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Peructp manyeHTOB C MyKOBUCIIMI030M B Poccuiickoit ®epeparimn. 2021 roa./ Ioxa pemakumeit C.A. Kpacosckoro, M.A. CTapuHO-
Boi1, A.J0. Bopoukogoii, E.JI. Amenunorit, H.10. Kamnpckoii, E.M. KoagpaTtbesoii, JI.II.Hazaperko — CII6.: Bi1aroTBOpMUTeIbHBIN (DOHT,
«OcTtpoBav, 2023, 81 C.

[IpoekT PerucTp naiMeHTOB C MYKOBUCLIMI030M Poccuiickon @enepanum
onob6peH Komuterom o Ituke ®I'BHY «MeuKo-reHeTMUECKU HAyUHbIN IIEHTP
nMmeHu akagemuka H.II. BoukoBa» MuHo6pHayku Poccun 10 peBpasist 2021 rosia
(mpencemaTesnb ITUUECKOTO KoMUTeTa — ITpod. JI.O. Kypwuiio).

Ha dotorpadnn Ha 06110kKe peructpa — HayuHo-mccien0BaTeIbCKUI MHCTUTYT MEOULIMHCKOV TreHeTUKY TOMCK

HUU MeIMIIMHCKONM TeHETUKY — OJTHO M3 BEeOYIIMUX MEAVKO-TeHETUUECKUX yupexxaeruit Poccun. MHCTUTYT 6bUT OCHOBAH B 1982 romy
U SIBJISIETCSI TIEPBBIM CHeI[MaIM3UPOBAHHBIM MHCTUTYTOM B 06JIaCTY MEIUIIMHCKOM TeHeTUKU Ha Tepputopum Cubupu u JambHero
BocTtoka. CeromHs nesaTeIbHOCTb MHCTUTYTA BKJIIOUAET OCYIleCTBIeH/e BhICOKOTEXHOJIOTMUHONM MeAVKO-TeHeTUUeCKOo MOMOIIY Ha-
CeJIeHUI0, HayUHbIe MCCIIeJ0BaHMs U MPodecCMoHaIbHOE 06pa3oBaHue B 06J1aCTH MEIUITMHCKON FeHETUKN.

JTa6opatopuu HUV MeqUUIMHCKOV TeHeTUKU: TOMYJISIIIMOHHON TeHEeTUKY, LIUTOTeHEeTUKM, SBOJTIOIIIOHHON TeHeTUKY, HacIe[iCTBEH-
HOVI TIaTOJIOTUY, TEHOMUKYM OphaHHBIX 60JIe3HEN, OHTOTEHETUK.

B 1994 rony Ha 6a3e HUW mMeamniiMHCKOM reHETHKM ObUTa OCHOBaHa [eHeTMUecKast KTMHMKA, KOTOpas B 2017 rojy 6bu1a mpeobpaso-
BaHa B MeMKO-TeHEeTUUeCKU [IeHTpP. B HacTos1ee BpeMsl MEAVKO-TeHETUUECKUI LIEHTP — 3TO IepBoe B Poccuu 1 eIMHCTBEHHOE 3a
VpasioM crienMain3upoBaHHOE JIeUeGHO-TPOMWIAKTUUECKOE YUPEKIeHNE, OKa3bIBAIOIlee HACETIEHNIO PETMOHA COBPEMEHHYIO0 MEJIU-
KO-TeHeTHUeCcKyIo moMols. OCHOBHBIMM 3ajauaMy MeAVKO-TeHeTUUECKOro IIeHTpa SIBJISIOTCSI OpraHu3alys IMarHOCTUKHY, JIeUeHus],
peabwmTanu ¥ NpoWIAKTUKY HACJIeCTBEHHBIX ¥ BPOXK€HHBIX 3a00/1eBaHNA.

C 2006 TroIa B COOTBETCTBUM C ITPMKa3oM MuH3apaBconpa3BuTyust PO ot 22.03.2006 N2185 HUM MeAMIIMHCKOV TeHETUKY OCYIIEeCTBIISIET
Ha Tepputopun Tomcka u ToMCKOM 06;1aCTV MacCOBOe 06CIIe/IoBaHIe HOBOPOXKIEHHBIX JIeTel Ha ISTh HaCJIeICTBEHHBIX 3a00JI€BaHMIA.
C 2010 rosia Ha 6a3e TeHEeTUUECKO KITMHUKU OCYIIeCTBIISIOTCS MEePOIIPUSTHS T10 IIPOBeIeHMIO ITPeHaTa/IbHOTO0 CKPMHMHTA HapyIIeHU
pasBuTHs pebeHKa Ha TeppuTopum TOMCKOV 06/1aCTY B paMKax IIPOEKTa «3[I0POBbex». B TeueHMe IOC/IeIHMX HECKOJIBKHUX JIeT ToOMCKast
00J1aCTh 3aHUMAET JIMIUPYIOIIKE MTO3UIIUY TI0 OPraHU3alMK U ITPOBEJIEHNIO TAHHBIX MEPOIIPUSATUN Ha TeppuTtopum Poccuiickoi De-
Jepaunn

B HacTosmee BpeMsI B MHCTUTYTe Pab0TAIOT BRICOKOKBATM(DUIIMPOBAHHbBIE CIIEIIMAJIMCTRI: CPeay 36 HayUHBIX COTPYIHUKOB — 2 aKa-
nemuka PAH, 5 mpodeccopos, 8 JOKTOPOB HayK, 22 KaHauaTa HayK. B Meauko-reHeTnueckoM 1eHTp (FeHeTMueckas kmHuka) HUNU
MeIVLIMHCKOV reHeTMKM paboTaloT: 1 JOKTOP HayK, 7 KaHAMIATOB HayK, 2 3acCTyKeHHbIX Bpaua PO, 16 Bpauel BbICLIEN KaTeropuy,
/4 Bpaua IepBoO¥ KaTerOpuu.

© C.A. Kpacosckuii, M.A. CTapmuHoBa, A.J0. Boponkoga, E.JI. Amennna, H.IO. Kamupckas, E.M. KougpaTbeBa,
JI1.II.Hazapenko © Odopmienne: bO «OcTpoBar, 2023
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Copep:xaHue

[IpuBeTCTBEHHOE CJII0OBO

OprxomuTeT [IpoekTa Permctp nmaimeHToOB ¢ MyKOBUCIIA030M PD

I'pymnina Bpauei, NOATOTOBUBIINX pa3fen «[eHeTHKa»

VyacTHMKM, BIIEPBBIE MPUCOEIMHUBINNECS K padoTe PabGoueri rpyIImsl B 2021 TOTy
OO61IMIi CITMCOK BCeX yUaCTHMKOB IIpoekTa 3a 2021 roft

PerucTtp maineHTOB ¢ MYKOBUCLIMI030M B Poccuu 3a 2021 T

O6mmas nadopMaIus

Bo3pacTHas 1 11010Bas CTPYKTYpa NALMEHTOB C MYKOBUCLIZIO30M
IvarHOCTHKa MYKOBUCITI03a

IVarHoCcTuKa B OTUETHOM TOLY

[ToToBBIN TECT

lenetuka

MuKpo6MoIoTHs

PecriupaTopHast QyHKIMS

HyTpuTHBHBIV CTaTyC

HyTpUTUBHBIN CTATyC U pecnMpaTOpHas PyHKIUS

OcsoyxHeHMs 3a60JIeBaHMS B TEKYIIIEM TOAY

Jleuenue

TpaHcmiaHTanus

BeoKMBaeMoCcThb

3akoueHue

Crmcox peKOMeHAyeMOM TUTePaTyPhl

Vcr1oBHBIE 0603HAUEHUS

[TapTHepHBI U CLIOHCOPHI

[Tpunoxxenmne 1

[lepeueHs JaHHBIX POCCUIICKOTO perucTpa naeHTOB C MyKOBUCIIMA030M
Iemorpacmueckue TaHHbIE

HuarHos

lenetuka

Tepanus

O6cenoBaHme

MuKpo6moIorus

OcoxkHeHusT (B OTUETHOM roj1y)

[TanKkpeaTnuecKui1 CTaTyc

TpaHcriaHTaIus

Kputepun BKIII0UeHMS NAIMEHTOB B POCCUMIICKMI PerucTp MalieHTOB C MYKOBUCIIMA030M
JloToTHUTe IbHbIE 00BSICHEHMS 10 BHECEHMIO ITI0Ka3aTesiel B POCCUICKIIT PETUCTP
HyTpuTuBHBINI cTaTyC

CmcoK peKOMeHAyeMON TUTePaTypPhl

[TpunoxxkeHne 2

Myraruu reHa CFTR nmaiineHTOB ¢ MyKOBUCLIVJIO30M, BOIIEAIINX B PETUCTP 2021 T.



IIpuBeTCTBEHHOE C/IOBO

VBaXkaeMble Kojuieru!

[logroToBneH BBINYCK «Permcrpa mamyeHTOB C MyKOBUCIIMA030M B Poccuii-
ckont @eneparum» 3a 2021 rofl. PerncTp sIBISeTCS BaXKHEMIITMM MICTOUHUKOM
CBeJIeHMM O 3[IOPOBBbE IMAllMEeHTOB C MYKOBMCLIMA030M B Poccum. CTapToBaB
B 2011 I'OJTy, PETUCTP OXBAThIBAET BCe GOJIbIIIEE UKCIIO [IEHTPOB U MAIlIEHTOB —
B 2021 TOJly HETO BOIIUIM JJaHHBIE O 3969 MAllMEHTOB C MYKOBUCLIMA030M U3 82
PErMoHOB CTPaHbI, UTO COCTABJISIET MOUTH 85% OT 001Iero KojamuuecTBa 60s1b-
HBIX (4259 UeTI0OBEK C MYKOBMCIIMIO30M I10 JAHHBIM «IIpOrpaMMBbI 14 BBICOKO-
3aTpaTHBIX HO30JI0TMI» MuHMCTEPCTBA 3apaBooxpaHeHus PD).

B Teuenme 2021 roga — BToporo roga mangemuu COVID-19 — unciio maiyueHToB,
KOTOpBIe He HaOTIOaIMCh B TEKYIIEM T'OJly OCTABaJIOCh HEIIPUEMJIEMO BBICO-
KUM — 360 UeJI0BeK, OHAKO OHO 3HAUUTEJIbHO HIDKE aHJIOTMUHOTO I0Ka3aTe-
71 2020 rofa.

K 2021 rogy 6osee, uem mosoBuHe (53,5% ) U€IOBEK, COCTOSIIMX B PETUCTPE,
JIMarHO3 YCTAHOBJIEH IT0 HEOHATAJIBHOMY CKPMHMHTY, UTO YOeIUTETLHO CBUE-
TEeJILCTBYET 06 3()(peKTUBHOCTH 3TOV ITPOrPaMMBbI, CYIIecTBYIOIIeN B Poccum ¢
2007 rofa.

OXBaT TeHETUUECKUM 06CIe[JOBaHNMEM IMAIlMEHTOB C MYKOBMUCIIMI030M B Poc-
CUM COCTaBJISIET 93,6%, IIPM 3TOM [OJIS IMAIIMEHTOB C JBYMS BBISBJIEHHBIMU
reHeTUUEeCKMMM BapuaHTaMu — 84,2%. IlosBinenne CFTR-mopynsaTopoB 3a-
CTaBJIsIET II0-HOBOMY IIOCMOTPETh Ha 3TU ITOKa3aTesu, 40 HeJaBHEro BpeMeHu
MpeCTaB/ISIBIINXCS JOCTATOUHO BhICOKMMMU. [10JTHBIV TeHEeTUUECKUN OMarHO3
SIBJISIETCS 00sI3aTe/IbHBIM YCJIOBMEM Ha3HaueHMsI 60JIbHOMY TapreTHOM Tepa-
1Y, TI03TOMY BBISIBJIEHME 06eMx MyTaluii B reHe CFTR — Heo6XOJMMOCTb,
OTKpbIBAIOIIAs MYTh K XKM3HECHACAIIeMY JIEUEHHIO I KaXKIIOro MaljieHTa.
CnemyeT OTMETUTD POCT JIOIM B3POCI/IBIX MAIlMEHTOB, COCTABMUBIIMX B OTUET-
HOM Tofy 27,4%. TeM He MeHee, HAM MHOTOE€ €Ille MPEJICTOUT CAEeIaTh, UTOOBI
BBIVITM Ha CpegHEeBPOIIEMCKMM YPOBEHb, Ie AeTCKas MONyJISLus y)Ke mpef-
CTaBJIIeT MEHBIIYIO UaCTh IO C MyKOBUCLIMA030M. B Haillen cTpaHe OTCYT-
CTBUE CBEJIEHUI O B3POCJIBIX MTAIIMEHTAX MOYKHO OGBSICHUTD HE TOJTbKO HU3KOM
MTPOJIOJDKUTETLHOCTHIO YKM3HYM ITAHHOTO KOHTMHTeHTA 60JIbHBIX, HO M HEeJIOCTa-
TOUHOWM OpraHu3allxer MOMOIIY 60JIbHBIM MYKOBMCLIMIO30M CTapiie 18 JIeT,
OTCYTCTBUEM CHEIMATVCTOB B JIAHHOM 00JTACTH, @ 3HAUUT U JOJDKHOTO YUeTa,
BO MHOTMX PErMOHax.

O6BEM TTPOBOAMMON TeparMy TOIOTHMIICS TONTOXIAaHHBIMM IIperapaTamMu
NaTOreHeTUUEeCKON Tepanuu MyKoBucnuaosa - CFTR-monyngTopamu. C 2020t
B PETUCTP BK/IOUEHBI CBeAeHNs O IEPBBIX Mal[MeHTaX, IIOJIyJaoIIMX 3TU IIpe-
maparsl. B 2021r 2,72% maimeHToB notyuanu Jlymakagtop/MBakadTop, 3,07%
- dnekcakadTop/TesakadTop/MBakadTop. HameeMcs, UTo JaHHBIE CIIEOYIO-
ILI[eT0 PETUCTPa OTPA3AT POCT UMCIIa ITALIMEeHTOB, [IOJTYUAIOIMX IaTOreHeTnye-
CKYIO TE€pAMIO ¥ MBI CMOXXe€M OLIEHUTb M3MEHEHUs] B aHTPOIIOMETPUUECKUX,
(bYHKIIMOHAILHBIX ¥ MUKPOOMOJIOTMUECKMX TTOKA3aTeNsIX Ha (DOHE 3TOTO Jie-
YeHwusl.

BeIpakaro mIyO60Kyi0 6JIarofapHOCTh BCEM YUaCTHMKAM PErucTpa — wieHaM
OPTKOMHUTETA ¥ BpauaM M3 PerMOHa/IbHBIX I[eHTPOB, KOTOPBIE Cliejia/ivi BO3-
MO>XHBIM MOSIBJ/IEHME 3TOT0 BBIITYCKA.

Hasapenko JlrogpmuiaIlaBioBHa

IIoKTOp MeOUIIMHCKUX HayK, Ipodeccop,
3aciay)xeHHbIN Bpau PO, 3amecTuTens au-
peKTopa 10 HAy4YHOM M JIeueGHOM pabo-
Te HUU MmeauniMHCKOM reHeTUKM TOMCKOTo
HMMII, pyKoBOOUTENIb J1a60OpPaTOPUM Ha-
CJIeJICTBEHHOM ITaTOJIOT M.




Oprkomutet IIpoekTa Peructp nmnaiimeHTOB C MYKOBUCLIMA030M PD

KonapatseBa EieHa /iBaHOBHaA

TpefcefaTe/lb OPrKOMUTETA PETMCTPa, 3aB. HAYUHO-KIMHUUECKUM OTHEeI0M MYKO-
Bucuugosa OI'BHY «MeauKo-reHeTMUECKUI HAyUHBINA LEHTP MMEHM aKaJeMMKa
H.II. BoukoBa», 3aBenyiomas Kadenpoy [eHeTHKY Goe3HeN AbIXaTeIbHOM CHUCTe-
MbI VIHCTUTYTa BBICIIETO M JOMIOJIHUTEIBHOTO IMPO(heCcCHOHAIBHOTO 06pa30BaHMs
OI'BHY «MI'HI]», 3amecTuTesnb gupekTopa o Hayke 'bY3 MO «HayuHo-ucciemoBa-
TeJIbCKMI KIVMHUUECKUI MHCTUTYT AeTcTBa MuHMCTepcTBa 3apaBooxpaHeHs Mo-
CKOBCKOV 00/1aCTH», WleH paGouyX IPYIIIIbI 3KCIIEPTOB I10 JUATHOCTHUKE U PETUCTPY
EBporeiickoro o6miectsa mo mykoucimao3y (ECFS), mpodeccop, A.M.H., Bpau BbIC-
e kareropun; e-mail: elenafpk@mail.ru

AmenuHa Enena JIbBOBHa

3aBefyoInas ga6oparopueit MykoBucigosa OIBY «HayuHO-MCCIIeI0BATEIbCKIUI
MHCTUTYT ITysibMoHosiorny ®MBA Poccum», oneHT Kadenpsl [eHeTHKM 60e3Hen
JIbIXaTeIbHOV CHUCTEeMbI VIHCTUTYTA BBICIIETO ¥ LOIOJIHUTEIBHOTO Ipodeccro-
HaJIbHOro o6pasoBanus OI'BHY «MI'HIl», K.M.H., WieH pa6ouei TPyIIbl 3KCIep-
TOB 110 JuarHocTuke EBpornerickoro o6uiectsa mo mykoucummosy (ECFS); e-mail:
eamelina@mail.ru

Kammpckas Hatanma I0pbeBHa

[JIaBHBII HAYYHBI COTPYJHMK JIaGOpPaTOPUM TeHEeTUUECKOV 3MUAEMMUOIOTUN
OI'BHY «MenuKo-reHeTMUeCKIII HayuHbIi [eHTp MMeHn akagemuka H.IT. BoukoBa»,
npocdeccop Kadenpsl neauatpuy MoCKOBCKOroO 06JIaCTHOTO HAYUHO-MCCIIEI0BATENTh-
CKOTO KJIMHMUECKOro MHCTUTyTa M. M.O. BraguMMmpcKoro; wieH paboumx TPy
9KCIePTOB 10 HEOHATaJIbLHOMY CKPMHMHTY, CTaHAApTaM Tepanmyu U peructpy EBpo-
merickoro o6ectsa mo mykoBuctmnosy (ECFS); Ipeaugent O6mepoccuiickoit O61ie-
cTBeHHOM Opranmsanym «Bcepoccuiickas acconyanys Ajisi alyeHTOB C MyKOBUCII-
J1030M»; TIpodpeccop, A.M.H.; e-mail: kashirskayanj@mail.ru

BopoHkoBa AHHa IOpreBHa

CeKpeTapb OPrKOMMUTETA PErMCTPa, BEAYIIUI HAYUHBIA COTPYAHMK HAYUHO-KIMHU-
yeckoro otaena MykoBucumgoda OI'BHY «Meguko-reHeTMUEeCKMII HayUHbIA LIEHTP
uMmeHn axagemmka H.IT. BoukoBa» M OT/e/la HaC/IEACTBEHHBIX M METaGOIMUECKUX
6one3nen ['BY3 MO «HayuHo-mccie1oBaTeIbCKUI KIMHUUECKUI MHCTUTYT JEeTCTBa
MuHucTepcTBa 34paBooXpaHeHNst MOCKOBCKOM 06/1aCTH», Bpay OT/e/IeHNST MYKOBHC-
111033, Bpau-NieAuaTp BbICIIEN KaTeropun, K.M.H.; e-mail: voronkovai1i@yandex.ru

I
o

KpacoBckuit CtaHuc/IaB AJIeKCAaHAPOBUYU

CTapIINWii HAyUYHbII COTPYOHMK jabopaTopuu MykoBucimgoza OI'BY «Hayuno-mc-
CJIeI0BATeNIbCKUI MHCTUTYT IynpMoHoory ®MBA Poccum», Bemymmit HayuHBI
COTPYAHMK HayUHO-KJIMHMUECKOTO OT/eIa MYKOBUCIIMJI03a M HOLEHT Kadenpsl le-
HEeTVKM G0JIe3Hel IbIXaTeJIbHOM CUCTeMbI VIHCTUTYTA BBICIIETO M JIOIIOTTHUTEIBHOTO
npocdeccroHanbHoro o6pasoBanust OIBHY «MeaMKO-reHeTUUeCKMI HayUHbIN LIEHTP
nMeHM akagemuka H.IT.boukoBa», K.M.H., Bpau-IrysibMoHos10r I'BY3 «['opojickas k-
HMYecKas 6obHMIA M. [1.[1. [IteTHeBa» [I3M; e-mail: sa_krasovsky@mail.ru

CrapuHoBa MapuHa AjileKCaHpOBHa

HAyUHBII COTPYAHMK HAyUHO-KJIMHUUYECKOTO OTAena MykoBucimposa OIBHY
«MeIMKO-TeHETMUECKMU) HayuHbIl LIeHTP MMeHM akajemmka H.II. BoukoBax;
e-mail: registrycfrf@gmail.com




OO01LMI CTUCOK YUYAaCTHUKOB, 3allOTHAIOLIMX AaHHbIe /1 «Peructpa
MaLMeHTOB C MYKOBUCLIU030M Poccuickon @eaepanimu» 3a 2020 roj,

I'pynna Bpauen, noAroToBusilas pasaen «[eHeTUKa»:

MonsakoB Anekcanpap Bmagumupouu — wi.-kopp. PAH, npodeccop, a.6.H., 3aB. 1a6. JJHK-quarHOCTMKY, IJIaBHbI
HaAyUYHbBIM COTPYAHUK J1ab6. JJHK-mmarHocTukm, 3aBemyiommii Kadeapoit MOJIEKY/IIPHON TeHETUKU M OMOMH(POPMATUKNA
UBu/IIIO ®I'BHY «MenKo-reHETUUECKUI HayUHbI IIeHTP MMeHM akajemuka H.II. BoukoBa» Muro6pHayku Poccun.
IlarmHa Onbra AHATOJMbEBHA — K.M.H., BeAYIIMII HAYUHbIV COTPYAHMUK 1a6. [THK-guarHocTvky, 3aBeylomasi, Bpau-jia-
60paTOPHON TeHETUKM JTa60PAaTOPUM MOJIEKYIIPHO-TeHeTMUecKon AmarHocTuku N21 OI'BHY «MeauKo-reHeTnuecKuin
HaYUHBIN IeHTp uMeHn akageMmuka H.I1. BoukoBa» MuHo6pHayku Poccun.

MenbsiHOBCKasA 10mus JleoHMO0BHA — H.C., HAYUHO-KIMHNUECKU oTAen MykoBucuyuaosa OI'bHY «Menuko-reHeTnue-
CKUJ HayUHBIN [JeHTp MMeHM akajgemuka H.I1. boukoBa» MuHo6pHayku Poccun.

