYECKOM PacTBOpe HaTpus
XJI0pMJa I TOMOT€HM3MPYIOT MeXaHNYeCKUM (IepeMenBaHMe B TedeHye 10 MIH CTepyIbHBIMU MUKpPO-
Ononornyeckumu bycamu) i XuMmndeckuM (06paboTKa AUTHOTPENTOIOM) METOLIOM.

O6s13aTe/bHBIM /IS YCTAHOBJIEHVS AVIaTHO3a XPOHMYECKON MH(EKIVY, BBI3BAHHOI accolyalyeil Bo30yau-
TeJIell, IB/IAeTCA HeOJHOKPAaTHOe B TeueHe 6 MecALleB BbIfieJIeHVIe YMCTOI KYIbTYypPbl MUKPOOPIaHNU3MOB —
TaK Ha3bIBAEMBINI «30/I0TOJ CTAHAAPT». [109TOMY IIOCEB MOKPOTBI OCYILIECTB/IAIOT HA YHUBEPCAIbHBIE Cpe-
IbI — 5% KPOBSIHOM U LIOKOTAHbIN arapbl ¢ HaK/IaJbIBaHMEM Ha TOBEPXHOCTD JVICKOB C TEHTAMUIIVTHOM U
OIITOXVHOM Jy14 BbLABNeHus Haemophilus influenzae n Streptococcus pneumoniae v CeeKTUBHBIE CPEbI 1A
BbIftenienus S. aureus, P. aeruginosa, Bee, Candida spp., Enterobacteriaceae u HOMO (OKCA, neTpuMyaHbIii
arap, BCSA, Ca6ypo, 91p0).
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VpenTudukanmio 0oCHOBHBIX BO30yNTenel XpOHNIeCKOi MH(PEKIMY IPOBOJAT C/IERYIOLIIM 00pa3om:

MpenTndukammsa 3010TUCTOTO CTaPIITOKOKKA

Vpentndukanmio cTapmI0KOKKOB IIPOBOJAT Ha CEMEKTUBHO Cpefie — XenTouHo-coneBoM arape (JKCA).
Ha ocHoBaHUM QpeHOTUNIMYECKNX CBOVICTB — HAIMYNA MUTMEHTA Y JIEUTUHA3HO aKTUBHOCTY ILITaMMBI
CTapMIIOKOKKOB OTHOCAT K BUAY S. aureus. [I/11 MOATBEp>KAeHNS IIPUHAJISKHOCTI CTAapIIOKOKKA K BULY
S. aureus TakXe HeOOXOAVIMO VCIIO/Ib30BATh TECT Ha Koarynasy. JIeTUIMHA30I0M0KNTeIbHbIe CTaduIo-
KOKKI, XapaKTepU3YIOIIMeCs ITOI0KUTEIbHBIM TECTOM Ha KOarynasy, OTHOCAT K BUAY S. aureus.

Y 6onpHBIX MB BcTpevaoTcs aTunuyHble GOPMBI 30/I0TUCTOTO CTa(UIOKOKKA, KOTOpPbIe TPYAHO BBbIfie-
AT ¥ UAEHTUPUINMPOBATh OOIEIPUMHATBIMU METOAAMM BBYUJY VX 3aMefI/IEHHOTO POCTa U HETUIINYHBIX
TS CTAUMIOKOKKOB CBOVCTB. Takme aTunuyHble GOPMBI Ha3bIBAIOT MITAMMaMY C PEHOTUIIOM MEJIKUX KO-
nouuit (small-colony variant (SCV)). bakTepun MenneHHO pacTyT, B pesynbTare 4epes 48 4 pocta popmu-
PYIOTCA OYeHb MajleHbKue, 6e3 MUTMeHTa ¥ TeMonn3a KomoHuu, umeronine fried-egg-denotnn («anann-
IbI-[7IA3YHbW») VIV TOYEYHBIN (peHOTUI, pefko — MyKoupHbi peHoTHI. SCV-CTaQMIOKOKKM MMEIOT
TaK)XKe JIpyryue aTUINYHbIe, He CBOVICTBEHHbIE MeTA00/MNYeCK) HOPMAa/TbHBIM CTaQUIOKOKKAM CBOJCTBA.
MoryT OBbITH TeUTIHA300TPULIATE/IbHBIMY, CTa00 KOAry/1a3omnoIoKITeTbHBIMI, XapaKTepU30BaTbCA OT-
CyTCTBUEM (epMeHTa MAaHHUTO/A, AyKCOTPOHBIMU 10 TeMUHY, TUMUVHY I MEHAINOHY U XapaKTepu-
30BaTbCs BO3MOXKHOCTBIO BO3BpaTa B POAUTENbCKYIO GopMy. HacTo acconMmpyroTcs C MepCcUCTeHTHOM
nHpekuyert 1 06/1aal0T Pe3UCTEHTHOCTDIO K aHTHbOMoTNKam [10].

ITo manupiM Gomez-Gonzalez et al., pacnpoctpanenHocTs SCV S. aureus B KIMHINYECKNX 9K3eMITLIPax
cocrabjsieT npubnusuTenbHo 1%, a cpepu 60nbHBIX MB — 10 17%. SCV S. aureus Mo>XxeT 4acTO BbICEBaThCS
OT ITALMeHTOB, KOTOPbIE MTOTy4a/Ii TeHTAMULVH VIV PYTUe aMVHOT/IMKO3UABI [11].

JlaboparopHasi AMarHOCTMKA, ONpefe/ieHNe YYBCTBUTENBHOCTY K aHTUOMOTYKAM aTUIIMYHBIX OPM 30-
JIOTUCTOTO CTapMIOKOKKA MOTYT MMeTbh CyILleCTBEHHOE 3HaYeHNe [/ BBIOOpa TAaKTUKM aHTUMUKPOOHOI
Tepanuy cTadpuIoKoKKoBo nHekuyn y 60mpubx MB.

B pesynbraTe ImpoBefeHHBIX MCCIeRoBaHMit ObUIO BbisiBeHO 12 mrammoB SCV [14]. IIpu atom B 6 crrydasx
HaO/TIola/m CMellaHHyI0 MHpeKIyio ¢ P aeruginosa. YeTblpe u3 BbI/ie/IeHHBIX IITAMMOB ObII Pe3UCTEHT-
HbIMM 60JIee YeM K TpeM IpYIIaM aHTMOMOTHKOB, Y ABYX 13 KOTOPbIX BbLsiBIeH reH MecA. Iloatomy npu
BbIfle/IeHVM ITaMMOB ¢ SCV-(eHOTUIIOM He0OX0MMO MOATBEPANTD MIPUHAJIKHOCTD K BURLY S. aureus ¢ vic-
II0/Ib30BaHNEM MOJIEKY/IsIpHO-TeHeTideckux Metofos (IILIP, MLST) u nccnemoBaTh MX Ha aHTMOMOTUKOYYB-
CTBUTE/IbHOCTb.

ITpu mccnenoBaHmy aHTUOMOTUKOIYBCTBUTENBHOCTY 208 MITaMMOB CTahMIOKOKKOB UCKO-AUPPY3MOH-
HBIM MeTofoM mau ¢ nomoupio ATB-cTpunos (BioMerieux) 6p10 mokaszano [14], uro 31 (15%) mramm
YCTOMYMB K OKCAIVUUIMHY. 15 M3 3TUX IITaMMOB ObUIN KOAry/1a3oIo/I0KITeTbHBIMIA, YTO II03BOINIIO, YUU-
TBIBasA TaKXKe MUTMEHTOOOpa3oBaHNe 1 JIeUTIHA3HYIO aKTUBHOCTb, OTHeCTM X K MRSA, a ocTanbpHbIe
16 mTaMMOB — K METULIMJUIMH-PE3MCTEHTHBIM KOAry/lna3ooTpuiarenbHeiM ctapmnokokkam (KOC).

Il11s1 onipesenieHus yCTOMYMBOCTY CTAPUIOKOKKOB K METULIVJUIMHY 0OBIYHO UCTIONB3YIOT AUCKO-AUPPy3u-
oHHbIT MeTof, [23]. IIpuMeHSAIOT AUCKM ¢ OKCAIVUIIMHOM (1 MKT), Tak KaK OKCAI[VJIINH ABJIAETCS Hanbo-
Jiee CTAaOMIbHBIM aHTUOMOTUKOM TPy XpaHeHun. VieHTuduKanmio ocyiecTBIsoT B YCIOBUAX, CIIOCO0-
CTBYIOIIUX 9KCIIPECCUM YCTONUMBOCTH, @ UMEHHO Ha cpefie Mio/iepa-XuHToHa ¢ fo6asnennem 4% NaCl,
nHKyOupys vamku [lerpu B Teyenne 24 4 npu 37 °C. HexoTopble ncciefoBaTey IpefIaraloT IpOBOAUTD
nHKyOanuio B Tevenne 48 4 mpu 30 °C [23].

B cBA3M ¢ MMeroLeNica reTepOreHHOCTbI0 YCTOMYMBOCTY K METULIVJUIMHY PAJ, UCC/IEl0OBaTeNell PEKOMEH-
LYIOT IIPOBefieHNe VIeHTU(UKALUY TeHa MeCA MOJIeKY/IIPHO-TeHeTUYeCKVIMI MeTOfJaMM C MICTIO/Ib30Ba-
Huem ITHK-30H710B 1au ammmmdukanmei rena B [11P.

[Tpn BbIsAB/IEHUM Y CTa(PUIOKOKKOB YCTOMYMBOCTY K METMLVMJUIMHY AUCKO-AU((PY3MOHHBIM METOJOM U
uieHTH(UKALNM reHa mecA TeHeTYeCKMMI MeTOfjaMM TaKle IITaMMbl peKOMEeH/yeTcs fajiee TeCTUPO-
BaTh Ha YCTOMYMBOCTb K BAHKOMUIMHY, Tak Kak 60mpmmHCcTBO VISA 1 retepo-VRSA 06b14HO ycToium-
BbI K METULIVIIVHY.

HarnyoHanbHBI KOMUTET IO KIMHNYecKNM naboparopHbiM ctangapraM (NCCLS) ycranoBu, uto crapu-
JIOKOKKU, Y KOTOPBIX POCT MHIMOUpPYyeTcs 4 1 MeHee mg/ml BaHKOMUIMHA, SB/ISAIOTCS YYBCTBUTETbHBIMIA,
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8-16 mg/ml - ymepenHo ycroitauBbiMu 1 32 u 6omee mg/ml - pe3ucTeHTHBIMU. B cOOTBeTCTBUM C 9THMM
II0Ka3aTe/IIMU B INTEPaType YMEPEHHO YCTONYMBbIe K BAHKOMUIIVHY 1ITaMMbl S. aureus (MIC Bankomu-
nuHa = 8 mg/ml) o6o3HavaroT VISA, a pesucrentnsie (MIC = 32 u 6onee mg/ml) - VRSA.

BonpmmucTBo VISA-13014TOB IIepBOHAYA/IbHO BBIITIALAT B BUJE CMELIAHHO MOMY/IALUN, COCTOAIIEN U3
pasMM4YHBIX 10 Mopdomorny 1 MUrMeHTy KonoHuit. [Ipeo6nagaror 60bline, KpeMOBOTO 1{BeTa KOJIOHUY
U MaJIeHbKVe KOJIOHUY ceporo nBeTa. OfHAKO IIPM TeCTMPOBAHMUMU PasINIHBIX IO MOP(OIOrUM 1 1iBETy
KOJIOHUJI Ha YCTONYMBOCTb K BAHKOMMIIVHY OHM J€MOHCTPUPYIOT UAEHTUYHbIE TPOGUIN aHTUONOTUKO-
rpamMm 1 [JHK npu TecTupoBaHnu ¢ moMoIblo Imynbc-sneKTpodopesa.

Tax kak ctoco6HOCTD HOpMUPOBaHNUA OMOIITIEHOK ABJIAETCS CBOVICTBOM IITAMMOB, CHOCOOHBIX BBI3BIBATD
XPOHMYECKYI0 MHQEKIVIO, ONTYMA/IbHBIM /I MOTHOM XapaKTepUCTUKM LITAMMOB SABJIAETCS OIIpefere-
Hle CIIOCOOHOCTM K (POPMMPOBAHMIO OMOIIEHOK IITaMMaMU 30/I0TUCTOTO CTaUIOKOKKA. Bpmo n3yde-
HO ¢opmupoBaHue O6uoIIeHOK y 106 mraMMoB CcTaduIOKOKKOB, BbIIE/IEHHBIX OT 60mbHBIX MB [14].
/3 106-TV1 M3y4eHHBIX IITaMMOB y 16 (16,9%) Habmoanu BIpa)KeHHYI0 CIIOCOOHOCTD K (POPMIPOBAHNIO
6nomnenkn, y 54 (57,2%) - ymepeHHyo, y 36 mtamMMoB (38%) — HU3KYIO.

Takum o6pasom, i TOYHO UeHTUPNUKALMY BULOB CTadUIOKOKKOB HEOOXOMMO UCIIONb30BAaTh KOM-
IUIeKC 6aKTePUONIOrYeCKUX, OMOXMMIYECKIX, MOJIEKY/ISIPHO-TeHE TUYeCKIX METO/OB.

Vpentundukamna HeepMeHTHPYIOINX IPAMOTPULaTeTbHBIX MUKpooprannsmos (HOMO)

Unentndukanus Pseudomonas aeruginosa

Pop, Pseudomonas (sensu stricto) Bxmodaer 11 Bumgos. Ina 6onbHbix MB Hambo1ee sHauMMbIM ABIAEeTCA
Pseudomonas aeruginosa.

TumnyHble M301ATEl CMHETHOMHON IMA/OYKM UAEHTU(PUUMPYIOT 110 TaKUM CBOJCTBAM, KaK IUTMEHTO-
o6pas3oBaHye, TIOIOKUTENbHBIN TECT HA OKCKAA3Y, pocT npu 42 °C, XapaKTepHBbIil 3eM/IIHUYHBIN 3aIlax,
pocT Ha LeTpuMuiHOM arape. [Ipu aTom ot 6071bHBIX MB ¢ XpOoHUYeCcKOIt CHETHOTHON MH(]eKIelt 4acTo
U30/IMPYIOT aTunu4Hble GopMbl P geruginosa, KOTOpble TPYAHO MAeHTU(PULUMPOBATh 0e3 NMpUMeHEeHUs
MOJIEKY/IIpHO-TeHeTin4eckux Metozios (IT1IP) [24].

ITceBIOMOHABI XOPOIIO PACTYT Ha CTAaH/JAPTHBIX Ta00PATOPHBIX CpefaX, TAKMX KaK TPUITUKA3HBIN coe-
BBI arap ¢ 5% 6apaHbeli KpOBBIO VIV LIOKO/TAAHBII arap. IlogoOHas cpea MOXKeT OBbITh MCIIO/Ib30BaHA [/Is
BBIJIe/IEHVISI MUKPOOPTaHN3MOB 113 KIMHNYECKNX IIP00, HapuMep IepeOpoCcnHaIbHON XUAKOCTH, TKa-
HEBO >KUAKOCTY VIV XKUIKOCTY TIOC/Ie IepUTOHEa/IbHOTO AMAaIN3a, KOrja Haubojee BepOATHDBIM SABJIACT-
Cs1 BBIJleTIeHMe CMeIIaHHoN ¢ropsl. [l Beigenenus P aeruginosa n3 o6pasijos, cofep>Kaliyx CMeIIaHHYIo
¢ropy, ncnonb3yroTcs ceneKTUBHbIE cpeabl. Arap MakKoHkny — Hanbomee 4acTo MCHoNb3yeMas CeleKTB-
Has cpefja JyIs BbIJeeHNsA OONbIINHCTBA IICEBJOMOHA/I, BK/IIoYasl MYKOV/JHbIE IITaMMbI P. aeruginosa ot
6onpHBIX MB. CenekTuBHBIE Cpefibl, COflep>Kalliyie CeeKTYBHBIE areHThl, TaKle KaK e TPUMIJ, alleTaMI/,
HUTpOodypaHTOUH U 9-x710p-9-[4-(aMaTmnammuuo)-pernn]-9,10-gurnapo-10-peHnnaKpuane IrugpoxIo-
pup (C390), Taxxe MOTYT OBITH MCIIONIb30BAHBI /1A M3OALUY P. deruginosa M3 KIMHUYECKUX 00pasIioB
1 06pasIioB OKpy>Katomeit cpensl [14, 22].

BonpmmuacTBO M3011ATOB P. deruginosa nerkKo paclo3HAIOTCA Ha IEPBUYHON NNUTATEIbHON Cpefie Ha OCHOBE
MOPQOTOrMYEeCKUX XapaKTePUCTUK KOJIOHWI, IPORyKumy Ay PyHaMpyIolIero MMrMeHTa, a TaKXKe Xapak-
TEPHOTO 3allaxa KY/IbTYPBI «3eM/ITHIYHOTO MBIIa», WM, KaK €r0 XapaKTepu3yIT 3apyOexKHble MUKPOOMO-
JIOTH, 3alIaxa «BUHOTPAJia WM 3epHa TaKo». KOOHMM 0OBIYHO MMEIOT IIOCKYIO IIOBEPXHOCTD U CKIIOHHOCTD
K II0/I3y4eMy pOCTY, HEPOBHBIE Kpasi ¥ MeT/UINYEeCKUI1 671ecK, KOTOPBIN 4acTo CBA3aH ¢ ayTomusoM. Cyte-
CTBYIOT M ApyTUe BU/BI KOJIOHWIT, BK/TIOYAIOIINe T/IafiKue, Ko OpMHbIe KOJIOHWM, a TAKXKe CIM3UCThIe, Kap-
JIMKOBBIE ¥ MyKOU/HBIe (POpMBI. MyKOMIHBIN BapMaHT KOJIOHWII ITpeobrajjaeT B 0Opasiax U3 pecnmparop-
HOTO TpakTa 6ombHBIX MB. P. aeruginosa mponyuupyeT LeIblil pAf BOZOPacTBOPUMBIX IMIMeHTOB. Korzma
IVIOBEPJIVIH COYETAeTCA C TOMyOBIM BOJOPACTBOPYMBIM IMUTMEHTOM (PeHa3VHOM, MMOLIAHVH IIpHoOpeTaeT
CBET/IO-3€JIEHBIN IIBET. DTOT MUKPOOPIaHM3M TAKKe MOXKET IIPOAYLIIPOBATh OAVH 13 IBYX BOIOPACTBOPH-
MBIX INTMEHTOB: NNOPYOpUH (KPacHbIN) WV MVOMe/TaHVH (KOPUYHEBBIN VN YePHO-KOPUYHeBbIN). VneH-
tuduxanua P. aeruginosa MoxxeT ObITb NOATBEP>KeHa Ha OCHOBAHUY TIOJIOKUTETIBHOTO TeCTa Ha OKCH/As3Yy.
MoryT TaKxxe BCTpedyaTbcs OeCIMIMeHTHBIe INTaMMBI P, aeruginosa, 04eHb 4acTO 3TO MITAMMBI C ITOBBIIIEH-
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HBIM COfiep>KaHMeM MYKON/A, BbIfie/leHHbIe 3 CeKpeTa peCcHMpaTOpHOro Tpakra 6onbHbIXx MB. Ha mpakTuke
o6Hapy>keHJe MYKOMIHBIX IITAMMOB, IPEACTAB/LAIOIINX CO00I IPaMOTpULINTEIbHbIE HeepMEHTUPYIOLe
IIIOKO3Y TIaJIOYKY, BbIJje/IeHHbIe 3 00pa3LioB peCcIMpaTOPHOro TpakTa 60/mbHBIX MB, sBIsfeTca pocTarod-
HBIM /1A UfieHTU(UKaIMy TAKOTO MMKPOOpraHm3Ma, Kak P. aeruginosa. OfHako ecnu BbifjendeTcss becrur-
MEHTHBII IITaMM, HEOOXOAVMO HMPOC/IEANTh OCHOBHbIE OMOXVMMIYECKVE XapaKTePUCTUKM, BKIIOYass pOCT
npu 42 °C, rufiponms alleTaMIfa, pegyKIMio HUTPATOB ¢ 00pa3oBaHueM HUTPOTeHHOTO Tasa.

3HauMMbIM IPU3HAKOM A1 P. aeruginosa, Kaxk M JJIA OCTAJIbHBIX IpefCcTaBuTeNell HehepMEeHTUPYIONINX
OakTepuii, AB/AETCA NIPUPOJHAS YCTONYMBOCTD KO MHOTYM aHTMOMOTHUKAM, YTO, BEPOSITHO, 00YC/IOBI/ICHO,
C OJIHOJ CTOPOHBI, T€M, YTO JI/I1 MHOTMX MUKPOOPIaHM3MOB OCHOBHOM SKOIOTMYECKON HUILEN ABIAETCA
no4Ba (a cpefy MOYBEHHBIX MUKPOOPTaHM3MOB M3BECTHO [OCTATOYHOE YMC/IO IITaMMOB-IIPOAYLIEHTOB
aHTUOMOTUKOB), a C APYTOIl — MHOrOOOpasyeM y 9TUX IpefCcTaBUTeNell pas/IMYHbIX BHEXPOMOCOMHBIX 3JIe-
MeHTOB (I1asmuf, 6akTepnodaros), ClOCOOHBIX HECTH B COCTaBe F€HOMA JieTepMIHAHTHI JIeKapCTBEHHOI
YCTOMYMBOCTM.

VccnenoBanue 4yBCTBUTENBHOCTY INTAaMMOB P deruginosa, BbIfeneHHBIX OT 60mbHbIX MB B Poccumiickoit
Depepanum, ¢ MOMOIIBIO TeCT-cucTeMbl ATB 1 mycko-mnd ysnoHHbIM MeTOIOM IOKa3ao, 4To 100% mTam-
MOB P, aeruginosa ObUIN 4yBCTBUTENbHBI K KOMUCTHUHY, 85,5% — K LedTasupumy, 82% — K MeporeHemy, 71%
IITAMMOB — K MIMUIIEHEMY, a37IOLVIINHY, TeBO(IOKCALHY U TOOpaMULIMHY, 75% IITaMMOB — K orokcanu-
HY U [unpo¢IoKcaunHy, 97% — K IuIepanyuInHy + Tazobakramy, 92% — nunepanyuingy [14].

82% mmTaMMOB P. aeruginosa ObUIM YCTOMYMBBI K aMIALVIINHY-CYyIb0aKTaMy, 79% — K KO-TPMMOKCA30-
1y, 79% - k nedotakcumy, 62,5% — K ne@Tpuakcony u 83% — K TeBOMMLIETUHY.

OpnHako IpM a3pO307IBHOM IIyTH HOCTABKM aHTMOMOTUKOB JIEKAPCTBEHHOE CPEACTBO IOMAfjaeT Herlo-
CPeICTBEHHO B MpocBeT OponxoB. IIpy sToM B OpOHXMATBHOM CEKpeTe CO3JAITCA BBICOKNE KOHIIEH-
Tpaluy IpenapaTa Ipy HU3KOM UX YPOBHE B CBIBOPOTKE KPOBM, YTO JA€T JOIOTHUTEIbHbIE BO3MOXKHO-
CTHU /1A TIPeO0/IeHN YacTo HabmogaeMoli pu MB  aHTHO6MOTHMKOpe3ucTeHTHOCTH. Tak, IpuMeHeHne
ToOpaMMIMHA [IA MHIAAANUI Yy 601bHBIX MB onpaBfaHO ¢ TOUKM 3peHMsA HOKa3aTeIbHOM MefUIVHbI
M PeKOMEH/IOBAaHO MEXAYHApPOJHBIMU I OT€4eCTBEHHBIMM PYKOBOJCTBAMM IO JIeUEHNUIO MH(EKIUN jIeT-
KIX, BbI3BaHHOII Pseudomonas aeruginosa.

Upentndpukamua n puddepennmanua 6axrepuit Burkholderia cepacia complex

Vnentndukaims 6akTepmii KOMIUIeKca Bcc  sB/IsIeTCss MHOTOSTAIHOM ¥ €VHCTBEHHON B IPAKTHKe, ITie
HeoOXomyMa KOMOMHAIysi — (DeHOTMIMYECKMX ¥ TeHOTUIINYECKMX METOMIOB, T.e. JICIIO/Ib30BaHMe IOJIN-
¢asHOrOo TaKCOHOMMYEcKoro nopxopa. Ha 1-m srame i1 Bbimenenusa Boc m3 o6pasia oCyliecTB/AOT HO-
CeB Ha CeNeKTUBHYIO cpenmy. s BbimeneHus OGakrepuii koMmiviekca Bcc m3 Mokpotsl 60mbHBIX MB Ham-
6onnee onrumanbHbIM siBsteTcst BCSA (Burkholderia cepacia complex selective agar) - arap, copepkarimit
1% makTo3pl, 1% caxaposbl Ha OOOTAILIEHHOJ OCHOBE KaseyHa U JPOXOKEBOr0 3KCTPAKTa ¢ JoOaBlIeHMeM
600 E/1/mn nomuvukcyza B, 10 MKr/m renTammiyza u 2,5 MKI/Mi1 BaHKoMuIvHA. Ha aToii cpefie pacTyT mpenmy-
IeCTBEeHHO OakTepuy koMIyiekca Bec, Ho Hapsy ¢ Humm MoryT pactu B. gladioli, Bupel Ralstonia v S. maltophila.
ITocre BofieneHst OaKTepuit Ha CENEKTUBHOI Cpefie HeOOXOMIMO OCYIIeCTBUTD MX UACHTUIKALNIO C T10-
MOIIBI0 MOJIEKY/IIPHO-TeHETUYEeCKMUX METOAO0B. MOIyT MCIO/NIb30BaThCA U PYTHE JOTIOTHUTE/IbHBIE Te-
CTBI: OIIpefie/ieHle TeMOIUTUYIECKOI, IIPOTeasHol aKTUBHOCTH, CIIOCOOHOCTY 00pa3oBaHys OMOIIEHKN.
Ha coBpeMeHHOM 3Tare A/ TUIIMPOBAHUSA WCIIONb3YeTCS METOJ, MY/IbTVIOKYCHOTO CeKBEHUPOBAHUA I
CeKBeHMpOBaHMs reHoma [3, 14, 17, 18].

YcTOoMYMBOCTh K aHTUMUKPOOHBIM Ipenaparam

V3 aHanm3a aHTUOMOTHMKOTPaMM LITaMMOB Bcc [36], BbiieieHHbIX OT 67 GONBHBIX feTeit oT 5 1o 17 mer u ot
38 B3pOC/IBIX OOMBHBIX, B IIPOLIECCE MHAMIYECKOTO HAOMIOeHNsI BBIB/IEHO, YTO BCE ILITAMMBI  SIBJIIIOTCS
MY/IBTHPE3VICTEHTHBIMI. YCTAHOBJIEHO, YTO aOCOIIOTHO BCE IITAMMbI PE3UCTEHTHBI K aMMKALMHY, T€HTaMM-
LVHY, TOOpaMuLMHY U uMuIieHeMy. K Ko-TpyMoKcasony pesucteHTHbI 88,6%, K xmopamdennkomny — 58,7%, k
negenmMy — 80,8%, k medornepazony — 76,5%, k uumnpodokcanuny — 85,5%, k nedrpraxcony — 60,8%. Huskuii
IPOLIEHT Pe3VICTeHTHOCTY OBUI BBLABJIEH 10 OTHOIIEHVIO K MeporieHeMy 1 Liedprasupumy — 14,1 n 17,9% cootser-
CTBEHHO, 71,8% IITaMMOB ObUIVI YYBCTBUTE/IBHBI K IiedTasuaumy, 56,4% — k meporeHeMy, 90,9% mrrammoB Bec
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OBUIV YyBCTBUTETBHBI K KOMOVHMPOBAaHHOMY aHTMOVOTVKY IIUIIepalMHy-Tazobaktamy. [Ipu uccienosanmm
YyBCTBUTENIBHOCTY K aHTVMVKPOOHBIM IIperapaTaM TakKe YCTaHOB/IEHO, YTO BCe LITAMMBI ITIOMPE3NCTEHTHBI K
5 aHTMOMOTMKAM: IMUIIEHEMY, KO-TPYMOKCA30/1y, TOOpaMMUIMHY, TEHTAMULIVIHY ¥ aMUKALIVHY, YTO MOYKET CBU/IE-
TE/IbCTBOBATh 00 VIX TOCINTAIBHOM IIPOVCXOXK/eHNN. TakuM 06pa3oM, MO>KHO CeIaTh 3aK/II04eHe, YTO B IIPO-
1iecce JledeHyIs LITaMMBI IPHUOOPETAIOT YCTOMYMBOCTD K aHTUMUKPOOHBIM IIperapaTaMm, 4To JelaeT BO3MOXKHBIM
JUTUTEBbHYIO TIePCUCTEHIVII0 MAKPOOPTaHM3Ma I IIPEeIATCTBYeT SpafuKaiyy Bo3oyaurens. Hamo orMeTnts, 4To
JAQHHBIE QHTVOVMOTHKOTPAMM, TIOJTyYeHHbIE B pe3y/IbTaTe VICCIEOBAHYIA ifl Vitro, MOTYT He OTPa>KaTh «VCTVHHO»
qyBCTBUTENIBHOCTY BO30OYAMTEIIA B YCIOBUSAX i vivo. TecT onpeyenieHns aHTMOMOTHKOYYBCTBUTEIBHOCTI MOYKET
3aBJICETDb KaK OT CBOVICTB CAMOT0 BO30OY/IUTe/IA, B T.4. U1 OT CHOCOOHOCTY 00pa30BBIBATh OMOIUIEHKY, TaK Y1 OT YC/IO-
BUII €T0 KY/IBTVBUPOBaHNA. 3apyOeXXKHbIMY aBTOpamu [37] 6bU10 1oKasaHo, 4to mmpy vccnefosany 101 obpasua
MOKPOTBHI 113 K&XKZIOro 06pasija 6bU10 BbIfie/ieHO 110 4 Mop¢oTHIIa KOIOHMI OfHOTO TeHoTuIa P, aeruginosa. Cpemy
OftHOTO MOP(OTHIIA IIPAKTITIECKY KK/IAs KOJIOHVIA VIMe/Ia aHTVOMOTYKOTPAaMMY, OT/IMYHYIO OT APYTVIX KOJIOHWIA
onHoro Mopdotumna. 48 Komouuit P aeruginosa, BbIfie/IeHHBIX U3 OFHOTO 00pasiia MOKPOTBI, MMeNV pas3/nyHble
aHTHOMOTHKOrpaMMbl. OfHAKO IPUBEIeHHbIE BBIILIE JAHHBIE HE OTPULIAIOT, & IIOATBEP>KIAI0T HEOOXOIMMOCTb I10-
CTOSIHHOT'O MOHUTOPYHTA aHTMOMOTIKOIYBCTBUTEIBHOCTY IITAMMOB MUKPOOPTaHM3MOB Y 60bHbIX MB.
Tounas upentudukanyss HOMO ot 6onpHbIx MB  siBisieTcss Hambomnee cnoxxHoi 3aadeit. O4eHb 4acTo
HEeTUIYHbIE 110 PEeHOTUIINYECKNM CBOVICTBAM MUKPOOPTaHM3MBI OIIMOOYHO MOTYT JMAaTHOCTVPOBATHCS
KaK Ipyrue BUABI MUKPOOpraHn3MoB. JIoxxHas naentudukanusa P aeruginosa vy Bec MoxkeT MeTh He-
KeJTaTebHbIe IIOCTIECTBIA, BeAyIyie K BBIOOPY HeNPaBM/ILHOM Tepanuyt ¥ M30/IAINM allYieHTOB.
Hanpumep, B npoBefieHHOM uccaegoBanuyu [14] gBa mramMma aTunuvHoit P aeruginosa n gBa mram-
Mma A. xylosoxidans 6pimn HenpaBuapHo upeHTudUmposansl API 20NE kax Bcec, 12 mrammos Bec
onoxnmmdeckumu tectamu (LaChema) 6buin HenpaBuibHO UAeHTHPUIMPOBaHbI Kak gpyrue HOMO.
Oxkorno 3,4% uTaMMOB OMOXMMUYECKMMM TeCTaMy He yHanoch maeHTuduumposats Boobuie. s
OKOHYATe/IbHOJ TOYHOI MAEHTUPUKALVY ObIIN VICIIONTb30BAHBI MOJIEKY/IAPHO-TeHeTHYeCKie METOMBI.
Kiska et al. mokasanu B cBoei pabote, 4To To4HOCTb UpeHTUUKaUU HOMO uyeTbIpbMs pasnInIHBIMU
KOMMePYeCKUMU TeCT-CUCTeMaMM cocTaBysaeT 57-80%, a TouHOCTDb npeHTUPUKanyy Beec — 43-86%. [Tpn
aToM Bce TecThl upeHtudunupoan HOMO, ne sasnsrommecs Bee, kak Bec [25].
B cBsasu ¢ asTuM Metopnsl, ocHoBaHHble Ha I111P, B wactHOCTH III]P-real-time, MoryT 6bITh He3aMEeHVMBIMMI
B CJIOKHBIX CUTYyalMAX.
Jns rounoi npenTuuKanyy Bcc Heo6xoauMo coOM0aTh CIEeAYIOIYI0 CXEMY:
e TI0CEB MOKPOTHI Ha 5% KpoBsAHOII arap, BCSA ¢ ganbHeinM BblfIe/IEHNEM YUCTON KYIbTYPbI;
e JICCNIETIOBAHVE YMCTON KY/IBTYPBl MOJEKY/IsApHO-reHeTndeckuMu Metopamu: I111P Ha recA-rewn [16];
e JICCNIE[IOBaHVE MOKPOTBI MOJIEKY/IPHO-TeHeTUYeCKMMI MeTofiaMu [26];
o BHacTosAllee BpeMsa MoryT ucrnonbzoBarbcss MALDI-TOF (Matrix Assisted Laser Desorbtion-Ionization
Time of Flihgt), macc-cnekTpomeTpus.

HNoenmugpuxauus Achromobacter spp.

Ouenb vacto A. xylosoxidans, A. ruhlandii 1o>xHO FMAarHOCTUPYIOT KaK Bcc B cBA3M ¢ peHOTUIIYECKUM
cxofcTBOM ¢ Bee mpu KynbTuBMpoBaHuy Ha 5% KpoBsiHOM arape 1 pocTtoM Ha BCSA - cenekTuBHOI A1A
Bcc cpepe. [lna mopTBep)kaeHusA MpUHANIEXKHOCTH OakTepuu k Bupy A. xylosoxidans nHeobxomumo nc-
nonb3oBarhb TecT-cucteMbl API 20 NE (BioMerieux) u IILIP mna Berasrenus nokyca B 16S pIJHK co
crierudmaeckumy npaitmepamu AX-F1 n AX-B1 [14, 27].

Hoenmugpuxauus anaspo6noii ungexuyuu

B pesynbrare mporneccoB B 1erkux npy MB, npuBopAIMX K HAPYLIEHNIO MYKOLV/IMAPHOTO OYMILIEHNS, HApY-
IIAeTCs Ta3000MeH B JIETKUX Y MOTYT CO3[aBaThCsl aHA9POOHbIE YC/IOBVS, YTO CIIOCOOCTBYET BO3HMKHOBEHIIO
aHaspo6HOIT nHpexiym. ViccnenoBanys mokasam [14], 4To IpuYMHOI /IeTOYHOI MHQEKLMI MOTYT OBITH TaKXe
aHadpOOHBIe MUKPOOPraHM3MBL. Y 2 JieTeil KIaccudecKyie 6akTepuoiorndeckie MeTObl He TTO3BOMIWIN VIIeH-
TduIMpoBaTh BO30ymuTers erouHoit mHpexiym. I1pu rccmenoBany MOKpOTHI ¢ noMorpio TTITP-real-time
OBV BBIAAB/IEHBI aHA9POOHbIE MIKPOOPraHNM3MBL. 1711 BBIpalVIBaHVA U MAeHT( VKAV aHa9pOoOOB HeOOXOu -
MBI CIIelVa/IbHble aHa9POOHbIe yenoByst (aHaspocTat). [Ipy 0TCyTCTBIY aHA3pOCTaTa METOIOM BBIOODA SIB/IAETCS
[TI]P-real-time, ¥1crIONB3ys KOTOPYIO MAEHTUPMKALNA aHASPOOOB BO3MOYKHA HETIOCPEICTBEHHO B MOKPOTE.
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4.3. ONNAeMNONOTNA XPOHNIECKON pecnupaToOpHOi MHPEKIuNn y 60TbHBIX
MYKOBUCIIMZ030M

Victounnk nHpexmm

Oxkorno 40% 300pOBBIX /TI0el ABIAITCA HOCUTENAMMN S. aureus Ha TiepeiHell IOBEepPXHOCTY HOCOBBIX XO7I0B
U Ha KOXe. B cBA3M ¢ 9TMM Ba)KHBIM MCTOYHMKOM XPOHMYECKON MHQEKIIVI, BBI3BAHHOI 30TIOTVCTBIM CTa-
(bIIIOKOKKOM, MOTYT OBITh 3TOpOBBIE JINIIA, BKIIIOYass MeJIIepCOHAI, YWICHOB ceMell 601bHbIX MB, u nuia,
¢ KoTopbIMU ob11aeTcst 6ombHON MB. VicTouHNMKOM MH]EKINMM MOXKeET ObITh TaKXKe BO3AYX MEUIIMHCKIX
TIaJIaT, )XMJIBIX KOMHAT, B KOTOPBIX MOXeT LUPKYIMpoBaTh S. aureus. Oco6y0 OMaCHOCTD IPeCTaB/IAI0T
MeTUIVJUINH-YCTOYMBBIE IITaMMBI 30/I0THCTOrO cTadiiokokka (MRSA), KoTopble CBU/IETEIbCTBYIOT, C
OJIHOJI CTOPOHBI, O IpMoOpeTeHNN 6OTBHBIMMU TAKVX IITAMMOB, BEpOsITHEE BCETO, B OO/IbHMUIIE, a C APYTOIt —
0 po6eMe BbIOOpa aHTMMUKPOOHBIX IIPeNapaToB IS Te4eHN s XpOHMYecKoit nHpekunn, Tak Kak MRSA,
KaK IIPaBUJIO, YCTOMYMBBI KO MHOIMM aHTHMOMoTHKaM [28]. CoobijaeTcsi 0 BO3MOXKHOCTH Tepefauy MRSA
nanyeHTam ¢ MB ot nur 6e3 MB (HanpuMep, MefliepcoHaa, pOACTBEHHIKOB) VTN APYTUX MAIVIEHTOB C
MB. Ilo gaHHBIM POCCUIICKMX UCCIefoBaTeneli [14], cpeny mrTaMMoB S. aureus, BBIIE/IEHHBIX U3 MOKPOTBI
6onmpHBIX ¢ MB, momsa MRSA coctanser okono 20%. IIpegBapuTenbHble pe3yIbTaThl MOTEK/ISAPHO-TeHe-
TUYECKOTO TUIIMPOBAHNA CBUIETENLCTBYIOT O TOM, 4TO OIpefe/ieHHad 4yacTb mTaMMoB MRSA aBnsaoTca
BHYTPMOO/IbHIYHBIMY IITAMMaMI, TOTa KaK IPyTVe, BEPOSATHO, MMEIOT BHETOCIINTA/IbHOE IIPOVICXOXKIe-
Hye. VIHpuIupoBanye BHYTPUOOTbHUYHBIMY IITAMMAaMM CBUETEIBCTBYET O TOM, YTO TOCIIMTA/IN3ALNA,
XUpPyprudeckyie BMeNIaTe/lbCTBa, UCIIOIb30BaHNe KaTeTepOB MOTYT OBITh (paKTOpaMM pUCKa PasBUTHA
XPOHMYECKOIT pecMpaTopHOit MHpeKIyy y 60mpHbIX MB.

P, aeruginosa Taxxe IpUCYTCTBYeT Ha Koxke 10-20% 3HOpOBBIX HOCKTeIEH, KOTOpbIe MOTYT OBITh ICTOYHN-
KOM XpOHMYecKolt MHpekuyy y 60nbHbIX MB, BbI3SBaHHOI TaHHBIM MUKpOOpranusmMom [29-31]. Opxako
He VICK/TIOYaeTCs ¥ BO3MOXKHOCTD 3apa)KeHNA OOJIbHOTO B pe3y/IbTaTe KOHTAKTOB C PACTEHVAMM U IJIOfia-
MM, KOTOpPbIe MOTYT OBITh KOJIOHU3VPOBAHBI CTHETHOIHOJ IIaJIOYKOIL. 3arpsi3HeHHbIe BOJHbBIE ICTOYHIKI,
CTOYHAs CUCTeMa CTAL[MIOHAPOB (PaKOBUHBI, Tya/IeThl, AYLIEeBbIe), MEAUIIVIHCKIE YCTPOIICTBA, COflepKaliye
BOJY, MOTYT OBITb pe3epByapamu P. aeruginosa v IpUBOANUTD K MHOUIVPOBAHNUIO JIETKMX 0ONMbHBIX MB.
YcTaHOB/IEHHAs B HEKOTOPBIX VICCTIEIOBAHNAX MIACHTIYHOCTD IITAMMOB B BOZOIIPOBOJHOI Bofe 11 Y 60JIb-
HBIX NIO/ITBEP>KaeT BO3MOXKHOCTD IIepefiadyl GaKkTepuil 13 BOOIPOBOJA MAlMeHTaM U Hao6opoT. B cra-
[[MIOHapaxX He MCK/IYAETCA POIb PYK MESUIMHCKOIO IIEPCOHAA, a TAKXXE BO3/IyXa IajiaT B KOJTOHMU3AL N
nerkux 60mbHBIX MB [32-35]. Takum o6pasom, nHuImpoBaHme P. aeruginosa MpoVCXOANUT KaK MPSIMBbIM,
TaK Y HEIIPAMbBIM KOHTAKTHBIM U BO3IYIIHO-KaIle/IbHBIM ITyTeM. [ocnuTan3aanysi, KOHTaKThbI ¢ 60/IbHBIMU
MB, naduimpoBanHbIMI P. aeruginosa, MegVIMHCKOe 000pyIoBaHMe, KOHTAMUHIPOBaHHOE P, aeruginosa,
CO3[IAI0T BO3MOXXHOCTM /1 MHUIMPpoBaHuA 601bHEIX MB. B Bofie, Kak ¥ BO MHOIMX pacTBOpaX, IIpyMe-
HsAEMbIX B MeINLIVIHE, P. aeruginosa MOXeT COXpaHATbCA 10 1 rofla mpu KOMHaTHOM Temneparype. Boma B
OaccelfHax, 3arpA3HeHHasA BO30yAuTeIeM, ABJIAETCS MAeaIbHON Cpefoil Iy pasMHOXKeHnA P, aeruginosa n
OBITb MCTOYHMKOM 1A 3apakeHnsA. IIpy MO/IeKy/IApHO-TeHeTUIeCKOM TUIIMpPOBaHUM P aeruginosa Bbl-
ABJIEHDBI KaK JOCTaTOYHO 3HAYNTE/IbHbIE V/IEHTUYHbIE T€HOTPYIIIIBL, TaK M OTAEbHbIE TEHOTUIIBI IITAMMOB
P. aeruginosa, 4T0 CBUJETENBCTBYET O Pa3sHOOOPA3NM MICTOYHMKOB 3apakKeHNs OO/NbHBIX, B T.4. B TOCIINU-
TaJIbHBIX YCIOBUAX.

baxTepunu Bcc, HacunThIBaromye B HacTosmee BpeMs 20 BUIOB, OOMTAIOT B TOYBe U pacTeHnAX. OHU BbI-
3bIBAIOT 3a00JIeBaHNe — THIIb y JIyKa. VIX pacipocTpaHeH1e BO BHEIIHEN Cpefie, CBA3aHHOI ¢ 0OMTaHMeM
Je/I0BEKA, OCTAeTCA HEIOCTATOYHO M3y4eHHBbIM. bakTepyy Bec MHOra BBIABIIAIOT B KIVHMKAX Y OOIBHBIX
C paHeBOJT MH(EKIVe, HO OIpeie/IeHHYI0 TPOITHOCTb OHY UMEIOT y 60/bHBIX M B 11 BBIfIesAI0TCA OT 6071B-
HBIX C XPOHMYECKON MHPpekumeir B 3-5% caydaes, a B Halllell CTpaHe Yallle, ¥ y TOCINUTaIN3MPOBAHHbBIX
60nmbHBIX B 55% cnydaeB. Ilo pesynbraTaM MHOTOJIETHUX MCCIIeHOBaHMII B oTAeneHuy nepuarpuy PIKD
MO>KHO IO/IaraTh, 4TO Iiepefada B. cepacia complex B cTaljuoHape OCYILIeCTB/AETCA OT MAlMEeHTa K ITaIy-
eHTY M YTO XpOHMYecKas MHQEKUNsA, BbI3BaHHAA JAHHBIM BO30OYANUTeNIeM, SB/IACTCA TUIINYHON BHYTPU-
00nbHIYHOT MH(EKIMelT B CBA3Y C TeM, YTO B CTAI[VIOHAPe IIOCTOSTHHO BBIAB/IACTCS OJVH I'€HOTHII Y IIPO-
C/IeXMBAETCsI KTIOHAJIBHOCTD 1ITaMMa B. cenocepacia — renomoBapa 3A [4, 17, 18].
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B 1e/10M BbIsIB/IEHNE MICTOUHUKOB, IIyTell Ilepefiadn U pe3epByapoB MHEKIVN IIpefCTaB/sAeT cO00it TPy -
HYIO 33/ja4yy, TaK KaKk TpeOyeT IpoBefieHNsI IOCTOSIHHOTO MOHUTOPYHTA, TPeOYIOIIero BHICOKOI KBamnugu-
KaI[uy MUKpPOOMOJIOTroB, SMN/IEMIOJIOTOB I Jledalux Bpadeil. OfHako Hanbojiee BEPOATHBIMM VICTOYHY-
KaMy MHQEeKIUY ABIAITCA IMalMeHThl C XPOHNYeCKol MH(eKIMell, 0COOEHHO CMeIIaHHO, BBI3BAHHOI
HEeCKOJIbKVMU BUIaMU MUKPOPOPTaHU3MOB (IlepeKpecTHas MH(eKIUsA), KOHTAKThl 60mbHbIX MB co 310-
pOBBIMU HOCUTENAMU S. aureus, P. aeruginosa, n 3gecb Hanboee 3HAYMMBIMU ¥ OTIACHBIMU ABJIAIOTCA HO-
CHUTe/V Cpefyl MeAIIePCOHAIA M POJICTBEHHUKM, C KOTOPBIMM IIOCTOSIHHO KOHTAKTUPYIOT OOJIbHBIE, 2 TAKXKe
BO3/YX I IIPeMEThI OKPY>Kalolilell Cpefibl, KOTOpbIe MOT'YT OBITh 00CeMeHEeHbl MUKPOOPraHM3MaMy IIOCTO-
STHHO VIV BpeMeHHO. BeposTHOCTD nepefaun mMHGpeKIMM OBBIIIAETCS BO BpeMs IIpeObIBaHms 60IBHOTO
B CTal[MIOHApe, ITle HAXOJATCS APYTMe MALMeHThl C XpOHMYECKO NH(pEeKIMell, B CBA3Y C 9TUM ONTUMA/Ib-
HBIM SIBJ/IETCS JIedeHNe TaKUX OObHBIX B MH/IMBUAYa/IbHBIX ITajIaTax.
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4.4. IIpopunakTnka nepeKpecTHo MHGp KN

BBenienue. YunThIBasi CTO/Ib BBICOKYIO YYBCTBUTEIBHOCTD K KOJIOHM3ALMY MUKPOOPTaHM3MaMI U ajIbHejiIIee
pasBUTIE XPOHIMYECKON MH(peKIyM JIeroyHoy TKaHu 60/mbHBIX MB, a Taxoke TO, 4YTO OCHOBHBIE BO3OYIMTeNN
(P aeruginosa, S. aureus, B. cepacia) pactpocTpaHeHb! B II0O0M 00'beKTe BHEIIHe cpebl, BceM 6ompHbIM MB
HeoOXOIVIMO HaXOJUTbCs B TAKOJI BHEIIHEN Cpefie, KOTOpas MOXKET HOABEpPraThCs IOCTOSHHOM Jie3VHPEKII 1
nesaxTyBaiyy. borbHble MB IO/DKHBI ObITH OrpaHMYeHbI B OOIeHNY C OO/IBIIIMI KOHTVHI€HTAaMI JTIOfIell B CBS-
31 ¢ TeM, 4T0 40% 113 HYIX ABJIAIOTCSA HOCUTE/LIMY 30/I0TUCTOTO CTaIIOKOKKA, a 10-20% — CIHETHOIHOT ITaTOUKIL.

4.4.1. Oprannsanusa aMOy1aTOPHO M CTAaIVIOHAPHON IOMOIIN

[TpueM nanyueHTOB He JO/DKEH OCYIIEeCTBIATbCA B MOMKINHUKAX, I7le HAXOAATCA OFHOBPEMEHHO JIpyrue
nanyeHTsl. PaboTa aMOymaTopHOro LjeHTpa 1 cTanuoHapa perymupyercs [Tocranosnenuem IimaBHoro ro-
CyHapCTBEHHOTro canuTapHoro Bpada PO or 18 mast 2010 r Ne 58 «O6 yrBepxaenuu CanllnH 2.1.3.2630-10
«CaHUTAapHO-9MIJIEMUOTOTMYeCKIe TPeOOBaHMs K OPTaHM3aLMAM, OCYLIeCTB/LIONIMM MeAVILIMHCKYIO fie-
ATeNbHOCTD», [Ipukazom M3uCP PO ot 15 mas 2012 r. Ne 5351 «O6 yTBep>KAeHNY epedHs MeAUIMHCKIX
V1 9IVJIEMIOTOTMYECKIIX TIOKa3aHMIl K Pa3MellieHNIO ALl HTOB B MaJIOMeCTHBIX Iasatax (6okcax)» (http://
legalacts.ru/doc/prikaz-minzdravsotsrazvitija-rossii-ot-15052012-n-535n/) u pekomenpanuamu European
Cystic Fibrosis Society. ITarueHTs!I JODKHBI OBITH pa3fe/eHbl Ha HOTOKM B 3aBUCUMOCTH OT MUKPO(IOpEI
IIbIXaTeIbHOTO TpakTa. Ilepen mpreMoM HmamyeHTH! SODKHBI CAATh aHAIN3 MOKPOTHI (Ma3oK 13 3eBa) Ha
MMKPOOMOIOryecKoe ucciefoBanme. [JanmeHTsl ¢ rpaMIIONIOKUTENbHOI (Iopoit PUXOAT Ha aMOyria-
TOPHBII IpJeM B pasHble ¢ MallIeHTaMM C TPaMOTPULIATeIbHOI (HIOpOIL, Ipexxze Bcero P, aeruginosa, [HN.
[TaryeHTHI He JO/DKHBI KOHTAKTYPOBATh B 30HAX OXKMJAHI, KaK, HAIIPUMEP, B PETUCTpaType, ajaTaxX, OTAe/IeHN -
sIX aNTeK U peHTreHonormi. Iloce mpreMa Ka>kIoro IaryeHTa IIpoBOAUTC 06paboTKa IIOBEpXHOCTelT Meben,
prOOPOB U IBEPHBIX pydeK. [laneHTs o6ecrieunBaroTCst ORHOPa30BbIMI MacKamu, 6axvutamu. [IpyeM naryien-
TOB C PE3VICTEHTHOJI TpaMOTpuLaTenbHoii (B. cepacia complex, Achromobacter spp., HTMBb v ip.) ¥ TpaMIIONIOXH-
TenbHOM priopoit (MRSA) BefieTcsl B OTAEMBHOM OT aMOY/IATOPHOTO LIEHTPa MOMeIIIeHNUI CTPOTO TI0 PaCIVICAHNIO.
Bpaum go/mkHBI 6bITh 0OecredeHbl OTHOPA30BbIMI Xa/IlaTaMy, MacKaMy, Ilepyartkamit. Bo BpeMs mpeObiBaHus B
OO/IbHILIE TTALVIEHThI He O/DKHBI IIOIb30BAThCs OJHOI KOMHATOJA, BAHHO VIV TYaIeTOM M He JO/DKHBI KOHTAK-
TUPOBATh B 30HAX OXKMJJAH, HAIIPUMEP B PEIUCTPATYpe, Ia/laTax, OTHAE/IeHNAX allTeKN I PEHTT€HOIOTUL.

ITpu opraHmM3anmy CTALMOHAPHOTO JIeYeHVsI HEOOXOAMMO 3HATh MUKPOOMOIOTMYECKIIT CTaTyC OOIbHBIX
(Bo36yznmTenelt XpOHMYeCKOi MH(EKIMI) ¥ B COOTBETCTBUM C HYM IIOMEIATh MX B OJHOMECTHBIE ITa/IaThl
v GOKCHI JIs MIALMEHTOB C TPAaMIIONIOKMUTEIBHON MM TpaMoTpuLiaTenibHoi ¢ropoii. He gomkHo gomy-
CKaTbCs pasMelleHye 60MbHBIX MB B maymatsl, Ijie eXXaT HalMeHThbl C XPOHMYECKOIT NH(peKIell TIeTKIX,
BBI3BaHHOJI BO30YAUTE/IMY Pa3HBIX BUJJOB. B 9TOM c/Tydae BO3SMOXKHO 3apakeH1e O0IbHBIX IPYT OT Apyra
U pasBUTHE CMEIIAHHO MHQEKINM, KOTopas MMeeT Oojee TsDKeIoe KIMHIYEeCKOe TedeHue, YeM MOHOVH-
¢exnys. Pasmerenne B 60KCHI, OCHAIl[eHHbIE CPEACTBAMY U IIpUOOpaMM I ie3MHQEKLNN PyK ¥ BO3AyXa
C VHAMBUAIYa/IbHBIM CaHY3/IOM U JyIIeM, SIB/IAeTCA NPUOPUTETHBIM U obecreunBaeT NpoQUIaKTUKy MH-
¢unmpoBanusa 601bHBIX. BO/IbHBIE C pe3UCTEeHTHO AaTOreHHOI (1opoit pasMenaoTcs B 6OKCHI, yaaIeH-
Hble TEPPUTOPUATIBHO OT JPYIUX O0KCOB. Bpaum JO/DKHBL OBITH 0OeCIeYeHbl OJHOPA3OBbIMU XajlaTaMI,
MacKaMM, epyaTKaMy, JOJDKeH ObITb 0OecIiedeH JOCTYII K CPefCTBaM Ae3nHeKIVM PyK U IprbOpoB.
OmHUM 13 BaXHENIINX YCIOBUII O0jiee G/IaronpysAaTHOTO TeYeHNsI OCHOBHOTO 3a00/IeBaHus SBJIAIOTCA €ro
PaHH:A AMArHOCTMKA U IPOBeeHVIe MePOIIPUATII, HAlIPaB/IEHHBIX Ha KaK MO>KHO 601ee TI03/JHIO0 KOTIOHN -
3aI[VII0 JIETOYHOI TKaHU BO30OYANTEISAMI, BBI3bIBAIOIIVIMI XPOHNYIECKYI0 MH(DEKIVIO. BeironHeHne ycmosmit,
IIepeYNCIeHHBIX BBIIIIE, MOKET CIOCOOCTBOBATH YBEMMYEHNUIO IIPOJIO/DKUTEIBHOCTH XXU3HM 60/1bHBIX MB.

KonTponp MuKpodmopsI AbIXaTeTbHOTO TPAKTA MAIMIEHTOB ¢ MYKOBUCIIZ030M

IToceB MOKpOTBHI ClIefyeT IPOBOAUTD He pexke 1 pasa B 3 Mecsna. JJaHHbIe IT0ceBa HEOOXOAVIMO UMETb IIe-
pen mpreMoM crenyanucta. KadecTBeHHBII OTBET 110 MUKPOOMOIOTNYeCKOMY MOHUTOPVUHTY MOKPOTHI Y
HalJeHTa MOXKHO IIOJTY4YMTh JIVIIb B CIELaIM3MPOBaHHOI 1a00paTOpyM, MMEIOILeil OIBIT pabOoThI ¢ Ma-
TepyasoM OObHBIX MYKOBUCLIIO30M.
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B nensax nmpodunakTuky MHGUIVPOBAHUS IPU MEIULVHCKIX MAaHUITY/IIVSX B IEI€OHBIX YIPEKIAEHMSX
y ieTeit 1o 5 et 1efiecooOpasHo MPOBOAUTD AUATHOCTUKY MUKPOOHOIT (H/IOPHI, ONTYyYEeHHON C IIOMOLIbI0
rTy60KOro Maska u3 3eBa [1]. [l gereit ctapiie 5-6-1eTHEro BO3pacTa M B3POC/IbIX IPUOPUTETHBIM SIBJIS-
eTCsI aHa/IN3 MOKPOTHI [2].

4.4.2. O6mue MepsI NPOPIITAKTUKI
1. Mepsl 110 30N OMOMTOTMYEeCKIUX XUAKOCTel (MOKpOTa, KpoBb) 6onmbpHOrO0 MB. Karteropus A
2. leaundex1ysi 060pyAOBaHVS VTN IPEIMETOB, KOTOpPbIe MOTYT OBITh 3arPsI3HEHBI KUIKOCTSIMY U BbIfie-
nenusamu. Kareropua A
3. Ctporoe cobmofeHne Mep IPefOCTOPOKHOCTY MEAVIIMHCKUMY PaOOTHUKAMU TPV KOHTAKTe C OO/IbHBI-
My MB:
— JMICIIO/Ib30BaHMe OJTHOPA30BbIX MEAMIMHCKIUX ITePYaTOK, 00paboTka pOHEeHTOCKOMIa
— UICTIO/Ib30BaHMe OJHOPA30BBIX IeJIEHOK /i ocMoTpa. Kareropusa B
— UCIIO/Ib30BAHNE OJHOPA30BBIX XaJaTOB IpM paboTe ¢ IAlVeHTaMM, TpeOyoLMMu cobmofe-
HUA Mep KOHTakTHOM msonsauuu (B. cepacia complex, MRSA, monupesnucrentHass P. aeruginosa,
Achromobacter spp., HTMDB), u Bo Bpems kune3utepanuu. Kareropus A
— MCIIO/Ib30BaHMe OTHOPA30BbIX aHTMOAKTepuaIbHbIX GUIBTPOB Ipy crpoMeTpun. Kateropus A
4. KoHTakThl Mex 1y 60/1bHBIMU MB O/KHBI OBITH CBefieHbI K MuHUMYyMY. Kateropus A
5. TurueHa pyk MegUIIMHCKUX PabOTHUKOB:
1. MbiTbe U 1e306paboTKa PYK IPOBOAMUTCSL:
— mocjie cHATHA nepyaTok. Kareropusa B
— JI0 ¥ TIOCTIe KOHTaKTa ¢ 6ompHbIM. Kateropus B
— II0C/Ie KOHTAKTa CO:
- cmsuctbiMu 6onpHOTO. Kareropus A
— MOoKporToit 6onmpHoro. Kareropms A
- IIpefMeTaMu, 3arpsAISHEHHBIMU MOKpOTO 60mbHOTO. Kateropusa A
— JIBIXaTe/IbHBIM 000pYyOBaHMEM, KOTOPBIM ITOIb30BasICs 6onbHOIL. Kareropus A
2. Vicnionp3oBaHMe CIMPTOBBIX aHTHCEIITUKOB (B Byje candeTok, B JUCIeHcepax) B KabuHeTax 1 B 00-
mem kopupope. Kareropusa A
3. MegunyHCcKye pabOTHNKY, HETTIOCPEACTBEHHO KOHTAKTUPYIOLINe C O0IbHBIMY, He TO/DKHBI VICIIONb-
30BaTh Hak/MagHble HOrTu. Kateropmsa C
4. Vicnonb3oBaHMe [epYaToK HeOOXOAVMMO IIPI: KOHTAKTe C 6OIbHBIMM, TPEOYIOLUIVIMIU M30/IALNN, KOH-
TaKTe C MOKPOTOI1 O0JIBHOTO M/IV KPOBBIO
5. Vcnonb3oBaHMe OJHOPA30BbIX IENEHOK, Xa/TaTOB, MACOK, 3aLIVTHBIX OYKOB: IPM KOHTAKTe C 6OJIb-
HBIMM, TPEOYIOLUIMA U30/IALMY, TPV KOHTAKTe C MOKPOTOII 60/IbHOTO (IIpy ApeHaXke, acIypariu,
0CMOTpe OOIPHOTO € IPUCTYIIOO0OPA3HBIM KalllJIeM) MU NPV KOHTaKTe ¢ KpoBbio. Kateropus A
6. Jurnena pyx nanueHToB:
- 06paboTKa CIMPTOBBIMY AHTUCENTUKAMH (B HECKOIBKMX KJIMHMYECKNX UCC/IelOBAHMAX II0Ka3a-
HO, 4TO 00pabO0TKa CIMPTOBBIMU AHTUCENTUKAMY yAansdeT OakTepun ¢ pyk sapdexTupHee, yeM
MBITb€ PYK C aHTUCENTUYECKUM MbIIOM. Ec/iut ecThb BUiMIMOE 3arpsA3HEHNE, TO MICIIO/Ib3YIOT MbI/IO
u aHTucenTukK. Kareropma A
— nocrie mynbcokcumerpun. Kareropusa C
- IOC/Ie KOHTAKTa C MeUIMHCKIM obopynoBanmeM. Kareropus C
— IocJIe IpOoBefleHN:A KuHesuTepanuu. Kateropua A
— IIoCJIe TocellleHns canysna. Kareropua A
- nocne npuema Bpadom. Kareropusa A
7. Ilpenmetsl (mmaTky, candeTKy, MacKy, OaHOUKY ¥ [ip.), 3arpsi3HEHHbIE MOKPOTOI 60/IBHOTO, TO/DKHBI
yrumusupoBatbcs cormacHo CanlluH 2.1.7.2790-10 «CaHnTapHO-9nMIeMMONIOINYecKye TpeOoBaHMs
K 0OpallleHNIo C MEAUIIMHCKIIMY OTXOfaMI» KaK OTXOfIbI Kacca b.
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4.4.3. lesupeKknusa B aMOyTaTOPHBIX YCTIOBUAX

O6opynoBanue:

1. CimpoMeTphl — BHYTpEeHHNE MeXaHU3MBI allllapaTa He CTePWIN3YTCA, He AesuHpunupyoTca. Obpa-
00TKa TYpOMHBI WAV JaTYMKa IIPOU3BOAUTCSA B COOTBETCTBUM C MHCTPYKI{MeE M3TOTOBUTEs, 00s13a-
TEJIbHO MCIIO/Ib30BaHMe OJHOPA30BBIX aHTMOAKTEPUATbHBIX (PUIBTPOB, MPEAIOYTUTEIbHBI OJHOPA30-
Bble 3aTyOHVIKM WIM CTePWIN3alysd MHOTOPA3OBbIX. Y IMAIVIEHTOB, MOIEXAIINX MepaM KOHTAKTHOI
U30JIALNY, CIMPOMETPMS SO/DKHA IIPOBOAUTBCS Ha OT/le/IbHOM amnmnapate. Kareropusa A

2. [TynbcokcumMeTpsl — 06pabOTKa PyK CIIMPTOBBIM aHTHCENITUKOM MOC/Ie ucnonb3oBanus. Kareropusa B

3. KnnesutepamneBTudeckoe 060pynoBaHiie, M4y, MaH>XeTa TOHOMeTpa 00pabaThIBAIOTCs Ae3nHPULIMPY-
oMy cpepcreamu. Kareropusa B

4. Hebymnaitzepsl 1 AbIXaTe/lbHbIE TPEHAXKEPHI HO/DKHBI OBITh TONBKO MHAVNBUAYAIbHOTO VCIIO/Ib30BAHNA.
Kareropma A

5. TBepable MOBepXHOCTH (ITAHOBBIE TEKYIye YOOPKH, a TaK)Ke YOOpKa I0oc/ie OKOHYaHMsI [IpyeMa Tary-
eHra). Kareropusa B

6. O6paboTKa CTeTOCKOIIA ITOCTIe KaXK/Ioro ocMoTpa 6onbHoro. Kateropusa B

4.4.4. IIpaBuna oXugaHu- nNpuemMa Bpaya B IIOTUK/INHUKE

1. Bce 6onmpHBIE MYKOBUCLMO30M, OKMZAAsi Hadyajaa IpueMa, 00s3aHbl HaXOAUTbCA B JIMLEBOI MacKe.
Kareropusa B

2. Turmena pyk (0o6paboTka me3anHOUUMPYIOIMM PAaCTBOPOM 13 OECKOHTAKTHBIX AMCIIEHCEPOB B 30HE
OXXUJIAaHNA, VICTIONIb30BaHVe aHTNOAKTepUaTbHBIX TeJleil VIV CIIMPTOBBIX CaIeTOK A1 MHAVBU/LYaIb-
Horo ncrnonb3oBanus). Kareropusa A

3. CneBBIBaTb MOKPOTY MAIVIEHT HO/DKEH B OyMa)kKHBIN IJIATOK WU CaneTKy, Tydine 6aHOUKY (OffHO-
Pas3oBBIN CTAKaH) ¢ KpbIIIKoil. KaTeropmyeckn sanperiaeTcs aBaKyalyus MOKPOTHI B PaKOBUHY, AyIIIe-
BYIO KabuHy mwm yHutas. Kareropusa A

4. bonbHble B 30HE OXXUIAHMA JO/DKHBI HAXOAUTHCA APYT OT Apyra Ha pacCTOSAHUM He MeHee 1 MeTpa.
Kareropusa C

5. He ucnonb3oBaTh mpefMeThl, KOTOpPbIe Helb3sl 00paboTaTh mocie mnoceujeHns [JeHTpa MyKOBUCHUIIN-
nosa (mArkue urpyuku u np.). Kareropns C

6. He mpuHuMmars nuury, HaXoAsACh B 0611eiT 30He oxxypanys npuema. Kateropus C

7. B lleHTpe MyKOBUCIL/J03a IpaByIa IOBeeHNs OONTbHBIX JO/DKHBI ObITh HA JOCKE 00'bsBIEHNI

4.4.5. IIpaBuia HaxoXaeHnsa 60nbHBIX MB B cTanmonape

1. DBonbHble, nHpuIMpoBaHHble B. cepacia, MRSA, HTMD nau ycToifunBbIMU K BAHKOMUIIMHY SHTEPO-
KOKKaMI, TOJDKHBI Pa3MelaThCsA B OT/IENIbHOM MajaTe/O0Kce ¢ AyIIeM M TyaleTOM, KelaTelbHO C OT-
fenbHBIM BxozioM. Kareropusa A

2. bonbable MB, nadunmpoBanHble MHOI (IOPOIL, Pa3sMEIAIOTC B OHOMECTHOI ITajIaTe C AyIIeM U Tyale-
TOM MV C ApYTUMIY 6O/IbHBIMY, He cTpagatomymy MB 1 ¢ ausknm puckom nHgmuyposanus. Kareropus C

3. Bce manueHThI OC/IE TPAHCITIAHTALMM IO/DKHBI HAXOAUTHCA B OGHOMECTHOII nanare. [TonoxurenbHoe
laBJIeHNe VI MUKpoIopucTast puiabTpanys Bo3ayxa He Tpedytorca. Kateropus C

4. bonbuble MB, KoTOpbIE JOMA CIIAT B OIHOJ KOMHATE, MOTYT B CTaljlOHaP€e HAXOAMTHCSA B OHOM IajIaTe.
Kareropusa C

5. BonpHBIX 00y4a0T KalIATh B OYMa>KHBII IJIATOK VJIN B CaZIeTKY VIV OJTHOPA30BBIN CTAaKaH C KPBIII-
KOIf, KOTOpbIe 3aTeM yTinuaupyioT. Kareropusa A (cormacHo CanllnH 2.1.7.2790-10)

6. Canderky, McnayKaHHble MOKPOTOIA, MAI[IEHThI O/DKHBI YTUIN3UPOBATh B 3aKPBITble KOHTEIHEPHI,
oTKpbIBaomuecs 6e3 kacauus pyk. Kareropus A (cormacxHo CanllnH 2.1.7.2790-10)

7. B craumoHapHbIX ycmoBusx 6ompHble MB MCIONB3YIOT TOMBKO MHAMBUAYaIbHOE 00OpyHOBaHue
(mBIXaTe/bHBIE TPEeHAKEPBI, AIlIlapaThl /I KMHEe3UTEePaIINI, MHTA/IATOPbI), KOTOpOe IIPUHOCAT ¢ COO0I
u3 goMa. Kareropusa A

8. O6pabaTbIBaTh pyKy Ilepef; BBIXOAOM U3 manaTbl. Kateropus A

9. M3sb6erarb KOHTaKTOB C fipyrumu 6onbHbIMYM MB. Kareropus A
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10. B 06uyx noMeneHnaAX ep>KaTbCs OT APYIUX OONMbHBIX Ha pacCTOSHNUM He MeHee 1 MeTpa. Kareropus B

11. Vicnonb3oBatb muiesylo MacKy. Kareropua C

12. lnarHocTuydeckye cay>k0bl (KabMHeT peHTreH-AuarHocTuky, ¥ 3V 1 p.) JOMKHBI ObITh OCBEOMIECHDI
o mpaBwax usonAnuu 6onpHbIX MB. Kareropusa C

13. ITpaBuia noBeneHNs B CTAIIVIOHAPE O/DKHBI OBITh BBIJAHBI POANUTEAM U PeOEHKY MY FOCIINTAIN3ALINN.

4.4.6. ITpopunakTuka nHGeKIUiT BHe Te4eOHbBIX YIpeKaeHIII

bonbabie MB B ogHOII ceMbe

1. He ucnonp3oBarb o61ue npefMeTsl (3yOHBIE IIETKY, IIOCYAA, bIXaTeIbHOE I KMHe3UTepaleBTIye-
ckoe obopynoBanue). Kareropusa A

2. IIpoBoguTb KMHE3UTEPANNIO B Pa3HBIX KOMHATaX U B pa3HOe BpeMs, He MCIIONb30BaTh /IbIXaTe/IbHbIe
TpeHaXkephl ApYT gpyra. Kareropusa A

3. Bonbuble MB, He >XuBYIIe B OfHOI ceMbe, TO/DKHBI COOMIONATD MePhI IPEJOCTOPOXKHOCTIL: He 3[J0PO-
BaTbCs 32 PYKY, M30eraTh TECHBIX KOHTAKTOB, JIePXKaThCsl APYT OT APYT Ha paccrosiHum 1 M. Kateropus B

4. O6paborka HeOymaii3epa (0unCTKa, fe3nHpeKIys) MocIe KaXg0ro ucnonb3oBanms. Kareropus A

Oprannsanusa CHOPTUBHBIX arepeii, TIeTHUX KO/, COBMECTHOTO OTAbIXAa I MEpONPUATHIA, IIPOBeTe-
HMe NPa3THUKOB 151 60nbHBIX MB HegonmycTumbi!

IMIxonsr, JOY u gpyrue o6pasoBarebHbIe YIpesKAeHI

1. B opHOI IKO/Ie MOTYT yYUTHCA HECKONIBKO 60/TbHBIX MB, HO OHM He JO/DKHBI 00y4aThCs B OHOM KIac-
ce. Kareropua A

2. bonbHble MB He HO/DKHBI HAXOAUTHCS B OAHOM MOMelljeHN (CTO/MoBast, PU3KYIbTYPHBIIL 3aJ1) OFHO-
BpeMeHHO. Kareropusa B

3. Ecnu oHM HaxXopgATCA B OTHOM IIOMEIIEHNN, JO/DKHBI EP>KaThCA Ha pacCTOAHUM He MeHee 1 M gpyr oT
Apyra 1 coOmopaTh Bce Mepbl npodumaktuku. Kareropusa B

4. Yuurtena u MeAULMHCKUE PaOOTHUKM SODKHBI OBITh MH(GOPMUPOBAHBI O NPaBIU/IAX IOBEJIeHN JeTel
B LIKOJIE.

IIIxomeI AN popyuTeneii U Kpyrue MeponpuATUs, NOCBAIeHHbIe MB

Bonbubie MB fomxHbI n3beratb koHTtakta. Heob6xomumo paspabareiBaTh 06pa3oBaTenbHble IPOrPaMMBI
1o MB, He TpeOyromye IpsMOro KOHTaKTa MeXAy OOIbHBIMI: BULEO3AINICH, BUieOKOH(pepeHnn, obpa-
30BaTe/IbHbIE IOpTabl B VIHTEpHeTe.

CTpouTeIbCTBO, PEMOHT, CalOBOTYeCKIe pabOThI
BonbHble MB [1o/DKHBI M36€raTh MeCT, I7le TPOBOMATCSA CTPOUTENBCTBO, PEMOHT U CaJlOBOUYECKIe paboThI,
9TOOBI M30€XKaTh KOHTAKTa co criopamu Aspergillus spp.

Vcrouynnky nHGUIMpoBaHNs

Bopnble ucTOYHUKY MHGUIUPOBAHNA

1. Bopa m3-mopx xpana. MoxkeT cofep)KaTh aTUIIMYHbIe MIUKOOAKTepUy, CUHETHOVHYIO ITa/I0YKYy, IPUOBL.
Bona, ouniienHast ¢ moMolbio GpuabTPOB, He MPONMyCKAIMX YacTULbl > 0,2 MKM, 6e30I1acHa, HO TeM
He MeHee JICII0/Ib30BaTh ee KaK MITbeBYI0 MOXKHO TOTBKO MOC/Ie KUIIsTueHsL. [I/1s1 pa3BefieHst MHTaIs-
IIIOHHBIX PaCTBOPOB JCIIO/Ib30BATh CTEPUIbHYIO BoAy. CTepubHas BOfja MOXKET CO BpeMeHeM KOHTa-
MUHMPOBATHCS, KaK OBICTPO 3TO IPOMCXOANT, HEU3BECTHO |3, 4, 5].

2. Acmnupatopsl, HeOy/aiizepbl (BO3MOXKHa Ilepefadya MHQeKuuu or obopynoBaHus 6onpHOMY). s
a9pPO30/IbHOI Tepalyyl UCIONb3YIOTCS TONBKO CTEPUIbHBIE PAaCTBOPHI, IPUMEHATD UX CIEAYeT C CO-
OmofeHneM acentukiu. ITocie KaXKI0ro MCIOIb30BaH)A HEOOXOAMMO IPOBOANTD 1e300pabOTKY U CTe-
pum3sanuo 060pyIOBaHN.
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3. JlyuieBble KabuHBI B 6acceriHe, akBamapKiu, 6acceitHbl Manoro oo’beMa (B TOM 4ucie BeTcKie 6acceitHbl
IIPY OTEJISAX) MOTYT CTAaTh MCTOYHNKOM MHEKIINN.

4. BopgoeMbl co cTOsTUET MM 3arPsI3HEHHON BOZION, pOHMKY (HeOOoIbIIINe 03epa U BOLOXPaHWINIIA, OCO-
6eHHO C 6OBIINM KOMNIECTBOM JUKUX IITHILL U [IP.).

IIpodumakTika BOTHOTO MyTH MHPUIIPOBAHNA

[Tormockatp poT M yHOTpeO/IsATh B IUIIY TOMBKO KUIISTYeHYI0 i 6y TuapoBanHyto Boxy. Kateropus C

VIcnionb30BaTh /1A MHTAIALVMOHHON T€PAaINy TOIbKO CTEPU/IbHbIE pacTBOPHI. Kareropusa A

CMbIBaTh BOJly B YHUTa3€ TO/IbKO NP 3aKpbITOI Kpbilike. Kateropusa C

O6pabaTbiBaTh HeOyarsep mMocie KaXx/joro ucronb3osanus. Kareropusa A

MensTb GuabTPHI 1 CTaKaH HeOyaiisepa 1 pa3 B 6 MecsleB U IPY IPOBeAEHNN PAUKALIVIOHHO Te-

pamu nHpexnuit. Kareropus C

Jle3snHPUUMpPOBaTh Ha3a/IbHBII YT IOC/Ie KXKIOTO UcIonb3oBanms. Kareropusa A

7. 'V pmeTeit paHHero Bo3pacTa Jyisi aHanmm3a MUKPOOHOI (GIopsI TPOBOANUTD ITTYOOKIIT Ma30K 13 3€Ba MK
IIO/Ty4aThb MOKPOTY, UCIIONIb3Ysl MHAMBUAYaIbHbIN acnupaTop. Kareropusa C

8. He mbIThbCA B ymIeBoi KabuHe Ko 1 mocie nocemenns 6acceitHa. Kateropus C

9. M3b6erarb KynmaHus B MeNKux OaccelfHax, akBalapkax, 3arps3HeHHbIX BofoeMax. Kareropus C

10. He ynmoTpe614Th BOAY 13 UCTOYHMKOB 1 poHUKOB. Kateropus C

G P

)

ITnmeBoit MyTh MHPUIMIPOBAHNSA

1. HepocTaTouHO IPOMBITBIE OBOIIM/PPYKTHI/ATOIBI

2. HexavecTBeHHas TepMmyeckas 06paboTka IpOfyKTOB

3. Vicnonp3oBaHMe B MUIY HECBEXMX OBOILeTl/PPYKTOB/ATOR

4. Tpubsl A. fumigatus MOTYT COTEpKaTbCA B KYKypYy3e, Opexax, CeMeHax 1 3epHe

IIpodumakTuka MuieBoro MyTH MHGUIMPOBAHN

1. Vicnonb3oBath Ajist 06paboTKY OBOILLET, ATOA M GPYKTOB CIIelajIbHble Ae3NHPUUMPYIOLe CPEACTBA.
Kareropusa C

2. ApexBaTHas TepMmdecKas 00paboTKa MACHBIX U MopernpopykToB. Kareropus C

3. He ucnonp3oBarh B MUIy NOATHMBIINE VN 3aIU/IeCHEBeIble OBOILY, ATOAbl, ppykThl. Kateropns C
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5. Tepanusa MykoBucHupgo3a

5.1. VInranAanynoHHas Tepanus

VInranaumoHHasA Tepanus Ipu MyKOBUCIIIZO3€

[Tpn MB BaxHO cOoO/MIOfAaTh IIOC/IEAOBATEIBHOCTD STANIOB VIHTA/IAIMOHHON Tepanuy, KOTOPYIO YacTo Ipo-
BOJAAT B KOMIUIEKCe C KMHe3uTepanueit [1, 5]: Ha mepBoM 3Tame — MHTAIALUU ¢ OPOHXOMUTUKAMHU TIPU
HeOoOXOVIMOCTY C LIe/IbI0 MaKCYMA/IbHO YBE/IMYNTD IPOCBET OPOHXOB /I afleKBaTHON BEHTW/IALUN JIeT-
KMX ¥ yHaJeHUs MOKPOTHI 13 OpOHXMATbHOTO JiepeBa; Ha BTOPOM — MHTAJIALUYU C MYKOIUTUKaMy (OHM
MOT'YT BBIIOTHATBCSA CPa3y IOC/Ie MHTAIANI OPOHXOUTIKOB) /I Pas3XVDKeHUs MOKPOTHI U 6ojiee Jier-
KOJI 9BaKyal[uy ee BO BpeMs 3aHATNSA; HAa TPeTbeM — KMHe3NUTepanusA (KOMIUIEKC JbIXaTe/TbHBIX yIIpakHe-
HUJ) C MAaKCYIMaJIbHBIM yZIa/IeHVeM MOKPOTBI 113 IbIXaTe/IbHBIX ITyTell; Ha YeTBEPTOM — VIHTA/IALNMN C aHTU-
OMOTMKOM Yepe3 KOMIIPECCHOHHBII MHTAIATOP WK B (OpMe IIOPOIIKa Yepe3 CHelMaTbHOe YCTPOVICTBO
(1o moKa3aHMAM); Ha MATOM 3Talle BO3MOXKHA MHTAJIALMS [TTIOKOKOPTUKOUIOB (110 TIOKa3aHUsM).

BpoHxoaniaTaoHHas Tepanus

XpoHudeckoe BocCHaseHne Hen30eXXHO BeleT K MOBPEX/EHUI0 OPOHXOMETOYHbIX CTPYKTYp. B oTBeT Ha
BOCIIa/IeHNe CTeHKV OPOHXOB YTO/IAIOTCS, B HUX YBE/IMYMBAETCS YIC/IO I/I/JKOMBIIIEYHBIX K/I€TOK, IIPH-
4eM B OOJIbLIIeNl CTEIIEHN 9TO BBIPAXKEHO B IeprdepuiecKnx AbIXaTe/IbHbIX MyTaAX [6]. Peciimparopnas an-
neprus y 6onpHbIX MB BcTpevaercs B 48-60% cinyuaes [6], a 6poHxuanpHas acT™Ma — y 1/3 601bHBIX [7].
Bpouxoaunaratops! y geteit ¢ MB ciefyeT mpuMeHSATh TOMBKO IO MOTpeOHOCTH. VIHramsumoHHbIe
B,-aroHNMCTBI OBICTPOTO JENCTBUA ABAIOTCA TpelapaTamu BbI6Opa [/ KyIMpoBaHMs OpOHXOCIa3Ma
npyu 060CTpeHUN acTMBI, OOCTPYKTUBHOM OpoHxute. Yactas nmorpebHOCTh B Hux (6omee 3-4 p/cyr)
SIBISIETCS IPU3HAKOM HELOCTATOYHOTO KOHTPOJIs Haj 3ab0/eBaHMeM U AMKTYeT HeOOXOAMMOCTD MC-
K/TI0UeHMsA 6POHXMaTbHOM acTMBblL. Vcmonb3oBarh 3,-aroHUCTHI 6bICTpOTO feiicTBuA (canbbyTamorn, de-
HOTepOI) Jy4llie Yepes criericep 60mpuioro o6vema (y merteit paHHEro BO3pacTa UCIIOIb3yeTCs MIieBast
Mmacka). [Tpy TsDKemoM IpucTyIre, OCTpOM OGpOHXOCIasMe ¥ B IIepBbIe TOfbI XKM3HY MPEII0OUYTeHIe OT/a-
10T Hebyait3epHol Tepanuu. VIconb3yloT pacTBOPHI B,-aTOHUCTOB GBICTPOTO A€HCTBIA — CanbOyTaMo-
na, heHoTepona, KOMOMHMPOBAHHBIE TIPETapaThl — B,-a[PeHOMUMETUKY B COYeTaHNM ¢ M-X0mmMHO6/I0-
KaTOpaMi, KOTOpbIe MTO3BO/ISAIOT YCMINTh OPOHXOpAcIIMpsitoliee JeiiCTBIE U CYL[eCTBEHHO YMEHbIINTD
CyMMAapHYI0 1103y [3,-apeHOMUMETUKOB (MIpaTponus 6pomus 1 peHoTeposna rufpo6poOMuMy; UIpPaTpo-
s 6pomup u canpbyTamona cynbdar) [8]. Ilpemaparsl IpUMeHSIOT [{/IsI MHTA/ALUI B BO3PACTHBIX J0-
3MpOBKax, gobasmuas 1,5-2,0 mn ¢pusmonornmyeckoro pacrtsopa Harpus xnopupa (NaCl 0,9%). Dpdex-
TUBHOCTDb aHTUXONMHEPIMYECKNX IIpenapaToB unparponns 6pomnaa npu MB He fokasaHa. [leiicTBre
npu MB troTponus 6pomusa - IpenMyIiecTBEHHOTO 6710KaTopa M, -XONMMHOPEIeNTOPOB — HPOJ0/IKa-
eT M3y4aThCs, HO loKa3aTenbHas 6a3a [0 HEMY TaK)Ke OTCYTCTBYeT.

I[Tpu coxpaHsIOMINXCS AMN30/aX 3aTPYAHEHHOTO AbIXaHNs (OfBIIIKI, YAYIIbSI) B TeY€HVE CYTOK U IPOOYXK-
[leHVsIX B HOYHBIE I IIPEyTPEHHNE Yachl IPeIOYTeH)e OTHAIT KOMOMHIPOBAHHBIM IIperaparam, KOTo-
pble pegHa3HAYEHb! JyIsl [UINTENbHOTO IeYeH)s 3a00/meBanms, a He /I KYIMpPOBaHMs OPUCTYIIOB [9].
CornacHo npepnoxenuto FDA (Food and Drug Administration, 2013), geTssM 1 NOAPOCTKaM, KOTOpbIe
HYXJIAI0TCs B I06aB/IeHNM [3,-aTOHNCTOB JANMUTENTBHOTO JIEHCTBMA K Tepaluy MHIA/MAIMOHHBIMU TIIFOKO-
KOPTUKOMAMH, CIeffyeT Ha3Ha4yaTh TO/IbKO Ipemaparsl ¢ GUKCHPOBAHHOM KOMOWHALIMEN, CofepIKallye 1
VIHTa/IAIIMOHHbII TTIOKOKOPTUKOM], ¥ 3 -arOHMUCT JITUTETBHOTO JIEHCTBUA, /1A 06ecredenyis KOMIIIaeHT-
HOCT C IpYIMeHeHVeM 000UX IpenapaToB (a9p030/IbHbIe JO3MPOBAHHBIE VIV IIOPOLIKOBbIE HTA/ISITOPEI),
Hanpumep, 6eknomerason/popmorepon, Oymeconus/popmoreporn, ¢pryTnkazon/popmoreporn, GryTuka-
30H/canmeTepon u MoMeTa3oH/dopmorepon) [9, 10, 11]. PaimoHanbHOCTh TaKMX KOMOMHAIMIT CBsI3aHA C
KOMIUIEMEHTAPHOCTBIO JeVICTBUSI KOMIIOHEHTOB. [JIIOKOKOPTUKOMIBI CHIDKAIOT JIeCEHCUTU3ALIO U TOJIe-
PaHTHOCTD [3,-PeleNTOPOB, HOBBINIAIOT MHTEHCUBHOCTD MX CUHTE3a B CTU3UCTON 060/IOUKE JIbIXaTeTbHBIX
myteii. I[IponoHrupoBanuble ,-arOHUCTBI CTUMYIUPYIOT HEAKTUBHBINA ITTIOKOKOPTUKOU/IHBIN PeLenTop,
B pes3y/IbTaTe Yero OH CTAHOBUTCS 00/iee YyBCTBUTE/IbHBIM K CTEPON/I-3aBUCHMON aKTuBarmm [12-14].
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Y meteil paHHEro BO3pacTa MCIONb3YIOT KOMOMHaIMIO (IYyTMKA30HA U CajiMeTepona. Y feTeil cTaplie
12 neT MOXXeT NMPUMEHATHCST KOMOVHaNsI Oy/ieCOHN A ¥ IPOTIOHIMPOBAHHOTO OpPOHXOMNUTHKA HOpMOTe-
pona [9, 15, 16].

VIHranAammoHHble I'TIOKOKOPTIKOU/bI

I[Tpu Ts1Kemoit OpOHXMAIBHON OOCTPYKLMY ¥ OPOHXMAIbHOI acTMe Ha poHe MB nmpenaparamm 6a3ncHOI
TepaIuu ABJIAITCA MHTA/IALMOHHbBIE ITTIOKOKOPTUKOMU L. VIX 03Bl 3aBUCAT OT BO3PACTa U TAXKECTU Tede-
HUA 3a0071eBaHM; IpenapaTbl MOTYT UCIonb3oBaTbes JmrenbHO (Global Initiative For Asthma, GINA,
www.ginasthma.com) [9]. Hasnauator Takme mpemaparsl, Kak OeK/JOMeTa3oH, (pIyTMKa3oHa IIPOINO-
Hart, Oymeconuy, pnyrusonuy. Ecnmu cuMnToMel 060CTpeHNs He KyNMPYIOTCS, B03a TOPMOHA BPEMEHHO
MOXeT ObITh yaBoeHa. [Io60YHOe JeiicTBUE MHTA/IAVOHHBIX ITTIOKOKOPTUKOUIOB II0 CPAaBHEHMIO C IIe-
POpaIbHBIMM MMHMMAIbHO, OHO MOXXET MPOSIBJIATHCA IPY AIUTEIbHOM MCIIONb30BAaHUM B [103ax Ooree
1000-1500 mkr/cyT [4, 15, 16].

Cycniensus 6yzeconnpa i HeOynaii3epHOIl Tepalnu y ieTeil — OfVH U3 Haubo/lee M3yYeHHbIX IIperapa-
TOB [13, 14, 15]. B HacTos1ee BpeMs OMyOIMKOBaHbI pe3y/nbTaThl 6ojee 15-Tu paH[OMMU3MPOBAaHHBIX KOH-
TPOIMPYEMBIX KJIIMHINYECKVX VICC/IefoBaHMI 9 (PeKTUBHOCT U 6€30IIaCHOCTY IAHHOTO IIpenapaTa y geTei
B BO3pacTe OT 3 Mec 1o 18 et npu OpoHXMATBHON OOCTPYKIUY pas3HoIl cTerneHy Tspkecty [13, 15, 17].

MykonuTmyeckas Tepanms

IToBbI1ieHNe BI3KOCTY OPOHXMATBHOTO CeKpeTa B PeCIIMPaTOPHOIL CHCTeMe UTPaeT KIII0YeBYIo poib B popMupo-
BaHVJ XPOHMYECKOTO OPOHXO/IETOYHOTO BOCIIA/IATEIBHOTO Hporiecca y 60mbHbIX MB. Bonbiiras gacts n3meHe-
HIIA B JIETKVX MOXKET OBbITb Pe3y/IbTaTOM BOCIIA/IEHVs, Pa3BUBAIOIETOCS BTOPWYHO BC/IETCTBIE BBICBOOOYKIEHIS
HeliTpoduIaMyl B AbIXaTeIbHbIX MY TAX MPOTEONMUTIIECKMX depMeHTOB. JKuaKocTp, HonydeHHast py OpOHXO-
Q/IbBEOJIIPHOM JIaBaXKe, COTIEP>KUT OOIIBIIIOE YMCTIO HETPOMIIOB U IOBBIIIEHHYIO KOHIIEHTPALMIO CBOOOTHOI
HeriTpodibHOI anmactassl, JTHK u naTeprneiiknHa-8 y>xe B panHeM Bodpacte [1, 4, 7]. IIpenapatsl, o6nmagaromiye
MYKOTUTIYECKVM JIEVICTBUEM, PaXKIDKAIOT CEKPeT BEPXHIX M HYDKHUX JIbIXaTe/IbHBIX Iy Tell U TEM CaMbIM CHI-
JKAIOT €r0 BSI3KOCTD. 11e/Ibl0 MyKOIUTIYIECKOII Tepamyl sIBJISIeTCS HOpPMa/IM3aliyisl BSI3KOI/IACTIYECKIX CBOJICTB
CeKpeTa M OITVMM3ALN MyKOLINAPHOTO TPAHCIIOPTa, KOTOPbIiT 00eCIIeurBaeT IBaKyaIiio CeKpeTa 13 JIETKIX
¥ IPU/JATOYHBIX 1a3yX Hoca. OOIMM IIPaBIIOM MYKO/IUTUYECKON TePAINI SIB/IAI0TCS JOCTATOUHAs THpaTaLiyist
6071bHOTO 1 06s13aTeNIbHOE TIPOBEfieHNe KuHesuTepau. IIpoBeeHe MyKONMUTIYECKOI Tepannyl JO/DKHO KOH-
TPO/IMPOBATBCS BPAIOM, OCOOEHHO Y IeTell MIa/IIIero BO3pacTa, OOIbHBIX CO CHYDKEHHBIM KalllIeBbIM pedriek-
COM ¥ HapYLIEHVSIMY 9KCIIEKTOPALMY IPYTOro reHe3a — BO M3bexaHue yxXy/uieHus (pyHKIMM BHEIIHETO JibIXa-
Hyis1. OTHOBpeMeHHOe TIpUMeHeHie IIPerapaToB, MOfAB/LIIONIVX Kallle/Ib, POTUBOIIOKasaHo [1, 2].

HopHnasa anbda (ITynpMosum) — npenapar Jyisi MHT/LNI — SIB/IETCS OYMILEHHBIM PaCTBOPOM PeKOMOVHAHT-
HOJI 4e/IOBEYECKON e30KCHPUOOHYK/Ieasbl. MeXaHusM ero JeICTBYS 3aK/II0YaeTcsl B PACIIeIVICHN MOJIEKY/T
BHeKIeTouHOI [THK, KOTOpBIe HaKamymMBaloTCsA B OPOHXMA/IBHOM CeKpeTe BCIENCTBUE paciaja HenTpoduios,
Makpodaros 1 6aKTepuanbHbIX KIETOK ¥ TIOBBILIAIOT €T0 BA3KOCTD. [IpyMeHeHNe JopHass! abga CHIDKAeT Bs3-
KOCTb CeKpeTa BEPXHVX /1 HVDKHMX [IbIXaTe/IbHBIX [Ty Telt, ¥ €€ Ha3HAYal0T BceM OO/IbHBIM CO CMELIAHHOI 1 PeCI-
patopHoit popmoit MB HesaBucKMO OT moKa3aHmil GYHKIMY BHEIITHETO [IbIXaHNs U BO3PACTa, B T.4. IAlieHTaM
6e3 KIMHIYECKVX TIPposiBeHnit 6o7esHu. CieyeT IPUMEHSTDb C OCTOPOXKHOCTBIO Y TsDKebIx 60/mbHbIX (OXKEJT
Mmenee 40% ot HopMbI) [1, 4, 18]. OnHa mo3a mpemnapaTa COEepXKUT 2,5 MT JOpPHA3bl a/Ibda, YTO COOTBETCTBYET
coiep>xuMoMy 1 amrryrsI (2,5 M/I Hepa3Be[leHHOTO pacTBopa, T.e. 2500 E[l); mpuammaercs 1 p/cyT. Y HEKOTOPbIX
OOIBHBIX ITPY TSDKETIOM TedeHNM Ty41iero 3¢ dexra iede s MOKHO JOOUTHCSI IIPY IIPUMEHEHY CY TOYHOI [I03bI
npenapara 2 p/cyt. Coo01iaeTcsi 0 BO3MOXKHOCTY SHIOOPOHXVA/IBHOTO BBefeHus perapara [18, 19]. [lopHa-
3y ajbga Tak)Ke MOXKHO BBOZIUTb IIPY [IOMOILLM [PKeT-HeOymaiisepa/KOMIIpeccopa MHOIOPa30BOro IOIb30BaHMA,
BO3MOYXHO TIpUMeHeHye Mell-uHrasitopos [20]. JopHasa anbda — GpepMeHT, KOTOPBbIi OBICTPO paspyliaeTcs u
TepsieT CBOM CBOJICTBA IIPY HAPYIIEHUM MHCTPYKLIMY TI0 MEAVIIHCKOMY IIPYIMEHeHN0. BayKHO IMOMHUTB, YTO
Iperapar peicTaBsieT co60it BOGHBI pacTBOP 6e3 OyhepHbIX CBOVICTB U He JO/DKEH PasBOAMTHCS VIV CMEILLIN-
BaTbhCSI C IPYTYIMY TIperapaTaMyl IV pacTBOPAaMI B eMKOCTY HeOyraiisepa [4, 5, 18].

B MHOro4Mc/ieHHbIX KOHTPOIMPYEMBIX VMCCIEHOBAHVSAX MOAYEPKUBACTCS, YTO IIPUMEHEHVe JOpHa3bl aabda
yiydiaeT QYHKIVIO JIETKUX Y 60/1bHBIX MB Kak B KpaTKOCPOYHBIX, TaK M B JUINTENIbHBIX HabmopeHmsx [21].
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B HEKOTOPBIX MCC/IEMOBAaHMAX OTMEYEHO CHYDKEHNE YacTOTBI OOOCTPEHWIT M yIydllleHye BeHTVJIALN JIeT-
Kux (22, 23]. [JnuTenpbHOE IpUMeEHeHMe Iperapara acCOLUMPOBAHO CO CHVDKEHMEM CKOPOCTY YMEHbIIeHVS
O®B1 [24]. CoobaeTcs 00 yCIIEITHOM JIeYeHNY CMHYCUTOB Y OOTIbHBIX MYKOBVICIIMZO30M C IOPHA3011 anbda ¢
VICIIO/Ib30BaHMeM MHrajsTopa Pari sinus [25]. CremyeT nog4epkHyTh, 4TO /I IIpernapara Hapsmy ¢ MYKO/IUTH-
YeCKMMM TaK)Ke XapaKTePHbI POTUBOBOCIIA/INTEIbHBIE U aHTUOAKTEpHaIbHbIe CBOICTBA, KOTOPbIe 0becreyn-
BAIOTCA 33 CYET CHVDKEHMA KOHLIEHTPaLVM 3/1aCTa3bl ¥ MHTEP/IEVIKMHA-8 B MOKPOTE, yMEHbILEHV IIPOLIEHTHOTO
cofep>KaHysi HeTPOMUIOB, CHIYKEHVS KOHLIEHTPALM HeNTPO(UIbHOI 3/1acTasbl ¥ MHTEP/IEKMHA-8 B XKUJI-
KOCTV OPOHXO0A/IbBEOJLAPHOTO /TABAXKa, BIIVIAHNA HA OMOIIIEHKV MYKOV/JHOV CYHETHOJHOV IT/I0UKI, CHVDKEHMS
cofiep>KaHVsI MaTPUYHbBIX META/UIONIPOTENHA3 B XXUIAKOCTY OPOHXO0A/IbBEO/IIPHOTO JTABAXKA, T.€. YMEHbIICHNS
BKJ/Ia/Ia IECTPYKTMBHOTO KOMITOHEHTA JIETOYHON TKaHU IIpM BocTasieHvn [22, 23]. Vicxops 3 aHami3a JaHHbIX
12 740 manmenToB peructpa CIIIA (1996-2008 rt.), 2538 ciry4aeB cMepTH ITAIVIEHTOB B Te4eHue 6 jieT Habmoze-
HUIL, ObUI CIe/IaH BBIBOJI, YTO MHTA/IALINN C IOPHA3011 a/ibda COKpaIaloT CMEPTHOCTD Ha 15% [26].

PasBuTHA CyIIeCTBEHHBIX HeXKe/aTe/IbHBIX AB/ICHNII TP JIeYeHUY JOPHa301i anbda He oTMedeHO. Boamox-
HO TosiB/IeHNe (GapUHTUTA, TAPUHTUTA, puHOpeu, Oporxocnasma u runeprepmun. OObr4HO Mo60UHbIE 3¢ -
(beKThI MMEIT MPEeXOIINII XapaKTep U pefKo TpeOyoT orMeHbl Tepanuu [1]. Ilpu kpynHOMacmTabHOM
3MMEMUOTIOTNYeCKOM MCCTIeIOBAaHNM TTALMIeHTOB, BK/TIIOYEHHBIX B perucTp 60mbpHbIX MB 1 momy4aBumx
JledeHye TOPHAa3011 anbga, YCTAHOB/IEHO, YTO IIOTEHI[MA/IBHO Cepbe3Hble HeXKelaTelbHble ABJICHUS VMeTN
MecTo Y 26 (0,38%) 60mpHBIX 13 6829, mpudeM AeTy MIajIIero Bo3pacTta (Maajue 5 jieT) mepeHoCIN MH-
TSN C IOPHA3071 anbda Tak XKe XOpoIo, Kak u bonee crapune [21].

Taxum obpasom, mopHasa anbda — MYKOIMTUYECKUIT IperapaT, KOTOPBIl eVICTByeT Ha BCe TPU 3BeHA
«IIOpoYHOTro Kpyra» MB - o6cTpykumio, nadekiyio un Bocnanenue. [Ipenapar ciegyet cuntarh 6a30BbIM
MYKOJIMTVIKOM M Ha3Ha4aThb BceM 60bHBIM MB cpasy noce moctaHoBky fmarHosa [1, 5, 24].

MyKOIUTHKM JPYTUX FPYIIT

Tmepronmueckmii pacteop NaCl

B Hacrosmee Bpems mpu MB ncrionb3ytot Taxoke vHrasnum 3-7% pacrsopa NaCl. IToBbiireHne KOHIIEHTparymn
CoMm B OPOHXIA/IBHOM CEKpeTe IPUBOAUT K €r0 aKTMBHOMY YB/IXKHEHNIO U YTy 4IIeHI0 QYHKIVIV MyKOLIVIVAp-
Horo Tpancnopra [30]. Cucremardeckuit 0630p, TIOCBAIIEHHBI STOMY BOIPOCY, IIOKA3bIBALT, YTO, IO TAaHHBIM
KPaTKOCPOYHbIX MICCTIEIOBAHNIL, MHTA/IALMIOHHOE BBEJiEHNE TUIIEPTOHNMYECKOTO PACTBOPA IIPUBOIUT K Y/Iydllle-
HJI0 MYKOLWJIMAPHOTO TPaHCIopTa 11 pyHKIMM Terkux y 60npHbIX MB 110 cpaBHeHMIO ¢ KOHTPOJILHOI IPYIIIION
[30, 31]. ITpy TakoM IOAXOZE K JIEYEHUIO OTMEYAETCs He TO/IBKO ITOIOKMTEIbHAA AVHAMIKA (PYHKIIVV BHEIITHETO
ABbIXaHVA Y MTALVIEHTOB, HO 11 BBICOKAsI BapuaOe/IbHOCTD Pe3y/IbTaToB 1 3HaunTembHast (1o 30%) yacToTa pasBUTIA
He)Xe/IaTe/IbHBIX sIB/IEHNII B BIJie KAl 1 OpoHxocnasma. [1pu nosisieHny mo604HbIX 3 PeKTOB peKOMEH/YeTCst
IPVYMEHATb OPOHXOAM/IATATOPBI ¥ CHYDKATh KOHLIEHTPAIMIO pacTBopa 1o 3-5% [1, 4]. B meiom mccnenoBarenu
OTHOCAT PacTBOP K IPYIIIIe CO 3HAYNTENTBHOI BOCTPEOOBAHHOCTBIO ¥ YPOBHEM HoKasaTenbHoCTH B (Paspen 11
«YpOBeHb yOEMUTEIbHOCTH I0KA3aTe/IbCTB...»).

s yrydileHnsa KOMIUIA€HCA IpM MICIIONIb30BAHMM TMIIEPTOHMYECKOTO pacTBOpa B ONTMMA/IbHON Tepa-
NIeBTMYECKOI KOHLIEHTpauym — 7% — MCC/IeoBalIiCh B TOM YNC/Ie pas3/InMyHble J0OAaBKY, B YaCTHOCTHU I'MMa-
nyponosas kucnota (I'K) - nonmcaxapus, mpucyTcTByoOIMII B TKaHAX YelOBeKa. [MamypoHoBast KUCIOTa,
KOMIIOHEHT BHEK/IETOYHOT'O MAaTPUKCa, ABJIAE€TCA BbICOKOMOJIEKY/IAPHBIM ITIMKO3aMUHOI/IMKAHOM, KOTOPbI
COCTOUT 3 MOBTOPAIIMXCA ucaxapuzioB N-alleTM/IIII0OKO3aMIHa 1 ITIIOKYPOHOBOM KUCIOTHL. VIHTepec-
Hble VICCTIeioBaHuA 1o npuMeHeHuto 'K ObUm mpoBeeHbl He TOMBKO IPY MYKOBYICIVIZIO3€, HO U TIPY aCTMe,
u 1ipu aMPu3eMe JIerkux [43, 44, 45]. YuenbiMu 6b110 okasano, uto 'K 6/1oknpyer Bo3HMKHOBeHME OPOH-
XOCIIa3Ma, BbI3BIBAEMOT0 HelTpomIbHOI 9macTasoit [46], a Takxke uto I'K, perymupys 6amaHc >XuaKocT B
VIHTEPCTHULINY JIETKNX, 0O/IerdaeT BeHTWIALMIO U ra3oo6MeH. Kpome Toro, BapIxanme 7% IUnepTOHNIECKOTO
pacTBOpa, B KOTOPBIiT 6611 ;06aBIeH 0,1% pacTBOp rnanypoHaTa HaTpys, OKa3aaoCh 3HAYNTENbHO IPYSTHEE
II0 BKYCY, 4eM 0e3 ruanypoHara Hatpus [47, 48]. Hamaue 0,1% ruanypoHara HaTpus obecleunBaeT 3aiim-
Ty C/IM3UCTON 0OOIOYKY JbIXaTe/IbHBIX MYTel OT PasApakaloliero AeCTBsI IMIePTOHINYECKOTO PacTBOpa.
braropaps xopoueit epeHOCMMOCTY JIeYeHre MOXKeT ObITb MaKCUMAaJIbHO JINTENTbHBIM ¥ KOM(POPTHBIM.
B Poccuiickoit ®enepanym 7% runepToHNYecKnii pactBop B codetanuu ¢ 0,1% ruamryponara HaTpusA 3ape-
ructpuposat B 2015 r. (Tnane6, mpoussozctso «Kpesu ®apmarieBriun C..A.», Vitanus). VIHranuposars mo
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ofHOMY (prrakoHy (5 MI) IBa pasa B JIeHb VIV COOTBETCTBEHHO IPEAICAHNIO Bpaya. JleueHre MOXKHO Ha4aTh
C MEHBUIErO KONMYECTBa IIpenapara ¥ yBeIM4MBaTh 03y NocTeneHHo. [Ipofo/mKanTca KMHnYecKue uccue-
JIOBAaHNA B TEPANIEBTIYECKOIT 1 TIeIUAaTPUIECKOI IPAKTIKe HaOMIOAaTeIbHOTO XapaKTepa.

Cyx0i1 TOPOLIOK MAHHMUTOIA /I MHTA/LALMII 00/1a/jaeT OCMOTIYECKIM JIeICTBYEM U 3aJlePXKIBAET XK/ -
KOCTb B CeKpeTe, IIOKPbIBAOIEM CIM3UCTYI0 000/T04Ky OpOHXOB. B He60/IbIIIOM UIIC/Te MCCIeOBaHMIT CO-
o0IaeTcs, 4TOo Mperapar ylIydiiaeT QyHKIUIO JIETKUX Y HEKOTOPbIX 60/mbHBIX MB 1 mpuMenseTcsa B ToM
CIy4ae, ecy y 60/IbHBIX He OTMeYaeTCs 3HauMMoro ag¢ekra oT jedeHNs JOpHa30 anbda 1 OHM IJIOXO
IIePEHOCAT TUIIEPTOHNYECKUIT pacTBOp. Ilepen npuMeHeHeEM MAaHHUTONA PEKOMEHYETCA IIPeSBapUTEb-
HOe€ JCIIO/Ib30BaHVe OpPOHXOAMIATATOPOB U3-3a pyUCKa pasBuTua O6poHxocnasma [1, 4, 32]. Knuunveckne
HaOJTI0fieHN A, IPOBefieHHbIe B ITOCTIEIHee BpeMs, IPOJAEMOHCTPUPOBA/IN KIMHIYECKYI0 9P (HEeKTUBHOCTD U
6e3omacHoCTh Ipenapara (B — ypoBeHb oKa3aTeNIbHOCTH), ¥ B HACTOsALIee BpeMs Ipernapar bpoHXuTon
(«@apmakcuc JIta.», ABcTpanus) 3sapeructpuposal B Poccumiickoit Depepauym. Pekomengyemas mosu-
poBka npenapara bpouxuron-®Papmakcnc cocrasseT 400 mr (10 xarcyn 40 Mr ¢ IOMOIIBIO VHTAIATOPA)
2 pasa B fieHb. [l03bI 1O/DKHBI IPMHMMATbCA yTPOM U B€4epoM 3a 2-3 Jaca Jjo cHa. 3a 5-15 MUHYT [0 Ipue-
Ma npemnapara bponxnron-PapmMakcuc NanyeHT SO/DKEH IOMTYyYUTb OpOHXOMUTIYECKIIT IIpenapar.

N-ane TWINUCTeNH IPYMEHSIOT B KIMHNYECKOI TPAKTYKe I/IA CHYDKEHVA BA3KOCTU OpOHXMAIbHOTO 1 Ha-
3aJIbHOTO CeKpeToB. [lelicTBIe alle TM/ILNCTENHA CBA3aHO CO CIIOCOOHOCTBIO €T0 CY/Ib(TIUAPUILHBIX TPYIIIT
paspbIBaTh AVICYIbPUHBIE CBA3Y KUC/IBIX MYKOIOMNCAXapUIOB MOKPOTBI, YTO NPUBOAUT K JeTIO/IApU3a-
LMY MYKOIIPOTEN/IOB ¥ YMEHDILIEHNIO BA3KOCTH C/IU3M.

dapMaKOKMHeTHKA IIperapara 3aBUCUT OT IYTH BBefeHus. [Ipy MHIa/SIIOHHOM BBEEHUM OH CIOCO6-
CTBYeT CHVDKEHMIO BA3KOCTHU CEKpeTa, IIpM IpyeMe BHYTPb 9P PeKT MO>KeT ObITh He3HAYNTE/TbHBIM 13-32
HI3KOJI OMOOCTYIIHOCTY Ipenapara. HecMOTpsi Ha INTENbHYIO IPAKTUKY IPUMEHEHNs aljeTHUIINCTe-
VIHA, CYLIECTBYIOT IIPEAIIONIONKEHNA O eT0 HeTOCTaTOYHON 9(PPEeKTUBHOCTY, OCOOEHHO IPY JINTETbHOM
IPUMeHEHNY, TIOCKO/IbKY eICTBYE alleTWILCTENHA IPUBOAUT K BBIOOPOYHOI [IeIONIMMEpU3aLiN My-
nuHa 1 He 3aTparusaet cTpykrypsl JHK u F-aktuna [1, 27, 28]. OgHako B mocienHMe rofibl IpYMeHeH e
Iperapara B Ka4eCTBEe MYKOIUTUYECKOTO CPefICTBA OTPAaHNYEHO BBUJY BBICOKOTO PMCKa pasBUTUA HeXe-
JIaTe/IbHBIX ABJICHUI I He PEKOMEHAIYeTCs 32 py0e)KOM B KaueCTBe MHTA/IAIVIOHHON Tepany npu MB [29].
AMOPOKCOIT aKTVBYIPYeT JBVDKEHNE PeCHIYEK SINUTEVs, BOCCTAaHAB/IMBAECT MYKOLVIIVAPHBIN TPAHCHIOPT, CTU-
My/pyeT obpa3oBaHye GPOHXMAIBHOTO CeKpeTa MOHVDKEHHOI BS3KOCTH 3 CYeT M3MEHEHNS CTPYKTYPbI MyKO-
no/micaxapuzioB. CTUMYy/IpyeT IPORYKIMIO Cyp(aKTaHTa, OBBIIIAA MHTEHCUBHOCTD €T0 CMHTE3d, CeKPeL I
3aTOPMaXXMBas €r0 PacIaf, YTO MPENATCTBYET IPOHMKHOBEHNIO B K/IETKM SIUTE/NNA IIATOT€HHbIX MUKPOOpPTa-
HI3MOB. Y AMOpPOKCO/Ia VIMEIOTCSI IPOTMBOBOCIIA/INTE/IbHBIE VI aHTUOKCUAHTHbIe CBOVICTBA. CrieyeT yuuThl-
BaTh, YTO 3aMETHBII KIMHITIeCKIiT 9P PeKT mpy epopaIbHOM ITpUMeHeHVT AMOPOKCO/Ia HaOIoaeTCs He paHee
yeM yepe3 4-6 cyT npuMeHenns [33]. Y 60onbHbIX MB npernapar 1cIonb3yoT Kak MYKOTIUTITYECKOe CPEfICTBO I B
KavyecTBe CTUMYIATOpa crHTe3a cypdakTanTa [1, 2]. Konrpormpyembix nccnenosanmuii agppexTuBHOCT AMOPOK-
coma 'y 6071bHBIX MB He ony0mKoBaHoO, B CBsI3Y C 4eM OH He peKOMeH/I0BaH 3a pyoexxom mpy MB [29].

