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MpuBeTcTBEHHOE CNOBO
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Kanmpckas Harams IOpseBHa

I.M.H., TIpodeccop, IIaBHbIi HAyIHBIN COTPYIHUK
1abOpaTOPUU T€HETHIECKON SMUAEMUOTIOTHN
®OI'BHY «MT'HLl», oTBETCTBEHHBIN

penakrop HainmonanbHOTro pervctpa GOIbHBIX
MyKoBHCLMI030M 3a 2013 T.

YBaxaeMble KoJTeTH!

IpencraBasem BalemMy BHUMaHUIO FOIOBOM OTYeT — Pernctp GOMbHBIX
MyKoBHUcIMI030M Poccuiickoit Deneparum 3a 2013 rog.

Kak u panee, 3amaueii Peructpa siBisieTcst coop nHbOpMaILMy 0 60JbHBIX
MYKOBHUCIIMIO30M Poccuu ¥ 0 BUgax MEAUIIMHCKOM TTOMOIIM, KOTOPYIO OHU
MOJIyYalor.

AHauM3 perucTpa MalireHTOB OKa3bIBAET TOMOIIb ITPY PEIIEHUU TaK1X 3a-
Jla4, KaK COCTaBJIEHWE TTPOrpaMM JISUEHMSI U PeadWIMTAlli, MOHUTOPUHT 3¢h-
(bexTrBHOCTM, OGE30TIACHOCTH 1 KAYECTBA OKA3bIBAEMOI MEIMITMHCKOMN TTIOMO-
. KoHewHast 1ieib paboThl Haj PernctpoM — 3TO onTUMM3alus BEICHUS
0OJIbHBIX MYKOBUCIIMIO30M BO BCEl CTpaHe, CO3IaHue OOIIEerocyaapCTBeH -
HBIX CTAaHAAPTOB JICYSHUSI.

B opranuzanuio coopa manHbix 1o 2013 roay ObLIM BHECEHBI HEKOTODBIE
U3MEHEHMUsI, TTo cpaBHeHMIO ¢ 2012 rogom.

OCHOBY 10 TIPEKHEMY COCTABJISIIOT PETMOHBI, B KOTOPBIX €CTh (hyHKIINO-
HUpylolue HeHTpbl MB 1 31U 1eHTpsl nepechbliaoT A.B.YepHsKy nosHbie
JIAHHBIE 10 BCEM OOJIbHBIM MYKOBUCIIMIO30M (IETH W B3POCIbIE) PETHOHA.
Taxkux pernoHoB B otyetHoM 2013 romy 66110 29. [TosyueHo onucanue 1739
nanueHToB (13 Hux 450 crapuie 18 jer, T.e. 25,9%). Hacenenue aTux peru-
oHOB cocTaBsio B 2013 romy 78525819 uenoBex mimm 54,78 % ot ob1ero Ha-
ceneHust Poccum.

Bropas cocrapisioiiasi — 3TO MallMEHTHl PETUOHOB, T/ie HeT 1eHTpoB MB
(Pecnybsnuka Xakacusi, Pecriyosuka Antaii ¥ T.4.), HO 9TU MalMEHThl Ha-
OI0Al0TCST B APYTUX PETMOHAIBHBIX IIEHTPaxX, a TakKXKe MallueHTHl IIeH-
TpoB MB 13 pernoHoB, KOTOpbIE HE MOJTHOCTHIO OXBATHIBAIOT BCE HACEJIEHHE
(Cankr-IleTepOypr mpuchUIaeT JaHHBIE TOJBKO B3POCBIX). TaKuX perMOHOB B
OTYETHOM roay — 45, mauueHToB — 229 yenonek (113 u3 Hux ctapuie 18 jeT).
Hacenenune atux pernoHoB coctaBuiio 62887856 uenoBek.

Takum o6pazom, B peructpe 2013 roma cobpaHbl naHHbIe 0 1968 GoIb-
HBIX MYKOBUCLIMI030M (13 HUX 563 crapie 18 ner, 1.e. 28,6%) u3 perno-
HOB, HaceJieHHe KOTOpbIX cocTapisio 141413675 (98,65% ot obiero Hace-
Jenus Poccun).

B Peructp 2013 roga 106aBUINCh JaHHbBIE M3 TaAKUX KPYITHBIX LIEHTPOB, KaK:
Boponex, Kazann, Camapa, bapnayn, YenssOuHck (aeTckuii LeHTp), Psa3aHb
u CmoneHck. JlaHHble mpuciaia Takxke AJbireiickas permoHajabHas oo1ie-
CTBEHHAsl OpTaHMU3alMsI POJIUTEIICH NeTe-UHBAIUIOB 1 B3POCIIBIX, OOJIbHBIX
MyKoBucLao3om «Hanexmna».

Hacrosiiimii BeIMycK COAep>XUT 00Jibliie MH(MOpMaIuy, TpadUKOB 1 TaOIUIIL,
yeM Peructp 2012 r. OTpaxkeHa ITMHaMUKa HEKOTOPBIX MoKa3aTeaeil B cpaB-
HEHUW C TAaHHBIMM 3a MpeAbIaylnii Ton. bojee rryboko mpencraBieHa WH-
(opMarmst o reHeTHKe, HyTPUTUBHOMY CTaTyCy, JETOYHOM (PYHKIIMM, BO3-
PACTHBIM pa3INYMsIM, COXPaHSIETCS aKIIEHT Ha IMOJTHOTY 3aII0JIHEHUS TeX VTN
WHBIX TaHHBIX 10 PA3JTMIHBIM PErMoHaM.

®opmaT HammoHaabHOTrO perucrpa Mmo3BOJIsIET TpaHC(HOPMUPOBATH TaH-
HbIEe U BKJIIOUUTH UX B Peructp EBponeiickoro oouiecTsa no MyKOBUCLUIO3Y
(European Cystic Fibrosis Society).

OO6HoBIsIIoIIasICsa nHGopMalys o Peructpy pa3meniaercst Ha caiite (Www.
mukoviscidoz.org).

Cniacu60 BceM, KTO MPUHSIT yJyacTue B paboTe Haj MOATroToBKO Peructpa
00JIbHBIX MyKOBHUCLIMA030M B Poccuu 3a 2013 r., KaeM npucoeauHeHusT HO-
BBIX PETMOHOB JUTS JaJbHENIero pa3sutusi Perucrpa.

Ocobas 6aarogapHocTh — YepHsky Anekcanapy Baamgumuposuuy u Kpa-
coBckoMy CraHuciaBy AJIeKCaHAPOBHUYY 3a BBIITOJHEHNE CTaTUCTUYECKON
00pabOTKM JaHHbIX.

Bcs pabota o cOopy JaHHBIX BEAETCS BpayaMU-BOJOHTEPAMU, CIIOHCOP-
cKasl TIoJiiepkKKa HarpaBJieHa TOJbKO Ha CTaTMCTMYECKYI0 00pabOTKy Mate-
puvaja 1 BBITYCK MeYaTHOro BapuaHTa ['ogoBoro oryera.
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K. M. H., CTaplIMii HAYYHbII COTPYAHUK
Jlaboparopun mykosucimaoza ®TBY «<HUN
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Boponkosa Auna IOpbeBna

K. M. H., CTapIlI¥ii HAyYHBI COTPYAHUK HAYYHO-
KJIMHUYECKOTO oTrea Mykoucuunoza ®I'bHY
«MenuKo-reHeTHueckii HayuHblit ieHTp» PAMH,
Bpau-neauarp Bbicieit Kareropuu [BY3 «Jlerckas
ropojickasi KIimHuueckast 6onbHuIa No 13 mm.
H.®.®unatosa» A3M. Anpec: 115478, Mocksa,
yi1. MockBopeube, 1; Tein.: (495) 936-93-93; e-mail:
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Kammpckas Hatamns FOpbeBHa

II. M. H., ipocdeccop, MIaBHbIM HAYYHBI COTPYIHUK
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MockBopeube, 1; e-mail: kashirskayanj@mail.ru

Yepusk Anekcanap Baaaumuposuy

K. M. H., 3aB. JJabopatopueil )yHKIIMOHAIBHBIX 1
YJIBTPa3BYKOBBIX METOIOB HccienoBanus PIBY
«HWU nmynmemononorun» ®MBA Poccun. Anpec:
105077, Mocksa, ya. 11-s ITapkosas, 32, koprt. 4;
Ten.: (495) 465-53-84; e-mail: achi2000@mail.ru

Amennna Enena JIbBoBHA

K. M. H., 3aB. JJabopaTopueii mykoBucuuaoza ®IBY
«HWUU nyabmononorun» ®MBA Poccun. Anpec:
105077, Mockaa, yi. 11-s I[Mapkosasi, 32, kopr. 4;
Tea1.: 8(499)780-08-06; e-mail: eamelina@mail.ru

KonapatseBa Enena ViBanosna

1. M. H., Ipod., pyKOBOIUTENb H.K.O
mykoBucino3a @PIBHY «Meauko-reHeTHIeCKuit
HayuHBbIil LEeHTp», Bpau-neauatp [BY3 «/letckas
ropojickasi KiimHuueckast 6ombHuIa Ne 13 mm.
H.®.®unarosa» A3M. Anpec: 115478, Mocksa,
yi1. MockBopeube, 1; Tei.: (499) 254-90-49; e-mail:
elenafpk@mail.ru
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Cwmup Bepa Buaa
K.M.H., 3aBeIyloIast
MyJIbMOHOJIOTUYECKUM
otnenenneM I'BY PO «OJIKB
uM.H.B.JIMuTpreBoii».

Aupec: 390039 r.Ps3anb,

yi. UHTepHanoHanbHas 1.1 «3»;
Tei. (84912)363295;

e-mail: mbel1966@mail.ru

Myxauesa Banepus Bukroposna
Bpau-nieauatp 1 kareropuu, PIrbBY
«HUUMTI» CO PAMH, r. Tomck

®umvonosa TaTbsiHa AHATOJIbEBHA
K.M.H., aCCUCTEeHT Kadeapsl
nequatpum PsisaHckoro
rocyIapCcTBEHHOTO MEIULIMHCKOTO
YHUBEPCUTETA, BPay-ITyJIbMOHOJIOT
MYJIbMOHOJIOTMYECKOTO

otnenenus IBY PO «OKB
uM.H.B.JIMutpreBoii».

Axnpec: 390039 r.Ps3aHb,
yi1.MHTepHanmoHanbHas 1.1 «3»;
Ten. (84912)363295;

e-mail: t080280f@mail.ru

Crexkuna Enena BukropoBna
K.M.H., Bpa4-IyJIbMOHOJIOT
IyJIbBMOHOJIOTUYECKOTO
otnenenus [BY PO «OIKb
uMm.H.B.JImutpuesoii».

Anpec: 390039 r.Ps3aHb,
yi1.VIHTepHatmoHanbHast 1.1 «3»;
Tes. (84912)363295;

e-mail: polus1972@yandex.ru

Hosukosa Oubra BopucoBra
K.M.H., IOLEHT Kadeapbl
TOCIIUTAIBHOM MEIMATPUN C KypCOM
HeoHarostoruu PI1K u II1C,
CMoJeHCKast ToCyIapCTBeHHASsT
MeIUIIMHCKAsT aKaaeMysl.

3aB. POLI (pecriupatopHo-
00pa3oBaTe/IbHBIN LIEHTP) T.
CMOJIeHCK.

Anpec: 214019, CmorneHck, mp. M.
Konesa, 1.30B, O6iacTHast netckast
KJIMHUYecKasi 00JIbHUIA

Tei.: +7(4812)555494, e-mail:
ob_novikova@mail.ru

Ammosa Vpuna JleoHnnoBHa
JI.M.H., ipoceccop, 3aB. Kadeapoit
TOCITUTAIBHOM MeUaTpun

C KypCOM HEOHATOJIOTUN

®IIK u IIIC, CmoneHckas
rOCyIapCTBEHHAs! MEIUIIMHCKAS
aKaneMust.

Anpec: 214019, CmoneHck, mp. M.
Konesa, 1.30B, O6nacTHast netckast
KJIMHUYECKas GONbHULA

Tent.: +7(4812)555494,

e-mail: iri-alimova@yandex.ru

Cepoxmaos Banepuiit Hukonaesna
K.M.H., IOUEHT Kadeapsl mequaTpun
®IIK u II1C (dbakyasrer
TOBBIIICHNUST KBATN(UKALN 1
MePBUYHON MEPENIOATrOTOBKI
CIEIMATUCTOB) AJITalCKOTO
TOCYIapCTBEHHOTO MEIUIIMHCKOTO
YHUBEPCHUTETA, [JIaBHBII
BHELITATHBIN AETCKUIA TTyJIbMOHOJIOT
I'maBHOTO yrmpapieHUsT ANITaliCKOTO
Kpasi TI0 3IPAaBOOXPAHEHUIO 1
(hbapmanieBTHUECKOI AESITETBHOCTH.
Aupec: 656019, Anraiickuii Kpaii, T.
Bapnay, yn. Tynmna 179, AKK/B,
kadenpa nenuarpun OIIK u ITI1C
AI'MY; e-mail: v.seroklinov@mail.ru

Heperuna Anna ®@enoposna

I.M.H., Bpau Poccuiickoit
Denepannu, pyKOBOAUTEb
Boponexkckoro 06;1acTHOro
LIEHTPa MYKOBUCIIMI032 [UISI

neTeil U OAPOCTKOB. Anpec: 45-ii
CrpenkoBoii [uBusuu, 64, 394077.
Ten. 8(4732)202233; e-mail:
neretinaalla@mail.ru
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JlenneBa Bepa Cepreesna

JI.M.H., TOLUEHT Kadeapbl
MIPOTIEIEBTUKY IETCKUX O0JIe3Hei
W TIeMaTpuu. Alpec MecTta
pa6otsr: T. Boponex, '[BOY BITO
BI'MA um. H.H. Bypnenko, yi.
Crynenueckas, 10, nuunexkc
394036, Ten. 4732-656562,
e-mail: lvsmed@yandex.ru

Kanpiposa /Inana BsvecnasoBna
Bpay-ITyJIbMOHOJIOT
KOHCYJIbTATUBHOW TIOJIUKIMHUKI
Nel. r. Kazanb, OpeHOyprekuit
TpakT 140;

Tei.: 89053173306,

e-mail: dvkadyrova@gmail.ru

Kapumosa Hpuna ITerpoBra
K.M.H., TJIaBHBII

BHELUTATHBIN TeTCKUI
MyJIbMOHOJIOT MUHKCTEPCTBA
31paBoOXpaHeHMs1 Yenss0MHCKoI
obyactu. 3aBeayonast
MyJIbMOHOJIOTUYECKIM
otaeneHueM, YenssonHckas
obyiacTHast eTcKasi KIIMHUuYecKast
OonpHMIIA, T.YeassouHCK,

yi. bmoxepa, 42-A; e-mail:
karimova_med@mail.ru

IIarepkuna Okcana 'ennaabeBHa
3aBe/yIOLIas KOHCYJIbTaTUBHOM
nommknHuKoit Nel TAY3 «[IPKB
M3 PT», rnaBHBbII BHEIUTATHBIM
neTckuit myssMoHosnor M3 PT.
Aupec: 1. Kazanb, OpeHOYpreKuii
TpakT 140, Texr.: 89053173306,
e-mail: pjaterkina@yandex.ru

Bacuibesa Enena AnekcanapoBHa
[JIaBHBIV BHEIITATHBIN CIIELIUATUCT
MuHucTepcTBa 31paBoOXpaHEHUs
Camapckoii o6sactu,
pykoBoauTtesr CaMapcKoro
00JIaCTHOTO 1IEHTPA IO JIEYEHUIO
MYKOBHUCIINI03a. MecTo paboThI:
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bY «PecnybnukaHckast gerckast
KJIMHUYEeCKasT 00TbHMUIIA»
MunsnpaBcoupa3putus Uysaimu, T.
Yeboxkcapsnl

T'onyomosa Ousbra MropesHa, K. M. H., 3aBeAyIOIIasl OTACICHUEM
ITyJIbMOHOJIOTUH M aJUIEPTOJIOTHI

BY «PecnybnukaHckas KIMHUYECKast
GoJbHMIIa» MUH3IPaBCOLIPA3BUTHS
Yysammu, r. Yebokcapbl

ITaBnoB Ilerp ViBanoBWY, 3aBeAyIONINIA OTAEIEHUEM ITyJIbMOHO-
JIOTUM

3 |BY3 OO0 «Oo6nactHas aerckas kinHudyeckasi |Kopuneea Tatpbsgna FOpbeBHa, Bpau MyJbMOHOJOIMYECKOTO OTIE-
OOJIbHULIA» JICHUSI;
CadonoBa TaTbsina IBaHOBHA, 3aBeayIOIAs] TyJIbMOHOJIOTUYECKUM
otaesneHreM ¢ LleHTpoM MyKOBHCLIMI03a
IleBnsikoBa AHHA AJIeKCAHIPOBHA, Bpay MYJIbMOHOJIOIMUYECKOTO
OTIEIECHUS
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KJIMHUYECKast 00JIbHUIIA», PYKOBOIUTEIb OCTPBIX PECITUPATOPHBIX MHMEKIINIA
LlenTpa MyKoBUCLIMI03a IS IeTei
KemepoBckoii obaactu
5 |FTAY3 «KpaeBoii KIIMHUYECKUIA LIEHTP BacuiabeBa Tatbsina I'ennagbeBHa, 1.M.H., 3aBenytoiias Kpaesoit
CIIeIINATN3UPOBAHHBIX BUIOB MEIUITMHCKON |IETCKOM KOHCYIHTATUBHON ITOTUKINHUKOMN
noMoIu», T. BraguBocTok Boponnn Cepreii BraguvupoBud, K.M.H., 3aBeayommii Kpaepoit
MEINKO-TeHETUIECKOM KOHCYIbTallneit
6 [TBOY BITIO «AcTtpaxaHckas Cepruenko /Inana OUKpeTOBHA, I.M.H. JOLEHT Kadeapbl haKyib-
rocyIapCcTBeHHasl MEAUIIMHCKAS aKaAeMUsT» |TEeTCKOM MeauaTpuu
Pocsnpasa, r. ActpaxaHb
7 \T'BOY BITO «KpacHosipckuii NnbvenkoBa Hatamua AHaTosbeBHA, 1.M.H., Mpodeccop, 3aBeayo-
rOCyIapCTBEHHbI MEAULIMHCKUI mast kadenpoit feTckux 6osiesHeit ¢ kypcom 10
yHuBepcuteT uM. ipod. B.®.BoiiHo- Yukynos Baanumup BUKTOpPOBHY, K.M.H., aCCUCTEHT Kadeaphl 1eT-
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8 |'BOY BITO «OpeHnobyprckast Poioankuna Mapuna I'eopraeBHa, K. M. H., aCCUCTEHT KadeIphl FO-
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Xaunstn Marna MelicMKOBHA, Bpay KIIMHUIECKHUI (hapMaKOJIOT
10 (ITBY3 HO «I'opoackas merckas knnHudeckasi| Kongakosa FOmms AnekcannpoBHa, Bpau-rieauaTp ropoackoro LleH-
0oJIbHUIIA CKOPOW MEAUIIMHCKOW MOMOIINW». |Tpa MyKOBUCIIMI03a
HoBocubupck Pomvanenko Hatamus MiBanoBHA, K. M. H., 3aBeyIOIIasl MeAUaTPU-
YECKUM OTHEJIEHUEeM
11 [TBOY BIIO «Ilepmckuii rocynapctBeHHbIli  |MepaaoBa Huna BopucoBHa, 1.M.H., ipodeccop, 3aBeayoniasi Ka-
MEIUIIMHCKUIA YHUBEPCUTET UMEHHU aKame- |(eapoil ToOCIUTaIbHOM TTeauaTpun
muka E.A. Baruepa» M3 PO, r. [1epmb IIaapuna Bepa BiaaguciaaBoBHa, K.M.H., TOLIEHT Kadeapbl roCIu-
TaJbHOM TTeANaTPUN
12 [TY3 S0 «JleTckast KmnHUYecKas 0ojpHNIIa |Ameposa Vipuna KapiosHa 1. M. H., 3aBeIyroIasi OTIeICHUEM ITyTb-
Ne 1», SpociaBib MOHOJIOTH U
13 |[®PI'BY <HUUMI» CO PAMH, r. Tomck Ha3zapenko JIromvmia I1aBioBHa, 1.M.H., Tipocdeccop
OnunokoBa Oubra HukomaeBHa, K.0.H., B.H.C., Bpau JabopaTop-
HOW T€HETUKU
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14 KL I'BY3 «JleTckas ropoackast Illepman Bukropus /laBumoBHa, K. M. H., 3aBeIyloIIasi OTACICHU-
KJIMHU4YecKast oombHUIIa No 13 nm. €M MYKOBUCIIMI03a
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15 |®I'bHY «Menuko-reHeTn4ecKuii HaydHblii | HukoHoBa Bukropus CepreeBHa, K.M.H., CTApIINIA HAyYHBIIA COTPYI-

HECHTDP»

HUK HayYHO-KJIMHUYECKOTO OTIAENIa MyKOBUCIIMI03a
IITa6anosa JIuausa AopamMoBHa, K.M.H., CTapIIMi HAYYHBII COTPY/I-
HUK OTAEJICHUST MyKOBUCIIUI03a
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HAYYHO-KJIMHUYECKOTO OTIea MyKOBUCIIMI03a

Kamupckas Haramma IOpseBHa, 1.M.H., Iipodeccop, TIaBHBII
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Amvennna Enena JIbBoBHA, K.M.H., 3aBeaylolIas JabopaTopueil My-
KOBHUCIIMIO3a

KpacoBcknii CranuciaB AJeKCaHAPOBHY, K.M.H., CTapIIAil HAayd-
HBII COTPYIHUK Ja00paTOPUU MYKOBUCIIAI03a

YcaueBa Mapusi BanepbeBHa, HayuHbINl COTPYIHUK J1aOOpaTOPUU
MYKOBHUCLIMA032

Yepusak Anekcanap Braguvmposud, K.M.H., 3aBeAyIOIINIA JadopaTo-
pueit GyHKITMOHAIBHBIX 1 YJIBTPa3ByKOBBIX METOMOB MCCIICIOBAHMS
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®DI'BY «Huxeroponckuit HUW nerckoit
racTpoaHTeposiorun» MuHzapasa Poccun,
pykoBoauTeib Huxkeroponckoro neHTpa
MYKOBUCIIMI03a IETE U MOAPOCTKOB

Ycnenckag Upuna JIMuTpueBHa, 1.M.H., 3aBeAylolasi OTAEIOM
«KJIMHUKM MaTOJOTMM TOHKOMN KUIIIKW»

19

PecnyGnmkaHCKOM AETCKON KIMHUYECKOM
OOJIbHUIIBI, 3aBEAYIOIIAs PECITyOIMKAHCKUM
LlenTpom MykoBucLMa03a Pecryonnku
bamkupus, Yopa

BaiikoBa I'auna BJ]aIll/IMl/l]JOBHa, K.M.H., 3aB€ayromiasa OTACJICHUEM
IMTYJIbMOHOJIOTU

20

Pecny6imkaHCKOM KITMHUYECKOU OOIbHULIBI
uM. I'.I'.KyBaroBa, orBeTcTBeHHas 3a LleHTp
MYKOBUCILIMI03a B3pOCIIbIX Pecryonuku
bamkupus, r. Ypa

Ko3bipeBa JImms CepreeBHa, K.M.H., Bpa4 IMyJIbMOHOJIOTUYECKOIO
OTIEICHUS

21

I'bOY BIIO IICII6 TMY wum. akan.
W.I1.ITaBnoBa, r1aBHBINA JA€TCKUIA
MyJIbMOHOJIOT JIEHMHIpaaACKO# 001acTu,
Cankr-IletepOypr

Boiinosa EBrenuss BuxTopoBHa, 1.M.H., 3aB. Ja0opaTopueit 1eTCKOMI
MyJIbMOHOJIOTU U

I'emOunkas Tarbsina EBrenbeBHa, I.M.H., TIpoheccop, 3aB. OTIEIIOM
TeparneBTUYecKou myapmoHosoruu HUN IlynsmoHonorun
NBanosa lapbss MuxaiinoBHa, MaaalInii HAyYHbIA COTPYIHUK Jia-
O6opaTopuu aeTckoi myabmoHoaoruu HWUW nyasMoHoa0rMNA

22

JIOI'Y3 «/leTckast obnacTHast KIIMHUYECKAast
oonbHuULIa», C-TleTepOypr

KonoBanosa Jloavuia EBFeHbeBHa, 3aB. OTACJICHUEM IMYJIbMOHO-
JIOT

23

BY3 VP «IlepBas pecrydoimkaHcKast
KiuHn4deckas 6ompbHuia M3 YP», r.MxxeBck

OcunoBa Enena BanepreBHa, K.M.H., 3aBeIyIOIIasi MEIUKO-
T€HETUYECKOU KOHCYIbTaLIAE

Craponyonesa Okcana MiBaHoBHA, K.M.H., 3aBeIyOIIasI ITyJIbMOHO-
JIOTUIECKUM OTHEJICHIUEM

24

bY3 VP «PecnybiaukaHckas neTckas
KJInHHU4YecKas oogbHuia M3 VP>,
PecrybmmKaHCKUIA IECHTP MyKOBUCIINIO34, T.
M>xeBck

CumanoBa Tarbsina BragummpoBHa, K.M.H. PyKOBOAUTEIb PECITy-
OJIMKAHCKOTO LIEHTpa MYKOBUCLMA03a, 3aBeAyloliasi MyJIbMOHO-
JIOTUYECKUM OTIEIICHUEM

25

I'BY3 «Yenabunckasa obaacTHas
KJIMHUYEcKas 00JbHMULA». T. YenssOnHcK

Pesenn-Mypo3 Haranbs [leTpoBHa, K.M.H., 3aB. OTIEJICHUEM MYJIb-
MOHOJIOTMT

26

I'bY3 HCO «'HOKbB»

IMunernna FOmma CraanciaBoBHA, K.M.H., TJIABHBIN TETCKU ITyJIb-
MoHoJior HoBocubupckoit 061actu, 3aBeyIOIINIA JeTCKUM ITyJIb-
MOHOJIOTUYECKUM OTHEIICHUEM




