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MpuseTcTBEHHOE CNOBO

Amemnna Enena JIbBoBHA
OTBETCTBeHHBIN penakTop HanmoHanbHOTO
Perucrpa 60/1bHBIX MyKOBHCIII030M 32 2014 T.

YBaxaemble KoJL1ern!

IIpencraBnsiem Bamemy BHUMaHUIO Peructp GOIBHBIX MyKOBHUCIIMI030M
Poccniickoit @eneparnu 3a 2014 rox — 4-ii BBITYCK HALIMOHAIBHOTO PETUCTPA.

Peructp saBnsieTcst pe3ysibTaToM J0OPOBOJIBLHOIO COTPYAHUYECTBA Bpaueil u3
pa3HBIX KOHIIOB CTpaHbl. Bcex Hac o0benmHmIa HEOOXOMUMOCTh CHOPMUPO-
BaTh MOMIMHHYIO M HE3aBUCUMYIO KapTUHY pacIIpOCTPAaHEHHOCTH 3a00J1eBa-
HUSI, OLICHUTh TEHETUYECKOe U KIIMHUYECKOe pa3HOO0Opa3re MyKOBUCIIMI03a
B Poccuu m cpaBHUTH MTOAXOIBI K €0 JICYCHUIO.

Yucno nayeHToB U LIEHTPOB, 00beAMHEHHBIX Peructpom, yBenumnBaeTcsl.
B aTOoM romy x Peructpy nmpucoenmHUIMCH EeHTPHl CTaBPOIOJIbCKOTO Kpasi,
BpsiHCcKOIT 06MacTu M 3a0aiiKalbCKOTrO Kpasi, a TaKkKe IMyJIbMOHOJIOTUYECKOE
oTneaeHue roponackoit 6ompHUIEI N 2 CaHkT-IleTepOypra. Beero B Peructp
2014 r. BkmoueHb! JaHHbIe 2131 0oabHOTO: 1847 ManmMeHTOB, MPeaCTaBIsIO-
mux 30 peTMOHOB € LIEHTpaMU MYKOBUCIIMA03a, U 284 malimeHTa u3 44 peru-
oHOB Poccun, B KOTOPBIX IIEHTPHl MYKOBUCIIMI03a HE MPEICTAaBICHbI, WA
JMaHHbIE U3 HUX MPEICTaBICHBl YACTUYHO.

Peructp pasBuBaeTcsi — B 3TOT BBIITYCK BKJIFOUEHBI HOBBIE rpaduKu, Ta-
OJMUIIBI, PUCYHKU. 3HAYNTEILHO paclIupeH pasnen «I eHeTnka» — nobaBiieHa
cxeMa pacnpeneneHuss mytanuit MBTP no kinaccam, oTMeueHbl KJIacChl Hau-
OoJiee YacThIX MyTalluii AeTeid M B3pocabiX. [ToTpeOHOCTh B OoJiee TIIyOOKOM
aHaJIM3e TeHeTUYeCKOI MH(MOPMAIIMY TPOAUKTOBAHO BasKHEMIITUMU MUPOBBI-
MU JOCTUKEHUSIMU B JIeUeHUM MyKoBuclnno3a. B 2014 r. B mporpamMmy Jieue-
HUS O0OJIbHBIX MYKOBUCIIMIO30M BIIEpBBIC BKJIIOUEH IIperapar, KOppeKTUpy-
O TyOOKKe MaToreHeTuYecKre MeXaHu3Mbl 6oe3Hu. C 3TOoro roja re-
HETUYECKUI TUarHO3 OOJBHOTO HE TOJHKO IMTOMOTAET OIPEAEIUTh MPOTHO3,
HO MOXET ChITpaTh BasKHEMIITYIO pPOJIb IIPU OMPEaeICHUN TaAKTUKU TePaITUU.

B Peructpe takke oTpaxkeHbl U3MEHEHHUS B MUKPOOHOM Ieii3axe MyKO-
BUCIIMI03a. 3a MOCAEAHKUE TOIbl BEIPOCIIO YMCIO OOJBbHBIX, MHOUIIMPOBAH-
HbIX Achromobacter. YacTora MHOUIIMPOBAHUS PECITMPATOPHOTO TPAKTA STUM
BO30yauTesieM mpocturaet 3,5%, mpu 3TOM MUK MHOUIMPOBAHMS — Y Mallv-
€HTOB cTapiie 36 jeT — coctaBuia 16,1%. MHdopmalus o pacpocTpaHeHUN
Achromobacter spp. TpeOyeT COBEepIIIEHCTBOBaHUSI aHTUOAKTEPHUATILHOTO Jie-
YeHUS U MPOPUIaKTUKU MEePEKPECTHOTO MHOUIIMPOBAHMSI.

[losiBuach oueHb HAIISIAHASI TUCTOIpaMMa aOCOJIFOTHOIO YMcia OeTel 1
B3pOCJBIX B KaxX/IoM pernoHe. Ha Hee HyXXHO oOpaTUTh BHMMaHUE, TaK KaK
YBEJIMYEHME MPOIOLKUTEILHOCTHU XXU3HU OOJIbHBIX — TJIaBHAS 11eJIb M BAXKHBII
noxas3aresib 3P (MEKTUBHOCTH MPOrpaMM JCUSHUS] MyKOBUCIIMIO3A.

B oTuere TakxKe mpeacTaBiIeH HOBBIM ITOKa3aTelb — OXMIaeMasi IIPOIOI-
JKUTEJTbHOCTD JKU3HU, pacCUMTaHHas It neTelt, poxkaeHHbIX B 2011—2014 rr.
ITo mannbIM Peructpa, 3a nmpoleninye 3 roma 3TOT oKa3aTesb BEIpOC ¢ 43 et
1o 51 roma.

®opmar HarmoHalibHOTo perrucrpa mo-IpeskHeMy IO3BOJISIET TPaHC(HOPMM-
poBaTh JaHHBIE 1 BKIIFOUUTH UX B Perrctp EBporieiickoro o61iecTa o MyKo-
Bucimao3y (European Cystic Fibrosis Society). O6HoBIsII01Iasicss THGOpMaIs
no Peructpy pasmeniaercsa Ha caiite (Www.mukoviscidoz.org).

Mu1 obparniaemMcs K KaxXIoMy U3 Bpadeil ¢ 61arogapHOCTBIO 3a COTPYIHM-
YeCTBO M HaJeeMcsl Ha TIPUCOENMHEHNE HOBBIX IIEHTPOB UISI HAJIbHEMIIIEro
pa3Butusi Perucrpa.
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TacTPOIHTEPOJIOTUU U HAapyLLIEHHIA
obMmeHa BerecTs» PI'BY
«[TpuBoOIKCKUi (henepanTbHbII
MEIMLIMHCKUN UCCIIeI0BaTeIbCKUI
1eHTp» M3 PO.

Huxeropoackast o6aacth

Taiimonenko Mnecca Hukanaposna
II. M. H., ipocheccop, MIaBHbII
BHELUTATHBINA JETCKUI
mysbMoHoJior M3 3abaiikaabcKoro
Kpasi.

1 3abaiikanbckuii Kpait



YyacTHuKK, BNepBbie NnpucoeauHnBLLMecs K pabote Paboueit rpynnbl B 2014 rogy

IerpoBa Amxemmka HropesHa
KJIMHUYECKHIT OPINHATOD
kadenps! neauaTpu YnTHHCKOM
TOCYIapCTBEHHOU MEIULIMHCKOM
aKaJIeMHH.

3abaiiKaibCKMii Kpait

®@uaunnosa TaTbsiHa AnapeeBHa
CII6I'BY3 TI'opozuckast
MHoronpoduibHast 6oabHULA No2,
Bpay-My;IbMOHOJIOT OTAEJICHUS

My IbMOHOJIOTU Ne2.
Cankr-Iletepoypr

Cramkesny Tarbsina Bagumosna

| 3aBejyIonias myJbMOHOJIOTHIECKIM
otneneHuem 'BY3 «bpsiHckas
obsacTHas 1eTckas OOJbHULIA».

~ BpsHckas obaactb

Crenanenko TaTbsHa

"' Auexcannposna

K. M. H., CI16T'BY3 l'oponckast
MHoOTOonpoduIbHasE 6onbHUIa No 2,
3aBe/IyIoIast MyJbMOHOJIOTUYECKIM
oTneneHreM No2.

. Cankr-TI eTepOypr

3unyenko FOmms CepreeBHa
KJIMHUYECKUI OpIUHATOP
®IrbY«CI16 HUU®D» M3 PO.
Cankr-IlerepOypr

JIsryma Tapuna DayaproBHa
aCCHCTEHT Kadeapbl TOCITUTATBHOI
neruatrpun. ['ocynapcTBeHHOE
Or0/1KeTHOE 00pa3oBaTeIbHOE
YUpeXXIeHUE BBICIIETO
MpodheccuOHaTBHOTO 00Pa30BaHMS
«Ky6anckuii ['ocymapcTBeHHBIM
MenuuumHCcKil YHUBEpCUTET»
MuHMCTEepCTBa 3IPaBOOXPAHEHUST
Poccwuiickoit @exneparu (FTBOY
BI1O Ky6I'MY M3 P®).
KpacHomapckuii kpait



O0wmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2014 rop,

PecnyOnuka Yysarms

lonmy6mosa Osbra UropeBna
ITaBnos IleTp MBanoBu4

OmMckast 001acTh

KopreeBa TarpsiHa FOpreBHA
Cagonosa Tarbsna MlBaHoBHA
[lTeBnsikoBa AHHA AJIEKCAaHAPOBHA

KemepoBckas o6mactsb

[IporacoBa TarbsiHa AnekcaHIpOBHA

ITpumopckuii kpait

BacunbeBa Tarnsgna ['enHagbeBHA
Boponun Cepreit BmagumupoBud

AcTpaxaHcKkas 00J1acTh

Cepruenko /lnana ®ukperoBHa

KpacHosipckuii kpait

WnsenkoBa Haranusa AnaronbeBHa
Uukynos Biiagumup Bukroposuy

OpeHOyprckast 00JIacTh

Pei6ankuna Mapuna ['eoprueBna
CkaukoBa Mapraputa AjleKcaHIpOBHA

KpacHonapckuii kpait

bpucun Buxrop KOpreBuu
Jlsaryma Jlapuna OnyapnoBHa

10

HoBocubupckas odmacts

Konpnakosa FOnust AnexcanapoBHa
Pomanenko Haranus MIBanoBHa
ITunernna FOmust CranuciaBoBHA

11

IIepmckuii kpaii

Mepsznosa Huna bopucosHa
[[Tanpuna Bepa BnanucnaBoBHa

12

SpocnaBckast 00sacTh

Ameposa Upuna KapinosHa

13

Tomckas 00acThb

Hazapenxo Jlronmuna [TaBnoBHa
OnunoxoBa Onsra HukomaesHa
Cwmupnosa Hpuna ViBanoBHa
MyxaueBa Banepust Bukropona

14

MockBa 1 MockoBckast 00J1acTh

[[Tepman Bukropus /laBunoBHa
Hukonosa Buktopust CepreeBHa
[[Ta6anoBa JIngus AGpamoBHA
Boponkosa Anna IOpbseBHa
Kammpckas Haranus FOpbeBHa
Konnparsesa Enena BanoBHa
T'opunosa tOnusa BukropoBHa
TommoBa AuHa FOpreBHa
Cumonosa Onpra Uropesna
AwmenuHa Enena JIpBoBHa

Kpacosckuit CranncinaB AnekcaHIpoBUY

VYcaueBa Mapus BanepreBHa

15

Hrmxeropozackas o0macTh

JlaBpoBa Ainna EBrenbeBHa
Ep3yroBa Mapuna BanepseBHa

16

PecnyOnuka bamkoprocran

baiikosa ['anuna BnagumupoBna
Kossipesa Jlmnms Cepreesna

17

Cankr-IletepOypr u JIeHuHrpaacKas
o0nacTb

Boitnoa EBrenus BukropoBHa
T'emOunkas Taresgsaa EBrenresna
MBanosa [{apbst MuxaiinosHa
Crenanenko TarbsHa AneKcaHIpOBHA




O0wmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2014 rop,

Oununmnoa TarbsiHa AHIpEeBHA
Konosanosa Jlrommuiza EBrenbeBHa
3unuenko tOmus CepreesHa

18 |Pecmybnuka Yamyprus Ocunosa Enena BanepreBHa
CraponyoueBa Okcana MiBanoBHa
CumanoBa TarbstHa BiramumupoBHa

19 |YemnsionHCKast 00I1acTh PeBens-Mypo3 Haranbst [TerpoBHa

20

Tymbckast 00acTh

Kammanaa KOmms DpruxoBHa
bacunas Apcen BanepbeBuu

21

Pecny6nmrka MoproBust

IbsiukoBa AHHa AbOEpTOBHA

22

XaHThI-MaHCHICKAI aBTOHOMHBIN OKPYT

Canyk Haranpst AHatonbeBHA

23

Boponexckas odnacts

Hepernna Anna ®énopoBHa
JIénneBa Bepa CepreeBna

24

CMoseHcKas 001acTh

Anumosa Mpuna JleonnmoBHa
HosukoBa Oxnbra bopucoBHa

25

Camapckast 061acTb

BacunbeBa Enena AnekcanipoBHa

26

Ps3anckas o0nacTh

O®unumoHoBa TarbsHa AHATOJILEBHA
CmupnoBa Bepa BnagumuposHa
Crexknna Enena BukropoBHa

27

Auntaiickuil kpai

CepoxumnoB Banepwuit Hukonaesma

28

PecmyOmuka Tarapcran

ITsrepxkura Oxcana ['eHHaIBEBHA
Kanpiposa Jlnana BsiuecnaBoBHa

29

CraBpomnonbCKuil Kpan

Bonoso3osa Dmna BragumuposHa
Jlenenena Jlapuca HukonaeBHa

Ennna Enena AnekcaHapoBHA
ITonomapesa TarbsiHa AnleKCaHIPOBHA
ITonsikoBa Mpuna BukropoBHa
KanykoBa Hatanesa AnapeeBHa

30

3abaifkabCKUH Kpai

T"aitmonenko Muecca HukanapoBHa
[TerpoBa Amxenuka UropesHa

31

Bpsickas obnacts

CramxkeBuu TarbsgHa BagumoBHa




Peructp 6onbHbIX MykoBucLmao3om B Poccuiickoii Pepepauun. 2014 rog,

Perncrtp 60onbHbIX MykoBucunao3om B Poccum 3a 2014 rop,

Oowaa uHndopmauus

Puc. 1. Peruonsl, BkintoueHHbIe B Peructp B 2014 1.
[MpuMeyaHue: TeMHO-OPAHKEBBIM [[BETOM MOKA3aHbI PETHOHBI, MTPEJICTABUBILNE TIOJHbIE TaHHBIC 10 OOJBHBIM MYKOBHCIIUIO30M (IETH ¥ B3POC-
JIbIE), OPAHXKXEBBIM — «IPYTUE PETMOHBI», MIPEICTABICHHbBIE HETIOJIHO, MECOYHBIN 1[BET — MaHHbIE HUKAK HE TPEJICTABICHBI

B Perucrp BKITIOUEHBI JaHHBIE 74 perMOHOB-CYObeKTOB Poccuiickoit @enepaiinn, HaceaeHe
koTophIX B 2014 r. coctapisiio 141 041 839 yenosek (obiee HaceaeHue Poccuu B 2014 1. Ha-
cuuThiBasio 146 267 288 yenoBek). B perucrpe orpakeHbl JaHHbBIE PETMOHOB ¢ (DYHKLIMOHUPYIO-
MMM LIEHTpaM1 MyKOBUCLIMI03a, TAKXKe MpeIcTaBlieHa MH(GOpMAaLMs O TaldeHTaX, MPoXK1uBa-
IOIIUX B APYIMX PErMOHaX, HO KOTOpble HAOIIOAAIMCh B LIEHTPAX BBIIICYTOMSIHYTBIX PETMOHOB.
Hndopmarmst B Peructpe noaromy npejcrasieHa tak: 30 perioHOB, IIPEACTABUBILINME CBEICHMS
000 BCcex CBOMX OOJIbHBIX, (IETSIX M B3POCJIBIX), OXapaKTePU30BaHbI 110 OTAEIbHOCTH, a PETUOHDI,
MaLMEeHThl KOTOPBIX MPEICTAaBICHBI HE MTOJIHOCThIO, OObEAMHEHBI IO/ Ha3BAaHUEM — «JIPYTUE pe-
TMoHbl» (croga xe otHocuTcs CaHkT-IletepOypr u YensgobuHckasi 061acTh, T.K. TIPEACTaBIECHbBI
JIaHHBIE TTPEUMYILIECTBEHHO B3POCJIbIX MAlIMEHTOB). YKCII0 OOIBHBIX B PETMOHAX, J0JIsI B3POCIIbIX
MaLMEeHTOB B KaXKJIOM 13 HUX, OTHOIIEHHUE YMCIIa MallMeHTOB C MyKOBHCLIMIO30M K OOIIei Ync-
JIEHHOCTM HaceJIeHMsI, IIPOKMBAIOILIETO B PErMOHE, a TAKXKe 3KCTPAIOJIMPOBAaHHOE YUCIO 0O0JIb-
HbIX B Poccum, MCXO/Is1 M3 BCTpEYaeMOCTH 3a00J1eBaHUST B KaXKIIOM PErMOHE, OTPaKeHbI B Ta0I. 1.

Tabauua 1
PervnoxH Hacenenue, n* | BonbHbix MB, n B3pocnbix Yacrora, BonbHbix MB
N % 1/100 TbiC B Poccum, n

BpsiHckasi o6nacTb 1232940 13

MockoBckas o6nactb 7231068

CmoneHckas o6nactb 964791 17 3 17,65 1,762 2577

flpocnaBeckas o6nacTtb 1271629 42

OpeHbyprckas o6nacTtb 2001110 54

Pecny6nuka BawkopTocTaH 4071987 73 19 26,03 1,793 2622

—_
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06wwas uHdopmaums

Pervox Hacenenwue, n* | BonbHbix MB, n B3pocnbix Yacrora, BonbHbix MB
N % 1/100 TbiC B Poccuu, n
Pecny6nuka TaTtapcTtaH 3855037 110 35 31,82 2,853 4174
Camapckasi o6nactb 3212676 103 22 21,36 3,206 4689
Pecny6nuka YamypTtus 1517472 40 17 42,50 2,636 3856
Pecny6nuka Yysawms 1238071 52 17 32,69 4,200 6143
AnTaiickuii kpai 2384812 43 5 11,63 1,803 2637
Kemepoeckas o6nactb 2724990 48 6 12,50 1,761 2576
KpacHosapckuii kpai 2858773 52 4 7,69 1,819 2661
HoBocuGupckas o6nactb 2746822 62 17,74 2,257 3301
Omckas obnacTb 1978183 57 13 22,81 2,881 4215
Tomckas o6nactb 1074453 22 2 9,09 2,048 2995
3abaiikanbCcKuii kpait 1087452 16 2 12,50 1,471 2152
XaHTbI-MaHcwuiickuii aBTOHOMHbIi OKpyr — IOrpa 1612076 39 9 23,08 2,419 3539
AcTtpaxaHckas o6nactb 1021287 19 4 21,05 1,860 2721
KpacHopapckuii kpait 5453329 79 26 32,91 1,449 2119
CraBpononbCKuii kpait 2799473 62 14 22,58 2,215 3239
JNenuHrpapckas o6nacTtb 1775540 29 8 27,59 1,633 2389
Mpumopckuii kpait 1933308 44 14 31,82 2,276 3329
«[pyrue» peruoHbl ** 61100686 284 147
uToro 141041839 2131 622 29,19
Poccus 146267288*** 3380* 870* 25,72¢ 2,31% 3380*
MpumMeyaHue:

* — paHHble PenepansHoit Cnyx6bl FocynapcTeeHHon CtatucTukm (PoccTar) o YMCieHHOCTU HaceneHus Poccuiickoii epepaumn Ha 1 sHeaps 2015 roaa;
** — «Apyrue» pernoHsl BkoyatoT: r.CaHkT-MeTepbypr (31), YensbuHckas obnacts(16), AMypckasi obnactb (3), ApxaHrensckas obnacts (1), Benropoackas obnacts (9), Bnagumump-
ckasi obnactb (16), Bonrorpaackas obnacts (9), Bonoroackasi o6nactb (13), MBaHoBckasi o6nacTb (8), VipkyTckas obnacTts (7), KanuHuHrpaackas obnactb (3), Kanyxckas obnacts
(12), Kamuatckuii kpai (1), KapavaeBo-Yepkecckas Pecnybnuka (11), Kuposckas obnacts (4), Koctpomckas obnacts (4), Kypranckas obnacts (1), Jiuneukas oénacts (5), Opnosckas
obnactb (1), MeHseHckas o6nacTb (7), Mckosckas obnacTs (2), Pecnybnuka Apbires (2), Pecnybnuka Antaii (6), Pecnybnuka Bypatusa (2), Pecnybnuka [arectaH (6), Pecnybnuvka Kan-
Mblkus (2), Pecnybnuka Komu (4), Pecnybnuka Kpbim (7), Pecnybnnka Mapwuii 9n (4), Pecnybnuka Caxa (Akytusa) (1), Pecnybnuka CesepHas Ocetus-Ananus (6), Pecnybnuvka Teisa (1),
Pecnybnuka Xakacus (8), PoctoBckasi o6nactb (5), Capatosckas obnactb (12), CaxanuHckas obnacts (1), CBepanosckas obnacts (6), TamboBckasi obnactb (5), Teepckas obnactb
(14), TiomeHckasa obnacTte 6€3 aBTOHOMHbIX OKPYroB (3), YnbsiHoBckas obnacTb (1), Xabaposckuii kpaii (7), YeueHckas Pecnybnuka (12), Amano-HeHewukunii aBTOHOMHBIN OKpyr (5);

*** — yucneHHoCTb HaceneHust Poccuiickor deaepaupmm no MyHuumnanbHeiv obpasosaHusm Ha 1 aueapsa 2015 roga. depepansHas Cnyxba FocymapcteeHHon Ctatuctuku (Poccrar). M.; 2015

# — pac4eTHble JaHHbIe.

Peruonsl, He Boweniue B peructp 2014:
Ka6apauHo-bankapckas Pecnyonuka, Kypckast obnactb, MaragaHckas odyiactb, MypmaH-
ckast oonactb, HeHeukuit aBToHOMHBII oKpyr, HoBropoackast oonactb, Pecriydnuka MHryiie-
tust, Pecriyonuka Kapenus, HykoTckuii aBTOHOMHBIN OKpyr, EBpeiickast aBTOHOMHasi 00J1acTb.
B Peructp 2014 r. BkatoueHbl gaHHble 2131 60abHOro (2092 xuBbix 1 39 ymepiuux): 1847
MalyeHToB, MpeacTapastonux 30 peruoHOB C UMEIOIIMMUCS IEHTPaMU MYKOBUCIIMI03a, U 284
nanyeHTa u3 44 pernoHoB Poccuu, B KOTOPBIX LIEHTPbI MyKOBUCILIMA03a HE MPEACTaBACHbBI, WU
JIaHHbIE U3 HUX MPEACTaBIeHbI YacTUYHO. B Tab1. 2 mpencraBieHbl OCHOBHbBIE XapaKTepUCTUKU
PErMoHOB C LIEHTpaMu U 0e3 LIEHTPOB MYKOBUCIIUI03A.

Tabauua 2
YucaenHble XapaKxmepucmuku pecuoHo8 ¢ Haiu4uem u OnCymcmaeuem 4YeHmpoe MyKogucuyuoo3a
Yucno CymmapHoe AGconioTHoe Yucno OTHOLIEHMEe CyMMapHOM PacuyeTHoe
PErMoHOB | 4MCJO GOJIbHBIX 1 Aons B3pOCbiX YUCNEHHOCTU PETMOHOB 4ucno 60nbHbIX
K YUCNIEHHOCTU HaceneHus PO B Poccun
«OCHOBHas rpynna»: pervoHbl C LLeHTpaMu MyKo- 30 1847 475 (25,71%) 54,65% 3380, B TOM
BMCLMA03a, NpefocTaBuBLLIME MHDOPMALMIO O 4yucne B3poc-
B3POC/bIX U AeTAX nbix: 870
«Jlpyrme»: pernoHbl He UMeloLLMe LIEHTPOB MYKO- 44 284 147 (51,76%) 41,78%
BUCLIMA03a UM HE NPefoCTaBUBLLME AaHHbIE UK
npefocTaBMBLUME AaHHbIE YaCTUYHO
Bcero 74 2131 622 (29,2%) 96,43%

an/IMeLIaHVIeZ HECMOTPSA Ha Hann4ve B CaHKT-I'IeTepGypre LEeHTPOB MyKOBMCUMA03a, ero AaHHble BKJTKOYEHbI B «APYrne» PermoHbl, T.K. NpeacTasieHbl NpenmyLeCcTBEeHHO B3POCbIE NAaUUEHTDbI.

JAMHaMuKa YUCIEHHOCTU OOJIbHBIX B perMoHax mo cpaBHeHuto ¢ Peructpom 2011—2013 rr.
npeacTaBiaeHa B Tabu. 3.

Tabauua 3
Jlunamuka wucaeHnocmu 60AbHbIX MYKOGUCUUO030M U 004U B3POCABIX 8 pecuoHax no cpasnenuro ¢ Pecucmpamu 2011-2013 ee.
\ PervoH \ 2011r. \ 2012r. \ 2013r. \ 2014r. |
Mockea n MockoBckas o6nactb*
obuwee yncno, n 403 436 480 505
W3 HUX B3POCHbIX, N 122 142 157 158
Omckas o6nactb
obuwee yncno, n 42 45 53 57
W3 HUX B3POCHbIX, N 9 11 12 13
KemepoBckas o6nactb
obuwee yncno, n 36 40 43 48
U3 HUX B3POCIbIX, N 4 4 5 6

1



Peructp 6onbHbIX MykoBUcLMA030M B Poccuiickoii Pepepauun. 2014 r

MpumeyaHve:
* - 82011 r. Mocksa n MockoBckasi 06nacTb 6blnv 06beAVHEHbI B OAUH PErvoH, B CBA3M ¢ 9TuM 3a 2012 1 2013 rr. npeacTaBneHbl CyMMapHbIe AaHHbIE 3TUX PEFMOHOB;
** - g 2011 r. 6bin NpeacTaBneH Tobko r.HoBocmbupck, ¢ 2012 r. — HoBocnbupckas obnactb.