CooTBeTCTBIE UCIIOTH30BAHUS MHTAAIVOHHOI Tepanuy Py MYKOBUCIIU03€ KPUTEPUIM
JOKa3aTelbHOM METUIIMHBI

B MHOTOYMC/IEHHBIX MICC/IEJOBAHUAX OBUIO TIOKA3aHO, YTO HAMOONIBLINIT MYKOMUTUIeCKUI 3¢ deKT oT™e-
JaeTcsl IpU JieueHuu fopHasoit anbda (A). B mocnenHme rogpr Takxe O6bUIa IPOZEMOHCTPUPOBAHA BBICO-
Kasi IOCTOBEPHOCTD 3(pdeKTMBHOCTYU U 6€30IaCHOCTM UCIIO/Ib30BAHNSI MAHHUTOJIA U TUIIEPTOHNYECKOTO
pactBopa Hatpus xyopuza (B). 3apuxcuposan 6ponxonmmnrudeckuit a¢p ekt npuMeHeHns B-afpeHOMIMe-
TUKOB Ha ¢poHe 06cTpykuyy npu MB (B). [l [pyrux MyKOIUTUKOB PeKOMEHALNM C BBICOKMM YPOBHEM
JI0Ka3aTebHOCTU OTCYTCTBYIOT [29].

Crioco6bI MHTATANMOHHON Tepanmnmn

B Hacrosmee BpeMsa 06CyX/jaeTcsi BO3SMOXKHOCTb COBMECTHOTO BBEIEHNSA IPENapaToB NPy MPOBefEeHNUN
VIHTQJIAIVIL, 9TO COKPATUT BpeMs IIPOLeyPhl M YBEIMYUT KOMIUTAeHTHOCTDb OO/IbHBIX [34, 36]. Vpes kpaii-
He 3aMaH4MBas1, OJHAKO MCIIO/Ib30BATh B KJIMHNYECKOM IIPAKTUKE 3TU PEKOMEHAALNY PAHO, T.K. UCCIIENO-
BaHUII in vivo 10 GO/IBIIMHCTBY IIpeNapaToB He IPOBOAVIIOCE.
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[Tpy HasHaYeHUY VHTAIALVOHHBIX IIPEIapaToB C/IefyeT yAeMATbh BHUMAHNE BbIOOPY CPEACTB JOCTABKM
a9pO30JIs ¥ TEXHUKE IIPOBENEHNMS MHTA/IALMIA, IIPY 9TOM HEOOXOAVMO YUUTHIBATD BEPOSITHBIE IIOOOYHBIE
3¢ }eKThI Ipy IpUMeHEeHNN TeX WM VHBIX ycTpoicTs (Tabm. 1).

Tabmuua 1. BeposiTHble mo604HbIe 3¢ (PeKThI IPY IPOBERAEHN MHTATISILVIOHHOI Tepann

BeposTHbie mno6ouHbie 3¢ eKThI JAN IOAW + cneiicep JIIN Hu
HenpuarHsiit BKyC MeiKaMeHTa + + + -
CyxocTb BO pTY + + + -
Ocunnoctb ronoca + + + -
[pubKOBBIE MOpaXKEHUS CITU3NCTOI + + + -
IlepenosupoBKa ITpy HENPABUIbHOM N N N _
UCTIONIb30BAHNN

[MnepBeHTUIALNA - * - +

Ipumeuanue. JAVI — 1o3upOBaHHbBIN a3p030/bHBLIT MHTANATOP, 1V — Mo3upoBaHHbII IOPOUIKOBbIN MHTALATOP,
HMW - He6y/ait3epHblil MHTAIATOP

Hamnboree pactipocTpaHeHs! J03MPOBaHHBIE a3P030JIbHbIE UHTA/IATOPHI, O3V POBAaHHbIE HOPOIIKOBBIE H-
Ta/IATOPHI U HeOyali3epsl. B 3aBucuMoCTy OT BO3pacTa MamyieHTa MOryT OBITh MICIIONb30BaHbI Pa3/IYHbIe
CIIOCOOBI MHTAIALMOHHON Tepalyy, yIydllaioine JOCTaBKy IpenapaTa B jierkue. [Ipobnema cHXpoHu-
3aIUM BJJOXa C MOMEHTOM IIOCTYIUICHM JIEKaPCTBEHHOTO IIperapara — OffHa 3 CaMbIX Ba)KHBIX IIPY JIC-
II0/Ib30BaHMM O3 POBAaHHBIX a3P030/IbHBIX HIAATOPOB. He Bce meTy OBIBAIOT B COCTOAHNUY IPABUIBHO
OCBOMUTD 3TOT JbIXaTe/IbHbI MaHEBP, II03TOMY IJI ONTUMU3AIVN OCK/EHUA MEIMKAMEeHTa IPUMEHAIOT
pacmpezesnswlee YCTPOVICTBO — crevicep [35].

Creticep — 3TO CrelaabHasA KaMepa, KOTOpasi CIyKUT IPOMEXYTOUYHBIM pe3epByapoM JIA a3p0307Id JIe-
KapcTBa 11 ob/1erdaeT NpuMeHeHe MHTAIATOpoB. [Ipy 5ToM eKkapcTBO 13 6a//IOHYMKA MHTA/IATOPA CHAYa-
JIa IOCTYTIAeT B CIIelicep, a 3aTeM y>ke BIbIxaeTcA HanueHToM. Creiicep MOXKeT MCIIONb30BAThCA C MACKOI
VULV MYHZIIITYKOM.

K coBpeMeHHBIM cTOCO6aM JOCTaBKM TIeKapCTBEHHBIX CPEACTB OTHOCHTC:A Hebyaiidep, IpeoOpasyromyii
XUIKYI0 GopMy MeiMKaMeHTa (pacTBOp, CYCIIEH3NA) B a3P0307Ib C IIOMOIIBIO CXKaTOT0 BO3JYXa, II0JaBaeMo-
IO KOMIIPECCOPOM WIN ITbe3037ieMeHTOM [36]. [Ipy HeOynmusanyy 06pasyoTcs 4acTUIBI a9PO307IsL, COfleprKa-
1[yie MOJIEKY/IbI MeIMKaMeHTa. Ba>kHyIo posib B Ipoliecce MHT /ALY UTPAIOT YaCTUIBI MEHee 5 MKM, T.H. pe-
crmpabenbHas ppakIysg a3po307id, KOTOpas OCAKAAETCA B METKMX OpoHXax 11 OpoHXMOIaX. Y 60IbIIMHCTBA
HeOyraii3epoB pecnupabenbHas GpaKIya coCTaB/AeT He MeHee 60% OT IpoN3BeeHHOro aspo3ors [37, 38].
[na Hebymaii3epHOI VHIAAIVOHHON Tepalny HOIYCKAeTCA MCIIONb30BaHNe MUKCTYP MEAUKAMEHTOB C
y4eToM (pU3NKO-XMMIYECKNX CBOJICTB, COBMECTIMOCTH IIPENapaToOB U COOTBETCTBYIONIVNX PeKOMEH AN
IIpOU3BOANTENIE.

K ocHOBHBIM IIpenmyIecTBaM Heby/aii3epHbIX HT /LA MOKHO OTHECTI:

JIOIOJHNUTEIbHOE YBIaKHEHMe CIM3VICTON 000I0UKI IbIXaTe/IbHbIX Iy Teil;

e BO3MOXXHOCTb CMEIIVBATbH IEKAPCTBEHHBIE TIPeIIapaThl;

e IIPOCTOTY NPOBEJEHNA NPOLEAYPhI — HET HEOOXOAMMOCTY B KOOPAMHALINY JbIXaHNS;

e BO3MOXXHOCTb KOMOMHMPOBATb MHTAISALNIO C PU3NOTEpaTINeiL.

OpHMM 13 BaXXHBIX (aKTOPOB AJIA JOCTYDKEHMS ONTMMAIbHON HepudepiyecKoil Aeno3uIny aspo3od
JIEKapCTBEHHOTO CPefCTBA IIpy HeOy/lIaii3epHOI Tepalyy M YMEHBIIEHNUA ero OCaKAEHMS B POTOITIOTKE
ABJIAETCA CHIDKEHME CKOPOCTV VHCIMPATOPHOTO IIOTOKA. DTOrO MOXXHO HOCTUYb IIyTeM IpVMEHEHMN
HeOy/aii3epoB ¢ OMINel KOHTPOJIA MOIIHOCTY BJIOXa, OTPaHMYMBAIOIIE] MOIHOCTD BJOXa IAllMeHTa JIO
ypoBH: He 6onee 30 n/mMuH [39].

[IprMeHeHMe HU3KOIIOTOYHBIX KOMIIpEccopoB (6 /1/MIUH) ¢ HeOynarisepaMy C peTylInpyeMoil mogadeit
a3pO030JIA CIOCOOCTBYET CHIDKEHUIO TOTEeph IIpenapara — pacCeMBaHMA B OKpYy>Kalollell cpefie — 1 Io-
BbIIaeT 9 PeKTUBHOCTD TEPALUNL.
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He6ynaiisepHas MHranAnus Mo>KeT IPOBOAUTHCSA B IIOCTOSHHOM VI THTEPBAJIbHOM PeXXIMe C UCIIOIb30-
BaHMEM IIpepbIBaTeNA BO3JYIIHOTO MIOTOKA. DTO HE TOJIBKO MO3BO/AET UCK/IIOUYNTD IIOTEPY MEAVKAMEHTA,
HO U JJaeT BO3MOXKHOCTb COY€TATh MHTAIALMIO C IpMeMaMy KMHE3UTEPaui UM YCTPOMCTBOM OCLIVIIIA-
TOPHOTO NO/IO>KUTEIbHOTO COPOTUBIIEHN Ha BbIioxe (rmarTepom).

CyuiecTByIOT HeOyaiisepHble YCTPOJCTBA C IMOBBILIEHHON #o 90% poneit pectmpabenbHoOit Gpakuny,
IpefjHasHauYeHHBbIE JI/IsI ALMleHTOB C Ma/IbIM 00'beMOM JbIXaTeIbHBIX Ty Tell. B HeKoTOphIX cydasx Tpedy-
€TCsl JOCTaBKa a3p03071 B BEpXHIE OTAE/bl PECIMPATOPHOrO TpaKTa. [Ipy 3TOM NpUMEHAIOT paclblInTe-
71, B OCHOBHOM IIPOAYLMPYIOLIEe KPYITHOVCIEPCHBIN a3P030JIb C pasMepoM dacTul, 8—12 Mkm. Mo>xxHO
JICIIO/Ib30BATh CIIELIMa/IbHBIN IPUOOP C MY/IbCUPYIOLLelt ofadeil adp0o30is /Il JOCTABKM Me[IKaMeHTa B
IpUAaTOYHble as3yxy Hoca [25, 40, 41].

He6ynaiisepHas Tepamyst MOXKeT IPOBOAUTHCA KaK B CTAIVIOHAape, TaK U B JOMAILIHNUX YCIOBMAX (HOCTe
00y4eHNs NalVMEeHTOB VIN VX POAMTeEsIelt) U SAB/IAETCS NPEeAIIOYTUTEIbHBIM METOIOM MHTA/IAIVIOHHOM Te-
pamuu Jis fieTeil paHHero Bo3pacTa. OfHOBPEMEeHHO ¢ HeOy/Iali3epHOI MHTaIALMell B Le/IAX YIy4IIeHs
MO6MIM3anyy 6POHXMATBHOTO CeKpeTa MO>KHO JCII0/Ib30BATh YCTPOVICTBO [/l CO3/IaHsI IIO/IOXKIUTE/IbHO-
ro masyeHus Ha Beigoxe (PEP - positive expiratory pressure) [1].

[Tpy mpuMeHeHUN pasNNYHBIX PUOOPOB I FOCTABKYU a3PO30J/Isi BOIPOCH OYMCTKYU VM TUTMEHBI TaKMX
YCTPOJICTB MMEIOT IIEPBOCTEIIEHHOE 3HAYeHNe I MPOPIIAKTUKMA UX KOHTaMUHALIVM U IOBTOPHOTO MH-
¢unuposanus [41, 42]. YerpoiicTa s aspo3obTepannuy HeoOXoAuMOo IOoc/Ie KaK0ro MCIONTb30BaHNSA
IOfIBEpPraTh OYMCTKE, [Ie3MHPEeKIUY, CTePUIN3aLNA U IPOCYLUIVBAHNIO B COOTBETCTBUM C YKA3aHMAMMU
IIPOM3BOAUTENA MEULIVHCKUX U3/Ie/NIA.
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5.2. AHTHOaKTepuanbHAA TepaTs

Bonbubre MykoBucrnnozom (MB) mpescTaBsiior co6011 OFHY M3 CAMBIX TSKETBIX KATETOPUIl HY/IbMOHO-
TOTM4YeCKuX OOMBHBIX, M KOppeKTHas aHTnbakrepuanpHas tepanus (ABT) pecnmparopHoit nHpexuyn
npu MB onpepenser nporuos 3abonesanus [1-3]. VsBectHo, 4T0 60/1bHBIe MB B nopaBisioneM 60/b-
IIVHCTBE SIBJISIIOTCSI HOCUTEISIMYU TaKUX MUKPOOPTaHU3MOB, Kak Staphylococcus aureus, Haemophilus
influenzae, Streptococcus pneumoniae, MyKOUJHBIX ¥ HeMYKOUZHBIX ¢popM Pseudomonas aeruginosa un
Burkholderia cepacia complex [4, 5].

IToxasaHo, 4TO B IepBbIe OB XKU3HY Y 601bHBIX MB nomuuupytor Staphylococcus aureus v Haemophilus
influenzae, a 3aTeM OCHOBHBIM BO30ynuTenieM CTaHOBUTCA Pseudomonas aeruginosa [6]. Beino ormedeHo,
4TO ITHEBMOKOKKOBast MH(peKust y mopeit ¢ MB BcTpedyaeTcst peko, HO 3HAYMTENbHAsI JOMISI 9TON KaTero-
puu 6ONBHBIX He MIMeeT afeKBATHOM 3aLINTHI, U JIeYeHe JO/DKHO IPOBOJUTHCS C YYETOM KIMHIYECKOTO
TedeHns 3aboneBanns [7]. [Ipu mMHEBMOKOKKOBOIT THEBMOHNMY y 601bHBIX MB yXyamraetcst coctosiHume 3a
CYeT CHIDKEHVSI QYHKIIMY TETKUX.

YcTaHOB/IEHO, 4TO B 2/3 clny4aeB XpoHMYeCKas MHeKLMs BbI3BaHa He OJHUM BO30OyauTeneM, a ac-
conuanuerl MMKpPOOPTaHN3MOB, IpUYeM y FOCHUTANU3NPOBAHHBIX OOBHBIX, B OTANYME OT aMOy-
JTATOPHBIX, 9TU ACCOLMALINY PeCTaBIeHbl, KaK IPaBUIO, He IBYMs, a TpeMs 1 6oee BULAMU MU-
Kpooranusmos [1, 3, 4, 8-10]. Pseudomonas aeruginosa Ha CETOJHSIIHNIL JeHDb SBAETCA BeAYIIUM
IIATOT€HOM, OIpeJe/IAIOLUIM IIPOorpeccupyoliee TedyeHue XPOHNYECKO OPOHXOIerOYHON MH(eK-
UK, TOpakeHue JeTKuX, IPoTHO3 3aboneBaHus. B mociegHee Bpems Bospocna ponb Burkholderia
cepacia complex, Nontuberculous mycobacteria v HepepMeHTUPYIOIMX TPaMOTPULIATEIbBHBIX MUKPO-
opranusMmos Stenotrophomonas maltophilia, Achromobacter (Alcaligenes) spp., Aspergillus spp. B na-
CTOsillee BpeMsi [TOKa3aHO, YTO MPOJO/DKUTENBHOCTD XU3HM Y 601bHBIX MB 3aBuCUT OT 9THOTOTNYI
XpoHM4eckoii nerounoit nHGexnuy [11-14]. ABT moxer 3afep>kaTh pa3BUTIE XPOHNUECKOI MHPEK-
IV HVDKHUX [bIXaTeTbHBIX MyTel, 3aMeIIUTh TEMII MPOTPECCUPOBAHNS JIETOYHBIX PACCTPONCTB.
B TeueHme mocmegHUX mecATUIETUI 6O pa3pabOTaHO MHOXXECTBO Pa3NMMYHBIX TePANEeBTUIECKIX
IIOAXOMOB, BK/IIOYasi METOAB! ONTUMI3NPOBAHHON aHTUOMOTUKOTEPANINY, KOTOPbIe OKa3anu Cylie-
CTBEHHOE B/IMAHME Ha IPOTHO3 3a00/1eBaHusA.

1. Oco6ennoctu ABT npu MB

1. Ilpn npoBenennn ABT cremyeT OpreHTMPOBATHCS HA YYBCTBUTENBHOCTD BbIJEIEHHOTO MUKPOOpTa-
HM3Ma W/IV ACCOLMALNN K aHTNOMOTHKAaM. AHTHOAKTepuaIbHble CPEACTBA IPOTHB M3BECTHOTO BO30Y-
nurens (Pseudomonas aeruginosa, MRSA, Burkholderia cepacia complex, Stenotrophomonas maltophilia
VI Ip.) CTIefyeT Ha3HAYaTh C yI€TOM M3BECTHOIN YYBCTBUTENTBHOCTY WV IOTOXKNUTENBHOTO 3¢ dexTa mpu
Tepanuy IpeALIeCTBYIOero 060cTpeHs nerouHoi nudekym. OOHapyKeHne in vitro pe3uiCTeHTHO-
CTH K aHTHOAKTePUaIbHBIM IIpenapaTaM He sIB/IeTCSI OCHOBAHMEM JI/IsI I3MEHEHNsI IeYeHNs Y TaljieH-
TOB B C/Ty4ae, eC/IV IO/TyYeH OTBET Ha IIPOBOAMMYIO TEPATINIO.

2. Crenyer HasHayaTh MaKCUMajIbHbIE BO3PACTHbIE [O3bI IPENAPATOB WM JO3bl, peKOMEHAyeMble IS
6onpHbIX MB. IIpriMeHeHe BBICOKVX [I03 QHTUOMOTIKOB CBSI3aHO C 0COOEHHOCTAMY (papMaKOKMHETH -
K1 aHTUOMOTUKOB TIpu MB (1. 2).

3. Tlpu obocTpeHnn meroqHO MHPEKINI MPEAIOYTUTENTBHO MCIO/Ib30BATh BHY TPMBEHHBII Ty Th JOCTABKI
nperapara. BHyTpuBeHHOe BBeleHNe aHTMOMOTIKOB HAYMHAETCS B CTAIIOHAPe, TIOC/Ie TTOSIB/IEHN TT07I0-
YKUTETIbHOI KITMHIYECKOI AMHAMUKI TeIeHIe MOYKET OBbITh MPOJJO/DKEHO B aMOY/IaATOPHBIX YCTOBMSIX.

4. OpHOBpeMeHHOe HasHaueHNe MPenapaToB /s MHTAMALMOHHOTO U BHYTPUBEHHOTO ITyTell BBEJEHNUS
OffHOM (apMaKOTIOTMYeCKOll TPYIIIbI He PeKOMEHyeTcss. BO3MOXXHO HasHaueHMe VHTAIALMOHHON 1
BHyTpuBeHHO! ABT OfHOBpeMEHHO M0 PEelIeHN0 KOHCHINYMa CIEMaINCTOB U C yIeToM dapMaKo-
JIOTMY9€CKOII TPYIIITBI IPEapaToB.

5. [lis 6a3sucHOI Tepamy XpOHNIECKOTO MIUKPOOHO-BOCTIATUTEIBHOTO 3a00/IEBAHISI IETKVUX MCIONb3Y-
ercst naramsiguonHas ABT. IIpodunakTideckoe mpuMeHeHe MHTAMALMOHHBIX aHTUOMOTIKOB PEKO-
MEeH/yeTCsI IIOCTIe OKOHYAHVsI Kypca BHY TPVUBEHHOI TEPAIIL.
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6. ADBT Heo6xoAyMO coYeTaThb C AKTUBHOI KMHe3UTepaImeil.

7. JInMuTenbHOCTb aHTUOMOTUKOTEPANNM OIpefenseTcss Ha OCHOBAaHUM JMKBUAALUY KIVHWYECKNX, JIa-
00paTOPHBIX, PEHTTeHONIOTMYECKNX U (PYHKIMOHATBHBIX IPU3HAKOB 000CTPeHNsI OPOHXO/IETOYHOTO
npouecca. Kypc nedennst cocrapysiet B cpegHeM 14-21 fenp u 6onee.

2. PapMaKOKMHETHKA AaHTMOMOTIKOB M 0COOEHHOCTY X HPOHUKHOBEHU
B peCIMpaTOpHBIN ceKper npu MB

B 60npIMHCTBE CTy4aeB aHTMOMOTHKM IIPOHMKAIOT B OPOHXMAIBbHBII CEKpeT U3 KpoBU nyTeM auddysun
0 TPafiNeHTy KoHIeHTpauyy. AMuHormkosuas! (AMI') mnoxo pudgyHaupyooT B mpocBeT OpOHXOB Ye-
pes mMnuaHble MeMOpaHBbl, a I JOCTVDKEHNUA TepaIleBTIYecKoro s ¢deKTa Ipy X BHyTPUBEHHOM BBefie-
HUY HEOOXOAMMO MPUMEHSATD BBICOKME [03bI [15, 16]. C 1e/1b10 MUHUMU3UPOBATh TOKCUYECKOE JIEICTBIE
AMT Heo6X0VMO MPOBOAUTH MOHUTOPUHT X KOHI[EHTPALMM B CBIBOPOTKE KpoBu. PapMaKOKMHETHYe-
CKMe TTapaMeTpsl pu npuMeHeHun AMI nMeroT 3HauMTeIbHBIE KOJIeOaHV y Pa3HBIX OOIbHBIX U 3aBUCHT
OT NPUMEHsIeMbIX Tab0paTopHbIX MeTouK. [JosupoBka AMI' Ha OCHOBaHMM MaTeMaTMYeCKUX MOJeneit
B OOJIBIIMHCTBE MeAUIMHCKNX LeHTpoB PO HepmocTymHa. ToOpaMMIiMH IPOHMKaeT B OPOHXMAIBHBIN Ce-
KpeT nyuine gpyrux AMI, HO A1 JOCTVDKEHNSA TepaneBTIYeCKOl KOHLIEHTPAL[UY €T0 B 04are BOCIa/ICHNS
PV BHYTPUBEHHOM BBEJCHUN TaKXKe HeOOXOAVMO IIPUMEHATh BBICOKME 103bl. AMI' 06/1aaoT KOHIeH-
TpaLMA-3aBUCYMBIM TUIIOM aHTUMMKPOOHON aKTVBHOCTI. AHTUOMOTUKM 3TON TPYIIIbI 00/TaaloT TaKxKe
fuTebHbIM (10 3—4 4) mocTanTnb6MoTIYeckuM 3ppextom. OCHOBHBIM PapMaKOANMHAMUIECKIM ITapaMe-
TPOM, olpefensomyuM 3¢p(HeKTUBHOCTb aHTUOMOTUKOB 3TOTO TUIIA, ABJIAETCA COOTHOIIEHNE MEX Y MaK-
CUMaJIbHOI KOHIIeHTpanuel anTubmnotnka (MK) u MuHumanbHoi nogassiowieit KonueHTpanueit (MIIK)
s MuKpob6a. VimeHHO aTa ocobenHOCTs AMI' mocny>xmaa OCHOBaHMEM B IIOCIEHE TOAbI /I U3Me-
HEeHMA peXXMMa MX JJO3UPOBaHNA — Iepexofia ¢ TPEXKPATHOTO Ha OIHOPAa30BOe BBejeHMe BCell CYyTOYHOI
10361 B Busie 30-60-MuHy THON MHY3uu. IIpy 3T0M 6bIIO ITOKa3aHO, YTO 60JIee BBICOKMII IT0Ka3aTenb (>10)
MK/MIIK siB/isieTCst OCTOBEPHBIM MPENUKTOPOM O/IarOMPUSATHOTO KIIMHUIECKOTO U HaKTEPUOTOTMYECKO-
ro addekra. [Ipu TpagunmonHom apobHoM BBemeHn AMI Heo6XomuMble KOHIIEHTPALUM He JOCTUTa-
1orcs [17]. AMI nmpuMeHAIOTCA B KadecTBe JINTENbHON 0a3MCHON MHIAIALMOHHON Tepanuy (ypoBeHb
JI0Ka3aTe/IbHOCTM BBICOKMIA, K/Tacc pekoMeHanmit — A) [18-20].
[Menumabl 1 1jehanroCIOPUHBI IIOX0 MPOHUKAIT B OPOHXMATBHBIN CEKPET, a UX KOHIIEHTPALMs B
MOKpoOTe cocTasnsAeT 3-15% oT ceiBopoTouHOI [21]. [ JOCTMKEHM S X MHTMOUPYIOIINX KOHIIeHTpaIiyi
B OpOHXMA/bHOM CeKpeTe Ha OCHOBaHMM (apMaKOKMHETUIECKUX PACUeTOB pa3paboTaHbl JO3UPOBKU U
PEeXUMBI BBe[ICHI OCHOBHBIX aHTUOMOTMKOB, IPUMeHseMbIX Y 60mbHBIX MB. [Tpy BHYyTpUBeHHOM BBe-
[leHNM aHTUOMOTUKOB, KpoMe AMI, B peKOMeH/IyeMbIX JO3MPOBKAX C YYeTOM MX IIMPOKOTO TeparneBTude-
CKOTO MHJIeKca poBeeHre papMaKOKMHETNYECKOTO MOHUTOPIHTA HE00s3aTe/IbHO.
[Tpn TabmeTpoOBaHHOM MpUMeHeHMN HUMPOGIOKCAI[MHA €r0 KOHIIEHTPal[si B OPOHXMATBHOM CeKpeTe
nocturaer 46-90% ot copepxaHus B KpoBu [22]. BO3MOXXHO BHYTPMBEHHOE U OpajibHOE IIpYMEHEHNe
¢ropxuHONMOHOB. C y4eTOM UX BBICOKOI OMOLOCTYITHOCTM IIpMeM IIpenapaToB yepe3 poT IpefIodTHUTe-
NieH. BHyTpuBeHHOe IIpMMeHeHe OPOro U MeHee YLOOHO /i1 60/IbHOTO.
KonmctuH mmpoko npuMeHseTcst Ijisi MHTAJIALMOHHON Tepamyy IPY ePBOM BBICEBE U IIPU XPOHUYECKOI
Pseudomonas aeruginosa-undexunn. Onpenenenne konueHTpauyy Konucriuna B 6poHXMaIbHOM CeKpeTe
He IIPOBOJUTCS, TaK KaK [eliCTBYIOI MM HAauyajIoOM ABJIAETCA MPOAYKT IMPO/IN3a IPUMEHAeMOro IperapaTa
(IMKIMYeCKUI TOMNIIETITUR), @ JO3MPOBKM OIIpe/ie/IeHbl HA OCHOBAHMM M3Y4eHVA KIMHIYeCKol apdek-
TUBHOCTY U [lepeHOCUMOCTI. BHyTpuBeHHO KommcTuH ¢ ycriexom npuMeHsieTcst y 60/IbHbIX ¢ MHDeKImeit,
BBI3BAaHHOI MY/IBTUPE3UCTEHTHOI Pseudomonas aeruginosa.
Kpome 3aTpypHeHHOI IeHeTpayy aHTMOMOTIKOB B IIPOCBET OPOHXOB MMeeTcs IpobyieMa, CBsI3aHHAsA C Ha-
mareM y 6onbHBIX MB B mmpocBeTe OPOHXOB THOMHBIX CTYCTKOB (IIp00OK). B cOCTaB IHOMHBIX CIyCTKOB
BXOJIAT OTPUIIATENbHO 3apshKkeHHble rKkonpoTerHsl 1 JTHK. ITonoxurenbHo 3apskeHHbIe MOnekysl AMI,
B YaCTHOCTYU TOOPAaMUIIVH, MOTYT BCTPAUBATbCS B 9TU KOMIUIEKCHI [23-25]. [l pelreHns npo6ieMsl meper
VHTJIALVEN aHTUOMOTUKOB HEOOXOAVMMO IIPOBOANTD 3P PEKTUBHYIO MYKOTUTUIECKYIO U KMHE3UTEPAINIO.
CasasbiBaHMe IepTasuayMa IIMKOIPOTEVHAMY HE3HAUUTE/IbHO, @ JAHHBIX 110 IUIIPOQIOKCAVHY 0K He
nony4deHo. [Iperpamoit f/ist MpOHMKHOBEHNS K KJIETOYHOI MeMOpaHe Pseudomonas aeruginosa siBsieTCst -
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3UCTBIN 9K30onomucaxapuy, (anbruHar) [26]. C 9Toii 11e/1blo, a TaK)Ke C IIPOTUBOBOCIIAINTEIbHON IIPY JAHHOM
By/ie MHGEKIMY VCIIONIB3YIOT MaKpOnu/sl (YpOBEeHb JOKa3aTeIbHOCTH — B).

YuutbiBas IpuBeeHHbIE JAHHbBIE, MOXKHO CJIENIaTh BBIBOJI, YTO JOCTIDKEHME OaKTEPUIIMTHBIX KOHI[EHTPa-
U1 aHTUOMOTUKOB B IIPOCBeTe OPOHXOB 3aTpyRHEHO [27, 28].

B yactHOCTH, UnIpodIOKCcaLH U TOOpaMMUIIMH, TIOAAB/IASA BBIPAOOTKY Pseudomonas aeruginosa anpruta-
Ta, IPUBOJAT K YMEHBIIEHNIO BOCIIaeHNs1 y 60nbHBbIX MB 3a cuer cHbKeHMsT GOPMMPOBAHNS IMMYHHbBIX
KOMILTEKCOB [29, 30]. ToOpaMuLIMH ¥ TeHTaMMUILIMH, BCTPANBasCh B aMIHOTPYIIIIBI, CBS3BIBAIOT KUCTIOPOJ-
Hble PaJIMKajIbl, TUKAPIM/IMH U [ePTasuiuM 3alMIIAIT o -aHTUTPUIICKH OT TIOBPEX/IEHMsA KIUCTOPO-
HbeIMU pagukanamu [31]. HescHoO, HACKOTIBKO 3TV B3aMMOJENCTBYSI COMPSDKEHbBI C MHAKTUBALMEN CAMOTO
antmbmoruka. Kpome Toro, cyouHrnbupyoime KOHIEHTpanyuy aHTUOMOTUKOB MOTYT IIPUBECTI K MyTa-
1ysiM Pseudomonas aeruginosa (aganTuBHbIe MyTalum) ¢ HOC/IeAYIOIMM GOPMIPOBaHMEM aHTHOMOTIKO-
PEe3UCTEeHTHBIX ITAMMOB (aJalTVBHAsA aHTUOMOTUKOPE3UCTEHTHOCTB) [32].

[Tpu MB umetorcst ocobernnoctu B papmakoknuetike AMI B-1akTaMHBIX aHTHOMOTHKOB, BbIpa)KaloLle-
Cs1 B YBe/IMYEeHMY 0ObeMa paciipefie/ieHyis1 Ha KMJIOTPaMM MacChl Tejla ¥ CHVDKEHUY [Iepyofja OTyBbIBefie-
HIIS1. YBe/IMYeHe CUCTEMHOTO KIMPeHca 3a CUeT YCKOPEeHNsI MeTabo/mn3Ma B IedeHN U YBe/IYeHe ToYey-
HOTO K/IMPEHCa OpeMeNsioT He0OXOMMMOCTh IPUMEHEHNsT BBICOKUX 103 aHTUOMOTUKOB C 60jIee 4acThIM
UX BBefeHneM [33-36].

B ¢apmakoxkmHeTuke nunpodrnokcanyHa ocobeHHocTel He HaiimeHo [37]. B To e Bpemsa B cBA3M C Oa-
30BbIM fiepekToM mpr MB oTMeuaeTcsi CHM)KeHME BCACBIBAHMS OPAIbHO MPUMEHSEMbIX aHTUOMOTUKOB,
B T.4. 1 nunpodnokcanuHa [35, 38].

J03MpPOBKM U PEXXUMBI BBEIEHUsI AHTUOMOTUKOB pa3pabaThIBAIOTCS B 3aBUCUMOCTU OT MUKPOOMOIOTH-
4eCcKoro pmarHosa 6ompHOro MB, Ha OCHOBaHWM M3ydYeHUs1 OCOOEHHOCTeEI MEeHeTpaLy aHTMOMOTINKOB
B OPOHXMATBbHBI CEKPET U UX hapMAKOKMHETUKIA.

3. ITokasaHuA mid Ha3HAYeHNA aHTUONOTHKOB ipu MB
ABT HasHavyaeTcs ¢ MpOQIIAKTNYECKOI 1e/IbI0, [/Is IePBIYHON SpajiuKaluy BO30yANTeN, NI JIeYeH NS
XPOHWMYECKOIT IETOYHON MHPEKLNN, /IS JTedeHnss 000CTPeHNIT IeTOYHON MHPEKIINN.

4. ITpodpmnakTmyeckoe Ha3HaAYeHNE AHTMOMOTUKOB Y fereit ¢ MB
Jlo HacTos1ero BpeMeHY HeT eAMHOTO MHEHNS O 11e1eCO00pasHOCTY MPOGIIAKTNIeCKOr0 Ha3HAYeHN aH-
THOMOTUKOB Yy 60/1bHBIX MB. O6cy>XeHre faHHOI po6IeMbl IPORo/DKaeTcsl. Vines mpoduaakTnIecKoi
aHTMOVMOTUKOTEPANNY BO3HMK/IA HA OCHOBAHUY JAaHHBIX O OoJiee JIerKOM BO3HMKHOBeHUM Pseudomonas
aeruginosa-nHPexknyy Ha GOHe TeKyILero 6aKTepruaabHOTO IV BUPYCHOTO IIpoliecca. Py KIMHNIMCTOB
NPUAEP>KMUBAIOTCA TAKTUKY IPOGUIAKTUIECKOTO IPYMEHEHN A aHTUONOTINKOB Y HOBOPOXK/IEHHBIX U IeTell
paHHero Bo3pacTta ¢ MB ¢ 11e/1bI0 yMEHBIINTD YaCTOTY Pa3BUTIA 000CTpeHNIT OPOHXOIETOYHOTO ITpoliecca
U 3aMeJ/INTD ero nporpeccuposanue [18]. IIpumeHseMble cXeMbl OpPaTbHON aHTUOMOTUKOIPODUIAKTUKA
y HeTeil epBbIX JIeT XU3HM ¢ MB paspaboTaHbl IPUMEHUTENBHO K Harboee pacipoCTPaHEHHBIM Cpefiu
HUX 6aKTepuanbHBIM NaToreHam — Staphylococcus aureus, Haemophilus influenzae.
B HacTosIIee BpeMs HET JOCTAaTOYHBIX JAHHBIX [JIA PelLIeHNs BOIIPOCa O TOM, HaCKO/IbKO 3(pdeKT oT mpo-
($UIAKTUYeCKOro IpUMEHEHNA IPOTUBOCTA(MIOKOKKOBBIX IIPENapaToB ONpaB/bIBAeT PUCK PasBUTHUA
XPOHMYECKOJI cHerHoiHom nHdexkuym [39]. B cBasu ¢ atum B PO npodunaktuyeckoe npyMeHeHue aH-
TnbmoTNKOB npotus Staphylococcus aureus He ucnonb3yercs. IIpy OCTpBIX pecnMpaTOPHBIX MHOEKLIMAX
y manyeHToB ¢ MB u cradmmokokkoBoit MHpekuueit ;i1 TpopuIakTUKN OGaKTepUanbHBIX OCTIOKHEHMII
Ha3HAYaI0TCs aMOKCUIIVIJUIVMH, aMOKCUIIVJUIVH/KTaBy/IaHaT, 1jeasoCIIOpUHBI 2—3-T0 IOKOJIEHNUs, a3UTPO-
MMUILIVH.
Ecmu y manyeHTa ecTb XpOHMYeCKast CMHETHONHAs MHPEKIVA, TO [JIA NPefoTBpalljeHNs ee 000CTpeHns
IIPY BOSHMKHOBEHNUY OCTPOJ pPecIMpaTOpHON MHPEKLNN peKOMEH/[yeTCs Ha3HayaTh IUIPOQIOKCAIIVIH.

5. MuKpoOMOIOrn4ecKnii CTaTyc 60IbHOTO
[Toxxonp! k Tepanvu uHdexuym Pseudomonas aeruginosa aBnsAwTcs Hanbosee paspaboTaHHbIMU. TakTHKa
ompefenAeTcss MUKpOOMOIOTMYeCKIM CTaTyCOM NauyenTa. Pseudomonas aeruginosa Moxert IepCUCTUPO-
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BaTb, NMVMIHIPOBATD I BHOBb KOJIOHM3MPOBATD JbIXaTe/IbHbIE Iy TY, IPUBOAUTH K (GOPMUPOBAHIIO XPO-

HIYECKON MHQEKIY, 9YTO XapaKTepu3yeTcsl IOBTOPHBIMY IIO3UTUBHBIMM KY/IBTYpPaM! U HOBBIIIEHVEM

ypOBHS crieninpUIecKUX aHTUCHHETHOVHBIX aHTUTE]L.

C mpakTu4ecKoy TOYKM 3peHns Haubosiee pyeM/IeMbIMI SABIAI0TCS KPUTEPUM, IIpe/IoKeHHbIe Lee u co-

aBT. B 2003 1. [40], cor/TacHO KOTOPBIM BBIfIE/IEHO 4 TPYIIIIBI 60/IBHBIX B COOTBETCTBUM C Pe3y/bTaTaMiu Oax-

TEPUOIOIMYECKOTO VICC/IefOBAaHUA MUKPO]IOPBI AbIXaTe/IbHBIX Iy Tell 3a IMOCIefHMe 12 MecslieB:

e K OOJIbHBIM C XPOHMYECKOJ CUHETHOMHON MH(]EKIMell OTHECEHbI MAIEeHTh, Y KOTOpbIX Pseudomonas
aeruginosa upeHTrduIpoBanace 6omee yeM B 50% 06pa31oB MOKPOTHI /i apyHreanbHbBIX CMBIBAX
B T€4YEeHMe NPEUIECTBYIOIMUX 12 MecAlleB;

o 06O/bHBIE C MHTEPMUTTUPYIOIINM BbICeBOM Pseudomonas aeruginosa B ciydae BbICeBa CHHETHOIHOI
/104Ky MeHee 4eM U3 50% 61006pas1ioB B TeYeHIe IPEALIECTBYIONINX 12 Mecs1eB;

e TALMEHTHI, cBOOOAHBIE OT Pseudomonas aeruginosa, mpy OTCYTCTBUM BbICEBA B TedeHMe 12-Tu moces-
HUX MECALEB, HO NPY HAa/IM4YMY aHAMHe3a ee IPeJUIeCTBYIOLel KOTOHN3aLNN;

o 6onbHBIE, KOTOPbIE HUKOIZA He Obln MHUIMpoBaHbl Pseudomonas aeruginosa.

B x1mMHMYecKolT IpaKTHKe BBIAE/AIOT OONTBHBIX C IEPBBIM BBICEBOM Pseudomonas aeruginosa.

Heo6xopuMbIM yc/toBMeM /IS IPYMEHEHN S 3TUX KPUTEPUEB SB/ISAETCS Pery/IApHbIN, He peXke OJHOTO pasa

B 3 Mecs1a, 6aKTepUOIOrNYecKuil KOHTPOIb MUKPOQIOPBI AbIXaTe/NbHBIX IyTell 60mbHOr0. Mukpobno-

JIOTMYECKUI CTaTyC B KOHEYHOM CYeTe OIpefie/ieT BBIOOp aHTMOAKTepHaTbHOTO IIpenapaTa, NoKa3aHms

JUIS1 KOMOVMHUPOBAHHOI Tepanuy, IyTh BBeJleHNsI aHTUOMOTUKA, IPOLO/DKUTE/IBHOCTD TEPAINy, PEeXIM

0aKTepyOIOrNIeCKOTr0 KOHTPOJISL.

6. HasHaueHue aHTHOMOTHNKOB [I/IsI IEPBUYHON 3pafyIKann

B Hacrosiiiee BpeMsi pa3paboTaHa spajuKalMoOHHas Tepanus fnst Pseudomonas aeruginosa npy mepBom
BBICEBE, O{HAKO PeKOMEH/IALI Psifja CTPaH 3HAYMTE/IbHO Pas/inydaroTcs [42-44]. AHamornyHas cutyauys
uMeeT MecTo npu nepBoM BoiceBe MRSA, Burkholderia cepacia complex, Achromobacter (Alcaligenes) spp.
Tepamus (ee xapakTep U Iy TU BBeAEHNSI aHTUMUKPOOHBIX CPEICTB) OLIPEfe/sIeTCs] COCTOsIHMEM OO0TBHOTO
¥ BBIPXEHHOCTBI0 000CTPEHMsI XPOHNYIECKOTO OPOHXOIErOYHOTrO Impoliecca. B manpHerieM Mukpoomo-
JIOTMYeCKUI aHa/I3 MOKPOTBHI Y 60/1bHBIX MB IpoBOAMTCS €)XeMeCcsI9HO.

ITpyu MOBTOPHBIX BBICEBAX — TAKTVKA BeJleHNs, KaK IIPY IIEPBIYHOM BBICEBE.

7. HasHaueHNe aHTMOMOTUKOB /IS IeYeHU S XPOHNYeCKOoil MHPeKumy (KOHTPOIb 3a MHpeKIueit)
[ 6asucHON Tepammy XpOHMYECKON MH(EKIMM MCHONb3YIOT MHIAJIALVIOHHBbIE aHTUOAKTepyaabHbIe
IIperapaTsl, OMVCAHHBIE B Pa3/ie/iax, MOCBAILIEHHBIX Ollpeie/leHHOMY Buay nHexkuun. Ilpumensercs am-
TelIbHOE NPOPIIAKTIYeCKOe eXKeKBAapTaIbHOe BHYTPUBEHHOE BBEfleHNe aHTMOMOTIKOB, aKTUBHBIX IIPO-
1B Pseudomonas aeruginosa vi Bpyrux Bo30yauTesneit, Ipy 4acToM 060CTpeHNN XPOHNIECKOro OpOHXOIe-
TOYHOTO ITPOILIeCca, CHIDKEHUN QYHKIUY JTeTKUX KypcoM 2 Hefenut u 6oree. [Tpy 9TOM crefyeT yYnuThIBaTh
YIPO3y CelIeKI[MY aHTUOMOTUKOPE3UCTEHTHBIX IITAMMOB MUKPOOPTraHM3MOB. MUKpoOMonornyeckuii ana-
M3 MOKPOTBI I aHTUOMOTUKOTpaMMY Y 60mbHBIX MB crienyeT mpoBoauTh He pexxe 1 pasa B 3 Mecsna.

8. Ha3HaueHue aHTHOMOTHKOB IPU 000CTPEeHNN OPOHXOIETOYHOTO IMPoIfecca
Bribop aHTHOMOTMKA /I JledeHMsT 0OOCTpeHMs] OPOHXO/IETOYHOTO IIPOliecca OIpeReseTcs] BULOM
MUKpPOOPTaHU3MOB, BbIE/IAEMbIX 13 6pOHXI/IaHbHOI‘O CEKpeTa 60IbHOIO MB, " X 9YBCTBUTEIbHOCTbBIO
K aHTI/I6I/IOTI/IKaM, TAXECTbIO COCTOAHNA.

9. ABT npu BbiceBe U3 6poHxuanbHOro cekpera Staphylococcus aureus u Haemophilus influenzae
[Tpu neyennu o60CcTpeHMst 6POHXOIETOYHOTO Ipoliecca Ipu MB, BeisBanHoOrO Staphylococcus aureus, da-
CTOTa KyPCOB aHTVMOMOTHUKOTEPAINY IIPOJO/DKUTETBHOCTDIO OOBIYHO 2 Hefle/n 1 6otee y pasHbIX 0OIbHBIX
MO>XeT BapbMpPOBATbCs OT 1-2 B rofj IO OYeHb YACTBIX IOBTOPHBIX KYPCOB ¢ KOPOTKMMM MHTEpBaTaMu
Mexpy Humn [1, 9, 18, 19, 45, 46].

Yaie npUMeHSIOTCSA MPOTUBOCTAPNUIOKOKKOBbIE aHTMOMOTHKY /I IpueMa BHYTpPb (OKCALM/UIVH, Iie-
danocioprHOBble AHTUOMOTHMKM 1-2-TO TIOKONEHUS, MAKPOJIU/BI, KO-TPUMOKCA30/, pubaMIUINH).
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[Ipn TsKenoM 060CTpeHNy OPOHXOIETOYHOTO IIpoIecca CTapUIOKOKKOBOI STHONIOTUY MMPOKO IIpYMe-
HAITCA L[edaZoCIIOpUHOBbIE aHTUOMOTUKM 1-2-T0 noKoeHns nmapeHtepanbHo (Ta6s. 1). @apmakoknHe-
THYeCKUe 0COOeHHOCTH e TPMAKCOHA JIeXKAaT B OCHOBE YCIIEITHOTO I€4eHM TAXKENOoro 060cTpeHnsa 6poH-
XOJIETOYHOTO IIPOIiecca ¢ IOMOIIbIO BBEJIeHU I BHYTPUBEHHO.

Haemophilus influenzae MmoxeT IpUBOANTD K BBIPa>KEHHBIM JbIXaTe/TbHBIM PacCTPONCTBaM y 60/1bHBIX MB,
0co6eHHO B paHHeM BospacTe. bakrepuanbHasn nHpexuns, obycnosnennas H. influenzae, yacto paspupa-
eTcs Ha pOHe BUPYCHBIX pecupaTopHbIX nHpekunit y 6onpHbIX MB. B cBs3u c atum ABT pexomenpyetcs
C IPOMIAKTIYECKOIT L[e/IbI0 IIPU OCTPBIX peCHMpaTOpHBIX MHpeKuMsxX y 60nbHbIx MB Kkak 6e3 mpusHa-
KOB 000CTpeHNsI GPOHXO0/IETOYHOTO IIPOLecca, TaK 1 IpY ero 060CTpeHNN. [INTeIbHOCTb Kypca 0ObIYHO
coctaBsiet 14 gHeit. [IpuMeHseTCs OOVMH U3 MEePEUYNCIeHHbIX HIDKe aHTUOMOTIKOB: aMOKCHUIIMIIVH/K/Ta-
By/IaHOBas KUCIOTA, edaknop, HedrKCuM, KIapUTPOMUILIVH, a3UTPOMUIIMH, KO-TPUMOKCA30/I — COITIac-
HO aHTHOMOTMKOrpamMe. Pexxe, Ipy cCOXpaHeHUM NPU3HAKOB 000CTpeHMss OPOHXOTErOYHOro Ipoljecca
u noBTOpHOM BbIceBe H. influenzae, pekomennyercs nposenenne kypca ABT BHyTpuBeHHO (e TprakcoH
U apyrue 1je¢asoCcopuHOBbIe aHTUOVOTHKNY).

ITpu o60cTpeHnn GPOHXO/IETOYHOTO MIPOLiecca VTN B IIEPUOJ PECIMPATOPHBIX MHPEKINIT BOSMOXKHO MH-
Ta/IAIVIOHHOE NIPYMEHEeHNe aleTHINCTeVHA-TaMpeHNKoMa. [Joka3aTe/IbHbIX MCC/IENOBAaHUII He IPOBO-
Aunoch (ypoBeHb I0Ka3aTebHOCTH — D).

Tabmuua 1. AHTMOMOTVKMY, IpUMeHsieMble Y O0/IbHBIX MYKOBUCI[M/IO30M IIpY BbICEBe U3 OPOHXMAIBHOTO
cekpeta Staphylococcus aureus u Haemophilus influenzae
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6-10 MI/KT IO TPMMETONIPUMY 320 Mo
o 5 mec — 240 Mr 10 TPUMETO
6 mec — 5 et — 480 mr I mﬁ
Ko-Tpumokcason 6-12 et — 480-960 Mr IEOO 1\}/11‘ BuyTpb 2-3
Crapure 12 et - 1920 mr 1o cynbdome
[Tpu TsKe0I MHGEKUI BO3MOXHO Y
0 TOKCa3071y
yBenu4eHue 1o3bl Ha 50%
DOIyKNOKCalVIINH 100 mr/kr 4-8r1 B/Benno 3-4
AMoKcuimmH/
KJIaBy/ITaHOBast
Kkmcnora (pacyer 80-100 mr/xr 1,5-2r BuyTpp 2-3
MIPOM3BOJUTCA TI0
aMOKCUIVJUIVHY)
Oxcauunnuu 100 mr/kr 2r BryTpp 4
Ietu crapie 8 neT ¢ Maccoii Tena o 45 Kr:
1-11 neHb edeHus: 2,2 MT /KT 2 pa3a B JileHb, N
a 3ateM 2,0-4,0 Mr/xr B omHOM fo3e umm 1,0 A
200 Mr 3aTem
OKCULMK/IVH - 2,0 MI/KT Macchl Tena 2 pasa B I€Hb. HYTpb -
A 2,0 mr/ 2p 100 Mr opuH Buyrp 1-2
IleTam ¢ Maccoit Tena 6onee 45 Kr 43 B C f}m
(c 12 neT) ROKCUIIMK/IMH Ha3HA4alOT KaK b Y
B3POCTIBIM

ITpumenanue: *[[x03aMMIIMH Ha3HAYaeTCA TOTIBKO IIPU CTa(pUIOKOKKOBOI MHPEKINH.

10. ABT npu BeiceBe U3 OpOHXMATBHOTO ceKpeTa Pseudomonas aeruginosa

B HacTosiiiee BpeMsi He BBI3bIBaeT COMHEHS, YTO IIPOJO/DKUTEIbHOCTD SKMU3HY I ee KadeCTBO y 60/bHbIX MB
3HAYMTE/TPHO IIOBBICHIIVCH C MOSIBTIEHMeM HOBBIX aHTHOMOTUKOB (AMI, meHuIm/IIMHOB, 1edanmocopiHOB
3—4-r0 1oKoIeHus1, PTOPXMHONIOHOB, KapOarleHeMOB), aKTUBHBIX TPOTUB Pseudomonas aeruginosa (Ta6r. 2).

Tabnuua 2. AHTUOMOTUKY, IPUMeHsieMble ¥ OOTbHBIX MYKOBUCIIVI/J030M IIPY BBICEBE M3 OPOHXMAIBHOTO
cekpera Pseudomonas aeruginosa

AHTHOMOTHK CyTo4HbI€e J03bI /1A KeTeil Cyrotmnie goant ITyTh BBemeHMA Kparnocts
BJIA B3POCTIBIX npuemMa B IeHb

Ledanexcun 25-50-100 mr/kr BuyTpb 3-4

20-40 mr/kr

o 1 roma — 375 mr
Ledaxmop 1.7 net - 500 T I5r BuyTpb 3

>7mer - 1,51

8 mr/xr

6 mec — 1 rom — 75 Mr
IMedexcum 1-4 roga - 100 mr 400 mr BuyTtpp 1-2

5-10 neT — 200 mr

11-12 et - 300 mr

B/BenHoO

Ledrpnakcon 50-80 mr/kr 4r B/mMpImmeyHO 1-2
Ledernnm 100-150 mr/kr 4-6r BHyTpuBEHHO 2-3
Lledypoxcum
Hegypoxeum 20-30 Mr
aKCeTUI 0,5-1r BuyTps 2
Lledypoxcum HaTpusa 150-200 wmr/xcr 39r B/Benno 3-4

>6 mec — 10 MI/KT B IeHb 1

15-25 kr - 200 mr .
AsutTpoMMIVH 26-35 K — 300 Mr 500 mr Bayrtpp Kypc 7-10 gHert

36-45 xr - 400 mr

15 mr/kr

1-2 roma — 125 mr
Knapurpomuinua 3-6 et - 250 mMr Ir BryTpp 2

7-9 net - 375 mMr

>10 et - 500 mr
I>xosaMunmue* 40-50 mr/xr 1-3r Bayrpp 2-3
Knuamamunnx 20-40 Mr/Kr 1,8r-24r Buayrpp 3-4
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AHTHOMOTHK Hlo3a B cyTKHU 14 gereit Cyroumnre posmr IlyTh BBemeHMA ‘ucno mpuemos
1A B3POCTIBIX B IcHb
15-20 mr/xr 700-1000 mr BuyTpusensno 1-2
AMukanua
KoHneHTpanys nepeq BBefieHNeM CIeAyIOIel O3bI mpemnapara < 3 Mr/i
10 mr/kr | 10 mr/Kr BuyTrpusenno | 1-2
TenTamuia .
To6paMuiuH [TukoBas KOHIIEHTpALVs B CBIBOPOTKe KPOBU 4epe3 1 yac moce BBefeHus 3-4-i1 f03b1 6ontee
10 Mr/n, MMHUMabHas (Tlepef BBefieHNeM CTIefyolell 03bl Ipernapara) — < 1 Mr/i
15-40 mr/kr 1,5-2,25r BuyTpn 2-3
Hunpodnokcauns
10 mr/kr 800 mr Bayrpusenno 2
Ledrasuanum 150-250 mr/xr 6-9r BuyTpusenHo 2-3
Ledennm 100-150 mr/kr 4-6T BuyTpuBenHo 2-3
Hunepanuuiiii/ 270-360 mr/xr 13,5r BuyTpusenno 3-4
Tasobaxram
Tuxapuynams/
Knasynanosas kucnora 320-400 mr/xr 9-18r1 BuyTpusenno 4
Iledonepason/Cynbbakram | 150-200 mMr/kr 8r BuyTpuBeHHO 2
AsommmHa 300 Mr/Kr 151 BuyTpusenno 3-4
AsTpeoHam 150-250 mr/kr 8r BuyTpusenno 4
Vmumnenem/ 50-100 Mr/KT B fieHb 9dr BryTpusenHo 3.4
Lwunacratna 10 IMUTIEHEMY
Meponenem 60-120 mr/xr 3-61 BuyTpuBenHo 3
Komnctumerar HaTpus 50-75 Toic EJl/XT 6 mau EJT BuyTpusenno
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10.1. Buympueennas anmubuomuxomepanus npu Pseudomonas aeruginosa-ungexyuu
BonpIMHCTBO aHTMOMOTUKOB, IPYMEHSIEMBIX JIsl IeYeHMsI CUHETHOMHOI MH(EKI[MU, BBOASATCS OOBIYHO
BHYTpUBeHHO. BHyTpuBeHHas ABT nmokasaHa:

1. [Ipu o60cTpeHn 6POHXO/IETOYHOTO IPOIjecca.

2.Y 601bHBIX 6€3 MPU3HAKOB 000CTPeHMsI OPOHXOIETOYHOTO MPOLiecca:

o  IIpM IEpPBBIX BbICEBAX M3 MOKPOTHI Pseudomonas aeruginosa B Lie/IAX MPeRyIpPeKIeHNs pa3BUTIA XPOHIIe-
CKOVI CMHETHOVHOY MH(eKIVM (IIpY OTCYTCTBUY VHT/IALMOHHBIX aHTYICYHETHOMHBIX aHTVOVOTYKOB);

o OOJBHBIM C XPOHMYECKON CMHETHOWHOV MH(EKIMell U peuANBAPYIOUIIMY 000CTPEHNAMY B LIETAX
IpefyNpeXJeHNs IPOrpecCupoBaHyA OPOHXOTETOYHOTO MIPOLIecca U CHIDKEHN QYHKIINM JIETKUX.
[Tpn BHyTpUBeHHOI ABT 60/IBHBIX C XpOHNYECKOI CHHETHOIHOI MHQEKINEN C/IefyeT PyKOBOJCTBOBATh-

cs cnepyromyMy npasuiamn [1, 9, 18, 19, 45, 46]:

1) Teparmss 0OBIHO IIPOBOAMTCSA ABYMS aHTVMVKPOOHBIMI IIperapaTamMil B pacyeTe Ha Tyl KIMHIYeCKIi 9¢-
(eKT B pesy/braTe X CUHEPIUAHOTO JeVICTBIA U I YMEHbILIEHNS PYCKA Pa3BUTIA aHTUOMOTIKOPE3UCTeHTHOCTYA;
2) 1A MeHblIIel TpaBMaTU3ayy 00TBHOTO NPV BHYTPUBEHHOM BBEfIeHUM aHTUONOTIKOB PeKOMEH/IyeT-
Cs1 TI0/Ib30BAThCA BHYTPUBEHHBIMU Nepr(epudecKuMy KateTepamu (pexe — LIeHTPATbHBIMY KaTeTepaMm
VI IMIDIQHTVPYEMBIMU YCTPONMCTBaMM JIst BeHo3HOro foctyna (Portacaths);

3) npemnaparsl niepBoit mmHUN: tedanocnopunsl 3—4-ro nokonenus (nedrasuaum win nedenum) + AMI
(ToOpaMUIIH MM aMUKAIIVH);

4) mpemapatbl BTOPOJ TMHUY: KapbareHembl (MeporieHeM 1 ap.) + AMI (To6paMMUIIVH MY aMUKALIVH);
5) anbpTepHAaTUBHbIE KOMOMHAIMN: TOOPAMUIIVH + MUIIEPALM/UINH/Ta300aKTaM WIN aMUKAIVH + TUEHaM;
6) BHyTpUBEHHas1 KOMOMHALMS ABYX [-TaKTaMHbBIX aHTUOMOTUKOB (Munepaunuing, nedrasugum, mede-
IVIM, a3TPeOHaM, IMUIIEHEM, MEPOIIeHeM U Jp.) He PEKOMEH/IYeTCs;

7) IJIUTENIbHOCTD JIedeH A cocTabiAeT 14-21 geHb u Ooee;

8) mis n3bexaHMs KyMY/IATUBHOTO 3¢ deKkTa peKOMeHyeTCsl KOHTPO/Ib 32 He(pPOTOKCUYHBIM Y OTOTOK-
cuasbIM geticteueM AMI. I1pn ncnonbsosanun AMI pekoMeHyeTcsa IPOBOANTD ONIpefie/IeHE UX YPOBHA
B KpoBU Yepes 48 4 rocsie mepBoro BBefeHusA. [Ipyu npumeHeHny Bpicokux 103 AMI onpepeneHne nx KOH-
LIeHTPAII B CBIBOPOTKE KPOBU HEOOXOAMMO MOBTOPATH 1-2 pa3a B HefEIO.

10.2. Tabnemuposannas anmubuomuxomepanus npu Pseudomonas aeruginosa-ungexuyuu

B Hacrosmee Bpemsa 3¢ PeKTMBHBIM aHTMOMOTUKOM M1 IIpMieMa BHYTPb IPOTUB P. aeruginosa ABnsaeTcs
UIPOGIOKCALMH U3 TPYIIIBI PTOPXMHONIOHOB, YCIIEIIHO ITPYMEHAEMbIN IIPY CUHETHONHON MHPEKIN Y
6onpHbIXx MB. IIpumenenne nunpodnokcaunHa (1eBoduokcanyHa) BHYTpb IOC/Ie Kypca BHYTPUBEHHON
AHTMOVMOTUKOTEPAIINY TIO3BO/IAET YAYYLIUTb Y MPOTOHTMPOBATh KIMHMYECKMil 3¢dekT. IPdeKTuBHO
COYeTaHMe C MHTAIALVOHHBIMY aHTUOMOTUKAMY — KaK ISl JIeYeHUs JIETKMX 000CTPEeHMIT IETOYHO MH-
dbexuym, Tak U IS dpafuKaun BO36y,I[I/[Te)IH [22, 47-50]. [Ins MOHOTepanuy XpOHNYECKO MHbeKINM
LOKa3aTelIbCTB HeJocTaTouHo [20].

10.3. Nnzanauuonnas mepanus cuHezHoliHOU uHdexyuu
[Ipy aspo30/IbHOM IIyTH JOCTABKYM aHTMOMOTUKOB JIEKAPCTBEHHOE CPENCTBO IOMAJAeT HEIOCPEACTBEHHO
B ITpocBeT OpOoHXOB. [Ipy 9TOM B OpOHXMATBHOM CeKpeTe CO3[JAI0TCA BBICOKME KOHIIEHTPALVM IIperapara
IIpY HU3KOM VX YPOBHE B CBIBOPOTKe KpoBMU [17-20], 4T0 aeT JONONMHUTETbHBIE BO3MOXXHOCTH /IS IIPEOJO-
JleHNs1 4acTo Habmofaemoit mpyu MB anTubmornkopesnucrenTHocTH. VHramsanyonnast ABT HasHavgaeTcst Kak
CaMOCTOSITE/IbHO, TaK M B KOMOVHALIMY C BHYTPUBEHHOI 11 OPA/IbHOI aHTUMUKPOOHOIT Tepanueit [51, 52].
C y4eTOM HU3KMX YPOBHeV aHTMOMOTUKOB B CBIBOPOTKE KPOBY IIPM a9pO30IbHOM IYTU JOCTABKM IIpe-
Iapara pUCK pasBUTYS CUCTEMHBIX MTOO0YHBIX 9 (PEeKTOB HUUYTOXKEH JjasKe IPYU JJIUTE/IbHOM JIeUeHNN 1
IpUMEeHEHUY BbICOKUX 103 (Tobpamuinu 400-600 mr) [19].
BpoHXMaIbHBIN CEKpeT CHIKAeT PABHOMEPHOCTD IOCTYIUIEHN:A JIeKapCTBa B IIPOCBET OPOHXOB, a COOT-
BETCTBEHHO, U 3(PPeKTUBHOCTD nedeHrs. [10aToMy Ipy He3HAUMTETbHON MPOAYKIVY MOKPOTHI Y 60rtee
COXPAHHBIX OOBHBIX VHTAIALNN aHTUOMOTUKOB 60r1ee 9pPpekTUBHBI. B 3TOM KOHTEKCTe O4YeBUIHA U He-
00XOMMOCTb COYETAHMS A9PO30JIell aHTUOMOTUKOB C IIPUMEHeHVeM OpPOHXO0- U MyKO/IUTUKOB, KITHE3WTe-
panueit [17-20].
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To6pamuyun. AMUHOTIVKO3U], TOOPAMUI[MH — 3TO aHTHOAKTEpUAIbHBIN penapar, KOTOPbIi UHTU-
Oupyer cuHTe3 6eKa, He0OPaTUMO CBA3BIBASICH C OakTepuanbHOi pubocomoit 30S. On adpdekTnBeH
OpPOTUB OOMBIIMHCTBA TPAMOTPUIIATENbHBIX OakTepuit. [IprMeHeHMe TOOpAMULIMHA /ST MHTASALINI
y 60mbHBIX MB sBNeTCA ONmpaBAaHHBIM C TOYKY 3peHUs JOKa3aTeTbHOM MEAMIVIHBI M peKOMEeH/0-
BAaHO MEXJyHapO#HBIMU PyKoBoACTBaMM 1o jedeHMI0 MHGEKIUN JIeTKUX, BBI3BaHHOI Pseudomonas
aeruginosa [19, 20, 26, 27]. 3apernctpupoBaHHble Ha Tepputopun PP mHranAnmonusle TobpaMnnm-
HbI peKOMeH/IOBaHbI Takxe EBporeitckuM KoHceHcycoM (mepecmoTp 2014 1.) u DeprepabHBIM areHT-
CTBOM IIO HaJ30pY 3a Ka4eCTBOM JIeKapCTBEHHBIX IpenaparoB u npoaykros mutanusa (FDA, CIIIA): B
dbopme pacTBopa s uHransAuuin — bpamuto6 (TobpamMuniuH, pacTBop mas uHramsnuit 300 mr/4 mi,
npousBopacTBa «Kpesu @apmanestuun C.m.A.», Vitanus) u nopouka — To6u [Togxanep 112 mr («Ho-
Baptuc ®apmar»). OcMonsapHOCTb npenapara bpamuTo6, npubnykeHHas K GU3N0ONIOTNIECKOMY YPOB-
HIO CeKpeTa OpPOHXOB y HalyeHTOB ¢ MB, 103Bo/sieT CHU3UTD PUCK OPOHXOCIAa3Ma PV MHIAIALNN
npenapara [53]. PaspaboTaHHas B OC/IefHNE TOABI ¥ 3aperUCTPUpPOBaHHAA MHHOBALMOHHAA popMa
ToOpaMuIMHa B BUJe MOPOILIKA /IS MHTAJIALMIT COKpallaeT BpeMsi, HeoOXoquMoe Il MHTaIsALuu, U
He TpeOyeT CTepuIM3al Uy MHTAIANVOHHOr0 obopynoBanus [54]. HexxenarenbHble sIBIeHNUs, CBA3aH-
HbIE C IPMMEHEH)EM VHTA/SIMOHHOTO ToOpaMuIiiHa, B 60/bIIMHCTBE C/Ty4aeB HAOTIOHAITCS CO CTO-
POHBI OPTAaHOB JibIXaHus. Yale BOSHMKHOBEHME KallIsi OTMeYaeTCsl IPU UCIIOTb30BaHUY TOOpaMUIIV-
Ha B ¢popMe mopouika ansg uHransauuii [54]. IlpumeHeHne OpOHXOTUTUKOB IIOMOTaeT HUBEIMPOBATH
BO3HMKAOIIVEe HeXKelaTe/IbHbIe SIBIEHMS.

To6pamunnu-ro66m (OOO «Ienda») saperncrpuposan B PO.

Konucmumemam nampus — 3TO IVIKIVYECKUI MOMUIENTUIHBI aHTUOMOTUK, pousBofHoe Bacillus
polymyxa varietas colistinus, OTHOCUTCSA K IpyIIle TOTVMMUKCUHOB. brrarogaps cBoeil KaTMOHHOM NPUpOfie
MOIMMUKCUHOBbIE aHTUOMOTUKM CIIOCOOHBI TOBPEX/ATh KIIETOYHbIE MEMOPAHbI U MPOSABJISIOT OaKTepu-
LUTHOE [eiCTBYE B OTHOLLIEHUY TPaMOTPUIATebHBIX OaKTepuii. BaKHOI 0COOE€HHOCTBIO SIB/ISIETCS MpaK-
TUYECKM ITOJTHOE OTCYTCTBUE Pa3BUTUA PE3UCTEHTHOCTH Pseudomonas aeruginosa K mpenapary gaxxe Ipu
JUTUTENBHOM ero npuMeHeHnn [19, 22, 46].

[MTanwentsl ¢ MB B 1LleloM XOPOIIO MEPEHOCAT KOMUCTMMETAT HATPUs, OJJHAKO HEPemKo HabmromaeTcs
OPOHXOKOHCTPUKINS, 0COOEHHO y OOBHBIX C aCTMON W/ IMIIEPPEAKTUBHOCTBIO IbIXaTeIbHBIX HYTeil.
Heo6xomumo mpoBOAUTD VHTAMIALNIO KOMMCTUMETAaTa HATpMs Cpasy IIOC/Ie pasBefeHMs, IOCKOIbKY IO
IIPOIIECTBMM JINTEIbHOTO BpeMeH IIpenapar I'MAponn3yeTcs ¢ o0pa3oBaHeM OCHOBaHMI KOMCTUHA A
(momumuxkcuH E1) u konmuctuna b (monumukcun E2) [55].

B HacTosiee BpeMsi BO3MOXXHO NPUMEHEHNEe HECKOJIBKMX CXeM BelleHUs MauMeHToB npu Pseudomonas
aeruginosa-KolMoOHN3aIVN: ¢ IpYMeHEeHNeM VHT/IALMOHHBIX TOOPaMUIIHOB (HanpuMep, B KOMOVHAIN
C MHT/ILMOHHBIM TOOpaMMULIMHOM B (opMe pacTBopa — bpamuTo0) Mam ¢ KOMMCTUMETATOM HATpPUs
(KonmucTun) B couetaHmu ¢ opanbHbIM numnpodaokcanuuom [18, 19, 22, 46].

10.4. Ilepsuunas spaouxauus Pseudomonas aeruginosa

VccnenoBaHus mokasamm, 4To XpoHudeckass uHdexknusa Pseudomonas aeruginosa BefeT K HeoOpaTuMo-
MY HOBPEXJEHUIO JIETOYHOI TKaHM, YTO BjIedYeT 3a cOOO0II Iporpeccupylollee CHIDKEHNE PeCIPAaTOPHON
(GyHKUMM, HYTPUTUBHYIO HEJOCTATOYHOCTD, BBICOKYIO CMepTHOCTD [15]. YoenuTenbHO J0Ka3aHO KIMHU-
YyecKoe IIPeNMYIIeCTBO paHHell apaguKanuy Pseudomonas aeruginosa v IpeBeHTUBHBIX Mep NPOPUIAKTH-
KM XpoHM4eckoit nadekunn [9, 51-61].

Ycniex nepBuyHo apagukanumu Pseudomonas aeruginosa coctasmnset B cpegHeM 81,2% (ot 63 mo 100%, o
pesy/IbTaTtaM pasIMYHbIX nccnefoBanmit) [18, 42, 43, 62-66]. Ilomry4yeHnl ybenuTenbHble JOKAa3aTebCTBA,
4TO NepBMYHAs spapmkauns Pseudomonas aeruginosa siBnsercst aQp¢GeKTUBHOI, HO HM OfVIH PEXNM He
ABJIAETCS MPEANIOYTUTETbHBIM BBUALY BbICOKOT addekTnBHOCTH [9]. JledyeHne MakcuManbHO 3¢ PeKTUBHO
IIPU €To NPOBEJECHUN B TedeHMe 4 Heflenb 1ocye BbLaBIeHuA Pseudomonas aeruginosa [64, 65]. B Hamei
CTpaHe JUINTe/IbHOE BpeMs C LeJIbI0 SpaiNKalMy VICIIONb30BaIN Kypc ToOpamunuHa (28 gHeit) B MHras-
LUSX VI COYeTaHVe MHTA/ISIIIOHHOTO KOMUCTIHA ¢ MIpodokcalinHoM B TeueHue 1-3 mecsaueB. OpHako
VICCTIeiOBAHMSA TIOCTIEAHNX JIeT U MX 060611aromye 3apyOexxHble KOHCEHCYChI TI0Ka3ay, 4To 6oree apdex-
TUBHBI IIPOJIOHTMPOBAHHbIE KYPChl aHTUOAKTepuanbHO Tepanuy fo 6-12 mecsaues (Ta6m. 3) [9, 18, 62,
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67, http://www.rbht.nhs.uk/patients/condition/cystic-fibrosis/cf-centre/, http://ecysticfibrosisreview.org/
index.html, http://cfmedicine.com/cfdocs/cftext/pseudomonaseradication.htm].

PexomeHpyeTcs ucnonbp3oBanme pacTBopa it uHrananmit (bpamnro6, 300 Mr/4 M) B CyTOYHON fj03e
600 Mr M, IpyU YCTIOBUY BO3MOXHOCTY ObecredeH sl ManueHToM 9P PeKTBHOrO MHCIMPATOPHOTO I10-
Toka 6osee 30 n/muH, npenapata Toou [Togxanep. O6a npenapara ogobpensr FDA, CIIA. TpexmecsuHble
Kypchl pacTBopoM KomuctumeraTa Harpus (Komerun) 2-4 mna EJ1/24 4. Beibop cxembl Tepanum onpeze-
JIsIeTCsI MHVBY/Ya/IbHBIMY OCOOEHHOCTSIMI Y BOSMOXKHOCTSIMY OPTaHM30BaTh TEPAINIO.

BuyrpuBennas ABT MoXeT ¢ ycrexoM MCIIONIb30BaTbCs JyIsA apagukanuu Pseudomonas aeruginosa npu
COBIIQ/IeHNM TIEPBMYHOTO BbICEBA C 000CTpeHNeM OpPOHX0/IETOYHOTO IIPOIIecca, OTCYTCTBUY BO3SMOXKHOCTH
OpraHN30BaTh MHIAALVOHHYI0 Tepanuio. [lobaBieHne CCTEMHOrO aHTMOMOTMKA 1ie/1eco00pasHo Ipu
HEJOCTaTOYHO OTPabOTaHHON TeXHMKe MHTA/IAINI Y MaJleHbKuX fieTeil. CiefyeT MpMHUMATh BO BHUMA-
HJIe ¥ BOIIPOCHI 0€30IIacHOCTI. Y IeTell B BO3pacTe OT 6 MecsAILeB 0 6 JIeT C COXpAaHHOI QYHKIMel ToYek
VIHTQ/LVOHHOE TIpYMeHeH1e ToOpamuimHa 600 Mr B CyTKM Npu3HaHO 6e3omacHbIM [68]. YcTaHOB/IEHO,
YTO pajMKaIMIOHAs Tepanys He Bceryja ObIBaeT yCIeIHoit [67, 68]. B aTux ciny4asx peKOMeHAyeTcs BHY-
TPUBEHHAs Tepanus ¢ NOC/IeAYIOUM Ha3HadYeH)eM VHTA/IAIVIOHHBIX aHTNOAKTepIaIbHbIX IIperaparos.
[ apagyKanyy MOXKHO BBIOPATh OHY U3 CXeM, OIIMICAHHBIX HIDKe.

Tabmuna 3

CxeMbl 9pafINKAIIOHHOI aHTMOAKTEPUaIbHOI TEPATINY [IPU IEPBOM BbICEBE CUHETHOIHOI MaT0YKN
(Heo6xopumo BHIOPATh OHY 13 CXEM TEPAINH B 3aBIUCUMOCTI OT BO3MOXKHOCTEI! IEKAPCTBEHHOTO
obecriedeH s, peryIsIpHOCTI HAbMOeHNsI M 00CTIeOBaHNS MTALIEHTA. )
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1-a cxema
[IpoBeneHne caHNTAPHO-3MUAEMITYECKIX MeponpuATuii (cM. Paszmern 4.4)

1. 1-it MecsAL| — TOOpaMMIVIH B MHTaIALVAX — bpamuTo6 300 Mr x 2 pasa B ienb wm To6u Ilopxanep 112 mr
X 2 pa3sa B fieHb B TedeHue 28 nueit. [loceB MOKpOTHI — yepes 7-10 mHeit mocie OKOHYaHMA TeYeHNs.

2. 2-i1 MecA1] — IIepePbIB COIIACHO CXeMe JIe4eHNA B CIy4ae OTPUILIATEIbHOTO BbICEBa.

3. 3-11 MecsI1L — TOOpaMMIIMH B MHTAIAIMAX — Bpamnto6 300 Mr x 2 pasa B aeHb i To6u [Topxanep 112 mr
X 2 pasa B fieHb B TedeHue 28 nueit. [foceB MOKpOTHI — 4epes 7-10 mHelt oc/ie OKOHYaHMA TeYeHNs.

4. 4-11 MecA1, — IIepePbIB COITIACHO CXEeMe JIeYEHMA B C/Iy4ae OTPULIATE/IbHOTO BhICEBA.

5. 5-11 MecsA, — ToOpaMMIIMH B MHTASUAX — BpaMuTto6 300 mr x 2 pasa B genb wiu Toou [lopxanep
112 mr x 2 pasa B fieHb B TedeHne 28 nHeit. [loceB MOKpOTHI — yepes 7-10 fHel moce OKOHYaHNA
JIEYEeHUA.

6. OTpuLiaTe/nbHbI IOCEB MOKPOTHI — CTOI-TEPAIINSL.

2-1 cxemMa

[TpoBeneHMe caHUTAPHO-3NMUAEMIYECKIX MepONIpUATHI (CM. paszen 4.4)

1. 1-11 mecsi1g
a. Hunpodgnokcauyn 30-40 Mr/kr/cyTku B 2 mpueMa 1 Mmec.

b. Komuctumerar Harpus (Komuctun) B mHransusx 1 (2) MiH x 2 pasa B [ieHb 1 Mec

c. IloceB MokpoThI 4epes 7-10 Hel ocne OKOHYaHMA 1edeHns. B crydae oTpuijaTebHOro BhiceBa

B IpYILIIe JeTeil o 3 yleT 6e3 NPU3HAKOB MTOpa>keHMsI OPOHXO/IETOYHOI CHCTEeMbI TEPAIINIO MOXKHO

npeKpaTuTh. bakTepnonornyecknii KOHTPOIb IPOBOJUTD €XXEMECAIHO 10 6 Mec.

2. 2-3-11 mecsn — konmuctuMmetat Hatpus (Kommcetun) B mHTramanmsax 1 (2) Ml X 2 pasa B ieHb 2 Mec.
Hunpodnokcanun 30-40 mr/xr/cyT B 2 npuema 1 mec. IloceB MOKpOTHI — 4epe3 7-10 gHelt mocre
OKOHYaHMA JIEYEHN .

3. Ilpu oTpuiaTeIbHOM BBICEBE — IIPOAO/DKEHe MHTAIALMI KomucTuMeTara Hatpus (Kommcrun)

B MHTamANVAX 1 (2) MtH X 2 pasa B geHb 3 Mec. [Ipu coxpaHA0IeMcs OTpULIaTeTbHOM BbICEBE —

CTOII-Te€panms.

4. ITpu coxpaHAIOIEeMCsI BBICEBE CHETHOIHOM TaJIOYKV — BHYTPUBEHHAs aHTUOAKTepyaIbHAs TePaIis
B TedeHMe 14 qHell AByMsA aHTUOAKTepyaTbHBIMU IIperapaTaMyl CMHEPTUJHOTO 110 YYBCTBUTEIBHOCTY
¢rops! fericTBUA.

5.Ilocme Kypca BHYTPUBEHHO Tepanuy MPORO/DKATD YepeoBaHNe MHTaIALI TOOpaMMIHa
(BpammnTo6 300 Mr x 2 pasa B fieb mnu To6u ITopxanep 112 Mr x 2 pasa B ieHb) 28 fHeit, ¢
komuctumeraToM Hatpua (Kommcruaom) 1 (2) MiH X 2 pasa B IeHb, 1 Mec B TedeHne 3 Mec (2 Kypca
ToOpamMMIMHa U 1 KypC KOMUCTUMeTaTa HaTpus).

6. IIpn coxpaHAmIEMca BbICEBE CMHETHOHO NAJIOYKY Tepamys Ha3HAYaeTCsA 110 OJHOMY 13
HIDKEIIEPEYVCIEHHBIX BAPMAHTOB C Y4€TOM YyBCTBUTETbHOCTI:

I. Maransuym ro6pamunyaa (bpamurto6 300 Mr x 2 pasa B ieHb wuu To6u ITogxanep 112 mr x

2 pasa B IeHb) IMK/IaMIU 10 28 fHeIt, 6 KypcoB B TOfl.

II. Marananun konuctuMerara Hatpusa (Komieruna) 1-2 MyH x 2-3 pasa B leHb HOCTOSHHO.

III. YepenoBanue xonuctumerara Harpus (Komucruna) 1-2 MyH X 2 pasa B JieHb C TOOPaMUIIVIHOM
(bpamnTo6 300 Mr x 2 pasa B ieHb mm To6u [Topxanep 112 Mrx 2 pasa B ieHb), IO 6 KYPCOB B T'Of
Kaxgoro. HasHauaerca npu nosasneHun MykouaHoi ¢opmbl P. aeruginosa v/vny yBenmdeHnn
CTereH! 06CeMeHEeHHOCTIL.

Tabnuia 4. Cxema aHTMOAKTepHATbHON TePANNY TPV XPOHMYECKOI CMHETHOHOM MHpeKImm*

B cygae o/moKuTenbHOTO BBICEBA IIOC/IE IEPBOTO MeCsIa MHTAIALNI TOOpaMUITHOM:

1. Miarananum xomuctuMerara Hatpust (Komerun) 1-2 MitH x 2 pasa B geHb 1 mec. [ToceB MOKpPOTSHI —
yepes 7-10 mHel ocie OKOHYAHYA I€YEHNA.

2. Vnransanum trobpammnyza (bpamnto6 300 mr x 2 pasa B ienb iy To6u [Topxanep 112 mr x
2 pasa B ieHb) 28 nHeit. [IoceB MOKpOTHI — yepes 7-10 gHel oce OKOHYAHMS JIeYeH.

3. Ilpu coxpaHsIoLIeMcs BbICEBe CHHETHOHOI ITa/IOYKI — BHYTPUBEHHAs aHTMOAKTepuaibHast Tepanms
B TeueHMe 14 nHell AByMs aHTUOAKTepMaTbHBIMY IIperapaTaMyl CMHEPTUIHOTO 10 YYBCTBUTEIBHOCTHI
IeCTBUA.

4. 3areM IIpOO/DKEHNE YepefoBaHys MHTAALuI KonmucTuMeTat Hatpus (Komuerun) 1-2 MH X
2-3 pasa B geHb ¢ TobpamuimaoM (BpamnTto6 300 Mr x 2 pasa B seHb mu To6wu [Togxanep 112 mr x
2 pasa B ieHb) B Te4eHue 3 Mec.

5. IIpu coxpaHA0LIEMCA BbICEBE CHETHOMHOM MAJIOYKIU:

a. uHramsuyy tobpamuimia (bpamnto6 300 Mr x 2 pasa B ierp mau To6u [Topxanep 112 mr x
2 pasa B ieHb) IMK/IAaMM IO 28 JHel 6 KYPCOB B TOX

b. v nHrananum komictuMerara Hatpus (Kommerun) 1-2 MiH X 2-3 pasa B IeHb IIOCTOSIHHO

. W 4epenoBaHue Komuctumerara Hatpusa (Kommctun) 1-2 MtH X 2 pasa B ieHb € TOOpaMMUIIVIHOM
(bpamuTo6 300 Mr x 2 pasa B ienb wiu To6u [Togxanep 112 mr x 2 pasa B JieHb), 6 KYPCOB B Tofj
Ka>XJ]0TO.

Wurananun tobpamunuaa B pactBope (Bpamuto6) 300 mr mmu robpamuiinsa B nyape (To6u [Togxanep) — 112 mr (4 karicysbr)
IOBaXK[bI B CYyTKM MHTEPMUTTUPYIOLMMU Kypcamu: 28 [Hel mpuema, 28 mHell IepeppiB, BCEro 6 KypcoB B IOl WM pacTBOP
komuctumerata Hatpus (Kommctuna) 2-4 mitH EJ1/24 4 mocTOSIHHO, MK YepefoBaHye KOMMCTUMeTaTa HaTpysi ¥ ToOpaMuIimHa
B MHTA/IALMAX TIOCTOAHHO BCEM JETAM C XpOHMYECKOI KOJIOHM3alMel CMHETHOWHOM MaoYKu.

Y 6O0/BHBIX C MIPOrPeCCUPYIOLINM CHIDKeHIEM (PYHKIMY JIETKUX M YaCTBIMU 06OCTPEHNUsIMH JIETOYHOI MH(eKIMN, a TaKXKe
IIpY HE[OCTATOYHOM 3(QeKTe OT MHIA/LIIMOHHON aHTUOAKTEPUATbHOI TepaIny OCHOBHOV PEXNM Tepalmy BKIIOYaeT:
2-HeleTIbHBII KyPC BHYTPUBEHHOJ aHTMUKPOOHOII Tepanmu Kax/ple 3 MecsIia.

HPCIIaPaTbI ANA BHYTPMBEHHOTO BBENEHNA:

To6pamuniyu 10-12 Mr/xr way amukaumH 20 Mr/Kr 1 pas B JleHb (O JOCTVDKEHVS B CBIBOPOTKE KPOBM KOHI[CHTpALIN
1-2 mMxr/mn) + uedTasuaum 150-200 MI/Kr B eHb B/B, Wiu + MeponeHeM 60-120 Mr/kr/24 4 B/B, Ui + APyroit aHTMOMOTHK,
aKTVBHBII IPOTUB CUHETHOMHOI ITaJIOYKM.

[Tpu KkMMHMYECKOI HeCTAOMIBHOCTH: YBeMMYeHe IPONO/KUTENbHOCTY KyPCOB B/B aHTMOAKTepHaIbHOI Tepanuu 1o 3 Hef,
/WY COKpallleH)e MHTePBaIoB MEeXXIY KypcaMu, /Wiy IpyeM uunpodrokcaiya/odmnokcanyta 20-40 MI/KT /CyT BHYTPb
MeXJy KypcaMu B/B aHTMOAKTepUaIbHOI Tepamui, a TaKXKe HellpepbIBHASA MHIA/ALMOHHAS aHTHOAKTepMaNbHas Teparys

Kypcamu ToOpaMMIHA ¥ KOMUCTUMeTaTa HaTpysL.

* o manusM [1, 18, 45, 46, 63, 76, 71-74]
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10.5. Crparernsa antu6bnmornkorepanuu Pseudomonas aeruginosa-nudexnym npu MB
[Tpn naTepMUTTHpYIOLIEi MHPeKIUY Pseudomonas aeruginosa BO3MOXXHOCTb CAHAIVIVI MOKPOTBI O0/TbHBIX
MB 3Ha4MTENbHO BbILIE, YEM IIPY XPOHMYECKOI. B MHOTO/IETHUX MCCIEf0BaHNAX ITI0KAa3aHO, YTO aKTVBHAA
ABT nosBomseT npeRynpesuTb NI OTCPOYNTD Pa3BUTIE XPOHNYECKOI Pseudomonas aeruginosa-mHdex-
1y 6ortee 4eM y 80% 6onbHbix MB. Ecnu spapgukanust Pseudomonas aeruginosa mocie npoBefjeHHOTO Kyp-
ca aHTMOMOTUKOTEPANNY He IIPOK30IIIA 1 Y 6O0IBHOTO pa3BMUIaCh XPOHMYIECKast CHETHOMHAsA MHEeKI,
TO HasHA4YeHNe VMHTAJIAVIOHHO IPOTVBOCUHETHONHON Tepanuu (ToOpaMmuuyH B popMe MOPOLIKA VN
pactBopa TobpammunHa (bpamntoba) NO3BOIAET YMEHBIINTD PUCK PasBUTIA 000CTpeHUIT OpOHXO/IeroY-
HOTO IIpOlLIecca, CTeNleHb BBIPAXKEHHOCTY PEeCHUPATOPHBIX IIPOABIEHNN, COKPATUTh 4MCI0 KypcoB ABT
¥ YIYYIINTD TTOKasaTeny GyHKIMM BHeNrHero aAbixauus (Ta6m. 4).
Kpome TorO0, OTpuIIaTeNnbHbIl pe3yabTaT 6aKTepPUONIOTrMYeCKOro MCCIeOBaHNus He Bcerga osHadaeT 100%
spapukanuio Pseudomonas aeruginosa. B pesynbrare CylecCTBEHHOTO NOJABIEHN pOCTa MUKPOOPTaHN3-
MOoB uaeHTHduKays Pseudomonas aeruginosa Mo>xeT ObITb 3aTPYSHUTEIBHOI. B 9T0i1 CBsA3M paljMoHaIb-
HBIM SBJIAETCS IPOBEieHle MHTA/IAIVIOHHON Tepanuy TOOpaMUIIHOM B TedeHye 6—12 MecsIleB B 3aBU-
CHMOCTH OT KJIMHVKO-(PYHKIIIOHAJIbHOTO COCTOSIHMS PeCIMPATOPHOTO TPAaKTa IALMEeHTa ¥ Pe3y/IbTaToB
BBICEBa [69, 70].
B cnydae Heypmauym spajMKalMOHHOI Tepanyy HO/DKHA OBITh NMPEAIpUHATA BTOPAsl MOINbITKA JTeYeHNUA C
JVICTIOJIb30BaHVEM CYCTEMHBIX BHYTPYBEHHBIX aHTUOVOTIKOB VIV VIHTQ/IALVOHHBIX, J1/ VIV IIepOPAJIbHbIX,
4YTO MEHee IPEeIOYTUTENbHO. baKkTepronorniecknii KOHTpOJIb JO/DKEH IPOBOJAUTHCSA HE paHee YeM 4epes
1-2 Hepenu ocjie OKOHYaHMA Kypca Tepanuu. [Ipy oTcyTcTBUM 3pafuKanuy 1ocjie BHyTPUBEHHOI Tepa-
IV [TOKa3aHa cXeMa JIe4eHN s, COOTBETCTBYIONAs XPOHNYECKOI CYHETHONHOI MH(EKIN.

11. ABT npu BeiceBe 3 OpoHxmanbHOro cekpera Burkholderia cepacia complex
C 90-x IT. B IleHTpax MyKOBucIyio3a PO nossummch coobiennst 06 y4acTUBLINXCS C/TIyYasx BbICEBa U3
OponxmanbHOro cekpeta Burkholderia cepacia complex. Ha cerogHAHEMIT JeHb JOKa3aHO, 9YTO MHPUIN-
posanue Burkholderia cepacia complex BocToBepHO yXy/IIaeT KIMHIYECKOe COCTOsIHYE OOIBHOTO U TIPO-
rHO3 [75-77]. Boicokas BupyneHTHOCTb Burkholderia cepacia complex TpebyeT HeMenIeHHOTO TepaIneBTH-
4eCKOro BMelIaTenbcTBa. ECTb OTenbHble cO00LIeHNsT 00 YCIIeNTHOM 9pajyKalyyl HeKOTOPhIX M30/ISTOB
Burkholderia cepacia complex c nmpumeHeHueM paHHeil arpeccuBHolt ABT 1o ¢popmupoBaHusa xpoHude-
ckoit mHbexunn [78].
I[Tpu BeIOOpE aHTUOMOTYKA, KaK PV IIEPBUYHOM BbICEBE, TaK U [yIs Ie4eHMsI 000CTpeHMst OpOHXOTIeroy-
HOTO IIpoliecca, He0OXOIMO PYKOBOACTBOBATbCS Criefyomum [79-81]:
1) KoMOMHAIVISI U3 TpeX IIpenaparoB AB/sieTcs 6oee 3¢ HeKTUBHOI, KYpC OT 3-X Hefenb u boree;
2) 1erieco00pas3HoIL AB/AETCS KOMOVMHALVSI BHYTPUBEHHOTO VM MHTAIALMOHHOTO IyTelt M/UK epopaib-
HOTO BBeJeHVs aHTIOAKTepUaTbHBIX IPENapaToB;
3) HaMOOJIBLIYI0 AKTUBHOCTD if Vitro COXpaHsIOT LjedTasuanM, MUIepalyUINH/Ta300aKTaM, MepoIIeHeM,
VIMUIIEHEM, KO-TPUMOKCA30/I U TeTPAlMKIVHBL B KIMHMYeCKMX MccnefoBaHmsx Hanbonee 3¢ deKTMBHBI
MepoIleHeM, TOOpaMULINH, KO-TPUMOKCA30/1, IUIepalyjIINH/Ta300aKTaM, JOKCULIVKINH U e TasuauM.
[/ onTMMU3AIMK MCXONOB CeNalysi-CUHAPOMa PeKOMEeHAyeTcsl 00s13aTe/IbHOe BK/IIOUEHNME B CXEMY JIe-
YeHN KO-TpUMOKcasona [77, 78]. 9P deKTnBHO IpuMeHeH)e TPeXKOMIIOHEHTHON CXeMbl BHYTPUBEHHOTO
BBEJIeHIIsI MepOoTleHeMa U TOOpaMmIinHa ¢ [epTasuguMoM B TedeHue 2 Hemenb 1 6onee (cm. Tabm. 4) [45, 79];
4) s dpexTnBHa HIuTENBHAL, OT 3 10 12 Hemesnp, Tepanys MepOPaNTbHBIMY IIpelapaTaMi — KO-TPUMOKCa-
30710M, I/MIN JOKCULIVK/IMHOM, 1/mmn xnopamdennkonoM (Ha ¢poHe BHYTPUBEHHON TE€PAIINY WM [IOCTIE
Hee). [Tpn xponndeckoit nuexuun Burkholderia cepacia complex pekoMeHyeTcs mpyeM TablIeTpOBaH-
HBIX GOPM KO-TPUMOKCA30/1a;
5) 60/MBIIMHCTBO MUKpOOprann3MoB Burkholderia cepacia complex neMOHCTpUpPYeT pe3sUCTEeHTHOCTD K aH-
TUIICEBJOMOHATHBIM aHTMOMOTIKAM, BK/TI0Yasi IPUPOSHYIO PE3UCTEHTHOCTD K KonmucTury u AMI. B T0 5xe
BpeMs HakoIUleHa MHpopManysa 06 a¢pdekTuBHOCTM TpuMeHeHMs TobpaMuimHa [45, 79, 80];
6) B psifie C/Iy4aeB Ipy KpariHe TSDKEIOM TedeHny 60/IesHI JOMYCTUMO COYeTaH Ve ABYX TaKTaMHbIX aHTH-
OMOTHKOB (BHYTPMBEHHO ¥ MHTA/IAIVIOHHO).
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Ilns mereit crapuie 12 et u B3pocnbix EBpormerickum u CeBepoaMepuKaHCKMM KOHCEHCYCaM PeKOMEH-
JIOBAaHO MHTA/IALMOHHOE IIpUMeHeHNe TOOpaMII[Ha, MepoHeMa U IledTasuauMa, pefHa3HAYeHHBIX JIIs
BHYTPMBEHHOTO VICIIO/Ib30BaHMs (YPOBEHD JJOKa3aTeIbHOCTY HU3KUIA, Kitace pekoMeHnganuit — D) [81].
Bo3MO)XHO IpuMeHeHNe aleTWINNCTeNHa — TMaMdeHNKoIa B MHTSIIMAX (K/mace pekoMeHganmit — D).
O6 spapgukanuu Burkholderia cepacia complex MOXHO CyAMUTb TOTBKO Yepe3 T'Off ITOCTIe IIOCTIETHETO BhICEBA
LIV YC/IOBUY KaK MMHUMYM TPeX OTPUILIATENbHBIX 0aKTePUOIOTMYECKIX aHA/TN30B MOKPOTHI.

B orHomennn 60/1bHBIX, BeiceBatomux Burkholderia cepacia complex, mpoBOANTCS MOMUTHKA CTPO>KaliIIIe-
ro MHQEKIMOHHOTO KOHTPOJIS ¥ TUTMEHNYeCKIX Mep.

12. ABT npu BbiceBe n3 OpoHXManbHOTO cekpeta Achromobacter spp.
Ponp Achromobacter spp. npu MB okoH4YaTenbHO He OIpefie/ieHa, B CBA3Y C YeM YeTKOI CTpaTeruy OTHO-
CUTETIBHO CPOKOB U 00'beMa jedeHnst He paspaborano. [ToBTopHbIit BbiceB Achromobacter spp., cCOnpoBo-
JKJIAIOIMIICS YBeNMYeHeM IPOAYKIY crelndyuecKmux MpeuIUTUPYOIX aHTUTEN, aCCOLUNPYETCs C
6o7ee OBICTPHIM IaJleHVeM TeTOYHOI QYHKIIVN, CONOCTaBMMBIM C TAKOBBIM TPV XPOHWYECKOI CHETHO-
Hoit nHGexuny [82]. K BosHuMKHOBeHMIO 3a00/1€BaHNA IIpefipaconaraeT UMMYHOAeUIINT.
O61ye mpaByuia aHTUMUKPOOHOIT Tepayi:
1) mpu mepBOM BBbICEBe V/VIIN CBSI3U €r0 C 000CTpeHreM OPOHXOIETOYHOr0 IIpoliecca MCIONb3YIOT BHY-
TpUBEHHbIe aHTUOMOTUKYU KypcoM 14-21 nmenp. HasHayaeTcss BHyTpUBEHHAs Tepanysi ¥ B MHTA/SALNAX
KOJIMCTVHOM Ha 3 Mecsilia, BO3MOXKHO C IIepOPaIbHbIMM aHTHOMOTHKaMu. MO>XHO MCIIO/Ib30BaTh KO-aMOK-
CMK/IaB (KO-TPMMOKCA30/1) B TedeHye 1 Mecsla M MHTa/ sy KOUCTUHA B TedeHue 3 MeCsLieB;
2) Ipy XpOHMYECKOIT MHPEKINM UCIIONb3YIOTCS AIUTE/IbHO VHTASINM KOMUCTUHA (1-5 MMHWMA), IpH OT-
cyrcTBuM 3¢ (eKTa Ha3HAYAIOT VHTAIALNN MepolieHeMa (2-51 TMHMA);
3) Achromobacter spp. XxapakTepusyeTcs MYIbTUPE3UCTEHTHOCTBIO, CIOCOOHOCTBIO (GOpMUPOBATH OMO-
IJIEHKM, OO'BSICHAIONIEN Heyjauy aHTIOaKTepManbHON SpajUKaIIOHHOI Tepanuy MUKPOOPraHu3Ma Ipu
XPOHIYECKOIT MHDEKIVIL;
4) COracCHO MEXAYHAPOLHBIM pEeKOMEHJAUMAM, [y JedeHuss OOOCTpeHMit, 0OYCIOBIEHHBIX
Achromobacter xylosoxidans, NCTIONb3yIOT KOMOVHALNMIO ABYX AHTUCUHETHOVHBIX aHTUOMOTUKOB pas-
JINYHBIX KaccoB (cMm. Taom. 4) [80, 83].

Tabmuma 5. AHTHOMOTVKY, TpUMeHseMble Tpu BbiceBe Burkholderia cepacia complex, Achromobacter xylosoxidans

CyToyHas f03a CyTo4Hnas f03a Croco6 KpaTtHocTh
HaspaHnue npenapara
(meTm) (B3pocmbie) BBeJeHMA BBeJeHM
Ledrasuanm 300 Mr/kr 9-12r BuyTpuseHHo 3
B Bo3pacte o 2 Mec: 25-50 MI/Kr/cyT,
Herasupum crapie 2 Mec: 50-100 Mr/kr/cyT 2t Vuransui 2
Meponenem 120 mr/xr 6r BuyTpusenno
Meponenem 250-500 mr - Muranauumu 2
Hunepanui/ 400-500 mr/xr 13,5 BuyTpuBeHHO 3
Tasobaxram
Ko-Tpumokcason 20 wr/r 2880 mr Buyrpusero 3
(o TpuMeTONIPUMY) Y BHYTPb
ToKeHmummH 1 geun - 200 mr,
i Hllle o 1) 100-200 mr sateM BHyTpb 1
P . 100 mr
XnopampeHnKon 50-100 mr/kr 2-4r BiryTpe 3-4
BHYTPUBEHHO
Onynmynui-
AHTUOMOTUK 500-1000 mr 1000 mr WMHrananun 2
(tmamdenukon)
Kommuctumerar Hatpusa® | 2-4 mnu EJJ 2-4 mnu E]J] Muransauumn 2

* Onst Achromobacter xylosoxidans
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13. ABT npu BeiceBe M3 OpOHXUATBHOTO ceKpeTa Stenotrophomonas maltophilia
Pacnipoctpanennocts Stenotrophomonas maltophilia oueHb BappupyeTcs, JOCTUIas B HEKOTOPBIX IjeHTpax MB
25% [84]. [JaHHbIe 0 ee KIMHMYECKOII 3HAYVIMOCTY IIPOTUBOPEYNBBL. XpoHndecKast HpeKs Stenotrophomonas
maltophilia siBnseTCs1 IpeNVIKTOPOM 60JIee YaCThIX OOOCTPEHNIT TerO4HOI MHEKIMY, HO He OKa3bIBaeT CYIIie-
CTBEHHOTO HEeTaTMBHOTO B/IVSIHVISL Ha Tero4Hyo GyHKIo [85]. B 91011 CBA3M BOIIPOC 0 HEOOXOAMMOCTH IIepBIY-
HOJI 9pafiVKaluy 9TOoro Bo3OymuTens He paccMarpuBaetcsi. Ocobennoctyt ABT npencrasnenst B Tabmre 5.

Tabmuia 6. AHTHOMOTHKY, IPYMeHsieMble TIPY BbIceBe Stenotrophomonas spp.

CyTo4Has go3a CyTouHas fo3a Croco6 KpaTtHocTh
Haspanue npenapara

(meTn) (B3pocibre) BBeeHM BBeJeHM
Ko-Tpumoxkcason 20 wr/xr 2880 mr Buyrpubento 2-3

(o TpuMeTONIpUMY) Y BHYTpPb
Xnopampennkon 50-100 mr/kr 2-4r BuyTtpn 3-4
Ledrasupum 150 mr/kr 9r BuyTpusenHo 3
Ledrasupum 21/cyT 2T WHranamaun 2
IMunepanyunmz/TasobakTam 400 mr/xT 13,5T BuyTpuBeHHO 4
Hunpodnokcanuu 30 mr/kr 800 mr BayTrpusenno 2
Lunpodnokcanyu 50 mr/kr 1,5-2r BHyTpb 2

1) Stenotrophomonas maltophilia xapakTepusyeTcsi OTCyTCTBYEM YYBCTBUTETBHOCTYU K KapOaleHeMaM,
BBICOKJIM YPOBHEM Pe3UCTEHTHOCTH K a3TpeoHaMy, AMI, Trazo6akTamy, KOMUCTHUHY;

2) Hanbo/Iee aKTUBHBIM B OTHOILIEHUY OOJIBIINHCTBA U30JIATOB SIB/IAETCSA KO-TPUMOKCA307T;

3) nedyeHye 3aBUCUT OT KJIVMHUYECKON cuTyauyu. IIpy erkux mposiBaeHnsX O6pOHX0/IErOYHOro Ipolecca
BO3MOYKHO ITepopajibHOEe Ha3HaYeHMe aHTUOMOTHKA (KO-TPUMOKCa3071, xinopamdenukon). [lis nereii crap-
e 12 et MOXXeT OBITh Ha3HAUEH B KaUueCTBe a/IbTePHATUBBI JOKCULIMK/IVH;

4) TaK KaK KO-TPUMOKCa30/ oOmaiaeT 6aKTepMOCTATUIECKUM JIeVICTBMEM, TO IIPY JICYEHUI KIVMHUIeCKN
3HAYVIMBIX MHeEKIVIT TpeOyeTcss KOMOMHALA IpenapaToB ¢ OaKTePULMIHBIM JIeVICTBMEM VI Ha3HAUYeHe
BHyTpuBeHHOI ABT. PanjmonanpHOI AB/IseTCS KOMOMHALVIA KO-TPYMOKCA30/Ia C TUKAPLVIUIMHOM-K/IaBY-
nmanaroM mwin tedrasugumom [80];

5) Kypc Tepamuu COCTaBIAeT 2-4 HefeNn.

Knmuunyeckux mccnenoBanuii, onpepensomyx Haubonee apdexrusuble pexxuMbl ABT npyu moBTopHbBIX
BBICEBAX, He IPOBOMIUIOCh.

14. IHTanAnuoHHas Tepanusa XpOHNYeCKoi MHQEKIN IbIXaTeTbHOTO TpakTa npu MB
VuransamyonHass Tepamusi paspaborana i1 spapmkauym (. 10.4) u Tepammu XpoHmdeckoit Pseudomonas
aeruginosa-napexym (11. 10.5 — koHTpONb 3a nHpekiyeit) [86]. IIpu xpoHnyeckoit MHGEKIVM UCIIONB3YIOT TO-
OpammiH B popme pactBopa mist unrasiumii (bpamnto6, 300 mr) wm B dpopme noportuka (Tobu Iloxxanep,
112 Mr) ABXABI B CyTKY MHTEPMUTTUPYIOIMMY Kypcamut: 28 mHell preMa, 28 [Hell IiepepbIBa, BCETO 6 KYPCoB
B rofi (YpOBEHb JIOKa3aTeTbHOCTY PeKOMEHAINIT — BBICOKMIA, KJIACC PEKOMEH AL — A) WM pacTBOp KOMUCTH-
mertara HatpysA (Komctyn) 2-4 myme EJI B cyTkn nocrossHHO. A3Tpeonam (Cayston Aztreonam lysine mpomnssop-
cra Corus Pharma, Inc.) — aHTMOaKTepyaIbHbI MHTA/LILVIOHHBI IIpeIapar i jiedeHns MHQEeKIVN, BbI3BaH-
Hoit Pseudomonas aeruginosa, mipu mykosucuyupose. B PO HazHayaeTcs MHAVBUAYAIBHO PV HEIEPEHOCYMOCTH
TOOpaMMIVHA I KOIVICTMHA WIM Pe3UCTEHTHOCTY K HuM. CyTouHast fo3a — 75 Mr 3 pasa B JieHb, BCero 225 Mr
B fieHb. [TorpebHOCTD B rom: 6 KypcoB 1o 28 pnHeit. [Tpy OTCYyTCTBUM HaHHBIX IPENapaToB BOSMOXKHO BPEMEH-
HOE JICTIO/Ib30BaHNe PacTBOPOB I BHYTPMBEHHOTO IIPVMMEHEHN MHIA/IALVIOHHO: TeHTAMMIIVHA, aMUKAL[VIHA
wm 6pynamuiyza (Ta6m. 6). [Tpy MyKosax BO3MOXKHO IpyMeHeHre amdoTtepunyta, pu Staphylococcus aureus
u Burkholderia cepacia complex — ¢pryyMynyia Wi aHTMOAKTepyaIbHBIX PENapaToB [y BHYTPUBEHHOTO BBe-
ieHys1 (Ha OCHOBaHMY 3apyOeKHbIX KOHCEHCYCOB 11 poccuiickoro ombita) (Tabm. 7). OnHako B HacTosIee BpeMs
HeT JJOKa3aTe/IbHbIX MCCTIeNOBAHMII 10 UX ITpuMeHenmio [20]. XapaKTeplcTiKa JOKa3aTe/TbHOCTY PeKOMeH ALV
paccMarpuBaIach HaMU COIIACHO o61enpuHsiToN Metopuke (Taorr. 8).
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Tabnuua 7. VIHranamoHHble aH TUOMOTYKY IPU XPOHMYECKOI MH(EKI MY [BIXaTe/IbHOTO TPAKTa y 00/IbHBIX
MYKOBUCIIVIIO30M

K
IIpenapar Pa3oBas mo3sa paTHoCTh ®nopa IIpnmevyanne
B CyTKH
AMukanus, pactBop | 6-12 net: 250 mr Pseudomonas
. 2 . PaspopuThb COIacHO MHCTPYKIIMM
IUI B/B MHDEKLINIA >12 net: 500 Mr aeruginosa
1000-2000 ME/kr Beca I[Tpu acnieprumnese, | 50 000 ME (1 dnakon) passectu
Amdorepunyn* B CyTKHU 2 KaHIuI03€e B 10 M1 BOABI /11 MHBEKIMIA.
B 1-2 nprema B 1 mn 10 000 ME
b , <2 1 4
PyTaMUIH net: 40 mr Pseudomonas
pacTBop A1 B/B 2-8 net: 80 mr 2 . Pa3spopnThb cOIIacHO MHCTPYKIIM
. aeruginosa
VHDBEKIUN >8 net: 160 Mr
<2 nert: 40 mr MuHyMambHbIT 06beM ITpu
IenTamMnuuye pactBop Pseudomonas
151 B/B MHDEK L 2-8 net: 80 mr 2 derieinosa VHTANAOUAX — 3 M
A . >8 netr: 160 mMr g (pasBectu B 0,9% NaCl)
<6 net: 1 mmu EJT Pseudomonas
Komuctun* 2-3 . Pa3popuTh cornmacHo MHCTPYKIIM
>6 neT: 2 MnH EJJ aeruginosa
AsTpeoHam 75 Mr 3 P. aeruginosa PasBopuThb COINmacHO MHCTPYKIUM
Tob6
OPPaMILIL Pseudomonas .
pactBop 300 mr 2 . ToToBpIi1 pacTBOp
. aeruginosa
(BpamuTo6)
T 112 P.
o6pamuiyH yipa mr 2 seudf)monas BrnpixaTb 110 4 KaIiCy/ibl Ha IpUeM
(To6m Iopxanep)* (4 xarcybr) aeruginosa
Ledrasupum,
) .| P 3
pacTBop Ir 2 Burkholderia cepacia ASBOAITL B 5 MIT BOABL AT
. MHDEKINI
IUI B/B MHDEKLINIA
C 500 0,9% NaCl
Meposnem, pacTBOp 6-12 yet: 125 mr . Mettath Mre o
. 2 P. aeruginosa (XpaHUTD B pasBeleHHOM Bl He
IUIS B/B HBEKLIMIA >12 net 250 mr
60mee 18 yacos)
>1 rop: 125 mr Staphylococcus
AnlleTUIuCcTeNH-
Tnambemxor* o 12 net: 250 mr 2 aureus Pa3sBopuThb cOIIacHO MHCTPYKIIM
>12 net: 500 mr Burkholderia cepacia

ITpumeuanue: * VIHransumnoHHble GOPMBI aHTUOMOTIKOB

15. Pekomenpanuu and HasHadyeHna ABT ¢ yueToM KpuTepueB JoKa3aTelTbHON MeIVIIVIHBI
Pexomenpanym no npuMernennio ABT npencrasnensl B Tabmune 8 cornmacHo CeBepoaMepuKaHCKOMY KOH-
ceHcycy 2007 r. m 2013 1. [12, 20] ¢ y4eTOM XapaKTepUCTUKM JOKa3aTeNbHOCTY peKoMeHpaumit (Taom. 8).