Cy6bexT PO

AnTanckuit Kpan

ApxaHrejbcKas 0671aCThb
AcTpaxaHcKasi 06/1acTh
BpstHCKast 06/1aCcTh
Bypsitus Pecrry6iimka

Bosnrorpapckast o651acThb

BopoHexckast 06J1acTb

3abalKaIbCKUI Kpan

ViBaHOBCKasg 00J1aCThb
UpkyTckas 06/1acTh

KanuuuHrpanckas o61actb
Kanykckas o6mactb
Kapenusa Pecriy6rinka

KemepoBckast 061aCTh
KupoBckas o61acTb
KpacHomapckuit kpan

KpacHosspcknm Kpan
Kpeim Pecniy6rimka

JIeHMHTpagcKast 06/1aCTh
MopnoBus Pecry6iinka

VyacTHUKHU

Oammust Umst OTuecTBO
MainrrakoBa Asia BiraguMupoBHa
CepoxnmHoB Banepui HukonaeBuu
[lerposa /InHa BraguMupoBHa
IlerpoBa Enena 'epmaHoBHa
[Tnckyn Mapus BnaguMupoBHa
Cepruenko [lnana ®ukpeToBHaA
CramkeBud TaThsgHa BaguMoBHa
KampsaroBa Hagexxa op)xueBHa
banmanoBa banexut L pIpeHIOp)XMEBHA
CaxneBa TaTpsiHa BragyMupoBHa
[lenerioBa AHa AsiekcaHZpPOBHA
JleguéBa Bepa CepreeBHa
Komomariikas Buktopus BasepreBHaA
VneaHoBa Jlrogmuiia BnagumupoBHa
MapxkoBckas Anxesinka MiropeBHa
[TeryxoBa CHe)xaHHa JropeBHa
CmupHoBa TaTbsiHa JIeOHMIOBHA
bonpapenko TatbgHa IleTpoBHA
[lInukapeBa Bepa MuxanioBHa
ITerpoB BukTop Bnagumuposmuu
KyspmmnueBa ViHecca AjieKCaHApPOBHA
TyxkaHeH ExaTeprna BukropoBHa
Bopucosa Mapusa UropesHa
®ponkoBa ExaTepnna IBaHoBHa
[IporacoBa TaTesiHA AJIeKCaHPOBHA
VnanoBa AHHa BeHMaMMHOBHa
Jlarymia [lapyHa 3ayapoBHA
Bpucuu BukTtop IOpbreBru
WnvenkoBa HaTanbsa AHaTOIbeBHA
UukyHoB Bnagumup BukropoBnu
Fa6urtoBa Enena CepreeBHa
MocksuHa [lappst MuxanioBHa

IbpsiukoBa AHHA ATb6epTOBHA




Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

MockBa

MocKoBcKag 06j1aCThb

Hwxeropopckas 061acThb

HoBocu6upckast 06/1acThb

OMcKad 06/1acTh

OpeH6yprckast 06;1aCTh

IlepMmckut Kpan

[IpuMopckuii Kpan

PocToBcKas 06/1aCThb

Pas3anckag 061acThb

Camapckas 06/1acTh

CaHkT-IleTep6ypr

CaxaJIMHCKasI 06/1aCTh

CBepy10BCKas 06/1aCTh

CeBacTOII0/Ib

BoponkoBa AHHa IOpreBHa

lF'opuHoBa K0nus BukTopoBHa
lopsinHOBa AHacTacus BacuibeBHaA
JKekaiite Enena KsactytucosHa
Kpacosckuit CTannucnas AjeKcaHIpoOBUY
CrapmuHoBa MapuHa AsleKCaHAPOBHA
QarxymvHa VpuHa PuHaToBHa
[lTepman BukTopu4a JaBugoBHa
KonppatreBa EneHa /iBaHOBHa
BoponkoBa AHHa IOpreBHa

JKekanre Enena KsactyTtucoBHa
Kpacosckuit CTaHnucnas AjieKcaHIpoBUY
CrapuHoBa MapuHa AnieKcaHAPOBHA
QarxynnvHa MipuHa PuHaToBHa
[llepman BukTopus JaBugoBHa
Ep3yroBa MapnHa BasiepreBHa
Konpmakosa lOnus AsekcaHapoBHA
[Muuernna Onusg CTaHMcIaBOBHA
ITonoiko Anacracus AHaTo/IbeBHA
Caconosa TaTbsiHa ViBaHOBHaA
KopHeeBa TatpsiHa IOpreBHa
baciokoBa HaTtanus AnekcaHgpoBHA
[NlaBnmuuoBa Enena bopucoBHa
Pri6ankuHa MapuHa ['eoprueBHa
CkaukoBa Mapraputa AjieKCaHAPOBHA
lappuHa Bepa BiaguciiaBoBHa
BacunpeBa TaTbsiHa [eHHagbeBHA
Kunsarkmua Muxann OénopoBuu
HaymoBa puHa BuktopoBHa
HepmamkoBckasa Hatanpsa ['eHHagbeBHA
[IcropaukoBa Osnbra CepreeBHa
Tepexuna TaTbsHa AHaATOJILEBHA
CmupHoBa Bepa BragmyupoBHa
CrexxknHa Enena BukTopoBHa
Koupnpatenko Onbra BmaguMupoBHa
BacwibeBa Enena AsekcaHZpoBHaA
JIamuH Aptem BuktopoBuu

KoanoB AHapen BnagumupoBuu
I'em6uikasa TaTbsiHa EBreHnnreBHa
MaxmyToBa Buktopus PuHaToBHa
OpiioB AnekcaHap BmamumupoBuu
[TamkeBmu AjiekcaHAp AHATOJILEBUY
CrenaHeHKO TaTbsiHa AjleKCaHAPOBHA
JlanmmHa EneHa AsiekcaHIpoBHA
XwmxHsak I0nus FOpreBHA
ITonomapeBa HaTtasnbg [IMUTpueBHa
lynak Mpuna [1aBnoBHA

MBaxuenko EBrennit ®egopoBuu




CMosieHCKast 06/1aCTh
CTaBpOIOJIBCKUI Kpan
Tam60BcKast 06;1aCTh
TaTapcraHn Pecriy6iuka
Tomckast 06/1acThb

Tynbckas o61acTb
TromeHCcKast 06/1acThb
VnmypTckas Peciy6riika

VibstHOBCKasi 06J1acThb

XabapoBCKuUM Kpaii

Xaxkacus Pecrry6rmka
XanTtbei-MaHcuyickui AO — I0rpa AO
UYerst6MHCKast 06/71aCTh

YeueHckas Pecry6rika

Uyganickas Peciy6iyka

Amano-Henenxkuin AO
SpocaBckas 061acThb

HosuxkoBa Osnbra bopucbeBHaA
BopoBo3oBa J1a BraguMupoBHa
KatonukoBa [ImaHa EBreHneBHa
[IarepkmHa OkcaHa [eHHaIbeBHA
Hazapenko JTrogmuria [1aBiioBHa
Mwunanuesa Jlapuca iBaHOBHa
Kanunauna H0nnga 3puxoBHa
bynarosa VipuHa AnexceeBHa
[TonomapeBa Onbra HukonaeBHa
CumaHoBa TaTbesiHa BnaguMyupoBHa
I'y6apeBa TaThsiHa AJIeKCaHAPOBHA
Kosnosa EneHa AsiekcaHapoBHA
Cukopa HaTtanba BnaguMmupoBHa
Torouakosa Osnbra KupmuioBHa
Cauyk HaTtasnbsa AHaTO/IbeBHA
AnTtonoB Bnamumup Hukonaesuu
Kapumosa Vpuna [leTpoBHa
PeBenb-Mypo3 Hartases [leTpoBHaA
[laxrupeeBa MagyuHa PyciiaHoBHaA
Tony61ioBa Onbra MropeBHa
[TaBnos IleTp MBaHOBUU
CtpenbiioBa Jliogmuiia FOppeBHa
Ameposa Vpuna Kapnosna
3wibbep Vnps EdumoBuu

(DateeBa Enena BnagummpoBHa




Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

Oo6miasa uHcgopmMmalusa
Ba3a JaHHbIX «PerucTp naimMeHTOB C MyKOBUCIIMA030M B Poccuiickon @egepauum» 3a 2021 rof,

B PerucTp BKJIIOUEHBI TaHHbIE 82 PErMOHOB-CYObeKTOB Poccuiickoit @epeparu (puc. 1). IpeacTaBieHbl CYMMUPYIOLIE
JlaHHbIEe 10 (hefiepa/TbHBIM OKpyTraM. J[OIIOJTHUTENTBHO BhIJIe/IeHbl Toposia MockBa 1 CaHKT-IleTep6ypr, IMOKa3aTeIn 10
KOTOPBIM IIPeACTaB/IEHbI OTAEIBHO (Hapsay C BKIIIOUEHMEM MX JaHHBIX B COOTBETCTBYIOIIME (elepaTbHbIe OKPYyTa).
LI®O - IlenTpabHbIA (hemepabHbIN OKPYT (N=1179), 13 HUX MOCKBa = 455

C3®0 - CeBepo-3amagHbIi hefgepanbHblii OKPYT (N=351), U3 HUX CaHKT-IleTep6ypr = 183

H0®O0 - H0skHBI heiepasTbHBIN OKPYT (N=426).

IIBOO — IIpuBOHKCKMIT eepaIbHbIi OKPYT (n=825).

V@O - Vpanbcknii peiepasibHbIN OKPYT (N=325).

CDO - Cubupckmii pemepaibHbIN OKPYT (N=459).

IB®O — [TasbHEBOCTOUHBIN (hefiepaIbHbI OKPYT (N=204).

CK®O - CeBepo-KaBKka3ckuii (peiepasibHbIN OKPYT (N=200).

Peruonsl, He BolIeJINe B PETMCTP 2021 roja:

HeHelknit aBTOHOMHBIV OKPYT, UYKOTCKNUI aBTOHOMHBIN OKPYT.

B PerucTp 2021 rojia 6bU1M BK/TIOUEHBI IaHHBIE 0 3969 GOIBHBIX: 3563 JKUBBIX U 46 YMEPIINX, HAOTIOAABIINXCS B TEKYIIEM
TOAY, a TAK)Ke 360 MAIlMEeHTOB, KOTOPhIe He HAGTIOITUCh B TEKYIIIEM T'OJY.

O611ee KOIMUeCTBO MalYeHTOB C MyKOBMCIII030M B PO (1o maHHBIM «IIporpamMMsbl 14 BBICOKO3aTPATHBIX HO30JIOTHII»
MunucTepcTBa 3apaBooxpaHeHus PO) cocTaBisIeT 4259 UeIOBEK.

B Tabs1. 1 mpeiCTaB/IeHO UMC/I0 60TBHBIX B KOKIOM PETMOHE, OJISI B3POCIIBIX MAI[MEHTOB B KAXXIOM U3 HUX U J0JI 60/Ib-
HBIX PerMOHa OT UMCJIa Mal[MeHTOB B COOTBETCTBYIOIIEM (de/lepaIbHOM OKpPYTe U OT 06IIero KojamuecTRa.

Puc. 1. Pernonsl, BkntoyeHHble B Pernctp B 2021

HpMMeanMe: TE€MHO-OPaH)>XeBbIM IIBETOM ITOKAa3aHbI PErMOHBI, ITPeICTaBUBIINME I1I0JTHbIe JaHHbIE I10 60JTEHBIM MYKOBUCIIMI030M (Z{eTI/I n Bspocnme),
OpPaH>XeBbIM — PETrMOHbBI, ITALIMEHThI KOTOPBIX HaéIHO,Z[aIOTCH B Opyrux CY6’beKTaX P(D, TIeCOUHBIN 1IBET — JaHHbIe HUKAK He npencTaB/I€HBbI.
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O6was nHpopmauus

Ta6uia 1. Uncio Bcex MalMeHToB B cyo'beKTax PD, mpeacTaBIeHHBIX B PETUCTpe

NO
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Cy6bekT PO

Mocksa

MockoBckas obnactb
Benropopackas obnactb
BbpsiHckas o6nacTb
Bnagumupckas o6nactb
BopoHexckasi 06nactb
ViBaHoBCKas 06nacTb
Kanyxckas obnactb
Koctpomckas o6nactb
Kypckasi o6nactb
JInneukas obnactb
OpnoBckas obnactb
Psa3aHckas obnactb
CmoneHckas 06nacTb
TamboBCKas 06nactb
TBepckast obnactb
Tynbckast obnactb
flpocnaBckas obnactb
ApxaHrenbckas obnactb
Bonoroackas o6nactb
KanuHuHrpaackas o6nactb
Pecny6nuka Kapenus
Pecny6nmka Komu
JleHuHrpaackas obnactb
MypmaHckas o6nactb
HoBropopckas obnactb
[NckoBckasi obnactb
CankT-lNetepbypr
Pecny6nuka Apbires
ActpaxaHckas obnactb
Bonrorpaackas obnacrtb
Pecny6nuka Kanmbikus
KpacHopapckuii kpait
Pecny6nuka Kpbim
PoctoBckasi o6nactb
CeBacrononb
Pecny6numka bawkoprocTaH
Knposckas obnactb
Pecny6nnka Mapuin 3n
Pecny6nnka Mopgosusi
Hwxeropopackas obnactb
OpeHbyprckas obnactb
MeH3eHckan obnactb
[epmckuin Kpaii
Camapckas obnactb
CaparoBckas obnactb

Pecny6nuka TatapctaH

®depepanbHbiin
oKpyr

oo
Lo0o
1lofe]
o0
oo
o0
Loo
o0
o0
o0
o0
o0
o0
o0
oo
o0
oo
o0
C300
C300
C300
C300
C300
C300
C300
C300
C300
C300
t0®0
t0®0
t0®0
t0®0
t0®0
t0®0
t0®0
t0®0
noo
Moo
noo
Moo
noo
Moo
noo
Nnoo
noo
Moo
noo

AGcontoTHoe
uucno
NaLMeHToB, N

455

256
23
21
36
80
31
38
17
13
20
10
24
25
22
21
35
52

141
69
121
1
91
42

22
17
72
19
63
m
24
133

Konuuecteo
B3POC/IbIX,
abc

170
65
8
3
1

A 0 00 o A NN &~ 0 00 N

N
R >

W U1 0 W W »~ oo O

a1
s =

~N o B~

—_

35
18
28

24

27
18

18
37
12
49

Hons
B3POC/bIX, %

374
254
34,8
14,3
30,6
275
258
211
235
15,4
35,0
40,0
25,0
24,0
273
19,0
457
46,2
455
22,2
13,8
18,8
17,6
25,8
20,8
333
25,0
273
44,4
26,1
14,9
20,0
24,8
26,1
23]
36,4
26,4
214
25,0
273
231
25,0
211
28,6
333
50,0
36,8

[onsa B
depepanbHom
okpyre, %

38,6
27
2,0
18
31
6,8
2,6
32
14
1
17
038
2,0
21
19
18
3,0
44
31
77
83
46
48
838
6,8
26
1
52,1
21
54
1,0
12
33
16,2
284
2,6
11,0
51
1,0
27
14,2
87
23
76
13,5
2,9
16,1

[Llons B o6Liem

perucrtpe, %

15
6,4
0,6
0,5
0,9
2,0
0,8
1,0
04
0,3
0,5
0,3
0,6
0,6
0,6
0,5
0,9
13
0,3
0,7
0,7
0,4
0,4
0,8
0,6
0,2
01
4,6
0,2
0,6
1,2
01
3,6
17
3,0
0,3
2,3
1,1
0,2
0,6
2,9
1,8
0,5
1,6
2,8
0,6
34

1"



Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

48
49
50
51

52
53
54
55
56
57
58
59
60
61

62
63
64
65
66
67
68
69
70
71

72
73
74
75
76
77
78
79
80
81

82

*[IprMeuaHue: B T.U. 360 MMAI[MEHTOB, KOTOPbIe He HAOTIOAAINCH B 2021

[IMHaAMMKa UMCJIEHHOCTH MMAllMeHTOB B PETMCTPE C 2011 [0 2021 T'OJIbI IIpeicTaB/IeHa Ha PUC. 2.
Ha puc. 3 mpejcTaBiieHa 10151 HAlMEeHTOB KKI0To (eJlepaTbHOr0 OKPyTa B OOIIEN UMCIIEHHOCTH MAIMEeHTOB.

Pecny6nuka Yamyptus
YnbsiHoBCKas 06nacTb
Pecny6nnka Yysawus
KypraHckas obnactb
CBepanoBckas 06/1acTb
TiomeHckas 06nacTtb
XaHTbl-MaHcuinckuin AO — HOrpa
YensbuHckas obnactb
Amano-Hereukuin AO
Antainckuin kpan
MpkyTckas obnactb
KemepoBckasi 06nactb
KpacHospckui kpai
HoBocnbupckas 06nactb
Omckas obnactb
Tomckast 06nacTb
Pecny6nuka TbiBa
Pecny6nuka Xakacus
Amypckas obnactb
Pecny6nuka bypstus
Espeiickas AO
3abailkanbCKuil Kpai
Kamuatckunit kpai
MarapaHckas o6nactb
[Mpumopckuii kpai
Pecny6nuka Caxa
CaxanuHckas obnactb
XabapoBCKkuit Kpaii
Pecny6nuka [larectaH

Pecny6nuka Unrywetmns

KabapanHo-bankapckas Pecnybnuka

KapauaeBo-Yepkecckas Pecnybnvka

Pecny6nuka Ocetus
CraBpononbCKuit Kpait
Pecny6nunka Yeuns
UTOro:

Nnoo
noo
Moo
pole)
plole)
pole)
pole)
YOO
plole)
Co0
Co0
Co0
Co0
Co0
Co0
Co0
Co0
Co0
[IB®O
[1B®O
[IB®O
[B®O
[B®O
[B®O
[B®O
[B®O
[B®O
[B®O
CK®O
CKoO
CK®O
CKoO
CK®O
CK®O
CK®O

36
26
61
1
109
48
61
84
12
63
54
60
91
80
66
30
2
13
15
24
2
32
6
1
54
13
10
47
15
10
5
23
11
75
61
3969

24

1089

63,9
231
898
36,4
26,6
14,6
213
26,2
47
11
18,5
20,0
13,2
30,0
36,4
13,3
100,0
15,4
20,0
29,2
50,0
15,6
16,7
0,0
40,7
30,8
20,0
277
13,3
0,0
20,0
43
0,0
32,0
88
274

Ha puc. 4 oTpaykeHO aGCOTIOTHOE UMCIIO JIETeN U B3POC/IBIX B (hefiepasIbHbIX OKPyTax.

44
32
74
34

335
14,8
18,8

258
37
137
18
131
19,8
174
14,4
6,5
04
2.8
74
18
1,0
15,7
2,9
05

26,5
6,4
49

23,0
75
5,0
2,5
15
55
375

30,5

0,9
0,7
1,5
0,3
27
1,2
1,5
2]
0,3
1,6
14
1,5
23
2,0
17
0,8
01
0,3
0,4
0,6
01
0,8
0,2
0,0
14
0,3
0,3
1,2
0,4
0,3
01
0,6
0,3
1,9
1,5
100,0
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O6was nidopmaums

3969

3722
3096 3142 3169
Jo1e 3049
1068 2131
1309
1026 I

201 r. 2012 r. 2013 . 2014 r. 2015 . 2016 1. 2017 r. 2018 r. 2019 r.2020 r.2021r.

Puc. 2. InHaMrka YMCneHHOCTN NauneHToB B peructpe ¢ 2011 no 2021 rogbr*

200

m L0
m C390
u PO
m BP0
B YPO
u CPO
m AB®O
m CK®O
426
Puc. 3. lonsa naumeHToB Kaxkaoro denepasnbHOro okpyra B o6Lein YNCTIEHHOCTN NauneHToB PO.
LleHTpanbHbIl depepanbHbiii OKpyr
CeBepo-3anaaHbliii penepanbHbli OKpyr
HOXKHbIV dpeaepanbHblii OKpYr
MpuBOMKCKUI deaepanbHbIi OKpyr
Ypanbckuii pesepanbHblii OKpyr
m [letn
Cubupckunin beaepanbHblii OKpYr ST

[anbHeBOCTOUHbIV deaepanbHbIi OKpyr
CeBepo-KaBKasckuit begepanbHbiid...
MockBa

CaHKT-MNeTepbypr

0 500 1000

Puc. 4. AGCoNoTHOE YNCIO AeTel U B3POC/IbIX B KaXKAOM OKpyre
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Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

O611as cyMMupyioIas HGOPMaIus IT0 PETMCTPY B CPAaBHEHUM C JAaHHBIMY ITPebIIYIMX JIET IIpe/iCTaB/IeHa B Ta0l. 2.