OO0wmii cnnucok Bcex yyacTHUkoB MpoekTa 3a 2013 rog,

27

I'Y3 «TI1OKDbB», r. Tyna

Kamunnna 1Omus QPI/IXOBHa, 3aBcayroiiasa MmyJbMOHOJIOTIMYECKUM
OTACJICHUCM

28

I'Y3 TO «Tynbckas obiacTHas KIMHUYECKast
oonbHULIA», Tyna

Bacunas Apcen BanepbeBud, 3aBeIyIONINI My TbMOHOJIOIMUYECKIM
OTIEICHUEM

29

MTI'Y um. H.IT.Orapéna, r. CapaHck

JIpsrakoBa AHHA AlTb0O€PTOBHA, K.M.H., JOIICHT Kadeaphl (haKyIbTeT-
CKol Tepanuu MenuiyuHCKU UHCTUTYTa

30

Mypmanckuit O6iactHov KoHCyabTaTUBHO-
JIMATHOCTUYECKUI LIEHTP, I.MypMaHCK

JIpiooBckast Bepa IlaBiaoBHa, Bpau-IriequaTp

31

HuxHeBapToBCcKast oKpyKHasl AeTCKast
KJIMHUYeCcKast 00JIbHUIIA, XaHThI-
MaHcuiickuii aBTOHOMHBII OKPYT
r.HukHeBapToBCK

Cal.l}’K Haranbs AHaTOJ]LeBHa, 3aBeayromiada myJbMOHOJOTUYECKUM
OTACJICHUEM

32

YenabuHckas objiacTHas geTCKast
KJIMHUYECKast 00JIbHUIIA

Kapumosa Mpuna IleTpoBHa, K.M.H., 3aBeAylonas MyJIbMOHOJIOIU-
YECKUM OTHECICHUEM

33

Boponexckuii O61acTHON LIEHTP
MYKOBUCIIMI032,
I'bOY BITO BI'MA um. H.H. Bypnenko

Heperuna Amia @énopoBHa, 1.M.H., Ipodeccop, 3aBemyrolast Ka-
denpoit neauarpuun jJeuyedHoro gaxyabTeta BopoHeEXCKOM rocy-
JNapcTBeHHOW MeauuuHckon akagemuu um. H.H. Bypaenko
JlenneBa Bepa CepreeBna, 1.M.H., TOLEHT Kacheaphl MPOIEAeBTH-
KU JIETCKUX OOJIE3HEN U MeauaTpum

34

CMoneHcKast obacTHas IeTcKast
kauauyeckas: 6onpHua (COAKD)

Amumona Wpuna JleonumoBHa, 1.M.H., podeccop, 3aBeayiolias Ka-
(empoii rocnUTaIbHOM NeAMaTPUU C KypcoM HeoHatosnoruu Pa-
KYJIbTeTa MOBBIIIEHUs KBaIGUKAIUU 1 TPoheCCUOHATBHON Te-
penogrorosku crnenurannucToB (PIIK u ITITC) CMoseHCKOoM rocy-
JapcTBeHHOM MeauiHckoi akanemuu (CI'MA), CMojieHcKast 00-
JlacTHas1 aetckas KiauHudyeckasi 6onapHuia (COIAKB)

Hosukosa Oubra bopucoBna, Bpau-myJIbMOHOJIOT I€TCKOM 001acT-
HOM KJIMHUYECKOU OO0IbHUIIBI

35

I'bY3 CO CI'’/IKB Nel mmenn H.H.MBaHoBoI

Bacmisesa Enena AnekcanapoBna, pyKoBoauteab CaMapcKoro 00-
JIACTHOTO IIEHTpPA T10 JICYCHUIO MyKOBHUCIIUI03a, Bpady-IIeIAaTp MH-
(heKIIMOHHOro GOKCUPOBAHHOTO OTAEICHUS

36

Ps3zaHckuii rocynapcTBEHHbINM MEIULIMHCKUN
YHUBEPCUTET

®umvonoBa TaTesiHa AHATObEBHA, K.M.H., aCCUCTEHT KaeIpsbl
nenguarpuu PITMY

37

Ps3anckast obaacTHas AeTcKasi KIMHUYecKast
0OJIbHMIIA

CmupHoBa Bepa BiamuMupoBHa, K.M.H., 3aBeyolIast MyJIbMOHO-
JIOTUYECKUM OTIETICHUEM

Crexkuna Enena BukropoBHa, K.M.H., Bpau-IyJbMOHOJIOT MYyJIb-
MOHOJIOTUYECKOTO OTAEICHUS

38

AJltalickuii rocynapCTBEHHBI MeIUIIMHCKUN
YHUBEPCUTET

CepoxmHoB Banepnii HukonaeBma, K.M.H., JOIIEHT KadeIphl TIeara-
tpum PIIK u INIC Antaiickoro rocyiapcTBEHHOTO MEIUIIMHCKOTO
YHUBEPCUTETA

39

AnpIreiickasi pernoHajabHasi OOIIECTBEHHAsI
OpraHu3alus poOaAUTEIEH NeTe-MHBATUIOB
U B3POCJIbIX, O0JbHBIX MYKOBUCIIMI030M
«Hanexma»

IToropenoBa Tatbsana CeMeHOBHA, TIPECENATENb TPABICHUS

40

I'AY3 «JIPKb M3 PT», Ka3aub

IIarepkuna Okcana I'enHaapeBHA, 3aBeAyIOIIAasd KOHCYIBTaTUBHOMN
nomkianHukoin Nel TAY3 «JIPKb M3 PT»

KanpipoBa /Iuana BsueciaBoBHa, Bpay-IyJIbMOHOJIOT KOHCYJIBTA-
TUBHOM MOJMKIMHUKA No |




06was uHdopmaums

Peructp 60nbHbIX MykoBucuuao3om B Poccum 3a 2013 r.

O6wasa nidpopmauusa

\}

—

Puc. 1. Pernonsl, BkitoueHHbie B Peructp B 2013 1.
[NpumMeuaHue: TEeMHO-OPaHKEBBIM LIBETOM MMOKA3aHbI PETMOHBI, TIPEACTABUBIIINE TIOHbIE JaHHBIE TI0 OOJBHBIM MYyKOBUCIIMIO30M (IETH U B3pOC-
JIbIE), OPAHXKXEBBIM — «IPYTUE PETUOHBI», MIPEICTABICHHBIC HETIOIHO, MECOYHBIN [[BET — MaHHbIE HUKAK HE TPEJICTABICHBI

B Peructp BKITIOYEHBI TaHHbBIE 74 permoHOB-CcyObeKTOB Poccuiickoit Denepaniny, Hacere-
Hue KoTtopbix B 2013 1. coctasisio 141 413 675 yenosek (o01ee HaceneHue Poccun B 2013 1.
HacuuThiBajio 143 347 059 uenoBek). B peructpe oTpaxkeHbl JaHHbIE PETMOHOB C (DYHKIIMOHU -
PYIOIIMMHM LIEHTPaMU MYKOBHCLIMI03a, TAKXKE MTPEACTABICHBI TAIIUEHTHI, IIPOXXUBAIOIIME B IPY -
TMX PeTMoHax, HO KOTOpble HAOMIOMAIOTCSI B LIEHTPaX BhIIIENIePEYMCICHHBIX PETHOHOB. B cBsi-
31 ¢ 9TUM, B Peructpe nHdopmMauys BoIISIAUT CIeIyIOIIUM o0pa3oM: 29 peruoHOB, MpeacTa-
BUBIIME TaHHBIE O BCEX CBOMX OOJIbHBIX, BKIIIOYAsI NIETEH M B3POCIIBIX, OXapaKTEePU30BaHbI 110
OTIEJIBHOCTA U BMECTE, a MAllMEHThl U3 PErMOHOB 0€3 IIEHTPOB MYKOBUCLIMI03a OObEINHEHbI
MOJ, Ha3BaHUEM — «JIpYIMe peruoHbl» (ctoga xe Boien Cankr-IlerepOypr, T.K. IIpencTaBieHb
JIAHHBIC MPEUMYIIIECTBEHHO B3POCIIbIX MMAIlMEHTOB). YKCI0 OOJBHBIX B pETMOHAX, 01 B3pOC-
JIBIX MAIIMEHTOB B KaX/IOM M3 HUX, OTHOIIEHHE YK CJIa TAlIMeHTOB ¢ MyKOBUCIIMIO30M K OOIIei
YUCJIEHHOCTHM HaceJeHHUs, IIPOXKMBAIOIIETO B PETUOHE, a TAKXKe pacyeTHoe uncio B Poccuu, nc-
XOJIsl U3 BCTPEYaeMOCTH 3a00JIeBaHMs B KaXK/IOM PErMOHe, OTpaxkeHbI B Ta0JI. 1.

Tabauua 1
PervoxH Hacenenwue, BonbHbix MB, B3apocnbix Yacrora, BonbHbix MB B
n n n % 1/100 TeIC Poccum,n

Omckas o6nacTb 1973985 53 12 22,64 2,685 3849

HoeocuGupckas o6nactb 2709461 58 10 17,24 2,141 3069

KpacHopapckuii kpaii 5330181 78 19 24,36 1,463 2098

KpacHospckuii kpai 2846475 46 4 8,70 1,616 2317

Huxeropogackas o6nacTtb 3289841 80 10 12,50 2,432 3486

Pecny6nuka BawkopTocTaH 4060957 71 19 26,76 1,748 2506
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Peructp 60nbHbIX MyKoBUCLMA030M B Poccuiickoit @epepaumn. 2013 rog

Pervox Hacenenue, BonbHbix MB, B3pocnbix Yacrora, BonbHbix MB B
n n n ‘ % 1/100 TbiC Poccum,n

AcTpaxaHckas o6nacTb 1013840 15 3 20,00 1,480 2121
OpeHbGyprckas o6nacTtb 2016086 a7 7 14,89 2,331 3342
Mpumopckwuii kpan 1947263 40 10 25,00 2,054 2945
MockoBeckas 06nacTb 7048084 159 42 26,42 2,256 3234
Tynbckas o6nacTb 1532436 28 9 32,14 1,827 2619
Pecny6nuka Mopaoeusa 818566 11 3 27,27 1,344 1926
XaHTbI-MaHcwuiickuii aBTOHOMHbIi oKpyr — IOrpa 1584063 41 8 19,51 2,588 3710
Yens6uHckas o6nacTtb 3485272 53 15 28,30 1,521 2180
MypmaHckas o6nactb 780401 21 4 19,05 2,691 3857
Yamyptckaa Pecny6nuvka 1517692 40 17 42,50 2,636 3778
BopoHexckas o6nactb 2330377 62 12 19,35 2,661 3814
CmoneHckas o6nactb 975188 13 3 23,08 1,333 1911
Camapckas o6nacTb 3213289 101 23 22,77 3,143 4506
Psa3aHckas o6nacTb 1144650 12 1 8,33 1,048 1503
AnTaiickui Kpai 2398751 36 5 13,89 1,501 2151
Pecny6nuka TatapcTaH 3822038 108 35 32,41 2,826 4051
«apyrue» peruoHbl ** 62887856 229 113

uToro 141413675 1968 (61,98%) 563 28,61

Poccus, pacyeTHbie AaHHbIe * 143347059 3175 821 25,88 2,215 3175

Mpumeyarue: * — yucno 60NbHBLIX MyKOBUCLMAO30M, A05 B3pOCHbIX 60nbHbIX MB 1 yacToTa BcTpeyaemoctn MB Ha 100 Thic. HAcCENeHus aBASOTCS pacyeTHbIMU NokasaTensimu.
** — «Apyrve» pervoHbl BKIOYAOT 60NbHLIX MyKOBUCLMAO30M U3 PEFMOHOB, B KOTOPbIX HET PErMOHANbHbIX LIEHTPOB, UM U3 PErMOHOB, KOTOPbLIE HE NPUCANN AaHHbIE UAN Npucnann
AaHHble YacTu4HO (Hanpumep, CaHkT-MNeTepbypr nepecnan AaHHbIe NPenMyLLECTBEHHO B3POCHbIX nauveHToB): Pecnybnuka Xakacus (7), Pecnybnuka Antait (6), CaHkT-lMNeTepbypr
(26), Pecnybnuka Aapirest (3), AMypckasi o6nactb (3), ApxaHrensckas obnactb (1), Benropoackas obnactb (6), BpsiHckas obnacTtb (2), Bnagumupckas obnacts (13), Bonrorpaga-
ckasi obnactb (7), Bonoroackas obnactb (11), MiBaHoBckas obnacTsb (8), MpkyTtckas obnacTs (7), KannHuHrpaackas obnactb (2), Kanyxckas obnactb (11), Kamuatckuin kpaii (1),
KapayaeBo-Yepkecckas Pecnybnuka (6), Kuposckasi o6nacts (4), Koctpomckas obnactb (3), KypraHckas obnacts (1), Jluneukas obnactb (1), Opnosckas o6nacts (1), MeH3eHckas
obnacTb (5), Mckosckasi o6nacts (1), Pecnybnuka Bypsitua (2), Pecnybnuka JarectaH (3), Pecny6nvka Kanmelikus (2), Pecnybnuka Komu (4), Pecnybnuka Mapuin 9n (2), Pecny6nu-
ka CesepHas OceTtusi-Ananus (5), PoctoBckas obnactb (5), Capatosckas obnactb (10), CaxanuHckas obnactb (1), CBepanosckas obnacts (5), CtaBpononbckuii kpait (10), TamboB-
ckasi obnacTtb (3), Teepckasi o6nactb (13), TiomeHckas o6nacTb (3), YnbsiHoBckasi o6nactb (3), XabapoBckuii kpait (7), HYeveHckas Pecnybnuka (8), Amano-HeHeuknini aBTOHOMHbIN
okpyr (3), Pecny6nvka Caxa (Akytus) (1), Pecnybnuka Teia (1), 3abaikanbckuin kpaii (2). [ns HUX HE pacCHUTbIBANKM 4acToOTy BCTpeYaeMocTn Mykosucumaosa Ha 100 Teic. Hacene-
HUS, OPUEHTUPOBOYHOE YNCIO 60JIbHbIX MYKOBUCLMO030M B Poccun n A0J0 B3POCIIbIX.

B Peructp 2013 r. BkiroueHsl faHHbie 1968 60abHbIX (1935 xxuBbix 1 33 ymepiuux): 1739 na-
LIMEHTOB, TIPEICTABISIOMNX 29 peTHOHOB ¢ MEIOIIMMUCS IIEHTPpaMU MyKOBHUCIIMI03a, 1 229 T1a-
LIMEHTOB M3 45 pernoHOB Poccun, B KOTOPBIX LEHTPHI MYKOBUCIIMI03a HE TIPEACTaBICHBI, WA
MaHHBIC U3 HUX TIPEICTAaBICHBI YaCTHYHO. B Ta0:1.2 IIpeacTaBiIecHBl OCHOBHEIC XapaKTepUCTUKI
PETMOHOB C IIEHTpaMH U 0e3 IIEHTPOB MYKOBHCIIMIO03A.

Tabauua 2

Yucaennote Xapaxkmepucmuku pecuoH06 ¢ Haauduem u omcymcmeuem Uenmpoe MleOGllCl‘llt)OSa

Yucno CymmapHoe AGconioTHoe 4ucno u | OTHOLIEeHUe CyMMapHOW PacyeTHoe uucno
PErMoHOB | 4MCJO GOJIbHBIX AONS B3pOCHbIX YUCNEHHOCTUN PErMOHOB K | GonbHbIX B Poccun
YUCJIEHHOCTU HaceneHus
«OCHOBHas rpynna»: permoHbl ¢ LLlEeHTPamMn MyKo-
BUCUMA03a, NpeAocTaBuBINE UHPOPMaALUIO O 29 1739 450 (25,88%) 54,78% 313735’0:;:')\(""'8"201"(5
B3POC/IbIX U AETAX ] :
«[lpyrue»: peruoHbl He UMeloLLue LIEHTPOB MYKO-
BUCLMA03a MU He NPeAoCTaBUBLUME JaHHbIE WU 45 229 113 (49,35%) 43,87%
nNpeAoCTaBUBLLME AAHHbIE YaCTUYHO
Bcero 74 1968 563 (28,61%) 98,65%

[MpuMeyaHne: HeCMOTPS Ha Hanu4ne B CaHKT-HeTep6ypre LEHTPOB MYKOBMCUMO03a, €ro JaHHble BKIIKOYEHbl B «ApYyrne » PpernoHbl, T.K. NnpeacraBfeHbl NpenmMyLLeCTBeHHO B3POCible

nauneHTbl.

JvHaMuKa YMCAEHHOCTH OOJIbHBIX B perMoHax no cpaBHeHuto ¢ Peructpom 2011 u 2012 rr.

NpeacTaBiaeHa B Taob. 3.

Tabauuya 3
Jlunamuka uucaeHHocmu 60AbHBIX MYKOGUCUUO030M U 004U 83POCABIX 8 pecuoHax no cpasnenuro ¢ Pecucmpamu 2011 u 2012 ee.
\ Pervou \ 2011 r. \ 2012r. \ 2013 r. |
Mockea n MockoBckas 0651acTb
* o6wee yncno, n 403 436 480
W3 HUX B3POCHbIX, N 122 142 157
Omckasi o6nactb
obLee yucno, n 42 45 53
U3 HUX B3POCbIX, N 9 1 12
KemepoBckas o6nactb
obLee yucno, n 36 40 43
W3 HUX B3POCbIX, N 4 4 5
HoeocuGupckas o6nactb
obLee yncno, n 34** 55 58
W3 HUX B3POCHbIX, N 6 8 10
Sipocnaeckas o6nactb
obLee yncno, n 37 39 41
W3 HUX B3POCAbIX, N 9 9 10
KpacHopapckuii kpaii
obLee y1cno, n 72 72 78
W3 HUX B3POCHbIX, N 16 18 19
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06was uHdopmaums

Mpumeyanue:
* - 82011 r. MockBa n MockoBckas 0651acTb Obiin 06bEAVHEHbI B OAUH PErvioH, B CBA3M ¢ 3TM 3a 2012 1 2013rr npeacTaBieHbl CyMMapHble AaHHble 3TVX PErviOHOB;
** — B 2011 r. 661 NpeacTaBneH Tonbko r. HoBocnbupcek, ¢ 2012 r. — HoBocnbupckas o6nacTb.

[unamuka yncieHHocTy naiueHToB B Peructpe ¢ 2011 o 2013 ronbl ipencrasieHa Ha puc. 2

2500

1968
2000

1500 1309

1026
1000

ymcno naumenTos, N

500

2011r. 2012r. 2013r.
BO3pacT, roab!

Puc. 2. lunamuka ynciaeHHocTH naumeHToB Peructpe ¢ 2011 mo 2013 roasl

O6m1as cymmupyolias uddopmanus 1Mo Peructpy n cpaBHeHUE ¢ JaHHBIMU TIPEBIITYIIETO
rojia TIpeaCcTaBIeHbl B Ta0II. 4.
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Tabauya 4
Obwas cymmupyrowasn ungpopmauus no Pecucmpy u cpasnenue ¢ dannvimu Pecucmpoe 2011 u 2012 2e.
\ Mokasatenb \ 2011 r. \ 2012r. \ 2013 \
XUBbI, N 1011 1251 1707
ymepnu, n 15 20 32
Bo3spacrT, roabl
M+ SD 11,5+8,9 11,8+8,9 11,9+9,1
Me (IQR) 9,5 (14,0) 9,5 (14,3) 9,6 (14,1)
[onsa naumeHToB B Bo3pacTe > 18 net,% 25,0 26,2 25,9
M+ SD 3,3+5,5 3,5+5,6 3,4+6,1
Me (IQR) 1,0 (4,0) 1,0 (4,0) 0,8 (3,9)
MekoHueBbIi uneyc
BCEero, % 5,4 5,7 6,4
* Xxupypruyeckoe nocobue, % 4,8 5,2 5,2
* KOHCepBaTMBHagA Tepanus, % 0,6 0,6 1,2
B OTYETHOM ropy, % 8,7 11,2 7,5
* Xupypruyeckoe nocoéue,% 8,7 10,3 6,8
* KOHCepBaTMBHagA Tepanus, % 0 0,9 0,7
Bcero, % 28,8 32,4 36,0
B OTYETHOM ropy, % 78,3 73,8 75,0
FeHeTM4YecKkoe uccnepoBaHue
oxear, % 91,8 91,1 87,5
DONS BbISBNEHHbIX MyTauui, %* 80,0 80,4 79,1
* QiBe BbiSIB/IEHHbIe MyTauumn, %* 69,1 69,2 66,1
* o0fHa BbiSIBIeHHas MyTaums, %* 21,4 22,4 25,9
* 06e MyTauuu He BbiSIBNEHbI, %* 9,5 8,4 8,0
F508del / F508del, %* 32,1 30,3 30,0
F508del / HeF508del, %* 41,2 44,5 45,7
HeF508del / HeF508del, %* 26,7 25,2 24,3
F508del, annenbHas yacTtoTta, %* 52,79 52,85 52,21
CFTRdele2,3, annenbHag yactoTta, %* 6,32 5,91 5,94
E92K, annenbHas yactora, %* 2,65 2,64 2,58
Staphylococcus aureus, % 58,4 58,4 53,8
Pseudomonas aeruginosa
— XpoHuyeckoe uiduuupoBanune, % 32,3 30,8 31,8
— UIHTEPMUTTPUPYIOLLUIA BbiCEB, % 15,1 14,5 14,8
Burkholderia cepacia complex, % 7,0 6,3 7,9
Stenotrophomonas maltophilia, % 3,4 3,8 3,9
[Apyras rpamoTpuuatensHas ¢gpnopa, % 13,4 14,9 11,4
HeTy6epkynesHbiii Mukob6akTepuos, % 1,6 1,2 0,8
PecnupatopHas ¢yHkums
DXES, % aonx. 84,6 + 30,1 83,9+ 26,4 84,5+245
ODB1, % nonx. 74,6 + 29,4 73,4+28,5 75,2 + 26,9
meauaHa nepuentuna UMT cpepu petei 29,0 (55,6) 24,3 (47,4) 31,1 (55,9)
meauaHa UMT cpeav B3pocbix 18,8 (3,9) 19,1 (3,6) 18,9 (3,7)
OcnoxHeHusi 3aboneBaHns B OTYETHOM roay
Annepruyeckuii GpoHxoneroyHbiii acneprunnes, % 1,3 1,4 1,6
CaxapHblii aua6eT ¢ NpUMEHEHNeM UHCYNnHa, % 3,2 3,9 3,8
MHeBMoTOpaKc, noTpeGoBaBLUMit ApeHUpoBaHus, % 1,5 1,2 0,7
Lnppo3 neyenun
© C MOPTaNbHOM rMNepTeH3unen / runepcnneHnamom, % 4,2 4,4 3,8
* 6e3 nopTanbHON rMNepTeH3un / runepcnnednama, % 4,3 3,8 4,7
® 0 HaJIMYMU F'UNEPTEH3NUN HEU3BECTHO, % 0,3 0,4 0,2
MopaxeHue nevyexu 6e3 umpposa, % 23,2 24,7 23,9
Jlero4Hoe kKpoBoTe4YeHue, % 2,6 2,1 1,8
OcTeonopo3 (HM3kasi KocTHas Macca), % 14,5 11,2 11,1
Monnno3 BepxHUX AbiXxaTesibHbIX NyTen, % 15,0 15,0 16,5
ANeKTponNuTHblE paccTpoiicTBa, % 4,0 4,1 5,2
Hanuuue oHkonoruyeckoro 3abonesanus, % 0,4 0,3 0,3
Amunonpo3s, % 0,2 0,2 0,3
MMnepToHUYeckuii pacTBop HaTpus xnopuaa, % 8,7 25,2 37,3
AHTMOMOTUKM MHransaUUOHHbIe, % 41,3 37,6 40,9

—_
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BospacTHas v nonoBas cTpykTypa 60/bHbIX MYKOBUCLIMAO30M

Mokasatens \ 2011r. \ 2012r. 2013
AHTUOMOTUKM BHYTPUBEHHBIE, % 70,9 62,2 66,0
AHTUOMOTUKM NepopanbHble, % 69,1 74,7 77,5
BpoHxoaunaratopsl, % 63,0 65,2 66,7
CTepouabl MHransiuMoHHbIe, % 26,8 20,3 23,3
Ctepouabl cuctemHbie, % 8,3 7,6 6,6
[opHasa anbda, % 93,4 94,2 92,9
A3nTpoMuuMH B CyGMHrMGupyioLei nose, % 34,7 32,0 35,9
YpcopesokcuxoneBas Kucnora, % 93,2 92,9 93,2
MaHkpeaTnyeckue pepmenTbl, % 94,2 94,1 94,2
XXupopacTBopuMble BUTaMUHbI, % 88,1 90,6 90,4
Kunesautepanus, % 79,9 81,9 80,3
Kucnopoporepanus, % 6,2 6,5 5,3
TpaHcnnaHTaums 3a OTYETHbIN ropA,

® flerkux, n 1 2 2
® neyeHu, n 0 1 0
Yucno ymepLumnx 15 20 32
M % SD, roap! 15,9+ 12,7 17,3+8,8 17,1 8,8
Me (IQR), roas! 17,4 (25,0) 20,0 (15,3) 19,0 (12,3)
MpuunHbl cMepTH

¢ OpoHXoneroyHas, n 13 15 23

© BOAHO-3/IEKTPOJIUTHbIE PACCTPOMICTBA, N 1 1

® NpuYMHa CMEPTU HEM3BECTHA, N 1 1 2

* cepAie4HO-COCyAnCTasi HeA0CTaTOYHOCTb, N - 1 1

* opaXxeHue nevyeHu, n - 1 2

* HecyacTHbIli ciyyaii, n - 1 1

® TpaHCMNaHTaums nerkmx - - 1

® oCTpasi No4e4yHas He,oCTaTOYHOCTb, N - - 2

MpumeyaHue: B Tabnuue faHHble NpeacTaBneHbl 6e3 yyeTta «apyrix» permoHos B 2013 . n 6e3 yyeta CaHkT-lNeTepbypra n YenabuHckoi o6nact 8 2012 1.
* — fons oT yncna 6osbHbIX, KOTOPLIM NPOBEAEHO FEHETUHECKOE UCCeN0BaHNe.
annensHas YactoTta mytaumin F508del, CFTRdele2,3, E92K npeacTasneHa ¢ y4etom «apyrux» permoHos 2013 r. n CankT-MNetepbypra n YenabuHckor obnact B 2012 .

Bo3pacTHas 1 nosioBas CTPYKTypa 00J/1bHbIX MyYKOBUCLUA,030M

BospacTHast cTpykTypa 60JIbHBIX MYKOBUCLIMI030M IIpeICTaBieHa Ha puc. 3.