Tabmmua 8. PekoMeHmanuy 1 Ha3Ha4eHV aHTMOAKTepUaIbHON Tepanuy Ipy MyKOBUCLIM03e™

Pexomenpanus YpoBeHs floka- Onenka pe- Kiracc

Tepanmusa 3aTeIbHOCTU
KOMEHAAINHU | peKOMeHJaIuiI
pexoMeHaann

Ins manuentoB ¢ MB
Tepamms € 6 7IeT U CTapllle, OT YMEpPEHHOI 10
VHTAJISIMOHHBIM TSDKEJION CTeNIeH) MOPaXKeHN S JIETKUX U
TOOpaMUIVIHOM IIpK C XPOHMYECKMM BbICEBOM CHMHETHOIIHOI [ T—
cpenHell TSXKeCTU U 1aJI0YKU, HACTOATENbHO PEKOMEH/YeTCA Boicokuit . A
TSKEJIOM T€YeHUU MCITONb30BATh MHTA/IALVIOHHBII TOOpaMM- b
3aboneBaHmsa LVH IS YIy4iieHns QyHKIMY TerKux 1
(BpamuTo6)** KayecTBa >KU3HU MALIVIEHTOB Y CHYKEHMS

YaCTOTbI 060CTpeHMI
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PV XPOHNYECKOI1
Staphylococcus aureus-
MHpeKun

aHTUCTA(UIOKOKKOBBIX

[IpenaparoB s yAy4lleHst GyHKIUN
JIETKMX, Ka9€CTBA >KU3HIL V1 CHVDKEHMS
9acTOThI 060CTpeHMIt

Tepamnusa g mauuentos ¢ MB ¢ 6 et u crapuie,
VHTaJIAIVIOHHBIM C JIETKOJI CTEeNeHbI0 IIOPaXKeHM I JIETKUX
TOOPaMUITHOM IpH ¥ XpOHMYECKMM BBICEBOM CHHETHOIHON . .
) Cpennuii Cpenguuit
JIETKOJ CTETIeHN MaJIOYKY, HACTOATETIbHO PEKOMEHAYeTCs
TSDKeCTV 3a60/IeBaHys VCIIO/Ib30BATh MHTA/LILIMOHHBII TOOpaMu-
(BpamnTo6)** L[VH J/Is1 CHIDKEHVSI 9aCTOTI 000CTpeHumi
Jnsa mauuentos ¢ MB c 6 net u crapuie,
Vicnonb3oBanue C JIETKOJi CTeNeHbI0 IIOPaXKeHM I IETKUX
A3UTPOMUIIVIHA TIPU U XpOHMYECKUM BbIceBoM P. aeruginosa . .
oMY b P S ’ Bricokmii Cpennnit
XPOHMYECKOM BBICEBE HACTOATE/IbHO PeKOMEHIYETCS NCIIO0Nb30-
P. aeruginosa BaTb 151 YIydLIeHNs PyHKIMU TeTKUX 1
CHIDKEHNSI 4aCTOTBI 0060CTpeHuil
Hnsa moneit ¢ MB He pekoMeHzyeTcA
ITpodunaxrudeckoe po¢UIaKTUIeCKOe UCIIO/Ib30BaHIe Ta-
UCIIONIb30BaHMe 6/1e THPOBAHHBIX AHTUCTA(DMIOKOKKOBBIX Orpumarens
aHTUCTa(QUIOKOKKOBBIX | aHTMOMOTUKOB JyIA ynydmenus ynxkumu | Cpeguuii HHE{ .
aHTHOAaKTepHaTbHbIX JIETKUX, Ka4ecTBa
IIperapaToB XKVM3HU U CHVDKEHUS 9aCTOThI 060CTpeHMIt
I nropeit ¢ MB ot 6 neT u cTapiie ¢
XPOHUYECKMM BbICEBOM P. aeruginosa
TOKa3aTeIbCTB HETOCTATOYHO, YTOODI
PEKOMEHTIOBaTh 33 U/ IIPOTHUB
JINTENBHOTO YIIOTpeO/IeHNs ApYyTrux
Jpyrue MHranAMOHHDIE A yHotp APY .
VHTaJIAVIOHHBIX aHTUOMOTIKOB Hwnskuin -
AQHTUOMOTUKY
(T.e. KapbeHUIWUINH, edTasngnum,
KOJIMCTUH, TeHTAMULIVH) /I YIY4IIeHNA
(bYHKILUY JIETKUX, Ka4eCTBa )KU3HY
HALMEHTOB U CHYDKEHNUA YaCTOThI
obocTpeHnit
I nropeit ¢ MB ot 6 neT u cTapiie ¢
XPOHMYECKMM BbICEBOM P. aeruginosa
IIpumenenne
HeJJOCTAaTOYHO JOKa3aTe/IbCTB, YTOOBI
Tab/Ie TUPOBAHHBIX
PEeKOMEeHTI0BATh 3a WM IPOTUB PYTUHHOTO
aHTMOaKTepyaTbHBIX .
HpYIMeHEHV JUINTeNbHO TabIeTVPOBaH- Huskuin -
IIperapaToB IPOTHUB ,
) HBIX aHTUCUHETHOVHBIX aHTUOMOTIKOB IS
P. aeruginosa B Buze
yIydieHusa QpyHKIUY JIETKUX ¥ KadecTBa
MOHOTEpPaNNNn
JKM3HIY, & TAKXKe CHVDKEHMS 4acTOThI 060-
CTpeHui
Insa mopein ¢ MB ot 6 ner
A3uTpoMMLINH Y u cTapie 6e3 XPOHMYECKOTO BBICEBA
. y Hesnaunresnn-
60TbHBIX Oe3 P. aeruginosa pexomenpyetcs gnutenHoe | CpenHui -
P aeruginosa MCIIO/Ib30BaHNe a3UTPOMULIMHA [IA CHU-
JKEHIS1 YaCTOTBL 000CTpeHN
Ina nrogeit ¢ MB ot 6 7eT u cTapiie ¢ Xpo-
[Tpnmenenne HUYeCKUM BbIceBOM Staphylococcus aureus
aHTUCTAQUIOKOKKOBBIX | HEIOCTATOYHO JJOKA3aTe/IbCTB /IS
aHTNOAKTepMaTbHBIX eKOMEeHJALI 3a V/IM IPOTUB PYTHUH-
p b Aatl b Py . Hesnaunresnn-
CpencTB BHYTpPb HOTO IIPMMEHEHNs TabNeTNPOBaHHBIX Husknit -

ITpumeuanue:

* PekoMeHaL[uM CAie/IaHbI 110 UTOraM 6898-Mu YHIKA/IbHBIX VICC/IEOBAHMIL I OCHOBAHBI Ha 0630pe 137 crarell, OMUCHIBAIO-
mux 84 MccIefoBaHMs, U3 KOTOPBIX 57 ObIIM BK/IIOYEeHBI B pekoMeHpamym 2007 [12, 85 Internet address: www.atsjournals.org]
** TsprecTh 3ab0meBaHyst merkux onpegersiercs o OPB1 crepyromum o6pasom: HopMmanbHast — 90% OT ZO/DKHOTO; JIETKue Ha-
pyurerus — 70-89% oT HO/DKHOTO; yMepeHHble HapyueHys — 40-69% 1 TsDKenble HapylleHus — MeHee 40% oT goymKHoro [12].
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Opranusanus BHyTPUBEHHON aHTHOAKTepUATbHOIN Tepanumn
Ha JOMY WIN B JTHEBHOM CTallIOHape

Tpamyyonno B Poccuyt BHYTpUBEHHAA Tepanyisi CYUTAIACH CTALVIOHAPHBIM JIETIOM, YTO BE/IO K HEOOXOMVIMOCTH
YaCTBIX U JUIUTEIbHBIX roCmTam3aruit 60npHbIx. [IpeOpiBatie B 60/IbHNIIE OOBIYHO OTATOLIAETCS PSIIOM Hebra-
TOIPVATHBIX (PAKTOPOB, 0COOEHHO 3HAYMMBIX IS PeOEHKa, — CTPECCOM, OTPBIBOM OT CIOKMBILIEVICS CUCTEMBbI B3a-
VIMOOTHOILIEHVIT, BOSHMKHOBEHVIEM psifia IICHXO/IOIMYECKVX IPO6/IeM, MPOITyCKOM IIKO/IbHBIX 3aHATHI, PYCKOM ITe-
PEKPeCTHOTO 1 CylepyHPUIMPOBAHNA PE3UCTEHTHBIMY K aHTUOMOTIKAM LIITaMMaMI MUKPOOpranusMoB. Kpome
TOTrO, TIpeObIBaHIe GOIBHOTO B CTALMOHAPE OOXOAUTCS 3HAUNTEIBHO JOPOXKE, 4eM aMOY/IaTOpPHOE IeYeHe.
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KaTeTepusaist BeH JaBHO CTaza PyTMHHO MEAVILIMHCKON MIPOLeAYpoit: 3a 1 rox B Mupe ajisi obecriedeHns
Pas/IMYHBIX BUJOB BHYTPMBEHHON Tepamuy ycTaHaByBaeTcs 6omee 500 MIH nepudepndeckx BEHO3HbBIX
kaTeTepoB. OfHaKO 9Ta IpoLeaypa TpedyeT MOBBIILIEHHO OCTOPO>KHOCTY OT MEAVMIIMHCKOTO IEPCOHAA U OT
MAIMEHTa, TaK KaK CBA3aHa C BMELIATE/IbCTBOM B LJ€/IOCTHOCTDb CEP/IEYHO-COCYAUCTON CUCTEMBI ¥ HECET BbI-
COKUII pUCK ocno>kHeHmit. [IpoBefieHe BHYTpMBEHHON Tepanuy yepes rnepudepndecknii BEHO3HBII KaTeTep
MO>KET CTaTh IIPaKTUIeCK! 0e30IaCHBIM, eC/ii OYAYT COOMIOEeHbI OCHOBHbIE YC/IOBYS: METOJ JO/DKEH He Py -
MEHSTBCS OT CIy4ast K C/Iy4alo, a CTaTb IOCTOSIHHBIM U IPUBBIYHBIM B IIPAKTIKe, JO/DKEH ObITh obecriedeH
Oe3yIpeyHbIii YXOf 32 KaTeTEPOM.

Vicxopa n3 BbILIEN3NTOKEHHOTO, BO MHOTMX CTPaHaX IOTy4YN/Ia paclipOCTpaHeHMe IPAKTMKA [TIEPEHOCa Ya-
CTV TPAIULIMIOHHO TOCINTA/IbHBIX IIPOLEAYP B aMOy/IaTOPHbIE YC/IOBNUS, T.€. OPMEHTYPBI B OKa3aHNUM IIOMO-
IV CMELAI0TCS OT JOPOTOCTOSIIEN CTAIIIOHAPHOI K MeHee 3aTpaTHOI U 3G eKTUBHOIT aMOy/IaTOpHO-II0-
JMKIMHUYecKoit. B Poccum aTu mepemMeHsI B IlepByIo ouepeb HO/DKHBI KOCHY ThCS XPOHMYECKIX OOJBHBIX,
KOTOpbI€ ITOCTOAHHO HY>X/IAIOTCA B MEQUIMHCKOVM IOMOIIM [/ BBIIIOTHEHMS €XE€JHEBHbIX IIPOLEAYP.
CrpaTerndeckas 3afiada OT€YECTBEHHOTO 3[paBOOXPaHEHNA — KOMIUIEKCHOE JIEY€HNE IO MECTY >KUTENb-
CTBA — HaXO[IUT pellieHNe NP PsAfie CI0KHBIX XPOHMYECKMX ITaTO/IOTHIA, BK/I0Yasd MyKOBUCLUTO3.
JleyeHue 60/IbHBIX MYKOBUCLIMZ030M HOCUT KOMIIIEKCHBIN XapaKTep 1 BK/II0YaeT B ce6st yacThle iedeOHble
U IpoduIaKTIYecKme Kypchl aHTNOaKTepyaIbHON Tepanuy. B cpeHeM KaXkablil 60/IbHOI C XpOHMYECKO
CMHETHOVHOJ MH(eKIyeil monry4daeT 3-4 Kypca Takoro JiedeHns B rof, MHorja vame. Hekotopble aHTH-
OMOTMKM MOTYT Ha3HA4YaTbCs BHYTPb, HO UX BBIOOP OTrpaHNMYEH, YUUTHIBAs IOMPE3UCTEHTHOCTh K aH-
TUOMOTUKAM Hayboree pacipoCTPaHEHHOTO MUKPOOHOro maTorena Pseudomonas aeruginosa. Bo MHOrnx
CTy4asx Ha3HayaeMble IperapaTsl TpeOyoT BHYTPUBEHHOTO BBEIEHA.

Bo Bcex criennanm3npoBaHHbIX LIEHTpax MyKoBucuujgo3sa EBpomnsl u CeBepHoit AMepuku u B Poccuiickom
IIeHTpe MYKOBMCIIV/{03a IIPOBOANTCS BHYTPMBEHHAsI aHTUOAKTepMaIbHAs TePAINA B JOMAIIHUX YCTIOBUAX
C IOCTAaHOBKOI Iepu¢epruIecKoro BEeHO3HOTO KaTeTepa.

PoccnitckuM 1eHTpOM MYKOBUCIIMI032 TIPOBeeH (papMaKOIKOHOMIWYECKNIT aHa/IM3 OKasaHWs JieueOHO-pea-
OvtanmoHHo oMoty etsiv ¢ MB. ITokasaHo, 4To edeHye B aMOy/TaTOPHBIX YCTIOBUSX (BK/TI0YAst THEBHOIA
CTaIMOHAP) ¥/ WV JOMAIIHVX YCTIOBMAX IIPY ABHBIX IICUIXO/IOTMYECKIX U MEVIIMHCKIX IPeVIMYILeCTBaX VMe-
eT U 3Ha4YUTEe/IbHBI 9KOHOMIYecKuit 3¢ ¢deKT. B HacTosmee BpeMs XpoHndeckas: MH(EKIVsA, BbI3BaHHAS CU-
HETHOJIHOII anoukoit (Pseudomonas aeruginosa), Habmopaetcst y 80-85% 6ombHbIX MB B3pocibix n 'y 45-50%
OO/BHBIX JETCKOro Bo3pacta. IloceqHsist UrpaeT pelIaollyo poib B IPOrPecCupOBaHNY OPOHXOIETOYHBIX
nopaxeHuil. B MOCKOBCKOM pernoHe COTpyJHIMKaMM OTHE/IEHNA BHEAPEHDI B IPAKTUKY CTAl[MIOHAap3aMellalo-
11yl TEXHOIOTUM — aKTVBHOE AMCIIaHCEPHOE HaO/TIOfieH e OOTbHBIX MYKOBVCIIM/IO30M U BHYTPYBEHHAsI aHTH-
OMoTMKOTepanysi Ha JoMy. MHOTo/Ie THIII OIIBIT paboThl KpynHeiiiero Llenrpa mykosuciymosa B PO nokasar,
4TO OGOJIBIIMHCTBO IAIMEHTOB C MYKOBUCIMIO30M IIPY IIPAaBMIBHO OPTaHM30BAHHOM CHCTeMe HaOIIOfieH s
MOTYT IIO/Ty4aTh BCI0 HEOOXOAMMYIO TePANNIO B aMOY/IaTOPHBIX YC/IOBYIAX M He HYXK/JAIOTCS B TOCTINTAA3ALIVIN.
CBUIETENIbCTBO TOMY — HEYK/IOHHBIII POCT MeMaHbl BBDKVBAEMOCTH OOBbHBIX MYKOBUCLIMI030M MOCKOBCKO-
T'O pernoHa, COCTaB/IALIEN B HacTosALLee BpeMs 39,5 rofa.

IToaroToBKa mid NpoBefeHNA BHYTPUBEHHON aHTHOAKTepHATbHOI Tepannu
B03MO>XHOCTB IIPOBefieHNsI Kypca Ha oMY 00CYXX/aeTCst POAUTETISIMYU OONBHOTO pebeHKa C JIeYaliM BpadyoM
I MEZICECTPOIL. YUNTBIBAIOTCS Pas3/IHbIe (PaKTOPBL: COCTOSIHIME PeOeHKa, MECTO >KUTE/IbCTBA CeMbl, BO3MOXK-
HOCTb HOAIePXKKY crenyanucramu LleHTpa, BO3MO>XKHOCTY ceMbl B IPOBEEHNI Kypca Ha ioMy (obecriedeHne
HeoOXO/MIMBIM OCHAIL[EHVIEM), YPOBEeHb KOMMYHMKA0ETbHOCTY U 00pa30BaHHOCTY pOAMTENel peOeHKa.

ITpu mpoBeneHNY BHYTPYBEHHOI aHTMOAKTEPYA/IBHON Tepanyl Ha JOMY IJIABHBIM 3a/I0TOM YCIIEIITHOTO JICYeHIS
CTaHOBMTCS IIPABWIBHBII yXOf] 32 KaTeTepPOM, KOTOPbII OCYILECTB/IAIOT poauTeny pebeHka, obydeHHble B 1leH-
Tpe MYKOBVCLII03a. 3aHSATE TI0 00YJIeHIIO TEXHO/IOTM TIPOLIEAYPbI — Pa3BeIeHNIO 11 BBEICHNIO aHTUOVOTIKOB,
a TaroKe IPaBWIAM yXOfja 32 KaTeTepOM — IIPOBOANT MeJICecTpa IPOLiefypHas IV MeCecTpa C BBICIINIM 00pa3o-
BaHMeM C KOK/I0J1 ceMbell MHAMBUAYaIbHO. VIHOTa TpebyeTcsl HeCKONbKO 3aHATHIA. TiaTe/bHast OATOTOBKA IIPH-
HOCUT OOJIBIIYIO TIO/Ib3Y. [/TaBHas e/ 00y 4eHVst — YBEPEHHOCTb B KOMITETEHTHOCTY POAIUITENIEN TIepes; Hada/IoM
Kypca. Bo Bpemst 00y4eHis1 HeKOTOpbIe POFMTENN PEIIAIOT, YTO TIpefylaraeMast MeTOfIYIKA C/IAIIKOM C/IOXKHA, TOTAA
HPeAOYTeH e OTHACTCS CTALVIOHAPHOMY JiedeHno. Ecru xke 06ydeHie ObITO YCIIEIIHBIM, POUTETIN 3aKYTIAI0T VIV
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IOy 4AIOT TI0 peLieniTaM HeoOXonuMoe 000pyoBaHye, COIJIACHO METOAMYECKIM PeKOMEHALNAM (IIaMsATKe), KO-
TOPYIO OHM TONTy4aioT B LleHTpe MykoBucInosa. Pogurensam coobiarorcs Homepa Tenedonos Llentpa u mepce-
CTPBI, TI0 KOTOPBIM BCEIZIa MOXKHO IOy 9MTh OTBETHI Ha BO3HMKAIOLI[VIe BOIPOCHL. Pofiter nomy4daroT 00beKTyB-
HYI0 MH(OPMALINIO O BO3MOYKHBIX MECTHBIX OCTIOXKHEHVISAX KaTeTepusaLi ¥ My TsX ux pemenns. [lepen kypcom
BHYTPVMBEHHO Tepary O0/IbHOI peOeHOK BMecTe C PORUTe/LSIMY IpUIIaniaeTcs B LIeHTp, Iie Hapsimy ¢ 0CMOTpOM
IIPOBOAMTCS 00s13aTeIbHOE IIepBIYHOE 00C/IeIoBaHMe (aHTPOIIOMETpPYS, VICCTIefOBaHye (PYHKIMY BHEIIHETO /Ibl-
XaHV, TY/IbCOKCUMETPYIST, MIKPOOMOTIOrYeCcKoe MCCIelOBaHye MOKPOTBI, K/IMHIYECKWIT aHa/3 KPOBY), CTaBUT-
cs1 reprepruecKuil BeHO3HBIN KateTep. IlepBoe BBefieH e npemapara nmposoautcs B LieHTpe nox HabmoneHneM
Bpaya. [Tarponak mefcectport LienTpa mpoBoauTCs B cpefHeM 3 pas3a B 2 Hele/lV CTAaHAAPTHOTO Kypca JIeUeHMAL.
HabmoneHne ¢uxcupyeTtcs B crienyanpHO pa3pabOTaHHOM JICTe IAaTpOHaKa. Bo BpeMs iedeHst G0/IbHbIE BENY T
HPOLE/TYPHBIII JIVCT, KOIV KOTOPOTO HAIIPAB/IAETCA B PaiflOHHYIO IOJIMK/IMHMKY 110 MECTY >KUTeNbCTBa. 110 OKoH-
JaHWV JIe4eHVIs TIPOBOJSATCS IOBTOPHBIN BpayeOHBIN 0OCMOTP, HeoOXoMMOoe 00c/ieloBaHye U yialeHue KaTeTepa.

ITokasaHus I NpoOBeleHN:A BHYTPUBEHHOI aHTHOAKTepUaTbHOI Tepanmn

Co cTopoHBI 60TBHOTO:

o O6ocTpeHre 6POHXOIETOYHOTO IIpoLiecca CPeHel U TIETKOI CTEIIeHN TSHKECTH

o Hannune B anaMHe3e 0ofHOTO 1 60JIee KYpCOB aHTUOAKTEPMATbHOI Tepalyy B CTallIOHAPe

o IIpuMeHeHMe Ha3HaUEHHBIX aHTVMOAKTEPUATbHBIX CPEACTB PaHee 6e3 HeXKeaTe/IbHbIX HOOOYHBIX peak-
1yt (Ipy yCTaHOBKe KaTeTepa 1 BBeleHNM MIePBbIIi pa3 Iperapara B yC/IOBMAX JHEBHOTO CTAI[MIOHAPA
VIU CTAIIOHAPa Ha JIOMY)

o Ilpu mpuMeHeHUN aHTNOAKTEPUAIBHOTO CPENCTBA BIIEPBbIe Y IAHHOTO OOJIBHOTO IIEpBOE BBEMIEHIE
Iperapara peKOMeHyeTCs IPOBOANTD B YCIOBMAX IPOLIEAYPHOrO KabMHeTa JIe4eOHOTO YUpeXX/JeHNUA.

Co cTopoHBbI poguTeneii:

[ OB}Ia,HEHI/Ie HaBbIKaMI ITIPOBENCHN A J:[aHHOIZ Imponenypbol

[ MH(bOpMI/IpOBaHHOCTb O BUaax HEXXE/IaTEC/IbHbIX MMOOOYHBIX peaK]_U/[ﬁ " UX Tepalnm

[ Hanuune JIEKAapCTBEHHDIX ITp€NapaToB /I T€pAIINN HEXKETATETbHbBIX MMOOOYHBIX peaKI_U/HZ

Co CTOpOHBI Bpaya ¥ MEFUIITHCKOI CECTPBIL:

o VIHpOpMUPOBAHHOCTD O PEKOMEHALIMAX 10 IIPOBEAEHNIO Tepanuy Bpada LleHTpa MyKoBuUCI03a

o BrajieHue HaBbIKaMM KaTeTEPU3ALVIN BEHBI

o Hamuune antedyxu 411 OKa3aHMA HEOTIOXKHOI IOMOLIY ITPY BBeJ,eHUM aHTUOAKTePUaIbHOTO CPEfiCTBA
601bHOMY BIIEpBbIE

 IlpucyrcTBye Ipy HepBOM BBElEHUN aHTUOAKTEPUAIbHOTO IperapaTa

IIpoTnBoONOKa3aHUA I NPOBeAeHNs BHYTPHBEHHOI aHTNOAKTepUaTbHON Tepanmmn

Co cTopoHBI 60TBHOTO:

o Tsxenoe cocTosiHMe, Tpebyolee TEPANINY B YCIOBUAX TEPANIEBTIYECKOTO, XMPYPIUIECKOTO CTALNO-
Hapa WIM peaHVMALIIOHHOTO OT/ENIeHNA

o B aHamHe3e TsDKenble HeXXe/TaTe/lbHble ITOOOYHBbIE peaKlMy Ha aHTMOAKTepMajbHBIE CPECTBa WM
JIeKapCTBEHHasA ajjieprus

o HeapnexBarHoe noBefeHne 60IBHOTO

o Hwuskaa MoTMBaLMA Ha 1e4eHUe

o Huskwuit o6pasoBarebHbIN yPOBEHD

Co cTopoHbI poguTeneii:

» HeagexBaTHOe NoBefeHMe popuTenein

o Hwuskas motuBanus Ha nedeHne pebeHka

o Huskwuit o6pasoBarebHbIN yPOBEHD

o Ortkas ot nogmicanysa MHPOPMUPOBAHHOTO COTIACHS
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Co cTopoHbBI Bpadya 11 MEIUIIMHCKOMN CEeCTPBbI:

o OrcyTcTBUe pekoMeHpanuit Bpada LleHTpa MyKOBMCIIM03a 110 IPOBEAEHNIO Tepanuyu B aMOyIaTop-
HBIX YCTIOBMAX

[l obecriedeHMs 4acTBIX KYpCOB BHYTPMBEHHOIN Tepamyy y OONBHBIX MYKOBMCIU030M B Poccum

VICTIONb3YI0TCA NepudepudecKye BeHO3HbIe KaTeTephl U cucTeMbl Port.

MeToauka KaTeTepusanumn
KaTeTepusanusa BeH u IepBOe BBeJleHME IIpenapaTa MPOBOAATCA TONBKO B YCIOBUAX CTallMOHapa IOf
HaOmofeHneM crienanucToB LlenTpa mykoBucuygosa. CrepuibHbI HAOOp A/ MPOBEREHNUA KaTeTepu-
3alMM BKJIIOYAeT CTePUIbHBII IOTOK, CY/IMKOHOBBIN KaTeTep He0OXOAMMOTO pa3Mepa, NepeXogHMK K Ka-
TeTepy, HOKHMIIBI, CTePU/IbHbIE BaTHBIE IIAPUKY U caneTKM, CelaTbHYIO INIKYI0 GUKCUPYIONYIO 110-
BAI3KY, 70% criMpT /151 06pabOTKM MecTa IYHKIWM, CTepU/IbHBIE TIEPYATKY, KIYT, OMHTBI, IeJIEHKY, LIITPUI]
C TeIIapMHU3MPOBAHHBIM pacTBOPOM (1 gacTb remapuna Ha 100 yacTeit pU3MONTOTNIECKOTO pacTBOpa).
ITepen mocTaHOBKOJT KaTeTepa 00pabaThIBAIOT PYKM, HA/IeBAIOT CTEPI/IbHbIE IIEPYATKIA, BBIOMPAIOT IOAXO/s-
myio BeHy. [IpaBuibHO BEIOpaHHBIN BEHO3HBIN JOCTYII AB/IAETCA CYIIeCTBEHHBIM MOMEHTOM BHYTPVBEHHOI
Tepanuy. YUYUTHIBAKOTCA IPOCTOTA JOCTYNA K MECTY IIYHKIMM U IIPUTOZHOCTD COCYZQA I KaTeTepU3aLii.
I[TpenmoureHne oTRaeTCst 60Iee AUCTABHBIM BeHaM (IIpefirieube, KUCTh). [lepeXoHMK 1 KaTeTep 3aI0nHs;-
I0TCsI TeIIAPMHU3MPOBAHHBIM pacTBOpoM. Ha Ijiedo Bbllle JIOKTEBOro crumba HaK/IagbIBaeTCs XKIyT. MecTo
IYHKIVY TIIATETbHO 00pabaThIBaeTCs CIMPTOM, IVIOLIAbI0 Yy Th OOIbIIIe TON, KOTOPYIO 3aKpoeT PuKCupy-
I0Ljasd MOBA3KA. 3aXBaT KaTeTepa OCYIIECTB/AETCA TPeMs IalIbljaMMI, I0C/Ie IIPOKO/IA KOXKY KaHIOMIO0 BBOJAT
B cocyzl. O monajlaHny KOHYMKA KaHIO/IM B BEHY CUTHA/IM3MPYET MOAB/IeHNE KPOBY B MHAMKATOPHOI KaMepe
karetepa. CTuteT QUKCHpyeTcs, a INTACTUKOBAsI YaCTh KaHIONM MeJI/IeHHO /10 KOHIIA c/iBuraercs B BeHy. Cru-
JIET YHAIAETCA, Y BeHA IIepeXXMMAETCA Ha BCEM IIPOTKEHUM JI/IA CHYDKEHMA KPOBOTEYEHM, KI'YT CHUMAET-
cs, 3aTeM NIPUCOEANHAETCA TepeXopHMK. KoxXy pyku ouniiaoT oT KpoBu. Ha MecTo myHKIMy HaK/1a/ibIBaeT-
cs1 pukcupyomas nopsska. Karerep 3a6MHTOBbIBaeTCA CTEPUIBHBIM OMHTOM, IEPEXOJHMK C 3aT/TyLIKOM IIPU
3TOM OCTaeTCA Ha MoBepXHOCTU. CBepXy HaK/Ia[blBaeTCA €llje OfHA MOBA3KA, 3aKpbIBaOLas IEPEXONHIK,
KOTOpasi CHUMaeTCcs Ilepefi KaKAbIM BBefleHneM Impenapara. Ecii kateTep HaXoauTcs B 00/1acTy Ty4e3artsicT-
HOTO M/ JIOKTEBOTO CYCTaBa, TO IpMMeHAeTCs (PUKCUPYIOLIas TaHTeTa.
3aMeHa KaTeTepa IPOM3BOAUTCA IO Mepe HeOOXOAMMOCTH, T.e. KaTeTep COXPaHAETCA Ha BeChb KypC MM
10 TeX IIOp, ITOKa OH He MHUIVPOBAH U HOPMa/TbHO (PYHKIMOHMPYET B BeHe. VIcronb3ys BbICOKOKaye-
CTBEHHbIe NepudepudecKue KaTeTepsl, a TaKXKe 00ecredrB KaueCTBEHHBII YXOf] 32 KaTeTepOM B TOMalll-
HUX YC/IOBUAX, MBI JOOW/INCH OT/IMYHBIX Pe3y/IbTaTOB: 3a 2 HeJeNy CTAaHAAPTHOrO Kypca edeHns y 37%
JileTell CMeHbI KaTeTepa He Tpe6oBanoch. IIpy 4eTKOM IOCTOSIHHOM COOMI0eHNY MHCTPYKIINIL ITO YXOAY 3a
nepudepnIecKuM BeHO3HBIM KaTeTePOM BBIIIO/IHEHNE pOANUTeaMy MHPY3UIl aHTMOaKTepualIbHbIX TIpe-
IIapaTOB IIPONCXOAUT 6e3 OCTOKHEHMIT Y TEXHUYECKNX TPYTHOCTEIA.

Popurensam, NpoBoOaAIINM KypPC BHYTPUBEHHOI Tepanni Ha IOMY,
NpeIaralTCcs Clefyrle peKOMeH aln

BBegenue npemapara

1. Y6enurech B IIOTHOM ITIOHMMAHUY TOTO, YTO BBI OyfeTe fenarb. B ciydae BOSHMKHOBEHNUSA BOIIPOCOB
00s13aTe/IbHO 0OpaTNUTECh 32 COBETOM K MEAMIIMHCKOI cecTpe IleHTpa MyKOBUCIII03a IMYHO MU TI0
Tenedony.

2. IIpoBepbTe CPOK FOJHOCTY BCEX M3MENNI U IIperapaToB.

3. JIBax/pl TIIaTeIbHO BBIMOIITE PyKu ¢ MbUIOM. Oco60e BHUMaHME Ye/lsAiTe HOTTeBbIM IUIACTMHKAM
Y MEXXIIA/IbLIEBBIM IIPOMEXYTKaM.

4. TlocrenuTe Ha CTON YUCTYIO, CBEXYIO IIEJIEHKY MU ITOJIOTEHIIE.

5. IlpurortoBbre 3 mmpuua ¢ pactBopamu: B 20-MWUIMJIMTPOBBIN LINpKUL] HabepuTe aHTUOMOTUK,
B 10-MWUIM/INTPOBBIN — (PU3NOTOTUYECKUI PACTBOP, B 5-MIWIIVJIMTPOBBI — IelapUHU3MPOBAHHBII
pactBop. IIpu BepTrKamIbHOM IIO/TOKEHUN ITIPULIEB YAAIUTE U3 HUX BO3AYX.

6. IIporpure pyku cnmpTom.
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7. CHUMMNTe BEepXHUII OVHT M IPOTPUTE HAPY>KHYIO IOBEPXHOCTD 3aI/TYIIKM KaTeTepa CIMPTOM.

BHuMare/IbHO OCMOTpUTE epeXOHMK KaTeTepa, yOennTech B OTCYTCTBUY B HEM ITy3bIPbKOB BO3/IyXa.

9. CHuMMTE 3aIr7TyLUIKy ¥ OCTOPOXXHO IIOJIOXKUTE €€, He KacasiCh BHYTPEHHEN IIOBEPXHOCTH, B CTEPU/IbHBIN
IaKeT OT MINPHUIA VJIX IPUKPYTUTE K CTEPUIBHOI UTOonKe. MOXXHO XpaHUTDb 3aI/IyHIKYy B €MKOCTU CO
CIVPTOM.

10. M3 mmpuna ¢ ¢pu3nonorn4eckuM pacTBOPOM OCTOPOXKHO BBEAUTE B IEPEXOSHMK HeOO/bIIOe KOye-
CTBO XXVUJIKOCTY, yOeIMUTeCh, YTO KaTeTep IMPOXOAVM I He ITOATeKaeT.

11. Ec/tu HapyIeHnit co CTOpPOHBI KaTeTepa He 0OHAPY>KeHO, TPOfIoJDKaliTe BBOAUTD B IIEPEXOHUK PU3LO-
JIOTMYECKUI pacTBOP, IOKA He BBefieTe 5 ML, T.e. TOJIOBUHY o0beMa. [1ob3yiiTech Ipy CMeHe IIIpHIeB
TPEXXO/IOBbIM KPaHOM Ha IIepeXOJHIIKE.

12. CMeHNTe IIIIPUIL U MEJ/IEHHO BBEAVITE AaHTUOMOTHK.

13. CHOBa CMeHNTe LIITPUL] ¥ BBEUTE OCTABIINIICSA 06beM (P131M0IOrMIeCcKOro pacTBOpa.

14. ITo oKOHYaHMM CLie/IaliTe «TeTIAPMHOBYIO IPOOKY» — BBENTE B IIEPEXONHMK 2-3 MJI TellapMHNU3MPOBaH-
HOTO pacTBOpa (pacTBOp FOTOBUTCA 13 pacyeTa: 1 yacThb remapuna Ha 100 yacrell Ppu3monornieckoro
pacTBOpa, XPAaHUTCS B XOJIOAMNIbHMKE B TeUEHME CYTOK, 3aTeM TOTOBUTCS HOBBIII pacTBOP).

15. OCTOpO>XXHO IJIOTHO IPUKPYTUTE 3aTNTYIIKY K IIEPEXOHUKY.

16. 3akpoiiTe IepexoHNK ITOBA3KOIA.

17. BeibpocuTe Mycop B HElOCTYIIHOE JIs IeTeil MeCTo.

®

E>xegHeBHBII yXOf 32 KaTeTepoOM

IToMHMTE, YTO TONBKO Ka4€CTBEHHBIN YXOJI 3a KATETEPOM U Ballle BHUMaHNE AB/IAIOTCA I[JTABHbIMU YCIIOBU-

AMU YCIIENTHOCTY IIPOBOAMIMOTO JIedeHus. Bpems, moTpayeHHOe Ha TIIATENbHYIO IIOATOTOBKY, HUKOITA He

ObIBaeT MoTepsHHbIM!

1. Kaxpjoe coefyHeHMe KaTeTepa — 3TO BOPOTA /I IPOHMKHOBEHNA MHPeKIn. VI3beraiite MHOroKpar-
HOTO IIPMKOCHOBEHMsI pyKamu K o6opynoBaumio. CoOrofaiTe CTEpUIbHOCTD.

2. Yame MeHAVTe CTepUIbHbBIE 3AITTYyIIKY, HUKOI/IA HE IIO/Ib3yINTECh 3aIrylIKaMy, BHYTPEHHAA IIOBEPX-
HOCTb KOTOPBIX ObTa MHPULIMPOBAHA.

3. [lna npopneHus QpyHKIMOHMPOBAHNA KaTeTepa B BeHe JOIOTHNUTEIbHO IIPOMBIBaliTe KaTeTep pusno-
JIOTMYECKUM PacTBOPOM JHEM, MeXAy YTPEHHMM 1 BeuepHIM BBefeHsIMI aHTuomoTuKa. Iloce BBe-
IeHVA PU3NOTOTYECKOTO pacTBOpa He 3a0y/ibTe BBECTH IellapMHN3MPOBAHHBIN PacTBOP.

4. BHYTpEeHHIO U HAPY>KHYIO IIOBA3KN MEHANTE €XKeJHEBHO.

5. PerynsapHo ocMaTpuBaiiTe MeCTO IYHKIIMU BO M30eXKaHVe BOSHUKHOBEHMS OC/IOKHEHMII CO CTOPOHBI
Karerepa. IIpu mosAsneHun orexa, MOKpaCHEHMA, MECTHOIO ITOBBILIEHUA TEMIIEPATyPbl, HEIIPOXOJM-
MOCTH, TIOiTEKAHMs, @ TAKOKe NPV O0/Ie3HEHHBIX OLIYIIEHNAX P BBEJEHUY IIPEIapaToB CBSHKUTECH C
MezcecTpoit LleHTpa MyKkoBUCIIMIO3a, IpEeKpaTuTe BBefleHNe penapara. Hu mpu kakux o6cTosATeNb-
CTBAX He IbITANTECh IIPOMBITH KaTe€TEP CAMOCTOATENbHO, TAK KaK KOHYMK KaTeTepa MOXKeT OKa3aTb-
Cs1 3aKyIIOPEHHBIM TPOMOOM U OTOPBABLINIICA TPOMO HOMAZieT B KPOBEHOCHOE pycino. CHATb KaTeTep
¥ 3aMEHUTD ero Ha HOBBIVl MOXKET TOJIbKO MEAMIMHCKII paOOTHMK B YCIOBUAX CTalMOHapal!

6. IIpm cMeHe /eMIKONIACTBIPHON MOBA3KM 3aIIPEIIAETCs M0/Ib30BaTbCA HOKHMIIaMM. CyllecTByeT omac-
HOCTb /I KaTeTepa ObITb OTPe3aHHBIM, YTO IIPUBEJET K ITONA/IaHNIO KaTeTepa B KPOBEHOCHYIO CHCTEMY.

7. BHMMaTenpbHO CrefuTe 3a MaleHbKMM peOEHKOM, KOTOPBII HECO3HATENbHO MOXKET CHATDH IOBS3KY
U IOBPEIUTD KaTeTep.

8. Ilpemynpenute BOCHUTATESA WM YIUTENA, eCyt peOeHOK OymeT MmocemaTb JeTCKMUIT Cafl VIIU LIKOIY,
O0OBACHNUTE VM CYTh IIPOBOJVIMOTO JI€4EHA.

9. Ilocrme ymanmeHust KaTeTepa Ha MeCTO IYHKILMM HaK/Ia[bIBaeTCsl HeOO/bIIas CTepuIbHAs IIOBs3Ka.
He ypanaiire noBAsKy 1 He MOYUTE MECTO KaTeTepusaluy B TeYE€HME CYTOK.

10. ITpy mosiBeHNY MOOOYHBIX peakKuil Ha ImpenapaT (6/1eHOCTD, TOLUIHOTA, ChIIb, 3aTPyAHEHNE AbIXa-
HIIA, TOJIbEM TeMIIepaTypPhbl) BEISOBUTE «CKOPYIO ITIOMOIb» I CBSDKUTECH C JISYAI[VIM BPa4oOM U Mefice-
crpon LlenTpa MyKOBMCLIN/I03a MJI YYaCTKOBBIM BPauoM.

11. Bo BpeMs Kypca BHYTPMBEHHOII aHTMOAKTepUaTbHO Tepanuy Ha JJOMy He 3a0bIBaiiTe BeCTH Ipolie-
IYPHBII TUCT, IONy4eHHbIN B LleHTpe MyKoBMCLIM/IO3a.
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Ham npepcTaBnseTcs coBeplieHHO HeOOXOAVMBIM IOAYEPKHYTh KaK JJOCTOMHCTBA, TaK U HEIOCTATKY BHY-
TPUBEHHOI aHTNOAKTEPMAIbHO TepaINY Ha IOMY.

HocTroumHcTBa
HIO6aH BO3MO>XHOCTD I/I86e>KaTb TOoCIINTaAN3agnum n HPOBe]leHI/IH JICYCHNA B aM6y71aTOprIX YCIIOBI/IHX
nMeeT MHOXKECTBO HeOCHOpI/IMbIX HpeI/IMYIJ_[eCTB — Ipn YC]IOBI/II/I, 4TO KAa9€CTBO JIEYECHNIA HE CTpaliaeT.

Ilepsoe npeumyuecmeo — ncuxonozusecxoe

I[Tpe6biBaHMe pebeHKa B O0/IbHMIIE OOBIYHO OTATOLIAETCA PAKOM HeO/IaronpyATHBIX (PAKTOPOB: CTPECCOM, OTPBI-

BOM OT CTIOXKVBLIEVICS CUCTEMbI B3aIMOOTHOLIIEHNTT, BOSHMKHOBEHVEM Psijja ICUXOIOrMYeCKIIX IIpOo6sIeM, IIpoITy-

CKOM IIKOJIbHBIX 3aHATHIL. XOPOLIO M3BECTEH TePMUH «TOCIATAIN3M», OOBIYHO IIPYIMEHSEeMBI /11 KOMIUIEKCa

HapyILIeHNI IICMXO3MOLIMIOHA/IbHOTO Pa3BUTHA JieTell, IIepeHeCINX TN Te/TbHbIe /YN YacThle TOCIIMTaIM3ALI,

0C0o0eHHO 6e3 conpoBOXK/eHNs poauTerieil. [I09ToMy B OT/ie/IeHNsT MYKOBUCIIN/I03a TTALIMEHTbI TOCIIUTAINSHUPY-

0TCS1 C OfHUM U3 popuTesieil. MOXXHO BCTPeTUTD U ApYyTyie HeOaronpyATHBIE ICYXOTOrMYecKyie IIOC/IeNiCTBYA TO-
crraymsanym. MoxkeT chopMIpOBaThCs HeafieKBaTHOE IIPeCTaB/IeH e O O0Ie3HN 1 CBOeM COCTOSTHUM, BO3HUIK-
11Iee B ITpoLjecce OO1IeHYIst 1 HAO/IIOeHNs 3a APYTMMY OOIbHBIMY IeTbMI, KOTOPOE 3aTPY/AHSET IIPOLIeCC IeYeHs,
0C00eHHO y TofpocTKOB. OOCYK/ieH e COCTOSIHYS peOeHKa, ero IIPOrHo3a U IeYeHIsI B €r0 MIPUCYTCTBUM OYeHb
4acTo myraeT geteil. IIpucyTcTBie pebeHKa IIpy CIydasix CMEPTH WV BOSHMKHOBEHUM TSDKETIBIX OCTIOKHEHMI

TaKKe He CIOCOOCTBYeT (GOPMIPOBAHNIO TIOTIOXKNUTETBHBIX SMOLIIL

YacTble MPONYCKY MIKO/NIbHBIX 3aHATUI IPUBOAAT K TPYFHOCTAM B IIKOJIbHOM KOJIZIEKTVBE, M30/IMPOBAH-

HOCTU OT CBEPCTHUKOB, HEBO3MOXXHOCTH TOJIeP>KMBATh APy KeCKMe OTHOIIEHN , II/IOXO0M YCIIeBaeMOCTI

U — BCJIEACTBYE BCETO 3TOTO — HM3KOI caMoolleHKe U fiepeccun. [Ioxas ycreBaeMoCTb HEPeIKO MOXKET

CIIY>KUTh 6apbepoM K IIONTy4eHIIO AajIbHelero oopasoBanms u npodeccuin.

Bmopoe - knunuueckoe

ITpu cpaBHeHMM ¢ KOHTPOJIbHOI TPYIION [ieTell, IOTyYaBUIMX BHYTPUBEHHYIO Tepaluio B CTAallVIOHApe,

MBI BbIABU/IN:

e  OTCYTCTBUE ITePeKPeCTHOI MH(EKIUI B OCHOBHOI TpyTiIle (BaKHO OTMETUTD, YTO CPefU BCeX OOIbHBIX,
HaO/MIONAOMIMXCA B CTALIMOHAPHBIX YCIOBUAX, Pseudomonas aeruginosa BcTpedaetca y 74% 13 HUX, B TO
BpeMsI KaK Y JieTeil, HAXO[MBIIVXCS Ha aKTVBHOM MCIITAHCEPHOM HaO/MIOEeHNN C TIPOBefieHIeM aHTNOAK-
TepUaIbHON Tepalmy Ha IoMy, BbiceB Pseudomonas aeruginosa causmics o 36%);

e OfIMHAKOBYIO IOJIOKMUTE/IbHYIO JUHAMUKY CO CTOPOHBI OpPOHXO/IETOYHON CUCTEMBI (IO ayCKY/IbTaTUB-
HBIM JIaHHBIM, K/IMHIYECKOMY aHa/n3y KpoBu 1 nokasarensaMm OBJl — GyHKUMA >KM3HEHHOI eMKOCTI
JIeTKMX, 00'beM GOPCUPOBAHHOTO BbIOXA 32 1-10 CEKYHAY, IMKIOYyMeTpHsi — IPOJIEMOHCTPUPOBAHA
aHa/IOTMYHAs TeHJeHLMA — YIy4lleHne ToKa3aTeseil IIoc/ie 1Ie4eHs IIPY OTCYTCTBUM Pa3HUIIbI MEX/Y
CTaL[MOHAPHOI ¥ aMOY/IaTOPHOI IIOMOIL[BIO);

e Gosnpiuyio npubaBky (Ha 17%) B Macce Tera B aMOy/IaTOPHOI TPYIIIIe 110 CPABHEHNIO CO CTAL[MOHAPHO;

e TIPOJODKUTENBHOCTb QYHKLMOHNPOBAHNS B BeHe NepudepudecKoro KaTerepa B aMOy/1aTOpHOI IPyTI-
1ie 6bUIa JINTeNbHEe, 4eM B KOHTpoJIe. TakuM 00pa3oM, BHYTPUBEHHOE BBefleHIe aHTUOMOTIKOB B JI0-
MAIIHVX YC/IOBMSX OKa3a/I0Ch PaBHOL[EHHBIM 110 9 (eKTUBHOCTY TAKOBOMY B cTanuoHape. [Ipn aTom
CTOMMOCTD Kypca jiedeHus Ha oMy Oojiee yeM B 2 pasa fiellleB/Ie CTallJIOHAPHOTO.

« OmnpepeneH 0pUANYECKUIT CTaTyC METORUKA B cBA3M ¢ [Ipukasom M3 PO ot 05.02.2013 r Ne 1206H.
«O6 yTBep>KeHNN CTaH/IApTa IIEPBUYHOI MeIMKO-CAaHNUTAPHON IIOMOILY NPV KMCTO3HOM (prbpose».

HepocTarku
[Tnoxoe ocHaleHue CIy>KObI BHYTPUBEHHOI aHTUOAKTepUaIbHOI Tepanuy Ha fomy (ombIT Poccuiickoro
IIeHTpa YOeXJaeT B HeOOXOAMMOCTY MCIIO/Ib30BAHNA CIIELMa/IbHOTO aBTOTPAHCIIOPTA, 3aKPEIIEHHOTO 32
3TOI CTY>KO071; MMPOKOe U IPOYHOE BHEAPEHNE TOTO METOfIA B XKVM3Hb IIPEIIoaraeT JOIOTHUTENbHOE
(bI/IHaHCI/IPOBaHI/Ie 1 BBEOECHIE p;ma HITAaTHBIX e]lI/IHI/[I_I).
OTkas popureneir 1 peb6eHKa OT TOCIIUTAIN3ALNMN Jake IIPU TXKETbIX 000CTpeHNAX (POANTENN Healek-
BAaTHO OLE€HMBAIOT TAKECTb COCTOAHMA N OIIACHOCTDb HOCHGI[CTBI/HZ O6OCTp€HI/I}I).
OTCYTCTBI/IG TEeCHOW CBSA3Y C MOMUKIMHNUKON IO MeCTy JKUTENbCTBA pe6eHKa.
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B 2000 r. cormacHo Pacnopspxenuio Ne 353-p «O nmpoBefieHUM MOATOTOBKY CPeAHUX MEJVLVHCKUX pa-

OOTHUKOB IETCKUX FOPOJICKUX MOVK/IVHYK IO TIOBBIIIEHNIO KayeCTBa OKa3aHMUsA MeJUIMHCKOI IIOMOIIN

60/IbHBIM MYKOBJCIIVI/IO30M B aMOY/TaTOPHO-NIONMMK/IMHIYECKIX YC/TOBMSX, B YCIOBMSAX «THEBHOTO CTAIlV-

oHapa» Komurer 3jpaBooXpaHeHNA COBMECTHO ¢ PoccmiicKuM LIEHTPOM MYKOBUCLMZ03a IIPOBEJT LIVIK/IbI

MOATOTOBKM IIPOLIEAYPHBIX MEAULIMHCKIUX cecTep 163-X IeTCKMX FOPOJCKMX NONMKINHYK MockBbI. B mpo-

rpaMMy IOfITOTOBKM CeCTep ObUIN BKTIOYEHBI CTIeIyIOI/e TEMBI:

o OmBIT aKTUBHOTO AVICIIAHCEPHOTO Hab/IOfeHN A 0O/IbHBIX MYKOBUCII/IO30M B roposie MockBe.

o TlokasaHus i1 pOBefieHMsI KYPCOB BHYTPUBEHHON aHTMOAKTepUanbHON Tepanuy 60IbHBIM MYKO-
BUCLIMI030M B aMOY/TaTOPHO-ITONMKIVMHIYECKIUX YCTIOBYSIX U YCIIOBUAX «IHEBHOTO CTAIIVIOHAPa».

o YcTpoiicTBO U BujbI iepudeprieckix BEHO3HbIX KaTeTepOB, CTAHAPTHBIN HA0OP JI/Is KaTeTepu3arym
nepyugeprudecKoil BEHbI ¥ AITOPUTM ITIOCTAHOBKY IepuepnIecKoro BEeHO3HOTO KaTeTepa 1 ero yaae-
HIA B yCIOBMAX CTaljIOHApa.

o IIposenenue nHdysnit yepes nepudepudecKuii BEeHO3ZHBIN KaTeTep.

o Yxop 3a nepudepnyeckM BEHO3HBIM KaTeTepOM U POdUIaKTUKa OCTOXXHEHNIT KaTeTePU3aLI L.

o IlarpoHa>x 60/IBHOTO MYKOBUCIVI030M, ITOJTY4AIOI[ETO KYypPC BHYTPUBEHHON aHTUOAKTepUaTbHOI Te-
panmu B yC/IOBUAX JHEBHOTO CTallMIOHapa.

BbUIn mpoBefieHbl MpaKTUYecKue 3aHATH 110 YXOAy 3a IepudepudecKuM BeHO3HBIM KaTeTepoM U OCY-

I[eCTBJICHNIO Yepe3 Hero nHQy3nit. [Io okoHYaHMM IIUK/IOB IOATOTOBKY NPOLIeypHbIe MEAVIITHCKIIE Ce-

CTPBI IOJTy YN CePTUPUKATHL.

Taxum o6pasoM, Ha ocHoBaHMM onbITa LleHTpa MykoBUCHIMIO3a (MTeAUaTPUYECKOTO Y TEPAIIEBTUIECKOr0)

MOXXHO CKa3aTb, YTO BBefIeHVe aHTUOMOTUKOB OO/IbHBIM MYKOBUCIIMZO30M Ha JOMY — 3TO S9KOHOMUYECKN

nenecoobpasHas, addexTrBHas, Oe30nacHas CTAMOHAPO3aMel[alolas TEXHOIOTUS B Tepanyy 0OIbHBIX

MYKOBUCLMI030M. Takoil BapMaHT /Ie4eHNs MOTOKNUTETbHO BOCIPUHUMAETCS OOMBHBIMU JETBMU U UX

POIUTENSIMU U MOXKET MPUMEHSITHCS /IS JIeUeHUsI HeTsDKENIbIX 000CTpeHMiT OPOHXO/IETOYHOTO IIpoljecca

¥ TUVIAHOBBIX MPOUMIAKTIYECKNMX KYPCOB Y 60mbHbIX. Oprannsanys BHyTPUBEHHON aHTUOAKTepUaTbHOM

Tepanyy Ha JOMYy B paMKaxX aKTVBHOTO AVCIIAHCEPHOTO HAOTIOeHN OKaXXeT IT0JIOKUTENbHOE BIUAHME Ha

yIydilieHue jiedeOHO-peadVINTALMIOHHO U MeAVMKO-COLMa/IbHON TOMOIIM 3TUM OOTbHBIM.
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5.3. Iueta u ¢pepMeHTHAs Tepanus. Buramunsbl

5.3.1. Inera npu MyKOBUCLM03€
HyTpuTuBHaA HeLOCTaTOYHOCTD ABJAETCA, C OGHONM CTOPOHBI, YACTHIM CUMIITOMOM, C JPYTOM — OCIIOX-
HeHMeM MyKoBucysosa (MB). HemocpencrBeHHas CBSI3b HYTPUTUBHOTO CTaTyca ¢ QYHKLMEN IeTKUX U
BBDKMBaeMOCTbIO ITpy MB Obl/1a ycTaHOB/IEHA C IIOMOIIBbI0 MHOTOYMC/IEHHBIX uccnegoBanmit [1-6]. IToa-
TOMY AyeToTepanusa npu MB cocrap/AeT BaXXHYI0 4acTb KOMIUIEKCHOTO siedeHus. Llenpb auerorepanum —
HOJ/IepXKKa ONTUMATIbHOTO POCTa, GU3MUECKOTO U MOJIOBOTO Pa3BUTMS, MBILIEYHOI MacChl, TOBBILIEHME
MBIIIIEYHO CUJIbI, TIOBBILIEHNE Ka4yeCTBa )XM3HY U yTy4dlleHle BbDKMBAEMOCTH. DTO NOJpa3yMeBaeT IOf-
Iep>kaHre HOPMaIbHbIX IMMOKa3arenei nuaekca maccel tena (MIMT = macca Tena (xr) / poct (M)?*) — ot 18,5
110 24,99 (1iemeBble IOKa3aTeny — 22 IS XKEHIIVH U 23 JIsI MY>XYUH — Y B3POCTIBIX) — ¥l HOPMaJIbHBIX, COOT-
BETCTBYIOIMX BO3PACTY, TeMIIOB (p113114€CKOTO, ITI0JIOBOTO ¥ YMCTBEHHOTO PAa3BUTHS e Tell.
[ meTeit io 2-X J1eT — NepLeHTVIN, VIV CTaH/JapTHbIE OTKIOHEHMSI Beca M pocTa 1o Bo3pacty (SD, Z-scores),
a 1A ieTell cTapiiie 2-X JieT — MepLeHTIIN, WK CTaHIapTHbIe OTKIoHeHus (Z-scores, SD) IMT, Beca u po-
CTa, B COOTBETCTBUM C BO3PACTOM JIOJDKHBI COOTBETCTBOBATb BO3PAaCTHBIM HOpMaM: 15-85 nepueHnTuieit, unm
CTaHIApTHBIe OTKIOHeHus (Z-scores, SD) ot -1 1o +1; ueneBble mokasarenu — 50 meprieHTHIeN, Ui Z-score
(SD) = 0. B npneasne O/KHBI MCIIONIb30BATHCS HAIIVIOHAIbHbBIE CTAHAAPTBL, IPU OTCYTCTBMM TAaKOBBIX — PeKO-
MEH/IYIOTCS K MICIIO/Ib30BAaHNIO MEX/IyHApOJHbIE CTaH/IAPThI OLIEHKM HYTPUTUBHOTO CTaTyca ieTel, JOCTYII-
Hble Ha caiite BcemyupHOI opranusanyy sppasooxpanenus (mporpammbl WHO-Anthro pyis feteit go 5 et
u WHO-AnthroPlus ms geteit 5-19 net, 2009), http://www.who.int/childgrowth/en/
Monumopune Hympumueénozo cmamyca y 60nvHoix MB
Bec 1 pocT 60/1bHOTO HO/KHBI M3MEPATHCA IPU KKOM BU3UTE B KIMHUKY. YacToTa BU3UTOB: [/ IeTeil
HepBbIX MeCAIEeB KM3HU — 1-2 pasa B HeJe/Io, PV HOPMaIbHBIX IIOKa3aTesiX (prsm4eckoro pa3BuUTUA —
1 pas B MecAL; 1A [eTeit crapiue 1 roga u B3pocnbix — 1 pa3 B 3 mecana.
KoHTponb panyona ayeronoroM nposoautcsa 1 pas B 3 mecsana fetsaM, 1 pa3 B 6 MecAlleB — B3pPOC/IbIM,
OIJHOBPEMEHHO C KOppeKI[uell 103 3aMeCTUTENbHOI (epMEeHTHON Tepamui.
ExxeropHo BceM 00/IbHBIM ITOBTOPSIOT MCCIEOBAHNS: OOLINIT aHAI3 KPOBM, ITIOKO3Y, CBIBOPOTOYHOE >Ke-
7€30, TIeYeHOYHbIE TPOOBI, INEKTPOINUTDI; COTEeP>KaHMe XUPOPACTBOPUMBIX BUTAMIHOB B I/Ia3Me KPOBI.
[Tpu BO3MOXXHOCTM HEOOXOAMMO OLeHUBATh cofepkaHue GochonmmnnmoB B IIasMe Wi XUPHBIX KUCIOT
B 3PUTPOLMATAX.
Jlnst manyeHTOB 0€3 MaHKpeaTNYeCcKoil HeJOCTAaTOYHOCTH TTOKa3aHO OIpefie/ieHle TaHKPeaTuIecKo aac-
tasbl-1 Kaia 1 pa3 B rof. [I/is1 ManeHTOB ¢ MaHKPeaTM4eCcKol HeOCTAaTOYHOCTBIO TSKENO CcTereHn (IoKa-
3atenb < 100 MKr/T) ja/ibHeli1lIee IOBTOPHOE OIpefie/ieHe TAaHKPeaTNYeCKOl 971acTasbl-1 He MMeeT CMBICTIA.
Bcem geTaM crapiie 8 ieT 1 B3pOC/IbIM CIEAYET OL€HMBATh MIHEPA/IbHYIO ITIOTHOCTb KOCTY JOCTOBEPHbI-
MM MeTOoJlaMU KaXkjble 1-5 ner.
Bcem metsam crapie 10 s1eT IPOBOAAT OLIEHKY ITIMKO3VIMPOBAHHOTO FeMOI/IOOMHA 1, TPV He0OXOAMMOCTH,
Opa/IbHBIN I/TFOKO30TO/IEPAHTHBIN TECT €XKEeTroHO.
Onenka ¢pynkunn nerkux (O®B1) mpoBogutcs 1 pas B 3 mecaua [7].
O 3HaYMMOCTY NOAJEP>KaHUA HYTPUTUBHOTO CTAaTyCa CBUJETE/IbCTBYIOT JaHHbIE perncTpa 60mpHbIX PO
3a 2014 r. [8]. ITokasaTeny HyTPUTUBHOTO CTAaTyca 110 CTpaHe cpeau AeTelt coctasym: Meguana (IQR) nep-
LeHTWIsI Maccel Tenma — 28,2 (46,5), pocta — 28,7 (53,5), IMT - 31,6 (51,0).
[Toxasareny HyTPUTUBHOTO CTAaTyCa IO CTPaHe Cpeiy B3poCibIx cocTaBmm: Meauana (IQR) maccel Tenma -
55,0 (14,0) xr, pocta - 169,0 (13,0) cm, VIMT - 19,0 (4,0) xr/m?.
Cpenu pereit ot 2-x o 18 net mepmana nepuentwist VIMT cocraBuna 31,6 (51,0): mis maapuukoB — 35,9
(49,6), s mesouek — 28,0 (52,1). Ilepuentunp IMT < 25 nabmopancs B 43% ciy4aeB: Y MaJIb4MKOB —
B 39,5%, y eBouek — B 46,7%.
Cpenn B3pocnbix Meguana VIMT cocrasma 19,0 (4,0) xr/m?, mis mun Mys»ckoro nona — 19,3 (3,7) kr/m?,
U1 JnL SkeHckoro rona — 18,7 (4,0) xr/m”. VIMT < 18,5 xr/m* Habmropancs B 41,7% ciny4aes: y IuL MyX-
CKOro 1osa — B 38,7%, )KEHCKOro — B 45,7%, 4TO HECKO/IbKO Jy4llle, 4eM ImoKasaTenu 2013 .
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IIpuyunbI HeFOCTATOYHOCTH NUTAaHUA pu MB

1. XpoHuveckoe BOCIIajieHNe B OPOHXOJIETOYHOII CHCTeMe: YBeMYeHHAs YaCTOTa IbIXaHM S, TOBBIIICHHAS
Harpyska Ha JJbIXaTe/IbHYI0 MYCKYIaTypy - IOBbBILIEHHbIE SHEPrOTPAThI IIPYU M3HAYATbHO IOBBIIIEH-
HOM YpPOBHE OCHOBOTO OOMEeHa; - BBIOPOC IPOBOCIAMUTENbHBIX IIMTOKMHOB > IIOfIaB/IeHe CHHTe3a
(aKkTOpOB poCTa ¥ CTUMYJIALNA KaTab0/MM3Ma MBIIIEYHBIX Y BUCIIEPa/IbHBIX O€/IKOB.

2. OK30KpUMHHAas HeJOCTaTOYHOCTD IOMKENTyLOYHOI JKene3bl Y 85-93% OO/IbHBIX: MaTbAUTeCTU XUPA,
OeTa-KapOTVHA I TIO/ITHEHACHIIEHHBIX )KMPHBIX KUCTIOT > YCUIEHME OKCUJAHTHOTO CTPecca; Malb/iu-
rectys OeKa ¥ KpaxMasa -> IIOTepy MUTATeIbHBIX BEllleCTB CO CTY/IOM.

3. TloBblIeHHOE BbIJieTIEHNE )KETYLOYHOTO COKa, CHVYDKEHE KOHIIEHTpauyy 0MKapOOHAaTOB B TAHKPeaT-
YECKOM COKe - CHYDKeHMe pH KMIIEYHOTo COEep>KMMOTro - CHIDKEHME aKTUBHOCTY ITAHKPEeATU4eCKUX
U KMIIEYHBIX (ePMEHTOB, IPenUNINTALNA (Je3aKTUBAIVA) COMeN )KeTIHBIX KUCIIOT.

4. CryueHne >Xem4n - yXy/jUIeHNe SMY/IbTalliy XKMPa -> HapylIeHNe BCACBIBAHMA XXIPa.

5. XpoHu4ecKoe BOCIIajIeHe B KMIILIKe, HapyIlleHye KUIIETHOTO MUKPOOMOLIeHO3a, M30BITOK BA3KIX [JIMKOIIPO-
TEVHOB B IIPYICTEHOYHOM CJI0€ TOHKOJI KVIIKM, CHYDKEHME IOCTYITHOCTY IINIIIEBbIX CYOCTPATOB LA KUIIIeY-
HBIX (pepMeHTOB, HapylIeHue TPO(UKY SHTEPOLVITOB Y KOJIOHOLIMTOB — Ma/IbabCcopOIvst HyTpyeHToB [9-13].

ITpnHIMIIBI HYTPUTUBHOI Tepanuu y 6onbHOro MB

HuetoTepamus ninsa MB noppasyMeBaeT BBICOKOKA/IOPUITHOE, C BBICOKMM COfiep>KaHyeM Oerka, HeorpaHm-
YeHHOe I10 >KMPY MUTAaHMe, C aZleKBaTHOI pepMEHTHON 3aMeCTUTEe/IbHO Tepanyeii (y 60/IbHBIX C ITaHKpea-
TUYECKOJ HeJOCTATOYHOCTDIO) U IOTIO/THUTENbHBIM BBefIeHIeM XIPOPACTBOPUMBIX BUTAMIHOB [7].

HeT HMKaKkVX POAYKTOB MM OJII0J, KOTOpPbIe ObIIN OBl 3allpeleHbl IpY MyKOBMCIj03e. PekoMeHpryeT-
cs1 mocrytteHne 35-40% oT o61iero KommyecTsa Kajmopuit n3 >xupa. Kpome toro, 20% Kanopuii JO/DKHBI
VICXOAUTD 13 6e/IKa B CBSI3Y C HApPYIIeHMeM JUTeCTUM Y BCAChIBaHN, a TAK)Ke YBe/IMYeHMeM IIOTPeOHOCTI
B OefKe TIpyu OPOHXOIErOYHbIX 060cTpenusx. CreyeT MOOLPSTh Pery/IsipHble a9pOOHbIE YIIPaXKHEHN,
CIIOCOOCTBYIOI Ve TOBBIIIEHNIO ANIIIETUTA.

Onepeus
[ToTpe6HOCTD B 9Heprum y manmeHToB ¢ MB MokeT 6b1Th HOBbIIIeHa Ha 110-200% 110 cpaBHEHMIO ¢ IOTpe6-
HOCTSIMM 3[J0POBBIX JIMI] COOTBETCTBYIOIEr0 Bo3pacTta 1 rona [14, 15] (Ta6m. 1). Ilorpe6HOCTD B 3HEprumu Mo-
JKeT CYI|eCTBEHHO BapbMPOBATbCsl y Pa3HBIX MALMEHTOB U 3aBUCUT OT TSDKECTU ManbabCcopOL, IETOYHOM
byHKUMY, YPOBHS XPOHIYIECKOTO BOCIIATIEHNsT, HAIN4Msl OPOHXO/IETOYHOT0 000CTPeHNMs I T.IL.

Tabnuma 1. PekomeHyeMble BeTMIMHBI TOTpebIeH st Oe/Ika 1 SHepTuy IS ieTeil ¢ MyKOBUCLIMA030M [16]

Bospacr benox, r/xr/cyt IHeprus, KKan/Kr/cyT
MuHnManbHas MakcumanbpHas
0-1rop 3-4 (mo 6) 130 200
3nopossie getu [17] 2-2,5 110 115
1-3 roma 4-3 90-100 150
3-10 net 3-2,5 70-80 100
11-14 ner 2,5-1,5 45-70 90

PacripeneneHye OCHOBHBIX INILEBBIX MHTPEVEHTOB B 9HEPronoTpe/IeHnn:

100

6emxu — 20%, xupsl — 40%, yrinesonbl — 40% sHeprum.

B noBcegHeBHOII IPaKTIKe MOXKHO ITO/Tb30BATHCS CIAYIOLVIMYU CPEHVIMY OPUEHTMPAMIU [/L pacyeTa HeoO-
XOJVIMBIX JOIIO/THUTEIbHBIX KaJIOPMUIi CBBIIIIE pEKOMEHIYEMbIX BO3PACTHBIX HOpM: 1-2 rofa — +200 KKan/cyT,
3-5 met — +400 kKkan/cyT, 6-11 et — +600 Kkan/cyT, crapie 12 et — +800-1000 kxan/cyT [18].

benxku
BonbHbIE MyKOBMCIIMO30M HY>K/JAIOTCA B IIOBBIIIEHHOM KOTIMYECTBE 6enka (Ha 50-100% 110 CpaBHEHMIO C
BO3PAaCTHOI HOPMOII) 13-3a €r0 IOTePh BCIEACTBYE ManbabCOpOIN 1 BO BpeMst SIM30/0B KaTabommsma
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IIPY JIETOYHBIX 000CTpeHMsAX. [UonporenHeMudeckye OTeKy ONMMICHIBAIICDH B IPOIITIOM Y 5-10% MitazieH-
11eB, HAXOAVBIINXCS HA ITPYyAHOM BCKapMmyBaHun. IIpy HeaslekBaTHON pepMEHTHON 3aMeCTUTE/IbHOI Te-
pammu 10 50% nocTynuBLIero 6enKa MoXeT OBITh IIOTEPSIHO CO CTY/IOM [9].

VicTouHMKaMy TIOTHOLIEHHOTO Oe/IKa SB/IAITCA HaTypalbHbIe IPOAYKTHI (MACO, ITHIIA, pblba, MOpENpo-
IYKTBI, MOJIOKO, KJMC/IOMOJIOYHbIE IIPOAYKTBI, TBOPOL, CBIPBI, SiIa). [leTsaM cTapie rofga peKOMeH/yeTCs
BKJIIOYAThb B PAIVIOH BBICOKOOEIKOBBIE IPOAYKTHI (pbIOY, MsCO, AIIa, TBOPOT, ChIP) He peXke 3 pa3 B JIeHb,
MOJIOKO ¥ KMC/IOMOJIOYHbIE IPOAYKThI — He MeHee 500-800 M1 B IeHb.

B kauecTBe MOIOMHUTENTBHOIO MCTOYHMKA Oe/lka PEeKOMEHAYETCS MCIIONb30BaHME JIe4eOHBIX cMecell
IJI 3HTEpaIbHOro ¥ pomnonHuTenpHoro mutanus (Tab6m. 9). [lomonmHuTenpbHOe NUTaHME Ha3HAYAIOT
no 150-200-250 mn 1-3 pasa B feHb (HampuMep, Ha BTOPOII 3aBTPaK, Ha MOJIJHUK VIM IIepef CHOM, BO3-
MOYXHO B COYETAHUNU C PPYKTOBBIM ITIOpeE, Te4eHbeM, X/IONbAMMI U T.11.). O6BEM HOIONTHUTENBHOTO MNTA-
HIA OIIpefie/IAeTCs CTeNIeHbI0 HY TPUTUBHOI HEeJOCTAaTOYHOCTH Y AlIIIETUTOM pebeHKa.

Kupwt

YpesBbIuallHO BaXXHO COXpaHEHMEe BBICOKOTO MOTpeOneHus xupoB 6ompHbIMU MB. JKupsr siBiswoTcs
Hanbojee SHEPreTMYeCKy «IJIOTHBIM» SHeproHocuTeneM (9 KKas/T), MICTOYHMKOM ITOJIVTHEHACHIIEHHbBIX
JKUPHBIX KUC/IOT U )KMPOPACTBOPUMBIX BUTAMIHOB, BayKHeIIell COCTaBHON 4acThio GochoMmMnuioB Kiie-
TOYHBIX MeMOpaH, y4aCTHUKaMI/PeryIsaTopaMyi MMMYHHOTO OTBeTa. YBeIudeHye KBOThI XXVpa B 9HEPro-
obecrieuenuu cHmkaet obpasosanue CO,, MUHMMUSUPYET €T0 3afIepXKKy B OpraHU3Me, MONIOKUTENTbHO
B/IMsIET Ha Ta3000MeH B ierkyx. HeMamoBa)kHOe 3HaYeHue 7151 0/IbHOTO MMeeT XOPOLLNIT BKYC He00e3Xu-
PEHHBIX IIPOAYKTOB U 0/10f]. BO3MO>XXHOCTb BBICOKOTO NOTpeb/IeHns Xupa obecrednBaeTcs afleKBaTHOM
3aMeCTUTENbHOI (PepPMEHTHOII Tepanme.

JKups! B mutanum 60mpHOro MB mo/mkHBI cocTaBiATh 10 40% 3HepreTYecKoi eHHOCTY palyoHa. XOTs KO-
JINYeCTBO XXVPOB B AyeTe 601bHBIX MB He orpaHnumBaeTcs, B&XXHYIO po/ib IPpUOOpeTaeT X KadeCTBEHHBIN
cocTaB. B cBsA3M ¢ HapyueHMsAMY B relaToOMIMapHOi chepe KOMMYeCTBO TPAHC-KVMPOB U, YaCTMYHO, HACHI-
I[eHHBIX >KVPOB CJIEfyeT OTPAaHNYNUTD (3TO MaprapyHbI, CIIPe/bl, KyIMHAPHBIE XXVPBI, B TOM 4JMC/Ie B TOTOBO
BBIIIEYKe, KOHAUTEPCKIX M3Me/IsIX; XKapeHble O/IIofia, KOoIT4eHble IPOyKThl). OCHOBY >KMPOBOTO KOMIIOHEHTA
palOHa B Halllell CTpaHe TPAAMUIIVIOHHO COCTAB/IAIOT HACBIIIEHHbIE KMBOTHBIE JKMPbl MACHBIX I MOJIOYHBIX
IIPOZLYKTOB, MOHOHEHACBIILIEHHbIE JKMPbI — O/IMBKOBOE MAC/IO, ITOJIVHEHACBIIIEHHDIE KUPbI — PaCTUTE/IbHbIE
Macja, Takue Kak MOJCOMHEYHOe M KYKYpy3HOe, OoraTble oMera-6->kxupHbeiMy Kucnoramu. [locnegane obma-
Q10T IIPOBOCHATUTEIbHBIM 3¢ (EKTOM 1 JO/DKHBI 00513aTe/IBHO COYETATHCS C OMeTa-3->KMPHBIMY KVCTIOTaMIA.
B nutanuu 6onbHBIX MB cregyeT ocob6oe BHMMaHMe yHeIATh >KMpaM, OOTaTbIM IIMHHOLETIOYeYHBIMM
IIO/IVHEHACBIIIEHHBIMY OMera-3-)XMPHBIMU KUCTIOTaMM, KOTOpble 00/1aflaloT MIPOTMBOBOCHAINTETbHBIMI
cBOVICTBaMM U JepUIIUT KOTOPBIX 3aperucTpupoBaH y 6ompHbix MB [19, 20]. BoratbiMu ncTOYHMKAMM
oMera-3-TI0/IHEHACHII[eHHBIX )XKMPHBIX KICIOT SIB/ISIOTCS )XKMP MOPCKUX PbIO (710COCh, TyHell, CKyMOpus,
Kambasia, Cenblib) M HEKOTOPbIe pacTUTE/IbHbIE Mac/a, B 0COOCHHOCTHM PaIlCOBOE, TbHSIHOE, THIKBEHHOE,
Ke[IpOBOe, TPELIKOTO Opexa, 3apopblilell MieHnIbl. [IpeAnouTnTensHo ynoTpebnaTs ux B HepadpuHUPO-
BaHHOM BIfle, 63 TepMIYecKoit 00paboTKy, Z0OABIsIs B TOTOBbIE O/MI0fa (CasaThl, OBOIIHBIE Pary, CYIIb), B
COCTaBe IOMAIIHeTo MajioHe3a. B HacTosmee BpeMsa 00CyX/jaeTcsl BOPOC HEOOXOAVIMOCTY OCTOSTHHOTO
BKJIIOYEHNS [IPENapaToB OMera-3-XKMpPHBIX KIC/IOT (Takux, Kak BIDHA, Rendon Europe Lab.) B 6asucuyto
Tepamnuio 60npHBIX MB [7].

OHEPreTM4ecKy IJIOTHOCTb PALMIOHOB IIO3BOJIAET YBEIMYMUTH JOIOJIHUTE/IbBHOE NMUTAHME CMECAMM C
BK/IIOUYEHNEM B >KMPOBOJ KOMIIOHEHT cpemHelenodeyHblx Tpurmnuepunos (CIHT). Tpurnmuuepuast co
cpenHeit piyHOM yraeponHo nenn (C 6—C12) ABJIAIOTCA TIETKOJOCTYIIHBIM MICTOYHMKOM SHEPIUM, TaK KaK He
HY>X/JJAIOTCSL B 3MY/IbTallMM >KETYHBIMU COJLAMY U TMAIPO/IN3€ MAaHKPEATUYECKON JINIIA3011 U JIETKO BCAChI-
BAIOTCS, MUHYS TMMQATUIECKYIO CUCTEMY, HEITOCPEACTBEHHO B KPOBEHOCHbIE COCY/bI CUCTEMBI BOPOTHOI
BeHbl. Copeprxkanue CLT B cnenmannsmupoBaHHbIX cMecAX cocTaBsAeT 10 50-70% >KMpOBOro KOMIIOHEH-
Ta, OCTAJIbHBIE XXVPBI IIPEICTAB/IEHbI INIIN/IAMI C BBICOKVM COJlep>KaHMeM 9CCEHIMaTbHBIX (TTI0/IMHEeHAChI-
IIEHHBIX) )XMPHBIX KUCTIOT.

[Tpy HeBO3MOXXHOCTY KOMIIEHCMPOBATh CTEATOPEI0 C IIOMOIIBIO aZleKBaTHBIX 103 MUHM-MUKpOcdepude-
CKUX (pepMEHTOB, BOSHUKHOBEHUM OC/IOXKHEHU (BBIMIaZieHyie IPSIMOIL KUIIIKY ), TPY BBIPAYKEHHON CTETIeH
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HYTPUTUBHO HEZOCTATOYHOCTI BO3MOXXHO 0oboraleHe >KNPOBOro KOMIIOHEHTA PAl{MOHa CIIeI[1aIbHBI-
mu npenaparamu CHT (cm. Ta6r. 9).

Yzneeoovt
OHepreTryecKmit fepUIUT BOCIONHACTCS TAakXKe 3a CYeT yI/ieBotoB. OCHOBHAS 4acThb YI/IEBOJOB B paly-
oHe 60/pHBIX MB mo/mxHa OBITH IIpefiCTaB/IeHa IPENMYIIeCTBEHHO KpaXMalaMyi ¢ HEBBICOKUM I/IMKeMU-
YECKMM MHJIEKCOM — KpaxXMa/laMy I MaJIbTOJIEKCTPYHAMI 3€PHOBBIX IIPOJYKTOB, OoBoLe. [lucaxapuppl, B
TOM 4MCJIe caxap, B OO/NBIINHCTBE C/Ty4aeB HepeHOCATCs xopolno. OrpaHnyeHne TaKTO3bl Y OOIbIINHCTBA
00/IbHBIX He TpeOyeTCsl, TaK KaK JIAKTa3Hasl HeOCTaTOYHOCTb, IT0-BUAVMOMY, BCTPEYaeTCsI He Jallle, 4eM B
o61ert monyAnuy. B panyone nuTaHys MOAPOCTKOB ¥ B3POC/IBIX IIPOCThIE YI/IEBOABI HE OTPAaHNYMBAIOT-
€A, OHAKO B CBA3M C BO3PACTAILMM PUCKOM BO3HMKHOBEHMA accoUMpoBaHHOro ¢ MB caxapHoro gua-
OeTa, UX PEKOMEH/YeTCs YIIOTPeOIATh TOIBKO MOC/Ie OCHOBHBIX IIPMEMOB IINIIN — BO M30eXaHNe Pe3KUX
KOj/Ie0aHWII YPOBHS ITIMKEMUNL.
B pgurectuym monmumMepoB ITIOKO3BI — MajIbTOJEKCTPUHOB C HEOOJIBIINM YMCIOM ITIOKO3HBIX OCTaTKOB
(5-8) — B Oonbllell CTelleHN NPUHUMAET y4yacTue MajbTa3a KUIIEYHON CTEHKM, YeM ITaHKpeaTudecKas
ammntasza. OHM MMeIT 60/1ee HU3KYI0 OCMOJISIPHOCTD, YeM MOHO- I [IYICaXapy/ibl, IO9TOMY VX VICIIONb30Ba-
HJIE B COCTaBe CIELV/IN3VPOBAHHBIX CMeCeI IJIs1 SHTEPAIbHOTO U IOIIOTHUTE/IBHOTO MUTAHUA IIO3BOJIAET
CYIIECTBEHHO YBE/IMYNTD KA/IOPUITHOCTD 6€3 yBeIMYeHNsI OCMOTUYECKOI HarPy3Ky Ha KUIIKY.
Pacmienyienne Kpaxmaa 3aBUCUT OT IIaHKPeaTU4ECKON aMIUIasbl, I03TOMY OH YCBAaUBAETCA XyXKe, YeM -
U MOHOCaxapuzbl. AMIUJIOpes, TaK JKe KaK KpeaTopes U cTeaTopesi, HYXXIAeTCA B KOPPEKLUI TaHKPeaTn-
YEeCKMMM 3aMEHUTENAMM. VI3MUMINKY HepaclenZIeHHOTO KpaxMaJla, IOCTYIAA B TOJACTYIO KUIIKY, TUPO/IN-
3YIOTCS KMIIEYHON MUKPOQIOPOI, YTO IPUBOANT K IIOBBIIEHHOMY ra3000pa30BaHNIO, B3AYTUIO U OO/IAM
B JKIBOTE.
bonpabIM MB He orpaHn4ymBaioTcs MpOAYKTHL 1 O/ioa, GoraTble MUIEBBIMU BOIOKHAMY, KOTOPBIE CIIO-
COOCTBYIOT IPOUIAKTIKE 3AIOPOB ¥ CMHAPOMA AUCTATbHOI MHTeCTMHAMbHON obcTpykuun (COVO).
OpHako pyu COXpaHEHUN AVICHENTUYeCKUX SBIEHNI He PEKOMEH/IYeTCSl OFHOMOMEHTHO U B OOJ/IBIINX KO-
JMYecTBax MuUINa, boraras rpyooi KIeT4aTKoil 1 BonmokHaMu (6060BbIe, Kallly U3 IIeJIbHOTO 3epHa, 1je/IbHO-
3€pHOBOII U PXKaHOII X/1e6, OTPyOM, KOCTOUYKY, KOXKIIIA OT PPYKTOB U OBOLIEN, CYXOPPYKThI, HU3KOCOPT-
HOe MSCO C OO/MBIINMM COfiep)KaHMeM COEeVHUTEIbHON TKaHM), KOTOpble YBEeMNYNBAIOT 00beM KaIOBBIX
MacC ¥ yCUIMBAIOT METEOPU3M.

Hemu nepeozo 200a »xu3nu
Y merteit mepBBIX MECALIEB YKU3HM ONTUMATBHON HUIIEN SIB/ISETCS MATEPUHCKOE MOIOKO C JOOABKOI MUKPO-
KAIICY/IMPOBAaHHbIX ITAHKPEaTU4eCKNX 3aMEHUTENIEN B KaXK[0e KopMyeHue. VineanbHbIM AB/IAETCA HelacTe-
PU30BaHHOE IPY/IHOE MOJIOKO, TaK KaK OHO CONEP)KUT HIMPOKMII CIIeKTP 3aLUTHBIX (pakTOpoB 1 610/I0rN-
YeCKV aKTUBHBIX BEIIeCTB: MMMYHOKOMIIETEHTHbBIE KJIETKY, MIMMYHOIZIOOY/IMHBI, TaKTOQEPPUH, TU30LMM,
KOMIUIEMEHT, TOPMOHBI, (PaKTOPbl POCTA, IMHHOLEIIOYEeYHbIe XXVPHBIE KVC/IOTBI, HYK/IeOTH/bl. BarkHyo
POJIb UTPAeT aKTUBHOCTDb TePMOTaOVM/IbHO JIUITa3bl B HATUBHOM (HEIacTepr30BaHHOM) )KEHCKOM MOJIOKe.
Hna perein ¢ MB mokasaHa 3aimmTHasAg pojib €CTECTBEHHOIO BCKapM/IMBAHMA: MJIAJEHIIbI, ITOTy4YaroLye
TPYAHOE MOJIOKO, MMEIOT JIyYIllVie ITOKAa3aTe/l! JIeTOYHBIX (QYHKUMIT M HU3KYIO YacTOTY MH(EKIMOHHBIX
3MM30/0B 10 CPABHEHNIO C IeTbMU Ha ICKYCCTBEHHOM BcKapmmmBanuu [21]. K npenmymectBam rpygHOro
BCKapMJIMBaHMsI MO)KHO OTHECTH TaK>Ke MPOMIIAKTUKY alIepriiu K 6enKkaM KOpoBbero MOIOKa.
OpnHaKo OTHOCUTETIBHO HU3KOE COfiepyKaHue Oe/lKa B IPYHOM MOJIOKe, TIPY ero «MfieaIbHOM» KadecCTBe,
Y OTHE/IbHBIX MJIaJieHIIeB MOXeT ObITh HefloCTaTOYHbIM. HOBOpOX/IeHHBIE 1 IeTU MePBbIX MeCsIeB >KI3-
HII, KOTOpBbIEe He MOTYT CaMOCTOSTE/IbHO BBICACHIBATh HEOOXOAUMBIN 00'beM MOJIOKA U3 TPYAM BBUAY TH-
YKeCTU coCcTOosTHMA (0011as cmaboCTh, OfBIIIKA, CEPAEYHO-/IETOYHAS HETOCTATOYHOCTD), JO/KHBI ITO/Ty4aTh
CLIe>)KeHHO€ HellaCTepPU30BaHHOE MAaTePUHCKOEe MOJIOKO U3 OYTBUIOYKY MM Yepe3 Ha30raCTPaIbHbIil 30H .
[Tpu HepocTaTOYHOI MpubaBKe B Bece MOJIOKO MOXKHO oboramarh fo6aBneHneM Ha Kaxzable 100 mi 5 ¢
cyxoit cMecu Ha ocHoBe ruaponusata 6enka ¢ CLIT (cm. Ta6:1. 9). B HacTosAIIee BpeMs M3y4aroTCsl BO3MOX-
HOCTU IpUMeHeHUA QOpTUPUKATOPOB IPYSFHOTO MOJIOKA, pa3pabOTaHHBIX /I BCKAPM/IMBAHUS HELOHO-
LIIEHHBIX JJeTel, B IUTaHUM MaafmeHIleB ¢ MB.
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ITpyu cMenIaHHOM/MCKYCCTBEHHOM BCKapM/IMBaHUU JI/IA I€Tel, COXPaHAILINX YIOBIETBOPUTEIbHbIE TEM-
116l PM3MYECKOTO PasBUTISL, JO/DKHBI VICIIO/Ib30BAThCS OObIYHbIE a/JalITMPOBAaHHbIE MOJIOYHBIE CMECH, Off-
HaKo i1 feteil ¢ MB He pexoMeH/iyeTcs MCIONb30BaTh 3aMeHuTen ¢ HuskuM (1,1-1,2 /100 M) conep-
aHMeM 6enka (Hanpumep, Han-1, Hectie).

Y mereit ¢ HEOCTATOYHBIMM TeMITaMV (PU3NYECKOTO pa3BUTHA (IUIOTPOGuelt) IPEeAIOYTUTENbHBI BBICO-
KOKaJIOpUITHBIE CMecH ¢ 6071ee BBICOKMM COfiepyKaHyeM Oeka, MMeIolyie B KadeCTBe )KMPOBOT0 KOMITOHEH-
Ta CpefHeleloYeyHble TPUIInLepugbl He MeHee 20-25% >XMPOBOro KOMIIOHEHTA, YTO IIO3BOJIAET YIyd-
IINTH YTUINSALNIO XXIPA Y CHU3UTD HO3Y TAaHKPeaTNIeCKNX 3aMeHITe/Iel. DTUM TPeOOBaHMAM OTBEYAIOT
CMecH M1l He[IOHOIIeHHbIX M ManoBecHbIX meteit (Hyrpunak-Ilpe, Mupanpum - P®; Hyrpunon-Ilpe-,
Hyrpuums) (Tabm. 9).

B 2016 r. B PO 3aperncrpuposana cnenmanmsupoBanias cMech nctmnak (Hytpunms) [22], coctas koTo-
POt 630K K BbIIIEIIePEeYVICTIEHHBIM CMeCSM /11 HEJIOHOIIEHHBIX I Ma/IOBeCHBIX fieTeil. CylecTBeHHBIM
OT/IMYVIEM SIB/ISAETCS JIVIID HATM4Me B COCTaBe OOBIIOrO KOMMYeCTBA XIOPUAA HATPHUSL.

JleTssM BTOPOTO MOTYTOAVs >KM3HMY, YyKe MOTyYalolM IIPUKOPM, MO>KET ObITh Ha3HayeHa cMeCch XyMaHa
JITIT + CHT, comeprkaias B coCTaBe NTUNNUHOTO KOMIIOHEHTa 50% cpefiHel[eouYeYHbIX TPUITIUIIEPU/IOB.
OpHako OHa He MOXKeT OBITh PEKOMEH/IOBaHA B KauecTBe eAMHCTBEHHOTO MCTOYHMKA IMUTAHMSA Y AeTell
IIEPBOTO IOTYTOANA XKVU3HY BBULY HU3KOI KaZTOPUITHOCTY ¥ HU3KOT'O COflepKaHMA XUPOB.

JleTsM, NOMyYaloUIM MacCUBHYIO aHTMOAKTepUaIbHYIO TEPAIINIO, IOBTOPHbIE KYPChl aHTUOMOTUKOB, 1ie-
71ecO00pa3HO BBECTY aJANITPOBAHHYIO KVCTOMOJIOYHYIO CMECh WM CMeCh, 00OrallleHHYI0 IPOOMOTHKA-
MU, B Komm4ecTse 1o 1/3 cyTouHoro o6vema kopmienus [23-25].

Ipuxopm

[Tpuxopm BBOgUTCA, B cooTBeTCTBUM ¢ peKoMeHfanaMu WHO/ESPGHAN, B Bospacre 0T 4 1o 6 MecA1ieB.
HexkoTopem fietssM ¢ MB 1o MHAMBYAYaIbHBIM ITOKA3aHUAM IIPUKOPM MOXKET OBITh BBEIEH M PaHbIIIe IIPK
HM3KOI1 ITpubaBKe B Macce. IlepBbiMu OnmoamMyt IPMKOPMa TO/DKHBI OBITh 9HEPreTMYeCcKy IJIOTHBIE O/ofa:
Kallly Ha CIIeKeHHOM MOJIOKe M/IM MOJIOYHOJ CMeCH CO CTIMBOYHBIM MAC/IOM, TBOPOT 4,5-5% >XMpHOCTH, fa-
Jiee BBOJSAT OBOII[HOE ITI0Ope C MACHBIM ITI0Ope U ANYHBIN JKe/ITOK. B peKoMeHIalMAX 10 NUTaHNIO MIAfIEHIIEB C
MB (CIIIA) nepBBIM IPUKOPMOM ABJISETCS MACHOE ITIOpe BBUAY OoraToro comepxanus Oeka u uHKa [26].
CrienyeT MCIIONb30BaTh BBICOKOKAIOPUITHbIE ITPOAYKTHI IIPMKOPMa, 0OOTalljeHHbIe BUTAMIHHO-MUHEpaIb-
HBIM KOMIUIEKCOM: e TCKJie MOJIOYHbIe Kalllyl IIPOMBIIIIEHHOTO IIPOU3BOJCTBA C JOOaB/IeHeM C/IMBOYHOTO
MacJIa, OBOLIHbIE MIOpe ¢ J06aB/IeHeM PacTUTENIbHOIO Maca, MsAca. KopoBbe MO/IOKO MOXKHO JICIIONb30BaTh
TOJIBKO J/Isl IIPUTOTOB/IEHVsI OO B OrpaHMYEHHOM KO/MM4YecTBe ¢ 8—9 MecsiieB. B aTu e cpokm BBOAAT
Hea/JalTPOBAaHHbIE KVICIOMOJIOYHBIE MPOAYKTHI (ZeTCcKuit Kedup, HATypasbHBI JOTYpPT), 0OOralieHHbIe
XUBbIMY OudrRo- u mnakrobakrepysivu (Tabs. 3). DpykToBOE MIOpe BBUAY HEBBICOKOI KQIOPUITHOCTH PEKO-
MEHJIyeTCs BBOAUTD BO BTOPOM ITOTTYTOAMY, y>Ke TTOCTIe TOTO KaK peOeHOK ITOTy4 /I MOTIOYHYIO Kallly, TBOPOT
1 ooy ¢ MAcoM. PpyKTOBbIe COKM BBOJAT IIOCTIe 7-8 MecsleB B orpaHMdeHHOM KomdecTtse (10 M Ha
Ka)K/IBII MeCSI] )KVM3HM B [IEHD), IAIOT TO/IBKO ITOC/Ie OCHOBHBIX IIpMeMOB NIy (B KadecTBe fecepta). Creny-
€T IOMHMNTb, YTO IIPJeM COKOB MEX/[Y e[0Jl MOYKeT CHUSUTD AIIETUT PeOeHKa 1 OH OTKaXXETCsI OT OCHOBHOIA
enbl (MOOKa, Kam 1 Msca). Hu B koeM ciry4yae Heb3s 3aMeHATb COKaMJ OCHOBHOJI IipyeM !

Tabmuua 2. OcobeHHOCTH BBeieHsI IPUKOPMa e TSIM I1ePBOTO rofja ¢ MYKOBUCLIMTO030M [23]

IMeru, 6onpHbIe MB (Mec) 3mopossie et (Mec)

@pyKTOBOE MIOpPE 6 4-6
Tsopor 4 4-6
Kentok 5 7

OBomHoe mIope 5 4-6
PacturenpHoe macno 4-5 5-6

4 (Ha MOJIOYHOJ CMeCH, CLIEKEHHOM

4-6 (MomouHas)
TPYAHOM MOJIOKE MU TMAPONN3aTE)

Kamra
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CnuBo4YHOE Macyo 4 4-6
MscHoe niope 4,5-5,5 7
HeapantuposanHble 8-9 8-9
KJIC/IOMOJIOYHBIE ITPOIYKTHI

Cyxapu, x71e6 7-8 8-9
Pri6a 8-9 9

[leTsiM paHHero BO3pacTa, TaK ke Kak 1 6ojiee CTapuIMM Mal[MeHTaM, Ha3HavyaloT J0OaBKM KUPOPACTBO-
PUMBIX BUTAMMHOB. briofa mpukopMa, B OTIM4Me OT NUINY 3JOPOBBIX JieTell, MOfcanuBaloT. [JononHn-
TelIbHOE KOJIMYECTBO MOBAPEHHOI COMM (XTOpuzia HaTpKsi) 3aBUCUT OT BO3PAcTa, Beca pebeHKa 1 TeMIte-
paTyphbl OKpy>Karomei cpefbl. OpMeHTMPOBOYHO KOTMYECTBO COIM COCTAB/AET B IEHD 1/8 4alfHO TOXKKK
(0,6-0,7 r) st pebeHKa ePBOTO IOYTOANS XXM3HM U 1/4 4aiiHOT TOXKY Aj1s1 pebeHKa 6-12 Mecs1ies.

ITumanue 00WKONVHUKOS, WKOTOHUKOS U 83POCTbIX, 601bHLIX MB

OCHOBHOJI IPUHIINII — AKTUBHBIN TOAXOJ K MUTAHMIO MAIVIEHTA B TI0OOM BO3pacTe.

[TnTanne KOMKHO OBITH peTyIApHBIM (6 pa3s B IeHb aXke [JIA IIKOJIbHUKOB, popmyrna 3 + 3): 3 OCHOBHBIX

(3aBTpaK, obef, Y)XKIMH) U 3 JOIIOTHUTEIbHBIX ITepeKyca (2-i1 3aBTpaK, IOJHNUK, Ha HOYb).

[TutaHue HO/DKHO OBITH «IUTOTHBIM»: B KQK/IBIIl OCHOBHOI IIPYEM MMM TO/DKHBI BK/TIOYAThCs O7TIOfIA, COfep-

Kallye KaueCTBeHHbIE )KMBOTHBIE O€/IKY, IMHK (MACO, CYOIPORYKTBI, pbi0a, Siilla VI MOIOYHBIE IIPOJYK-

TBI — CBIP, TBOPOT), KauyeCTBEHHBIE XMPBI (PaCTUTENIbHOE MAC/IO — PAIICOBOE, COEBOE, IbHAHOE, TRIKBEHHOE,

O/IVMBKOBOE, B MEHBIIIEN CTETIEHN — IIO[ICOTTHEYHOE, KYKYPY3HOe, CIMBOYHOE MACTI0, CMEeTaHa, CIMBKIA), CJIOXK-

Hble (KpyIIBL, X/1e0, OBOLIM) ¥, B MEHBIIIEN CTeIIeHH, IIPOCThIe (CIajOCTy, BapeHbe, Mef) YITIeBOJBL.

JlononHuTeIbHBIE IpYeMBbl UM (TIEPEKYCHL: 2-11 3aBTPaK, IONHUK, IIepeli CHOM) 00s13aTe/IbHbI; OHM CO-

CTOAT, KaK IIPaBIUJIO, U3 KICTIOMO/IOYHBIX IIPOAYKTOB, TBOPOTra, GPYKTOB, BLIIIEYKY U YMEPEHHOTO KOJIIIde-

CTBa CIaJOCTel.

ITpy 6pOHXO/IETOYHBIX 000CTPEHNUAX, 3HAYNUTETLHOM OTCTaBaHUM B Bece M1 IIEPEKYCOB JKeIaTe/IbHO JC-

IIOJTb30BATh CITEIVaNN3MPOBAHHbBIE BHICOKO9HEPTETUYECKe KOKTEMIV VIV CMECH JI/Isl SHTEPaIbHOTO M-

tanus (cm. Ta6m. 9).

[ToxasaHMeM K HOTIOJTHUTETBHOMY IATAHNIO CIIeLIMaTN3/POBAHHBIMY BBICOKOKATOPUITHBIMI CMECSIMM SIB-

nsieTcs moboe CHIDKEHVe HOPMaTbHBIX (BO3PACTHBIX) MPUOABOK MAacChl Tema/pocTa; haKkTuieckass Macca

Tea HuDKe 25-TO TepIieHTHIIA.

K svicoxokanopuiinvim omuocames cmecu, cooeprycauiue 6onee 70 kxkan/100 mn onst 0emeti 00 12 mec, om

100 00 150 kkan - ons 0emeiti 1-6 nem; om 150 0o 200 kxan — Ons Oemeti cmapuie 7 iem U 63POCAvIX.

[1J1s1 ONOTHNTENTbHOTO MU TAHNA MOAPOCTKOB U B3pOC/IbIX ¢ MB He pekoMeHyeTcs MCIIOIb30BaHMe CIIeII-

Q/IbHBIX IPOLYKTOB M CMeCel! [/ CIIOPTUBHOTO MUTAHNA (T.H. Te/IHEPOB).

Juemonozuueckas npodunaxmuxa accoyuuposannoii c MB 6one3nu nevenu u accouuuposarrozo c MB

caxaprozo ouabema

ITpn myxoBucnypose g0 10% 60MBHBIX K IOAPOCTKOBOMY BO3PACTy MMEIOT LMPpPO3 IedeHy; 1o 13%

60nbHBIX K 20-71eTHEMY Bo3pacTy U 1o 50% k 30 rogam saboneBaror caxapHbiM auaberom (CFRD) [27].

[TosToMy HEKOTOPBIMY IIPOAYKTAMM He HAaJ[O 37I0yIIOTPeOIIATD.

He>xenarenpbHbI IPORYKTHI:

e  YBEIMYMBAIOIIVE HATPY3KY Ha ITe4eHb, KeTIEBBIBOJALINE Ty T U ITOJPKETYAOYHYIO JKe/le3y: TPAHC->KI-
pBI (KapeHble 6/TI0/1a, KOTYEHOCTH, KOIOACHbBIE U3MIeNNsl MPOMBIIIJIEHHOTO IIPOU3BOJICTBA, MSICHBIE JIe-
JIMKATeChl, KY/IMHAPHBIN )KMP, MApTapyH, B TOM YNC/Ie B COCTaBe IPOYKTOB IIPOMBIIIIEHHOTO IIPON3-
BOJICTBA — BBINIEYK, I€I€HBsI, KOHUTEPCKUX M3/IETIIT)

e cofiep)xalye 6ONBIIOE KOMMYIECTBO CTAOMIN3ATOPOB, ICKYCCTBEHHBIX KpacuTenell I KOHCepPBAaHTOB:
MajfoHe3 IIPOMBIIIEHHOTO IPOU3BOACTBA, acTdyn, Tak Ha3bIBaeMast «MycopHas muiga» — junk food):
YUIICHI, CYXapyKY, JIAIlllIa MTHOBEHHOTO IIPUTOTOBJIEH, TOTOBbIe CyXye IomydadpuKaThl, ClafKie
ra3ypoBaHHbIE HAMTKY: TMMOHAbI KOKa-KO/a, paHTa, CIpailT, Hepa3baB/leHHble CTafiKye PpyKToBbIe
HANUTKY («HEKTAPbI») IPOMBIIITIEHHOTO ITPOU3BOJICTBA;
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o B 0OJIBIIOM KOMMYECTBE U OT/I/IbHO OT APYIMX IPUEMOB NIV — papUHMPOBAHHbIE IIPOCTHIE YI/IEBO-
IbI (caxap, KOH(DeTbI-/Ie[IeHIIb );

o  IIPU COXPAHSAIOMINXCA ANCIENTIYECKNX SABIEHNAX (YBeMueHme >XKMBOTa, 60N B )XMBOTE, METEOPU3M,
YaCThIiT CTYJI, BBIIaJleHVe IPSIMON KMIIKY) — O0/IblIIie 00'beMbl IPOIYKTOB, YCU/IMBAIOIIX ra30006pa-
30BaHMe B KUIIEYHMKeE: 11e/IbHO3EPHOBOII 1 OTPYOHOIT X/1eb, CBeXXast U KMC/ast OeT0KOYaHHas1, KPacHo-
KOYaHHasl KamycTa, 6000Bble, CBeK/Ia, KOXKIIIA U CeMeYKM OT PPYyKTOB, opexu, rpubbl, HepazbapyeH-
HbIE COKI;

o 1pu GOpMUPOBAHNY CaXapHOTo AuabdeTa, accouumpoBaHHoro ¢ mykosucuuposoM (CFRD), kanopwuii-
HOCTb Pal[IOHa U COfiepyKaHue )XMPOB, B OT/IM4YMe OT fuabera 1-ro 1, 0c06eHHO, 2-TO TUIIA, COXpaHsI-
I0TCS TIOBBIIIEHHBIMIL.

Ba)kHO momoMHNTENbHOE ITOfiCa/IBaHVIe NN 1 0OOraleHye ee IHHOLIeTIOYeYHBIMY II0/TMHeHACHIIIeH-

HeiMu >kupHbIME kucnoTamu (JUITHIKK), kanpryem, nmpobmorukamy. PekoMeHyeTcs MCIIONb30BaTh

cmabocoreHyo (HEKOITYEeHYI0) )XMPHYIO MOPCKYIO pBIOY: CebAb, CeMTIY, (pOopenb 1 ApyTue 10CoCeBble, UKPY

3-4 pasa B HeJIe/IO B Ka4eCTBE 3aKyCKIL.

PactutenbHoe Macio (JIbHAHOE, THIKBEHHOE, KEPOBOE, MAC/IO TPEIJKOTO Opexa, COeBOe, ParcoBoe, Moj-

COJIHEYHOe, KYKYPY3HOe, ONMBKOBOE) PeKOMEH/IyeTCs MCIIONIb30BaTh B HepadMHUPOBaHHOM Buje 6e3

TepMMUIeCcKoi 06paboTKM, JOOAB/ISIA B CaaThl ¥ TOTOBbIE OBOLIHBIE OJII0/Ia, @ TAKXKe /IS IPUTOTOBJIEHNS

JOMaIllHero MaioHe3a.

O6s13aTenbHBI /151 ©KeJHEBHOTO YIOTPeOIeH s — KaK OCHOBHOJT ICTOYHMK KaJIbIIVSI U BBICOKOKa4eCTBEH-

HOTo Oeika — Heobe3>KMpeHHbIe MOJIOKO, TBOPOT, ChIP, KMCTIOMOJIOYHbIE IIPOAYKTHI, 0OOTalljeHHbIEe XXIBBI-

MU HITaMMaMM Ipo6uoTuKoB (6udumodbakTepuit 1 1aKTo6aKTEPMIt), MOrypTH KOPOTKOTO CPOKa XpaHe-

HIs, 6MOKeyp U T.IL.).

Tunuunvie omubxu

o IIutanne pebenka (MogpOCTKA, MOJTIOZIOTO YeTOBeKa) «OpOIIEHO Ha CAMOTEK»: OTCYTCTBIME PEeXIMa I -
TaHUA, «0yTepOpOofHOE» MUTaHNe, OTCYTCTBIUE 3aBTPAKa, IIEPEKYCOB

o  YMeHbllIeHVe KPATHOCTY IIUTAHsI, YTO YACTO CBA3AHO C y4e0011/paboToil MOIOABIX ITAIIeHTOB: HECOOTIO-
IeHue npasuia 3 + 3 (2), OTCYTCTBYE IEPEKYCOB

o 3aMeHa ITOJTHOLIEHHOTO 3aBTpakKa (obefa, y)KuHa) CIafoCTAMMN, YUIIcaMy, ITonydabpukaramn, gact-
¢bynom, KoKa-Kosoii

o CobmofeHne «CTaHZAPTOB KPACOTBI», YTO OCOOEHHO XapaKTEPHO /IS MOJIOZIBIX IeBYIIEK

o IIutaHme HU3BKOKATOPUITHOI, HU3KOOETKOBOIN Mulleil (HalpuMep, IPUTOTOBJIEHNE Kalll Ha Bofe 6e3
Mac/ia, OBOIHBIX, KPYILIHBIX CYIIOB 0e3 Mac/ia ¥ Msica, UCTIOIb30BaHue 00e3)XMPEeHHBIX MOTOYHBIX
IIPOZLYKTOB)

o IIpuBep>KeHHOCTb MOIHBIM fiMieTaM (BereTapMaHCTBO, BETAaHCTBO, pa3fie/IbHOE MMUTAHME, UCKITI0UeHNe
MOJIOK2) U COOTIOIeHNE PETUTMO3HBIX TOCTOB

o HeapexBaTHas 103MpOBKa HaHKPeAaTUYECKUX 3aMeHNTerel (KaK He[OCTaTOYHAsI, TaK U IIePefO3MPOBKa)

5.3.2. Koppeknusa nmorepu cOIm U KUAKOCTA
CrapumMM JeTsM M B3POC/TIbIM PEKOMEHAYeTCs IIOfCanyBaHue MUIIM 10 BKYCY (COTOHKAa Ha CTOJe).
JlononHuTeIbHOE KOMIMYECTBO COMM Ji/Is A€ Tell paHHEro BO3pacTa 3aBICUT OT Beca peOeHKa 1 TeMIIePaTyPbI
oxpyxartomeit cpensl (Tabm. 3). Conb (X7I0puy HATPUsA) MOXKET UCIIONIb30BATbCA /1A NOZCATNBAHNSA OJIION
IIPUKOPMa VMM BBIIIAMBAThCS B BU/ie PU3MOIOTMYECKOTO pacTBOpa, pacTBopa PuHrepa, MeXXy KOpM/IeHN-
sAMK. Y MasleHbKUX JleTeil HeXKeaTe/IbHO MCIIO/b30BATh s OPA/IbHOI PErMapaTaliiil TII0K030COIepKa-
e pactBopsl (Opamut, Peruppon), Tak Kak OHY MOTYT IPUBECTM K CHVDKEHMIO alllleTUTA.
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Tabnuua 3. PekoMeHiyeMoe HOMOMHUTEIbHOE KOMMYECTBO COMM (XIOpy/a HATPUsI) IS [leTell paHHEero
BO3pacta, 601pHbIX MB [28]

TeMnepaTypa BO3/1yXa B IOMEMICHUN

(mmo Ienbcmio) Bec peGenka

o 5 kxr 5-10 kr bonee 10 xr
C20°C 0.5 r/ et 0.8 r/etb MuanmyMm 0,5 r/ness + 0,8 r/meHb
Ha Kaxjbie 10 kr
o MuyHumyM 2 r/geHb + 1 T/5eHb Ha Kax/ble
c25°C 1,5 r/menp 2 r/meHb
10 kr
Cc30°C 2,5 r/feHb 4 1/5enD 11\/([)I/IKI-;I/IMYM 4 r/meHp + 2 r/meHb Ha KaXK[ble

[Tpy KOppeKLMM TOTePb KUAKOCTY (SHTEPATbHBIM + IIAPEHTEPAIbHBIM ITyTeM) MOXKHO IT0/Ib30BaThCA CIIe-
AYIOIIVMY OPYEHTUPAMMN:

Tabmmua 4. CyTouHble HOTPeOHOCTM BOJHOTO obecnedeHys neteit [28]

Bospact IToTpebéHOCTH (MI/KT B CYyTKH)
MnapeH1IbI CO 2-TO MecsLa KU3HU 150-120
1-2 roga 80-120

Macca tena (MT)
Memnee 10 kr 100
10-20 kr 1000 mr + (50 my/kr mpu MT > 10 kr)
Bonee 20 xr 1500 mi + (20 my/xr mpu MT >20 kr)

O6beM MHDY3MOHHOII Tepanuy /ISl KOPPEKIMM TeKYIIMX TaTOIOTMYECKIX OTeph PaCCUMTHIBAETCS CIle-
LYIOLIIM 00pa3oM:
e Ha KaXJblil rpafyc npu TeMineparype Tena Bbinie 37 °C B Teuenue He MeHee 8 4 — 10 M1/KT;
e Ha Kaxpble 20 [bIXaHMII CBBIIIE BO3PACTHOV HOPMBI — 15 MJI/KT;
o 1pu pBoTe — 20 My/kT (c 1 71 >xermymouHOro coka tepserca 50-100 mmonb HaTpus, 10-20 MMonb Kamus

u 100 MMosb X710pa);
e IpU yYalleHHOM cTy/e — 20-30 MI/KT mocre Kaxkzoit gedexanuy (pubmmsnTenbHo 1mo 40 MMOJIb Ha-

TpUS, Ka/lus, XJI0pa Ha INTP KUIIEYHBIX ITOTEPb);
e IIpy Iapese KMIIeYHMKa 2-11 crenenu — 20 Ma/Kr, 3-11 crenenu — 40 Mi/Kr
PacyeT »XMAKOCTY [/11 BO3MeEILeHMs 00€3BOXXMBAHMSA TAK>Ke MO>KHO BECTH 10 TeMaTOKPUTY:

JKBO (mn/kr) = Ht6 - Htu x M (kr) x K,
Htn,

rie Ht6 — rematokput y 6onpHoro, Htn — rematokput B HOpMe, M — Macca pebeHKa B KMIOTpaMMaXx,
K - koadunyeHT BHEK/IETOUHOI XUAKOCTY, % (45 — [/Is HEeOHOIIEHHBIX, 40 — [/Is1 HOBOPOXK/ICHHBIX,
30 — a1 eTeit IPyIHOTO BO3pacTa, 25 — /1A JeTell MIaAIIero Bo3pacTa, 20 — CTapIero Bo3pacra).
OcHOBHasi TOTPeOHOCTD B 3/IEKTPOINTAX IIpeficTaBIeHa B Tabmuie 5.