Ta6uia 2. OCHOBHBIE ITOKa3aTe M, OTPaKalolye OpraHu3ariyio MOMOIY 60JIbHBIM MYKOBUCIIUIO0-
30M M MX COCTOSIHME 3[JOPOBbS 3a 2011-2021 I'T.

oka3zatenb 20M 2019 2020 2021
O6wwee yncno 1026 3169 3722 3969
Cratyc 60/1bHbIX

MBI, N 101 317 2567 3563
ymepsu, n 1 52 32 46

He Habntopanuch B TEKyLLEM rogy - - 123 360
MckntoueHbl U3 peructpa, n - 22 4 8
Bospacr, rogpl

M+ SD 11,5+8,9 13,2+9,8 13,7+9,7 14,0 £ 9,8
Me (25th — 75th pctl) 10,8 (5,7-18,3) 11,4 (6,3-18,7) 11,9 (6,7-19,0)
Me (IQR) 9,5(14,0) 10,8 (12,5) 11,4 (12,4) 11,9 (12,4)
[lons nauneHToB B Bo3pacrte = 18 nert, % 25,0 255 26,5 274
BospacT yctaHOB/IEHMA AUArHO3a, rofbl

M+ SD 3355 32+64 3,616, 31£6,2
Me (25th — 75th pctl) 0,4 (0,1-3,0) 0,4 (01-2,9) 0,4 (0,1-2,8)
Me (IQR) 1,0 (4,0) 0,4(2,9) 0,4 (2,8)) 0,4(2,7)
MekoHueBbIn nneyc

Bcero, % 5,4 8,7 8,9 9,2
Xnpypruyeckoe nocobue, % 4,8 76 79 8,0
KOHCepBaTuUBHas Tepanus, % 0,6 11 1,0 1,2

B OTYETHOM rogy, % 8,7 15,2 15,7 12,7
Xupypruyeckoe nocobue,% 8,7 13,7 14,9 95
KOHCepBaTuUBHas Tepanus, % 0 1,5 0,8 3,2
[lnarHo3 no HeoHaTa/lbHOMY CKPUHUHIY

Bcero, % 28,8 49,7 52,3 53,9

B OTYETHOM rogy, % 78,3 64,9 80,2 65,8
leHeTMUeCcKoe uccnepoBaHne

oxBar, % 91,8 95,6 93,0 93,6
L1018 BbISIB/IEHHbIX FTEHETUYECKUX BapuaHTOB, % 80,0 90,0 89,9 90,5

— [1Ba BbISIB/IEHHbIX FEHETUYECKUX BapMUaHTa, % 69,1 83,5 83,3 84,2

— OAVH BbISIBNIEHHBIA FEHETUYECKNIA BapuaHT, % 214 13,3 13,3 12,7

— 06a reHeTMYeckux BapuaHTa He BbisiBNEHbI, % 9,5 3,2 35 3,2
F508del / F508del,% 321 30,0 30,0 28,2
F508del / HeF508del, % 41,2 46,2 45,2 45,4
HeF508del / HeF508del, % 26,7 23,7 24,8 249
KomnnekcHbin annenb, L467F; F508del - - - 1,5
F508del, annenbHas yactota, % 52,79 53,14 52,6 51,5
CFTRdele2,3, annenbHas yactota, % 6,32 6,18 6,2 6,1
E92K, annenbHas yactoTa, % 2,65 3mn 3,3 3,5
Mukpo6uonoruueckoe nccnegoBaHne

Staphylococcus aureus, % 58,4 61,5 63,1 63,1
MRSA, % - 4] 3/ 49
Pseudomonas aeruginosa

— XpOHWYeckoe WHGMUMpoBaHue, % 32,3 34,3 34 33,6

— NHTEPMUTTUPYIOLLMIA BbICEB, % 15,1 15,8 16,9 15,4
Burkholderia cepacia complex, % 7,0 515 5/ 55
Stenotrophomonas maltophilia, % 34 59 53 43
Achromobacter spp., % - 6,6 76 7,6
HAroo, % 13,4 11,0 - -
JlerouHblit (HeTy6epKyne3Hblit) MuKob6akTepunos, % 1,6 1,0 1,7 1,2
Haemophilus influenzae,% - 5,8 3,8 31
Escherichia coli, % - - 44 3,8
PecnuparopHas ¢pyHKums

DXEN, %nonx. 84,6 + 30,1 84,6 £ 21,6 85,7221 86,6 + 23,3
O®B, %nonx. 74,6 £29,4 77,6 £26,2 78,6 £ 26,5 79,2+ 28,9
HytputuBHbBIN cTaTyC

meamaHa nepuentuns UMT cpenn aeteit 29,0 (55,6) 30,5 (49,5) 30,2 (52,0). 30,2 29,5 (51,0). 29,5
Me (25th — 75th pctl) 30,5 (10,6-59,9) (10,7-62,2) (9,9-61,0)
megmaHa VIMT cpeaym B3pocnbix 18,8 (3,9) 19,1(3,8) 19,1(3,7) 19,3 (4,0)
Me (25th — 75th pctl) 19,1 (17,4-21,2) 19,1 (17,6-21,2) 19,3 (17,5-21,5)

14



O6was nHpopmauus

OcnoxHeHUs 3a6oneBaHNA B OTYETHOM rogy
Annepruyeckuin GpOHX0NEroYHbIA acneprunnes, %
CaxapHbli gnabet c NpUMEHeHnem UHcynnHa, %
[THeBMOTOpAaKC, NoTpeboBaBLLNA APEHNPOBaHUS, %
Linppos neyenn

— C nopTasbHOi runepTeHsuneit / runepcnaeHnsmom, %
— 6€e3 nopTabHOM rMNepTeHsuu / runepcnnennsma, %
— 0 Ha/IMYMM TUNEPTEH3UN HEN3BECTHO, %

[MopaxeHue neyeHn 6e3 upposa, %

JleroyHoe kpoBoTeyeHune, %

OcTeonopos (HM3kas KocTHas mMacca), %

CuHycuT ¢ noamnamu, %

CuHycut 63 nonunos, %

INEKTPONUTHbIE PACCTPONCTBA, %

Hanunune oHkonornyeckoro 3abonesanus, %
Amunonpos, %

CMHOPOM AMCTaNIbHOW MHTECTUHANBHON 06CTPYKLUMN, %

Tepanus B oT4eTHOM rogy
[MnepToHMYeckuii pactBop HaTpus xnopuaa, %
AHTUOMOTUKM NHFANALMOHHbIE, %
AHTMOMOTUKM BHYTPUBEHHbIE, %
AHTUOMOTUKM NepopanbHble, %
Bponxoamnatatopebl, %

Crepounapl HransaunoHHble, %

Crepomnapl cuctemHble, %

[opHaza anbda, %

A3uTpomMuLMH B CyOnHrnbupytoLLen nose, %
Ypcopesokcuxonesas Kucaora, %
[MaHkpeaTtnyeckne depmeHThbl, %
XupopacTtBopumble BUTaMuHbI, %
Knunesutepanus, %

Knucnopopotepanus, %

MHrnbutopbl NpoToHHO nomnbl, %
MHransaunoHHbIn MaHHuTON, %

TpaHcniaHTaumMsa 3a OTYETHBII rof,
— NIerkux, n

— neyeHu, n

— noyYek, n

CmepTb

Yncno ymepLumx

M + SD, roabl

Me (25th — 75th pctl)
Me (IQR), roab!

MpnunHbl cMepTH

— OpoHX0nero4Has, n

— BOOHO-3N1EKTPOINTHbIE PAaCCTPOMCTBA, N
— NopaxeHue neyeHu, n

— HecyacTHbIn Ciyyai, n

— CBSI3aHHas C TpaHCnaaHTaLUme

— 0CTpasi NoYeyHast HeoOCTaTOYHOCTb, N
— OHKO/IOTUSA, N

— He CBS3aHa C MyKOBMUCLMA030M

— apyras, n

— MPUYNHA CMEPTU HEU3BECTHA, N

13
3,2
1,5

4,2
43
0,3
23,2
2,6
14,5
15,0

4,0
0,4
0,2

8,7
4,3
70,9
69,1
63,0
26,8

83
93,4
34,7
93,2
94,2
88,1
79,9
6,2

o O -

15
15,9 £12,7

17,4 (25,0)

23
&3
0,7

49
23
0,3
13,0
1,0
6,4
334

3,2
0,2
01
17

7,5
46,7
33,2
55,0
50,5
14,6
34
95,8
30,6
879
90,8
88,3
79,4
4,5
20,3
3,2

N~

52
22,5+12,2
22,4 (14,9-28,5)
22,4 (13,8)

89

W W

WNN

2,5
3,2
0,7

4,0
31
0,5
17,9
1,5
52
31,8
28,0
31
01
1,0
2,3

727
457
32,3
57,4
455
10,3
36
95,2
26,5
88/
93,3
91,2
81,6
44
235
39

N

32
173+107
15,5 (11,6-24,3)
15,5 (13))

2,2
4,2
0,6

819
34
01
15,5
0,6
6,4
36,7
31,0
3,7
0,1
0,8
2,2

70,7
45,0
36,4
61,4
475
13
34
95/
25,
86,4
89,8
84,2
73,1
5,2
21,2
58

o B~ w

46
237103
25,8 (18,3-30,9)
25,8 (12,8)
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Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

Bo3pacTHaa U N0/10Bas CTPYKTypa 601bHbIX MYKOBMCLUAO30M
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BospacT, rogpl
Puc. 5. Tnctorpamma Bo3pacta 60/bHbIX. Ocb abcumcc — BO3pacT, rogpl, opamHat — ymucno, N

PacripeiesieHe MaIMeHTOB C MYKOBUCIIM030M B 3aBMCMMOCTH OT BO3pacTa IIPeiCTaBIeHO Ha PuUC. 5. CpeIHMI BO3pacT
6OJIBHBIX B 2021 TOAY COCTaBUII 14,0 * 9,8 JIET, MeAMaHa Bo3pacTa — 11,9 (6,7-19,0) jieT. CaMblii CTApIINI TAIIMEHT B OTUET-
HOM 2021 roay Ha6mogasics B CaHkT-IleTep6ypr. Ero Bo3pacT — 64,1 JieT, BO3pacT caMOro MJIQJIIIIEro — 0,06 roja. JIoms
B3POCJIBIX MAI[MEHTOB (> 18 yteT) — 27,4%. Cpeau nmaineHToB ¢ MB He3HAUMTe/IbHO IIPeodIafaiy MY>XUMHBI M COCTABU-
T — 51,8%, YKeHIIUHBI — 48,2%.
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Bo3pacTtHas u nonoBasi CTPYKTypa NaLMeHToB C MyKOBUCLMA030M

Bo3pacTHasa ¥ 11ojioBas CTPYVKTYpa MalfMeHTOB C MYKOBUCIIMTO030M

[Tos10BOM COCTAB B 3aBMCUMMOCTH OT BO3pacTa IpeACTaB/IeH Ha puUC. 6.
CpeaHuii BO3pacT 1 MeJMaHa BO3pacTa MMal[MeHTOB B perMOHax IIpefiCTaB/IeHbl B Ta0J. 3.
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Puc. 6. NonoBoi coctaB NaunMeEHTOB B 3aBUCMMOCTIN OT BO3pacTa

Ta6uiia 3. CpeHUi BO3pacT ¥ Me¥aHa BO3pacTa IalMeHTOB B permoHax.

Okpyr
LleHtpanbHbiin ®0
CeBepo-3anagHblin ©O
OxHbIAN O
MpuBomkcknii GO
Ypanbckuin ®0
Cunbupckuin ©O
[anbHeBocTOYHbIN PO
CeBepo-KaBkasckuit ®O
r. Mocksa
r. Cankt-letepbypr

IIpumeuanne: IQR — MeXXKBapTUJIbHBIN pa3Max

M £ SD, rogpl
15,0 +10,5
13,3101
13,9+9,2
149+98
13,0+87
131+93

13,791
10,4+ 8,3
16,8 + 11,3
13,8+ 11,6

Me, rogpbl IQR
12,6 13,801
10,8 12,3
12,3 10,6
13,1 13,4
1,2 11,6
10,9 9,9
12,6 12,1
8,7 9,8
13,3 15,2
68 14,0

25th percentile
71
58
72
73
6,3
6,8
6,8
41
8,4
49

75th percentile
20,9
18,1
17,8
20,6
17,8
16,7
18,9
13,9
23,6
18,9
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Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

HdMarHocTuka MyKOBUCLIMA03a

I'McTorpaMma Bo3pacTa yCTaHOBJIEHMs IMartHo3a B 001IeM 110 IPYIIe OTpaXKeHa Ha puc. 7. CpeIHmit BO3pacT ITOCTaHOBKM
JIMarHo3a coCTaBwWiI 3,1 + 6,2 JIeT, MeJiaHa BO3pacTa yCTaHOBJIEHM IMarHosa — 0,4 (0,1-2,8) j1eT. B Bo3pacre ociie 18 jieT
3a60JIeBaHMe IUAarHOCTUPOBAJIOCH V 3,3% OT OO6IIero umucsa 60IbHBIX 1 Y 12,1% OT UMCIa B3POC/IbIX. MUHMMAaJTbHBIN BO3-
pacT yCTaHOBJIEHMSI AUMArHO3a — PU POXKIEHNY, MAKCUMAaJTbHBINA — B 59,5 JIET.

ITo HeOHATAJIPHOMY CKPMHMHTY IMArHo3 6bUT YCTAHOBJIEH 53,5% MalleHTaM.

Ha puc. 8 mpeficTaBieHa AMHaMMKa IOV MTALMEHTOB, JMAarHo3 KOTOPBIM GbUT YCTaB/IEH 10 HEOHATAIBHOMY CKPUHUHTY
B 20112021 IT.
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BospacrT, roabl

Puc. 7. TuctorpamMmma Bo3pacrta yCTaHOB/IEHUS AMArHO3a B Pa3/IMYHbIX BO3PACTHbIX rpynnax

L0 A mm o

2011r. 2012r. 2013 r. 2014 r. 2015r. 2016r. 2017 r. 2018 r. 2019r. 2020r. 2021 r.

Puc. 8. lonsi naunmeHToB C yCTaHOBMEHHbBIM AMAarHO30M MO HEOHaTaNIbHOMY CKPUHMHIY B O6LLEl NonynsumMm NaumeHToB C MyKOBUCLM-
nosom 3a 2011-2021rr.
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[narHocTika MyKoBMCLMAO03a

LleHTpanbHbIl desepanbHblit OKpyr
CeBepo-3anagHbiii peaepanbHbii OKpYr
HOXKHbIV deaepanbHbI OKPYT
MpuBOMIXKCKMI deaepanbHbI OKpyr
Ypanbckuit beaepanbHblii OKpYT
Cnbupcknii peaepanbHbIA OKpYr
[anbHeBOCTOUHbIN deaepanbHblil OKpYr
CeBepo-KaBKa3ckuin pesepanbHblit OKpyr
MockBa

CaHkT-NeTepbypr

1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1

Puc. 9. lonsa naumMeHTOB, AMarHos KOTOPbIM yCTaHaB/IMBa/NCA MO HeOHaTa/IbHOMY CKPUHUHIY (CVIHVIVI UuBeT — gnmarHo3 yCtaHoB/1eH Nno
HeoHaTa/lbHOMY CKPUHUHTY, KpaCHbIVI uBeT — AMarHo3 yCtaHoOB/1€H MO KNMHNYECKUM CMMNTOMam (y nauneHToB C oTpuuaTe/lbHbIM He-

OHaTa/lbHbIM CKPUHWUHIOM)).

Ha puc. 9 mpencrapieHa 1011 60JTbHBIX, AUATHO3 KOTOPBIM YCTAHABIMBAJICS 10 HEOHATAJIbHOMY CKPMHMHTY.
CpeIHMY BO3pacT ¥ MeAyaHa BO3pacTa YCTAaHOBJIEHMS AMArHo3a MpeJCTaBIeHbI B TA0M. 4.

Taﬁnmua 4. Cpemmil BO3pacCT M MeIMaHa BO3pacTa YCTAHOBJ/ICHUA OUArHo3a.

Okpyr M+ SD, rogpl
LleHTpanbHblin @O 3,5+70
CeBepo-3anagHblii ©O 31+6,9
OxHbIA O 2,8+5]
MpuBomxkckuin @0 3,4+6,1
Ypanbckuit ®O 24+44
Cunbupckuin ©O 25+57
[lanbHeBocTouHbIn O 28+53
CeBepo-KaBkascknit @O 25+5,6
r. MockBsa 43+85
r. CaHkt-letepbypr 4,0+83

ITpumeuanne: IQR — MeXXKBapTM/IbHBIN pa3Max

Me, roabl
0,4
0,3
0,5
0,5
0,4
0,2
0,4
0,4
0,4
0,2

IQR
33
17
2,8
88
2]

1,6
2,6
11

43
14

25th percentile
0,1
0,1
0,2
0,2
0,1
0,1
0,1
0,2
0,1
0,1

75th percentile
34
1,8
3,0
35
2
1,6
2,6
1,2
43
1,5
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Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

HduarHocTmka B 2021 roay

3a OTUeTHBIN TOf, AMarHo3 MYKOBMCIIMIO3a BIIEPBbIe YCTAHOBJIEH 158 IMamyeHTaM (CpemHMil BO3PAcT COCTaBWUII 4,0 +
6,8 1eT, MeMaHa Bo3pacTa — 0,9 (1,9) JIeT): 151 IaLMeHTy [0 18 JIeT U 7 IaleHTaM cTapiie 18 jieT. [Io HeOHaTaIbHOMY
CKPUHMHTY AMarHo3 6bUT YCTAHOBJIEH 104 MAI[MEHTaM, UTO COCTAaBWIIO 65,8% OT BCEX BBISIBJIEHHBIX CJTyUaeB MYKOBUCIIV-
J103a 3a OTUETHLIN Ioj.

MeKOHMEBBIN MiIeyC ObUT AMAarHOCTMPOBAH IIPU POXKIEHUM Y 359 HAOTIOIaeMbIX 00JIBHBIX, 313 M3 HUX ITIOTPe60BAIOChH
XUPYypruyeckoe rmoco6me. J{osis 607IbHBIX C MEKOHMEBBIM WJIEYCOM B PETMOHAX OTPaykeHa Ha puC. 10.

MeKOHMEBBIN Wieyc ObUI AMAarHOCTMPOBAH Y 20 MAIMEHTOB (12,7% ot uucna YCTaHOBJIEHHBIX IMarHo3oB), 15 60JIb-
HBIM ITOTPe6OBAJIOCHh XMPYPIrUUecKoe mocobre. MMHMMAJIBHBIN BO3PACT YCTAHOBJIEHMS AMAarHO3a B OTUETHOM TOQy —
pU POXKAEHUM, MaKCUMaJIbHBIN — B 37,0 J1eT. [McTorpaMMa Bo3pacTa yCTaHOBJIEHUS IMarHo3a B OTUETHOM o1y OTpaykeHa
Ha puc. 11.

LleHTpanbHbIN depepanbHbii OKpyr
CeBepo-3anagHbit peaepanbHblii OKPYr
HOXKHbIV dpenepanbHbI OKpyr

MpuBoMKCKNI depepanbHbIi OKPYr
B Xupypruyeckoe

Ypanbckuii peaepanbHbivi OKpyr poceRis

B KoHcepBaTMBHaA

CnbupcKknin deaepanbHblii OKpyr
p d) A p py Tepanua

JanbHeBOCTOUYHbIN deaepanbHbI OKpYr
CeBepo-KaBKasckunii peaepanbHbiii OKpyr
MockBa

CaHkT-lMNeTepbypr

14 %

Punc. 10. [lona nauMeHToB C MEKOHWEBBIM NNEYCOM.
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Bospacr, rogpl

Puc. 11. Tuctorpamma Bo3pacTa ycTaHOB/eHUsa anarHosa B 2021 rogy
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[oToBbIN TECT

IIoTOBBIM TECT

Ha puc. 12 mpeficTaB/IeHO COOTHOIIIEHYE THUITa IIOTOBOTO TECTA, a B TA0JI. 5 ¥ Ta6JI. 6 pas3Inums MeKIY AeTbMU U B3POC/IBIMMU.
Cpeay 3aroIHeHHBIX TaHHBIX V 6,0% IAIMeHTOB B PerucTpe He 3aMKCUPOBAHO HY OJHOTO ITOJIOXKUTEIBHOI'O IIOTOBOTO
TecTa, y 38,7% GOJILHBIX OTMEUEH XOTsI ObI OJVH IT0JIOKUTETbHbIV ITOTOBBIN TECT, Y 55,3% — JIBA IIOTOBBIX TECTA ITOJIOXKM-
TeJibHbIE. [10JI0KUTEIbHBIM IIOTOBBIM TECTOM CUMTAIMCh ITOKa3aTesIi: I MeTOla TUTPOBAHMS 60 1 6ojiee MMOJIb/JI,
JIJIST IIPOBOIMMOCTHM — 80 ¥ 60jiee MMOJIb/JT, TIOTPAHUUHbIE 3HAUEHMsI: 30—59 MMOJIb/JT ¥ 50—79 MMOJIb/JI /11 TUTPOBAHUS
Y TIPOBOJIMMOCTH, COOTBETCTBEHHO.

B Ta61. 7 OTpayKeHbI pa3InumMs MKy B3POCIBIMU U AETbMM I10 CTPYKTYPe ITOTOBOT'O TECTa.

100,0
80,0
©  TMpoBoanMmocTb
60,0
B TutpoBaHue
%
40,0 ®  He penanu/Het
nHdopmaunm
20,0
0,0
MNotoBbIn TecT 1 MoToBbI TecT 2
Puc. 12. XapakTtepucTtuka notosoro tecta 1u 2
Ta6nuiia 5. XapaKTepuCTHKA M0 IIPOBeJEeHMI0 IIOTOBOI'0 TECTa 1Y JeTEeN U B3POC/IbIX.
pynna Het nndopmauun/He genanu, n (%) TutpoBaHue, n (%) MpoBoaumocTb, n (%)
[Nemn 205 (7)) 657 (22,8) 2018 (70,1)
B3pocnbie 146 (13,4) 608 (55,8) 335(30,8)
Ta6nuua 6. XapakTepucTHKA M0 MPOBeIeHUI0 TOTOBOTO TeCTa 2 Y ieTe! U B3POC/IbIX.
pynna Het nndopmauun/He genanu, n (%) TutpoBaHue, n (%) MpoBoanmocTb, n (%)
Dlemn 1076 (37,4) 437 (15,2) 1367 (47,5)
B3pocnbie 556 (51,1) 256 (23,5) 277 (25,4)
Ta6nmuiia 7. COOTHOIIIEHME IOJIOKUTE/IbHBIX IIOTOBBIX T€CTOB Y JeTen u B3POC/IBIX.
lpynna Hu ogHoro nonoxurensHoro tecta, n (%) OpnuH NOTOBbIV TECT NONOXMTENbHDIN, N (%) [1Ba NOTOBbLIX TECTA NONOXMTENbHDI, N (%)
[Oemn 147 (5,5) 964 (36,0) 1564 (58,5)
B3pocnbie 70 (7,4) 438 (46,4) 435 (46.1)

IIpuMeuaHue: * — B 2-X TECTaX 3HAUEHMeE GbUIO Ha BEPXHE JOTyCTMMOV IPaHUIIe ¥ PaBHO 160 MMOJIb/J1. [Ipy ypOBHE BbIIIe 160 MMOJIb/JT TIOTOBBIN TECT
JIOJDKEH GBITh I1epejiesiaH (TakKye SaHHbIE He BKIIOUAIN B aHAIN3).
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Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

TUTPOBAHWE, mmonb/n

YNCNO NAUMEHTOB, n

0

0O 100 110 120 130 140 150 160

Puc. 13. lNoka3aTenn NoToBOro tecta, NPOBEAEHHOIO TUTPOBAHUEM.