Cpennnii Bo3pacTt 60abHBIX B 2013 roay coctaBua 11,9 £ 9,1 ner, MenmnaHa Bo3pacra —
9,6 (14,1) ner (c yueToM «apyrux» pernoHos: 12,4 + 9.4 ner, 10,1(15,0), COOTBETCTBEHHO).

Cawmpbiii crapimumii manueHT B otyeTHOM 2013 rony Habmonancs B Mockse. Ero Bo3pacT —
64,0 rona, Bo3pact camoro miagiiero — 0,1 roa. JJoss B3pocibix nauueHToB (> 18 1er) — 25,9%
(c yueToM «apyrux» pernoHoB — 28,7%). Cpenu 00JIbHBIX Ipeobiaganm My>kUuHbL: 53,0% (¢ yue-
TOM «IPYTUX» perMOHOB — 53,4%). [1o10BOI cocTaB mpeACTaB/IeH Ha puc. 4.
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Puc. 3. Tucrtorpamma Bo3pacta OOJbHBIX
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Puc. 4. TTonoBoii coctaB OOIBHBIX (CI€Ba — MYXXUMHBI, CITPaBa — KEHIIUHbI)

AwnarHocTuka

O6Laa xapakTeprucTuKa rpynnbi

l'ucrorpamma Bo3pacTa yCTaHOBJIGHUS AMarHo3a B OOIEeM 110 IPYIIe OTpaxkeHa Ha puc. S.
CpenHuii Bo3pacT MOCTaHOBKY AMarHo3a coctaBui 3,4 + 5,6 neT, MenraHa Bo3pacTa YCTaHOB-
senus guaraosa — 0,8 (3,9) roma (¢ yueToM «Ipyrux» pernoHos: 3,6 £ 5,9 nert, 0,8 (4,3) roxa,
COOTBETCTBEHHO). B Bo3pacre mocite 18 jieT 3a001eBaHNe TUarHOCTUPOBaIoch y 2,8 % oT ob1ie-
ro yrciia 60ogbHBIX My 10,7% OT 4nciia B3pOCibIX (C YIETOM «IpyTruX» pernoHoB: 3,2%, 11,2%,
COOTBETCTBEHHO). MUHUMAJIbHBIN BO3pAaCT YCTAHOBJICHUS IMarHo3a — MPU POXKIEHUHU, MAKCH -
MaJIbHBIA — B 59,0 71eT. MeKoHMeBbIi uieyc 0bul AuarHoctupoBaH y 110 Habmogaembix B 2013
roay 60JbHbBIX, 90 U3 HUX MOTPEOOBATOCH XUPYPIUUECKOe Mocodue (C Y4ETOM «IPYTUX» Peruo-
HOB: Y 120 1 99 60JbHBIM, COOTBETCTBEHHO).
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Puc. 5. T'mcrorpamma Bo3pacTta yCTaHOBJIEHMsI TMarHo3a B OOIIEM IO TPYIIIe
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HeoHaTanbHbI CKPUHUHT

MockBa
fipocnaBckas obJ.
YenabuHckan ob.

Tynbckas 061.
Tomckas 06.
CmoneHcKkas oba.
Camapckas 061.
PA3aHcKas ob.
MepmcKuin Kpan
OpeHbyprckas 061.
Omckas 06.
Hosocubupckasn o6.
Huykeropozckas o6..
MypmaHckasa 06..
MockoBckas 06.1.
JleHnHrpaacKkas ob.
KemepoBcKas 061.
BopoHeskcKkas oba.
AcTpaxaHcKasa o6a.
MpuMopcKuin Kpa
KpacHoapckuit kpai
KpacHoaapckuii Kpan
ANnTalcKkuit Kpan
Pecnybnvka Yysaluma
Pecnybnuvka Yamyptus
Pecnybnuka TatapctaH
Pecnybnvka Mopzaosus
Pecny6vka balwKopTocTaH
XMAO-Hrpa

"Odpyrve" pernoxbl %

T T

0 20 40 60 80

Puc. 6. ﬂ,OJ’IH 6OJ'II)HI)IX, JUAarHo3 KOTOPBLIM YCTaHABJIMBAJICA 11O HEOHATAJIbHOMY CKPMHUMHTY B PETUOHAX

Ha puc. 6 npencrapieHa 10si 601bHbIX, IMATHO3 KOTOPbIM YCTAHABIMBAJICS 10 HEOHATA b~
HOMY CKPUHUHTY.

ITo HeoHaTaIbLHOMY CKPUMHUHIY AMArHo3 ObuUl ycTaHOBJIeH 36,0% GOJIbHBIM (C YYETOM «IpYy-
I'MX» pernoHoB: 34,4%).

CpenHuil BO3pacT M MeAraHa BO3pacTa YCTAaHOBICHUS AMArHO3a B PeTMOHAX IIPEaCTaBIIe-
HBbI B Ta0JI. 5.

Tabauua 5

Cpeodnuil 6o3pacm u meduana 603pacma ycmano6.AeHus OUACHO3A 6 pecUOHaxX

Pervox ‘ M * SD, roab! ‘ Me (IQR), roab! ‘
MockBa 41+7,0 0,7 (4,9)
Slpocnaeckas o6n. 2,6 +3,9 0,7 (2,4)
YensabuHckas o6n. 3,7+6,4 0,7 (2,3)
Tynbckas 061. 4,4+54 2,4 (5,1)
Tomckas 06n. 3,7+6,6 0,3 (3,9)
CmoneHckasi 06. 1,5+3,6 0,1(0,9)
Camapckas o6n. 3,4+5,4 1,4 (3,7)
PsasaHckas o6n. 2,2+2.3 0,9 (3,6)
Mepmckuii kpai 4,8+5,8 3,0 (8,4)
OpeH6yprckas 06:. 3,1+3,8 1,4 (3,9)
Omckas 06. 2,2+3,4 0,6 (2,5)
HoeocuGupckas 06n. 1,6 + 3,6 0,3 (1,0)
Huxeropogackas o6n. 1,3+3,9 0,3 (0,9)
MypmaHckas o6n. 2,8+4,2 0,3 (4,5)
Mockoeckas o6n. 3,8+£6,4 0,8 (4,5)

http://journal.pulmonology.ru
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Pernox ‘ M £ SD, rogb! ‘ Me (IQR), rogbl
JNeHuHrpapackas oon. 2,2+ 3,1 0,8 (2,3)
Kemepogckas 06n. 2,3+3,7 1,1(2,4)
BopoHexckas o6n. 2,8+3,7 1,0 (3,8)
AcTpaxaHckas o6n. 5,2+6,5 3,0 (8,0)
Mpumopckuii kpan 4,1+7,2 1,3(3,9)
KpacHospckuii kpai 1,3+2,7 0,2 (0,5)
KpacHopapckuii kpaii 2,8+4,6 0,4 (2,9)
AnTaiickuii kpai 1,6 +2,7 0,5(1,2)
Pecny6nuka Yyeawms 5,5+6,6 1,5(10,4)
Pecny6nuka Yamyptus 4,5+5,9 2,5 (4,7)
Pecny6nuka TaTtapcTtaH 3,9+5,9 0,5 (6,8)
Pecny6nuka Mopgaoeusa 3,3+4,6 1,7 (3,7)
Pecny6nuka BawkopTocTaH 4,1+6,0 0,9 (7,3)
XaHTbl-MaHCUIACKUIA aBTOHOMHBbI OKPYr 2,9+3,7 1,0 (5,2)
«[Apyrue» pernoHsbl. 5,2+7,6 1,5(7,1)

Hosst 60IBHBIX C MEKOHUEBBIM MJIEYCOM B perMOHaX oTpaXkeHa Ha puc. 7.
6,4% GOJBHBIX MO CTpaHe MEPEHEeCIN MEKOHHMEBBIN MIeyC (C YUETOM «IPYTHMX» PErMOHOB:

6,1%).

MeKoHueBbIW Uneyc B aHamHese

Mocksa
fipocnaeckas obJ.
YensabuHckasn ob.

Tynbckas 061. |
ToMCKan 06/, I
CmoneHckas obni. |
Camapckas 06/1. I ——
Pai3aHcKas 06n. |
MepmcKuiA Kpai :
5 10 1

OpeHbyprckas 061.
Omckas 061.
HoBocnbupckas ob6.
Hukeropogckas o6.
MypmaHckas 061.
MockoBcKas 06.
JleHnHrpaacKkas o6.
KemepoBcKkas 061.
BopoHerKcKas 06.1.
AcTpaxaHcKasa 06/1.
MpumopcKknit Kpan
KpacHoApcKkuii kpait
KpacHoaapckuii Kpan
AnTanckuii Kpamn
Pecnybnvka Yysawwmsa
Pecnybnvka YgmypTtua
Pecnybnvka TaTapctaH
Pecnybnvka Mopaosus
Pecny6svka balwKopTocTaH
XMAO-KOrpa
"Opyrne" pernoHbl

0

Puc. 7. Jloyist 6OJbHBIX ¢ MEKOHUEBBIM UJIEYCOM B pErMOHAX
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MocTaHoBKa AMarHo3a B OTYETHOM rogy

3a OTYETHBII TO AMAarHO3 MyKOBUCLIMIO3 BIEPBbIe ycTaHOBICH 149 manmenTaM: 143 netsam u
6 B3pOC/IBIM (C yUETOM «IPYrux» pernoHoB: 161 mamuenTy, 155 netsam u 6 B3pocibiM). 1o Heo-
HaTaJIbHOMY CKPUHUHTY AMArHo3 ObL1 ycraHoBseH 111 6ombHBIM, 4TO cocTaBuiio 75,0% ot Beex
BBISIBJICHHBIX CJTyJaeB MYKOBHCIIMI03a 32 OTYETHBIN TOM (C YUETOM «IPYIMX» PErMoHOB: 119 u
75,3%, cooTBeTCTBEHHO). MeKOoHMEBBIN uieyc pa3pwics y 11 mamuenTos (7,5% ot uncia ycra-
HOBJIEHHBIX IUarHo30B), 10 13 HUX MTOTPEOOBAIOCH XUPYPruYeCcKoe Mmocooue (B «Apyrux» peru-
OHax cIyyaeB MEKOHHMEBOTO Mieyca 3a OTYSTHBII ro He 3adhuKcrupoBaHo). Bo3pacT ycraHoBe-
HMSI AMarHo3a 3a OTYeTHBIM rog coctaBui — 3,0 + 6,9 ner, menuana Bo3pacta — 0,2 (0,6) rona
(C y4eToM «Ipyrux» permoHoB: 2,9 *+ 6,7 ner, 0,2 (0,9) jeT, COOTBETCTBEHHO). MUHUMAIbHbII
BO3PACT YCTAHOBJICHMS IMarHO3a B OTYETHOM IOy — IIPU POXKIECHMU, MAKCUMaJIbHbIA — B 43,0
roga. 'mcrorpamMma Bo3pacTa yCTaHOBJICHUSI TMarHO3a B OTYETHOM TOJy OTpaXkeHa Ha puc. 8.

1200 T ~ e e e e o+ 100

1000

800

600 T 50

Yucno naumeHTos, n

400

KymynstuBHas yacTota, %

200

Y I I NP N S I S I - S-S I N I I P I S )
VT TSNS S P EF S ST S Y F S

Bo3spacrT, ner
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FeHeTuka

leHeTnueckoe uccaenoBaHue GbIIO MPOBeACHO Y 87,5% GONBHBIX (C YIETOM «IPYTUX» PEry-
oHOB — 88,7%). [leTsiM naHHOE UCClenoBaHKe ObLIO IpoBeaeHo B 87,5%, B3pocibiM — B 91,0%
ciydaeB (C y4ETOM «IPYTUX» PETMOHOB).

OxBar reHeTUYECKUM HCCIIEIOBAHUEM TTAlIMEHTOB B perMoHax MpencTaBieH Ha puc. 9.

MockBsa
fipocnasckas 06A.
YenabuHckan o6.

Tynbckas 06,
Tomckas obn.
CMmoneHcKas obn.
Camapckas 061.
PA3aHcKkas 06..
MepmcKkuii Kpait
OpeHbyprckas o6..
Omckasn 061.
Hosocnbupckas o6.
Hwkeropogackas 061.
MypmaHcKas o6..
MocKkoBckas 06..
JNleHuHrpaackas obn.
KemepoBcKkas 061.
BopoHeKcKas 061.
AcTpaxaHckas o6..
MpyYMopCcKnit Kpai
KpacHospckuii Kpait
KpacHogapckuit kpait
ANnTalicKuii Kpak
Pecny6aunka Yysawmsa
Pecnybauka Yamyptus
Pecnybnwvka TatapctaH
Pecnybavka Mopaosus
Pecny6avka bawkopToctaH
XMAO-tOrpa

"Opyrve" pervoHbl

M [poBegeHo

B He npoBoanaocb

Puc. 9. OxBaT reHeTUYECKUM HCCIIeTOBAaHUEM OOJIBHBIX MYKOBUCHMIO30M B pETrMOHaX

YacToTa BBISIBIIIEMOCTH MyTallMii B perMoHax rnmokas3aHa Ha puc. 10.

O6mIast cyMMapHas 4acToTa MIeHTUGHUIMPOBAaHHBIX ajuteieil cocraBuia 79,1% (¢ yuetom
«Ipyrux» pernoHoB: 80,5%).

VY nereit upenTudupoBaHo 77,6% anneneii, y B3pociabix — 87,5% (C y4eTOM «IpYTHX» pe-
TMOHOB).

AJLnenbHasT YacTOTa MyTallMi B CTpaHe (C YUETOM «IPYTUX» PErMOHOB) B MOPSIIKE YObIBAHUS
rpejacraBjieHa B TabJI. 6.

Tabauua 6

Aaseavnas wacmoma mymauuit MyKogucuuoo3a é cmpate (¢ yuemom «0pyeux» pecuoHos)

\ N2 \ MyTtauus \ Yactota, % \ N2 \ MyTtauus \ Yactota, % \ Ne \ Mytauus \ Yacrtota, % \
1 F508del 52,21 2 CFTRdele2,3 5,94 3 E92K 2,58
4 3849+10kbC>T 2,18 5 2184insA 1,69 6 2143delT 1,67
7 N1303K 1,46 8 W1282X 1,43 9 G542X 1,09
10 L138ins 1,00 11 394delTT 0,89 12 R334W 0,86
13 1677delTA 0,77 14 §1196X 0,40 15 3272-16T>A 0,34
16 2789+5G>A 0,34 17 3821delT 0,32 18 W1282R 0,26
19 3944delGT 0,20 20 712-1G>T 0,17 21 R553X 0,17
22 S466X 0,17 23 3849G>A 0,17 24 621+1G>T 0,17
25 R347P 0,14 26 4015delA 0,14 27 S466X-R1070Q 0,14
28 W1310X 0,12 29 G85E 0,12 30 1898+1G>A 0,12
31 CFTRdup 6b-10 0,12 32 R117H 0,09 33 L1335P 0,09
34 R785X 0,09 35 R1162X 0,09 36 S1159F 0,09
37 S945L 0,09 38 4428insGA 0,09 39 1367del5 0,09
40 S1159P 0,09 41 R1066C 0,06 42 624delT 0,06
43 3659delC 0,06 44 Q493R 0,06 45 Y84x 0,06
46 2184delA 0,06 a7 4022insT 0,06 48 604insA 0,06
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[ Ne | MyTauus | Yactora,% | Ne | MyTauus | Yactora,% | Ne | MyTauus | Yactora, % |
49 1898+1G>C 0,06 50 1898+2T>C 0,06 51 11226R 0,03
52 1148T 0,03 53 A141D 0,03 54 R1158X 0,03
55 2118del4 0,03 56 1716+1G>A 0,03 57 324delC 0,03
58 R709X 0,03 59 G551D 0,03 60 W19G 0,03
61 P988R 0,03 62 W401X 0,03 63 CFTRdele1-11 0,03
64 L863X 0,03 65 R75X 0,03 66 4382delA 0,03
67 3272-11A>G 0,03 68 2790-2A>G 0,03 69 S549N 0,03
70 CFTRdele 2-8 0,03 4 G480D 0,03 72 1898+3A>G 0,03
73 5T 0,03 74 1717-1G>A 0,03 75 2114delT 0,03
76 3272-26A>G 0,03 7 4025delG 0,03 78 L812X 0,03
79 3457delA 0,03 80 ¢.3532_3535dup 0,03 81 4005+1G>T 0,03
82 ¢.1243_1247del 0,03 83 CFTRdele19-22 0,03 84 2183AA>G 0,03
85 D572N 0,03 86 175delC 0,03 87 Y569H 0,03
88 G480S 0,03 89 K329X 0,03 90 G461E 0,03
91 D579Y 0,03 92 CFTRdele8 0,03 93 Q359K-T360K 0,03
94 E403D 0,03 95 F1078I 0,03 96 4095+1G>T 0,03
97 Y569D 0,03 98 3321delG 0,03 99 1725delT 0,03
100 K1468R 0,03 101 1366delG 0,03 102 1248+1G>A 0,03
103 K598ins 0,03 104 Q98R 0,03 105 2043delG 0,03
106 T6041 0,03 107 Q1476X 0,03 108 1680-1G>C 0,03
109 1027delG 0,03 110 4005+1G>A 0,03 111 D1152H 0,03
112 1525-1G>A 0,03
Mocksa

fipocnasckan 06..
YenabuHckas ob.
Tynbckas 06a.
Tomckas 061.
CmosneHckas ob.
Camapckas 061.
PAsaHckana obn.
MepMcK1in Kpaw
OpeHbyprckas oba.
Omckas 061.
HoBocnbupckasn 06.
Huskeropopackas o6..
MypMmaHcKan 061.
MockoBcKas 06:.
JleHUHrpaackan o6.
KemepoBsckas 061.
BopoHexKcKasa 0b.
AcTpaxaHcKasn 061.
MpuMopcKuiA Kpai
KpacHosapckuin kpai
KpacHogapckuii Kpam
ANTaNCKNI Kpai
Pecnybauka Yysalumns
Pecnybnuka Yamyptua
Pecnybnuka TatapctaH
Pecnybanka Mopaosus
Pecnybnuka balKopTocTaH
XMAO-Hrpa

"Opyrne" pernoHol

M BbiaBneHbl

B He BbiABNEHbI

Puc. 10. JoJist BBISIBICHHBIX MyTallMii MyKOBHCLIMI03a B perMoHax

JIBe MyTaiuu ObLIM OmpeaeieHbl y 66,1% oT uncia GONBHBIX, Y KOTOPBIX MPOBOAMIOCH Te-
HETUYECKOEe MCClieoBaHue, onHa — y 25,9%, HU OIHOIM MyTalluy He YIajloCh BbISBUTH y 8,0%
OOJIBHBIX (C YUETOM «Ipyrux» permoHoB: 68,3%, 24,5% w 7,2%, coorBeTcTBeHHO). Ha puc.11
OTpakKeHbI JOJU OOJBHBIX B 3aBUCMOCTH OT YKCJIa BBISBICHHBIX MyTalllii B TEHOTUIIE.
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Mocksa

fAlpocnasckas 06.1.
YenabuHckan oba.
TynbcKkas obn.
Tomckas 061.
CmoneHcKkasn ob1.
Camapckas 061.
PA3aHcKan 06..
Mepmckuin Kpan
OpeHbyprckas obn.
Omckas oba.
HoBocnbupckasn 06.
Hukeropogackan o6a.
MypmaHckas o061.
MocKoBcKas 061.
JleHnHrpaackasn ob.
KemepoBckas 06..
BopoHerKckan 06.
AcTpaxaHckasa 06..
MPUMOPCKUI Kpawi
KpacHospcKuii Kpan
KpacHogapckunin kpam
ANTalcKkui Kpai
Pecnybnunka Yysawmsa
Pecnybauka Yamyptua
Pecnybnuka TaTtapctaH
Pecnybanka Mopgaosus
PecnybauKa bawkopTocTaH
XMAO-Orpa

"Opyrue" pernoHobl

Puc. 11. BoeisiBlIeHHbIE MyTallMy B peTMOHAX

%

80 100

W [ige MyTaunu BblAB/IEHbI

B OaHa MyTauuMA BblABNEHA

Hv ofHOM MyTaumm He
BbIAB/NIEHO

JBe mytauuu BbisiBiIeHbI Y 62,8% neteit u 81,6% B3pocibix, ongHa — y 29.7% u 11,8%, Hu
oxHOM MyTammn —y 7,5% u 6,6% neteii 1 B3pOCIBIX COOTBETCTBEHHO (C YUETOM «IPYTUX» pe-

TUOHOB).

B Mockse 6bl1u reHOTUIMPOBaHbl 96,9% 6onbHBIX (Tabi. 7). B 6,9% ciy4yaeB naTojoruye-
CKUii ajuteib He Obl1 uaeHTuduuuponaH. F508del onpenenena y 77,5% nauueHTOB.

Tabauya 7

Aaseavnasa vacmoma mymauuii myxosucuudoza ¢ Mockee

‘ N2 ‘ MyTtauus Yacrota, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘
F508del 53,05 2 CFTRdele2,3 8,20 3 3849+10kbC>T 3,54
4 2143delT 2,89 5 W1282X 2,89 6 2184insA 2,89
7 N1303K 2,09 1677delTA 1,77 9 L138ins 1,45
10 E92K 1,45 11 G542X 0,96 12 S$1196X 0,80
13 S466X-R1070Q 0,80 14 2789+5G>A 0,64 15 R334W 0,48
16 W1282R 0,48 17 1898+1G>A 0,48 18 3272-16T>A 0,48
19 3821delT 0,48 20 394delTT 0,32 21 R553X 0,32
22 3944delGT 0,32 23 R785X 0,32 24 R1162X 0,32
25 G85E 0,32 26 4015delA 0,32 27 604insA 0,32
28 1898+2T>C 0,32 29 R117H 0,16 30 712-1G>T 0,16
31 S466X 0,16 32 R1158X 0,16 33 S945L 0,16
34 3659delC 0,16 35 Q493R 0,16 36 4428insGA 0,16
37 1367del5 0,16 38 S1159P 0,16 39 CFTRdele19-22 0,16
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FeHeTuka

B SIpocnaBckoii obnactu reHoTunupoBaHbl 100% 6onbHBIX (Tabi. 8). Bee amtenu uaeHTH-
dunmposanbl. F508del onpenenena y 75,6% 00J1bHBIX.

Tabauua 8
Aaneavnas wacmoma mymauuii myxosucuuoosa ¢ fpocaasckoii o6aacmu

B Yensa6uHckoit o6aactu reHOTUNMUpPOoBaHbI 96,2% 6GonbHbIX (Tabi. 9). B 18,6% ciyvaes ma-
TOJIOTMYECKUIA ajutesib He Obl1 uaeHTuduuuposad. F508del onpenenena y 82,4% G0abHBIX.

Tabauua 9
Anaeavnas wacmoma mymauuii myxosucuyuoosa 6 Yeasbuncrkoii obaacmu

B Tynbckoii o61acTi reHOTUITMpPoBaHbl 57,1% GonbHbIX (Taba. 10). B 15,6% ciayuaes naTo-
JIOTMYECKUI ajutesib He ObL1 uaeHTrudumposad. F508del onpenenena y 81,3% OGONbHBIX.

Tabauua 10
Aaneavras wacmoma mymauuii mykosucuudosa ¢ Tyavckoi o6aacmu

B Tomckoii o6mactu renotunupoBaHbl 100% 6osbHbIX (Tab. 11). B 8,3% ciayvyaeB MyTaHT-
HBIA ajutesb He Obl1 naeHTuduumposaH. F508del onpenenena y 66,7% GOIbHBIX.

Tabauya 11
Aaneavnas wacmoma mymauuii myxosucuyuoosa ¢ Tomckoii o6aacmu

B CmoneHckoit o6aactu reHotunupoBanbl 100% GoabHbix (Taba. 12). B 23,1% ciaydaes na-
TOJIOTMYECKUIA ajutesib He Obl1 uaeHTudunuponad. F508del onpenenena y 76,2% G0IbHBIX.

Tabauua 12
Aaneavnas wacmoma mymauuti Mykosucuudosa ¢ Cmo.aenckoil odaacmu

B Camapckoii obaactu reHoTUunupoBaHbl 48,5% GonbHbIX (Taba. 13). B 25,5% ciayuaes mna-
TOJIOTMYECKUIA ajutesib He Obl1 uaeHTudunuposad. F508del onpenenena y 92,3% G0abHBIX.
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Tabauua 13
Anaeavhas wacmoma mymauuii myxosucuuodosa ¢ Camapckoii obaacmu

B Ps13anckoii o6acTu reHoTunupoBaHbl 58,3% 60sbHbIX (Tabi. 14). B 35,7% ciydaeB maro-
JIOTUYECKUI anjenb He ObuT naeHtudumposaH. F508del onpenenena y 57,1% GobHBIX.

Tabauua 14
Anneavnas wacmoma mymauuii Mykosucuudosa ¢ Psazanckoii o6aacmu

B IlepmckoM kpae reHoTurnupoBatbl 87,0% GonbHbIX (Tabu. 15). B 53,3% ciayvaeB naTojio-
TMYeCKUii ajjiesib He Obul uaeHTuguumrposan. F508del onpenenena y 45,0% GOJIbHbBIX.
Tabauua 15
Anneavnas wacmoma mymauyuii mykosucuudosa e Ilepmcxom Kpae

B Openbyprckoit o61act reHoTUITpoBaHbl 93,6% 6obHBIX (Taba. 16). B 29,6% ciyvaes
MaToJIOrMYeCKUii ajiesib He Obl1 naeHTuduunposaH. F508del onpenesnena y 79,5% GOJIbHBIX.

Tabauua 16
Aaseavhas wacmoma mymayuii myxosucuudosa 6 Open6ypeckoii obaacmu

B Omckoii o6nactu reHoTUnupoBaHbl 92,5% 60JbHbIX (Tabi. 17). B 16,3% ciyyaeB naTojio-
TMYeCcKUii ajienb He Obul uaeHTuduumrposan. F508del onpenenera y 79,6% GoOJIbHbBIX.

Tabauua 17
Anneavnas wacmoma mymauuii Mykosucuudosa ¢ Omckoil ooaacmu

B HoBocubupckoii 061acT TeHOTUITMPOBaHbI 65,5% 601bHBIX (Tabu. 18). B 19,7% myTtaHT-
HBII ajiesib He Obu1 uaeHTuduuuposan. F508del onpenesiena y 76,3% GoJbHBIX.