Tabmmua 5. bazoBass MOTPeOHOCTD B IMEKTPOIUTAX

BospacTtnaa rpynma Na K cl
(MMOB/KT) (MMoOnB/KT) (MMOB/KT)
HosopoxxneHnnble 2-3 1,5-3 2-3
Ietu mo ropa 2-3 2-3 2-4
Hetn Mmapuiero Bo3pacra 2-3 1-2 2-3
HIxonbHMKM 1-3 1-2 2

CYTO‘IHa}I HOTpe6HOCTb B HaTpuUM CKIagbIBa€TCA W3 Cl)]/[SI/IO}IOI‘I/I‘IGCKOf;I HOTPQGHOCTI/I n I[e(l)I/II_U/ITa,
BbI3BAHHOTI'O ITaTO/IOTMYE€CKUM ITPOLIECCOM.
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Pacyer geduunra HaTpyA IpoOBOAUTCA IO POpMYyIIe:

Hedbunur Na*® (mmonb) = (Na' >xemaembri — Na' uctunnbii) x M (xr) x K, rne K - koadodu-
LVIEHT BHEKJIETOYHOM >KMUIKOCTU: [Isl HefloHOWeHHbIX - 0,45, HOBOpoxaeHHbIX - 0,4, Tpya-
HbIX gerenn — 0,3, merent mmaguiero Bo3pacta — 0,25, mkonbHOro ospacra — 0,2, B cpegnem - 0,3.
B 1 mn 10% xnopupga HaTpus copgep>Xurcs 1,7 MMOJIb HaTpUA.

PacueT meduita BHEKJIETOYHOTO Kalysi MOXKHO IPoM3BecTy 1o popmyrie pacyeta HaTpus, He 3a0bIBas:
Ka/IMii — IPeVMYI[eCTBEHHO BHYTPUK/IETOYHBII SJIEKTPOJINT, I KOPPEKIVIA BHEK/IETOYHOTO iepUIITA He
COIIPOBOXK/IA€TCSA €T0 MICTMHHOM KoppeKuueli. B mocnennee BpeMs B CBA3Y C TPYAOEMKOCTBIO OIIpefieIeHNe
BHYTPUMKJ/IETOYHOTO Ka/NsA UCIIONIb3YeTCA PEKO.

Temn BBemeHusA Kamus He JO/DKeH HpeBblath 0,5 MMonb/Kr/4. KoHmeHTpauns kamsa B MHPY3MOHHON
cpenie — He 60mee 0,75%. B 1 Mt 7,5% xnopupa xanus cogepxutcs 1 mmorns kanus [30].

bonbubiM MB pekomenayeTcsa gononaurenbHoe BBefieHne Kanbuus: 400-800 mr getam; 800-1200 mr mmop-
POCTKaM 1 B3pOC/IbIM exefHeBHO. [TogpobHee cm. Pasgern 6.1 «OcTeonopos npu MyKoBucLo3e», Tabmm-
bl 2 1 3.

OO6cyX/Jar0TCsI BOIIPOCHI JOIIOTMHUTENIBHOTO IIOCTOSIHHOTO IIpJieMa IIPerapaToB IMHKa U IPOO6MOTHKOB [7].

5.3.3. ButraMuHbI
[Tanmentam ¢ MB pexoMeHyeTcs eXXKeIHEBHBIN JOIOTHUTEIbHBIN IIPUEM XMPOPACTBOPUMBIX BUTAMU-

HOB, JKeJIaTelIbHO — B BojopacTBopuMoit hopme (Tab. 6).

Tabnuia 6. PekomeHyeMble H03BI XKMPOPACTBOPUMBIX BUTAMIHOB 1 6eTa-KapoTuHa Ayt 60nbHbIX MB [14]

ButamunbI XapakTepucTuKa 60IbHBIX Ho3b1
4000-10 000 ME/cyT
*
A Bee c ITH 1 karws 3,44% p-pa = 5000 ME (1500 Mxr)
800-10 000 ME/cyT
>t *
b Bee ¢ ITH 1 xarisa AkBagerpum = 500 ME (12,5 mkr)
25 ME/cyT (18,4 mr))
Bce:  0-6 mec 50 ME/cyT (36,8 mr)
6-12 mec 100 ME/cyT (73,5 mr)
E 1-4 roma 100-200 ME/cyT (73,5-147,1 mr)
4-10 et 200-400 ME/cyT (147,1-294,1 mr)
Crapze 10 et 1 xamwa 10% p-pa = 2 ME (1,47 mr)
1 xars 30% p-pa = 6,5 ME (4,8 mr)
Bee ¢ [IH* 1 mr/cyT - 10 mr/Hen
K IIpY [IATOIOT VM MTeYeHN 10 mr/cyr
b 1 Ta6. Bukacoma = 15 mr
Bera-kapomun Bee ¢ [TH* 0,5-1 mr/xr/cyT, Maxc. 50 Mr/cyr
1 xamst Betopon-E = 1 mr 6eta-kapoTnHa

* ITH - ma"KpeaTndeckas HeJOCTATOYHOCTD
** TTompobHee 06 MHAMBIYAIbHBIX 03MPOBKax BuTamyta D3 cm. Pasner 6.1 «Ocreonopos», Tabmiia 4.

Tabmra 7. PekoMeHaaLyy 1o JOIOTHNUTEIbHOMY BBEICHVIIO XKVPOPACTBOPYMBIX BUTAMIHOB IaryeHTam ¢ MB [21]

Bospact NupuBupyanbpHble JO3bI JOMOTHUTETHHO BBOZUMBIX KMPOPACTBOPUMBIX BUTAMIUHOB
Bur. A (ME) Bur. E (ME) Bur. D (ME)* Bur. K (Mmr)

0-12 mec 1500 40-50 400 0,3-0,5

1-3 ner 5000 80-150 400-800 0,3-0,5

4-8 et 5000-10 000 100-200 400-800 0,3-0,5

>8 et 10 000 200-400 400-800 0,3-0,5

IIpumenanue: *Cm. Pasgen 6.1 «Octeonopos».
PexoMeHnpyeTca npoBefieHme eXXErofHOr0 KOHTPOJIA COflePyKaHMA )XMPOPACTBOPUMBIX BUTAMUHOB B ChIBO-
potke kpoBu [7] (Tabmn. 8).
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Tabnuma 8. KOoHTposb ypoOBHA >KMPOPACTBOPUMBIX BUTAMIHOB B CBIBOPOTKE KpoBY 60/IbHBIX MB

Butamuu A (petunon) 30-72 ur/mMn

Buramuu D - 25(OH)D >30 - < 100 ur/mn

Burtamun E >0,7 mr/mn
a-TOKO(eposI/X0IecTepuH >5,4 mr/t

Buramnu K [TporpombuHOBOE Bpems, MHO

ITpumeuanrue: * Cm. Pasgen 6.1 «Ocreonopos».

KnuHudeckyu BbIpa)keHHbIe NPOSBIEHNs HEJOCTAaTOYHOCTY BUTAaMMHOB A (KypMHas c/lemnora, Kcepod-
tanbmus) u E (HeBponormdeckue HapyuieHus) y MOAPOCTKOB U B3poc/ibIx ¢ MB 6butn onvcansl B 80-X IT.
XX Beka. B HacTosee BpeMs Takue C/1y4ay BCTpeYaroTCs PefKo, OGHAKO HI3KIE YPOBHU XMPOPACTBOPU-
MBIX BUTaMIHOB PETYICTPUPYIOTCS IPAKTUYECKHU Y BCeX OOMBHBIX, HECMOTPSI Ha a/IeKBAaTHYIO 3aMeCTHUTe/Ib-
HyI0 Tepamuio. [IokasaHo, YTO yMepeHHO MOBbIIIEHHbIe YPOBHY peTuHoMa (1o 110 Mr/ma) B CBIBOPOTKe
KpOBMU MONIOXUTeNbHO KoppenupyioT ¢ ODB1 (OPBI1 > 80% y 90% 13 TakyX MaIeHTOB) He3aBUCKMO OT
BO3pacTa, MaHKPeaTN4ecKoy PYHKIMY ¥ HYTPUTUBHOTO CTaTyCa, 6e3 KaKMX-M1M00 MPU3HAKOB TOKCUYHO-
ctu [31, 32].

Y HeneueHHbIX 601bHBIX MB HemocTaroyHOoCTh BuTaMMHa K MoXxeT MaHM(eCcTHPOBaTh TeMOPparndecKum
CMHJPOMOM. Y HOBOPOXX/IEHHBIX U I'PYAHBIX JleTeil OHa MOXKET NPOSBUTHCA HEOOBSICHUMOI reMopparu-
YeCKOJl My pIypoll, UHTECTUHAIbHBIMI KPOBOTE€UEHMAMN, J/TUTEIbHON KPOBOTOYMBOCTBIO B MECTaX MHD-
exiyii. Crapime ety ¥ B3pOC/Ible, HAXOAAIIMEeCs Ha MTHTEHCYBHON aHTUOAKTepUaNTbHO Tepaluy, VN C
COIYTCTBYIOUIVIM NOPa’keHMEM IIeUeHN TAaKXe CKJIOHHBI K HapyIIEeHMIO NIPOLeCCOB KOATY/IALMMN, faKe Ha
¢done npuema Buramuna K [33].

Y 601bHBIX MB X0poIIo 13BeCTHO O HEZOCTATOYHOCTY BUTaMuHa D u HapymeHusax ¢ochopHo-KambIy-
eBoro obmeHa (6onee opo6HO n3nokeHo B Paspene 6.1 «Ocreonopos»). B mocmegHme rogpl HaYMHAET
U3y4aTbCsA po/ib BUTaMMHA D B peryianum BOCHAIUTEIbHOTO OTBeTAa. B paHZOMM3MPOBAaHHOM KOHTPO-
JMPYeMOM VICC/IelOBAaHMN TIpY IPYMEHEeHNM BBICOKMX 03 BuTaMuHa D3 (250 000 ME) y B3pocibix 6071b-
HbIX MB Bo BpeMst 6pOHXO0/IerOYHBIX 000CTPEHMIT, B TeUeHe TOa IOC/IeYIOUero HabogeH s, TOMVIMO
MOBBIILIEHNA YPOBHA CBIBOPOTOYHOTO BUT. D 3aperncTpupoBaHO JOCTOBEPHOE CHUKEHVE CPOKOB T'OCIIN-
Ta/lM3alNA, CPOKOB IOTYYeHNsI aHTUOMOTHUKOB, ynyuiieHne OPB1 u yBenuyeHye Ipoo/KATEIbBHOCTH
KVI3HM, TI0 CPAaBHEHMIO C IPYIIION I1ane6o0. Y 60/IbHBIX, HOMyJYaBIINX BUTaMMH D3, oTMe4eHO Taxke CHU-
JKEHJe YPOBHS IPOBOCIA/INTENbHBIX IMTOKMHOB: (paKTOpa HEKpo3a OIyxosell anbda ¥ MHTepIeiKNHa-6
IV TIOBBILIEHNY YPOBHS aHTUMUKpoOHOTro nenrtupa LL-37 [34-42].

Jleue6HbIIT 3P PeKT BBICOKMX 03 BUTAMMHOB A 11 D Hy>kjaeTcs B JajipHeiIeM U3y4eHNN, OffHAKO XOPOILIO
U3BECTHO, 4TO BCce O0bHBIe MB ¢ maHKpeaTnyeckoil HeOCTATOYHOCTBIO ©KEJHEBHO JTO/DKHBI ITOTYYaTh
JIOTIOJTHUTENBbHO XXMpopacTBopyMble BuTaMuHsl (A, D, E u K) u 6eta-kapoTnH, onTMMaabHO — B BOfOpa-
cTBOpUMOI Qopme [43-46]. [TauyeHTB! ¢ cOXpaHHON (QYHKIME MTOPKETYHLOYHOI Kene3bl 0053aTebHO
JIOJDKHBI ITOJTy4aTh AOTIOTHUTENbHO BUTaMuH E [47].

BopopacTBopyMble BUTaMMHBI Ha3HAYarOTCs 00bHBIM MB B 0OBIYHBIX TPOGUIAKTNIECKUX JO3MPOBKAX,
PEKOMEHIYeMBIX 3/[0pPOBBIM JIMIIaM COOTBETCTBYIOLIEIO BO3pacTa, 3a MCK/IoYeHreM ButammHa C, norpe6-
HOCTb B KOTOPOM y OOJIbHBIX ITOBBIIIEHA, ¥ BUTaMyHa B12 B c/ryyasx pe3eK1uu IOJB3/OIIHO KMIIKIL.

B HacTosee BpeMs Ha pOCCUIICKOM PbIHKe HOCTYIIHA OffHa popMa >KMPOpPacTBOPUMOro BuTamyuHa D3 B
BOJOpacTBOpMMOIT popMe (AKBageTpUM).

Cy1ecTBYIOT BOJOPacTBOPUMBIe (OPMBI )KMpOopacTBOpUMbIX BuTaMnHoB (AquaAdeks, DEKA plus, MVW
Complete formulation). OHu mOKa HeZOCTYIHBI (He 3aperucTpupoBaHbl) Ha peiHKe PO. Yrorpebnenue
1-2 tabnerok (xarcyn) 1 pa3 B geHb ¢ efoii obecrieunBaeT MalyieHTa IOTHOLIEHHON J030¥1 XXIPOPacTBOPU-
MBIX BUTAaMMHOB. Taxoke CymecTBYIOT (POpMYIIBI B CHpoOIIe [/ ieTell panHero Bo3pacTa (Pediatric Drops).
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5.3.4. ArpeccuBHbBIe METO[IbI HYTPUTHBHOI NOAep>KKHN Y 601bHBIX MB

ArpeccuBHbBIe METOZIBI HYTPUTHMBHOM MOAEP>KKY ITOKa3a/Iy BeCbMa BBICOKYIO 3¢ PeKTUBHOCTD, B 0COOeH-
HOCTM Y 60/1bHBIX MB ¢ BbIpa)KeHHBIMM HapyIIeHWsIMI HYTPUTUBHOTO CTaTyca. B cucremarnyeckoM 06-
3ope, oneHuBawIEeM 3((PEeKTUBHOCTD pas3INMYHBIX METOAOB AyeToTepanuy [48], moka3aHO, YTO TOIBKO
IIpMMEHEHVE 3HTEPaTbHOIO 30HJZOBOTO NMUTAHMA JOCTOBEPHO IPUBOAUT K YIYYIIEHUIO HYTPUTUBHOIO
craryca 60npHbIX MB. Takue OgXO/bI, KaK TOIOTHUTEIbHOE IIUTAaHVe BBICOKOKATOPUITHBIMI CMECSIMU 1
oOyyarolye MeTOAVIKY /1A TTALMeHTOB, IMe/NIN HeIIOCTOSHHBIN 3 (]eKT.

OnTtumanpHble METOLVIKY, CXeMbI IPUMEHEeHNsI, BUbI U CIIOCOOBI BBEJIeHNs MUTATe/IbHBIX CMecelt, CII0COo-
ObI 3aMeCTUTeNbHOI (PePMEHTHOI Tepanuy Ipy IpOBefieHN 30HI0BOI TUIIepaTMMEeHTALNN HYKAAITCA
B JajIbHelIIIel OTpPabOTKe B IIPAKTVKe OTeYeCTBEHHON Y/IbMOHOIOTMY U TIeAaTPUNL.

Iloxasanus Kk npumeHeHUI0 AzPeccUBHBIX MeMO0006 HYMPUMUBHOU NOO0EPHKU

Y neteii:

o OrtcyTcTBUe TprbaBKY B Bece VM CHIDKEHNE Beca B TeueHme 6 MecslieB

o @akTuyeckas mMacca Tena HIDKe 3-ro nepueHTms (wim Z-score VIMT/Bo3pacT, Macca Tema/Bo3pact,

Macca Tena/pocT MeHee -2)
o ®daxTuyeckas Macca Tena HiKe 15% OT JO/DKeHCTBYIOIeN M MeHee 25-TO TepLeHTWIA Ha GoHe J10-
IIOJIHUTE/IBHOTO MMUTaHMS BbICOKOKATIOPUITHBIMU CMECAMMU

Y B3pocnbIx:

o VIMT <18,5 unu cHI>KeHme Macchl Tena 6oree yeM Ha 5% 3a mepmoj MeHee 2 MecsileB

o HeBO3MOXXHOCTD yIyYIINTb HYTPUTUBHBIN CTATYC Ha (POHE JOIOTHNUTEIBHOTO IpyeMa BBICOKOKAJIO-

PUITHBIX CMecei

K arpeccuBHBIM MeTOIaM HY TPUTUBHOI NOAEepXKH y 60bHBIX MB oTHOCATCA:

1. OnTuManbHO: 30HAOBOE SHTEpPA/IbHOE IMTaHME B BUJIe HOYHON TUIlepalMMeHTaluM, depe3 Ha3ora-
CTpa/IbHBIN 30HJ WIN NepKyTaHHYIo ractpoctomy (PEG) [49-55]. [l HOYHOI ruIepaaMeHTaluy Uc-
IIO/Ib3YIOT CMeCH JiIs SHTepanbHOro nuranus (cM. Tabm. 9). Heo6xomyMblit 06beM KUKOV IIUTATENb-
HOJI CMecy BBOZIAT KallelbHO (ONTMMAIBHO — C IIOMOIIbI0 MH(]Y3MOHHOTO HAacoca) B HOYHOe BpeMs B
TedeHye 5-6 4acoB. MOryT UCIIONIb30BAThCs KaK ITOTyd7IeMEeHTHbIe cMecH (Ha OCHOBe IMAPO/IN3aToB ber-
Ka), TaK U IIO/IMMepHble (II0C/IeHIe TTPefIOYTUTe/IbHBI BBUY OTHOCUTETBHO HU3KOI OCMOIPHOCTY 1
crouMmocTy). HouHylo runepanuMeHTaII0 HAYMHAIOT € 1/3 paccuMTaHHON OT CYyTOYHOI MOTPeOHOCTH
B KQJIOPMAX M YBEINYMBAIOT 110 Mepe npubaBku B Bece. OO6beM cMecy 1A HOYHON TUIIepaTMeHTa-
LUU [TO/DKEeH MOA0MpaThCsi TAKUM 00pa3oM, YTOOBI He CHIDKATDh almmeTUT 6OIbHOTO B JTHEBHOE BPeMSI.
3amecTuTenbHas (pepMeHTHas Tepalys y MAlMIeHTOB C MaHKPeaTN4ecKol HeOCTaTOYHOCTBIO IIPOBO-
IUTCS MUHUMUKPOChepUIeCKMMI IIpenapaTaMy aHKpeaTnHa. J[o HacTOsIero BpeMeH! HeT orpefie-
JIEHHBIX PeKOMEHAALMII 0 pacyeTy noTpebHoCTel (opreHTNpoBoYHO OoT 2000 g0 4000 ME 1o numase
Ha 1 T >XMpa BO BBOAVIMOJ CMeCH) ¥ peXKIMY BBefileHMs pepMeHTOB (B OVH WM BA IIpyieMa B TeYeHNe
nHQpysun cmecn). [Ina 6onpHbIXx MB onTuManbHa yCTaHOBKA HU3KOIPOUIBHONM TacTPOCTOMBI (THUIIA
MIC-KEY Kimberly-Clark), koTopas mosBosnseT nogjep>xuBarb aKTUBHBIN 00pa3 >XM3HY, He MeIIaeT
CIIOPTUBHBIM 3aHATUAM U IPOBEIEHNIO KMHE3UTePANNL.

2. ITapenTepanbHOE NUTaHKE

o IlonmHoe mapeHTepanbHOE MUTaHME (I[EHTPAIbHBI BEHO3HBIN KaTeTep) — IOKa3aH:

— CocTosHMA ITOCTIe ONepanyy Ha KMIIeYHVKe (MEeKOHMEeBBIIl MJIeyc)
— CMHJpPOM KOPOTKOJ KUILIKU
— OCTpblii TaHKpEATUT

o YacTuuHOe mapeHTepanbHOE NUTaHNUe (115 JOTIOTHUTEIbHOTO MMUTAHNUS): MOYKET MCIIO/Ib30BaThCS TIe-

pudepryecknit BEHO3HBIN FOCTYI

LlenecoobpasHo uCnonb3oBaHye MPOAYKTOB /1A IMapeHTepaabHoro nutanus «3 B 1» (Kabusen, Cmo¢Ka-

6uBeH, ONMMKIMHOMEND U T.I1.).

J/1s1 9acTYHOTO MapeHTepa/bHOTO MUTAHMS MOTYT MCIIO/Ib30BAThCA TOBKO XXMPOBbIe aMynbcyn (JInmo-

¢bynpyH, ViaTpamunuz, OMeraBeH, ontuManbHO — CMoQmunuy, B COOTBETCTBUY C MHCTPYKIMEN IIPON3-

BOJUATENA).
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Ta6}11/1ua 9. HpOJIYKTbI n cMeCn njiad 71e9e0HOr0 MUTAHMUS oA 00/IbHBIX MYKOBUCHMTO30M Pa3INIHOIO
BO3pacTa (Hepe‘II/ICHeHbI IIPOAYKTDI I CMECH, 3apETUCTPUPOBAHHDIE U1 TOCTYITHbIE HA pOCCI/IﬁCKOM prHKe)

Tpynma HaspaHne npopykTa, pupMa-M3roToBUTEND, VT ———.
CTpaHa-IPOU3BOANTEND
Hucrunax («Hyrpunysa», Hupepnaupgsr)* CrennanusupoBaHHasA CMecCh AA
CMEIIaHHOTO/VICKYCCTBEHHOTO
BCKapMIMBaHus geteit ¢ MB 1-ro roga
JKU3HU U [ IOTIOJTHUTE/IbHOTO MU TAHUA
neteit ¢ MB crapue 1 roga
JeTckue MOIOYHbBIE CMeCH C ITOBBIIIEHHOM 3aMeHNTeNb IPYHOTO MOJIOKA /IS
KBOTOII Oe/IKa ¥ KaJIOpUITHOCTBIO, HeJOHOIIEHHBIX U MaJIOBECHBIX JleTel
¢ BxmoyenneM CIIT: 1-ro ropa X13HY, JOIIOTHUTEIbHOE INTAHME
ITpe-Hyrpunak («Vudanpum», Poccus), K €CTeCTBEHHOMY BCKapM/IMBAHNIO
ITpe-Han («Hectne», llIBeitiiapus)
ITpe-Hytpunon («Hyrpunus», Hunepnannsr),
Cumunak Ocobas 3a6ota («9660T1T», CIIIA),
®puco-Ilpe («dpucnenn», Hunepnanper).
Jna peteit crapie 5-6 Mec, HOMy4aloIMX
npukopM, — Xymana JIIT + CHT («Xymana»,
Ha ocHoBe 1enbHbIX Tepmanus)
6€/IKOB MOJIOKA VIV
JaCTUYHOTO IMAPOIN3a CMecu [yt SHTEepaIbHOTO MUTAHNUA JIA SHTepanbHOE I JONOTHUTEIbHOE IIUTAHNUE
Oemka*** pereri ot 1 roga mo 3 net: Hyrpunn, Hytpunn s neteit ot 1 roga mo 10 et
C NUIeBbIMY BONTOKHamy, HyTpuHu SHeprus,
Hyrpunn[Ipuuk («Hytpunmsa», Hunepnanpsr),
Kmunytpen IOunop («Hectne», llIBeitnapus),
Iepunalllyp Manoexka, Ilegualllyp 1,5
C nuIeBbIMI BOMTOKHaMu («9660TT», CIIIA)
CMecu [y SHTepa/IbHOTO NUTAHMA IS ieTell | DHTepaabHOe U HOIOMTHUTE/IbHOE ITaHNe
crapiue 3 net u B3pocnbix: Hytpusu CranpapT, | mas meTeit cTapiie 3 €T U B3pOC/IBIX, HOYHAA
Hytpusn Vimmys, Hytpusn Ilynbmo, HyTpusn | runepanumeHTanuA
Ocreo («VHpanpum», Poccns), Knmunyrpen
OnTtumym, Pecypc Ontumym, Msocypc
(«Hectne», HIBettuapus), Hyrpuson, Hyrpuson
C NUIeBbIMY BONTOKHamy, HyTpuson Sxeprusa
(«HyTpunms», Hupepnanper), Duiyp 2
(«2660T1T», CIITA), Cynmoptan («®pesennyc
Kabn», Tepmanns), Hyrpukomn («b. Bpayn,
Tepmanus) u fip.
Hytpusu Ouaber («Vudanpum», Poccns),
Hyrpuson Spsanct [lnason” («Hytpuums»,
Hupepnannsr), SHTepabHOE U JONONTHUTEbHOE IIUTAHNE
Ha ocnoBe 6enkoB Hytpuxomn [Inabet JIuxsug («b. Bpaym», IJLA IeTeil cTaplue 6 JIeT ¥ B3pOC/IbIX, HOYHAs
MojIoKa** Tepmanms), runepanMMeHTanus y 6onpHbx MB
Hogacypc Inaber ITntoc («Hectme», M ACCOLMMPOBAHHBIM CaXapHbIM [1abeToM
[IIBestiapus),
In6en («Ppesennyc Kabu», lepmanns)
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Hytpunak-nentunu CUT («VHpampum», 3aMeHa IpyIHOTO MOJIOKa

Poccua); Hyrpunon-Ilentulactpo, IlenTukeiT | u [ONOMTHUTeIbHOE IUTAHNUE Y fleTel
(«Hytpunusi», Hupepnanpset), Anbgape C poXKfeHNA o 1 Tofa ¢ BBIpayKeHHO
(«Hectne», lBestapus) HYTPUTUBHONM HEJOCTaTOYHOCTHIO I
CHHPOMOM MajIbabCcopOIum, anneprueit
K 6e/IKaM KOpPOBbEro MOJIOKa

Ha ocHoBe ry6oKkux ITentamen IOumop («Hectrne», IlIBeitnapus) SHTepabHOE 1 NOIONMHNUTETbHOE TUTaHNe,
TU[PONN3ATOB OeriKa, HOYHasA TUIepaTMMeHTalNA A/ JeTell

¢ BkmouenueMm CLT oT 1 ropa 1o 6 JIeT ¢ BbIPa)KEHHOI

B COCTaB >KMPOBOTO HYTPUTVBHOI HEIOCTATOYHOCTHIO
KOMITOHEeHTa* U CUHAPOMOM MajbabcopOium, anieprueit

K 6eIKaM MOJIOKa

Ilentamen, Ilentamen DHTepan, [lenTamen AQ | DHTepanbHOE U JOIOTHUTEIbHOE IUTAHME,

(«Hectne, llIBeitriapus), HyTpuson SpBaHCT HOYHAs TMII€paJIMMEHTALNA /1A feTel
IMentucop6 («HyTpuiusi», Hunepnanpsr), crapiue 3 JIeT ¥ B3pOC/IbIX C BBIPAKEHHOM
Cypsumern («®pesennyc Kabur, Tepmanus), HYTPUTUBHONM HEJOCTaTOYHOCTHIO
Hytpuxomu ITentug /Iuksug, («B. Bpayh», U CUHAPOMOM MajtbabcopOrym
Tepmanmsi)

Hyrpungpnuk; Hyrpunpuak Kpem 4 Bkyca; .
YTPIAPp yTpUnp P 4 JJomomHMTeTbHOE BBICOKOKAJIOPUITHOE

MorouHbIe KOKTENIN doprukep 3 Bkyca («Hyrpunmsa», Hunepnangbt .
. P P yea («Hyrp P ) NVMTaHKe /I JeTel cTapiie 3 j1eT
U BBICOKOKAJIOPITHbIE Cynmnopras («®pesennyc», [epmanus)
o u B3pocnbiX. IIprHMMaeTca Mexgy
ITyAVHTY Hyrpukomn Jpunk ITntoc («b. Bpays, .
IIpyeMaMy OCHOBHOM NI
Tepmanus)

JIOIIO/THNUTENIbHBIN UCTOYHMK KalOpHit 38
CUeT CpeffHelelIOYeYHBIX TPUITMIIEPUTIOB.
Juxsumxen («Hyrpuius», Hugepnanpsr), Ho6asnserca B cMecu u 6miofia s
Macna Ceres («[J-p Illep», Vtanus) yBeMM4eHUA KaIOPUITHOCTU TIpU
HEBO3MOXKHOCTY KOMIIEHCHPOBATD
CTeaTopero

Macrna, cogepxKaiue
CpenHelerIo4YeYHbIe
TPUITINILIEPULBI

* ** TTpu UCIIO/Ib30BAHMM JAHHBIX IIPOJYKTOB TPeOYeTCsI JOIOTHNTE/IbHBII [IPUeM TAHKPeaTNIeCKIX (PepMEHTOB.

* B MeHbl1eit 1o3e. ** B 6ornblueit 103€, T.K. B COCTAB BXOJAT OOBIYHBIE XKIPBHI.

>+ CMecu cofiepyKar 4acTUYIHO IMIPO/IM30BaHHBbIIT OE/TOK.

* Buecens! B IlepedeHp crienansnpoOBaHHbIX MPOJIYKTOB /Iede6HOr0 MUTAHNU YIS fieTeii-MHBamuioB Ha 2016 T., yTBepyK/IeHHbIIt
ITpaBurenscroM PD 14 oxtabps 2015 1., Ne 2052p.

Topmon pocma u cmumynamopoL annemuma

Hasnauenne ropmona pocra (CTT') marmeHTaMm ¢ 3afiep>kKOJ pocTa M KOCTHOTO BO3pacTa MOKa3ajo 3¢-
(beKTMBHOCTD B OTHOIIEHMY YBeINYEHMsI POCTa M JIETOYHBIX 00beMOB, OJHAKO TPeOYIOTCs Jja/lbHellIe
VICCTIEIOBAHNS [/1s1 OTPAOOTKM TO3MPOBOK, KpUTEpHEB 0TOOPa MAIMeHTOB, OLeHKY 0€30I1aCHOCT 1 0011ie-
ro apdekTa Ha COCTOSIHME 3TOPOBbSI.

B mpakTuke oTedecTBEHHOI! MEAVATPUY U IIY/IbMOHO/IOTHY He HAIIJIO IIVIPOKOTO PacIipOCTpaHeHNsI IpYIMeHe-
HJie CTYMYJ/ISITOPOB aIIIIeTUTa, B TO BpeMsI KaK 3a pyOe)kOM OHM YacTO Ha3HA4arTCs1 60mbHBIM MB co cHIDKeH-
HbIM armeTnToM. X0Tsl Hanbosee u3ydeHHbIM 1Ipyt MB siBsieTcsi Merectepora arerar, pe3y/IbTaTbl IpyMeHe-
HISI CTYIMY/LITOPOB arnmeTtyta mpy MB ocTaroTcst HeOTHO3HAUYHBIMYL BBU/Y OOJIBIIOTO KOMIMIECTBa II0O0YHBIX
3¢ eKTOB 11 TPeOYIOT IPOBEEHNSI PaCIPEHHBIX KOHTPOIMPYEMbIX K/IVHIYECKMX VICIIBITaHuit [7].

5.3.5. IIlnTanne 6epeMEeHHBIX M KOPMAIINX KeHIH ¢ MB

Y >KeHIMH, O0IbHBIX MYKOBMCIIMJ030M, TPV COXPAHHBIX JIETKMX VI HOPMA/IbHOM (PM3MYEeCKOM CTaTyce
Cepbe3HBbIX IpOo0JIeM C 3aYaTyieM U BbIHAIIVBAHMEM IUIOfia IPaKTUYeCKN He Bo3HUKaeT. CHIDKeHNe HY-
TPUTUBHOIO CTaTyca MOXXET IPUBECTU K BTOPMYHONM aMeHOpee, 3aflepKKe MM JaXke HEBO3MOXHOCTU
HacTyIIeHus 6epeMeHHOCTH, a Hu3Kuit VIMT Bo BpeMst 6epeMeHHOCTI — K POXKAEHNUI0 pebeHKa CO CHU-
JKEHHOI Maccoil Tena. Pegko, HO BcTpedaoImmiica Mpy MYKOBUCHM/I03€ M30BITOYHBIN BeC MAIlVIEeHTKN
TaKX€ MOXXET CHU3UTh YPOBEHDb POXXIAAEMOCTY U YBEIMYNBAET PUCK OCTOKHEHMI, TAKMX KaK BBICOKOE
KpOBsIHOE JaBJieHMe, fiuabeT 1 MHEKIY BO BpeMs OepeMeHHOCTH.
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B Hacros1ee BpeMs HAyYHO 0OOCHOBAHHBIX CIIE[Va/IbHBIX peKOMEHalNii B OTHOLIEHNN NUTaHus Oepe-
MEHHBIX I KOPMSIIX XeHIMH, 601bHbIX M B, HefocTaTouHO. Bce 0CHOBHBIE TPVHIUIIBI M peKOMEH ALY
10 TIUTAHUIO 3[OPOBBIX OepeMEeHHBIX IIPUMEHNMBI U 7151 60TbHBIX MB.

[TuTaHMe >KEHIIVHDI BO BpeMst 6epeMeHHOCTH TO/KHO OBITh IIOTHOL[EHHBIM 11 Pa3HOOOPa3HBIM, TOTHOCTHIO
COOTBETCTBYA PU3NONTOIMYECKUM NTOTPEOHOCTAM B INIIEBBIX BEIIeCTBAX 1 S9HEPTUYU KaK CaMOll )KEeHII[VIHBI,
TaK M PacTyILIETO IJIOfia C Y4ETOM CpOKa recranuu. PekoMeHyeTcs coXpaHeHMe NUILEBbIX CTEPEOTUIIOB,
chOpMIUPOBAHHBIX Y )KEHIIVH [JO HACTYIIEHNs 6epeMeHHOCTH (ec/ MUTaHMe YKEeHIVHBI ObIJIO JOCTAaTOY-
HO afilekBaTHBIM). Bce aTo Oyper cioco6cTBOBaTh 06ecredeHNI0 KOMPOPTHOTO CaMOYYBCTBUSA, XOPOLIETO
HACTPOEHMsI U BBICOKOJ aKTMBHOCTM OepeMeHHO >KEeHII[MHBL.

DommeByI0 KUCIOTY, HEOOXOUMYIO [JI NPeJOTBpalleH s pa3BUTHA JedeKTa HepBHO TPYOKY, KEHIIN-
HaM C MyYKOBUCLMJ030M, IVIAHNPYIOIUM 6epeMEHHOCTD U y>Ke BO BpeMs OepeMeHHOCTH, peKOMEH/[yeTCs
IPYHUMATh B TAaKMX JKe JJO3MPOBKAX, KaK 1 >KeHI[MHAM 6e3 MyKOBUCLMAO03a. BuramMmH A manyeHTKam
C MAaHKPEATUYEeCKO HEJOCTATOYHOCTBIO CEAYET MPUHMMATD B CTAHJAPTHBIX /11 MYKOBUCLIN/I03a JO3M-
poBkax 1 He npesbimarh 10 000 ME/cyT. Butamuu D pekomennoBan B go3unposkax okono 400 ME, Ho ero
KOHIIEHTPaLMI0 B KPOBU ClIeJyeT KOHTPOIMPOBATh.

B nmepBom TpumecTpe 6epeMeHHOCTH, KOT/IA IIIOf €lle HEBENNK, a >KEHII[MHA IPOJO/DKAET BECTI OOBIYHBII
00pas >KM3HY, NTOTPEOHOCTY B OCHOBHBIX INIIEBBIX BEIIECTBAX VM SHEPIUM CYLIECTBEHHO He MEHAIOTCA
Ul COOTBETCTBYIOT PEKOMEH/IYeMBIM (M3MOTOTMYECKIM HOPMaM I KeHIIVH AeTOPOJHOro Bo3pacTa. Bo
BTOPOM U TPETbeM TPUMeCTpax 6epeMeHHOCTH, KOTI/a IJIOf] JOCTUTAeT OOMbIINX Pa3MepOB, ISl er0 HOp-
MaJIbHOTO PasBUTHA, @ TAKXKe JIsI POCTa IUIALIEHTHI, MAaTKY, IPYAHBIX >Kelle3 TpeOyeTcsl HOIONTHUTETbHOEe
KOJIMYECTBO SHEPruMm, Oeika, Kaabliys, Kee3a, BUTAMIUHOB. [/ aJleKBaTHOI MOTOPHON aKTUBHOCTY KU-
IIeYHMKA HeOOXOVIMO JOIOTHUTETbHOE MOCTYIJIEHEe MUIIEBBIX BOJIOKOH.

B nepnon KopMmieHMsI TPyAbI0 MMUTAHME >KEHIIVHBI HEOOXOAMMO OPraHM30BBIBATb C YIETOM IOJeprKa-
HUS ee 3[I0POBbsi, 00ecreyeHNs JOCTaTOYHON ¥ TPOJO/DKUTE/IbHOM TAKTALMY IIPY ONITYMaIbHOM COCTaBe
rpyaHOro Mosoka. IIutaHue KopMsileil MaTepy SO/DKHO YHOBIETBOPATH ee (pusmosornueckme morpeod-
HOCTHU B IMIIEBBIX BELeCTBAX U 9HEPIUH, a TAaK>Ke BO3paCTHbIE MOTPeOHOCTU pebeHKa IepBbIX MeCAIIEeB
JKU3HML.

ITpu Bemenun GepemeHHOCTH OONbHOI MB mopdepkuBaeTcss HEOOXOAMMOCTD MYIBTUVICLIUIIVHAPHOTO
MOJXOMA U TIATEIbHOTO KOHTPOJIA 32 HYyTPUTUBHBIM M ITIMKEMMYECKUM CTAaTycoM nauyeHTKu. HyTputus-
Hasl HE[IOCTaTOYHOCTb MOXKET YCYTYOIAThCS PV HAIMYMY TaKUX YaCThIX OC/IOKHEHNUIT OepeMeHHOCTH, Kak
TOIITHOTA M racTpo330(areaybHbIl pedrrokc. YacTo MpocToe yBenmndeHe KaIopUiTHOCTY paljyioHa HeJloCTa-
TOYHO 9 PeKTUBHO. B Takux crydasx He0OXOAMMO paccMaTpUBATh BOIIPOC O IPOBEJEHNY TUIepaIIMEHTa-
L[ C TIOMOLIBIO HA30TaCTPA/IbHOTO 30H/IA, a B pAJie CTy4aeB — 4epe3 racTpo- MIN €IOHOCTOMY.

[pynHOe BcKapMIMBaHIe TaKkoKe TpeOyeT MOCTYIUIeHNsI TOO/THUTeIbHBIX Kanopuil. st marepy, 6ompHOI MB,
VICKJIIOUUTENBHO TPYJHOE BCKapM/IVMBaHME MOXKET OKa3aTbCs JOCTATOYHO TPYAHBIM. Ecm >keHIMHA, KOpMA-
11adA TPyZAbIO, HE MOXKET IOAEPKMBAaTh HOPMA/IbHBIN BEC, C/IEAYET pACCMOTPETD BOIIPOC O IIEPEBOJIE MIA/IEHIIA
Ha CMelllaHHOEe/MICKYCCTBEeHHOe BCKapM/IMBaHIe. Takxke cleyeT yunThIBaTh 0€30IacHOCTD IS TI0fa/ MIa ieH-
112 JIEKApCTBEHHBIX CPEMICTB, KOTOPBIE ITOTyYaeT MaTh /LA JIeYeHNs] OCHOBHOTO 3a001eBanus [56, 57].

5.3.6. IHHOBaIMOHHbIE METOBI ePCOHN(PUINIPOBAHHOTO OA60Pa AMEThI
" ¢pepMEHTHOI TepaInny IpY MYKOBUCIN03e (KOMIBIOTEPHbIE IIPOTPaMMBbl)
3a pyOexoM pacueT MHAVBUAYaIbHOTO IIMTAHV MAIVIEHTaM ¢ MYKOBMCIIII030M, O3bI ¥ PacIpefieneHst
(dbepMeHTOB ¢ yyeToM (PaKTUIECKOTO >KMpa MUIM BXOAWUT B PYTUMHHYIO MPAKTUKY. DTOMY CIIOCOOCTBYeT
Ha/IM4Me B IITATE IeYeOHOTO 3aBeeHNs Bpaya-IMeToIora U ClelaIbHbIX KOMITBIOTEPHBIX IporpaMm. B
HacTosillee BpeMs B psijie CTpaH pa3paboTaHbl HPOrPaMMBI JIs OLleHKY MUTaHKs 1 (epPMEHTHOI Tepanumn
6onpHBIX MB Kak /151 Bpadeit, Tak u A1 naryeHToB (Www.mycyfaap.eu).
B 2016 r. 6pi1a paspaborana nporpamMma « MOHUTOPMHI HYTPUTMBHOTO CTaTyCa, PalliOHA NMUTAHUA U
¢depmenTHOI Tepanuu npu MykoBucumpose» (focymapcrBennas permcrpauns OUIIC Ne 2016660762
ot 21.09.2016). IIporpamma npegycMaTpuBaeT MHAVBULYATbHYIO OLIEHKY HYyTPUTUBHOIO cTaTyca 1 Qax-
TUYECKOTO MUTAHMA OOMBHBIX MYKOBVCLMO30M, @ TaKXKe ITOCTIeAyIy0 KOppeKIio nuTanus u dep-
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MEHTHOJI Tepanuy C y4eToM cHeny(uKy maTolmoruy MyKOBIUCI[03a. [JaHHBIN MeTOJ OCHOBAH Ha IIPUH-
IUIaX NepCOHNUIVPOBAHHOTO MOAXOfa K HmanyeHTy. DyHKIMOHATbHBIE BO3MOXXHOCTY IPOTPaMMBI
BKJIIOYAIOT: MHAVBMYa/IbHBI KOMIUIEKCHBII MOHUTOPVMHI COCTOSIHUA (U3NYECKOro 3TOpOBbA (Macca
tena, pocT, VIMT), olleHKy afleKBaTHOCTY paljMOHA NMUTAHUA, pacdyeT (PepMEHTHOI Tepanmy Ha OCHOBE
HOTpeOIeHNsI )KMPOB € NUIIEN, XpaHeHVe U CUCTeMaTU3aII0 aHHbBIX, BBIOOP a/JrOpuTMa HYTPUTUBHOI
u dbepMeHTHOIT Koppekiuu. [Iporpamma npegHasHaueHa s BHEIPEHMs B IPAKTUYECKOe 3[[paBOOXpa-
HEHJE U MOXXET MCIIO/Ib30BATbCA BpayaMM, YYaCTBYIOIIVMI B JIEYEHUN ITALIMEHTOB ¢ MYKOBUCLNIO30M,
B aMOY/IaTOPHOII M CTALlMIOHAPHOI IIPAaKTIUKe YYPEeXAEeHNUI 3jpaBooxpaHenns. [IporpaMma mporia anpo-
6aruio B Tpex IeHTpax Mykosucungosa PO. [Iporpamma crioco6cTByeT COKpalleHNIo TPYA03aTpaT Bpada
Y1 TIOBBILIEHNUIO 9P PeKTUBHOCTY JIeUeHMs II0C/Ie KOPPEKINM TOTPebIeHNs OCHOBHBIX MAKPOHYTPUEHTOB
Y CYyTOYHOI Ka/IOPUITHOCTY, @ TAK)Ke 3aMeCTUTENbHO (PepMEHTHOI TepaIm.
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DepMeHTHAA Tepanu:Aa

[Ipy MyKOBUCII/IO3€ B TOV VIV MHOM CTENIEH) B IIATOIOTMYECKMII MTPOLIECC BOBNIEKAETCS BECh OPTaHU3M,

HO B OOJIbILIEe}T CTEIIeHN — OPTaHbl JbIXaHNUA, IOMKETYJOYHAS JKele3a, Ie9eHb, KeTYHbIe IYTH, JKeIyo4-

HO-K/IIEYHBIV TPAKT, IIOTOBBIE >K€/I€3bl M IIOJIOBbIE OPTaHbl y MY>X4MH. OnpeenaomyuMn 11 XKU3HA

0O0/IbHOTO SIB/ISIOTCS XapaKTep U CTENEeHb MOPaXKeHMsI JIETKUX, a TAK)Ke CUCTEeMbI MUIeBapeHNs, IPexX/ie

BCero — MomKenyno4noii xenessl (IDK) u mevenn [1, 2].

OK30KPMHHYIO TaHKpeaTn4ecKyto HefocTaroqHocTh (JITH) nmeroT 85-90% 6OMBHBIX MYKOBUCLIMZO30M.

B ocHOBHOM 5T0 manueHTsl, nuMetomue myranuu [-11I kmaccos [1-7].

[To mpoucxoxeHNnIo MaHKpeaTndeckast HeJOCTaTOYHOCTb ITpu MB oTHOCUTCSA K IepBUYHOI (BpOXK/IeH-

Hoit). ITo MexaHM3My — codeTaHue abCOMIOTHON ¥ OTHOCKUTEbHOI. HemocTaTouHoe OCTyI/IeHNe aHK-

pearndeckux pepMEeHTOB B IBEHANLATUIIEPCTHYIO KUIIKY M3-3a HAPYLIEHNs OTTOKA ITaHKPEaTUIeCKOro

cekpeta 1o nporokam (abcomoTHas DITH) coyetaercs ¢ Hu3KuMu sHadyeHusAMu pH B kuike, rumepany-

HOCTBIO, lepnunTOM >KemaHbIX KucnoT (otHocuTenbHas JITH) [8].

[Nopaxenne IDK BbIABIAETCS yXKe B aHTeHaTa/JbHOM Iepuope. Y 60mbHbIX MB 13-3a HapylleHHOro aHu-

OHHOro TpaHcnopra (ocHoBHbIMM aHMOHaMu sAB/sIIOTCE HCO* n Cl) B 6e/koBBIiI CyOCTpaT He MOCTYIIa-

€T HeoOXOIMMOro KOMMYIeCTBa >KUAKOCTU, OH OCTaeTCsi Ooree BA3KMM, U CKOPOCTh €ro MPOJBIDKEHNUS 3a-

MeJIAeTCs, B CBSA3M C 4eM Oe/KM NMPELIMTUPYIOTCA Ha CTEHKAaX MEKMX BBIBOJHBIX IIPOTOKOB, BbI3bIBAs

X OOCTPYKIIMIO 1 HOJIHYIO 3aKYHOPKY. B pesynbrare mankpeatndeckue pepMeHTBI, KOTOpbIe IPORODKAIOT

BBIPAaOATHIBAaTbCS B ALMHYCAX B OOBIYHOM KOIMYECTBE, He JOCTUTAIOT IBEHA[IIATUIIepCTHOI Kmiuku. Hako-

IUICHYVIe aKTVBHBIX (pepMEHTOB IIPUBOANT K ay TO/IN3Y TKAHM HOPKEyLOYHOI xerne3bl. Ha 6oree oTaeHHbIX

CTa/IVAX 3TOTO MPOLECCA, YACTO Y>Ke Ha IEPBOM MECALLE XKIU3HM, TEJIO MOJPKETYJOYHON YKe/IE3bl IPE/ICTAB/IAET

c000i1 cKorIeHye KICT ¥ (MOPO3HOIT TKaHY, OTCIOfA APyroe HasBaHue 3a00/IeBaHys — KUCTO3HBI Gpuopo3.

HemunyeMbIM crefcTBMEM pa3pylleHNs MOIPKETyLOYHOM >Kele3bl CTAHOBUTCA HapylLIeHMe IiepeBapyBaHuA

¥ BCAChIBAHVA B XKEMyOYHO-KUIIEYHOM TPAKTe, IIPEXK/ie BCEro XIPOB, 0eNKoB 1 Kpaxmara. [lommumo aroro,

PV MYKOBYICLIZ03€ IIPOVICXOANT HapyLIeHMe BBIpaboTky 61KkapOoHaToB. [Ipy OTCyTCTBUM COOTBETCTBYIO-

II[ero JIeYeHVIs 9TY IPOLIeCChl IIPUBOJAT K 3afiep>kke (pysndecKkoro passurus pebenka [1, 2, 5,7, 9, 10].

Hexoropsle myTanym rera MB (IV u V k1accoB) cBsA3aHbI ¢ Me/ICHHBIM Pa3BUTIEM XPOHMYECKOTO MaH-

KpeaTuTa ¥ Ha/lm4yeM CPaBHUTETbHO COXPAHHOM (PYHKIUN MOIKETYOYHOI XKee3bl B Te4eHNe MHOTTX

neT. B crapiieM BospacTe MpUMeEpPHO Y IATOM YacTy OO/NBHBIX Pa3BMBAETCA MHCYIMHO3ABYICUMBII caxap-

Hb11 uabet [1-7]. B Poccun, no ganusiv HarpmonanpHoro perncrpa 6ompabix MB 2014 ., nHCYIMHO3A-

BUICUMBIVI CaXapHbIl AyabeT BcTpedasncs y 7,7% B3pocbix 6onbHbIX MB u 2,1% nereit (B cpemHeM y 3,7%

6o0npHbIX) [11].

Kpurepuu IIIH npu mykoBucunpgose

Knuandeckne npusHaky (BBIpaKeHHOCTb BapbIPYeTCs B MIMPOKOM AMAIIA30HE, A Y YaCTY MAI[IEHTOB OHM

MOTYT HaOJIIOATbCsA B MMHMMA/IBHOJ CTEIIeHN):

o JUCIENTIYeCKMe MpU3HAKY (MeTeOopy3M, HEeyCTONYMBBIN CTYIL, XKUPHBI CTYII, Honnpekanms),

o  0071€BOII A0IOMMHATIBHBII CUHPOM,

e HapyIlIeHMe HYTPUTUBHOTO CTaTyca (CHIDKEHME MAcChl Tella, YMEHbIIeHNE BBIPAXXEHHOCTH IOKOX-
HO->XVMPOBOTO CJI0sI, TUII0Q/IbOYMUHEM S, TUIIO/IMIINIEeMIS U IpyT1ie IPU3HaKM OeIKOBO-9HepreTmnye-
CKOI1 HeJoCTaToOYHOCTH) [8].

JTabopaTopHbIe MeTOIbI

J7n4 BBIAB/IEHMA 3K30KPUMHHON ITAHKPEATUYECKOV HENOCTATOYHOCTY «30J0THIM CTAaHJAPTOM» OCTAeTCs

omnpenenenne koabduiuenrta nornomenns xxupa (CFA) - uccregoBanme, KOTOpoe CIOKHO IPOBOAUTD B

MIOBCEJHEBHON MEJVIMHCKON NMpaKkTuKe. OJHAKO B COIIACUTENbHBIX JOKYMeHTax 1o MB m1d BeIsABIEHNA

OITH cumuTaeTcst JOCTATOYHBIM IPUMEHEHNE HEMPsIMOTO METOMa, 3 MMEHHO — ompefeneHne (HeKanbHO

na"KpeaTndeckoit snacraspl-1 (FE1), mpocToit B MCIIOMTHEHNN U HAIeXKHBI METOJ, KOTOPBII MOXHO MC-

II0/Ib30BATD Yy [leTell HauMHas C ABYX HeJle/Ib KU3HU IIPU OTCYTCTBUU KMUAKOro cTyna [1, 8, 10].

Meropb! guarnoctuku IITH, ncnonbsyemsre B Poccyn (JocTyHbBIe B IOBCETHEBHOM IIPAKTHKE):

« Komporpamma (B cepun) — creatopes 3a c4eT HeMTPaTbHOro XKupa (crearopes I tuma)
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» Ompepnenenne anacraspl-1 B CTy/e — CHYDKEHME YPOBHA 311acTaspl-1 Hioke 200 mr/r
o JlumuporpaMma Kaja — yBelIM4eHNe 9KCKpelyy TPUITINLEPUIOB
OcHoBHoI1 1abopaTtopHbi npusHak IIIH - cTeaTopes 3a cuet HeiiTpabHOrO Xupa (crearopes I Tuma).

CreneHp BbIpa)KeHHOCTH cTeatopen I Tuma:

Buipascennas — BU3yabHO XUPHBIN CTYIL.

Ymepernas — BUSYaIbHO XIpa B CTY/Ie HET, B KOIIPOrpaMMe HeITPaIbHbII XXV B IOBBIILIEHHOM KOJITYECTBE.
Cxpvimas — BU3yalbHO >KMpa B CTy/Ie HeT, HeJITPaIbHbIN XXIUP B KOIIPOrpaMMe B IIpefjesiax HOPMbI MK
HOBBIIIIEH HE3HAYMTE/TbHO, HO €CTh MPU3HAKY 3a00/IeBaHMIT M COCTOSIHUI, CIIOCOOHBIX BBI3BATh JAHHOE
HapyureHue (cM. Hipke) [8].

Omnpepenenne smacTaspi-1 B CTy/e M03BoAeT AuddepeHnnpoBaTh abCOMIOTHYIO ¥ OTHOCUTenbHYy0 DITH.
Bxoput B 06s13aTenbHbIe METOABI 00CIEOBAHYIS PV YCTAHOBJIEHNUM AMArHO3a «MYKOBUCLI/I03». Y 60/Ib-
HbIX MB ¢ coxpanHoit ak3okpuHHoI ¢pynkument IDK onpenenenne smacrasel-1 ciegyeT MOBTOPUTD Yepes
3 MecAla, Ha IIEpBOM TOAly XKM3HM, Jjajiee IPOBEPATh €KETOJHO B JETCKOM BO3PACTe, a TAKXXe B IEPUOMbI
3aMefi/IeHMs POCTa, MoTepy Beca u auapen [10].

JIaGopaTropHble KpUTEpUN BApUAHTOB 9K30KPMHHOI HegocTarouHocTy IIK
Crenenn BeipaxxeHHocTH JITH (1o ypoBHIo a/mactassl-1 B Kae):
o YMepeHHas - ypoBeHb 37macTasbl-1 — ot 200 mo 150 Mr/r
o Cpenneii crennenn — ot 150 go 100 mr/r
o BripaxxenHnasa — Hmke 100 mMr/r
o KpaitHe BbIpakeHHas (XapakTepHas JyIsl MyKOBUCLINT03a) — HYDKe 15 Mr/T
ITpy HEBO3MOXXHOCTM OIIp€efie/IeHN s YPOBH: 3/1acTa3bl-1 B CTyJIe ClleflyeT OPUMEHTUPOBATbCA Ha KOIPOJIO-
rYecKye faHHbIe Vi JUHAMUKY KIMHIYEeCKOI KapTVHBI OCHOBHOTO 3a00/IeBaHIIL.
A6comroTHas — creatopes | Tuna, CHIDKeHNUe YPOBHSA 971acTasbl-1 B cTy e,
OTHOCHTeNbHAA — cTeaTopes I Tuma (MoXkeT ObITh He3HAYNTEIbHO BBIPAXKEHHOI) TPV HOPMa/IbHOM VN
yMepeHHO CHIDKEHHOM YPOBHe 3/1actasbl-1 B cTye [8].

Koppeknusa naHKpeaTniecKoil HefOCTATOYHOCTY P MyKOBUCIIUA03€

B cooTBeTCTBUY C MEXIYHAPOAHBIMY PEKOMEHALVAMMI 110 3aMeCTUTE/IbHON Tepanuy MaHKpeaTdeCKIMMI
¢dbepmenTamu npu mykoBucuugose [9, 10, 12, 13, 14] cegyeT NpuMeHATDb TONbKO COBpEMEHHBbIE ITperaparsl
IaHKpeaTNHa B MUKpocdepudeckoit popme (MUKporpanyssl). 9PPeKTUBHOCTD 3TUX IpenapaToB OIpe-
Jie/s1eTCs1, BO-IIEPBBIX, BBICOKOJ CTEIIEHbIO aKTMBHOCTY MICXOZHOTO CybcTpara (IaHKpeaTyHa), UCIIONb3ye-
MOTO JI/ISl UX IPOU3BOJACTBA, BO-BTOPBIX, 000071 X popMoit (MMHUMUKPOChEpbl, MUKPOCPEPBI I MUKPO-
TabneTkn pasmepom ot 0,4 1o 2 MM), obeclriednBaIell paBHOMEpPHOe IlepeMelIBaHNe C JKeTy[OYHBIM
COMIep>XVMIMBIM ¥ CMHXPOHHOE C IUIIell IIPOXOX/ieHNe B IBeHaAlaTUIIepCTHYI0 KMIIKy [7, 14, 15]. Kpome
toro, pH-4yBcTBUTENBbHAA 000/T0YKa MMKPOTPAHY/I 3alVIAeT ITAHKPeATNH OT pas3pyIIeHMs B JKelyHKe.
CaMy MUKpOTpaHy/Ibl TOMelleHbl B pH-4yBCTBUTE/IbHBIE KAIICY/IbI, KOTOPbIE 3AIIMIIAIOT UX OT IPeX/eB-
PEMEeHHOJ aKTMBAL[MU B POTOBOJI IIOJIOCTY ¥ INILeBOfie 11 00JIeryaioT mpueM npenapara. Kancynst goctu-
TaloT JKeMTyKa, I7ie ¥ pacCTBOPSIOTCSA, BBICBOOOX/Ias MUKPOTPaHy/Ibl. B IBeHaAIaTUIIEPCTHOI KUIIKe, IIPK
3naveHuy pH okos1o 5,5 pacTBOpsieTCst 060/109Ka MUKPOTPAHYII U BLICOKOAKTVBHBIE (PepMEHTHI HAUMHAIOT
cBoe pmenictue [1, 14].

AJNleKBaTHOCTD 3aMelIaIolell ITaHKpeaTndecKue GepMeHTbI Tepanni OIpefie/IA0T KIMHNYEeCKH, Ha0moaas
QIVIMEHTAPHBIN CTaTyC, IPU3HAKY U CUMIITOMBI HapyIIEHVS BCACBIBAHMUA, ¥ YPE3MEPHBIIl alllleTUT MIpK
Mefi/IeHHOM Habope Beca. VIMeeTcst 60/IbIlIoe KOMMYECTBO MEXYHAPOIHBIX JUPEKTUB U PYKOBOACTB II0
tectupoBanuio Ha JITH u fosuposke pepmenTos [9, 10, 13, 16-22].

ITo6ounbIe 3¢ PeKThI MAHKpeaTHIeCKNX (PepMEeHTOB IIPU NPIMEHEHNN Y 60TbHBIX MYKOBUCIM030M
[MnepypukeMust u IUIepypuKO3ypysi, KOTOpble pa3BUBA/INCh IIPU UCIIONb30BAHUY MeHee OYMIIEHHBIX
IIAHKpeaTNYeCKMX SKCTPAKTOB IIPOIIOrO IIOKO/IeHNsI, 6ojiee He SAB/AIOTCS MPOOIeMON B CBS3M C BHefpe-
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HIJI€EM COBPEMEHHBIX MMKPOTPaHYyIMPOBaHHBIX NpenapaToB. PasgpaskeHne cnms3ucToi pOTOBONM IOIOCTH
MOXXET pPa3BUBATbCs IPYU VICIONb30BAHNM IIPENapaToB B (popMe MOPOIIKa, IpK pa3>KeBbIBAHNI VU YAEp-
YKaHUM BO PTY KUCTOTOYCTOMYMBBIX MUKPOTPAHYII, @ TaKXKe IpK pacTBopeHun B cpene ¢ pH 6oree 5,5.
Bo3MoxHO nepraHanbHOE pa3apaXkeHne, CBA3aHHOeE C BbhIBeJleHNeM 0O0/IbIIOro KommyecTBa (pepMeHTOB €O
CTYJIOM, TIPY YCKOPEHHOM MHTECTVHA/IbHOM TPaH3WTe VIV IIPUMEHEHUN YPe3MEePHBIX 103 PepMeHTOB. Y
IALIeHTOB C BBIPAXXEHHOI XPOHMYECKOI KMPOBOII HEOCTATOYHOCTBIO MMUTAHNS CIMIIKOM OBICTpOE T10-
BBIILIIEHVE 103bI PePMEHTOB MOXeT IIPUBOAUTD K TsDKEIbIM 3anopaM [7].

®ubposnas xonononatusa (OK) Brnepsule 6b1a onmcana B 1994 r. [23]. [Tarodusnonornyeckne mexa-
HU3MBI TaK U He ObUIM TOYHO ycTaHOB/IeHbl. Bo3HukHOoBeHue @K B mepBylo odepenb cBA3amm ¢ 60/b-
HMIMIMU JI03aMI IIPeNapaToB, C XMMUYECKMMI KOMIIOHEHTAMM KUC/IOTOYCTOMYMBOTO MOKPBITUA MUKPO-
TPaHy/Z ¥ C IOHBIM BO3PacTOM IAI[MeHTOB. B HEKOTOPBIX CTpaHax, HapuMep B BenmkoOpuraHuy, He
TOIBKO OTPAaHMYVI/IV MAaKCUMA/IbHYIO CYTOYHYIO 103y )epMEHTOB, HO I He PEKOMEH/IOBA/IM IIperapaTsl
Pancrease HL, Nutrizym 22, Panzitrat 25 000, n3-3a Ha/muusa B X 06004YKe KOIIOIMMepa MeTaKpUIO-
Boit kucnorsl — Eudragit L30 D55 — 6onbpHbIM B Bo3pacTe o 15 net [9, 12]. Crenyer OTMETUTD, YTO HU
Yy OZHOTO 0OJILHOTO, IO MMeEIOIelics MHPOpPMAIUN U3 PerMOHaIbHBIX IeHTpoB MB 1o Bceit Poccun,
@K Hukorzma He BCTpedanach, HECMOTPs Ha TO 4TO Oosee 30% MAlMEeHTOB IIO/TYYAlOT BBICOKNE JO3BI
(>10 toic. EJl numasel/Kr/cyT) maHKpeaTn4eckux ¢pepMeHTOoB [24].

o3upoBaHNe NaHKpeaTMIeCKNX pepMEeHTOB IPU MYKOBUCIIU03€
bonpabIM MB fieTsiM ¢ coxpaHHOI (yHKIMEN MOKeTyTOYHOI >Ke/le3bl B MOMEHT ITOCTAaHOBKY AMAarHo-
3a Ha3HauYeHMe IIPeIapaToB He PeKOMEHAYeTCs, ec/iu pu3ndecKoe pa3BuTue pebeHka He crpasaet. Uepes
3 Mecsla 1oCjIe YCTAaHOB/ICHNS IMArHO3a Y IOTOM €XETOHO C/IeyeT IIPOBOANUTb UMMYHO(EpPMEHTHBII
TECT Ha OIpefie/ieHe MTaHKPeaTUYeCKOM 3/1acTasbl-1 B CTy/Ie /114 BbIAB/ICHNA BO3SHUKHOBEHMA 9K30KPUH-
HOJI HEJJOCTaTOYHOCTY M Havyasia 3aMeCTUTE/IbHOM Tepanuu (CM. BbIIle).
bonbapiM MB ¢ sk3okpuaHbIMY HapymeHnAMy I11JK 3amMecTuTeIbHYIO TAHKPEATUYECKYIO TEPANINIO CIIEHY-
€T Ha3HayaTh Cpa3y I0C/Ie YCTAHOB/IEHMA IMAaTrHO3a.
depMeHTHBIE IperapaThl MOTYT Pa3/IN4aThCs 110 LIeIOMY PAAY ITapaMeTPoB: a) COCTaB PepMEHTOB, KOTO-
PbIil 4acTO BapbuUpyeTcsi; 6) XapaKTePUCTUKM PaCTBOPUMOCTU OTHOCUTENIBHO IoKasareneit pH u gpyrux
COCTABJIAIOIUX >KUJKOTO COMEP)KMMOr0 ABEHAIATUIIEPCTHON KUILIKM; B) pa3Mep YacTUI] ¥ CKOPOCTb UX
BBIXOJ]a V3 JKe/TyJKa B COOTHOLIEHNUY C BBIXOIOM IMIIN. bojbIilloe 3HaUueHMe MMEIT 0COOEeHHOCTI HasHa-
YeHNsI, BKII0Yasi KOPPEKLUMIO 103bl PepMEHTOB B 3aBUCMMOCTHI OT OTPeO/IeHN S )KMPOB ¥ BpeMeHM OTHO-
CUTE/IbHO NpYeMa NI,
B acnexTe npuMeHeHNs TOCTYIIHBIX CeTORHS (PePMEHTHBIX IIPeNapaToB IielieBble II0Ka3aTe BCAChIBAHNSA
JKMPOB COCTABJIAIOT OT 85 1o 95%. OgHaKo y 3HaUMTENbHOTO YMC/Ia MaleHToB ¢ MB He ynaeTca focTndb
TAaKOT'0 YPOBH: BCaCbIBaHMA.

OcHOBHbIE IPMHIUIIBI JO3MPOBAHUA (PePMEHTHBIX IPENAPATOB M3T0KEHBI
B EBpomneiickux pekomenganusx [9, 10, 13]

Jlo3a maHKpeaTVHa MHAMBUAYa/IbHA I/ KOX/Or0 060/IbHOro. Y OONBIIMHCTBA MAlMEHTOB /103 JO/DKHA
ocTaBaTbcsA MeHblle uun He npesbimarh 10 000 EJ] mo numase Ha 1 Kr maccol Tena B cyTku mam 4000 EJJ
Ha 1 r moTpe6eHHOro Xupa.

[Ton60p KO3bI MOYKHO HAYATD B 3aBUCUMMOCTY OT MAacChl TeJIa, YTO COCTaB/sIeT B Havaste nedeHust 1000 EJl/kr mo
JIMIa3e Ha KaX/IbIN IIpyeM IUIIM JyId fieTeil Majuie yetbipex et u 500 EJl/kr no numase Bo BpeMsA npuema
MUY JJI JeTell CTaplille YeThIpeX JIeT X B3POC/IbIX. B maspHeriem jo3a MOXKeT IIOCTETIEHHO MOBBIIATbCA [0
HOpMa/IM3alMI CUMIITOMOB cTeaTropen. Jlo3y cienyer onpefeniaTh TakoKe B 3aBUCYMOCTY OT BbIPaKEHHOCTH
CUMIITOMOB 3a00/IeBaHs, Pe3y/IbTaTOB KOHTPOJLA 3a CTeaTopeel! U IO epXKaHys afleKBaTHOTO Hy TPUTVBHOTO
cTaryca.

HoBopoxxjieHHbIM Ha Kaxkgble 120 M nuTaHus (cMech MM JKEHCKOE MOJIOKO) CTapToBas jo3a pac-
cuntbiBaeTca Kak 2500-3333 EJ] numassr (1/4-1/3 xancynsl nmpenapata ¢ aktuBHocTbio 10 000 EII -
naspl B Kamcyse). OTU KO3bl COOTBETCTBYIOT mpuMepHo 600-800 EJl numnaser Ha 1 r IuIneBBIX XXUPOB.
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Pexomenpyercs:

o CmemaTh MUKpOTpaHy/IbI (ITAHKpeaTMH) ¢ HeOOIbIINM KOTNYeCTBOM MOJIOKa /100 GPpyKTOBOrO mope
U IaBaTh C JIOXKKM HEIIOCPECTBEHHO Iepefl KOpM/IEHMEM; KAIICY/Ibl /I MaZIeHbKUX JIeTeil MOXKHO pac-
KPBIBATb U JIJIUTh UX COIEP>KMMOE B COOTBETCTBUY C PACCUNTAHHOI HOTPEOHOCTHIO

o IlocTeneHHo MoOBBIIATD [JO3Y B COOTBETCTBUM C KIMHUYECKMMY CUMIITOMaMM, BUJOM CTY/a U JAHHbI-
MU KOTIPOTPaMMBbI (HEMTPaIbHBIN XUP), 00 beKTUBHBIX M3MEePEHUI IPUOABKI MacChI Tea, pOCcTa

o Ilocne BBefeHMs B palyioH TBEPHON MUINM VHAVBUAYATbHO TUTPOBATH 03y (PepMEHTOB B COOTBET-
CTBUM C COfiepXKaHMeM >Kupa B nuiie. 71 JOCTIKeHNA MaKCUMaIbHOTO 3¢ ¢deKTa HeOOXOAVNMBI pery-
JIApHbIE KOHCYIbTal!M JUETOJIOra

Cormacymoomuiics ¢ o0I1eeBpOIeiCKIMI PEeKOMEHIALMAMY IPOTOKOJT Ha3HA4YeHMsI IIPerapaToB MTaHKpeaTu-
JecKux ¢pepMeHTOB, paspaboTtanHsiil B Royal Brompton Hospital (Bennko6puranus), npruseneH B Tabmmige 1.

Tabmuua 1. CpepHue HauaipHble O3Bl IAHKPeaTHYeCKNX GepMEHTOB C Y4eTOM Bo3pacTa [8, 25]

ITepspiii rop, 1/2-1 mepnas noxedka Kpeona Mukpo B rpanynax Ha O5HO KOPM/I€eHIe TPYTHBIM MOTOKOM VTN
JKU3HM 9KBMBAJIEHTHOI cMechio (120 mi). 1 MepHast To>Keuka Ha 4 T )Kupa

Hetu no 3 ner 2 xancynel Kpeona 10 000 ¢ egoii, 1 karcyma Ha nepexyc

JIOIKOIbHUKY 2-3 kancynsl Kpeona 10 000 Bo Bpems efibl, 1-2 KaICy/bl Ha MepeKyc

IxonbHUKN 4-6 xaricyn Kpeona 10 000 Bo Bpems efibl, 2-3 KaICy/Ibl Ha EPEKYC

IlogpocTkn 5-8 xamncyn Kpeona 10 000 Bo Bpems efibl, 2-3 KaIlCy/Ibl Ha IIEPEKYC

OmnbiT Poccuiickoro IeHTpa MYKOBUCLIMZIO3a ITO3BOIVI HPEIOKUTh MOAMGUIVPOBAHHYIO TaOMNUILY IO
Ha3HAYeHMIO TAHKpeaTN4ecKnx pepMeHTOB O0/IbHBIM MyKoBucuugo3oM (Ta6m. 2).

Tabmuna 2. Pekomenpauym no nopbopy po3 (EJI munassr) Mukpocdepndeckmx maHKpeaTndecKux pepMeH-
TOB /151 OO/IBHBIX MYKOBYCIII/I030M [1]

JeTu rpygHoro Bo3pacra Hetu crapie 1 roga

Oxomo 2500-3300 EJT na 120 M MooKa 2000-6000 El/xr/cyT
(MonouHoOIT cMecn), PaBHonenno 500-4000 EJl nunasel Ha 1 1 >kupa B CbeflaeMoll NI

600-800 E 1
IO HIPUMEPHO paBHoO Al mumasst a1 v 500-1000 EJI/xr Ha OCHOBHOJI IIp¥IeM TN

JKMpa B IIMTaHUU

250-500/E]l/Kr Ha OTIONTHUTENbHBII ITpYeM U

Jo3sl Bpime 3000 EJI/xr B myy um 10 000 EJI/Kr B cyTKM FOBOPAT 0 HEOOXOAMMOCTH SOIIOTHUTENBLHOTO 06C/IeoBaHNA
JKKT y 6071bHOr0 MYKOBUCIIMI030M

Iossl Beite 6000/xr B mumty w18 000-20 000 EJI/Kr B cyTKu yrpoxaioT pasButrieM GpuOpO3HOIT KOTOHOIATNN

B Tonpko uTo Beimennmx O61ieeBpOIeiCKNX PeKOMEHAAIMAX TaCTPOIHTEPOJIOTOB, TEIAaTONIOTOB 1 0011e-
crBa myKoBucyposa (ESPEN-ESPGHAN-ECES) npencrasiena cegyomnas cxeMa 03MpOBaHNA ITAHKpe-
arnyeckux ¢pepmenton (Tabm. 3) [13].

Tabmuua 3. 3amecTuTenbHasK TAHKpeaTyecKast Tepamyisl, PacCUMTaHHAA 110 COfep>KaHMIo MuIassl [9, 16, 20]

Bospact IIpenmaraemas 031poOBKa

JleTu rpymHOro Bo3pacTa 2000-4000 EJ] mumaspt/120 M1 TPyAHOTO MOJIOKA M/IM MOJIOYHON CMeCH, YTO PYMEPHO

(mo 12 mecsiieB) paBHO 2000 E]] mumasel Ha 1 r )xupa B nuie

Hetn ot 1 mo 4 nmet 2000-4000 EJI numassl Ha 1 r>xupa B Iille, IOBBIIIAs 10 HEOOXOAUMOCTI
(makcumanbHas gosuposka — 10 000 EJI numassl/Kr Macchl Telia B CYTKI)
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Hetn crapiue 4 et 1 B3poCible Haunnas ¢ 500 E]JI nimmaspl/Kr Macchl Tela Ha IpJeM IMUILM, IOBbIIIAsl HOCTENIEHHO

T0 MaKCHMAaJIbHOJ JJO3bI, KOTOPas COCTaB/IAET:

- 1000-2500 EJI mmra3sl/KT Macchl Te/la Ha OfVH IpYeM TNV, VTN

- 10 000 EJI muma3bl/KT Macchl Tefla B CyTKU, VTN

- 2000-4000 EJl tumassl Ha 1 T Kupa co BceMy COfiepKaIlMMM XKMPbI TpyeMaMi IUIIH,
HepeKycaMyl, HaUTKaMM

HepaBHee MeXxiyHapogHOE MCCIIEOBaHNE BBLABIUIIO, YTO, HECMOTPS Ha oOLenpuHATbIe EBporeiickne peko-
MeH/IaIVIM, CpefHIe T03bI IMaHKpeaTndecknx ¢hepmeHTOB (0T 3,947 no 13,615 E]] mumasbl/Kr U BhIlle), IPUHNA-
MaeMBbIX OO/IBHBIMY MYKOBMCIMIO30M B Pa3HBIX CTPaHAX, 3HAUMTETBHO PAa3/MYAIOTCA, YTO ellle pa3 Mofdep-
K/BaeT HeoOXOAVMOCTD MHAVBIIYA/IbHOTO OAX0/A K II0A00PY 3aMeCTUTENbHOI PepMeHTHOI Tepanvn [26].

He pexoMeHayeTcsl IpUMeHeHNe PU MYKOBHUCIHM/I03€ MPENAPATOB C HEMOKA3AHHBIMU MPU TAHHOM
3ab6omeBanny 3¢ GeKTUBHOCTBIO U Oe3omacHoCThIO [1, 8, 25].

DepMeHTHBIE IpenapaThl CIEAyeT MPUHUMATD C KOKABIM IPUEMOM IIMIINM, BKIIOYAst XUJKOCTH, COLep-
Kauie OeIKM U XXUPHI, 1 Kpaxmas. PekoMmenayercs fennth GepMeHTHI, IPUHMMAsI YacTh [O3bI B HavajIe
npremMa I 1 B CEpeUHE.

ITokxasarenu 3¢ PpeKTMBHOCTN ¥ KOHTPOIIb 32 TOKOOPOM A03bI (epMEHTOB

9¢(PeKTUBHOCTD 3aMeCTUTENIbHON Tepamuyl OLIEHMBAETCA 10 M3MEHEHMIO KONMMYecTBa KajlOBBIX Macc,
VX KOHCYICTEHIIVM, VICYe3HOBEHMIO Xupa. [Ipy aToM pebeHOK HaunHaeT npn6aBATh B Macce. [Ipu mogbope
03I PepMEHTOB IPOBOAAT KOHTPOJIb KOIIPOTPaMMBbI Ha HajI4ye HeiiTpalbHOro XKupa 1 pa3 B 7-10 gHeit.
B npeasne HeliTpaIbHBIN XMUP B KOIPOIpaMMe JO/DKEH OTCYTCTBOBATh, HO JOIYCKAETCSA Ha/IN4YMe HE3HAUM -
TEJIbHOTO KO/IMYECTBA HEMTPpanbHOro Xupa. Onpesienenne IaHKpeaTnIeCcKol 3/1acTasbl Kaa-1 He MCIIO/b-
3yeTCs [JI 9TOV IieM, JAHHBIN ITOKa3aTe/lb He 3aBUCKUT OT IPOBOAVMOIL 3aMeCTUTENbHO (hepMEHTHON
TepaNyy ¥ CBUJETENbCTBYET JIMIID O CTENIEH) TAaHKPEATUYeCKO HelOCTaTOYHOCTH.

HepgocTaToYHBII KOHTPOIb TACTPONHTECTNHATBHBIX CHMITOMOB

OtcyTcTBue addeKxTa 3aMeCTUTENbHOI Tepanuy MOXeT OBITh U3-3a: Ha/IMYMs COIYTCTBYIOIEN Tepannn
JKETyJOYHO-KUIIEYHOTO TPAKTa; HapYIIeHNs peXXMMa IIpueMa IperapaTa; HeTOCTaTOYHOTO KOMNYeCcTBa
IpUHMMaeMoro (epMeHTa; IOTepy aKTMBHOCTY (epMeHTa B IIperapare; MHAKTUBALMN (PepMeHTa >Kemy-
JIOYHBIM COTEPXXUMBIM [14].

[Tocnegunit pakToOp BBHI3bIBAET IOBBILIEHHBII MHTEPEC, XOTS MHAKTUBAIA ITAHKpeaTn4ecKNX GepMeHTOB
JKEeTyJJOYHBIM COKOM M3BeCTHA y>Ke MHOTVe rofbl. [laHkpearndeckas mmmnasa HeoOPAaTMMO VHAKTUBUPY-
eTcs XKeMyOYHbIM coKoM Iipy 3HadeHuu pH 4,0 n Huoke. ITonbITKy HelTpanu3oBaTh WV MHIMOMPOBATH
JKEeTYJOYHBIN COK M TeM CaMbIM 3alIUTUTb MAaHKpeaTudeckye QepMEeHTBbl OT MHAKTUBALMMN JeNajlch C
pasmuHbIM ycrexoM. [Ipu nccnegoBaHuy 60BIIOrO KOMMYECTBA AHTALMOB TONMBKO IpYeM IMPOKCH/A
QTIIOMVMHMS B IOTIOJTHEHME K IIPVEMY ITaHKpeaTN4ecknX (pepMeHTHBIX IIperapaToB MO3BO/INII B HEKOTOPOIA
CTeNEeH) YMEHBIIUTD CTeaTOPEIo IT0 CPAaBHEHMIO C JIeYeHNeM TONMbKO pepMEeHTHBIMY IIpenaparamiu. Vsyde-
HIe BIMAHMA aHTaTOHUCTOB H -pelienTopoB 1 MHIMOUTOPOB IIPOTOHHOJ MOMIIbI /Ia7I0 IPOTUBOPEYMBbIE
pesynbTarhl. [Iprem npemaparoB 3TON IPYIIIbl B HEKOTOPBIX C/Ty4asiX MO3BOJIAET CHU3UTD CTEATOPEI0 VN
He OKa3bIBaeT HMKAKoro addexra [7, 27]. IIpuem nmpenaparos, yMeHbUIAIOIMX KMCITOTHOCTD XKETYOYHOTO
COKa, Y fleTell MJIa ille rofia He CYNTAEeTCsA ONPaBJaHHbIM [16].

[lpyrue noTeHLMaTbHbIE TACTPOVHTECTMHA/IbHbIE PACCTPOIICTBA BK/IIOYAIOT: FacTpo33odareanbHbli ped-
JTIOKC, OT/IMYAIOIUIICS BBICOKOJ paclpOCTPAaHEHHOCTBIO KaK Cpeiyi HOBOPOXKAEHHBIX, TaK 1M CPeAy Maly-
€HTOB CTapIlero BO3PacTa, BOCHA/INTETbHbIE 3a00/IeBaHM XKeTyJOYHO-KUIIEYHOTO TPAKTA, TAHKPEATNUT Y
HanyeHToB ¢ coxpanHoit pynkumeit [DK, saboneBanns nedeHn 1 KeTIHOTO IY3bIPs, LeNNAKNIO, aJUIEPTIIO
K 6e/IKaM KOPOBbETro MOJIOKA, IAKTA3HYI0 HEJJOCTATOYHOCTD U — B OYEHDb PENKNX CIy4asx — MHTO/NIEPAHT-
HOCTb K IIperiapaTaM Ha OCHOBE CBVHOJ HOKeyIOYHON ene3bl. CHHAPOM JUCTAIbHON MHTECTVHA/Ib-
Hoit ob6cTpykiuu (CIAVO), xapakTepu3yOLUINIICA TOBTOPHBIMM NPUCTYIIaMy ablOMIHA/IBHBIX 00JIeil B
COYeTaHWM C PasIMIHBIMY CUMIITOMaMy OOCTPYKI[MY, CPAaBHUTENBHO YacTO BCTpevaeTcs npu MB.
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ITpu noBbIIIeHNN KO3BI MAHKpeaTndecknx pepmentos y mauyentos ¢ CIIVO BbicOKa BEpOATHOCTb 060-
CTpeHus abgoMuHanbHON 60 1 3anopos [16, 17].

Y 6ONbHBIX MYKOBVCLVIO30M OTMEYaeTCsl CHYDKEHME MOCTYIUICHVS TaypyH-KOHDBIOTMPOBAHHBIX >KETYHBIX
KVC/IOT BCTIETCTBYE TIOBBILIIEHHOTO YPOBHSI TOTEPh FACTPOMHTECTIHATIBHOTO COZIEPYKVIMOTO, C OfHOBPEMEHHBIM
KOMITEHCAaTOPHBIM HOBbILIEHNEM IPORYKLVN I/INIVH-KOHBIOTYPOBAHHBIX YKe/TYHBIX KICIOT. COOTBETCTBEHHO,
B I1a3Me ¥ >xerrdyt ipy MB BosHuKaeT gepuimT TaypyH-KOHBIOTMPOBAHHBIX SKEMYHBIX KVCIOT, Y4aCTBYIOIINX
B 9My/IbraLiyyl MUINAAOB. [l CHX IIOp COXPAHAIOTCS IPOTUBOPEUNs B PELIeHNI BOIPOCa OTHOCUTETBHO CIIOCO0-
HOCTM TIePOPAJIBHOTO TaypyHa KOPPEKTUPOBATH AePUIIUT Y HETOCTaTOYHOCTD IUTaHus [7, 9].

Poccuiickuit onbIT npuMeHeHust MuHUMHUKpochep Kpeon
Ycnemnoe npumenenne npenapara Kpeon navanoch B EBpone ¢ 1984 1., a B AMepuke — ¢ 1987 r. bosnb-
Hble MYKOBMCLIMJ030M B Poccunm nonmy4dnmny Bo3MOXXHOCTb UCHONb30BaTh KpeoH Ha flecATHIeTHE TIO3XKE.
B 2009 r. Kpeon® nmepBbiM OblT 0foOpeH AMepuKaHCKUM perymmpyiomuM BegomctsoM (FDA) B coor-
BETCTBUY C HOBBIMM IIPaBM/IAMM TI0 IIEPEPErNCTPALM JIIOOBIX IPOLYKTOB Ha OCHOBE NMAaHKPeATNIeCKIX
(dbepMeHTOB ¥ peKOMEH/IOBAaH JIA JIeYeHUs MAaHKpeaTM4eCKOoil HeZOCTaTOYHOCTY IPU MYKOBUCILUZO3E,
XPOHMYECKOTO MTAaHKPeaTUTa I MOCIe YaTeHVs MOIKenyJouHol sxene3nl [28-32]. B PoccmitckoM 1ieHTpe
MB n3yyanucp knmuHNYeckas 3¢ PeKTBHOCTD U 6€30I1aCHOCTD Npenapara Kpeon® B MeXXyHapogHOM Kc-
cnegoBanym (1993-1995 rr.). Ilo maHHBIM 3TOrO MCCnenoBanus npemnapar Kpeon okasancs B 2,5-3 pasa
a¢dexTnBHee, yeM TabmeTMpOBaHHbIE 3aMecTHTeIbHbIe pepMeHThI ([TansuHOpM, Me3num, Dectan u ap.)
(1,24, 33, 34]. [TocnepHue aBa KeCATUIETHS IPAKTIYECKN BCe 60NMbHBIE MyKOBUCIN030M B PD nonmyyanm
npenapatsl Kpeon® 10 000 vn Kpeon® 25 000 pupmer «Conseit @apmar, Tenepsb «6601T» (CIIA). ITo3p-
Hee ObIIO YCTQHOBJIEHO, YTO IO aJeKBaTHOCTU K/IMHMYECKOro AeiicTBuA cooTHoueHue «Kpeon 25 000:
Kpeon 10 000» cocraBnset 1:2,5. Kpeon 25 000 1je/iecoo6pasHo MCIONb30BaTh B TePAINM MTAHKPEATH-
YeCKOJl HeOCTaTOYHOCTY ITO/KETySOYHOI XKeyle3bl Y OOTbHBIX, TOTYYAIOLIVX BBICOKNE O3Bl (epMEHTOB
(6omnee 20 xancyn Kpeona 10 000 B cytkn) [8, 24, 34].
HenaBHo mosBMBIIasica BbICOKOAKTMBHAA popMma npenapara Kpeon 40 000, BO3SMO>XXHO, TO3BOIUT COKpa-
TUTHb KOIMYECTBO KAIICy/I, OfHOBPEMEHHO NPMHMMAaeMbIX OOJbHBIMY C IpyeMoM mmimy, fo 1-2 [35]. A
Kpeon 5000, o>xxnpmaemsiit B Poccun B 6mypkaiiineM 6yaylieM, ONTUMU3NMPYET LO3MPOBaHNe IIperapaTa sie-
TSIM I'PYAHOTO Bo3pacTa [36].
PaspaboranHas TakTuKa BefeHns 6onpHOro MB mpu coxpansiomemcs cuHapoMe Manbabcopbunm u oT-
CYTCTBUM yIy4llleHNs pU3MYecKOoro cTaTyca u3-3a Hammdus ocnoxHeHnit co croponsl JKKT nmm neapex-
BAaTHOCTM JIO3bl ITAHKpeaTn4ecKuX epMEeHTOB IIpefiCTaB/IeHa B BUje alropuT™Ma Ha Pucynke 1. Dddex-
TUBHOCTDb IaHHOJ CXeMbl ObI/Ia JOKa3aHa Ipy HabmofaeHun 3a 6onbHbIMU MB co cMmemranHoit Gopmoit u
HEKYNUPYOIMMCS KMIIEYHbIM CUHIPOMOM [7, 24].

CpaBHUTeTbHAA XapaKTePUCTUKA KINHINYECKOI 3¢ PeKTMBHOCTI 1 6€30I1acCHOCTH
npumMeHennsa Kpeona u gpyrux ¢popm Mukpocdepmyeckux naHKpearmiecknx ¢pepMeHTOB
y 60/IBHBIX MYKOBUCIIU030M

B Poccmiickont ®@epepanun Ha 01.01.2017 1. 3apeructpuposaHo Kkpome Kpeona Tpu Mukpocdepmaecknx
npemnapata. B Hamreil mpakTuKe MbI BCTpedanuch co cnepyroomymu: Muxkpasum 10 000 n 25 000 E[] («CTU-
MEJI-COPB», OO0 «Ipynna kommanuit «JIEKCUPD» (ceituac «xABBA PYC/CTU-ME]JI-COPB»), Poc-
cus); DpMUTANIb, BBITyCKaeMblii B Tpex ¢popmax — 10 000 E[I, 25 000 EJI n 36 000 E]l, papmaneBTndeckoit
kommaHuy «Ipronentanp» («IllTaga», [epmanus); [Tanrpon («bepma-Xemn», [epmanns). [Tpenapar I1an-
IIUTPAT paHee [IOBOIBHO IIVPOKO NMPUMEHAICA OONbHBIMM MYKOBUCHMO030M, OCOOEHHO B3POC/IBIMU, I
CUMTAJICS NIpelapaToM BbIOOpa y HIX, HO B HAacTosALIee BpeMs He 3apeructpuposaH B PO. [Iposenennoe B
2008 1. MyTBTUIIEHTPOBOE UCCTIeI0BAHME 110 KIMHIYeCKoi 9 dekTuBHOCTY 1 6e3omacHocTy Mukpasuma
BBISIBIJIO, UTO IperapaT obajjan BBICOKOI 4acToToil (26%) cepbe3HBIX MOOOYHBIX SIBJIEHUI CO CTOPO-
HBI >KeJTy/I0YHO-KIIIIEYHOTO TPAKTa, TOTPeOOBABIINX er0 OTMEHBI, I OTCYTCTBYEM 3¢ (PeKTUBHOCTH elle y
14%. ITosaToMy OH He OB peKOMEH/[OBAH K MIMPOKOMY IPUMEHEHMIO ¥ O0/IbHBIX MYKOBUCLIMAO30M [1, 5].
[Tpenaparbl Opmutanb u [IaHrposn y>ke MMEIOT MOIOKUTENbHbIE OT3bIBbI IPY KPAaTKOBPEMEHHOM IIPMMe-
HEHMM U MOTYT pacCMaTpMBATbhCs KaK Iperaparsl pesepBa pyu Mykosucuugose [1, 37, 38].
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(DepMeHTHAA Tepanus Npy SHTepaTbHOM NNTAHUA

DepMeHTHasA TepanysA IpyU SHTEPATbHOM NMTAaHMUM HA3HAYAETCA C YIETOM CTENEHN SK30KPMHHOI HENO-

CTaTOYHOCTY ITOJPKETYOYHOI JKele3bl. B HacTosAlee BpeMs HeT OCTaTOYHBIX MCC/IeTOBaHMI 110 9 dex-

TUBHOCTY MCIIO/b30BaHMsA PepMEHTOB PV SHTEPAIbHOM IIUTAHNY, 110 UX JO3MPOBAHMIO U COCOOY BBe-

feHys (py 60IIOCHOM IIUTAHNN, Yepe3 30H/, Yepe3 raCTPOCTOMY).

o Jlo3a ¢pepmeHTa MOROMpPaAETCS MHANMBUAYANbHO 13 pacdeTa: ot 500 EJ] mumassl (ZeTy ¢ OTHOCKUTENbHOI
MaHKpPeaTN4ecKol HeJoCTaTouHOCThI0) 1o 4000 EJI mumnaser (abcomoTHas TaHKpeaTnyecKast HeoCTa-
TOYHOCTb) Ha 1 I' )XMpa B NNUIIIe C yYeTOM COIePXKaHNA >KIpa B CMECH J/IsI HY TPUTUBHON ITOAIEPXKKIU 1
cocTaBa XXupa (KommdecTBa CpefHUX U JIMHHOLIETIOYEYHBIX TPUTTALIEPU/IOB).

» HavanpHaa fo3a maHkpeaTndecknx GpepMEeHTOB IPY MYKOBMCIVIO3€ ¥ aOCOMIOTHON IaHKpeaTnde-
CKOJ1 HEeLOCTaTOYHOCTH TOA0MPAeTCs B 3aBUCUMOCTY OT KOMM4ecTBa Kancyn Kpeona, mpuHumaemMbIx
JUIS1 OCHOBHBIX IIPMEMOB NN (peske NCXOAs U3 001ell CYyTOYHON OTPeOHOCTN).

« Pexomenpyerca KOppeKTMpPOBKA B COOTBETCTBUM C KMIIEYHBIMM CMMIITOMAaMM, CTEATOPEEN U YBeImde-
HIEeM Beca.

» Ha cpepnenenoueunsle Tpurmuepuas! (CLT) gonmonHuTenbHOro Ha3HaueHns GpepMeHTOB He Tpely-
ercs. [ugponusoBanHble u aneMeHTHBIE cMecu (cM. Tabm. 9, Pasnen «[lueta, pepmentras Tepanus. Bu-
TaMUHBI») MOTYT IIPUMEHSITHCS Y OONBHBIX C TSDKEIBIM TeYeHVeM MYKOBUCIM03a, IPEVMYIIIeCTBEHHO
JUIS1 30H/IOBOTO SHTEPA/IbHOTO NUTAHMSA (Yepe3 Ha30racTPaIbHBIN 30H/] MJIV TACTPOCTOMY, B CBA3M C CO
CBOEOOpa3sHBIMU OPTaHOMIENTNYECKMMI CBOMICTBaMM) ¥ TpeOyIOT Ha3HaueHNsI (epMEeHTOB 13 pacyeTa
2000-4000 EJT mumnaser Ha 1 1 oxmpa, 6e3 yuera cogepkanusa CLIT. Hanmpumep: B 100 M cmecu Ilentamen
IOnmMop copepxntcsa 3,8 rxupa, n3 HUx 60% — CL T140% - pmuHHOIeIoYeyHble TpuranLepuabl. Havannb-
Hasl JO3MPOBKAa MYKPOKAIICY/IMPOBAHHBIX ITAHKpeaTnyecknx ¢pepmeHToB coctaBuT: 2000 EJ] mumassr x
0,4 x 3,8 = 3040 EJI numa3ssl Ha kaxkabie 100 M BBOOUMOI CMeCI.

o IloxasanmAMu 1 DpUMEHEHNA TUSPOIN3ATOB Y MIAJIEHIIEB C MyKOBUCIIM030M MOTYT CIIY>KUTb: CO-
CTOSIHUA TIOC/Ie Ollepalyil Ha KMIITKe (MeKOHMEBBIIT MJIeyC) U ajuleprus K 6e/IkaM KOpOBbero Monoka. B
OCTA/IbHBIX CTy4asX HeT JIOKa3aTe/bCTB, YTO TUAPOIM30BAHHbIE cMecH 9 deKTUBHee, YeM MOIMep-
Hble, Ha3Ha4YaeMble C ITaHKpeaTndecKumu GpepMeHTaMy Ipy MyKoBMcIuzo3e [25].

3akmo4enne

Taxum 06pa3om, HeCMOTPA HA TO YTO STUOJIOTUA M ITATOTeHe3 IOPAXKEHM TOfKETyJOYHOI >Ke/le3bl IIPU
MYKOBVCIL[IO3€ KQXXYTCS IOHATHBIMY, pa3paboTKa 3aMeCTUTE/IbHOI Tepanyy, KOTOpas CTPEMUTCS MaK-
CYMaJIbHO IPUOIM3UTD IIPOLECChI IIepeBapyBaHNA 1 BCACBIBAHNA K PM3MOTOTYECKOI HOPME, ellle 1aTeKO
He 3aKOHYeHa 11 OyJieT Ipofo/KeHa B Oy yieM COBMECTHBIMM YCUIMSMH YI€HbIX 1 Bpadeit. [laHkpeaTnye-
ckue pepMeHTHI B Buie KpucTtawios (liprotamase), moy4eHHbIe 110 TeHHO-VH>KEHEPHBIM TE€XHOIOTMAM, a
Taxoke BpipabarsiBaeMble u3 6axrepuii (burlulipase) [1, 39], ycToitunBbIe K XeMyZOYHOMY COKY, yKe B O71u1-
XKarillee BpeMs MOTYT CTaTh AOCTYIIHBIMY HAallMM NauyeHTaM. Pacmmpsemas reorpadus mpousBOACTBa
IaHKpeaTN4ecKX GepMeHTOB, BK/IIOYas HAIly CTPaHy, TpeOyeT IpoBefeHNs KIMHNYEeCKIX MCCIeT0BaHNIA
U1 M3ydeHus 3P PeKTUBHOCTY 1 6€30MIaCHOCTY BHOBb IIPOM3BOAVIMBIX IIPeNapaToB. DKCIEPTHBIN COBET
cumuTaeT, 4To TonbKo Kpeon nmeer B Poccuu nokasanubie 3QpGeKTUBHOCTD 11 6€30IaCHOCTD JINTEIbHOTO
(ITOXXM3HEHHOT0) IIPUMeHeHN Y O0IbHBIX MYKOBMCIM/IO30M BCEX BO3PACTOB, BK/II0YAsl HOBOPOXK/JCHHBIX.
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5.4. IIportuBoBOCIIANINTENbHAA TEPATINA

BBenenne
Haubonbiee BvssHMe Ha MPOJO/DKUTETBHOCTD XXU3HU OOTBHBIX MYKOBUCIMI030M OKa3bIBAIOT MH(EK-
IIVIOHHBIE OC/IOKHEHMSI CO CTOPOHBI OPTaHOB JbIXaHNA. XapaKTepHOI 0COOEHHOCTBIO JIETOYHOI 00JIe3HN
npu MmykoBucuupgose (MB) sBnseTca 6ypHas BoclannTe/IbHas peakiys, COIPOBOX/IAIOIIAsICS TOBBIIICH-
HOJI IPOAYKIIVIell TPOBOCIIAINTE/IbHBIX IUTOKIHOB U BBIPaKEHHO HeNTpoduibHOM MHpubTpanmei. B
CBSI3M C 9TUM IIPOTMBOBOCIIAJINTENIbHAS Tepanus npuobpetaet npu MB Bce 6onee mmpokoe pacrpocrpa-
HeHIe, XOTs IIPMMeHeHe IPOTHBOBOCIA/INTEIbHBIX IIPeNapaToB NPV XPOHNYECKOI CUHETHOHO MHQeK-
LUV IO CUX ITOP AUCKYTUpYyeTcs u aHammsupyercs B Koxpanosckux o63opax [1, 2, 3,4, 5, 6, 7].
Yaie Bcero B KauecTBe MIPOTUBOBOCIIAINUTENIbHBIX IIPENapaTOB IPYMEHAIOTCA:
e  MaKpOJIUAHBbIE AaHTUOMOTUKY (a3UTPOMUIIVIH VTN KITaPUTPOMULIVH),
e HeCTepOUJHbIE IPOTHBOBOCIIAINTE/IbHBIE ITpenaparsl (MoynpodeH) u
e CHUCTEMHbIE Y MHTA/IALVIOHHbIE KOPTUKOCTEPOUIBI.
[Tpy 9TOM aKTMBHO aHA/IM3UPYIOTCA IPOTUBOBOCIAINTENbHbIE 3D (EKThI pasINYHbIX NIPeNaparos, Mpy-
MEHSIeMBIX J/Is Tepaluy JaHHO KaTeropuyu OOJIbHBIX, 1 BEAYTCS IOVCKM HOBBIX a/IbTepPHATUBHBIX JIeKap-
CTBEHHBIX CPefICTB [4].

MaxkpomgHbie aHTMOMOTUKN

MakpormiHble aHTVOVOTHKY B HACTOSIIIIee BpeMsI IVPOKO VMCHIOB3YIOTCA € IIPOTUBOBOCTIA/IATEIBHOM 1IE/IbIO IIPK

MB B coueTaHmM ¢ XpOHUYECKOI CHerHoVHON nHpekiweit [8, 9, 10, 11, 12, 13]. HakorieHo 10ocTaToOuHO HOKasa-

TE/IbCTB TOTO, YTO MAKPO/I/bI CHVDKAIOT 0Opa3oBaHIie ITPOBOCIIA/INTEIBHBIX LIMTOKVHOB i1 Vifro I B @CTECTBEHHBIX

ycnoBusx [10, 11]. Poccmitckumu aBropamn 611 IokasaH 3¢ deKT KIapuTpOMILIHA B TedeHue 12 mecsties. B xone

MHOTOUVIC/IEHHBIX VICC/IENOBAaHNII YCTaHOBJIEHO, YTO COBPEMEHHbIE MAKPO/VbI IIPY INTEIbHOM ITPUMEHEHNN B

MaJIBIX 103aX (CyOTepareBTNYecKIX) 00/IajaloT MMMYHOTPOITHBIM JIETICTBIEM, IIPSMbIM IIPOTHBOBOCIIA/INTETbHBIM

3¢ eKTOM, yMEHBIIAIOT IIPOYKLIVIO TPOBOCIIA/MTENTBHBIX IMTOKMHOB TNF-a 11 IL-8; opaB/sioT BHY TPM/IETOYHBI

BBIOPOC HEMTPOGMIWIOB 11 HeTPODVIIbHYIO XeMOTAKCIYECKYI0 aKTYBHOCTD, YMEHBILIAIOT 00pa3oBaHyie IMMYHOKOM-

IUIEKCOB aHTUT€H-aHTUTENIO Ha IOBEPXHOCTY SMUTEA/IbHBIX KJIETOK B IbIXaTe/IbHbIX Y TAX, I7ie B KaUeCTBe aHTH-

reHa BBICTYTIaeT OMOIUIeHKa, 00pasyomias 3alMTy MUKPOKOTOHNMIT CMHETHOVHOI IA/IOYKIL. MaKpOm/ibl CHYDKAIOT

B 9KCIIEpYIMeHTe 0OMeH MeXy (PeHOTUITaMV MyKOVIHBIX 11 HEeMYKOVMIHBIX IIITAMMOB P, aeruginosa, 3aTpyfHsIoT ee

aaresnIo K CIM3KCTO OPOHXOB, MHTVOMPYIOT CHTE3 a/IbIVHATA, YIYYIIAIT PEOJIOTMI0 MOKPOTBI, CTUMY/IAPYIOT

MYKOL/IVIAPHBII KJIVIPEHC, B KOMOMHAIY C GTOPXMHOIOHAMM (LMITPOQUIOKCALIVIH) YCU/IMBAIOT JICICTBYIE TIOCTIEN-

HJIX B pe3y/IbTare yBeINYeHVIs IPOHMKHOBEHNS BHYTPb MUKPOOHO KJIEeTKM; OKa3bIBAIOT IPSIMOE BO3JEIICTBYE HA

P, aeruginosa B Bujie yMeHBIIICHVIS e >KI3HEeCIIOCOOHOCTY, MHIMOMPOBaHNS CUHTe3a Oe/ka 1 (PaKTOpOB BUPY/IEHT-

HOCTH. B pesybrare nedeHyss MaKpO/THBIMY aHTUOMOTIKAMY HAaO/IOAeTCs YTydIlleHue TToKasarterell QyHKIMN

BHellHero Abixanys, Bkmodast OXKEJ u ODB1. braropaps cucteMHOMY POTUBOBOCIIA/IATETLHOMY 3P QeKTy 1ym-

Te/IbHBIV ITpYeM MaKpO/IUJIOB CYIIIECTBEHHO CHYDKAET YACTOTY IellaTOOV/IAPHBIX OC/IOKHEHIIA.

B kayecTBe CUCTEMHBIX IPOTMBOBOCIAINTEIbHBIX IIPENAPATOB IIPY MYKOBUCIIVI03€ IPUMEHAIOT a3UTPO-

MUIVH (15-4IeHHBI MaKpOIuA) 1 KIapuTpoMuuyH (14-wieHHsiit Makpomny). OCHOBHBIM IOKa3aHMEM K

IPVYMEHEHNIO MaKPO/IVMAHBIX aHTUOMOTUKOB SIB/IAETCS HAMN4Ve XPOHIYECKON CTHETHOVHO MH( K.

MeTtopmka Ha3HaYeHMA: 15-WIEHHBII MaKpOMVWHBI aHTUOMOTUK asUTPOMMIVH Ha3HA4YaeTCs B J103€

250 mr (6onmbHBIM ¢ BecoMm MeHee 40 kr) 1 500 mr (60ompHBIM ¢ BecoM 40 KT 1 60/iee) yepes iBa IHS Ha Tpe-

TUI MeXAY IpyeMaMi UL, JIIMTenbHOCTb Tepannuy MHAVBUAYAIbHA Y KaXKIOTO 00/IbHOTO.

o 14-4jeHHBINI MaKpOMMUAHBIN aHTUOMOTHK KIAPUTPOMMUIMH HasHa4YaeTcs B fo3e 125 mr (60MbHBIM C
BecoM MeHee 40 kr) mau 250 mr (60ompHBIM ¢ BecoM 40 Kr 1 60r1ee) yepes JeHb He3aBUCKMO OT IpueMa
i [1, 12].

o Ilpuem MmakpomupHbIX aHTHOMOTHKOB MOXKeT codeTaTbes ¢ KC. CrenyeT nsberaTb coueTaHHOTO Ha3Ha-
YeHNA a3UTPOMUIIVHA U KJIAPUTPOMUIIVHA ¢ 6710KaTopaMu 1o0paMMHOBBIX pelienTopoB 11 nokonenns
U aHTaLUaMMU.

[To panubIM Poccmiickoro nentpa MB (PaguonoBuy A.M., 2005), miintenpHOe IpUMeHeHVie MaKPONTIOB B

CYOMHIMOMPYIOIUX J033aX MOXKHO CYNTATh O€30IacHBIM 110 061eMy unciy (7,2%) v XapakTepy IoO0YHbIX
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a¢pdekToB: 3,6% — XKenyJOIHO-KUIIEYHbIe pACCTPOIICTBA, He ITOTpebOoBaBIIIe OTMEHBI IpenapaTta, u 3,6%
— ayeprudeckue nposipnenus [11].

PexomeHpmanuy Tepanuy fjs noaep>kanys GyHKINM JIETKUX C Y4eTOM YPOBHSA [JOKa3aTe/IbHOCTY YCTaHO-
BIJIM paHT pekoMeHparui B [12, 13].

HecTtepoupHplie NpoTHBOBOCHATNTETbHbIE IPeNapaThl
Hecrepoupusie npornsoBocnanurenpHble npemnaparsl (HIIBII) B HacTosAmee BpeMsa MOIyT paccMarpu-
BaTbcA Kak anbprepHatuBa KC. OgHako 310 KacaeTcs TonbKo nbynpodeHa. Bricokme o3pl nbynpogeHa
(mpy kKoHLeHTpauuu B mwiasMe ot 50 go 100 r/m) 6p1IN M3ydeHs! y feTeit ¢ MB B TeyeHne 4 et B panpo-
MU3VPOBAHHOM JIBOVHOM CJIETIOM MccefoBanuu [14]. B nanbHeiiiiem gecstuieTHee HabmoieHNe 3aperu-
CTPUPOBAJIO COXpaHeHNe MOBbIeHN s PyHKIVM nerkux [15].
ITpu nerxoit popme 3aboneBaHms y geTeit, MONyYaBIINX MOypodeH, oTMedeHO MeHbliee cHyDKeHne ODB1
(Ha 33%) 110 CpPaBHEHMIO C e ThMI, IIO/Ty4aBLIMMIY IUTanie60. biarorBopHoe BmsiHye n6ynpodeHa Ha mpo-
rpeccupoBaHye 00JIe3HU JIETKUX ObUIO TOATBEPXKEHO U B MHOTOLIEHTPOBOM JIBOVIHOM CJIETIOM, IlIalle-
60-KOHTpONMMpyeMOM KccrefoBanuy y 142 manuentos ¢ MB [16].
Bce mccnemoBaHms mokasann, 4TO pUCK MOOOYHBIX 3 (PEKTOB CBSA3aH B OCHOBHOM C >KeTy0OYHO-KNIIeY-
HBIMI PAaCCTPONCTBAMU ¥ KPOBOTEUYEHMEM, IIPY 3TOM I10/1b32 MOXKET IIPEeBA/IMPOBATh HAJ| PUCKAMMA.
MeToauka Ha3HAYEHUA
V6ynpoden HasHavaeTcs B fo3e 20-30 Mr Ha 1 KT Macchl Te/la ABaX/BI B IeHD JIETSM B BO3pacTe OT 6 JieT.
MaxkcuMasnbHasA CyTO4YHasA 1032 [I/I B3POC/IbIX cocTabiAeT 1,2 I. MakcuManbHasA CyTO4YHAsA 032 [ JeTell
Y IOJPOCTKOB B Bo3pacTe oT 12 1o 17 net — 1 1. TabeTku crregyeT 3anmBaTh BOLOIL.
B KoxpaHOBCKOM cucTeMaTudeckoM 0030pe mpoBefieHa oteHKa 3¢GdeKTUBHOCTY PYMEHEHUsT HeCTEPOU/ -
HBIX IIPOTMBOBOCIA/INTE/IbHBIX JIEKAPCTB Y MALIMEHTOB C MYKOBUCIIIO30M. AHa/IN3 6 VICC/IEIOBaHNI, U3 KO-
TOPBIX 4 BK/TIoYanyu 287 60O/IbHBIX B BO3pacTe OT 5 10 39 j1eT ¢ MaKCMMaIbHBIM [IepUOIOM HabIrofieHNs 4 rofa,
TII0Ka3aJI, YTO BBICOKIIE /103bI MOYIIpodeHa MOTYT 3aMeINTh IIPOTPecCHpOBaHNe ITOPAKEHMS JIETKVX Y TTaly-
€HTOB C MYKOBUCLV/IO30M, 0CcOO6€eHHO y fieTent. YpoBeHb JJOKa3aTe/IbHOCTY — B [14, 15, 16, 17].
Vicionb3oBaHMe CeeKTUBHBIX MHIMOUTOPOB IMKIOOKcureHasnl-2 (IIOI-2) He pekoMeHJOBaHO M3-3a UX
110604YHBIX 3(PPEKTOB Ha CEPAEeYHO-COCYANCTYIO CUCTEMY IIPY AIUTENbHBIX Kypcax nedenns [18]. B oreye-
CTBEHHBIX VICC/IEIOBAaHUAX 9P (eKTUBHOCTY 11 6€30IIaCHOCTY HUMecymuaa npu MB 6b110 okasaHo, 4To B
Te4eHMe 6 MeCALEeB He Y/Ia/I0Ch BBIABUTD IOIOKUTEIBHON JMHAMUKI MapKePOB BOCIIA/IEHNA U TI0Ka3aTe-
neyt pyHkuyy nerkux [19].

ITokasaHme — XpoHMYeCcKassA CHHETHOTHAA WHQ KA.
Vicnonb3oBaHue INMIOKOKOPTUKOCTEPONIOB B TepaNNy 1eTOYHON MaTOMOTUM
y 60/IBHBIX MYKOBHUCIIU030M

Koptuxocreponns! (KC) kxak cucreMHbIe IPOTMBOBOCIA/NTEIbHBIE CPEACTBA IIPUMEHSIOTCS JJaBHO, U MX
IIPOTMBOBOCIA/INTENbHAA 9(PPEeKTUBHOCTh B HacToslee BpeMsA odeBupHa. Vcnonb3oBanue KC B psape
CIy4aeB SIB/IETCS HEOOXOAVMBIM 1 3a4aCTYI0 eIMHCTBEHHBIM pellleHueM Ipu jedeHuy 6onpHbx MB. B
OTHOULIEHUY ITIOKOKOPTUKON/IOB, IPYMEHSIEMBIX Yepe3 pOT, M3BECTHO, YTO OHM MOTYT YIy4IINTDb (PyHK-
IIVIO0 JIETKMX (IaHHbIE ITOTyYeHbI /I O3Bl IPEHN30/I0HA 1 1 2 MI/KT IIpY MICCTIENOBAHNY ATTUTETbHOCTDIO
o 4-5 7eT), OBHAKO VX MCIIONb30BaHue pyu MB orpannumBaeTcsa cepbe3HbIMM TOOOYHBIMU 3¢ deKTaMu
(20, 21]. HexenaTenbHble sIBI€HNA IIPY [TIOKOKOPTUKOMIHOM Tepamyyt MOXXHO pasfie/nTh Ha [Be TPYIIIIbL:
I rpynma - yacThle, HO HEOIIACHBIE [IA 3JOPOBbS U XKU3HU peOeHKa, 3aBUCALIVE B IIEPBYI0 OYepeb OT HO3bI
npernapara. TO IPOSIB/IEHUs 9K30T€HHOTO TUIIEPKOPTUIM3Ma — YBeNUdeHNe alllleTuTa, nprbaBKa Beca,
KOXKHO-TpOdIyecKiie U3MEHEeHNA: UICTOHYEHMe, CYXOCTb KOXKI, CTPUY, YTPU, YCUTIeHNE KalVUISIPHOTO pU-
cyHka. [Tpn 6onpmmx gosax KC u ux gymTenbHOM IPYMEHEHUN STU ABJIEHU BO3SHUKAIOT IPAKTUYECKN Y
Bcex fleTeil. YacToil peakijmer ABIAETCA NEMKOLUTO3. MOryT HabIIOAAaThCA TUIIOKAINIEMIS, YBeTUIEeHe
IIeYeHN, B KOTopoit mpoucxoaut Metabomsm KC.