Ha puc. 13 1 B Tab1. 8 oTpaxkeHBI IOKasaTesm rmotosoro  Ta6nuia 8. CTPYKTypa 3HaUE€HHUI ITIOTOBOTO

TecTa, IIPOBeJeHHOI'0 TUTPOBaHUEM. TeCTa, IPOBE€JEHHOT0 TUTPOBAHNEM.
CpenHMe ITOKa3aTeIM MMOTOBOTO TeCTa 1 METOJIOM TUTPO-
BaHMSI COCTaBWIM 101,2 * 24,8 MMOJIb/JI, MEAMAHA 104,0 3Haverve, Hucno nauventos, n Lons nauunenTos, %
(31,0) MMOJTB/1, V IeTEN — 102,3 + 24,6 MMOJIb/JI, MEIMAHA MMOTe/
106,0 (29,2) MMOJIBb/J1, Y B3POCJIBIX — 100,0 * 24,9 MMOJIb/ I, 0-10 0 0,00
MemyaHa 102,0 (32,0) MMOJIB/JI1. 10-20 3 015
CpefHMe MOKa3aTe/I! [TOTOBOTO TECTa 2 METOHOM TUTPO- 20-30 7 036
BaHUS COCTAaBWIU 104,5 + 24,1 MMOJIb/J, MeguaHa 106,0 30-40 21 1,07
(31,0) MMOJIB/1, ¥ I€TEM — 104,5 * 24,7 MMOJIb/JI, MeIaHa 40-50 27 1,38
106,0 (30,0) MMOJIB/J1, Y B3POCJIbIX — 104,5 + 23,2 MMOJIb/JI, 50-60 72 3,68
MeMaHa 106,0 (32,0) MMOJIb/JI. 60-70 158 8,07
70-80 214 10,93
80-90 221 1,29
90-100 256 13,07
100-110 3N 15,88
110-120 291 14,86
120-130 188 9,60
130-140 73 3,73
140-150 4 2,09
150-160 73 3,73
160-170 2 0,10
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[oToBbIN TECT

MPOBOAVNMOCTb, mmonb/n

YNCJ10 BOJIbHbBIX MB, N

(o]

0O 100 MO 120 130 140 150 160

Puc. 14. lNMoka3aTenn NOoTOBOro Tecta, NPOBeAEHHONO METOLOM MPOBOAVUMOCTU.

Ta6nuua 9. CTpyKTypa 3HauUeHUM MOTOBOT0 Ha puc. 14. 1 B Ta6J1. 9 OTPayKeHbI ITOKA3aTeIM ITOTOBOTO
TeCcTa, IPOBEeJEHHOIr0 METOAOM IIPOBOAVMOCTH. TecTa, IIPOBeJIEHHOTO METOIOM IIPOBOAVMOCTH.

Cpe,uHMe IIOKa3aTeJIM II0OTOBOIrO TeCTa 1 MeTOIOOM IIPOBO-

3;;‘(‘511‘7"9’ Hncno nawneHToB, n Dons naumettos, % IVMOCTM COCTaBWIM 104,2 + 23,1 MMOJIb/JI, MeAuaHa 108,0
(30,0) MMOJIB/J1, Y mEeTeM — 103,8 + 23,3 MMOJIb/JI, MeOMaHa
0-10 0 0,00 107,0 (29,0) MMOJIb/J1, ¥ B3POCJIBIX — 106,9 + 21,6 MMOJIb/],
10-20 L 0,03 MeaMaHa 110,0 (24,8) MMOJIB/J1.
20-30 6 015 CpeqHMe TTOKA3aTely IIOTOBOTO TeCTa 2 METOLOM IIPOBO-
30-40 28 0,70 IMMOCTY COCTAaBWIM 105,0 * 22,1 MMOJIb/JI, MeViaHa 108,0
40-50 35 0,88 (27,0) MMOJIB/T1, Y IETEN — 104,4 *+ 22,4, MMOJIB/JI, Me€IVaHa
50-60 64 1,60 107,0 (27,0) MMOJIB/JI, Y B3POC/IBIX — 107,3 * 20,4 MMOJIb/J,
60-70 123 3,08 MeMaHa 110,0 (27,0) MMOJIb/ 1.
70-80 168 4,20
80-90 319 798
90-100 448 1,21
100-110 767 1919
110-120 975 24,39
120130 654 16,36
130-140 263 6,58
140-150 82 2,05
150-160 38 0,95
160-170 26 0,65
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I'eHeTHMKa

B HacTosIee BpeMs OIMCaHo 60j1ee 2000 MY TALUA WIIM BAPUMAHTOB HYK/IEOTHIHO IToc/ieqoBaTesbHOCTM reHa CFTR (v
reHeTHUeCKMIT BapuaHT) (B JaJbHENIIeM I10 TEKCTY — TeHeTUUeCKKe BapuaHThl). [10 COCTOSHMIO Ha 7 ampesis 2023 roga
Ha Beb-canTe MeXxayHapoHoro mpoekta CFTR2 (https://cftr2.org) mpeacrasieH 719 IaTOTeHHBIX TeHETUUECKMUX BapuaH-
TOB HYKJIEOTUAHOM nociefgoBaTebHOCTM reHa CFTR (IBHII CFTR). OHM nipensITCTBYIOT cuHTe3y 6enka CFTR, ero TpaHc-
MOPTY K allMKJIbHOM MeMOpaHe KJIETKM WM HapyIlalT ero (OYHKIMIO B KauecTBe KaHala aHMOHOB XJ10pa. B 3aBuch-
MOCTHM OT BiMsIHUS Ha (yHKIMIo0 6esika CFTR HEeKOTOpbIe aBTOPBI TIOAPA3Ie/ 0T MX Ha 7 OCHOBHBIX KJIacCoOB (puc. 15).
[IpuBeneHa yIrpoleHHas cCxeMa, TaK KaK OJIMH M TOT JKe BapMaHT MOXKET BbI3BaTh HECKOJIbKO BMUJIOB HapYIIEHUS PAOOThI
6eJIKa, ¥ He U1 BCeX BapMAHTOB HYKJIEOTUAHOM I0CJIe/IoBaTeIbHOCTM reHa CFTR orpeiesieH Kjacc. B TaKuX cytydastx Mbl
OTMeUaeM, UTO KJIacC «He OITpeaesieH».

r arer ar cr or
o A 4 4

Cr cr

[Oukwmid Tun CFTR

Class | Class |l Class Il Class IV Class V Class VI Class VIl
CETR BenoK He BenoK He CFTR kaHan He OyHKuua CFTR CHuxeHo Benok He HeT MPHK
CHHTE3HpYeTCA CBOpaymnBaeTca ¢VHKLI.HOHpre'r KaHana cHueHa [ konudecteo benka ctabunex

Puc. 15. PacnpegeneHve natoreHHbiX BapWaHTOB HyKNeOTMAHOW nocnepoBatenbHocTn reHa CFTR (mytaumin) CFTR no knaccam
(pucyHok 3anmctBoBaH De Boeck, K. Cystic fibrosis in the year 2020: disease with a new face. Acta Paediatr. 2020; 109: 893-899.
https://doi.org/10.1111/apa15155; Lopes-Pacheco M. CFTR modulators: Shedding light on precision medicine for cystic fibrosis. Front.
Pharmacol. 2016; 7: 275. DOI: 10.3389/fphar.2016.00275. ¢ usmeHeHunsamu).

[TaToreHHBIE BapMaHTBI HYKJIEOTUIHON nociefoBaTenbHOCTM TreHa CFTR 1, 11 u III x;1accoB IPUBOASAT K MOJTHOMY MJIU
TIOUTH TIOJTHOMY IIpeKpallleHni0 QYHKIMM XJIOPHOTO KaHala, U OTHOCSITCS K «TSDKeJIbIM» BapMaHTaM, TOrAa Kak IpU
BapmaHTax [V, V, VI KaccoB coxpaHsieTcs ocTaTOuHas (PYHKIMS XJIOPHOTO KaHasia, YTO ITO3BOJISIET MX OOBEAVHUTH
B FPYIITY «MSITKMX» BAPUMAHTOB HYKJIEOTUAHOM ITociefoBaTenbHOCTY reHa CFTR. «TspkecTb» BapMaHTa ONpeJiesiseT cTe-
TeHb HAapYIIeHNs BHEIIHeCEKPEeTOPHOM YHKIIMHM TTOKeTY0UHOM JKeJie3bl. « Msarkue» BapuaHThl reHa CEFTR oMuHUPY-
0T HaJl «TSDKEJIBIMU» B OTHOIIIEHNY TAaHKPeaTNJYeCcKoro (peHoTHIIa.

l'eHeTMUECKOE UCCIIe[IoBaHMe ObUTO ITPOBEIEHO 93,6% G0JIbHBIM. [leTsIM JJaHHOe MCCIIeJoBaHye ObUIO IIPOBEIEHO B 94,4 %,
B3POCJIBIM — B 91,3% CJIyUaeB.
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LleHTpanbHbIM denepanbHbIit OKpyr
CeBepo-3anagHbivi beaepanbHblii OKpPYr
HOXKHbIM deaepanbHbIn OKpYr
MpUBOMIKCKUI deaepanbHbI OKpYr
Ypanbckuit begepanbHbliii oKpyr ® Mposeaero
Cnbupckuii degepanbHblii OKpyr e e
[anbHeBOCTOUHbIN deaepasibHbli OKpYr
CeBepo-KaBKasckuit desepanbHbii OKpyr

MockBa

CaHKT-lNeTepbypr

Puc. 16. OxBaT reHeTU4eCckum nccregoBaHnem naunmeHToB C MYKOBUCLUMNOO30M.

OXBaT reHEeTUUECKUM KUCCIIeJOBAaHKEM B PeTMOHaX IIpefCcTaB/IeH Ha PuC. 16.

CymMmapHas [oJjisl BBISIBJIEHHBIX MTATOT€HHBIX BAPMAHTOB HYKIEOTHUIHONM MOC/IeIoBaTeIbHOCTH reHa CFTR B permoHax
ToKa3aHa Ha puc. 17.

O61mmas cyMMapHasl yacToTa UIeHTU(MUIIMPOBAHHEBIX ajUIeliell COCTaBWIaA 90,5%. YV nmeTeit OeHTU(MUIIMPOBAHO 91,5%
aJUTesieN, y B3pOoCJIbIX — 90,2%.

LleHTpanbHbIM denepanbHbI OKpYr
CeBepo-3anaaHbiii degepanbHblii OKpyr
HO»KHbIV denepanbHbI OKpyr

MpUBOMKCKUIN deaepanbHbIit OKpyr

: : : : ] M BbiAB/IEHbI
Ypanbckuit degepanbHblil OKpyr
Cnbupckuii dbesepanbHblii OKpyYr I I I I o= ::';‘BHEHH
[anbHEBOCTOUHbIN dpeaepanbHbIi OKpYr
CeBepo-KaBKasckuii peaepanbHbiii OKpyr I I I I I
Mocksa I I I I |
CaHKT-lNeTepbypr
(I) 2I0 4IO 6I0 8I0 1(I)O %

Puc. 17. lons BbISBNEHHbIX FrEHETUYECKMX BapMaHTOB HYKNeOoTUAHOM nocnegoBaTebHOCTM reHa CFTR.
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Puc. 18. InHaMurKa oxBaTa reHeTMYeCKUM UCCIedOBaHNEM U 40/ He BbISB/IEHHbIX FEHETUYECKMX BapMaHTOB HYK€OTUAHOM nocneno-
BaTeNnibHOCTM reHa CFTR B 2011-2021rT.

IuHaMMKa OXBaTa T€HETMUECKUM MCCIIeJJOBAHMEM ¥ JIOJIM He BBISIBJIEHHBIX T'eHETMUECKMX BapuaHTOB reHa CFTR
B 2011-2021 I'T. IpeJiCTaBJIeHa Ha puUC. 18.

YacToTa NaTOreHHbIX BAPMAHTOB HYKIIEOTUAHOM ITOC/IeoBaTeIbHOCTY reHa CFTR B cTpaHe B ITOPSIIKe YObIBAHMS ITPe[I-
CTaB/IeHa B Ta0J1. 10. Bcero BhISBIIEHO 233 MATOTeHHBIX BAPMAHTOB U 132 M3 HUX HEOTHOKPATHO. 47 TeHETUUECKUX Bapu-
QHTOB OTCYTCTBYIOT B MEXXIyHapoaHbIX 6a3ax CFTR — W1282R, 3272-16T>A, A96E, D579Y, G509R, E403D, G1047S, G480S,
I175V, p.Aspgg3Ala, p.GlysogVal, p.Pro2o5Thr, p.Trp277X, Q493R, Ri531, Y569H, -461A->G, -741T->G, c.1584+18672A>G,
c.1761del, c.2312delA, c.264_268del, c.353delC, c.3615_3625del, c.3717+1219C>A, c.37dupT, c.3873+4485A>T, c.3983T>A,
c.546T>A, c.743+2T>A, C590Y, D572N, F1286S, G1249E, G314R, G509D;E217G, I506T, L1093P, L159S, 1.233F, L568F, p.Asn5o5His,
p-Glu1433Gly, p.Lys1468Asn, p.Phe1o78lle, T6041, V392G . Bce BapmaHTHI HYKJIEOTUIHOM ITOC/IeA0BAaTEIbHOCTY reHa CFTR
MpeJicTaB/IeHbl B [[pUI10XKeHUN 2.

IIpuMmeuaHme: * — KOMIUIEKCHBIN autenb L467F; Fro8del
**_ 371eCh M Jlajiee: BKIIIOUas TeHeTMUeCKre BapuaHThl S466X (ecm cueruienue ¢ R1070Q He uccienoBaiock) u S466X-R1070Q.

1. Petrova NV, Kashirskaya NY, Krasovskiy SA, et al. Clinical Presentation of the ¢.3844T>C (p.Trp1282Arg, W1282R) Variant in Russian Cystic Fibrosis
Patients. Genes (Basel). 2020;11(10):1137. Published 2020 Sep 27. doi:10.3390/genes11101137

2. Kondratyeva, E.; Bukharova, T.; Efremova, A.; Melyanovskaya, Y.; Bulatenko, N.; Davydenko, K.; Filatova, A.; Skoblov, M.; Krasovsky, S.; Petrova,
N.; Polyakov, A.; Adyan, T.; Amelina, E.; Shadrina, V.; Zhekaite, E.; Zodbinova, A.; Chernyak, A.; Zinchenko, R.; Kutsev, S.; Goldshtein, D. Health
Characteristics of Patients with Cystic Fibrosis whose Genotype Includes a Variant of the Nucleotide Sequence c.3140-16T>A and Functional Analysis of
this Variant. Genes 2021, 12, 837. https://doi.org/10.3390/genes12060837
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Ta6nuia 10. AJUte/IbHasi YaCTOTA FeHeTUUECKUX BApUMAHTOB HYK/IEOTUIHOM ITOC/Ie0BATEeIbHOCTHU
reHa CFTR B Poccuu (mipeficTaB/ieHbl reHeTUUECKME BAPUAHTHI C UaCTOTOM 6oJ1ee 0,10%).

a
Swoo\nmm.bww—sa

B W W W W W W W Wew W NN NDNNDNNDND NN =S s s s s
S © ® I o R ON 2RSS O ®No0o R~ ONXRS DD ®TO OO =R

M
42
43
44

Ha3BaHue reHeTMYeCcKoro
BapuaHTa

F508del
CFTRdele2,3
E92K
1677delTA
3849+10kbC->T
2143delT
2184insA
W1282X
L138ins
N1303K
G542X
394delTT
L467F;F508del#
R334W
W1282R!
3821delT
S466X(TGA);R1070Q##
S1196X
1367del5
R1066C
2789+5G>A
3272-16T>A?
W1310X
3944delGT
712-1G->T
621+1G->T
S466X
R553X
4015delA
L1335P
R785X
R1162X
1898+1G->C
CFTRdup7-11(6b-10%)
1898+1G->A
R347P
3849G->A
S159F
D1152H
3667ins4

G85E
2183AA->G
S945L
c1766+2T7>C

HasBaHue no koaupytowei [IHK

€1521_1523delCTT
¢.54-5940_273+10250del21kb
C.274G>A
¢1545_1546delTA
¢.3718-2477C>T
.2012delT
€.2052_2053insA (c.2052dupA)
€.3846G>A
€.413_415dupTAC
€.3909C>G
c1624G>T
€.262_263delTT
¢.[1399C>T;1521_1523delCTT]
€1000C>T
€.3844T>C
€.3691delT
€[1397C>G;3209G>A]
¢.3587C>G
¢1545_1546delTA
¢.3196C>T
€.2657+5G>A
¢.3140-16T>A
€.3929G>A
.3816_3817delGT
¢.580-1G>T
c.489+1G>T
c1397C>G
c1657C>T
€.3883delA
c.40041>C
€.2353C>T
€.3484C>T
c1766+1G>C
C.(743+1_744-1)_(1584+1_1585-1)dup
c1766+1G>A
€1040G>C
¢.3717G>A
c.3476C>T
€.3454G>C

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

€.254G>A
€.2051_2052delAAinsG
€.2834C>T
c1766+2T>C

HasBaHue no CUHTE3NpyeMomy

6enky
p.(Phe508del)
p.(Ser18Argfs*16)
p.(Glu92Lys)
p.(Tyr515%)

No protein name
p.(Leu671%)
p.(GIn685Thrfs*4)
p.(Trp1282%)
p.(Leu138dup)
p.(Asn1303Lys)
p.(Gly542%)
p.(Leu88llefs*22)
p.[Leud67Phe;Phe508del]
p.(Arg334Trp)
p.(Trp1282Arg)
p.(Ser1231Profs*4)
p.(Ser466*;Arg1070GIn)
p.(Ser1196*)
p.(Tyr515%)
p-(Arg1066Cys)
No protein name
No protein name
p.(Trp1310%)
p.(Ser1273Leufs*28)
No protein name
No protein name
p.(Ser466*)
p.(Arg553%)
p.(lle1295Phefs*33)
p.(Leu1335Pro)
p.(Arg785%)
p.(Arg1162%)
No protein name
No protein name
No protein name
p.(Arg347Pro)
No protein name
p.(Ser1159Phe)
p.(Asp1152His)
p.(Thr1179llefs*17)

p.(Gly85Glu)
p.(Lys684Serfs*38)
p.(Ser945Leu)

No protein name

rsiD

rs113993960
notfound
rs121908751
rs121908776
rs75039782
rs121908812
rs121908786
rs77010898
rs397508679
rs80034486
rs113993959
rs121908769
notfound
rs1219090M
rs121908805
rs397508616
rs121908783
rs121908763
rs397508184
rs78194216
rs80224560
rs767232138
notfound
rs397508612
rs121908793
rs78756941
rs397508630
rs74597325
rs397508658
rs374946172
rs74767530
rs121908748
notfound
rs121908748
rs144781064
rs77932196
rs397508573
rs75961395
rs75961395
rs387906378

notfound
notfound
notfound

notfound

Yacrota, %

51,55
6,11
3,46
2,25
2,22
1,98
1,94
1,72
1,64
1,52
1,49
0,85
0,74
0,70
0,65
0,57
0,51
0,43
0,42
0,40
0,39
0,32
0,31
0,28
0,24
0,19
0,18
0,18
0,18
016
016
015
0,12
0,12
0,12
0,12
0,12
0,12
0,12
0n

on
on
on
on
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LleHTpanbHbI denepanbHbli OKpyr 1.1
CeBepo-3anagHbiii denepanbHbiii OKpYr 2.1

lOKHbI deaepanbHbii OKPYr

W [1sa I'BHIM CFTR
MpPUBOMKCKNN dpeaepanbHbIi OKpyr BbIABNEHO

Ypanbckuii peaepanbHbIii OKpyr
P beaep Py ® OpgyH IBHIM CFTR

" . BbIIBNIEH
Cnbupckuii pesepanbHbln OKpYr

M Hu ogHoro MBHIM
CFTR He BbIfiBNEHO

[JanbHeBOCTOYHbIN denepasnbHbI OKPYT
CeBepo-KaBkasckuii esepanbHbli OKpyr

MockBa

CaHKT-MNeTepbypr 2.2

0 20 40 60 80 100 %

Puc. 19. lons 60nbHbIX B 3aBUCMMOCTK OT Yncna BbiaBneHHbix [BHIMT CFTR B reHoTune.

IIBa BapuaHTa HYKJIEOTHUIHOM IociefqoBaTeibHoCT reHa (TBHII) CFTR ompenesieHbl v 84,2% OT umcia 60JIbHBIX, KO-
TOPBIM ITPOBOJIMIIOCH TEHETUUECKOEe MCCIIeIOBaHNe, OJNH — V 12,7%, HM OJHOTO TeHETMUECKOro BapMaHTa He yAaloch
BBISIBUTH Y 3,2% MAIVeHTOB.

Ha puc. 19 oTpaykeHbl 10j14 60JIbHBIX B 3aBUCMMOCTHM OT umciia BeissBieHHbIX [BHIT CFTR B reHoTue.

JIBa reHeTMUECKMX BapyaHTa HYKJIEOTUIHOM ITOC/IeoBaTeIbHOCTY reHa CFTR BhIABIIEHBI Y 84,2% neTent u 84,3% B3poc-
JIBIX, OOUH — Y 13,6% 1 10,0%, HX OAHOTO — V 2,2% ¥ 5,7% JIeTel 1 B3POCJ/IbIX, COOTBETCTBEHHO.

B IlenTpanbHOM (hefiepaIbHOM OKpPYTe reHeTMUEeCKoe MCCIeloBaHmue MPoBeeHo 95,9% 60IbHbIM (TabI. 11). B 4,6% ciy-
YaeB MaTOJIOTMUECKUI ajUlesib He 6bUT uaeHTUUIMpPoBaH. [eHeTuecknit BapuaHT F508del BcTpeuasics y 75,5% Imarm-
€HTOB.

B CeBepo-3anagHoM defepasibHOM OKpyTe TeHeTUUeCcKoe MCCIeIoBaHue IIPOBeaeHo 95,2% 6GoIbHBIM (Tabi. 12). B 4,5%
CJTyJaeB ITaTOJIOTUUECKUI ajUlesb He 6bUT naeHTHuduUIMpoBaH. [eHeTnueckuit BapuaHT F508del Bctpeuasncs y 81,4% ma-
LIMeHTOB.

Ta6nuiia 11. YacToTa BApMAaHTOB Ta6nuua 12. YacToTa BApMAaHTOB
HYKJICOTUAHOM I0OC/IeJ0BaTe/IbHOCTHU reHa HYKJICOTUAHOM I0C/IeJ0BaTe/IbHOCTU reHa
CFTR B llenTpanibHOM heiepaiIbHOM OKpyTre CFTR B CeBepo-3anagHoM dregepasibHOM
(pencTaB/ieHb]l reHeTUUYECKMe BapUaHThI OKpyre (nmpecTaB/ieHbl FeHeTUUYeCKHue
C 4acTOoTOM 60J1ee 1,0%). BapMaHTBI C YACTOTOM 6oJiee 1,0%).