Tabauua 18
Anneavnasa wacmoma mymauuii mykosucuudosa ¢ Hoeocubupckoii o6aacmu

B Huxeroponckoit o6iactu reHotunupoBaHbl 93,8% 6osbHbIX (Tab1. 19).B 27,3% ciy4aes
MYTaHTHBIN ajutesib He ObLT uaeHTuduImpoBaH. F508del onpenenena 'y 77,3% GONbHBIX.

n
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Tabauua 19
Anneavnas wacmoma mymauuii myxosucuudosa ¢ Huxcezopoockoii o6aacmu

B Mypmanckoit o6aact reHoTUnupoBaHbl 65,0% 6GonbHbIX (Tabu. 20). B 38,5% cinyyaeB my-
TAHTHBIN auteib He Obl1 uaeHTuduuposaH. F508del onpenenena y 76,9% GOJIbHBIX.

Tabauua 20
Anseavnas wacmoma mymauyuii myxosucuudosza ¢ Mypmarnckoii obaacmu

B MockoBckoit 061acTu reHOTUIMpoBaHbl 89,9% GosbHbBIX (Tab. 21). B 12,9% MyTaHTHBIN
ajutesb He Obl1 uaeHtuduimposad. F508del onpenenena y 80,4% 0OIbHBIX.

Tabauua 21
Aaaeavhas wacmoma mymauuii myxosucuuoosa ¢ Mockoeckoii o6aacmu

B Jlenunrpanckoii obnactu reHotunupoBaHbl 100% 60bHBIX (Tabu. 22). B 9,6% ciayyaeB my-
TAHTHBIN ajuteb He Obl1 uaeHTuduuposaH. F508del onpenenena y 84,6% GOIbHBIX.

Tabauya 22
Anaeavhas wacmoma mymauii myxosucuuoosa 6 Jlenunepadckoii o6aacmu

B Kemeposckoit o6actv reHotunuposanbl 93,0% GonbHbIX (Tabi. 23). B 21,3% ciaydaeB My-
TaHTHBIN ajijiesb He ObuT nneHTudumuposaH. F508del onpenenena 'y 67,5% GonMbHBIX.

Tabauya 23
Anneavnas wacmoma mymauuii Mykosucuyudosa ¢ Kemepoeckoii oo6aacmu

B BopoHeskckoit 061acTi reHoTUnupoBaHbl 95,2% 6onbHbIX (Tabu. 24). B 30,5% ciayuaeB my-
TAHTHbII ajuleib He Obl1 uaeHTuduurposaH. F508del onpenenena y 72,9% GOJIbHBIX.

Tabauua 24
Anneavnas wacmoma mymauuii myxosucuuoosa é Boponescckoii obaacmu
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B ActpaxaHckoii 06;1acTi TeHOTUTUPOBaHbI 86,7 % GoabHBIX (Tab. 25). B 19,2% ciayuaeB my-
TaHTHBIN ajutesib He ObLT uaeHTUbuIMpoBaH. F508del onpenenena y 69,2% GONBHBIX.

Tabauua 25
AareavHasa wacmoma mymauyuii Mykosucuudosa 6 Acmpaxanckoi ooaacmu
‘ Ne MyTaums ‘ YacroTa, % ‘ Ne ‘ MyTaums ‘ YacroTa, % ‘ N2 ‘ MyTauumsa ‘ Yacrora, % ‘
1 F508del 53,85 2 3849+10kbC>T 19,23 3 R334W 3,85
4 2143delT 3,85
B ITpumopckom kpae reHoTunpoBaHbl 97,4%0601bHbIX (Tab:1. 26). B 36,8% ciiyyaeB MyTaHT-
HbII ajutesib He Obl1 uaeHTuduuuponad. F508del onpenenena y 73,7% GObHBIX.
Tabauua 26
Aaneavnas wacmoma mymauuii myxosucuudosa é Ilpumopckom kpae
‘ Ne MyTtauus YacroTa, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘ N2 ‘ MyTauus ‘ Yacrora, % ‘
1 F508del 51,31 2 R334W 2,63 3 CFTRdele2,3 2,63
4 2184insA 2,63 5 2143delT 1,32 6 712-1G>T 1,32
7 L863R 1,32
B KpacHosipckom kpae reHotunupoBaHbl 100%6o0bHbIx (Ta0a. 27). B 22,8% cinyvyaeB my-
TaHTHBIN ajijieNib He ObUT nueHTuumuposaH. F508del onpenenena 'y 91,3% GONbHBIX.
Tabauua 27
Anneavnas wacmoma mymauyuii myxosucuudosa é Kpacnosipcxkom xpae
‘ N2 MyTtauus ‘ YacToTa, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 70,65 2 394delTT 2,17 3 CFTRdele2,3 2,17
4 N1303K 1,09 5 2143delT 1,09
B KpacHomapckoM Kpae reHotunupoBatbl 91,0% 60sbHbIX (Tabu. 28). B 18,3% ciyyaeB my-
TaHTHBIN ajjiesib He ObUT naeHTuduIuposaH. F508del onpenenena 'y 78,8% GoNbHBIX.
Tabauua 28
Aaneavnas vacmoma mymauuii myxosucuudosa ¢ Kpacrnooapcxom xpae
‘ Ne MyTtauus YacroTa, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘ N2 ‘ MyTtauus ‘ Yacrora, % ‘
1 F508del 66,90 2 CFTRdele2,3 4,22 3 2184insA 2,81
4 3849+10kbC>T 1,41 5 W1282X 0,70 6 R334W 0,70
7 N1303K 0,7 8 G542X 0,7 9 2143delT 0,7
10 R347P 0,7 11 R117H 0,7 12 S1159F 0,7
13 3821delT 0,7
B AnraiickoM Kpae reHoTUITMpoBaHbl 91,7% GonbHBIX (Tab. 29). B 24,2% cinydaeB MyTaHT-
HBIN ajuteab He OblT uaeHTuduumnposad. F508del onpenenena y 81,8% OOJBHBIX.
Tabauya 29
Anneavnas wacmoma Mymauuil MyKoeucuyuoo3a 6 Aimaickom kpae
‘ Ne MyTtauus Yacrorta, % ‘ Ne ‘ MyTtauus ‘ Yacrora, % ‘ N2 ‘ MyTtauusa ‘ Yacrota, % ‘
1 F508del 59,10 2 CFTRdele2,3 6,06 3 W1282X 3,03
4 394delTT 1,52 5 R334W 1,52 6 N1303K 1,52
7 2143delT 1,52 8 2184insA 1,52
B Pecniyoimmke YyBaius reHoTurmpoBaHbl 91,7% 6onbHBIX (Tadi. 30). B 15,9% ciyyaeB My-
TaHTHBIN ajutesib He ObLT uaeHTUbuIMpoBaH. F508del onpenenena y 47,7% GONBHBIX.
Tabauua 30
Anneavnas wacmoma mymauuii mykosucuyuooza ¢ Pecnyoauxe Yyeawusn
‘ Ne MyTaums ‘ YacroTa, % ‘ Ne ‘ MyTaums ‘ YacroTa, % ‘ N2 ‘ MyTauumsa ‘ Yacrtora, % ‘
1 E92K 51,14 2 F508del 29,55 3 N1303K 1,14
4 W401X 1,14 5 CFTRdele1-11 1,14
B Pecniyonmuke YamypTust reHoTunpoBaHbl 92,5% 60abHbBIX (Ta01. 31). B 47,3% ciaydaeB My-
TAHTHBIN autesib He Obl1 uaeHTudumponad. F508del onpenenena y 51,4% GOIbHBIX.
Tabauya 31.
Aaseavnasa wacmoma mymauuii myxosucuudosa é Pecnyoauxe Yomypmus
‘ Ne MyTaums Yacrota, % ‘ Ne ‘ MyTauums ‘ YacroTa, % ‘ N2 ‘ MyTauusa ‘ Yacrora, % ‘
1 F508del 37,84 2 E92K 5,41 3 CFTRdele2,3 2,70
4 L138ins 1,35 5 R347P 1,35 6 3272-16T>A 1,35
7 P988R 1,35 8 CFTRdup6b_10 1,35
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B Pecniy6nuke Tatapctan reHoTUITMpOBaHbI 61,7% 6onbHbIX (Tab. 32). B 27,3% ciy4aeB my-
TAHTHBIN ajuteib He Obl1 uaeHTuduurposaH. F508del onpenenena y 80,3% GOIbHBIX.

Tabauya 32
Anneavnas wacmoma mymauuii mykosucuudosa ¢ Pecnyoauxe Tamapcman

B Pecry6iiike MopmoBust reHOTUTTUPOBaHbI 54,5% 6onbHbIX (Ta61.33). B 16,7% ciy4yaeB my-
TAHTHBIN a/uteb He Obl1 uaeHTuduurposaH. F508del onpenenena y 83,3% GObHBIX

Tabauya 33
Anneavnas wacmoma mymauuii myxosucuudosa ¢ Pecnybauxe Mopdosus

B Pecny6auke Bamikoproctan reHotunupoBadbl 100% 6GonbHbIX (Taba. 34). B 31,7% cny-
yaeB MyTaHTHbIN ajuieib He Obl1 uaeHTuduunposaH. F508del onpenenena y 74,7% GOJbHBIX.

Tabauua 34
Anreavnas wacmoma mymauuii myxosucuudosa ¢ Pecnyoauxe bawuxopmocman

B XaHTbI-MaHCHIICKOM aBTOHOMHOM OKpyTe reHoTunupoBanbl 100% GonbHbIX (Tabm. 35). B
42.7% cnydaeB MyTaHTHBII ajuteab He ObuT uaeHTUduUMposaH. F508del onpenenena y 92,7%
OOJIbHBIX.

Tabauua 35
Anneavhas wacmoma mymauuti mykosucuudosza ¢ Xaumot- Mancuiickom agmonomHom okpyee

B «apyrux» pernonax reHoturupoBanbl 97,4% GonabHbIX (Tab. 36). B 9,4% ciyyaeB MyTaHT-
HbII ajienb He ObuT naeHTuduunposan. F508del onpenenena y 71,7% GoJbHbBIX

Tabauua 36
Aaaeavhas wacmoma Mymauuii MyKogucuuoo3a cpeou «0py2ux» pecuoHos
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IMepBoie 10 10 ajuTeIbHOIM YacTOTe MyTAalldii Cpenu AeTeid U B3POCHBIX (C YIETOM <«IPYTHUX»
pPErMoHOB) MpencTaBieHbl B Ta0. 37.

Tabauua 37
Ilepesvie 10 no aaaeavroti wacmome mymauuii cpedu demeii u 63pocavix (6 nopsaoke yooieanus)
Detn Bapocnbie
MyTtauus ‘ % MyTtauus ‘ %
1 F508del 53,75 F508del 48,54
2 CFTRdele2,3 6,15 CFTRdele2,3 5,44
3 E92K 2,12 3849+10kbC>T 5,44
4 W1282X 1,63 E92K 3,69
5 2184insA 1,63 2143delT 2,23
6 2143delT 1,43 2184insA 1,85
7 N1303K 1,30 N1303K 1,85
8 G542X 1,14 R334W 1,26
9 L138ins 0,98 L138ins 1,07
10 1677delTA 0,94 w1282X 0,97

AnnenbHas yactota mytaiuu F508del B permonax npeacraBiieHa Ha puc.12. 1o cTpaHe an-
JleibHast yacToTta coctaBmia 52,21% (¢ y4eToM «IpyTUx» PerMOHOB).

AnnenbHas yactota mytaunu CFTRdele2,3 B permonax npencrasieHa Ha puc. 13. ITo cTpa-
He aJulejibHasl yacToTa cocTaBuia 5,94% (C y4eToM «IpyrUx» PETMOHOB).

AmnenpHas yactota mytaumu E92K B permonax mpencrabieHa Ha puc. 14. Ilo crpaHe ain-
JieibHAsI YacToTa cocTaBmiia 2,58% (C yu4eTOM «Ipyrux» PErioHOB).

Mocksa

Apocnasckas 0bA.
YenabuHckasn ob61.
TynbcKan 06..
Tomckasn 061.
CmoneHckas 0b.
Camapckas o6.
PA3aHcKkan o6.
Mepmckuin Kpam
OpeHbyprckas obn.
Omckas 0611.
HoBocnbupckasn o6.
Hwukeropogackas 06.
MypmaHcKas o6.
MocKoBcKas 061.
JleHnHrpapckasa oba.
Kemeposckas 06..
BopoHexKckasa 06.
AcTpaxaHckas obn.
MpUMOPCKUI Kpaii
KpacHospcKuii Kpan
KpacHogapckuin Kpam
ANTancKuii Kpai
Pecnybnuvka Yysawwmsa
Pecnybaunka Yamyptua
Pecnybnuka TaTapcTaH
Pecnybavka Mopaosusa
Pecnybaunka bawkopTocTaH
XMAO-Hrpa

"Apyrue" pernoHsbl

H F508del

%

80

Puc. 12. AnnenbHas yactora mytauuu F508del B pernoHax
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Mocksa

ApocnaBckasa 0b1.
YenabuHckas ob.
Tynbckas o6.
Tomckas 06.
CmoneHcKas ob.
Camapckas 06.1.
PAasaHckan ob.
Mepmckuii kpai
OpeHbyprckasa 06.1.
OmcKas obn.
HoBocnbupckas o6..
Huseropopckas ob.
MypmaHcKas 061.
MocKoBcKas 061.
JleHWHrpaackasn o6..
KemepoBcKas 06.1.
BopoHekcKkas 06.
AcTpaxaHcKas 061.
MprmopCcKnin Kpai
KpacHosapckuii Kpaw
KpacHogapckuit kpai
AnTalickunin Kpamn
Pecnybaunka Yysawusa
Pecnybnuka Yomyptua
Pecnybaunka TatapcTtaH
Pecnybanka Mopaosus
Pecnybaunka balwkopTocTaH
XMAO-Orpa

"Opyrue" pernoHbl

M CFTRdele2,3

%

0

Puc. 13. AnnenpHas yactora mytaiiun CFTRdele2,3 B pernoHax

Mocksa

Aipocnasckas 061.
YenabuHckasa ob.
Tynbckas ob.
Tomckas 06..
CmoneHcKas ob.
Camapckas 06.1.
PsazaHckas 06.
Mepmckuii Kpan
OpeHbyprckasa ob.
Omckasn ob.
HoBocunbupckasa 06..
Hurkeropozackas o6.
MypmaHckas 061.
MocKoBcKas 061.
JleHVHrpaacKas o6..
KemepoBcKas 06.1.
BopoHexcKas 06.1.
AcTpaxaHckas o0b1.
MpuMmopckuii Kpai
KpacHosapckuii Kpai
KpacHogzapckuii Kpaii
ANTalcKnii Kpamn
Pecnybaunka Yysawwma
Pecnybnuka Yamyptusa
Pecny6auvka TaTtapctaH
Pecnyb6aunka Mopaosus
Pecnybaunka balwkopTocTaH
XMAO-Orpa

"Opyrue" pernoHbl

Puc. 14. AnnenpHas yactora mytaiuu E92K B pernonax
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W E92K

%

20

60
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CoOTHOILIEHWE TOMO3UTOT, TeTepo3uroT no mytauuu F508del, a Tak:ke reHOTUIIOB, HE BKJTIO-
yaromux Mmytaumio F508del, nmpencrasineHo Ha puc. 15. 1o ctpane gosst romosurot no F508del
cocraBuia 30,0%, reteposurot — 45,7%, reHotumnon 6e3 F508del — 24,3% (c yueToM «Ipyrux»
pernoHoB: 29,2%, 46,0%, 24,8%, COOTBETCTBEHHO).

Mocksa
flpocnasckas 06.
YenabuHckas ob.

Tynbckas ob..
Tomckas 061.
CmoneHckas oba.
Camapckas 061.
PA3aHcKan 06.1.
MepmcKkunin Kpaw
OpeHbyprckas o0bn.
Omckas ob6n.
HoBocubupckas 061.
Hukeropogckas o6a.
MypmaHcKas 061.
MockoBckas 06:. M F508del/F508del
JleHuHrpaackan o6.

M F508del/He F508del
KemepoBsckas 061.

BopoHexKcKas 0b. % He F508del/He F508del
AcTpaxaHcKas 061.
MpuMopcKuiA Kpai

KpacHospckuin kpait
KpacHogapckuii Kpan
ANTaNCKNN Kpai
Pecnybauka Yysalumns
Pecnybnunka Yamyptua
Pecny6suka TatapcraH
Pecnybanka Mopgaosus
Pecnybaunka bawKopTocTtaH
XMAO-HOrpa

"Opyrne" pernoHol

Puc. 15. CooTHoleHre ToMO3UTOT U retepo3urot 1o F508del, a Takke reHOTUNOB, He BKItovatommx B coctaB F508del B pernonax

Yacrorta romo3urot, rerepo3urot 1mo F508del u renotunos 6e3 F508del cpenu mereiit n B3poc-
JIBIX MIpeiCTaBeHa B Ta0J1. 38, a B 3aBUCUMOCTH OT 4-JIETHUX BO3PACTHBIX «IIArOB» — Ha puc. 16
(C YIETOM «IPYTUX» PETHOHOB).

Tabauua 38

Yacmoma 2omo3zuecom u eemeposuzom no F508del, a maxce eenomunoe 6e3 F508del cpedu oemeii u 63poc.avix
(c yuemom «dpyeux» pezuonos)

‘ ‘ F508del/F508del ‘ F508del/ He F508del He F508del/ He F508del
Detn, % 31,2 45,1 23,7
Bapocnbie, % 24,5 48,2 27,3
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1 HeF508del/HeF508del
M F508del/HeF508del
M F508del/F508del

Puc. 16. Pacripenenenue romo3urot, reteposurot o F508del u renorunos 6e3 F508del B 3aBucMMOCTH OT Bo3pacTa 0OJbHBIX
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MukpoOGuonorusa
Onpe.qenerme XpOHVI‘-IECKOﬁ I/IH¢9KL|,VII/I B HUWKHUX oTAeNiax AbiXaTeJibHbIX nyTeﬁ

1. Hanmuuue XpoHWYECKO CUHETHOMHOM MHMEKIIMY ONpeaessieTcs JedalluM BpauoM corac-
HO MonuduIMpoBaHHOMY Kputeputo T. JIunca (Leeds criteria) [2] u/vau 110 aHTUCUHETHOM -
HBIM aHTuTenaM [3]. TlanmeHT cuntaeTcss XpOHUYECKU WHOUIIMPOBAHHBIM, €CJIM B JaHHBIN
MOMEHT WJIW B TIOCJEAHNE TOJbl €ro MoKa3aTeJau COOTBETCTBYIOT HUXKECIEOYIOIIUM KPUTE-
pUYSIM U JIeYallii Bpad He CIYMTAET, YTO €ro CTaTyC M3MEHUJICS:

* 50% moceBOB MOKPOThI, COOpPaHHBIX B IocyieaHue 12 Mec. (Miu XoTs ObI 4 TToceBa 3a 3TOT
TepPUO.T) MOJOKUTETbHBI;

* Y/WIY 3HAYUTEJbHO MOBBIIICHBI aHTUCUHETHOMHBIE aHTUTENIa COTJIACHO TTOKa3aTelsiM
MECTHBIX JJabopaTOpUit.

2. XpoHuueckass THQEKINS APYTUMHA TPAaMOTPUIIATEIbHBIMI OaKTePUSIMU OTIPEIEISIETCST 110
KPUTEPUIO, OTIMCAHHOMY BBIIIIE.

Ha puc. 17 npencraBiieHo u3MeHeHNe XapakTepa MH(OUIIMPOBAHUS PECITUPATOPHOTO TPaK-
Ta B 3aBUCUMOCTH OT BO3pacTa

% 70
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40

S _qureus

30 P aeruginosa

20 /N === B,cepacia

=S maltophilia

e HITO D

10 -

0 I I I I I I I 1 1

A A A A
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Puc. 17. Vi3ameHeHune xapakrepa WHGOULIIUPOBAHUS PECTIMPATOPHOTO TPAKTA B 3aBUCUMOCTH OT BO3pacTa OOJBHBIX MyKOBUCIIMIO30M.
[Mpumeuanne: HIITO® — HeniceBnoOMOHaTHast TpaMOTpHIIaTeNIbHAsT (hopa

[Ipu onieHKe MUKPOOMOJIOTMYECKOTO MPOdUIIsi peclIMpaTOPHOIO TPaKTa BBISBIEHO BO3pac-
TaHME YaCTOTHI BbICEBA I'PaMOTPHUIIATEILHOI (DJIOPHI ¢ YBEJIMUEHUEM BO3pacTa OOIbHBIX.

Hawubonbiias yactora uHGUUMPOBaHUS S.aureus B BO3pacTHO rpyrine 4—8 JieT, rie oHa co-
ctaBuna 61,9%, Paeruginosa B 24—28 net ¢ yactoroii 54,8%, MmakcuManbHOE MHOULIPOBAHUE
B.cepacia B 20—24 rona — 24,2%, S.maltophilia 8 28—32 roma — 10,5%, a HericeBIOMOHaIHAsI Tpa-
MOTpHIIaTebHas (hyiopa qocTUraet cBoero nuka B 16—20 ser, rae ee yactora coctaBuia 19,7%.

YacroTa MHGUIIMPOBAHUS ObIXaTeIbHBIX MyTel pa3IMuyHOi (JIOpOil TpencTaBieHa B I10-
psiake yobiBanust: Staphylococcus aureus — 53,8%, P. aeruginosa (xpoHudeckoe MHMUIIMPOBA-
Hue) — 31,8%, B. cepacia complex — 7,9%, Stenotrophomonas maltophilia — 3,9% (c yueToM «apy-
IMX» PeruoHoB: 52,7%, 32,7% 8,2%, 3,7%, COOTBETCTBEHHO).

B 11,4% caydaeB gpIxaTeabHbIE IYTH OOJBHBIX XpPOHUUECKN MH(UIIMPOBAHBI IPYTOif TpaMoo-
TPULIATETLHOM (PJIOPOIA (C YUETOM «IpyTruX» perMoHOB: 11,5%). Y 35 maireHToB (C yYeTOM «IpyTruX»
PETMOHOB) Ha3BaHUE HETICEBIOMOHATHOM TpaMOTPULIATEIbHOM ()JIOPHI OCTAIOCh HE YTOUHEHHBIM.
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MockBa

AlpocnascKkas obA.

YenabuHckasa ob.
TynbcKkas 06A.
TomcKasa ob61.

CmoneHcKasa obn.

Camapckan o6.

PasaHckasa 06.

MepmcKkui Kpamn
OpeHbyprckas obn.
OmcKas o6n.
HoBocnbupckas ob6..
Hukeropopackas o6n.
MypMmaHckasn o0bn.
MockoBcKkas ob..
JNleHuHrpaackas obn. B HOro®
KemepoBsckasa 06.

BopoHeckas 06n. B S. maltophilia

AcTpaxaHcKas 06.1.

Mpumopckuin Kpaw B.cepacia

KpacHoAapcKkmin Kpamn
KpacHoaapckuin kpan B P.aeruginosa
ANTalnicKkuii Kpan
Pecnybnanka Yysawma M S.aureus
Pecnybnuka YamypTtus

Pecnybauka TaTtapctaH
Pecnybnvka Mopaosus
Pecnybnvka balwKkopTocTaH
XMAO-Hrpa

"Opyrne" pervoHbl %

0 50 100

Puc. 18. Muxpo6uonornueckuii npoduib pecnupaTopHOro TpakTa O0IbHBIX MyKOBUCLIMI030M B PErMOHAX

B ta611. 39 oTpaxkeHa CTpyKTypa HEIICeBIOMOHAIHOM rpaMOTPpHULIATeIbHOM (hJIOPBI B MOPSIAKE YObI-
BaHUS (C YUETOM «IPYTUX» PETUOHOB). ¥ psifia MALIMEHTOB BCTpeUaeTCsl MUKCT-UH(MUIIMPOBAHNE
pPEeCIUPaTOPHOTO TpaKTa pa3TUYHON HEICeBIOMOHAIHOMN ITpaMOTpULIATEeIbHOM (hIOPOIi.

Jons1 THTepMUTTUPYIONIETO MH(DUIIMPOBAHUS NbIXaTeJbHBIX NyTell P. aeruginosa B oOleit
rpyrne 60oJbHBIX cocTaBisieT 14,8% (¢ yueToMm «apyrux» peruoHoB: 14,3%).

ot manyeHToB, MHGUIIMPOBAHHBIX HETYOEPKYJIe3HBIMU MUKobGakTepussmu — 0,8% (¢ yde-
TOM «IpYIUx» pernoHoB: 0,9%).

B 1a6a. 40 oTpaxxeHa acUMMETpUs paclpeneJeHus] pa3IuIHoi QIopbl MEXIy NeTbMU U
B3POCJIBIMMU.
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Tabauua 39

Cmpykmypa Hence0oMoHAOHOU 2pAMOMPUUAMEALHOU (A0PbL C yHemom «Opy2ux» pecuoHos
(npedcmaeaena wacmoma nepevix 5 MUKpooOpeanuImMos 6 nopsaoke yovleaHnus)

‘ Ne ‘ HasBaHue MmukpoopraHnama ‘ Yucno nHPuuUpoBaHHbIX GOJBHbIX, N ‘
1 Achromobacter* 64
2 Acinetobacter** 39
3 Escherichia coli 27
4 Klebsiella pneumoniae 19
5 Serratia marcescens 7
5 Moraxella catarrhalis 7

MpumeyaHue: *— BKOYas MUKPoOopraHnambl, 0603HaveHHble kak Achromobacter, Achromobacter xylosoxidans, Achromobacter species, Alcaligenes xylosoxidans;
**— BKJIIOYas MYKPOOPraHnamMbl, 0603HauYeHHbIe kak Acinetobacter, Acinetobacter baumanii, Acinetobacter species, Acinetobacter Iwoffii, Acinetobacter genomospecies, Acinetobacter

haemolyticus, Acinetobacter calcoaceticus.

Tabauua 40

Pacnpedeaenue muxpoghaopol pecnupamopnozo mpaxma 6 3agucumocmu om 603pacma

(c yuemom «dpyeux» pezuornos)

®nopa AeTtn ‘ B3pocnbie ‘
S. aureus, % 53,9 49,6
P. aeruginosa (xpoHuyeckoe niduumnpoBaHue), % 25,2 51,9
P. aeruginosa (WHTepMUTTUPYIOLLMIA BbICEB), % 16,3 8,9
B. cepacia complex, % 4,8 17,5
S. maltophilia, % 3,7 3,8
HMroo, % 11,0 13,0
HeTyGepKyneaHblii MukobGakTepnos, % 0,5 1,9

MuKpoOHOIOTNYeCKHil MPOdUIh PECITMPATOPHOTO TPaKTa OOJIBHBIX MYKOBUCIIMIO30M B pe-

TMOHaXx MpeacTaBiieH Ha puc. 18.