12




06wwas uHdopmaums

MockBsa
fipocnasckan 06.E
3abaiKanbCKuin Kpai
Tynbckas 061k
Tomckan 068
CmoneHcKasn o610
Camapckas 06
PA3aHckan 06E
Mepmckuii Kpaw
OpeHbyprckas 06k
Omckan o610
Hosocnbupckas 06k
Hwukeropogckasn o6l
MockoBckas 061

NeHunHrpaackaa o6k B fetn
KemepoBsckas 06
BopoHexckas 06 M B3pocnble

BpAHcKan 06k
AcTtpaxaHckas 06l
CTaBpOMONbCKUIA Kpaii
MpyMopcKnit Kpaw
KpacHoapcKui Kpai
KpacHogapckuit Kpai
ANTaMCKMi1 Kpan
Pecny6avka Yysawms
Pecny6avka Yamyptus
Pecny6avKka TatapcTaH
Pecny6ivka Mopgaosus
Pecny6avka balwkopTocTaH
XMAO-tOrpa

"[pyrve" pernoHsi

0 50 100 150 200 250 300 350
Puc. 2. AGcosoTHOE YrCIo eTeli U B3POCbIX B KaXK/I0M PErnoHe

Ha puc. 2 otpaxeHo abCOIIOTHOE YKCIIO AT U B3POCIbIX B PETHUOHAX.
JuHamuka yncieHHocTy nanreHToB B Peructpe ¢ 2011 nmo 2014 roasl npeacTaBieHa Ha puc. 3.

2500
2131
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1500 -+ 1309
1026
1000 -
N I
0 T T T 1
2011r. 2012r. 2013 r. 2014r.

Puc. 3. lunamuka uncieHHOCTH namueHToB B Peructpe ¢ 2011 o 2014 ronabl

Ob6masg cymmupyroias nHGopMalus 1o PerncTpy u cpaBHeHHE ¢ JAHHBIMU TIPEIbIIYIIINX
JIET TIPEACTaBJICHEI B Ta0. 4.

Tabauua 4
Oowas cymmupyrowas ungpopmauyus no Pecucmpy u cpaenenue c oannvimu Pecucmpos 2011-2013 ee.
\ Mokasarens 2011 r. 2012r. 2013r. 2014r. |
Cratyc 6onbHbIX
XMBbl, N 1011 1251 1707 1815
ymepnau, n 15 20 32 32
Bo3spacrT, roapl
M+ SD 11,5+ 8,9 11,8+ 8,9 11,9+9,1 12,2+ 9,4
Me (IQR) 9,5(14,0) 9,5(14,3) 9,6 (14,1) 9,8(13,9)
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Peructp 60nbHbIx MykoBUcLMA030M B Poccuiickoit ®epepauun. 2014 rog,

\ Mokasatens | 2011r. | 2012r. | 2013w 2014r. |
[ons nauneHToB B Bo3pacTe > 18 net, % 25,0 26,2 25,9 25,7
M+ SD 3,3+5,5 3,5 +5,6 3,4 £6,1 3,3+5,8
Me (IQR) 1,0 (4,0) 1,0 (4,0) 0,8(3,9) 0,7 (3,8)

MekoHueBblli uneyc
Bcero, % 5,4 5,7 6,4 7,0
Xupypruyeckoe nocobue, % 4,8 5,2 5,2 5,8
KOHCepBaTUBHag Tepanus, % 0,6 0,6 1,2 1,2
B OTYETHOM roay, % 8,7 11,2 7,5 14,7
Xupypruyeckoe nocobue, % 8,7 10,3 6,8 11,0
KOHCepBaTuBHasg Tepanus, % 0 0,9 0,7 3,7
Bcero, % 28,8 32,4 36,0 38,5
B OTYETHOM roay, % 78,3 73,8 75,0 79,8
FeHeTU4eckoe nccnepoBaHue
oxBar, % 91,8 91,1 87,5 87,7
AONS BbISIBJIEHHBIX MyTaumil, %* 80,0 80,4 79,1 79,5
— ABe BbisIBNE€HHblEe MyTauumn, %* 69,1 69,2 66,1 66,5
— OAHa BbIIBNEHHasA MyTauus, %* 21,4 22,4 25,9 25,2
— 00e MyTauum He BbiSIBNIEHbI, %* 9,5 8,4 8,0 8,3
F508del / F508del, %* 32,1 30,3 30,0 29,1
F508del / He F508del, %* 41,2 44,5 45,7 46,7
He F508del / He F508del, %* 26,7 25,2 24,3 24,2
F508del, annenbHas 4actora, %* 52,79 52,85 52,21 51,53
CFTRdele2,3, annenbHas yactota, %* 6,32 5,91 5,94 5,93
E92K, annenbHas 4actora, %* 2,65 2,64 2,58 2,62
Staphylococcus aureus, % 58,4 58,4 53,8 55,3
Pseudomonas aeruginosa
— XpoHu4yeckoe uipuuupoBanue, % 32,3 30,8 31,8 31,1
— UIHTEPMUTTUPYIOLLMIA BbICEB, % 15,1 14,5 14,8 14,6
Burkholderia cepacia complex, % 7,0 6,3 7,9 6,9
Stenotrophomonas maltophilia, % 3,4 3,8 3,9 3,3
Achromobacter sp., % - - - 3,2
HMAro® (exnouas Achromobacter sp), % 13,4 14,9 11,4 10,3
HeTy6epkynesHbiii Mukob6akTepuos, % 1,6 1,2 0,8 0,8
PecnupartopHasa pyHkuus
DXEJ, % nonx. 84,6 + 30,1 83,9 +26,4 84,5+245 84,8 +25,0
OdB1, % ponx. 74,6 29,4 73,4+28,5 75,2 + 26,9 75,4 + 26,9
meauaHa nepuentuna UMT cpepu petei 29,0 (55,6) 24,3 (47,4) 31,1 (55,9) 31,6 (51,0)
meauada UMT cpenv B3pocCnbix 18,8 (3,9) 19,1 (3,6) 18,9 (3,7) 19,0 (4,0)
OcnoxHeHusi 3a6oneBaHns B OTYETHOM roay
Annepruveckuii GpoHXonero4Hblit acneprunnes, % 1,3 1,4 1,6 1,4
CaxapHbiii guabeT c NPUMEHEHNEM UHCYNUHa, % 3,2 3,9 3,8 3,6
MHeBMoOTOpaKc, NoTpe6GoBaBLUMIA ApeHMpPOoBaHUs, % 1,5 1,2 0,7 0,9
Liuppo3 neyexu
— € nopTanbHOW rMNepTeH3uei / runepcnaeHnamom, % 4,2 4,4 3,8 3,7
— 0e3 nopTanbHOI rMNEepTeH3um / runepcnnednama, % 4,3 3,8 4,7 4,3
— 0 HaNU4Mu rMNepTeH3nun HeM3BeCcTHO, % 0,3 0,4 0,2 0,2
MopaxeHune nevyeHn 6e3 umpposa, % 23,2 24,7 23,9 22,8
Jlero4Hoe kpoBoTe4yeHue, % 2,6 2,1 1,8 1,3
OcTeonopo3 (HU3Kas KoCcTHas Macca), % 14,5 11,2 11,1 11,4
Monuno3 BepxHUX AblxaTesNbHbIX NyTei, % 15,0 15,0 16,5 17,1
ANeKTPONUTHbIE PAaCCTPOINCTBA, % 4,0 4,1 5,2 3,8
Hanuuue oHkonorunyeckoro 3aboneesanus, % 0,4 0,3 0,3 0,3
Amunoupos, % 0,2 0,2 0,3 0,2
MmnepToHnyeckuii pacTBop HaTpus xiopuaa, % 8,7 25,2 37,3 47,3
AHTMOMOTUKM MHrangaUUOHHbIE, % 41,3 37,6 40,9 42,4
AHTUOMOTUKMN BHYTPUBEHHbIE, % 70,9 62,2 66,0 62,5
AHTMOMOTUKM NepopasnbHbie, % 69,1 74,7 77,5 74,3
BpoHxoaunararopsbl, % 63,0 65,2 66,7 67,2
CTtepounabl UHransiuMoHHble, % 26,8 20,3 23,3 20,9
Crtepoupbl cuctemHbie, % 8,3 7,6 6,6 5,7
PopHa3sa anbda, % 93,4 94,2 92,9 92,8
A3UTPOMULMH B CYOUHrMGMpYioLLeli fo3e, % 34,7 32,0 35,9 32,3
Ypcopesokcuxonesas kucnora, % 93,2 92,9 93,2 92,3
MankpeaTtunyeckue pepmenTbl, % 94,2 94,1 94,2 94,3




06wwas uHdopmaums

Mokasatenb ‘ 2011 r. 2012r. 2013r. 2014r.
JXXupopacTBopuMbie BUTaMUHbI, % 88,1 90,6 90,4 89,9
Kunesutepanus, % 79,9 81,9 80,3 80,7
Kucnopopotepanus, % 6,2 6,5 5,3 4,1
TpaHcnnaHTauus 3a OTYETHbIN rof,
— nerkux, n 1 2 2 1
— nevyeHu, n 0 1 0 0
Cweprs
Yucno ymepumx 15 20 32 32
M = SD, roapl 15,9+ 12,7 17,3+8,8 17,1+8,8 14,5+ 10,4
Me (IQR), roas! 17,4 (25,0) 20,0 (15,3) 19,0 (12,3) 15,6 (18,9)
MpuunHel cmepTn
— OpoHXoneroyHas, n 13 15 23 29
— BOAHO-3/1eKTPOJIUTHbIE PaCCTPOICTBA, N 1 1 1
— MPUYMHA CMEPTU HEU3BECTHA, N 1 1 2 1
— CepAeYHO-COoCyaAnCTas HeA0CTaTOYHOCTb, N - 1 1 -
— nopaxeHue neyeHu, n - 1 2 -
— HecYacTHbIW ciyyai, n - 1 1 -
— TpaHCcNnaHTaumus nerkux - - 1 -
— ocTpasi NoYeYyHas He,0CTaTOYHOCTb, N - - 2 -
— KMLLIEYHAs HEeNPOXOAUMOCTb, N - - - 1

Mpumeyanue: B Tabnuue AaHHble NpeacTaBeHbl 6e3 ydeTta «apyriux» pernoHos B 2014-2013 rr. n 6e3 yyeta CaHkT-lMeTtepbypra n HYensbuHckoin obnactu B 2012 1.
* — pons oT yncna 60sbHbIX, KOTOPLIM MPOBEAEHO MTEHETUYECKOE MCCIIeA0BaHME.
annenbHas Yactota mytauuii F508del, CFTRdele2,3, E92K npeactaBneHa c y4eTom «apyrux» pernono 2013-2014 rr. roay n CaHkt-lNeTepbypra n YenabuHckoii obnact B 2012 r.

BospacTHasg u nonioBaqa CTPYKTypa 60/IbHbIX MYKOBMCLUL,030M

Bo3spactHas cTpyKTypa 600JIbHBIX MyKOBUCIIMIO30M IIpeACTaBIcHA Ha puc. 4.

Cpennmnii Bo3pact 60ibHBIX B 2014 romy cocrasun 12,8 = 9,7 net, mennana Bo3pacta — 10,2
(15,2) mer.

Camblii cTapimii manueHT B oTyetHoM 2014 rony Habmonaics B Mockse. Ero Bospact — 65,0
JIeT, Bo3pacT camoro miaaiiero — 0,1 roa. Jouist B3pocibix manueHToB (> 18 net) — 29,2%. Cpe-
I OOJIBHBIX MIPeodIanaan MyKIuHbL: 52,8%.
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Puc. 4. Tuctorpamma Bo3pacta O0JbHBIX

CpenHuii Bo3pacT U MeauaHa Bo3pacTa 00JbHBIX B perMOHAaX MpeacTaBIeHbI B Ta0J. 5.

Tabauya 5
Cpeonuit 6o3pacm u meduana 603pacma NAUUEHMOB 8 Pe2UOHAX
PervnoH ‘ M = SD, rogb! ‘ Me (IQR), roab! ‘
Mockea 14,2+10,9 11,7 (16,7)
Sipocnaeckas o6n. 14,9+9,3 13,3 (12,4)
3abaiikanbCKuii Kpait 10,4 + 6,1 9,7 (6,1)
Tynbckas o6n. 12,9+8,8 12,6 (14,9)
Tomckas 06n. 8,3+8,2 6,7 (7,0)
CmoneHckas o6n. 8,4+9,2 5,4 (8,2)
Camapckas o6n. 12,8 +8,8 10,5 (10,6)
PsisaHckas o6n. 9,0+6,2 7,5 (11,0)
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2014 rog,

Pervox ‘ M + SD, rogbl ‘ Me (IQR), roab!

Mepmckwii kpaii 14,3 £ 9,1 14,9 (14,9)
OpeHGyprckas 06.. 9,6+7,4 8,5(11,0)
Omckas 06n. 12,0+ 10,7 9,2 (13,5)
HoeocuGupckas o6n. 9,7+7,9 7,2 (10,1)
Huxeropogackas o6n. 9,3+6,8 7,6 (9,2)

Mockogeckas 06. 12,1+9,7 9,0 (13,6)
JleHuHrpapckas o6n. 11,5+ 8,5 8,7 (13,2)
Kemepoeckas 06n. 10,3+6,8 9,8 (8,3)

BopoHexckas o6n. 1,3+£7,7 8,5 (12,3)
BpsiHckasi 061. 8,1+8,0 5,3 (6,4)

AcTpaxaHckas o6n. 10,6 + 8,2 8,9 (12,8)
CraBponosnbCcKuii Kpai 13,6 + 11,7 10,7 (10,5)
Mpumopckuii kpai 13,4 + 10,1 12,0 (12,9)
KpacHospckuii kpai 6,1+5,7 3,9 (5,9)

KpacHopapckuia kpaii 12,3+8,2 9,9 (13,6)
AnTaiickuii kpai 8,0+6,9 6,5 (7,3)

Pecny6nuka Yyeawums 14,1+£9,7 13,0 (16,4)
Pecny6nuka YaMypTus 18,0 £ 10,0 16,5 (15,0)
Pecny6nuka TaTtapcTaH 13,4+9,0 12,5 (14,9)
Pecny6nuka MoppaoBus 13,9+8,8 11,3 (16,1)
Pecny6nuka BawkoprocTaH 11,8+9,3 8,5 (15,3)
XaHTbi-MaHcHiicKnii aBTOHOMHbIN OKpyr — IOrpa 10,9+7,7 7,7 (12,6)
«[lpyrme» permoHbl 16,2 + 11,1 18,4 (20,0)

ITosoBoii cocTaB B 3aBUCUMOCTH OT BO3pacTa IpeacTaBJICH Ha pUcC. 5

MeHcku non

64-65 ] MyKcKoi non
62-63 ]
60-61 ]
58-59 ]
56-57 1 !
54-55
52-53
50-51
48-49
46-47
44-45
42-43
40-41
38-39
36-37
34-35
32-33
30-31
28-29
26-27
24-25
22-23
20-21
18-19
16-17
14-15
12-13
10-11
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Yucno 60nbHbIX, N

Puc. 5. [1onoBoit cocTaB GONBHBIX B 3aBUCUMOCTHU OT BO3pacTa (ClieBa — MYKUMHBI, CTIpaBa — KEHIIIUHbI)
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OunarHoctuka

AnarHocTtuka MmykoBucUna03a

I'ucrorpamMma Bo3pacTa YCTAaHOBJIEHUsI AUATHO3a B OOLLEM I10 IPYIIIe OTpaxkeHa Ha puc. 6.
CpeaHuii Bo3pacT MOCTAaHOBKHU AMArHo3a cocTaBui 3,6 £ 6,1 jeT, MearaHa BO3pacTa yCTAHOB-
neHus quarHo3a — 0,7 (4,0) roma. B Bo3pacTe mocite 18 et 3a6oeBaHNe TUaTHOCTUPOBAIIOCH Y
3,1% or ob6uiero uncia 60abHbIX U Y 11,3% OT uncia B3pocibiX. MUHUMAaIbHBII BO3pacT yCTa-
HOBJICHUS IMArHO3a — MPY POXIACHNH, MaKCUMAaJIbHBI — B 59,0 7eT.
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Bo3pactEbab!
Puc. 6. ['mcrorpamma Bo3pacTa yCTaHOBJIEHMSI IMArHO3a B OOIIEM I10 TPyIIe

ITo HeoHaTATLHOMY CKPUHUHTY IMATHO3 OBUI YCTAHOBIEH 36,6% GOILHEIM.

Ha puc. 7 npencrasieHa 10s OOJBHBIX B pETMOHAX, IMAarHO3 KOTOPBIM YCTaHABIUBAJICS 110
HEOHATAJTLHOMY CKPUHUHTY.

CpenHuil BO3pacT M MeIuaHa BO3pacTa YCTAHOBJIEHUS AMATHO3a B PErMOHAX IPEICTaBIIE-
HBI B Ta0JI. 6.

Mocksa
fipocnasckan 06/1E
3abaiiKkanbCKuin Kpai
Tynbckas 06k
Tomckasn 061B
CmoneHcKan 06
Camapckas o610
PszaHckan 06l
Mepmckuii Kpaw
OpeHbyprckas 061k
Omckan 06B
HoBocubupckas 061B
Huskeropogackas o6
MockoBckas 06
JleHuHrpaackan o6l
Kemeposckasn 06
BopoHexckan 0610
BpsaHckasa 06k
AcTpaxaHckasa 06
CTaBpOMNONbCKUI Kpal
MpuMopcKuii Kpaw
KpacHoapcKkuii Kpai
KpacHogapckui Kpai
ANTaNCcKUI Kpan
Pecnybavka YyBalumsa
Pecnybnvka YamypTusa
Pecny6avKka TaTapcTaH
Pecny6avka Mopgaosus
Pecny6nvka bawwkopTocTaH
XMAOrpa
"[pyrve" pernoHsi

t t %
0 20 40 60 80

Puc. 7. 1o7st GOTBbHBIX, IMATHO3 KOTOPBIM YCTAHABIMBAJICS TI0 HEOHATAIBHOMY CKPUHUHTY B PETMOHAX (CUHUM 1IBET — JAMAarHO3 YCTAHOBIIECH IT0 He-
OHATaJIbBHOMY CKPUHUHTY, KPaCHBII I[BET — CKPUHUHT OTPUIIATEIbHBII)
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2014 rog,

Tabauua 6
Cpeonuil 6o3pacm u meduana 603pacma yCmaHoBACHUA OUACHO3A 6 PeUOHAX

MekoHueBbI uneyc 6bin AMarHocTMpoBaH Npu poxaeHun y 141 Habnogaembix 6ornb-
HbIX, 117 13 HMX NnoTpeboBanocb XMpypruieckoe nocobue.

[lonsi 6oNbHbIX C MEKOHWEBbLIM UIEYCOM B pervoHax oTpakeHa Ha puc. 8.

MockBsa

fipocnasckas 06k
3abaiikanbCcKuii Kpai
Tynbckas 0602
Tomckas o6l
CmoneHckas 061
Camapckas o6l
PAsaHckasa 060
MepmcKkuit Kpai
OpeHbyprckan 0612
OmcKas 06
Hosocnbupckas 0612
Hukeropogackas o6l
MockoBckas 060
JleHuHrpaackas o6k
KemepoBsckasn 0610
BopoHeskckan 060
BpsHckas obn
AcTpaxaHckas obnl
CTaBpONONbCKMI Kpait
MprMOopCKIMiA Kpait
KpacHosapckuii kpam
KpacHoaapckuii kpan
ANTauicKuUii Kpam
Pecnybnuka Yysawwus
Pecnybauka Yamyptus
Pecny6nunka TaTtapcTaH
Pecnybnunka Mopaosus
Pecny6nuka bawkopTocTaH
XMAOREOrpa

"[pyrve" pernoHsbl

0

Puc. 8. 1051 60JbHBIX C MEKOHUEBBIM MJIEYCOM B PETMOHAX

10

15

20

%

\ Pervon \ M = SD, ropb! \ Me (IQR), roabi |
Mockea 4,2+75 0,6 (4,9)
Sipocnaeckas o6n. 3,3+6,3 0,7 (2,7)
3abaiikanbCckuii Kpai 2,2+3,2 0,6 (2,9)
Tynbckas o6n. 4,2+5,3 2,4 (4,7)
TomMmckas 06n. 2,0+4,0 0,2 (0,9)
CmoneHckas 06. 1,3£3,1 0,1(0,9)
Camapckas o6n. 3,1+5,3 1,3 (3,0)
PsizaHckas o6n. 1,7£2,0 0,8 (3,9)
Mepmckuii kpai 3,2+5,8 2,3(7,9)
OpeHGyprckas 06.. 2,8+3,7 1,1(3,2)
Omckas 06. 2,0+3,3 0,5 (2,2)
HoBocuGupckas 06n. 1,6 £3,5 0,3 (1,0)
Huxeropoackas o6:. 1,5+4,1 0,3 (0,9)
MockogBckas 06:. 3,4+6,1 0,6 (3,0)
JleHuHrpapgckas o6n. 3,1+4,7 1,0 (2,6)
KemepoBckas o6n. 2,3+3,6 1,1(2,4)
BopoHexckas o6:. 2,8+3,7 1,0(3,8)
BpsiHckas 06. 2,3+2,1 2,8 (3,4)
AcTpaxaHckas o6n. 4,2 +6,1 1,1 (4,4)
CTaBpononbCKuii Kpai 3,7+8,2 0,5 (3,1)
Mpumopckuii kpai 4,2+7,6 1,2 (3,3)
KpacHospckuii kpaii 1,2+2,6 0,2 (0,5)
KpacHogapckuii kpaii 2,9+4,6 0,4 (3,2)
Antaiickuii kpai 1,56+2,6 0,3 (0,9)
Pecny6nuka YyBawusa 5,3+6,5 1,5(9,4)
Pecny6nuka Yamyptus 4,5+6,0 2,5 (4,7)
Pecny6nuka TaTtapcTtaH 4,0 +6,1 0,8 (1,5)
Pecny6nuka Moppaoeus 2,6 +4,3 0,8 (1,5)
Pecny6nuka BawkopToctaH 4,4+7,0 0,7 (7,2)
XaHTbl-MaHcHiicKuiA aBTOHOMHBbIV OKpyr — Orpa 3,0 £3,7 1,0 (6,0)
«[ipyrue» peruoHoi 5,1+£7,5 1,4 (7,2)

18



lFeHeTuka

AunarHocTuka B OTY4ETHOM roagy

3a OTYeTHbIV rog AMarHo3 MykoBMCUMOO03 BrepBble ycTaHoBneH 123 naumeHtam: 118
nauneHtam o 18 net u 5 nauyneHtam crapwe 18 net. [lo HeoHaTanNbHOMY CKPUHUHTY
AvarHos 6bin yctaHosneH 92 6omnbHbIM, 4TO cocTaBunno 74,8% OT BCEX BbISBMEHHbIX CIly-
YaeB MYyKOBMCLUMAO3a 3a OTYETHbIN rofd. MekoHueBbIn nneyc passurncs y 18 nauneHTos
(14,6% oT uncna ycTaHOBMNEHHbIX AnarHo3os), 14 n3 HMX notpeboBanochb XMpypruyeckoe
nocobue. BospacT yctaHOBNEHUS AMarHo3a B OTYETHOM rogy coctasun — 3,5 £ 7,9 ner, me-
Avana Bogpacta — 0,8 (0,8) roga. MrHMManbHbI BO3pacT YCTaHOBMEHUS AMarHosa B OT-
YETHOM roAy — Npu POXAEHUM, MakcumanbHbii — B 45,5 net. M'mctorpamma Bo3pacrta ycra-
HOBIEHWS AnarHosa B OTYETHOM rogy OTpaxeHa Ha puc. 9.
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Puc. 9. rHCTOFpaMMa BO3pacCTa YCTAaHOBJICHWA AWMarHo3a B OTYETHOM roay

NleHeTuka

W3sBectHo Oonee 250 kimHMUYecku 3HaYMMBbIX MyTauuii reHa MBTP u3 >1700 onucaHHbIX (110
naHHbIM npoekta CFTR2). OHu npensitctByioT cuHTe3y 6eika MBTP, ero TpaHcmopTy K anukaib-
HOI MeMOpaHe KJISTKU WU HapyLIaloT ero (PyHKLIMIO B KaueCTBe KaHala aHMOHOB XJiopa. B 3aBucu-
MOCTH OT BJUsIHUS Ha yHK1MIo 6eika MBTP ux nmonpaznensiior Ha 5 OCHOBHBIX KiylaccoB (puc. 10).
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Puc. 10. Pacnipenenenue myraunit MBTP no kiaccam
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Peructp 6onbHbIx MykoBucLmao3om B Poccuiickoii Pepepauun. 2014 rog,

DTO ynpoIeHHas cXeMa, Tak KaK OJTHa MyTallisl MOXKeT BbI3BaTh HECKOJIBLKO BUIOB HApYIIEHUSI
paboThl Oeika, U He Ul BCeX MyTalluii onpeelieH Kiacc. B Takux ciyyasix B rpade «kirace My-
TalMv» TIOMEeIlleHa OTMETKA «He OTpeIeseH».

Myrtanuu 1, IT u 111 k1accoB MpUBOIAST K IMOJTHOMY WX TTOYTH TTOJTHOMY MTPeKpaleHUIo (hyHK-
LIMY XJIOPHOTO KaHajia, U OTHOCSITCS K «TSKEJIBIM» MyTalldsIM, TOTIa Kak Ipy MyTanusx IV u V
KJIACCOB COXPAHSIETCST OCTAaTOYHAsT (PYHKIIMS XJIOPHOTO KaHaja, YTO MO3BOJISIET UX OObEAMHUTD
B TPYIIIE «MSITKUX» MyTalnid. «Ts3KecTh» MyTalliy ONpeIessieT CTelieHb HapyIIeHUsT BHEIITHE-
CEKPETOPHOU (PYHKIIMM TTOIKEITyIOYHOM Keae3bl. « MArKue» MyTallii TOMUHUPYIOT Haf «TsI-
KEJIBIMU» B OTHOIIEHUM TIAHKPEaTUYeCKOro (heHOTHIIA.