N FeHeTMyecKkuit BapnaHT Yacrota, % N FeHeTMyYeCcKuin BapmaHT Yacrota, %

reHa CFTR reHa CFTR

1 F508del 52,1 1 F508del 56,1

2 CFTRdele2,3 78 2 CFTRdele2,3 49

3 2143delT 2,6 3 2184insA 3,0

4 3849+10kbC->T 24 4 2143delT 2,7

5 2184insA 2,2 5 G542X 2,4

6 N1303K 1,9 6 3849+10kbC->T 2/

7 L138ins 1,9 7 N1303K 1,8

8 E92K 1,8 8 W1282X 1,6

9 G542X 1,8 9 394delTT 1,3

10 W1282X 1,4 10 L138ins 1,2

1 1677delTA 1,3 1 E92K 1,0

12 R334W 1,0
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Ta6muiia 13. YacToTa BApMaHTOB

HYKJIGOTI/IJI[HOi[ nmocjieaoBaTe/IbHOCTU reHa

CFTR B I0;xHOM (hbejepa/ibHOM OKpyTe

(IpencTaB/IeHbl reHeTUUYECKMe BapUaHThI
c yacToToi 6osiee 1,0%).

N leHeTMyeckuii BapuaHT

© 00 N O O B W N

reHa CFTR
F508del
CFTRdele2,3
3849+10kbC->T
2184insA
2143delT
G542X
W1282X
1677delTA
L138ins
E92K

Yacrota, %

55,3
6,4
34
21
2,0
1,6
1,6
1,5
11
1,0

Ta6nmuia 14. YacToTa BApMAHTOB
HYKJ/ICOTUIHOM IT0CJ/IeI0BAaTEJIbBHOCTU reHa
CFTR B IIpuBo/KCKOM (heiepaIbHOM OKpyTe
(mpeacTaB/ieHbI FTeHETUUECKME BapUAHTBI

C yacToTo 60s1ee 1,0%).

N leHeTMueCKMii BapnaHT Yacrora, %
reHa CFTR

1 F508del 50,4
2 E92K 9,2
3 CFTRdele2,3 5,2
4 3849+10kbC->T 2,7
5 L138ins 2,3
6 2143delT 17
7 N1303K 17
8 L467F;F508del 14
9 394delTT 1,0

B IOxHOM (heiepa/TbHOM OKpYTe reHETUUECKOe UCCIIeJOBAHKE TTPOBENEHO 93,7% GObHBIM (Tab. 13). B 15,3% cityuaes
MMaTOJIOTMYECKUI aJlUTeJTb He ObUT MAeHTMUIMpoBaH. BapnaHT F508del BcTpeuascs y 76,7% 60JIBHBIX.

B [IpMBODKCKOM (DefiepaibHOM OKpPYyTe TeHOTUITMPOBaHMe IPoBefeHo 88,0% 60yIbHBIM (Tabs1. 14). B 12,5% ciiyuaeB maTo-
JIOTMUECKUI aJlIe/Ib He 6bUT MaeHTUGMIMpoBaH. BapuaHT F508del BcTpeuascs y 72,7% 6OJIbHBIX.

B VpanbsckoM deiepasibHOM OKPYTe reHeTHUecKoe 06C/IeloBaHNe IIPOBeaeHo0 96,9% 6obHbIM (Tab. 15). B 10,5 % ciy-
UaeB MYTAaHTHbIN aJUIe/Ib He 6bUT MeHTU(UITMPoBaH. [eHeTuecknit BapuaHT F508del BcTpeuancst v 74,9% GOJIbHBIX.

B CubupckoM deiepasibHOM OKpyTe reHeTMUeCcKoe 1CCleJoBaHKe IIPOBeIeHO 93,2% GoIbHBIM (Tabi. 16). B 13,6% cyya-
€B IIaTOJIOTMUECKUL ajUlesIb He ObUT IeHTUUIMpoBaH. BapuaHT F508del BcTpeuasics y 78,3% 60TbHBIX.

Ta6muiia 15. YacToTa BapMaHTOB

HYKJIEOTUAHOM MOC/IeA0BATEe/IbHOCTU F'eHa
CFTR B VpanibcKoM peiepa/ibLHOM OKpyTe
(mpencTaB/ieHbI reHeTUUEeCKe BapyMaHThI
c yacToToi 6os1ee 1,0%).

N leHeTMueckuit BapnaHT

©O© 00 N o o1 B W N -

S 23

reHa CFTR
F508del
CFTRdele2,3
L138ins
E92K
2184insA
3849+10kbC->T
2143delT
1677delTA
L467F;F508del
394delTT
G542X
W1282R

Yacrora, %

53,8
48
29
2,5
2,5
17
17
1,6
1,3
1,0
1,0
1,0

Ta6nuiia 16. YacToTa BapMaHTOB
HYKJIEOTUHOM IMOC/IeJ0BaTeJIbHOCTH reHa
CFTR B Cu6upckoM degepasibLHOM OKpyre
(IpencTaB/ieHb] reHeTUMYeCKMe BapUaHThI
C yacToToM 6osiee 1,0%).

N TeHeTMYeckui BapuaHT reHa Yacrorta, %
CFTR

1 F508del 55,4
2 CFTRdele2,3 6,4
3 E92K 2,7
4 2184insA 1,8
5 G542X 1,8
6 N1303K 1,5
7 3849+10kbC->T 1,4
8 2143delT 1,3
9 394delTT 1,2
10 R1066C 1,2
1 L138ins 11
12 W1282X 11
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Ta6nuua 17. YacToTa BAPUAHTOB Ta6nuua 18. YacToTa BApMaHTOB
HYKJICOTUAHOM I0C/IeJ0BaTe/IbHOCTH HYKJICOTUAHOM I0C/IeJ0BaTe/IbHOCTU
reHa CFTR B [lanbHEeBOCTOUHOM reHa CFTR B CeBepo-KaBka3ckom
themepanbHOM OKpyTe (MpeaCcTaB/IeHbI thenepanbHOM OKpyTe (MpeaCcTaB/IeHbI
reHeTMUeCK1e BapMaHThI C YaCTOTON reHeTHMUeCK1e BapMaHThI C YaCTOTON
60J1ee 1,0%). 60s1ee 1,0%).
N lTeHeTHuecKui Yacrota, % N  TeHeTuueckuin BapuaHT Yacrota, %
BapuaHT reHa CFTR reHa CFTR
1 F508del 53,6 1 1677delTA 28,4
2 CFTRdele2,3 6,9 2 F508del 214
3 2184insA 2,0 3 W1282X 13,5
4 2143delT 1,8 4 E92K 73
5 N1303K 15 5 2184insA 2,4
6 W1282X 1,5 6 CFTRdele2,3 1,6
7 G542X 13 7 SNM59F 1,6
8 R334W 1,0 8 R1066C 14
9 A96E 14
10 N1303K 1
1 3849+10kbC->T 1
12 3821delT 1
13 S1196X 13

B JlasibHEBOCTOUHOM (pejiepa/IbHOM OKPYTe TeHOTUIIMPOBaHMe ITPOBeIeHo 96,1% 6oIbHBIM (Tabi. 17). B 17,1% cityuaeB
MMaTOJIOTMUECKUI ajijTesib He ObUT uaeHTUdUIMPoBaH. [eHeTnuecknuit BapuaHT F508del BcTpeuasics v 73,0% 60JIbHBIX.

B CeBepo-KaBka3ckoM (eiepaibHOM OKpPyTe reHOTUIIMPOBaHMe MMPOBeAeHO 92,5% 6obHBIM (Tab. 18). B 4,6% ciyuaeB
ITATOJIOTMYECKUI aJIJTIeTb He ObUT MIIeHTU(UIMPOBaH. [eHeTnuecknit BapuaHT F508del BcTpeuasics y 32,4% GOIbHBIX.

B Mockse [JHK-gmaraocTmKoi GbUIO OXBAaUEHO 96,9% GOJIbHBIX (Tali. 19). B 2,4% cilyuyaeB IaTOIOTMUECKNI aJIelb He
6bUT MIeHTU(MIIMPOBaH. [eHeTMUecKkmit BapuaHT F508del BcTpeuascs y 71,4% maveHTOB.

B CaukT-IleTep6Oypre reHeTUUeCKOe KCC/IeI0BaHNe IIPOBeIeHo 98,9% 60IbHbIM (Tabi1.20). B 3,9% ciiyuaeB MaTojioruye-
CKU aJUTeJTh He 6bUT uaeHTH(uIMpoBaH. BapuaHT F508del BcTpeuasicst y 80,1% 60/TbHBIX.

Ta6nuua 19. YacToTa BAPpUAHTOB Ta6nuua 20. YacToTa BApMaHTOB
HYK/ICOTUAHOM I0C/IeJ0BaTEe/IbHOCTHU HYKJICOTUAHOM I0CIeJ0BaTe/IbHOCTHU
reHa CFTR B MockBe (nIpeicTaB/IeHbI reHa CFTR B CaHKT-IleTepOypre
reHeTMUeCK1e BapMaHThI C YaCTOTON (peacTaB/ieHbl TeHETUUECKUEe
6o0see 1,0%). BapMaHTBI C UaCTOTOM GoJiee 1,0%).

N  TeHeTuueckuin BapuaHT Yacrota, % N  TleHeTuueckuin BapuaHT Yacrota, %

reHa CFTR reHa CFTR

1 F508del 49,3 1 F508del 51,4

2 CFTRdele2,3 6,9 2 CFTRdele2,3 5,2

3 3849+10kbC->T 3,5 3 2143delT 3,6

4 2143delT 2,8 4 2184insA 3,0

5 E92K 2,7 5 G542X 2,8

6 1677delTA 2,5 6 N1303K 1,9

7 L138ins 2,3 7 3849+10kbC->T 17

8 W1282X 2,2 8 W1282X 14

9 2184insA 1,9 9 S1196X 14

10 N1303K 1,8 10 3821delT 14

1 G542X 1,6 1 R334W 1,4

12 L467F;F508del 1,0 12 L138ins 1
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Ta6nuua 21. IlepBbie M0 a/U1€/IBHOM UaCTOTE reHeTUUYeCKYe BapUMaHThI HYK/1€OTUHOM
mocjaeaoBaTeIbHOCTH reHa CFTR cpeou neTen v B3poc/ibIX (B MOPsIKe YOBIBAaHUA).

N n/n Detn (no 18 ner) B3pocnbie (18 net u cTapiue)
leHeTUYeCKUIA BapuaHT Knacc Yacrora, % leHeTMuecKuit BapnaHT Knacc Yacrora, %
reHa CFTR reHa CFTR

1 F508del Il 52,94 F508del Il 4774
2 CFTRdele2,3 Vil 6,29 CFTRdele2,3 Vil 5,63
3 E92K IV-v 34 3849+10kbC->T v 5,03
4 1677delTA | 2,81 E92K V-V 433
5 W1282X | 2,00 2184insA | 2,6
6 2143delT | 1,95 2143delT I 2,06
7 2184insA | 1,86 L138ins I\ 2,01
8 G542X | 1,54 N1303K I 1,61
9 L138ins 1% 1,51 G542X I 1,36
10 N1303K Il 1,49 394delTT I 1,16
i 3849+10kbC->T v 119 R334W v 1,01
12 L467F;F508del Il 1,01 - - -

[lepBrIe 0 UaCTOTE OAMHHAALAT BAPMAHTOB HYKJIEOTUIHOM I10CIIefoBaTeIbHOCTY reHa CFTR cpeliu ieTel U B3pOCJIbIX
MpeJicTaBJIeHbI B Ta0I. 21.

YacToTa IIaTOTeHHOT'0 BapMaHTa HYKJIEOTUIHOM nociieoBaTeibHoCcT F508del rena CFTR B oKpyrax mpejcTaBjieHa Ha
puc. 20. Ilo cTpaHe uacToTa cocTaBuiIa 51,55%.

LleHTpanbHbIl GeaepanbHblii OKpYr
CeBepo-3anaaHbiii beaepanbHblil OKpYr
HO>KHbIV deaepanbHbIn OKpYr
MpuBOIKCKNI PpeaepanbHbIN OKPYT
Ypanbckuit begepanbHblil OKpyr
Cnbupckuii dbeaepanbHblii OKpyYr
[anbHeBOCTOUHbIN deaepasibHbi OKpYr
CeBepo-KaBKa3cKkuii peaepanbHblii OKpyr
Mocksa

CaHkT-MNeTepbypr

%

60

Puc. 20. AnnenbHasa YactoTa reHetuveckoro BapunaHTta F508del rena CFTR.

31



Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

LleHTpanbHbIV dpenepanbHblil OKpyr
CeBepo-3anagHblii benepanbHbI OKpyYr
HOXKHbIV denepanbHbIin OKpyr
MpuBoKCKNI deaepanbHbIN OKPYT
Ypanbckuii degepanbHblii OKpyr
Cubupckuii begepanbHblit OKpYr
[anbHEeBOCTOUHbIN peaepasibHbii OKpYr
CeBepo-KaBKa3ckuii desepasibHbliii OKpyr
MockBa

CaHKT-lNeTepbypr

%

10

Puc. 21. YacToTta reHetnyeckoro BapmaHta CFTRdele2,3 rena CFTR.

YacToTa IaTOreHHOro BapyaHTa HYKJIeOTHUIHOM TTociiefioBaTeibHOCTY CFTRdele2,3 rena CFTR B OKpyrax IpejicTaBIeHa
Ha puc. 21. ITo cTpaHe yacTtoTa coctaBmia 6,11%.

YacToTa BapuaHTa HYKJI€OTUAHOM ITociienoBaTebHOCTU E92K reHa CFTR B OKpyrax IpeAcTaBjieHa Ha puc. 22. [lo ctpaHe
JUTeTbHAs YaCToTa COCTaBwWiIA 3,46%.

CooTHoOIIIeHNe TOMO3UTOT, reTepPO3UroT 10 reHeTMueckoMy BapuaHTy F508del rena CFTR, a Tak)ke reHOTUIIOB, He BKJTIO-
yatorux F508del, mpeacrasieHo Ha puc. 23. Ilo ctpane mons romo3uroT 1o F5o8del coctaBmia 28,2%, TeTePO3UTOT —
£46,9%, reHOTUIIOB 6e3 F508del — 24,9%.

YacToTa roMo3urort, retepo3urort rno F5o8del u renHoTunos 6e3 F508del cpeiu fieTel 1 B3pOC/IbIX TPeicTaBIeHa B TabI1. 22,
a B 3aBMCUMOCTMU OT 4-JIETHMX BO3PACTHBIX «IIIAarOB» — Ha PUC. 24.

LleHTpanbHbIl deaepanbHblii OKpyr
CeBepo-3anagHblit besepanbHbIv OKpyr
HO3KHbIV denepanbHbIit OKpyr
MpUBOIKCKMI dpeaepanbHbIi OKpYT
Ypanbckuit deaepanbHbii OKpPYr
Cnbupcknii begepanbHblii OKpYr
[anbHeBOCTOUHbIN PpeaepasbHbIN OKPYT
CeBepo-KaBKa3ckuii desepasibHbliii OKpyr
Mocksa

CaHkT-MeTepbypr

%

10

Puc. 22. YacTtoTta reHetnyeckoro BapuaHta E92K rena CFTR.
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LleHTpanbHbI denepanbHblii OKpyr
CeBepo-3anagHblit besepanbHbili OKpyr
HO>KHbIV denepanbHbIn OKpyr
MpUBOMKCKUIN depepanbHbIn OKpYr
Ypanbckuit depepanbHblil OKpyr
Cnbupckuii desepanbHblii OKpPyr
[anbHEBOCTOYHbIN PpeaepanbHbIi OKpYr
CeBepo-KaBKasckuit peaepanbHbii OKpYyr
MockBa

CaHkT-MeTepbypr

| W F508del/F508del

W F508del/He
F508del

M He F508del/He
F508del

%

100

Puc. 23. CooTHoLeHne roMo3unroT u reteposunrot no F508del, a Takxxe reHoTMNOB, He BKtoYatowmx B coctaB F508del.

Ta6nuiia 22. YacToTa roMO3UroT U reTepo3urot 1o F508del, a Tak:xe reHoTumnos 6e3 F508del

cpeny JeTen M B3pOC/IbIX.

pynna F508del / F508del F508del / He F508del
[etn, % 29,9 46,5

B3pocnble, % 23,7 48,0
100 - - - - -- -

80

60

%

40

20

0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 32-36
Bospacrt, roapbl

He F508del / He F508del

237
283

M He F508del/He
F508del

M F508del/He
F508del

W F508del/F508del

cTapwe 36

Puc. 24. PacnpegeneHne romo3urort, retepo3urot no F508del n reHotnnos 6e3 F508del B 3aBMCMMOCTM OT BO3pacTa 6O/bHbIX.
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O o= oo e e e e e e

B "Taxenble" reHoTUMbI

M "Markue" reHoTunbl

Yuncno naumeHTos, %

[etn (oo 18 ner) B3pocnble (18 net u cTapLue)

Puc. 25. CooTHOLLEHME «TAXKECTU» FEHOTUMOB B 3aBUCUMOCTM OT BO3pacTa.

«MsrKuii» TeHOTUII BBISIBJIEH Y 24,1% O60JIbHBIX. PacripesiesieHne «MITKMX» TEHOTUIIOB B 3aBMCMMOCTY OT BO3pacTa ITpe/i-
CTaBJIEHO Ha PUC. 25 U PUC. 26.

«TspKenpie» TEHOTUITBI JIOMUHUPYIOT KaK CPeay JIeTel, TaK U B3POCIIbIX, HO JI0 18 JIET X UaCTOTa COCTaBisieT 80,6%,
a mocJie 18 jieT — 63,3%.

«MsTKuit» TeHOTUII BbISIBJIEH Y 19,6% GOJILHBIX 10 12-JIETHEr0 BO3pacTa U y 66,7% MalMeHTOB cTapiie 36 JIeT.

B0 === === e e e
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o

o

=

I
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=

S 40 .

@©

cC

2 "Msrkue"
[~y

g reHoTUMbI
T

0-12 12-24 24-36 cTaplwe 36

Bospacr, rogbl

Puc. 26. Pacnpe.ueneHme «MArKNUX» FreHOTUMNOB B PA3/INYHbIX BO3PACTHbIX rpynnax.
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Mukpoo6mosiorus

OnpeesieHe XPOHUUECKON MH(EKIMM B HIDKHUX OT/Ie/IaX JbIXaTe/IbHbIX IyTei

1. Haymume XpOHMUECKOM CMHETHOMHOM MH(MEKIIMA OIIpeIesIaeTcs JIeUalM BpauoM COITIaCHO MOAUMUIMPOBAHHOMY
kputepuio JInaca (Leeds criteria) [2] n/uim 1o aHTUCHMHETHOMHBIM aHTUTeIaM [3]. [lalyeHT cuMTaeTCss XpOHMUECKH UH-
$MLIMPOBAHHBIM, €C/TM B JaHHBI MOMEHT WM B IOC/IeIHNME TOMbl ero IOKa3aTeIX COOTBETCTBYIOT HIDKECIeyIOIM
KPUTEPUSM U JIeUaLMii Bpay He CUUTAET, UTO €ro CTaTyC M3MEHMUJICH:

® 50% II0CEBOB MOKPOTHI, COOPAHHBIX B IIOCIEAHME 12 MeC. (M/IM XOTs ObI 4 TIOCEBa 3a 3TOT IIEPUOT) IOJIOKUTETbHEI;

2. XpoHnueckass MHQEKIUS APYTUMKA IPaMOTPUIIATEIbHBIMU OaKTEPUSAMMU OIIPEIeISeTCI 110 KPUTEPUIO, OIMCAHHOMY
BBIIIIE.

Ha puc. 27 npefcTaBieHO M3MeHeHMe XapaKTepa MHMUIMPOBAHMS PECIIMPATOPHOTrO TPAKTa B 3aBUCUMOCTH OT BO3pacTa.

S.aureus
MRSA

P.aeruginosa
XpoHuyeckas

P.aeruginosa
NHTEPMUTTUPYIOLLIAS

B.cepacia complex

Achromobacter sp.

S. maltophilia

Haemophilus
influenzae

NontubMycobacteria

04 4-8 8-12 12-16 16-20 20-24 24-28 28-32 >32
BospacT, rogbl

e E.COi

Puc. 27. iameHeHne xapaktepa MUKPOPNOpbl PECnMpaTopHOro TpakTa nauMeHToB ¢ MyKOBMCLMA030M B 3aBUCMMOCTM OT BO3pacTa.

Ta6nuia 23. U3MeHeHMe YacTOThI BCTpeuaeMocTH (%) pasIMuHO MUKPO(II0PbI peCIIMpaTOPHOro
TPaKTa MAaLMEeHTOB C MyYKOBUCLIM030M B 3aBUCMMOCTH OT BO3pacTa.

S.aureus  MRSA  Paeruginosa  P.aeruginosa  B.cepacia  Achromobacter S H. influenzae Nontub E. coli
XPOH. VHTEPM. complex sp. maltophilia Mycobacteria
0-4 58,2 3,6 7,2 18,8 1,0 23 2,8 6,7 0,3 9,0
4-8 74,9 5,6 15,7 18,9 2,6 4,0 4,0 57 0,7 3,6
8-12 7.2 43 26,2 19,6 1,2 6,7 49 31 1,2 1,4
12-16 62,9 78 444 15,3 5,7 8,2 5,2 23 0,8 2,7
16-20 59,4 41 46,9 12,1 10,2 13,6 6,8 1,6 14 4,0
20-24 59,4 5,0 53,2 12,8 15,1 73 1,8 0,5 2,5 0,5
24-28 50,0 4,0 53,9 8,6 6,6 15,8 4,6 0,7 2 4,0
28-32 48,1 1,9 53,7 6,5 12,3 9,3 37 0,0 2,0 8,5
>32 51,8 438 53,1 8,3 10,0 10,9 2,6 0,9 1,8 39
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IIpu o1leHKe MUKPOGMOIOIMUECKOTO0 ITPOMIMIIA PeCIIMPATOPHOr0 TPAKTa BhISBIEHO BO3PaCTaHMe YaCTOThI XPOHMUECKOT0
BBICEBA IPAMOTPUIIATEILHOM (DJIOPHI C YBEJIMUEHMEM BO3PacTa 6OJTbHBIX.

Hau6osbiras yacToTa MHMUIMPOBAHMUS S.aureus B BO3PACTHBIX TPYIINAX 4-8 JIeT 1 8—12 JIeT, TAe OHa COCTaBMIA 74,9% U
71,2% COOTBETCTBEHHO, P.aeruginosa — B BO3paCTHBIX IPYIIIaX 20-24 JIET, 24-28 JIeT, 28-32 JIET U CTapIIle 32 JIET C YaCTOTOM
53,2%, 53,9%, 53,7% " 53,1% COOTBETCTBEHHO, B.cepacia complex B rpyIiIie — 20-24 JIET C YaCTOTON 15,1%., S.maltophilia
B rpyIIe 16-20 j1eT — 6,8%. YacTora Achromobacter spp. MakCMMasIbHasl y IMMAlIMEHTOB B TPYIIIIe 24-28 jeT — 15,8%. MRSA
Hau6oJsIee pacIIpoCTPaHEeH B TPYIIIe 12-16 JIET C UaCTOTO 7,8%. Kuweuras nanouka Hanbosiee paclpocTpaHeHa B TpyIie
0-4 TOJIa C YaCTOTOM 9,0%.