Ha puc. 19. npeacraBieHa n0s1 00JbHBIX MHOULIMPOBAHHBIX S.aureus B peruoHax.
Ha puc. 20. npencrasieHa n0s1 60JbHbIX MHOULIMPOBAaHHBIX Paeruginosa B peruoHax.
Ha puc. 21 npeacrtaBieHa qos1 00JbHbBIX, MHPUILIUPOBAHHBIX B.cepacia B pervuoHax.

Mocksa
ApocnascKasa o6.
YenabuHckas obn.

Tynbckas ob.
Tomckasa ob.
CmosieHcKas ob.
CamapcKan obn.
PA3aHcKana o6n.
Mepmckuii Kpamn
OpeHbyprckasa ob.
OmcKan obn.
HoBocubupckas o6a.
Huykeropoackan obn.
MypmaHcKas obn.

MockoBckasa o6n.
JleHnHrpaackasa o6n.
KemepoBckas o6.
BopoHexkckaa obn.
AcTpaxaHckas ob.
MNpumopckuin Kpam
KpacHoapcKkuii Kpai
KpacHogapcKkuii Kpaw
ANTaCcKu Kpan
Pecnybnunka Yysawmna
Pecnyb6aunka Yamyptusa
Pecny6nuka TatapctaH
Pecnyb6iunka Mopaosus
Pecnyb6auka balwKopTocTaH
XMAO-Hrpa

"Opyrue" pernoHbl

(]

50 100

Puc. 19. Hounst 6osibHbIX MHGULIMPOBAHHBIX S.aureus B permoHax

M S.aureus

%
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MockBa
Apocnasckasn o6.
YenAabuHcKkas obn.
Tynbckana obn.
TomcKkas oba.
CmosnieHcKas obn.
Camapckas obn.
PAasaHcKas obn.
MepmcKkuii Kpa
OpeHbyprckasa obn.
Omckas obn.
HoBocmnbupckasn ob6.
Hurkeropoackasa obn.
MypmaHckan o6.
MockoBcKas 06.
JleHUHrpaackas obn.
KemepoBckas o6A.
BopoHerkcKkas o6.
AcTpaxaHcKkas obn.

MpuMopcKuin Kpan M P.aeruginosa
KpacHoAapckuii kpai
KpacHogapckuii kpam
ANnTalickuii Kpan
Pecnyb6anka Yysawma
Pecnyb6auvka YamypTtusa
Pecnybnunka TaTtapctaH
Pecny6i1vka Mopaosus
Pecny6aunka BawkopToctaH
XMAO-Hrpa

"Apyrue" pervoHol %
(] 20 40

60

Puc. 20. Joust 6osibHbIX MHGUUMPOBAHHBIX P.aeruginosa B peruoHax

MockKsa
ApocnaBckana o6.
YenabuHckas obn.
Tynbckaa oba.
TomcKkas obn.
CmoneHcKas obn.
Camapckas o6.
PA3aHcKaa obn.
Mepmckuii Kpai
OpeHbyprckas obn.
Omckas obn.
HoBocmnbupckan obn.
Huyeropogackana obn.
MypmaHcKana ob.
MocKoBckas obn.
JleHnHrpaackasa ob.
Kemeposckas obn.
BopoHerkcKkasa ob.
AcTpaxaHcKas obn.

Mprmopcknit Kpai W B.cepacia
KpacHoApcKkuii kpam
KpacHogapckuit kpai
ANTaNCKNIA Kpai
Pecny6aunka Yysawma
Pecnybauvka Yamyptusa
Pecny6auKka TatapctaH
Pecnyb6avka Mopaosus
Pecny6auKka bawKkopTocTaH
XMAO-Hrpa

"Opyrne" pervoHsbl %
(o] 20 40

60

Puc. 21. Hons GosibHbIX MHGUUMPOBAHHBIX B.cepacia B permoHax
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PecnupaTtopHasa ¢pyHKuus

CrnmpoMeTpust — caMblii pacIipOCTPaHEHHBIH 1 BaKHBIN METOJT OLIEHKU PECTTPATOPHOM (hyHKIINN
y OOJIBHBIX MYKOBUCIUIO30M. KITIOUEBBIMU CITMPOMETPUYECKUMU BEJTMUMHAMMU SIBJISIIOTCST (hopcu-
poBaHHas XXM3HeHHast eMKOCTb JieTknx (D2KEJT) u 06beM (opcrpoBaHHOTO BhIIOXa 3a 1-10 CEKyH-
ay (ODB,)). Nokazarenu ynkimy BHewHero abixanus (PB/I) — OXKET u ODB, — usmepsiores B
JIUTPax, HO BBIPAXKAIOTCSI, Yallle BCETO, HE B aOCOJTIOTHBIX BEJIMUMHAX, a B TIPOLIEHTHOM OTHOIIIEHUN
K TaK Ha3bIBAEMBIM «IOJDKHBIM» 3HAUeHUSIM (% O0JDK.). DTO BEIMYMHBI, XapaKTePHbIE LIS 310PO-
BBIX JIIONIEH TOTO XK€ T1071a, BO3PacTa, pachl M POCTa — HOPMAJIbHBIE TTOKA3aTe T JITSI JAHHOM TIOITYJISI-
umu. B HacTosieM otyere ObUIM MCMOIBb30BaHbI JO0LKHBIE BenurHbl G.Polgar et al. (1971) mist ne-
Teit [4] u paboueit rpynmbl EBporielickoro coo6iiectsa ctanu u yrist (ECCS, 1993) ns B3pocibix [5].

CrnpoMeTpust 3a OTYETHBI ron 6blia mpoBeaeHa 67,4% 60JbHBIM MYKOBUCILIMAO30M CTaplie
5 J1eT (C yYETOM «IPYIUX» PErMOHOB: 66,5%, rnpu 3ToM AeTsIM B 65,2% ciydaeB, B3pOCIbIM — B
68,3%). O6beM MPOBEACHUSI CTUPOMETPUU B peTMOHAX MOKa3aH Ha puc. 22.

Cpennue nokasarenn O®B, u ®XKEJI no rpynne cocrapumu 75,2 + 26,9 u 84,5 + 24,5%
JOJIX., COOTBETCTBEHHO. C yUeTOM «IpYTrMX» PErMOHOB: cpeanue nokasarenn O®B, u ®XKEJ
o rpymmne — 74,4 = 27,1 u 84,4 + 24,3% n0JK., COOTBETCTBEHHO.

MockBa

Apocnasckan o6.
YenAabuHcKkas obn.
TynbcKkaa o6n.
TomcKas obn.
CmonieHcKas obn.
Camapckas obn.
PasaHcKas o6n.
Mepmckuin Kpan
OpeHbyprckas o6.
Omckan ob.
HoBocmnbupckasn ob6.
Hurkeropoackas o6n.
MypmaHcKaa obn.
MockoBcKkasa o6.
JleHuHrpaackana obn.
KemepoBckas o6.
BopoHerkcKkasa ob.
AcTpaxaHcKas obn.
MpumopcKuii kKpam
KpacHoAapckunii Kpai
KpacHogapckuit kpai
ANTancKkuii Kpaw
Pecny6aunka Yysawus
Pecny6auka Yomyptus
Pecnybnunka TatapctaH
Pecny6i1vka Mopaosus
Pecny6nuvka BawKkopTocTaH
XMAO-KOrpa

"Opyrue" pervoHsbl

M MpoBeaeHa

M He nposBepeHa

%

Puc. 22. O6beM npoBeeHus] CIMPOMETPUN Y OOJBbHBIX MYKOBUCLUIO30M B PErMOHAaX
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Puc. 23. IToka3aTenun CITMPOMETPUHU B 3aBUCUMOCTHU OT BO3pacTa OOJIbHBIX
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PecnupartopHasa ¢pyHkums
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Puc. 24. Tuctorpamma pacripeneiernss ODB1 cpenu nereit 1 B3pOCIbIX

e

OeTtn (5-18 ner)

B3pocnble (ctapwe 18 ner)

‘ B 0o 40 %Aponx.

B 40-70 %Q0rK.

O6onee 70 %a0rXK.

Ha puc. 23 nokazano usmeHenne O®B, u ®XKEJI B 3aBucumocTu oT Bospacta 60ibHbIX. [To-
kaszateau OPB, u ®XKEJl y neteit coctapumm 83,2 + 23,9 1 89,6 + 22,8% nomx. cCOOTBETCTBEH-
HO. AHAJIOTMYHBIE TTOKA3aTe N y B3pOCbIX — 62,2 + 26,51 77,2 £ 24,5% noK. COOTBETCTBEHHO.

I'mcrorpamma pacnipenenenns ODB, cpean neTeii U B3pOC/IbIX NPEACTaBIeHa Ha pUC. 24.

B ta6a. 41 npencrapiensl cpennue u mearanbl OPB, u @KEJI B pernoHax.

Mockga, n = 163

SipocnaBeckas o6nacTb, n = 29
YenabuHckasa obnactb, n = 30
Tynbckas o6nactb, n =7
Tomckasi o6nactb, n = 11
CmoneHckas o6nactb, n = 3*
Camapckas o6nacTtb, n =73
Pa3zaHckasa o6nacTb, n = 2*
Mepmckuii kpaii, n = 36
OpeHbyprckas o6nactb, n = 25
Omckas o6nactb, n = 32
Hoeocubupckas o6nactb, n = 26
Huxeropogackas o6nacTtb, n = 15
MypmMaHckas o6nactb, n = 2*
Mockoeckasi 06nacTb, n = 68
JlenuHrpapckas obnactb, n = 12
Kemepogckas o6nactb, n = 23
BopoHexckas o6nactb, n = 10
AcTpaxaHckas o6nactb, n = 10
Mpumopckuii kpaii, n = 29
KpacHospckuii kpai, n = 15
KpacHopapckwii kpaii, n = 32
AnTaiickuii kpaii, n = 8
Pecny6nuka Yyeawms, n = 32
Pecny6nuka YamypTtus, n = 33
Pecny6nuka TatapctaH, n = 17
Pecny6nuka Mopposus, n = 4*

Pecny6nuka BawkoprocTtaH, n=38

XMAO-tOpra, n=23
«[Apyrue» pernoxnl, n=100

CpepnHee + SD, % ponx.

00B,
68,4 + 25,3
82,9+ 19,5
85,1+ 25,3
48,9 + 23,7
101,5 + 32,1

90,3 £+ 26,8

92,4+22,8
75,6 + 25,6
70,3 + 20,8
74,9 + 18,4
91,2+ 27,9

71,3+28,7
55,1+ 27,7
69,4 + 23,8
69,6 + 24,9
79,1+ 26,9
76,6 + 26,0
61,8+ 17,9
81,4 + 28,6
63,1+14,8
65,2 + 27,0
77,4+ 21,2
68,2 + 26,8

64,5 + 26,5
96,7+ 11,2
67,9 + 27,7

MpumeyaHmne: * — HeAOCTATOYHO JaHHbIX AN CTATUCTUYECKO 06paboTku.

OXEN 00B,
83,5 + 21,6 73,2 (41,1)
94,5 + 15,1 89,7 (30,3)
81,5+ 21,9 96,7 (42,2)
59,4 + 22,6 39,8 (46,3)
114,1 36,7 97,1 (63,8)

He AO0CTaTO4YHO AaHHbIX
96,8 + 25,7 93,0 (28,3)
He AO0CTaTO4YHO AaHHbIX
96,2 + 21,6 93,0 (24,2)
79,8 + 23,3 79,5 (35,4)
73,3 + 20,0 72,1 (28,2)
81,9+17,6 79,7 (22,8)
97,1 £ 24,2 86,3 (21,7)
He AOCTaTO4YHO AAaHHbIX
86,0 + 26,1 74,7 (46,7)
50,7 + 24,8 46,3 (52,9)
80,3+ 19,4 69,6 (28,9)
77,1 +27,2 68,2 (41,9)
85,9 +26,1 85,8 (31,6)
85,3 + 24,7 82,6 (35,6)
64,2+ 19,4 57,4 (17,9)
85,7 + 23,8 85,0 (33,0)
64,1+ 13,9 65,0 (18,3)
70,4 + 28,8 69,1 (48,9)
90,4 + 19,0 78,1 (28,9)
75,8 + 22,0 71,2 (46,8)
He A0CTaTOYHO AaHHbIX
73,3+22,2 66,5 (44,1)
98,5 + 10,4 98,0 (13,0)
83,3 £22,7 67,1 (43,3)

Tabauua 41
Cpeonue u meduanvt ODB1 u DKEJI ¢ cmpane u pecuonax

Mepuana (IQR), % ponx.

OXEN
85,7 (29,6)
97,9 (18,4)
88,9 (42,8)
63,7 (34,8)
108,3 (71,6)

99,3 (31,9)

97,0 (26,5)
81,0 (38,3)
74,2 (24,7)
79,2 (18,2)
88,7 (24,2)

90,7 (31,1)
61,0 (44,5)
79,7 (30,0)
83,2 (28,4)
91,8 (26,2)
86,6 (32,3)
59,2 (28,4)
82,7 (19,2)
67,1 (18,7)
70,6 (41,4)
90,2 (21,3)
76,0 (33,6)

72,7 (30,3)
103,0 (15,0)
83,0 (31,3)
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HyTputueHbIN CTATyC

HyTpuTrBHBIif cTaTyc OOTBHBIX PACCUUTHIBAJICS HA OCHOBAHUM JAHHBIX MAacChl TeJia, pOCcTa 1
Bo3pacrta. HyTputuBHBIi cTaTyc O0JIBHBIX MYKOBUCIIUI030M OIIEHUBAJICS C TIOMOIIBIO MHIEK-
ca Maccol Tesia (MMT) no Quetelet (Macca (kr)/poct (m)?) [6]. st B3pOCibiX GOJBHBIX MyKO-
BUCLIMI030M IiesieBble 3HaueHus1 UMT — 22 Kr/m? st )KeHIMUH 1 23 Kr/M? IJ1s1 My>K4uH [7].
BcemupHasg opranuzanus 3apaBooxpaHeHust (World Health Organization — WHO) pekomMeH-
JIyeT KOHCTaTUPOBaTh HEJIOCTAaTOYHOCTh IMUTAHUS Y TIOIPOCTKOB M B3pocibix, ecin UMT co-
crapisieT < 18,5 kr/m? (Report of a WHO Expert Committee, 1995). I1pu olileHKe HyTPUTUBHO-
ro craryca nereit UMT onieHuBaics B cucteme repueHTuieir. [lepleHTuab mokasbsiBaer, Ka-
KO TIPOLIEHT JeTel U MOAPOCTKOB TOTO Xe T0JIa U Bo3pacTta uMeloT 3HaueHne UMT Huxe n3-
MEPEHHOT0 y TaHHOTO OOJIBHOTO MYKOBUCIMI030M. PazrpaHnunBaioT 3 30HbI, KOTOPHIE COOT-
BETCTBYIOT MHTEpPBaJIaM 10 25-TO MEPLEHTUsA, 25—75-1 MepUeHTUIb U Bblle 75-T0 MepleH-
TUJIs. Pe3ynbTaTsl, KOTOPBIE YKIIAABIBAIOTCS 110 BCTPEUYAEMOCTH B UAIIa30H 0 25-T0 TepIieH-
TUJIST BKJIIIOUYUTEIBHO, OTHOCSITCSI K 30HE «HU3KWX» 3HaYeHUI. 30HE «BBICOKMX» 3HAUEHUH CO-
OTBETCTBYIOT Pe3yJIbTaThl, OTHOCSINMECS K Auana3oHy ot 76-ro 10 100-ro mepueHTHIss BKIIIO-
YUTEJIbHO. 32 HOpMaJibHbIE BEJTUYUHbBI IIPUHSATH 3HAUEHHS B UHTEpBaje («<KOpUaope») oT 26-To
1o 75-ro nepuieHTus. LleneBbiM 3HaUeHUEM IS AeTel U TIOJPOCTKOB C MYKOBHCITUIO30M SIB-
JISTIOTCS TI0Ka3aTesd, COOTBETCTBYIOIINE HOPMAIbHBIM IIMMpaM JJIsT 3MOPOBBIX NETEil TOTO Ke
noJia u Bo3pacta — 50-it nepueHTUb [7]. Pacuet nepuentuneit UMT npoBoauscs rpu momMo-
1y rnporpaMm BecemupHoii opranuzanuu 3apaBooxpanenus: WHO Anthro (mis neteit 1o 5 ner)
n WHO Anthro plus (st geteit crapiie 5 ner) (http://www.who.int/childgrowth/software/en/
u http://www.who.int/growthref/tools/en/) [8]. [lyia olleHKM mokasareseil pocta u Beca JeTei
panHero Bo3pacta (no 2 jiet) UMT nHe npumensiercs. [lpu MyKoBUCIIMAO03€ IS AeTe mMuial-
1LIeT0 BO3pacTa clielyeT M0JIb30BaThCsl Macco-pocToBbIM MHAeKcoM (MPH) (dbakTruueckast mac-
ca/uneajabHas Macca 1o pocty u noiy x 100%). EBporieiickumu aKcrepTaMyu peKOMEHIOBAHO
KOHCTaTMPOBATh HEMOCTATOYHOCTh MUTAHUS Y TOW TPYIIIIBI MAIMEHTOB, €CJIM TTPOLIEHT COOT-
BETCTBHUSI MACChI II0 POCTY IO MOJIYy MM Macco-pocroBoit nnaekc (MPU) < 90% [6].

H3MepeHre HYTPUTUBHOTO CTaTyca 3a OTYETHBIN roj 6610 TpoBeneHo Y 90,0% manueHToB (¢
YIETOM «IPYTUX» peruoHoB: 91,9%, ripu 3ToM aetsiM B 95,2% ciydaeB, B3pociabiM — B 84,1%).
O0beM U3MepeHrsI Macchl Tejla M PocTa B peTMOHaXx MpeACTaBlieH Ha puc. 25.

Mocksa

flpocnasckana o6.
YenabuHckan obn.
Tynbckana obn.
Tomckasa ob.
CmoneHckas obn.
Camapckas obn.
PA3aHcKan ob6n.
Mepmckuin kpam
OpeHbyprckas o6.
Omckan ob.
HoBocmnbupckas ob.
Huskeropoackas o6an.
MypmaHcKasa obn.
MockoscKas 06.
JleHuHrpaackasa ob6.
KemepoBckasa o6.
BopoHerkcKasa o6.
AcTpaxaHcKas ob6.
MNMprMopcKMin Kpai
KpacHoAapcKuit kpaw
KpacHopapckuii Kpai
ANTaNCKNI Kpan
Pecnybaunka Yysawua
Pecnyb6avka Yomyptus
Pecny6suvka TaTtapctaH
Pecny6ivka Mopaosus
Pecny6suvka bawKopTocTaH
XMAO-Hrpa

"Opyrue" pernoHsbl

M NpoBeaeHoO

M He nposBepeHo

Puc. 25. Vi3amMepeHne HyTpUTUBHOTO CTaTyca Yy OOJbHBIX MYyKOBUCITUIO30M B PETHOHAX.
[1pumeuanue: cpenu npoBeneHHbIX uccnenoBanuit Pecnyonuku Tataperan, Boponexckoii, MockoBckoit, Huxeroponckoii odnacteit, MockBbl 1
«IPYTUX» PETUOHOB Yy psifa OOJBbHBIX UMEIOTCS TaHHbIe 00 M3MEPEHUU TOJIBKO MACChl Tela
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HyTpuTuBHBIN cTaTyC

ITokazaTenu HyTPUTUBHOTO CTaTyca Mo CTpaHe cpeau neteit cocraBuiaun: MenuaHa (IQR) nep-
LIeHTUJIs1 Macebl Tena — 38,7 (53,9), pocta — 30,9 (54,5), UMT — 31,1 (55,9) (c yuetom «apy-
rux» peruoHos: 32,4 (53,6), 30,9 (54,7), 31,3 (55,8), COOTBETCTBEHHO).

IMokazaTenu HyTPUTUBHOTO CTaTyca MO CTpaHe cpeau B3pocibix coctaBuin: MmeauaHa (IQR)
Macchl Testa — 54,0 (13,0) kr, pocta — 169,0 (13,0) cm, UMT — 18,9 (3,7) kr/M? (C y4eTOM «aApy-
rux» pernoHos: 54,0 (13,0) kr, 170,0 (13,0) cm, 18,8 (3,7) Kr/M?, COOTBETCTBEHHO).

IMokazartenu HYTPUTHUBHOI'O CTaryca Cp€aun NeTen u B3POCJbIX B pEruoHax rnpeacTaBJCHbI B

Tabs. 42.
Tabauua 42
Illoxazameau nympumuenozo cmamyca 6 pe2uoHax
Oetn Bapocnble
MepueHTunbL Maccbl ‘ MepueHTunb pocta ‘ MNepuentuns UMT Macca, kr ‘ PocT, cm ‘ UMT, kr/m?

Mockea, n=290 (197/93) 41,7 (42,5) 33,5 (50,9) 38,2 (52,8) 54,0 (12,0) 170,0 (11,0) 18,8 (3,0)
flpocnasckasi 06n., n=40 (31/9) 30,7 (39,9) 27,5 (60,2) 20,3 (37,1) 56,0 (12,3) 167,0 (7,0) 19,4 (2,6)
YenabuHckas obn., n= 52 (38/14) 14,3 (40,8) 20,4 (57,6) 17,5 (52,3) 55,0 (20,0) 165,0 (17,0) 18,9 (5,5)
Tynbckas o6n., n=28 (19/9) 40,3 (35,8) 41,5 (51,0) 43,9 (36,8) 57,0 (18,0) 169,0 (13,0) 17,5 (3,3)
Tomckas 06n., n=17 (16/1) 33,8 (58,6) 40,3 (66,1) 50,2 (29,5) He [0CTaTOYHO AAHHbIX
CmoneHckas 06a., n=13 (10/3) 58,8 (52,7) 33,5 (45,9) 59,8 (67,5) He [0CTaTOYHO AAHHbIX
Camapckas o6n., n=97 (77/20) 27,1 (43,1) 31,5 (59,5) 37,1 (51,2) 60,3 (12,0) 175,4 (11,0) 20,5 (3,9)
Psa3aHckas o6n., n=10 (9/1) 9,4 (29,3) 26,3 (71,7) 7,4 (54,8) He AO0CTATOYHO AAHHbIX
TMepMckuii Kpaii, n=67 (41/26) 19,9 (33,7) 26,5 (46,1) 29,2 (41,0) 55,0 (14,0) 171,0 (19,0) 19,4 (3,1)
OpeHGyprckas 06n., n=47 (40/7) 40,0 (46,9) 36,7 (56,0) 25,6 (48,4) 58,0 (24,0) 174,0 (9,0) 19,8 (6,0)
Omckas 06n., n=52 (40/12) 22,1 (51,0) 19,0 (44,2) 27,4 (43,7) 55,0 (24,0) 168,5 (13,5) 18,5 (4,5)
HoBocu6upckas o6n., n=54 (48/6) 28,2 (56,5) 34,2 (48,8) 26,8 (61,4) 59,0 (11,0) 169,5 (14,0) 17,8 (4,7)
Huxeropopackas o6n., n=67 (62/5) 38,3 (56,0) 38,5 (45,5) 29,9 (64,2) 60,0 (7,0) 172,0 (8,0) 20,4 (0,2)
MypmaHckas o6n., n= 11 (11/0) 11,0 (48,9) 21,5 (43,2) 27,9 (59,0) HeT AaHHbIX

MockoBckasi 06n., n= 142 (111/31) 40,5 (50,6) 26,8 (49,7) 38,3 (60,6) 58,0 (19,0) 168,0 (15,0) 19,5 (4,3)
JleHuHrpapckas o6n., n =25 (19/6) 14,7 (26,5) 9,9 (40,6) 39,9 (43.3) 50,5 (18,0) 174,0 (13,0) 16,7 (2,4)
Kemepogckas 06n., n= 43 (38/5) 25,7 (51,5) 20,9 (50,0) 36,6 (45,3) 56,0 (3,0) 171,0 (8,0) 19,9 (2,0)
BopoHexckasi 061., n=52 (45/7) 48,1 (58,8) 36,3 (52,4) 55,2 (63,4) 52,0 (11,7) 168,0 (16,0) 17,0 (4,1)
AcTpaxaHckas o6n., n=15 (12/3) 29,9 (35,2) 24,6 (47,3) 28,9 (50,8) He A0CTaTO4YHO AaHHbIX
Mpumopckwii kpait, n=36 (26/10) 25,6 (62,1) 39,3 (51,6) 27,0 (52,6) 51,0 (18,0) 168,0 (8,0) 18,8 (5,5)
KpacHospckuii kpaii, n=46 (42/4) 77,1 (39,5) 89,0 (46,4) 33,8 (76,9) HEe JOCTaTO4YHO AAHHBIX
KpacHopapckwii kpaii, n=61 (51/10) 23,1 (40,2) 35,4 (54,2) 21,1 (39,0) 51,5 (13,0) 166,5 (13,0) 17,5 (3,0)
AnTaiickuii kpaii, n=31 (30/1) 27,7 (31,5) 10,4 (69,6) 44,5 (61,6) He A0CTaTOYHO AAHHbIX
Pecny6nuka Yyeawms, n=45 (30/15) 26,2 (61,8) 30,1 (64,8) 23,9 (52,9) 53,5 (9,0) 171,0 (14,0) 18,3 (3,4)
Pecny6nuka Yamyptus, n=40 (23/17) 30,2 (54,6) 43,4 (63,1) 35,1 (60,6) 59,2 (21,5) 172,0 (6,0) 20,5 (3,9)
Pecny6nuka TatapcTtaH, n=90 (65/25) 34,6 (46,6) 20,1 (49,6) 26,9 (68,1) 43,0 (11,0) 160,0 (12,5) 17,6 (2,8)
Pecny6nuka Mopgoeus, n=9 (6/3) 11,9 (18,2) 29,9 (56,2) 8,9 (54,1) He A0CTaTOYHO AaHHbIX
Pecny6nuka BawkopTocTtaH, n=71 (52/19) 7,3 (19,9) 11,9 (31,3) 24,5 (43,1) 49,0 (12,0) 170,0 (23,0) 18,1 (6,3)
XMAO-tOrpa, n=40 (32/8) 42,7 (77,9) 31,5 (63,9) 41,5 (61,4) 55,0 (14,5) 165,0 (6,0) 19,9 (4,0)
«Jpyrue» pernoxsi, n=218 (113/105) 28,8 (48,3) 29,7 (57,2) 35,1 (53,4) 53,0 (13,0) 170,0 (13,0) 18,6 (3,3)

MpvmeyaHvie: B nepBoM CTONGLIE B CKOOKAX yKa3aHo YMCNOo AETEN U B3POCbIX, COOTBETCTBEHHO.