I'eHeTHYecKoOe ncciaenoBaHue ObIIO TTpoBeaeHO y 89,0% 0oMbHBIX. deTsIM TaHHOE MCCIeIo-
BaHMe OBLIO TIpoBeneHo B 87,9%, B3pociabiM — B 91,8% ciydaes.

OxBaT TeHETUYECKUM MCCIIEIOBaHNEM B PeTHOHAX MpEACTaBIeH Ha puc. 11.
CyMMapHasl 10JIsT BBISIBIICHHBIX MyTalldii B perMoHax mokasaHa Ha puc. 12.
Oo6m1asg cyMMapHasl 9acToTa HIeHTU(MUIIMPOBAaHHEIX ajurelieil coctaBmia 81,2%.
VY nereit unentudumponato 78,7% anneneii, y B3pocibix — 87,2%.

AJlTeTbHAsT YacTOTa MYTallMid B CTpaHe B MOPSIIKE YOBIBaHUS TIpeACcTaBIcHa B Ta0. 7.

Tabauua 7
AnneavHas wacmoma Mymauuii MyKoeucuuoosa ¢ cmpane

N2 MyTtauus Yacrota, % N¢ MyTtauus Yacrota, % N¢ MyTtauus YacroTa, %
1 F508del 51,53 2 CFTRdele2,3 5,93 3 E92K 2,62
4 3849+10kbC>T 2,14 5 2184insA 1,80 6 W1282X 1,80
7 2143delT 1,69 8 N1303K 1,43 9 G542X 1,16
10 1677delTA 0,98 11 L138ins 0,95 12 R334W 0,85
13 394delTT 0,85 14 3821delT 0,42 15 2789+5G>A 0,37
16 $466X* 0,37 17 §1196X 0,37 18 3272-16T>A 0,34
19 W1282R 0,29 20 3944delGT 0,21 21 3849G>A 0,19
22 712-1G>T 0,19 23 621+1G>T 0,19 24 R553X 0,16
25 R347P 0,13 26 4015delA 0,13 27 G85E 0,13
28 W1310X 0,13 29 S$1159P 0,13 30 R1066C 0,11
31 CFTRdup 6b-10 0,11 32 S945L 0,11 33 1367del5 0,11
34 1898+1G>A 0,08 35 R1162X 0,08 36 S1159F 0,08
37 L1335P 0,08 38 R785X 0,08 39 R117H 0,08
40 4428insGA 0,08 41 D1152H 0,08 42 604insA 0,08
43 624delT 0,05 44 1506 T 0,05 45 A96E 0,05
46 3859delC 0,05 47 1716+1G>A 0,05 48 2184delA 0,05
49 Y84X 0,05 50 1898+2T>C 0,05 51 D579Y 0,05
52 E217G 0,05 53 Q493R 0,05 54 4022insT 0,05
55 CFTRdele8 0,05 56 Y569H 0,05 57 4382delA 0,05
58 1898+1G>C 0,05 59 Q98R 0,05 60 c.1243-1247del 0,05
61 11226R 0,03 62 R1158X 0,03 63 A141D 0,03
64 4005+1G>A 0,03 65 A120T 0,03 66 2118del4 0,03
67 CFTRdele2 0,03 68 R1066H 0,03 69 2114delT 0,03
70 3272-26A>G 0,03 7 4025delG 0,03 72 L812X 0,03
73 3457delA 0,03 74 4005+1G>T 0,03 75 ¢.3821-3823delT 0,03
76 ¢.3532-3535dup 0,03 77 1027delG 0,03 78 W401X 0,03
79 R75X 0,03 80 R709X 0,03 81 G551D 0,03
82 W19G 0,03 83 Q290X 0,03 84 L864R 0,03
85 Q359K-T360K 0,03 86 2790-2A>G 0,03 87 E403D 0,03
88 F1078I 0,03 89 4095+1G>T 0,03 90 S549N 0,03
91 Y569D 0,03 92 Q1476X 0,03 93 P205S 0,03
94 583delC 0,03 95 CFTRdele1-11 0,03 96 CFTRdele 12-13,16 0,03
97 W496X 0,03 98 324delC 0,03 99 P988R 0,03
100 1525-1G>A 0,03 101 K1468R 0,03 102 574delA 0,03
103 1717-1G>A 0,03 104 1898+3A>G 0,03 105 2043delG 0,03
106 R851X 0,03 107 CFTRdele 19-22 0,03 108 2183AA>G 0,03
109 D572N 0,03 110 175delC 0,03 111 G480S 0,03
12 4374+1G>A 0,03 113 G461E 0,03 114 3272-11A>G 0,03
115 1248+1G>A 0,03 116 1366delG 0,03 117 1725delT 0,03
118 K598ins 0,03 119 1812-1G>C 0,03 120 Y1032C 0,03
121 3321delG 0,03

MpumeyaHuve: * — Bkoyas mytauum S466X 1 KoMnnekcHbli annenb S466X-R1070Q, onpeaeneHHblil y BOCbMU 60/bHbIX MB.
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Mocksa

fipocnasckas 06
3abaiKkanbCcKnin Kpai
Tynbckas 06
Tomckasn 062
CmoneHckasn 06kl
Camapckas o6l
PAsaHcKkas 062
Mepmcknii Kpai
OpeHbyprckas 06E
Omckasn 062
HoBocubupckas 0612
Hwukeropoackas 0610
MockoBckas 06
JleHunHrpaackan o6
KemepoBckas 061l
BopoHexckasa 061
BpsaHckas 06k
AcTpaxaHckas 06
CTaBpoONOAbCKUIA Kpal
MprMopCcKuii Kpai
KpacHoapcKkuit Kpaii
KpacHogapckuii Kpam
ANTancKui Kpan
Pecny6avka Yysawumnsa
Pecny6ivka Yamyptus
Pecny6nvka TaTapcTaH
Pecny6ivka Mopgaosus
Pecny6iuka bawKopTocTaH

XMAOBDrpa
"Npyrue" permoHsl

W NposeaeHo

B He nposoaunocb

Puc. 11. OxBar reHeTUYECKUM MCCIIeTOBAHUEM OOJIbHBIX MYKOBUCIIMI030M B PerMOHaxX

Mocksa
fipocnasckas 06AE
3abaiikanbCKuii Kpai
Tynbckas 06R
Tomckan 062
CmoneHckas 068
Camapckas o6l
PA3aHcKan 06k
Mepmckuii Kpai
OpeHbyprckas 06R
Omckasn 0612
HoBocubupckas 06k
Huskeropoackas 06k
MockoBckas 06
JleHnHrpagackan o6
KemepoBckas 0610
BopoHexckan 0610
BpAaHckas 06k
AcTpaxaHckas 068l
CTaBpONOAbCKUIA Kpal
MprMmopcKuii Kpai
KpacHospcKkuit Kpaii
KpacHoaapcKkuin Kpai
ANTancKui Kpan
Pecnybavka Yysawmsa
Pecny6avka YamypTus
PecnybnvKa TaTapctaH
Pecny6avka Mopgaosus
Pecny6nuka balwKopTocTaH
XMAORrpa
"Npyrve" pernoHsl

B BbiasneHbl

B He BbifBNEHbI

Puc. 12. Jons BBISBIEHHBIX MyTallMii MyKOBUCLIMI03a B PETMOHAX
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JIBe MyTauuu ObLTH OMpeaeneHbl y 69,3% ot unciaa GONbHBIX, KOTOPHIM MPOBOAMUIOCH TEHETUYECKOE MCCIIEI0Ba-
HUe, ogHa — Yy 23,4%, HU ONHOI MyTaLlUM HE YIajd0Ch BLISIBUTH Yy 7,3% GonbHbIx. Ha puc.13 oTpaxkeHbl 101 60Jb-
HBIX B 3aBUCMMOCTH OT YMCJIa BBISIBJICHHBIX MyTaIlii B TCHOTHIIE.

MockBa
Apocnasckas 06R
3abaiikanbCKuii Kpai
Tynbckas 06k
Tomckas 06
CmoneHcKkasn o610
Camapckas o6l
PsAsaHcKan 06
Mepmckuii Kpai
OpeHbyprckas 06k
OmcKas o6l
HoBocubupckas 06E
Huskeropogackas 06
MockoBckas 06
JleHuHrpagckan 061B
KemepoBckas o610
BopoHexckasn 060
BpAaHckasa 06k
AcTpaxaHckas 06R
CTaBpONoObCKUIA Kpait
MpuMmopcKuii Kpai
KpacHospckuii Kpai
KpacHoaapckuii Kpai
ANTaMCKUI Kpai
Pecny6avka Yysawms
Pecny6ivka YamypTtus
Pecnybnvka TatapcraH
Pecnybavka Mopgaosus
Pecny6ivKka bawkopTocTaH
XMAODrpa
"Npyrue" pernoHbl

m [1Be myTaumm
BbIAB/IEHbI

B OgHa myTaumsa
BblAB/IEHA

= Hu ogHOM myTaumm
He BblABNEHO

Puc. 13. BoisiBJieHHbIe MyTallMKi B pErMOHAX

JIBe MyTauuu BbissBiIeHbl Y 64,3% neteit u 80,9% B3pocibix, ogHa — y 28,5% u 11,4%, Hn
onHoit mytauuu —y 7,3% u 7,7% neteit u B3pOCIBIX COOTBETCTBEHHO.

B Mockse 6bu1u reHotunupoBadbl 97,0% 6onbHBIX (Tabi. 8). B 6,6% ciy4yaeB naTojioruye-
CKUIi ajutesib He ObL1 uaeHTuduuuponas. F508del onpenenena y 77,8% mnauueHTOB.

Tabauua 8

Aaneavnas wacmoma mymauuii myxosucuudoza ¢ Mockee

\ N2 \ MyTtaums Yacrota, % \ N2 \ MyTaums \ Yacrora, % \ N2 \ MyTaumsa \ Yacrora, % \
1 F508del 53,09 2 CFTRdele2,3 8,18 3 3849+10kbC>T 3,55
Ww1282X 2,93 5 2184insA 2,78 6 2143delT 2,62
7 N1303K 1,85 8 1677delTA 1,70 9 E92K 1,54
10 L138ins 1,24 11 $466X 1,24 12 G542X 0,93
13 $1196X 0,77 14 R334W 0,62 15 2789+5G>A 0,62
16 3821delT 0,62 17 W1282R 0,46 18 3944delGT 0,46
19 3272-16T>A 0,46 20 1898+1G>A 0,46 21 R553X 0,31
22 R1162X 0,31 23 G85E 0,31 24 4015delA 0,31
25 R785X 0,31 26 1898+2T>C 0,31 27 604insA 0,31
28 394delTT 0,15 29 R1158X 0,15 30 712-1G>T 0,15
31 S945L 0,15 32 3659delC 0,15 33 S1159P 0,15
34 R117H 0,15 35 1367del5 0,15 36 621+1G>T 0,15
37 4428insGA 0,15 38 D1152H 0,15 39 Q359K-T360K 0,15
40 E403D 0,15 4 F1078I 0,15 42 4095+1G>T 0,15
43 Y569D 0,15 44 583delC 0,15 45 CFTRdele12-13, 16 0,15
46 D579Y 0,15 47 Q493R 0,15 48 4022insT 0,15
49 CFTRdele8 0,15 50 Y569H 0,15 51 CFTRdele19-22 0,15
52 2183AA>G 0,15 53 D572N 0,15 54 175delC 0,15
55 G480S 0,15 56 4374+1G>A 0,15 57 G461E 0,15
58 3272-11G>A 0,15 59 1898+1G>C 0,15 60 Q98R 0,15

B fpocnasckoii o6nactu renotunupoBanbl 100% 6oibHbIX (Taba. 9). Bee autenu naeHTH-
¢ummposansl. F508del onpenenenay 73,8% GONbHBIX.
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Tabauua 9
Anneavnas wacmoma mymauui mykosucyudosa ¢ Spocaasckoii obaacmu

‘ Ne MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus Yacrota, % ‘ N¢ ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 48,81 2 394delTT 5,95 3 N1303K 4,76
4 2184insA 3,57 5 2143delT 3,57 6 W1310X 2,38
7 2789+5G>A 2,38 8 3849G>A 2,38 9 624delT 2,28
10 $1196X 2,38 11 G542X 1,19 12 CFTRdele2,3 1,19
13 R553X 1,19 14 A141D 1,19 15 3849+10kbC>T 1,19
16 L138ins 1,19 17 G85E 1,19 18 R1066C 1,19
19 2114delT 1,19 20 3272-16T>A 1,19 21 3272-26A>G 1,19
22 4025delG 1,19 23 L812X 1,19 24 3457delA 1,19
25 ¢.3532_3535dup 1,19 26 4005+1G>T 1,19 27 ¢.1243_1247del 1,19
28 1367del5 1,19
B 3a6aiikanbcKoM Kpae reHOTUITUPOBaHbl 62,5% GobHbIX (Tabu. 10). B 25% cnydaes naTo-
JIOTMYECKUI ajutesib He Obl1 uaeHTuduimponad. F508del onpenenena y 80,0% 6G0IbHBIX.
Tabauya 10
Anneavhas wacmoma Mymauuti MyKogucuuoosa ¢ 3a0aikaibckom kpae
‘ Ne MyTauus Yacrota, % ‘ Ne ‘ MyTaums YacroTa, % ‘ Ne ‘ MyTauumsa ‘ YacroTa, % ‘
1 F508del 55,00 2 CFTRdele2,3 10,00 3 G542X 5,00
4 W1282X 5,00
B Tysbckoii 061acTy reHOTUIIMpPOBaHbl 66,7% GobHbIX (Taba. 11). B 17,5% ciyyaeB maro-
JIOTMYECKUI aijiestb He 0but uaeHTuduimposad. F508del onpenenena y 80,0% OOIbHBIX.
Tabauya 11
Anneavnas wacmoma mymauuii mykosucuudosa ¢ Tyavckoti o6aacmu
‘ N2 MyTtaums Yacrota, % ‘ N2 ‘ MyTaums ‘ Yacrorta, % ‘ N2 ‘ MyTauumsa ‘ YacroTa, % ‘
1 F508del 50,00 2 CFTRdele2,3 5,00 3 3849+10kbC>T 5,00
4 2143delT 5,00 5 2184insA 2,50 6 G542X 2,50
7 E92K 2,50 8 $1196X 2,50 9 3821delT 2,50
10 $466X-R1070Q 2,50 11 1717-1G>A 2,50
B Tomckoit obnactu reHoTunupoBaHbl 100% GoabHbIX (Tabu. 12). B 11,4% ciyyaeB MyTaHT-
HBIN ajuteb He OblT uaeHTudnumnposad. F508del onpenenena y 72,7% OOJNBHBIX.
Tabauya 12
Aaneavnas wacmoma mymauuii myxosucuudosa é Tomckoii ooaacmu
‘ Ne MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ Yacrota, % ‘ N2 ‘ MyTauumsa ‘ YacroTa, % ‘
1 F508del 61,36 2 CFTRdele2,3 13,64 3 R334W 4,55
4 E92K 4,55 5 2184insA 2,27 6 N1303K 2,27
B Cmonenckoii o6aactu reHotunupoBatbl 100% GobHbIX (Taba. 13). B 29,4% ciay4daeB na-
TOJIOTMYECKUIA ajuteb He Obl1 uaeHtuduumnposad. F508del onpenenena y 94,1% GOJIBHBIX.
Tabauua 13
Anreavnas wacmoma mymauuii myxosucuudosa ¢ Cmoaenckoii obaacmu
N2 Myraums Yacrota, % \ N2 \ MyTaums \ Yacrorta, % \ N2 \ MyTaumsa \ Yacrora, % \
1 F508del 50,00 2 2184insA 8,82 3 W1282X 2,94
4 R334W 2,94 5 CFTRdele2,3 2,94 6 2143delT 2,94
B Camapckoii ob1actu reHoTunupoBaHbl 47,6% GoabHbIX (Tada. 14). B 25,5% ciydaeB na-
TOJIOTMYECKUIA ajteib He OblT1 naeHTudnmnposad. F508del onpeneneHa y 79,6% OOJNBHBIX.
Tabauua 14
Aaneavnas wacmoma mymauuit myxosucuudoza ¢ Camapckoii obaacmu
Ne MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘ Ne ‘ MyTauumsa ‘ YacroTa, % ‘
1 F508del 53,06 2 CFTRdele2,3 7,14 3 E92K 3,06
4 3849+10kbC>T 2,04 5 2184insA 1,02 6 G542X 1,02
7 W1282X 1,02 8 394delTT 1,02 9 2143delT 1,02
10 N1303K 1,02 11 $466X 1,02 12 CFTRdup6b-10 1,02
13 1898+3A>G 1,02

B Psi3anckoii o61acTy reHOTUNMpoBaHbl 66,7 % 60JbHbIX (Tabu. 15). B 30,0% ciaydaeB maro-
JIOTMYECKUI aJiiesib He 0but uneHTuduimposad. F508del onpenenena y 70,0% OOIBHBIX.
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Tabauua 15
Aaseavnas vacmoma mymauuii myxosucuudosa é Pazauckoii obaacmu
‘ Ne ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ Yacrota, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 40,00 2 CFTRdele2,3 20,00 3 L138ins 5,00
4 604insA 5,00
B IlepmckoM kpae reHotunupoBanbl 91,8% GonbHbIX (Tabi. 16). B 49,3% ciayyaeB maTojio-
TUIEeCKUI aljiestb He 06Ut naenTudummposad. F508del onpeneneHa y 46,3% OOIBHBIX.
Tabauua 16
Aaseavnas vacmoma mymauuii myxosucuudosa é Ilepmcxom kpae
‘ Ne ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ Yacrota, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 31,3 2 CFTRdele2,3 4,48 3 N1303K 3,73
4 L138ins 2,24 5 2143delT 2,24 6 3272-16T>A 1,49
7 3849+10kbC>T 0,75 8 3849G>A 0,75 9 2789+5G>A 0,75
10 E92K 0,75 11 621+1G>T 0,75 12 $1196X 0,75
13 3944delGT 0,75
B Openobyprckoii ob1actu reHoTunupoBaHbl 94,4% GoabHbIX (Tabm. 17). B 29,4% ciyyaes
MaTOJIOTMYECKUIA ajuiesib He ObL1 uaeHTudunuponaH. F508del onpenenena y 80,4% 601bHBIX.
Tabauua 17
Anaeavhas wacmoma mymauyuii myxosucuudosa 6 Openbypeckoii obaacmu
‘ Ne ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus Yacrota, % ‘ N2 ‘ MyTtauus ‘ Yacrota, % ‘
1 F508del 52,94 2 CFTRdele2,3 8,82 3 E92K 1,96
4 394delTT 1,96 5 R334W 0,98 6 R347P 0,98
7 2184insA 0,98 8 R553X 0,98 9 Q290X 0,98
B Omckoit obactu reHoTunupoBaHsl 98,3% 6osbHBIX (Tabu. 18). B 16,1% ciyyaeB maTojio-
TMYECKUI ayiesb He 0but uaeHTuduimposad. F508del onpenenena y 78,6% OOIbHBIX.
Tabauua 18
Aaneavnas wvacmoma mymauuii myxosucuudoza 6 Omckoi ooaacmu
‘ Ne ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ Yacrota, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 50,89 2 CFTRdele2,3 8,93 3 G542X 6,25
4 2184insA 6,25 5 1677delTA 1,79 6 N1303K 1,79
7 2143delT 1,79 8 R334W 1,79 9 L138ins 0,89
10 E92K 0,89 11 R347P 0,89 12 2789+5G>A 0,89
13 S1159P 0,89
B HoBocubupckoii 061acT TeHOTUITMPOBaHbl 62,9% 601bHBIX (Tabi. 19). B 19,2% myTtaHT-
HBIN ajuteab He Obl1 uaeHTuduunposad. F508del onpenenena y 76,9% OOJBHBIX.
Tabauua 19
Anneavnasa wacmoma mymauyuii myxosucuyudoza ¢ Hosocubupckoii o6aacmu
‘ Ne ‘ MyTauus Yacrota, % ‘ Ne ‘ MyTaums YacroTa, % ‘ N2 ‘ MyTauumsa ‘ YacroTa, % ‘
1 F508del 60,26 2 CFTRdele2,3 6,41 3 W1282X 2,56
4 G542X 2,56 5 2184delA 2,56 6 394delTT 1,28
7 R334W 1,28 8 L138ins 1,28 9 2143delT 1,28
10 2184insA 1,28
B Huxeroponckoii o6mactu reHotunupoBanbl 97,3% 6oisbHbIx (Tabi. 20). B 29,6% ciyyaes
MYTaHTHBIN ayijienb He 0but naeHTuduimposad. F508del onpenenena y 74,6% OOIBHBIX.
Tabauuya 20
Anneavnasa wacmoma mymauuii mykosucuyuooza ¢ Huxcezopoockoii ooaacmu
‘ Ne ‘ MyTauus ‘ Yacrota, % ‘ Ne ‘ MyTauums ‘ YacroTa, % ‘ N2 ‘ MyTauumsa ‘ YacroTa, % ‘
1 F508del 51,41 2 CFTRdele2,3 5,63 3 2143delT 4,93
4 L138ins 2,11 5 394delTT 1,41 6 N1303K 1,41
7 G542X 0,70 8 R334W 0,70 9 R347P 0,70
10 W1282R 0,70 11 Y84X 0,70

B MockoBcKoli 061aCTi TeHOTUITUPOBaHbl 89,5% 6onbHBIX (Tabu. 21). B 11,4% mMyTaHTHBIIA
ajutesib He ObU1 uneHtuduimponad. F508del onpenenena y 79,1% 001bHBIX.
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Tabauua 21
Anneavnas wacmoma mymauyuii myxosucuyudosa ¢ Mockosckoii o6aacmu
‘ N2 ‘ MyTtauus Yacrota, % ‘ N2 ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 54,58 2 CFTRdele2,3 9,15 3 3849+10kbC>T 3,27
4 L138ins 2,61 5! G542X 2,61 6 N1303K 2,29
7 2184insA 1,96 8 2143delT 1,96 9 E92K 1,63
10 3821delT 0,98 11 W1282X 0,65 12 $1196X 0,65
13 1506T 0,65 14 1677delTA 0,33 15 R334W 0,33
16 394delTT 0,33 17 W1310X 0,33 18 3849G>A 0,33
19 2789+5G>A 0,33 20 R1066C 0,33 21 3272-16T>A 0,33
22 1367del5 0,33 23 4428insGA 0,33 24 Y84X 0,33
25 2790-2A>G 0,33 26 S549N 0,33 27 P205S 0,33
28 CFTRdele1-11 0,33 29 W496X 0,33 30 4382delA 0,33
B Jlenunrpaznckoit oosactu reHoturupoBaHbl 100% 6obHBIX (Tad:. 22). B 5,2% ciydaeB My -
TaHTHBIN a/uteib He Obl1 uaeHTuduuponad. F508del onpenenena y 89,7% GOIbHBIX.
Tabauua 22
Anneavnas wacmoma mymauuii mykosucuyuoosa ¢ Jlenunzpaockoii ooaacmu
‘ Ne ‘ MyTtauus Yactota, % ‘ N2 ‘ MyTtauus YacroTa, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 65,51 2 L1335P 3,45 3 621+1G>T 3,45
4 394delTT 3,45 5 2184insA 3,45 6 CFTRdele2,3 3,45
7 1677delTA 1,72 8 W1282X 1,72 9 2143delT 1,72
10 4428insGA 1,72 11 L138ins 1,72 12 R75X 1,72
13 N1303K 72
B KemepoBckoii 061acT reHOTUIIpoBaHbl 95,8 % GosibHbIX (Tadu. 23). B 22,8% ciayuaeB My-
TAHTHBIN ajuteib He Obl1 uaeHTuduumposad. F508del onpenenena y 71,7% GOJIbHBIX.
Tabauua 23
Anneavnas wacmoma mymauuti mykosucuuooza ¢ Kemepoeckoii ooaacmu
‘ Ne ‘ MyTtauus Yactota, % ‘ Ne ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 54,35 2 G542X 5,44 3 CFTRdele2,3 3,26
4 2184insA 3,26 5 394delTT 2,17 6 R334W 2,17
7 3849+10kbC>T 2,17 8 W1282X 2,17 9 S945L 1,09
10 R553X 1,09
B BopoHesxckoii 061acTi reHOTUIUpoBaHbl 95,2% 601bHBIX (Ta0. 24). B 32,2% ciyyaeB My -
TaHTHBIN a/uteib He Obl1 uaeHTuduuuposaH. F508del onpenenena y 71,2% GOIbHBIX.
Tabauua 24
Anneavnasa wacmoma mymauuii Mykosucuuoosa ¢ Boponexcckoii o6aacmu
‘ Ne ‘ MyTtauus YacTota, % ‘ N2 ‘ MyTtauus YacroTa, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 50,85 2 CFTRdele2,3 8,48 3 3849+10kbC>T 1,70
4 3849G>A 1,70 5 3821delT 1,70 6 2184insA 0,85
7 G542X 0,85 8 1677delTA 0,85 9 W1282X 0,85
B BpsiHckoit 061acT TeHOTUITMPOBaHBI 75% GoJbHBIX (Tab. 25). B 22,2% ciyyaeB MyTaHT-
HbIIA ajutesib He Obl1 uaeHTuduuuponad. F508del onpenenena y 77,8% 0OJbHBIX.
Tabauua 25
Anneavnasa wacmoma mymauuti mykosucuyuoosza ¢ bpauckoii ooaacmu
‘ N2 ‘ MyTtauus Yactota, % ‘ Ne ‘ MyTtauus ‘ Yacrota, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 55,56 2 CFTRdele2,3 5,56 3 2143delT 5,56
4 1716+1G>A 5,56 5 2043delG 5,56
B AcTpaxanHcKoit 001acTi TeHOTUTIMPOBaHHI 89,5% G6oBHBIX (Tabi1. 26). B 20,6% cirydaeB My-
TaHTHBIN ajutesib He ObLT uaeHTUduIMpoBaH. F508del onpenenena y 70,6% GONBHBIX.
Tabauua 26
Anneavnasa wacmoma mymauyuili MyKosucuyuoosa 6 Acmpaxanckoi obaacmu
‘ N2 ‘ MyTtauus Yacrota, % ‘ N2 ‘ MyTtauus YacToTa, % ‘ Ne ‘ MyTtauus ‘ YacToTa, % ‘
1 F508del 58,82 2 3849+10kbC>T 14,71 3 R334W 2,94
4 2143delT 2,94