II rpynma HeXkenaTebHBIX MPOABIEHNUI MOXeT pacCMaTpPUBATbCA KaK OCTOKHEHUs TOPMOHAJIbHOI Te-
panuy, KOTopble BCTPEYAIOTCS HEYacCTO U 3aBUCAT He CTOIBbKO OT /I03bl, CKOJIbKO OT MHIVBUAYa/IbHbIX
0c06eHHOCTell 6OTBHOTO, €T0 TeHeTYECKOI ¥ KOHCTUTYIVIOHAIbHOM MPeipacoioKeHHOCTH. B manHYyI0
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TPYIIITY BXOZAT TaKle OC/IOKHEeHM ], KaK IofjaB/ieHye GyHKIMM KOpbI Hagno4eyHnKkoB u npopykuym AKTT,
MHQEKIVOHHbIE OC/IOXKHEeHNs, ToBbIlIeHne AJl, 0cTeonopos, A3BEHHBIN MPOLECC B >KeMyLOYHO-KIIIey-
HOM TpaKTe, TUIePITIMKeMI U ITIMKO3ypusl, ICUXMYECKUe pacCTPOIICTBA, MMONATHA, KaTapaKTa, 3aJepK-
Ka pocTa.

YToO6BI CBECTV K MMHUMYMY JJaHHBbIe 9 eKThl, ObIIN UCIIO/Tb30BAHbI MHTA/IALVOHHbBIE KOPTUKOCTEPONBI
(12, 13, 20, 21, 22].

IToxa3aHneM K MPMMEHEHIIO MHTATIALVIOHHBIX KOPTUMKOCTEPOUIOB ABJIAETCSA COUYeTaHMe MYKOBUCLINIO3a C
OpOHXMAIBbHOII ACTMOJI, TUIIEPPEAKTUBHOCTBIO OPOHXOB, @ TAK)Ke Ha/In4ye TaKMX a/IePriIecKX COCTOSHUIL,
KaK IIOJIVHOSBI, VIV Ce30HHbIe ajeprudeckyie puHnuTbl. OObIMHO IPUMEHSIOT 6eK/IOMeTa30Ha ANIPOIIIOHAT,
Oyneconuy wm ¢ryTrikasoHa nponyoHar. [Ipemapars! npuMeHsioT B popMe MOHOTepari, a TAKXKe B cOYeTa-
HUM C B,-arOHMCTaMM Pa3TUIHON JTUTENbHOCTH JieiicTBIA (HOPMOTEPOI, CaZMeTepON — Mpenaparbl TUTeNb-
HOTO JIeJICTBISA; ca/tbOyTaMorI, (peHOTeporT — IIpenaparhl KOPOTKOTO AeVicTBYA). Bee mpemapaThl IPUMEHAIOTCA
B J103aX, PEKOMEH/[YEMBIX B IIeMaTPIIECKOil PAKTIKe, C Pa3/ITYHbIMY BapMaHTAMM VCIIO/Ib30BaHMSA (03MPO-
BaHHBIII MHTAJIATOP IUIIOC CIielicep, HeOyaiisep, TypOyxanep, MyJIbTUANCK U Ap.).

Pexomenpanum mo tepanuy i NOARep>KaHMA QYHKIUY JIETKUX C YYETOM YPOBHS JI0Ka3aTelTbHOCTU
II0Ka3aJIy HelleJlecCOO0PasHOCTh IPYMEHEHN S MHTA/IALMOHHBIX KOPTUKOCTepouioB pu MB, nckmodas
BbIIlIe0OO3HaUYeHHbIe 3a00neBanms, coyeTaruecs ¢ MB. Panr pekomengannit — D [4, 29].

Tem He MeHee HEOOXOVIMBI Ja/IbHEIINE YITTyOIeHHbIe ICCIeOBAHNS JAHHON IPOO/IeMbl 11 KIMHUYeCKIe
HaOJTIOfIeHNsI, YTOOBI OKOHYATEIbHO PEIINTD BOIIPOC O 11e7IeCO00Pa3HOCTH X Ha3HAYEHNUs C IIPOTUBOBOC-
HaUTETbHON 11eJIbI0.

IlepopanbHoe MpuMeHeHNe IMIOKOKOPTUKONAOB. COIJIaCHO C/IOXKMBLIEMYCsSI MHEHUIO, IIepOpaibHOE IIpU-
MeHeHle KOPTUKOCTEPONOB IIPM JIETOYHOI ¥ CMeIIaHHoi ¢popmax MB adekTnBHO, HO IINTENbHOE UX
IIPUMEHEHVE CONPSKEHO C BBIPAKEHHBIM ITOOOYHBIM 3P (deKTOM. B TO >ke BpeMs 4acToTa OCTIO>KHEHUI IIpK
JIedeHUY ITTIOKOKOPTUKOUIAMM IIPSIMO 3aBUCUT OT IIPUMEHSEMOI J03bl U MIPOJO/DKUTETbHOCTH JIeYeHNUA.
KC gacto HasHayaroT npu o6ocTpeHnn 3aboeBaHms, TaK KaK OHJ OKa3bIBAIOT BBIPAXXEHHBIN 9 deKT
Ha BOCHA/JINTEIbHBIN IPOLecC B ABIXaTe/NTbHBIX IYTAX, YMEHBIIAIOT NPOAYKINIO OPOHXMA/NTBHOIO Ce-
KpeTa U MOTEeHUUPYIOT feiicTBue (3,-aronuctos. Cuctemubie KC HasHayawTCA TakKe NPy HaTMYUK
OponxuanbHol runeppeaktuBHocty, ABJIA. IIpu 6picTpO mporpeccupytouieM Teyenuu MB, B ciyya-
AX TSXKENOro MHQEKIVOHHO-BOCIAINTEe/TbHOTO MIpOoljecca IO0Ka3aHo JINTeIbHOe CUCTEMHOE JIeYeHe
npegHU30/M0HOM [27, 28].

B nmagane 90-x rr. XX B. B HVMM negmarpum AMH CCCP poccmiickumu ydenviMu C.B. Padmnckum
un H.J. KanpaHOBBIM BIlepBble OBUIO NPEIOKEHO JMCIONb30BaTh Oojiee HU3KME O3Bl IIPEAHU30/I0HA —
0,3-0,5 mr/kr — anprepHMpylomumu Kypcamu [10, 11, 12, 29]. EBponeiickue mccienoBaTeny IpejIaraim
6oree BBICOKME O3Bl — 1-2 MI/KT — anpTepHUpyOLUMMU Kypcamu. B mocrennem KoxpanoBckom 0630-
pe 2013 1. mpoBefieH aHa/IN3 Pa3IMYHBIX /103 OPATbHBIX IMMOKOKOPTUKONAOB [29]. O630p mokasan 60/b-
II0€ KOJIMYeCTBO He)XKeMaTeTbHbIX peaKIyii Ha BCe JO3bl, HO 0COOEHHO NP MCIIOIb30BAaHNUM O3Bl OT 1 /10
2 Mr/xr giautenbHbIMU Kypcamu (ot 12 Henenb fio 4 net). Ilo6ounble a¢pdexTs! HanboIee 3HAYNMBI B fIET-
CKOM BO3pacTe, TaK KaK 3aMefl/ISII0T JTMHEHBIN POCT, 0COOEHHO Y Ma/lIbuMKOB, JaXke ITOCTIe X OTMEHBI, B
Te4YeHNe IeCTU-CeMMU JIeT. 371ech Xe 00CyKAaIVCh albTepHIUPYIOIye KYPChl, IpeIIoKeHHbIe MCCIef0Ba-
TenssMu PoccuiicKoro IieHTpa MyKOBUCLM/[03a. B 0030pe oTMedaeTcsi, 4TO B psifie MCC/IETOBAHMIL 3ape-
TUCTPUPOBAHO yIy4llleHne QYHKIMM JTeTKMUX IIpY KPaTKOCPOYHOM Ha3Ha4eHNM Jio 12 Hepmenb. BeisbiBaeT
pasouapoBaHye TOT QaKT, 4YTO BO3/IEVICTBME Ha BBDKMBAHNE VM KA4YeCTBO JXVM3HYU He 3apPerMCTPUPOBAHO U
YPOBEHb JJOKa3aTe/IbHOCTY OCTAeTCA HUSKIM.

B paborax, BBIIIOTHEHHBIX B POCCUIICKOM IJeHTpe MYKOBUCLIM03a, ObIIO IOKAa3aHO, YTO UINTE/IbHOE NP -
meHeH1e KC B Tepanuu MB okaspiBaeT BbIpa)XKeHHBIN KIMHUKO-(QYHKIVOHANIBHEI 9 dexT [22, 25, 28].
[Tpn aTOM 6BLIO ITOKA3aHO, YTO TOJIBKO AJIBTEPHUPYIOLIVE KOPOTKIe Kypchl mpegHusonona (AKII) B gozax
0,3-0,5 mr/kr ob6magaoT aHTUPUOPOTIYECKNM [IeJICTBUEM, YTO MOATBEPKAA/IOCh CHYDKEHNEM [0 HOPMBI
ypoBHA cbiBopoTouHoro uutoknna TGEp,. [Tpu stom AKII He BbIsbiBain 1o604HBIX 3P PEKTOB U OCTIOK-
HEeHMI1, XapaKTepHBIX /I Tepaluyl BBICOKMMMU J03aMM ITTIOKOKOPTUKOCTEPON/IOB.
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ITokasaHus 1A Ha3HAYEeHNS NPEFHU30/I0OHA Y OOTBHBIX MYKOBUCHUA030M [1, 2, 21, 27, 28]

1. Tskenoe TedeHVe OCHOBHOTO 3ab0/eBaHMsI, 0OYCTIOB/IEHHOE YaCThIMM 0OOCTPEHMIMHU JIETOYHOI 60-
JIe3HU C SIBJICHVMSIMU BBIPQ)KEHHOJ [IbIXaTe/IbHOM HEOCTaTOYHOCTH, BBI3BAHHOI OOLIMPHBIMU IOpa-
JKEHVSIMU JIETKMX B BIJIe ITHEBMOHMYECKUX 04aroB, AuddysHoro nHeBModpuOpo3a, 6pOHX0IKTa30B U
aMbu3eMbl:

¢ OOCTPYKTUBHBI/ CUHIPOM, pepaKTepHbIii K JIe/ICTBUIO (3,-aTrOHUCTOB.
2. IIpu BOcmaneHun, COMpOBOX/AOLIEM:

o 006paszoBaHUe aTe/IeKTa30B B JIETKUX;

o Amneprudeckuit 6pouxoneroynbii acieprusies (ABJIA).

Meropyka Ha3HaYeHVS MPETHN30TOHA. [IpenHN30/m0H HasHavaetcst n3 pacdera 1 (1-2) mr/kr dakTmyeckoro

Beca. [Ipemapar npuMeHseTcss BHYTPb C Y4eTOM CyTOYHOrO puTMa (6-8 4acoB yTpa) B TedeHre 15-20 mHeit, 1o

TIO/TyYeHsI [IPY3HAKOB CTaOV/IM3aLy KITMHINYECKOTO COCTOSIHYL. [IpuHMMaTh TabneTKyt HeoOXOMMO BO BpeMst

TIpyieMa MLV VIV CPasy IIO0C/Ie HeTo. 3aIyBaTh IEKAPCTBO HEOOIBIIVIM KO/IMYECTBOM XKVUIKOCTHL.

Hanee f1o3a MpeHN30/I0HA TOCTENEHHO CHIDKaeTCsA. CKOPOCTDb CHVYDKEHMA [JO3bI IIperapaTa onpefensiercs

VICXOJTHOJ CyTOYHOI [103011. Tak, mpy McxXopmHO fo3e 15 Mr/cyT u 6oree CHVUDKEHME JOIDKHO COCTAB/IATD

1,25 mr 1 pa3s B 3-4 gua. [Ipu cHM>KeHNM MCXOAHOM K035l ¢ 15-10 MI/cyT CHIDKEHME TO/KHO COCTAB/IATD 110

1,25 mr 1 pa3 B 5-7 gHeit u T.4. — 10 0,3-0,5 MI/KI/CyT, KOTOpble TALJME€HT IPMHMMAET Yepe3 NeHb IJINTEb-

HOE BpeMs — a/IbTePHUPYIOLINIL KypcC ITpueMa IpeHN30/I0Ha.

Taxum 06pasom, JyMTeIbHOE UCIIONb30BaHNE NIPETHI30I0HA B 03€e 1-2 MI/KI COIPOBOXKAAeTCs M0060Y-

HbIMU 9 PeKTaMy 1 OCTIOKHEHUAMU. AJIbTepHUPYIOLIVe KYPChl TpegHN30/I0Ha B fo3ax 0,3-0,5 Mr/Kr Mo-

TyT IPUMEHATBCA B TAOKENBIX c1ydasax MB.
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AHTaroHNUCTHI 1eIKOPUEHOBBIX pelierl- VcnpITaHye IpeKpalieHo Bo 2-11 Gase U3-3a Cepbe3HbIX
TOpOB €CIMPATOPHBIX TOOOYHBIX 3P PEKTOB
P Ilepopanbuo P parop b VcnibiTannsa
AnTtaronuctsl BLT1-penentopos HpeKpaleHbI
(BLT1) peKp
VirydieHye TOIepaHTHOCTU K pU3NIECKOIl HarpysKe,
AHTaroHUCTHI NVCTEVHII-PELEITOPOB CHIDKaeT peclypaToOpHble CUMITOMBI I BOCIIAINTE/TIbHbIE
nerikorpuena (1CysLT1): napaMeTpsl
P (1Cy ) Ilepopanbuo P P
MonTenyxacr
Her y6enurens-
3adupnykact HeT MHOTroOIeHTPOBBIX IPOTOHTYPOBAaHHBIX HBIX loKasa
VICTIBITaHMIA C 6ONIBIINM KOTMYECTBOM IIallMeHTOB
TE/IbCTB IO/Ib3bI

* Massimo Conese, Mario Romano, Maria Lucia Furnari, Elena Copreni, Ida De Fino, Francesca Pardo and Luis V. J.
Galietta. New Genetic andPharmacological Treatments for Cystic Fibrosis. Current Pediatric Reviews, 2009; 5: 8-27 [4]
** [JomonHeHms aBTopos KoHceHcyca
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6. Oc1OKHEeHNA MYKOBUCIIN/I032

6.1. OcTreonopos

6.1.1. Onpenenenne u NpMYNHBI Pa3BUTIA

Ocreomnopos (M80-82) nmpu MB Hocut Bropm4HbI Xapakrep. II0CKONbKY IPOJOIKUTENBHOCTD KU3HA

npy MB yBennumBaercs, y HeKOTOPBIX 00O/IbHBIX BO3MO)XHO Pa3BUTHE U IEPBMYHOTO OCTEONIOPO3a.

B HacTos1Iee BpeMs B Halllell CTpaHe UCIOIb3yeTcs Knaccupukanus 1997 r., pekoMeHaryy mo Gopmym-

POBKe [IarH03a M3/I0>KeHbI B K/IMHIYECKIX PeKOMEHAALMAX 10 OCTe0nopo3y [1].

CormacutenbHas KOMMUCCKS TI0 EBpoIeickoMy KOHCEHCYCY pellnia MCIOIb30BaTh TEPMIUH «O0/Ie3HU KO-

ctv ipy MB» (BK/TIOYatoNvii HU3KYI0 MMHEPAIbHYIO ITIOTHOCTh KOCTY 1 IIepe/IoMbl) [2], a He «ocTeoro-

PO3», YTO MOXET OBITh HETOYHBIM C Y4€TOM COBPEMEHHBIX 3HaHMII. DKCIIEPThI BENYLINX MEXJYHApO-

HbIX 061ecTB (MexxayHapogHoro ob1ecTsa 1o KiamHndeckoi geacutomerpun (ISCD), MexxpyHapogHOro

®onpa ocreonoposa (I0F), EBpomneiickoro o6mmectsa kanbiuduiyposanHoit Tkanu (ECTS)) ucnonssyror

TEPMUH «OCTEOIIOPO3» Y OONBHBIX C XPOHMYECKVIMM BOCIIA/INTE/IbHBIMY 3a00/IeBaHUAMM, B TOM YMCIIE C

MyKoBUCLMT030M. [y PO, yunTbiBast 0CO6EHHOCTY MEUIITHCKOTO 00ecreyeHNs1, peKOMeHyeTCsl OCTa-

BUTD JINATHO3 «OCTEONOpo3» [3, 4].

Yacrora ocreonoposa nmpu MB B feTckoM 1 ogpocTKOBOM Bo3pacTte cocTaiseT oT 20 mo 50% u yse-

nuumBaetcs nocrne 18 et xxusun (50-75%) [2]. ITo JaHHBIM POCCUIICKUX MCCIIEOBATENEN, B IETCKOM BO3-

pacTe yacToTa CHYDKeHUs MuHepanbHoit IioTHOCTH Koctu (MIIK) cocraBnser ot 33 10 65,2% 1 ocTeono-
posa - ot 7,7 5o 15,6% [5, 6, 7, 8]. Bo B3pocioit nomynsmnyy 601bHBIX MYKOBUCIIV/IO30M YaCTOTA HU3KIUX

nokasareneit MIIK cocraBnsia 43,6%, octeonioposa - 8,4% [3].

ITHONOrNA U MaToreHes ocreonoposa npu MB. Ocreonopos npu MB aBnseTcs KraccudeckKuM IpUMepOM

MybTH(aKTOpHaNIbHOTO 3ab0eBaHys. K OCHOBHBIM IpyymHaM ero pa3BUTus oTHOCAT [2, 9, 10, 11, 12]:

o XpoHUYeCKNii MMKpOOHO-BOCIIAIUTENbHBIN MPOLIECC, COMPOBOXAAIINIICA MOBBIIIEHNEM YPOBHA
uutoknHoB (IL-1, IL-6, TNF-a u mp.), IpMBOAUT K MOBBIIIEHNI0 KOCTHON Pe30pO1un yepes 9KcC-
Ipeccuio ocTeobacTaMu IUTaHaa penenrtopa sgepHoro gakropa kama-6era (RANKL) n Hapymie-
Huwo cootHomeHna RANKL/ocreonporerepun. VimeroTcs maHHble O HapyLIEHMAX KaHOHMYECKOTO
Wnt-curnaabHoOro nmyTtu

o [edurur Burammnua D

o JleduuuT KOCTHON Macchl ¥ HapylleHMe MUKPOAPXUTEKTOHVKN KOCTU BCIIE[CTBME HEOCTATOYHOTO
Habopa MuKa KOCTHOV MacChl B IEPUOJ, aKTMBHOTO POCTa V1 M3OBITOYHO KOCTHOI TIOTEPY Y B3POCIIBIX

o  Huskmit mHmEKC MacChl Tema U/ Wi HU3KUIL BeC

e 3afiep>XKy I10JIOBOTO CO3p€BaHMNA, TUIIOTOHAU3M

o JlnutenbHyo (= 3 Mec) Tepaluio NepopaTbHBIMY ITIOKOKOPTUKOUAMU

« CaxapHnblit suabet Ha pone MB

« Huskyto ¢pusndeckyo aKTMBHOCTD

o TpaHcIIaHTaLVIO OPTAaHOB ¥ UMMYHOCYIIPECCUBHYIO TEPAIINIO

o [Hedurur Burammnua K

« Huskoe norpe6nenne Kanpiys

o Junoxcuio u runepKamHmIo

» Binusanue renetmyeckoro craryca. B HekoTOpbIX paboTax mokasaHa B3ayMOCBS3b Pa3/INYHBIX My TaLINil
n/vnmn ux kom6uHauuit (F508del u ap.) ¢ pa3BuTueM HU3KOI KOCTHOI Maccel [7, 13], 60MBIIMHCTBO
APyTUX aBTOPOB HE OTMEYAIOT JJaHHOI CBA3M.

6.1.2. KnuHanyeckue nposBIeHN
OCHOBHBIM KIMHNYECKMM IIPOABIEHNEM OCTEONIOPO3a, B TOM 4Mucie npu MB, ABnAr0TcA ocTeonopoTnye-
CKJle TIepe/IOMBI KOCTell CKeleTa, PasBUBAIOLIVECs IIPU He3HAUMTEeIbHON TpaBMe (HalpyuMep, Npy Iajie-
HUY C BBICOTBI COOCTBEHHOTO POCTA, IIPY KalllIe) MM CIIOHTaHHO. OCTeonopoTnyecKye epeoMbl MOTY T
MMeTb M00yI0 TOKaMN3alyio, HO Hanboee 4acThl IepeoMbl Tell IO3BOHKOB, IIPOKCYMA/IbHBIX OT/ENOB
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6epeHHOI U TIJIe4eBOI KOCTeif, AMCTAIbHOTO OT/ieNa peaIiedbs. B feTckoM Bo3pacTe IepenoMbl IpOK-
CUMAJIBHOTO OT/ie/a OefjpeHHOI KOCTy HabmoaaoTcs pegko. K ocreonopoTnyecknm nepenomMam He OTHO-
CAT TIePeIOMBI KOCTE TNI[€BOTO CKe/leTa, MajIblleB PYK M HOT.

ITepe/roMBl Te/ TO3BOHKOB OOBIYHO IPOMCXOAAT OECCUMIITOMHO ¥ MOTYT OBbITH BBISB/IEHBI CTTyYaiiHO MK
PEHTIeHOIOTMYeCKOM MccefoBanum. [lepopmanny Mo3BOHKOB IPUBOAAT K Pa3BUTHIO ITATOTIOTMYECKOTO
K1 o3a, CHYDKEHMIO pOCTa.

bomm B kocTAX Hecrenypu4HbI, B OO/NBIINHCTBE CTy4YaeB XapaKTepU3yITCsA KaK HOIOIINE, IOKAIN3YIOTCA B
HIDKHeJ! YaCTV CIVHBI, IIOCTEIIEHHO YCVIMBAIOTCS B Te4eHMe THA U 0C/1abeBaloT B TOPU3OHTAIBHOM II0TIO-
KeHUN. VIX mpu4nHa — pacpocTpaHeHHbIe leOpMaIvy Tel II03BOHKOB U fepopMaIisl T03BOHOYHNKA B
11e710M ¢ GOpMUpPOBaHMEM TPYFHOTO Kid0o3a 1 KOMIIEHCATOPHOTO T0PA03a IOACHIYHOTO oTfAena. Iloapnenne
OCTpOIt 60/ WM yCUJIeHVe XPOHIYECKOT 60/ B CIIMHE MOXKeT CBUJIETE/IbCTBOBATD O IIepeIoMe TO3BOHKA.
CkerneT pebeHKa ABIAETCA AVHAMUYHON CTPYKTYPOIL, IO9TOMY BO3MOXKHO He TO/IBKO BOCCTAaHOBJIEHUE
MIIK. Onmcansl cny4ay BOCCTaHOB/IeHMs (popMbl paHee AeOpMMPOBaHHBIX IO3BOHKOB P IIpeKpalle-
HUY BO3JielicTBUA (PAaKTOPOB pMCKa WIN NOA BIUsAHueM Tepanvu 6ucdocponatamn [14]. MeHee nopBep-
YKEHbI BOCCTAHOBJ/ICHVIO CPEHETsDKENbIe U TsKeble epopManyy II03BOHKOB, 3TOT IIPOLeCC pexe IPOC-
XOJUT Y IIOAPOCTKOB ¥ He ONMCAH Y B3pOC/BbIX [14].

Heo6xoayumo nposoputs guddepeHnnanbHy0 IMarHoCTUKY OCTEONOpO3a ¢ PaXUTOM Yy JieTeil M 0CTeo-
MaIsLyeil y B3pOC/IBIX — 3a00/IeBaHUAMI, CBS3aHHBIMU C TsDKeNbIM fAeduiurom Butamuza D. OHu penko
OIMCBHIBAIOTCA y ManyeHToB ¢ MB. Kanpunnennueckas octeomananus (y feTeil — paxuT) — TOpMOXKeHUe
0O0BI3BECTB/IEHNA KOCTHON TKaHV PV COXPAHAIONIEIICs CKeJIeTHOM Macce (yMeHbIIeHe KOMMYeCTBa Kajlb-
VA Ha eAVHMILY MacChl KOCTY). Y B3POC/IBIX MALMEHTOB HAOMIOAIOTCS JeMUHepann3anys ckeseTa (Jaie
CTPAfialoT TIO3BOHKM, KOCTY Ta3a M HIDKHMX KOHEYHOCTelI), MBIIIeYHbIe CMMIITOMBI (60/1b 1 c11aboCTh) 1
CeHCOpHas HeliponarusA. JI0o3epoBcKMe 30HBI IPY OCTEOMAIALNY, TAK)Ke M3BECTHBIE KaK «HETOCTaTOY-
HbIe IIepeIoMbl» (JieheKTbl KOPTUKAIBHOTO CI0s1 pebep, JTONaTKy, T0OKOBBIX KOCTEl, IIMHHBIX TpyOJa-
TBIX KOCTeI1), OIIMO0YHO IPMHIMAIOT 332 OCTEOIIOPOTIYECKIIEe IIepe/IOMBL. [/ 0CTeoMaI Ay XapaKTePHBbI
BBICOKIII YPOBEHb IIe/IouHON (ocdarassl, cHIDKeHMe ypoBHA Kanblusa u 25(OH)D B cpiBOpoTke KpoBU
(cMm. Pazpen «JlabopaTopHast JUarHOCTHUKA»).

6.1.3. [InaraocTuka ocreonoposa
[ToMMMO OLIEHKM KIMHUYECKO KapTMHBI B AMAaTHOCTMKE OCTEONOPO3a MCIIONb3YITCA OCTEOE€HCUTOME-
Tpus, peHTreHorpadus, 1abopaTopHble METO/bI VICCIEOBAHYS.
Ocreopencuromerpus
JIBysHepreTudeckas peHTreHoBcKas abcopbuyomerpusa (DXA) ABnAeTcs «3070THIM CTaHAAPTOM» KOJN-
4eCTBEHHOTO OIpefie/ieHNsl cofepykanusi KocTHbIXx MuHepanoB (CKM, r/cm) u MIIK (r/cm?).
B BospactHoi1 rpynmne fo 20 net npegnouturenbHbiMu 3oHamu nsmepennsa CKM n MIIK aBnsorca mo-
SCHUYHBIN OT/eN IIO3BOHOYHMKA B IIepeHe3a Hell IPOeKLMI U BCe TeJlo, VICK/Io4as TonoBy [15, 16, 17].
PexoMeHanus o UCK/II0YEHMIO KOCTHOJM MUHEPAIbHOM IVIOTHOCTY I'OJIOBBI M3 JAHHBIX MICC/IEOBaHMA 110
IIpOrpaMMe «BCe Te/Io» MMeeT Hanborbliee 3HAYeHMe Y TeTell paHHEero BO3pacTa, IOCKOIbKY B 3TOM BO3-
pacTe B KOCTAX T'OJIOBBI COIEPKUTCA 3HaUMMas oA cofepKanua MuHepana. Viccnegosanne MIIK npok-
CHMAaJIBHOTO OTZeNa Oefipa He IPOBOANTCA Y AeTell M MOAPOCTKOB B CBA3M C Bapuade/IbHOCTDIO Pa3BUTHUA
CKerneTa.
Hna ounenku MIIK y meTei 1 MOAPOCTKOB UCIIONb3YIOT NeAMATPUYECKIE IPOTPAMMBI, KOTOPbI€ BXOIAT
B 6a30Boe 0bOecreueHne COBpeMEHHBIX TEHCUTOMETPOB. Y MAIMIEHTOB C HU3KUM POCTOM BO3MOYKHA T~
NepAMarHoCTHKa feduunuTa KOCTHO MacChl B pe3y/nbraTe 601ee BBIPaKEHHOTO YMEHbIIEHNS TIOIAN
KOCTY IO CPAaBHEHUIO C COfiep>KaHMeM KOCTHBIX MUHepanoB. YeM HIKe POCT, TeM HVKe KOCTHAs IJIOT-
HOCTb. UTOOBI M36€XaTh TaKOI TUIIEPAVATHOCTUKY Y OO/IbHBIX MOIoXe 20 JIeT C POCTOM HIDKe CpefHero
IOKa3aTeisi 3OPOBOr0 KOHTPOJISA TOTO YKe Bo3pacTa U mosa Ha 1 u 6omee cTaHAapPTHBIX OTKIOHEHUIA,
MIUHepaabHasA IJIOTHOCTb KOCTY 1O Z-KPUTEPUIO JO/DKHA aHA/TM3MPOBATHCA C yU€TOM POCTA MU KOCT-
Horo Bo3pacTa [15, 16, 17].
Y B3pocibix 601bHBIX MB 00bIYHO POBOAMTCA MCCIEOBaHMUE MOSCHUYHOTO OTIeNa ITO3BOHOYHMKA B
nepegHe3agHeil mpoekuyy u ¢ 20 JeT — MPOKCUMATBHOTO OTfeNa OepeHHON KOCTH (aHammM3upyeTcs 06-
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nactb wmeitku 6egpa (Neck) u o61guit mokasarens 6exgpa (Total Hip), ayist 3akmodenns Boibupaercst 0671actpb

C HaVIMEHbIINM 3HaYeHueM Z- v T-kpurepus). [Ipy HeBO3MO>XXHOCTH OLIEHKY ITOSICHUYHOTO OTJea I10-

3BOHOYHMKA U IPOKCHMMAJIBHOTO OT/ena Oenpa, a TakKe MpY TMIeplapaTipeode MOXKET MCCIeT0BaThCs

IVCTATbHBIN OTHEN peanieyubs 16, 18].

B coBpeMeHHOIT KIMHMYecKoil mpakTuke mHausupyanbHas MIIK cpaBHuBaerca c¢ pedepeHcHON

6a3oit manubix. Hanbonee mpuemnembim crocobom ouerku MIIK siBiasieTcsi oleHKa ¢ MOMOIIBIO

T- u Z-xpurepues.

T-xpurepuit npencrapisieT co60il KOMMYECTBO CTAHAAPTHBIX OTK/IOHEHMIT BBILIE U HYDKE CPeHero Io-

KasaTe/d IMKa KOCTHOM MacChl y MONOAbIX. [IpMMeHNM TO/NBKO y >KEHIIVH B IepU- ¥ MOCTMEHOIAy3e

ny MyxuyH 50 net u crapue [16, 19].

Y neteii, mogpoCTKOB, MY>XK4MH MIajiie 50 jIeT 1 XKeHIIMH JeTOPOAHOro Bo3pacrta mid oueHkn MIIK nc-

NO/Mb3yeTcsl Z-KpuTepuil (KOMMYeCTBO CTAHAAPTHBIX OTKIIOHEHWII BBIIIE U HIDKE CPeHero IoKas3aTess

JUTS UL QHAJIOTMYHOTO BO3pacTa). T-kpuTepuii He ucrionb3yeTcs. I/ 9TuX BO3paCcTHBIX I'PYIIIT TEPMIHBI

«OCTEOIEeHMA» ! KOCTEONOPO3» He MOTYT oTpakaTbcs B DXA-nporokore. B cinydae korma MIIK no Z-xpu-

Tepuio < -2 SD, crieflyeT IpMMEHATb TEPMUH «HU3KasA MUHEpajIbHasA IVIOTHOCTb KOCTU» MU «<HU3Kast KOCT-

Has Macca» [15, 16, 19].

B nporoxone uccnenosanusa DXA ykaspiBaeTCA Ha HaM4ue I€PEIOMOB.

Ocob6ennocmu ocmeodencumomempuu npu myxosucyuoose: CormacHo EBponeiickum pekoMeHAauAM

(European cystic fibrosis bone mineralisation guidelines (2011)), mepBoe pyTMHHOe MCC/IeOBaHMEe KOCT-

HOJI IVIOTHOCTH Y JieTell peKOMEeH/JOBaHO B Bo3pacTe 8-10 jieT, HoO MOXeT ObITh IIPOBE/IEHO ¥ paHbllle IIPU

Ha/IN4IMY 3HAYMMBIX PaKTOPOB pUCKa ocTeonoposa [17].

[ToBropuble n3Mepenus MIIK y geTteii, HOLPOCTKOB U B3POC/IBIX 0 50 /IeT MPOBOAAT IPUOIN3UTENIBHO:

e Kaxpble 5 JIeT, ecniu Z-KpuTepuii Boiie -1 SD,

e Kaxfble 2 Tofa, ecin Z-Kputepuit Mexxay -1 u -2 SD,

e ©XKEeTOJHO, eciu Z-Kputepuii < -2 SD uin ecTb HU3KO9HEpreTHYecKye Iepe/IoMbl B aHAMHe3€ UM MIMe-
I0TCS1 3HaYMMble (PaKTOPBI pUCKAa OCTEONOPO3a.

Y >KeHIIMH B IOCTMEHOIAy3€e ¥ MY>K4uH 50 JIeT U cTaplie peKOMEHAYeTCA IPOBEJEHNE OCTEOIEHCUTOME-

Tpuu npubmsuTenbHo [17]:

e Kaxpble 5 seT, ecnu T-kpurepnit Boiite -1 SD,

e Kaxpble 2 rofa, ecin T-kpurepnit mexny -1 u -2,5 SD,

o eXerogHo, ecnu T-kpurepnit < -2,5 SD nnu nMmeroTcs 3HauMMble GaKTOPBI PUCKa OCTEONOPO3a.

OcreopeHCUTOMETpPYS JO/KHA OBITH IIPOBEieHa 10 Ha3HAYEHNA aHTMOCTEOIIOPOTIYecKol Tepamn. s

ouenku auHamuky MIIK Ha one nedyenns ocreonoposa DXA mposogsr 1 pas B 6-12 mec y mereit u 1 pas

B 12 Mec y B3pOC/IBIX Ha OTHOM VI TOM >Ke alIapare (XKelIaTe/IbHO OFHVM VI TeM Ke CIIeLVIa/INCTOM).

Pentrenorpagus
Penrrenorpadums xocTeit ckemeTa IpOBOAUTCA IS AMATHOCTUKY Hepe/IOMOB. BOBIIMHCTBO MepeIoMOB
TeJI II03BOHKOB IIPOMCXOAUT OECCYMIITOMHO Y BBISB/IETCS CITyYaifHO IIPU peHTTeHOrpaduy UM KOMIIbIO-
TepHOI TOMOTrpaduy OPraHOB IPYAHOI KIeTK!. [I03TOMY IPUHATHI Ollpefie/leHHble IIOKa3aHUs K IIpOBefie-
HUIO peHTreHorpaduyl IPySHOTO U MOSCHUYHOTO OTZE/IOB II03BOHOYHMKA B OOKOBOJ MMPOEKINMI /I ina-
THOCTUKM JlepOpMaIuii Te/l IO3BOHKOB.
Y é3pocnvix 601bHbIX TTOKA3AHUAMU SB/ISAIOTCA:
e TIOABJIEHUE OO/N B CIIVHE:

— ¢ Huskom MIIK,

- JUINTeNIbHO NPUHUMAIOIIUX CUCTeMHbIe ImoKokopTukocTepouasl (I'KC),

-  CTpaBMOIl, B TOM YNCJIe TPV Na/IeHNH C BBICOTBI COOCTBEHHOTO POCTA VIV IIPYU ITOJbeMe TSDKeCTI;
e  BBIP@KEHHBIN IPYAHOI K1(O3;
e CHIDKeHMe pocTa Ha 2 cM 1 6ojtee 3a 1-3 roza HabrofieHMsI MM Ha 4 CM B CPaBHEHMM C POCTOM B 25 JIeT.
Y Oemeii u noOpocmKo6 OCHOBHBIM ITOKa3aHVEM JUIS IPOBeJEeHUs peHTreHorpaduy IPySHOTO U MOsC-
HUYHOTO OT/I€/IOB IO3BOHOYHMKA CUMTAETCA J/INTENbHAA TEPANNA E€POPAIbHBIMYU ITIOKOKOPTUKOUAMM.
ViccnenoBanue NpoBOAAT O Havala JIeYEHN TIIOKOKOPTUKONAAMM, A Jlajiee IOBTOPAT 1-2 pasa B rof,.
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Bo3MoyHO npoBeieHe peHTreHorpaduyt Ipy HaIMYuy APYIUX CYIeCTBEHHBIX (aKTOPOB PIUCKa IIepero-
MOB [14].

[ns onenku gedopmanuii (IepeioMoOB) HO3BOHKOB Ha PEHTIeHOTPaMMe Y JieTell U B3POC/IbIX IIPMMEHSIOT-
Cs1 pa3/IMYHbIe METO/bI peHTTeHOMOP(OMeTpuy, HO Yallje BCETO — ITOJTyKO/IMYeCTBEHHBIN MeTOR [ )KeHaHTa
[1]. OH npegycMaTpuBaeT U3MepeHe TpeX BBICOT IIO3BOHKOB (IIepefiHelt, cpefHelt 1 3agHei) — ¢ T4 no L4.
[TeperoMOM MO3BOHKA CUMTAETCS CHUYKEHME ero BBICOTHI Ha > 20%. [Ipu nepengHeit kmHoBupHOM nedop-
Mauuu B 6ObIIIel CTeIIeHN CHYDKEHA MepeHssA BBICOTa II03BOHKA, B MEHbIIIelT CTelleH I, HO 00513aTeNbHO,
CHIDKEHA CpefiHAA BbICOTA M OCTAETCSA HEM3MEHEHHOM 3aH:AA BbICOTA Te/la IT03BOHKA. IIpu 3agHent KnmHo-
BUZIHOM AedopManyy B HanbOIbIIeN CTeNIeH) CHYDKEHA 3a/IHsASA BbICOTA, B MEHBIIEN CTENIeHN — CpefHss
BBICOTA, He M3MEHAETCS MepefHss BbICOTA Tela II03BOHKA. [IBOSKOBOTHYTasA feopManys Telna IIO3BOH-
Ka (1o TuIy «ppl6bero») XapaKTepyu3yeTcsi 3HAYNTEeIbHBIM YMEHBIIIEHVeM CPefjHeil BBICOTHI, HEOOIbIIIM
CHIDKEHMEM WM/ OTCYTCTBMEM CHIDKEHNA NepefHeN U 3ajHell BBICOT MICCTIEAYEMOrO Tejla M03BOHKa. KoM-
npeccroHHasA fiepopManysa — 3TO paBHOMEpPHOE VIV HepaBHOMEPHOE CHIDKEHME BCEeX BBICOT II03BOHKA.
Bripensior Tpu crenenn gedopmanyy (repenoma) Mo3BOHKA: IIPY JIETKOI CTETIEHY BBICOTA II03BOHKA CHI-
xaetcs Ha 20-25%; py yMepeHHOIT — 6071ee 4eM Ha 25%, HO < 40%, npu TspKenoit — > 40% [1].
Hedopmanym Ten MO3BOHKOB MOTYT OBITh BBIAB/IEHBI Ipu NpoBefeHuy DXA 1o3BoHOYHMKA B OOKOBOI
npoekiuy. PeHTreHOMOpdOoMeTpIrIecKil aHaMN3 IPOBOAUTCA TaK XKe, KaK U Py OOBIYHON peHTIeHorpa-
¢un, ogHako nmy4yeBas Harpyska mpy DXA 3HaunTenbHO HIDKeE.

MeToas! 1a6OpaTOPHOIL FMATHOCTUKH OCTEOIOPO3a

Vi3meHeHus1 MaboOpaTOPHBIX TTOKA3aTeNlell, B TOM 4NC/Ie MapKepOB KOCTHOTO 0OMeHa, He SIBIAITCA KPU-

TepUAMU IIOCTAHOBKM IMATHO3a OCTeonoposa. JlabopaTopHble METOMbI MCIIONb3YIOTCS IJIA IPOBEJeHNS

mdpepeHnIaTbHON AVATHOCTHUKY OCTEOIIopo3a ¢ ApyruMyu 3aboneBanuamu ckenera (Ta6i. 1), oneHkn

6e30MacHOCTY Ha3HauYeHUsI aHTUOCTEOIOPOTUYECKIUX IIPerapaToB, aHaIu3a MpoLeccoB GOpMUPOBaHMS

U pe30pOIy KOCTHO TKAHMU.

K ocHOBHBIM /1a00paTOpHBIM ITOKa3aTe/IsIM OTHOCAT omnpenenenue [20, 21, 22]:

o 001ero ¥ MOHM3MPOBAHHOTO KanbLys, pocdopa KpoBy;

e KpeaTVHVHA CBIBOPOTKY KPOBMU C pacyeTOM K/IMpeHca KpeaTuHnHa 1o popmyne Koxpodra-Tonra;

o IeNI04YHOM (pocdaTassl CBIBOPOTKM KPOBY;

o copepxannsa Butammuaa D (25(OH)D) B ceiBopoTke kposu. Hopmanbubiil yposens 25(OH)D cobiBo-
potku KpoBu — 6oree 30 ur/mn (75 umonb/n) u meree 100 ur/mn (250 umonb/n) [21, 22]. Y Bcex 6071b-
HbIXx MB pexomenpnoBano exxerognoe nsmepenne 25(0OH)D, npennouyturenbHee B KOHIe 3UMBL Vcce-
nosanue 1,25(0OH)D npoBoanutb He Hazio [22].

Tabmuua 1. InddepenimanpHast fUarHoCTUKa OCTEONOPO3a C APYIUMU 3a00/IeBaHUMY CKeleTa
110 Tab0PATOPHBIM ITOKa3aTe/lsIM KpoBH (aganTupoBaHo u3 [21])

3a6oneBaHuA Kambumit Docdop IITT mo
Octeonopos N N N N
IlepBu4HbBIN rUIEpIIApaTUPEO3 ) \’ T )
[nepkanbLmeMus Ipu 3/10Ka4eCTBEHHBIX 3a00/IeBaHMSIX ) N \2 0
HepmocraTouHocTth BuTtammuua D d wm N 4 wm N T wm N T wim N
OcTreomanamnusa J J 1 1

VccnenoBaHue KOCTHBIX 61OMapKepOB Y B3POC/IBIX IPOBOANTCA IS M3y4eHVsI 0OMeHa KOCTIL.

K Mapkepam pe3opbuyy OTHOCAT: OKCUIMPUAMHONVMH ¥ [e30KCUIVPUAVHONMMH MOYM, OKCUIIPOIVH
¥y KanbLuii Mouy, N- u C-KOHIeBble TeTONeNTUAbI MOJIEKY/I KO/TareHa I Tuia, cBg3aHHbIe OIepeYHbI-
vy cumiBkamu (NTX, CTX) B cbIBOpOTKe KpOBY MM MOYe, TAPTPATPE3UCTEHTHYIO KMCIYIo docdaTady
B IUIa3Me KpoBu. MapKkepaMu KocTeoOpa3oBaHNsA ABJIAIOTCA: OCTEOKA/IBIIVIH CBIBOPOTKM KPOBM, KOCTHAA
wenouHas ¢pocdoTasza ceIBOpoTKM KpoBY, C- 1 N-KOHIIeBbIe IporenTuabl npokosuiaresa I runa (P1CP;
PINP) cp1BOpOTKM KPOBIH.
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Pa6ouas rpynna MexxayHapopgHoro ¢onza ocreonoposa (International Osteoporosis Foundation) n Mex-
IyHaponHol denepanuy KIMHNYIECKON xumnun 1 n1aboparopHoit Meguuyael (International Federation of
Clinical Chemistry and Laboratory Medicine) pekoMeHAYIOT [/ MCC/IefOBAaHUA KOCTHOTO 0OMeHa orpa-
HUYNTBCSA IBYMs Mapkepamu cbIBOpoTKM KpoBu: PINP (mapkep kocteoobpasoBanusa) u CTX (mapkep
pesop6buym koctu) [21]. OnjeHKa 9TUX MapKepoB MOKET IIPOBOAVTHCSA Y B3POC/IbIX ITALIMIEHTOB /IS paHHEN
oueHku (uepes 3 mec) abdextuBHOCTM aHTHpe3opO6TUBHOI (CTX CHIBOPOTKM) MM KOCTHO-aHAbOIIMYe-
ckoit (PINP cbiBopoTKM) Tepanmm.

VccnenoBaHue KOCTHBIX OMOMapKepOB y fieTell He PeKOMEeH/[yeTcsl, IOCKO/IbKY OHM B OCHOBHOM OTpa-
JKAIOT JIMHEVHBII POCT, @ He caM KOCTHBIT 00MeH [14]. [l oLjeHKM KOCTHOTO OOMeHa y feTell MOXXeT
OBITh MCITO/Ib30BaHA TOMBKO OMOICHUSA MOAB3OUIHON KOCTH, YTO PENKO MPUMEHSETCS B KIMHUIECKOI
npakTuke [14].

Anroputm FRAX"

Anroputm FRAX® (Fracture Risk Assessment Tool) — metop (mHCTpyMeHT) onjeHkn 10-71eTHero pucka Ie-
penomoB. [IpuMeHseTcs y )KeHIMH IOC/Ie HACTYIUIeHVsI MEHOIIAay3bl ¥ y MY»4uMH 50 JIeT u craplie, paHee
He ITOJTyYaBIIVX JIe4eHIe IT0 TIOBOAY OCTEONopo3a. Y >KEeHIVH BO3MOXKHO VCII0/Ib30BaHue Mofieni ¢ 40 et
(mIpy paHHelt MeHoOMay3e). AJITOPUTM CKOHCTPYMPOBAH TaK, YTOOBI €r0 MOXKHO OBI/IO IETKO MCIIONb30BaTh
Bpady, He IMeEIII[eMy CIIelaIbHbIX 3HaHMII B 00/1aCTY OCTEOII0PO3a, B YaCTHOCTY Bpady IIepPBUYHOIO 3Be-
Ha [18]. FRAX® ompezperisieT y KOHKPETHOTO Ye/T0BeKa a0COMIOTHBII PUCK KaK OCHOBHBIX /IS OCTEOIIOpO3a
mepesIoMoB (I03BOHKOB, AMCTAIBHOTO OT/eNA MPeATIeYbsi, IPOKCUMAaIbHOTO OT/ea Oepa 1Iu [I1e4eBOii
KOCTH), TaK U OT/e/IbHO IepeioMa IIPOKCUMAIbHOTO OT/ea Oefpa B TedeHne Omkaimmx 10 1et KusHu.

6.1.4. YcraHoB/IeHMe IMIaTHO3A «OCTEOIOPO3»

Hemu u noopocmxu Ilo mueHuto sxcriepros ISCD (MexpyHapogHOro o6mjectsa 1o KIMHWYECKON JIeH-

CUTOMETPUM, TIePeCMOTpP OUIMaNTbHOI NO3ULVY B rteguarpuy oT 2013), [uarHo3 «oCTeonopos» y nerei

U TIO[POCTKOB He MOXKET OBITh IIOCTaB/IeH TOJIbKO HAa OCHOBAHNY JJaHHBIX ocTeofieHcuToMeTpun [15]. On

CTaBUTCS Npu Hamuuuu [15]:

e OfiHOTO M 60J/Iee KOMIIPECCHOHHBIX IIEPETIOMOB TeJl I03BOHKOB, KOTOPbIe He CBS3aHBI C BBICOKO9HEpre-
TUYECKOJ TPaBMOII M/IM JIOKAIbHBIM 3aboeBaHueM, npuBoaamyM K nsmenenno MITK. Ilpu nammyaum
KOMIIPEeCCHOHHBIX IIepe/IOMOB ITI03BOHKOB He TpebyeTcsi, 4ToObl Z-Kputepuii 6b11 < -2 SD;

unu

e KIMHUYECK) 3HaYMMOTOo aHaMHe3a nepenomos u MIIK no Z-xpurepuio < -2 SD.

Knuandeckn sHauMMblil aHaMHE3 IIEPETIOMOB — 3TO:

« 1Ba u 60JIee Iepe/IOMOB IIVHHBIX KOCTe B Bo3pacTe 1o 10 jeT;

o Tpu u 60Jiee ePeNTOMOB IIMHHBIX KOCTEN B TI060M Bo3pacTe o 19 ner.

B T0 xe Bpems akcneptel ISCD momyckatot, yto MIIK (1m copeprkaHyue KOCTHOTO MMHepaa) 0 Z-Kpu-

Tepuio > -2 SD He MCKTI0O9aeT XPYIKOCTU KOCTY U BBICOKMIL PUCK ITepenoMoB [15].

Bspocnvie:

JKenugunoL 0o menonaysot u myxcuunol maaouie 50 nem. [JUarHos «0CTEONOPO3» He JOIDKEH OCHOBBIBATHCS

TO/IBKO Ha JaHHBIX OCTeofieHcuToMeTpun [19], Heo6X0OAUMO NPUHNMATD BO BHUMAaHMe Ha/lu4ye APYIUx

(akTOpOB prCKa, aHAMHEe3 HI3KO9HEPreTUIeCKNX IIepPeIoMOB, IPVeM TeKapCTBEHHBIX CPEJICTB, IPUBOH-

VX K Pa3BUTHIO OCTEONIOPO3a (HaIpuMep, IUTEe/IbHBII IIpYeM IIepOpaTbHBIX ITIOKOKOPTUKON/OB).

Kenwunot 6 nocmmeronayse u myxcuunvl 50 nem u cmapuie. [JMarHos ycTaHaBIMBAeTCA Ha OCHOBAHMM

IlaHHBIX ocTeomeHcuToMeTpun (T-kpurtepnii < -2,5 SD) way py HanM4Iuy HU3KOSHEPreTM4ecKoro (ocTeo-

nopoTuUYecKoro) nepenoma [1, 18]. Y naumeHToB, miutenbHo (3 Mec 1 60/1ee) MPUHUMAIOIIVX TEPOPaIbHBIE

I'KC, gnarHo3 «ImoKOKOPTUKOM/HBII OCTEOIIOPO3» CTABUTCS IIPpU O0jIee BBICOKUX 3HaYeHVsIX T-Kputepus

(< -1,5 SD). ITpu BbICOKOM aOCOMIOTHOM PUCKe IepenioMOB B Ormypkaiiimue 10 eT 0 JaHHBIM aIropuT™Ma

FRAX® MO>xeT OBITH IIOCTAB/IEH [JUarHO3 «BEPOSITHBII OCTEOIIOPO3» Y Ha3HAYEHO JIeYeHIe.

DopMyINpOBKa AMAarHo3a M MHTepNpeTanusa saKknwodeHns DXA:

IIpumep 1. OcTeonopo3 BTOPMYHBIN Ha (POHE MYKOBMCIVI03, TIepeIoM Tena L3 mo3BoHKa.

IIpumep 2. OcTeonopos BTOpUYHBIN (Ha OHE MYKOBUCIMI03a, IIpMeMa IIepOPaIbHBIX [TIOKOKOPTHUKON-

1oB), iepenroMbl Ten L3 u L4 mo3BOHKOB.
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o IIpumep 3. Huskasa MIIK Ha ¢pone mykoBucunpgosa (Z-kpurepuii < -2 SD). Ipynma pucka 1o pasBuTuio
IIEPETIOMOB.

6.1.5. IIpo¢punakTuka pasBUTHA 0OCTEONOPO3a

K ocHOBHBIM MepaM IpO(QUIAKTUKY OTHOCATCA cOaaHCUPOBAHHOE NMNUTaHUe, (pr3nueckass aKTUBHOCTD,
JledeHye OCHOBHOTO (B T.4. HpefyIlpexjeHue 000CTPEeHMII BOCIATUTEIBHOIO IIPOLiecca, KOPPeKIs
MaibabCcopOIMIM) U COMYTCTBYIOIMX (HapyMep, CaXapHbIil AradeT) 3a00/1eBaHmIL, 10 BOSMOXXHOCTY MU-
HIMaJIbHOE Mcronb3oBaHme cucteMHbIX ' KC. BakHbIM ycoBMeM 30pOBbs KOCTHU ABJIAETCA HOpMaM3a-
st VIMT u nHpekca toieit Maccel. Hanbornee xopomio onvcanHbIMY (HAaKTOPaMy IUTAHUA IS 3[0OPOBbs
KOCTeil ABNAITCA BUTaMMH D 1 Kanbiuit. TeM He MeHee Lie/Iblil pASL PYTUX NUTATe/IbHbBIX BEL[eCTB TAaK)Ke
UTPaeT OIpefeleHHYI0 PO/Ib B MeTabo/m3Me KOCTHON TKaHM, B TOM 4uciie Oe/IKm, Kanuii, MarHuii, Mefib,
xerneso, ¢prop, uuHK 1 Butamuubl A, C n K. BcacbiBaHMe HEOOXOAMMBIX UTATENbHBIX 9/IEMEHTOB B KU-
meyHyKe y 6071bHbIX MB Mo)xeT 6bITh Cr/IbHO HapyieHo. [TaneHTsl 0cOO0€HHO OBEP>KeHbI PUCKY Aedu-
nuTa BuTaMmyHa D 13-3a orpaHiyeHHOro peObIBaHNA Ha COHIIE M MalTbabcopOumm.

AJleKBaTHBII IIpMeM Ka/lblLus C MNLIel HeOOXOAUM IJIs HOTPeOHOCTel pacTyIero CKejeTa 1 JOCTVDKe-
HUS ONTYMAa/IbHOI IMMKOBOJ KOCTHON MAacChl, MOAAep KaHUs JOCTATOYHON IJIOTHOCTU KOCTHO TKaHM,
a TaKoKe ABJIAETCA HeOTbeM/IEMOI aCThIO JIeUeHNA 1 POPIIAKTUKY 0cTeonopo3a. OfHAKO IpreM Kajlb-
IVIs1 He CHIDKAeT pUCK pasBuTus nepenomos [20]. Hanbomee npuemnieMbIM UCTOYHUKOM KaJIbIVs SIBJIS-
I0TCA NNIEeBble TPOAYKThL. K HMM OTHOCAT MOJIOKO, MOJIOYHBIE ¥ MOJIOYHO-KIC/Ible TPOAYKThI. OleH-
Ka MOTpeOIeHNs KanbLys C IPOAYKTaMU MUTAHUA MOXKET OBITh IIPOBeEfieHa C MOMOIIBIO AMEeTUYeCKIX
Ta0/MINL U KaTbKY/IATOPOB (HampuMep, Ha caiite www.osteoporoz.ru). [Tpu HelocTaTouHOM IOTpebneHNN
Ka/IbLMsI C MUILeN V/MIY HapyLIeHN) BCAChIBaHVS CIeAyeT IPUHMUMATh GpapMaKonorndeckue fo6aBKuy,
copiepykamye conu Kanpysa. OHM UMEIOT Te ke 3(PPeKThI, YTO ¥ UCIOTb30BAHNE MINIIEBBIX ICTOYHNKOB
KajbpuA. PekoMeHyeMble CyTOYHBIE HO3BI KanbLys (M3 IPOAYKTOB MUTAHUA Y CMHTETNYECKUX Hoba-
BOK) L5 JIVI] Pa3/IM4YHOTO BO3pacTa U IOJIa NpefcTaByeHsl B Tabmuie 2. EBpomeiickue pekoMeH aum
npu MB cBoAsTCA K eXXeJHeBHOMY NIOTPeOIeHNIO KanbLys cornacHo pekoMenparysam EFSA (Espormeii-
CKOTO0 oprasa 1o 6esomacHocTy nuileBbix npoaykros) (Ta6m. 3) [25]. OxHako K03bI Kanblyus B paHHEM
BO3pacTe OTIMYAIOTCA OT TAKOBBIX B POCCUIICKUX PEKOMEHJALIMAX.

Tabmuua 2. CyTouHble HOPMbI HOTpebIeHNs Kamblys [23, 24]

0-6 mec 400-500 mr
C 7 mec mo 1 roga 600 Mr
Hetu 1-3 ropa 800 mr
4-7 ner 900 mr
8-11 net 1100 mr
11-18 net 1200 mr
19-50 net 1000 mr
M - 1000 mr
Bspocsie >1-60 rer YK ~1200 Mr
61 ron ¥ cTapiI M - 1200 mr
oA T craptie X - 1200 mr
bepemennble 1300 mr
Kopmsamune 1400 mr

Ta6bmuua 3. Pekomenpanyu EFSA (EBponeiickoro oprana 1o 6€30macHOCTY NAIIEBBIX IPOAYKTOB)
10 TOTpe6IeHNI0 KabIys [25]

Bospacr IMoTrpedsieHue KaabUMs B CYTKH (MI)
0-6 Mecs1eB 200
7-11 MmecsneB 280
1-3 rona 450
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4-10 net 800
11-17 et 1150
18-25 ner 1000
> 25 ner 950

KonmuecTBO 3/1eMeHTapHOTO KajIbLMsA B €r0 COMAX yka3aHo B Tabmuue 4. OddeKTMBHOCTb BCeX COeit
Ka/ibLua ofuHakoBa. KapboHar, Tpudocdar n uurpar xapakTepusyoTcs Haubojee BBICOKUM IIPOIEHT-
HBIM COfIep>KaHIeM 9/IeMEHTApPHOTO KaJIbLVisA, I03TOMY UX IpueM 6oree npepnourutened. Comy KaabLus
MIMEIOT Xopoumii mpoduiab H6e3omacHocTy. CaMble pacIpoCTpaHEHHbIe HeXKemaTelbHble 3P PeKThl — Me-
TEOpPV3M U 3aIlOp — Yallle BCTPeYaroTCs Ipy IpueMe KapOoHara, pexxe — uurpara. Comy KaabIys peKo-
MeH/yeTCs IPUHMMATh BO BpeMs WM Cpasy Imocie efpl. MoHoTepamus KajablimeM MeHee 3¢ dexTrBHa,
yeM KOMOVMHAIVsI Kaablysi C BUTAMUHOM D, I09TOMY /s IOTEHUMPOBAHMSA KIMHNYIECKOro addexra u
y/IydIIeHVsI BCACIBAHVsI COMY Ka/IbIMsI CIeAyeT codeTaTsb ¢ ButamuuoM D [23]. Heobxopumo yuecTs, 4TO
B OOJIBIIMHCTBE KOMOVHVPOBAHHBIX (PapMaKOIOrnuecKnx f00aBOK, COfiepyKaluX Kaabyil 1 BUTaMuH D,
no3a ButaMuHa D HemocTaTtovHa.

Tabnuia 4. KonndyecTBo 3/1IeMeHTapHOTO KaIbLMsl B €r0 COX [23]

Conpb kKanpuusa (1) JeMeHTAPHBIN KanbIuit (Mr)
Kap6oHar xanbijus 400
Tpudocdar xanpuna 399
Lurtpar Kanbuusa 211
I'mokoHaT KanmpIus 89

Huskuit ypoBenb ButammuHa D y manyentoB ¢ MB nmoaTBep>xjieH B OOJIbIIOM KONMMYECTBE MCCIEROBA-
HUJ, BBITIOJTHEHHBIX B Pa3HBIX CTPaHaX MMPa, HAXOMALIMXCSA Ha pasHbIX reorpadgudeckux mmpoTtax. Kak
Uy JTIOfielt, He CTpaJjalollyiX 9TUM 3ab0IeBaHueM, O HeloCTaTKe BUTaMVHa D CBUIeTeIbCTBYeT YPOBEHb
25(OH)D cwiBopoTtku kpoBu < 30 Hr/mn (< 75 HMonb/n) [22, 23]. IIpuunHaMy HU3KOTO COIEpKaHUS
BUTaMMHa D B OpranmsMe CYMTAIOT: YMeHbIIeHMe abcopOuuy BuTamuHa D B KuIleYHMKe BCIENCTBUE
MAaHKPeaTMYeCcKOll 5K30KPMHHOI HENOCTATOYHOCTH, HapyllleHue TUAPOKCUIMPOBAHMA BUTaMMHa D
B IIeYeHN, CHIDKEHVe YPOBHA BUTaMUH D-cBsi3biBaroliero 6enka, nsberanye npeObBaHNUs Ha CONMHEY-
HOM CBeTY 13-3a GOTOCEHCHOMIN3AN IpU IpyieMe HeKOTOPBIX aHTMOMOTIKOB, HEJOCTATOK >KMPOBOII
TKaHU, HaKaIIMBaloIein Buramus D.

s npodunakTuky geduunuta ¥ HEZOCTaTOYHOCTY BUTaMMHA D peKOMEHAYIOTCS BOOaBKM HATMBHOTO
Butamuua D: D2 (sprokaneimdepon) mwim D3 (konekanbundepon nam xonekansuudepon) [22, 23]. Ha-
3HaueHMe BuTaMiHa D3, BO3MOXXHO, 6071ee IpeAIoYTUTeNIbHO, 4eM BuTaMmHa D2, mockonbky Butamme D3
uMeeT 6MOXMMIYeCKIe IPeVIMYIIeCTBa — OH JIy4llle CBA3bIBaeTCs ¢ D-CBsA3BIBAIOIINM O€/IKOM B CHIBOPOTKE
KpOBH, BCIEACTBYE Yero BeIBefleHMe D3 13 oprannsmMa nIpoucxoauT MenneHHee. IIpu cpaBHUTEIbHOM Ha-
3Ha4YeHUV 9KBMBAJIEHTHBIX 03 ButaMuHOB D3 11 D2 y 60mpabix MB 25(OH)D noBbiirancs B CBIBOPOTKe
KPOBU OBICTpee MpK UCIIOb30BaHNM KoneKanbundepona [22]. Kpome Toro, konekaabiidepos ncrioab3o-
BaJICs B OOJIBLIMHCTBE MCCIEOBAHNI II0 JIe4eHIIO OCTEOII0P03a, OH ABJISETCS S9HIOTeHHO CUHTE3UPYeMOil
¢dbopmoit BuTammHa D, T03TOMY €ro mpueM IpearnodTuTeNnbHee.

PexomeHpanuu 1o AarHocTyKe 1 e4eHnIo fepunura sutammnta D npencrasnenst PoHIOM MYKOBMCIIN-
nosa (The Cystic Fibrosis Foundation) B 2012 r. [22]. Bcem naumenTam ¢ MB crefyeT mpoBecTu nccneno-
BaHye 25(OH)D criBopoTku kpoBu. Konekanbimdepon pekomenioBan BceM 60nmbHbIM MB. Ero Mo>xHO
IPVHMMATDb IEePOPaNbHO OMH Pa3 B JIeHb eXXEeTHEBHO VI OIVIH pa3 B Hefle/io (B 9KBMBAJIEHTHBIX 1033X),
4TOOBI OAAep>kMBath KoHeHTpanuio 25(OH)D ceiBopoTku He Menee 30 Hr/mi (75 umons/n). [lepep mo-
BBILIEHMEM JI03bI CTIefyeT YOeaUThCs B IPUBEPXKEHHOCTY IaljMieHTa K Tepanui. [IoBTopHOe uccefoBanme
yposH:a 25(OH)D nocne nosbimeHnsa po3sl Butamuaa D3 mposopaT yepes 3 mec. Ilpu mepeBope 1036

139



HAIMOHAJIbHBIVI KOHCEHCYC

ButamuHa D n3 mxr B ME ucnonssyerca popmymna: 1/40 (1 Mxr = 40 ME). AKTuBHBIe MeTabOMIUTHI BUTA-
MuHa D MoryT 6bITh Ha3HaueHbI IPY TPYRHOCTAX JedeHNs Aeduiura BUuTaMuHa D TO/NbKO mocie KOH-
CY/IbTALIMM CO CIIELVAJIICTOM.

PexoMeHpma1uy B pa3mMyHbIX Bo3pacTHbIX rpynmnax (Taom. 5) [22]:

Y demeti 0o 12 mec HayanbHas fo3a ButammHa D3 cocrasimsier 400-500 ME/cyT (06BI9HO cOmep)KUTCs

B 1 MJI CTaHAPTHBIX AeTCKUX BUTaMUHOB). [Ipu ypoBHe 25(OH)D cbIBOpOoTKY KpOBU:

o < 10 Hr/mn (25 HMOMB/MT) 1 BBICOKOM PMCKe Pa3BUTUA PaXNTa peKOMEHYIOT HEOT/IOKHOe Ha3Ha4YeHe
BUTaMyHa D3, KOHCY/IBTUPYACDH CO CHELMANTNCTOM, MMEIOIMM OIIBIT Tepanuy BUTaMuHoM D;

o 0T 2 20 ur/mn (= 50 HMonb/1) mo < 30 Hr/mn (< 75 HMONB/N) f03y BUuTaMuHa D3 moBbImaoT
mo 800-1000 ME/cyrT;

o < 20 Hr/mn (< 50 HMOJB//T) WIN TOCTOSSHHOM YpOBHe B Ipefenax oT = 20 Hr/mn (=50 HMOb/n)
1o < 30 Hr/mi (< 75 HMOJB/JI) HECMOTPsI Ha COOMIOfieHNe peKOMEeHalnii o pueMy BuTaMmHa D3,
[03y YBEeIMYMBAKOT N0 MakcuMmanbHou — 2000 ME/cyt. Ecnu u Ha 2101 103€ He ylaeTcs JOCTUTHYTh
yposu: 25(OH)D > 30 ur/mn (75 HMO/B/ 1), peKOMEH/J0OBaHa KOHCY/IbTALM CIELMa/TNCTa, IMEIOIIEro
OTIBIT Tepanuy BUTaMuHOM D.

Heob6xo00umo dob6asnamv monvko eumamun D, a He yeenuuusamo 003y MyniomusumamuHos!

Y Oemeii 8 8o3pacme om 200a 0o 10 nem HadaabHas Ko3a ButamuHa D3 cocrasiser 800-1000 ME/cyT. [Tpn

yposHe 25(OH)D cbiBOpoTKM KpOBU:

o 0T 220 Hr/m (= 50 HMOB/ 1) 10 < 30 Hr/MII (< 75 HMO/B/JT) HECMOTPSI Ha COOIOIeHIIe PeKOMEeH AN
no npuemy Butamuna D3, nosy nospimarr go 1600-3000 ME/cyT;

o <20 Hr/Mn (< 50 HMOB/T) VIV IPY ITIOCTOSTHHOM YPOBHE B inanasoHe ot > 20 Hr/mi (= 50 HMo7b/ 1) o
< 30 Hr/m1 (< 75 HMOB/JT) HECMOTPS Ha COOMIOfieH1e peKOMEeH Al 110 pueMy ButammuHa D3, fosy
YBENMYMBAIOT 1O MaKcuManbHoOM — 4000 ME/cyT. Ecnu n Ha 9T011 103€ He yhaeTcss JOCTUTHYTh YPOBHS
25(OH)D = 30 ur/mn (75 HMONB/), peKOMEH/[0OBaHa KOHCY/IbTALlMs CIELVa/NTNCTa, VIMEIOIIETO OIIbIT
Tepanuy BUTaMuHoM D.

Y demeii 6 so3pacme om 10 nem u 83pocnvix HadanbHast fosa Burammua D3 cocrasisier 800-2000 ME/cyr.

[Tpn yposre 25(OH)D cpIBOpOTKM KpOBU:

o 0T 220 Hr/m (= 50 HMOB/ 1) 10 < 30 Hr/MII (< 75 HMO/IB/JT) HECMOTPSI Ha COOIOIeHIIe PeKOMEeH AN
no npuemy Butamuna D3, nosy nospimaror go 1600-6000 ME/cyT;

o <20 Hr/mz (< 50 HMO/IB/T) WM IIPY TIOCTOSIHHOM YPOBHE B IIpefienax oT = 20 Hr/mi (= 50 HMOmb/ )
1o < 30 Hr/mi (< 75 HMOJB//I) HECMOTPsI Ha COOMIOfieHNe peKOMeHalnii 0 pueMy BuTaMmHa D3,
[03Y YBEIMYMBAIOT O MakcumanbHoi — 10 000 ME/cyn. Ecnu u Ha aT011 f03€ He yaaeTca JOCTUTHYTh
yposu: 25(OH)D > 30 ur/mn (75 HMO/B/ ), peKOMEH/J0OBaHa KOHCY/IbTALM CIELMa/TNCTa, IMEIOIIEro
OTIBIT Tepanuy BUTaMuHOM D.

Tabmuua 5. HayanbHble gosel Butammuna D3 (ME/cyT) u pekoMeHganmm 1o nedeHuto feduimra
ButamMmHa D y mereit u B3pocnbix ¢ MB (agantuposano us [22])

Bospacr HavanpHas mosa YBenmmuenHas mo3a MaxkcumanbHasa mo3a*
C poxpenns o 12 mecAunes 400-500 800-1000 2000
C 12 mecares go 10 et 800-1000 1600-3000 4000
C 10 go 18 net 800-2000 1600-6000 10000
Bornee 18 et 800-2000 1600-6000 10000

* Hp]/[ OTCYTCTBUN 3(1)(1)CKT3 HeO6XO,T_[I/[MbI KOHCY/IbTallVIM CO CIIENVIa/IVICTOM C OITbITOM pa6OTbI ¢ ButaMmHOM D mmm 9HIIOKPMHOIOTOM.

Cy1ecTByeT HECKOIBKO MICC/IefOBaHMII 110 9 (GeKTMBHOCTY Kajblya 1 BuTamuHa D y feteit ¢ MB, HO oHn
KpaTkoBpeMeHHBI [22]. HeT mokasaTenbcTB Kak 3a, Tak 1 MpOTHB IpueMa ButamuHa D. Bypyuiue nccneno-
BaHMA JO/DKHBI BK/IIOYATh M3ydyenue BmusAHKA ButamuHa D Ha MIIK, cmepTHOCTD y miofeit ¢ MB, nerod-
Hble 000CTpeHM s U BHeJIETOYHbIe OCTIOKHeHA. OTBeTHI Ha 9TI BOIIPOCHL OYAYT AaHbl TO/NbKO 10 3aBepiie-
HUMY TIIATETbHO MTOJ0OPaHHBIX ¥ XOPOIIO CIVIAHMPOBAaHHBIX MCC/IETOBAHNIL, IIOCBAIIEHHBIX IIPYMEHEHNIO
BuTamyua D npu MB.
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6.1.6. Jleuenne ocreonoposa
3ajjauaMy JieueHUsA OCTeOIopOo3a ABIAITCA: IPefloTBpallieHe IIepPelIoOMOB KOCTell, MOBBIIIeHNe KauecTBa
JKU3HU, 3aMeflJIeHNIe VI IIpeKpallleHye TOTepy KOCTHOM Macchl, y feTell — obecneyeHre HOPMaabHOTO Po-
cTa. J/ledeHne OCHOBHOTO 32007IeBaHMA IIPU BTOPMYHOM OCTEOIIOPO3€e, K KOTOPOMY OTHOCUTCS OCTEOIIOPO3
npu MB, siBisieTcst 00513aTe/IbHBIM.
K nemeouxamenmo3nvim memodam OTHOCATCA oOlIMe peKOMeHAALuu: oOpa3oBaTe/bHbIe IPOTPaMME,
x07b0a 11 BBITTO/THEHME (PU3MYECKNX YIPaKHEHMIT, HOLIEHNE KeCTKUX U MOTY>KeCTKIX KOPCEeTOB JI/IS CHU-
YKEH1 BBIPQXKEHHOCTH 00/IEBOTO CHH/POMa IIPY [lepe/ioMax M03BOHKOB, anmapaTHas ¢usnorepanus [18].
DapmaxonozuuecKoe nevexue
Ha ceropHAnIHMIT leHb McCIefoBaHNA papMaKOTOTMYeCKIX BMEIIaTe/IbCTB Y IeTell, HOAPOCTKOB U B3POC-
nbIX ¢ MB B 3HauMTeNIbHO CTeIIeH) OTPaHNYMBAIOTCA HEMHOTOYVC/IEHHBIMY PaH/IOMM3UPOBaHHBIMI KOH-
TPOIMPYEMBIMU VICCNIENOBAHUAMU C OOJIBIION KIMHIYECKON reTepOreHHOCTbIO, ONVICAHNEM Cepuil CIyda-
B, HaOJTI0IaTe/IbHBIMM VI C/Ty4ali-KOHTPOJIb MCC/IEROBAHNAMY C Mol BbIOOpKoIL [2, 17, 26, 27].
Epomnerickne pekomerganyy 2011 r. [17] mogpo6HO ocBemaoT Kak NpopIaKTUKY, TaK 1 JIedeHre 00/b-
HbIX MB ¢ HU3KOJI KOCTHOJ IVIOTHOCTBIO U 0cTeonopo3oM. OHAKO, IO CIPaBe/IMBOMY 3aMEYaHUIO aB-
TOPOB 9TOTO JJOKYMEHTA, J0Ka3aTenbHas 0a3a OObIIMHCTBA peKOMEH/JAIINIT IMeeT YPOBEHb JJOKa3aTellb-
Hoctu D (oTmenbHBbIe cryyay / cepuim CIydaeB MM MHEHVE S9KCIEPTOB) B CBS3U C HU3KUM Ka4eCTBOM I
KO/IMYEeCTBOM OIYO/IMKOBAHHBIX MICCIIEOBaHMIT ¥ 60/bHBIX MB, a OCHOBHbIE II0/IOXKEHVsI OCHOBAaHbI Ha
OIIbITE JIeYeHM s MALMEHTOB C IePBUYHBIM OCTEOIIOPO30M, IIPeXKe BCero C HOCTMEHOIay3aIbHbIM, U BTO-
PUYHBIM OCTEOIIOPO30M (BKJIIOYas y fieTell) Ha oHe APYrux 3a60meBaHu.
Cornacuo EBpomnerickum pekomenpganusam [17], neuenne 6uchocdoHaTamMy peKOMeHJOBAHO B3pOC-
NBIM 607MbHBIM MB, KOTOPBIM IIPOBOAUTCS WM IIAHUPYETCS TePaIys CUCTEMHBIMU IIePOpaTbHBIMU
I'KC B Teuenue > 3 mecaues npu MIIK no Z-/T-kputepuio < -1,5 SD nnn meHee, a TakKe ¢ HU3KOIHEp-
reTUYecKNMIU neperomMamu Ha ¢poHe npuema cucteMHbx [KC. C y4eToM poBeeHHBIX UCCIIe[OBAHMNIA
y meTell ¢ ApyruMu 3ab0eBaHUAMMI NIPEJI0KEHO PacCMOTPETh BOIPOC 0 nedeHun bucpochonarammu
(B cCOTpygHUYECTBE C JeTCKMM 9KCIIEPTOM II0 OCTEONopo3y) AeTelt ¢ MB, OCTOAHHO NPUHMMAOIINX
cucremuble 'KC B TeueHue > 3 MecsAleB, U ¢ aHAMHE30M HM3KO3HEPTeTUYECKUX IepeslOMOB 1/MIN
MIIK no Z-xpurepuio < -2 SD [17].
Yxe mocie my6nmMKanuy 3TUX peKoMeHpanuit ana 6onbHbIX MB pabodyas rpynnma MexayHapomgHOTroO
donpga ocreonoposa (International Osteoporosis Foundation) n EBpomeiickoro o6mectBa kanbiudu-
nuposaHHol TKaHy (European Calcified Tissue Society) chopmynmpoBana kiodeBble IOTOXEHNA KN -
HIYEeCKVUX PEeKOMEeHMIALNII 110 BefleHNI0 OONbHBIX 18 j1eT u cTapiie ¢ ITIOKOKOPTUKOUIHBIM OCTEOIIOPO-
30M [28], KoTOpbIe /IerT B OCHOBY MHOTMX HAaIlOHA/IbHBIX KIMHNYECKNX PeKOMEHAIil, B TOM 4YICTIe
poccmitckux [29]. CormacHO 3TUM K/IIOYEBBIM IIOJIOKEHMAM, opueHTupoBarbca Ha MIIK mo T-xpu-
tepuio < -1,5 SD (Z-xpurtepnit He UCHONMB3yeTCsA) AA Ha3HAYEHMS JIeU€HUS MOXKHO JIUIIb Y MYXXYMH
crapiue 50 sieT U y KeHIMH MOC/Ie HaCTYIVIeHNA MeHOIay3bl, KOTOPbIM IJIAHUPYETCS U/IU IPOBOJUT-
cs purenbHas (= 3 mec) Tepanusa [KC. B aToit BO3pacTHOI KaTeropun jedyeHne Tak)Ke Ha3Ha4aeTCs
IpY Ha/JIM4YMY HU3KOIHEPTeTUUeCKMX Iepe/IoOMOB B aHaAMHe3e U BBICOKOM pUCKe IepeloMOB IO KOM-
nploTepHoMy anroputMy FRAX®. Uto kacaeTcss MOTOABIX B3POC/BIX MAIMEHTOB (MY>XYMHBL o 50 et
U SKEHIIVHBI e TOPOJHOTO BO3PaCTa), KOTOPBIM IIPOBOANUTCS VIIM IJIAHUPYETCS IOCTOSIHHAS Tepanus
nepopanbubiMu I'KC B TeueHne > 3 Mec, jledeHre peKOMEHJ0BAHO IpY Ha/JIM4YUM HU3KOIHEpreTuye-
CKIX IIepe/IoMOB B aHaMHe3e. [Ipy oTCyTcTBUM IepesloMOB IpeJlaraeTcs pelaTb BOIPOC O JIeYeHUN
VHAVBUAYATbHO, IPUHMMAas BO BHUMaHMe He TONbKO nokazateny MIIK (4eTko moporoBblil ypOBeHb
He OIIpefiefieH), HO U Apyrue (pakTopbl pucKa MepeIoMOB. ITO CBA3AHO IpPeX/e BCEro C TeM, YTO MO-
JIofble MALMEHTHl UMEIOT MEHBbUINI PUCK OCTEOINOPOTUYECKNX MEepeIOMOB II0 CPAaBHEHUIO C JIIOIbMU
6ostee cTapiero Bo3pacrta 1 oKa3aTenbCcTBa 3hPekTMBHOCTU PapMaKOIOrNIeCKOTO IeYeHNs IS 3TOM
BO3PACTHOJI IPYIIIbl OTPaHNYEHbI, 0COOEHHO 10 CHYDKEHUIO PIUCKA [ePeTOMOB.
ITomMyMO 6OTBbHBIX, HAYABIINX VU IPOJO/DKAIOIMX ANNTeNbHbI ipreM cucteMHbx ['KC, B EBponeiicknx
pexomeHpanusax nmo MB [17] mpennioskeHo HasHauaTh ynedeHne 6ucocdoHaTamm B3pOCIBIM OONTBHBIM
¢ MB, ecnu y Hux:
a) eCTb HM3KO9HepreTIyeckKe IepeioMbl B aHaMHe3e; /N
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6) MIIK nosicHu4HOro oT/jena MN03BOHOYHMKA, VM O0Iero mokasaTessi MPOKCUMAaIbHOTO OTAeNna benpa,
wn 1ieviku 6expa o Z-/T-xpurepuio cocraysiet < -2 SD u HabmopaeTcst ee CHbKeHme (> 4% B rof) npu
MIOBTOPHBIX M3MepeHUsAX MeTofoM DX A HecMOTpsI Ha ONTMMabHOE KIMHINYECKOE BeleHle TalllieHTOB;
n/mmm

B) MIIK no Z-/T-xpurepuio <-1,5 SD 1 o>xxmupaeTcs unm y>ke mpoBefieHa TPAaHCIUTAHTAIVY OJHOTO OpraHa.

B EBporeiickux peKoMeHJalusX 110 IeYeHMI0 0CTeonopo3a y 60mbHbIX MB [17] 0TaenpHO BbljjeieH IYHKT

0 KOppeKLMM 3H[JOKPUHHBIX HapyuieHuit. [Ipu npepnonaraeMom fiepuunTe I0TOBBIX TOPMOHOB IIPeJIO-

YKEHO OILIEHUTH OOIINIT I CBOOOIHBIN TECTOCTEPOH Y MY>KUUH, 3CTPAAVO/ ¥ CBA3BIBAIOLINII IIOTIOBBIE TOP-

MOHBI ITIOOY/INH Y >KeHIIMH. Tepamnus MOoIOBbIMM CTEPOMHBIMY TOPMOHAMY PeKOMEH/I0OBaHa y OOIbHBIX

MB ¢ m1abopaTopHO OATBEP>K/IEHHBIM Je(DUIIMTOM CTEPOUTHBIX IIOTOBbIX TOPMOHOB. /leyeH1e TOpPMOHOM

pocTa IpefIaraeTcsl pacCMOTPeTh (B COTPYAHMYECTBE C SHJOKPUHOIOTOM) Y JIeTel C TSXKEIOM 3aep>KKOI

POCTa; HO Iepes Ha3HaYeHMeM TaKOJ Tepaluy IOJDKHBI OBITh MCK/IIOUEHBI Hefjoelanne, Maababcopoius,

cBsI3aHHBII ¢ MB caxapHblit ArabeT 1 Apyrue NpUYMHBI IIFIOXOTo pocTa [17]. B oTHOLIEHNM 3TUX peKOMeH-

FALuii CJIeAyeT Cpa3y OTMETUTD, YTO Ha3HAUeHMe CTEPOVIHBIX II0/IOBBIX TOPMOHOB TpeOyeT KOHCY/IbTAIN

OTIBITHBIX Bpaveil Pas/JIMYHBIX CIEeLMaTbHOCTeN (He TOTBKO SH/JOKPUHOJIOTA, HO ¥ TMHEKOJIOTa-3HIOKPU-

HOJIOTa, aHAPOJIOTa U IPYTUX CIIENVAINCTOB) U IPUCTAIbHOTO HAOIIONEHNS, YTO CBSA3aHO C Pa3BUTHEM

6O0JIBIIIOTO YMCIIa He)XXeMaTe/IbHbIX MOOOYHBIX SIBJIeHMII. B HacTosIee BpeMs HeT JOCTaTOYHOTO KOJIu4e-

CTBA KJIMHNYECKVX VICC/IENOBAHMI 110 9 (eKTUBHOCTY IIO/IOBBIX TOPMOHOB IIPY OCTEOIIOPO3€e Y MY>KUUH,

PeKOMeH/Iali M TI0 MCITO/Ib30BAHMIO TECTOCTEPOHA He MMEIOT BBICOKOI CTETIeHN JloKasaTenbHocTH [18, 30].

YuuThiBas yBeMMdYeHUe MPOJO/DKUTETbHOCTY XXI3HM [AlIMeHTOB, He/Mb3sl He YHOMSAHYTh 06 0o0Iux pe-

KOMEH/IAIVIAX 10 BefIeHNIO NAllYIeHTOB C OCTEONIOPO30M, KOTOPbIe IMEIOT BHICOKMII YPOBEHb JJOKa3aTe/lb-

HOCTH. [I/11 /TedeHns )XeHIIVH B IOCTMEHOIIay3e IIpenapaTaMu IepBoil TMHUN ABJATCA 6uchocdoHaTe

(anmeHppoHOBas1, pu3epOHOBast, NOAHAPOHOBAS, 30/IePOHOBA KUCIOTHI), IeHOCYyMab 1 Tepunaparus. Te-

pUIIapaTuyi peKOMEHJ0BaH B KayeCTBe TePaNny MepBOI IMHUY Y ITALMEHTOK: C TSDKEIbIM OCTeOII0PO30M

(omuH 1 6071€€ IepeTOMOB TeJl TO3BOHKOB WJIN IIePEe/IOM IMTPOKCUMAIbHOTO OT/iena Oefipa, MHOTOYMC/ICHHbIE

IIOBTOPHBIE IIePeIOMbI KOCTeil CKeleTa), Ipy HeapPeKTUBHOCTY NpeAIIecTBYIONMell aHTOCTeOIIOPOTH-

4eCKoll Tepanuu (HOBBIE IIepeTOMBI, BO3HUKIINME Ha (HOHEe JieueH Vs, Y/ WIN NPOJO/DKAloIleecs: CHIDKEeHMe

MIIK), c HelepeHOCHMOCTBIO IPYTUX IIPENapaToB [JIA JIeYeH)sI OCTEOII0PO3a WIM IPY HAIMYUY IPOTH-

BOIIOKa3aHmil Iy ux HasHadeHus [20]. [Ipu ocTeonmopose y My>kunH HasHa4aoT 6ucdocdoHarer (aneH-

IPOHOBYIO, PU3EAPOHOBYIO, 30/IePOHOBYIO KUC/IOTHI), TepuIapaTyy, (II0Ka3aHus Te Xe, YTO ¥ IPY HOCT-

MEHOIIay3a/IbHOM OCTeOIopo3e), feHocyMab (B PO saperncTpupoBaH TONBKO /IS JIEY€HVS] CEHUIBHOTO

0CTeOoIopo3a U JIEKAPCTBEHHOTO OCTEONOPO3a, BBI3BAHHOIO FOPMOH-/IeIPUBAIMOHHON Tepamnueit) [20].

[TaneHTaM € TIIOKOKOPTUMKOUIHBIM OCTEONOPO30M 18 jieT m crapiie pekoMeHoBaHbl 61cdocdoHaThI

(aneHIpOHOBAsI, 30/IEAPOHOBAS KMUCIOTHI), aKTUBHBIE MEeTAOOMUTHI BUTaMuHa D, a [/is1 1e4eHus TsHKeToro

ocreornoposa — Tepunaparup, [28, 29].

[Tpn nevennn 6ucpocdonaramy, eHOCYMaOOM ¥ TepUIAPATHUOM MALIeHTaM PeKOMEHYIOT IPYHMMATb

Kajpuit v ButamuH D3. Tepanus aktuBHBIMU MeTabonuTaMu BuTaMuHa D He TO/KHA cOYeTaThCs C Ipu-

eMoM HaTuBHOro sutammuua D (D3).

B HacTosiIee BpeMsi JiedeHne OCTEOOpO3a B IETCKOM BO3PACTe HAXOAUTCS B CTaiUMU pa3paboTKu 1 ompe-

e/AeTCST XapaKTePOM OCHOBHOTO 3a00/ieBaHMsI, BO3PACTOM pebeHKa, HaMn4meM IIepPeToMOB, COCTOSTHIEM

OPraHOB JeTOKCUKALINY, XKETy[IOYHO-KUIIEYHOro TpakTa. OTCYyTCTBME MCCIeOBAHNI, OPYEHTNPOBAaHHbBIX

Ha NPO(MIAKTUKY PasBUTHA IIEPBOTO IepeoMa, 00yCIIOB/IMBAET JOBOIBHO KOHCEPBATUBHBIN IIOJXOJ, KOI/ja

JIeKapCTBEHHasI TepaIys Ha3HA4aeTCs MallieHTaM C IBHOJ XPYIIKOCThIO KocTell. Hanbomnee yacTpiM nokasa-

HYEeM K Ha3HaYeHUIO JiedeHrs Ipy MB sB/IAI0TCS HUSKOSHEpreTMYeCcKye IepPeoMbl Tell II03BOHKOB, TOBTOP-

Hble ITepe/IOMBI JUIMHHBIX TPy6uaThIx kocTeit [17]. JledeHne MoxkeT ObITh Ha3HaYeHO npy Huakort MITK y

¢ MB, oxujaomyx TpaHCIUIAHTAIMIO OpPraHa 1 Ioc/Ie TpaHCIuIaHTauym [17]. Y gpyrux 60/1bHBIX pelieHue

0 Ha3HAYeHMY JIeYeHMsI IPUHVMAETCS MHANBUYA/IbHO, C Y4eTOM (aKTOPOB PUCKa OCTEOHOPO3a.

bucdocponarsr
Bucdocdonarsr (BD) sBIATCA CUIPHBIMM MHIMOUTOPAMM OCTEOKIACTUYECKOV KOCTHOI pe30opOumm.
OHM CHMXAIOT peMOfieNMpoBaHue KOCTH (T.e. BO3JEIICTBYIOT Ha pe3opOuuio u ¢GopMupoBaHue KOCTHOI
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tKaHu). B Poccun 6ucdocdonatsr mpepcTaBieHbl aneHpOHOBON, 30/IEAPOHOBOI, MOAHIPOHOBOI U PU-
3eJpOHOBOI KucnotaMmn. [lamugpoHoBas, aTUPOHOBAsA U KIOAPOHOBasA KUCIOTHI He 3aperUCTPUPOBAHDI
JUIS JIe4eHNS TIePBMYHOTO ¥ BTOPMYHOrO ocTeonoposa B PO [18]. Hu B ofHOI U3 MHCTPYKIWIL IO NIPU-
MEHEeHMIO pa3nnyHbIX b® HeT Moka3aHMs K UCIONb30BaHMIO ¥ 60m1bHBIX MB. Tem He MeHee aTa rpymmna
AQHTMOCTEOIIOPOTUIECKIX CPECTB CUNTACTCSI OCHOBHOI /IS JIEYeHNs 0CTeonopo3a y 60nbHbIX MB. Yuu-
TBIBAIOTCSA JIOKa3aTe/lbCTBA BbICOKOTO ypoBHsA (KokpaHOBCcKuMit cucremarmdeckuil aHanus [26]) addexra
HepopaibHbIX U MapeHTepanbHbIX 6mcdochonaroB Ha MIIK nmoscHMYHOrO OTAENa U MPOKCUMATBHOTO
oTziena 6epeHHoO KoCTI Yepe3 12 u 24 Mec HAOMIOeH s B PAaHAOMIU3UPOBAHHBIX KIIMHUIECKUX UCCTIENO-
BaHUAX Y 601bHBIX MB. Masnoe 4ncio Hab/mogeHNs He TO3BOJIN/IO BBIABUTD CHIDKEHNE PYICKA IIEPe/IOMOB
IIpU AIUTEIbHOCTY JIeYeH 2 TOfa.

b® He crefyeT Ha3HAYaTh MALEHTaM C fepUUNUTOM BuTaMyHa D vim 60MbHBIM ¢ HAPYLUIEHHON QYHK-
el modek (y B3pOC/IbIX OO/IBHBIX MCIOIb3YeTCs pacyeT KIMpeHca KpeaTuHuHa 1o popmyne Kokxpod-
ta-TonTa). B® MMeIOT IUTe/NbHBII NepUOoJ, IOTYBbIBEeHNS 13 KOCTI U CHOCOOHBI IPOHMKATD B IIAIeH-
Ty. JKeHImMHY fleTopoHOrO BO3pacTa cIefyeT MpefynpefuTb 0 BO3MOKHOM HeXKe/laTenbHOM 3 dexTe
Ha 110/, 1 MHPOPMUPOBATh O HEOOXOAMMOCTH [/INTETBHOTO MpreMa KOHTPALENTUBHBIX MPenapaToB
[18]. IIpu HasHayeHun b, obnagaomux runokanbyueMndeckuM ahppekToM, crefyeT OnTUMU3NPOBATH
IpueM KaJbI .

[TepopanbHble popMbl (aeHJpOHOBAs, PU3EAPOHOBasI, NOAHIPOHOBAsI KMCIOTHI) NMEIOT OIpe/e/IeHHbIN
ITOpUTM IIpyeMa (YTPOM, CTPOro Haromak 3a 30-60 MUHYT J10 efIbl, 3alIMBas CTAKAHOM BOJBI, B TIOJIOXKe-
HUU CUJISI WIK CTOSI; TIOCTIe TIpMeMa IIperapara Hellb3sl TOXUThCs B TedeHue 30-60 muH). [lepen Ha3HavueHN-
eM CJIefiyeT OLleHUTb cocToAgHMe BepxHuX oTfenoB JKKT y manuenTa. Cpeu IpoTUBONOKA3aHNI K IPUEMY
nepopanbHbiXx B — MampabcopOLyist KambLyist, CTPUKTYPBI MM aXanasus MAIIEeBOJA U APYTie COCTOSHU,
IPUBOAAIINE K 3aTPYJHEHNIO IPOABILKEHNA MUY 110 nuieBofy. C 0CTOpOXKHOCTbIO Ha3HAYAIOT IIPU 3a-
6onesanmsax JKKT B ¢pase ob6octpenns (mucdarus, a3odarut, racTput, LyoHeHNUT, i3BeHHas 00e3Hb JKe-
TypKa n 12-TiepcTHOM KMIIKY), TMPPO3e TIeYeHN C IOPTATbHOI TUIIepTeH3el.

Anenoponosas kucnoma 70 mr 1 pas B Hefieno. 3apeructpuponana B PO s npodunaktuky u nede-
HIA IIOCTMEHOIIay3a/IbHOTO OCTE0IIOPO03a, 1€4eHN INMTIOKOKOPTUKOMUJHOTO OCTEO0II0PO3a, OCTEONOPO-
3a Y My>X4MH.

Pusedponoeas xucnoma 35 mr 1 pas B Heiennto. 3apeructpuposasa B PO f1s nedeHns mocTMeHOIay3anb-
HOTO OCTEOINOPO03a, OCTEOIIOPO3a Y MY>KYMH IIPYM BBICOKOM PUCKe nepenoMoB. PekomennoBana Consensus
Statement: Guide to Bone Healthand Diseasein Cystic Fibrosis, 2005 [2].

H6anoponosas kucnoma 150 mr 1 pa3 B Mecs1,. 3apeructpuposasa B PO 11 nedeHns nocTMeHomnaysanb-
HOTO OCTEOII0pOo3a.

K nmapenrepanbubiM ¢popmam b® oTHOCATCA 30/mepoHOBas KMUCI0Ta 1 MOAHApOHOBas Kucnora. [Ipume-
HseMasi B 3apyOexHoit nmpakTuke [14] (B ToM 4mcrie isl Ie4eHNsI OCTEONOpo3a Y ieTell) MaMUgpOHOBast
KIC/IOTA He 3aperucrpuposaHa B PO g neyeHns ocreonoposa.

M6anoponosas xucnoma 3 Mr BBOLUTCS BHYTPUBEHHO 60mocHO (B Teuenme 15-30 c) 1 pa3 B 3 MecsAna.
3apeructpupoBana B PO 114 nedyeHns MocTMeHOIay3aabHOTO OCTEONIOPO3a.

3onedponosas kucnoma 5 Mr npuMeHsieTcsa 1 pas B TOJI, BBOAAT BHYTPUBEHHO KalleJIbHO B TeYeHME He
MeHee yeM 15 muH. Hambornee aktuBHbIT a3oTcomepkammit b®. 3aperncrpuposana B PO mia npodu-
JIAKTUKY U JIeYeHNA MOCTMEHOIIay3a/IbHOIO OCTEONOPO03a, INTIOKOKOPTUKONIHOTO OCTEONIOPO3a, NeYeHNA
0CTeoNopo3sa y My>KUlH. B 3apy0Oe>xHOII IIpaKTUKe V [ieTell 30/IefpOHOBas KUCI0Ta IIPUMEHSIETCS B 03e
0,05 mr/kr xaxable 6 Mec. B Bogpacte > 2 et — 0,025 mr/kr kaxx/pie 3 mec [14].

Oco6enHocTn HasHaYeHN 611chOcPOHATOB B JETCKOI MPAKTUKE
Vcnonp3oBanne b® y nereit ¢ MB criopHO 13-3a IOTEHIMAIBHBIX JOITOCPOYHBIX IIP06/IeM 6€30I1aCHOCTH,
BKJIIOYAs TIOfIaB/IeHNe KOCTHOTO peMopenuposanus [31, 32]. Ognako b® B HacTosIee BpeMs peryIsipHO
Ha3HAYaIOTCsI JIeTSIM C HECOBEPILIEHHBIM OCTEOTeHEe30M, LiepeOpaIbHbIM ITapajidoM, IIPK CaxapHoOM anabde-
Te, IpyeMe IIIOKOKOPTUKOV/JHON Tepanuy U [PYTUX 3a00/1eBaHUAX M COCTOSHMAX, COPOBOXK/IAIOLIVIXCS
ocreonoposoM [17, 31, 32]. Bce aTo jaeT ocHOBaHMe A1 puMeHeHus npu MB npu onpepenenuu cooTHo-
LIIeHNs 0/Ib3a-6e3omacHocTh [17].
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Hasnavarorca b® B [jeTcKoil IpaKTHKe pelleHneM KOHCUIMYMa Bpadell y/Way Ipy paspelienny JTude-
CKOTO KOMMTETa ¥ MOAINCAaHNY MTHPOPMIPOBAHHOTO OOPOBOIBLHOTO COITIACK POAUTENAMMI pebeHKa.
AneH[IpoHAT, pM3eHAPOHOBAA KIC/IOTA, MOAaHAPOHOBAS KIMC/IOTA U 307Ie[pOHOBAs KICIOTa He pa3pelIeHbl
IUIA MCTIONb30BAHMA B IeTCKOI IpaKTuKe, u nHbopMauua 06 sapdexTnBHOCTH 1 6€30IacHOCTI TPYMeHe-
HUY JAHHOJN TPYIIIbI IPENapaToB HaXOAUTCA B CTafuy HakomleHusa. OfHaKo B CUTyalluy, KOIZia IO/Ib3a
IpeBbIIIaeT TOOOYHbIE [IeVICTBIA, IIPeNapaThl JaHHO IPYIILI MOTYT ObITH MCIIO/Ib30BAHBI Y IETEI.
Iloxkazanus 0nA Ha3HA4eHUA: HU3KOIHEPreTNIecKye MepesioMbl Tel I03BOHKOB, IIOBTOPHBIE IepeIOMbI
JUIVMHHBIX TPyOUYaThIX KOCTell. Y [pyruxX OONbHBIX pelleHNe O Ha3HaYeHNM JIedeHVA IPUHIMAeTCA MH/-
BUJya/nbHO, ¢ yaetoM MIIK 1 dakTOpoB prcka ocTeonoposa (4acToie 060CcTpeHN: 3a00/1eBaHNA, Tepams,
crioco6crByromye cHbkenuio MITK u mp.). Crenyer yuecTb, 4TO Y OO/IBHBIX, JJIMTEIBHO IPUHIMAIOIINX
cucremuble I'KC, Hu3KO3HepreTnyecKue 1mepesioMbl MOTYT pasBuTbcsA nmpyu HopmanbHoli MIIK. Cregyer
paccMOTpeTb HeOOXOAMMOCTh HasHaueHus Tepanyu 6uchochoHaramu y feteir ¢ MB, oxupaomux nm
IepeHeCcIINX TPAHCIUIAHTALIMIO OTHOTO OpraHa 1 MMerommx Z-kpurtepuit -2 SD vn Hke [33]. Ilpn Ha-
3HaYEeHNM a/IeHAPOHATa OIIEHNBAIOT COCTOSHNE BEPXHUX OT/E/NIOB IUIEBAPUTENIbHOIO TPAKTa (Hamu4nme
s3odarnuta, [OPB), mopranbHad runepTeHsns ABAALTCA MPOTHBOIOKA3AHUEM.

JnurenpHOCTD Meyennsa 6ucpocponaramu

Y nmeTeit IINTENIPHOCTD JIeYeHNs He OIpefe/ieHa, PacCMaTPUBaeTCsl HeOOXOAMMOCTD IIPOJO/DKEHNA Tepa-
UM IO IIpeKpalieHns pocta [14].

CTporux peKOMeHJaLMIi 110 ATUTeTbHOCTY JIeYeHVsI >KEHIIVH JJeTOPOLHOTO BO3PAcTa I MY>KUMH MJIaJjiie
50 j1eT ¢ BTOPUYHBIM OCTEONIOPO30M HeT.

Y B3pOC/IBIX MALVIEHTOB C IIEPBUYHBIM OCTEONIOPO30OM peKOMeHIoBaH npueM b® B TeueHne 3 net s 30-
JIefPOHOBON KUCTOTHL, 5 neT — mst apyrux b®. Ilocnme aToro neveHme MoXKeT OBITh MPORO/DKEHO IIPH
Xopotiei epeHOoCUMOCT 1 3 (PEeKTUBHOCTI Y HALMEHTOB C BBHICOKMM PUCKOM II€PETOMOB (MMEHoInX
B aHaMHese IIepelloMbl II03BOHKOB 1M Oefpa, mpogomkaoumx npueM nepopanbabix I'KC). Ecmu B me-
p1OJ BpEeMEHHOI IPMOCTaHOBKM JledeHns1 6ucdocdoHaToM oTMedaeTcst MOBBILIEHIE MAPKEPOB KOCTHOTO
obMmeHa wm cHibkeHne MIITK, Heo6X0A1MO paccMOTpeTh BOIIPOC O BO30OHOBJIEHIM TepaIuy OCTEOOPO-
3a. Tepanus fo/KHA OBITH IIEPECMOTPEHA, eC/IY Yy 60/IBHOTO II0C/Ie 5-JIETHETO MIPUMEHEHsI IepOpaTbHBIX
6ucdocdonaros B 0611eM HOKa3aTene GeapeHHOI KOCTH UN Lielike 6efpa o T-kpureputo < -2,5 SD [18].

HexenatenbHble ABneHNA npu npuMeHennn 6ucpocdonaros
Kpamxkospemennvie Hexmcenamenvrvle seénenus. Ilpumenenne BP (mepopalabHBIX M HapeHTepaNbHBIX)
y 60nbHBIX MB MOXeT CONPOBOXXAATHCS IOSIBIEHNEM «PeaKIuy OCTPoil ¢assl» B BUfie HEJOMOTaHMS,
KOCTHO-MBIIIIEYHBIX 00JIei, TMXOPAJKY, TOIMHOTHI 1 pBOTHL. OOBIYHO OHY NPOSBIAIOTCA Yepes 24-72 qaca
II0C/Ie TIpyieMa MIepBOi J03bl, COXPAHAIOTCA B Te4eHVEe HeCKO/IbKIX JHE, He HaO/MI0faloTCs IIPU ITIOBTOPHBIX
IIepOpaJIbHBIX IpUeMax i MHQY3NAX, KYIMPYIOTCS IPUEeMOM HeCTePOVUIHBIX IPOTUBOBOCIIAINTEIbHBIX
npenaparos. CHiDKeHMe 103bl B®, Kak mpaBuIo, He IPUBOISAT K YMEHBIIEHNIO BBIPAKEHHOCTI «PeaKIn
OCTpoIt aspl».
BeccumnToMHas runokanpiyeMus oObIYHO HabmofaeTcsa Ha 1-3 geHb. [JoaToMy manyeHTs! ZOMKHBI 0651-
3aTelbHO NMPUHMMATD J00aBKM Kanbuys u ButamyuHa D. Hemeuennasa rumokanmbpiyemns, runodocdare-
M, geuuuT ButaMmuHa D, paxuT 1 ocTeoMansuus siB/IA0TC IPOTUBOIOKasaHsIMK K Tepanvy b [14].
Bonee ceppesHble ocTpble T0O0YHBIE 9P eKTHI, CBSI3aHHBIE ¢ Tepanell (Hapumep, YBenT), HabIo#aoTCs
penKo.
HexenamenvHole A6nenus npu onumenvoi mepanuy. OmaceHns 1o NOBoAYy BoszaeiicTBuA b® Ha muHei-
HBIII POCT Y fieTeil He IO TBePANIICD, MMEIOTCA JJake COOOIeHNsT 00 yIy4LIeHNI TeMIIOB POCTa IIPY OTI-
rocpoyHoii Tepanuu 6uchocponaramu [14].
Y B3pOC/IBIX HALMEHTOB XPOHNYECKOe MOaB/IeH) e KOCTHOTO OOMeHa MIMeeT /IBa PefJKUX, HO Cepbe3HBIX
OCJIO)KHEHUA: OCTEOHEKPO3 YeTIOCTY M aTUIINYHbIe ITepenoMbl. C 9TUM CBSI3aHO BBeJICHME «JIeKapCTBEH-
HBIX KaHVKY/I» IIPU JJINTETIbHOM jedeHnn 6ucdocdoHaTamu y B3poCIbIX. Y fieTell 9TI HeXelnaTelbHble
ABJIEHNS He onucaHbl. [lo HazHadyeHuA edeHns 6ucdochoHaTaMu HeTAM U B3POCTBIM PEKOMEHYIOTCS
KOHCY/IbTal[MsI CTOMATOJIOTa, 3aBepllieHre HeOOXOAMMBIX MHBA3VMBHBIX CTOMATOIOTMYECKUX IIPOLERYP,
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perysipHoe 00C/IefloBaHMe y CTOMATO/NIOra BO BpeMsi Tepalui, a TakXXe eXXefHeBHasl IMIVeHa II0TO0CTU
pra [14, 18].

K arunmnyHbIM neperoMaM, KOTOpble Ha CETOHSAIIHNI eHb He OIMCaHbl y 60/1bHbIX MB, oTHOCAT nIeperno-
MBI, BO3HMKAIOII[VIe B IOf{BEPTEIbHOI 0OIACTI ¥ IO 5 CM HIDKe Kpasi MajIoro BepTesia, MHOTZA — B CpelHel
Tpety OenpenHoi Kocty. OHM BOSHMKAIOT y MALMEHTOB, eunBinxcs ouchocdonaramu, o6pr4H0 Hosee
3 net (B cpepHeM 7 eT), XOTsI BCTPEYAIOTCS MALMEHTDI C aTUIIMYHBIMM TIePeIOMaMyt, KOTOpbIe HUKOI/a He
npuHuMamy B®. 1o cBUAETEIBCTBYET O TOM, YTO y HO/IBHBIX OCTEONOPO30M «(OHOBBII YPOBEHb» aTu-
IYHBIX [TePe/IOMOB ([0 leYeHNsI) He paBeH HYI0. BOMbIIMHCTBO MCCIeOBAaHNIT OOHAPY>KI/IN 3HAYVMMYIO
accormanuio ¢ npuemoM ['KC u ero mponomxuTeibHOCTbI0. AGCOTIOTHBIN PUCK OYeHb HU3KMIIT, COCTABIIS-
eT 3,2-50 crry4aes Ha 100 ThIc manuenTo-ner [18].

AxTHBHBIe MeTaboMUTHI BUTaMuHa D

AxTyBHBIE MeTabO/MTHI BUTAMIHA D He MOTYT MCIIO/Ib30BATHCS LA TeYeHNsI HEOCTATOYHOCTY W Heduiiy-
Ta BUTaMMHA D y B3pOC/IbIX: MX IpUeEM M MOCIENYIOMNIT MeTab0/MM3M He COIPOBOX/AIOTCS POCTOM KOHI|EH-
tpaym 25(OH)D cbIBOpoTKy KpoBH, UTO 3aTPYAHSAET Ta00PaTOPHBI KOHTPO/Ib IeKAPCTBEHHOM Teparun [23].
B ornumyme oT HaTMBHOTO BUTaMMHa D akTuBHBIe MeTabonmuThl BuTaMuHa D (anbpdakanbuymporn
U KaJbUUTPUON) He HYXAAIOTCA B IMAPOKCUIVPOBAHUM B MOYKaX. DTU IIpelapaThl HAIIIN K-
pOKOe IpUMEHEHNe B JIeYeHNM TAIMeHTOB C XPOHUYECKOV 00e3HbI0 IOoYeK, HanpuMep, Ha ¢oHe
caxapHoro amabera. Anbdakanpiuson obnagaeT HEKOTOPBIMM IMPEUMYIIECTBAMY IO CPAaBHEHUIO
C KaJIbLUTPUOIOM B OTHOIIEHNY Pa3BUTKA MOOOYHBIX 93¢ PeKTOB (peke BO3ZHMKAET TUIIEPKaTbIN-
eMus) U TPOJO/DKUTETbHOCTH JelCTBUA. AKTUBHBIe MeTaboNMNThl BUTaMyHa D B kauecTBe cpen-
CTBAa MOHOTEPANNY BK/IIIOUEHBI B €BPONENICKIE KIMHNYECKNE PEKOMEH ALY 110 BEIEHNIO B3POC/IbIX
OOTBHBIX C ITIOKOKOPTUKOUTHBIM OCTEOIOPO30M. DTH IIpemnapaThl MOIYT coueTaTbcs ¢ bucdocdo-
Hatamy [18]. Tepanuio He0O6XOAMMO IPOBOANUTD IO TOCTOSHHBIM KOHTPOJIEM KOHI[EHTPAIM Ka/lb-
nus u ¢pocdaToB B KPOBY, a TAK>Ke aKTMBHOCTY IIeJIOYHOM pocdaTassl.

I pyrue moreHnyaabHble BO3MOKHOCTH AaHTUOCTEONOPOTUYECKON Tepanuy IpyU MYKOBUCIII 03¢
JeHOCYMa6 — IOMTHOCTBIO YeoBeyeckoe pekoMOMHaHTHOe IgG2-aHTNUTeNIo K IMTaHAY pellenTopa aKTu-
BaTOpa sAfepHoro ¢gaxropa kanmna-6era (RANKL). lenHocymab ¢ oueHb BBICOKOT crennpuIHOCTBIO U ad-
¢unHOCTBIO cBA3bIBaeTcss ¢ RANKL. Ero ¢usmonornyeckuit agpdexr Ha RANKL cxox ¢ geitcTBueM 3H-
floreHHoOro octeonpoTterepuHa (mpenarcrsyeT KOHTakTy RANKL ¢ RANK). Takum o6pasom nogassaeTcs
o6pasoBaHe, PyHKIVIOHMPOBaHE U BBDKMBAHE OCTEOK/IACTOB I TEM CAMBIM CHIKAETCS MHTEHCUBHOCTD
pesop6bunm koctu. [Ipenapar (60 Mr/1 M) BBOGUTCS MMOJKOXKHO 1 pa3 B 6 MecsIieB.

IleHocymab 3aperMcTpUpoOBaH /sl JiedeHNsI HMOCTMEHOIay3a/bHOIO OCTEONopOo3a M OCTEOIopO3a s
MyxurH. ViccnenoBanus y 6onpHpix MB He nposopmmce. ITockonbky RANK 1 RANKL skcnpeccnpy-
I0TCSl HEe TO/IbKO K/IETKaMJ KOCTHOJM TKaHM, HO U KJIETKaMJ MMMYHHOJ CUCTEMBI, BK/II0Yas aKTVBUPOBAH-
Hble T-nmMonuTsl, B-k1eTKy 1 KeHAPUTHBIE KIeTKY, 00/IbIIOe BHUMAHVE YAE/NIAeTCs aHA/IN3Y YacTOTHI
pasmMYHbIX MH(EKUNiT Ipy Tepanuy feHocyMmaboMm. [1pu nedeHny eHIINMH B TIOCTMEHOIIAy3€ e TaIbHbII
KIVHIYEeCKMIT aHa/IN3 BCeX C/Ty4aeB MHQEKINM MT0Ka3a/l MX reTePOreHHYIO STHOJIOTHIO M OTCYTCTBUE YeT-
KOJI CBSI3) C MOMEHTOM BBeJIeHN s IIpernapaTa JIN IIPOJO/KUTETbHOCTBIO ero mpuema [18].