Ha puc. 26 u nipencrasiieHbl MeanaHbl Macchl Teaa, pocta 1 UMT geteit ¢ MyKoBUCLIMIO-
30M B 3aBMCUMMOCTH OT BO3pacTa.

MegaunaHa macchl Tena B NEPLEHTUNAX

0-1 1-2 2-3 3-4 4-5 5-6 6-7 7-8 8-9 9-10
Bospacrt, rogp!

Puc. 26. Menuana macchl Tena B IEPLIEHTWISX B 3aBUCUMOCTH OT Bo3pacta (ot | roma mo 10 niet): KpacHas CIUTONIHAS TUHUST — XKEHCKUI TIO0J, Ch-
HsISI — MYKCKO#, TIPEPBIBUCTAsI YepHasi — o0lllee 3HAUeHUe TI0 TPYTITe, KpacHast MpephIBUCTas — 1ieJieBoe 3HaueHue, S0-il mepleHTuIb
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Ha puc. 27 npeacraBjieHa MeaMaHa pocTa B 3aBUCMMOCTU OT BO3pacTa JIeTeil.

MegauaHa pocta B NepLeHTUnsix

0-1 12 2-3 34 45 56 6-7 7-8 89 9-1010-1111-1212-1313-1414-1515-1616-1717-18
Boapacr, rogb!

Puc. 27. MeauaHa pocTa B EPLIEHTUIISIX B 3aBUCUMOCTH OT Bo3pacTa (0T 1 rofa 10 18 jieT): KpacHasi CIUIOIIHAS JIMHUSI — KEHCKUIA TMOJT, CUHSISI — MYX-
CKOI1, TIpephIBUCTas YepHas — o0llee 3HaYeHue 110 TPYIIIe, KpacHas IpephIBUCTas — LiejeBoe 3HadyeHue, S0-il mepLeHTuIb

Cpenn geteit oT 2 mo 18 et (¢ y4eToM « OIpyruX» PeTMOHOB) MeauaHa mepueHTwIsT UMT
(puc. 28) cocrasuia 29,8 (53,9): mist manburkoB — 34,3 (54,2), nist neBouek — 26,3 (51,4). Ilep-
ueHtwib UMT < 25 Habmonaics B 44,1% ciy4aeB: y MaabuukoB — B 40,1%, y neBouek — B 48,2%.

Cpenn B3pOCTBIX (C yIeTOM «IpyTux» permoHoB) Mearnana UMT (puc.29) mist aui MyKCKo-

Megnana VIMT B nepueHTUnsix

23 34 45 56 67 78 89 910 10-11 11-12 12-13 13-14 14-15 15-16 16-17 17-18
Boapacr, rogsbl

Puc. 28. Menuana UMT B meplieHTWISIX B 3aBUCHMOCTH OT Bo3pacTa (0T 2 o 18 jeT): KpacHasi CTUIONIHAS IUHUS — KeHCKUI TIOJ, CUHSIST — MYX-
CKOI1, MpepbIBUCTAs YepHas — o0llee 3HaYeHUe o TPYIIE, KpacHas IPEPhIBUCTAs — LieJeBoe 3HaueHue, S0-i nepLeHTuIb

ro nosa cocrasuia 19,1 (3,8) kr/m?, mis nuil xeHckoro mojia — 18,5 (3,4) kr/m?. UMT < 18,5
Kr/m? Habmonascs B 41,2% ciydaes: y Iui MyxcKoro rosia — B 41,2%, xeHckoro — B 50,5%.

26

24

22 A

20 A

Megawara UMT, kr/m2

18-19 19-20 20-21 21-22 22-23 23-24 24-25 25-26 26-27 27-28 28-29 29-30 30-31 >31

Boapacr, rogbl

Puc. 29. Meanana UMT y B3pociibix O0JIBHBIX MYKOBUCIIUI030M (cTapiiie 18 J1eT) B 3aBUCMMOCTH OT BO3pacTa: KpacHas CIUIOLITHAST JIMHUSI — XKEH-
CKUI1 TIOJI, CUHSIS — MYXCKOM, TIPEPBIBUCTAsI YepHast — o0liee 3HaYeHHe 10 TPYTITe

40



OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

OcnoxHeHus 3aboneBaHUs B TEKYLLEM roay

Ha puc. 30 oTpaxeHa yacToTa pa3BUTHUsI caXapHOTO nuabdeTa ¢ eXeIHEeBHbIM MPUMEHEHUEM
WHCYJIMHA, ITHEBMOTOpaKca (C IpeHNPOBaHUEM IPYIHOM KJIETKH ), KPOBOXapKaHbsI, OCTEOIIOPO-
3a ¥ MPUMEHEHUST KUCJIOPOIOTE AU B 3aBUCUMOCTH OT BO3pacTa OOJIbHBIX.

% 35
. //
25
20 — nnabeT
/\ e [THEBMOTOPAKC
15
\ e KPOBOXaPKaHbE
10 m— K CNiOpOgOTEPANUA*
\ = OCTEONOPO3
5
0 - T T T |

Jo 8 net 8-16 net 16-24 ropa 24-32 ropa cTapwe 32 net

Puc. 30. YacroTa pa3BuUTHUS aJlJIeprMueCcKOro OPOHXO0JETOUHOr0 acrepruuiesa, caxapHoro auadera ¢ eXXeIHeBHbIM IPUMEHEHUEeM UHCYJIMHA, THEB-
MoOTOpakca (C IpeHUPOBAHUEM TPYIHOM KJIETKHU), KPOBOXapKaHbsl, OCTEONOPO3a U MPUMEHEHHUSI KUCIOPOAOTEPANMU B 3aBUCUMOCTH OT BO3pacTa
OOJIbHBIX.

[Mpumeuanue: * — 06bEM KUCIOPOAOTEPATIUU B3AT U3 pas/iesia «JIeYeHUe», 31eCh OTOXIECTBIISIETCS C IbIXaTeIbHOM HEIOCTaATOYHOCThIO

Ha puc. 31 npencraBieHo U3MEHEHUE CTPYKTYPhI MOPaKeHUS TTEUSHU C 3aBUCHUMOCTH OT
BO3pacTa O0JIbHbIX.

% 45

40

35
30
M MNopakeHune neyeHn 6e3
25 umMpposa
W Llnppo3 neyeHn, o
20 - rMNepTeH3nN He N3BECTHO
15 | M Unppos neyeHu 6e3
MopTanbHOM rMNepTeH3nn
10 - M Llnppos neyeHun c
nopTanbHOW rMnepTeHsnen
5 -4
0 - T T T T

o 8 net 8-16 net  16-24 ropa 24-32 ropa cTapwe
32 net

Puc. 31. CtpykTypa nmopaxeHusi eYeHU B 3aBUCUMOCTH OT BO3pacTa OOJbHBIX

CpaBHUTENBHBIN aHAJIN3 YaCTOThI OCJOXKHEHUI 32 OTYETHBIN rOJ MEXIY I€ThbMHU U B3POCIIbI-
MU TIpeACTaBIIeH B Tao. 43.

Tabauua 43
Yacmoma pazauMHbIX 0CAONCHEHUT MYKOBUCUUI03A 34 OMHYemHbLI 200 8 3a6UCUMOCHU 0m 803pacma 6O.1bHBIX
(c yuemom «0pyeux» pezuonos)

OcnoxHeHue [ Bce [ Oetn [ B3apocnble ]
Annepruyeckuii GpoHxoneroyHbiii acneprunnes, % 1,5 1,2 2,1
CaxapHblii anabeT ¢ exxeaHEBHbIM NPUEMOM UHCYNUHA, % 3,7 1,8 8,3
MHeBMoTOpakc, NoTpeGoBaBLLNii APEHNPOBAHUS FPYAHOI KNeTkn, % 0,6 0,2 1,7
LiMppo3 neyeHu ¢ nopTanbHOi runepTeH3veil/runepcnneHusamom, % 3,6 3,3 4,4
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OcnoxHenve \ Bce \ Betn \ Bapocnbie
Linppo3 neyeHun 6e3 nopTanbLHOM runepTeH3un/runepcnnesnama, % 4,3 4,2 4,6
Liuppo3 neyeHu, fAaHHbIX O NOPTanbHON TMNEePTEeH3un HeT, % 0,2 0,2 0,2
MopaxeHue nevyeHu 6e3 uupposa, % 22,4 22,5 22,0
JleroyHoe kpoBoTeyeHue, % 1,8 0,4 5,2
OcTeonopo3s (HU3kas KocTHaa macca), % 11,8 4,2 26,8
Monuno3 BepxHUX AbIXaTesbHbIX NyTen, % 17,3 16,0 23,1
DNeKTPONUTHbIE PacCTPONCTBA, % 4,8 6,6 0,4
Hanuuue oHkonornyeckoro 3abonesanus, % 0,3 0,2 0,6
DNIeKTPONUTHBIE PacCTPOnCTBa, % 4,5 5,3 0,3
Amunonpos, % 0,2 0 0,6

Annepruyeckuii 6GpoHX0JIero4HbIi acneprunnes

Juaenocmuueckue kpumepuu:

* oCTpast WM MOA0CTpas KIMHUYecKas: MaHubecTalus (Kalllejb, OAbILIKA, CHUXEHUE TIe-
pPEHOCUMOCTH (PU3MNUYECKOI HATPy3KM, acTMa (DU3NUECKON HArpy3KH, U3MeHeHue (PyHK-
LIMOHAJIBHBIX ITOKA3aTeJIeil JIETKUX WIKM yBeJMYeHUEe KOJIMYEeCTBa IIPOAYLIMPYEMOI MOKPO-
TBI), HEe CBSI3aHHAs C KaKOW-JTMOO IPyroi mpuInHOI;

+ o6mwuii IgE > 500 ME/mu;

* IIOJIOXKUTEJIbHAsS KOXHasI ITpoba Ha aclepruijie3Hblid aHTUIeH (> 3 MM) MJIU TOJOXUTE b~
Huli cnienudnueckuit IgE x Aspergillus fumigatus,

* MPELUITUTUHBI K A. fumigatus WM in vitro monTBepxneHHble IgG antuTena K A.fumigatus;

* HOBBbIC WM CBEXHUE M3MEHEHUS] Ha PEHTIeHOrpaMMe JIeTKuX (MHMUIbTpaThl WIM CIU3K-
cThie TIpooku), i Ha KT rpymHoii KIeTKu (XapaKTepHble U3MEHEHMST), KOTOPhIe He HC-
Ye3aloT MPU aHTUOAKTEPUATbHOM Tepauy U CTaHAAPTHOM KMHe3uTepanuu [9].

Ha puc. 32 npeacrasiieHa 4yacToTa ajiIeprudecKoro OpOHXOJIErOYHOr0 aclepriiesa B peru-

OHAax, KOTOpHIi1 3adukcupoBaH y 1,6% malueHToB (C yUeTOM «Ipyrux» peruoHoB: 1,5%).

MockBa
fApocnasckan o6.
YenabuHckan obn.

Tynbckaa obn.
Tomckas obn.
CmosieHcKas o6 .
Camapckan o61.
PasaHcKas obn.
Mepmckuin kpan
OpeHbyprckas obn.
Omckasn ob.
HoBocmnbupckasn o6.

Hwuyeropoackas o6.

MypmaHckasn o6. Annepruyeckui
MocKoBcKana 06. 6p0onnerqubm
JleHnHrpaackas ob. acneprunne3

KemepoBckas o6.
BopoHerkcKasa ob6.
AcTpaxaHckas obn.
Mpumopcknin kpan
KpacHoAapckunit kKpai
KpacHogapckuit kpai
ANTalCKU Kpan
Pecnybnaunka Yysawuma
Pecnybnuvka Yamyptus
Pecnybnuka TatapctaH
Pecny6ivka Mopaosus
Pecny6svka BawKopTocTaH
XMAO-HOrpa

"Opyrue" pervoHbl

%
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Puc. 32. Yacrora AJJIEPTUYECKOTO 6pOHXOJI€I‘OllHOl'O acricprujijie3da B OTYETHOM roay Cpeam OOJIBHBIX MYKOBUCIHHMI030M B pEruoHax
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YacroTa pa3BUTHS caxapHOTO AMabeTa ¢ eXXeIHEBHBIM ITPUEMOM WHCYJIMHA B perMOHaX ITpe/-
cTaBJieHa Ha puc. 33, KoTophIil 3adpukcrpoBaH y 3,8% (C y4eTOM «IpYyTUX» PeTMOHOB: 3,7%).

Mocksa
ApocnascKasa ob6.
YenabuHckas obn.

Tynbckas ob.
Tomckasa o6.
CmosieHcKas ob6.
CamapcKan obn.
PA3aHcKas ob6. -
MepmMckuii Kpaii Caxapubm AM36ET
OpeHbyprckasa oba. C exeagHeBHbIM
OmcKas obn. npmmeHeHMeM

HoBocubupckasa ob6a.
WHCYJIHa
Hukeropoackasa obn.

MypmaHcKaa obn.
MockoBckasa obn.
JleHunHrpaackas obn.
KemepoBckas o6.
BopoHesKckasa o6.
AcTpaxaHcKasa o6a.
MNpUMopCcKUin Kpai
KpacHoapcKkuii Kpai
KpacHoaapcKuii Kpamn
ANTancKku Kpan
Pecnyb6aunka Yysawus
Pecnyb6auvka YamypTtusa
Pecnyb6nauvka TatapctaH
Pecnyb6aunka Mopaosua
Pecnybamnka bawKopTocTaH
XMAO-Hrpa

"Opyrue" pernoHbl %

(0] 2 4 6 8 10 12

Puc. 33. Yacrora caxapHoro nuabeta cpeny OOIbHBIX MyKOBUCLIAA030M B PETUOHAX

Yacrota pa3BUTHSI THEBMOTOpAKca C IPeHUPOBAHUEM TPYIHON KJIETKU B PETMOHAX Mpej-
craBlieHa Ha puc. 34. JlaHHOe ociiokHeHUe 3arKcupoBaHO Yy 0,7% OOIBHBIX (C YIETOM «Ipy-
rux» peruoHos: 0,6%).

MoOCKBa  —

ApocnascKkana ob6n.
YenabuHckan obn.
TyNbCKan 06/1. |
Tomckasa ob.
CmoneHckas obn.
Camapckas ob.
PAsaHcKkaAa o6n.
Mepmckuin kpan

OpeHbyprckas ob. | nHeBMOTOpaKC c
Omckasn ob.

HoBocmnbupckas o6. ] ApeH"praH"eM

Hukeropoackan obn. | rPYAHOU KJTIEeTKU

MypmaHckasa obn.
MockoBckas o6.

JleHuHrpaackasa o6. &
Kemeposckasa o6.
BopoHeXKckasa obn.
AcTpaxaHckasa ob.
MNMprmopcKuin Kpai ———————————

KpacHoAapcKkui Kpaw )
KpacHogapcKkuit kpam
ANTaNCKUM Kpan
Pecnybnunka YyBawwua
Pecny6auvka Yomyptus ———————
Pecny6nunka TatapcrtaH ]
Pecny6numnka Mopaosua
Pecnybnunka bawkopTocTaH
XMAO-HOrpa

"Opyrue" pervoHsbl %

T
0 1 2 S 4 5

Puc. 34. Yacrora pa3BUTH MHEBMOTOPAaKca ¢ APECHNUPOBAHUEM prﬂHOﬁ KJIETKM B OTYETHOM IOy CpEau OOJILHBIX MYKOBHCLHWIO30M B CTPAHE 1 PETUOHAX
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YacTora pa3BuTHs MOpaXKeHUs TIeYeHN B perrMoHax IpeacrabieHa Ha puc. 35. Tlox «mopa-
KEHMEM TIeUeHW» UMEJIOCh B BUIY: IIMPPO3 TleUeH! (C TOpTaIbHON TMIepTeH3ueit, 6e3 mop-
TaJbHOM TUIEPTEH3UM, O HAIMYWUU TTOPTATbHON TMIIEPTeH3UM HEM3BECTHO) U TTOPaKeHUE Tie-
yeHu 0e3 Luppo3a.

7151 oripenesieHrsl TOpakKeHUs! IeYeHN UCTTOb30BAIMCH KPUTEPUH, TIpuMeHsieMble B Peru-
ctpe Benukooputanuu (UK Registry). OTu Kkputepuu nMo3BosIIOT OTASAUTD MalMEHTOB C Ts-
KEJTBIM TTIOpakeHUeM TeYeH! (C MOPTAIbHOM TMIIEPTEH3MEl) OT CIIy4aeB CO CPeIHEN TSIKEeCThIO
nopaxeHus (LUPpo3 6e3 NOPTATbHOUN TMIIEPTEH3UM).

* Iuppo3 c eunepmensueil (4 yp.) — pubpo3upoBaHue neyeHu (pyolieBaHUE), CBSI3aHHOE C
TeYeHUEM MYKOBUCLIMI03a, TUTTUYHbIE OMTMapHble N3MeHeHUs. TsoKenoe TeYeHue MOKET
BKJTIOYATh MOPTAIBHYIO TUTIEPTEH3UIO U/WJTU TUTIEPCTUIEHU3M.

* Iuppos 6e3 eunepmensuu (4 yp.) — Gudpo3upoBaHue neuyeHu (pyolieBaHue), CBI3aHHOE C
TeYeHNEM MYKOBHCIIMI03A.

» [lopaxcenue neuwenu 6e3 yuppo3a (4 yp.) BKIOUYAET XKHUPOBOE MEPEPOXKIACHUE U BUPYCHBIN
rernaTuT, HO He OWJIMApHBINA [IUPPO3.

Lnppo3 neyeHu ¢ MOpTaabHON TUIepTeH3uel 3aduKkcupoBaH y 3,8%, 6e3 mopTaabHOI TH-
nepreH3uu — y 4,7%, uuppos (runepTreHsust He uzBectHa) y 0,2% GOJbHBIX, TOpaXXeHHe Teve-
HU 6e3 Luppo3a 'y 23,9% nauueHToB (C y4eTOM «IpYTuX» peruoHos: 3,6%, 4,3%, 0,2%, 22,4%,
COOTBETCTBEHHO).
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Mocksa

Apocnasckas 06..
YenabuHckas ob.
TynbCcKas 06,
Tomckas 06,
CmoneHckas 0ba.
Camapckas 061.
PA3aHcKan 06..
[epmcKkuin Kpan
OpeHbyprckas 06a.
Omckas 06.
Hosocnbupckas obn.
Hukeropogackas 6.
MypmaHcKas 061.
MockoBckas 06..
JleHnHrpaackas obn.
Kemeposckas 0b.
BopoHexckas 0b.
AcTpaxaHckas 06n.
[PUMOPCKMIA KpaK
KpacHoApcKui Kpaii
KpacHoaapckui Kpail
Antanckui kpan
Pecnybauka Yysawms
Pecnybnuka YamypTusa
Pecnybavka TatapcTaH
Pecny6avka Mopaosus
Pecnybuka balkopTocTaH
XMAO-HOrpa

"Npyrre" pervoHs

0 50

Puc. 35. Yacrora ropaxeHust TIe4eHU Cpean 00JIbHBIX MyKOBUCIIMI030M B PerMOHaX

M nopaKeHue
neyeHu bes
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¥ Umnppo3
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YacToTa JIErOYHOro KpOBOTEYEHUS B OTYETHOM IOy B PETMOHAX IpeACTaBlIeHa Ha puc. 36,

KoTopoe 3achUKcUpoBaHo Yy 1,8% GONMBHBIX (C YUETOM « APYTUX» pernoHoB: 1,8%).
MockBa -—

ApocnaBckas obn.

YenabuHckasa obn.
Tynbckas o6.
TomcKasa o6.
CmosieHcKas o61.
Camapckan obn.
PA3aHcKaa o6n.
MNMepmckuin Kpan
OpeHbyprckas ob.
Omckasn ob.
Hosocmbupckas ob.
Hukeropoackas obn.
MypmaHcKaa obn.
MockoBcKasa o6.
JleHnHrpaackasa o6n.
KemepoBckasa o6.
BopoHexkckasa ob.
AcTpaxaHcKas o6.
MNpumopckuin Kpam
KpacHosapckuin kpam
KpacHogapckuii Kpaw
ANTaCcKMii Kpam
Pecnyb6nauka YyBawuma
Pecnybnuka Yamyptusa
Pecnybnuka TaTtapcTtaH
Pecnyb6auka Mopaosusa
Pecnybnuka bawkopTtocTtaH
XMAO-HOrpa

"Opyrue" pervoHbl

Puc. 36. YacTora Jiero4HOTO KPOBOTCUCHUSA Y OOJIBHBIX MYKOBUCHMIO30M B CTpAaHE U PETUOHAX

4

%

JleroyHoe

KpoBOTEe4YeHue

YacToTta octeonopo3a (HM3Kasi KOCTHasi Macca) B CTpaHe MpeacTaBieHa Ha puc. 37, KOTOPhIi

3acukcupoBaH ¢ yactoroit 11,1% (¢ yuyeToM « apyrux» peruoHos: 11,8%).

MockBa

Apocnasckasa obn.
YenabuHckan ob.
Tynbckana obn.
Tomckasa o6.
CmoneHcKana obn.
Camapckan obn.
PAasaHcKkasa o6.
MNepmckuin Kpam
OpeHbyprckasa obn.
OmcKasa obn.
HoBocubupckas obn.
Hu»keropoackana o6a.
MypmaHcKasa obn.
MockoscKana o6/1.
JleHuHrpaackasa o6.
Kemeposckasa o6.
BopoHexKckasa o6.
AcTpaxaHcKas ob.
NMpumopcKnii Kpai
KpacHosapcKkuii Kpan
KpacHoaapckuit Kpawn
ANTanNCKM Kpan
Pecnyb6aunka Yysawmsa
Pecnybanka Yamyptua
Pecnyb6auka TatapcrtaH
Pecny6aunka Mopaosusa
Pecnybaunka bawkopTocTaH
XMAO-HOrpa

Apyrue pernoHsl

Puc. 37. Yacrora pa3BuTus 0CT€OIOpo3a y 00JIbHBIX MyKOBUCILIMIO30M B peTrMOHaX
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Yacrora MmoymMIo3a BEpXHUX AbIXaTeJIbHBIX MYTEN B CTPaHe IMpeicTaBieHa Ha puc. 38, KoTo-
phlit 3aduKcUpoBaH y 16,5% GONBHBIX (C yIETOM «IPYTMX» peruoHoB: 17,3%).

Mocksa
ApocnascKkana ob6n.
YenabuHckas obn.

Tynbckasa obn.
TomcKas o6.
CmosieHcKas o6.
Camapckas o6.
PAsaHcKaAa obn.
Mepmckunin kpan
Openbyprekan o6 Monnnos BepxHux
Omckasn o6.
HoBocubupckas ob. ﬂblxaTEHEHbIX
Hu>keropoackasa o6n. nyreun
MypmaHckas o61.
Mockosckas o6n.
JleHuHrpaackana ob.
KemepoBcKkasa ob.

BopoHerkckasa ob.
AcTpaxaHckas ob.
MpUMOpPCKUA Kpaii
KpacHoapcKkuii kpa
KpacHopapckuii Kpamn
ANTaickuii Kpah
Pecnybnuka Yysawuna
Pecnybauvka YamypTtusa
Pecnyb6naunka TaTtapcrtaH
Pecnyb6amnka Mopaosua
Pecnyb6amnka bawKopTocTaH
XMAO-IOrpa

"Opyrue" pernoHsbl %

(0] 20 40 60

Puc. 38. Yactora Pa3BUTH TTOJIUIIO3a BEPXHUX ABIXAaTCIbHBIX nyTeﬁ y OOJIBHBIX MYKOBUCHHMI030M B PErMOHaxX

Yacrora 3J1eKTPOJUTHBIX PACCTPOMCTB B CTpaHe MpeacTaBieHa Ha puc. 39, KoTopble 3a(uK-
CUPOBaHbI ¥ 5,2% GOJTBHBIX (C YUETOM «IIPYTUX» PETUOHOB: 4,8%).

MockBa
ApocnascKkana o6.
YenabuHckasn obn.

Tynbckana ob.
Tomckasa obn.
CmoneHckasa obn.
Camapckas obn.
PAasaHcKkaAa ob6n.
MNepmcKkuii Kpan

OpeHbyprckas ob.
Omckas 0611, ONEeKTPOoNIUTHbIe

HoBocubupckas 06.1. paccTpoicTBa

Hu»keropoackasa o6n.
MypmaHcKasa o6n.
MockoBckas o6.
JleHuHrpaackana ob.
KemepoBckasa obn.
BopoHeXKckasa obn.
AcTpaxaHckasa ob.
MNMpurmMmopcKuin Kpai
KpacHoAapcKuii kpaw
KpacHogapcKuit kpam
ANTanickuii Kpam
Pecnyb6aunka Yysawmusa
Pecnyb6aunka Yamyptua
Pecny6naunka TaTapctaH
Pecny6anka Mopaosusna
Pecnybauka bawkopTocTaH
XMAO-HOrpa

"Opyrue" pernoHsbl %

5 10 15 20 25

o

Puc. 39. HacTtoTa 2/1eKTPOJIMTHBIX PACCTPOMCTB Y OOJBHBIX MyKOBUCLIMIO30M B PerMoHax
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DJIeKTPOJIMTHBIE PACCTPOICTBA B BUE CUHApPOMA TceBIo-bapTrepa — yactoe ocliOXXHEHNE
y JeTell 10 To/a, KOTIa MOTYT OTCYTCTBOBATh JAPYrvue KJIMHUUYECKUE TTPOSIBICHUsI. DTO COCTO-
STHUE JIETKO TONIaeTCsl KOPPEKIIUKU, HO 0e3 CBOEBPEMEHHOM TUAarHOCTUKU MOXKET MPUBECTH
K JIETAJIbHOMY MCXOAY y JIeTeld 3TOil BO3pacTHOI rpymibl. HeoOXonnMMo MCKIII0OUaTh CUHIAPOM
riceBno-bapTrepa y Bcex BHOBb TMarHOCTUPOBAHHBIX O0JTBHBIX MYKOBUCIII03a MJIAIeHIECKO-
ro Bo3pacta, 0COOeHHO Ha (poHE UHTEPKYPPEHTHBIX 3a001eBaHuii. BaxHO CBOEBpeMEHHO BO3-
MEIIATh MOTEPIO ANEKTPOJIUTOB y MALIMEHTOB C XKeJYI0UYHO-KUIIIEYHbIMUA PACCTPONCTBAMU, OCO-
OeHHo B Teruioe BpeMs roaa [10].