B CraBpomnoibckoM Kpae reHoTUnupoBaHbl 89,7% 6GonabHbIX (Tab. 27). B 19,2% cinydaes my-
TaHTHBIN ajjiesib He ObUT uaeHTudumuposaH. F508del onpenenena y 80,8% GONbHBIX.
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Tabauua 27
Anneavnas wacmoma mymauuii myxkosucuyuooza 6 Cmasponoavckom Kpae
‘ Ne ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus YacroTa, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 50,96 2 W1282X 5,77 3 3849+10kbC>T 3,85
4 2143delT 2,89 5 2184insA 1,92 6 G542X 1,92
7 1677delTA 1,92 8 CFTRdele2,3 1,92 9 R334W 0,96
10 W1310X 0,96 11 N1303K 0,96 12 L1335P 0,96
13 W1282R 0,96 14 $466X-R1070Q 0,96 15 3821delT 0,96
16 S1159P 0,96 17 Y569H
B ITpumopckom Kpae reHotunpoBaHbl 93,0% 6obHbIX (Tab:1. 28). B 33,8% ciyyaeB MyTaHT-
HBIN ajuteb He OblT uaeHTudnunposad. F508del onpeneneHa y 75,0% GOJNBHBIX.
Tabauua 28
Anreavnas wacmoma mymauuii myxosucuudosa é Ilpumopckom kpae
‘ Ne ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ Yacrota, % ‘ N2 ‘ MyTtauus ‘ Yacrora, % ‘
1 F508del 53,75 2 CFTRdele2,3 3,75 3 R334W 2,50
4 2184insA 2,50 5 2143delT 1,25 6 712-1G>T 1,25
7 L863R 1,25
B Kpachosipckom kpae reHorunupoBanbl 100% GonbHbix (Ta0i. 29). B 26,9% ciyyaeB my-
TaHTHBIN aJijiesib He ObuT naeHTudumuposaH. F508del onpenenena y 88,5% GobHBIX.
Tabauya 29
Anneavnas wacmoma mymauuti myxosucuudosa ¢ Kpacrnospcxom xpae
‘ N2 ‘ MyTtauus Yacrota, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 66,35 2 394delTT 1,92 3 CFTRdele2,3 1,92
4 N1303K 0,96 5 2143delT 0,96 6 3944delGT 0,96
B KpacHogapckoM Kpae reHotunupoBanbl 91,1% 6osbHbIX (Tadi. 30). B 20,1% ciyyaeB my-
TaHTHBIN ajijiesib He ObUT naeHTudumuposaH. F508del onpenenenay 77,8% GONbHBIX.
Tabauya 30
Anneavnasa wacmoma mymauuti mykosucuyuooza ¢ Kpacnooapckom xpae
‘ Ne ‘ MyTtauus Yactota, % ‘ N2 ‘ MyTtauus ‘ YacroTa, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 F508del 63,19 2 CFTRdele2,3 4,86 3 2184insA 2,78
4 3849+10kbC>T 2,08 5 W1282X 1,39 6 R334W 0,69
7 N1303K 0,69 8 G542X 0,69 9 2143delT 0,69
10 R347P 0,69 11 R117H 0,69 12 S1159F 0,69
13 3821delT 0,69
B AnraiickoM kpae reHoTUIIMpoBaHbI 95,4% 6onbHBIX (Ta0i. 31). B 23,2% ciyyaeB MyTaHT-
HbII ajutesib He Obl1 uaeHTuduuuposad. F508del onpenenena y 85,4% GOIbHBIX.
Tabauua 31
Aaseavnas wacmoma mymauuit Mykosucuudoza é Aamaiickom Kpae
‘ Ne ‘ MyTtauus Yacrorta, % ‘ Ne ‘ MyTtauus ‘ Yacrorta, % ‘ N2 ‘ MyTtauns ‘ Yacrora, % ‘
1 F508del 60,98 2 CFTRdele2,3 3,66 3 2184insA 2,44
4 W1282X 2,44 5 R334W 1,22 6 394delTT 1,22
7 2143delT 1,22 8 3849+10kbC>T 1,22 9 N1303K 1,22
10 L138ins 1,22
B Pecniy6iuke Yysaiuust reHotunupoBaHbl 90,4% 6obHbIX (Tabi. 32). B 14,9% ciyyaeB my-
TaHTHBIN ajijiesib He ObUT naeHTudumuposaH. F508del onpenenena y 46,8% GobHBIX.
Tabauya 32
Anneavnas wacmoma mymauuii myxosucuudosa ¢ Pecnyoauxe Yyeawus
‘ N2 ‘ MyTtauus Yacrota, % ‘ N2 ‘ MyTtauus Yacrota, % ‘ Ne ‘ MyTtauus ‘ YacroTa, % ‘
1 E92K 53,19 2 F508del 29,79 3 N1303K 1,06
4 W401X 1,06

B PecniyGiuke YamMypTust reHOTUMpoBaHbl 92,5% 6onbHBIX (Tabi. 33). B 46,0% ciayuaeB my-
TaHTHbII ajuteib He Obl1 uaeHTuduuuponaH. F508del onpenenena y 51,3% 0OJIbHBIX.
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Tabauua 33
Aaneavnas wacmoma mymauuii myxosucuyuoosa é Pecnybauxe Yomypmus

B Pecniy6iuke TaTapctad reHOTUIMPOBaHbI 57,8 % 0onbHbIX (Tabi. 34). B 28,6% ciyyaeB My-
TaHTHBIN ajuteib He Obl1 uaeHTuduurposaH. F508del onpenenena y 77,8% GOJIbHBIX.

Tabauya 34
Anneavnas wacmoma mymauyuii mykosucuudosa ¢ Pecnyoauxe Tamapcman

B Pecny6inke MopaoBust reHoTunupoBatbl 61,5% 6osbHbIX (Tabma. 35). B 12,5% cnyvaes
MYTaHTHBIN ajijiesb He ObuT naeHTuduuuposan. F508del onpenenena y 75,0% GOJNbHbBIX.

Tabauua 35
Anneavnas wacmoma mymauuii myxosucuudosa ¢ Pecnybauxe Mopdosus

B Pecny6auke Bamikoproctan reHotunupoBaHbl 100% 6GonbHbIX (Taba. 36). B 30,1% ciy-
YyaeB MYTaHTHBIN ajutesib He Obl1 uaeHTuduuuposad. F508del onpenenena 'y 78,1% GObHBIX.

Tabauua 36
Aaneavhas wacmoma mymauuii myxosucuyudosa ¢ Pecnybauxe bawxopmocman

B XaHTbI-MaHCcHIiCKOM aBTOHOMHOM OKpyTe reHoTunupoBaHbl 100% 60sbHBIX (Tabm. 37). B
37,2% cinyyaeB MyTaHTHbII ajljiesib He ObuUT uaeHTuduuuposad. F508del onpeneneHa y 94,9%
OOJBHBIX.

Tabauua 37
Aaneavnas wacmoma mymauuii Myxosucuuoosa 6 Xanmot- Mancuiickom agmoHoMHOM oKpyze

B «apyrux» pernoHax reHoTunupoBaHbl 96,8 % 001bHBIX (Tab1. 38). B 8,6% ciiyyaeB MyTaHT-
HbI ajjienb He Obul uaeHTuduuuposaH. F508del onpenesena y 68,7% GOJIbHBIX.

Tabauua 38
Aaaeavhas wacmoma mMymauuii MyKogucuuoo3a cpeou «0py2ux» pecuoHos

27



Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2014 rog,

‘ Ne ‘ MyTtauus ‘ Yacrota, % ‘ Ne ‘ MyTtauus ‘ Yacrota, % ‘ N2 ‘ MyTtauus YacroTa, %
37 A120T 0,18 38 3659delC 0,18 39 1716+1G>A 0,18
40 2118del4 0,18 4 CFTRdele2 0,18 42 1898+1G>A 0,18
43 R785X 0,18 44 R1066H 0,18 45 R117H 0,18
46 1367del5 0,18 47 3821-3823delT 0,18 48 1027delG 0,18
49 D1152H 0,18 50 Q1476X 0,18 51 D579Y 0,18
52 324delC 0,18 53 4022insT 0,18 54 1525-1G>A 0,18
55 K1468R 0,18 56 574delA 0,18 57 R851X 0,18
58 4382delA 0,18 59 1248+1G>A 0,18 60 1366delG 0,18
61 1725delT 0,18 62 1898+1G>C 0,18 63 K598ins 0,18
64 1812-1G>C 0,18 65 Q98R 0,18 66 Y1032C 0,18
67 c.1243-1247del 0,18 68 3321delG 0,18

[Mepsrie 10 mo ayuTeIbHOI YacTOTE MyTalIMIA CPEU AETEH 1 B3POCIBIX MPENCTABICHBI B Ta0. 39.
Tabauua 39
Ilepevie 10 no arreavroti yacmome mymauuii cpedu demeil u 63pocanvix (6 nopsaoke yovleanus)
detn B3pocnbie
MyTauums Knacc ‘ % MyTaums ‘ Knacc ‘ %
1 F508del 1-11 52,87 F508del 1-111 48,41
2 CFTRdele2,3 - 6,05 CFTRdele2,3 1 5,64
3 E92K V-V 2,27 3849+10kbC>T V-V 5,20
4 W1282X 1-1l 2,04 E92K V-V 3,44
5 2184insA 1-11 1,74 2143delT 1-111 1,94
6 2143delT 1-11 1,59 2184insA 1-11 1,94
7 N1303K 1-11 1,39 N1303K 1-11 1,50
8 G542X 1-11 1,21 R334W V-V 1,24
9 1677delTA 1-11 1,21 W1282X 1-111 1,24
10 394delTT 1-11 0,91 L138ins V-V 1,06
AnnenpHas yactota mytauuu F508del B pernoHax npeacrasiaeHa Ha puc. 14. ITo cTtpaHe an-
JIeJIbHAasd yacrora cocrasuia 51,53%.
MockBsa
fAipocnasckasn 06k
3abaiKanbCKuin Kpai
Tynbckas 061k
Tomckan 061B
CmoneHcKasa o6l
Camapckas o610
PasaHckan 06k
Mepmckuii Kpai
OpeHbyprckas 06l
Omckan 06
Hosocubupckas 06E
Huskeropogackas o6
MockoBckas o6
NeHunHrpaackas o6k m F508del

KemepoBckas 061
BopoHexckasn 060
BpAHckas 06k
AcTpaxaHckas 06k
CTaBpONoabCKUIA Kpait
MpyMopcKuii Kpaw
KpacHoapckuit Kpai
KpacHogapckuii Kpai
ANTaNcKui Kpan
Pecnybnvka YyBalumsa
Pecnybavka Yamyptus
Pecny6ivKka TatapcraH
Pecny6i1ka Mopaosus
Pecnybnvka balwkopTocTaH
XMAOROrpa

"[pyrve" pernoHsi

Puc. 14. AnnenbHas yactora myTtaiuu F508del B pernoHax

AnnenbHas yactota mytaunu CFTRdele2,3 B permonax npencrasiaeHa Ha puc. 15. ITo cTpa-

He ajieJbHas yactora cocraBuia 5,93%.

80

%
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Mocksa

fipocnasckas 06/
3abalikanbCkuil Kpai
Tynbckas o6l
Tomckan 068
CmoneHckan 060l
Camapckas 0610
PasaHckas 060
Mepmckuii Kpai
OpeHbyprckas 06E
OmcKan 0610l
Hosocunbupckasn 060
Huskeropoackas 06
MockoBckas 06
JleHuHrpagckan 06.0e
KemepoBckas o6l
BopoHexckasn 06k
BpAHckas 06k
AcTpaxaHckas 06
CTaBpOMNONbCKUIA Kpait
MpUMopPCKNin Kpai
KpacHoapckuit kpai
KpacHogapckuii Kpai
ANTalcKui Kpan
Pecny6ivka YyBawumsa
Pecnybnvika Yamyptus
Pecny6avKka TaTapctaH
Pecny6ivka Mopgzosus
PecnybavKa balwkopTocTaH
XMAOROrpa
"Npyrue" permoHbl

0

Puc. 15. AnnenpHas yactora mytaiiun CFTRdele2,3 B pernoHax

10

30

m CFTRdele2,3

AnnenbHas yacrora myTauuu E92K B pernonax mpeacrasieHa Ha puc. 16. ITo crpaHe ai-

JIeJIbHAs YyacToTa cocTaBuia 2,62%.

Mocksa
fipocnasckan 06/
3abaiikasibCKuii Kpai
Tynbckasa ob61R
Tomckasn 06
CmoneHckan 0610
Camapckas o6l
PsasaHckan 06k
Mepmckuii Kpai
OpeHbyprckas 06k
Omckasn 061l |
Hosocubupckas 06e
Hukeropoackas 06 :
MocKoBckas 0612
JleHunHrpagckan o610l i
Kemeposckas 0618 |
BopoHexckas 060 |
BpsaHckan 0618 |
ActpaxaHckas o6l |
CTaBpOMNOAbCKUIA Kpaii
MpUMopCKKUit Kpai
KpacHoapcKkuit kKpai :
KpacHopapcKkuii Kpaii
ANTaNCKUI Kpai ]
Pecny6svka Yysawuma
Pecnybnvka YamypTus
Pecny6avKka TatapcTaH
Pecny6ivka Mopaosus
Pecny6avKa balwkopTocTaH
XMAOEROrpa
"[pyrue" pernoHol

o

Puc. 16. AyutenbHast yactora myrtariu E92K B perronax

20

40

60

M E92K

%
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MockBsa

fApocnasckas 06
3abaiikanbCKuii Kpai
Tynbckas 06
Tomckas 068
CmoneHcKas 060
Camapckas o6l
PasaHckas 06k
MepmcKuii Kpai
OpeHbyprckas 06k
OmcKas 068
Hosocnbupckan 06E
Hukeropogackas 06E
MocKkoBckas 06E
JleHnHrpagackan o6e
KemepoBckas 061l
BopoHekckas 06k
BpAHckas 06
AcTpaxaHckas 06
CTaBpONONbCKUIA Kpai
MprMmopcKuii Kpai
KpacHospcKkuit Kpai
KpacHogapcKkuin Kpai
ANTanckuii Kpan
Pecny6auka Yysawwmsa
Pecny6avka YamypTtus
Pecny6avKa TaTapcTaH
Pecny6avka Mopgaosus
Pecny6svka bawkopTocTtaH
XMAO-tOrpa
"Npyrue" pernoHbl

M F508del/F508del
M F508del/He F508del

M He F508del/He F508del

Puc. 17. CooTHolleHre ToMo3uroT u retepo3urot 1o F508del, a Takke reHOTUITOB, He BKJTtovatomux B coctaB F508del B pernonax

CoOTHOIIIEHE TOMO3UTOT, reTepo3uroT no myrauuu F508del, a Takxke reHOTUIIOB, HE BKJTIO-
yaromux Mytaumio F508del, npencrasineHo Ha puc. 17. ITo ctpane gosst romo3urot no F508del
cocraBuna 28,3%, rerepo3urot — 46,5%, renoruron 6e3 F508del — 25,2%.

Yactora romo3urot, rerepo3uroT no F508del u renotunos 6e3 F508del cpeau nereit u B3poc-
JIBIX MpeacTaBieHa B Tab1. 40, a B 3aBUCUMOCTHU OT 4-JIETHUX BO3PACTHBIX «I11aroB» — Ha puc. 18.

Tabauua 40

Yacmoma 2omo3uzom u zemeposueom no F508del, a maxce eenomunos 6e3 F508del cpedu demeii u 63poc.avix

\ \ F508del/F508del \ F508del/ He F508del \ He F508del/ ne F508del \
Betn, % 30,0 45,7 24,3
Bapocnbie, % 24,2 48,5 27,3

M HeF508del/HeF508del
M F508del/HeF508del
M F508del/F508del

Bospacr, roab!

Puc. 18. Pacrnipenenenue romo3urot, rerepo3urot o F508del u renotunos 6e3 F508del B 3aBucuMocTu oT Bo3pacta OOJIbHBIX
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«MsrKuii» TeHOTUTI BBIsIBIIEH y 22,7 % GonbHBIX. PacripeneneHust «MSITKUX» TEHOTUTIOB B 3a-
BUCUMOCTM OT BO3pacTa IpeacTaBieHo Ha puc. 19 u puc. 20.

% 90 -
80
70 -
60 -
50 -

B "Taxenble" reHOTUMbI
40 H "Msarkue" reHoTUNbI
30 -
20 -

10 4

Jetn B3pocnble

Puc. 19. CooTHOILIEHNE «TSXKECTH» TEHOTUITOB B 3aBUCMMOCTH OT BO3pacra

Markue reHOTUNDbI
% 100
90

: o
60 /

: /

30 /

20 /

10

0-12 12-24 24-36 > 36
Bospacr, roapl

Puc. 20. PacripenesneHue «MSrkKux» TeHOTUIIOB B pa3JIMYHbIX BO3PACTHBIX TPyIIax

«TspKenble» reHOTUIIBI JOMUHUPYIOT KaK Cpeau AeTeid, TaK U B3POCIbIX, HO 10 18 JeT ux ya-
crota coctaniseT 84,9%, a nocie 18 et — 63,2%.

«Msrkuii» reHOTHIl BbIsiBIeH y 14,3% GosbHBIX 10 12-71eTHero Bo3pacta u'y 87% mnauueH-
TOB crapiie 36 JerT.
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MukpoGuonorus

Onpe.qeneHMe XpOHVI‘-IeCKOﬁ I/IHd)eKLI,I/II/I B HNXKHUX oTAeNnax AbiXaTeJibHbIX nyTe|7|

1. Hammune XpoHWYECKOM CMHETHOWHOM MH(MEKIINU OTIpeaessIeTCs JeJalliM BpadoM CoTJiac-
HO MomuduIpoBaHHOMY Kputepuro T. JIunca (Leeds criteria) [2] /vy 110 aHTUCUHETHOM -
HBIM aHTUTeNaM [3]. [TammeHT cumTaeTcs XpOHUYECKN MH(MUIIMPOBAHHBIM, €CJT B TaHHBIN
MOMEHT WJIM B TIOCJICIHUE TOObI €0 MoKa3aTeI COOTBETCTBYIOT HIDKECIICAYIOIINM KPUTE-
PUSIM M JICUAIINiT Bpad HE CUNTAET, YTO €TI0 CTaTyC M3MCHIIICS:

*  50% moceBOB MOKPOTBI, COOpaHHbIX B rocieaHue 12 mec. (uau XoTs Obl 4 1toceBa 3a 3TOT
TIEPUOL) TTOJIOKUTCITHHEL;

*  W/WIN 3HAYUTEIHHO IMOBBIIICHB aHTUCUHETHOMHBIC aHTUTEIA COTJIACHO TOKa3aTesIsaM
MECTHBIX JJa0OpaTOPUIA.

2. XpoHUUYecKass MHGEKIUS IPYTUMU TPaMOTPUIIATCIBHBIMUA OAKTePHUSIMU OIIPEIACIISICTCS 10
KPUTEPUIO, ONMMCAHHOMY BBIIIIC.

Ha pwuc. 21 mipeacraBieHo M3MeHEHNE XapaKTepa WH(PUIIMPOBAHUS PECIIMPATOPHOTO TpaK-
Ta B 3aBUCHUMOCTH OT BO3pacTa.

@ S.aureus

P.aeruginosa

=== B.cepacia

/™

4
=== Achromobacter
— T T T T T T T T T |
0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 32-36 > 36

Bospacr, rogbl

Puc. 21. Vi3amMeHeHue xapakTepa WHGOUIIMPOBAHUS PECITMPATOPHOTO TPAKTa OOJBHBIX MYKOBUCIIMIO30M B 3aBUCMOCTH OT BO3pacTa
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[Ipu onieHKe MUKPOOHMOJIOTMIECKOTO MPOMWIIS pecIIMpaTOPHOTO TPAaKTa BBISBIEHO BO3pac-
TaHWE YaCTOTHI BbICEBA IPaMOTPUIIATETLHOMN (DJIOPHI ¢ YBEJIMYEHUEM BO3pacTa OOIbHBIX.

Hawnbounbiias yactrora uHGUUMPOBaHUS S.aureus B BO3pacTHOI rpyrine 4—8 JieT, rie oHa co-
ctaBuna 65,5%, Paeruginosa B 24—28 net ¢ yactoroii 58,5%, MmakcuManbHOE MHOULIUPOBAHKE
B.cepacia 8 20—24 rona — 24,7%, S.maltophilia B 28—32 rona — 8,8%, a Achromobacter noctura-
€T CBOETO MK1Ka y MalKueHToB cTapiie 36 Jer, rae ero yacrtora cocrasuia 16,1%.

YacToTa MHGUIIMPOBAHUS AbIXaTeIbHBIX ITyTeil pa3IuIHON (hIIOpoit TIpeacTaBiIeHa B ITOPSIIKE
yobIBaHusL: Staphylococcus aureus — 54,5%, Paeruginosa (xpoHndeckoe uHduimposanue) — 32,1%,
B.cepacia complex — 7,3%, Achromobacter sp. — 3,5%, Stenotrophomonas maltophilia — 3,3%.

B 11,8% ciyyaeB apIxaTeIbHbIE TTYTH OOJBHBIX XPOHUYECKU MH(MUIMPOBAHBI IPYrOi rpaM-
oTpuuaTeIbHOI Topoii (¢ yueToM Achromobacter sp.). Y 10 maiimeHTOB Ha3BaHWE HEICEBIOMO-
HaIHOUW rpaMOTPULIATEILHOU (hJIOPHI OCTAIOCh HE YTOUHEHHBIM. B Tabi. 41 oTpaxxeHa CTpyK-
Typa HEeIlCeBIOMOHAIHOM TPaMOTPULIATEIbHOM (DJIOPHI B MOPSIIKE YObIBAaHMS. Y psia MaieH-
TOB BCTPEUYAETCSI MUKCT-UH(MUIIMPOBAHKWE PECITMPATOPHOTO TpaKTa pa3IMYHON HETICEBIOMO-
HaIHOU rpaMOTpULIaTeIbHOI (hJIOPOIA.

Jonst THTEPMUTTUPYIONIETO0 MHMUIIMPOBAHUS AbIXaTeIbHBIX MyTeil P.aeruginosa B ob1ieit
rpyrre 60JbHbIX cocTaBseT 14,1%.

JoJist MalMeHTOB, MHMUIIMPOBAHHBIX HETYOEPKYIe3HBIMU MUKOOakTepusmu — 0,8%.

Tabauua 41
Cmpykmypa Hence600MOHAOHOU 2PAMOMPULAMEALHOU (.a0pbL
(npedcmasaena wacmoma nepevix 5 MUKpoOp2aHu3Mos 6 nopsoke yool6anus)

N2 HaseaHue mukpoopraHmama ‘ Yucno MHGUUUPOBAHHBIX GONBHbIX, N ‘
1 Achromobacter* 69

2 Escherichia coli 34

3 Acinetobacter** 33

4 Klebsiella*** 32

5 Citrobacter 7

MpumeyaHune: *— BKIOYaa MMKPOOpraHnamel, 0603HaveHHble kak Achromobacter, Achromobacter xylosoxidans, Achromobacter species, Alcaligenes xylosoxidans
**— BKJIIOYAA MUKPOOPraHn3mbl, 0603Ha4YeHHble kak Acinetobacter, Acinetobacter baumanii, Acinetobacter species, Acinetobacter Iwoffii, Acinetobacter genomospecies, Acinetobacter
haemolyticus, Acinetobacter calcoaceticus, Acinetobacter junii, Acinetobacter pittii, Acinetobacter anitratus.

*kk

—

— BKJIlOYAA MMKPOOPraHn3mel, 0603Ha4eHHble Kak Klebsiella pneumonia, Klebsiella oxytoca, Raoultella (Klebsiella) ornithinolytica.
— BKJIIOYas MUKpoopraHnambl, 0603HaveHHble kak Citrobacter, Citrobacter freundii, Citrobacter amalonaticus.

B 1aba. 42 oTpaxxeHa aCUMMETpPUs paclpeneJeHusT pa3IuIHON (QIopbl MEXIy NeTbMU U
B3POCJIbIMMU.