TepumapaTup — mpemnapar 11 KOCTHO-aHAOO/IYECKOI TePaIy Y B3POC/IBIX C TSKETIBIM IIEPBUYHBIM U I7TI0-
KOKOPTMKOUIHBIM 0CTeonopo3oM. Jleuenne 20 MKT 1 pa3 B [jleHb IOAKOXKHO IPOBOAUTCS He Oojiee 2 JIeT.
Ommcansl cny4yan a¢pdexTBHOrO HazHaveHNs Tepumaparuza (nossimenne MITK) y B3pocnbix 60onpHbIx MB
[27]. IIpenapar He peKOMeH/IOBaH 1A JIeYeHVIS IeTell BCIEACTBYIE PUCKA PasBUTUA OCTEOCAPKOMEI [14].

3aknoueHue. PekoMeHjalMy 110 AMATHOCTHKE, POdUIAKTIKE U TeYeHNIO 0CTeoIopo3a y 6ompHbIx MB
OCHOBAHBI Ha OTPAaHMYEHHOM 4YIVIC/Ie VICC/IENOBAHNUI C HeOOMbIIMY BBIOOPKaMI. BoMbIIMHCTBO 3aK/I0ye-
HIII 110 BeJIeHNIO OOTbHBIX SIB/IIETCSI MHEHMEM 9KCIIepToB. Lleb fanbHeimx 1CcIefoBaHmii B 9T0i 06ma-
CTM — OIIpefie/ieHyie TPYIIIT BBICOKOTO PYCKA Pa3BUTUS OCTEONOPO3a, COBEPIIEHCTBOBAHYE IIPODUIAKTUKA
U PEKMMOB Tepaluy JOCTYIIHBIMU IIpelapaTaMy U IIOMCK HOBBIX JIEKAPCTBEHHBIX CPEJCTB JIIA JIeYeHNA
ocreornoposa y 60onpHbIX MB.
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6.2. MyKOoBHUCIIIT03-aCCOLMMPOBAHHBIN CaXapHBII fuabet

Caxapubiit guaber (CII) - 3aboneBaHne oOMeHa BeleCTB Pa3IMYHON ITUOJOTUY, KOTOPOE XapaKTe-
puU3yeTCs XpOHMYECKOI I'MIepI/iMKeMel, BO3HUKAOIIe! B pe3y/bTaTe HapylIeHUsA CeKpelyy NHCYIu-
Ha, JeVICTBYS MHCYIMHA WM 060uX PaKTOPOB OfHOBpeMeHHO. XpoHndecKas runepriavukemus npu CJI
COIIPOBOXK/IAETCS IOBPEX/IeHNEM, AUCPYHKIIVE Y HEOCTATOYHOCTBIO Pa3/INYHBIX OPIaHOB, 0COOEHHO
I71a3, IOYeK, HePBOB, CepAlia ¥ KPOBEHOCHBIX cocypos [1, 2].

6.2.1. PacipocTpaHEeHHOCTb M XapaKTePUCTUKA

C ynyu4iieHueM TepaneBTMYECKMX BO3MOXKHOCTEN pacTeT MPOAO/DKUTETbHOCTD YKM3HY MALVEHTOB C MYKOBMUC-
nuo3oM — Meayana 39,5 roma sa nepuoy 2003-2012 . B ¢BA3K ¢ 3TMM IMAarHOCTUMPYIOTCA HOBbIE COCTOAHMNA,
TaKye KaK HapylleHye ToiepanTHOCTH K rmokose (HTT) m MykoBuCINIO3-accOIMMPOBAHHBIN CaXapHBIi iya-
6er (M3CJ]). Pacnpocrpanernocts M3CJ] BappupyeTcss B 3aBUCMMOCTY OT VICIIO/B3YIOIIErOCs CKPUHNATA U
mmarHocTrieckux Kputepues [1]. Bonee 50% maumenTo crapuie 30 et nmetor M3C/ [6]. Menuana ne6rora
nuabera — 18-21 rop, pactpoctpaneHHocts M3CJI y meteit mymapie 10 yieT Hy3Kas, 3a KaX/ble TTOC/IEAYIOLIVe
5 net >xusHu puck passurus M3CJl yBemranBaetcs Ha 5% [3]. CormacHo PoccuiickoMy pernctpy maryeHToB
¢ MyKoBucuuao3oM, yacrora M3CJI cocrasser 20,9%, HapymeHnit yrineBogHoro ooMeHa — 45%. Ilo maHHBIM
CIIIA, HOpMa/IbHYIO TOJIEPAHTHOCTD K yIIeBofaM mmeroT 50% pereit n 25% B3pocnbix [3]. Yacrtora amabe-
Ta, 110 JaHHbIM EBpomneiickoro perucrpa 2000 r., Bospactaer ot 5% y mereir 10-14 et mo 12,6% y nogpocTKoB
15-19 net. Yactora M3CJ] Bbliite cpepy xeHIMH 1 nanyeHToB ¢ Mytauysavmu I-111 kmaccoB Ha ¢oHe sK30KpyH-
HOJ1 HEJOCTATOYHOCTY TIOfPKETY/IOYHOI XKeye3bl [3]. CpemHssa Npofo/DKUTENbHOCTD >KM3HM HaryeHToB ¢ M3CJJ
HIDKe 110 CPaBHEHUIO C ManyeHTaMy 6e3 ayabeTa, MeayaHa BbbKyBaeMocTy y nanyeHTos ¢ M3CJI - 24 roga mo
CpaBHEHMIO € 32 TofjaMIl y TAIVIeHTOB ¢ MYKOBVICLIMIO30M, HO 0e3 muabeTa. CaxapHblii iyabeT yBe/IMIMBaeT pUcK
CMEpTH MALMEHTOB C MYKOBUCIIVIZIO30M B IIEPYIOJ, O>KU/AHVIS TPAHCIUIAHTAINY /IeTKuX [5]. 3a 2-4 roga mo MaHu-
decrarym rabeTa yXy/IIAIOTCA OKa3aTe/ny Hy TPUTUBHOTO CTAaTYCa, AbIXaTe/IbHON PyHKImM [6].

M3C/] npusnan BO3 kax otenbHas Ho3onmorus. B aTuonornyeckoit knaccuduxarym caxapHoro auabera
(ISPAD, 2009) caxapublit auabet npu MB otHOcuTCs K 3-it rpynme: «III. [Ipyrue crenuduyeckne THbl
caxapHoro fuabera. C. bone3Hy 9K30KPMHHOIT YaCT TOJKETYJOYHOI XKele3bl».

M3CJ] umeer depthl Kak CJ] 1-ro tuma, Tak u CJI 2-ro Tuma, HO ONpefe/IeHHO OT/INYaeTCs OT HUX, YTO
00YCIIOB/IMBaeT YHUKA/IbHBIN ITOAXOM K IUATHOCTYIKe U jTedeHuto 3aboneBanus [1] (Ta6m. 1).

Tabmuua 1. CpaBHNTeNIbHAS XapaKTePUCTUKA Pa3IMYHBIX TUIIOB AnabeTa

IToka3arenp CII 1-ro Tuma C[I 2-ro Tuma M3C[I
IInxoBbI BO3pacT
P JeTu v nogpoCTKN Bspocrnbie 18-24 roma
Hayasa 3a60/eBaHys
Cssasp ¢ HLA Ha Her Her
AHTHuTeNA Ia Het BosMmorxHO, HET
BripakeHHOE CHIDKEHME
Ab6conmoTHas Hegoctatod- | CHIDKeHMe QYHKIUY
Cexpenys MHCyIMHA GyHKIMY B-KIIeTOK,
HOCTbD P-K/IeTOK B-xmeTox
HO He abCOMIOTHOE
YyBcTBUTENBHOCTD K MHCYNMHY | Heckonbko cHibkeHa Bripaxennoe cHyxenne Heckonpko cHmxeHa
Hauano 3a6oneBanus bypnoe MepienHoe MepienHoe
Mukpoanruonatumu Ha Ia Ila, HO MeHbIIIe
MakpoaHruonarun Ha Ha Her
CeppedHo-cocyaucTbie CeppedHo-cocyamcTbie

[TpuunHa cMepTH bonesnn nerkux

3aboneBaHus, HeppomaTus | 3a60/meBaHNs

Juera, nepopanbHble caxa-

Tepammsa Wucynun POCHIDKaloIe Impenaparsl, | VIncynmmu

VHCYIVNH
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6.2.2. ITarodusmonorns caxapHoro guadera, 06ycT0OBIeHHOTO MYKOBUCIIUI030M
M3C]I game Bo3HuKaeT y nanueHToB ¢ MB ¢ Tsoxensivyu mytanmsamu (I-II1 kmaccer) u y mun skeHCKo-
ro nona. Ilo manubpiM EBpomneiickoro perucrpa, y 20% manuentos ¢ mytanyamu I-11I kiraccoB passuncs
M3CJI n Tonbko y 1,5% — ¢ myranmamm IV u V xnaccos. Het TecHoit cBa3u Mexpy passutueM M3CJI n
CeMeTHbIM aHAMHEe30M B OTHOILIeHMN caxapHoro amabera 1-ro tuma (ClI 1-ro Tuma). AHTHTENA, BCTpeya-
foyecs B ie6tote CJI 1-ro Tiia, BBIABIIAIOTCS U Y HeKOTOpbIX manyenToB ¢ M3CJl, B ux o6pasoBaHuu Mo-
JKeT UTPaTh poib bakTepuanbHas uMmMyHusanusa. He ycranosnena accormanmus co II kmaccom HLA (rmas-
HBIIl KOMIIIEKC TYICTOCOBMECTUMOCTH). VI3BecTHO, uTo rpymnna reHos HLA npenpacnonaraer k pa3BUTHIO
CII 1-ro Tuma. OTnoxxeHusA aMmuiIonja B P-KneTKkax, xapakrepHsle st CJI 2-ro tuna, 6bumy HaviieHsl y 17%
nanyeHToB ¢ MykoBucuygosom 1 HTT 'y 69% ¢ M3CJl. HemoHATHO, cIOCOOCTBYET /M1 aMUIONT, paspy-
IIEHNIO [-K/IETOK, W/IM SIBJIsIETCSI MapKepoM 3abomneBanus [3].
KroueBas oco6ennocts M3CJ] - jeduuntT MHCYIMHA C IepeMEeHHOI MHCYIMHOPEe3UCTEHTHOCTbI0. [Ipo-
rpeccupoBaHye GpuOpo3a MOIKeTyJOYHO >Ke/le3bl IIPUBOAUT K OoTepe PYHKIMOHA/IBHOI aKTUBHOCTY ee
SHJIOKPMHHBIX KJIETOK, CEKPETUPYIOIIVX VHCY/INH, I/IIOKaTOH, TaHKpeaTN4eCKye MeNTUIbL.
Porb MHCYMMHOBOIT HEOCTATOYHOCTY Y3Y4aeTCs: U3BECTHO, YTO IepBNYHbIN fedekT mpy M3CJI soctatouHo Ts-
JKETIBbIiA, HO aOCOIOTHO HEOCTATOYHOCTY MHCY/IVHA HeT. YPOBHM MHCY/MHA 1 C-TIenTu/ja HaTOIIaK B Ipefieiax
HOPMa/IbHBIX Be/IYVH, HO OTMeYaeTcs 3ajiepyKKa IKoBoil cekperym nHcymHa ipu OI'TT [3, 6, 8, 9]. Otcpo-
YeHHas CeKpeLyisd MHCY/IVHA CBsI3aHa C YTPAToil IepBoii (ha3bl CeKpeLnyl MHCY/IVHA, KOTOpas BBLAB/LACTCS JaXKe
y HaLYEHTOB C HOPMaJIbHOM IIFOKO30TO/IEPAHTHOCTDIO, OTMEYAETCS YaCTMYHAA yTpaTa CEKPETOPHOI OTBETHOM
peakiyy rmokarosa [1].
Ponb MHCYIMHOpe3UCTEeHTHOCTY U3y4aeTcs. VI3BeCTHO, 4TO Yy MALMEeHTOB ¢ MYKOBMCII/IO30M Oe3 caxap-
HOro fyabeTa 4yBCTBUTENBHOCTh K MHCYIMHY O4YeHb BapyuaOerbHa — MOXXET MEHSATHCSI OT HOPMasIbHOI
10 CHYDKEHHOM (MH(eKIMY, Tepanys CTepONjaMy, TsOKE/IbIi Je(UIIMT Macchl Tea, AUCPYHKINA IeYeHn,
0epeMeHHOCTDb YBeIMYMBAIOT MHCYIMHOPE3UCTEHTHOCTD) [3]. ¥V maumeHToB ¢ MYKOBUCLIMEO30M €CTh MH-
CY/IMHOPE3UCTEHTHOCTD, 00YC/IOB/IEHHAS CHIDKEHMEM IeprQepudecKoil yTUIN3aIUy ITIIOKO3bI U yXY/le-
HJeM VHCY/IVHOBOJ CYIIPeccuyl MPOAYKIUY ITTIOKO3bI IIeYeHbIo [1].

6.2.3. Knnauyeckas xapakTepucTuKa caxapHoro guabera, 06ycIOBI€HHOTO MYKOBUCIIVIEO30M
M3C]I pa3sBuBaeTCsA IOCTENEHHO, ¥ Y MTAL[MEHTOB OfjlaMIi MO>KeT He OBITh KJIMHIYECKON CUMIITOMATKI.
CuMnToMbl, KOTOpPbIe MOTYT YKa3bIBaTh Ha Hanmane M3CJI:

o [Ilommypus wnm nonmupuncuA
« HeB03MOXXHOCTD yBeIMY€eHA WM NOAEeP>KaHUA ONPEle/IEHHON MacChl Te/la, HECMOTPs Ha yBenn4de-

HI€ IUTaHUA
« Hapymenne pocra
« 3apmepxka mybeprara
o HeobpbsacHuMmoe yxypleHme 1ero9HoN GyHKINN
ITabeTmyecknit KeTOALMI03 BCTPEYALTCS PEAKO, IPEUMYILECTBEHHO BCIIEACTBIE COXPAHHOI CeKpern
MHCY/IMHA Y HapyLIeHNA CeKpeLUM ITIIOKAaroHa. IumeprinkemMusa 4acTo NPUCYTCTBYET B CUTYalUAX C I0-
BBILIIEHHOJ IHCY/IMHOPE3MCTEHTHOCTBIO — TPV 000CTPEHNY IeTOYHOI MH(EKINM, Tepaluy ITTIOKOKOPTH-
KOMJaMM, TUIIepaTMIMEHTALNN, IIPU PEXMMAX MUMMYHOCYIIPECCUMBHOM Tepanuy IOC/e TPaHCIUIAHTALNL.
TunormmkeMus 4aie BCTpedaeTcs ¥ IPOTEKaeT TsDKenlee Y IalMeHTOB C 3a00/IeBaHMsAMM ITe9eHN. Y MOJIO-
JIbIX, C COXPAHHOI (PYHKI[Vell TIeYeHN Jallle OTMeYaeTCs TUIIOIIMKeMI A HAaTOlaK. PeakTBHaA rumorinke-
MU MOXKET OTMEYATbCSA y MALMEHTOB ¢ MYKOBMCIIM/IO30M C HAPYLIEHHON TOJIEPAHTHOCTBIO K YITIEBOJAM,
B CBSA3Y C YeM II0JIe3HO PacCIIpeie/INThb IIpyeM YI/IeBOJOB paBHOMEPHO B TedeHye gHA [1, 3, 4].

6.2.4. BbK1MBaeMOCTb ¥ IPOTrHO3
CpenHsAs IpOJO/KUTETBHOCTD XU3HM NanyeHToB ¢ M3CJl HyKe IO CpaBHEHMIO C MAIVieHTaMy 6e3 fua-
Oera, MeayaHa BbDKMBaeMocTy y manyeHToB ¢ M3CJI - 24 ropa, 1o cpaBHeHMIO ¢ 32 TOfaMM Y MAlieHTOB
C MYKOBMCIMZ030M, HO 6e3 fnabera. CaxapHbIil AabeT yBenn4MBaeT PUCK CMEPTH Y MALMEHTOB C MyKO-
BUCLIM/IO30M B IIEPUOJ OXXMAAHMS TPaHCIUTAaHTaLuy nerkux [5]. 3a 2-4 roga go Manudecranym anadera
YXYALIAIOTCA TIOKa3aTey HyTPUTUBHOTO CTAaTyCa, AbIXaTeMbHON (YHKIMM [6]. YXynalieHne co CTOPOHBI
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JIETKUX KOPPeMPYeT CO CTENeHbI0 MICXOIHOI MHCYINHOBOIT HefocTaTouHOCTH [1]. Bo3amoxxnas anabonu-
JecKast po/b MHCY/IVMHA MOXKeT VIMeTb 60/IbIle MOC/IeACTBYS IIPY MyKOBUCIV/I03€, YeM MeTabonmdecke
addexTrl runeprivikeMnn. MUKpOaHTMOIATUYECKUEe OCIOKHEeHUs peiku 1o 10 et mimurenpHOCTH 3260-
JIeBaHMsI C TUIIEPIIMKeMMell HaTOIaK, a 6e3 TUIeprimKeMun HaTtomak — 1o 14 et [1]. MakpoaHrunonaru-
yeckne ocnokHeHus npu M3CJJ o HacTosIero BpeMeHu He onucaHsl [1].

6.2.5. [InarHocTHKa

BospacTt Hayasia CKpMHMHTA J1s1 BBLB/IEHMSI HAPYLIEHNUI! YIJIEBOJHOTO OOMeHa Y MAI[IEHTOB C MYKOBUCIY-

mo3om — 10 jerT.

o Imokosa mmasmsr Haromak (I'TIH) > 7,0 Mmmonb/n — kputepuii caxapHoro anabera. Ho HopmanpHble
snadenus ['TIH He moryt HagiexxHO mckmountb M3CJI, T.K. OOTBUIMHCTBO MAIVIEHTOB He MIMEIOT T'i-
nepraukeMnuy Haromak. CoracHoO MCCIefloBaHuAM, TONbKO 16% nanyentoB ¢ M3CJl BpIsiB/IeHbI ITpU
TTOMOIIM TAHHOTO METOJA.

o Ciy4aifHO oIpefie/IeHHOE 3HaYeHe IIMKEeMUN B Te4eHMe CYTOK = 11,0 MMOIb/ /T IUIIOC CMMIITOMBI Ia-
6eTa MOTYT CITy)KUTb KpUTEPMEM AMArHOCTUKY Ainabera.

o Dnukmposanubi remorno6bun (HbAlc). B 2011 r. BO3 omobpmia BO3MOXXHOCTb MCHOTb30BaHUS
HbA1c g guarHocTuky caxapHoro puabeta [2]. IIpu mykoBucummose onpenenenne yposas HbAlc
He SIB/ISIETCs HaJJeXXHBIM METOIOM JIMarHOCTUKI caxapHoro fuabeTta. Tompko y 16% MaljeHTOB IOBbI-
meH ypoBeHb HbAlc k MomenTy nocranoBku auarmoza M3CJI [1, 4]. Yposens HbAlc > 6,5% mopo-
3pUTeJIeH Ha pa3BUTHe CaxapHOro auabera.

o IIpopomxnTenbHBI MOHUTOPUHT YPOBHA INIMKEMIM C cTIonb3oBaHueM npubéopos CGMS (Continuous
Glucose Monitoring System). [laHHBII MeTOJ, MICIIONb3yeTCA BO MHOTVX €BPOIENCKMX I[eHTpaxX MY-
KOBUCIMI03a. MokeT OBITh MOJIe3eH Ipy NocTaHoBKe AnarHoda M3CJ] coBMeCcTHO ¢ pe3ynbTaTaMm
opajbpHOro riaoko3oronepantHoro Tecta (OI'TT) n kmmHMYeckoit cumntomarnkoi. HemoctaTok — BbI-
COKasl CTOMMOCTD IIpMOOpa J/IsI MOHUTOPVHTA ITIOKO3BI ¥ PACXOJHBIX MAaTePUAJIOB K HEMY.

o OITT aBnsaerca crangapTHbIM TecToM A anarHoctukyu M3CJl Bo mHorux nenrtpax. OI'TT cneny-
eT IIPOBOAUTDb YTPOM Ha (OHe He MeHee 4eM 3-JHEBHOrO HeorpaHM4YeHHOro nutanus (6omee 150 r
YITIEBOZOB B CYTKM) ¥ OOBIYHOI (U3NYECKON aKTUBHOCTHU. TeCTy HO/DKHO IpefiiecTBOBaTh HOYHOE
rojofiaHue B TedeHue 8-14 wacoB (MO>XHO muTh Boay). IlocnmemHuit BedepHMil mpueM NN JON-
xeH copiepxatb 30-50 r yrneBonos. ITocie 3a6opa KpoBU HATOIIAK MCIIBITYeMBbINI TODKEH He 6oree
4yeM 3a 5 MUH BBIIUTD 75 T 0€3BOJHON I/TIOKO3bI MM 82,5 T MOHOTMAPATA IIIOKO3BI, PACTBOPEHHBIX
B 250-300 M1 Bogbl. 7141 meTelt Harpyska coctassieT 1,75 r 6€3BOHOI ITIOKO3BI Ha 1 KT MacChI Tej1a, HO
He 6osee 75 I. B mporjecce TecTa He paspemaercs KypeHne. Yepes 2 yaca OCyIIecTB/ISAETCS TOBTOPHBIN
3abop KpoBu. [I/11 mpeoTBpaleH s IINKO/N3a U OIIMOOYHBIX pe3y/IbTaTOB OIlpefieieHyie KOHIIEHTpa-
VIV TJIIOKO3bI IIPOBOIUTCS Cpas3y MOC/Ie B3ATUA KPOBY, WIN KPOBb JO/DKHA OBITh LeHTpudyrupoBaHa
Cpasy Tocse B3ATHS, VIN XpaHUTbcA Ipu Temreparype 0-4 °C, mam ObITb B3ATa B IPOOUPKY C KOH-
cepanToM (¢rmyopup Hatpus) [2]. OI'TT ne mpoBogutcs: Ha poHe ocTporo 3aboneBanus, Ha GoHe
KPaTKOBPEMEHHOTO IIpyieMa MPerapaToB, IOBBIMIAIONINX YPOBEHb ITIMKeMUN (ITTIOKOKOPTUKOUDI, TH-
peougHbIe TOPMOHBI, TUA3U/IbL, OeTa-a[peHO0/I0KATOPHI 1 JIP.).

BcnencrBue HapymeHus nepsoit ¢assl cekperuy MHCYMuHA (cABUT cekpenyy Ha 60-90 MUHYT) IIpu My-

KOBJMCI[MJ]03€ XapaKTePHO MOBBINIEHNE ITIIOKO3bI IIa3Mbl B HecTaHAApTHBIX Toukax OI'TT. ITopimenue

IJIIOKO3BI ITa3MBbl 4epes 1 gac nmocye Harpysku rmoko3oit (ITI1) koppenupyer ¢ yxyaieHnem moxasaresei

VIMT n O®B1, nosbienne I'TI1 MoXHO paccMaTpuBaTh KaK paHHUIT MapKep HapyLIeHWI YITIeBOZHOTO

ob6MeHa Ipy MyKoBucLugose [8, 9].

6.2.6. Inarnoctmyeckue xpurepuu M3C[J [1, 2, 4, 6]
MopudunypoBaHHble KpUTEPUM AMATHOCTUKM ObUIM paspaboTaHbl KoMuTteToM Mo caxapHOMY Auabery
npu MykoBuciupose CesepHoit Amepukyu B 1998 1. mpu onmcanuy M3CJI ¢ nnn 6e3 runeprivkeMun Ha-
TolaK (YypoBeHb IMIIOKO3BI IUIa3Mbl Haromak). Ha ocHOBaHMM IpefoNo>KeHNsI O TOM, YTO IIPOTHO3 NIPU
MYKOBMCIIUZI03€ MOXKET Pas3/INyaThbCa MEXAY ABYMSA STUMM IPyIIIaMMI, BbIAB/IEHA B3aVIMOCBA3b MEX]Y I10-
kazarersamu VIMT, O®B1 1 3HaueHMeM ITIIOKO3bI I71a3Mbl uepe3 2 yaca B xofie OI'TT, a Taxoke B3auMOCBA3b
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MEeX/y TUIIepIIMKeMIell HaTOLAK ¥ MUKPOCOCYAVICTBIMI OCIOKHeHUAMM [4, 6]. CaMble paHHME I3MeHe-
HUA BapbUPYIOTCA: 32 IepUOANYECKOI TOCTIPAHANATbHOIN TUIIepITINKeMIell cleflyeT HapylleHHas Tojle-
PAHTHOCTbD K I/IIOKO3e, fajiee auabeT 6e3 rnmepraMKeMun HaTOIAK IEPEXOANT B AnabeT ¢ TOM[AKOBOI TH-
nepriaykeMueit. JIMarHo3 HeHapyIeHHO III0KO30TO/IEPAaHTHOCTH B IIepOPaIbHOM ITIIOKO30TO/IEPAHTHOM
TecTe He MCKII0YaeT aHOMA/IbHBIX IOCTIIPAHMA/IbHBIX YPOBHEl I/II0KO3bl KPOBM B JOMAIIHUX YCTOBUAX
(korga ynoTpebnsiercs ropaszo 60oblie 75 rpaMMOB yITIEBOLOB).

JnarsocTm4ecKkue Kpurepun
PaszmiyaloT cemyomniye BU/bI HApYIIEHWIT YITIEBOJHOTO 0OMeHa:
HopMmanbHas TO/IEpaHTHOCTD K ITIIOKO3€: HaTOIAK MeHee 5,6 MMOJIb/JI, 4epes 2 yaca II0C/Ie Harpy3Ku IJIo-
K030i1 < 7,8 MMOJIb/IL
Hapyiennas ToepaHTHOCTD K ITIIOKO3€: HaTOLIAK < 7,0 MMOJIb/JI, Yepes3 2 9aca I1ocjie Harpy3Ky III0KO3011
> 7,8 Mmonb/n, HO < 11,1 MMONB/I.
Hapymenue rnkemMny HaTOLIAK: HATOIIAK > 5,6 MMOJIb//I, HO MeHee 7,0 MMOJIb/ T, 9epes 2 Jaca Iocje Ha-
TPY3KU ITIIOKO3011 < 7,8 MMOJIB/ L.
a. M3C]] 6e3 rumeprayukeMuy HaTOLIAK: IIIOKO3a IJIa3Mbl HAaTOLIAK < 7,0 MMOJIb/JI, Yyepe3 2 4aca HocyIe
HaTPy3KM ITII0KO301 > 11,1 MMOJIB/II.
6. M3C]I ¢ runeprnukeMuel HaTOLIAK: T/IIOKO3a IIa3Mbl HaTOLIAK > 7,0 MMO/Ib/JI, 4epe3 2 Yaca Iocre
HaTPy3KM ITII0KO30i1 > 11,1 MMOJIB/II.

Tabnuia 2. BapuanTel HaOMOAEHNS MALVIEHTa B 3aBUCUMOCTH OT pe3ynbratoB OI'TT [3]

HopMaanaH TOJIEPAHTHOCTD K YITIEBOJAM, ITTMKEMUA

f IMoBroputs OI'TT uepes 1 rop
yepes 2 yaca I0c/Ie Harpy3Ku IMII0K0301 < 7,8 MMONb/N

IMosroputs OI'TT uepes rop mmu Bckope (crycts 3-6 Mecs-

Hapy1enne TonepaHTHOCTY K YITIEBOJIaM, ITIMKEMI 1IeB), eC/IM OTMeYaeTCs IOTepsA MACChl Tela V/WIN YXyAIIeHIe

Yyepes 2 Jaca I10C/Ie HaTPy3KM ITII0K03011 = 7,8 MMonb/n, | mapamMeTpoB ®BJl, MOHUTOPUHT IIMKEMUN B JOMAIIHMX YCIIO-

HO < 11,1 MMomB/NT BUSIX, MOXKHO PaCCMOTPETh BApMAHT CYTOYHOIO MOHMTOPMHIA
TTIMKEMUN

MoHNTOpUHT ITOKasaTeseil ITMKEMUH JOMa B TeYeHMe IBYX
Heyienb (YTPOM HaTOLIAK, IIepell OCHOBHBIMY IIpMeMaMy MUIIN U
[Tony4ens! suabeTndecKyie 3HA4eHUA ITUKEMUN Jepes 2 yaca IOCIIe, Iiepef] CHOM, HOYbI0) — Ha ()OHe IPUBBIYHO
Jepes 2 yaca IOC/Ie HarPy3Ky IMII0Ko3011 > 11,1 Mmone/n | guetsl. I1py Hopmornukemun — KoHTponb OI'TT yepes 6 Meca-
1eB. MO>XHO paccMOTpPETh BapMaHT CYyTOYHOIO MOHUTOPMHIA
IIMKEMUN

OHeHKV TINKEMNYECKOTIO CTaTyca B HpOMe)KYTKaX MC)KHY O6H33Te}IbHI)IMI/I €XETOOHbIMI CKPMHMHTaMN

CIeflyeT IPOBOANTD B CJIEAYIOLINX CUTYalusXx |3, 5]:

o Bcem 60npubIM TOCTTE 10 NTET

° HO}H/IYPI/IH VIIN IIOJITUAUNIICUA

o HeB03MOXXHOCTD yBenmM4eHNsA WM TOfiePXKaHNS ONpeielIeHHO MacChl Tela, HeCMOTPsI Ha yBennde-
HUE INTAHUA

« Hapymenne pocra

« 3apepxka mybeprara

« HeoOpbsacHumoe yxypiieHye 1ero9Hoi GyHKINN

« O6ocTpeHne XpOHNYECKOT0 MHPEKIVIOHHO-BOCIIAIUTE/IbHOTO MIPOLiecca B JIETKUX

o Bo Bpems Tepamnuu IIIOKOKOPTUKOUIAMU

o Ilepen TpaHcrtaHTaLVeN U OIIEPAaTUBHBIM JIe4eHVEM

o IlnanmpoBaHue 6epeMeHHOCTM U caMa OepeMeHHOCTh

o Ilepen Haua/IOM 30HAOBOTO NUTAHUA

« Ha done HouHOIT runepanuMeHTanyy (30HZOBOE NUTAHNE) — B Ha4ajle, CEpefiiHe 1 KOHIle Ipolecca
BBEOCHNA CMECU
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6.2.7. Knuauko-nma6opatopHbie 0COOEHHOCTH CaXapHOTO AnadeTa Mpu MYKOBUCIIHM/I03€
Cpennnit Bospact guarnoctuky M3CJ] npuxoaurcs Ha 18-24 ropa, XoTs OH MOXKeT BOSHUKHYTH B JII0O0M
BO3pacTe, B MOJIOZIOM BO3pacTe 4aie y geBodek [10, 11]. IIpaktudecku HeT y 60mbpHbIX o 10 net. M3CJ]
pasBUBaeTCS HE3aMETHO ¥ MOXKET OBITb 0€CCUMITOMHBIM B TeYeHVe MHOTMX JIeT. [[uarHo3 ycTaHaBIuBa-
€TCs TOTJja, KOTJja BbIABIIAIOTCA Kaaccuueckue cumnrombl C/lI: monmypus, DOMMAUIICHUA U CHIDKEHME Beca
IIPY BBIPQ)KEHHOM ITOBBIIICHNM YPOBHS KOHIIEHTPALMN ITIOKO3BI B ITa3Me KpoBu [3, 12]. OpHako yacTo
K/TacCHYeCKIie CMITOMBI He BBIPa)KeHBI U HUBEIMPYIOTCS APYTUMM CUMIITOMaMy 3abojieBaHus. bonbHbie
MB penko #aloT KapTMHY KeTOAly03a. YCTAaHOBUTD AuarxHo3 amabera nam Hapymenusa OI'TT npn MB
JIOBOJIBHO CJIO>KHO M3-3a VHIVBU/IYaTbHON BapuaOeIbHOCTY TOJIEPAHTHOCTM K ITIIOKO3e, 3aBUCAIIEN OT
COCTOsIHUSA OOBHOTO, XapaKTepa XPOHNYECKOTO BOCIIAJIUTENBHOTO IPOIiecca, MCIIONIb30BaHNS TUIIEPaI -
MeHTaIuy, CTEPOUIOB 1 U3-3a APYIUX GaKTOPOB. B cBA3M ¢ 9TMM BefjeTcsA aKTUBHBII IOUCK MAI[IEHTOB C
fnabeToM B TPyIIIAX pyUCKa, ykasaHHBIX Bbie. M3CJl yacTo ne6oTupyeT B CUTYaLMsAX, KOTAA YyBCTBU-
TETBHOCTD K MHCY/IVMHY CHIDKAETCS, MacKMpPys Jexaumii B ocHoBe aedekt P-knerok [13], Hampumep Ha
dbone ocTpoit merouHoN MHPEKIUY, IPU XPOHNIECKUX TSDHKETBIX 3a00/IeBaHMAX JIETKUX, TTIOKOKOPTUKO-
VAHOV ¥ MMMYHOCYIIPECCYBHOJ Te€paluy M0C/Ie TPAHCIUIAaHTALMM, IPY HYTPUTUBHOI MOJAEPIKKE C BbI-
COKMM COfiep>KaHMeM YITIEBOOB IIPU OPa/IbHOM, BHYTPUBEHHOI WM YPECKOXKHOI racTpocToMun. [nmke-
MU MOXKET HOPMa/IM30BaThCs MOC/Ie OKOHYAHUA Kypca aHTHOAKTepyalbHOI Y IPOTUBOBOCHIATNTETBHOM
Tepanuy, BHe 000CTpeHns. XapaKTepHO OTCYTCTBME apTepuaabHOM TMIIEPTEH3UM Y MUKPOAHTMOIATHIL,
VI OHM HaOsrofaroTcst penko. Yacto permcrpupyercsi Ha GoHe Lppo3a ¢ MOPTAIbHON IMIIepTeH3Met
Yl TUIIEPCIIJIEHM3MOM.

JTaboparopHblie oco6ernoct M3CJI:

e Het xeToanmupmosa

o CHmkeHue 6enka

o OrcyTCTBUE TUTIEPIUITUAEMUAN

o HbAlc MoXxeT OrpaHMYeHHO MCIOIb30BAThCS Ji/IsI OLIEHKM HapyIleH)si MeTabon13Ma I/TI0KO3bI (ITOBbI-
meH y 16%). JuarHocTudeckuM sABnAgeTcs ypoeHb HbAlc 6onee 6,5%

o VBenmuyeHme KOMMYECTBA IPUTPOLNTOB

o  CHmKeHNe KOMNYeCTBa TPOMOOINTOB U (PAaKTOPOB CBEPTHIBAHNS

6.2.8. Jleuenne M3CJI
JIueTa rpy MyKOBUCIIIJ03€ TUIIEPKAIOPUITHAS, C YBeIMYEHHOI KBOTOM >KMPa B palifiOHe, YTO IPOTUBOPE-
YUT AMETOIOTMIECKMM peKOMeH/AlVsIM Ipy caxapHoM anabete (Tabm. 3). Ho Bompoc peraetcsi B Mob3y
OCHOBHOTO 3a00/IeBaHNA — MYKOBUCIIVII03a.

Ta6muia 3. Pagnumuns B tepariuu CJI 1-ro u 2-ro tumoB u M3C]] [1, 12, 13, 14]

CJI 1-ro u 2-ro TUIIOB M3C]I
100% ot ¢usmonorndeckoit Hopm, yacto | 120-150% v 6omnee oT
Kaopui HeOOXO/IMIMO OrPaHNYMBATh KA/TOPaX ¢usnonorndeckoit noTpe6HOCTN AIst
P 1715t TpOGUIAKTUKY M36BITOYHON MacChl | MPOGUIAKTUKY HETOCTATOYHOI MaCChI
Tena Tena
40% or 06111eTO KONNYecTBa
30-35% oT 06111€ro KonmmyecTsa ere¢
JKupn norpebnsemoit sHeprun. Her

noTpebIsgeMolt SHeprun o
OrpaHMYEHNIT Ha THUII KUpa

> 0
OrpaHndenue, BIUIOTh o 10% oT ob1ero

PadunupoBaHHbIe caxapa .
KO/IMYeCTBa TOTPe6/Is1eMOlt SHeprun

Hert orpannyennii

45-50% oT 06111eT0 KO/IM4ecTBa
noTpeb/IsIEMOlt SHEPTUM

Cocrasnsior 15-20% ot ob1iero
KO/TNYeCTBa MOTpeb/IsAeMolt
SHepruy 1 yBemmausarorca Ha 200%
oT pM3MONOrNIeCKON HOTPEOHOCTH

IToBblLIeHHAs TOTPEGHOCTD —
HeorpaHM4YeHHOe IOTpebieHne

YrneBoppl 50-55% oT 00111eT0 KOM4ecTBa
nOoTpeOIseMOlt SHEPIrUN

10-15% ot 06111ero KonuyecTsa
benku OTpeb/IsIeMOT SHEPI UM — He MeHee
1 r/Kr Macchl Temma

Comnb Huskoe norpebnenue — MeHee 6 r/fieHb
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NucynuHoTepanus sBIseTCS €IUMHCTBEHHBIM peKOMeHJoBaHHbIM MeTomoM Tepamuu M3CII. Bsib6op
peXyMa VHCYIMHOTEPANuy 3aBUCUT OT VHAVBUYAIbHBIX MOTPEOHOCTEN M KIMHUYECKON KapTHHBI
(Tab6m. 4). VIHCynuH yIbTPaKOpPOTKOTO AeCTBUA obecIieunBaeT HOCTIPAH/MAIbHbIE SIM30/bI ITIMKEMUL.
BasanbHbIil MHCY/INH AIMTE/IBHOTO JIeVICTBYsI Ha3HAYaeTCs TPV CTOMKOI IMITepI/IMKeMUY HaTOLIaK, 00ma-
maeT aHabommdeckuM peiictsueM (Taom. 5).

Tabmuua 4. O61mme npyHIMIEL MHCYIMHOTepanuy npu M3CJI [1]

O61mas HavanbHas fosa 0,5-1,0 EJl mHCymMHa yIbTpaKOPOTKOTO
JEVICTBYUA Ha KaXKzble 15 I IPUHATHIX yI/IEBOJOB

s BOoCTVOKEeHNA eNeBbIX IOCTIPaH/aIbHbIX 3HAYE€HNIA
TJIMKEeMMY 1032 Tofi0upaeTcs ¢ HoBbllleHneM Ha 0,5 EJ

Ha 15 r yrneBozoB

Pexxum IIpueMa nmim

Koppexiusa npasuanbHON T036I MOXKeT HauMHATECA ¢ 1 EJI
YIBTPaKOPOTKOTO MHCY/IMHA Ha Kaxk/ple 3,0 MMOJIb/ 1T
BBIIIIE 8,3 MMOJIB//I I HO,I[6I/IpaTI)CH 110 HeOOXOIUMOCTI

Koppekrupymomas go3a

BBenenne 6a3anbHOTO MHCYIMHA MOXeT HAYMHATBCSA
basanpHbI1 MHCYIMH ¢ 0,25 E/l Ha 1 Kr Macchl Tena B CYTKU ¥ KOPPEKTUPOBATbCA
C y4€TOM yPOBHA ITIMKEMMUM HATOLIAK

CxeMa MHCYIMHOTepanuy NOf6VpaeTcss MHANBUAYaIbHO. He cyliecTByeT eaMHBIX IPaBIII [I1 BO3Mellle-
HIISI CYTOYHOJ IOTPeOHOCTY B MHCY/IMHE B Pa3/MYHble BO3PACTHBIC IIEPVMOIBI C YIETOM JUETHI C IIOBBI-
IIEHHOJ KanopuitHOCThIo Tpy MB. CooTHOIIEHNE THEBHOII ¥ HOYHO 03l MHCY/IMHA, a TAK)XXe MHCY/INHA
KOPOTKOTO ¥ CpefHell IIPOJO/DKNUTETbHOCTY JAeVICTBUA MOROVPaeTCs SHJOKPUHOIOTaM) MHVIBY/Ya/IbHO.
B xmHMYeCKOi IpaKTUKe Bpauyy OPMEHTUPYIOTCS IpU MOROOpe JO3bI Ha ITOKA3aTeIN ITIMKeMWUM, OTCYT-
crBre runormukeMuii. O60cTpeHNe XPOHMYECKOro 3a00/lIeBaHMs JIETKUX, IPUCOENUHEHVe MHTEPKYp-
PEHTHOTrO 3a00/IeBaHNsA, Ha3HAYEHME [TTIOKOKOPTVKONU/IOB, SHTEPATIbHOE INMTAHMe, INXOPajKa IIPUBOJAT
BPEMEHHO K YBeJIMYEHUIO NOTPeOHOCTU B MHCYIMHe. ClefyeT HOMHNUTD, YTO /IS MAIVIeHTa ajleKBaTHa Ta
103a, KOrjja IOKasaTely [IMKeMWUM YOBIEeTBOPAIOT TpeOOBaHNUAM K KOMIeHcauuu auabera. B Hacros-
1lee BpeMsA OKOHYATe/IbHbIX Pe3y/IbTaTOB OTHOCUTE/IbHO NIPEMMYILeCTB MHCYIMHOTepanuu MB 14 gereit
U IOAPOCTKOB C HAPYIIEHHOI TOTEPAaHTHOCTBIO K I/0Ko3e HeT [10].

IIpy HOYHOM 30H[OBOM IUTAaHUU MOYKHO MCIOTIb30BaThb OJHOKPATHYIO MHDBEKIVIO MHCYIMHA XyMY/IMH
HIIX, Xymynmun Perynap unu [leteMup nepen HadamoM BBefieHnsA cMech. Caxap KpOBM JJOJDKEH KOHTPOTIN-
pOBaTbCA B CepefifiHe U B KOHIIe 30HA0BOro KopmiaeHus. [losa — 0,15-0,25 EJI/xr.

Tabmmua 5. apmakoKuHeTYeCKasg XapaKTePUCTIKA PA3IMYHBIX BULOB NHCY/IVMHA

Bup nacynmna IIponssogutenn Havqano IIuxk peiictBua Bpems pelicTBusa
melicTBuA
VHCcynuHBI yIbTPaKOPOTKOTO NEiCTBUA
Xymarnor «Imu JInmmnn» 15 mun 0,5-2 4 3-4y4
HoBoPanup, «HoBo Hoppanck» 15 Mmun 0.,5-2 4 3-4y4
MHCcynHbI KOPOTKOIO JeNICTBUA
Xymynus P «39mu JInnnm» 0,54 1-34 6-84
Axrtpanug HM «Hoso Hopauck» 0,54 1-34 6-84
Wucyman P «ABeHTHC» 0,54 1-34g 6-8 9
VHcynuHbI cpefHeil IpOfO/KUTENTbHOCTY JeICTBUA
Xymynua HITX «Imu JInnm» lu 4-84 18-20 4
[Tporadan HM «HoBo Hoppyicx» 1,54 4-64 12-14 4
Wucyman basan «ABeHTHC» lu 3-44 18-20 4
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V[HCY)'II/IHIJI JJINTEIbHOTO JICI7[CTBI/IH 6ecnKOBbIE

JleBemup «Hoso Hoppuck» ITpumensercsa 1-2 pasa B CyTKu

JlanTyc «ABEHTHUC» ly | Her 244

ITepopanbHble caXapOCHIDKAIOIINE NPENapaThl — B HACTOALLee BpeMsA He pekoMeHmoBaHbl npu M3CJJ
[1, 3, 4]. PaccmarpuBaeTcss BOSMOXHOCTD NIPYIMEHEHMsI IIpeNapaToB CyIb(OHMIMOYEBMHBI y IallVieH-
TOB C TEXHWYECKVMM CJIOKHOCTSIMY OTHOCUTETBHO VHBEKLMII MHCY/IVHA, HO €CTh OIIACHOCTD Pa3BUTHA
runormkemun. [To6ounsie apdexrsr MmeTrpopmmna co croponbl JKKT He nmpuemniemsl! y malyeHToB ¢
MYKOBUCLMZ030M. 3aMeJjjIeHVie OTTIOPO>KHEHVS JKeTyaKa [Py Tepaluyi MHKPeTVHAMU OTPaHNYMBAET UX
IpYMeHeHIe Y TALMeHTOB ¢ MyKOBUCIMA030M [1].

6.2.9. Ilucnancepuoe Hab6mogenne npu M3CJI n vapymenun OI'TT
et m B3pocnble ¢ HAPYLUIEHHON TOMEPAHTHOCTBIO K ITIIOKO3€ B CTaiMl PEMUCCUM MYKOBUCLM03a
VI C AUCTIMIIMZIEMYeTt TOJDKHBI OBITh OTHECEHBI B TPYIIITY PUCKa IT0 caxapHOMY Ayadery. [l cBOeBpeMeHHO-
IO BBLABJICHM IIOJ00HOIT HAIIPaBIeHHOCTY HapYIIeHMII MeTabo/M3Ma YI/IeBOLOB He0OXOIMO IIPOBOSIUTD
MICCTIellOBaHNe T/IIOKO3bl HATOIIAK 2-3 pasa B TOJ] ¥ TECT Ha TOIEPAHTHOCTD K ITIIOKO3€ C OJHOBPEMEHHbBIM
omperpeneHeM MHCymmHa. [Ipu o6ocTpeHNy 6POHX0/IETOYHOTO IPOLlecca, BHYTPUBEHHON aHTUOAKTepU-
a/IbHOJ Tepanuy, Tepayy INIIOKOKOPTUKOUAMM U S9HTE€PATbHOM IUTAaHUY — IIPOBOUTH CYTOYHOE MOHU-
topupoBanue rmykemynt u OI'TT, mpu Heo6X0AMMOCTY MOXKeT TOTPeOOBaThCA BpeMEHHAs MHCYIMHOTe-
pamus [12].
IIpu ycTaHOBNIEHHOM JAMIarHO3e peKoMeHayeTcs [3]:
1. Exxeropnbiit ocMoTp. Crmcok o6cnefoBanmii, KOTOpble JO/DKHBI BBIOMHATHCA HanyeHTy ¢ M3ClI,
€KETOfIHO YBe/IMYMBAETCs ¥ TpebyeT Bce 60jiee TeCHOTO B3aMIMO/e/ICTBIUA Bpaydell pa3/IN4HbIX CIIeIajIb-
Hocrel. CormacHo Pykosopctsy NICE no Begenno nannenTos ¢ M3CJl, e5XeroHo JO/KHBI IPOBOAMUTD-
s CIepyolye MCCIeNOBaHuA: COOp aHAMHECTUYEeCKMX NaHHBIX — KOJTMYECTBO KOHCY/IbTALUII Y TOCIN-
Ta/M3aLNIT 0 OCHOBHOMY 3a60/IeBaHNI0, MH(EKIVY, onoBas AUCPYHKIMA, Pu3ndecKas aKTUBHOCTD,
3MM30BI 060CTPeHNsI OPOHXOTETOYHBIX 3a00/IeBaHMIL; Macca Te/la — IPOTHOCTUYECKNUI II0Ka3aTe/Ib Te-
gyeHusA MB; rmkeMudeckuii KOHTPOIb — IIMKEMUYECKII TPOQUIb, ITTMKMPOBAHHBI TeMOIIOONH, IpU
BosMoxkHOCT CGMS.
2. ExxerogHoe omnpepenenye afbOyMUHYpUI 1 OCMOTP IJIa3HOTO JHA OQTaIbMOJIOTOM 4epe3 5 JIeT MoC/ie
nocTaHoBkM fyarHoza M3CJl njisa npoduIakTUKM pa3BUTUA MUKPOCOCYAMCTBIX OCTIOKHEHMIT CaXapHOTO
nuabera.
3. Ilaumentor ¢ pmarHoctupoBaHHbIM M3C]] ¢ rumepToHmenn Wi MUKPOCOCYAMCTBIMU OCIOKHEHM-
AMM JO/DKHBI IOMTy4YaTh Je4eHNe B COOTBETCTBMM ¢ pekoMeHpanyamu ADA [7] mna Bcex miomeit ¢ gu-
abeToM, 3a MCKIIIOYEHNEM TOro, 4To Ipyu MB He cyljecTByeT HMKAaKUX OTpaHMYEHMI HaTpuA U Oenka.
4. OnpefienATh eXerogHO MMIMAHBI npoduib pekoMenayercs nanuentaM ¢ M3CJl v coxpaHHOIT 9K30-
KPVMHHO QyHKIMelT TOIPKEeTYLOYHOI XKele3bl, eC/IU MeeT MeCTO JII000il 13 cIefyomux GpakTopoB pyucka:
OXIpeHIe, ceMeliHasA OTATOLIeHHAs Hac/lefCcTBeHHOCTD 1o VIBC, nMMyHOCynpeccuBHas Tepanus Ioce
TPaHCITAHTALVM.
IIpyHIIIIBI CAMOKOHTPO/IA CaXapHOTo fnadera
OCHOBHOE yC/I0BUe JIeYeHNA CaXapHOro fAuabdeTa, IpoIIaKTUKY U JIe4eHIsI OCTIOKHEeHMI fyabeTa — cTa-
OMIbHOE MOJfiep>KaHye YPOBHA IIIMKeMMH, 6113Koro K HopmanbHoMy [3]. IToaTomy obydeHme 60/1bHBIX
IPUHINMIIAM CAaMOKOHTPOJIA BK/IIOYAIOT B KOMIIIEKCHOE JIeYeHJe CaXapHOro Auabera, OHO IPU3BAHO I10-
BBICUTD 9 PekTuBHOCTD Tepammy. CaMOKOHTPOJIb IPELCTAB/IsAeT COOOII 1e/Iblil KOMIUIEKC MEpOIIPUATHI,
IIPOBOZMIMBIX OOJIBHBIMM CAMOCTOSTENBHO B JOMAIIHUX YCIOBMAX ITOC/IE TIPOXOXKAeHMs oOydyeHus. B Ha-
CTosIIee BpeMs KOHTPOJIb YPOBHSA ITIOKO3BI OO/IbHBIE IIPOBOASAT C IOMOIIBIO ITIIOKOMETPOB VIHAVIBUYa/Ib-
HOTO TI0/1b30BaHNA.
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7. ViMmMyHM3anus 60MbHBIX MYKOBUCIIZ030M

MyKOBUCILII03 SIB/ISIETCS MIPSIMBIM ITOKa3aHMeM [/Is IPOBefeHNsT NPpoGIIaKTUIeCKUX IPUBUBOK B paM-
kax HaljmoHanbHOTo KasneHzapsi.

MyKOBUCILII03 He SIB/ISIETCS IPOTUBONIOKAa3aHVeM [yis IIPOBefieH st IPOGIIaKTUIeCKIX IPUBUBOK.
VI3BeCTHO, YTO HETV C MYKOBMCIM030M SIB/ISIOTCS IPYIIIION PUCKA IO PasBUTHIO MH(EKIMOHHBIX 3200-
JIeBaHUII I HOCUTENIbCTBY TaKMX MUKPOOPraHM3MOB, Kak Staphylococcus aureus, Haemophilus influenzae,
Streptococcus pneumoniae, MYKOMIHBIX ¥ HEMYKOUAHBIX popM Pseudomonas aeruginosa v Burkholderia
cepacia. BbicOKa pacIpOCTpPaHEHHOCTb CPefM 3TUX JieTell COIYTCTBYIOLIEN XPOHMYECKON IaTONIOTHIL,
YCYTYOIsIoLeit TsKeCTb TedeHrst MHQEKIMY U Ipepacroaramlileil K BOSHUKHOBEHIIO Pa3/IMIHbIX OC-
noxxHeHuit. IIpodunakruka nHpexkunit y naueHToB ¢ MB H0/DKHA OCYIIECTBIISATHCS He 3MM30[UYECKIL,
a IyTeM IJITAHOMEPHOTO BBIIIO/THEHNS MEPOIIPUATHUIL, IPEAYIPEKAAIOIINX PacIpOCTpaHeH e MHPeKLny,
a TaK)Ke Mep, IMOBBILIAIONINX OOLIYIO U CIen(UIeCKY0 COMPOTUBIAEMOCTh OprannsMa. I eKTUBHbIM
CPeICTBOM B IpefyIpeXeHNI NHPEKIMOHHOI 3a00/1€BaeMOCT AB/ISIETCS BaKIMHOIPODIIAKTHKA.

OcHOBHbIE OTOKEH A
Kax 1 Bo MHOTUX cTpaHax Mupa, B Poccun BakimHonpoduiakTuka aereit ¢ MB ocymiecTBisieTcst B coOT-
BeTcTBMY ¢ HanmoHanpHbIM KaneHgapeM npogunakrndeckux npuuBok PO (Ilpukas M3 PO or 21 mapra
2014 1. Ne 125H «O6 yTBep>k/IleH!M HaLlMOHAJIbHOTO KajleHAAps TPpo(MIaKTIYeCKMX IIPUBMUBOK 1 KaleH/ja-
ps1 TpOGMIAKTMYECKUX IPUBUBOK I10 SIMIeMIYeCKM IIOKa3aHMAM») U obecrednBaeT 3alnuTy oT 12 uH-
dex1uii, ynpap/seMbIX CpefiCTBaMM BaKLIMHONPOPUIAKTUKI.
Kpome npusuBok HanmonanpHoro kanenpaps, fereit ¢ MB erecoo6pasHo npuBUBaTh OT MEHITHTOKOKKO-
BOI1 (C 2 71eT), @ TAaK)XKe OT remaTnuta A u BeTpsHOM ocnbl (¢ 12 Mecs1eB), pecIMpaTOPHON CUHIIMTUAAIBHO-
BUPYCHOI MHQEKINM, pOTaBUPYCHOI MHpeKun [1, 2].
Malfroot ¢ coaBTOpaMu 1o 3anpocy ot BakiyHanbpHO¥ rpynis! EBporieiickoit accoryanym o MyKOBJCIIV-
[03y IpoBemu 0630p Bcell JOCTYITHOM INTepaTyphl, Kacawolerica BakyHanyy 60npHbIX MB u gpyrumn
xpoHmdeckumu 3aboneBanuamMu [3]. Cunraercs, 94T0 60IbHBIE MYKOBUCIVJO30M IO/DKHBI BaKI[MHUPO-
BaTbCsA 10 HAI[MOHATIbHBIM NIPYBUBOYHBIM KajleHAApsM, 6e3 kakux nmmbo oTBOf0B 1 oTcpodek. Ha camom
Jiezie O4eHb YacTO TaKye MALMEHThI BBINIAJIAI0T M3 CTAHJAPTHBIX IIPOTPaMM M3-3a YaCThIX TOCIIATAIN3ALIA
10 IOBOTy 000CTpeHMIT 6P OHXO0/IETOYHOTO MPOLIecca, IPOIMYCKOB IIKOJIBL U B TI0OOM BO3pacTe MOTYT I10-
IIaCTh B IPYIITY PUCKA 11O «BAKIITHOKOHTPOIMPYEeMbIM» 3a00/IeBaHNAM. BakMHMpPOBATh JleTell peKOMeH-
nyetcs B ¢asy pemuccuy, Ha GoHe CTaOM/IBHOTO COMAaTNYeCKOTO COCTOSHUSA U IPOBOAVIMOI TePaInL.
Bakumnanuio 6onpHbIX B PO nposopar cormacHo Meropndyecknm ykazauusam MY 3.3.1.1123-02 «MoHu-
TOPVHT IIOCTBAKI[MHA/IbHBIX OCJIOXHEHUI U UX IpOodUIaKTUKa», yacTu 9.6.5 « MyKoBUCINI03, XpOHIYe-
CKVIe BOCIIa/INTeIbHbIe 00Ie3HY TeTKIX».
BakumHanus Tux fereil MPOBOAMUTCS IO IIOHOI IpOrpaMMme B CBOOOZHOM OT OOOCTpeHUII Iepuofe,
B T.4. Ha (hOHe HeO0OXOANMOIT OOTTPHOMY JIUTE/NbHOI aHTMOAKTEepHUATBHO U MHOI Tepanuy (KpoMe UMMY-
HOCYIIPECCUBHOI). DTUM OO0/IBbHBIM 0000 IOKa3aHa BaKIVHALMA IPOTUB KOPYU, TPUIIIA, ITHEBMOKOKKO-
BOI1 ¥ pOTaBUPYCHOI MHEKIUN.
Kpome Toro, mnpm mnaronormm Ie4eHM CAeyeT YYUTBIBATb 4acTb 9.6.3 «XpOHMYECKMII TemaTuT»
MY 3.3.1.1123-02. B faHHOI 4acTy CKa3aHO, YTO OOJbHBIE XPOHMYECKVM TellaTUTOM, B T.4. C HAYMHAIO-
I[IMCS IYPPO30OM IIeYEeHU, MOTYT OBITh IPUBUTHI B IIEPHOJie PEMUCCU VI HU3KOI aKTUBHOCTH 3abo0rte-
BaHNA Ha GOHE BBIPAKEHHOTO CHIDKEHNSA YPOBHA TPAHCAMIMHA3 IO MAKCYMA/IBHO JOCTVDKVMBIX Be/IMYMH.
IIpu pelenryt OTHOCUTENBHO BaKUVHALMN JIMLI, ITOTYYAOIINX ITTIOKOKOPTUKOCTEPOUSHYIO TEPAIINIO, ICTIONb-
3yI0T O7IOXKeHMA yacTu 9.9.4 «KopTukocreponHas Tepanys: BBefieHne creponos» MY 3.3.1.1123-02. I'mroko-
KOPTUKOCTEPOU/IHAA TepaIAd NPUBOLUT K BBIPAKEHHON MMMYHOCYIIPECCUY JINIID IPU MCTIONb30BAHNM BbI-
COKUX J103 (IIPeIHU30OH > 2 Mr/ Kr/cyT wim 20 Mr/cyT s pebenka BecoM > 10 Kr) B TeueHme 14 nHeit n 6oree.
TaxuMm fieTsiM yOuTbIe BaKIIVIHBI BBOJATCS B OOBIYHbIE CPOKY IO BBI3[JOPOBJIEHNN, >KUBbIE BaKLIMHBI BBOJAT He
paHee 4eM uepes 1 MecAll OT OKOHYaHMA jiedeHuA. Kak kuBble, TaK U MHAKTVMBJMPOBAHHbIE BaKI[VIHbI BBOJAT B
0OBIYHOM IOPSIIKE JIVIIAM, ITOTYYaIOLIVIM CTEPOVIHbIE IIPenapaThl: KPAaTKOBPeMeHHO (1o 1 Hepenmy) — mobble
IO3BI; KypcaMyt JTATETbHOCTBIO 10 2 Heflelb — HM3KMe W cpefHue (o 1 MI/Kr IpeqHM30/I0Ha) HO3bL; UIN-

156

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

TE/IbHO — MOJIep>KMBaloIIye 1o3bl (Harmpyumep, 5-10 Mr mpeHI30/I0Ha Yepe3 [ieHb); B KaueCTBe 3aMeCTUTEb-
HOM Teparmu — HusKue (usnonornyeckue) [03bl; MECTHO: HAKOYKHO, MHTA/ISILIMIOHHO, B BUJIE I7Ia3HBIX KaIleJlb,
BHYTPb CyCTaBa.

Bakumnanus gereit ¢ MyKOBUCIIM030M
Kpome npuBuBok HanmonanbHOro KajneHjaps, AONOJTHEHHOrO BaKI[MHALMell IPOTUB THEBMOKOKKOBOM
u reModuibHOM MHpeKMK, feteit ¢ MB 1jenecoobpasHo npuBUBaTh OT MEHMHTOKOKKOBOV MH(]eKIn
(c 2 nert), rematuta A ¥ BeTpsHOI ocmibl (¢ 12 Mecsnes), poraBupycHoit nHexkunn (c 6 Hepenn) (Tabm. 1).
AKTya/IbHOCTD €XKETOf{HOI BaKI[MHAIIVY IPOTUB I'PUIIA COXpaHseTcs [4].
1. BakuHanus NpoTNB ITHEBMOKOKKOBOI MHGpekmu. B PO sapeructpupoBaHsl ABe BaKIUHBL: [IHeB-
Mo-23 («Canodu ITacrep», @pannus) u [Ipeenap («Ildaiizep», CIIIA). [Tonncaxapugnas BakiyuHa [THes-
MO-23 IpUMEHSAETCA Y [eTell TONBKO C 2-7IETHETO BO3pacTa OJHOKPATHO, C IIOBTOPHBIM BBEJEHUEM Yepe3
3-5 net. IIpepnouTuTeNIbHEE UCIIONIb30BaHNE KOHBIOTMPOBAHHON BaKMHbBI IIpeBeHap, T.K. OHa MOXET VC-
IIO/Ib30BAaTbCA YK€ C 2 MecAneB Xu3Hu. Cxema 3aBUICUT OT BO3pacTa Hadajla MMMyHu3anuu. Jletam ot
2 1o 6 MecsAlLeB IPOBOAUTCA TPeXKpaTHasA BaKLMHALMA ¢ MHTEPBA/IOM 1-2 MecsAlla, ¢ peBaKIMHaLe B
Bo3pacte 15-18 Mecaues. [leTsaM 6-12 MecALeB BBOAATCA [IB€ J03bl BAKLMHBI TAKXKE C MUHTEpBaIoM 1-2 Mme-
cAlla ¥ OFHOKPATHON peBaKLMHAlMell Ha BTOPOM rofy >XusHu. Jleram 12-23 mecslieB BBOGATCA [IBe [JO3bI
BaKIVHBI C MHTEPBA/IOM 2 Mecsla, 6e3 peBakiuHanuu. [leTsm ot 2 10 5 /1eT JOCTaTOYHO OFHOKPATHOTO
BBeIeHUS BaKIVTHBI.
B MeTopnyecknx peKOMEeHAALMAX «DUUIeMUOIOTYS U BaKIMHONPODIIAKTAKA MH(EKIMY, BbI3BIBAEMO
Streptococcus pneumoniae» MU ¢ XpOHMYECKMMY 3a00/IeBaHUAMU JIETKUX, XPOHNYECKVIMM 3a00/IeBaHAMI
nedeHy (BK/IIOYAs IMPPO3), IJIUTEIBHO U 9acTO OOJIerole eTH SIB/ISI0TCS IPYIIIaMit, KOTOPBIM B IIEPBYIO
ouepeqpb IMOKa3aHa BaKI[MHAIV IPOTUB ITHEBMOKOKKOBON MHpekuuu [4]. B nccnenoBanmsx, mocssieH-
HBIX BaKIVHAIMY JIeTell ¢ XPOHMYECKMMH 3a00/IeBaHNAMMY JIETKUX, B TOM YIC/Ie C MYKOBUCIMI030M, HO-
Ka3aHa 6e30I1aCHOCTbD, a TAK)Xe CIIOCOOHOCTH BAKIVH MPOTHB ITHEMOKOKKOBOV MH(EKIMI CHUXKATb 4aCTO-
Ty IPUCOEAVIHEHN PeCIVPATOPHBIX MHMEKIIT U YMC/I0 000CTpeHMiT OCHOBHOTO 3a00/IeBaHys B 2 pasa,
a 9MMMMHAIVA S. prieumoniae 13 MOKPOTBI Yepe3 OfVH rof Habmopaercs B 88% ciyvaes [4, 5, 6, 7, 8].
2. Cormacio HanmoHambHOMY Ka/IeHApI0 11 MEXYHAPOLHBIM PEKOMEHJALMAM, AETAM CTapuie 3-Me-
CSIYHOTO BO3pacTa U3 IPYII PUCKA peKOMEH/[0OBaHA BaKIMHAINA IPOTUB reMO(GMIbHONM MHPEKINN THUIIA
b. BakumHaums npoTuB rpumnmna mpoBOJUTCS C 6-MeCIYHOTO BO3PACcTa MHAKTMBUPOBAHHBIMY BaKI[MHAMU
POCCUIICKOTO M 3apy0e>XHOTO NPOMU3BOACTBA, 1 pa3 B TOfI, OCEHbIO, 10 HavajIa SNuAeMuy rpunmna. Jeram
JIOIIKO/IBHOTO BO3pacTa, KOTOPbIe MEPBBINl pa3 HavyaayM BaKIMHUPOBATbCS MPOTUB IPUIIA, HEOOXOAMMO
BBeJleHIe ABYX 703 1o 0,25 M1 c mHTepBanoM 4 Hexenn [8, 9, 10, 11, 12].
3. BaknpmHanus npotus remo¢uibHONM MHGeKnuu Tuna b B Hacrosee Bpems B Poccun nmpoBogutcs
moHoBakuyHamm: AKT-Xub6 («Canodum ITacrep», @pannus) u BakuyHoi Vudanpukc-Tekca (GSK, Benb-
rust). [IpBMBKY IPOBOASAT HauMHAs C 3-MeCSIYHOTO Bo3pacTa (CoBMelasi BaKLIMHALIMIO C BBEIEHMEM BaK-
uuH npotuB audrepun, kokmoma u cronduska — AKIC- wim AaKJIC-BakimHammn, a TaKXXe MOTUOMU-
emuta — VIIB), TpexkparTHO ¢ MHTepBanoM B 1,5 MecsIia; peBaKIMHALMS IPOBOAUTCS yepe3 12 MecsieB
nocje Tperbeil npuBuBKY. [Ipy Hauane BakuMHanuy B 6-12 MecALeB )KM3HM JOCTATOYHO /IBYX MHDBEKIUIA
C MHTepBaoM 1-2 MecsAla ¥ peBakLMHaLuM Yyepe3 12 Mecales nocie BTopoit fo3bl. Ilociie roga BakuyHu-
PYIOT offHOKpaTHO [3, 13, 14, 15, 16].
4. BaxiimHanus NpoTUB MEHNMHIOKOKKOBOI MHpeKkmu. B PO 3aperncTprupoBaHbl TOMBKO NOMMCAXapy-
Hble MEHITHTOKOKKOBBIE BaKIIMHbI. BakIHa MEHMHIOKOKKOBasi IPYIIIbI A ToymicaxapugHas cyxas («Muxpo-
ren», Poccust) m Menakrpa (Sanofi Pasteur Inc., CIITA) (Bakumua MeHakTpa npeficTaBiseT cob6oi pacTBop
OYMIIEHHBIX KaIICY/IbHBIX onucaxapunos Neisseria meningitidis rpynn A, C, Y u W-135) pasperens ¢ 9-me-
cstaHOTO BOo3pacta. Bakiuubel MenneBakc ACWY («ImakcoCmutKisith», benbrus) u monmcaxapugHas Me-
HIHTOKoKkoBas BakumHa A + C («Cano¢u [Tactep», @paHums) MCIOMB3YIOT A1 BaKLMHALNY C 2-TIE€THETO
BO3pPacTa, OMHOKPATHO, C PeBaKLMHALMEN KK ble 3-5 JIeT.
5. BaknuHanua npotus rematuta A. B Poccun npumensaiorca: oredyectBenHas BakiuHa ['EII-A-un-BAK,
ABakcuMm («ABenTuc ITactep», @panuns), Bakra («Mepk lapm n Joym», CIITA), XaBpukc, a Takxe fu-
BakuyHa TBuHpMKC npotus rematuta A u B («I'makcoCmutKnaita», benbrus). Bakuynny BBOAAT ABYKpaTHO
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HauylHas ¢ 1-ro rojia >KM3HM, C UHTEPBAIOM MeXAY fio3aMu 6-60 MecsaeB. Takke BaKIMHAIA MOXeT IIPU-
MEHATBCA IS KyNMPOBaHNUA BCIIBILIEK IeNaTUTa A B KOJIJIEKTMBAX.

6. BakumHanuaA NpoTuB BeTPAHON ocnbl. B PO 3aperucTpupoBansl iBe XMBble BaKIIMHBL: Bapunpukc
(«ImakcoCvutKnsaitn», benbrus) n Oxasakc («Cano¢u ITactep», @pannus). HaunnaTh npuBuBaTth freTeit
MO>KHO C 12 Mecs1ieB >)KM3HM, COBMeIas BAKIMHALVIO IIPOTUB BETPAHOI OCIIbI C IPMBUBKOI IPOTUB KOPH,
KPacHyXU ¥ InapoTuTa. Bakuynanusa no 13 et npoBoAUTCA OJHOKPATHO, nocie 13 neT — BakuyuHo Ba-
PWIPHUKC — IBYKpaTHO, BakKIMHOJM OKaBaKC — OFHOKPATHO. VIMMYHM3aLMs TaK)Ke IIOKa3aHa [ SKCTPEH-
HOJI TPO(WMIAKTUKY BETPSHON OCITBI KOHTAKTHBIX fIeTell, He IIPUBUTBIX U He 00JIeBIINX; Lieleco00pasHo ee
IIPOBOAVTD B T€YEHIE IIEPBBIX 72-96 4acOB NOC/Ie KOHTAKTA C 3a00JIeBILIM BETPSHOI OCIION.

7. ITaccuBHasg ummyHnsanus npotus PC-BupycHoit nagexuun. PecipaTopHas CMHIUTHAATBHO-BUPYC-
Hast nHGekys (PC-nHeKIys) 3aHMMaeT 0c000e MeCTO Cpefy fPYIMX PeCIMPATOPHBIX MHQEKINit BBULY
BBICOKOJ! YaCTOTHI M TsKecTu. BepoaTHOCTb MHOUIMpOBaThcsa PC-BUpycoM Ha 1-M TORy >KM3HY — OKOJIO
50%, B mepBble 2 rofa — mouty 100%, monoBuHa 3aboneBmmx nepeHocut PC-undexnuio B popme 6poH-
xmonuta i nHeBMoHuu. PC-uHdekuns ocobeHHO omacHa Jyis JeTeil B Bo3pacTe 10 12 Hel, HETOHO-
IIeHHBIX, 0OJIbHBIX C XPOHNYECKOIT IIATOIOTHEI, B T.4. C MYKOBJCIIVI/IO30M, — B 9TUX I'PYIIIIaX J1eTATbHOCTD
pocturaet 3-5%. [na npodunaxktrku PC-BupycHoit nHGeKIMY UCTIONb3YIOT penapar nansusymat (Cu-
Haryuc GpupMsel «9660TT») — r'YyMaHM3MPOBaHHbIE MOHOK/IOHA/IbHbIE aHTUTeNA K Oenky cnusanus (6emok F)
PC-Bupyca. Ero BBOmAT B/M B fo3e 15 Mr/Kkr 1 pa3 B MecAl Iepefi HadajoM 3MMUAEMUYECKOrO IOAbeMa
PC-BupycHoit 3a607eBaeMOCTH, KOTOPbIII HAYMHAETCS B HOSIOpe 1 IPORO/DKaeTCs o anpens (4-5 BBemeHMit
3a AIMJCe30H); A1 MedeHus PC-BUpycHOI MHPEKIM He NCIIONb3YeT .

8. BakuHansa npotus potaBupycHoii nHgekmuu. B PO saperncrpuposana BakiuHa Potarek — (Merck
Sharp & Dohme, CIITA). B coctaB PoraTek BXOJST KUBBIE KY/IbTYPBI YeTIOBEYECKOTO U OBIYBETO POTABU-
pycos Aty noaTunos: G1, G2, G3, G4 n P1A. Kypc BakuMHaluy COCTOUT U3 Tpex 103 npenaparta PoraTex
C MHTEPBAJIOM MEXNY BBefieHMAMN 0T 4 1o 10 Hepenb. IlepByro 03y BBOJGAT AETAM B BO3pacTe OT 6 1O
12 Hemenb. Bce Tpu mo3bI peKOMeHAyeTCsA BBECTU [0 JOCTIDKEeHUA peOeHKOM Bo3pacTa 32 Hepmenb. [Ipu
BBeJIeHII HETIOJTHOM [03bI (Hampumep, pe6eHOK BBIIUIIOHY/I MM CPBITHY/I 9aCTh O3bI) He peKOMEH/[yeTCs
BBOJUTD OIO/THUTEIbHYIO 103y, TAK KaK IAaHHBIN PEXUM I03VPOBaHNA He U3y4a/icAd B KIMHNYECKUX VIC-
cnegoBaHyAx. OcTaBiMecs BO3bI C/IelyeT BBOGUTD COITIACHO CXeMe BaKIVHALUN.

9. CxeMa BaKIIHAIMY IIPOTUB CHHETHOITHOV MH(eKIN ceifyac HAXOMUTCA B pa3padoTke.

Bakumnanus B3pocnbix

BakumHanus B3poCiIbIX MALMEHTOB C AUarHO30M «MYKOBUCIM03» IPOBOAUTCA BHe 000CTpeHus 3abore-

BaHUA, Ha poHe ocHOBHOI Tepanuu (Ta6n. 2). B coorBeTcTBuM ¢ HanyoHanbHeIM KaneHgapeM PD aTux

NAlMeHTOB MMMYHM3VPYIOT IPOTUB CIEYOIX MH(eKINil:

1. ITporus gudrepun u cronbHsaka poccuiickon Bakuyuoin AJIC-M (1 pa3 B 10 ner)

2. TIpotus xopu — nmui 1o 35 71eT, paHee He BAKLMHUPOBAHHBIX U He 60JIEBIINX, — POCCUIICKOI BaKLIMHO
JKKB, opHOKpaTHO

3. IIpoTmB KpacHyXM — CEpOHETAaTMBHBIX >KEHIMH PENPOAYKTMBHOIO BO3pacTa — POCCUIICKON VI/IM MH-
OVACKOJ BaKIMHAMM, OJJHOKPATHO

4. Ilporus remarura B mo cxeme 0-1-6 mec. Vicmonp3yroTcsa BakUMHBI KaK poccuiickue: Peresak, Kom-
6norex, Tak n nmnoprHsle: IHIKepukc B (GlaxoSmithKline Biologicals, s.a., benbrus), Jysakc (Sanofi
Pasteur, ®panmus).

Taxoke MaIIeHTOB C MYKOBUCLM/IO30M JTOIOTHUTE/TbHO BaKIIMHUPYIOT IPOTUB:

1. TIHeBMOKOKKOBOJT MH(EKIUN — OZHOKPATHO, C peBaKIHanueil yepe3 4-5 et BakiyHoit [ITHeBM0-23
(Sanofi Pasteur, ®panums).

2. Ipumnma - eXXerogHo OCEHbIO, 10 HadajIa SMMCE30HAa MHAKTYBMPOBAHHBIMI BaKIITHAMI IMIIOPTHOTO U
poccuiickoro npousBoacTsa (Ipunnon, Vindmosak, Bakcurpun u ap.).

ITo snmpeMmonornyecKuM NoKa3aHMAM POBOAAT BaKLIMHALMIO IPOTUB:

1. Tematura A. Vicnmonbsyworca oredecTBeHHass BakuuHa ['EIl-A-mH-BAK M uMMnoprHble BaKIVHBI:
ABakcum (Sanofi Pasteur, ®@pannus), Bakra (Merck Sharp & Dohme B.V,, CIIIA), XaBpukc, a Takxe
nuBakuyHa TBuHpUKC npotus renatuta A n B (GlaxoSmithKline Biologicals, s.a., benbrus). Bakuu-
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HY BBOJAT IBYKPAaTHO, C MHTEPBAIOM MEXJY Jo3aMu 6-60 mecA1es.

2. BerpsHol ocnbl — I n1, He OOEBLINX BeTPSHON ocroit. [Ipy sKcTpeHHOI BaKLMHAIY BBOJUT-
ca BaknuHa Bapminpuke (GlaxoSmithKline Biologicals, s.a. (benbrus)) mnmm OxaBakc (Sanofi Pasteur,
®panuns) ogHokparHo. LlenecoobpasHo ee BBOAUTH B Te4eHME IEPBBIX 72-96 4acOB IOC/IE KOHTAK-
Ta. ¥ NMalMeHTOB, IPYHMUMAIOLINX KOPTUKOCTEPOUDI, KOIMYECTBO MMM(GOLNTOB IIepes BaKIHALMel
IIOJDKHO 6BITH 6071ee 1200/MM’ KpoBMU.

3. MeHMHIOKOKKOBOJ MH(EKIN.

4. Ilonmuommenura.

[TauyeHTaM, KOTOpbIe TOTOBATCA K TPAHCIUIAHTALMM, HEOOXOAVMO CHe/NIaThb IPUBUBKY IIPOTHUB BETPSHON

OCIIBI, THeBMOKOKKOBOJ MH(MEKIMN 1 TPUIIIIA 32 MeCALL 10 IPOBefieH s TPaHCIUIaHTauun [8].

3akmouenne. Takum 06pasom, JeTH ¢ MYKOBUCIN030M B PO® [O/KHBI BaKIMHUPOBATHCS C MOMOIIBIO
12 BaxkuyH I eKerogHo NpoTuB rpumnmna. [1o snnjeMnonorndeckKum moKa3aHusaM OHY MOTYT OBITb IIPUBM-
TBI OT rernatnTa A, MEHMHTOKOKKOBOI MH(MEKIU, BETPSIHON OCIIBL.

Bspocrbix cnegyer mpuBuBarh no HanyoHanpHOMY KajeHAapio OT 4deThipex mHpekimit (andrepun n
CTONOHsIKA, KOP, KPACHY XM, IPOTHUB reraTnTa B), o anmjeMmnonornyeckum moKa3aHusIM IpOBO/ST Bak-
[MHAL[MIO TIPOTHUB reratuTa A, BETPSHOM OCITbI, MEHMHTOKOKKOBOIT MH(MEKI[MY, TOTIMOMMETUTA.

CxeMa BaKIMHAL[MU [IPOTUB CUHErHOHOM nHpekuyy u PC-uHdexumu paspabarsiBaeTcs [isi BCEX BO3-
pacToB. JJaHHBIX, COOTBETCTBYIOIIMX TPeOOBAHMAM [OKA3aTENbHON MENUINHBI 110 6e30macHOCTH 1 9¢-
(beKTMBHOCTM BaKI[MHALMM TPV MYKOBMCLMIO3€e, HET, U, BEPOSITHO, UX HOsIB/IeHNe OyaeT B OyoKaiiiiee
BpeMsI 3aTPY/JHEHO B CBSI3Y C HEJOCTATOYHOI OKa3aTe/IbHOCTDIO MX IPYMEHEHNMs B 00I[eil TOMy/IALu 1
aKTMBHOTO TIPYMEHEHNS B eXKeHEeBHOII TpaKTuKe. [loKa3aTenbCTBa, OydeHHbIe IPU BaKI[MHALN JeTeil
¥ B3POC/IBIX 6€3 MYKOBUCLIMI03a, CBUAETENbCTBYIOT 00 UX 11e/1eCO0OPasHOCTI U OOOPEHBI COITIACUTE/Ib-
HBIMJ JOKYMEHTaM} €BPOIENICKIX U aMEPUKAHCKIX SKCIIEPTOB.
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Tabmuua 1. BakiyHaims 60TbHBIX ¢ MyKOBUCIUI030M (* — maHHBIE TI0 IPYMEHEHNIO Y B3POCTIBIX)
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IlepBas Bakiu-
Halus MpoTUB
BUPYCHOTO
remaruta B*

Poccnst)

SumKepukc B
(GlaxoSmithKline Biologicals,
s.a., benbrus)

Oysaxkc (Sanofi Pasteur,
Dpanmys)

Jusaxuyuna TBuHpUKC
MpOTUB renatuta A u B
(GlaxoSmithKline Biologicals,
s.a., benbrus)

BaKLMH y JieTeli ¥ B3pOC/IbIX JJaH-
HBIX BO3PACTHBIX IPYIIII IIO CXeMe
0-1-6 mec (1 m03a — B MOMEHT Ha-
4ajIa BaKI[HAINY, 2 1032 — Yepe3
MecAn rocne 1 npuBuBKY, 3 f03a
- 4epes 6 MecslLleB OT Hayama)*

4 BakuyHauus —12 mec

JIetu ot 1 ropa no 18 net, B3poc-
nble oT 18 7o 55 n1eT, He TpUBUTbIE
paHee

KOHTaKTHbIE JINIIA
13 09aroB 3a6oe-
BaHNs, He IPUBM-
TBIE U HE UIMEIO-
e CBeeHuIit O
IpoUIAKTNYeCKIX
[IPUBUBKAX IIPOTUB
remarurta B*

Bakiuabr
Pasgen (saperncrpupoBanusie B PO | Bakuyunanums PeBakuuuanms Vimmynnsanmsa Pexomenpamymn
Ha 1 anBaps 2014 1.)
C K: -
Tybepiynes | LK HoBopoxgesiiste Ha 3-7 REHD |7 1o 14 pe o npUBIBOK - Been
yoepryn BIDK-M SKU3HU JIeT, AT pro 1ip
HOBOPOX/JEHHBIM
PereBak («MTX», Poccus) IIpoBoaMTCSA B COOTBETCTBUM
Kom6uorex («Kombuorex», C MHCTPYKIVAMIY IO IPUMEHEHUIO
ViImmynusanms —

CornacHo Kanenpya-
P IpUBUBOK

AKIIC («<Muxporen», Poccus)
Vndanpuxc Texca
(GlaxoSmithKline Biologicals,
s.a., beprus)

Ilentakcum (Sanofi Pasteur,

TpexkpaTHo ¢ 3 MecAleB ¢ MHTep-
BasioM B 1,5 MecsAIa; mpy Havasne

IlepBas peBaKiiHa-
1us B 18 Mec (peBak-
L[VHALS TIPOBOANTCS
yepes 12 Mecsanes
ocrie 3 IpUBMUBKN)

JKKB*, )KKB + JXIIB
(«Muxporen», Poccus)
Bakuuna Ilpnopukc npotus

Vimmynusanus
NIPOTUB KOPU JeTeit
B BO3pacTe

15-17 net BKIIOUM-
TE/IbHO U B3POCTIBIX
B BO3pacTe

1o 35 net,*

He TIPMBUTHIX
paHee, He MIMEIOLINX
CBeIeHN

0 IPUBMBKAX
IIPOTUB KOPU

” He 60/IeBIINX
KOpBIO paHee,
IIPOBOJUTCA B
COOTBETCTBUM C
MHCTPYKIMAMM

10 IPUMEHEHNIO
BaKI[VH JBYKPaTHO
C MHTEPBAJIOM

CormacHo Kanenpa-

KOpY, IAPOTUTA, He MeHee
6 net 3-X MecALeB MeX DI TIPUBIBOK
Kopp* KpacHyXi >xisas Bakuunarus B 12 mec n ny Meroauyeckue
Ky/IbTypa/lbHas [IPYBUBKAMM
. . . . yKasaHuUs
(GlaxoSmithKline Biologicals, JInua, IpUBUTHIE MY 3.3.1.1123-02
s.a., Benbrus) PpaHee OIHOKPATHO,
TIOJI/IEXXAT TIPOBefe-
HUIO OJJHOKPATHOII
UMMYHU3ALUN C
MHTEPBAJIOM He
MeHee 3-X MecsIeB
MeX[y IPVUBYB-
KaMu
Tlo stupgeMuonoru-
YEeCKMM I0Ka3a-
HUAM:
KonrakTHbIe muita
He 6onepuine
He npusnrsie
1 He UMEIOLIVE CBE-
[eHuit o mpoduak-
TUYECKVIX [IPUBYB-
KaxX — OffHOKPAaTHO
6e3 orpaHnYeHus
BO3pacTa*
6 et
Ipuopukc (GlaxoSmithKline VIMMyHu3anus gereit
Biologicals, s.a., Benbrus) or 1 roga mo 18 ner,
BakuuHa IpoTuB KpacHyxun He 601eBIINX,
JXnBas aTTeHyI/[pOBaHHaF[ HE Hp]/IBI/ITbIX, Hp]/[— COI‘TIaCHO Ka)‘[eﬂna-
Kpacnayxa* (Mupns) Bakumnaums B 12 mec BUTBIX OfHOKPATHO
Pynusakc (Sanofi Pasteur, MPOTUB KPAaCHYXH, PIo HpUBIBOK
Dpaniys) Y ieBYIIEK
ot 18 o 25 ner, He 60-
JIEBIINX, He IIPUBUTBIX
paHee*
KonTakTHbIE Muiia
13 04aroB 3abose-
JKIIB («Muxkporen», Poccrst) BaHUA
5 . | IIpuopukc (GlaxoSmithKline He 6onesmne
MUEEMUYECKUI | . X CormacHo Kanenpa-
Biologicals, s.a., Benbrus) Bakuunanus B 12 mec 6 neT He npuBuThIe
apoTUT PO IIPUBUBOK

U He MMelolLyie
CBeIeHUI

0 mpoduIaKTIde-
CKMX IPUBUBKAX™

Vndanpukc-Texca (GSK,
Benbrus)

nosbl. [locne rofa BaKUMHUPYIOT
OIHOKPATHO

Dpanrms) BaKIMHAUMM B 6-12 Mecs1ieB Bropas pesakiu-
AJIC-M («MuxporeH», JKVM3HN JOCTaTOYHO JABYX MHDBEK- | HALVA — IIPOTYB
Poccya)* LIt ¢ MHTepBajoM 1-2 Mecsana u | mudrepun
Angrepus, C GHsik- Gtsika - B 6- c Kanetza-
KOKITIOI, I (cronbusak-audTepus) peBaKIMHAIMY Yepe3 12 MecsALeB | 11 CTONOHAKA — B 6-7 eT ormacHo Kanenpma
cTOn6HAK* AC («Muxkporen», Poccns) TpeTba peBakiuHa- PIo IPUBUBOK
CbIBOpOTKa MPOTHBOCTONOHAY- | Bakumuanmsa CIIAK-BakimHO Y5t — IpOTHB Andre-
Hasi JIOLIa/IMHast OYMIIleHHAs! IIPOBOAUTCS OHOPA30BO U pe- pun u CTONOHSIKA B
KOHILIEHTPMPOBAHHAA XXIAKasA | KOMEHAYeTCA I MMMYHM3arm | 14 met
CbIBOpPOTKa IPOTUBOJY- neteit 1 B3poc/bIX oT 11 1o 64 net | PeBakuuHaumsa nocie
drepuitHas mouIafMHAS TI0CTIe BTOPOJI O3B 18 et mpotus AndTe-
OYMIIleHHasI KOHIIEHTPUPO- pun u CTONGHSIKA —
BaHHas XuaKas («Mukporen», Kaxxppie 10 met*
Poccus)
KonrakTHbIE THIa
13 09aroB 3a6ose-
BaHUSA
He 6onepuine
He npusurbie
7 He MeIoLe
CBEJIeHMI1 O Ipo-
bumakTMYeCcKMX
OpaspHas MoNMMOBaKIVHA IIpUBUBKaxX*
(OIIB) TlepBas peBakumHa- Iletu ¢ 3 mo 18 net
MuaxruBuposannsle (MI1B): 1y B 18 Mec (peBak- | — OJHOKpaTHO
Tomnopuxc (GlaxoSmithKline LUHALVS TPOBOANTCS | [leTn, mpubsiBiIye
Biologicals, s.a., Benbrus) T 3 yepes 12 Mecsanes U3 SHIEMUYHBIX
KombuHMpoBaHHas IATH- PEXKparHo ¢ h;e; AeB ocyIe 3 IPUBUBKIM) 1O TIOTHOMMENNTY | K
TTonmmomuenut KOMITOHEHTHasI BaKI[HA ; MHTCP;FSEM; ? MecgﬁlB_ Bropas peBakijyHa- crpa (Teppuro- OT/IACHO RATEHAR-
Tentaxcnm (Sanofi Pasteur, Ro3BI »3-5 703 - st — 20 Mec pwit), - ¢ 3 1o PIo PUBHBOK
D ) (. Kanenyiaps) Tperbsa 18 et ogHOKPaTHO
paHIsA p ITHOKD
IllecTMKOMIOHEHTHAS PeBaKIMHALNS — (npuBuUTHIE) M TPEX-
BakuuHa VHpanpukc lexca B 14 et KpaTHO (IIpu OTCyT-
(GlaxoSmithKline Biologicals, CTBUM CBeTEHUI
s.a., benbrus) 0 NIPUBMBKAX)
JIntia, KOHTaKTUPO-
BaBIIIVEe
C MPUOBIBIINMI
13 SHIEMUYHBIX
MECT, — OFHOKPATHO,
C 3 MeCsILIeB >KMU3HU
u 6e3 OrpaHnMIeHIst
BO3pacra*
Axkt-Xub6 (Sanofi Pasteur, TpexkpaTHO ¢ 3 MeCsILeB C MHTep-
Dpanrs) BajioM B 1,5 Mecsija
Xubepukc (GlaxoSmithKline | IIpu Hauae BakiHaIym B CornacHo Kanenpa-
TemodumbHas Biologicals, s.a., Benbrus) B 6-12 MecsIIeB XXM3HU JOCTATOY- 18 mec (pesaxipma- P10 IPUBMBOK
nHpeKLust KoMOMHMpOBaHHas BaKIMHA | HO ABYX MHBEKIMII C MHTEPBA/IOM ?ZM A TPOBOAUTCA H€pes PexomenpgoBana
Tumna b ITentakcum (Sanofi Pasteur, 1-2 MecsALa ¥ peBaKIHALUY 3 HM;;?/IL;;I)IOCM BCEMMU
Dpaniys). yepe3 12 MecsIeB IOCIIe BTOPOIL P KOHCEHCycaMu
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ITHEBMOKOKKO-
Bas MHpeKIA*

IIneBmo-23 (Sanofi Pasteur,
DOpannms),

Ipesenap (Pfiser, CIIIA)
Cundnopukc
(GlaxoSmithKline Biologicals,
s.a., bebrus)

13-BajieHTHasA THEBMOKOKKOBAs
KOH'BIOTMPOBAaHHAsA BaKLMHA
(TTKB): TpexkpaTHOe BBEfIeHIe

B Bo3pacrTe 2, 4 n 15 mecanes
Jletsim B Bo3pacTe 12-24 mecs1ies,
paHee He BaKIIHMPOBAHHbIM,
BBogAT 1-2 pno3sl ITKB, B Bo3pacTte
24-59 mecaues - 1 103y, a et

C UMEIMICSA 3a00/IeBaHNAMA
VWIN COCTOSTHVMSIMU, TTOBBIIIAK0-
mMNn pI/ICK pa3BI/ITI/[$I VHBA3UB-
HbIX (pOPM ITHEBMOKOKKOBOII
MH(beKuI/m, JTOJKHBI MOTy4aTh

2 po3bl ITKB

ITonucaxapugHas BakI[MHa
[TueBMO-23 mpuMeHseTcs y AeTei
TOJIBKO C 2-7IETHETO BO3pacTa

ITocne ITKB

C 2-7IeTHETo BO3pacTa
UCIIONb3YeTCs IO~
caxapyujHas BaKI[IHa
IInesmo-23 (ITI1B-23),
3aTeM IIOBTOPHO 4epe3
4-5 neT Ipy HaIMIUn
¢daxropos pucka*

CormacHo Kanenpa-
P10 IPUBYBOK
Meroauyeckue
yKa3aHMA

MY 3.3.1.1123-02
Morbidity and
Mortality Weekly
Report Supplement /
Vol. 62,

February 1, 2013
Advisory Committee
on Immunization
Practices (ACIP)*
PexomengoBaHa
BCEMU KOHCEHCYca-
M TI0 BaKL[MHAL[UN

Berpsinas ocra

Bakiuna Bapunpuxc
(GlaxoSmithKline Biologicals,
s.a., benbrus)

Bapusaxkc (Merck Sharp &
Dohme B.V,, CIIIA)

Jlist nmuy, He 60JIEBLIMX BETPsI-
HOII ocrioit. BakuymHa BBOgUTCS
IBYKPATHO C MHTEPBA/IOM MEXy
BBeieHnAMU 6-10 Hemenb

Vimmynusanus
TaK)Ke IIOKa3aHa
IJ151 SKCTPEHHOM
NpOGUIAKTUKY
BETPSHOM OCIIbI
KOHTAKTHBIX JINIT,
He IIPUBUTBIX U HE
60/1eBIINX; LIEe/IeCO-
06pasHO IIpoBO-
JOUTDH €€ B TCUCHNE
nepBbIX 96 yacoB
OT KOHTAaKTa

Bompoc pemraercs
VHVBUYaTbHO

ITo snupemmonorn-
YeCKMM MOKa3aHUAM

Ipunm*

OIHOKPATHO 60nbHBIX MB
Bakcurpur (Sanofi Pasteur,
Dpaxums),
Vindmosak (Abbott Biologicals,
Jletu ¢ 6 MecsIeB, ydamuecs
B.V.,, Hupepnanipr) PexomenmoBaHa
. . 1-11 K/accoB; CTY/IEHTHI BBICIINX
Arpumnman (Novartis Vaccines MHCTPYKLMAMU

and Diagnostics GmbH &
Co.KG, Utanus)

Berpusak (Novartis Vaccines
and Diagnostics GmbH &
Co.KG, Upnauamns)
Tpumnnon+ («<Mukpores»,
Poccus)

Vudnexcan (Janssen Gohnson
& Gohnson, CIIIA)
Drroopuxc (GlaxoSmithKline
Biologicals, s.a., Benbrs)

pOoQeCcCHOHANTBHBIX U CPEIHNX
IpodecCHOHAIbHBIX YIeOHBIX
3aBeJleHMIt; B3POCIble, paboTaro-
I[yie TIO OT/EMbHBIM IIpodeccuam
U JO/DKHOCTAM (pabOTHUKM
MeJMLMHCKMX 1 06pa3oBaresb-
HBIX YYPEXIeHMIT, TPAaHCIIOPTa,
KOMMYHaIbHOII cepsl 1 fip.);
nmia crapiue 60 ner*

110 IPYMEHEHUI0
BaKI[1H, KOHCEHCY-
caMyt 6OIBLIIMHCTBA
cTpaH Jyis GONbHBIX
MYKOBHUCIIVIO30M
Meroanyeckue
yKasaHUs

MYV 3.3.1.1123-02

TMamBusyma6 (Cunaruc)
(Abbott Laboratories Limited,

Pasopas 1osa npenapara cocTas-
nser 15 mr/kr. Cxema mpume-
HEHUs COCTOUT U3 5 MHBEKIUIL

Bonpoc pemaerca

PEKOMEeH/[YeTCsl BBECTH [0
HOCTIDKEeHMA pe6eHKOM BO3pacTa
32 Hefienb.

Pecruparopuas | npoussezieno Boeringer npernapara, BBOIUMbIX C IHTE VIHJVIBUIYaJIbHO
cuHnmTranpHo- | Ingelheim Pharma GmbH & pernapara, BEOR P FVBHLY
BaJIOM 1 MecC B TeYeHIe CE30HHOTO ITo stuagemMuonorn-
BUPYCHast Co. KG) rymanusuposaHHble
nojrbeMa 3a6071eBaeMOCT, BbI3bI- YeCKMM MOKa3aHUAM
MHPEKIA MOHOKJIOHA/IbHbIE aHTHUTe/NIa .
16G1K Baemolt PCB. IlepBas nabeKImsa B IPyIIax pucKa
8 IOJ/DKHA BBOIUTHCS IO Hadasia
nogbemMa 3a60/1eBaeMOCTI
Kypc Baknunanum
COCTOUT U3 TPeX [i03
npenapata PotaTex ¢
Kypc BakiuHammm cocrout us
VHTEpPBaJIOM MEXIY
Tpex fo3 npemnapara PoraTek ¢
BBeIeHUAMU OT 4 710
VHTepPBaJIOM MeX/ly BBeeHIAMU
10 Hezenb. IlepByto
ot 4 o 10 Hexerns. [TepByto g03y Potarex - (Merck
PoTaBupycnas Porarek — (Merck Sharp & PoTaBupycnas 103y BBOJIAT ETAM
BBOJIAT [IETAM B BO3pacTe OT Sharp & Dohme,
nHpexuus Dohme, CIITA) nHbexus B BO3pacTe OT 6 70
6 o 12 Hepenb. Bee Tpu 0361 CIIIA)

12 nepnens. Bee Tpu
TO3bI PEKOMEHTyeTCs
BBECTH JI0
TOCTIDKEHVA
pebeHKOM Bo3pacTa
32 HeJienb.

lermatut A

AnbraBak M (P®)*

Asakcum (Sanofi Pasteur,
Dpannms)*

ABaxcum 80 (Sanofi Pasteur,
Dpanmms)

ABaxcuM 160 (Sanofi Pasteur,
Dpannms)*

Baxra (Merck Sharp & Dohme
B.V,, CIIA)*

Xaspukc 720
(GlaxoSmithKline Biologicals,
s.a., bernbrus)

XaBpukc 1440
(GlaxoSmithKline Biologicals,
s.a., benprusa)*
T'ETI-A-uH-BAK («Bekrtop-bu-
Anbram», Poccus)

AsakcumM (Sanofi Pasteur,
Dpanms)

Baxra (Merck Sharp & Dohme
B.V, CIIIA)

Husaxuuna TBuHpUKC
mpoTuB remarura A u B
(GlaxoSmithKline Biologicals,
s.a., benprus)

Bakiuny BBOJAT ABYKpaTHO,
HauMHas ¢ 1-T0 rofa XmsHu,

C MHTEPBAJIOM MEXJY 103aMI
6-60 Mecs1eB. BakimHamnms Mo-
JKeT MIPUMEHAThCA J/Is1 KyIMpoBa-
HISI BCITBIIIIEK TemaTnTa A

B KOJUIEKTUBAX

JInua, mofBepsKeH-
Hble Ipodeccyo-
HATbHOMY PUCKY
Jluia, BbIe3)Ka0-
e B Hebmaromo-
JTy4HBIE PETVOHbI
CTpaHBbI
KoHTakTHbBIE B O4a-
rax rematura A

PekomenmoBaHa
10 TIOKa3aHUAM

Tabmmua 2. BaxiyHanusa B3pOC/IbIX O0NTBHBIX ¢ MyKOBYICIIV/I030M

Paspen

Pexomenpanyn

Ty6epkynes

CoracHo KaneHnap}o IIPUBMBOK — BCEM HOBOPOX/AEHHDBIM

MeHUHTOKOKKO-
Bast MHQPEKIVA

BakimHa MEHMHTOKOKKOBast
TPYIIIbI A MOMCaXapugHas
cyxas («Mukporen», Poccus)
MenneBakc ACWY
(GlaxoSmithKline Biologicals,
s.a., benbrus)
TonucaxapupHas MEHMHTO-
KOKKOBasl BakKI[iHa MeHVH-
ro A + C (Sanofi Pasteur,
Dpannus)

Menaktpa ACWY - KOHBIO-
rupoBanHas (Sanofl Pasteur,
Dpanrms)

Bakumuupyot jieteit ¢ 2-1eTHEro
BO3paCTa, OffHOKPATHO

BakumHaums ¢ 9-meca4HOrO
BO3pacTa JByKpaTHO,
B 2-55 /1€T — OJIHOKPAaTHO

PeBakuunanus
Kaxkpple 3-5 et

PekomenmoBaHa
KOHCEHCYCaMI 10
BaKIMHALMK 60Tb-
HbIX MB (pemrenne
MIPUHMMAETCS UHIM-
BU/Iya/IbHO)

B ouarax meHuHro-
KOKKOBOIT MHpeK-
LM ceporpynn A
i C*

B sHpmeMuyHbIX
permoHax*

[epBas BakuuHaLMA IPOTUB BUPYCHOTO renaruTa B

CormacHo Kanenaapio IpuBMBOK

Judrepust, KOKIIOLI, CTONOHAK

Cornacno Kanenpgapro npuB1BoK

[Tonuomuenur

CornacHo Kanengapio IpuBUBOK

TemodunbHast MH}peKIMs THIa b

Cornacno Kanenpgapio npuB1BOK
PexomeHn/i0BaHa BCeMU KOHCEHCYCaMu

Kopp

Cornacro Kanengapio IpuBUBOK
Metopnyeckue ykasauua MY 3.3.1.1123-02

Kpacnyxa

CornacHo Kanenaapio IpuBMBOK

OnupeMmn4ecKnii TapoTUT

Cornacno Kanenpgapro npuB1BoK

[THeBMOKOKKOBas1 BaKLIMHAL[MS

CornacHo Kanengapio IpuBUBOK

Ipunn

PexoMeH/[0BaHa MHCTPYKIVAMM 110 TPMMEHEHNIO BaKIIMH, KOHCEHCYCaMy GOTbIIMHCTBA CTPaH
A7 60/IbHBIX MYKOBMCI[A030M. MeTonnyeckne ykasanus MY 3.3.1.1123-02

Temarur A

PeKOMeHHOBaHa 10 ITOKa3aHMAM

MeHUHTOKOKKOBast I/IH(i)eKLH/IH

MHIMBUIya/IbHO

B snpgemMmunbIX permoHax

B ouarax MeHMHIOKOKKOBOII MH(ekiyu ceporpynm A uu C

PexoMeH/j0BaHa KOHCEHCYCaMIt 110 BakumMHauyu 60mpHeIX MB. Borpoc pernaercs

Berpsanas ocma

Bompoc pemtaercsa MHAMBUYaNbHO
ITo ammyieMMOMOTITIeCKIM TTOKa3aHMAM
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Pecrimparopast CHHIMTHA/IBHO-BUPYCHAsT MHQEKIS

Bonpoc penraerca uHAMBUAYaTbHO
ITo anupeMnonornyecKuM NOKa3aHUAM B IPYIIIAX PUCKA
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8. TpaHcnaHTaLMA NIPU MYKOBUCHUIO3€

B Hacrosd1ee BpeMsA TpaHCIUIAHTALMA >KM3HEHHO Ba)XHBIX OPTaHOB OT JJOHOPA-TPYIIa MM KUBOTO POJI-
CTBEHHOTI'0 JJOHOPA AB/ISI€TCA eJVHCTBEHHOV Pea/IbHOM a/IbTEPHATUBOI B JIEUEHNI TEPMUHA/IbHBIX CTafViA
MHOTUX XpPOHMYECKUX 3a00/IeBaHmIl, B TOM 4ncie u MykoBucuugosa (MB). Hecmotps Ha To yTo MB xa-
paKTepu3yeTcs MY/IbTHOPIaHHBIM IIOpaXKeHMeM, Hanboslee 4acTo nanyeHTs! ¢ MB cTaHOBATCSA penymyeH-
TaMU TPAHCIUTAHTALN JIETKMX Y TI€YEHN.

8.1. TpancmaHTanuA TETKUX

MB sABnAeTcs TpeTbMM M3 OCHOBHBIX HO30JIOTMYECKMX IOKa3aHMI K TPAaHCIIAHTAIMM JIeTKuX (mocre
XOBJI n nerounoro ¢ubposa), Tak Kak nanmeHTel ¢ MB cocraBiAoT 1o 25% 0T BceX pelUINEHTOB ¢ Ha-
JIMYMeM TPAaHCIUIAHTVPOBAHHBIX JIETKUX [1]. A cpeny ieTeil 1 NOfPOCTKOB, HYXX/JAIOIMXCSA B TPAHCIIAH-
Tauuu 1erkux, MB sBiseTcs ocHOBHBIM 3a00meBanmeM (1o 65%) [2].

I[To maHHBIM MeXXAyHapOZHOTo 00IecTBa TPAHCIUIAHTALY CEpALia U JIETKUX, pelunueHTsl ¢ MB nemon-
CTPUPYIOT HaWIydllNe ITOKa3aTe/lM KaK paHHel, TaK ¥ IO3/JHell BbDKMBAEMOCTY IOC/Ie TPaHCIIaHTaluu
JIETKVX, 4TO B IIEPBYI0 OUepenb 00YCIOBIeHO 60Jee MOIOfIBIM BO3PAcTOM ITal[eHTOB. MeaaHa BbDKUBA-
€MOCTM TalMeHToB ¢ MB mnoce TpaHCITaHTa MM METKUX JOCTUTAET 9 JIeT, a y TeX, KTO IepeXXII IepBbli
MIOCTTPAHCIUIAHTALMIOHHBIN Iof, — 11,7 roga. bosee pnurenbHoe BBDKMBaHMeE, KaK M Y PELIUIIMEHTOB JIpy-
TVIX HO30JIOTMYeCKIX IPYIIII, OTPaHMYEHO BHICOKVM PMCKOM MH(EKIVOHHBIX 3a00/1eBaHMII ITepeCcaskeHHbIX
JIETKVIX VI pa3BUTIEM XPOHMIECKON JUCHYHKIIMY JIETOYHBIX TPAHCIUIAHTATOB, KOTOPast pa3BMBAeTCsA OYTHI
y TIOJIOBMHBI PELIUIIVIEHTOB B Te4eHMe 5 JIeT IIoCIe onepanuin [3].

PesynbraThl nefuaTpuyecKoil TpaHCIUIAHTALMN JIETKMX Y MaleHToB ¢ MB B 11e10M COOTBETCTBYIOT pe-
3y/IbTaTaM BO B3POCTION MOMY/ISAIVN PELUITNEHTOB [4].

B Poccuiickoit @epepanun K HaCTOALIEMY BPeMEHM HAKOIUIEH OIBIT MeHee 4eM 20 omepanuii o TpaHC-
IUTAHTALMM JIETKUX Y TMallMeHTOB ¢ MB ¢ ynoBneTBOpuTeIbHBIMY NTOKa3aTe/NAMM PAaHHEN BbDKMBAEMOCTI
(ymep 1 manmenT). MakcuManbHbI CPOK HaO/IOEHNS 3a MALMEHTOM COCTaBIseT 4,5 ropia. Takke nMeeTcs
OITIBIT OJTHOJI YCIIEIIHOV TPAHCITAHTAIY JIETKUX pebeHKy 13 et ¢ MB 1 onbIT HeCKOIBKMX Olleparyii 1o
TPaHCIUIAaHTALMM JIETKVUX y ManyeHToB ¢ MB u xponndeckum nuuimposanueM B. cepacia.

Hoxasanus k mpancnaanmavuu nezkux npu MB

TpaHcruraHTaINA /IETKMX ITOKa3aHa MAIVieHTaM C TePMIHA/IbHBIM IIOpaXKeHNeM JIETKIX, 00ycoB/ieHHbIM MB, ko-
TOpbIE VIMEIOT TSDKEIYIO [IbIXaTe/IbHYI0 HEOCTATOYHOCTD, BHIpa)KeHHbIe (PYHKIIVOHA/IbHbIE OrpaHydeHus (3-4-11
¢dyHKImoHaMBHBIT KTacc 10 NYHA) 1 prick cMepTit KOTOPBIX B TedeHyIe O/VDKaiiIyX 2 JieT rpeBbiiiaet 50%.
OpmHako c/eflyeT OTMETHUTD, YTO [0 HACTOSAIIEIO BPEMEHV HeT eAVHOIO MHEHUA O JOCTOBEPHBIX IIPOTHO-
CTUYECKUX (PaKTOpaxX CMEPTHOCTY Y TaKVX HanueHToB. Hanbomnee sSHAUMMBIM B 3TOM OTHOLIEHNN SBJIAETCA
OlleHKa JVHAMMKM I0KasaTessi oobeMa popcupoBaHHOro BbIfoxa 3a mepsyio cekyHnay (ODBI1, FEV1) [5],
OJIHAKO 3HAYeHNe TaloKe VIMEIOT BO3PACT MAI[IEHTOB, HYTPUTUBHBII CTaTyC, MUKPOOMOIOTMYECKIIT MOHN-
TOPVHI MOKPOTBI, KOJIMYECTBO TOCIIMTAIN3ALIUI IO TIOBOAY 000CTpeHMiI MHPEKIMOHHOTO IIpOoLiecca /I
4acTOTa aMOy/IaTOPHBIX KypCOB BHYTPUBEHHON aHTMOAKTepUaabHON Tepanuu [6], Hanu4me runepKamHmum
TI0 JAHHBIM Ta30BOTO aHA/I3a apTepHa/IbHOI KPOBY U/W/IV OTPEOHOCTD B HEMHBA3MBHON BEHTU/IALIVIN JIeT-
KIX [7], olileHKa TOJIepaHTHOCTH K (HU3MYeCKOiT HarpysKe U Ha/Im4yye JIeroYHoit runeprensunn [8, 9, 10, 11].

[ToxasaHMAMM K HaIpaB/IeHMIO TManyeHTa ¢ MB B TpaHCIUIAHTALMOHHBI LEHTP I pelleHNs BoImpoca

0 HeOOXOAMMOCTH TPAHCIVIAHTALIMY TIETKVUX SAB/ISIOTCS:

o CHIDKeHMe oObeMa (POpCHpOBaHHOIO BbIIOXa 3a mepBylo ceKyHAy (ODPB1, FEV1) mo 30% ot pacuet-
HOTO /1 MeHee;
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o ObICTpOE CHIDKEeHUe IoKasarens o6beMa (OpPCUPOBAHHOTO BBIIOXA 32 NIEPBYIO CEKYHJY, HECMOTPS Ha
IIPOBOZMMYIO B IIOJTHOM OObeMe MeAMKaMEeHTO3HYI0 Tepalnio, C Hajau4yyeM MHOUIMPOBAHNUSA [bIXa-
Te/IbHBIX ITyTell HeTyOepKy/niesHbIMM MUKOOaKTepyaAMM (B ocobeHHOCTI Mycobacterium abscessus) mm
Burkholderia cepacia complex vi/vny HanmudmeM caxapHoro guabera;

e JIUCTAHLMA B TeCTe 6-MUHYTHOI X0#bOBI MeHee 400 MeTpOB;

e pasBUTHE JIETOYHOJ TMIEPTEH3UY B OTCYTCTBYE IMITOKCEMUYECKOIL IbIXaTe/IbHOI HeTOCTaTOYHOCTI;

e yXYyJAlIeHNe OOIIeKIMHINYECKOTO COCTOSHMA MAl[MeHTa 3a CYeT YYallleHNA SIM30[0B 000CTpeHMs 3a60-
JleBaHMs, ACCOLUMPOBAHHBIX C IIOOBIM U3 CIEAYIOMINX COCTOSHUIL:

— OCTpas JbIXaTe/lbHasl HEJOCTATOYHOCTD, TPeOyIollasi HeMHBA3MBHON BEHTHU/ISLIN JIETKIIX;

— IOBBILIEHVE AHTUOMOTUKOPE3UCTEHTHOCTY VI HEY[OBJIETBOPUTENbHOE BOCCTAHOBIIEHME 00-
I[eK/TMHIIECKOTO COCTOSAHNA TIOCTIe 09epeIHOr0 060CTpeHms 3a60neBaHN;

- yXy/lleH/e HYTPUTUBHOIO CTAaTyca, HECMOTPsI Ha IPUMEHEHNUe [OIOTHUTEIbHOTO SHTEPATbHOTO
ITAHS;

— IIHEBMOTOPAKC;

- )KM3HeyrpoXKalolljee KPOBOXapKaHbe, HECMOTPsl Ha IIpOBefeHMe 3MOOmMsanmy OpOHXMATbHBIX
apTepui.