JleueHue

OcobeHHOCTH MeAMKAMEHTO3HON U HEMeINKaMEeHTO3HOM TEparmym MyYKOBHUCLIMI03a B 3aBU-

CUMOCTH OT Bo3pacTa 00JIbHBIX MIPEACTaBIeHbI B Ta0J. 44.

Tabauua 44
O6sem MeduKamenmo3Hoil U HeMeOUKaAMEHMO3HOI mepanuu MyKosucuuoo3a 6 3asUCUMocmu om 603pacma 60avHbIX (¢ yuenom
«Opyeux» pezuonoe)
‘ Tepanus Bce Hdetn ‘ B3pocnbie ‘
F'MnepToHnyeckuii pacTBop HaTpus xnopuaa, % 37,1 41,6 25,7
AHTUOMOTUKMN
WHransiuuoHHble, % 40,7 35,5 46,5
BHYTPUBEHHbIE, % 66,0 62,1 76,2
nepopanbHbie, % 76,8 71,6 90,2
Bpoxxoaunatatopsl, % 65,9 60,9 78,8
IniokokopTMKOCTEPOUADI
WHransiuMoHHble, % 23,5 14,6 46,2
cuctemMmHble, % 6,3 5,9 7,3
JopHa3sa anbda, % 93,3 94,9 89,2
A3UTPOMULIMH, % 35,1 32,3 42,3
Ypcopesokcuxonesas kucnora, % 92,5 95,4 84,9
MNaHkpeaTnyeckne pepmeHTbl, % 93,0 97,2 84,5
JXXupopacTteopuMble BUTaMUHbI, % 89,2 92,7 80,2
Kunesutepanus, % 76,3 83,1 58,7
Kucnopoporepanus, % 5,4 2,1 13,9

O0beM IPUMEHEHUsI TUIIEPTOHUYECKOTO PacTBOpA HATPMS XJIOPUIA B PErMOHaX MpPEACTaB-
JieH Ha puc. 40. JJaHHbIA BUA Tepanuy IPUMEHSUICS B OTYETHOM roay y 37,3% 001bHBIX (C yue-
TOM JaHHBIX «IPYTHUX» pernoHOoB: 37,1%).

Mocksa

ApocnascKkaa ob6n.
YenabuHckan obn.
Tynbckas ob.
Tomckasa ob.
CmoneHckana obn.
Camapckasn obn.
PA3aHcKana ob6n.
Mepmckuin kpan
OpeHbyprckasa ob.
OmcKasna obn.
Hosocnbupckas obn.
Hu»keropoackasa o6.
MypmaHckas o6.
MockoBckas o6.
JleHnHrpaackasa o6.
Kemeposckas o6.
BopoHeKckasa o6.
AcTpaxaHckas o6.
MNprmMmopcKuin Kpai
KpacHospckuii Kpam
KpacHogapcKuit kpam
ANTanickuii Kpam
Pecnyb6aunka Yysawmsa
Pecnybamnka Yamyptua
Pecnyb6auka TatapctaH
Pecnyb6anka Mopaosusa

Pecnybaunka bawkopTocTaH

XMAO-Hrpa
"Opyrue'" pernoHsbl
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Puc. 40. anIMeHCHI/IC VHT IS TUTIEPTOHUYECKOI0 paCTBOpa HAaTpUs Xjiopuaa OOJIHBIMU MYKOBUCIUI0O30M B PErmoHax
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JleyeHne

O0beM NMpUMEHEHUsI MHTAISILMOHHBIX aHTUOMOTHUKOB B CTpaHe OoTpaxkeH Ha puc. 41. JlaH-
HBIA BUJ Tepanuu B OTYETHOM Tromay nmpumeHsics y 40,9% GONbHBIX (C yIETOM «IpYTUX» peru-

oHoB: 40,7%).

Mocksa
ApocnaBckaa ob6.
YenabuHckan obn.

Tynbckas obn.
Tomckana ob.
CmosieHcKas ob6.
Camapckas ob.

PAasaHcKas obn.
Mepmckuin kpan
OpeHbyprckasa ob.
Omckan o6.
HoBocmnbupckas ob.
Huykeropopackana obn.
MypmaHcKana o6n.
MockoBcKas 06.
JleHnHrpaackasa obn.
KemepoBckas ob6.
BopoHerkckasa obn.
AcTpaxaHckas obn.
MpUMOpPCKUIA Kpai
KpacHoAapckuii kpai
KpacHoaapcKkui Kpamn
ANTavicknii Kpai
Pecny6auka YyBawmua
Pecnybaunka YamypTtua
Pecnybaunka TatapctaH
Pecny6ivka Mopaosus
Pecny6nuka BawKkopTocTaH
XMAO-Orpa

"Opyrue" pernoHobl %

(0] 20 40 60 80 1

00

Puc. 41. anMeHCHHe WHTISIIUOHHBIX aHTUOMOTUKOB OOJbHBIMU MYKOBUCHMIO30M B CTpAaHE U PETUOHAX

O0beM IIpUMEHEHMST BHYTPUBECHHBIX aHTUOMOTHUKOB B peTHOHAX IIPEACTaBlIeH Ha puc. 42.
JaHHBIA BUO Tepalldi B OTYETHOM rOAY IpUMeHsUICS Y 66,0% OO0IbHBIX (C yU4ETOM «IPYTUX»

pernoHoB: 66,0%).

Mocksa

Apocnasckana ob.
YenabuHckas obn.
Tynbckasa obn.
Tomckasa obn.
CmosieHcKas o61.
Camapckas o61.
PA3aHcKaa obn.
MepmcKkuii Kpam
OpeHbyprckasa o6a.
Omckasn ob.
HoBocmnbupckasa ob.
Hurkeropoackan o6.
MypmaHcKasa obn.
MockoBcKas o6n.
JleHuHrpaackas obn.
KemepoBckas o6.
BopoHerKckasa obn.
AcTpaxaHckas ob.
MpuMopcKuii Kpan
KpacHoapcKkuii Kpai
KpacHogapckuii kpam
ANTaicku Kpai
Pecnyb6aunka Yysawusa
Pecnybnunka Yamyptua
Pecnyb6aunka TaTtapcTtaH
Pecny6avka Mopaosus
Pecny61uvKka BawKopTocTaH
XMAO-Hrpa

"Opyrue" pernoHsbl

=
=

(0] 50 100

%

BHyTpuBEHHbIE
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Puc. 42. TIpuMeHeHre BHYTPUBEHHBIX aHTUOMOTUKOB OOJIbHBIMU MYKOBUCLIMIO30M B CTPaHE U PermoHax

UHransunoHHbIe
aHTUOMOTUKU
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Peructp 60nbHbIx MykoBUcLMA030M B Poccuiickoit ®epepauun. 2013 rog

O0beM NpUMEHEeHUST TIePOPaTbHBIX aHTUOMOTUKOB B PerMOHax MpeCcTaBlieH Ha puc. 43. JlaH-
HBIA BUJ Tepanuu B OTYETHOM TOLY MPUMEHSICS Y 77,5% GONbHBIX (C yIETOM «IPYTUX» Peru-
OHOB: 76,8%).

MockBa

Apocnasckaa o6.
YenabuHckas obn.
Tynbckas ob.
Tomckasa ob.
CmoneHckan obn.
Camapckasn obn.
PAsaHcKkaAa ob6n.
MNepmMmckuii Kpamn
OpeHbyprckasa ob.
Omckana ob.
HoBocmnbupckan o6.
Hu»keropoackana o6.
MypmaHckas o6.
MockoBckas o6.
JleHunHrpaackas ob.
KemepoBsckas o6.
BopoHeKckasa ob.
AcTpaxaHckas ob.
MNMpurMmopcKuin Kpai
KpacHoApcKuit kpa
KpacHopapcKuit kpaw
ANTaNCcKUi Kpan
Pecnybnunka Yysawua
Pecny6avika Yomyptus
Pecnyb6aunka TaTtapcraH
Pecnyb6aunka Mopaosusa
Pecnyb6aunka bawkopTocTtaH
XMAO-Hrpa

"Opyrve'" pernoHsbl

MepopanbHble
aAHTUOMOTUKN

%
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Puc. 43. IlpuMeHeHUe TIepopabHBIX AaHTUOMOTUKOB OOJBHBIMY MyKOBHUCLIMAO30M B PETMOHAX

O0BeM IIpUMEHEHNsI OPOHXOIMIATATOPOB B PETMOHAX OTpaXkeH Ha puc. 44. JIaHHbBII BULI Te-
parnuu B OTYETHOM IOy IPUMEHSLICS Y 66,7 % GONBbHBIX (C yYETOM «IPYTHX» PETUOHOB: 65,9%).

Mocksa

Apocnasckaa ob6n.
YenabuHckas obn.
Tynbckas ob.
Tomckasa obn.
CmoneHckana obn.
Camapckasn oba.
PsA3aHcKasa o6n.
MNepmckuin Kpam
OpeHbyprckas ob.
Omckana ob.
HoBocmnbupckas o6.
Huykeropoackasn o6n.
MypmaHcKasa obn.
MockoBckas ob6a.
JleHunHrpaackas ob.
Kemeposckasa o6.
BopoHerkckaa obn.
AcTpaxaHcKas o6.
MNMpumopcKuin Kpam
KpacHosapcKkuii Kpam
KpacHogapcKuii Kpam
ANTanCcKuii Kpan
Pecnybnuka YysBawuna
Pecnybnunka Yamyptua
Pecnyb6aunka TaTtapcraH
Pecny6aunka Mopaosusa
Pecnybnuka bawkopTtocTtaH
XMAO-Hrpa

"Opyrue'" pernoHsbl

%
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Puc. 44. TIpumeHeHre OPOHXOAMIATATOPOB OOJbHBIMU MYKOBUCLIMAO30M B PETrMOHAX

BpoHxopunartaTopsl
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JleyeHne

O0beM NMPUMEHEHUS] MHTAISIIIMOHHBIX TJTIOKOKOPTUKOCTEPOUIIOB B PETMOHAX TpeNCTaBIeH
Ha puc. 45. JlaHHbBII BUI Tepanuiy B OTYCTHOM roay npuMeHsiics y 23,3% GOabHBIX (C yUeTOM
«IIPYTUX» PETUOHOB: 23,5%).

Mocksa
ApocnascKaa ob6.
YenabuHckas obn.
Tynbckas obn.
Tomckasa ob.
CmosieHcKas ob6.
Camapckan o6n.
PAsaHcKkan ob6.
MepmcKkuii Kpamn
OpeHbyprckas ob.
OhEeEr GEn. UHransiumoHHble
Hosocmnbupckas ob.
Hukeropoackas obn. crepouabl
MypmaHckasa ob.
MocKkoBckana oba.
JleHunHrpaackas obn.
KemepoBckasa o6.
BopoHerkckasa ob.
AcTpaxaHckas ob.
MNpumopckum Kpam
KpacHoapcKkuii kpai
KpacHoaapcKuii kpam
ANTaCKUI Kpan
Pecnybnauka Yysawmna
Pecnyb6aunka Yamyptusa
Pecnyb6aunka TaTtapcraH
Pecnyb6nnka Mopaosua
Pecnyb6amnka bawKopTocTaH
XMAO-Orpa

"Opyrue'" pernoHsbl | . | %

(0] 20 40 60 80 100

Puc. 45. TlpuMeHeHre MHTATSILMOHHBIX IJIIOKOKOPTUKOCTEPOUIOB OOJIbHBIMU MYKOBHCLIMI030M B PerMOHaX

O0BeM MPUMEHEHMST CUCTEMHBIX ITIOKOKOPTUKOCTEPOMIOB B PErMOHaX MpeICTaBIeH Ha puc. 46.
JlaHHBIA BUJI TepariMKi B OTYETHOM TOIY MPUMEHSUICS Y 6,6% OOJIbHBIX (C YYETOM «IPYTMX» PErvo-
HOB: 6,3%).

MockBa
flpocnasckana ob6.
YenAabuHckas obn.

Tynbckasa ob.
Tomckas ob.
CmoneHckasn obn.
Camapckas obn.
PasaHcKan o6.
MNepMmcKkuii kKpamn
OpeHbyprckas oba. CucTeMHble
Omckan ob.
HoBocmnbupckas ob. cTepouabl
Huykeropoackana o6a.
MypmaHcKasa o6n.
MockoBckas ob6n.
JleHuHrpaackasa ob.
KemepoBckas o6.
BopoHexKckasa obn.
AcTpaxaHckas ob.
MpumopcKuii Kpai
KpacHoapcKkuii kpai
KpacHopapckuit kpai
ANTaNCKUM Kpan
Pecnybaunka Yysawmsa
Pecnyb6auvka Yomyptus
Pecnyb6auka TaTtapctaH
Pecnybanka Mopaosua
Pecny6auvka bawKopTocTaH
XMAO-HOrpa
"Opyrve" pernoHsbl %
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Puc. 46. anIMeHCHVIC CUCTEMHBIX TNTIOKOKOPTUKOCTEPOUIOB Y OOJIBHBIX MYKOBUCIHHWI030M B pEruoHax
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Peructp 60nbHbIx MykoBUcLMA030M B Poccuiickoit ®epepauun. 2013 rog

O0beM NpUMeHeHMsI JopHa3bl ajbda B peruoHax npeacrasieH Ha puc. 47. JlaHHbIA BUj Te-
panuu B OTYETHOM rojay npumeHsiics y 92,9% 0obHbIX (C YUETOM JaHHBIX «IPYTUMX» PEruo-
HOB: 93,3%).

Mocksa

ApocnascKkaa o6.
YenabuHckasa ob.
Tynbckasa obn.
Tomckasa ob.
CmoneHckasn ob.
Camapckas o6.
PsA3aHcKkana o6n.
MNepmckuit Kpai
OpeHbyprckasa obn.
Omckan ob.
HoBocmbupckas obn.
Huskeropoackas o6n.
MypmaHckas o61.
MockoscKasa o61.
JleHUHrpaackana ob.
Kemeposckasa o6.
BopoHeKckasa ob.
AcTpaxaHckas ob.
MNMpumopcKUt Kpaw
KpacHosapcKkuii kpan
KpacHopapckuii Kpan
ANTaNCKUM Kpan
Pecnyb6aunka Yysawmusa
Pecnyb6amnka YamypTtua
Pecnybnuka TaTtapcTtaH
Pecnybnunka Mopaosusa
Pecnybnunka bawkopTocTtaH
XMAO-HOrpa

"Opyrve'" pernoHsbl

AdopHaza anbda

%
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Puc. 47. IIpumeHeHue nopHa3bl ajbda 60JbHBIMU MYKOBUCIIMIO30M B PErHMOHAX

OO0beM MpUMEHEHUs a3UTPOMULIMHA B CYOMHTMOMPYIOLIMX 103aX B perMoHax MpeacTaBieH
Ha puc. 48. JlaHHBII BUI Tepaliiy B OTYETHOM Toxy npuMeHsuics y 35,9% 00JbHbBIX (C y4eTOM
«IpYI'MX» PErMOHOB: 35,1%).

Mocksa

Apocnasckaa ob6n.
YenabuHckas obn.
Tynbckas ob6.
Tomckasa ob.
CmosieHcKas ob.
Camapckan o6.
PA3aHcKana ob.
MNepmckuin Kpaw
OpeHbyprckas ob.
OmcKana obn.
HoBocunbupckas o6.
Hukeropopackasa obn.
MypmaHckas o6.
MockoBckas obn.
JleHnHrpaackana o6.
Kemeposckasa o6n.
BopoHerkckaa obn.
AcTpaxaHckasa ob.
MNpumopckuin Kpam
KpacHosapckuii Kpam
KpacHopapcKkuii Kpai
ANTANCKUM Kpan
Pecnyb6nunka YyBaiuma
Pecnyb6aunka Yamyptua
Pecnybaunka TaTtapctaH
Pecny6aunka Mopaosusa
Pecnybnuka bawkopTocTaH
XMAO-HOrpa

"Opyrue'" pernoHsbl

A3UTPOMULIMH

%
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Puc. 48. TlpuMeHeHMe a3uTPOMULIMHA B CYOMHTUOMPYIOIIMX 103aX OOJIbHBIMU MYKOBUCLIMIO30M B PErMOHaX
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JleyeHne

O0beM MPUMEHEHUST YPCONE30KCUXOJEBOI KUCIOTHI B PErMOHAaxX MpeacTaBiieH Ha puc. 49.
JlaHHBII BU Tepaniv B OTYETHOM Trofy npuMeHsuics Y 93,2% O0IbHBIX (C yU4ETOM «IpyTrux»
pernoHoB: 92,5%).

Mocksa
ApocnascKasn ob6.
YenabuHckas obn.
Tynbckas ob.
Tomckasa ob.
CmoneHckana obn.
CamapcKan obn.
PAsaHcKkasa ob6n.
MepMmcKkuii Kpamn
OpeH6yprckas o6.1. Ypcope3okcuxoneBas
Omckana ob6. KucnoTa
HosBocmnbupckas o6.
Huykeropoackan obn.
MypmaHcKkas o6.
MockoBckas obn.
JleHWHrpaackaa ob.
KemepoBckasa o6n.
BopoHeKckasa ob.
AcTpaxaHcKasa ob.
MpuMmopcknin kpain
KpacHoapckuii Kpan
KpacHopapcKuit kpawm
AnTanicknin Kpam
Pecnybauka Yysawna
Pecnyb6aunka Yamyptua
Pecny6nunka TaTtapctaH
Pecnybanka Moppaosua
Pecny6nunka bawkopTocTaH
XMAO-Hrpa
"Opyrue" pervoHbl

%
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Puc. 49. TlpuMeHeHMe ypcoae30KCUXO0JEBOM KMCIOThI Y O0JIbHBIX MyKOBUCLMAO30M B PErMOHAX

OO0beM MpUMeHeHUs TTaHKpeaTUUYeCcKuX (pepMEHTOB B perMoHax MpeacTaBieH Ha puc. 50.
JlaHHBII BU Tepalii B OTYETHOM rofy npumeHsuics Y 94,2% 001bHBIX (C yU4ETOM «IAPYTrUx»
pernoHoB: 93,0%).

Mocksa

ApocnascKan ob6.
YenabuHckasa obn.
TynbcKas obn.
Tomckana obn.
CmoneHcKkasa oba.
Camapckan obn.
PA3aHcKaAa obn.
MNepmcKuin Kpai
OpeHbyprckas obn.
Omckana ob.
HoBocunbupckas ob6.
Hukeropogackana o6.
MypmaHcKaa obn.
MockoBckasa ob6a.
JleHnHrpaackana oba.
KemepoBckasa o6/1.
BopoHeKckasa obn.
AcTpaxaHckasa obn.
Mpumopcknin kpan
KpacHoApcKkuii kpamn
KpacHopapckuii kpait
ANTaNCKUM Kpa
Pecnybaunka Yysawna
Pecnybanka Yamyptua
Pecnybanka TatapctaH
Pecnybnunka Mopaosua
Pecny6aunka bawKopTocTaH
XMAO-Orpa

"Opyrue'" pernoHbl
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Puc. 50. TlpuMeHeHMe MaHKpeaTuuyecKux (HepMeHTOB OOJIbHBIMU MYKOBUCLIMI030M B PErMOHaxX
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Peructp 60nbHbIx MykoBUcLMA030M B Poccuiickoit ®epepauun. 2013 rog

O0ObeM TTPUMEHEHUsI KNUPOPACTBOPUMBIX BUTAMUHOB B perMoHax MpeiCcTaBlieH Ha puc. S1.
JlaHHBIA BUI Teparnuu B OTYETHOM roay npumeHsicsa y 90,4% GONbHBIX (C YUETOM « APYTHX»
pernoHoB: 89,2%).

Mocksa
ApocnascKkaa ob6.
YenabuHckan obn.
Tynbckas obn.
Tomckana oba.
CmosieHcKas o6.
Camapckas ob.
PA3aHcKana o6.
MNepmcKkuii Kpawn
OpeHbyprckas ob.
Omckan ob.
Hosocmbupckas obn.
Huykeropoackana oba.
MypmaHckana o6.
MockoBcKas o6.
JleHunHrpagckas o6.
KemepoBckas o6/.
BopoHexKckasa obn.
AcTpaxaHckas obn.
MpUMOPCKUIA Kpai
KpacHoAapcKuii kpai
KpacHopapckuii kKpamn
ANTavickuii Kpai
Pecnyb6naunka Yysawmusa
Pecnyb6auka Yamyptusa
Pecnyb6aunka TatapctaH
Pecnyb6nmnka Mopaosua
Pecnybnunka bawkopTocTaH
s Aol e e e e
"Opyrue" pernoHbl , | %
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YXupopacteopumsbie
BUTaMUHbI

Puc. 51. TlpuMeHeHMe KMPOPACTBOPUMBIX BUTAMUHOM B Teparivuy O0JIbHBIX MYKOBUCILIMA030M B PErMOHAX

O0beM MpUMeEHEeHUsT KUHE3UTeparnuy B CTpaHe M peruoHax MnpeactaBieH Ha puc. 52. JlaH-
HbIII BUJ Tepaniy B OTYETHOM Tomy npumeHsuics y 80,3% GObHBIX (C YYETOM «IPYTUX» PEeru-
OHOB: 76,3%).

Mocksa

Apocnasckaa ob6n.
YenabuHckan obn.
Tynbckas obn.
Tomckana ob.
CmonieHcKas o6.
Camapckas obn.
PAsaHcKana o6.
MNepmcKkuii Kpaw
OpeHbyprckas o6a.
Omckasn ob.
HoBocmnbupckasa obn.
Huxkeropoackana o6a.
MypmaHckas o61.
MockoscKkas o6..
JNleHunHrpaackas ob.
KemepoBckas o6.
BopoHerkcKkasa o6.
AcTpaxaHckas obn.
MpumopcKuii kKpan
KpacHoapcKkui kpai
KpacHopapckuii Kpamn
ANnTancKum Kpamn
Pecnyb6aunka Yysawmsa
Pecnybaunka YamypTtua
Pecnyb6auka TatapctaH
Pecnyb6nunka Mopaosua
Pecny6naunka BawkopTtocTaH
XMAO-HOrpa

"Opyrue" pernoHobl

KvuHeauntepanus

%
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Puc. 52. TlpuMeHeHre KUHE3UTeparnuu 00JIbHbIMU MyKOBUCLIMIO30M B PerMoHax
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JleyeHne

OOGbeM MCITOIB30BAHMS KUCIOPOIOTEPAIIMKI B CTPAHE M PETMOHAX IpeACTaBleH Ha puc. 53.
JTaHHBIN BUI TEPAITUN B OTYETHOM TOLY IPUMEHSIICA Y 5,3% GOJIbHBIX (C YUETOM «IPYTHX» PE-
rMOHOB: 5,4%).

Mocksa

ApocnascKana ob6n.
YenabuHckas obn.
Tynbckas ob.
Tomckas ob6.
CmosieHcKas ob.
Camapckas o6.
PA3aHcKaa o6n.
MNepmcKuii Kpai
OpeHbyprckasa oba.
Omckasn ob.
HoBocnbupckasa o6.
Huykeropoackasa obn.
MypmaHcKkas obn.
MockoBckas o6n.
JleHnHrpaackasa obn.
KemepoBckas o6.
BopoHerkckasa obn.
AcTpaxaHcKas oba.
MpumopcKuin kpam
KpacHoapcKkuii Kpam
KpacHogapckuii kpai
ANnTanickuii Kpai
Pecny6auka Yysawma
Pecnyb6auvka Yamyptusa
Pecnybnunka TaTtapctaH
Pecny6i1vka Mopaosus
Pecnyb6amnka bawKopTocTaH
XMAO-Hrpa

"Opyrne" pervoHsbl

Kucnopoporepanusa

%
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Puc. 53. [IpumMeHeHMe KUCIOPOAOTepaun Y O0JIbHBIX MyKOBUCIIMIO30M B PETHMOHaX

TpaHcnnaHTauusa

B 2013 r. 1ByM GOJIbHBIM MYKOBUMCIIMI030M OblJIa TTPOBEAeHAa ABYCTOPOHHSIS TpaHCIUIaHTA-
LM JIETKUX, TPaHCIUIaHTalLMsl IIeYeHU He MPOBOIMUIIACS.
Yucno tpancrmmantanumit 3a 20112013 rr. ipeacrasiaeHo B Tab. 45.

Tabauua 45

Yucao mpancnaanmauuil aeexux u newenu 3a 2011-2013 ee.

TpaHcnnaHTauus 2011 r. ‘ 2012r. 2013r. ‘ Bcero ‘
JNerkux 1 2 2 5
Meyenn 0 1 0 2*

*- 0fHa TpaHcnnaHTaumsa nevenu 6oina nposeneHa eue B 2009 r.

CmMmepTHOCTDb

B Teuenue 2013 1. ymepiu 32 G0ONBHBIX (C YIETOM «IPYTUX» PETMOHOB — 33 TmaruenTa) [1pu-
YUHOM CMePTHU 23 13 HUX SIBJSLUIOCH OPOHXOJErOYHOE MOpPaXeHue, M0 ABOe OOJIbHBIX YMEPIH
BCJICICTBUE MOPAXEHMS MIEUEHHU, OCTPOIl MOYEUHOM HEAOCTATOUHOCTU M HECUYACTHOIO CIIydasi
(OIUH U3 «IPYTUX» PETUOHOB), TT0 OTHOMY MAIIMEHTY YMEPJIU BCICACTBUE CEpACUHO-COCYINCTOM
HEI0CTaTOYHOCTHU U IIPU MPOBEACHUN TPAHCIUIAHTALIMH JIETKUX, IPUYMHA CMEPTU IBOUX 0OJIb-
HbIX Hen3BecTHa. CpenHuUil Bo3pacT cMepTu cocTaBmit 17,1 & 8,8 rona, MeauaHa Bo3pacta cMep-
™ — 19,0 (12,3) 7eT (C y4eTOM «apyrux» peruoHoB: 17,2 = 8,7, 19,3 (12,0 T, COOTBETCTBEHHO)).