Tabauya 42

Pacnpeodeaenue muxpoghaopuvt pecnupamopnozo mpaxma mexcoy 0emoMu u 63pocAblmu

®dnopa \ Bce \ Aetn \ B3pocnble \
S.aureus, % 54,5 56,1 50,4
P.aeruginosa (xpoHu4yeckoe uHeuumpoBaHue), % 32,1 24,0 52,4
P.aeruginosa (MHTepMUTTUPYIOLLWIA BbICEB), % 14,1 16,6 7,8
B.cepacia complex, % 7,3 4,4 14,8
S.maltophilia, % 3,3 3,0 3,9
HMAroo® (sknioyas Achromobacter sp.), % 11,8 9,7 13,3
Achromobacter sp. 3,5 2,0 7,2
HeTyGepkyneaHblii MukoGakTepunos, % 0,7 0,2 2,0

Mpumeyanve: HIMFO® — HenceBaoOMOHaAHas rpaMoTpuLaTensHas dpaopa

MuKpoOHOJIOTHIECKII TTPOMIITH PECITMPATOPHOTO TpaKTa OOJIHHEIX MYKOBHUCIIUIO30M B pe-
TMOHAaX MpeacTaBieH Ha puc. 22.
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MockBa

fipocnasckan 06/E

3abaiikasibCKuit Kpai

Tynbckas 061

Tomckasn 068

CMmoneHcKan o610l

Camapckas 06l

PA3aHckan 061k

Mepmckuii Kpaw

OpeHbyprckas o6l

OmcKas o610

HoBocubupckas 061

Huskeropogackas o6k

MockoBckas 061

NeHunHrpaackan o6k

KemepoBsckas 061

BopoHexckan 060

BpsaHckasa 06l

AcTpaxaHckasa o6l

CTaBpOMNOAbCKUIA Kpai

MpyMopCcKuii Kpaw

KpacHoapckuit Kpai

KpacHogapckuit Kpai

ANTaNCKUI Kpal S@ ureus

P& eruginosa
Pecnybnvka YyBalumsa BEl epacia
Skha Itophilia

HNroe

Pecny6avka Yamyptus

Pecny6ivKka TatapcTaH

Pecnybavka Mopgaosus

Pecny6nvKka balwkopTocTaH

XMAO-Krpa

"Npyrue" pernoHsi

%

o -
N
S

40 60 80 100

Puc. 22. Mukpo6momornieckuii mpoGuib pecCnupaTOPHOTO TPaKTa GOTBHBIX MyKOBUCIIMIO30M B PETMOHAX
[Mpumeuanne: HIITO® — HeniceBIOMOHATHAsI TpaMOTpHIIaTeNIbHAsT (hopa
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MockBa

Apocnasckas 06k
3abaiiKkanbCKuin Kpai
Tynbckasa o6l
Tomckas 06
CmoneHcKan 06
Camapckas 0610
PA3aHcKan 060
MepmcKkuii Kpaw
OpeHbyprckas 06k
Omckas o610
HoBocnbupckas 061B
Hukeropogackas o6l
MockoBckas 06
JleHuHrpagackas o6k
KemepoBsckasn 06B
BopoHexckasn 060
BpsaHckas 06k
AcTtpaxaHckas 06k
CTaBpONONbCKUIA Kpal
MpuMmopcKuii Kpaw
KpacHoapcKuit Kpai
KpacHogapckuii Kpai
ANTaMcKuI Kpai
Pecny6avka Yysawwms
Pecnybnvka YamypTtus
Pecny6svka TatapcTaH
Pecnybavka Mopgaosus
Pecny6ivKka bawkopTocTaH
XMAO-Hrpa

"[pyrue" pervoHbl

M S@ ureus
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Puc. 23. Joust 60sibHbIX MHGULIMPOBAHHBIX S.aureus B permoHax

Ha puc. 23. npeacrapiieHa 1051 00JbHBIX MH(OULIMPOBAHHBIX S.aureus B peruoHax.

Ha puc. 24. npencrasieHa n0yst 60JbHbIX UHOUIIMPOBAaHHBIX Paeruginosa B peruoHax.

Mocksa
fipocnasckas 06/E
3abaiKkanbCcKnin Kpaii
Tynbckas 06E
Tomckas 066
CmoneHcKas 060
Camapckas o610
PasaHckas 06k
Mepmckuii Kpaw
OpeHbyprckas 061E
Omckasn 068
HoBocnbupckas 061k
Hukeropoackas 06l
MocKkoBckas 06
JleHnHrpagackas o6e e
Kemeposckas 0610
BopoHexckasn 0612
BpAHckas 06
AcTpaxaHckasa o6l
CTaBpONONbCKUIA Kpaii
MpuMmopcKuii Kpai
KpacHosapckuit Kpaw
KpacHogapckuii Kpai
AnTanckui Kpam
Pecny6avka Yysawms
Pecnybavka YamypTtus
Pecny6ivka TatapcraH
Pecny6avka Mopgaosus
Pecny6avKa balKkopTocTaH
XMAOBDrpa
"Opyrue" pernoHsl %

0 20 40 60 80 100

Puc. 24. Jons 6osnbHbIX MHGUUMPOBAHHBIX P.aeruginosa B permoHax
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MockBa

fApocnasckas 06AE
3abaiikanbCKuii Kpai
Tynbckas o6k
Tomckas 068
CmoneHcKas 060
Camapckas o061l
PazaHckas 06k
Mepmckuii Kpai
OpeHbyprckas o6k
Omckasn 068
HoBocunbupckas 061k
Hukeropogackas 06E
MockoBckas 06
JleHnHrpagackas o6B
KemepoBckas o610
BopoHexckasn 0610
BpAHckas 06k
AcTpaxaHckas 06R
CTaBpONoONbCKUIA Kpait
MpuMmopcKuii Kpan
KpacHospcKuii Kpai
KpacHoaapckuit Kpaw
ANTaNCKUI Kpaii
Pecny6avka Yysawwms
Pecny6avka Yamyptus
PecnybavKka TatapcTaH
Pecny6avka Mopgaosus
Pecnyb6ivKka bawkopTocTaH
XMAO-Orpa

[pyrvie pervoHsbl %

M Bltepacia

0 20 40 60

Puc. 25. Jons 6osbHbIX MHGUUMPOBAHHBIX B.cepacia B pernoHax

Ha puc. 25 npeacrapiieHa 10s1 00JbHbBIX, MHPUIIUPOBAHHBIX B.cepacia B peruoHax.
PecnupatopHasa ¢pyHKUUSA

CriupoMeTpusi — caMblif pacTipOCTPAHEHHBIN W BaXKHBI METOJ OLICHKU PEeCIMpaTOpHOI
(byHKIIMM Yy OONBHBIX MYKOBUCHIMI030M. KITIOUEBBIMU CIIMPOMETPUIECKUMU BETMIUHAMMU SIB-
JITI0TCs (hopcrpoBaHHas Xku3HeHHast eMKocTb JierTkux (PKEJT) u o6beM hopcupoBaHHOTO BbI-
noxa 3a 1-10 cexynny (O®B)). [Nokazarenu dynkiumu aennero abixanus (PB/) — @XKEJ n
O®B, — u3MepAIOTCA B IMTPAx, HO BHIPAXAIOTCS, YALIE BCETO, HE B aOCOIOTHBIX BEIMYMHAX, &
B IIPOLIEHTHOM OTHOLIEHHMU K TaK HA3bIBAEMBIM «IOJLKHBIM» 3HAYeHUsIM (% IOJIK.). DTO BeJIu-
YUHBI, XapaKTepPHbIE [UIS1 30POBBIX JIIOAEH TOTO Xe IT0JIa, BO3pacTa, pachl M pOocTa — HOPMaJlb-
Hble TI0Ka3aTean ISl TaHHOU momysisaiuu. B HacTosemM oTyete ObUTA MCITOIb30BaHbI TOJIK-
Hble BennunHbl G. Polgar et al. (1971) s neteit [4] u paboueii rpynnel EBpornieiickoro coo6-
mectBa ctanu u yriisg (ECCS, 1993) mrs B3pocnbix [5].

CrimpoMeTpust 3a OTYETHBIN Tof1 OblIa rpoBeneHa 67,8% GONbHBIM MYKOBUCIIUIO30M CTap-
e 5 et (mpu 3ToM AeTsM B 65,8% ciydaes, B3pocibiM — B 70,6%). O0beM NMPOBEAEHUST CIII -
POMETPHM B perMoHax MoKa3aH Ha puc. 26.

Cpennue nokaszaremu O®B, u ®XKEJI cocrapumm 73,8 + 26,8 u 83,5 £ 24,7% nomnx., coot-
BeTCTBeHHO. Memuanbl: 76,1 (39,1) u 85,0 (32,3), COOTBETCTBEHHO.

Ha puc. 27 nokasano usmenenne O®B, u ®XKEJI B 3aBMCMMOCTH OT BO3pacTa OOJIbHBIX.
[Moxazarenn O®B 1 ®XKEJI y neteit cocrapunu 83,1 + 22,3 u 89,2 + 22,4% nox. cooTseT-
ctBeHHO (MeauaHbl: 85,3 (27,7) u 90,5 (25,4), COOTBETCTBEHHO). AHAJIOTUYHbIE TTOKa3aTeau y
B3pociblx — 61,1 & 27,1 u 75,8 £ 24,3% noix. cooTBeTCTBeHHO (MenuaHbl: 59,8 (41,5) u 75,8
(33,0), COOTBETCTBEHHO).

I'ucrorpamma pacnpenenenus OPB, cpenu nereil u B3pocibixX MpeacTasieHa Ha puc. 28.

B Ta6xn. 43 npencrasnens cpennue u meananbl OPB, u @XKEJ B pernonax.
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PecnupartopHasa ¢pyHkums

Mocksa
fipocnasckas 06E
3abaiKkanbCK1i Kpaii
Tynbckas 06E
Tomckas 06
CmosneHckan 068
Camapckas o6l
PazaHckas 06
Mepmckuii Kpai
OpeHbyprckas 06k
Omckasn 062
HoBocubupckas 061
Hukeropogackas o6
MockoBckas 06
JleHWHrpaackas o6k
KemepoBckas 0610
BopoHexckas 06l
BpAHckas 06
AcTpaxaHckas 06
CTaBpONONbCKUIA Kpait
MprMopcKuii Kpai
KpacHoapcKkui Kpai
KpacHogapckuii kpan
ANTanCcKui Kpam
Pecny6auka Yysawwms
Pecny6ivka YamypTtus
Pecny6ivKka TaTapcraH
Pecny6avka Mopgaosus
Pecny6vka bawKkopTocTaH
XMAO-tOrpa
"Opyrue" pernoHbl
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Puc. 27. Tlokazatenu CIIMPOMETPUHU B 3aBUCUMOCTHU OT BO3pacTa OOJILHBIX
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Puc. 28. I'mctorpamma pacripenenenus O®B, cpeny neteit n B3pOCIbIX
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Tabauua 43

Cpeonue u meduanv:t ODB, u DXKEJI ¢ cmpane u pezuonax

CpepaHee * SD, % ponx.

Meaumata (IQR), % ponx.

00B, OXEN 00B, \ OXEN

Mockea, n = 172 69,4 + 25,1 84,6 £ 19,5 74,8 (36,3) 87,9 (26,4)
Sipocnaeckas o6nacTb, n = 33 83,9 = 21,1 94,9+ 16,4 90,2 (37,3) 95,2 (22,6)
3abaiikanbCKuii Kpaii, n = 6 79,4 £ 19,6 86,3+ 16,5 81,5 (39,0) 86,5 (22,3)
Tynbckas o6nactb, n = 13 93,7 £ 15,3 91,5+ 14,4 98,0 (5,0) 93,0 (5,0)
Tomckasi o6nactb, n = 11 89,1+17,6 88,0 + 16,3 95,3 (13,1) 90,5 (17,0)
CMoneHckas oonactb, n = 3* HeA0CTaTOYHO AaHHbIX

Camapckasi o6nactb, n = 75 88,3 + 26,9 98,2 + 26,1 88,3 (26,5) 98,0 (26,8)
PsisaHckas o6nactb, n = 2* HeA0CTaTOYHO AaHHbIX

Mepmckwii kpaid, n = 39 87,4 +22,1 91,0+ 21,4 91,2 (31,6) 91,6 (22,1)
OpeHOyprckasa obnactb, n = 27 87,6 + 18,1 94,3+ 15,6 97,7 (27,3) 99,3 (19,9)
Omckasi o6nactb, n = 32 75,1 +23,0 81,2 +27,5 74,5 (31,9) 76,4 (35,4)
HoBocubupckas o6nactb, n = 30 71,6 £22,2 77,3+23,5 74,1 (33,2) 76,8 (30,5)
Huxeropoackas o6nactb, n = 25 82,0+ 32,4 84,2 + 30,0 86,1 (40,2) 90,5 (41,2)
MockoBckas 06nactb, n = 75 66,8 + 27,9 81,6 £ 25,1 67,0 (39,7) 82,4 (34,1)
JleHunrpapckasa o6nactb, n = 15 61,6 + 32,8 66,4 + 25,6 67,1 (69,2) 65,5(46,6)
Kemepoeckas o6nactb, n = 29 70,1 +24,8 78,0 + 21,6 71,7 (35,1) 76,5 (26,3)
BopoHexckas o6nactb, n = 10 69,8+ 24,8 77,3+ 27,2 68,4 (41,5) 83,2 (28,7)
BpsHckas o6nactb, n=4 HEeA0CTaTOYHO AAHHbIX

AcTpaxaHckas o6nactb, n = 12 75,9 £ 24,3 83,9 + 23,8 84,7 (26,9) 95,4 (30,0)
CraBpononbckuii kpait, n=31 68,9+ 25,6 73,8+ 27,1 68,5 (39,9) 66,6 (27,1)
Mpumopckuii kpaii, n = 30 70,0 £ 22,4 74,2+225 71,6 (25,2) 74,3 (21,2)
KpacHospckuii kpait, n = 15 75,7 £ 39,0 85,3 +43,4 65,3 (70,6) 78,6 (75,1)
KpacHopapckwii kpaii, n = 28 72,9 +22,5 77,5+19,5 75,3 (31,7) 75,5 (13,4)
Anraiickuii kpaid, n = 12 72,9 +19,4 74,4 + 17,7 79,6 (20,7) 78,1 (21,6)
Pecny6nuka Yyeawms, n = 25 63,0 = 29,6 66,0 = 27,3 63,0 (43,9) 64,3 (31,1)
Pecny6nuka YamypTtus, n = 34 84,5+ 24,8 93,9+21,8 85,3 (38,6) 92,3 (33,3)
Pecny6nuka TatapctaH, n = 39 69,4 = 24,6 80,9+ 20,9 70,0 (43,2) 87,7 (34,1)
Pecny6nuka MopgoBus, n = 5* HEeA0CTaTO4YHO AaHHbIX

Pecny6nuka BawkopTtocTaH, n=36 63,1 + 26,1 73,6 +22,7 62,2 (38,3) 74,4 (28,3)
XMAO - lOrpa, n=20 109,4 + 8,0 117,9+9,1 111,5 (8,5) 119,0 (11,0)
«pyrue» peruoHbl, n=146 64,3 £ 25,7 76,8 + 21,2 65,5 (43,3) 77,7 (25,6)

MpumeyaHune: * — HeAOCTATOYHO AAHHbIX Af1S CTATUCTUYECKO 06paboTku.

HyTputueHbIN cTaTyC

HyTpuTuBHBI cTaTyCc GOJBHBIX PACCYUTHIBAJICS HA OCHOBAHUM JAHHBIX MACChI TeJIa, pOCTa U
Bo3pacTta. HyTpuTUBHBIIA cTaTyC OOJBbHBIX MyKOBUCLIMIO30M OLIEHUBAJICS C TOMOIIBIO UHIEK-
ca Maccol Tena (MMT) no Quetelet (Macca (Kr) / pocT (M)?) [6]. [yt B3BpOCTbIX OOJBHBIX MY-
KOBUCLIMI030M LiejieBble 3HaueHust UMT — 22 kr/m? [jist XXeHUIMH U 23 Kr/M? 1151 My>kK4uH [7].
BcemupHasg opranuzanus 3apaBooxpaHenust (World Health Organization — WHO) pekomeH-
JlyeT KOHCTaTUPOBATh HEJOCTATOYHOCTh MUTAHUS Y TTOAPOCTKOB U B3pociblx, eciu UMT co-
crapnsiet < 18,5 kr/m? (Reportofa WHO Expert Committee, 1995). I1pu olieHKe HyTPUTHUBHO-
ro cratyca aereit UMT oueHuBancsg B cucteMe nepueHTtuaeir. [lepueHTu b noka3bBaeT, Ka-
KOI MPOLIEHT IeTel U MOIPOCTKOB TOTO Xe IMoJjia U Bo3pacTa uMetoT 3HaueHue UMT Huxe us-
MEPEHHOI0 Y TaHHOTO OOJBHOTO MyKOBUCLIMIO030M. PasrpaHnuunBaioT 3 30HbI, KOTOPbIE COOT-
BETCTBYIOT MHTEpPBaJIaM 10 25-TO MEPLUEHTUNsA, 25—75-1 mepUeHTUIb U Bblle 75-T0 MepleH-
TWis. Pe3ysibTaThl, KOTOPbIE YKJIAAbIBAIOTCS MO BCTPEYAEMOCTHU B AUAIMA30H 10 25-TO MepleH-
TWIS BKJIIOUUTEJBHO, OTHOCSITCSI K 30HE «HU3KUX» 3HAUEHUI. 30HE «BBICOKMX» 3HAUEHUU CO-
OTBETCTBYIOT Pe3y/IbTaThl, OTHOCSIIMECS K Auana3oHy ot 76-ro 10 100-ro mepueHTWIss BKIO-
YUTEIbHO. 32 HOpMaJbHbIE BEJTMYMHBI TIPUHSATH 3HAUECHHS B UHTEpBaje («<KOpUaope») ot 26-ro
1o 75-ro nepueHTwis. LleneBbiM 3HaUeHUEM IS AETe U MOJPOCTKOB C MYKOBUCIIUIO30M SIB-
JISIIOTCS TIOKa3aTeid, COOTBETCTBYIOLIME HOPMAIbHBIM LUbpaM ISl 3M0POBBIX JETEH TOTO Xe
noJja u Bo3pacta — 50-ii nepueHTwib [7]. Pacuer nepuentuneit UMT npoBoausics npu moMo-
1y nporpaMM BeemupHoii opranuzanuu 3npaBooxpanenus: WHO Anthro (mis neteit no 5 ner)
u WHO Anthroplus (ms gereii crapiie 5 ner) (http://www.who.int/childgrowth/software/en/
u http://www.who.int/growthref/tools/en/) [8]. JIJis1 olleHKM moKa3aTejeil pocTa M Beca JeTei
panHero Bo3pacTta (no 2 jiet) UMT nHe npumensiercs. [1pu MykoBuclMA03€ IS AeTel muia-
LLIEr0 BO3PAacTa CJIeNyeT MOIb30BaThCsl MACCO-POCTOBBIM MHIeKcoM (MPH) (akTuueckast mac-
ca / unmeanbHast Macca 1o pocty u oy x 100%). EBporneiickumMu sKcrepTaMu peKOMEeHI0BaHO
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HyTpuTuBHBIN cTaTyC

KOHCTaTMPOBaTh HEMOCTATOYHOCTh MTUTAHUS Y TOW TPYIIIBI MAIMEHTOB, €CJIU MPOLIEHT COOT-
BETCTBHUSI MACChI TI0 POCTY, 110 T0JIy MM Macco-pocToBoii nHaekec (MPH) < 90% [6].

H3MmepeHre HyTPUTUBHOIO CTaTyca 3a OTYETHBINM Tox ObLUTO MpoBeneHo y 91,8% marmeHTOB
(metsim B 92,6%, B3pocibiM — B 89,7% citydaeB). OXBaT OLIEHKM MacChl Tejla U pOCTa B PETMO-
Hax TMpeAcTaBieH Ha puc. 29.

Mocksa
fipocnasckas 06
3abalikanbCKuil Kpait
Tynbckasa ob61R
Tomckasn 06
CmoneHcKan 060
Camapckas o6l
PA3aHcKas 06k
Mepmckuit Kpai
OpeHbyprckas 06
OmcKan o610
Hosocunbupckasn 060l
Hukeropoackas 06
MocKkoBckas 066
JleHunHrpagckan 060
KemepoBckas 061
BopoHecKkas 06l
BpAHckas 06k
AcTpaxaHckas 060
CTaBpOMNOAbCKUIA Kpaii
MpuMopCcKInit Kpai
KpacHospcKkuit Kpai
KpacHogapckuii Kpaii
ANTalickuii Kpak
Pecny6iumka Yysawumsa
Pecnybavka Yamyptus
Pecny6avka TatapcraH
Pecny6ivka Mopaosus
Pecny6avKa balwkopTocTaH
XMAO-HOrpa
"Npyrue" pernoHbl

H NposegeHo

H He nposeaeHo

Puc. 29. Vi3mMepeHne HyTpUTUBHOTO CTaTyca Y OOJbHBIX MyKOBUCIIUIO30M B PETMOHAX

ITokazaTenu HyTPUTUBHOTO CTaTyca Mo CTpaHe cpeau neteit cocraBuiu: Menuana (IQR) nep-
LIEHTHI Maccel Tenna — 28,2 (46,5), pocta — 28,7 (53,5), UMT — 31,6 (51,0).

IMokazarenu HYTPUTUBHOTO CTaTyca MO CTpaHe Cpelu B3pOCibiX cocTaBuian: Meauana (IQR)
Macchl Tesia — 55,0 (14,0) kr, pocta — 169,0 (13,0) cm, UMT — 19,0 (4,0) xr/m>.

ITokazarenu HYTPUTUBHOIO CTaTyCa Cp€aun NeTEN u B3POCJIbIX B pEruoHax 1nmpcacTaBJICHbI B

Tab. 44.
Tabauua 44
Iloxazameau nympumueno2o cmamyca 6 pe2uoHax
Adetn B3pocnble

MepueHTUnbL Maccbl ‘ MepueHTUnb pocta ‘ MNepuentuns UMT Macca, kr ‘ PocT, cm ‘ UMT, kr/m?
Mockea, n=315 (202/113) 47,4 (49,5) 34,4 (63,4) 43,2 (57,0) 55,0 (14,0) 170,0 (10,0) 19,2 (3,6)
SipocnaBckas o6n., n=41 (31/10) 28,6 (27,0) 27,0 (54,9) 20,7 (23,6) 55,6 (9,3) 165,0 (7,0) 19,7 (3,2)
3abaiikanbckuii kpait, n= 16 (14/2) 35,0 (47,4) 21,0 (77,0) 30,7 (35,2) He [0CTaTO4YHO AaHHbIX
Tynbckas 06a., n=20 (20/0) 39,8 (42,3) 51,0 (56,0) 29,8 (27,7) HeT AaHHbIX
Tomckas 061., n=22 (20/2) 46,1 (32,9) 47,5 (53,9) 53,3 (29,8) He AO0CTaTOYHO AAHHbIX
CmoneHckas 06., n=16 (13/3) 28,5 (59,1) 24,1 (32,8) 21,1 (63,7) He [A,0CTaTO4HO AaHHbIX
Camapckas o6n., n=97 (79/18) 24,8 (26,5) 32,8 (46,1) 29,6 (41,4) 62,0 (11,0) 169,5 (14,0) 21,3 (2,9)
Pa3saHckas o6n., n=13 (12/1) 1,7 (12,7) 6,8 (36,6) 20,7 (55,7) He AOCTaTO4YHO AAHHbIX
Mepmckuii kpaii, n=72 (45/27) 18,9 (36,9) 29,1 (39,9) 25,4 (54,7) 55,0 (14,0) 171,0 (19,0) 19,5 (3,1)
OpeHOGyprckas o6n., n=51 (44/7) 39,6 (55,5) 41,7 (56,6) 35,2 (53,0) 60,0 (31,0) 174,0 (10,0) 20,2 (7,1)
Omckas 06n., n=57 (44/13) 25,8 (51,3) 15,4 (35,4) 38,9 (51,1) 55,0 (16,0) 170,0 (13,0) 18,8 (4,3)
HoeocuGupckas o6n., n=61 (50/11) 26,2 (43,1) 37,3 (51,3) 30,9 (36,9) 56,0 (12,0) 165,0 (16,0) 19,8 (4,7)
Huxeropopckas o6., n=59 (56/3) 38,8 (56,6) 43,4 (45,6) 26,1 (43,4) 60,0 (7,0) 172,0 (8,0) 20,4 (0,2)
MockoBckas 06., n= 152 (112/40) 28,4 (50,7) 33,2 (49,0) 30,4 (47,1) 57,0 (19,0) 168,0 (14,0) 18,7 (3,7)
JNenunrpapckas o6n., n =27 (20/7) 13,8 (29,3) 15,8 (28,8) 36,0 (34,3) 50,0 (14,0) 176,0 (18,0) 16,1 (2,2)
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Aetn B3pocnblie

MepueHTUnbL Maccobl ‘ MepueHTunb pocta ‘ MNepuentune UMT Macca, kr ‘ PocT, cm ‘ UMT, kr/m?
Kemepogckas 06n., n= 47 (41/6) 16,7 (31,3) 26,2 (43,8) 19,8 (44,6) 52,0 (5,0) 167,0 (6,0) 19,9 (3,2)
BopoHexckas 061., n=51 (42/9) 17,9 (48,8) 13,5 (38,2) 58,2 (49,2) 52,0 (5,6) 170,0 (15,0) 17,8 (2,4)
BpsiHckas o6n., n= 12 (10/2) 13,9 (53,5) 44,4 (60,1) 52,6 (93,8) He AOCTaTOYHO AAHHbIX
AcTpaxaHckas o6n., n=19 (15/4) 29,3 (46,8) 12,8 (29,2) 48,9 (51,7) He [0CTaTOYHO AAHHbIX
CraBpononbcKuii kpait, n=53 (47/6) 11,9 (48,0) 16,8 (70,2) 14,1 (59,1) 51,0 170,5(13,0) 17,7 (1,7)

(11,0)
Mpumopckwii kpait, n=43 (30/13) 13,2 (29,5) 23,1 (59,5) 29,2 (44,6) 60,0 (15,0) 174,0 (7,0) 19,6 (4,1)
KpacHosipckuii kpaii, n=51 (47/4) 46,9 (40,1) 49,0 (50,5) 26,4 (43,1) He A,O0CTATO4HO AAHHbIX
KpacHopapckwii kpaii, n=65 (47/18) 12,9 (30,2) 21,6 (37,3) 18,8 (34,6) 53,5 (10,0) 166,0 (8,0) 18,7 (2,8)
Antaiickvii kpaii, n=40 (38/2) 38,2 (42,9) 25,5 (52,5) 42,5 (63,4) He A,0CTaTO4YHO [AaHHbIX
Pecny6nuka Yyeawms, n=48 (31/17) 24,6 (45,7) 25,9 (73,1) 25,6 (51,1) 53,5 (9,0) 169,0 (12,0) 18,6 (3,3)
Pecny6nuka Yamyptus, n=39 (23/16) 14,7 (21,6) 33,7 (58,5) 25,7 (40,7) 61,1 (18,7) 174,0 (9,0) 21,3 (4,1)
Pecny6nuka TatapctaH, n=93 (66/27) 22,1 (40,3) 11,8 (41,4) 26,3 (48,7) 46,5 (15,0) 160,0 (11,0) 17,9 (3,8)
Pecny6nuka Mopposus, n=13 (8/5) 30,3 (20,5) 23,3 (28,9) 34,4 (60,0) 50,0 162,0(18,0) 16,7 (2,4)
(5,0)

Pecny6nuka BawkopTocTtaH, n=70 12,9 (15,4) 7,1 (23,6) 28,1 (43,9) 49,0 (11,0) 170,0 (24,0) 17,3 (4,9)
(51/19)
XMAO - lOrpa, n=36 (27/9) 26,4 (81,6) 36,1 (57,6) 52,4 (53,9) 56,0 (9,0) 164,0 (5,0) 21,6 (2,0)
«[ipyrme» pernoHol, n=256 (113/143) 29,1 (45,7) 29,6 (55,4) 33,8 (48,5) 53,0 (14,0) 170,0 (15,0) 18,7 (4,0)

MpumeyaHvie: B nepBoM cTon6LIEe B CKOOKaxX ykasaHo YMCIO0 AeTei U B3POCbIX, COOTBETCTBEHHO.