YacToTa XpOHMUECKOTO MH(PUIIMPOBAHUS IbIXaTeIbHBIX MyTEeN Pa3IMuHOM ()JIOPOi MpefcTaBjieHa B MOPSAIKe YObI-
BaHus: S. aureus — 61,8%, P.aeruginosa - 48,1%, Achromobacter spp. — 7,4%, B.cepacia complex — 5,4%, MRSA — 4,8%,
S. maltophilia — 4,2%, E. coli — 3,8%, H. influenzae — 3,0%. [1os1 MaliMeHTOB, NH(PUIIMPOBAHHBIX HETYO6EPKYJIE3HBIMU
Murobaxrepusamu (HTMB) — 1,0%.

B Tal6i1. 24 oTpakeHa aCMMMETPMSI paclpeieieHnss MUKPOQIOPhI PECITMPATOPHOTO TPAKTA MEXKAY JeTbMU U B3POCIIBIMU
C yUeTOM IIePBOro, peuManBUPYIOIIEro NI XpOHNUYECKOI'O BbiCeBa.

Ha puic. 28 npejcTaB/ieHa IMHaMMUKa CTPYKTYPbhI MMKPO(IIOPHI PECITMPATOPHOrO TPAKTA IT0 JAHHBIM PETMCTPOB 2011—2021 IT.
MMKpPOGHOIOTMUeCKIt PO M/Ib PECIMPATOPHOTO TPAKTA MAIMEHTOB C MYKOBMCIMI030M B OKPYTaX IIpefiCTaB/IeH Ha PUC.

29.

Ta6nua 24. CpaBHUTE/IbHASA XapaKTePUCTUKA MUKPO(IOPhI peclIMpaTOPHOro TPaKTa geTen
M B3POCJIbIX.

®dnopa Bce Netn B3pocnble
S.aureus (xotsa 6bl 1 pa3 B rog uan MEHee YeM B NMOIOBMHE NOCEBOB) 9,8 12,4 3,8
S.aureus XpoH. 588 54,5 50,1
S.aureus 63,1 66,9 53,9
MRSA (xoT4 6b1 1 pa3 B rog uan MeHee YeM B MOJIOBUHE NMOCEBOB) 2,0 2,2 1,4
MRSA XpoH. 29 2,9 3,0
MRSA 4,9 5.1 4,4
P.aeruginosa nHTepm. 15,4 17,7 9,8
P.aeruginosa XpoH. 33,6 254 53,2
P.aeruginosa 49,0 431 63,0
B.cepacia complex (xots 6bl 1 pa3 B rog Uin MEHee Yem B NOSOBUHE NOCEBOB) 1,0 11 0,8
B.cepacia complex XpoH. 4,5 2,3 9,8
B.cepacia complex 5,5 3,4 10,6
Achromobacter spp. (xots 6bl 1pa3 B rog nan meHee Yyem B 10/10BUHE 10CEBOB) 2,3 2] 2,6
Achromobacter spp. XpoH. 53 3,6 9,4
Achromobacter spp. 7,6 57 12,0
S. maltophilia (xoTs 6bl 1 pa3 B rog UM MEHee YeM B NOIOBUHE NOCEBOB) 2,8 2,6 3]
S. maltophilia XpoH. 1,5 1,7 0,9
S. maltophilia 4,3 4,3 4,0
Haemophilus influenzae (xots 6bl 1 pa3 B rog UM MEHee YeM B NONIOBUHE NOCEBOB) 2,2 2,8 0,6
Haemophilus influenzae XpoH. 0,9 1,2 0,2
Haemophilus influenzae 31 4,0 0,8
Hery6epkynesHble MukobakTepuu 1,2 0,8 2,0
E. coli 3,8 4,0 35
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Puc. 28. lnHaMnka 4acToTbl BCTPEYaEMOCTN MUKPOPIOPbI PECMMPAaTOPHOro TpakTa Nno cpaBHeHWUIO ¢ pernctpamu 2011-2021rr.

LleHTpanbHbin denepanbHbIn OKpYr

CeBepo-3anagHbin degepanbHbIv
OKpyr

OxHbIN depepanbHbIN OKPYT

MNMpuBOMKCKUI hefepanbHbIn OKPYr

Ypanbckuii defnepanbHbIi OKpYr

Cnbupckuin depnepanbHbIn OKPYT

[JanbHeBOCTOUYHbIV depeparnbHbIi
OKpYyr

CeBepo-KaBka3sckuii degepanbHbii
oKpyr

MockBa

CaHkT-letepbypr

20

40

60

80

m Saureus
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" P.aeruginosa
XPOHWNYECKas

B P aeruginosa
VHTEPMUTTUPYIOLLIAS

B B.cepacia complex

m Achromobacter sp.

= Smaltophilia

m Haemophilus

influenzae

m NontubMycobacteria

m Escherichia coli

%

Puc. 29. Mukpobuonornyeckuii npoduab pecnmpaTtopHOro TpakTa NaumeHToB ¢ MyKOBUCLUOO30M.
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LleHTpanbHbIl desepanbHblil OKpyr
CeBepo-3anaaHblit beaepanbHblit OKpyr
HOKHbIV denepanbHbIv OKpyr
MpUBOMIKCKUIA denepanbHblii OKpyr

1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
:
v - 1
Ypanbckuii depepanbHblii OKpYr i
1
: M S.aureus
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
]
1

Cubupckuin degepanbHbliii OKpyr
p denep Py = MRSA
JanbHeBOCTOYHbIN denepanbHbIi OKpYr
CeBepo-KaBKa3sckuii pesepasibHblii OKpyr
Mocksa
CaHkT-lNeTepbypr
%

Puc. 30. Jonsg 60nbHbIX, UHOMLMPOBAHHbLIX S.qureus.

Ha puc. 30 mpejcTaBiieHa 0151 60JIbHBIX, MH(PUIIMPOBAHHBIX S.aureus u MRSA, KOTOpBIE IO CTPaHe COCTaBWIN 61,3% U
£4,9% COOTBETCTBEHHO.

Ha puc. 31 mpepcTaBieHa gosis 60J1bHbIX, MHMUIIMPOBAHHBIX P.aeruginosa, KoTopas II0 CTpaHe cocTaBMiIa 33,6%. o
MMal[MeHTOB C MHTEPMUTTUPYIOLIMM BbICeBOM P.aeruginosa coctTaBmia 15,4%.

LleHTpanbHbIl pesepanbHbI OKpyr
CeBepo-3anagHbln depepanbHbIi OKpyr

KOKHbI bepepanbHbliit OKpyr

M P.aeruginosa

MpuBoXKCKUIA depepanbHbli OKpyr XPOH.

Ypanbckuii pesepanbHbliii OKpYr

1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
:
! .
: W P.aeruginosa
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
1
]
1

Cubupckuit pepepanbHblii OKpYr MHTEPM.
[anbHeBOCTOUHbIN denepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHblli OKpyr
Mocksa
CaHKT-MNeTepbypr
' %

0.0 10.0 20.0 30.0 40.0 50.0 60.0

Puc. 31. Jona 6onbHbIX, MHOUUMPOBaHHbLIX P.aeruginosa.
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LleHTpanbHbIl desepanbHbi OKpyr
CeBepo-3anagHblit deaepanbHbii OKpyr

HOsKHbIN desepanbHbii OKpYr

1
1
1
1
1
1
1
1
i
1
] M B.cepacia
MpuBoOMIKCKUIA denepanbHbI OKpyr : complex
| XPOH.
Ypanbckuin degepa 1o | .
panbcknin bepepanbHblil OKpyr i e
. o ! comple
Cnbupckuii depepanbHblin OKpyr : plex
1
1
[lanbHeBOCTOUHbIN deaepanbHbIi OKpyr .
1
1
CeBepo-KaBKasckuit desepasnbHblil OKpyr :
1
1
Mocksa i
1
1
CaHKT-MNeTepbypr :
%

8.0

Puc. 32. Jons 6onbHbIX, UHGMUMPOBaHHbIX B.cepacia complex.

Ha puc. 32 mpeacraBiieHa gosist 60JIbHBIX, MHPUIIMPOBAHHBIX B.cepacia complex, KOTopast B CTpaHe COCTaBMIaA 5,5%: XOTs
ObI 1 pa3 B roji MJIM MeHee UeM B ITI0JIOBMHE IIOCEBOB — 1,0%; XPOHUUECKUI — 4,5%.

Ha pmc. 33 nipeacTarieHa ot 60JbHBIX, MHPUIIMPOBAHHEIX Achromobacter spp., KoTopas B CTpaHe cocTaBwia 7,6%:
XOTsI OBI 1 pa3 B roJI WJIM MEeHee UeM B IT0JIOBMHE TIOCEBOB — 2,3%; XPOHUUECKUI — 5,3%.

LleHTpanbHbIN depepanbHbIi OKpyr
CeBepo-3anagHblvi desepanbHbli OKpyr

HOXKHbIN desepanbHbili OKpyr

B Achromobacter

MpuBOMKCKMI PeaepanbHbIi OKPYr SP. XPOH.

Ypanbckuin desepanbHbii OKpyr
m Achromobacter

Cnbupckuii beaepanbHbIi OKpyr sp.
[anbHeBOCTOYHbIN dheaepanbHbIi OKpyr
CeBepo-KaBKa3cKkuii pegepanbHblit OKpyr

MockBa

CaHkT-MeTepbypr

%
0.0 2.0 4.0 6.0 8.0 10.0

Puc. 33. Jona 6onbHbIX, MHGUUMpPOBaHHbIX Achromobacter spp.
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LleHTpanbHbI denepanbHbiii OKpYr
CeBepo-3anagHbiit begepanbHblil OKpyr

HOKHbI denepanbHblit OKpyr

B S. Maltophilia

MpuBoKCKMI depepanbHbii OKpyr XPOH.

Ypanbckuin besepanbHbin OKpyr
H S. maltophilia
Cnbupcknin dpepepanbHbliii OKpyr
[anbHeBOCTOYHbIN pesepanbHbI OKpyr
CeBepo-KaBKa3scKkuii denepasibHblii OKpyr

Mocksa

CaHKT-lMeTepbypr

0.0 1.0 2.0 3.0 4.0 5.0

%

Puc. 34. ona 6onbHbIX, MHOUUMpPOBaHHbIX S.maltophilia.

Ha puc. 34 nipefcraBieHa 105151 60JIbHBIX, MHPUITMPOBAHHBIX S.maltophilia, KOTopast B CTpaHe COCTaBMJIA 4,3%: XOTSI ObI
1 pa3 B roJi WM MeHee, UeM B ITOJIOBMHE TTOCEBOB — 2,8%; XpOHMUECKUM — 1,5%.

Ha puc. 35 mpeacTaBiieHa qosist 60JIbHBIX, MHGUIIMPOBaHHBIX Haemophilus influenzae, koTopasi B CTpaHe cocTaBWIa 3,1%:
XOT$ GBI 1 pa3 B IO WJIM MEHEe UeM B IT0JTOBUHE ITOCEBOB — 2,2%); XPOHUUECKUIT — 0,9%.

LleHTpanbHbI deaepanbHbIi OKPYr
CeBepo-3anagHbiii degepanbHbIi OKPYr

KOKHbIV penepanbHbI OKpYr
B Haemophilus

influenzae
XPOH.

MpuBoKCcKMIA depepanbHbI OKPYF

Ypanbckuin desepanbHblii OKpyr i

Cnbupckuii depepanbHbli OKpPYr e
JanbHeBOCTOUHDBIM defepanbHbliii OKPYT
CeBepo-KaBKasckuii desepasibHblil OKpyr
Mocksa
CaHkT-MeTepbypr
%

8.0

Puc. 35. Jons 60onbHbIX, UHGMUMPOBaHHbIX Haemophilus influenzae.
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Mwukpo6uonorus

LleHTpanbHbIl desepanbHbli OKpYr

CeBepo-3anaaHbiii pesepanbHbli OKpYr

HOKHbI bepepanbHblil OKpyr

MpuBOMKCKUIN desepanbHbIv OKpyr

Ypanbckuii bepepanbHblit OKpyr

M E.coli
Cnbupckun depepasnbHbliii OKpYr
JanbHeBOCTOUHbIV desepanbHbI OKpyr
CeBepo-KaBkasckuit degepanbHblil OKpyr
Mocksa
CaHKT-lMeTepbypr
%

Puc. 36. Jons 60onbHbIX, UHOMUMPOBaHHbLIX E.COoli.

Ha pwuc. 36 mpejacTasiieHa 105151 60JIbHBIX, MH(PUIIMPOBAHHbIX E.coli, KOTOpas B CTpaHe cocTaBmia 3,8%.
Ha pwc. 37 npeficTaBieHa 71011 60JIbHBIX, MHPUIIMPOBAHHBIX Hemyb6epKynesHviMu MUuKo6axmepusiMu, KOTopasi B CTpaHe
cocTaBmia 1,2%.

LleHTpanbHbIV deaepanbHbIn OKpyr
CeBepo-3anagHblii desepanbHbI OKpyr
HOKHbIN depepanbHblii OKpYr
MpuBoMXKCKUI defepanbHbI OKpyr

Ypanbckuit bepepanbHblii OKpyr B HeTybepkynesHble

MUKOBaKTepun
Cunbupckuii desepanbHbI OKpYr
L[anbHeBOCTOUHbIV deaepanbHbI OKpyr
CeBepo-KaBKa3sckuit desepanbHbIi OKpyr
Mocksa
CaHkT-lMeTepbypr
%

Puc. 37 Jonsa 60nbHbIX, UHPULMPOBAHHbLIX HETyOepKy1e3HbIMU MUKOOAKTEPUSIMA.
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PecrimpaTopHas hpyHKUMUA

CriMpoMeTpusi — CaMbli pacIIpoCTPaHEeHHbIN ¥ BaXKHBIN METO/T OLleHKM PeCIMPaTOPHOM QYHKIUM Y TAIIEHTOB
MYKOBUCITT030M. KJTIOUEBBIMM CITMPOMETPUUECKMMM BeJIMUMHAMMU SIBJISTIOTCST (pOpCHpPOBAHHAS XKM3HEHHAS
eMKocThb jierkux (OYKEJI) 1 o6bemM popCHpOBaHHOTO BBIIOXA 3a 1-10 CEKYHIY (O(DBl). [TokazaTenu (YHKIMM BHEITHETO
neixauus (OBI) — OXKET n O(DB1 — U3MEPSIIOTCS B JIMTPaAX, HO BRIPAXKAIOTCS, Uallle BCEro, He B aOCOJTIOTHBIX BEJIMUMHAX,
a B IIPOLIEHTHOM OTHOIIIEHNM K TaK Ha3bIBa€MbIM «JOJDKHBIM» 3HAUEHMAM (% JOJDK.). ITO BeJIMUMHEI, XapaKTePHbIE /IS
3J0POBBIX JIIOJIE TOTO JKe I10J1a, BO3PACTa, Pachl M POCTA — HOPMaJTbHBIE ITOKa3aTe IV I JJAHHOM MOy Isiiun. B HacTo-
SIIIeM oTueTe GbUIM MCIIOIb30BaHbI O/DKHbIe BesmunHbl G.Polgar et al. (1971) myis meteii [4] n pa6oueit rpymisl EBporesi-
cxoro coo6uecrtsa craym 1 yris (ECCS, 1993) 1 B3poCiIbIX [5].

CrnvpoMeTpusi 32 OTUETHBIV rof, 6bUTa IPOBeieHa 57,9% GOJIbHBIM MYKOBUCIIMIIO30M CTapIIie 5 JIeT (P 3TOM AETsIM B 57,3%
CJTy4yaeB, B3POCIIbIM — B 59,2%). O6beM IIPOBeIeHNs CIIMPOMETPHUM B (heflepaIbHbIX OKPYyrax IIpecTaB/IeH Ha pyc. 38.

LleHTpanbHbIi desepanbHbI OKpyr
CeBepo-3anafHbliit deaepanbHblii OKpyr

MpuBOMKCKMI denepanbHbIvi OKpyT
i i i i . M [lpoBeseHa

Ypanbckuii desepanbHbliii OKpyr

Cubupckuii depepanbHblit OKpYr
[anbHeBOCTOUHbIN desepanbHblit OKpyr B He nposeseHa
CeBepo-KaBKasckuii desepanbHblilii OKpyr

MockBa

CaHkT-lMeTepbypr

I t t t t { %

120~ mmmm e e e e e

100

80

60

%00N3K.

B0 mmm e e e

5-8 8-12 12-16 16-20 20-24 24-28 28-32 6onee 32
BospacT, rogpl

emmw(OPB1 (MeamaHa) e bIKE/ (MegmnaHa)

Puc. 39. Nokasatenun cnmpomMeTpumn B 3aBUCMMOCTIN OT BO3pacTa NaunmeHToB.
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PecnupartopHas pyHKumus

(00 o

H (o)} (04}
o o o

Yncno naumeHTtoB, %

N
(@]

Oetn (ot 5 go 18 ner) B3pocnble (18 net u ctapLue)

B po 40 %ponx. B 40-70 %pomk. M 6onee 70 %ponxk.

Puc. 40. Tnctorpamma pacnpegenerna OPB1 cpeamn neten n B3pocC/blXx.

Cpenuue nokasatenn O®B1 1 O®XKEJI coctaBuiu 79,2+28,9 %O0/mK. 1 86,6+23,3 %I0/IK., COOTBETCTBEHHO. MeiMaHBbI: 81,3
(39,0) % momx. 1 89,0 (29,0) % IOJIK., COOTBETCTBEHHO.

Ha puc. 39 nokazano nameHernue OOB1 1 OJKEJI B 3aBUCUMMOCTHM OT Bo3pacTa nanyueHToB. [Tokazatenu OOB1 u OXKE/T y
JleTelt cocTaBWiIn 87,4 + 25,9 1 89,6 + 22,3 %[10/DK. COOTBETCTBEHHO (MeauaHbI: 89,0 (29,0) 1 91,0 (26,0), COOTBETCTBEHHO).
AHaJIOrMUHbIe ITOKA3aTeIN Y B3POCIBIX — 62,4 + 27,5 1 80,6 + 24,2 %I0/DK., COOTBETCTBEHHO (MeanaHbl: 60,0 (40,7) 1 81,8
(35,0), COOTBETCTBEHHO).

I'mcrorpamma pacnipefennenus OOB, cpesn neTent ¥ B3pOC/IbIX IPeICTaBIeHa Ha PUC. 40.

B Tabs1. 25 mpeACcTaBIeHbI CPeTHNYE Y MeAVIAHBI OCI)Bl y OYKEJI rmarmeHTOB C MyKOBUCIIMA030M, IIPOKMBAIOIIMX B OKPyTax
PO.

Ta6muua 25. Cpegaue u meguansl 0@B1 1 ®JKEJI malieHTOB C MyYKOBUCIIM030M, ITPOKMBAIOLIUX B
denepanbHbIX OKpyrax PO.

Okpyr Cpepnee * SD, %ponx. MepwaHa (IQR), %ponx.
0DB1 DXEN 0®B1 DXEN
LientpanbHbiii ®0, n = 562 79,5+31,0 89,4+213 82,0 (38,0) 92,0 (26,0)
CeBepo-3anagHblit ®O, n =154 86,2+ 28,4 91,6 + 23,1 94,1 (40,2) 96,5 (31,8)
tOxHbIA ®O, n =129 70,2 £25,2 78,7 +20,9 72,0 (35,0) 79,0 (27,0)
MpuBonxckuit ®O, n = 377 811+ 28,6 85,6 + 24,1 86,0 (39,5) 87,0 (28,5)
Ypanbckuit ®0, n =145 78,4 32,0 87,8 +30,2 77,2 (46,5) 86,9 (32,6)
Cnbupckuii ®0, n =211 79,0 + 24,2 83,8+215 80,0 (33,9) 85,0 (27,0)
[JanbHeBocTouHbIn ©0, n =79 72,7 £28,6 83,8+ 26,0 76,0 (47,8) 87,0 (37,0)
CeBepo-KaBka3ckuit 0O, n = 82 76,9 23,2 83,0+20,3 79,2 (35,5) 85,4 (34,3)
Mocksa, n =163 7414293 89,3+234 77,0 (51,0) 92,0 (31,0)
CaHkT-Metep6ypr, n = 84 90,6 + 27/ 95,4+ 21,3 97,41(37,3) 100,3 (24,8)
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HyTpUTUBHBIN CTATYC

HyTpUTUBHBIN CTATyC NAlMEHTOB PACCUMTHIBAJICS HA OCHOBAHMM JaHHBIX MacChl Tejla, pocTa 1 Bo3pacTa. OLieHnBasIu
HYTPUTUBHBINA CTATYC MAIMEHTOB C MYKOBMCIIMIO30M C ITOMOIIbI0 MHAeKca Maccel Tesia (MMT) mo Quetelet (macca (kr) /
poct (m)?) [6]. [I711 B3pOCIIbIX MTALIMEHTOR C MYKOBUCIIMA030M LiejieBbie 3HaueHuss IMT cocTaBmn 22 Kr/M? 17151 KeHIIH 1
23 Kr/M? 1t My>KuMH [7]. BcemupHas opraumnsanys sapasooxpanens (World Health Organization — WHO) pekomenyeT
KOHCTaTUPOBATh HEJJOCTATOUHOCTb IIMTAHMS Y IIOJPOCTKOB M B3POC/bIX, ecyiv MMT cocrasiser < 18,5 Kr/m? (Reportof a
WHO ExpertCommittee, 1995). IIpu olieHKe HYTPUTMBHOIO cTaryca geteir UMT olieHMBaICS B CMCTEME ITePIIeHTHUIIEN.
IeplieHTU/Ib ITOKA3bIBAET, KAKOI IIPOIEHT JeTel U IIOAPOCTKOB TOTO JKe I10j1a M Bo3pacTa MMeloT 3HaueHne UMT Hinke
M3MEPEHHOr0 Y JaHHOTI'O MaleHTa C MyKOBUCLIMI030M. Pa3rpaHMUmMBaioT 3 30HbBI, KOTOPbIE COOTBETCTBYIOT MHTEPBAIAM
IO 25-TO NIEPLIEHTWIS, 25—75-7 IIEPLIEHTU/Ib U BBIIIE 75-TO II€PLEHTWIA. Pe3y/IbTaThl, KOTOphIE VKIAABIBAIOTCS 10 BCTpe-
YaeMOCTH B JMala3oH [0 25-TO IEePLIeHTUIS BKIIOUMTEIEHO, OTHOCSITCH K 30He «HU3KUX» 3HAUEHUI. 30HE «BBICOKMX»
3HAUEHMI COOTBETCTBYIOT Pe3yJIbTaThl, OTHOCAIIMECS K JMAla30Hy OT 76-T0 [0 100-TO MePLEHTMIS BKIUNTEIBHO. 3a
HOPMaJIbHbI€ BEJIMUMHBI IIPUHATHI 3HAUeHMsI B MHTepBasie («<KOPUIope») OT 26-T0 [0 75-TO epLieHTWIs. I]e/IeBbIM 3Haue-
HMEM IyId IeTeil U ITOJPOCTKOB C MYKOBUCIMI030M SIBJISIIOTCS ITOKA3aTeIM 50-T0 IEePLEHTHUIIA 3[0POBBIX JETEN TOTO e
rosia ¥ Bo3pacta [7]. Pacuet nepiientmsieit MUMT mpoBOAWICS IpU MOMOLIY ITpOorpaMM BceMupHOI opraHmu3any 3apa-
Booxpanenusi: WHO Anthro (mys mereit mo 5 yiet) 1 WHO Anthroplus (mis metent crapiie 5 jtet) (http://www.who.int/
childgrowth/software/en/ u http://www.who.int/growthref/tools/en/) [8]. [/ oLleHKM ITOKa3aTesiei pocTa U Beca JeTei
panHero Bospacra (o 2 stet) MMT He npumenseTcs. IIpy MyKOBUCIIMIO3€ IS IeTel MJIaIIero Bo3pacTa UCII0Ib30Ba/IA
Macco-poctoBoit nHpaekc (MPY) ((dpakTmnueckas macca / uaeaabHass Macca 10 POCTY M II0JTy) X 100%). EBpomerickumu
3KCIIEPTaMM PEKOMEHIOBAHO KOHCTATUPOBATh HEIOCTATOUHOCTD IIUTAHMS Y 3TOM I'PYIIIbI HAI[MEHTOB, eC/IM MPOLEHT
COOTBETCTBMSI MacChl II0 POCTy M MPU < 90% [6].