MunumanbHbIi Bo3pacT cMepTu — 0,07 met, MakcuManbHbIi B 30,7 JeT.
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MpunoxeHune

I'Iepeqel-lb AaHHbix Poccuiickoro perncTpa O OJIbHbIX MyKOBUCLUMNAO030M

Aemorpaduyeckue gaHHbie

T'opon, B KOTOPOM pacrioiokeH LeHTp
®DUO namyeHra
Peruon npoxuBaHust
l'on HaGmoneHus
l'on poxnenus
Mecs1 poxaeHus
Yucio poxaeHust
ITon
Bospacr (Ha 31 nekabpsi OTYETHOTO roaa)
Cratyc namueHTa:
— XuB Ha 31 nexabpsi OTYETHOTO roja;
— Moru6d B OTYETHOM TOJY
Ecnmm ymep, To 3amoJiHsieTCsl 1ata CMEpTH:
— rog;
— MecsIII;
— YUCJI0
ITpuuuHa cmepTH:
— OpoHXoJIeroyHas;
— TIeUYEHb;
— TpaBMa;
— CyMIIu;
— TpaHCIUIaHTAlIMS;
— Jpyrasi, cBsI3aHHasl C MYKOBUCIIMI030M, CJIeIyeT yKa3aTh Kakasl (HalpuMmep, CUHIPOM
rceBno-bapTrepa, aMuIon103, OHKOJIOTHUS U 1IP.);
— Jpyrasi, He CBsA3aHHAasI ¢ MyKOBUCIIMI030M

AunarHos

JMarHo3 rmoaTBepKIeH:

— 11a;

— HET;

— OyZeT MOATBEPXKIEH
BoszpacT Ha MOMEHT YCTaHOBJICHUSI TUarHo3a B rogax
Jata ycraHoBieHus1 nuarHosa B ¢popmate: JJI. MM.ITIT

FeHeTuka

[IpoBoauIOCh M reHETUYECKOE UCClIeJOBaHME:
— nha;
— HeT
IlepBast myTanus
IlepBas mytamus 2 (eciu Ha OTHOM XpOMOCOMeE ABE MyTallMH, TO 3[1e€Ch IUIIETCS Ha3BaHUE
BTOpoit myrauuu. Eciu ee Ha3BaHUS HET B MEXIyHApOAHOM 6a3e maHHBIX http://www.genet.
sickkids.on.ca, To B mepBOM CTOJIOIE MUILIETCS: Apyras, a BO BTOPOM — Ha3BaHUE MyTalluu).
Bropasg myrauusa
Bropas myTaius 2 (1o aHaJoruu ¢ MepBOi MyTalluei).
HeoHaTanbHBIN CKPUHUHT:
— TIOJIOXUTEJIbHBIN;
— OTpULIATEJIbHBIN;
— pe3yJbTaT HEM3BECTCH;
— He Jenanu
HapymieHue TpaHCcanMUTeIMaIbHOTO MOHHOTO TPAHCIIOPTa (Pa3HOCTh Ha3adbHBIX IIOTEHIIMATIOB,
OMOIICUH TOJICTOMN KUIIKHU):
— TIOJIOXUTEJbHAS;
— OTpHUIlaTe/IbHAas;
— He Jenanu

http://journal.pulmonology.ru
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IToToBbIi1 TECT:

— TUTPOBaHMUE;

— MPOBOAUMOCTD;

— HE IeJiajiv
DEKTPOIUTHI

— XJIOPU[IBIL;

— Apyrue;

— HE IeJiajiv
YpoBeHb XJIOpUI0B
IToToBBII TECT MOBTOPHbII:

— TUTPOBaHUE;

— MPOBOAUMOCTD;

— HE IeJlajiv
DEKTPOJUTHI MTOBTOPHbIE:

— XJIOPU[IBIL;

— Apyrue;

— HE IeJlajiv
VYpoBeHb XJIOpUA0B MOBTOPHbII
MekoHuaIbHbIN UeyC:

— I1a, OTIEpUPOBAaH;

— Ila, He ONepUPOBaH;

— I1a, HEe U3BECTHO, ObLIA JIM OTIEepaLus;

— HeT

Tepanusa

WMuransguuu runepronndyeckoro pactsopa NaCl B 0OTYETHOM rofy:
— na (eciu cyMMapHOe YMCJIO THEeW MHTaIsiluii — 6osiee 3 mec.);
— HET;
— He 3Ha
IToBTOpPHBIE KYPCHI MHTAISIIMOHHBIX AaHTHOMOTUKOB B OTYECTHOM TOMIY:
— na (eciu cyMMapHOe YMCJIO THEeW MHTaIsIuii — 6osiee 3 mec.);
— HET;
— He 3Ha
BHyTpuBeHHBIC aHTUOMOTUKU B OTYCTHOM TOIIY:
— Ja (maxe ecyiv MpoBeIeH OJMH KypC BHYTPUBEHHON Teparumn);
— HET;
— He 3Ha
TabnetTupoBaHHbIE aHTUOMOTUKM B OTYETHOM TOJ1Y:
— Ia (Jaxke ecyiv MPOBEJEH OAWH KypC aHTUOMOTUKOB BHYTPbD);
— HET;
— He 3Ha
JnurenbHble (TOBTOPHBIE) KYPChl MHTAISIIIMOHHBIX OPOHXOIMIATATOPOB B OTYETHOM TOMY:
— na (eciu cyMMapHOe YMCJIO THEeW MHTraIsiLuii — 6osiee 3 mec.);
— HET;
— He 3Ha
[ToBTOpHBIE KypCHI (JUTUTETLHOE TTPUMEHEHNE) WHTAISIIIUOHHBIX CTEPOUIOB;
— na (eciu cyMMapHOe YMCJIO THEeW MHTaIsLuii — 6osiee 3 mec.);
— HET;
— He 3Ha
[ToBTOpHBIE KypCHI (JUTUTETHHOE TIPUMEHEHUE) CUCTEMHBIX CTEPOUJIOB:
— 1a (eclii cyMMapHOe YMCIIo AHeH Tepanuu — 6ojiee 3 Mec. WM ITPOBEIeHO He MeHee 6 Kyp-
COB B Iojl TapeHTepabHO);
— HET;
— He 3Ha
Kucnoponoreparusi B OTYETHOM TOJY:
— na (eciM cymMMapHOe YKCIIO JIHEW KMUCIIOponoTepanu B ros 6osee 3 Mec., U3 pacueTa He
MeHee 12 4 KucaopoaoTepanuu B CyTKH)
— HET;
— He 3Ha
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JlopHaza ajiba B OTYETHOM TOJY:
— na (ecau cyMMapHOe YMCJIO JHEN MHralsuuii 6oee 3 mec.)
— HET;
— He 3Ha

ITocTossTHHOE TIpUMEHEHWE a3UTPOMUIIMHA (VT IPYTOro MaKpOJIraa) B OTYETHOM TOMIY:
— na (eciu cyMMapHoOe YMCIIo THel mpuema — 6oJiee 3 Mec.);
— HET;
— He 3Ha

Ypcone3okcuxojieBast KUCJI0Ta B OTYETHOM TOMY:
— na (ec cyMMapHoOe YMCIo ITHel mpuema — 6oJiee 3 Mec.);
— HET;
— He 3Ha

IMankpeatnueckre (hepMEeHTHI B OTIYETHOM TOMY:
— na (eciu cyMMapHoOe YMCIo ITHel mpuema — 6oJiee 3 Mec.);
— HET;
— He 3Ha

ZKupopacTBoprMBIe BUTAMUHBI
— na (eci cyMMapHOe YMCIo THel mpuema — 6oJiee 3 Mec.);
— HET;
— He 3Ha

Kunesutepanus
— na (ecav cyMMapHOe YMCJIO JHEN MpoBeaeHus — 6ojee 3 Mec.);
— HET;
— He 3Ha

O6cnenosaHue

Macca mena (4 yp.), imeBLIasCs B 1eHb Jy4diiero nokasarenss O®B,, eciu ve nenanu @B/,
TO TIOCJIe[IHEE 3HAUYEHWE MACChI TeJIa B OTYETHOM TOJY.

Pocm (4 yp.), nmeBumiica B ieHb y4iiero nokasareis OPB,, ecnu He nenanu @B/, To mo-
cienHee 3HaUeHUe PocTa B OTYETHOM TOJY.

Mecsy ayweeo nokasamens OPB, (4 yp.) B oT4eTHOM rofy, ecnu He aenami @BJI, o nara
U3MEPEeHUsT pOCTa U MaccChl Teja.

Yucno aynweeo nokazamess OPB, (4 yp.) B oTueTHOM roxy, ecnu He aenanu OB/, To nara
U3MEPEeHUsT pOCTa U MaccChl Teja.

Jywwuii noxazameas O®PB, (4 yp.) B OTYETHOM rofy (B JIUTPAX).

Jlyqwuii noxkazamenv OXKEJI (4 yp.) B OTYETHOM TOay (B JINTPAX).

MukpoGuonorusa

Kputepun xpoHnueckoit HGEKIIMN OTpakeHbI B paszesie « MUKpoOuoIorus»
XpoHuueckoe nHpuumrpoBanue P. aeruginosa:
— na (bosee MOJOBUHBI BHICEBOB 3a OTUYETHBIN TO/I, IPU YCJIOBUU TIPOBENeHUST HE MeHee 4
TIOCEBOB);
— HET;
— He 3Haw
Wutepmuttupyomas uHbekuus: P. aeruginosa:
— na (bosee MOJOBUHBI BHICEBOB 3a OTUYETHBIN TO/I, TIPU YCJIOBUU TIPOBENeHUST HEe MeHee 4
TIOCEBOB);
— HET;
— He 3Haw
XpoHuueckas MHMeKIUs S. aureus
— na (bosee MOJOBUHBI BHICEBOB 3a OTUYETHBIN TO/I, IPU YCJIOBUU TIPOBENEeHUST HE MeHee 4
TIOCEBOB);
— HET;
— He 3Haw
Xponuueckast nHpexkus B. cepacia complex
— na (bosee MOJOBUHBI BHICEBOB 3a OTUYETHBIN TO/I, IPU YCJIOBUU TIPOBENEeHUST HE MeHee 4
TIOCEBOB);
— HET;
— He 3Haw

http://journal.pulmonology.ru
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Hetybepkyie3Hble MUKOOAKTEpUU
— 1a (6oJjiee TTOJIOBUHBI BBICEBOB 3a OTYETHBIN TOH, IIPU YCJIOBUM IIPOBEACHUS He MeHee 4
MOCEBOB);
— HET;
— He 3Ha
S. maltophilia B oT4Y€THOM TOIY
— 1a (6oJiee TTOJIOBUHBI BBICEBOB 3a OTYETHBIN TOH, IIPU YCJIOBUM IIPOBEACHUS He MeHee 4
MOCEBOB);
— HET;
— He 3Ha
HedepmenTupyrommas HelceBIOMOHAIHAs TpaMOTpULiaTelIbHas (iopa
— na (GoJree TTOJIOBUHEI BLICEBOB 3a OTYETHBIN TOJI, TIPY YCIOBUHU TIPOBEACHUS He MeHee 4 1o-
CEBOB), 00s13aTeJIbHO YKa3aHUe JIATUHCKOTO Ha3BaHUsSI MUKPOOPTaHM3Ma;
— HET;
— He 3Ha

OcnoxHeHus (B OTY4ETHOM roay)

AJneprudyeckuii OpOHXOJIETOUHBIN acTiepruuie3 (KpUTepun OTpakeHbl B pasnene «OcioxkHe-
HUSI»)
— B HACTOSIIIINIT MOMEHT;
— HET;
— He 3Halo
JnabeT ¢ exxeTHeBHBIM NTPUMEHEHNEM UHCYJIMHA
— Ja;
— HET;
— He 3Halo
[MTHeBMOTOpAaKC, MOTPeOOBABIINIA TPEHUPOBAHUS
— na;
— HET;
— He 3Halo
IMopaxenue nedyeHu (o0 Kputepusx B pazneie «OCIoXKHEHUS»):
— IIUPPO3 C TUTIEPTEH3UE/TUTIEPCTUIEHU3MOM;
— Uppo3 0e3 TUTIepTeH3N U/ TUTIePCITICHU3Ma;
— 1uppo3 6e3 nH(popMalKu O TUTIEPTEH3U U /TUTIEPCITTICHU3ME;
— MopaxeHue NeyeHu 6e3 Uppo3a;
— HET;
— He 3Halo
BripaxeHHoe jierouHoe KpoBoTeueHue (6osee 250 MJI OTHOMOMEHTHO):
— 71a, XOTs Obl OMH pa3;
— HET;
— He 3Halo
Hanuuwne oHkonorndeckoro 3adosieBaHus (B OTYETHOM TOMY WJIM KOTA-TM00 B XKU3HU TAllM-
eHTa):
— Ja;
— HET;
— He 3Halo

MaHkpeaTuyeckuii crtaTtyc

DdexanpHag 31acTaza 1:
— < 200 Hr/T OMHOKPATHO;
— < 200 Hr/T TBAXKIHL;
— > 200 HT/T OTHOKpPATHO;
— > 200 HT/T IBaXIHI;
— He oIpeaensiiach
HeiiTpanbHblil XUp B CTyJe:
— BBICOKUI OTHOKPATHO;
— BBICOKUI > 2 pa3a;
— HOPMAaJIbHBI OMHOKPATHO;
— HOPMAJIbHBIN > 2 pa3a;
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— He onpeAessn
DJEeKTPOJUTHBIE paccTpoiicTBa (CUHApPOM rceBno-baprrepa):
— J1a;
— HET;
— He 3Haw
Ocreomnopo3 (HU3Kasi KOCTHasl Macca):
— na (ecnu Z-KpUTepuii Ipu MpoBeIeHUN OCTEOJeHCUTOMETPUM HIUXE 2);
— HET;
— He 3Haw
[Tonno3 BepXHMX IBIXaTEIbHBIX MYTCH:
— J1a;
— HET;
— He 3Haw
AMUIONI03 B OTYETHOM TOJTY
— J1a;
— HET;
— He 3Haw

TpaHcnnaHTauus

TpaHcIIaHTaIUS TIEYCHMN:
— na;
— HET;
— He 3Ha
Hata (ron) nmocienHen TpaHCIJIaHTaAUMY MeYeHu (€CJIM TMPOBOAMIACH 10 WU B T€YEHUE OTUYET-
HOTO roja)
TpaHcIaHTaIUS JIETKUX
— na;
— HET;
— He 3Haw
Hata (rom) mocjaeaHeit TpaHCIUIAHTALUM JIETKUX (€CU MTPOBOAMIACH IO WJIU B TEYEHUE OTUYET-
HOTO roja)

Kputepum BKJIlO4EHUS NaLUEHTOB
B Poccuiickuin pernctp 600sibHbIX MyYKOBUCLUA030M

B perucTp BKJII0YaIOTCS ALMEHTBI TOJIBKO C MMOATBEPKACHHBIM IMAarHO30M. [IMartHo3 moarBepx-
TaeTCsl B COOTBETCTBUU CO CICAYIONINM KPUTCPUSIMIU:

1. JIByKpaTHBIN MOJOXUTEIbHBIN TTOTOBBIN TECT:

— xJI0puabl > 60 MMOJIB/T;

unu

— TIPOBOAMMOCTB T10Ta > 80 MMOJIB/T;

I

— xyopuabl > 60 MMOJIb/J1 + MPOBOAUMOCTSD IT0Ta > 80 MMOJIb/J.

2. OOQHOKpAaTHBIA MOTOBBINA TECT ¢ xyopugamu > 60 MMOIb/J WIK IPOBOAUMOCTD I1OTA
> 80 mmonb/m nu JHK-ananmmu3 ¢ omHO#M Win IByMsI MACHTU(MOUINPOBAHHBIMU MYTallMSIMU B
rene CFTR.

3. OOHOKpAaTHBIA MOTOBBINA TECT ¢ xyopugamMu > 60 MMOJIb/J WIK IPOBOAUMOCTD I1OTA
> 80 MMOJIb/JT 1 TIOJIOKUTENIBHBIN pe3yabTaT HeoHaTambHOro ckpuHuHTa (MUPT — 1 2> 70 °Hr/™IT;
UPT -2 > 40 ur/mn).

4. OmHOKpATHBINA MOTOBBIM TeCT ¢ XJaopumaMu > 60 MMOJIb/JI WIK IIPOBOAMMOCTD I10Ta
> 80 MMOJIB/TT ¥ KITMHWYECKAs KapTUHA ¢ XapaKTepHBIMU CUMITTOMaMU MYKOBUCITI03a.

5. 3HayeHue XJIOPUIOB B IIOTOBOM TecTe < 60 MMOJIb/JI WIK IIPOBOIMMOCTD I0oTa < 80 MMOJIb/JI:
TOTJa HY>KHO UMETh 2 U3 4 CIeAYIOIINX KPUTEPHCB:

— NHK-anamm3 ¢ omHOI Wi ABYMSI NOCHTU(PUIIMPOBAHHBIMU MYTAIIMSIMU, BBI3BIBAIOIIIN -
MM MYKOBUCILIHIIO3;

— TIOJIOKUTENIbHBIN pe3yabTaT HeoHaTadbHOTO ckpuHuHra (MPT-1 > 70 ur/mn; UPT-2
> 40 ar/mn);

— TIOKAa3aTeNlb PA3HOCTU TPAHCAMUTEINATBHBIX (Ha3aIbHBIX) IIOTCHIINAIOB, TTIOATBEPXKIAI0-
Wi TUAarHO3 MYKOBUCITAIO3;

— KIIMHWYECKask KapTUHA, ¢ XapaKTePHBIMU CUMIITOMaMM MYKOBHCIIMIO3A.

http://journal.pulmonology.ru
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JonosiHuTesibHble 00OBbACHEHUS MO BHECEHUIO NokKa3aTtenem
B Poccuiickuin peructp

MoToBbI TECT

Ecnv moToBbIii TeCT He OBLT IIPOBENieH, OTMEYaTe «He Jejain». ECu MOTOBBII TeCT «He Jie-
JIaJi», TO JOJIKHBI OBITh YKa3aHbl 00e MyTalluM B T€HEe MyKOBMCIIUI03A.
1. TToTOBBIIT TECT: 3aHOCUTCS TUTI TIOTOBOTO TecTa (TUTPOBAHUE WJIU TTPOBOIUMOCTD).
2. DIIEKTPOIUTHI: TIPENITOYTUTELHBIM SIBIISIETCS] U3MEPEHUE KOHIIEHTPAIIUU XJIOPUIOB.
3. YpoBeHb XJIOPUIIOB: 3aHOCUTE YPOBEHB XJIOPUIOB B MIJIJTUMOJISIX Ha JTUTP (MMOJIb/). Ecnn
B OJIMH U TOT Xe€ JIEHb OBbIIN CIIeJaHbl ABE MPOOBI, 3aHOCUTCS O0Jiee BHICOKUIA TOKA3aTeb.
4. Bo3MOXHO oTpesiesieHre IPOBOIMMOCTU, 9KBUBAJIEHTHON YPOBHIO XJIOPUIOB (MMOJIb/J).
Ecnu B oguH 1 TOT XXe IeHb OBbLIN CIeaHbl 1Be TTPOOBI, 3aHOCUTCS 00Jiee BBICOKUI TTOKa-
3aTeb.
5. OnTUManbHO COYeTaHUE ABYX METOMUK: OTpe/e/ieHe XJIOPUIOB U OTpeeieHUue POBO-
JTIMMOCTH.
Tpumeuanue: ypoBeHb 3HAYCHUN XJIOPUIOB MOXET ObITH OT 1 10 160 MMOJIB/JT; MPOBOAMMO-
ctu ot 1 1o 170 mmodb/n. Eciu y marmenTa xjaopuabl > 160 MMoJib/J1, a TpOBOAUMOCTD > 170
MMOJTb/J1, TIOTOBBII TECT HYKHO TIEPe/IeIaTh.

CnupomeTtpus

Llexs yueTa maHHBIX IO CIUPOMETPUM B PoccmiickoMm pernctpe OOJBHBIX MYKOBHUCIIMIO-
30M — TIOJIyYeHHE CTAaHIAPTU3MPOBAHHBIX TTOKA3aTeIei IJIsT CpaBHEHUS C IPYTUMHM IIEHTpaMu,/
CTpaHaMM M ISl ICTIOJIB30BAaHMST 3TOM MH(MOPMAIIUK B CITEIIUATBLHBIX SMTUIEMIOIOTUUSCKUX UC-
ciaenoBaHusIX. HekoTopeie 1mokas3aTenn, morydaeMble B OTICIBHBIX IIEHTPAX, MOTYT HE COOTBET-
CTBOBATh 3allpalllnBacMbIM (CM. HIXe). B CBSI3M C 9TUM B PETUCTP MOTYT OBITh 3aHECEHBI TOJIb-
KO Te TT0Ka3aTesIii, KOTOPhIE COOTBETCTBYIOT €TI0 KPUTECPHSIM.

CrmmpoMeTpusl TOJDKHA ITPOBOAUTHCS B COOTBETCTBUM CO CTAHIAPTHBIMM PEKOMEHIAIIN-
SIM AMEpPUKaHCKOTO TOpakaibHOTO U EBpormeiickoro pecrimpatopHoro obmecTtB (ATS/ERS
guidelines):

1. O0mme IPUHLMIIBL OTpeaesieHUs (DYHKITMOHATBHBIX TTOKa3aTesel IETKIX

(http://www.ers-education.org/pages/default.aspx?id = 2005&idBrowse = 37467 &det = 1).
2. CraHmapTu3alust CIIMpoOMeTpUn

(http://www.ers-education.org/pages/default.aspx?id = 2005&idBrowse = 37466&det = 1).

Boee Toro, misa 3amoTHEHHST perucTpa TOKHBI OBITh COOTIOACHBI CIICIYIONINE KPUTCPUM:
1. Ileped uzmeperuem HEOOXOINMO:

a) yKas3aTb JaTy POXACHMUS, TIOJI M POCT MallMeHTa AJIS pacdyeTa MOJLKHBIX 3HAYCHUI;

0) CrIMpOMEeTpHST JOJIKHA TIPOBOIUTHCS O€3 IMpUMEHEHUST OPOHXOMMIATATOPOB (BPEeMsI C MO-
MEHTa ITOCJICIHETO TIpreMa IIperapaToB KOPOTKOTO NEHCTBUS TODKHO COCTABIISITh HE Me-
Hee 4 4, JUTMTEIBHOTO AeHCTBUST — He MeHee 12 1).

2. Pezyaomamuoi:

a) U3 JaHHBIX, 3aHECEHHBIX B PETMCTPHI PeTMOHANBHBIX LIEHTPOB, It Poccuiickoro peru-
CTpa, IOJDKHBI ObITh BHIOPaHbl HAWITYYIIKME B OTYETHOM rofy nokasarenn O®B, (%nomnx.),
BBIpAaXKEHHBIC B JIUTPaX;

0) xaxupiii mokasareb ODPB, 1 ®KEJI 1omxeH ObITh TPEICTABIEH B JIUTPaX ¢ YKa3aHUEM
3HAYCHUU M0 COTHIX (2 3HAKa MOCIIe 3aIIsSIToi);

B) nokasaresib OKEJT nosxen O6biTh Gosblie uin paBeH nokasateaio ODB ;

T) IIpY 3aHECEHUM TOKa3aTeJIeil CTUPOMETPUH HEOOXOIMMO YKa3bIBaTh HaTy IIPOBEIACHMS TE -
cTa, Maccy Tejia U POCT MalMeHTa B MOMEHT MCCIIeOBaHUSI ISl BHIYMCIIEHUS IIPOLIEHTOB
OT IOJDKHBIX 3HAYCHUIA,

1) CJIeyeT MUCITOIh30BaTh TOJIBKO T TECThI, KOTOPBIE COOTBETCTBYIOT PEKOMEHIALINSIM AMepH-
KaHCKOT0 TopakajabHOro n EBporeiickoro pecrimpatopHoro ooiectB (A7S/ERS guidelines).

3. Pacuem npouyenmos om 00ANCHbIX 3HAYEHU.

ITpu pacueTe HEOOXOMIUMO MCITOIB30BaTh CTAHAAPTHHIN HAOOP MOJIKHBIX 3HAYCHUIA:

a) s gereit ot 5 mo 18 met — G.Polgar et al. (1971);

0) s B3poCabIX > 18 et — paboueii rpyrmbl EBporneiickoro coodImecTsa CTaiu U yIiis
(ECCS, 1993);

B) IJIsT meTeit < 5 JIeT Imokas3aTesr He OyIyT pacCUMTHIBATHCS.
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HyTpuTHuBHBIN cTaTyC

HyTtputrBHBIi cTaTyC 60JBHBIX MYKOBUCIIMIO30M PACCUYUTHIBAJICS C TIOMOIIILIO MHAEKCa Mac-
cbl Tesa (MMT) Ha ocHOBaHMM TaHHBIX MAaccChl Tejla, pocTa U Bo3pacTa nauueHta. Mamepenust
OCYIIECTBIISIIOTCSI COTJIACHO CEAYIOIIUM PEKOMEHIALIMSIM
* Macca TeJa OmpeessieTcs TP CHATOM BepXHeit omexae U 00yBH;
* pocT — 06e3 00yBH — POCTOMEPOM; BEPXHSIST YACTh TOJIOBBI IOJKHA KAcaThCsl BEpXHE IUIaH-
KU TIpU HeOOJIBIIIOM ee HalaBINBaHUN,

* TIOKa3aTeJIM JOJIKHBI COOTBETCTBOBATh BEJIMUYMHAM B JI€Hb IIPOBEICHUS 3aHOCUMOI B pe-
TUCTpP CITUPOrpaMMEI, eciii n3mepenre @B/l He TIpOBOAMIN, TO CICAYyEeT BHECTH ITOCTEI-
HHe 3HAYCHMST Macca Tejla U pocTa.

ITpu onieHke HyTpuTUBHOTO cratyca aeteii UMT oueHuBaics B cucteme nepieHTuwieil. Pac-
yeT repueHTIiIeii MMT npoBomwiics Ipy TTOMOIIM IIporpaMM BceMupHOI opraHu3anuy 3apa-
BooxpaHeHust: WHO Anthro (ns1 neteit 1o 5 net) u WHO Anthro plus (n1s1 aeteit ctapiie S jier)
(http.//www.who.int/childgrowth/software/en/ u http.//www.who.int/growthref/tools/en/). 1151 oLIeH-
KM MoKaszaTteJsieil pocTa M Macchl Tejia ieTeid paHHero Bo3pacta (1o 2 jiet) MMT He nmpumeHsieTcs.

http://journal.pulmonology.ru
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