Ha puc. 30 npencrasiaeHbl MenuMaHbl Macchl Tesia, pocta 1 UMT gereil ¢ MyKoOBUCLIMI030M
B 3aBUCMMOCTHU OT BO3pacTa.

50 o o o o o e e e e e e e e e e e o e o =

nepueHTnAAxX

MepamnaHa maccol Tena B

0-1 1-2 2-3 3-4 4-5 5-6 6-7 7-8 8-9 9-10;

Bospacti@os, bl

Puc. 30. MenuaHa Macchl Tejla B EPLEHTWISIX B 3aBUCMMOCTH OT Bo3pacTa (ot 1 roaa 1o 10 jiet): kpacHas CIUIOIIHAs IMHUS — XXKEHCKUIA 10T, CU-
HsISl — MYXKCKOI, uepHasi — o0liiee 3HaYeHue 110 TpyIre, KpacHas pepbhIBUCTasi — lieJeBoe 3HaueHue, S0-il mepeHTuIb

Ha puc. 31 npeacTaBJICHa MEaraHa poCTa B 3aBUCUMOCTH OT BO3pacTa NETel.

MepanaHa pocTta B NepLeHTUAAX

0-1 12 23 34 45 56 6-7 7-8 8-9 9-1010-1111-1212-1313-1414-1515-1616-1717-18

Bospacti@oabl

Puc. 31. Menuana pocTa B TIepLIEHTUIISIX B 3aBUCMMOCTM OT Bo3pacTa (oT 1 roma mo 18 yier): KpacHasl CTUIOINIHAS JIMHUSI — XEHCKUH TI0J, CHU-
HSISl — MYXXCKOI1, uepHasi — olliee 3HaYeHUe 110 TPYIIe, KpacHas MPephIBUCTas — LieJIeBoe 3HaueHue, S0-i mepleHTuIb
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HyTpuTuBHBIN cTaTyC

MegaunaHa UMT B nepueHTUAAX

01 12 23 34 45 56 67 7-8 89 9-10 10-1111-1212-1313-1414-1515-1616-17 17-18
Bospacti@oabl

Puc. 32. Menuana UMT B neplLieHTUISIX B 3aBUCHMOCTH OT Bo3pacTa (0T 2 o 18 jeT): KpacHasi CIUIOLIHAS IUHUS — KEHCKUI TIOJ, CUHSIST — MYX-
CKO, yepHasi — o0lI1iee 3HaUeHUe Mo IPyIIe, KpacHasl MpephIBUCTas — LeJeBoe 3HaueHue, 50-i mepueHTUIb
Cpenu aeteii ot 2 no 18 sner menuana nepueHtwiss UMT (puc. 32) cocraBuia 31,6 (51,0):
UL MATbuuKOB — 35,9 (49,6), mns neBouek — 28,0 (52,1). Iepuentuias UMT < 25 nabmogan-
ca B 43,0% ciydaeB: y MaabuuKoB — B 39,5%, y neBouek — B 46,7%.

Cpenu B3pocabix MmearaHa UMT (puc. 33) cocraBuia 19,0 (4,0) kr/m?, mjst IMLL MY>KCKOTO
nona — 19,3 (3,7) kr/m?, mist auu keHckoro nojia — 18,7 (4,0) xkr/m?. UMT < 18,5 kr/m? Ha-
omonaincs B 41,7% caydaes: y A1, My>KCKoro mnojia — B 38,7%, xeHckoro — B 45,7%.
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Bospacr, rogbl

Puc. 33. Meanana UMT y B3pociibix O0JIbHBIX MYKOBUCIIMI030M (cTapiiie 18 jieT) B 3aBUCMMOCTH OT BO3pacTa: KpacHasi CIUIOLIHAS JIMHUSI — XKEH-
CKUI1 TIOJI, CUHSISI — MYXCKOM, YepHasi — o0lliee 3HaUeHUe 0 IPyIe
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2014 rog,

OcnoxHeHua 3abonesaHunsa B TEKyLLEM roay

Ha puc. 34 orpaxkeHa yacTtoTa pa3BUTHs caXapHOTO MUabeTa C eXeTHEBHBIM TPUMEHEHUEM
WHCYJINHA, TTHEBMOTOpaKca (C IpeHUPOBAHUEM TPYTHON KIJIETKH ), KPOBOXapKAHBSI, OCTEOIOPO-
32 ¥ TIPUMEHEHUST KUCIOPOIOTEPAITY B 3aBUCUMOCTU OT BO3pacTa OOJIbHBIX.
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Bo3spacr, roapl

Puc. 34. Yactota pa3Butusi ajuiepruyeckoro 6ponxonerouHoro acneprusuiesa (ABJIA), caxapHoro ana6era ¢ exXXeAHeBHBIM MPUMEHEHUEM UHCYJIU -
Ha, MHEBMOTOpaKca (C IPeHUPOBAHUEM TPYAHON KIETKHN), KPOBOXapKaHbs (JJETOYHOTO KPOBOTEUEHHsI), OCTEONOPO3a U MPUMEHEHHUsT KUCIOPOI0-
Tepanuu B 3aBUCKMOCTH OT BO3pacTa OOJIbHBIX.

[Mpumeuanue: * — 00beM KUCIOPOAOTEPATINY B3AT U3 paselia «JIeYeHUe», 31eCh OTOXIECTBISIETCS] C IbIXaTeIbHON HENOCTATOUHOCTBIO.

Ha puc. 35 npencraBieHo U3MEHEHUE CTPYKTYPHI MTOPakeHUs TTEUYEeHU B 3aBUCHUMOCTH OT
BO3pacTa OO0JIbHbIX.
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Bo3spacrT, roapl

Puc. 35. Crpykrypa nopaxeHus Me4YeH! B 3aBUCMMOCTH OT BO3pacTa OOJbHbIX

CpaBHUTENBHBIN aHAJIA3 YaCTOThI OCJOXKHEHUI 32 OTYETHBIN IO MEXKIY I€ThbMU U B3POCIIbI-
MM TIpeacTaBJieH B Ta0I. 45.
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OcnoxHeHus 3a00/1eBaHNs B TEKYLLEM rogy

Tabauua 45

Yacmoma PA3AUHHbBIX 0CA0JCHEeHUTL MleOGllCl{ll@O&'a 3a omuemHublil 200 6 3a6UCUMOCIU OM eo3pacma 00.4bHbIX

OcnoxHeHue \ Bce Oetn Bspocnsie \
Annepruyeckuit GpoHxoneroyHbiii acneprunnes, % 1,4 1,1 2,3
CaxapHblii gnabeT ¢ exeAHEeBHbIM NPUEMOM UHCYNIMHA, % 3,7 2,1 7,7
MHeBMOTOpakc, NoTpeGoBaBLUNI APEHUPOBAHUS FPYAHOI KNeTkun, % 0,8 0,3 2,0
Livppo3 neyeHn ¢ nopTanbHON rMNepTeH3nein/runepcnien3mom, % 3,8 3,1 5,5
Liuppo3 nevyenu 6e3 nopTanbHOI runepTeHaun/runepcrniesnama, % 3,9 4,1 3,6
Lippo3 neyeHn, AaHHbIX O NOPTanbHOM rMNepTeH3nn Het, % 0,2 0,1 0,5
MopaxeHue nevyeHn 6e3 umpposa, % 21,5 21,3 22,0
Jlero4Hoe kpoBoTe4yeHue, % 1,3 0,5 3,2
OcTeonopo3 (HU3Kas KocTHas Macca), % 10,6 3,8 24,1
Monuno3s BepxHux AbixaTenbHbix nyTen, % 18,0 17,1 22,1
AneKTPONUTHbIE PacCTPOINCTBA, % 3,8 5,2 0,4
Hanuume oHkonornyeckoro 3abonesanus, % 0,2 0,1 0,5
Amunoupos, % 0,2 0,1 0,5

Anneprunyeckuii 6poHXosIero4Hbivi acneprunnes

ﬂuaeﬁocmul{ecxue Kpumepuu:

OCTpasi WM MOJA0CTpasl KIMHUYeCcKass MaHuecTaluus (Kallelb, OIbIIIKA, CHIKEHHE Tie-
PEHOCUMOCTH (PU3HNUYECKOI HATPy3KM, acTMa (DU3NUECKON HATrpy3KM, U3MeHeHHe (PYHK-
LIMOHAJIBHBIX ITOKA3aTeJIeii JIETKUX WIM YBeJMYeHHUE KOJIMYEeCTBA IIPOIYLIMPYEMOI MOKPO-
THI), HEe CBSI3aHHAs C KaKOW-JTMOO APYyroi mMpuUNHOI;

o6t IgE> 5S00ME /M,

TOJIOXKUTEIbHAS KOXKHAas IMpo0da Ha aclepTrUIe3HbIA aHTUTEH (> 3 MM) UJIU MTOJIOKUTETb-
Hulil cnietuduueckuit IgE x Aspergillus fumigatus,

MPEeLUNTUTUHEI K A.fumigatus Win in vitro montBepxkneHHble IgG antuTena K A.fumigatus;
HOBbBIE WIM CBEXUE M3MEHEHUsI Ha PEeHTTeHOrpaMMme JIerKUX (MHGUIbTPAThl WU CIU3M-
cThie TIpooku), i Ha KT rpymHoii KIeTKu (XapaKTepHble U3MEHEHMST), KOTOPhIE HEe HC-
Ye3aloT MpU aHTUOAKTEPUAIbHOM Tepauy U CTaHAAPTHOU KMHe3uTepanuu [9].

Ha puc. 36 mpencrasiieHa 4acToTa ajlIepridecKoro OpOHXOJIETOYHOTO acTiepruiie3a B perm-
OHax, KOTOPHI 3adpuKkcrpoBaH v 1,4% TTaliieHTOB.

Mocksa

fipocnasckan 061E
3abaiikanbCKuii Kpai
Tynbckas 06
Tomckasn 0610
CmoneHckan 060l
Camapckas o6l
PA3aHckas 06
Mepmckuii Kpai
OpeHbyprckas 06k
Omckan 0610
Hosocubupckas 06E
Hukeropoackas 06
MocKoBcKas 06/
JleHuHrpazcKkan ool
KemepoBcKkasn o6l
BopoHeKcKas 067 e ——
BpsiHcKaa 06/
AcTpaxaHckas 060
CTaBpONObCKUIA Kpait
MPUMOPCKMI Kpali  —
KpacHoapcKkunit kpai

KpacHogapckuii kpai

ANTaNCKUI Kpak |
Pecny6iuka Yysawus
Pecny61MKa Y amy P A5 |
Pecny6auKa TatapcraH |
Pecny6avka Mopgaosus
Pecny6vka bawkopTocTtaH

XMAOROrpa
"Npyrue" pernoHbl ,F
0 5 10 15 20

Puc. 36. Yacrora AJJICPTUYECKOTO GDOHXOHCI‘OHHOFO acricprujjie3a B OTYETHOM roay Cpeam OOJIBHBIX MYKOBUCIHHMI030M B pEruoHax
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Peructp 6onbHbIX MykoBucLmA030M B Poccuiickoii Pepepauun. 2014 rog,

Mocksa
fipocnasckasn 06k
3abalikanbCKuUin Kpaw
Tynbckasa 06/a
Tomckas obnll
CmoneHckasn o610
Camapckan o6l
PasaHckas 06k
Mepmckuit Kpai
OpeHbyprckas ool
OmcKan 060
Hosocnbupckasn o6l
Hukeropoackas o6l
MockoBcKkasn o6l
JleHuHrpaackan 061B
KemepoBsckas o6l
BopoHexckan 0610
BpaHckasa 061
AcTpaxaHcKkaa obnl
CTaBpPOMNO/IbCKUIA Kpal
MpuMopcKuit Kpai
KpacHoapckuit Kpai
KpacHogapckuit Kpai
ANTaNCKUI1 Kpai
Pecny6snka Yysaluma
Pecny6avka Yamyptus
Pecnyb6auka TaTapcTaH
Pecny6avka Mopgaosus
Pecnybavka bawkopToctaH
XMAOROrpa
" "
[pyrue" pernoHsbl

0 5 10 15 20

Puc. 37. Yacrora caxapHoro nuabera ¢ exXXeTHEBHBIM MMpUEMOM MHCYJIMHA CpEAU OOJIBHBIX MYKOBUCHMIO30M B PETMOHaX

YacToTa pa3BUTHSI caxapHOTO NradeTa ¢ exKeTHEBHBIM IIPHEMOM MHCYJIMHA B pETHOHAX TIPEI-
craBjieHa Ha puc. 37, KoTopblil 3adukcupoBaH y 3,7% GOJbHbBIX.

YacToTa pa3BUTHS ITHEBMOTOpPaKCca ¢ IPEHUPOBAHNEM TPYIHOM KJIETKI B perMOHAX IIPEICTaB-
neHa Ha puc. 38. JlanHoe ocioxHeHue 3abhukcupoBaHo y 0,8% GOIbHBIX.

Mocksa
fipocnasckas 06
3abaiikanbCKUn Kpai
Tynbckan 06k
Tomckas 06
CmoneHckas o6l |
CamapcKan 060  m—
Psi3aHcKan 06/
Mepmckuii Kpai I
OpeHbyprckas o6l
Omckasn 0618 |
HoBocunbupckan o061l
Huskeropogackas o6l
MockoBckas 06
JleHuHrpazckan obnl 1
KemepoBckas 0610 :
BopoHeckan o6kl
BpsHcKkan 06k
AcTpaxaHcKkan o6l

CTaBpPONO/IbCKUIA Kpal
NMpuMopCcKuin Kpai
KpacHoapckuit kpai

KpacHopapckuit Kpai
ANTalickuii Kpal I
Pecnybnvka Yysawwus
Pecnybavka Yamyptusa
Pecny6ivKka TaTapcTaH —|—
Pecny6avka Mopaosus
Pecny6avKa balwkopTocTaH

XMAOROrpa m
[pyrve" pernoHsbl

0 1 2 3 4 5 6 7

Puc. 38. Yacrora pa3sBUTHUA MHEBMOTOPAKCa ¢ APEHUPOBAHUEM prﬂHOﬁ KJIETKH B OTYETHOM IOy Cpeau OOJIBHBIX MYKOBUCHMUIO30M B PETMOHAX
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OcnoxHeHus 3a00/1eBaHNs B TEKYLLEM rogy

YacToTra pa3BUTHS TOpaXkeHUs MEUYEeHW B PETMOHAX IpeAcTaBieHa Ha puc. 39 (cM. mpuiio-
JKeHUe cTp.64).
Lnppo3 neyeHn ¢ MOpTaabHOM TUIepTeH3Uel 3aduKcupoBaH y 3,8%, 6e3 mopTaabHOI TH-
rnepreHsun — y 3,9%, uuppos (runepreHsus He u3BectHa) y 0,2% OOJIbHBIX, TOPaKEHKE Meye-
HM 6e3 uuppo3sa y 21,5% nanueHTos.

Mocksa
fAlpocnasckas 06k
3abaiiKkanbCKunit Kpai
Tynbckas 06k
Tomckasn 062
CmoneHcKasn 060
Camapckas o6l
PA3aHckas 060
Mepmckuii Kpai
OpeHbyprckas 06k
Omckasn 061
HoBocubupckas 061
Hukeropoackas 06l
MockoBckas 068
JleHunHrpagckan o612
KemepoBckas 0610
BopoHexckasa 06l
BpAHckas 06k
AcTpaxaHckas o6l
CTaBpOMNOAbCKUIA Kpaii
MpuUMOpCKuMit Kpai
KpacHoapckuit Kpai
KpacHopapckuii Kpai
ANTancKui Kpam
Pecny6auka Yysawms
Pecny6ivka Yamyptus
Pecny6nvKka TaTapcTaH
Pecny6ivka Mopaosus
Pecny6avka balukopTocTaH
XMAO-Hrpa

"[pyrue" pernoHol

WWWW

Puc. 39. Yacrora ropaxeHusl TIeYeHU Cpean OOJIbHBIX MyKOBUCIIMIO30M B PETHOHAX
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Peructp 6onbHbIX MykoBucLmA030M B Poccuiickoii Pepepauun. 2014 rog,

MockBsa
fApocnaBckan 06l
3abalikanbCKkuit Kpan
Tynbckasa 0610
Tomckas obnll
CmoneHckasn o6k
Camapckas o6
Pa3aHckan 06k
MepMmckuii Kpai
OpeHbyprckas o6l
OmcKan 0610
HoBocunbupckas 0612
Hwukeropoackas 06R I
MOCKOBCKAA 0571121 |1
JleHuHrpaackan o6nl
KemepoBsckas o6kl
BopoHeckas o6l
BpAHckan 061R
AcTpaxaHcKkan 061l
CTaBpOMO/IbCKUIA Kpali I
MPYMOPCKMI Kpai s
KpacHoapckuii Kpai I
KpacHoaapcKkuit Kpait
ANTancKui Kpai
Pecny6avka Yysawwms
Pecnybavka Yamyptua
Pecnybnvka TaTapcTaH
Pecny6ivka Mopgzosus
Pecny6svka bawwkopTocTtaH
XMAOEBKOrpa
"[pyrue" pernoHsl

0 1 2 3 4 5

Puc. 40. Yacrora jiero4HOrO KPOBOTCUCHUSA Y OOJIBHBIX MYKOBUCHHMI030M B PErMOHax

YacroTa JIeTOYHOTO KPOBOTEUCHMST B OTYSTHOM TOMY B peTMOHAX MpeacTaBiieHa Ha puc. 40,
KoTOopoe 3auKcupoBaHo y 1,3% GOJIbHBIX.

Yacrora octeornoposa (HU3Kasi KOCTHasl Macca) B CTpaHe Tpe/icTaBieHa Ha puc. 41, KOTopbIit
3acpukcupoBat y 10,6% 0GOIbHBIX.

MockBsa

fipocnasckasn 06k
3abaiikanbCKuin Kpai
Tynbckas 06.1R
Tomckan 06/E
CmoneHckan 060
Camapckas o6
PA3aHcKan 06R
Mepmckuii Kpait
OpeHbyprckas ool
OmcKan 0610
HoBocunbupckan o061
Hukeropogackas o6l
MocKoBckas 06
JleHuHrpaackan o6k
KemepoBsckas o6l
BopoHecKkasn 06k
BpsHckasa 0610
AcTpaxaHcKkan o6nl
CTaBpPOMNO/bCKUI Kpali
MpumopcKkunin Kpaw
KpacHoapcKkuit Kpal
KpacHopapckuit kpan
ANTalickuii Kpai
Pecny6avka Yysalumnsa
Pecny6auka Yamyptua
Pecny6ivKka TaTapcTaH
Pecny6avka Mopgaosus
Pecny6nvka bawkopTocTaH
XMAOEOrpa
"Opyrue" pervoHol

0 10 20 30 40

Puc. 41. YacroTa pa3BuTHs 0OCTEOIOPO3a y OOJIbHBIX MyKOBUCIIMIO30M B peTMOHAX
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OcnoxHeHus 3a00/1eBaHNs B TEKYLLEM rogy

Mocksa
fipocnasckas 060
3abalikanbCKuii Kpai
Tynbckan 06k
Tomckasn 061
CmoneHcKas o6l
Camapckas 06R
PAsaHckas 06
Mepmckuii Kpai
OpeHbyprckas obnll
Omckas 061k
Hoeocunbupckan 061k
Hueropopackas o6l
MockoBckas 06
JleHuHrpazckan obnl
KemepoBsckas o6l
BopoHeckas 0610
BpAHckas 06k
AcTpaxaHckas 06
CTaBpONOIbCKUIA Kpail
MprMmopcKuii Kpai
KpacHospckuit Kpaw
KpacHogapckuit kpai
ANTaickuii Kpah
Pecny6avka Yysawms
Pecny6avka Yamyptus
Pecnybavka TaTapcTaH
Pecny6avka Mopposus
Pecny6avka BawkopTocTaH
XMAOEBKOrpa
"Opyrue" pernoHsi

0 20 40 60

Puc. 42. Yacrora Pa3BUTHA TTOJIUIIO3a BEPXHUX ABIXAaTCJIbHBIX l'lyTCﬁ y OOJIBHBIX MYKOBUCHHUI030M B pErMOHax

YacToTa momMIio3a BepXHUX ObIXaTeIBHBIX IyTeil B CTpaHe IIpeIcTaBlIeHa Ha puc. 42, KOTO-

phlii 3adpukcrpoBad y 18,0% GONBHBIX.
YacToTa 3/IeKTPOJIUTHBIX PACCTPOMCTB B OTYETHOM IOy B CTpaHe IIpelIcTaBjieHa Ha puc. 43,

KOTOpbIe 3a(UKCUPOBAHbL Y 3,8% GOJIbHBIX.

Mocksa
ApocnascKkan 061
3abaiiKkanbCKuit Kpai
Tynbckasn o6k
Tomckas 06
CmoneHcKasn o610
Camapckan o6l
PasaHcKkas 06k
MNepmcknit Kpaw
OpeHbyprckas o6l
OmcKan o061
HoBocubupckan 061
Huxkeropopackas o6
MockoBckas 061
JleHunHrpaackan o061
KemepoBsckas 061
BopoHeckas obnll
BpAHckas 06k
AcTpaxaHcKasn 061k
CTaBpOMO/IbCKUI Kpali
Mpumopckuin Kpaw
KpacHoapckuit Kpaw
KpacHogapckuii kpan
AnTavickuii Kpal
Pecnybavka Yysawwus
Pecny6auka Yamyptusa
Pecnyb6avka TaTapcTaH
Pecnybnvka Mopaosus
Pecny6avka bawkopToctaH
XMAOROrpa
"[pyrue" pernoHsl

5 10 15 20

o

Puc. 43. HacTtoTa 3/1eKTPOJIMTHBIX PACCTPOMUCTB Y OOJTBHBIX MyKOBUCLIMIO30M B PerMOHaX




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2014 rog,

DJIeKTPOIUTHBIE paccTpOicTBa B BUIEC CHHIpOMa TiceBIo-bapTrepa — yacToe ocIoXHEHVEe
y IeTeii 10 rofa, KOraa MOTYT OTCYTCTBOBATh IPYrue KIMHUYECKUE MPOSIBICHUS. DTO COCTO-
STHUE JIETKO MOIIACTCS KOPPEKIUH, HO 6e3 CBOEBPEMEHHOM TUATHOCTUKU MOXET MPUBECTU
K JICTaJTbHOMY UCXOJY y IeTeil 3TOi BO3pacTHOM rpymmbl. Heo6XoaMMo MCKITI0YaTh CUHAPOM
riceBno-bapTrepa y BceX BHOBb AMATHOCTHUPOBAHHBIX OOJBbHBIX MyKOBUCLIHUAO30M MIagcHYe-
CKOT0 BO3pacTa, 0COOCHHO Ha (hoHe MHTePKYPPEHTHBIX 3a00eBaHnil. BaxkHO cBOeBpeMeHHO
BO3MeIIaTh MMOTEPIO IEKTPOJIUTOB Y MALIMEHTOB C XKeTyI0YHO-KUIIIEYHBIMU PACCTPOICTBAMMU,

0ocobeHHO B Teruioe Bpemsi roaa [10].

JleueHue

OcobeHHOCTH MEIMKAMEHTO3HON U HEMEIMKAMEHTO3HOM TE€palmnu MYKOBHUCLIMA03a B 3aBU-

CHUMOCTH OT BO3pacTa OOJIbHBIX IIpeacCTaBICHLI B Tabs. 46.

Tabauua 46

Ob6sem meduKamenmo3Hol u HeMeOUKaMeHIMO3HOl mepanuu MyKoguUCyud03a 6 3agUCUMOCHIU 0N 803pacma 601bHbIX
(c yuemom «dpyaux» pecuonos)

\ Tepanus Bce Aetn \ B3pocnbie \
MnepToHn4eckuii pacTBop HaTpusa xnopuaa, % 45,9 51,2 32,8
AHTUOMOTUKMN

WHransiuMoHHble, % 41,3 39,3 46,1

BHYTPUBEHHbIE, % 62,3 57,5 74,2

nepopanbHblie, % 73,3 68,1 86,1
BpoHxoaunaratopbl, % 65,9 61,6 76,7
IniokokopTMKOCTEPOUADI

WHransiuuoHHole, % 21,7 12,9 43,4

cucTeMmHble, % 5,5 5,0 6,8
JHopHasa anbda, % 92,8 94,8 88,0
A3UTPOMULIMH, % 32,4 29,4 39,7
Ypcope3sokcuxoneBas Kucnora, % 91,4 94,4 83,9
NaHkpeaTnuyeckue pepmeHTbl, % 93,3 97,7 82,5
XXupopacTBopuMble BUTaMUHbI, % 88,3 92,3 78,3
Kunesutepanus, % 76,0 83,1 58,4
Kucnopopotepanus, % 4,6 1,6 12,2

Oo0beM IPUMCHCHUA TUIICPTOHNYCCKOI'O paCTBOPA HATPpUA XJIOpuaa B pCruoHax nNpeacTaBICH

Ha puc. 44. JlaHHBI! BUI TepaliK MPUMEHSIICSI B OTYCTHOM Tony Y 45,9% GOJbHBIX.