[TokasaHMAMM K BK/IIOYEHMIO IAIVIEHTa C AMATrHO30M «MYKOBUCHUIIVZIO3» U IMOPa’KeHUEM JIETKUX B JIUCT
OXXMJJAaHUA ABJIAIOTCA:
e XpOHMYECKas IbIXaTe/IbHAsA HEOCTaTOYHOCTD:
- M30/IMpPOBaHHAs I'MIIOKCeMudYeckass gopma (mapumanbHOe AaBIeHNe KUCIOPOAa B apTepUaabHON
KpOBM MeHee 60 MM PT.CT.);
- TunepKanHnyeckas popMa (mapumaabHOe JaB/IeHNe IBYOKICH YITIepofa B apTepyaaIbHO KpoBy 60-
nee 50 MM PT.CT.);
o umTenbHas (aMOy/IaTopHas) HeMHBA3VBHASA BeHTIUIALNA JIETKUX;
o JIETOYHAs TMIEPTeH3Vs (CUCTONMYECKOe [jaB/ieHue B JIETOYHOI apTepun 6ojee 35 MM PT.CT. IO JjaH-
HBIM 3XOKapAMnorpaduyeckoro MCCIefOBaHNs VWIN CpefHee JlaBlIeHNe B JIETOYHOI apTepum 6Ooree
25 MM PT.CT. IIO JAHHBIM KaTeTepy3alyy IIPaBbIX KaMep Cepalia);
e YacTble TOCHUTAIN3ALNN [JIA JIeYeHNs] 000CTpeHNsA 3a00/IeBaHS;
o OBICTpOE CHIDKEHME TI0Ka3aTeseil YHKIMY BHEIIHETO JIbIXaHs;
o BBIp@KEHHOE OrpaHndeHye QyHKIMOHATBHOTO K1acca (4-it kimacc mo NYHA).

Ocobvie epynnvL nayueHmos ¢ MyKosUcyuo03om

HeTy6epKy/ie3Hblil MUKOOAKTEPMO3

Hery6epkynesnass MukobaktepuanbHas nHpekuus (Hanpumep, Mycobacterium abscessus wnn Mycobac-

terium avium complex) y malMeHTOB ¢ MYKOBUCLMZ030M BCTpedyaeTcs: HedacTo (He 6ornee yem y 10-12%

IIAL[IeHTOB), OJTHAKO 3TU BO30OYAUTENN UTPAIOT BAXKHYIO PO/Ib B YCKOPEHMY HAPYyLIeHVs] PYHKINMM JIETKUX

[12], a Tak)Ke MOTYT 0OYC/IOBIMBATD TsDKe/ble MH(EKIMOHHbIE OCTIOKHEHNs B IIOCTIEONIePALIIOHHOM ITepy-

Ofle TI0C/Ie TPAHCIUIAHTAIUY JIETKUX.

B oTHOIIeHNN [TALIMEHTOB C MYKOBUCLIMA030M, MH(PUIMPOBAHHBIX HETYOEPKY/Ie3HBIMI MUKOOAKTEPUIMH,

11e71eCO00Pa3HO IPUIEP>KMBATHCS CIEAYIOMINX PEKOMEHAALNI, OCHOBAaHHBIX Ha VCCIEOBAHNX OTHE/b-

HBIX C/Ty4aeB U HeOObUINX CepUsX HaOMIOfeHMIL:

o  BCe ITAIMEHTHI C MYKOBUCIMI030M, KOTOPbIE paCCMAaTPUBAIOTCS B Ka4eCTBe IOTEHIVAIbHbIX PELUIIN-
€HTOB TPAHCIUIAHTALVI JIETKVX, JO/DKHBI ObITh 00C/IeNOBaHbI Ha HETYOepKy/Ie3Hblil MUKOOAKTEePIO3;

o peuMIueHTaM TPAHCIUIAHTALMY JIETKUX C MYKOBMCULIMZO30M, Y KOTOPBIX OBI/I [UaTHOCTUPOBAH HETY-
OepKy/Ie3HbIIT MUKOOAKTEPIO03, STMOTPOIIHOE JIeYeHNe JO/DKHO OBITh HAYaTO [0 TPAHCIUIAHTALIMY B CO-
OTBETCTBUY C JAHHBIMYU MUKPOOMOIOTMYECKOTO UCC/IENOBAHNS Y CYLeCTBYIOLMMY PEKOMEHAALMAMU
II0 JIeYeHII0 HEeTYOepKY/Ie3HO MUKOOaKTepuaabHO MHPeKLny;

o JIeYeHVe HeTYOepKy/Ie3sHOr0 MMKOOAKTepyo3a y PeLUIIeHTOB TPAHCIIAHTALMM JIETKMX JO/DKHO IIPO-
BOAMTBCS TTOJ, HAO/MIOIEeHeM VMM [IPU YIACTUY CIIEL{MA/TVCTOB, IMEIOIX OIIBIT JIe4eHIsI HeTYyOepKy-
JIe3HOI MUKOOAKTepUaTbHO MHPEKIN;
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e IIPOTpecCUpOBaHIEe IETOYHOTO VY BHEJIETOYHOTO HETYOEPKY/Ie3HOTO MUKOOAKTep1o3a, HeCMOTPSI Ha
IIPOBOAMMOE 3TUOTPOIIHOE JIeYeHNe, VU HEBO3MOXXHOCTb 00€CIIednTh a[JeKBaTHYIO 3TMOTPOIIHYIO Te-
pamuio HeTyOepKy/lIe3HOro MUKOOAKTepuo3a AB/SAITCS aOCOMIOTHBIM IIPOTUBOIOKA3aHIEM K TPaHC-
IUTAaHTALUY JIETKUX.

Nudunmposaune Burkholderia cepacia complex (BCC)

[TanmeHTBI ¢ MYKOBUCLIMO30M, MHPMUMpoBaHHble Burkholderia cepacia complex (BCC), neMOHCTpUPYIOT

OBICTPO Tporpeccupylolliee HapyleHye aeroaHoi GyHkym [13], a Takke TOCTOBEPHO XY/LLINE PE3yIbTaThI

BBDKMBAEMOCTH IIOCTIe TPAHCIUTAHTALINMA JIETKMX B CPAaBHEHNM C TAlIeHTaMM, He MMEIOIMMI 3Toil MHpeK-

. Burkholderia cepacia complex — ato rpynma 17-ti ¢peHOTUIIMYECKY OAVHAKOBBIX BUIOB MUKPOOpPra-

HI3MOB (T€HOMOBApbI), M3 KOTOPBIX HaMOOIbIIYIO OIACHOCTD C TOYKY 3PeHMs BAVSAHMS Ha BbDKMBAEMOCTb

II0C/Ie TPAHCIUIAHTALVN JIETKNX TIpencTasisaeT Burkholderia cenocepacia (rernomosap III) [14, 15, 16].

B oTHolIeHNN ManyeHToB ¢ MYKOBUCLMA030M, MHUUMpoBaHHbIX Burkholderia cepacia complex (BCC),

11€71eCO00Pa3HO IPUJIEP>KMBATHCS CIEAYIOINX PeKOMEHTAIIIL:

e BCe MAIVEHTbI C MYKOBUCLMIO30M, KOTOPbIe PAacCCMAaTPUBAIOTCS B KadeCTBe MOTEHIVAIbHbBIX pely-
IJEHTOB TPAHCIUIAHTALMM JIETKMX, JO/DKHBI OBITh 00CenoBanbl Ha nHpekunio Burkholderia cepacia
complex (BCC);

o 1pu BbisiBieHnu nHdexunn Burkholderia cepacia complex (BCC) nenecoob6pasHo omnpefeneHye reHo-
MoBapa Bo3byauTtens fns ucknodenus Burkholderia cenocepacia (renomosap I1I);

e YYMTBIBas BBICOKMII pUCK peumpusa mHoexkuum Burkholderia cenocepacia (renomosap III) mocne
TPAaHCIUIAHTAL MY JIETKUX, 4TO cBA3aHO ¢ 70-100%-HO011 JIeTaIbHOCTDBIO, BBIIIOTHEHVE TPAHCIIAHTALVN
JIETKUX TaKVM ITal[ieHTaM II0Ka3aHO TO/MbKO B TeX TPAHCIUIAHTAL[MOHHBIX L[EHTPaX, KOTOpPbIE VIMEIOT
COOTBETCTBYIOLINIT KIIMHIYECKUII OBIT MM HAay4YHO-IIPAKTUYECKIe IIPOrPaMMBbl [0 pa3paboTke HO-
BBIX MeTOfIoB nieuennsi Burkholderia cepacia complex-nadexuym. IIpy 5TOM manyeHThl JOMKHBI OBITH
00s13aTe/IbHO MHGOPMIPOBAHBI O PUCKAX TPAHCIUIAHTALINMN JIETKVUX B IIOJOOHBIX YCTOBMSX.

ITodzomosxa xk mpancnaanmavuu neekux npu MB

ITepen HampaBeHueM nanyenTta ¢ MB B TpaHCIUIAaHTAIVIOHHDIN LIEHTP HEOOXOAMMO YOEIUTHCS B OTCYT-

CTBMM y HETO a0COIOTHBIX TPOTUBOIIOKA3aHMI K TPAHCIUIAHTALUY, @ IMEHHO:

1. Hannume mnmu aHamHes (MeHee 5 jleT HaOMIOAeHUA ¥ peMuccuy 3ab0neBaHUA IOCIe afjeKBAaTHOI
criennyecKoil Tepanum) 3710Ka4eCTBEHHBIX OHKOOTMYEeCKIX 3a00/1eBaHMIL.

2. Hammume TsKenoro, HekypabenbHOro 3aboneBanusA Wi AMCHYHKIMM APYTOTO KM3HEHHO BaXKHOTO
OpraHa MM CUCTEMBI OPTaHOB (cepple, Te4eHb, IIOYKY VM IIeHTpa/IbHasd HepBHAA CUCTEMA).

3. Ocrpelit epuop 3a00IeBaHys UM COCTOSHMUS, COIPOBOXK/JAMOIINIICS HECTaOUIBHOCTDIO BUTAIbHBIX

dyHKUMIT opraun3Ma, (Harpyumep, Cercuc, MH(PapKT MIOKappa, HapylIeHye MO3TOBOro KpoBoobpaiie-

HUA U T.I1.), 32 ICK/TIOYEHVEM M30/IVPOBAaHHOM AbIXaTe/TbHOI HelOCTaTOYHOCTH.

Hannyne HeKOppeKTHpyeMOro HapylIeHNsA CUCTEMBbI TeMOCTa3a.

Hanmn4ane akTuBHOTO Ty6epKyresa mo0071i T0KamM3alun.

Hann4ne nopTBep X /IeHHBIX ICUXIYECKNX PACCTPOICTB.

Hannyne B aHaMHe3e TIOBTOPSIIOLIVIXCSA W/V/IV AJINTE/NTbHBIX NEPUOLOB HEeCOOTIOeHNST MeAVIIIVTHCKIX

npepnycannit (JOKyMeHTPOBaHHbIE JaAHHBIE), COIPSDKEHHBIX C PUCKOM JJIs1 COOCTBEHHOTO 30POBbsI

VI )KU3HN.

OTcyTcTBUE afieKBaTHON MM Ha/JeXKHOI COLMATbHOMN MOAEPIKKIL.

9. Hanuune cuHgpOoMa 3aBUCMMOCTH OT IICMXOAKTVBHBIX BEllleCTB, alKOTOo/IsI ¥/mmu Tabaka (JOKyMeHTH-
POBaHHBIN OTKa3 He MeHee 6 MeCAILeB).

Nk

*

IIpy HanpaB/eHNY NaLME€HTa B TPAHCIUIAHTALMIOHHBIN LIEHTP U1 pelleHNsA BOIpoca O TPaHCIIaHTaL UK

JIETKVX I1e71eCO00pasHO IOATOTOBUTD JOKYMEHTHI 11 BBIIOTTHUTD C/IefyIOIyie ICCIeOBAHNA:

1. TlompoOHBIT aHAMHe3 C YKa3aH)MeM BpeMeHHBIX HTEPBa/JIOB Hayajla OKCUI€HOTepaInyl, HeVHBA3VB-
HOJI BeHTWIALUY JIETKUX, CKOPOCTY CHYDKEHIS TT0KasaTerneil GyHKIMY BHEIIHETO AbIXaHMs (He MeHee
4eM 3a 6-MeCSYHbIII MHTEePBaI), YaCTOTbI 000CTpeHMiT 3a60/IeBaHMs 3a IOCTIEAHMII TOJ C YKa3aHMeM
IpVYMEHEeHHBIX 9P PEeKTUBHBIX CXeM IIPOTUBOMUKPOOHOI Tepanuim.
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2. Tlocnennue faHHbIE MUKPOOMOMTOTMYECKOTO MCCTIENOBAHMSI MOKPOTBI U Ma3Ka 13 HOCA C JAHHBIMM aH-
TUOMOTUKOYYBCTBUTE/TbHOCTI.

3. YnbpTpa3sBYKOBOE€ MCC/IEIOBAHME CEPALIa C M3MEPEHMEM JaBI€HNA B JIETOYHONM apTepUM — I/ UCKIII0Ye-
HJA JIETOYHOJ TUIIEPTEH3UN.

4. YnbTpa3BYKOBOE VICC/IEOBaHVEe OPTraHOB OPIOLIHOM ITOIOCTY — IS MCK/IIOYEHNA ITOPTATbHO TUIIep-
TEH3UI.

5. KommbloTepHas TomMorpagus merkux 1 NpUAaTOYHBIX I1a3yX Hoca (He 6oyee 6-MeCsSYHOI JaBHOCTH).

6. Koucynmpranms (v nedeHue npy HeoOOXOAMMOCTH) CTOMATOJIOTA — HA IPeIMET CAHAIUY ITOJIOCTY PTa.

7. Koucynpranys (1 medeHue py He0OXOAMMOCTH ) TYHEKOIOTa — Ha IIPEAMeT UCK/TIOYeHs MHPEeKIVOH-
HOI I OHKOJIOTUY€CKOM TTaTO/IOT UM,

8. YnprpasByKoBOe MCCIefOBaHVe IOB3/IOUIHBIX ¥ OePEeHHBIX COCY/IOB — IS MCK/ITIOYEHN IaTOI0TU,
NpenATCTBYIOLEN IpoBefeHNIo KaHwoab IKMO.

BenkoBo-3HepreTnyeckas HeJOCTATOYHOCTb U MCTOLIEHNME OYeHb YacTO COMYTCTBYIOT T€PMUHATIBHOMY
HOpaYKEeHNIO JIETKMX 1Ipy MB B CBs3U ¢ Ha/IM4MeM y 9TUX Ial[MeHTOB ITaTOJIOTMY OfKENTyLOYHOI JKeessl,
XPOHMYECKNM MHEKIVIOHHBIM IIPOLIECCOM B JIETKNX, IIOBBIIIEHHOI pabOTOI {bIXaTe/IbHOI MYCKY/IaTyphl
Yl 9aCTbIM Ha/IM4YyieM HapyIIeHMs TOMIEePAaHTHOCTY K I/MIoKo3e. IIpyu 3TOM [[0Ka3aHO, YTO HU3KMIT MHIEKC
Macchl Tena (MeHee 17 Kr/M?) sIB/IsIeTCSsT He3aBUCUMBIM (GaKTOPOM HeOTaronpyusTHOTO IPOTHO3a y PeLiAIIN-
€HTOB JIETKVX KaK B [IePYOJ] HAXOXK/IeHMsI B INCTE O>KMAAHNS, TaK M B IOC/IEONePALMOHHbII repuoy [17].
Takum 06pasom, malueHTaM C HU3KUM MHEKCOM MacChl Tela peKOMEH/[0OBAHO IIPOBefieHNe T00bIX Mepo-
IPUATHI TI0 KOPPEKLUY 0e/IKOBO-9HEPTeTUIECKOT0 AeUIINTa, B TOM YNC/Ie IIyTeM IPOBefeHNsI JOIOMTHN-
TEIbHOTO SHTEPAIbHOTO MMUTAHV Yepe3 Ha30TacTPa/IbHbII 30H/ MM IIYHKIMOHHYIO TaCTPOCTOMUYECKYIO

TpyOKYy [18].

JIucm 0IcUOAHUS MPAHCHAAHMAYUY TIESKUX

[Tpu HamM4YMy MOKa3aHMIT K TPAHCIUIAHTAIIVY JIETKMX (CM. BbIIlIe) TAIVIEHT BK/TFOYAeTCS B IUNCT OXKUJAHMSA,
4TO0 0POPM/IAETCS JOKYMEHTAIBHO B COOTBETCTBUM C JIeVICTBYIOLIVIM 3aKOHOIATETbCTBOM.

Bo Bpemsa HaxoxJeHNA NaLJEHTA B JIUCTE OKUIAHNA PEry/IAPHO IPOBOAUTCA KOHTPO/Ib €T0 KIMHIUYECKO-
IO COCTOSTHUS:

e Kax/[ble 3 MecALa [IA NALVEeHTOB HU3KOTO PUCKa CMEPTH;

e Kax/[pble 1-2 MecsAlla /1 NalMieHTOB BbICOKOTO PMCKA CMEpPTH;

e Kax/[ible 2 Hefle/u Ji/iA MalYIeHTOB KpaliHe BbICOKOTO PUCKA CMEPTH.

Bo BpeMs perynsapHbIX 06CIeoBaHNIT TALMIEHTOB, HAXOAALIVIXCS B JINCTE OKVMAHMS, BBIITOTHAIOTCA 00D-
eKTUBHBIl OCMOTP, OOLeKIMHIYeCKIe Tab0paTOPHbIe aHA/TN3bl, UHCTPYMEHTA/IbHbIE 1 [JOIIOTTHUTE/bHbIE
VICC/IeOBAaHNA I10 ITOKa3aHMAM. B Xxofie [MHaAMIYeCKOTO PeryIsIpHOTO HaOMIONEeHNA PELUIINEeHTOB B JIICTe
oXuplaHuA ocoboe BHUMaHMe HeOOXOAVMMO YAeNATh IMpU3HAKaM M MapKepaM IpOrpecCHpOBaHMs AbIXa-
TE€/IbHON /I CEPAEYHON HENOCTATOYHOCTY, U3MEHEHNAM HYTPUTMBHOIO CTAaTycCa, AMHAMMKE M3MEHe-
HYA QYHKIVIOHA/IBHOTO COCTOSIHVISA M TOJIEPAHTHOCTH K (PM3MYeCKMM Harpys3Kam, IICHX03MOLIOHA/IbBHOMY
COCTOSIHMIO TalyieHTa. KpaTHOCTb BBINOMHEHMs TeX MM VHBIX UCCAENOBAHMUI AJ MALMEHTOB B JIUCTE
OXXMIAHMS TPAHCIUIAHTALUY JIETKUX IpencTaBaeHa B Tabmuiie 1.

Tabmuua 1. Yactora KOHTPOJIS 1abOPATOPHO-MHCTPYMEHTATbHBIX METOROB 00C/IeJOBAaHVSI PELUIIIEHTOB
B JIVICTE OXXUJAHMA TPAHCIIZITAHTALIUN JIETKMX

ViccnemoBanmsa Yacrora

He pexe 1 pasa

B 3 Mecsla

He pexe 1 pasa

B 6 Mecs1ieB
HLA-tunuposanne He pexxe 1 pasa B ropi
He pexe 1 pasa

B 6 MecsilieB

O6H.IeI(TII/IHI/I‘{eCKI/Ie aHaIN3bl KPOBI

Ia3b1 apTepuanbHOI KpOBU
JIabopatopHbie pPTep P

MI/IKPO6I/I0)’IOI‘I/I‘{CCK06 nccinefqoBanne MOKpOTbI
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IKT, penrrenorpadus OTK He pexe 1 pasa B rog
9x0-KT' He pexxe 1 pasa B rop
KT OTK He pexxe 1 pasa B rog
Y3 opraHoB OGPIOLIHON HOOCTH
OcMoTp cTOMaTONI0rOM
Koncynpranun OcMOTp IMHEKONIOTOM
Koncynpranus s ITT]]

MHcTpyMeHTaIbHbBIE

He pexe 1 pasa B rog

He pexe 1 pasa B rog

He pexe 1 pasa B rog

He pexxe 1 pasa B 2 rofia

Habntoodenue nocne mpancnaianmayuu

[TanmenTsl ¢ MB mocne TpaHCIUIAaHTAIVIM JIETKVUX JJO/DKHBI HAaXOUTHCA IIOJ, HAOTIOfleHMeM CIelya-
CTa-TPaHCIUIAaHTOJIOTA JU/ISI KOHTPOJIA 32 COCTOSIHYIEM IIepeCa)KeHHOT'0 OpraHa ¥ IOfl HaO/MIoeHIeM CIIely-
amucra 1o MB ¢ nenpio koppekuyy MB-acconunpoBaHHbBIX COCTOAHMUI, MHOTYE 13 KOTOPBIX MOTYT MaHU-
decTupoBarh 10J, BIVAHVMEM IOCTTPAHCIUIAHTAIVIOHHBIX (PaKTOPOB (KaK, HaIpuMep, caXapHbIll fAnaberT
Ha ¢OHe Tepamuy IMOKOKOPTUKOVHBIMY TOPMOHAMY, BXOJAIIVMMY B IIPOTOKOJI MMMYHOCYIIPECCHBHOM
Tepanun).
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8.2. TpaHcnTaHTaL A NTeYeHN

B Teuenme mocnemHuxX 25 €T TPaHCIUIAHTALVS II€YEHM 3apeKOMEHOBala ceOs B KadyecTBe HaJIeXKHOTO
MeToza JiedeHNs Kak feTeit, Tak u B3pocibix. C gekadbps 2004 r. B PHITVO nm. akapgemuka B.J. Illyma-
KOBa BBINO/THEHO 230 TpaHCIUIAHTALMII TPYIIHOM IedeHn 222 penymmeHTaMm, cpenn Hux 12 (5,5%) geteit B
BO3pacTe 1o 18 jieT, momy4YnBIIMX KaK pas/ie/IeHHbIN TPAHCIUIAHTAT, TaK U 1e/Iblil OpTaH.

B ®HIITUO - naubonpiunit B Poccun onbIT poACTBEHHON TPAaHCIIAHTALIMY [T€YeHN U OHA U3 CaMBbIX
0O0/IbLIVX B MJpe IPOIpaMM TpaHCIUIAaHTALUY feTAM paHHero Bo3dpacTa. C 2008 r. B LlenTpe BBIION-
HeHO 346 TpaHCIUIAHTAIWI OT XXMBOTO POACTBEHHOTO fIoHOpa (290 — yIeBbIN JaTepanbHBI CEKTOP
(B TOM 4mcie 3 B cOYeTaHUM C ITOYKOI), 13 — ;meBast mons medeHn (B TOM 4ucie 1 B COYeTaHUM C TIOY-
KoOi1), 43 — mpaBas o nedeHu (B ToM ymcie 3 ¢ moukoii)). I[lokasaHns K TpaHCIIAaHTAIMM BKIIOYa-
NV TepMUHANBHYO (asy nudQysHbIx 60me3Hel nedyeHy, pyIbMUHAHTHYIO IIeYeHOYHYIO HELOCTATOY-
HOCTb ¥ HOBOOOpa3oBaHus medeHu [1].

OtzenbHOE BHUMAHME YE/AETCA IOATOTOBKe OONIBHBIX K TPAHCIUIAHTALMY [IEYeH) OT HECOBMECTUMOTO T10
TpyIIie KpOBY IOHOpPA. 3a MCCTIeyeMblil IIepyOf BBIIOMHEHO 57 ABO-HecoBMeCTUMBIX TpaHCIVIAHTALu [2].
AKTyapuaibHas BBDKMBAeMOCTb TPAHCIIAHTATOB ¥ PELIMIIMEHTOB IPY TPAHCIUIAHTALIMY II€YEHN IPUBEfe-
Ha Ha Pucynke. KpuBble BBDKMBaeMOCTH IIOKAa3bIBAIOT, YTO OCHOBHBIE ITOTEPYU KaK OO/IBHBIX, TaK U TPaHC-
ITAHTATOB IPUXOJATCA Ha IEPBBIN MECAL] TIOCTIE OTIEPALIVN.

%
100

87,5 -

75

62,5

50 1 1 1 1 1 1 1 1 1 1
0 1 2 3 4 5 6 7 8 9 10

Bpemsa nocne onepauyun (ner)

PeunnueHTsbl —O— TpaHcnnaHTaThl

Puc. AKTyapI/IaTIbHa}'{ BbDKVIBA€EMOCTDb TPAHCIVIAHTATOB M pEIUIIVIEHTOB II€YE€HN

170

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

B paHHeM mocreonepanOHHOM IIEPUOJE OCHOBHOM NPUYMHONM CMEPTU NP TPAHCIUIAHTALMM TPYIIHOM
IeYeH ABWIOCh OTCYTCTBYIE Hada/IbHO (QYHKUIMM TPAHCIUIAHTATA, TPV TPAHCIUIAHTAIVN TIeYeHU JIeTAM
PaHHero Bo3pacTa — MH(EKIMOHHbIe OC/TOXKHeHM [1].

Cpeny mpooneprpOBaHHBIX MALVEHTOB Y 5-TY LVPPO3 IIeYeH pa3BU/ICS Ha POHe TedeHN s MYKOBICII033,
IIpY 9TOM 2 TaljyieHTaM INPOBefieHa TPAHCIIAaHTALVs YacTU IIeYeHN OT KMBOTO POJCTBEHHOTO IOHOPA, 3 Ma-
L[IeHTaM — OT IIOCMEPTHOr0 JJOHOpa. Bo3pacT maiueHToB Ha MOMEHT IIPOBEIeHNsI OIIEPAaTMBHOIO BMeIlla-
TENbCTBA COCTABMII OT 9 J10 22 net (cpepmuuit Bo3pact 14,2+4,8 ropa). Bce maryeHTsl Ha MOMEHT IIPOBEIEHMS
OIIEpPaTMBHOIO BMEIIATENbCTBA IEMOHCTPUPOBANM KIMHMYECKYI0 KapTUHY MHopakeHus nedeHn. Y 100%
60/TbHBIX OBUT BBISBJIEH CUHPOM MIOPTA/IbHOI TUTIEpTeH3UM (pacipeHne BOPOTHOI U Cele3eHOYHO BeH,
BPBII 2-3-11 crenenn, cryileHoMeranus, y 2 60/IbHBIX — B COYETAaHUM C OT€YHO-aCLUTUYECKNM CHIPOMOM;
[MarHOCTVPOBAHA ABYXPOCTKOBas LMTOIeHMA Ha (pOHe runepcIuieHn3Ma. [locTaHoBKa B MNUCT OKMTAHUA,
a TaKoKe ONepaTMBHOE BMEIIATETbCTBO OCYLIECTB/LAMNCh Ha POHE CTAOM/IBHOTO Te4eHMsI OpOHXOTETOYHO-
ro npouecca. Y 4 nanuento Ha MoMeHT npoBefieHnss OTII oTcyTcTBOBaMM IpU3HAKK AbIXATe/IbHON Helo-
CTQTOYHOCTH, 110 JAHHBIM CIVPOMETPUY BEeHTW/IALVIOHHBIX HApYIIeHNi BBIABIEHO He ObUIO; y 1 malmeHnTa
[VMArHOCTMPOBAHbI NPM3HAKM JbIXaTeNbHONM HemocTaTouHOCTH | crenenn. IIpy moceBax MOKpOTBI IPUCYT-
CTBOBAJI XPOHMYECKMIT BbICEB S. aureus, y 80% OOIbHBIX — MHTEPMUTTUPYIOMIL BbIceB P, aeruginosa. Cpok
HaOJTI0ZIeHNs B TIOC/IEOTIEPALIIOHHOM IIePUofie COCTaBIUI OT 5 MecsIieB Jio 6 neT. [IpoBeieHre onepaTuBHOTO
BMeEIIIATe/IbCTBA OCYILECTB/IATIOCh Ha POHe CTaOM/IBHOTO TedeHUs OPOHXOIETOYHOTO IIpoliecca P OTCYT-
CTBMM IIPU3HAKOB TsDKEJION JbIXaTeTbHOI HEIOCTATOYHOCTH. Y BCeX MALIMEHTOB Ha IPOTSHKEHNY aMOyIaTop-
HOTO HaOJIIOfIeHNsI COXPAHS/IAch YAOBIeTBOPUTEIbHAA (PYHKIVS IEYeHOYHOTO TPaHCIUIAHTaTa [3].

Muposoii onvim mpancnaanmayuy neweHu npu MyKosucyuoo3se

ITo maHHBIM psfja MCCIETOBATEIEl, YaCTOTa BCTPe4aeMOCT 3a00/IeBaHNUII IeYeHN TPV MyKOBUCIIM03€ Ha-
xoputcsA B mpefgenax oT 27 no 35%. IlpumepHo y 5-10% nannueHTOB ¢ MyKOBUCII030M B T€YEHME ITIEPBOTO
fleCATUIETUS >KU3HM pa3BUBaeTCs Huppo3 nedenn [4-6]. Lluppos neuenn ocraercs Hanbonee 3HAYMMOIL
HeJIeTOYHOV IIPUYMHON CMEPTH, YTO COCTABIACT 2,5% OT 0011ell CMePTHOCTI OOJIbHBIX MYKOBVCI[UIO30M
[4]. ITo maHHBIM OIpOCa Cpefy eBPOIIENICKIX [IEeHTPOB MYKOBUCIIM03a I IIeHTPOB TPAHCIUIAHTALUY, TIPO-
BEJJEHHOTO B IIe/ISIX OTy4eHM s MHPOPMAIY O TeKYIIeil TpaKTUKe ¥ Pe3y/IbTaTaX TPAHCIUIAHTAL[UY Iede-
HY y OO/IBHBIX MYKOBUCLII/I030M, B OOJIBIIMHCTBE CIy4aeB TPAHCIUTAHTALMs OblIa BBITOJTHEHA IO Pa3BU-
TUSI TEPMUHAIBHON CTafuy 3a00/1eBaHus eveHu [7].

ITo manubIM Stonebraker et al., B pesynbraTe peTpOCIIeKTMBHOTO aHa/M3a JAHHBIX HECKOIBKIX K/IMHIIECKIX
nentpos CIIA, Kanagpl, @panuym n ABcTpanuy, nposefieHHoro B 2016 r. u BKIrounBLIiero 561 nmanyuenTta
C MYKOBUCLIMZIO30M, ¥ 16% (N=91) nmoTpe60Banoch mpoBefieHNe TPAHCIUIAHTALMY [IeYeHN B CBS3Y C pas-
BUTVEM LIVIPPO3a NE€YEHN, COIIPOBOXK/IAIOIIETOCA IIPOTPECCMPOBAHNEM TOPTAIbHON TUIIEPTEH3MM, CPEIHMI
BO3PAcT Ha MOMEHT IPOBefieHNs TPaHCIUIAaHTauuy cocTas/isn 13,9 roga. CriyieHoMeranus Tov MM MHOM CTe-
HeHV OOHapy>keHa y 99% IalyieHTOB, BAPMKO3HOE paclIypeHIie BeH NuileBosa — Y 71% manyeHToB, TpoM60-
nyronenus — y 70%. boree BbipaskeHHast CTeNIeHb CHYDKEHVSI YPOBHS TPOMOOLMTOB HAO/IOfja/Iach B IPYIIIIe
MALMeHTOB, KOTOPBIM BIIOC/IEACTBUY OblIa IPOBeeHa TPAHCIUIAHTALVS [IeYeHN, B CPAaBHEHUN C IPYIIION
6e3 TpancmanTanum nevdern (78x10°/m n 113x10°/1 coorBeTcTBeHHO, P<0,0001). B maHHOM MccneqoBaHmm
yPOBEHb IIeYeHOYHBIX TPAaHCAMIHA3 Y OO/IBIIMHCTBA MTAIMIEHTOB ObIT 6/IM30K K HOpMa/ibHOMY [8].
IToxasaHueM K IpOBENEHNIO TPAHCIUIAHTALMM IIe4€H) IIPY MYKOBMCLIMIO3€ ABJIANCA LMPPO3 IIeYeHN, Be-
AyLIYM MMIIEPAaTUBHBIM IoKasaHyeM K mposeferno OTII y 60/1pHBIX MYKOBUCIKZO30M OBLIO IIpOrpec-
CHpOBaHMe CYHJpPOMa NOPTAIbHON runepTeHsun (3, 4, 9-11]. IIpoBegeHne TpaHCIUIAHTALMY TI€YEHN JIO
yXyAeHys GyHKIUY JIETKUX Y HY TPUTUBHOTO CTaTyca MOXKeT CHU3UTD IIOC/Ie0NepaliioHHble pucki. [1po-
BeJleHle PaHHeVl TPAHCIUIAaHTALMM [Te9eHV IPUBOAUT K CTAOM/IM3aIVY, 2 B HEKOTOPBIX CIyYasAX K yIydlle-
HUI0 QYHKLMM JIETKUX ITOCTIe onepanyy [12-14].

Daxmopol, oxkasviearoujue 6NUSHUE HA OUEHKY ONNUMATILHBIX CPOKOS NPOBeOeHUsT MPAHCHIIGHMAUUU Nede-
Hu [4, 13-15]:

o CreneHb BapMKO3HOTO PACUIMPEHNS BEH MUIEBOfIA

« Hanuune B aHaMHe3e 3MM3070B >KeMYJOYHO-KUIIIEYHOTO KPOBOTEYEH IS
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o bakrepuonormyeckui Juardos

o CreneHb opa)keHN JIETKIX, IIporpeccupopanne yxyauenus ¢ynkuym nerkux (OOB1/OIKEIT <50%),
peUNAVBYpYOLYEe PeCIPATOPHbIE MY/IbTUPE3UCTEHTHBIE OaKTepyaTbHble MHPEKIN

o CreneHb TPOMOOLNTONIEHNM, IEVIKOTIEHNI

o CreneHb HapylIeHN 0€TKOBO-CHHTETNYECKOV (QPYHKINMM IIeYeHN, Ha/ln41e KOATy/ToIaTIN

o YpoBeHb UTONN3A U XO/IeCTa3a

o lemaTomynbMOHAIbHBIN CUHIPOM

o ApTepuajnbHadA 1eroyHas TUINepPTEeH3N

o Hanmune noTeH1MaNIbHOTO POACTBEHHOTO JOHOPA YacTH NeYeHY, COOTHOIIEH)E aHATOMUYECKUX OCO-
OeHHOCTelT JOHOPA M PeLUIIeHTa

o IlporpeccupoBanue yXypieHus HyTPUTUBHOTO CTaTyca

Daxmopuol, ABNAOULUECS NOKAZAHUEM K HANPABTIEHUIO 8 MPAHCHIIAHMAUUOHHDLIL eHMP O7IsT HAOII00eHUSL:

o lluronmus n/mnm xonectas B buoxummdecknx nokasarensax kposu (AJIT, ACT, I'TT, 6unmnpy6un)

o CHuKeHUe YPOBHSI IEMKOLIUTOB, TPOMOOLMTOB B KPOBM HIKE BO3PACTHON HOPMBI

o lI3MeHeHUA IpU yIBTPA3BYKOBOM UCC/IEOBAHNI OPTAHOB OPIOIIHOI OMTOCTH (M3MEHEeHe 9XOT€HHO-
CTU I pa3MepoB IIeYeHH, yBeINYeHe Pa3MepOB Cele3eHKY, IPU3HAKY OPTa/TbHOI TUIIEPTEH3NN)

o Hannune BPBII o ganusim STIC

o Hanuume xoaryronatumu, AUCIpOTEVHEMIUN

Ilepuoouurocmo HAGIO0EHUS 8 MPAHCHAAHMAUUOHHOM UeHmpe 00 MPAHCHAAHMAUUYU NeHeHU:

o Ilpu ymepenHOM nopakeHnn rnedeHu (¢pubpos rnedeHy, HavyaTbHbIE IPU3HAKY ITIOPTATBHON IUIIEPTEeH-
311, HeT UTOIIEHUY, HeT IIUTO/N3a, HeT Xo/IecTasa) — 1 pas B 6 MecsleB

o Ilpu BbIpaXEHHOM IOpaXEHM!U IedeHM (LMPpO3 IedYeHY, IOpTajabHAs TMIEPTEH3Ns, LIUTONEHMS,
BPBII) - 1 pas B 3 mecsna

Iloozomoska k mpancnaanmavuu nevenu [16]

JIabopaTopHbIe McC/IeTOBaHNA:

1. Buoxummdeckuit aHamus KpoBu (onpeneneHne ypoBHs obiero 6unmpy6busa u ero ppaxiyii, o61iero
Oesnka u1 a1bOyMIHA, ITIIOKO3BI, X0/IECTEPIHA, KpeaTHHIHA, MOYEeBUHBI, aKTUBHOCTH 1je7I04HOI dpocda-
taspl, raMma-I'T, ACT, AJIT, ypoBHsa kanbuus, pocdopa, xenesa)

2. Ompepenenne ypoBH: anbda-PpeTonpoTenHa

3. KimHuyeckuit aHanm3 KpoBu (KOIMYECTBO SPUTPOLVTOB, TPOMOOINTOB, IEVIKOL[UTOB, OIpe/ie/ieHNe
JIEVIKOLUTAPHOI (POPMYIIbI, YPOBEHb reMOII00MHa)

4. Koarynorpamma (ypoBeHb ¢pubpuHorena, antutpom6buna-IIl, mrasmmHoreHa, mpoTpoMOMHOBBIN UH-
nekc, AYTB)

5. VlccnemoBaHye KMCIOTHO-1E/IOYHOTO COCTOSAHMA, @ TAK)KE FA30BOT0 U 3/IEKTPOIMTHOTO COCTaBa KPOBU

6. Omnpenenenne IrpyInsl KpoBK U pesyc-pakropa

7. Bupyconornueckue uccnegosanus (Mapkepsl remarutos B, C, BUY, IIIIP JHK nurtomeranosupyca,
[P JHK Bupyca Snmreitna-bapp)

8. Peaknua Baccepmana

9. bakrepuonormdeckoe UcciefloBaHNe: IOCEB MOKPOTBI, KPOBMY, Kajia, MO4YM, Ma3Ka 13 3€Ba HA MUKPO-
¢bropy u onpeneneHne YyBCTBUTEIBHOCTI K aHTHOMOTHKAM

10. immyHonorndeckoe obcmegosanme: HLA-tunupoBaHue (ompefiesieHue aHTUI€HOB IJIABHOTO KOM-
n1eKkca rucrocopMectuMmocTy I u II kmaccoB), mepekpectHas MMMQOLUTOTOKCHMYeCKas poba ¢ MOTeH-
IIVIaJIbHBIM POJCTBEHHBIM JOHOPOM (IIpM pOACTBEHHON TPAaHCIUTAHTALIVIN)

11. AHanu3 MO4YM C MUKPOCKOIIMEN OcajKa

JlononHuTeNbHBIE TAO0OpPaTOPHbIE MCCTEOBAHNA 110 OKA3AHMAM:
1. VccnemoBaHye eCTeCTBEHHBIX ¥ MMMYHHBIX IPYIIIOCHIenN(pUIecKMX aHTUTET, KOT/Ja PaCCMaTpPUBAETCA
BO3MOKHOCTb TpaHCIIZTaHTauuy oT ABO-HecoBMecTMMOro JoHOpa
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Omnpenenenne ypoBHA OPraHMYECKUX KUCIOT ¥ aMUHOKUCTIOT

Omnpepnenenne ypoBHs anbda-1-aHTUTPUIICKHA B CBIBOPOTKE KPOBMI

Omnpepenenne akTMBHOCTY raylakTo30-1-pocdarypuamnrpancdepassl B 9pUTPOLUTAX

ViccnepoBaHue KOHIIEHTpal Uy CYKLIMHWIALIETOHA B MOYe

TeneTndyeckoe obcmeoBaHme Ha ImpexMmeT feduunra anbda-1-aHTUTPUIICKHA, IPOTPECCUPYIOLIETO
CeMeITHOTO BHYTPUIIEYeHOYHOTO X0/IeCTa3a, ra/laKTO3eMUN

O6s3arennbHble MHCTPYMEHTA/IbHbIE VICC/IETOBAHNA:

Y3W opraHoB OPIOIIHON TOTOCTH, TOYEK

Penrrenorpadus opraHoB IpygHO K/I€TKI

930¢aroracTpopyoseHOCKOINA

9x0-KI, 9KTI'

MCKT opraHoB OpPIOIIHOI IIOJIOCTY € BHYTPUBEHHBIM KOHTPAaCTUPOBAHNEM

MCKT ronoBHOTro MO3ra ¢ BHyTPMBEHHBIM KOHTPACTUPOBaHNEM

. MCKT opraHoB rpyfgHoit IOTOCTI

Ob6s13aTenbHbIe KOHCY/IBTALIVY CIIEIaTNCTOB:

1. OcMOTp HEBPO/IOTOM

2. OcMOTp aHeCTe3MOI0rOM

3. OcMOTp My/IbMOHO/IOTOM

JlononHNTeIbHBIE KOHCY/IBTALNN NPOBOAATCA Ipu HeobxoaumocTy: JIOP-Bpay, cTOMaTonor, OKymucr,
IICUXOJIOT, KapANOJIOL, KAPAVOXUPYPT, YPOJIOT, TeHETUK, FACTPOIHTEPOJIOT.

AN

Nk R =

Buovr mpancnnanmayuu neveHu

[Tpn BbIsIBIEHNM Y pebeHKa IOKa3aHMil K IPOBEJIeHNI0 TPAHCIIAHTAL[UY TIeYeHN B IIEPBYIO ouepefb pac-
CMaTPUBAETCA BO3MOXXHOCTD IPOBEIEHN A TPAHCIUIAHTALMY YaCTYU IIeYeHU OT XMBOT'O POACTBEHHOTO JI0-
Hopa. B Tex cnyyasx, Korja nposefieHre POLCTBEHHON TPAHCIUIAHTALMMN II€YEHN HEBO3MOKHO, ITAIIMEHT
BHOCUTCS B JINCT OXKUJJAHMA TIeY€H) OT IIOCMEPTHOrO foHOpa. CpOoK HaXOXAeHNsA B IUCTe OKUIAHUA 3a-
BUCUT OT COBOKYITHOCTY (PaKTOPOB, BK/IIOYAIOIINX CTEIIEHb TSDKECTH COCTOSHUA, OLleHKY Io mkane PELD
(mna mereit go 12 ner) wim MELD (m1a nanyeHToB cTapie 12 jer), pyniy KpoBy, COOTHOIIEHME aHATO-
MUYECKNX 0COOEHHOCTEN PelMIIeHTa U TOTeHI[MaTbHOTO IIOCMEPTHOTO JOHOPA.

[TepmoguaHOCTD HAOMIONEHNS B TPAHCIUIAHTALIMIOHHOM I[eHTPe MOC/Ie TPAaHCIUIAHTALMY TTeYeH), He0OXO-
[MMasi Ij1 CBOEBPEMEHHOI I aJIeKBaTHOV OLleHKM PYHKI[MYU TPAHCIUIAHTATa, KOPPEKIMM MIMMYHOCYIIpec-
CUBHOM Tepanmumn:

 Jlo ropa mocse TpaHCIUTAHTAL[MY [IeYeHN: 1 pas B MecCsill, TPy He0OXOAMMOCTH Yallie.

« Dbornee roga noce TpaHcmaHTauyy nedeHu: 1 pas B 3 MecAla, Ipy HeOOXOAVIMOCTM Yallle.
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9. Opra"mnsanys MegUIIHCKONM NOMOIN 60TbHBIM MYKOBHCIIUI030M.
IlenTp MyKoBHUCHIM 032

EBpormerickoe o6miecTBO 10 K1cto3HOMY ¢ubpo3y [1-8], 06001mas onbIT OKa3aHMs IOMOIIN OOTbHBIM
MyKkoBucumposoM (MB), koHcTaTnpyert crenytomee. CTpyKTYphl EANATPUYECKOTO VI B3POC/IOrO LIEHTPOB
MIMEIOT MHOTO O0INUX XapakTepucTuk. OfHAKO, IIOCKOIbKY 3[JOPOBbe fIeTell U MOAPOCTKOB IPOJO/DKALT
YJIy4IIaThCs, OCHOBHAS POJIb IIeMaTPIIECKO IIOMOIIY 3aK/TI0YaeTCS B OKa3aHMY aMOy/TaTOPHOI IOMOII
nanyeHTaMm 1 npoduaakTrke nporpeccupoBanus 6onesHu. CmeptHOCTD py MB HabmrofaeTcss B OCHOB-
HOM Y B3pocbIX. Cy>k6a IIOMOIIV B3POC/IBIM JO/DKHA YIMTBIBATh BO3POCIINE TPeOOBaHNA K CTAIIVIOHAP-
HOMY 00€eCIeYeHMIO Ie9eH ST, HO TIPY 9TOM 00ecriednBaTh MOTPeOHOCTM B aMOY/IaTOPHOM 00CTY)XMBaHUN
nanyeHToB. B PO mcropuyecky akieHT MegUIIHCKON moMouy 60mbHbIM MB 6bU1 cienaH Ha cranmo-
HapHYyI0 cr1yX0y. OfHaKO COBpeMeHHBIe JOCTYDKEHM B IMATHOCTVIKE VM T€PAINV MYKOBUCIVZO3a, OIBIT
paboThI 3apyOEKHBIX IIEHTPOB ¥ OKa3aHMA IIOMOIIY ITaljeHTaM B MOCKOBCKOM peryoHe JeMOHCTPUPYIOT
HeoOXOIMMOCTh OpraHM3al M KadeCTBEHHON aMOynaTopHoit moMouin [8-13].

9.1. Oprannsanusa oKa3aHN:A IOMOIIY 6OTbHBIM MYKOBUCINE030M

OxkasaHne MegUIMHCKOI oMoty 60mbHbIM MB B Poccuu crpontcst B cootBetcTBUY ¢ PefrepanbHbIM 3aKO-
HOM 0T 21.11.2011 1. Ne 323-D3 «O6 ocHOBax OXpaHbI 3M0POBbs rpakaaH B Poccuitckoit Pemeparnum», cT. 32.
K Bupam MeMIMHCKOI TOMOIIY, COTTITACHO 3aKOHY, OTHECEHBI:

1. IleppryHaA MeIMKO-CaHUTApHAA TOMOUIb.

OxasbIBaeTcs 110 MeCTY XKUTE/NTbCTBA MAIVIEHTA YYaCTKOBBIM BpauOM-TIIeAMaTPOM (TepalieBTOM)

3aga4n: KOHTPOJIb 32 OOIIVM COCTOSIHUEM 3I0POBbsI, CBOEBpeMEHHO€ HaIlpaB/IeHIe B PETVOHAIbHBIN UIN
denmepanbHBI LIEHTP, HAa TOCOUTANIN3ANNI0, TOAroToBKa K MCO. BpIinucka penentoB M HalpaBIeHMUIL.
CBA3b co crienmuanucTamMu permo”anbHoro unn PepepanbHoro neHTpa. OpraHnsanysa JHEBHOIO CTAlMo-
Hapa, CTaljiOHapa Ha JIOMY.

2. Cnenyanyus3ypoBaHHasA, B TOM YMC/Ie BBICOKOTEXHOIOTUYHAS, MeIVIIMHCKAA TIOMOIIIb.

OxasbIBaeTcs B CIeluanmM3MpoBaHHOM LleHTpe MyKoBUCLINI03a, KaK CAMOCTOSITE/NIbHOM eHMIIe, Ha Oa3e
MHOTOIIPOIIBHOTO CTAL[MOHAPA C KOHCYIBTATUBHO-AMarHoctndecknM neHTpoM (KIILI)/momkmmunkon
win Ha 6a3ze K[1J ¢ ;HEBHBIM CTALIOHAPOM.

Pernonanbubini nearp MB

QOyHKIMM: KOHTPO/b 332 COCTOSIHMEM 3[0POBb, AMATHOCTHUKA VM Te€PANyA KIMHUYECKNX MPOSABICHUI 3a-
6oneBaHus, TpodUIAKTUKA OCIOKHEHNIT, CBOeBpeMeHHOe HampasieHne B DefepanbHeplit 1eHTp. Boimu-
CKa peKOMeH/Ialluii, HallpaB/IeHNil. ExXerogHblll aHa/Mu3 COCTOSAHUA 30poBba. I1oaroToBKa BBINNCKY 1A
IIO/TyY€eHA MHBAIMGHOCTY U ee nmpojneHns. Cpasb co cnennanucrtamu PengepanbHoro neHrpa. Opranm-
3alys JHEBHOTO CTAl[OHApa, CTalMOHapa Ha JAoMy. CBsA3b CO CTALMOHAPOM, IZie BbIJeTIeHbl OOKCHI IS
OO/bHBIX MIM OPTAHM30BAHO OTHe/IeHNe. BefjeHe pernoHaibHOrO perucTpa.

DepepanbHOe NeyeOHOE yUpeK/eHNe

DyHKIVM: KOHTPOIb 32 COCTOSIHUEM 3[JOPOBbsI, AMATHOCTIKA VI Tepanysl IPOsIBIeHNII 3a00/IeBaHs, IIPO-
dbmmakTUKa, [UATHOCTHKA U JIedyeHVe OCTIOKHEHNT. BoInmucka peKoMeHjauil, HarpaBeHnit. ExxerogHbIin
aHa/IM3 COCTOSIHNA 310pOBbA. IIoAroTOBKa BBINMCKM /1A OTyY€eHNA MHBAINHOCTY U ee mpogieHus. I1o-
MOIIb OKa3bIBaeTCs B aMOY/IaTOPHBIX MM CTALMOHAPHBIX YCIOBUAX B 3aBUCUMOCTY OT COCTOSIHUA 00/Ib-
Horo. CBs3b CO CTalMIOHAPaMI, I7ie BbIJje/IeHbl MHVBY/ya/IbHbIe IIaTaThl MM OOKCHI Ayt 60nbHbIX. Opra-
HIM3alVA JHEBHOTO CTAallMIOHApPa, CTAllOHAapa Ha OMY.

DepepanbHble YIPEKIAEHNSI COBMECTHO C PETMOHATbHBIMY LIEHTPAMM 3aHMMAIOTCS PaspabOTKOI HOBBIX
TEXHOJIOTMI Tepalliy M JUATHOCTUKY MB, BefleHreM perncrpa, KOHCy/IbTMPOBaHMEM PErVIOHAIbHBIX LI€H-
TPOB, KOOPAVHNPOBAHNEM UX IEATENbHOCTH, B3auMopelicTeuemM ¢ M3 PO.

3. Cxopasd, B TOM 9Kc/Ie CKOpas CeNaan3upoBaHHad, MEAUIIMHCKAA TIOMOIIIb.

Bpaun CCII momxHbl 6b1Th MHPOPMUPOBAHBI 00 0COOEHHOCTAX HEOTIOXHBIX COCTOSIHUI mpu MB u
MapuIpyTU3aLuy alyeHToB ¢ MB, mim Jo/mKHBI ObITh OpraHM30BaHbI ClIelaTbHble OPUTajbl.
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4. TTajynaTrBHAsE MEUIIMHCKAS TOMOIIb. [[/1s1 MAIIEHTOB C TSKETbIM T€YeHUEM [OKHBI OBITh OPraHU30-
BaHbI YCIIOBYA 110 YXOAY U IICUXOIOIMYecKas MOMJePIKKa.

YcnoBus okazaHIs MeTUITITHCKON ITOMOIITN

1. BHe MeguuMHCKOI opranusanyy (10 MeCTy BbI30Ba Opurajipl CKOpOIii, B TOM 4MCIIe CKOPOJ CIIel{aiu-
3MPOBAHHOI MEAMIMHCKON, TIOMOIIN, a TAKXXe B TPAHCIIOPTHOM CPeACTBE NPV MEAMIIMHCKOI 9BAKYalLINN).
2. AM6ymnaTopHO (B yCTIOBUSIX, He IPeJyCMaTPUBAONIX KPYITIOCYTOYHOTO MEAMIHCKOTO HAOMIONEeHNS 1
JIe4eHNs), B TOM 4YUC/Ie Ha JOMY TP BbI30BE MEUIMHCKOTO paboTHMKA. AMOY/IaTOpHAs TOMOIb OKa3bl-
BaeTCA BpauoM-IeIMaTPOM/TepanieBTOM 110 MECTY JKUTE/IbCTBA B IIO/IMK/IMHIUKE U Ha joMy. IlaneHTs! pe-
TY/IIPHO IOCEIAI0T aMOy/IaTOpHBIIL LieHTPp MB ¢ 11e/1bio AMHAMMYeCKOro HaO/MIoeHNs COI/IACHO CTaHAAPTY
(http://www.medicalib.ru/standards/mukoviscidoz) cnennancramm no MyKkoBUCIU03Y.

3. B mHeBHOM cTanuoHape (B yC/IOBMAX, IPefyCMAaTPUBAIOIINX MEAMLIMHCKOE HAOIIOfeHNe U JIedeHe B
IHEBHOE BpeMs, HO He TPeOYIomMX KPYITIOCYTOYHOTO MEAVIIMHCKOTO HAOIIOeHNA 1 TedeHus). SIBnsercs
IpeIOYTUTENbHBIM IIPY IIOCTAHOBKE IMAarH03a, Ipy IPOBEJEeHNN IJIAHOBOJ BHY TPUBEHHOI Te€paluim.

4. CranyoHapHO — B YCTIOBUAX, 00eCIeunBaIoONIX KPYITIOCYTOYHOE MEeUIMHCKOe HaO/MofieHre 1 1ede-
H1te. Vcnonp3yeTcst mpyu 060CcTpeHny 3a60/1eBaHus, IPU SKCTPEHHBIX U IVTAHOBBIX TOCIUTANMN3ALVAX IPU
OTCYTCTBUM JHEBHOTO cTanyoHapa. CTaljMoHapHasA IIOMOILb, OKa3blBAE€TCA B OTAETICHNAX NeAMATPUN, Te-
panmiu, TyIbMOHOJIOTUY VIV MH(EKIVIOHHOM, TaCTPOSHTEPOJIOTUY — IIPY YC/IOBUM Pa3MelleHNs OJHOTO
6onpHOrO0 MB B 60KCe ¢ TyaseToM M YMBIBaTbHMKOM (mymieM). KoHCymbTanmm manyeHTOB IIPOBOAATCA
CIenyaauCcTaMm 0 MyKOBUCLIVZIO3Y.

ITpu orcyrcTBum llenTpa MB nomMomp B cTalroHapax/IONMKINHAKAX OCYIIECTB/AETCA ClelanicTaMuy,
B (YHKIIMOHAIbHBIE 00513aHHOCTY KOTOPBIX BXOAUT Hab/ofeHe 60mbHbIX MB. [I7151 3TOT0 JO/KHBI OBITH
pa3paboTaHbI IPOTOKOJIBI IO OKA3aHIIO IIOMOLIY ¥ Ha3Ha4eHbI /INI[a, OTBETCTBEHHbIE 32 JIeYeHe, TIOfiep-
JKUBAIOIIME CBSI3b C PErYIOHATIBHBIM W (efiepaTbHbIM IIEeHTPOM.

®opMbI OKa3aHNUA MeIVIVMHCKON IOMOIIN

1. DKCTpeHHas — MeAVIMHCKAs TIOMOIIb, OKa3bIBaeMas IIPY BHE3AITHBIX OCTPbIX 3a00/IeBaHNAX, COCTOSHY-
AX, 000CTpeHNN XPOHNYECKNX 3a00/IeBaHNI, IPEACTAB/IAIIINX YIPO3y KU3HN MalyenTa (Ipy HaIuIum
JIETOYHBIX VI BHEJIETOYHBIX OCTIOKHEHWII V/IN VX HeKOMIIEHCALUN).

2. HeotnmoxxHast — MeMIIHCKAs IOMOIIb, OKa3bIBAeTCsI NPV BHE3AIHBIX OCTPBIX 3a00/IeBaHMAX, COCTOS-
HISIX, 060cTpernyt MB 6e3 SBHBIX IIPU3HAKOB yrpo3bl >KM3HM manyeHTa. CranyoHap, rie ecTb eHtp MB
(cTauMoHapHOe OT/ie/IeHNe) VN BbIJleJIeHbl OOKCHPOBAaHHbBIE ITA/IaThI, Ie KOHCY/IBTUPYeT CHEelNAIICT 10
MYKOBUCLIMZIO3Y.

3. I[TmaHOBass — MeUIIHCKAsA TIOMOIIb OKA3bIBAETCS IIPU IPOBEAeHNN TPOGUIAKTUIECKUX MEPOIIPUATHI
npu MB, He cOTpOBOX/JAIOMINXCSA YTPO30I /IS KU3HU MAIVIEHTA, He TPeOYIOLIX SKCTPEHHO ¥ HEOT/IOXK-
HOJ MEVIMHCKOJ IIOMOLIY ¥ OTCPOYKa OKa3aHMsA KOTOPOJI Ha OIpeie/IeHHOE BPeMs He IIOBJIEYET 3a CO-
6011 yXyzlIeHye COCTOSIHIA MAallMieHTa, YTPO3Y ero XU3HU U 3[J0POBbIO (I/IAHOBAs BHYTPUBEHHAS Teparns,
LI OIpefie/IeHHbIX YC/IOBUAX eXKeTOfHOe 00C/IeJloBaHNe U TeYeHue).

B xa)XoM permoHe JO/DKHA ObITh pa3paboTaHa MapLIpyTH3aLus ManueHToB ¢ MB npu okasanun mMepu-
IIVTHCKOJ TOMOIIY B 3aBUCUMOCTH OT OPMBI, BUIA U1 YCIIOBUIA.

9.2. IIpoeKT oprannsanyy ciefuanM3poBaHHOrO IIeHTpa MyKoByCcIM03a [1-8]

KoHceHcyc KoHCOMUAMpYeT NMpefIoKeHA 110 BHeCeHMIo u3MeHeHmil B 11. 1.17 Ilpukasa Munsgpasa Poc-
cun ot 6 aBrycra 2013 1. Ne 5291 «O6 yTBepX/ileH!M HOMEHK/IATyPbl MEUIIMHCKIX OPraHM3alNil», B pas-
men «LleHTpBI (B TOM 4yIC/Ie HeTCKIeE), a TAKXKe CIIelVaTN3MpOBaHHbIe IIeHTPbI TOCYAapCTBEHHOI Y MyHU-
IVIITa/IbHON CYICTEM 3[paBOOXpaHeHUA» — o l]eHTpe MyKoBUCIUI03a (MM OTHENIEHNN) ¥ CIIeIMaNTNCTaX,
OKa3bIBAIOIVX ITOMOIIb 60MBbHBIM MB, Ha OCHOBe 0Te4eCTBEHHOTO 1 3apybeskHOro ombiTa. IIpoekT op-
raHM3alMM IeHTPa MYKOBMCIN03a PeKOMEH/IOBAH 00IIecTBOM 3KcIlepToB KoHceHcyca [ig BHeIpeHuA
B 3[[paBooxpaHeHune PO.
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1. CrienjiamM3yMpOBaHHBIN LIeHTP MYKOBMCIIV/I03a OPraHM3yeTcsl Ha 6ase MHOrOIpOUIbHOTO CTALMOHA-
pa ¢ KOHCY/IbTaTUBHO-AMarHocTdeckuM nentpom (KILI)/monmkmmuukoit win Ha 6ase KIILI. Heobxonu-
MO UCXONUTD U3 peKoMeHauuit EBporeiickoro o61jectBa 1 co3aBath [EHTP IPU MPUKPETUIEHNN 60/Tb-
HBIX B KommmuecTBe 40 (mpy HeoOXOAMMOCTI ¥ IPY MEHbIIIEM KOJIMYeCTBe OONbHBIX, €CIU PErMOH MMeeT
00/IBIYIO IJIOIIA/b ¥ HU3KYIO IVIOTHOCTD Hace/leHus ). AKIIeHT CIefiyeT e/laTh Ha OpraHyusaluo aMmoya-
TOPHOJ IIOMOIIM B IefinaTpudeckoM cekrope. Ilofpaspenennsa cranyoHapa BBIIOTHAIT KOHCY/IbTATUB-
HO-/IMarHOCTUYECKYIO 1 JIeueOHYIO IIOMOLIb (aKIIEHT B TePaIeBTIYECKON IIPAKTIKE).

2. IIITaTr COTPYAHMKOB LIEHTPA BK/II0YAET:

I 40 60npHBIX: Bpava-NieayaTpa (TepanesTa) win mynbMoHosora (0,5 CT.) - pyKOBOAUTENb LIEHTpPa, Bpa-
va (yHKUMoHanbHON AuarHoctuku (0,25 ct.), kmHesnutepanesta (0,5 cT.), gueronora (0,5 cT.), mcuxonora
(0,5 cT1.). Io/>KHBI OBITD OPraHM30BaHbI KOHCY/IbTALUMN TacTpodHTeposnora, JIOP-Bpaua, sHOKpUHOIOTa,
BaKIHOJIOTa, aJ/IIEProjiora, TeHeTUKa, KapAMoIIora, I/Isl B3POC/IBbIX (JONOTHUTENbHO) — TMHEKOJIOra, pe-
npopykronora. B cranuonape 2 60Kca 114 601bHBIX MB (KOHCYIBTUPYIOT OONTBHBIX crenyamuct no MB,
a TaKXKe Y3KOIPO(U/IbHbIE CIELMATNCTHI).

IITar IlenTpa MyKoBucHg03a Ha 40 MaNEeHTOB

IlltaTHas equHuIa Herckuii IlenTp (cTaBKM) B3apocnsiit Llentp (craBkm)
CnenyamicT (pyKOBOOWTEb) 0,5 0,5
Bpau ¢pyHKUMOHAIBHO [MAarHOCTUKY 0,25 0,25
Kunesurepanesrt (Bpau JIOK) 0,5 0,5
IIneromor 0,5 0,5
Icuxonor 0,5 0,5
Kmunangeckuit gpapmakornor 0,25 0,25
Peructparop* 0,5 0,5
MenuumHCKas cecTpa, B TOM YMCIIe IPOLjefypHasT™ 1,0 1,5
Cekperapp-apxuBapuyc* 0,5 0,5

IIpumeuanue: * CormacHo EBpomeiickum pexomenpanuam (Standards of care for patients with cystic fibrosis:
European consensus. Journal Cystic Fibrosis, 4 (2005), 7-26)

s 200 601bHBIX 1 60sTEE:

Ambynamophuiti yenmp. IllTar: mo 2-3 cT. Bpava-neguarpa Wiy MylIbMOHOJIOra (OfHa CTaBKa — PYKOBO-
nurenb LleHTpa), Bpad QyHKIIVOHA/IBHON IMATHOCTUKY — 1 CT., KUHE3UTEpaIneBT — 2 CT., AUETONOT — 2 CT.,
IICUXOJIOT — 2 CT., KIMHWYeCKNiT papMakonor — 1 CT., MefuIMHCKas cecTpa — 2 CT., perucTparTop — 1 cT.
u cekperapb — 1 cT. JIo/DKHBI OBIT OpPraHM30BaHbI KOHCY/IbTALIMY IacTposHTepoora, /IOP-Bpaya, sH-
JIOKPVHOJIOTA, BAaKL[MHOJIOTA, a/UIEPro/Iora, reHeTHKa, kapauonora u ap. (0,25 cTaBKM B 3aBUCUMOCTY OT
KonmvectBa 60nbHbIX B LleHTpe),

Cmayuonap neduampuueckuii — 3-4 60kca u 6onee (KOHCYIBTHPYeT OOBHBIX crelyanmucT 1o MB cramyo-
Hapa wi ambynatopHoro LleHTpa).

Cmayuonap mepanesmuueckuti. Ha 6ase MHOronpoQuapHOro cTanyoHapa OpraHu3yoTCs MHAVBYUYalb-
Hble OOKCBI/TIaaThl (KOMMYEeCTBO ONpefe/nseTcs IOTPeOHOCTAMM pernona) ajs 60npHbIx MB.

IIrar: pykoBopurens Llentpa — 0,5-1 cT. u Bpau-nepgmarp/TepanesT — 0,5-1 cT.; Bpad QPyHKIMOHA/IBHO
pyarHoCTUKY — 0,25-0,5 cT., KmHesuTepanesT - 0,5-1 cT., guetosnor - 0,5-1 cT., ncuxonor - 0,5-1 ¢T., KIMHU-
yeckuit papmakosor — 0,25-0,5 cT. (1TaT ompeyensaeTcs KOMm4ecTBOM 00/bHBIX B LleHTpe) MepnImHCKas
cectpa — 2-3 cT., peructparop — 1 cT. u cekperapb — 1 cT. [JO/DKHBI OBITH OpraHN30BaHbI KOHCY/IbTAIVIN
ractpoasHTeponora, JIOP-spaya, sHZOKpMHO/IOTA, a//IEPTroJIOra, TPAHCIIAHTO/IOrA, TeHEeTUKA, Kap[1o/Iora,
TMHEKOosIora, perpogykrosora (0,25-0,5 cTaBKM B 3aBUCMMOCTY OT KOJIMYECTBA OO/IbHBIX B LIEHTPE).

B xaxxgom LleHTpe o/mKHA OBITh OpraHM30BaHa LIKOJIA YIIpaB/IeH)s 3a00/IeBaHNeM I MalMeHTOB Y MX
ceMeit. XpoHOMeTpaX pabodero BpeMeHM clienaancTos LleHTpa MykoBucCIMio3a pencrasieH B [1puo-
JKEeHUM 2.
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9.3. Ilytn pemennsa npo6nem, cBA3aHHBIX ¢ OTCyTcTBUEeM LlenTpa MB

1. ITpu orcyrcrBum Lentpa MB (komrdecTBo 60/bHBIX OT 15 10 39) HO/DKHBI OBITH Ha3HAYEHBI IefuaTp (Te-

pameBT) WM ITyIbMOHOJIOL, KMHE3UTEPANeBT, TaCTPOIHTEPO/IOT VIV AMETONIOL, KIVMHINYeCKuI (apMaKosIorL,

MeVILHCKas (IpoLeRypHasi) CecTpa, OCYLECTBILAIONYE IIOMOIb 60MbHBIM MB, KOTOpbIe JO/DKHBI IPOITI

CIeIaI3MpoBaHHOe o0ydeHe. PykoBoncTBO opranusanyest nomorny 60nbHbIM MB BosmaraeTcs Ha nepya-

Tpa (TeparmeBTa) WV ITY/IbMOHOJIOTA, C BbIfIeTIeHVEM JOMOMHUTENbHO 0,25 CT. Bpaun mo/mKHbI HAXOAUTHCA Ha

IIOCTOSTHHOJ CBSI3Y €O CIIEL[Va/IICTaMy O/ypKaiiiero permonanpHoro wim ¢enepanpHoro Lentpa MB (terne-

(boH, a7eKTpOHHAsI TOYTA, CKalm). 1-2 pas3a B rofj MaleHThI JO/DKHBI OCEIATh CIelann3npoBaHHblit LleHTp

MYKOBHCIYIJJ03a aMOY/IaTOPHO W/IM B YCTIOBYSIX THEBHOTO CTALMIOHAPA [/IsI KOHTPOJLS COCTOSTHYA Y HA3HAYEHUIA.

2. Kaxpplil nanmeHT Ko/bkeH ObITh MHPOPMUPOBAH O HEOOXOAVMOCTY eXXEeIHEBHOTO APeHa)ka MOKPOTBI

II0C/Ie MHTAJIALUY MYKOIUTUKOB METOlIaMM KMHe3NUTepanuy (BK/I04Yas IpVYMeHeHNe IbIXaTeJIbHbIX Tpe-

Ha)KepPOB M aIIapaTHBIX METOMVK), 0COOEHHOCTAX AVEeThl ¥ (PepMEHTHOI Tepalui, MUTbeBOIO PEeXIMa,

IpyeMa CoMy IS MpOdMIAKTUKY CUHAPOMa IIceBRO-bapTrepa.

3. CeMby 60/IBHBIX JO/DKHBI OBITH IPOMH(OPMIPOBAHBI O CAITaX C JOCTOBEPHOI MHPOpMaLMell 1 O ro-

PAYNX TMHUAX.

KBanndukanusa Bpada — CoenuanincTa mo MyKOBUCIUA 03y

Kpome ceptudmxara crienmanmmicra (meguarpa, TepanesTa, IIy/IbMOHOIOTA) Bpaun LleHTpa JO/DKHBI UMeTh

BO3MOXKHOCTb O0y4YeHMsI Ha CIelMaMi3MpPOBaHHBIX Kypcax 1/uay oOydeHns Ha pabodeM MecTe B defie-

pa/IbHOM JIe4eOHOM YUPeXIEeHNM C BbIadell JOKyMeHTa YCTAaHOBJIEHHOTO 00paslja ¥ HeIpepbIBHOTO 00-

pasoBanuA mo MB, K KOTOPOMY OTHOCUTCA €XETOJHOE y4acTie B HALlMOHAJbHBIX M MEXIYHapOJLHBIX

KOH(epeHIMAX, IIKO/IAX 10 MYKOBMCIN03Y, IYJIbMOHOJIOTUY, TaCTPO3HTepoIorum. UToObl ocTaBaThCs

Ha COBPEMEHHOM YPOBHE 3HAHMII O JIeYeHUN U Anarnoctuke MB, Bpad no MB fommken ne Mmenee 50% pa-

6ouero BpeMeHM IOCBALIATh BonpocaM MB (jiedeHye 1 opranusarys oMoLuin).

Ponb 0611ecTBeHHBIX OPraHN3 AW

B P® npobnemamy MyKOBUCIM/I03a 3aHVIMAIOTCSA C/IEAYIOLIe O0IeCTBEHHbIE OpPraHM3aLuy CIIeIa/IICTOB:

o Obuepoccuiickas oblecTBeHHast opranusanys «Bcepoccuiickas accoryanys A1 60IbHBIX MYKOBUC-
1po3om» (O61iecTBeHHas: OpraHM3anyist CelMaaiCTOB 10 MYKOBUCLIUIO3Y)

» Poccniickoe pecrimparopHoe 0611ecTBO

o Coros negnarpos Poccun

o Poccuiickoe 06111eCTBO MEIUIIVTHCKUX T€HETUKOB.

DyHKIM 061LIeCTBEHHBIX OpraHM3alNil: 00pa3oBaTebHasA AeATENbHOCTD, BOIPOCHl 00y4YeHNs, KOOpAu-

HauusA paboThl eHTpoB MB, npoBefieHne KoH(pepeHMiT, KOHTPECCOB, LIKOM, Pa3paboTKa KOHCEHCYCOB,

K/IMHNYECKNX PEKOMEH/IALINIL, METOAMYECKMX PEKOMEHALINI.

9.4. Oprannsanys JMHAMITYECKOTO HAOMI0eH s 3a 60TbHBIMI
MYKOBHCIIU/I030M

B Ilentpe MB no/mxHO ObITh OpraHn30BaHO aMOy/IaTOpHOe AMHAMUYecKoe Hab/IofieHe 60/IbHOTO B BUJie
aKTUBHOTO IMCIAHCEPHOTO HabmoeHns mo cxeme (8, 11]:

e IeTU mo 3-X MeC — KaXKble 2 Hefl

e 3-6Mec -1 pasBMec

e 6-12Mec - 1pas B2 mec

o mocre 12 Mec — eXXeKBapTaIbHO, TPV HEOOXOMMOCTH Yallie.

Cxema aMOY/IaTOPHOTO BefieHMsI O0/IbHBIX MYKOBMUCIIMI030M cTapire 1 ropa [9-11]

IImanoBbI BUSUT Kaxpgpie
Bup o6cnenosanus Exxeroguo
(kakgpIe 3 Mec) 6 Mec
JKano6sl, anamHe3 +
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AHTpoOIIOMeTpY: C OLIEHKOI [0 IPOIEHTYIbHBIM
pAfaM U IVHAMMIKOI

Knnandecknit ocMoTp

Cnupomerpus™*

ITynbcokcumeTpus

+ |+ [+ [+ |+

OAK

broxummdecknit ananms KpoBmw*** +

25(OH)D; +

OI'TT, cyTouyHOE MOHUTOPUPOBAHME TIIMKEMUI* ** +
y

MuKpoOMOIOrMIecKnii aHa/IN3 MOKPOTHI +

Komponorus +

Imacrasa-1 kama*

3KI, 9x0-KT

Bopunnetnsmorpadus***

Y3/ opraHoB 6pIOLIHOI IOTOCTH, HONIIeporpadus

+ |+ [+ |+ [+

PentreHorpagus opraHoB IpYIHON KIeTKM

KT opraHoB rpygHOIt KIeTKI
(c 5 et v 110 TTOKa3aHMsIM)

+

“+

KT nasyx Hoca (c 5 net)

OcreopencutomeTpus™*** +

Koncynsranusg JIOP-cnennanmcra +X*

KOHCYIIbTaI_II/IH OMETOoJI0Tra +

KOHCy}IbTaHI/I}I IICUXO0JI0Ta +

KoHTponb HaBBIKOB KMHE3UTEepANuy U UCTIONb30BAHMA
IbIXaTe/IbHbIX TPEHAXXEPOB M IPUOOPOB +

KoHcynbramms racTposnTeposora +

PexomeHmaIvm 1o meKapCcTBEHHOMY 06ecTiedeH o,
BHeCeHIe I3MeHEHMIT B PeTMOHAJIbHBIIL peecTp
I10 JIeKapCTBEHHOMY 00ecIIedeHIIo +

TomoBoit sanmkpus (Bbrmmcka st MCO)
C PEKOMEHAIMSIMU U ITAHOM Ha6/IIOfeHNS Ha TOf +

TMopnucanve nHGOPMUPOBAHHOTO COITIACKS
¥ BHeCeHMe TaHHbIX 60/bHOTo B HaroHa bHbIi peructp +

* JIJ1s1 ITanyieHTOB ¢ HOPMaJIbHBIM YPOBHEM 971aCTasbl, T.e. C COXPaHHOI PyHKIMel! momKenyno4dHoii xenessl (MKB-10 - E.84.0)
** TIpy HanM4My NOMMCUHYCUTA U TIOJIUIIOB HOCA — €KEeKBapTaabHO

B OT/AENbHBIX BO3PACTHBIX I'PYIIIIaX € Y9€TOM BO3pacTa 0CO0EeHHOCTH] IIpUBENEHDI B COOTBETCTBYIOIINX I7IaBax KOHCCHCYC&

9.5. IToka3aHMsA K TOCHUTATU3ANNHA (CTAIMOHAPHOMY JICYEHUIO)
IeTeil ¥ B3POCIBIX ¢ MYKOBUCIMAO30M [11]

Taxenoe o6ocTpeHne 6pOHXO/IETOYHOTO Iporiecca ¢ mpusHakamu JH.

JleroyHoe KpoBOTeYEHME, KPOBOXapKaHbe HEKYIIMPYIOIeecs.

ITneBmMoTOpaKc.

KpoBoTeueHne n3 Bapuko3Ho-pacipeHHbIX BeH (BPB) numesona, BPB Bepxuux otzmenos sxenyzka.

IIpmsHaKky KMIIEYHONM HENIPOXOAMMOCTI

Cunppom norepu coreit (nceBpo-baprrepa cMHAPOM — I'MIIOKaneMMusi, TUIIOHATPUEMNs], TUIIOXTIOpe-

MU, aJIKaJI03) TSDKEJION CTelleHM, TPeOYIOil KPYIIIOCYTOYHOTO MOHUTOPVHIA 9IeKTPOINTOB, BHY-

TPUBEHHOTO BBEJEHNA 3/IEKTPOJIUTOB.

7. Heob6xopumocTh NMpoBefieHNs IJIAHOBOII VIIM, NPV PasBUTUY HETSDKEIOro 00OCTpeHNs], BHYTPUBEH-
HOJI aHTMOAKTepUaIbHOI Tepalyy IIPY OTCYTCTBUY BO3MOXKHOCTY IIPOBEMIEHVS ee B YC/IOBMSX JIHEB-
HOTO CTalMlOHapa M/ CTAllIOHapa Ha JJOMY.

8. Heo6xomuMocTh ITaHOBOTO OIIEPATMBHOIO BMEIIATE/IbCTBA.

9. YcraHOBKa BEHO3HBIX IIOPTOB, FACTPOCTOMBI.

A
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10. Heo6xomMMOCTb OLIepaTMBHOTO JIeYeHMsT OC/IOKHEHNIT MYKOBUCIM03a (TIO/IMIIOTOMMSI, pa/iiKaibHasl
ralIMOPOTOMNS, CIVIEHSKTOMMS, CK/IEpO3MPOBaHNe BEeH MIIIEeBOAA U T.1L.).

11. OcTpbiit HaHKpeaTuT ¥ 060CTpeHNe XPOHNIECKOTO.

12. TpaHCIUTaHTaLVA JIETKNX, TIEYeHN.

13. TepmunanbHas pasa MyKOBUCLIUAO3A.

14. Ipyrue, He CBA3aHHbIE C MYKOBUCHM030M >KM3HEYTPOXKAIOIIVE COCTOAHMA.

Opranusanusa BHYTPMBEHHOI Tepanuy B YCIOBMAX JHEBHOTO CTAIlMOHAPA WI/IN CTAIlVIOHApa Ha OMY
Tpapnunonno B Poccuy BHYyTpuBeHHAs Tepanyist CYMTANACh CTAIIVIOHAPHBIM Ie/IOM, YTO BeJIo K HeoOxoau-
MOCTY YaCTBIX I JJINTENbHBIX TOCIIUTANN3anNii 60/1bHBIX. [Ipe6biBaHNe B 60/IbHNUIE OTATOIAETCSA PUCKOM
IIepeKPeCTHOTO U CYyNepUH(PUIMPOBAHNS Pe3UCTEHTHBIMYU K aHTUOMOTUKAM IITAMMaMI MUKPOOpPTaHN3-
MOB, CTPECCOM, ITPOITYCKOM IIKOJIbHBIX 3aHATHI. KpoMme Toro, mpe6piBaHme 60IBHOTO B CTAI[MIOHAPE 3HA-
YUTENBHO JOPOXKeE, 4eM aMOyIaTOpHOE JIeYeHeE.

Karerepnsanus BeH JaBHO CTajla PyTMHHON MeJUIMHCKOI NPOLIEAYPOIl B Mupe i obecriedeHns pas-
JMYHBIX BUJIOB BHYTPUBEHHOII Tepanuu. [IpoBefeHre BHYTPUBEHHOI Tepanny yepes nepudepndecKui
BEHO3HBII KaTeTep sAB/ISETCS IPAKTIYeCK) 0€30IIaCHbIM, eC/IM COOTIOAI0TCSI OCHOBHBIE YCIOBYS: METOJ
TOJ/DKEH He IIPUMEHATDHCA OT C/IyYas K Cy4alo, a CTaTh IOCTOSHHBIM U IPUBBIYHBIM B IPAKTUKE, IO/DKEH
OBITbH OOecriedeH Oe3yImpeyHbIil YXOf 3a KaTeTepoM. JledeHye 60OMIbHBIX MYKOBUCLIMIO30M HOCUT KOM-
IUIEKCHBIII XapaKTep U BK/II0YaeT B ces dacThle edeOHbIe 1 IpoduIakTIyecKme Kypcol aHTHOaKTepu-
a/IBHOM 1 MYKOMUTUYeCKON Tepamuin. I1pu XpoHu4ecko rpaMoTpuLiaTeIbHO MHPEKI[ MY Ha3HadYaeMble
aHTMOaKTepyuaIbHble IIpernaparsl TPeOYIOT BHYTPUBEHHOTO BBEICHMSL.

C 1996 r. nop, HaOIIOEHNMEM COTPYAHMKOB HAayYHO-KIMHMYECKOTO OTAena MykoBucumposa OIBHY
«MTI'HIl» n maboparopun mykosuciupgosa OI'Y «HUM nynsmononormm» ®MBA Poccun nposoputcs
BHYTpPUBEHHAas1 aHTMOAaKTepyaabHas Tepalys ManyueHTtam (2-3 Kypca 1o 2-3 Hefienn B TOJ) B TOMAITHIX
YCIOBMAX € 00s513aTeNbHON NOCTAaHOBKOM IeprQepudecKoro BEHO3HOTO KaTeTepa WM BEHO3HOI IOpT-
cucreMbl. Karerep ycTaHaBIMBaeTCs B yC/IOBMAX IHEBHOTO CTAI[MOHAPA M/IV BbIE3THON OpUTraioif Ha JOMY.
ITOT PEXMM B IIOC/IEAHIE TOABI INMPOKO NPUMEHAETCA BO BCEX CIIELMA/IN3YPOBAHHBIX LIEHTPaX MYKOBJC-
nuposa EBponsr n CeBepHoit Amepuxu [12, 13].

Poccuiickum 1eHTpOM MYKOBMCLN/03a NPOBefieH (apMaKOIKOHOMMYECKNIT aHaAN3 OKasaHMs yeded-
HO-peabyInTanMoHHoN oMoy fetsim ¢ MB. TlokaszaHo, 4To /iedeHye B aMOy/TaTOPHBIX YCTIOBUSIX (BKITIO-
Jas JIHeBHOJ CTAaIVIOHAap) M/WIM HOMALIHUX YCIOBUAX IPU SIBHBIX IICUXOJIOTMYECKUX M MERUIIMHCKIX
IIpeUMYIIeCTBaX MMeeT VM 3HaYNTe/IbHBIN sKoHOMu4ecKkuit ag¢exr [14]. [TogroToBka u npoBefeHne BHY-
TPUBEHHOI aHTMOAKTepUaIbHOI Tepaluy onucansl B Pasfene « AHTHOaKTepyanbHast Tepanmsi».

9.6. IIpodnnakTuka nepekpecrroit mndpexuun [7, 8, 15]

Bce neHTpsl MB O/DKHBI MMETD SICHYIO MOMNUTYKY NPERYIPEXAEHN U KOHTPOJIA MHEKIVIN; OCHAIl[eHe
JO/DKHO obecrieurBaTh HaIXALIYI0 M3OJLALUIO MAlMeHTOB BO M30eXaHye MepeKpecTHO MHOEKLNN.
Bo Bpemsa nmpe6biBaHyA B O0/IbHMIIE TTAIVIEHTH! HE JO/DKHBI IT0JIb30BATbCA OHOI KOMHATO, BAaHHOM VN
TyaZleTOM U He JJO/DKHBI KOHTaKTMPOBAaTh B 30HAaX OXKMAAHNUA, KaK, HAIpUMep, B PeTUCTpaType, ManaTax,
OT/IeTIEHVIIX AIITEeKV, PEHTI€HOMIOI MY, GYHKIVIOHATIBbHOM JIaTHOCTUKY 1 Jp.

[Tpuem nmanyeHToB ¢ MB B MOMMK/IMHIYECKNX YC/IOBUAX JO/DKEH MIPOBOANUTHCA MAKCHMaTbHO 060c06/IeH-
HO OT Apyrux rpyni. Pab6oTta aMbymaTOpHOro LieHTpa M CTaIoHapa perynupyercsa IlocTaHOBIEHNEMOT
18.05.2010 . Ne 58 «O6 yrBepsxaenuu CanllnH 2.1.3.2630-10 «CaHnTapHO-3NMMAEMIOIOTYECKIE TPeho-
BaHUA K OpTaHM3alMAM, OCYILIeCTB/IAIMINM MeJUIIHCKYIO JeATelbHOCTb», peKoMeHgansamu European
Cystic Fibrosis Society n onmcana B Pazgene « MUKpoOMOIOrys 1 SNMAEMIOIOTVSI XPOHMYECKOII pecnpa-
TOPHOIT MH(EKIUY IPU MYKOBYICIIVIZIO3€».
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9.7. Oprannusanus reHeTMIeCKOro KOHCYIbTHPOBAaHNA [6]

Bpauy-reHeTMKY MeVIKO-TeHeTNYeCKOIl KOHCY/IbTAl[UY M Bpauyl — 1ab0paTOpHbIe TeHETUKI MOJIEKYIIAp-
HO-TeHeTNYeCKOI 1Tab0opaTopyM UTPAIOT BXKHYIO POJIb B KOMIIIEKCHOJ AMarHOCTMKE Vi BeleHUY MallVieH-
ToB ¢ MB. Ilocie noaTBepk/jeHNA AMArHO3a MYKOBUCLM/03a MOJEKY/IAPHO-TeHeTUYeCKMMY MeTO[aMuI
Bpay-TeHeTVK OCYIeCTB/IsIeT MeUKO-TeHeTYeCKOe KOHCY/IbTUPOBaHMe ceMb) OOIbHOTO pebeHKa: MH-
dbopMupyeT 0 puCKe IIOBTOPHOTO POX/EHNUA B ceMbe pebeHKa C MYKOBUCLMZO30M, COOOIIaeT O COBpe-
MEHHBIX CII0C00aX MPEeMMIUIAHTAIVIOHHON ¥ IPEeHATATbHON JUATHOCTUKYU ¥ BO3MOXXHON IPODUIaKTUKA
MYKOBMCIMI033, KOHCY/IbTUPYET B3POC/IbIX POACTBEHHMKOB CEMblU B LI€/IAX BBIABIEHNA HOCUTEIbCTBA
MyTaHTHOro ajutend reHa CFTR. MefuKo-reHeT4ecKoe KOHCY/IbTMPOBaHMe IPOBOAUTCA BpadyaMy-TeHe-
TUKaMM PeTMOHA/IbHBIX MEIUKO-Te€HeTYeCKIX KOHCY/IbTalNit K ¢efeparTbHBIX MEAUIIVTHCKIX YIpexie-
Hutl (cM. Pasgen «JeHeTrnKa MyKOBUCLIMTO3a»).
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10. YpoBeHb yOemnTeTbHOCTH JOKAa3aTeNIbCTB Ieeco00pasHOCTH /Tuteparypa

o 1. Cystic fibrosis pulmonary guidelines. chronic medications for maintenance of lung heath /
IIPpMMECHECHN A KOMCECH nin Koncen
prMene pexomMenaan oHceHcyca Flume P.A., O’Sullivan B.P, Robinson K.A. etal.// Am. ]. Respir. Crit. Care Med. - 2007. — Vol. 176, Ne 10. -

P. 957-969.
Applying the GRADE methodology to SIGN guidelines: core principles [Electronic resource]. — URL:
http://www.sign.ac.uk/pdf/gradeprincipals.pdf

OpHuM M3 IPUHIUIIOB JOKa3aTeTbHONM MenuiuHbl ([IM) sABIsSeTCs MOoXKeHNe O TOM, YTO IPUHSATHE pe- 2
IIeHWIT O IPYMEHEeHUN TeX VIV VHBIX MEAMUIMHCKIX TeXHOJIOTUI TO/DKHO ObITh OCHOBAHO Ha KOMIIIEKC-
HOM aHajIM3e BCeX MMEIONMXCS HAayYHBIX /JOKa3aTeNbCTB UX 9P PeKTMBHOCTY 1 6E30IIaCHOCTH, a He Ha

t 3. Dawes M. Putting evidence into practice // BMJ. — 2011. - Vol. 342. - P. d2072.
MHEHIM SKCIIEPTOB M JIMYHOM K/IVHWYECKOM OIIbITE€ BpPAdeI. PeKuOMeHHaHMM Komcencyca cospaBanmch 4. 'The 2011 Oxford CEBM Levels of Evidence (Introductory Document) [Electronic resource] / Howick J.,
C y4eTOM KpUTepieB, IPUMEHABIIXCA J/IA OLEHKI peKOMeH/auuit mpu Mykosucuupose (1, https://www. Chalmers I., Glasziou P. et al. // Oxford Centre for Evidence-Based Medicine. - URL: http://www.cebm.

guideline.gov/summaries/summary/45307), a Tak)Xe C y4eTOM YHU(UIVIPOBAHHOI IIKA/IbI OLIEHKY Kade-
CTBa JJOKA3aTe/IbCTB U CWJIBl peKOMeHAAIuil puMeHerns MeguiuHckux TexHonoruii GRADE (Grading
of Recommendations Assessment, Development and Evaluation) [1-6].

net/index.aspx?0=5653

XapaKkTepuCTHKa TOKa3aTeTbHOCTY PeKOMEH/AAIIT

XapakTepucTuka

peKOMeHJIaIH/If;I HOKaSaTeTIbHOCTI)

JlokasarenbcTBa yOENUTENIbHBL: €CTh BECKIE TOKA3aTeNbCTBA B [10/1b3Y MPUMEHEHNSI JAaHHOTO
MeToma

791071

PexoMmeHjaLMs IPEACTABIAETCS XOPOLIO JOKA3aHHO

B: oTHOCUTENBHAS y6e,[H/ITeTIbHOCTb AOKa3aTEeIbCTB: €CTb JOCTATOYHO JOKA3aTE/IbCTB B I10/Ib3Y
TOro, 4TOOBI PEKOMEHJOBATD JAaHHOE IIPENIOXKEHNE

nnm

B IOAOEPXKKY ,[[aHHOI7I PEKOMEHJALINM CYIIECTBYIOT YHOBJIETBOPUTE/NbHDBIE JOKA3ATETbCTBA

,HOCTaTO‘IHbIX JOKa3aTEC/IbCTB HET: MMCIOUINXCA NOKA3aATECIbCTB HEJOCTATOYHO /I BBIHCCECHUA
PEeKOMEHgalNM, HO peEKOMEHAalit MOT'YT OBITDH AaHbl C y4€TOM MHDBIX 00CTOATENBCTB

nim

B IIOJOEPXKKY ,E[aHHOIU/I PEKOMEHJALINM HET YAOBIE€TBOPUTENDbHDIX JOKA3ATEIbCTB

JocTaTo4HO OTpUIIaTeNbHBIX JOKA3aTENbCTB: MMEETCs JOCTATOYHO JOKA3aTeNIbCTB, YTOODI
PEKOMEH/IOBaTb OTKa3aTbCsA OT NPYMEHEHN JAaHHOTO METOfIa B ONIpee/IeHHO CUTYaluy

D VI

Cy1ecTBYIOT YOBNIETBOPUTEIbHbIE JOKA3aTeNbCTBA IPOTUB JCIIO/Ib30BAHNA JAHHOM PeKOMEH-
Jit:Ni8707¢

B HacrosIee BpeMst JaHHBIX HEJOCTATOYHO A/ OLeHKM OaslaHCa IIPEVMYILECTB U HeTOCTATKOB
I pexoMeHpanuu. JlokazaTenbCTB He XBaTaeT, MM OHYM HU3KOTO KauecTBa, VIIU IPOTUBOPEYMBHI.
BanmaHc Do/mb3bl 1 Bpefia He MOKET OBITh OIIpefieieH

Tak)Ke NIpUMeHsIN YPOBeHb (Ka4eCTBO) JOKa3aTeIbCTB, €C/IN 9TO OBIIO BO3MOXKHO:

Bowicoxuii. Vimeromyecs: faHHbIe BKIIOYAaeT B cebsl OC/IeOBaTe/IbHbIE PE3y/IbTAaThl XOPOLIO pa3paboTaH-
HbIX, XOPOIIO IIPOBEEHHBIX MCCIEOBAHMII B PEIIPe3eHTATUBHBIX IIONMY/IALNAX. BbIBOABI Bpsif i OyAyT
CUJIBHO 3aBUCETH OT PE3y/IbTaTOB OYAYIINX UCCIE[OBAHMIL.

Ymepennoiii. VIMeromyecs: JOKa3aTelIbCTBa JOCTATOYHBI, YTOOBI OIIPEie/INTD BIVAHNE Ipernapara (¢pakro-
pa) Ha COCTOsIHME 3[JOPOBBsI, HO €CTh OrpaHMYMBaoIye (aKTOPbl: KOMNYECTBO, pa3Mepbl MM KaueCTBO
OT/e/bHBIX MccaenoBanmit u fp. [Ipu yBenmndenun nudopmanuy BeMdnHa UIN HapaB/ieHe Hab/oae-
Moro 3¢ dekTa MO>KeT U3MEHUTHCSL.

Huskuii. VIMeroyecs: faHHbIE HEOCTATOYHBI [Is OLIEHKI BIMSIHIS Ha COCTOSIHME 3J0pOBbsi. [loKasarenb-
CTBa HEOCTATOYHBI 0 CIEAYIOIIMM IIPUYMHAM: OTPaHMYEeHHbIe YMC/IO VTN Pa3Mep MCCTIeJOBaHMIL; eCTh
HeJJOCTATKI B AM3aliHe MCCIeSOBAHNS VI METOLOB; HECOOTBETCTBYIE BBIBOZIOB [/IsSI OTAE/IbHBIX MCCTIE0-
BaHMI; OTCYTCTBIE MH(GOPMALINI O B)KHBIX Pe3y/IbTaTaxX B OTHOLIEHNN 3{0POBbs U T.11. boree moppobHast
MH}OpMAI MOXKET IIO3BOIATH OLIEHNUTD BO3/IE/ICTBIE Ha COCTOSIHIIE 3[[0OPOBBSI.

Ecny B Hacrosiliee BpeMsi KpUTepUM HOKa3aTeTbHOCTY He IPEACTAaBIAETCS BO3MOXXHBIM IIPYMEHUTH
K PeKOMEHMAIVAM OIIpele/IeHHOTO pasfiesia, TO BHOCHIN MHGOPMALMio 06 X OTCYTCTBUM C YKa3aHUEM
IPUYNHBIL.

182 183



HAIMOHAJIbHBIVI KOHCEHCYC

IIpunoxenus

ITIpnnoxenne 1. YcTaHOBNIeHNe TSKeCTH 3a00/1eBaHNSA M MHBATNTHOCTD

CreneHb TsHKeCTV MyKOBYCIIM/I03a PEKOMEH/TYeTCsI He YKa3bIBaTh MICXOJiA 13 HEPBIYHO-XPOHMYECKOTO TeUeHNs,
IO/IMOPTaHHOTO MOPaKeHMs U mporpemyeHTHOro Teyenus (cM. Paspen «Kmaccudmxarysa MyKkoBUCIMO3a»).
OLIeHKY CTeIleH! BBIPOKEHHOCTY CTOVKVUX HapyLIeHWiT (PYHKIMIT OpraHyu3Ma peKOMEH/IYeTCsl YCTaHAB/IVBATh
ucxons u3 «Kmaccudukaiyit 1 KpuTepyes, MCIONb3YeMBbIX IIPY OCYILECTBICHNN MEVKO-COLMAIbHOI SKCIep-
ti3bl» ([Iprkas MunTpyma Poccyn ot 17.12.2015 1. Ne 1024, http://www.invalidnost.com/ forum/3-3175-1) co-
1acHO «KomaecTBEeHHO! CCTeMe OLIEHKYI CTeIleH) BBIPOKEHHOCTY CTOVIKMX HapyILIeHu T QPYHKIVIT OpraHusMa
4eJIoBeKa, 00YC/IOB/IEHHbIX 3a00/IeBaHNAMM, HOCIENCTBIAMI TPaBM WK fiepekTamyt (B IPOLIEHTAX, IPYMEHN-
TE/IbHO K K/IMHUKO-(DYHKIVIOHA/IbHOJ XapaKTePYICTVIKe CTOMKIX HapyLIeHuiT (PYHKIVIT OpraH/3Ma 4e/loBeKa)» .

ITIpn HanpaBneHun Ha MCO pexkoMeHAyeTcs 000CHOBATh YCTAaHOB/IEHNE JUIN IPOIeHIIe MTHBATUTHO-

CTV HA OCHOBaHMIIL:

1. KimHu4eckux mposiBIeHNiI MyKOBUCIVIO32 (IIepedyicINTD) U X MPOrpeccupoBaHyiA (epedrCINTb) B CBS-
3U C IEPBUYHO-IIPOrPECCUPYIOIINM XapaKTepoM 3a00/IeBaHIsA, HApUMep cTeaTopey (HelTpasbHBIN XXIp B
KOIIPOJIOTVN VI CHYDKEHVIE 97IACTasbl Kajla) — OTCYTCTBUA (QYHKIVM TOMKETYTOIHOMN JKenle3bl (BPOXKIeHHbII
KVCTO3 Y (pyI6PO3 ITOIKETYIOIHO YKeTe3bl), IPOrpeccUpYIOIIEro YXyAIeH s PyHKLM IIedeHN 3a c4eT Gop-
MUpoBaHysA GuoOpo3a IedeH, B IepPUHATA/IbHBIN NIepPUOJ, HAIIPUMep, HeIPOXOAMMOCTY KUIIeYHNKA IUIOfia
B 35 HeJl, CTOVIKOTO U IIPOTPeCCUPYIOLIEro HapymIeHNs (PyHKIuY OPOHXO/IETOYHON CUCTEMbI C HEYK/IOHHBIM
CHIDKeHVeM 00beMa (yHKLMOHVIPYIOLLIEll JIETOYHOM TKaHM 3a CYeT IOCTOSIHHOrO (POPMMPOBAHNS TTHEBMO-
¢nbposa (Hamrure 6POHX09KTa30B, cHIDKeHne OOB1 n T.1.).

2. HeobxommmocTn ocyIecTBIeHNA Mep COLMAIbHOI 3aIUThl pebeHKa: HeOOXOAVMOCTI TOCTOSHHOTO
IIO>KM3HEHHOTO TOJTy4Ye€H)A KOMIUIEKCA )XKM3HEHHO Ba)KHBIX JOPOTOCTOAIINX MENMKAMEHTOB, SABJIAIO-
IIVMXCSl 3aMECTUTE/IbHONM U MIOCMHAPOMHOM Tepamnyeit IOIMOPraHHOTO MOPAKEHNA.

3. HeobXopmMOCTV eXefHEBHOTO UINTETBHOIO 110 BPEMEHHBIM 3aTparaM KOHTPOJA (YHKIVN JIETKIX
U Tepanuy: JJINTENbHOTO, KO 2-3 YacoB B JIeHb, IPOBENEHNA MHIAIALMOHHON Tepamnn (yKasaTb KO-
NMYeCTBO VHTAIALNIL OT 2 KO 8 B [IeHb), KNHE3UTEPAINN C IIPMMEHEHJEeM [JbIXaTe/TbHbIX TPEeHaKepOB
(yxasarb), moficueTa KaJIOpMITHOCTY INIIY, COfep>KaHUA B Heil kupa 1 pacdera Kpeona ¢ momorpio
KOMITBIOTEPHBIX IPOTPAaMM W/IN PyTUHHBIX pac4eToB (1o 30-40 MMH B IeHD).

4. HeobxopmumocTy o0y4eHnst Ha TOMY WIM B YCIOBUAX COKPAIEHHOV HeleMy WIN C VICHO/Ib30BaHUEM
AVICTQHIVIOHHBIX TEXHOIOIM (HAIIpUMeD, B CBSI3Y C YaCTHIMMU 000CTPEHMAMMI U HEOOXOAMMOCTBIO IIPO-
BefleHMs 3-6 pa3 B Iofj KYPCOB BHYTPUBEHHOI T€PAIVN VIV COITy TCTBYIOLIVIM CaXapHbIM JA11abeToM).

Knaccndukarym 0CHOBHBIX KaTerOpuil )X13HeesITeTbHOCTI
Je/I0BEKa U CTEIIEHN BBIPAKEHHOCTY OTPAHMYEHMIT STUX KaTeTOpUii
1. K OCHOBHBIM KaTeropusaM >XM3HeResI TeIbHOCTY YeJIOBeKa OTHOCATCS:
a) CIIOCOOHOCTD K CaMOOOC/Ty>KMBaHMIO;
0) clTOCOOHOCTD K CAMOCTOSTE/IbHOMY IIepeBYDKEHIIO;
B) CLIOCOOHOCTD K OpMEHTAINY;
I') CIIOCOOHOCTH K OOIIeHIIO;
II) CHOCOOHOCTD KOHTPOIMPOBATb CBOE IIOBEEHIIE;
€) CIIOCOOHOCTD K 00YYeHNIO;
) CIIOCOOHOCTD K TPYHOBOI [IeSITEIBHOCTI.
2. Bpimenarorca 3 cTeneHM BBIPOKEHHOCTM OTPaHMYEHMII KaXXAOW M3 OCHOBHBIX KaTeTOpui
KVM3HEZesITeIbHOCTH YeloBeKa:

a) CIIOCOOHOCTh K C&MOO6CHY>KI/IB21HI/IIO — CIIOCOOHOCTDH 4Ye/IOBEKa CaMOCTOSATETbHO OCymeCTBIATDb
OCHOBHBIE (bmsmonomqecm/[e HOTpe6HOCTI/I, BBITIOJIHATDb ITOBCEJHEBHYIO 6I)ITOBYIO neATENIbHOCTD,
B TOM YICJI€ MICIIO/Ib30BAaTh HABBIKY JIMYHON TMTMEHBI: CTENEHb — CIIOCOOHOCTH K CaMOO6CHY)KI/IBaHI/IIO
npu 6oree JIUTENbHOM 3aTpadMBaHU BPEMEHU, ILPO6HOCTI/I €ro BbIIIOJIHEHNA, COKpalll€eHUN o6beMa
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C UICTIO/Ib30BaHMEM TPV HEOOXOMMOCTY BCIIOMOTaTe/IbHBIX TEXHIYECKIX CPEeICTB:

1 cremeHb - CIIOCOOHOCTb K CaMOOOCHTY)KMBAHUIO C PETy/ISApHON YaCTUYHO IIOMOINBIO APYTUX JINIJ
C VICIIO/Ib30BaHMeM IIpY HeOOXOAVMOCTY BCIIOMOTaTe/IbHBIX TEXHIYECKIX CPELICTB;

2 cTeneHb — HeCIIOCOOHOCTD K CaMOOOCTY)XMBaHNIO, HY>KAaeMOCTb B IIOCTOSHHOJ IIOCTOPOHHET TOMOIIN
U YXOfi€, IIO/IHAA 3aBUCUMOCTD OT JPYIMX JINLI;

0) cIIOCOOHOCTb K CaMOCTOSITE/IbHOMY II€PE[IBIDKEHNI0 — CIIOCOOHOCTh CAMOCTOATEIBHO IepeMelaThCs
B IIPOCTPAHCTBE, COXPAHATh PaBHOBECHE Tejla Py NePeBIDKEHNH, B [IOKOE Y IIPY IIepeMeHe ITOIOKEHMs
Testa, IIO/Ib30BATHCS 0OIIECTBEHHBIM TPAHCIIOPTOM:

1 cTeneHb — CIIOCOOHOCTD K CAaMOCTOATE/IbHOMY IIePEBIDKEHNIO IIpY 6ojIee JIMTEIbHOM 3aTpadylBaHUN
BpeMeHU, IPOOHOCTY BBIIOJTHEHVSI ¥ COKPAIL[EHNI PACCTOSHUA C MCIIO/Ib30BaHMEM IIPU HEOOXOAMMOCTI
BCIIOMOTaTeTbHBIX TEXHIYECKUX CPECTB;

2 CTemeHb — CIIOCOOHOCTb K CaMOCTOSTEIPHOMY HEepelBIDKEHUIO C Pery/LIPHOI YacTUYHON MOMOIIBIO
IPYTYX JINI] C MCIIONb30BAHMEM IIPU HeO0OXOAMMOCTY BCIIOMOTaTe/IbHBIX TEXHINYECKIX CPELCTB;

3 cTelneHb — HeCIIOCOOHOCTD K CAMOCTOATE/IbHOMY ITepefBYDKEHMIIO VI HY)XX/JaéMOCTb B IOCTOSHHOJ ITOMOIIN
IPYTUX JINLL;

B) CIIOCOOHOCTD K OpMEHTALMM — CIIOCOOHOCTD K aleKBaTHOMY BOCIPUATHIO TMYHOCTU U OKpPY>KaloIlei
00CTaHOBKI, OLleHKe CUTYalLMy, K OTIpefle/leHNI0 BPEMEHN 11 MeCTa HaXOXKJeH VS

1 cTeneHb — CIOCOOHOCTb K OPMEHTAL[MV TOJBKO B IPUBBIYHONM CUTYAaLMU CAMOCTOSTENbHO U (MIM) C
IIOMOII[bIO BCIIOMOTATEbHBIX TEXHIYECKUX CPECTB;

2CTeneHb — CHOCO6HOCTI) KOpUe€HTaunumnc peI‘yHHpHOf/l YaCTUYHON TIOMOIBIO APYTUX JINL C ICIIO/Tb30OBAHVIEM
IIpY HeOOXOAVIMOCTY BCIIOMOTATe/IbHBIX TEXHIYECKIX CPENICTB;

3 cTemeHb — HECIIOCOOHOCTD K OpMeHTaluy (je30pMeHTaLus) U HYXX/JaeMOCTb B IOCTOSIHHON ITOMOIIN
u (W1n) Ha30pe APYTUX JINLY;

I) CIOCOOHOCTh K OOILIEHMIO — CIIOCOOHOCTb K YCTAHOB/IEHMIO KOHTAKTOB MEX[Y /IO[bMU IyTeM
BOCIIPUATHA, epepabOTKM, XpaHEeHNsI, BOCIIPOU3BeieHNsA U Iiepefauy MHPOpMaLu:

1 cTemeHb - CHOCOOHOCTD K OOIIEHMIO CO CHIDKEHMEM TeMIla M oObeMa MHONydeHUs U Iepefadu
MHQOPMaVY, MCIO0Ib30BaHMe IPY HEOOXOAMMOCTY BCIIOMOTATEIbHBIX TEXHIYECKUX CPEACTB IOMOIIY,
IpY U3ONMPOBAHHOM IOPAKEHUM OpraHa ClIyXa — CHOCOOHOCTb K OOIEHUI0 C MCIIONb30BaHUEM
HeBepOa/IbHBIX CIIOCOOOB OOIEHNS U YCIYT IO CYPAOIIEPEBOAY;

2 cTeleHb — CIOCOOHOCTD K OOLIeHVIIO TPV PETy/IIPHON YaCTIYHO HOMOIIY JPYTUX JINLL C ICIIOTb30BaHMEM
IIpY HeOOXOVIMOCTY BCIIOMOTATe/IbHBIX TEXHNYECKNX CPELCTB;

3 cTeneHb — HECITIOCOOHOCTD K OOLIEHNIO U HY>K/JaeMOCTb B IIOCTOSTHHOJ IIOMOIIM IPYTUX JIVIL;

JI) CIIOCOOHOCTh KOHTPOIMPOBATH CBOE IIOBENEHNE — CIIOCOOHOCTh K OCO3HAHUIO cebs M aJileKBaTHOMY
HIOBEJIEHNIO C yYeTOM COLIMa/IbHO-IIPAaBOBBIX Y MOPAJIbHO-3TUYECKMX HOPM:

1 cTemeHb — MEPUOANIECKY BO3HUKAIOLIEe OTpaHIYeHNe CIIOCOOHOCTY KOHTPOIMPOBATh CBOE MTOBEfleHNe
B CTIOXKHBIX )KM3HEHHBIX CUTYalMsAX U (MIN) MIOCTOSIHHOE 3aTPyAHEHNUe BBIIIOTHEHVSI POTIeBBIX (PyHKINIL,
3aTparuBaIOIINX OT/e/NbHbIe Cepbl XKXI3HM, C BOSMO>KHOCTDIO YaCTUYHON CaMOKOPPEKIIN;

2 CTemeHb — IOCTOSIHHOE CHIDKEHME KPUTUKYM K CBOEMY IIOBEHEHMIO M OKpY)Kamleil 00CTaHOBKe ¢
BO3MOYXHOCTBIO YaCTUIHON KOPPEKLVI TOTBKO IPY PETY/LIPHON MOMOLIM SPYTUX JINLE;

3 CTelleHb — HECHOCOOHOCTb KOHTPOIMPOBATb CBOE IIOBEJEHNE, HEBO3MOXXHOCTb €ro KOPpeKINH,
HY’>X/JaeMOCTb B [TOCTOSIHHOJ [TOMOIIH (Haj30pe) APYTUX LY

€) CHOCOOHOCTD K 00y4YeHMI0 — CHOCOOHOCTD K IeJIeHalpaB/IeHHOMY IIPOLIeCcCy OPTraHM3aLUY AesATeNbHOCTI
TI0 OB/IQJICHVIO 3HAHVMSAMY, YMEHVAMM, HaBBIKaMI U KOMIIeTEHIIVelT, IPMOOPETEHNIO OIIBITA AesITe/TbHOCTY
(B TOM uncire NpoecCHOHANBHOTO, COLMANIBHOIO, KY/IBTYPHOTO, OBITOBOTO XapakTepa), Pa3BUTHUIO
CIIOCOOHOCTEN!, IPMOOPETEHNIO ONbITA MIPUMEHEHNs 3HAHWII B ITIOBCEHEBHON >KM3HM U (POPMUPOBAHUIO
MOTMBALVM NTOTy4eHNsI 0Opa3oBaHMsA B TeUEHIE BCeil XKUSHI:

1 cTeneHb — CMOCOOHOCTb K OOYYEHVIO M IOMy4eHMI0 0OpasoBaHMA B paMKaxX (efiepalbHbIX TOCYaPCTBEHHbIX
00pa30BaTebHBIX CTAHAPTOB B OPraHM3alVsIX, OCYILECTB/IIOIIX 00Pa30BaTebHYIO HesTEIHOCTD, C CO3[AHIEM
CIIeIVI/IBHBIX YCTIOBUIA (IIpV HEOOXOMMOCTM) UL IIOMy4eHVsT 00pa3soBaHyA OOyYaIOIIMIICA C OrPaHNYEHHBIMI
BO3MO)XHOCTSIMI 37JOPOBbs1, B TOM U¥C/Ie 00y deHyIe C IIpYMeHeHyeM (ITpy HeOOXOIMIMOCTY) CIIeLa IbHbIX TEXHIYECKIX
CpencTB 00y UeHIs, OIpefiersieMast C yIeTOM 3aK/TFOUeHVIS TICHXOIOr0-MeVKO-TIEHArOriyecKort KOMVCCHT
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2 CTelleHb — CIIOCOOHOCTD K 0OYYEHMIO U MOMTY4eHIo 00pa3oBaHys B paMKax ¢efiepalbHbIX TOCYIapCTBEH-
HbBIX 00pa30BaTe/IbHBIX CTAaHAAPTOB B OPTaHNU3ALNAX, OCYLIECTB/IIONMX 00Pa30BaTe/IbHYIO AesTeNbHOCTD,
C CO3[jaHNeM CIlellMa/IbHBIX YC/IOBUI 1A TOTy4deHNs 00pa3oBaHMsI TONIBKO 110 alallTMPOBAHHBIM 00pa3oBa-
Te/IbHBIM [IPOrpaMMaM, IIpu HeOOXOIMMOCTH — OOYUeHMIO Ha JOMY U (M/IM) C MCIIO/Ib30BaHVEM AVCTAHIIMOH-
HBIX 00pa30BaTe/IbHBIX TEXHOMIOTMI C TIpYIMEHeHeM (Ipy HEeOOXORMMOCTM) CIIEIMaTbHBIX TeXHUYEeCKUX
cpencTB 00y4eHNs, onpefe/ieMas ¢ y4eTOM 3aKTI0UeHA IICUX0/IOT0-MeINKO-TIelaTOTMIeCKOI KOMUCCH;

3 cTerneHb — CHOCOOHOCTD K 00YUEHMIO TONBKO 9/1IeMeHTAaPHBIM HaBbIKaM U YMeHMM (Ipo¢ecCrOHaNTbHBIM,
COLMA/IbHBIM, KYIBTYpPHBIM, OBITOBBIM), B TOM 4YNC/Ie IIpaBVIaM BBLINIOTHEHMS TOJTBKO 3TeMEeHTapHbBIX
Iie/IeHAIIPAaB/IeHHbIX IEVICTBUII B IPUBBIYHON OBITOBOM cdepe, MM OrpaHMYEeHHbIE BO3MOXKHOCTH
CIIOCOOHOCTM K TAKOMY OOYYEHNIO B CBA3Y C MMEIOIVMIICS 3HAYNTE/NTbHO BBIPAKEHHBIMY HAPYIIEHNSAMMN
GYHKIWIT OpraHusMa, OIpefie/iieMble C Y4eTOM 3aKTIYeHMsA IICHXOJIOrO-MeIVKO-IIefarorndecKo
KOMICCUY;

) CIOCOOHOCTD K TPY/IOBON JEATEBHOCTU — CIIOCOOHOCTDb OCYIIECTBIATh TPYHOBYIO JIeATENbHOCTD B
COOTBETCTBUM C TPeOOBAHMAMM K COfIep>KaHII0, 00beMy, KaueCTBY M YCIOBMAM BBIIIOMTHEHNUA PabOTHI:

1 cTemeHb - CIIOCOOHOCTH K BBINOJTHEHMIO TPYHLOBON HEATENBHOCTY B OOBIYHBIX YCIOBMSX TPyAA
IpY CHIDKEHMM KBaIM(UKALVM, TSHKECTH, HAIPSHKEHHOCTM U (WiM) yMeHblueHMM oObeMa paboThI,
HECIIOCOOHOCTh IPOJO/DKAaTh PAabOTy IO OCHOBHONM Ipodeccuyt (JOMKHOCTY, CIIEUMANTbHOCTY) IPK
COXpaHEHUN BO3MOXXHOCTM B OOBIYHBIX YCIOBVSX TPYZa BBIIIONHATH TPYHLOBYIO MAESTENbHOCTH 6Goree
HU3KOI KBanbuKamum;

2 CTeIleHb — CIIOCOOHOCTD K BBIITOTHEHNIO TPYI(OBOIZ AEATE/IbPHOCTU B CIIENMA/IbBHO CO3MAaHHBIX YC/IOBMAX
C ICTIO/Ib30BaHVEM BCIIOMOTATE€/IbHBIX TEXHUYECKUX CPENCTB;

3 cremeHb — CIIOCOOHOCTb K BBIIOTHEHUIO 3JIEMEHTAPHON TPY/IOBON JIeSATENBHOCTU CO 3HAYUTENbHO
IIOMOIIBI0 APYIMX JINI] VIM HEBO3MOXXHOCTH (IIPOTVMBOIOKA3aHHOCTb) €€ OCYILIeCTB/ICHNS B CBA3M C
VIMEIOIVIMIICS 3HAUUTETbHO BBIPYKEHHBIMI HapYIIeHNAMY QYHKINIT OpraHu3Ma.