U3MepeHye HyTPUTUBHOTO cTaTyca (OI[eHKa M POCTa ¥ MACChl TeJla) 3a OTUETHBIN rof GbUIO IIPOBEIEHO Y 82,7% MalMeH-
TOB (meTaM B 82,0%, B3POCIIBIM — B 84,3% ciiyuaeB). UacToTa OLIEHKM MacChl Tejla M pOCTa MalMeHTOB B (peiepaIbHbIX
OKpYyrax IpejicTaB/IeHa Ha PUC. 41.

LieHTpanbHbI desepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
HOKHbI denepanbHblit OKpyr

anBOI’I)KCKMM ¢e,u,epa/1bH|>|M OKpyr | | ﬂpeACTaBneHbl

. . | [aHHble
Ypanbckuin besepanbHbin OKpyr

Cubupckuin besepanbHblii OKpyr

M He npepcrasneHbl

[anbHeBOCTOUHbIN desepanbHbIi OKpyr [aHHble

CeBepo-KaBKa3scKkuii denepasbHblii OKpyr
Mocksa

CaHkT-lNeTepbypr

60 80 100

Puc. 41. OueHka HyTpPUTMBHOIO cTaTyca y NauMeHTOB MyKOBUCLIMAO30M.
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HyTputnBHbINA cTaTyC

Ta6nmuia 26. [TepueHTUIN Macchl Tela y JAeTe (0 10 JIeT): omucaTe/IbHasA CTAaTUCTUKA 0 perMoHaM.

Perunon Yncno nauneHToB CpenHee 3HayeHue HwXHWin kKBapTUIb Megnana BepxHuin kBapTunb
+SD (3HaueHme, Huxe (3HayeHwme, Bbie
n He yKa3aHo
HaveH/e. N KOTOPOr0 HaXOAMUTCS KOTOPOr0 HaXOAUTCSt
’ uetBepTb (25%) 4etBepTb (25%) AaHHbIX)
[aHHbIX)

LleHTpanbHbin ®O 292 8 48,4£30,2 24,2 46,2 76,6
CeBepo-3anagHblin ©O m 2 491+33,9 16,2 50,4 80,6
fOxHbIN O 95 3 371+28,6 10,5 34/ 58,3
MpuBomkcknii @O 222 8 40,9+29,2 13,6 36,7 62,9
Ypanbckuit @O 13 5 34,0279 5 29,8 52,0
Cubupckuit O 156 6 39,3+29,1 16,4 335 58,9
[lanbHeBocTouHbIN O 56 0 38,5+27,6 13,1 39,2 60,1
CeBepo-KaBkasckuit @O 91 7 32,3+28,4 8,2 24,8 51,0
MockBa 52 0 54,2+29,4 31,6 52,8 81,9
CaHkr-lMetepbypr 64 1 53,3+35,3 15,8 65,3 84,3

[Toka3aTe HyTPUTUBHOTrO cTaTyca feteit PO coctaBwm: Mmeauana (IQR) meprieHTW IS Maccel Tena (Y geTei 10 10 JIeT)
- 38,8 (52,0), Meguana (IQR) mepueHTmIsg pocta — 42,7 (58,0) (v meteit ot o o 18 jtet), mepiientniib UMT (y meTeit oT 2 10
18 j1eT) — 29,5 (51,0).

[Toka3aTeI Macchl Tejla Cpey eTeli (o 10 JieT) B pefiepaibHbIX OKPYTaX MpeICTaB/IeHbI B Ta0J. 26.

Ha puc. 42 npeficTaB/ieHbl MeIMAaHbI MACChI TeJ1a AeTel C MyKOBUCLIMI030M B 3aBUCMMOCTHM OT BO3pacTa.

60
50
40
30

20

10

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

MeaunaHa maccbl Tena B NPOLEHTUNAX

Bo3pacr, roabl
——QO6WWan rpynna  es=Ny;KCKON MNO/1  e=mmm}KeHCKUI NON
Puc. 42. MegnaHa Maccbl Tena B NepLeHTUISX B 3aBUCMMOCTK OT Bo3pacTa (4o 10 neT): kpacHasa CniowHas NMHUS — XEHCKUA non,

CUHSS — MY>XCKOW, YepHas — obLlee 3HayYeHne no rpynne, KpacHasa npepbiBuCTas — Lenesoe 3HadeHne (50-1 nepueHTunb), 3eneHas
npepbiBucTas — 25-n nepueHTUb.
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Ta6mua 27. IleprieHTHIM pocTa y AeTei (70 18 j1eT): onMcaTe/IbHasg CTaTUCTUKA 10 perMoHaM.

PerunoH Yncno naumeHToB CpepHee 3HauyeHue HwxHWiA KBapTUIb MepmaHa BepxHuit kBapTMAb
+SD (3HayeHwme, (3HayeHwme, BbiLe
N N He yka3aHo
HIKE KOTOPOro KOTOPOTrO HaXOAMUTCS
3HayeHue
HaxoamTCs yetBepTb (25%) AaHHbIX)
uetBepTb (25%)
[aHHbIX)
LleHTpanbHbin @O 517 13 49,9+31,6 21,5 48,8 776
CeBepo-3anagHblii ©O 181 5 44,9+31,9 14,9 40,1 73,9
OxHbIA O 168 13 43,7+32,4 13,9 38,2 76,6
Mpueomxckuin @0 428 15 44,4+30,5 16,2 43,8 70,9
Ypanbckuit ©O 206 7 41,8+31,0 14,2 35,8 69,1
Cubupckuin ©0 276 1 43,5+31,6 12,6 433 70,0
[lanbHeBocTouHbIN O 88 3 44,7+30,5 16,3 45,2 70,9
CeBepo-KaBkascknit @O 126 12 35,0+29,2 10,6 28,1 60,6
MockBa 92 0 52,3+29,2 32 48,6 78,3
CaHkT-lMetepbypr 96 2 46,9+32,5 14,8 40,7 75,6

IMokasaTenu pocta AeTen (1o 18 j1eT) B (hefiepasIbHBIX OKPYTax IpeiCTaB/IeHbl B TA0I. 27.
Ha puc. 43 ipefcTaBieHa MeaHa pocTa B 3aBUCMMOCTH OT BO3pacTa JeTe.
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Bo3pacrT, roabl

——Q06wWan rpynna e NyKCKOM MO/1 e }KeHCKNI MO

Puc. 43. MegunaHa pocTa B NepUeHTUAaxX B 3aBUCMMOCTI OT Bo3pacTa (40 18 neT): kpacHas CniowHasa IMHUA — XEHCKUIM NOJ, CUHASA
— MY>XCKOW, yepHasi — obLLee 3Ha4YeHme No rpynne, KpacHas npepbiBMCTasn — Lenesoe 3HadeHune (50-1 nepueHTunb), 3eneHas npepbi-
BucTas — 25-n nepueHTuIb.
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HyTputnBHbINA cTaTyC

Ta6nmuua 28. llepuentwivu UMT y geteit (0T 2 10 18 j1eT): onMcaTe/IbHask CTATUCTUKA 10 PErMOHAM.

Pernon Yncno naumeHToB CpepHee HwxHWin kKBapTUIb MegunaHa BepxHuit kBapTUIb
3HayeHue (3HaueHwe, Huxe (3HaueHue, Bbilwe
N N He yka3aHo
SHaUCHIE +SD KOTOPOr0 HaXOAUTCS KOTOPOr0 HaXOAUTCS
yeTBepTb (25%) AaHHbIX) yeTBepTb (25%)
[aHHbIX)

LlentpanbHbin ®O 472 8 39,7+30,5 1,7 32,5 65,2
CeBepo-3anagHbin ®0 1 0 37,3£31,2 9,9 29,5 63,3
HOxHbIN O 154 2 33,6+27,8 15 274 54,8
MpuBomkckuin GO 398 6 36,2+29,8 10,2 291 57,9
Ypanbckuit @O 189 6 33,3+29,2 81 26,1 56,7
Cubupckuit @0 263 4 37,5+31,3 9,3 30,2 62,7
[anbHeBocTOUHBIA O 83 2 31,3+26,7 9,3 233 52,4
CeBepo-KaBkascknit ®O 17 3 36,2+30,4 10,7 28,8 59,9
MockBa 84 1 44,9+29/1 19,9 4,5 68,8
CaHkr-lMetepbypr 90 0 38,9+31,8 10,0 31,4 67,0

Cpenut meTeit oT 2 0 18 jteT MeAuaHa rneprenTuis UMT (puc. 44) coctaBuiia 29,5 (51,0): IIS MaJIbBUMKOB — 30,9 (55,0), I
IeBouek — 28,4 (48,0). lleprentiib UMT<25 HaGII0gaCcs B 45,2% C/TyuaeB: Y MaJIbUMKOB — B 44,0%), Y IEBOUEK — B 46,3%.
IMokasartenu MMT pmetein (0T 2 1o 18 j1eT) B (pefiepaIbHbIX OKpPyrax IIpeiCcTaB/IeHbl B Talsl. 28.
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BospacrT, rogbl

——QO6wan rpynna esssN\y}KCKOM NOJ/I ===} eHCKWI NON

Puc. 44. MegnaHa VIMT B nepueHTUISX B 3aBUCUMOCTM OT BO3pacTa (0T 2 Ao 18 neT): KpacHasa CnIoLWHaA NIMHUS — XXEHCKUIA NOA, CK-
HAS — MY>XCKOW, YepHasa — obLee 3HayeHne Nno rpynne, KpacHas npepbiBucTas — Lenesoe 3HaveHne (50-1n nepueHtunb), 3eneHas
npepbiBUcTas — 25-n nepueHTUb.
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Ta6mna 29. HyTpUTUBHBIN CTAaTYC B3POC/IbIX (18 JIeT M cTapiile): onucaTe/IbHas CTATUCTHKA 10
peruoHam.

Pervnon Yucno naumeHToB Macca Tena, kr Pocr, cm NMT, kr/m?
N (cpenHieS.ﬁl,)H)aqume (cpenHieS.ﬁl,)H)aqume CpepnHee 3HaueHne  Mepguana (IQR)
+SD
LleHTpanbHbiii @O 334 56,5+11,6 168,2+8,9 19,9+3,1 19,5 (3,8)
CeBepo-3anagHbin ®0 73 57,2413,3 168,9+10,1 19,9431 19,5 (3,9)
IOxHbIA O 62 55,1111 169,7£8,0 19,0+2,8 18,6 (2,9)
Mpusomxckuit @O 188 56,0+11,9 168,5+9,3 19,613,3 19,4 (4))
Ypanbckuit @O 64 55,8+13,5 166,2+10,4 20,1£3,9 19,5 (4,8)
Cubupckuit @0 75 55,011,7 168,1+8,3 19,443,6 18,5 (3,8)
[anbHeBoCTOYHbIN O 47 54,0+12,8 165,5+16,5 19,4433 18,8 (5,1)
CeBepo-KaBkascknii O 22 59,4+12,4 170,181 20,4+3,5 19,7 (4,9)
MockBa 156 56,7+10,7 168,7+8,3 19,8431 19,6 (3,6)
CaHkT-lNeTep6ypr 42 59,2+13,6 170,0+10,0 20,343,2 19,7 (4,2)

ITokasaTeau HYTPUTMBHOIO CTaTyca B3POCIBIX coctaBwim: Memuana (IQR) maccel Tena — 54,0 (15,0) Kr, pocTa —
168,0 (13,0) cM, IMT - 19,3 (4,0) Kr/m2 [loKa3aTeau HYTPUTUBHOIO CTaTyca CPeau B3POC/IbIX B (pelepaibHbIX OKPyrax
MpeJICTaBJIeHbI B TA0J. 29.

Cpenm B3pocibix Meanana MUMT (puc. 45) coctaBmna 19,3 (4,0) Kr/M2, I My>XUMH — 19,6 (4,2) Kr/M?, I YKEHIIUH —
18,8 (3,5) Kr/m2. IMT<18,5 Kr/M> HaG/II0aJICS B 39,2% CJIyUaeB: Y MY)XUMH — B 36,0%), Y YKEHIIIUH — B 42,7%.

25

MepgunaHa UMT B Kr/m?

15

18-19 19-20 20-21 21-22 22-23 23-24 24-25 25-26 26-27 27-28 28-29 29-30 30-31 31-32 32-33 33+
Bo3spacr, roapl
——QO6wan rpynna esss\y}KCKOM NO/I ===} eHCKWI NON
Puc. 45. MegnaHa VIMT y B3poC/ibiX NaLMEHTOB C MyKOBUCLIMAO30M (CTapLue 18 neT) B 3aBUCMMOCTU OT BO3pacTa: KpacHas CriowHas
JIMHUS — XXEHCKUI NMOJI, CUHASA — MYXKCKOM, YepHas — obLLee 3HaYeHre Mo rpynne, NpepbiBUCTas KpacHas IMHUS — Lie/IeBOE 3HaYeHne

ONS XKEHLWMH (22 Kr/M2), NpepbIBUCTasa CUHASA IMHUA — Le/1eBOE 3HAYeHME ONA MYXUMH (23 Kr/M2), NnpepbiBUCTaa 3e/1eHas IMHUSA —
HWXXHAA rpaHuua HopMbl (18,5 kr/m2).
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HyTpuTnBHbINA CTaTyC U pecnupatopHas GyHKLnS

HyTpUTHUBHBINM CTaTyC ¥ pecnMpaTopHast PyHKIUSA

IMokasaTtenu OBJI, BeIpa)KeHHbIE B IIPOLIEHTAX OT AO/DKHBIX 3HaUeHMi (% JI0JDK.) B 3aBMCMMOCTM OT HYTPUTUBHOTO CTa-
Tyca OpeACTaBIeHbl Ha PUC. 46 U PUC. 47.

IloyueHHble rpadMKyu OeMOHCTPUPYIOT, UTO MOKa3aTeau pectupaTopHoit dyHkimu (OOB, u ®YKEJT) nanmeHTOB BO3-
pacTaT IpM YIYUIIeHUU HYTPUTUBHOrO ctatyca (yBemmuennu MMT). BsaumocBsa3s Mexay BemmunHoin VIMT u O®DB,
601ee OueBM/IHA JIJ1s MTAI[MeHTOB C MYKOBMUCLIMA030M CTapie 18 JieT.

110 +
100 A
90 -
80 -
70 A
60 -
50 A
40 -
30 -
20 -
10 -

®BL, %aonx.

<12,5 12,5-25 25-37,5 37,5-50 50-62,5 62,5-75 75-87,5 87,5-100

UMT, nepueHTUNb

Puc. 46. MegunaHbl cCnMpoMeTpUYECKNX nokasaTtenen y AeTen n nogpocTkoB C MyKOBUCLMAO30M (OT 5 go 18 net) B 3aBUCMMOCTU OT
HYTPUTUBHOIO CTaTyca.

100 +
90
80 -
70 -

40 -
30 -
20 -
10 -

OB, %aonk.
(9]
o

<14 14-16 16-18 18-20 20-22 22-24 >24
NMT, Kr/m2
e (DBl (MeguaHa), %aonk. esmOIKE/ (MeanaHa), %40MK.

Puc. 47. MegunaHbl CnMpoOMEeTPUYECcKMX nokasaTtesnien y B3pOoC/blX NauMeHTOB MyKOBUCLMOO30M (CTaplie 18 neTt) B 3aBUCUMOCTM OT
HYTPUTUBHOIO CcTaTyca.
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Ocno;xkHeHMs 3a00/1IeBaHUA B TEKYIIeM oy

Ha puc. 48 oTpaykeHa UyacToTa pa3sBUTHS a/UIEPIMUECKOro 6POHX0JIerouHoro acreprmsuiesa (ABJIA), caxapHoro ana6eTa
C eXXeJHEBHBIM MTPYMEHEeHEM MHCYJIMHA, ITHEBMOTOPAaKca (C ApeHMPOBaHMEM I'PYIHONM KIIETKK), KPOBOXapKaHbs, OCTe-

0II0P03a M AbIXaTeJIbHOM HeJIOCTaTOUHOCTH, TPEGYIOIIEN KMCIIOPOAOTEPAITMN, B 3aBUCMMOCTH OT BO3pacTa 60JIbHBIX.
CpaBHUTEIBHBIN @aHAIM3 YaCTOTHI OCJIOXKHEHM 32 OTUETHBIN I'0JT MEXK/TY IETbMU U B3POC/IBIMU IIPeJICTaB/IeH B TA0I. 31.

B0 oo

N
o

YacroTa BcTpeyaemoctu,%
[EEN
o

@EmsssocTeonopos

0-8 8-16 16-24 24-32 cTapuwe 32
BospacrT, roabl

@m—HEBMOTOpPAaKC

@ KPpOBOXapKaHbe

_KMCHODOAOTepaHMﬂ*

Puc. 48. YactoTa pa3ButUA annepruyeckoro 6poHxonerovyHoro acneprunnesa (ABJ1A), caxapHoro gunabeta ¢ exXegHEeBHbIM npume-
HEeHVEM VHCYNNHA, MHEBMOTOPAaKCa (C ApeHMPOBaHNEM FPYOHON KIETKM), KPOBOXapKaHbs (1ero4HOro KpOBOTEYEHUS), OCTeonopo3a

(HM3KOWM KOCTHOW MaccChl) U MPUMEHEHNSA KNCopogoTeEpannuu B 3aBUCMMOCTI OT BO3pacTa 60/bHbIX.

Ta6mua 31. YacToTa pa3JIMUHbBIX 0C/I0OKHEHUI MYKOBUCIIM/I03a 32 OTUETHBIN Iof
B 3aBMCHMMOCTH OT BO3pacTa MaIjMeHTOoB.

OcnoxHenne Bce [letn
Annepruuyecknii 6poHX0NEroYHbIn acnepruines, % 2,2 1,5
CaxapHblil L1abeT C eXeAHEBHbIM MPUEMOM MHCYNMHA, % 42 1,6
[MTHeBMOTOpAKC, NOTPe6OBaBLLNIA PEHUPOBAHMS TPYAHO KNeTkun, % 0,6 0,4
LInppo3 neyenu ¢ noptanbHO runepTeHsueii/runepcnaeHnsmom, % 39 33
Lnppo3 neuenu 6e3 noptanbHoOi runepreHsun/runepcnaeHusma, % 34 3,9
LInppo3 neyeHu, aaHHbIX O MOPTa/IbHOM rUNepTeH3um HeT, % 0,1 0/
MopaxeHue neyeHun 6e3 uppo3a, % 15,5 18,3
JlerouHoe kpoBoTeyenue, % 0,6 0,2
OcTeonopo3 (HM3kas KoCTHasa mMacca), % 6,4 1,8
INEeKTPONUTHblE PaccTPONCTBa, % 3,7 6,4
CMHAPOM AMUCTaNbHON UHTECTUHANBHON 06CTPYKLMK, % 2,2 2,8
Hanunune oHkonornyeckoro 3abonesanus, % 0,1 0,0
Amunnonpos, % 0,8 0,5
CuHycut ¢ nonmnamu % 36,7 34,8
CuHycut 6€3 nonunos % 31,0 26,7

B3pocnbie
3,9
10,5
1,2
5,4
2,5
0,1
8,8
1,5
19,2
1,5
0,8
0,2
14
41,5
42,3
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Annepruyeckunii OpOHX0ONEroYHbIA acnepruines

AtepruuecKuy 6PpOHXO0JIErOUYHBIN acIepruuie3

IIvarHOCTUUEeCKMe KPUTEPUN:

® OCTpasi MJIM IIOJIOCTpast KIIMHMUecKast MaHudecTanus (Kallelb, OfbIIIKa, CHIDKeHMe IIePeHOCUMOCTH (pM3MUeCcKoit Ha-
I'PY3KHU, aCTMa (PM3MUECKOT0 YCWINS, M3MeHeHVe (PYHKIIMOHAIbHBIX TIOKA3aTesIel JIETKUX VJIU YBeTMUeHe KOJTMUeCcTBa
MIPOIYIIMPYEMOJ MOKPOTBI), He CBSI3aHHAsI C KAKOM-IMG0 IPYroil IPUUMHOI;

o o611 IgE> 500 ME/mut;

® TI0JIOXKUTEIbHAA KOXKHAs IIpo6a Ha aclepru/UIe3HbI aHTUTeH (>3MM) WIIM TIOJIOKUTEIbHEIN crernduuecknii IgE k A.
fumigatus;

e IpenMIMMTHUHBI K A. fumigatus wim in vitro mogTBepxaeHHbIe IgG anTUTeNMa K A. fumigatus;

° HOBbBIE WJTM CBEXKI€ M3MEHEHMs] Ha peHTreHorpamMme JIerknx (MHWIbTPaThI WK CJIM3UCThIE TPo6Ku), min Ha KT rpya-
HOM KJIeTKM (XapaKTepHbIe M3MEHEeHMs), KOTOPhIe He MCUe3aloT IIPM aHTU6AKTepUaIbHOM TepaIii M CTAaHAAPTHOM Ku-
He3uTeparmu [9)].