Mocksa
ApocnasBckas 06k

3abaiiKkanbCKuin Kpai

Tynbckan o6k
Tomckasn o6l
CmoseHckas o6l
Camapckas 0610
PssaHcKkan 062
Mepmckuii Kpam
OpeHbyprckas obnll
Omckasn o6

Hosocunbupckan o061
Hukeropoackas o6k

MocKkoBcKasn 06l

JleHuHrpaacKkas o6k

Kemeposckas o610l
BopoHexckan o6k

BpsHckaa 0610k
AcTpaxaHckas 06k

CTaBpONONbCKUN Kpaii

MpuMopcKuii Kpai
KpacHoapckuii Kpaii

KpacHogapckuit Kpai

ANTalicknin Kpam

Pecny6avka Yysawwusa
Pecnybavka YamypTtus
Pecnybavka TaTapcTaH

Pecnybanka Moppgosus
Pecny6ivKka BawkopTocTaH

Puc. 44. TlpuMeHeHNEe MHTAISIINI TUTIEPTOHUIECKOTO pACTBOPA HATPUST XJIOPUIA Y OOJEHBIX MYKOBUCITUIO30M B PETMOHAX

XMAOROrpa
"[pyrue" pernoHol
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JleyeHne

Mocksa
ApocnaBckas 0610
3abaiikanbCKUin Kpaw
Tynbckan o6k
Tomckan o6l
CmosieHcKas obnll
Camapckas o6
PasaHckas o6l
Mepmckuii Kpam
OpeHbyprckas obnll
OMmcKan o6l
HoBocubupckasn o6l
Huskeropogackas o6l
MockoBckaa 061
JleHuHrpaackasn o6k
KemepoBckasn 061k
BopoHekckas 061
BpsiHcKan 06k
AcTpaxaHckasa 060
CTaBpPONO/IbCKUIA Kpal
MpumopcKuii Kpaii
KpacHoapckuit Kpai
KpacHopapckuit kpai
ANTalicknin Kpam
Pecny6avka Yysawwusn
Pecnybauka YamypTtus
Pecny6avKa TaTapctaH
Pecny6aunka Mopaosus
Pecny6nvka bawKopTocTaH
XMAOEBOrpa
"Opyrve" pervoHbl %

0 20 40 60 80 100

Puc. 45. [IpuMeHeHNE MHTAJISIIMOHHBIX aHTUOMOTUKOB Y OOJbHBIX MYKOBUCIIMIO30M B pErMOHAX

O6beM IIPUMCHCHHUA MHTAJIALMOHHBIX aHTUOUOTUKOB B CTpaHE OTPaXCH Ha pUC. 45. ):[aH—

HBIA BUJ Teparuy B OTYETHOM romy nmpumeHsuicst y 41,3% GOJNbHBIX.
O06beM MPUMEHEHUsST BHYTPUBEHHBIX aHTUOMOTUKOB B PErMOHAax MpeNCcTaBlIeH Ha puc. 46.

JlaHHBIA BU Tepaliyi B OTYETHOM TOYy MPUMEHSIICS Y 62,3% GObHBIX.

Mocksa
fipocnasckan 061k
3abaiikanbCKUin Kpai
Tynbckan 061k
Tomckas obnll
CmoneHckas o6l
Camapckasn o6l
PAasaHckasa 0610
MNepmcknit Kpai
OpeHbyprckas o6k
Omckan 061
HoBocubupckas o6k
Huseropopackas o6l
MocKoBcKasn 06l
JleHnHrpaackan o6k
KemepoBsckan o6l
BopoHexckan 061k
BpsHckasa 0617
AcTpaxaHckan o6l
CTaBpPONONbLCKUIA Kpal
MpUMOpPCKMA Kpaii
KpacHoapckuit kpait
KpacHopapckuit kpai
ANTaCcKN Kpan
Pecnyb6auka YyBawmusa
Pecnybavka Yamyptus
Pecny6nvka TaTapcTaH
Pecny6ivka Mopposusa
Pecny6nvKka BawkopTocTaH
XMAOBROrpa
"[Opyrue" pernoHsl

%

0 20 40 60 80 100

Puc. 46. IpuMeHeHre BHYTPUBEHHBIX aHTUOMOTUKOB Y OOJbHBIX MYKOBUCITUIO30M B PETMOHAX
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Mocksa
Apocnasckas 061
3abalikanbCKuUit Kpaw
Tynbckan o6k
Tomckas 06
CmoneHcKan obnll
Camapckas 06k
PasaHckasa 0610
Mepmckuii Kpawn
OpeHbyprckas obnll
Omckan 062
HoBocubupckas 0612
Hukeropogackas obnl
MocKoBckas 06E
JleHuHrpagckan obnl
KemepoBckasn 061k
BopoHexkckas 0618
BpAHckana 06kl
AcTpaxaHckas o6l
CTaBpONONbCKUIA Kpai
MpumopcKuii Kpan
KpacHoapckuit kpai
KpacHogapckuit kpai
AnTaiickuii Kpai
Pecny6avka Yysawwus
Pecny6avka Yamyptusa
Pecny6nvka TaTapcTaH
Pecnybaunka Mopaosus
Pecny6nvKka BawkopTocTaH
XMAOROrpa
"Opyrue" pernoHol

%

0 20 40 60 80 100

Puc. 47. TlpuMeHeHMe nepopaTbHbIX AHTUOMOTUKOB Y OOJbHBIX MyKOBUCLIMIIO30M B PETMOHAX

O0beM MPUMEHEHUS TTEPOPATIbLHBIX AaHTUOMOTUKOB B PETUOHAX MPEACTaBJIEH Ha puc. 47. JlaH-
HBIA BUJ Tepariy B OTYETHOM TOmy MpUMeHsIcst y 73,3% GOJbHBIX.

O0beM npuMeHeHusl OpOHXOAUIATaTOPOB B peTMOHAax oTpaxkeH Ha puc. 48. JlaHHbIN BUI Te-
panuu B OTYETHOM TOILY TIPUMEHSIICS Y 65,9% GONbHBIX.

Mocksa

fipocnasckan 06k

3abalikanbCKuii Kpai
Tynbckan o6k
Tomckan o6l
CmosieHcKas o6l
Camapckas o6l
PasaHckasa 0610
Mepmckuii kpam
OpeHbyprckas 0618
Omckan o6
Hosocubupckan 061
Hukeropogackas o6l
MockoBckan 061l
JleHuHrpaackan o6k
KemepoBsckasn o6l
BopoHexckan o6k
BpsiHCcKan 067
AcTpaxaHckasa 060l
CTaBpONONbCKUIA Kpal
Mpumopcknin Kpaw
KpacHoapcKkuii Kpaii
KpacHoaapckuit Kpai
ANTalickunin Kpam
Pecnybaunka Yysawus
Pecnybnvka Yamyptus
Pecny6ivka TaTapcraH
Pecny6ivka Mopaosus
Pecny6nvka bawkopTocTaH
XMAOEOrpa

"Opyrue" pervoHol

t

0 20 40 60 80 100

%

Puc. 48. TIpuMeHeHre OPOHXOAMIATATOPOB Y OOJBHBIX MYKOBUCIIMIIO30M B PETMOHAX
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JleyeHne

Mocksa
ApocnaBckasa 061l
3abaiKanbCKunin Kpai
Tynbckan 061
Tomckan o6l
CmoneHckas o6l
CamapcKas o6kl
PAasaHckana 0610
Mepmckuii Kpamn
OpeHbyprckas 061B
OmcKan 0612
HoBocunbupckasn o6l
Huskeropogackas obnl
MockoBckasn 061
JleHnHrpaackan o6k
KemepoBckan 061k
BopoHeckas 0610
BpsHcKkan 06nE
AcTpaxaHcKkan o061l
CTaBpPONO/IbCKUIA Kpal
MpumMopCKMii Kpaii
KpacHosapcKuit Kpaii
KpacHogapckuin kpai
AnTaiickuii Kpai
Pecny6bavka Yysawwus
Pecnybnvka Yamyptus
Pecny6auka TaTapcTaH
Pecnybavka Mopgaosus
Pecny6nvka bawKopTocTaH
XMAO-HOrpa
"Opyrve" pervoHsbl

0 20 40 60 80 100

Puc. 49. anMeHCHHC VHTAJIIIMOHHBIX TITIOKOKOPTUKOCTEPOUIOB Y OOJIBHBIX MYKOBUCHMIO30M B PETHOHAX

O0beM MPUMEHEHUS] MHTAISIIIUOHHBIX TJTIIOKOKOPTUKOCTEPOUIIOB B PETMOHAX TPENCTaBIeH
Ha puc. 49. JlaHHBIA BUI TepalliKi B OTYETHOM roay nmpumeHsticst y 21,7% GOMbHBIX.

O0BbeM TTPUMEHEHUS] CUCTEMHBIX TJTIOKOKOPTUKOCTEPOUIOB B PEeTUOHAX TPENACTaBIeH Ha
puc. 50. JIlaHHbBIN B Tepanuu B OTYETHOM TOAY MPUMEHSUICS Y 5,5% GOMbHBIX.

Mocksa

fApocnaBckan 061l
3abalikanbCKu Kpai
Tynbckasa 0610
Tomckas obnll
CmoneHckas o610
Camapckas o6
PAasaHckana 0610
MNepmckuin Kpaw
OpeHbyprckas o6k
OMmcKan 061
HoBocnbupckas o6k
Hukeropopackas o6l
MockoBckasn 06
JleHuHrpagckan o6al
KemepoBsckas o6l
BopoHexckan o6
BpsHckaa 0612
AcTpaxaHckasa 060
CTaBpONO/NbCKUIA Kpal
MpumopcKuii Kpai
KpacHoapckuit kpai
KpacHopapckuii kpam
ANTalcKuii Kpai
Pecny6auka YyBawma
Pecny6avka YamypTtua
Pecny6bnvka TaTapcTaH
Pecny6nvka Mopgosus
Pecny6ivKka bawkopTocTaH
XMAO-HOrpa
"Apyrue" pervoHbl

0 10 20 30 40 50 60

Puc. 50. HDMMSHCHPIC CUCTEMHBIX TJTIOKOKOPTUKOCTEPOUIOB Y OOJIBHBIX MYKOBUCIIMIO30M B PETHOHAX
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Mocksa
fApocnaBckan 061
3abaiikanbCKUin Kpai
Tynbckasn o612
Tomckas obnll
CmoneHckasn o6kl
Camapckas 060
PasaHckas o6l
MNepmcknin Kpaw
OpeHbyprckan o6k
OmcKan 061
HoBsocmnbupckas o6k
Huskeropoackas o6l
MockoBckan 0612
JleHuHrpaacKkas ook
KemepoBsckas o6l
BopoHexckan o6k
BpsHckaa 0610
AcTpaxaHcKan o6nl
CTaBpONONbCKUIA Kpaii
NMpumopckuit Kpai
KpacHoapckuii Kpaii
KpacHopapckuit kpai
ANnTavickuii Kpal
Pecnybauka Yysawmus
Pecnybnvka Yamyptus
Pecnybauka TaTapcTaH
Pecny6avka Mopgaosus
Pecny6avka bawKopTocTaH
XMAO-HOrpa
"Opyrue" pervoHol

Puc. 51. TlpumeHeHue nopHa3bl anbba y O0IbHBIX MyKOBUCLIMI030M B PErMOHaX

O0beM npuMeHeHUs JopHa3bl ajbda B peruoHax npejacrasieH Ha puc. 51. JlaHHbIA BuA Te-
panuu B OTYETHOM TOLY IpUMEHsICS Y 92,8% GONbHBIX.

O0beM TIpUMEHEeHUsT a3UTPOMUIIMHA B CYOMHTUOMPYIONINX M03aX B PETMOHAX TMPENCTaBIeH
Ha puc. 52. JIaHHBIA BUI TepalliKi B OTYETHOM roay nmpuMeHstics y 32,4% GObHBIX.

Mocksa
Apocnasckan o6l
3abalKanbCKUM Kpaw
Tynbckasa o6kl
TomcKasa o6l
CmoneHckasa 061l
Camapckas o6l
PA3aHcKan o6k
Mepmckuii Kpan
OpeHbyprckan o6
Omckan obnl@l
HoBocnbupckas o061k
Hukeropoackan o6l
MockoBckas o6l
JleHnHrpaackan o6k
KemepoBsckas o610
BopoHekckas 06kl
BpsiHcKana o610k
AcTpaxaHckas o6l
CTaBpOMoOIbCKUIA Kpan
MpUMOpCKUi Kpan
KpacHoapckuii kKpan
KpacHogapckuii Kpaii
AnTalickuii Kpan
Pecny6iunka YyBawwus
Pecnybaunka Yamyptua
Pecny6iuka TaTapcTaH
Pecny6nnka Mopaosus
Pecny6iunka BawkopTocTaH
XMAO-tOrpa
"Opyrue" pernoHsol

t

0 20 40 60 80 100

Puc. 52. TlpuMeHeHMe a3uTPOMULIMHA B CYOMHTUOMPYIOIIMX 103aX Y OOJIbHBIX MyKOBUCLMI030M B PErMOHAX
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Jleyenune

Mocksa

fAApocnaBcKkan 06.
3abaiKanbCKunin Kpai
Tynbckasn o6n.
Tomckas oba.
CmoneHcKas ob.
Camapckan o6.
Psi3aHcKan 06n.
Nepmckuit Kpai
OpeHbyprckas oba.
OmcKan 061.
HoBocunbupckas oba.
Hwukeropoackasn o6n.
MockoBckas 06.
JleHnHrpaackan o6.
KemepoBsckas 06.
BopoHeckasa ob.
BpAHcKkan obn.
AcTpaxaHckas 06.
CTaBpONONbCKUIA Kpam
MpuMopcKUiA Kpaii
KpacHospcKuit Kpai
KpacHoaapckuit kpai
ANTaicCKNi Kpan
Pecnybauka Yysawwmsa
Pecnybaunka Yamyptus
PecnybauKka TaTapcraH
Pecnyb6aunka Moppgosus
PecnybaunKka BawKopTocTaH
XMAO-Orpa

"Opyrve" pernoHsl

%

0 20 40 60 80 100
Puc. 53. TlpuMeHeHMe ypcOIe30KCUXOIEBOI KUCIOTH Y OOTBHBIX MyKOBUCIIMIO30M B pETMOHAX

O0beM MPUMEHEHUS YPCONE30KCUXOJIEBOU KUCIOTHl B PErMOHAX MPeICTaB/ieH Ha puc. 53.
JlaHHBIA BU Tepalliy B OTYETHOM roay nmpumeHsics y 91,4% GObHBIX.

O0beM NMpUMEHEHUs MaHKpeaTUyeCcKnX epMEHTOB B PErMOHAax MpPeNcTaBieH Ha puc. 54.
JlaHHBIA BU Tepalliyi B OTYETHOM Troay MpuMeHsticst Y 93,3% GoNbHBIX.

Mocksa

fApocnaBckana 061.
3abaiikanbCKuUin Kpai
Tynbckas o6.
Tomckan obn.
CmosieHckas ob.
Camapckan o6n.
PasaHckan o6n.
MepmMckuii Kpan
OpeHbyprckas 06.
OMcKasn 06n.
HoBocnbupckasn oba.
Huskeropogackan oba.
MockoBcKas obn.
JleHuHrpaackan obn.
Kemeposckasn 06.
BopoHeskckan ob6.
BpsaHckan o6.
AcTpaxaHckas 06.
CTaBpONONbCKUIA Kpait
MpumopcKknin Kpai
KpacHoapcKkuii Kpai
KpacHoaapckuit kpai
ANTalickuiA Kpai
Pecnybauvka Yysawmsa
Pecny6auka Yamyptus
Pecny6nuka TaTapcTaH
Pecny6aunka Mopgosus
Pecny6auka bawkopTtocTaH
XMAO-tOrpa

"Opyrve" pernoHbl

Puc. 54. [IpumeHeHMe MaHKpeaTUIeCKX (PepPMEHTOB y OOJIbHBIX MYKOBHUCIIMIO30M B PeTHOHAX




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2014 rog,

Mocksa
fipocnasckan 06.
3abaikanbCKUin Kpaw
Tynbckan oba.
Tomckan obn.
CmoneHckas ob.
Camapckan 06.
PszaHcKan o6..
MepmcKknit kKpam
OpeHbyprckas 06.
Omckasn o6.
HoBocnbupckas oba.
Huskeropogackan oba.
MocKoBcKas o6
JIeHUHrpaackas o6.
KemepoBsckas ob.
BopoHekckana ob.
BpAHckas obA.
AcTpaxaHcKan o6..
CTaBpOMNONbCKUI Kpal
Mpumopcknin Kpai
KpacHoapckuii Kpaii
KpacHopapckuit kpai
ANTalickuiA Kpai
Pecnybauka Yysawwms
Pecny6auka Yamyptua
PecnybauKka TaTapcraH
Pecny6auka Mopaosus
Pecny6nuka bawkopTocTaH
XMAO -tOrpa
"Opyrue" pervoHbl

Puc. 55. INpuMeHeHUe XXUPOPACTBOPUMBIX BUTAMUHOB Y OOJTBHBIX MyKOBHUCIIMIO30M B PETMOHAX

O0BeM TIPUMEHEHUS XKUPOPACTBOPHUMBIX BUTAMIHOB B PETMOHAX IIPEACTaBICH Ha pucC. 55.
JlaHHBII BUA Tepalliyi B OTYETHOM TOLYy MPUMEHSIICS Y 88,3% GOJIbHBIX.

O0beM MpUMEHEHUs KUHE3UTEPAIlMK B PETMOHAX IIPeACTaBIeH Ha puc. 56. JlaHHbII BUI Te-
panuy B OTYETHOM IOy MpUMeHsIcs y 76,0% GOJIbHBIX.

Mocksa

fipocnasckasn 06..
3abalikanbCckut Kpai
Tynbckas o6.
TomcKan obn.
CmoneHcKas oba.
CamapcKasn o6.
PasaHckas o6..
Nepmckuin Kpaw
OpeHbyprckas o6,
OmcKan 06.
HoBocnbupckan oba.
Huseropogackan oba.
MocKoBcKan o6n.
JNeHuHrpaackan o6.
Kemeposckas 061.
BopoHeskckasa oba.
BpsHcKan o6.
AcTpaxaHckana 06.1.
CTaBpONONbCKUI Kpal
MpuUMopCcKUiA Kpai
KpacHoapckuii kpai
KpacHopapckuit kpai
ANTaNCKU Kpain
Pecnyb6aunka Yysawms
Pecnybauka Yamyptus
Pecny6avka TaTtapcTaH
Pecny6auka Mopposusa
Pecny6auka bawkopTocTaH
XMAO-HOrpa

"Opyrve "pernoHsl

Puc. 56. IpuMeHeHre KMHE3UTEPAITUU OOJTBHBIMU MyKOBHCIIMIO30M B PETMOHAX
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JleyeHne

Mocksa

Apocnasckan 06.
3abalikanbCcKkuin Kpai
Tynbckana 06.
Tomckan obn.
CmoneHckas ob.
Camapckas ob.
PA3aHckan oba.
Mepmcknit Kpam
OpeHbyprckas ob.
Omckasn 06.
HoBocnbupckan ob.
Hukeropopckan o6n.
MockoBcKas 06.
JleHWHrpaackan obn.
KemepoBsckas 061.
BopoHeskckasa ob.
BpAHckana o61.
AcTpaxaHckasa 06.1.
CTaBpONONbCKUIA Kpal
MpuMopcKuiA Kpai
KpacHoapckuii Kpaii
KpacHoaapckuii Kpaii
ANTaNCKMI Kpai
Pecnyb6aunka YyBawmusa
Pecny6auka Yamyptus
Pecnyb6auKka TaTapctaH
Pecny6auka Mopposus
Pecny6auka bawkopTocTaH
XMAO-tOrpa
"Opyrvue" pernoHbl

t 1 %
0 5 10 15 20

Puc. 57. [IpumeHeHre KUCIOPOAOTEpANTUU Y OOJIBHBIX MyKOBUCLIMIO30M B PETHUOHAX
O0BbeM UCMOJIb30BAaHUS KUCIOPOAOTEpaIllni B perMoHax TIpeacTaBieH Ha puc. 57. JlaHHbI
BUJI TEPAITMU B OTYETHOM TOIy NIpuMeHsuics y 4,6% OOJIbHbBIX.

TpaHcnnaHTauus

B 2014 r. ogHOMY 0601bHOMY MYKOBUCLMI030M ObLiIa IIPOBEACHA ABYCTOPOHHSISI TPAHCILIAH-
TaLMs JIETKUX, TPaHCIUIAHTALMs IIeYeHU He MPOBOIMUIIACE.
Yucno tpancminanTaumii 3a 2011—-2013 rr. npexncrasieHo B Tabd. 47.

Tabauua 47
Yucao mpancnaanmayuii aeexux u newenu 3a 2011- 2014 ee.
TpaHcnnaHTauus 2011 r. ‘ 2012r. ‘ 2013r. ‘ 2014r. ‘ Bcero ‘
Nerkux 1(1) 2(2) 2(1) 1(1) 6 (5)
Meyenun 0 1 0 0 2*

MpumeyaHune: B ckobkax npeacTaBieHo YACNO0 XMBbIx 60/bHbIX Nocne onepaumnin Ha 31.12.2014.
*— ofHa TpaHcnnaHTauus neyeHy 6uina nposeaeHa ewe B 2009 r.

BbhkuBaemMocTb

B teyenue 2014 r. ymepiau 39 6onbHbIX. [TpuunHoil cMepTu 34 U3 HUX SIBJISIOCH OPOHXOJIE-
TOYHOE MOpaxkKeHue, 10 OAHOMY MallMeHTY YMEPJIU BCASACTBUE KUILIEYHON HEMPOXOAUMOCTU U
3JICKTPOJIUTHBIX PACCTPOMCTB, IPUYMHA CMEPTU TPOUX OOJIbHBIX HEM3BECTHA.

Cpennuii Bo3pact cMepTu coctaBui 14,9 + 10,4 rona, MmeauaHa Bo3pacTta cmept — 16,1 (20,2)
JieT. MuHuManbHbIi Bo3pacT cMeptu — 0,05 JeT, makcuManbHblIi B 35,0 neT.

BospacT cMepTH He MO3BOJISIET OLIEHUTh MPOJOIKUTEIBHOCTD KU3HU 00JbHBIX M B. 17151 5TO-
IO HEOOXOIMMO BBICYMTATDH OXKUAAEMYIO ITPOJIOKUTEIbHOCTD XKU3HU, UCXO/IsI U3 JaHHBIX O BO3-
pacTe BceX (KMBBIX M YMEPIINX) MallMEHTOB perucTpa.