CreneHb orpaHN4YeHNA OCHOBHBIX KaTETOPUIA )KM3HEIEATENbHOCTH YeI0BEKA OIPEIENAeTCA CXOA U3 OLeH-
KI VX OTKJIOHEHNS OT HOPMbI, COOTBETCTBYIOLIEH OIpele/IeHHOMY Iepuofy (BO3pacTy) 6MONIOrMYecKoro
PasBUTHA YETIOBEKA.

Kpurepnii gina ycTaHOBIeHIA MHBATMZHOCTH

KpurepueM nj1s ycTaHOB/IEHN S MTHBA/IMAHOCTH SIB/IAETCS HapyIIeHVe 350poBbs co 11 1 6o/mee BrIpa>keHHO
CTENeHbIO BBIPAKEHHOCT) CTOMKMX HapylleHMiT QyHKLMII OpraHusMa 4enoBeka (B guamasoHe ot 40 jjo
100 nporueHTOB), 00yC/IOBIEHHOE 3a00/IeBaHNAMY, OCNIEACTBIAMM TPaBM WIN JedekTami, IPUBOJsALIee
K orpanndenuio 1I vm III crereHy BoIpa>K€HHOCTY OJHOM M3 OCHOBHBIX KaTETOpUIL KU3HEAEATE/IbHOCTA
yeyoBeka MM | cTereHM BBIPRXKEHHOCTY JBYX U 0ojiee KaTeropumil )XKM3HeNesATeIbHOCTY YelloBeKa B X
PasIMIHBIX COYETAHUSAX, OIPEE/IAIONIX HEOOXOANMOCTD €T0 COL[MATbHOI 3aIINTHL

Kputepumn gia ycTaHOBIEHUA IPYNII MHBATMAHOCTI

Kpurepun pna ycTaHOB/IEHUS TPy MHBAIMAHOCTU IPUMEHSIOTCA IOC/IE YCTAaHOBIEHUA TPaXIaHUHY
VIHBA/INJTHOCTY B COOTBETCTBUM C KPUTEPUEM YCTAHOB/IEHNA HBAIMIHOCTH, IPElyCMOTPEHHBIM ITYHKTOM
8 HacTOAMMX KIaccuUKaINil U KPUTEPUEB.

KpurepueM [ ycTaHOBJIEHMS HepBON TIPYNIbl MHBAIUAHOCTY SBJIAETCA HapylleHUe 3[J0pOBbs
yestoBeka ¢ IV cTemeHbIo BBIpa)KeHHOCTM CTOMKMX HapylIeHni GyHKIMIT opraHu3Ma (B guamazoHe oT 90
1o 100 mporeHTOB), 00yC/IOBIeHHOE 3a00/IeBaHNAMM, ITOCTIEACTBUAMY TPAaBM MK ieeKTaMII.
KpurepreM [y ycTaHOBJIEHMA BTOPO TIPYNINbl MHBAIMTHOCTH SBJIAETCA HapylleHUe 3[J0pOBbs
gestoBeka ¢ III cTermeHbIo BBIPaKEHHOCTH CTOMKUX HapylIeHui GyHKLMIT opraHusMa (B guamazoHe oT 70
1o 80 IpOIeHTOB), 00YC/IOBIIEHHOE 3a00/IeBaHNAMM, TOCTIEACTBUAMY TPaBM MK lepeKTaMI.

KputepueMm pnsa ycTaHOBNEHMs TpeTbeil TIPyNIbl MHBATUJHOCTU AB/IAETCA HapylIeHNe 3[0pOBbsd
yestoBeka co II cTeneHbio BIpa)KeHHOCTY CTOMKIX HapyLIeHUI pyHKIuII oprannsMa (B fuamnasone ot 40
1o 60 IpOIeHTOB), 00YC/IOBTIEHHOE 3a00/IeBaHNSIMM, TOCTIEACTBUAMY TPaBM MK e eKTaMA.

Kareropusa «pe6eHOK-MHBamup» ycTaHaBnuBaeTcs npy Hamauy y pebenka II, III mu6o IV cremenn
BBIPQ)XEHHOCTY CTOVKMX HapyuleHmit (GyHKumit opraHumsMa (B amamasoHe oT 40 mo 100 mpoueHTOB),
00YCIIOB/IEHHBIX 3a00/IeBaHVSIMM, ITOCTIEACTBUAMY TPABM I JepeKTaMu.
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VTBEPXJIEHBI
npuka3oM MuHHCTEpCTBa Tpyaa U
COLIMAJIBHOM 3all[ATHI

occuiickoy @enepannu
OT «/7>» 20 /é r. Ne /pﬂf/

MUHVICTEPCTBO TPYIA I COIIMMATTBHON 3AIIUTBI POCCUNCKOM ®EJEPAITN
ITPUKA3 Ne 1024u
MockBa, 17 gekabpsa 2015 .
O xmaccnuKanysax 1 KpUTEPISAX, MICIIONb3yeMbIX IIPY OCYIeCTBIEHII MEIVKO-COLMATbHON SKCIIEPTU3bI
rpaxmaH ereparbHBIMU FOCYAAPCTBEHHBIMI YUPEKACHVAMI MEIVIKO-COLVIA/TbHOM SKCIIEPTU3BI

B cootBercTBUM ¢ mogmyHKTOM 5.2.105 ITonoxxenna o MuHucTepCcTBe Tpyzia ¥ COUMANbHOM 3ammThl Poccnii-
ckont @epepanyy, yreepxaeHHoro Ilocranosnenmnem IlpaBurenncrsa Poccmiickoin @epgeparym ot 19 urona
2012 1. Ne 610 (Cobpanne 3akonopmarenbcTBa Poccmiickoit @eneparym, 2012, Ne 26, ct. 3528; 2013, Ne 22,
cT. 2809; Ne 36, cT. 4578; Ne 37, cT. 4703; Ne 45, ct. 5822; Ne 46, cT. 5952; 2014, Ne 21, ct. 2710; Ne 26, cT. 3577;
Ne 29, cT. 4160; Ne 32, cT. 4499; Ne 36, cT. 4868; 2015, Ne 2, cT. 491; Ne 6, cT. 963; Ne 16, cT. 2384), mprkasbIBao:
1. YTBepanUTb IputaraeMble KIaccuUKanyMyM M KPUTEPUY, MCIOIb3yeMble IIPU OCYILIeCTBICHUY Mefy-
KO-COILIVIAJIBHOM 9KCIIEPTU3Bl TpaxkjaH (efiepaJbHbIMYU TOCYAAPCTBEHHBIMM YYPEKIAECHUAMM MEIVKO-
COLVAJIbHOM 9KCIIEPTU3DL.
2. IlpmsHaTh yTpaTMBIIMM CUTY IPUKa3 MMHMCTEPCTBA TPYy/ia M COLManbHOM 3amuThl Poccuiickoi Qene-
paunu ot 29 ceHTA6ps 2014 1. Ne 664H «O xmaccuuKaVAX ¥ KPUTEPUAX, VCIIOIb3yeMBIX IIPU OCYIeCT-
BJICHVJ MEJVIKO-COLIVa/IbHOV 9KCIIePTHU3BI IPpaXAaH (efiepaTbHbIMI TOCYAAPCTBEHHBIMY YUPEKICHIAMN
MeJIVIKO-COIVIa/IbHOM 9KCIepTU3bl» (3aperncTpupoBad MuHmcrepcTBoM roctunym Poccuiickoit Pepepa-
1y 20 Hoss6ps 2014 1., perucTpauyoHHbIit Ne 34792).

Munnctp M.A. Tonunux

Knaccnpukanum u Kpurepun, UCIOIb3yeMble IIPY OCYIeCTBIEHN MEIIKO-COIUATbHOM
9KCIIepTHU3BI IpaKiaH ¢emxeparbHbBIMU IOCYAAPCTBEHHBIMM
YYPEXKAeHNAMU MeJUKO-COLIaIbHONM SKCIEePTU3bI

I. O61ue MOMOKEHMA

1. Knmaccudumkanum, ycnonb3yeMble IpU OCYIECTBICHMM MERVKO-COLVIAJIBHOM SKCIIEPTU3BI TpaXk/jaH
denepaTbHBIMU TOCYAAPCTBEHHBIMY YUPEXICHUAMU MEIVMKO-COLMANbHON 3KCIEPTHU3BI, OIPeIe/ioT
OCHOBHBIE BUJIBI CTOMIKVIX PACCTPONCTB (PyHKIIMII OpraHN3Ma 4e/I0BeKa, 00yC/IOB/ICHHBIX 3a00/IeBaHVAMI,
HOC/IeiCTBUAMY TPaBM WK fedeKTaMy, 1 CTeleHN UX BBIPaXKEHHOCTH, @ TAK)Xe OCHOBHbIE KaTerOpun
YKU3HeJesTeIbHOCTY YelloBeKa U CTeIIeHY BBIPaYKEHHOCTU OTPAaHMYEHMIT STUX KaTeTOPUIL.

2. Kputepuu, ucnonb3yemble IIpM OCYIIECTBIEHUM MENVIKO-COLMATbHON 9KCIEPTU3bI Tpaxk/aH
denepambHBIMU TOCYAAPCTBEHHBIMY YUPEXICHUAMI MEIVMKO-COLMANbHON 3KCIEPTHU3BI, OIPee/ioT
OCHOBaHM YCTaHOBJICHMSI TPYIIIT MHBAIMIHOCTY (KaTeTOpyM «peOeHOK-HBAI).

II. Kmaccudukanuy 0CHOBHBIX BUAOB CTOMKUX PAcCTPONICTB (PYHKINIT OpraHN3Ma YeToBeKa
U CTEIIeHU MX BBIPA>KEHHOCTH

3. K 0OCHOBHBIM BUiaM CTOVIKMX PacCTPOMCTB (PyHKLMIT OpraHN3Ma YelloBeKa OTHOCATCS:

o  HapyIICHVA IICUXNYeCKUX QYHKINI (CO3HAHNA, OPUEHTALVI, MHTEJUIEKTa, IMYHOCTHBIX 0COOEHHOCTET],
BOJIEBBIX M ITOOYAMTENbHBIX (DYHKLMII, BHMMAHVSA, IaMATH, ICUXOMOTOPHBIX (DYHKIMI, SMOLWIL,
BOCIIPUATNA, MBIIIUICHN A, TIO3HABaTeTbHBIX (PYHKIINII BHICOKOTO YPOBH:A, YMCTBEHHBIX (PYHKLIMII pedl,
IIOCTIEIOBATETbHBIX CJIOXKHBIX IBVDKEHMIA);

e HapyIIEHMs fA3BIKOBBIX M pedueBbIX QYHKUUI (YCTHON (PMHOMAMMA, OM3apTpusA, 3auKaHMe, ajlajis,
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adasus); mucbMeHHOM (mucrpadus, AUCTIeKCHs), BepOanbHOI M HeBepOaIbHON pedn; HapylleHNe
ro10coo6pa3oBaHmsl);

e HApyIIEHNS CEHCOPHBIX (PyHKUWII (3peHms; Cayxa; OOOHSHWSA; OCA3aHUA; TAKTUIBHOW, 0O0JeBOI,
TeMIIepaTypPHON, BUOPAIVIOHHON M JPYIUX BMJOB YYBCTBUTEIBHOCTV; BECTUOYIAPHON (YHKLINM;
6071b);

o HApyIIEeHNS HEVPOMBIIIEYHbIX, CKEJIEeTHBIX M CBS3aHHBIX C JIBIDKeHMeM (CTaTOAMHAMMYECKNX)
¢$yHKUMiT (IBVDKEHMS TOJIOBBI, TYJIOBMUINA, KOHEYHOCTEW, B TOM YMC/Ie KOCTeil, CYCTaBOB, MBbIIII];
CTATVIK!, KOOPAVHALIVM JIBVKEHMIN);

o HapylleHNs QYHKUMIT CepAEeYHO-COCYAVCTON CUCTEMBI, AbIXaTe/IbHOI CUCTeMbl, MUIIeBAPUTEIbHON,
9H/JOKPUHHO CHCTEM U MeTabonM3Ma, CUCTEMBI KPOBY ¥ UMMYHHOJ CUCTEMBI, MOYEBBIE/TUTETbHOI
¢byHKUVM, QYHKIVM KOXKU M CBSI3AHHBIX C Hell CUCTeM;

o HapylleHNs, OOyC/IOB/IeHHble (U3NYECKMM BHEUIHUM YPOACTBOM (pedopmaumm nmua, TrONOBHI,
TY/IOBUIIA, KOHEYHOCTEN, MPUBOJALME K BHEIIHEMY YPOACTBY; aHOMAajbHble OTBEPCTUA
NUIeBapUTETbHOTO, MOYEBBI/Ie/IUTETBHOTO, IBIXaTe/IbHOTO TPAKTOB; HApYIIeHNE Pa3MepOB Tela).

. CrereHb BBIPQ)XEHHOCTM CTOVMKMX HapylleHMil (YHKLMII OpraHm3Ma dYeloBeKa, OOYC/IOBIEHHBIX
3a60/eBaHMAMI, TOCTIEICTBIAAMY TPAaBM WM fepeKTaMy, OLleHMBAETCS B IIPOLIEHTAX M YCTAaHAB/INBACTCS
B guana3oHe ot 10 go 100, ¢ marom B 10 mpo1jeHTOB.

Beipensiorcs 4 cTeneHy BBIPRXXEHHOCTY CTOMKMX HAapYIIeHW T GYHKIMIT OpraHu3Ma 4eloBeKa:

I cremeHb — CTOVIKVE HE3HAUMTENbHbIE HAPYIIEHNs PYHKIMIT OpraHu3Ma dYe/ioBeKa, 00yCcIoB/IeHHbIe 3200-

JIeBaHUAMY, OC/IEACTBYAMM TPpaBM Win Aedexramy, B auanazoHe ot 10 go 30 mpoIeHTOB;

I cTerneHb — CTOJIKME YMepeHHbIe HapyLIeHNs QYHKIMII OpraHusMa 4enoBeka, 00ycrIoBIeHHble 3a00/eBa-

HIAMUY, TIOC/IEACTBUAMM TPaBM Win Aedekramy, B auanazoHe ot 40 1o 60 IpOIeHTOB;

I1I cremeHb — CTOVIKME BhIpaXKeHHbIE HapyIIeHVst GYHKIVIT OpraHu3Ma delioBeKa, 00yClIoBIeHHbIe 3ab0rte-

BaHMAMMY, TIOC/IEACTBUAMY TPaBM win fedekramy, B fuanazoHe ot 70 1o 80 MpoOLeHTOB;

IV cTeneHb — CTOVIKIE 3HAUNTENbHO BBIPa)KEHHbIE HapyLIeHNA (QYHKINIT OpraHn3Ma 4eloBeka, 00ycmIoB-

JIeHHbIe 3a00/IeBaHUAMU, IOCIEACTBUSAMY TPaBM min fedekramu, B auamazose ot 90 mo 100 mpoijeHTOoB.

CrenieHb BBIPR)XEHHOCTH CTOVMKNX HapyIIeHMit pyHKIMIT OpraHu3Ma dye/ioBeKa, 00yClIoB/IeHHbIX 3aboe-

BaHUAMIU, NTOCTIEICTBIAAMYU TPaBM WIN JlepeKTaMM, YCTaHAB/INBAETCA B COOTBETCTBUY C KOJIMYECTBEHHO

CHCTEMOJI OL[eHKY, TIPeIyCMOTPEHHOI IIPU/IOXKeHNeM K HaCTOSIIUM KIACCUPUKAIVIAM M KPUTEPUSM.

Ecmu npuno>xeHneM K HaCTOAIMM K/IacCUUKAIMAM U KPUTEPUAM He NPeJyCMOTpeHa KOMN4eCTBeHHAS

OlLleHKa CTENEeHM BBIPAKEHHOCTM CTOVKNX HAapYILIEHWI TON MM WHONM (YHKUMM OpraHM3Ma 4YeloBeKa,

00yCIOB/IEHHBIX  3a00/IeBaHMAMM, IIOCTAEACTBUAMU TpaBM WM fAedeKTaMy, WMEIOWVMUCT Y

OCBUJIETETIbCTBYEMOTO JIMI[A, TO CTENeHb BBIPAXEHHOCTYM CTOVKMX HapyIIeHU! (yHKIMII OpraHu3Ma

Je/loBeKa B IIPOLIEHTHOM BBIPa>KEHNM yCTaHABIMBaeTCA (pefilepalIbHbIM TOCYAAPCTBEHHBIM yUpeX/IeHIeM

MEZIMKO-COLMa/IbHOM 9KCIEPTU3bl B COOTBETCTBMM C ab3alaMyl TPETbUM—LIECTBIM HACTOSIIErO MyHKTA

VICXOJiA 3 K/IMHMKO-(YHKI[MOHATBHO XapaKTePUCTUKM 3a00/1eBaHMIT, TOCTIeICTBUI TPaBM M e peKTOoB,

00yCTIOBUBIINX BBIIIEYKa3aHHbIE HAPYLIEHUs, XapaKTepa M TsOXKECTU OC/IOHEHUN, CTafiuM, TeYeHUA U

IIPOTHO32 MATOIOTMYECKOTO IpoLiecca.

[Ipr HamuuMy HECKONbKMX CTOMKMX HapylleHUl (YHKIUI OpraHM3Ma 4Ye/loBeKa, OOYCITOB/IEHHBIX

3abo/IeBaHNAMY, TOC/IEACTBUAMY TPaBM WM JlepeKTaMM, OTHENbHO OLIEHMBACTCA U YCTaHABIMBAETCA

CTENEHb BBIPAXXEHHOCTM KAXKJOTO M3 TAKMX HapylleHMl B IponeHTaXx. CHadala yCTaHaBIMBAETCA

MaKCMMaJIbHO BBIP&)KEHHOE B IPOIIEHTAX HapyIIeHMe TOW VIM MHOM (YHKIUM OpraHM3Ma 4Ye/loBeKa,

TI0CJIe YeTo OIpefie/ieTcs Hamaue (OTCyTCTBUE) BIUAHUA BCeX APYTUX MMEIOMINXCA CTOMKIX HapyIIeHN

(dyHKUMIT OpraHN3Ma YeJloBeKa Ha MaKCMMa/IbHO BBIpayKeHHOE HapyleHue (PyHKINY OpraH/3Ma 4e/IoBeKa.

[Ipr HanuuuMM yKasaHHOTO BIMSAHNUA CyMMapHas OLleHKa CTeIeHU HapylleHMs (YHKIMM OpraHu3Ma

4e/lloBeKa B IIPOLIEHTHOM BBIPOKEHMM MOXKET OBITb BBIIIE MAaKCUMaJbHO BBIPQXEHHOTO HApYIIEHMS

¢dyHKUMIT OpraHu3Ma, Ho He 6ostee yeM Ha 10 IIpOIIeHTOB.

N

188

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

III. Kmaccugmkanmuy 0OCHOBHBIX KaTeTOPUIT )KM3HeAeATETbHOCTH YeTTOBEKa
Y CTETIeHY BBIPA)KEHHOCTH OTPAHMYEHNIT 3TUX KaTeTOPUii
5. K OCHOBHBIM KaTeropusiM >K13HeNesATeTbHOCTY YeTIOBeKa OTHOCSTCS:
a) CIHOCOOHOCTD K CaMOOOCITYKMBAHMIO;
0) cl0OCOOHOCTD K CAMOCTOSITEIBHOMY IepefBIDKEHIIO;
B) CITOCOOHOCTDb K OPUEHTALINM;
I') CHOCOOHOCTD K OOIIEeHUIO;
1) CHOCOOHOCTH KOHTPOMPOBATh CBOE TIOBETIEHNE;
€) CIIOCOOHOCTD K 00YUeHNIO;
) CIIOCOOHOCTD K TPYHOBOI 1eSITETbHOCT.
6. BoienaoTcs 3 CcTeNmeHM BBIPAXXEHHOCTM OrPaHMYEHMII KaXK[JOMl U3 OCHOBHBIX KaTeropui
JKU3HEIEeSATETbHOCTY Ye/IOBeKa:
a) CIIOCOOHOCTb K CaMOOOCTY)XVMBAaHMIO — CIIOCOOHOCTb 4Ye/IOBEKA CAMOCTOSTENIBHO OCYIIEeCTBIISTH
OCHOBHbIe (U3NONOrMYecKe IOTPeOHOCTH, BBIIIONHATD IIOBCEHEBHYIO OBITOBYIO [IeATeIBHOCTD, B TOM
YIIC/Ie CTIO/Ib30BATh HABBIKM IMYHON TUTEHBL:
1 cremeHb — CIOCOOHOCTH K CaMOOOCTY)XMBaHMIO NPy OoJiee JIMTEIbHOM 3aTpauyMBaHNUM BpPEMEHH,
IPOOHOCTH €ro BBITIONHEHMSI, COKpallieHnn 06beMa C MCIO0Ib30BaHMEM IPU HEOOXOAMMOCTY BCIIOMOTa-
TEIbHDBIX TEXHNYECKUX CPETICTB;
2 CTeleHb — CIOCOOHOCTD K CAaMOOOCTY)XMBAHNIO C PETY/IIPHOI YaCTUYHO TOMOIIBIO JPYTYUX JINIL C VIC-
HI0/Ib30BaHMEM IIPU HEOOXOAMMOCT BCIIOMOTATETbHBIX TEXHUYECKUX CPETCTB;
3 cTemeHb — HECITIOCOOHOCTD K CaMOOOCTYKMBAHNIO, HY)X/JaeMOCTDb B IIOCTOSHHOI ITOCTOPOHHEN TIOMO-
IV ¥ YXOfie, TOJIHAsI 3aBYICUMOCTD OT APYTUX JIVIL;
6) CIIOCOOHOCTb K CaMOCTOSITEIBHOMY II€PE[IBVDKEHNI0 — CITIOCOOHOCTh CAMOCTOSITENIBHO ITepeMelaThCsl
B IIPOCTPAHCTBE, COXPAHATb PaBHOBECHE Te/la IPU MePeBIKEHNM, B TIOKOE U IIPU NIepeMeHe OI0XKEeHN S
TeJIa, I0JIb30BATHCS OOIeCTBEHHBIM TPAHCIOPTOM:
1 cTereHb — CIIOCOOHOCTH K CAMOCTOSITEILHOMY IIePeBIDKEHIIO ITPpK O0jiee AIUTe/IbHOM 3aTpadyiBaHUM
BpeMeHM, IPOOHOCTY BBITIOTHEHMSI Y COKPALIleHNM PACCTOSIHMS € CIIO/Ib30BaHMEM IIPU HEOOXOAMMOCTHI
BCIIOMOTATETbHBIX TEXHNYECKUX CPEJICTB;
2 cTeneHb — CIIOCOOHOCTH K CAMOCTOSITEIBHOMY TI€PEIBIDKEHNIO C PETY/IAPHO YaCTUYHOI IOMOIIBIO
APYTYX JINL] C UCIIONIb30BAHVEM IIPY HEOOXOAMMOCTH BCIIOMOTATe/IbHBIX TEXHNYECKNX CPECTB;
3 cTeneHb — HECITOCOOHOCTb K CAMOCTOSITe/IbHOMY II€PENBIDKEHNIO 1 HY>KJaeMOCTh B IIOCTOSTHHOM IIO-
MOV APYTUX JIALY;
B) CIIOCOOHOCTD K OPMEHTAIVM — CIIOCOOHOCTDb K aleKBaTHOMY BOCHPUATHIO TMYHOCTY U OKPY>Kalolel
00CTaHOBK, OLIEHKE CUTYALMM, K ONIpefie/IeHII0 BPEMEHN Y MeCTa HaXOXK/IeHIS:
1 cTerneHb — CHOCOOHOCTb K OPMEHTALMM TONBKO B IIPUBBIYHOI CUTYALMM CAMOCTOSTENIBHO U (M1n) C
IIOMOILbI0 BCTIOMOTaTe/IbHBIX TEXHINYECKUX CPEJICTB;
2 cTeleHb — CHOCOOHOCTD K OPMEHTALMY C PETY/IAPHOI YaCTUIHOI IOMOIIBIO APYTUX JIULL C MCIIONIB30-
BaHMeEM IIPU HEOOXOAMMOCTY BCIIOMOTATETbHBIX TEXHUYECKUX CPETCTB;
3 cTeneHb — HECIOCOOHOCTD K OpMEHTAUY (le30pMeHTaL ) M HYX/IaeMOCTb B ITOCTOSTHHON TOMOLIY 1
(nny) Hag30pe APYTUX JINLI;
T') CIOCOOHOCTD K OOIEHMI0 — CHOCOOHOCTD K YCTAHOBJIEHNMIO KOHTAKTOB MEX/Y IIOAbMI ITyTeM BOCIIPYSI-
TV, IepepabOTKM, XpaHEeHUsI, BOCIIPOU3BEeHN S U ITepefauy MHOOpMaIn:
1 cTeneHb — CIOCOOHOCTD K OOIEHNIO CO CHIDKEHMEM TeMIa 1 o0'beMa IOoTydeHns 1 epefady MHPOP-
Maluy, VCIIO/Ib30BaHMe IPY HeOOXONMMOCTY BCIIOMOTATe/IbHBIX TEXHUYECKUX CPEICTB MOMOILH, IPU
MI30/IMPOBAHHOM MTOP)KEHNI OPraHa C/IyXa — CIIOCOOHOCTD K OOILIEHNIO C MCIIONb30BaHeM HeBepOab-
HBIX CII0OCOO0B OOIIEHNUA U YCIIYT TI0 CYpPAOIIEPEBOAY;
2 CTeleHb — CIOCOOHOCTD K OOIIEHNIO IPY PETY/ISAPHOI YaCTUYHON TOMOIIY APYTUX JINI] C MCIO/Tb30Ba-
HUeM IpY HeOOXOIVIMOCTY BCIIOMOTaTe/TbHBIX TEXHUYECKUX CPEICTB;
3 cTeneHb — HeCHOCOOHOCTD K OOIEHNIO U HY)KAAeMOCTh B IIOCTOSTHHOI TIOMOLLY IPYTUX JINLT;
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II) CIOCOOHOCTb KOHTPO/INPOBATD CBOE NOBEfIeHNe — CIIOCOOHOCTD K OCO3HAHUIO Ce0s 11 aieKBaTHOMY I10-
BEJEHUIO C YY€TOM COLMA/IbHO-IIPABOBBIX ¥ MOPA/IbHO-3TUYECKUX HOPM:
1 cTeneHb — MEPUOANIECKN BO3HUKAOII[ee OTPaHMYeHe CIOCOOHOCTU KOHTPOIMPOBATD CBOE ITOBEfIEHE
B CJIO’KHBIX )KM3HEHHBIX CUTYAIVAX U (VM/IM) TIOCTOSIHHOE 3aTPY/AHEHE BBIITOJTHEHUS POJIeBBIX (PYHKIIVIA,
3aTparmBamwIINX OTAeIbHbIE CHephl )KM3HY, C BO3SMOXXHOCTBIO YaCTUYHOI CAMOKOPPEKINN;
2 CTeneHb — MTOCTOSTHHOE CHIDKEHVE KPUTYKY K CBOEMY ITOBEJIeHNUIO VM OKPY>Kalollieil 06CTaHOBKe C BO3-
MO>XHOCTBIO YaCTMYHOV KOPPEKLNM TOMbKO IIPYU PETYAAPHON IIOMOLM APYIUX JINLIL;
3 cremeHb - HECIOCOOHOCTb KOHTPOIMPOBATh CBOE IOBefieHNe, HEBO3MOXXHOCTh €r0 KOPPEeKIINIH,
HY>K/1aeMOCTb B IIOCTOSIHHOJ IIOMOIM (Hai3ope) JPYTUX JINIIL;
€) CII0COOHOCTD K 00Y4eHII0 — CIIOCOOHOCTD K Lie/IeHalpaB/IeHHOMY IIPOLIECCY OPTaHM3ALNY [IesITe/IbHO-
CTM IO OBJIQZIEHNIO 3HAHUAMM, YMEHVAMY, HaBbIKaMI U KOMITETEeHI[ell, IPUOOPETEHNIO OIIbITA AesATeNb-
HOCTY (B TOM 4uciie podeccuoHanbHOrO, COLMANbHOIO, KY/IbTYPHOTO0, OBITOBOTO XapakTepa), PasBUTLIO
CIIOCOOHOCTEN, TPMOOPETEHNIO ONbITa IPYMEHEHVSI 3HAHU B TIOBCEHEBHOI >KM3HU U (OPMUPOBAHUIO
MOTHMBALIMN TTONTy4eHUA 00pa30oBaHMs B TeYEHNE BCeil )KM3HIL:
1 cTemeHb — CIIOCOOHOCTD K OOYYEHMIO ¥ NONy4YeHNI0 00pa3oBaHusa B paMKax (efepaabHbIX TOCyHap-
CTBEHHBIX 00pa3oBaTe/IbHBIX CTAH/IAPTOB B OPTaHM3AIVAX, OCYIIECTB/IAIONINX 00pa3oBaTe/IbHYIO fies-
TENIBHOCTD, C CO3/IaHNeM CIIelMaIbHBIX YC/IOBUIT (IIpU HEOOXOAMMOCTH) /I NONTy4YeHNs oOpa3oBaHMA
00YYaOIVIMIICS C OTPAHNYEHHBIMU BO3MOXKHOCTSIMU 3[JOPOBbsI, B TOM 4YMC/Ie 0OyYeHMIO C IPUMEHeHIeM
(1Ipy HEOOXOMMOCTH) CIEIMaIbHBIX TEXHUYECKNX CPEICTB 00yUeH s, OlpefierisieMasi C y4eTOM 3aK/Iio-
YeHUA IICUXO0I0r0-MeqUKO-IIeqarorndeckom KOMIUCCU;
2 cTerneHb — CIIOCOOHOCTD K 00yYEeHMIO U ITOTTYYeHNI0 00pa30BaHNA B paMKax QeflepabHbIX TOCYAapCTBEH-
HBIX 00pa30BaTe/bHBIX CTAHAAPTOB B OPTaHM3ALMAX, OCYIIECTB/IAIOIINX 0OpPa3OBaTe/IbHYIO [esTelb-
HOCTb, C CO3/JJaHMeM CIIeL[Va/IbHBIX YCTIOBUIA /I MONMy4eHMsI 0Opa3oBaHNA TONBKO 110 alall TPOBAaHHBIM
06pa3oBaTe/IbHBIM IIpOrpaMMaM, Ipy HeOOXOAUMOCTI 0OydeHue Ha ToMYy U (M/IM) C MCIIO/Ib30BaHMEM
IVMCTAHIMOHHBIX 00Pa30BaTe/IbHBIX TEXHOIOTHUI C IPUMeHeHeM (Ipy HEOOXOAUMOCTH) CIIenaabHbIX
TEXHNYECKUX CPeNCTB O00y4eHs, oNpefensgeMas C YYeTOM 3aK/TI0YeHVs IICUXO0TOT0-MeVIKO-TIejaror-
YeCKOM KOMUCCUN;
3 cTemneHb — cIOCOOHOCTD K O0YYEHNIO TOTIbKO 3/IeMEHTAPHBIM HaBBIKAM 1 YMEHVAM (IpodeccuoHab-
HBIM, COLIMA/IbHBIM, KY/IbTYPHBIM, OBITOBBIM), B TOM YJIC/Ie IIPaBM/IaM BBITIO/THEHNSI TOJIBKO 3/1eMeHTap-
HBIX 1le/IeHAIIPaB/IeHHBIX IEVICTBUI B IPUBBIYHON OBITOBON cpepe mam orpaHMYeHHbIE BO3MOXXHOCTHU
K TAKOMY OOY4EHUIO B CBSA3M C MIMEIOIIVMMUCS 3HAUUTETbHO BBIPAXXEHHBIMIU HapyLIIeHUAMN QYHKIUI Op-
raHu3Ma, oIpefie/isieMble C Y4eTOM 3aK/ITI0YeHM IICUXO0JIOT0-MeIMKO-I1e[arOrn4ecKoi KOMIUCCUN;
) CIIOCOOHOCTD K TPYHOBOI IeITETBHOCTI — CIIOCOOHOCTD OCYIIECTB/IATh TPYHAOBYIO ISATETBHOCTD B CO-
OTBETCTBUY C TPeOOBAHMAMH K COfiep>KaHNI0, 00 beMY, KaueCTBY 1 YC/IOBUSIM BBIIIOTHEHNS pabOTBI:
1 cTemeHb — CIOCOOHOCTD K BBIIOMHEHUIO TPYLOBOJ [EATENbHOCTY B OOBIYHBIX YCIOBUSAX TPyAa IpK
CHVDKEHMM KBAIMQPUKAIVY, TSXKECTU, HAIPSOXKeHHOCTH U (VM) yMeHbIleHny oObeMa paboThl, HecIo-
COOHOCTD IIPOAODKATh PAbOTY IO OCHOBHOI Ipodeccun (ODKHOCTH, CIIELVIaIbHOCTY) IIPU COXpaHe-
HVJ BO3MOXXHOCTY B OOBIYHBIX YCIIOBMSIX TPY/ia BBIIIOMHATH TPYOBYIO [IESITe/IbHOCTD 60/Iee HU3KOIT KBa-
nuduKanum;
2 CTeleHb — CIOCOOHOCTD K BBIIIOTTHEHVIO TPYHOBOI [IeSITETbHOCTI B CIIELIMATBHO CO3/JaHHBIX YCITOBYAX
C VICII0/Ib30BAaHVIEM BCIIOMOTIATE/IbHBIX TEXHNYECKNX CPEJICTB;
3 cTereHb — CIOCOOHOCTD K BBIIIOTTHEHMIO 37IEMEHTAPHOI TPY/OBOIL eI Te/IBHOCTH CO 3HAYNTETbHOM H0-
MOIIIBIO APYTVX JINL] V/IV HEBO3MO>KHOCTD (IIPOTMBOIIOKAa3aHHOCTbD) €€ OCYIeCTBIEHUS B CBA3Y C IMeI0-
IIVIMUCS 3HAYNTE/IbHO BBIPAKEHHBIMY HapyLIEHUAMY QYHKIUI OpraHu3Ma.
7. CTenleHb OTpaHNYEeHNA OCHOBHBIX KaTeTOPUIl )KM3HeeATe/IbHOCTI YelloOBeKa ONpefeNiAeTCs UCXOs U3
OLIEHKM VIX OTK/IOHEHM)sI OT HOPMBI, COOTBETCTBYIOLIEIl ONpefie/IeHHOMY Iepuopy (Bo3pacTty) 6monorn-
YECKOT'O pa3BUTHA Y€/IOBEKA.

IV. Kputepnii g1 ycTaHOBNI€HN A MHBATMAHOCTI
8. KpurepueM p1 ycTaHOB/IEHUA IHBA/IMAHOCTH SIBJISIETCS HapyIleHMe 370poBbs co 11 u 6omee BbIpa>keH-
HOJI CTENIeHbI0 BEIPXXEHHOCTY CTONMKNUX HapyLIeHnil GyHKINIT OpraHn3Ma yenoBeka (B fuamnasone ot 40
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1o 100 mporeHTOB), 00YCIOB/IeHHOE 3a00/IeBaHNAMMY, IOC/IEACTBUAMY TPaBM W fieeKTaMM, IPUBO-
fisiliee K OTPaHMYeHNIO 2 VU 3 CTeleH) BBIPQKEHHOCTY Of{HOJ M3 OCHOBHBIX KaTeTOPUil KM3HeesITeNb-
HOCTM Ye/ToBeKa M 1 CTereHy BBIPaKeHHOCTH [IBYX 1 60J1ee KaTeropuil )KM3HeesITe/IbHOCTH Ye/I0BeKa
B VX Pa3/IMIHbBIX COUYETAHNUSAX, ONIPENE/IIOINX HEOOXOMMOCTD €T0 COLMATbHOI 3aIUTHL.

V. Kputepumn g1 ycTaHOBIEHUA IPYII MHBATMAHOCTI
9. Kputepun pa ycTaHOB/I€HMA TPYIIT MHBAIMAHOCTY IIPUMEHSAIOTCA MIOC/IE€ YCTAaHOB/IEHNA TPaXIaHUHY
VHBA/IMJJHOCTY B COOTBETCTBUM C KPUTEPUEM YCTAaHOB/IEHMS VHBAMUIHOCTY, IPESYCMOTPEHHBIM ITyH-
KTOM 8 HaCTOSIIVX KIacCUPUKAIil U KpUTEPUEB.
10. Kpurepuem [/151 yCTaHOBJ/IEHNA NIEPBOJ TPYIIIbI MHBAIMAHOCTH AB/IAETCA HapyIIE€HE 30POBbA YeTI0-
BeKa ¢ [V cTerneHbIo BBIPaXKEHHOCTY CTOVKMX HapyIIeHN (PyHKIMIT OpraHu3Ma d4enoBeka (B Anamnaso-
He oT 90 1o 100 IpoLeHTOB), 00YC/IOBIEHHOE 3a00/IeBaHUSMIY, ITOC/IEACTBUAMY TPAaBM WK AedeKTaMu.
11. KpurepueM [ yCTaHOBJ/IEHM BTOPOJ TPYIIIbI MTHBAIMAHOCTH AB/IAETCA HapYyIIE€HME 3M0POBbA Yeslo-
BeKa ¢ III cTeneHbpio BBIPaKEHHOCTH CTOVIKMX HapyIIeHniT GyHKIMiT opranusMa (B auanaszoHe ot 70 fo
80 mpoueHTOB), 00YCIOB/IEHHOE 3a00/IeBaHUAMY, OC/IEACTBUAMY TPaBM WIN AedeKTaMu.
12. KpurepueM 11 yCTaHOB/IEH) TPETbel IPYIIIbI MHBA/IMJHOCTY AB/IAETCA HapyllleHNE 3[,0POBbs Yeslo-
BeKa co I cTereHbIo BBIpa)KeHHOCTM CTOVMKIIX HapyIIeHN PYHKIMIT opraHu3Ma (B iuanasose ot 40 fjo
60 mpo1eHTOB), 00YCIOB/IEHHOE 3a00/IeBaHUAMY, OC/IEACTBUAMY TPaBM WU JedeKTaMu.
13. Kareropusa «pebeHOK-MHBaMNA» yCTaHaBAMBaeTcAa mpu Hamnauy y pebenka I, III mmbo IV crenmenn
BBIPQKEHHOCTY CTOVIKMX HapylleHuil GyHKumit opranusma (B guanasone ot 40 mo 100 mpoueHTOB),
00YCIIOB/IEHHBIX 3200/IeBaHNAMMY, IOCTIEACTBUAMI TPABM I Jle(peKTaMI.

IIpunoxxeHne K KTaccuPpuKausM v KPUTEPUSIM, UCIOTb3yeMBIM IMPH OCYIIeCTBIEHNN METNKO-COLIM-
aIbHOI 9KCIIEPTU3BI TPAKAAH (eepaTbHBIMU TOCYIAPCTBEHHBIMU YUPEKAEHNUSIMI METUKO-COLIN-
AIBHOI 9KCIIEPTU3BI, YTBEP)KAEHHBIM NPUKA30M MUHICTEPCTBA TPYAA M COLMATBHONM 3aLIUThI
KonmuecTBeHHas cucTeMa OLIEHKM CTelleH) BBIPAKEHHOCTY CTONKMX HapylleHWiT QyHKII opraHusma
4e/I0BeKa, 00YCIOB/IEHHBIX 3a00/IeBaHNAMMY, IIOCTIEACTBUAMM TPaBM Wwin fedexkramn (B IpOLeHTaX, Ipu-
MEHUTENIPHO K KIVHMKO-(QYHKIVOHATBHOI XapaKTePUCTHKe CTOVKUX HapyIleHuil PyHKIWIT OpranuaMa

YeI0BeKa)

CokpaleHus ClnoB, MCNONIb3yeMble B HACTOAIEM JOKyMeHTe:

IIH - npixaTenbHast HEAOCTaTOYHOCTb;

VMT - unHAekc MacChl Tena;

JICH - neroyHo-ceppe4yHas HeflOCTaTOYHOCTD;

MBT - muxobakTepun TybepKynesa;

MKB-10 - MexxayHapoiHas cTaTUCTH4ecKas Kinaccudukanys 0oje3Heit 1 mpo6bieM, CBsI3aHHBIX
CO 310pOBbeM, X IIEPECMOTPA;

O®B1 - 06beM GOpPCHPOBAHHOTO BBIOXA 32 1-10 CEKYHAY;

@K - pyHKIVOHAIBHBI KITacC

KncrosHblit pubpos ¢ ne-
1.1.6 ro4HbIMU nposiBneHuaAMu | E84.0 %
(MmyxoBuUCIIMIO3)

HesnaunrenbHO BbIpaXKeHHAs CTENEHb HAPYLIEHNS
YHKIMM IBIXaTebHOM CYCTEMBb, XapaKTepHU3YIOIaacs
1.1.6.1 K/IMHNYEeCKVIMM [TPOSIB/IEHUSIMM 3a00/IeBaHMs JIETKOI 10-20
CTEIeHN C XPOHMYECKOI JIbIXaTeNbHOM HEIOCTaTOYHO-
cTbio 0-1 cTenenu

YMepeHHas CTeleHb HapyLIeHNs (PYHKIINY bIXaTeTbHON
CHUCTEMBI, XapaKTepU3YIOIAACA KIMHUYECKUMY IPOsBIIe-
HUSAMMY 3a007IeBaHMs CPEJHETSDKENION CTENeHN C XPOHM-
YeCKOJ IbIXaTe/TbHON HEJOCTATOYHOCTDBIO 2 CTEIIeHN

1.1.6.2 40-50
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YMepeHHO BbIPOKEHHAsA CTelleHb HapylleHus (QyHKImm [bl-
XaTe/IbHON 1 TINILEBAPUTEIBHOM CHCTEM, XapaKTepH3yIOLlasi-
CA KIMHMWYEeCKMMI HpO?{B}IeHI/IﬂMI/I 3360)'ICB3.HI/[$I - MyTaLH/I]/I
1-3 kmacca (TspKerble) / MyTatym 4 u 5 kracca (MsATKie); My TaLpin
1-3 Kmacca (TsDKeble) / He YCTaHOBTIEHBI (IIpy 37macTase Kasa 60-
J1ee 200 MKT /T), ¢ 9aCTOTOI 060CTpeHnmit 2-3 pasa B TOf (3aTsDKHOE
TedeHye 000CTpeHNs — 10 1 Mec) ¢ NpU3HAKaMM XPOHIYECKOI
rumokeyn JTH 1 crertern ¢ popmmposanyeM «6apabaHHBIX ITa-
JIOYEK», «YAaCOBBIX CTEKO/I», KIMHNYCCKUMI HPOHB]TCHI/[HMI/I B

BbIpa)keHHas1 CTeIleHb HAPYILIeHNs GYHKIUMM AbIXaTe/lb-
HOJI CHICTEMBI, XapaKTepU3YIOLIaACsA KIMHINYECKUMU
HpOHBHeHI/[FIMI/I 3a60H€BaHI/IH TSDKEOoN CTeIIeHHN,

1.1.6.3 C OCTIOXKHEHMSAMM U KOMOVHVMPOBAHHBIM [IOPaXKeHMEM 70-80
JPYTMX OPIaHOB C XPOHMYECKOI [IbIXaTe/IbHOI HEJOCTa-
TOYHOCTDIO 2-3 CTeNeHN, XPOHNYECKOI JIETOYHO-Cepyied-
HOJ1 HeOCTATOYHOCThIO ITA cragum

3HaUNTENbHO BHIpayKeHHAs CTeIIeHb HapyIIeHV BIIJIe KallJIA C TPYAHO OT/E/AEMOI MOKPOTON, OfBILIKM ITPU yMe-

YHKIMHM IBIXATeNbHOI CUCTEMBbI, XapaKTePHU3YOIaACs PeHHOIT (M3MIECKOIT HArpysKe, TOBBIIIEHNS TeMIIEPATyPhI Tea

KIMHIYECKIMY IPOSIBTIEHNUAMY 3a00/IeBaHNs TXKeION 110 eOpMIbHBIX LMdp, OTCYTCTBUA NPUOABKM Beca B TedeHIe

1164 CTeIIeHN C XPOHMYECKOII IbIXaTe/IbHOI HeJOCTaTOY- 90-100 HOCTIEAHX 3 MeCsALeB, C HpU3HAKaMI [TaHKPeaTIdecKoll Heflo-

HOCTBIO 3 CTeIeH N, XPOHIIECKOII TerOYHO-CePAeTHON CTAaTOYHOCTM Ha TAHKPeATHHecKnx (pepMeHTax (o3a IaHKpe-

HepocTaTtounocTbio 116 wnm 111 cTaguu, B ToM 4ncie oc- atuna po 10 000/xr/cyT mo ymmase, dexanbHas amacrasa or 100

JIOXHEHWUSAMM ¥ KOMOVHMPOBAaHHBIM ITOPAKEHIEM JPYTUX 1o 200 MKr/r), 60/IMM B JKUBOTE, CHIDKEHNEM TOJIEPAHT-

OpraHOB U CUCTEM OpTaHM3Ma Hocti K usideckoit Harpyske, O®Bl > 80%, carypauyst

93-94%, mpu (HOPMUPYIOLIEMCS «IETOYHOM CEepALie», C XPOo-

HUYECKMM OPOHXO/IETOYHBIMI OCTIOXKHEHVSIMIL B Bije KpO-

KuicrosHslit hpr6pos ¢ ApyriMyt posiB/IeHIS- BOTEYEHIISI U KPOBOXapKaHbsI B aHaMHe3e 6oriee 2 JIeT, C XPOHN-

3.10 My (C KOMOVHIPOBAHHBIMI ITPOSIBIICHISIMIA) E84.8 YeCKNM TIO/MCUHYCUTOM, MeKOHMeBbIM wieycoM mm CIVO
(MyKOBHCLINIO3) 3102 C KIIIEYHOJ HEeIpPOXOAMMOCTbI0 B aHamuese win CIVIO Ges 40-50

Ipu3HAKoB KutiedHoit Herpoxomimocty, XKKB, XOKIT 6es 60-

BOTO CUH[POM: u M Ie4eHN BbIM T€[1aTO30M
IIpumeuanue k nodnynxmy 3.10 JIEBOTO CHHJIPOM3, C (pMOPO30M IeUeHM, XKIPO! €[1aTO30]

KomryecTBeHHas1 OLIeHKa CTeIleH) BHIPOKEeHHOCTH CTOMKVIX HapyLIeHuit (hyHKIIT i CHICTEM OPraHM3Ma YeNioBeKa, 00YC/IOB/IEHHBIX MYKOBUCIIMIIO30M C KOMOMHMPOBAHHBI-
MU TIPOSIB/IEHVISIMY, OCHOBBIBAETCS IIPEVIMYILIECTBEHHO Ha OLieHKe: (hasbl 1 aKTMBHOCTH Ipowecca ((asa pemuccin (Masiast akTUBHOCTb, CPEHSIst aKTUBHOCTb), 0COOEHHOCTD
TedeHNs1 MyKOBMCLIUI03a B PasHble BO3PACTHbIE IepHofibl, (hasa 060CTpeHNs: OPOHXNT, THEBMOHIA); My TALVIV; HATMUNA OCTIOKHEHIIT (aTe/leKTasbl, ITHEBMOITIOTOPAKC,
«rerouHoe ceppte» (dopmupyoneecs, chopMUPOBAHHOE KOMIIEHCMPOBAHHOE, JIEKOMIIEHCALIVA); KPOBOXapKaHbe, KPOBOTEUEHNE JIETOYHOE, KPOBOTEUEHME SKEMTyOUHOE,
ralfiMOPUT, OTEYHBII CHPOM, LMPPO3 IIeYeHH, BbIIafieHNe IIPSMONT KMILKIY, OTCTaBaHMe B QU3IYECKOM PasBUTIN, TUIIEPPEAKTBHOCTb OPOHXOB, CaXapHbIi1 [mabeT); K-
HIYECKOTO IIPOTHO34, MCXOJiA ¥ PeabyINTALMIOHHOTO [IOTEHIMATIA.

TIeYeHy, LIMPPO3OM IIeYeHV B CTajyyl KOMIIEHCAIVV, C Hapy-
IeHVeM yreBopHoro obmena (mpy nposeferyy CTIT wm
CYTOYHOM MOHMTOPMPOBAHMM I/IMKEMWI), C HapylleHneM ¢u-
3UYECKOTO PAsBUTHA — IIEHTWIbHBIM VHTEPBAJIOM IIOKa3aTess
Macchl Tema -3 (y jfieTeil A0 2-7IeTHEro BO3pacTa), CTapiie 2 Jiet
or -2 < Z> -1, VIMT y pereii cTapiiero Bo3pacra i MOIPOCTKOB
18,5-18,0. Cunpipom nicepzio-baprrepa B aHaMHese.
Mukpo6yonornyeckas KapTHHA: BBICEB TPAaMIIOTIOXITEIHHOI
M TPaMOTPULIATENIBHOM (IOPBI B [IMArHOCTUYECKM 3HAYMMbIX
TUTPAX, pocT MSSA, nepBblil BbICEB CUHETHOIHOIA T1a/I0UKM, pe-
LVIVBUPYIOIAA VTHTEPMUTTUPYIOIAs CMHErHOMHAA MHPEKIMAA.
Pentrenonorideckas kaptusa, KT oprasos rpypuoii momoctn:
IloBbIlIeHHAsA TPO3PAYHOCTD JIETOYHBIX TIONIEH, PacIpOCTpa-
HeHHbIE MHTePCTHUIVANIbHbIE VIBMEHEHMA C 00eMX CTOPOH, KpYII-
HO-, MENIKOSYENCTOe M3MeHeHNe PUCYHKA; PaclpeHyie KOpHe
JIETKVIX, TIpM3HaKy (prbposa; LWIMHAPUYecKyie OPOHXO3KTa3bl,
TUIeBpaIbHbIE M3MEHEHMIA.

ITpusHaxu reroyHol rumepTeHsum — ymenbiierne KTV

HesHaunTenbHO BBIPOKEHHasA CTelleHb HApYIUeHNs (YHKIVM
TbIXaTETbHON U IMIIEBAPUTENLHOM CHCTEM, XapaKTEPU3YIOIAsAC
KIMHNYECKMMI IIPOAB/ICHVAMI 3360]1€BaH]/[H JIETKOI1 CTETleHN B
BIJIe XPOHMYECKOIA JIbIXaTeIbHON HefocTarouHocTy 0-1 crenenm,
HEJIOCTATOYHOCT TMTaHMs (6eKOBO-3HepreTnyecKas HefjoCTa-
TOYHOCTb) 1 CTENeHN C y4eToM BO3PACTa I/YWIM JIETKUe OCTIOXKHe-
HISA ¥ KOMOMHMPOBAHHOE TIOP@KeHIIe IPYTIX OPraHOB M CUCTEM
OpraHM3Ma C He3HAYNTETbHO BbIPAKEHHOV CTENIeHbI0 HAPYIITEHIs
yx yHKuyY (He3HAYMTe/IbHbIe HApYLIeHNsT PYHKIM SHIOKPYH-
HOJ CHCTeMBI, PacCTPONCTBA IIUTAHNSA U HAPYILeHIs 0OMeHa Be-
1mecTB: MyTauym 1-3 xracca (Tsoenble) / MyTtampn 4 1 5 Kracca
(msArkue); myTaip 1-3 krmacca (Tspkernblie) / He yCTaHOBIIEHBI (TIpu
a7macrase Kaja 6oree 200 MKT /T), C 4acTOTOI 060CTpeHmit 1 pas B
3.10.1 rofi, 6e3 TIPV3HAKOB XPOHIYECKOI TUIOKCHY, OTCYTCTBMEM KIIN- 10-20
HMYECKVX HPOSB/IEHNIT B Hepyof;, pemuiccny (6e3 ImaHKpeaTirde-

CKOI1 HEJIOCTATOYHOCTH, OCTPOTO ¥ XPOHINYECKOTO TTaHKPeaTHTa,
O®DB1 89-90%, carypauys 6omee 95%, 6e3 IPU3HAKOB «/IETOYHO-
TO CepyiL}a», BbICOKO TONIEPAHTHOCTBIO K (DM3MYECKOI HATPYy3Ke, C
LIeHTIWIbHBIM MHTEPBA/IOM ITOKasaTe/Is Macchl Tena -4 (y fierelt o
2-JIeTHEro Bo3pacTa), crapie 2 1eT — ot -1 < Z > 1, VIMT y peteit
CTapILero BO3pacTa U MOJPOCTKOB — 18,5-24,9). Mukpobuonorn-
YecKas KapTyHa: POCTa 3HAYMMON (UIOpBI HeT. PeHTreHomormde-
ckas kapTuHa, KT opraHoB rpypHoit monoctyt: 63 nsMeHeHwit /
BO3MO’KHbI MVHVIMAJIbHbIE IIPM3HAKI FI/[HepI/IHq)IIHlH/H/I JIETKUX,
YCHIIeHNe JIETOYHOTO PUCYHKA 3a CYET MHTEPCTULMAIBHOTO KOM-
TIOHEHTa, KOPHI He PaCIIMPeHbI
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3.10.3

BbIpakeHHas! CTeleHb HapylieHns GYHKIMA ibl-
XaTeNbHOM 1M TIMIIEBAPUTENBHOM  CUCTEM, Xapak-
TEpUSYIOWIAACA — KIMHWYECKUMM  TPOSB/ICHIAMM
3a007IeBaHMA TSDKENION CTETeHM B BUJE — MyTaLn
1-3 wacca (mspkensle) / Mytamym 1-3 wm 6 Kmacca,
060CTpeHIT 3aTSHKHOTO XapakTepa 6oree 4-6 pas B rof,
necarypauys — JIH 2 cremeHn ¢ BbIp&XEHHbBIM CHY-
SKEHIeM TOTIEPAHTHOCTY K (PU3IYECKMM HarpysKam,
Hea(p(PeKTMBHOCTY JledeHNsl — /1aCTasa Kajla MeHee
100 Mxr /T Ha (hOHe TTpyieMa MAHKpeaTIYecKiX hepMeH-
TOB B Jio3e 6oree 10 000 Kr/cyT 10 /mmase, ¢ Hopmu-
poBaHyeM «6apabaHHbIX [IAJIOYEK», «IACOBBIX CTEKOTD»,
KIVHIYECKVIMI TIPOSIB/IEHVSIMY B BUJIe BBIPQYKEHHOTO
CUHIpOMa SHJOTEHHOl MHTOKCUKAIVM, C TIOCTOSH-
HOV JIOKa/IbHOM 6p01-xx0ner0q1-1017[ CMIITOMATKOA,
B/TOKHBIMM XpUITAMI B JIETKVX U OCHa6HeHHI)IM AbI-
XaHueM, C(OPMMPOBAHHBIM «JIETOYHBIM CEPHLIEM»,
TIPOTPECCUPYIOLLIEl bIXATENbHOI HEJOCTATOYHOCTBIO,
HOTPeGHOCTBIO B KICIOPOJie BO BpeMsi 000CTpeHMIL,
CHIDKeHMeM Maccel Terma 6omee 10% 3a 3 Mmec BbIpa-
>KEHHBIM CHIDKEHJEM TO/IEPAHTHOCTU K (DU3MYECKOI
Harpyske, 50% < ODB1 < 80%, caryparmeit 90-92%,
C XPOHMYECKIMY OPOHXO/IETOYHBIMY OC/IOXKHEHVISIMI
B BIJie ITHEBMO-TIMOITHEBMOTOPAKCa B aHaMHe3e 6oree
1 ropa, 71erOYHBIM KpOBOTEYeHNEM B aHaMHese Gortee
rofa, KposoxapkanbeM ADBJIA, ¢ XpOHIYecKiM IIo/m-
TIO3HBIM CUHYCUTOM, PEL/MBYPYIOLIIMI TIO/IATIAMI,
MEKOHVIEBbIM I/I}'IeyCOM, PASpENIEHHBIM KOHCEPBATVIB-
HO, COCTOsIHMe ITIOCTIe OIepaTUBHOrO jedennsi (Goree
1 roma, HO MeHee 2 JieT), MEKOHMEBOTO Weyca W
CIIMO ¢ KuieyHoi HEMPOXOMMOCTBIO B aHAMHese,
cuHppoM Kopotkoit kvky, CIIVIO ¢ yacTiaHOi Ku-
1eyHoit Herpoxopymoctso, XKKB, XOKII ¢ 60eBbiM
curppomom, XKIT ¢ HaymyrdyeM HOMMIIOB, a TAKOKE OYa-
roBoe (710 5 Mm) wm uddysHoe (5-25 MM) YIUIOTHe-
HIfe CTEHOK >Ke/TYHOTO ITy3bIPs, LIMPPO3 TIeUeH! B Cy0-
KOMITEHCYIPOBAHHO 11 IeKOMITIEHCUPOBAHHOII CTaIVsIX
(Ch-B, C) mpyt BBICOKOM PHCKe MAIIIEBOFHO-KEMYA0Y-
HBIX KPOBOTEUEHWII /M KPOBOTEUEHWII B aHAMHe3e,
COCTOsIHME TIOCTIe OTEePaTMBHOTO JIEUEHVIA, JVICTAmb-
HBIII CIVIEHOPEHA/IbHBI aHACTOMO3 M1 CIUICHSKTOMILS,
OCTpBII 1 XPOHMYECKUII MAaHKPEATUT C BBICOKOI aK-
TMBHOCTBIO, HAPYILEHNsI YIVIEBOJHOrO obMeHa (caxap-
Hblit maber). Hapymennsa ¢usiyeckoro paspuris
— C LIeHTWIbHBIM VIHTEPBA/IOM NOKa3aTe/ls MacChl Tea
-2 (y meTeit 0 2-7M€THETO BO3PACcTa), CTapiie 2 ieT OT
-2 > mo Z-xpurepmo mna VIMT y pereit crapiero
BO3pacTa ¥ TMOAPOCTKOB 17,5-17,0, 30HmOBOe mMTa-
HYe, TVIepa/IIMEHTals; CUHAPOM IIceBHO-baprTepa,
OTpeOOBABIINIT HA3HAYEHNMA CONMEBBIX PACTBOPOB I
Ka/IiicOeperaiolyx MypeTukoB B aMOy/IaTOPHBIX YcC-
JIOBISIX; COCTOSIHVIE TIOC/IE TIEPEHECEHHOTO CHHIPOMA
1iceBIO-BaprTepa, oTpe6oBaBILero Ioc/e FOCINTaI-
3aIMV JINTETbHON KOHCEPBATUBHOM Teparii B CBA3Y C
IMEKTPOMTHBIMI HApYLIEHMAMM XPOHMYECKIIA MeTa-
6OMIgecKmit a7IKaIo3, CyOKOMITEHCAIIVA.
Muxpobuornorndeckasi KapTiHa: XPOHMYECKask CU-
HerHoitHas nHeekuusA, poct MRSA, poct HTMB,
BbICeB B. cepacia; Aspergillus spp.
PentreHonorideckas xapruHa, KT opranoB rpypgHoi
TIOTIOCTH: aTe/IeKTasbl, CybaTerneKTasbl, THeBMOGUOpO3,
ITHEBMOCK/IEPO3, OPOHX09KTa3bl MELIOTYAThIE, KAPTUHA
«COTOBOTO JIETKOTO», «KaIleJIbHOe» CepyLie, ITHeBMOTO-
PAKC, TIepeHeCeHHbiT paHee.

70-80

3.104

3HauMTe/IbHO BHIPKEHHASA CTeTleHb HapyILeHNs QYHKIIVN AbIXaTe/IbHON U IVIIIeBapy-
TE/IbHOJ CHCTEM, XapaKTepU3YIOLIAAca KIMHNYECKMMI TIPOABICHIAMI 3a00/IeBaHILA
TDKETION CTeTIeHN B BYJie — MyTarmm 1-3 k1acca (Tspkenble) / myTarpm 1-3 vm 6 K1acca,
000CTPEHVAMI HOCAT HEIPEPbIBHO-PELMAVBUPYIOLIIT XapaKTep C KPATKOBPEMEHHbI-
MU PEMUCCHSIMY, C BbIPKEHHBIMY «0apaGaHHBIMI NIJIOYKAMIL», <4aCOBBIMIL CTEK/IA-
M1»; IbIXaTe/TbHasA HEOCTATOYHOCTD JIeKOMITEHCHPOBAHHAsA, KICTIOPOTO3aBICMOCTD
(TMIIOKCVS/TUIIepKAITHYS), HapacTaHye IIPY3HAKOB JIETOYHO-CePHEeYHO HeOCTATou-
Hocty, JIT' AeKoMIieHCpOBaHHas; IIpOrpeccupyrolliee CHIDKEHNe Macchl Terma (Gomee
10%/Mec), — LeHTH/IbHBI MHTEpBaJl IIOKa3aTerA Macchl Tena -1 (y feTeii 1o 2-7eTHero
BO3PACTa), CTapiie 2 JIeT OT -2 > 0 Z-KPUTEPHIO, MPOJO/DKAOLIAAC MOTEPS MacChl
Te/a B codeTaHyu wm 6e3 ¢ rumoansbymuHypun, VIMT y petelt crapiiero Bospacta
U TIOZIPOCTKOB <17,0, UTaHMe Yepe3 raCTPOCTOMY, TsDKeTIbIe AeUIIMTHbIE COCTOSHIA,
971acTasa Kaa MeHee 100 MK/ Ha (hoHe IpyeMa IIAHKpeaTNyecKIX (JepMeHTOB B 03e
6omee 15 000 kr/cyT o mmase, ODB1 < 50%, carypars Meree 90%; KKB ¢ 6omeBbim
CHHJIPOMOM I YBe/I4eHIeM KOHKpeMeHTOB B pasMepax, XJKII ¢ 60/1eBbIM CHHAPOMOM
C POCTOM TIOTMIIOB 1 yBemrdeHyeM yriotHenys JKII; Ippos medyeHn ¢ IOpTaIbHOM
TUIepTeHsNell ¥ TUNePCIVIEHN3MOM, TPeGYIOLIMIT XUPYPIMUecKoll KOPPeKIy Ipy
KPOBOTEYEHVIAX U LA IEKOMITPECCHM TIOPTA/IbHOM CYICTEMBI IIPY ACIVITe, ACLIVT, TIVIIe-
BOJHO-KE/TyIO4YHbIe KPOBOTEYEHNIsA; COCTOSHME MOC/IE NVICTaIbHOTO CIIEHOPEHANTbHO-
IO QaHACTOMO33 /WM CT/IEHIKTOMIIV; TIOKA3aHIA K TPAHCIUIAHTALVN; COCTOSIHYE T10-
C/le TPAHCIVIAHTALVY [IeYeHYs; TIedeHOYHasI SHLeha/IoNaTyis; OCTPBLI 1 XPOHITYECKIIT
ITAHKpPeaTHT, TOTpeboBaBIINe NH(Y3MOHHYIO TePAIIIIO; CAXaPHbIIT A1abeT C OCTIOXKHe-
HILAMI; XPOHITYECKIIT CUHYCUT TIO/MIIOSHbII; CHYDKEHME CITyXa; cocTosgHme (1o 1 ropa)
TI0CTIe OIePATMBHOTO JIedeHys MeKOHMeBoro mwreyca wm CIIVO ¢ kimmedHoit Herpo-
XOIVIMOCTBIO; HOCUTE/Tb MJICOCTOMbI; PElMAMBYPYIOIMIT CMHAPOM TiceBo-bapTTepa
(B TedeHe Tofja IOC/IE IOC/IEFHETO AMM30a), ¢ rociTami3atumy B OPUT mia nndy-
3MOHHOJ! Tepamyyt (BbIP&KEHHbIE IeKTPO/MTHBIE HAPYLIEHNsT), XPOHMIECKIT MeTa-
6OMITeCKit A7IKAJI03 C YaCTHIMM ACKOMITeHCALIAMI. MIKPOOHOIOTMecKas KapTiHa:
TIO/IMPE3VICTEHTHAs CYHETHOJHAA T1ajoyKa, HOMMPEe3UCTEHTHAs TPaMOTPULIATe/IbHASA
¢rnopa (manbroduIL, axpomMobaKTep).

TompesncrenTHass MRSA.

B. cepacia complex, Aspergillus spp., poct HTMB

Pentrenonorndeckas kaptysa, KT opraHoB rpyfHOit 010CTH: GO/bLLIe ABYXCTOPOH-
Hee PaCIpOCTPaHEHHbIe MOPOKEHA JIETKVX: THeBMO(IOpO3, THEBMOCK/IEPO3, pac-
[IPOCTpaHeHHble OPOHXOKTa3bl MELIOTYAThIE, KAPTVHA «COTOBOT'O JIETKOTOY, «KAIle/Ib-
HOE CepyiLie», PELVIVBUPYIOLIE THEBMOTOPAKCHL.

90- 100
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IIpunoxenne 2
(x Pazgeny «Opranusanus MegUIIMHCKOI oMoy 60n1bHbIM MB. IleHTp MyKoBuCII03a»)

XpoHoMeTpax paboyero BpeMeHu (IIpOBeieH U MOATOTOB/IEH COTPY/AHMKAMI HayYHO-K/IMHUIECKOTO

otzena mykoucuuposa ®I'bHY «MI'HI»)

HpI/IeM IEPBUYHOTIO IMAMEHTA 110 CKPMHUHTY

Bup nesrenbHOCTH

MunnmaapHO€e
BpeMsA, MIHYThI

Bpemsa ME,
MMHYTBI

MakcumanpHOe
BpeMsA, MITHYThI

IlepBUYHBIN NAIMEHT C HEMOATBEP)KAEHHBIM Auariosom MB

3aBeneHne aMOY/IaTOPHOIL KapThI 4 5 6
Omnpoc poputeneit. Coop aHaMHe3a 5 7 10
JesuHbexuys pyk, GoHEHIOCKONA, TyTbCOKCUMETPa 2 2 2
OcmoTp pebeHka 10 12 15
BspemnBanue, u3MepeHue pocTa. 5 5 5
OreHKa (y31YeCKOro Pa3BUTIS
ITynpcokcumeTpus 2 3 4
ITpoBepieHMe IIOTOBO IPOOLI 20 25 30
TpaxToBKa pe3y/IbTaToB OTOBOI IIPOOEI
OTBeTbI Ha BOIPOCHI
[TpoBenenne Gecenpl 0 HEOOXOAMMOCTY IOBTOPHOTO CKPMHMHTA
uyepes roj, 5 7 10
becena 0 BO3MOXXHBIX IPOABNIEHMAX MYKOBUCIIIO033, IIPY ITOSB-
JIeHNY KOTOPBIX HEOOXOAMMO MIPOBEeHIe TIOBTOPHOI IIOTOBOII
mpoObl paHee JOCTIDKeHMsI 1 roga
OdopmreHne 3aKI0IEHS 10 12 15
NTOTrO 63 78 97
JlononHeHue — B CIy4ae IIpOBefeHNs TPV HEOOXOAMMOCTH IIO-
TOBOJI IPO6BI Ha anmapare « MakpogakT» BpeMs po6sI 1 06pa-
6OTKM anmapara yInHsIeTCsI Ha 15 MUHYT

IlepBUYHDIIT MAIMEHT C COMHUTETbHBIMY Pe3yIbTaTaMy HOTOBOI MPOObI

(momOTHUTENBHO K 6a30BBIM 3aTPaTaM BpeMeHM)

becepa ¢ popurenamm:
- 0 He0OXOIVMMOCTH JJa/IbHEIIEero 06C/IefOBaHMs
- 0 3aboneBanuy MB u BapraHTax ero TeueHus 10 12 15
- 0 BO3SMOXXHOCTSAX IMaTHOCTUKI
- IVIAHMPOBaHMUM CEMbU
- IpefiBapUTeNIbHbIE PEKOMEH AN
[Tevarp HampaB/IeHNIT Ha 06CIEOBAHNA, 3AIIUCh 5 7 10
Ha MHCTPYMEHTa/IbHbIe 06C/IefOBaHNsA
[Tonydyenre U TpaKTOBKa pe3y/IbTaTOB aHANIN30B U 0OCIEOBa- 3 4 5
HU
PopMupoBaHue BBIINCKY, OKOHYATeNbHbIE PEKOMEHJALUNU 10
JajbHeilleMy Hab/rofieHuIo 1 obcnenoBanmio. [Tog6op Tepanunu 10 12 15
B ClTy4ae BbIAB/IEHNA CONYTCTBYIOIUX COCTOAHMIA
NTOTO 28 35 45
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IlepBuyHbIi IALMEHT C NOATBEPKACHHbIM farnosom MB
(momomHNTENBHO K 6a30BBIM 3aTPaTaM BpeMeHM)

bBecena c popuremamm:

- 0 HEOOXOMVIMOCT JA/IbHENIIETO 0O0CIeNOBaHNA

- 0 3abormeBanvy MB 1 BapuaHTax ero TedeHns

- 0 BO3MOYKHOCTSIX IMATHOCTUKIA

- 06 a/IropuTMe MOJIEKY/IIPHO-TeHE TUYECKOIT JUATHOCTUKIA

- 0 IVIAHMPOBAHMY CEMBI

- PeKOMEH/JAIINIA [0 TUTHEBOMY PEXXIMY; IOTPEOIEHNUIO COM, TI0
KOPMJ/IEHUIO V1 BBEIEHNIO IIPUKOPMA, 0COOEHHOCTH Ve ThI

- 0 HEOOXOIMIMOCTH COOMIOIEHNIST CAHUTAPHO-SIIMEMUO/IOTIIYe-
CKUX HOPM IAI[IEHTOB C MYKOBMCIM/{030M fjoMa U B LleHTpe

- 0 HeOOXOIMIMOCTY PAHHETO Havasa HPOMIIAKTIIECKOI Teparn

- 0bydeHue ogbopy [03 pepMeHTO3aMeCTHUTEIbHO
Tepanuu

- 0 KMHEe3UTepaIn

- 06 0CO6EHHOCTSX AHTUOAKTEPIAIBHOI TePaT
u Teverun OP3

- 03HAKOMJIEHNE C IUTAHOM HabmrofieHns1 u o6cnenoBanus B Llentpe
MYKOBMCLI032

- 6ecena 0 BaKIMHALIIN

- o mpoxoxenm MC3

- MEXaHN3M NO/Ty4eHyIs 6eCIUIATHBIX XVM3HEHHO HeOOXOAMMBIX
[penaparoB

40 50 60

I[Tevars HanpaBIeHMIt Ha 0OCIETOBAHNMSA, 3AIIICh
Ha MHCTPYMEHTa/IbHbIE 00CTIefOBaHNsI

B3saTne maska ¢ Ba,E[HeIU/I CTE€HKMU I'TTOTKU O/IA MI/IKpO6I/IO}IOI‘I/I‘{e-
CKOI'o CC/1eqoOBaHNA

ITeyaTh U TPAKTOBKA Pe3y/IbTATOB aHAM30B 1 00CIe[OBAHMII 4 4 4

@opMupoBaHue BbIINCKY, OKOHYATeNbHbIE peKOMEeH Ay 110
JanbHeilieMy HabmofgeHno u obcnenosanuio. Ilog6op Tepa- 20 25 30
MMM B CTy4ae BBLABICHMS CONYTCTBYIOUINX COCTOSHMIA

Becena ¢ poputenamiu, 06Cy>xaeH1e OKOHYATETbHBIX PEKOMEH-
JaIii, IO BBIMCKE IO pe3ynbTaTaM obcrenoBanmit (06cyxe-
HUe, IPUYMHBI I3MEHEHNUI, BOSMO>KHOCTb KOPPEKLIMH, BO3-
MO>KHBIE IEPCHEKTHUBBI), KOppeKLysA 6asycHOI Tepannu

10 15 20

O6yqe1-me IIpr€éMaM KMHe3NTEpaAlVN, JEMOHCTpallNA AblXa-
TEJIbHBIX TPEHAXKEPOB

10 15 20

OO6y4eHne VHTAIALVOHHON TeXHVIKe, IpaByIaM 00paboTku

. 10 10 10
HeOyaii3epa B JOMaLIHUX YCTIOBYAX

BHeceHue JaHHBIX O IEPBUYHBIX OOJIBHBIX B peecTp OONbHBIX
MYKOBMCIII030M pernoHa, Poccuiickuit u EBpomneiickmit pern- 10 10 10
CTpPBI

NTOro 114 141 168

VITOI'O: IlepBuuHblil peGeHOK 110 CKPYHUHTIY C IPOBeeHMeM II0TOBOI IIPOOBI € IIePBOII IIONBITKU U HEIOATBEP>KeHHbIM J1a-
rHO30M MB, 0TCyTCTBMEM HEOOXOAMMOCTH JOIIOTHUTENBHOTO 06C/IeNOBaHNA — MUHUMYM 63 MUHYTBI (IIPY OTCYTCTBYUM T€XHM-
YeCKMX CJIOXKHOCTeI1). [IepBUYHBIT peOeHOK II0 CKPMHMHTY C IIPOBefieHyeM II0TOBON IPOOBI ¢ IePBOII IIONBITKY, IIOATBEPXK/IeH-
HBIM iMarHo3oM MB - MyHUMYM 177 MUHYT (IIpM OTCYTCTBUY TEXHIYECKUX CTIOKHOCTEN).

TexHUyecKue CIOXKHOCTY, BOSHMKAIOIIME B IIpOLiecce 0CMOTpa peGeHKa, IIPOBefieHNsA TOTOBOI IPOOBL M IYIbCOKCUMETPUN,
PasbACHEHUA PORUTENAM Pe3y/IbTaTOB 00C/IeTOBAHNA Y peKOMEH AL, MOIyT 3HAYMTE/IbHO YBe/IMYBATh BpeMs IIpyeMa.
Mexxpy npueMaMy IallXeHTOB TPeOYIOTCA IPOBeTpUBaHMe KaOMHETOB, 00pab0TKa KYIIeTOK, TOPU30HTA/IbHBIX IOBEPXHOCTEI,
IBEPHBIX PYYeK U T.J. Ae3VHOUIMPYOIIMUA PacCTBOPaMU — 3aHMMAaeT He MeHee 5 MUHYT. Pe6eHOK ¢ MyKOBMCLIMIZO30M HabII0-
Jaetcs 1 pas B 3 Mecslla, II0 IOKa3aHMAM — 4alle. Pe6eHOK ¢ MyKOBUCIII030M Ha IIEpBOM TORY >KM3HU Habmopaercs B LleHTpe
MYKOBMCLIMI03a eXeMecsyHO (MMHUMYM 10-12 pyeMoB B rof), I10 IIOKa3aHUAM — Yalle.
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MunnmanbHoe Bpems ME, MaxcumanbHoe Bpems, TomoBoit snMKpN3 (OMOTHUTENHHO K IVIAHOBOMY IIpueMy pedeHKa)

Bup nearenpHOCTH
BpeMs, MUHYTBI MUHYTBI MMHYTBI

Hammcanue TOAOBOTO IMMKpM3a

AHanu3s TedyeHus 3a00neBaHusA B TeYeHIe romga
Ananus AVHaMIKN B€Ca I pOCTa B T€YE€HME rofa
Ananus JAaHHbIX na60paTopr1x I/ICC)'ICJIOBaHI/IIZ B

3aBesieHne aMOYIaTOPHOI KapThl (BO3MOXKHO, 3aBe-
IieHue aMOy/IaTOPHOI KapThl MOXHO yOPaTh, CKOpee 5 5 6
Bcero B K11 ecTb peructparops)

Omnpoc pommreneit, xanoGer, pHaMmKa > 7 10 teuenne rona (OAK, OAM, konponorun, UT u T.71.)
Hesundexuus pyk, GOHeHIOCKOMA, IyIbCOKCUMETPa 2 2 2 AHa3su3 pesynbTaToB 00CIe0OBaHNA B TeYeHIe IOfa,
BspemmBaHue, n3mepeHne pocra 5 7 9 CpPaBHEHME C IPEAbIAYLIIMI IIOKa3aTeIAMU 60 70 80
Ouenka Gu3nyeckoro passuTus (YI', KT, gonmneporpadus, IKI, Ixo-KI' u 1.1.)
OcMmoTp pebenka 10 12 15 Ananus puaamuku GBI
[TynbcokcumeTpus 2 3 4 AHany3 IMHAMMKI MIKPOOMOIOIMYeCcKoro obceopa-
Becena ¢ pogurensamu: HUA
- 0 3aboneBanuy MB 1 BapuaHTax ero TeyeHus Koppexuys nporpaMMbl HabmOfeHNA
- 0 pe3y/IbTaTax MOJNEKY/IAPHO-TeHeTUYeCKOI AUarHo- Koppexkuys 6asucHoil Tepanmu
CTUKHA
MTOTIO, rogoBoii npuem 155 190 231
- 0 IUIAHUPOBAHUY CEMbU
- 0 peKOMEHJJallMAX 110 NUTbEBOMY PEXUMY, WITOTO, rofosoii mpuen - 130 160 106

HOTPC6HCHI/IIO COJIN, KOPMJIEHNIO M BBEIEHIIO

metu Maapguie 5 mer 6e3 ®BII
MPUKOPMA, 0COOEHHOCTH [€ThI

- 0 HeOGXOMMMOCTY COOTIIOE RIS CAHMTAPHO-3IIHIe- Anuxpus ma MCO (FONMOTHUTENTBHO K INTAHOBOMY IpHeMy pebeHKa)
MUOJIOTMYECKMX HOPM IAIVIEHTOB C MYKOBYICLIJIO- Hanmncanue 3akmouenns mist MCO B COOTBETCTBUN
30M JIOMa U B LJeHTpe ¢ TpeboBaHusAMY pukasa Ne 1024 or 17.12.2015 ropa
- 0 HeOOXOAVIMOCT PETY/LIPHOTO IIPOBENIEeHNA NIPO- MuHMCTEpCTBa TPy M COIMATbHOMN 3amnTel PD.
¢bunaxTIyecko Tepamim ) 10 15 20 Conocrasnenne nokasareneit: [HK-guarnoctuku,
- KOPPEKIVA VHTAAIMOHHON Tepanuu YPOBHS IIaHKpeaTN4eCcKoll 5/1acTa3bl, OLjeHKa Mo-
- pacueT Jo3bl, KOPPeKIys J03bl pepMEeHTHOIT 3aMe- pakeHUs1 OPOHXOETOYHOI CUCTEeMBI, cTeneHu [TH,
CTUTENBHON Tepannmn caTypanumy, Ioxasareseil MUKpOOMOIOrN4eCcKOro
- 0 HEOOXOIMIMOCTH €XKeTHEBHOI KMHE3UTEPAIINH, o06cIeoBaHst, HYTPUTUBHOTO cTaryca, pacdet VIMT,
KOHTPOJIb TEXHVKM ¥ CXEMbI MHTA/IALIVIOHHON L[eHTM/IBHBIX MHTepBasoB, nokasareneit KT opranos 60 70 80
Tepanun TPYAHOI KJIETKY WIV peHTreHOrpaduy opraHoB Ipyp-
- 06 0CO0EHHOCTAX aHTUOAKTEPUATBHOI TePANI HOUI KJIETKM, Ha/IM41e OCTIOKHEHNTT MyKOBUCI[UIIO3a
u tevyenyu OP3 (Mppo3, IpU3HaKY TOPTaIbHOM IUIIePTeH3UM, TUIep-
- O3HaKOMJIEHME C IJIAHOM HAOIIoneHns 1 00caenoBa- crtennsM, JKKB, CIVO, snmsops! KpoBOXapKaHb,
HuA B llenTpe MykoBMCcI03a ITHEBMOTOPAKCHI, TIO/IMII03 HOCA, OIIepaTMBHbIE BMellla-
- 6ecena 0 BaKIMHAL[UN TeNbCTBA, HA/IMYME CaXapHOro /iabeTa, 0CTEOnopo3a
[TevyaTp HaTIpaB/IeHNIT HA 0OC/IEMOBAHMS, 3ATIICh U T.3. — ¢ TpeOOBaHMAMY U KPUTEPUAMY Knaccupuxa-
Ha MHCTPYMEHTa/IbHbIe 06C/IefoBaHMA 11, MCIIO/Ib3yeMOii ITpy ocymecTaeRym MC3
TpakTOBKa pe3y/IbTaTOB aHAIN30B 1 00C/IeTOBAHMIA. 10 1 15
Iop60p 1 KOPPEKIIHs Tepami UTOTO: npuem mna npoxoxpenns MCI 155 190 231
@opmupoBaHue BBINICKY, OKOHYATEIbHbBIE PEKO-
MeHJallMY 110 fajIbHelIIeMy HabTIofieHMIo 1 06cte- 10 12 15 VITOTO: mpuem pist mpoxosxpenus MCO -
JOBAHMIO metu maagure 5 et 6es ®BJI 130 160 196

Becena c popgurensiMu u pe6eHKOM, 06CyKieHne

o HOHOIIHMTC)II)HI)IC 3aTpaThbl BpEMEHM Bpada €KEMECAITHO
OKOHYAaTE€IbHbIX PEKOMEHIALIVN 110 BBIIIVICKE 110 pe-

3y/bTaTaM oOcnegoBanuit (06Cyx/ieHne, IPUYMHBI Odopmienne cupaBoK, HalpaB/IEeHNIT, 3aK/TIOYEHMIT 20 25 30

V3MEHEHMI, BO3MOYXHOCTDb KOPPEKLIN, BO3MOXKHbBIE 10 15 20 Ha OJTHOTO 60/IBHOTO

MepCIeKTUBDL), KOPPEKIVs 6asnCHOI Tepanmu. Y4actue B KoH(epeHIUAX, HAMICaHWe CTaTell,

OTBeThI Ha BOIIPOCHI POANTENIEI. MOATOTOBKA M y4acTye B NIKOJIe MYKOBUCLIMT03a /s 120 140 180

OTBeTbl Ha BOIPOCHI pebeHKa ponuTeneit, KOHCYIbTallUN IO CKaJITy, 97IeKTPOHHOI

UTOIO 69 90 116 ToYTe, 10 TeneoHy

ITposenenue ®B]] BceM meTsiM cTapiue 5 et YuacTtue B KOHCIMyMax 1 pa3 B 2 Heflenu 1o 2 yaca 240 240 240
NTOrO 380 405 450

JononuuTenbHO K OCMOTPY fieTeil B BO3pacTe cTapile
5 et npoeenue GBI - 06paboTka pyk, 06paboT- JlononHNTeNIbHbIE 3aTPAThl BpPeMeHM B JIeHb — KOHCY/IbTalM 6O/bHBIX B cTalMoHape 60-90 MuH

Ka alnmnapaTa, o0y4eHue IbIXaTeIbHOMY MaHeBDY,
IIOBTOPEHME MaHeBPa TPVKbL, IOBTOP MaHEBPA IIPU 25 30 35
HE3aCYMTAHHOI! IIOMbITKE, [IeYaTh pe3y/NnbTaToB, TPaK-
TOBKA Pe3y/IbTaTOB.

OTBeTbI Ha BOIIPOCHI POAUTeNell 1 pebeHKa
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IIpoToxon 3acegaHMA 3KCIEPTHOrO coBeTa Mo npuHATIIO KoHceHcyca
«MyKOBUCIIIZ03: ONpefiefieHne, IMarH0CTHYeCKre KpUTepuu, Tepannsa»

ara 3aceganus - 8-9 nexabpsa 2016 roga

ITpucyTcTBOBaNN WIN IIepefaIN CBOVI FOIOC OJJHOMY U3 SKCIIEPTOB (3asABIeHNeE O Iepefade rooca):

Amenuna Enena JIbBoBHa, AmepoBa Vipuna Kaprnosna, Asetucas Jlycune PemyanbgnosHa, bapanosa VipuHa AnekcaHipoBHa,
Bboposuk Tarbsana OnyapnosHa, BoponkoBa AnHa IOpbeBHa, anunkas Mapuna [enHanbeBHa, Tem6unkas TarpsaHa EBrennes-
Ha, [unTep EBrenmnit Koncrantunosny, IonoBuncknit Cepreit Bnagumuposud, Totbe Cepreit Bragumuposuy, JXKunkun Vinba
Brapgumyposud, 3uH4enko Pena A6ynbdasosHa, VBamenko Tarbana OnyappnoBHa, JabenkoBa Haranba AHaronbeBHa, Ka-
npaHoB Hukomnait Visanosuy, Kapumosa Vpuna IletpoBHa, Kamnpckas Haramua IOpbeBHa, KongparbeBa Enena JiBanoBHa,
KoctrineBa Mapnsa HuxonaeBHa, KpacoBcknit Cranucnas Anmexcangposnud, Kpeinosa Haranpsa AnatonbeBHa, Kynes Cepreit
VBanosny, Mepsnosa Huna Bopncosna, Hasapenko Jlrogmuina ITaBnosna, Hamasosa-bapanosa Jleitna CeiimypoBHa, Huko-
HoBa Buxropusa CepreeBHa, Onpnnokosa Onbra Hukomnaesna, Opnos Anekcansip Bnagumuposnd, ITasnos Anekcannp Esrenbe-
Buy, [TonaxoB Anexkcaugp Bragummposiry, Ilerposa Huka BanentnnosHa, [loctHukos Cepreit Cepreesud, I[Ipotacosa Tarbana
ArnexcanpposHa, PocraBuesa Enena AnexkcannposHa, Ceprienko [Inana @uxperosHa, CumoHosa Onbra VropesHa, TaToueHKO
Bnagumup Kupunnosnd, Yepnyxa Mapuna IOpbeBHa, Uyyanun Anexcanpp Ipuropbesny, lllarnuan Viroppb AHZpOHUKOBUY,
[MTa6anosa JIupusa A6pamosHa, lllepman Bukropus JaBunosHa, IlupynsHukosa Onbra MapTeHOBHa.

ITpumeuanrue: Torpe Cepreit Bnagumuposnd, Tonosuncknit Cepreit Bnagumuposnd, JKunkus Mnba Bragumuposud, Linpyns-
Hukosa Onbra MapTeHOBHA TOZIOCOBAIN TOMIBKO MO pasfeny « [paHCIIaHTONMOT A .

B romocoBanum He npuHuMany y4actus Bonkos VMirops Koncrantunosny, Hepetnna Anna ®@efopoBHa.

Crnymann:

1. KonppatbeBy EJM. ¢ coobmennem mo paspeny «Knaccuduxarms MykoBucumiosar. I1o saciymanHOMy JOKIaLY BBICTYIIVIIN:
Mlepman B.JI. — ¢ moscHeHMAMM 0 HeonpefeneHHOM ayarHose u CFTR-cBsA3aHHBIX HapyuIeHNsx, AmenmHa E.JI. - 1o kpurepuam
IMarHOCTVKYU MYKOBUCIM03a, KpacoBckuit C.A. — 0 HeonpezienleHHOM jiyarHo3e, 0 CFTR-cBA3aHHBIX HapyIIEHNAX, O KIaccudu-
KaIlyy JIbIXaTe/IbHOI HeflocTaToyHoCTH, OpnoB A.B. — 0 kmaccuduxanyum fbIxaTeNnbHONM HepocTaTouHocTy, KpacoBckuit C.A. -
o npuMepax GOpMYIVPOBKY fuarHosa. PemmenyeM yqyacTHIKOB KoHceHCyca B JaHHbBIe pa3fie/bl BHECEHBI IOIPaBKI.

Cumonosa O.J1.,, Opnos A.B. BbIckasami co6cTBeHHOe MHeHeHMe: « TsKecTh HeoOXOAMMO YKa3bIBaTh B [IaTHO3€ COITTACHO
IPEXHNM PEKOMEH/ALIVIAM».

TonocoBanme:
«3A» — 41
«IPOTWB» - 0

«Bospgep>xanucb» — 0
IIpunATO eguHOrIaCHO.
ITocranoBWIM — IPUHATD paspen «Kmaccuduxanusa MyKoBUCIMI03a» C YI€TOM BHeCeHHBIX nompaBok. [Topyunts Kpacoscko-
My C.A. 1 OpnoBy A.B. HOATOTOBUTH IIpeIOXKeHN IO K/IacCU(PUKAIMM bIXaTeTbHOI HeOCTAaTOYHOCTH K C/IefyIONIell pefak-
nyu KonceHcyca.

2. Illepman B.JI. - coo6iienne mo paspeny «JJuarHocTiuka MyKOBUCIYI03a»
ITo 3aciynraHHOMY JOKIany BeicTynuaa Anreposa JI.K. — mo Tabnuie mo nHTEpIpeTanym MoTOBOro TecTa. PelleHneM yJacTHuU-
koB KoHceHcyca B JaHHBI pa3/iell BHECEHBI ITONIPaBKIL.

TonocoBanme:
«3A» — 41
«IPOTWB» - 0

«Bospgep>xanucb» — 0
IIpunATO eguHOrIaCHO.
ITocTanoBMMN — IPUHATD pasfen «[JMarHocTMKa MyKOBUCLIM/03a» C Y4€TOM BHECEHHBIX IIOIIPaBOK.

3. Yepnyxy M.IO. ¢ coobuenneM 1o pasgeny «Muxpo6monorys u SIuaeMIoIors XpOHMIeCKoll pecnypaTopHoOll MH(eKn
mpu MykoBucyupose». Ilo teme BoicTynumu Kongpareesa E.V., Amenuna E.JI., Boponkosa A.IO., Kpacosckmit C.A. Pemennem
yuacTHUKOB KoHCeHcyca B JaHHBI pas/iell BHECEHBI TONIPaBKIL.

TonocoBanme:
«3A» — 41
«IPOTWVB» - 0

«Bospgepxxanucb» — 0
IIpunATO eguHOrIaCHO.
ITocTaHOBWIM — IPUHATH pasfen «MUKpoOuonIorna u SIugeMIO/IOTY XPOHIYECKOl PeCIIMPaTOPHOI MHQEKIUY IIPU MYKO-
BUCLMI03€» C y4€TOM BHECEHHBIX IIOITPaBOK.
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4. Ilo paspeny «/HranAnnonHasa Tepamus» BpicTymmia Kammpckaa H.IO. o sacnymannomy poxnany Boponkosa A.IO., Op-
0B A.B. BBICTYIIN/IN C IIPEIOKEHNAMN Y6paTb Ta6m/1uy «B0O3MOXXHOCTM CMeIIMBaHNS JIEKapCTBEHHDBIX CPEACTB IIPU MHTAJISA-
IVAX in vitro», CumoHoBa O.J1. - 110 BHeceHUI0 MHPOpPMAIMI 00 MHTAIAIVOHHOM alleTUILMCTeNHe-XmopaMmdeHnKore. Perme-
HIEM YIaCTHUKOB KOHCeHCYC& B HaHHbe[ Ppa3nen BHECEHDI IIOIIPABKN.

TonocoBanmue:
«3A» — 41
«TPOTHUB» - 0

«Bospepxamuck» — 0
IIpunATO €IUHOITACHO.
ITocranoBunM — IIPUHATD pa3fen «MHI‘aHHHI/IOHHa}I T€panya» ¢ y9€TOM BHECEHHBIX ITIOIIPaBOK.

5. KonppatpeBy E.J. ¢ coobueHnem o paspeny «AHTuOaKTepuanpHas Tepamus». I1o 3acnylraHHOMY HOK/Iafy BBICTYIUIN
¢ npemnoxkennsamu KoupgpatbeBa EJI., Cumonosa O.J., Opno A.B., Kaumpckas H.IO., Illa6amoBa JI.A., Ameposa VLK.,
Vnvenkosa H.A., Kapumosa J.I1. Pemennem yqacTHukoB KoHceHcyca B JaHHBII pasjieNl BHECEHBI IOIPABKI.
TonocoBanue:

«3A» - 41

«[TPOTVIB» - 0

«Bospgepxamuck» — 0
IIpuaATO €IUHOITACHO.
ITocTaHOBMWIM — IPMHATD pasfel «AHTHOAKTepuaabHasA Tepalya» ¢ Y4eTOM BHECEHHBIX IOIPaBOK.

6. IlerpoBy H.B. c coobumennem no paspeny «leneTnka MykoBucnuposar. C npemnoxxenuamu ssictymmm Visamenko T.9., ITo-
naxos A.B., Ilerposa H.B., Kpacosckuit C.A., Cumonosa O.J.,, [Tasnos A.E. IIpucyrcrsosan renetuxk ®TAY «HayuHblit eHTp
3710poBbs geTeit» M3 PO IlymHoB A.A., BBICTYINII C IpefyIoKeHnAMNU. Perennem yyactHuKoB KoHceHcyca B JTaHHBIN paszen
BHECEHBI IIOIIPaBKIL.

TonocoBanmue:
«3A» — 41
«TPOTHUB» - 0

«Bospepxamuck» — 0
IIpuBATO €IUHOITIACHO.
ITocranoBuMM — IIPUHATD pa3nen «[eneTnka MYKOBUCINIO3a» C Y4€TOM BHECEHHDBIX ITOIIPABOK 1 HpCIUIO)KGHI/IﬁI.

7. PocnasueBy E.A. ¢ coobuiennem mo pasgeny «[lueta n ¢pepmeHTHast Tepanysi. Buramuss». ITo 3aciymanHOMY co00ImeHII0
¢ mpepnoxerysamy Beictymmm Konpparbesa E.J., Kammpckasa H.IO., Cumonosa O.J. IlpucyrcTBoBana ayetonor Makcumbl-
geBa T.1O., BeicTynma ¢ npemroxenmsivu. Aureposa V.K., Boporkosa A.J0. - «Y6pars pasfen 06 MMMYHHOM SHTepalIbHOM
nuTaHumn». PellleHneM Y9aCTHUKOB KOHCGHCyca B HaHHbII‘/JI Ppa3nen BHECEHDI IIOIIPaBKY M ITPEIIOKEHNA.
TonocoBanue:

«3A» - 41

«[TPOTWB» - 0

«Bospgepxxammuck» — 0
IIpunATO €IUHOITACHO.
ITocraHOBMWIM — IPUHATD paspen «[luera u pepMeHTHaA TepanuA. BuTaMuHbI» ¢ y4eTOM BHECEHHBIX HOIPABOK.

8. KonpparpeBy E.JI. ¢ coobmennem mo paspeny «IIpormBoBocnanurenbHas Tepamysa». C IPeIIOKeHUAMY BBICTYIIVIIN
Boponkosa A.I0., Cumonosa O.U., Kpacosckuit C.A. Pemenuem ydacTHukoB KoHceHCyca B JaHHBII Pa3fie/l BHECEHbI TOITPABKM.
TonocoBanme:

«3A» - 41

«[TPOTWB» - 0

«Bospgepxxammuck» — 0
IIpunATO €IUHOITACHO.
ITocTanoBMMI — IIPUHATD pa3fen <<HpOTI/[BOBOCHa}II/ITeHbHa$[ Tepanua» ¢ y9€TOM BHECEHHBIX ITIOIIPAaBOK.

9. Bapanosy V. A. c coobuiennem no pasgeny «Octeomopos». C npennoxenusimu Boictynman Kpacosckuit C.A., Amrepo-
Ba VLK., Ceprrenxo [I.®., Kougparsesa E.JI., Hukonosa B.C. C 0co6sIM MHEHMEM 110 IYHKTY «IMarHoCTUKa 0CTEOIOPO3a»
ronocosamu Ameposa V.K., Cepruenko [.0., Huxonosa B.C., lllepman B.[l.; Huxonosa B.C. lllepman B.JI. - «B paspene
OCTEOIEeHCUTOMETpUN B rpyIie 1o 20 feT JOCTaTOYHO AMATHOCTUKY HOACHUYIHOTO oTAena»; Ameposa V.K. - «Jlercurome-
TpUsL TI0 IPOrpaMMe «BCe Te/I0» B Ka4eCTBe CKPMHMHTA HeljeriecoobpasHar; Cepruenxko JI.D. — «PekoMeH0BaTh IPOBefeHIe
BEHCUTOMETPUN C 8-7IeTHETO BO3pacTa B IIOSACHIMYHOM OTHene. Bee Tero — mo nokasaHuAM». Pemennem ygacTHnkoB KoHceH-
Cyca B TaHHBIN pa3jie/l BHECEHBI IIOIIPABKIL C YI€TOM O0CYX/IeHM U 0CO60ro MHEHUA.
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Tonocosanne:
«3A» - 41, u3 HUX 10 pa3feny «[IMarHOCTUKa OCTEOIOPO3a» TOJIOCOBA/IM C 0COOBIM MHEHUEM — 4
«[MTPOTVIB» - 0

«Bospmepxxanucb» — 0
ITpUHATO eAMHOITACHO )1 C Y4eTOM OOJIbIIMHCTBA FONI0COB IKCIEPTOB 110 pasfieny «JMarHoCTIKa OCTEOHOpO3ay.
IlocranoBumM — IIPUHATD pa3fen «OCTCOHOPOS» C y4€TOM BHECEHHDBIX IIOIIPABOK M I'OJIOCOBaHNA.

10. Cumonosy O.U. mo paspgeny «VImmyHusanmsa npu mykosucnupgose». Ocoboe MHeHMe BbIpaswmm Ameposa VK., lep-
maH B.JI., Cepruenxo [I.®., Huxonosa B.C., pekoMeHIOBaHO BHECTH JaHHbIE II0 BaKIMHAINMU IPY POTABUPYCHON MH(EKIVINL.
Pemenuem Y4aCTHMKOB KOHCQHCyca B HaHHbII?I pa3fen BHECEHDI OIIPABKY U ITPENJIOKEHNS C YI€TOM 0Cc060r0 MHEHUS.
Tonocosanne:

«3A» — 41

«[MTPOTVIB» - 0

«Bospmepxxanucb» — 0
IIpunATO egUHOrIACHO.
ITocTanoBMINM — IIPUHATD pa3fen «MMMyHI/BaHI/I}I Ipu MYKOBUCIMTO3€» C YI€TOM BHECEHHDBIX IIOIIPABOK 1 HOHOHHeHV[ﬂ.

11. TomoBuHackoro C.B. o Teme «TpaHcImaHTaMA».

TonocoBanme:
«3A» — 45
«JIPOTHWB» - 0

«Bospmepxxanucb» — 0
IIpunATO egUHOrIACHO.
IMocTanoBMMN — IPUHATD pasfen « [paHCIUTaHTAIV».

12. Kongpatbeny E.J. no paspeny «Opranmsanis eHTpoB MyKoBuCIumo3a». C mpennosxennamu oicTymman Kapumosa JLIL,
Kpacoscxkmit C.A., Hukonosa B.C., Boporkosa A.}0. Oco6oe mHenne npu ronocoBanny Beickasana Kapumosa VLII. - «Heo6-
XOIMMO pa3paboTaTb MOPANOK OKa3aHUA MENUIMHCKON ITIOMOIIM OOIbHBIM MYKOBUCLIU/IO30M 1 YTBEPAUTH ero B MuHuCTep-
ctBe ocTnuym Poccniickort @epepanyn u MuHncrepcTBe 3gpaBooxpanennsa Poccuiickon @efepanyny. PeleHneM y4acTHUKOB
KoHncencyca B faHHBII pa3fie]l BHECEHBI IIOMPABKY C YI€TOM OOCYXK/EHNS M 0COO0r0 MHEHUSL.

TonocoBanme:
«3A» — 41
«JIPOTHWB» - 0

«Bospmepxxanucb» — 0
IIpunATO egUHOrIACHO.
IlocranoBumM — IIpUHATD pa3fen «Opra}msauml LIEHTPOB MYKOBUCHNIO03a» C Y4€TOM BHECEHHBIX IIOIIPABOK 1 npeunomeﬂmﬁ.

9.12.2016 ropma

ITpencenarenn Konppatpesa E.JI.
Comnpencenarenb Kampanos H.J/.
Comnpencenarenb Kynes C.1.
Comnpencenarenb Kammpckaa H.IO.
Comnpencenarenb 3unyenko P.A.
Cexperapb ( Boponkosa A.10.
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JIuct ronocoBaHus 3aceJaHNs SKCIIEPTHOTO COBeTa 1o NpuHATHI0O KoHCceHCcyca
«MyKOBUCIM03: ONIpefielieHne, JUArHOCTNYeCKIe KPUTEepUN, TepaIusa»

3aceganme cocrosioch 8-9 mexabpsa 2016 roga.

IIpucyTcTBOBAMN WIN EePENaIN CBOJi TOTI0C OFHOMY U3 KCIIEPTOB (3asABIeHME O epefaye rooca):

Amenuna Enena JIbBoBHa, AmepoBa Vpuna Kaprnosna, Apetucan Jlycune PemyanbnosHa, bapanosa Vpuna AnekcaHipoBHa,
Boposuxk Tarbsna OnyapnosHa, BoponkoBa AnHa IOpbeBHa, lanunkas Mapuna [ennanbeBHa, Tem6unkas TarpsaHa EBrenbes-
Ha, [unTep EBrenmit Koncrantunosny, TonoBuuckmit Ceprett Bnagummposud, Totbe Ceprett Bnagumuposud, Xunkna Vinba
Brnagumyposud, 3uH4eHko Pena A6ynb¢asobHa, VBamenko Tatbana OnyaproBHa, JnbenkoBa Haranba AHaronbeBHa, Ka-
npanoB Hukomnait ViBanosud, Kapumosa Vipnna IletpoBna, Kammpckaa Hatanua IOpbresna, Konpparbesa Enena VIBaHoBHa,
KoctpireBa Mapnsa HuxomaeBHa, Kpacosckuit CranmcnaB Anexcannposnd, Kpetoa Hatanbsa AHaronbeBHa, Kynes Cepreit
ViBanoBn4, Mepsnosa Huna bopucosna, Hasapenko Jlrogmuia ITaBnoBra, HamasoBa-bapanosa Jleiina CeitMmypoBHa, Huko-
HoBa Bukropnusa CepreesHa, Opnnokosa Onbra Huxomnaesna, Opnos Anexkcanap Bragumuposnd, ITasnos Anexcannp Esrenbe-
By, [Tonsaxos Anexcanzp Bragumuposud, Ilerpoa Huka BanentnHoBHa, ITocTHukoB Cepreit Cepreend, ITporacosa TaTrbsana
ArnexcanpposHa, PocnaBuesa Enena AnekcanpposHa, Cepruenko [Inana ®ukperosHa, Cumonosa Onbra VMropesHa, TaTodeHKO
Brnagumup Kupunnosud, Yepuyxa Mapuna IOpbeBHa, Uyuanun Anexcansp Ipuropbesny, lllarunan Mropb AHApOHMKOBNY,
[ITa6anosa /Iugusa A6pamosHa, lllepman Bukropusa JaBunosHa, [upynsHukosa Onbra MapTeHOBHa.

ITpumeuanue: Totbe Cepreit BraguMmposnd, Tonosuuckmit Cepreit Bragyuvmposiy, XKunkua Vnba Bragyummposnd, Hnpyin-
Hukosa Onbra MapTeHOBHA rOJI0COBAIN TO/IBKO IO pasfeny « [paHCIIaHTOMOTVIS».

B ronocoBanuy He npuHuManu y4dactus Bonkos Mrops Koncrantunosny, Hepernna Anna ®@efopoBHa.

HPI/I‘II/IHI)I TOTOCOBAHMA NPOTUB

MYKOBMCUMAO3: OITPEJEEHME, IMATHOCTUYECKHME KPUTEPUN, TEPAIIVA

Ocreomnopos

41

100%

TomocoBaHue ¢ 0cOObIM MHEHUEM — 4
Huxonosa B.C,, Illepman B.]I. -

«B pasperne ocTeoieHCUTOMETPUM

B rpynie 1o 20 eT JOCTaTOYHO
IOMArHOCTUKM IOSICHUYHOTO
otgenar». Ameposa LK. -
«[lencuTOMETpUA 11O IPOrpaMMe
«BCe Te/I0» B KaueCTBe CKPMHMHTIA
HerjenecoobpasHa». Cepruenxo [1.0.
- «IIpoBOIUTD BEHCUTOMETPUIO C
8-71eTHer0 Bo3pacTa B IOSICHUYHOM
otpgene. B pexxume «Bce Teno» —

TI0 TIOKa3aHUAM».

10

MyKOBMCLIM03-aCCOLMPOBAHHbII
caxapHblil frabet

41

100%

11

MMMyHnusanua
IIpY MYKOBMCII03€

41

100%

12

Tpancrmanranys

45

100%

13

OpraHusanus LEeHTPOB
MYKOBMCIIUIO32

41

100%

TonocoBanue ¢ 0cO6bIM MHEHMEM — 1
Kapumosa VL.II. - «Heo6xonnmo
paspaboTaTh MOPALXOK OKA3aHU
MEIUIMHCKON ITOMOIIN

60/IbHBIM MYKOBUCLIMZO30M

U yTBEPAUTDb €T0 B MUHUCTEpPCTBE
octunuu Poccuiickon

Qepepauyy 1 MuHnucTepcTae
3gpaBooxpaHeHuA Poccuiickoi
DQepepanum».

Ne Paspen 3a IIporus
Wi 0co6oe MHeHMe

1 Knaccndukanys 41 100% 0 0 TonocoBany ¢ 0coOBIM MHEHMEM
Cumonosa O.J., Opnos A.B. -
«TsKecTb HeOOXOAVMMO YKas3bIBaTh
B JIMarHO3€ COITIACHO IIPEXHUM
pexoMeHpanuAM». Opnos A.B. -
«BHectn onpenenenns «CFTR-
cBsi3aHHOe HapymeHue”, «CFTR-
MeTabOoMMIeCKUIT CUHIPOM».

2 HuarHocTuka 41 100% 0 0

3 TeneTnka MyKoBMCIIUIO32 41 100% 0 0

4 Muxkpobuonorust u snupemuonorns | 41 100% 0 0

XPOHUYECKOI peCIIMPATOPHOI
MH(EeKINY TPy MyKOBUCIIU03€

5 VnrananuonHas Tepanms 41 100% 0 0
Ipy MyKOBUCIIM03€

6 AnTr6aKTepuanbHas Tepanus 41 100% 0 0
PV MYKOBMCLUIO3€

7 Juera u pepMeHTHaA Teparusi. 41 100% 0 0
Buramunel
8 IIpotuBOBOCHanMTeNbHasA Tepanua | 41 100% 0 0

ITpencenatenn

Comnpencenarenb

Comnpencenarenb

Compencenarenb

Compencenarernb

CexpeTapb

Konpgparpesa E.J.

Kampanos H./.

Kynes C.J.

Kammpckaa H.IO.

3unyenko PA.

Boponxosa A.IO.
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MyxkoBucunpos.
ITog pemakuuert EJJ. Kougparbesoit, H.YO. Kamnpckoii, H. M. Kanpanosa.

Otnevarano B OO0 «Kommaunsa BOPT'EC».
115162, MockBa, yn. XaBckas, . 18, kopr. 2,

e-mail: info@borges-print.ru

Tupax: 550 aks.