O:kunaemas NpoJa0JDKUTEBHOCTD JKU3HH — BaXKHEH NI MHTErpalbHbIi AeMorpachuyecKuit mo-
KazaTeJlb, XapaKTepU3YIOLIUi YPOBEHb CMEPTHOCTH HaceJleHUs. YIIPOIIIEHHO TOBOpsi, OH 000-
3HAYAET CPEAHEE KOJIMYECTBO JIET MPEACTOSIIEN KU3HU YEIOBEKA, TOCTUTILIETO ONPENEIEHHO-
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Puc. 58. lunamuka oxxunaeMoi mpoao/LKATEIbHOCTH KU3HU 00IbHBIX MyKoBucLnAo30M ¢ 2011 o 2014 roabt

r'o Bo3pacTa, U SBJISIETCS UTOTOBBIM ITOKa3aTesIeM TaOIUIIbl CMEPTHOCTH. B maHHOM oTueTe 1o
«OKUMIaEMOI1 IIPOIOLKUTEIbHOCThIO XKMU3HM» TTIOHUMAIOT OXUAAEMYIO ITPOIOJIKUTEIEHOCTD K13~
HU JeTel, pOXXIeHHBIX B oT4eTHOM roay. B Poccuu B 2014 roay oOlenonyasiiiioHHasT OXXKUaa-
eMast MMPOAOJIKUTEILHOCTD KU3HU cocTaBiser 70,93 rner.
OxumaeMast IpOIOJKUTEIbHOCTD X13HU 001bHbIX MB B 2014 1. cocraBuia 50,96 Jer.
JIlvHaMMKa OXUIaeMOil MPOJOIKUTEIBHOCTH KU3HU O0JIbHBIX MyKOBUCIIMIO30M ¢ 2011 110
2014 romwl ipeacTaBieHa Ha puc. 58.
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NMPUNOXXEHMUE

NMepeuyeHb gaHHbIX Poccuinckoro perncrpa 6ONbHbIX MyKOBUCUNA030M

Aemorpaduyeckme pgaHHbie

T'opon, B KOTOpOM pacmionoXeH LEeHTP
DO nanuenra
Pernon npoxxuBanus
T'ox nabmronenus
T'on poxneHust
Mecsi poxaeHust
Yucno poxaeHust
Ilon
Bospacr (Ha 31 mexabps OTIYSTHOTO roma)
Crartyc mmanmeHra:
— 3XUB Ha 31 nekabps OTYETHOTO TOJa;
— TIOTH0 B OTYETHOM TOIY
Ecnu ymep, To 3amoJtHsIeTCs 1aTa CMEPTH:
— TOg;
— MecsII;
— YUCJIO
IIpuuyuna cmepTu:
— OpOHXOJIeToYHad;
— TIeYEHb;
— TpaBMa;
— Cyuuum;
— TpaHCIIAHTALIUS;
— Ipyrasi, cBs3aHHAasl ¢ MYKOBHMCIIMIO30M, CIIeIyeT yKa3aThb Kakas (HalpuMep, CHHIPOM
nceBno-baprrepa, aMmIonI03, OHKOJIOTHUS 1 IP.);
— IIpyrasi, He CBsI3aHHasl ¢ MyKOBHUCIIMIO30M

AwnarHos

JlviarHo3 NoATBEePXKIIEH:

— na;

— HET;

— OyIeT MOATBepPXIeH
Bo3pact Ha MOMEHT yCTaHOBJICHUSI TUArHO3a B ToAax
Jara ycranoBienust nuariosa B ¢popmate: . MM.ITIT

FeHeTuka

[TpoBomuIOCh T TeHETUYECKOE UCCIIeIOBaHME:!
— na;
— HeT
IlepBast myTanLust
[MepBast mytauus 2 (eciv Ha OGHOW XPOMOCOME JBE MYTAllMU, TO 3/1€Ch MUIIETCS Ha3BaHUE
BTrOpoit myranuu. Ecinu ee Ha3BaHUS HET B MEXIyHApPOIHOM 0a3e maHHBIX http://www.genet.
sickkids.on.ca, To B iepBOM CTOJIOLIC TTUIIIETCS: ApyTasi, a BO BTOPOM — Ha3BaHME MYTaIlW)
Bropas myrauus
Bropas myTanus 2 (110 aHaJIOTMH ¢ TIEPBOI MyTaIlneil)
HeoHaTanbHbIl CKPUHMHT:
— TIOJIOXKUTEJIbHBIN;
— OTpULIATEJIbHBINA;
— pe3yJbTaT HEM3BECTCH;
— He Aenaiu
HapymieHne TpaHCcanUTEIMAaTbHOTO MOHHOTO TPAHCIIOPTa (Pa3HOCTh Ha3aIbHBIX IIOTEHITNATIOB,
OMOIICUHY TOJCTOMN KUIIKHU):
— TIOJIOXUTEJIbHAS,
— OTpHUIIaTeIbHAS;
— He Aenaiu
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IToToBHIi1 TECT:

— TUTPOBaHUE;

— MPOBOAUMOCTD;

— HE IeJIaiv
DIEKTPOIUTHI

— XJIOPU[IBIL;

— Apyrue;

— HE IeJIaiv
YpoBeHb XJIOPUI0B
IToToBBII TECT MOBTOPHbII:

— TUTPOBaHUE;

— MPOBOAUMOCTD;

— HE IeJIaiv
DJEKTPOJUTHI TOBTOPHbIE:

— XJIOPU[IBIL;

— Apyrue;

— HE IeJIaiv
YpoBeHb XJIOpUA0B MOBTOPHbII
MekoHuaIbHbIN UIeyC:

— Ila, OTIEpUPOBaH;

— Ila, He ONepUPOBaAH;

— I1a, He U3BECTHO, ObLIa JIM OTlepaLus;

— HeT

Tepanua

Wuransamuy runeproHnyeckoro pactsopa NaCl B OTYETHOM TOy:
— na (eciu cyMMapHOe YMCIO THEeW MHTalsLuii — Oosiee 3 mec.);
— HET;
— He 3Ha
[ToBTOpHBIE KypChl MHTAISAIIMOHHBIX AHTUOMOTUKOB B OTYETHOM TOJIY:
— na (ecu cyMMapHOe YMCJIO THEW MHTalsLuii — 6osiee 3 mec.);
— HET;
— He 3Ha
BHyTpuBeHHbIE aHTUOMOTUKU B OTYETHOM TOMY:
— Ja (maxe ecJid MPOBeIeH OIMH KypC BHYTPUBEHHOM Tepanum);
— HET;
— He 3Ha
Tab6netpoBaHHbIE aHTUOMOTUKY B OTYETHOM TOJLY:
— na (Jaxke ecyiu MpOBeJeH OAWH KypC aHTUOMOTUKOB BHYTPbD);
— HET;
— He 3Ha
JuTenbHble (ITOBTOPHbBIE) KYPChl MHTAISIIMOHHBIX OPOHXOIMUIATATOPOB B OTYETHOM TOMY:
— na (eciu cyMMapHOe YMCJIO THEW MHTalsLuii — Oosiee 3 mec.);
— HET;
— He 3Ha
[ToBTOpHBIE KypCHl (JUTUTEIbHOE TPUMEHEHNE) MHTAISIIIMOHHBIX CTEPOUIIOB;
— na (eciu cyMMapHOe YMCJIO THEW MHTalIsLuii — Oosiee 3 mec.);
— HET;
— He 3Ha
[ToBTOpHBIE KypCHl (IUTUTEIbHOE TTPUMEHEHUE) CUCTEMHBIX CTEPOUJIOB:
— na (ecay cyMMapHOe YMCJIO JIHel Tepanuu — Oosiee 3 Mec. WM TTPOBEIeHO He MeHee 3 Kyp-
COB B I'Ofl TapeHTePaJbHO MPOJOJKUTEIBHOCThIO HE MeHee 14 nHeil);
— HET;
— He 3Ha
KucnoponoTeparisi B OTYETHOM TOJLY:
— na (eciiM cyMMapHOe YMCJIO JHEH KMCIOpoaoTepanuu B o 6osee 3 Mec., U3 pacueTa He
MeHee 12 4 KucaopoaoTepanuu B CyTKH);
— HET;
— He 3Ha
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JlopHaza ajibha B OTYETHOM TOJY:
— na (eclv cyMMapHOe YMCJIO THEW MHralsiuii 6oiee 3 mec.);
— HET;
— He 3Ha

ITocTossHHOE TIpUMEHEHWE a3UTPOMHUIIMHA (VT IPYTOro MaKpoJraa) B OTYETHOM TOMIY:
— na (eciu cyMMapHOe YMCIOo THel mpueMa — 6oJiee 3 Mec.);
— HET;
— He 3Ha

Ypcone3okcuxojieBast KUCJI0Ta B OTYETHOM TOMY:
— na (eciu cyMMapHOe YMCIOo THel mpueMa — 6oJiee 3 Mec.);
— HET;
— He 3Ha

IMankpeatnueckne (hepMEHTHI B OTIYETHOM TOMY:
— na (eciu cyMMapHOe YMCIOo THel mpueMa — 6oJiee 3 Mec.);
— HET;
— He 3Ha

ZKupopacTBoprMBbIe BUTAMUHBI
— na (eciu cyMMapHOe YMCIOo THel mpueMa — 6oJiee 3 Mec.);
— HET;
— He 3Ha

Kunesutepanus
— na (ecau cyMMapHOe YMCJIO JHEN MpoBeneHus — 6ojiee 3 Mec.);
— HET;
— He 3Ha

OG6GcnepoBaHue

Macca mena, imeBLIascs B IeHb Jiydinero nokasarens O®B,, ecau ne nenanu @B, To 1o-
cjenHee 3HaYeHUE MACChl TeJla B OTYETHOM TOJLY.

Pocm, umeBiuniica B ieHb ydiero nokasaresis OPB,, eciau ve nenanu @B/, To mocnennee
3HAYeHUE POCTa B OTYETHOM TOJLY.

Mecay ayuweeo noxazamens O@B, B oTueTHOM rofy, eciau He aenaau @BJI, To nara usmepe-
HUST pOCTa U MaccChl TeJa.

Yucno ayuweeo nokazamens OPB,B oTyeTHOM TO1y, ecnu He aenanu @BJI, To nara usmepe-
HUST pOCTa U MaccChl TeJa.

Jyuwuii noxazameas O®@B, B OTYETHOM rofy (B JIUTPAX).

Jlyuwuii nokazamens @2KEJI B oT9eTHOM TOIY (B JTUTPAX).

MukpoGuonorusa

Kputepun xpoHnueckoil MHGEKIUKY OTpakeHbl B pasnese « MUKpOOMOIOTUsI».
XpoHuueckoe nHduuupoBanue Paeruginosa:
— Ja (boJjiee TTOJOBUHBI BHICEBOB 32 OTYETHBIN IO/, TIPY YCJIOBUM IPOBEACHUS HEe MeHee
4 TI0CEBOB);
— HET;
— He 3Halo
Nurepmuttupytomas unbexuus Paeruginosa:
— Ja (boJjiee TTOJTOBUHBI BHICEBOB 32 OTYETHBIN IO/, TIPY YCJIOBUM IPOBEACHUS HEe MeHee
4 TI0CEBOB);
— HET;
— He 3Halo
XpoHuueckast uHbeK1us S.aureus
— Ja (boJjiee TTOJOBUHBI BHICEBOB 32 OTYETHBIN IO/, TIPY YCJIOBUM IPOBEACHUS HEe MeHee
4 TI0CEBOB);
— HET;
— He 3Halo
XpoHuueckas uHdexuus B.cepacia complex
— Ja (boJjiee TTOJOBUHBI BHICEBOB 32 OTYETHBIN IO/, TIPY YCJIOBUM IPOBEACHUS HEe MeHee
4 TI0CEBOB);
— HET;
— He 3Halo
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Hetybepkyie3Hble MUKOOAKTEpUU
— na (OoJjiee TTOJIOBUHBI BBEICEBOB 3a OTYETHBIN TOM, IMPU YCIOBUU IPOBEIACHUS HEe MEHee
4 TI0CEBOB);
— HET;
— He 3Ha
S.maltophilia B oT4YeTHOM TOAY
— na (boJjiee TTOJIOBUHBI BBEICEBOB 3a OTYETHBIN TOM, IMPU YCIOBUU TMPOBEIACHUS HEe MEHee
4 TI0CEBOB);
— HET;
— He 3Ha
HedepmenTupyromas HelceBIOMOHaIHAs TpaMOTpUIiaTelIbHas (ropa
— na (OoJjiee TTOJIOBUHBI BBEICEBOB 3a OTYETHBIN TOM, IMPU YCIOBUU MPOBEIACHUS HEe MEHee
4 10CceBOB), 00s13aTeIbHO yKa3aHUe JaTUHCKOTO Ha3BaHUSI MUKPOOPraHU3Ma;
— HET;
— He 3Ha

OcnoxHeHus (B OTYETHOM roay)

AJieprudeckuii GpOHXOJIETOUHBIN acreprmie3 (KpUTepun oTpaxkeHbl B pasene «OcioxHe-
HUSI»)
— B HACTOSIIIIUIA MOMEHT;
— HET;
— He 3Hao
JnabeT ¢ exxeTHeBHBIM ITPUMEHEHUEM MHCYJIMHA
— Ja;
— HET;
— He 3Hao
[THeBMOTOpAaKC, IMOTPeOOBaBIINIA IPEHUPOBAHHS
— Ja;
— HET;
— He 3Hao
ITopaxxeHue nedyeHu (0 KpuTepusx B paznese «OCaoXHEHUs»):
— IIMPPO3 C TUTIEPTEH3MEH/TUTIEPCTUIEHU3MOM;
— Uppo3 O3 TUIIePTeH3NH/TUTIePCITICHU3Ma;
— 1Mppo3 6e3 nH(popMaILMKU O TUIIEPTEH3UU/TUTIEPCIICHU3ME;
— mopaxeHue MeyeHu 6e3 [Uuppo3a;
— HET;
— He 3Ha
BripaxeHHoe JierouHoe KpoBoTeueHue (6osee 250 MJI OTHOMOMEHTHO):
— J1a, XOTs Obl OAWH pa3;
— HET;
— He 3Ha
Hanuuune oHkonorndeckoro 3adosieBaHus (B OTYETHOM TOMY WIJIM KOTIA-JM00 B XKU3HM TallM-
eHTa):
— Ja;
— HET;
— He 3Ha
MaHkpeaTuyeckuii crtaTtyc

®dekanbHast a7acTaza 1:
— < 200 Hr/T OMHOKPATHO;
— < 200 Hr/T IBaXIbI;
— > 200 Hr/T OMHOKpPATHO;
— > 200 HT/T IBaXKIbI;
— He ompeaessiach
HeiiTpanbHblii XXuUp B CTyJeE:
— BBICOKUI OTHOKPATHO;
— BBICOKMIi > 2 pa3za;
— HOPMAaJIbHBIN OTHOKPATHO;
— HOpPMAaJIbHBIN > 2 pa3a;
— He onpeaessIn
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DJIEeKTPOJUTHBIE paccTpoiicTBa (CUHApPOM rceBno-baprrepa):
— 11a;
— HET;
— He 3Ha
Ocreornopo3 (HU3Kasi KOCTHasl Macca):
— na (ecnu Z-KpUTepuii Ipu MpoBeIeHUN OCTEOJEHCUTOMETPUM HIXE 2);
— HET;
— He 3Ha
[Tonno3 BepXHMX IBIXaTEIbHBIX MTYTCH:
— 11a;
— HET;
— He 3Ha
AMUIONI03 B OTYETHOM IOy
— 11a;
— HET;
— He 3Ha
TpaHcnnaHTauusa

TpaHcIIaHTaIMS TTIEYCHM:
— 1a;
— HET;
— He 3Hao
Jata (roa) nmocienHen TpaHCIJIaHTaUMU MeYeHU (€CJIM MPOBOAMIACH 10 WU B T€YEHUE OTUYET-
HOTO roja)
TpaHcIiaHTaIUs JIETKUX
— 1a;
— HET;
— He 3Hao
Jata (rom) mocjaeaHei TpaHCIUIAHTALUM JIETKUX (€CJIU MPOBOAMIACH J0 WIU B TEUYEHUE OTUYET-
HOTO roja)

Kputepum BknioyeHUsa nauueHToB
B Poccuiickuii peructp 60sbHbIX MYKOBUCLUA030M

B peructp BKIIt0UaloTCs MalMEHThI TOJBKO C MOATBEPXKIACHHBIM IMarHo30M. JInarHo3 noarsepx-
JTAeTCsl B COOTBETCTBUM CO CIAEAYIOIIMMU KPUTEPUSIMU:

1. JIByKpaTHBIi TTOJOXKUTEAbHBIN TTOTOBBII TECT:

— XJ0puabl > 60 MMOB/IT;

unu

— MPOBOAUMOCTH MoTa > 80 MMOJIb/JT;

280

— xJopuabl > 60 MMOJIb/1 + MPOBOAMMOCTD 1TOTa > 80 MMOJIb/JI.

2. OmHOKpATHBIM MOTOBBIM TECT ¢ XJopuaaMu > 60 MMOJIb/JI WX MPOBOAMMOCTh rmorta > 80
Mmmoub/n u JAHK-ananu3 ¢ ogHoi win AByMST UACHTUGMUIIMPOBAHHBIMU MYTallMUSIMU B T€HE
CFTR.

3. OmHOKpATHBIM MOTOBBIM TeCT ¢ XJopuaaMu > 60 MMOJIb/JI WX MPOBOAMMOCTh rmorta > 80
MMOJIb/J U TIOJIOKUTEJbHBIN pe3yabTaT HeoHaTaabHOro ckpuHuHra (MPT— 1 > 70 Hr/min;
HUPT — 2 > 40 ur/mn).

4. OQHOKpPATHBIN MOTOBBIN TECT ¢ XJOopuIaMu > 60 MMOJIb/1 WJIM MPOBOAMMOCTH 1oTa > 80
MMOJIb/J Y KJIMHUYECKasl KapTUHA C XapaKTePHbIMU CUMIITOMAaMU MyKOBUCLIMIO3A.

5. 3HayeHue XJIOPUIOB B MOTOBOM TecTe < 60 MMOJIb/JT MJIM POBOAUMOCTb MOTa < 80 MMOJIb/J:
TOrAa HY>KHO UMETh 2 U3 4 ClIeNyIOLInX KPUTEPHEB:

— JHK-ananu3 ¢ ogHO# Wau ABYMSI UIEHTU(MULIMPOBAHHBIMU MYTAlLIMSIMU, BbI3bIBAIOIIIM -
MU MYKOBUCLIUIO3;

— TOJIOXUTENIbHBIN pe3yabTaT HeoHaTasibHOro ckpuHunra (MPT-1 > 70 ur / mo1; UPT-2 >
40 Hr / M7);

— IoKa3aTe/lb Pa3HOCTU TPAHCAMUTEIUAIbHbBIX (Ha3adbHbIX) MOTEHIIMAIOB, MOATBEPXKIal0-
IIMA AMarHo3 MyKOBUCIIMIO3;

— KJIMHUYECKasi KapTUHA, ¢ XapaKTEPHbIMU CUMIITOMaMU MyKOBUCLIMIO3A.
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AdononHuTtenbHble 00bACHEHUSA
Nno BHECEHUIO NokKa3aTtesnen B Poccumnckum permcTp

MoToBbIN TECT

Ecaut TToTOBEII TeCT He OBUT IIPOBEICH, OTMEUANTEe «He Aelan». ECu MOTOBBIN TeCcT «He e~
JlaJiu», TO JOJKHBI ObITh YKa3aHbl 00€ MyTallMM B FeHe MYKOBUCIIMI03a.
1. IToTOBBI TECT: 3aHOCUTCS TUIT TOTOBOTO TecTa (TUTPOBAHKE WU TTPOBOAUMOCTD).
2. DIIEKTPOJUTHI: TPEANIOUYTUTEILHBIM SIBJISIETCS U3MEPEHUE KOHLUEHTPALMU XJI0PUIO0B.
3. YpoBeHb XJIOPUIOB: 3aHOCUTE YPOBEHb XJIOPUIOB B MUJUTUMOJISIX Ha JTUTP (MMOJIb/J). Ecnu
B OJIMH Y TOT e JeHb ObLIM ClIeJIaHbl IBE MTPOOLI, 3aHOCUTCS 00Jiee BLICOKUI TTOKa3aTeb.
4. BO3MOXHO OIpeie/ieH e IIPOBOANMOCTH, SKBUBAJICHTHON YPOBHIO XJIOPUIOB (MMOJIB/JT).
Eciu B 01MH U TOT XXe JeHb ObUIU CAeNaHbl ABe MPOObl, 3aHOCUTCS 00Jiee BLICOKUIA TTOKa-
3aTeb.
5. OnTuMasbHO coYyeTaHue ABYX METOIUK: OIpelesieHe XJIOPUI0B U OoMpeaeseHre MpoBOo-
JTUMOCTH.
IIpumeuanue: ypoBeHb 3HAYEHUIA XJIOPUIOB MOXET ObITH OT 1 10 160 MMOJIb/JT; MPOBOIUMO-
cti ot 1 mo 170 mMomw/n. Ecim y manmenTa xiaopunbl > 160 MMoIb/JT, a ipoBoaMMOCTh > 170
MMOJIb/J, TIOTOBBII TeCT HYKHO TepeneiaTh.

CnupomeTtpusa

Lenp yyeTa maHHBIX 11O CIIMpoMeTpur B PoccuiickoM peructpe 60JbHBIX MYKOBHCIIUIO-
30M — TOJIy4eHUEe CTaHAAPTU3MPOBAHHBIX TTOKa3aTeJeli 1)1 CpPaBHEHUSI C IPYTUMHM IIEHTpaMu,/
CTpaHaMU M JJIsl KCTTOJIB30BAaHUST 3TOM MH(GOPMALIK B CITEIIUATIbHBIX SITHIEMHUOJIOTMUECKUX MC-
cienoBaHusX. HekoTopble mokasaresu, mojiydaeMble B OTIEIbHBIX IIEHTPaX, MOTYT HE COOTBET-
CTBOBAThb 3aIlpalliiBaeMbIM (CM. HUXe). B CBSI3M ¢ 9TMM B perucTp MOTYT OBbITh 3aHECEHBI TOJIb-
KO Te IOKa3aTejiv, KOTOPbIe COOTBETCTBYIOT €r0 KPUTEPUSIM.

CrniupoMeTpust JOJKHA MPOBOAUTHCS B COOTBETCTBMU CO CTaHAAPTHBIMU PEKOMEHIAIISI-
MU AMepMKaHCKOro TopakajibHoro u EBponeiickoro pecnupatopHoro oouiectB (ATS/ERS
guidelines):

1. OG1IMe MPUHILIMIIBI onpeAe/ieHusT (PYHKIIMOHAIBHBIX ITOKa3aTeIei JIerKux

(http://www.ers-education.org/pages/default.aspx?id = 2005&idBrowse = 37467&det = 1).
2. CraHpapTu3auusi CIUpoOMETPUNr

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

Bouee Toro, mist 3anoHEHUsT pETUCTPa TOJDKHBI ObITh COOJTIOACHBI CEIYIOIINEe KPUTEPUN:
1. Ileped usmepenuem HEOOXOAUMO:

a) yKasaTh JAaTy POXAECHHUS, TIOJI M POCT MallMeHTa JIs pacyeTa JOJKHBIX 3HAYEHUIA;

0) CITMPOMETPHS JOJIKHA IIPOBOIUTHCS O€3 IMpUMEHEHUST OPOHXOIMIATATOPOB (BPEMsI C MO-
MEHTa ITOCJIeIHETro MpreMa IpernapaToB KOPOTKOTO NEWCTBHS TOJKHO COCTABIISITh HE Me-
Hee 4 4, IIUTEbHOTO AeMCTBUS — He MeHee 12 u).

2. Pesyabmamol:

a) U3 JaHHBIX, 3aHECEHHBIX B PETMCTPhl PerMOHAIBHBIX LIEHTPOB, Wit Poccuiickoro peru-
CTpa, JOJDKHBI ObITh BBIOpaHbl HAMJTYYIIME B OTYETHOM roay nokasarenn O®B, (%nomx.),
BBIpAKEHHBIC B JIUTPax;

0) xaxabiii mokasaresb OPB, 1 ®KEJI nomxeH ObITh NPEACTABIEH B JIMTPAX ¢ YKa3aHUEM
3HAUYEHMI 0 COThIX (2 3HaKa MocJje 3arsTo);

B) nokasaresnb OKEJI nosxen ObiTh Gonblie uin paseH nokasatenio OPB ;

T') IPY 3aHECEHUHM MOoKa3aTesIeil CIUPOMETPUN HEOOXOIMMO YKa3bIBaTh 1aTy IMPOBEICHMS Te -
CTa, Maccy TeJla M POCT MAllMeHTa B MOMEHT MCCIIEAOBAHMS [IJIsS BEIYMCIIEHHS IIPOLICHTOB
OT JOJKHBIX 3HAYCHUIA

II) CIIeAyeT UCITOIh30BaTh TOJBKO T TECThI, KOTOPhIE COOTBETCTBYIOT PEKOMEHIALINSIM AMepH-
KaHCKOro TopakajabHoro u EBpornerickoro pecriupatopHoro oouuectB (A7S/ERS guidelines).

3. Pacuem npouenmos om 00AXCHbIX 3HAYEHUIL.

ITpu pacueTe HEOOXOIUMO MCITOJB30BATh CTAHAAPTHBIN HAOOP MOJIKHBIX 3HAYECHUIA:

a) g gereit ot 5 no 18 net — G.Polgar et al. (1971);

0) a5 B3pocabIX > 18 et — paboueii rpynnbel EBporieifickoro coodiiecTBa cTaayd U yris
(ECCS, 1993);

B) msis aeteii < 5 €T mokaszaTesu He OyayT pacCUMThIBAThHCS.
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HyTpuTtuBHbLIN cTaTyC

HyTtpuTtuBHbIi cTaTyc O0JIBHBIX MyKOBUCIIMIO30M PACCUMTHIBAJICS C TIOMOIIIBIO MHAEKCA Mac-
cbl Tesia (MMT) Ha oCHOBaHMM TaHHBIX MACCHI TeJla, pOCTa U Bo3pacTa naiueHTa. MiaMepeHus
OCYIIECTBJISIIOTCS COTJIACHO CAEAYIOIIUM PEKOMEHIALIMSIM:
* Macca TeJsia OmnpeaessieTcs MPU CHATOU BepXHel onexae u 00yBY;
* pocT — 6e3 00yBU — POCTOMEPOM; BEPXHSISI YaCTh TOJIOBBI IOJKHA KacaThCs BEPXHEU IIaH-
KU TIpY HEOOJIBIIIOM €€ HaJTaBINBaHUM;

* TI0Ka3aTeJIM TOJKHBI COOTBETCTBOBATh BEIMUMHAM B JIEHDb IMPOBEICHUST 3aHOCUMOM B pe-
TUCTp CIMporpaMMBbl, eciu nudmepenue ®BJI He MpoBonuIv, TO CIEAYET BHECTHU TTOCIIE -
HUE 3HAYEHUSI MAcChl Tejla U pocTa.

ITpu onieHke HyTpuTUBHOTO cTaTtyca Aeteit UMT onieHuBasics B cucteMe nepueHTuwieil. Pac-
yeT nepueHTuwieit UMT npoBoawics rpy oMoy rnporpamm BecemMupHoit opraHuzamum 3apa-
BooxpaHeHus1: WHO Anthro (s geteit no 5 et) 1 WHO Anthroplus (n1s aeteii crapiie 5 jet)
(http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/en/). s
OLIEHKU TIOKa3aTeJiell pocTa U MaccChl TeJla neTeld paHHero Bo3pacta (no 2 jget) UMT He npu-
MEHSIETCSI.

MopaxeHune neyeHun

IMopaxkeHust meyeHu KaaccuGUUUPOBaIn CIEIYIOIIUM 00pa3oM:

* LIMPPO3 TIEYCHU C TTOPTAJTLHON TUIIEPTeH3NEIH;

* MPPO3 TIeYeHU Oe3 MOPTaTbHOW TMIIEPTeH3NH;

* UPPO3 TTeUeHN (0 HAJIMYUH TTOPTATHHOM TUTIEPTEH3NN HEU3BECTHO);

* TIOpaXXeHHe TIeueHn 0e3 1Mppo3a.

st omipeneicHNST TTOpakKeHUs TIeYeH! MCITOIb30BAIMCh KPUTEPUH, TIpUMEHsIeMble B Peru-
crpe Benukoopuranuu (UKRegistry). DT Kputepun mo3BOJSIOT OTAEJUTH MALMEHTOB C Ts-
KEJTBIM TTIOpakKeHWeM TeYeHH (C TOPTAIbHOM TMIIEPTEH3ME) OT CIIydaeB CO CPEeIHEN TSIKECThIO
nopaxeHus (LUppo3 6e3 MOPTATbHON TUIIEPTEH3NUM).

Luppos c eunepmensueii — GpudOpPo3upoBaHUe MevyeHU (pyOlieBaHKE), CBSI3aHHOE C TeUeHUEM
MYKOBUCIIMIO03a, TUITMIHEIC OMTMapHbIe n3MeHeHUs. TsoKelloe TeueHIEe MOXET BKITI0YaTh IOp-
TaJbHYIO TUTIEPTEH3WIO W/WIIA TUTICPCIICHU3M.

Luppos be3 eunepmensuu — HUOpo3UpoBaHUe TeueHU (pyOlLieBaHUE), CBI3aHHOE C TEUEHMU-
€M MYKOBHCITUI03a.

Ilopasicenue neuenu 6e3 yuppo3a BKIIOYAET KUPOBOE NEPEPOXKACHNUE IV BUPYCHBIN TEMaTUT,
HO He OMJIMapHBI LMPPO3.
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