Ha puc. 49 npefcraBiieHa UacTOTa aJUIEPrMUECKOr0 GPOHX0JIETOUHOTO aclepruuie3a, KOTOPbI 3aMKCUPOBaH Y 2,2%
MMaleHTOB.

LleHTpanbHbIl denepanbHblit OKpyr
CeBepo-3anaaHbiii deaepanbHblii OKpYr
HO»KHbIV dpenepanbHbIi OKpyr
MpuBONKCKMI dpeaepanbHbii OKpYr
Ypanbckuit deaepanbHbii OKPYr
Cnbupcknin begepanbHblit OKpyr
JanbHeBOCTOUHbIN desepasibHbi OKpYr

CeBepo-KaBKa3cKkuit peaepanbHbii OKpyr

Mocksa

CaHkT-MeTepbypr

0 1 2 3 4 5

%

Puc. 49. Yacrtota anneprnyeckoro 6p0onnerquoro acneprunnesa cpegn naunMeHToB ¢ MyKOBUCLUNOO30OM.

IIpumeuanne: * — 06beM KHMCJIOpOAOTepaIium B35T U3 pa3jiesia «JIeueHue» 1 OTOXKIAeCTBIIAEeTC C IIbIXaTeJIbHOM HeI0CTaTOUHOCTBIO.

51



Perncrp naunentoB ¢ MykoBucLnao3om B Poccuinckon ®epepauun. 2021 rog

LleHTpanbHbIM PpepepanbHblint OKpyr
CeBepo-3anagHbii deaepaibHbI OKpPYr
HOKHbIV denepanbHbIi OKpyr
MpUBOMIKCKMIA dpeaepasnbHbIi OKpYr
Ypanbckuii depepanbHbiin OKpyr
Cnbupckuii deagepanbHblii OKpYr
L[anbHEBOCTOUHbIN peaepanbHbii OKpYr
CeBepo-KaBKasckuii peaepasibHbiii OKpyr
Mocksa

CaHkT-MeTepbypr

%

Puc. 50. YacTtoTa caxapHoro gnabeta ¢ eXefHeBHbIM NPUEMOM UHCY/IMHA CPeau NauMeHToOB C MyKOBUCLMOO30M.

YacToTa pa3BUTHS CaXapHOTo AuabeTa C eXxeJHeBHBIM IMPYEMOM MHCYJIMHA MpeJiCTaB/IeHa Ha PUC. 50, KOTOPbIN 3auK-
CHUPOBaH Y 4,2% GOJIbHBIX.

YacToTa pa3BUTHS THEBMOTOPAKCA C IPEHMPOBaHMEM IUIEBPIbHON OJI0CTHU IIPeACTaB/IeHa Ha pUC. 51. JlaHHOe OCJIOX-
HeHMe 3aMKCUPOBAHO Y 0,6% OGOJIbHBIX.

YacToTa pa3BUTHS ITIOPAXKeHUsI TIeUueHHU MIpe/icTaBeHa Ha puc. 52. [lof] «rmopaykeHMeM reueHn» MMeJIOCh B BUJY: LIMPPO3
reuenn (C MOPTaIbHONM IUIIePTEH3Ne, 6e3 ITOPTaIbHOM ITIIEPTEH3UN, O HAIMUMUY ITOPTaIbHOM IMIIePTEH3UY HEM3BECT-
HO) ¥ ITIOPKEHMeE MeueHn 6e3 IUppo3a.

LleHTpanbHbIl denepanbHblii OKpyr
CeBepo-3anaaHbiii benepanbHbIi OKpyr
HOKHbIV denepanbHbIi OKpyr
MpUBOMIKCKUIA denepanbHbIi OKpYr
Ypanbckuii denepanbHbin OKpyr
Cnbupckuii desepanbHblii OKpYr
[anbHeBOCTOUHbIN denepanbHbIn OKpyr
CeBepo-KaBKascKkuii peaepanbHbiii OKpYr
Mocksa

CaHkT-MeTepbypr

%

1.5

Puc. 51. YactoTa pa3BuTtnsa nHEBMOTOpPaKca C APEHNPOBaAHNEM rPYOHOM KMIETKN B OTHETHOM roAly cpeau naunmeHToB € MyKOBUCLMAO-
30M.
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Anneprunyeckuin GpoOHX0NEroYHbIN acneprunnes’

LleHTpanbHbIN PpeaepanbHbIit OKpyr

B nopaxeHne nevyeHu

CeBepo-3anagHblit penepanbHblii OKPYr 6e3 unpposa

HOXKHbIN deaepanbHbIt OKPYr

B LMPPO3 NeYeHn: o
rMnepTeH3nn He

MpuBOMKCKNI deaepanbHbIn OKPYr M3BECTHO

Ypanbckuit peaepanbHbIit OKpyr

H uMppOo3 neyeHn bes
nopTasibHOM
rMnepTeHsun

Cubupckuin pepepanbHbIi OKPYT

a/1bHEBOCTO4YHbIN deaepasibHbli OKPYT
A beaep Py B UMPPO3 NEYEHU C

nopTaibHOM
rmnepTeHsunen
CeBepo-KaBKkasckuii eaepanbHblin OKpYr
Mocksa
CaHkT-lMNeTepbypr
%

40 50

Puc. 52. Yactota nopaxeHuns neyeHn cpeamn nauneHToB C MYKOBUCLUNOO30M.
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B0 T mm e s

w
o

M [oparkeHue neyeHu 6e3
uMpposa

N Lnppos neyeHun, o
rMnepTeH3nn He N3BECTHO

B Linppos neueHu 6e3
NopTanbHOW rMNepTeH3un

M Lnppo3s neveHun ¢
NnopTasibHOM rMnepTeH3nen

YacTtoTa BcTpeyaemocTu, %
= N
o o

8-16 16-24 24-32 cTapwe 32
BospacrT, roapl

Puc. 53. CprKTypa nopaxeHunqd ne4vyeHn B 3aBMCUMOCTU OT BO3pacTa 60/bHbIX.

I ompejesieHMs TOPaXKeHMs TEeUEHM MCIIOIb30BAIMCh KPUTEPUM, TIpPMMeHsieMble B Perucrpe BenmkoGpuraHum
(maTa o6pamieHus 07.08.2017). ITU KPUTEPUM II03BOJIAIOT OTAEIUTDH IAIMEHTOB C TSDKEJIbIM IOPaYKEHMEM IIeUeHMU
(c mopTasIbHO TUIIePTEH3MEN) OT CJTyUaeB CO CPeIHeN TSHKECThIO IopaXkeHus (IIMppo3 6e3 oPTaIbHO TUIIePTEH3UM).
o [I1ppo3 C MOPTaJIbHO TUITepTeH3MeN — PUGPO3UPOBAHME [TeUeHN, CBI3aHHOE C TEUeHMEM MYKOBUCITU/I03a, TUIIMUHBIE
GumapHble M3MeHeHus1. TaKesI0e TeUeHMe MOYKeT BK/II0UATh ITIOPTAIbHYIO TUIIEPTEH3MIO /MY TUIIePCIUIEHM3M.

o [Tuppo3 Ge3 MopTaIbHON IUIePTeH3un — (pMGPO3UPOBAHME TIEUEH!, CBI3aHHOE C TeUeHMeM MYKOBUCIIMI03a.

o [TopakeHye reueHy 6e3 I1PpPo3a BKII0UAeT XKMPOBOe IIepepOKIeHIe MITM BUPYCHBIV TeIaTUT, HO He GMIMapHBbIil [MPPO3.
Lppo3 IIeUeHn C IOPTaIbHOM IUIIepTeH3Kel 3a(pUKCUPOBaH Y 3,9%, 6e3 IMOpTaIbHO ITUIIEPTEH3UN — V 3,4%, LIMPPO3
reueHy (rMIepTeH3us He U3BECTHA) Y 0,1% GOJIbHBIX M ITIOPaKeHMe reueHy 6e3 Hupposa — y 15,5% IallMeHTOB.

Ha puc. 53 npejicTaB/IeHO U3MEHEHNE CTPYKTYPhI OPayKeHMsI IIEUEHM C 3aBMCUMOCTY OT BO3pacTa GOJIbHBIX.

YacToTa JIErOYHOro KPOBOTEUEHMsI B OTUETHOM IOy IIpe[ICTaB/IeHa Ha PUC. 54, KOTOPOe 3a(pMKCUPOBAHO Y 0,6% 6GOJIb-
HBbIX.

LleHTpanbHbI denepanbHbIi OKpyr
CeBepo-3anagHblvi deaepanbHbI OKPYr
HOKHbI denepanbHblii OKpYr

MpUBOMKCKMIA peaepanbHbIi OKpYr

Ypanbckut degepanbHbiil okpyr | O
Cubupckuin dbeaepanbHbii OKpyr -
[anbHeBOCTOYHbIN PeaepanbHbii oKpyr | O
CeBepo-KaBKasckui peaepanbHbii okpyr | O
Mocksa _
0
0

CaHkT-MeTepbypr

%

Puc. 54. YacTtota Nero4Horo KpoBoTeYEHUS Y NaLMeHTOB C MyKOBUCLNOO30M.
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Annepruyeckunii OpOHX0ONEroYHbIA acnepruines

LleHTpanbHbIN denepanbHbI OKpyr
CeBepo-3anagHbivi deaepanbHblii OKpyr
HO3KHbIV heaepanbHblit OKpyr
MpuBOAKCKMI PeaepanbHbIi OKpYr
Ypanbckuii bepepanbHbliii OKpyr
CnbUpCKNin deaepanbHbii OKPYr
JanbHeBOCTOUHbIN desepasibHbii OKpYr
CeBepo-KaBKa3sckuii depepanbHblit OKpyr
MockBa

CaHkT-MNeTtepbypr

%

18

Puc. 55. YactoTa pa3BuTna octeonopo3a (HNM3KOWM KOCTHOM MaccChl) y MaunmeHToB C MyKOBUCLMO030M.

YacToTa ocTeorroposa (HM3Kasg KOCTHas Macca) IIpejiCTaB/IeHa Ha PUC. 55, KOTOPBIN 3aMKCUPOBAH V 6,4% OOJIbHBIX.
Kputepun quarHocTUKM ocTeoropo3a — cHikeHne MIIK z score HYDKe 2 CUTMaJTbHBIX OTKJIOHEHUI M HU3KO9HepreTuyue-
CKUM TIepeIoM.

YacToTa pMHOCUHYCHUTA IIPeJCTaB/IeHa Ha PHUC. 56. CUHYCUT C TTOUIIaMM 3aDMKCUPOBaH y 36,7% GOJIbHBIX, CUHYCUT 6e3
TIOJIUIIOB — Y 31,0% GOJIbHBIX.

LleHTpanbHbIM denepanbHbI OKpyr

CeBepo-3anaaHbiii deaepanbHbIit OKpyr

HOXKHbIN denepanbHbI OKPYr

MpUBOMIKCKMIA deaepanbHblii OKpYr

Ypanbckuit degepanbHbiit OKpyr

Cnbupcknii bepepanbHblii OKpYr 0B

e R i

CuHycuT 6e3 noau
C

1
WHYCKT, C NosMnamm

JanbHeBOCTOUHbIM dpeaepanbHbIn OKpyr
CeBepo-KaBkasckuii beaepanbHbIv OKpyr
Mocksa

CaHkT-MeTepbypr

%
0 10 20 30 40 50 60 70

Puc. 56. YactoTa pa3BuUTUA PUHOCUHYCUTA Yy NALMEHTOB C MYKOBUCLIMOO30M.
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LleHTpanbHbI dpeaepanbHbii OKpyr
CeBepo-3anagHblii penepasibHbIN OKpYr
HOXKHbI dpeaepanbHbii OKpyr
MpuBoAXKCKUI bepepanbHbI OKpYr
Ypanbckuit beaepanbHblit OKpyr
Cnbupcknit bepepanbHbIi OKpyr
[anbHeBOCTOYHbIN deaepanbHblii OKpYr
CeBepo-KaBKascKkuii deaepanbHbiii OKpyr
Mocksa

CaHkT-MeTepbypr

%

10 12

Puc. 57. YactoTa 31eKTPO/IMTHbIX PACCTPONCTB Y NALMEHTOB C MyKOBUCLIMAO30M.

UicI0 malMeHToB, OIePUPOBAHHBIX B OTUETHOM TOJTY IT0 ITOBOJY ITOJIUIIOB, COCTaBMIIO 14,2% OT BCEX MAIIMEHTOB C CH-
HYCITOM C ITOJIATIAMM.

YacToTa 3JIeKTPOJIMTHBIX PACCTPOVICTB B OTUETHOM TOJY IPeACTaBIeHa Ha PUC. 57, KOTOphIe 3a)MKCHMPOBaHbI V 3,7%
6O0JIbHBIX.
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JleueHne

JleueHHe

06beM Tepanuy MYKOBUCIIM03a B 3aBUCUMOCTHM OT BO3pacTa MalMeHTOB IIpeCcTaB/IeH Ha puc. 58 1 B Ta0J. 32.

Ta6muiia 32. YacToTa MpUMMEHEeHHU PAa3/IMUHBIX BULOB MeAMKAMEHTO3HOM M HEMeJUKaMEeHTO3HOM

TepanmMu MyKOBUCIIMA03a Y AeTel U B3POC/IBbIX.

Tepanus
MnepToHMueckuin pactTBop HaTpus xnopuaa (>3mec), %
WHranauum ManHutona (>3mec), %
AHTUONOTHKM
VHTanSUMOHHbIE, %
BHYTPUBEHHbIE, %
nepopasnbHble, %
Bponxopmnaratopel, (>3mec), %
[ntokokopTukocTeponabl(>3mec)
VHTansuMoHHble, %
cuctTemHble, %
[opHasa anb¢a (>3mec), %
2 —2,5wmn (2,5 mr) 1 pas/cyt.
3-2,5mn (2,5 mr) 2 pasalcyr. (2-9 uHransumus Yepes MyHLTYK)
4 —2,5mn (2,5 mr) 2 paza/cyr. (2-9 uHransumus yepes lMapu cuHyc)
AzutpomuuuH (>3mec), %
Ypcope3sokcnxoneBas kucnota, %
[MaHkpeaTtnyeckne depmenTbl, %
MHrnbutopbl NpoToHHOK nomnbl (>3mec), %
XnpopactBopuMble BUTaMUHbI, (>3mec) %
Knunesutepanus, %
Knucnopopgotepanusi, %
CFTR mopynsitopsbl, %
MBakadtop
Jlymakadrop / MBakadtop
Te3zakadrop /MBakadtop + NBakadTop
Anekcakadtop / Tesakadtop / NBakadtop + UBakadTop
HenHBa3uBHas BeHTUNALMS Nerkux, (>3mec), %
CPAP (peX1M NOCTOSIHHOTO MONOXUTENbHOIO AaBNEHNS B AbIXaTe/bHbIX NMyTSX)

BiPAP (pexuM iByxypOBHEBOrO NOMOXMTENBHOIO aBNEHUS B AbIXaTENbHbIX NYTAX

Bce
70,7
5,8

45,0
36,4
61,4
475

13
34
95/
74,5
1,2
19,5
25,9
86,4
89,8
21,2
84,2
73,1
5,2

0,40
2,72
0,28
3,07

0,34
0,62

[etn
75,9
5

39,8
275
52,8
375

79
17
98,3
73,5
0,3
245
22,3
93,6
93,4
17,2
93,5
85,2
2,2

0,10
3,06
0,07
2,53

0,29
0,00

B3pocnble
58
71

57,4
58,0
81,7
71

19,6
75
87,4
76,9
3
73
345
691
81,3
30,6
62,4
444
12,9

119
1,84
0,83
4,50

0,47
2,09
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Puc. 58. O6bem MeankaMeHTO3HOW Tepanum B 3aBUCMMOCTM OT BO3pacTa NaLMeHTOoB.

Ha puc. 59 nipeficTaBieHa AMHaMMKa Ha3HAUEHWST MHTJISIIIMOHHON Tepalui 10 CPaBHEHMIO C PETUCTPAMM 2011-2021 IT.
06BbeM IpUMeHeHUsT TUIIEPTOHMUECKOTO PAacTBOPa HATPUS XJIOPMAA IPeCTaB/IeH Ha PUC. 60. [IaHHBIN BUJ, Teparnuu
MIPUMEHSIJICS B OTUETHOM T'OJTY V 70,7% GOJIbHBIX.

06beM IIPUMEHEHNS UTUTENTPHBIX MHTIAIINI MaHHUTOJIOM MPeICTaBIeH Ha pUC. 61. [laHHBIN BUJT TepAvy IPUMEHSII-
Cs1 B OTUETHOM rofy V 5,8% GOJIbHBIX.

06beM ITPMMEHEHMS MHTTSIMOHHBIX aHTMOVOTUKOB OTPAKeH Ha pUC. 62. JJaHHBIN BUJ TePAlIMK B OTUETHOM TOAY ITPU-
MEHSUICS Y 45,0% 6OJIbHBIX.
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Puc. 59. [InHamMmurka Ha3Ha4YeHNa NHransumMoHHom Tepanum B 2011-2021rr.

58



JleueHne

LleHTpanbHbIM dpepepanbHbiii OKpyr

CeBepo-3anagHbivi denepanbHbii OKpyr

HOXHbIV deaepanbHbI OKpYr
MpuBOMKCKUI benepanbHblil OKpYr

Ypanbckuii pesepanbHbI OKpyr

Cnbupckuii degepanbHbliii OKpyr
[anbHeBOCTOUHbIV denepasnbHbI OKpYr
CeBepo-KaBKasckuii beaepasnbHbiit OKpyr

Mocksa

CaHkT-lMeTepbypr
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Puc. 60. I'IpmmeHeHVle MHransunm r’MNepToHN4YeCKOoro pacTtBopa Hatpua Xxnopunpa y naumeHToB C MyKOBUCLMO0O30M.

LleHTpanbHbIN denepanbHbii OKpyr
CeBepo-3anagHbivt denepanbHbii OKpyr
HOXHbI bepepanbHblil OKpyr

MpuBoMXKCKNI hepepanbHbii OKpYr

Ypanbckuii beaepanbHblit OKpyr
Cnbupckuii depepanbHblii OKpyr
L[anbHeBOCTOUHbIV denepanbHblii OKpYr

CeBepo-KaBKa3sckuii pesepanbHblit OKpyr

Mocksa

CaHkT-MeTepbypr
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Puc. 61. I'IpmmeHeHme ONNTENbHbIX MHraNAauMn MaHHUTOIOM Y nauMeHToB C MyKOBUCLNOO30M.

LleHTpanbHbIN denepanbHbiii OKpYr
CeBepo-3anagHblit desepanbHblii OKpYr
HOKHbI dpenepanbHbll OKpYr
MpuBOMKCKNIA heaepanbHblit OKpYr
Ypanbckuii esepanbHblii OKpyr
Cnbupcknin egepanbHblii OKpyr
[anbHeBOCTOYHbINM desepanbHbli OKpYT
CeBepo-KaBKasckuii deaepasnbHblit OKpYr
MockBa

CaHkT-MeTepbypr

%

Puc. 62. NMprMeHeHMe NHraNnAUMOHHbBIX aHTUGUMOTMKOB Y MaLMEHTOB C MyKOBUCLIMAO30M.
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LleHTpanbHbIN deaepanbHbii OKpyr
CeBepo-3anagHblii degepasibHbIl OKpYr
HOXKHbIV PpesepanbHbI OKpYr
MpuBOMKCKUI depepanbHblii OKpyr
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CeBepo-KaBKascKkuit peaepasnbHblii OKpYr
Mocksa
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Puc. 63. NpruMeHeHne BHYTPMBEHHbBIX aHTUOMOTUKOB Y NaUMEHTOB C MyKOBUCLIMAO30M.

06BbeM IpUMeHeH)s] BHYTPUBEHHBIX aHTUOMOTUKOB IIpeICTaB/IeH Ha PUC. 63. [JaHHBIN BUI TePAIIMKA B OTUETHOM TOAY
MIPUMEHSIICS Y 36,4% OGOTbHBIX.

O6BeM MpMMeHeHUS TIePOPATBHBIX aHTUOMOTHUKOB B PerMOHAaX MPeACTaB/IeH Ha PUC. 64. [ITaHHBIN BUJ TEPATIUA B OTUET-
HOM TOJTy IPUMEHSIICA Y 61,4% GOJIHHBIX.

O6peM mpuMeHeHUsT 6POHXOIMIIATATOPOB OTPAXKEH Ha PUC. 65. [laHHBIN BUI, TEPAIIMM B OTUETHOM T'OAY IPUMEHSIICT Y
47,5% OOJIbHBIX.

06BbeM IpUMeHEeHsT MHTISIMOHHBIX TTIOKOKOPTUKOCTEPOU/IOB B PErMOHaX IIpe/iCTaB/IeH Ha puc. 66. [IaHHBIN BUJ, Te-
panuy B OTUETHOM IOy MIPUMEHSIICS Y 11,3% OOJIbHBIX.

06BeM MpUMeHEHUST CUCTEMHBIX TJTIOKOKOPTUKOCTEPOU/IOB IIPEICTABJIEH HA PUC. 67. [laHHBIN BUJL TEPAIIMM B OTUETHOM
roJly IPUMEeHSIJICS Y 3,4% O60JIbHBIX.

LleHTpanbHbI denepasnbHbii OKpyr
CeBepo-3anagHblit desepanbHbii OKpyr
HO3KHbIl PesepanbHbIn OKpyr
MpuBoIKCKUI bepepanbHbii OKpyr
Ypanbckuit deaepanbHblit OKpyr
Cnbupckuit degepanbHbliii OKpyr
[anbHEBOCTOUHbIV deaepasibHbii OKPYr
CeBepo-KaBKa3ckuii besepanbHblii OKpyr
Mocksa

CaHkT-lMeTepbypr

%

100

Puc. 64. NpruMeHeHne nepopasibHbiX aHTUONOTUKOB Y NALMEHTOB C MYKOBUCLULO30M.
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LleHTpanbHbIM dpepepanbHbI OKpYyr
CeBepo-3anagHblit deaepanbHbIii OKpyr
HOXKHbIV dpenepanbHbI OKpYr
MpuBoMIKCKNI DepepanbHbii OKPYT
Ypanbckuii pesepanbHblii OKpyr
Cubupckuii epepanbHbliii OKpyr
[anbHeBOCTOYHbIN dpesepanbHbIit OKpyr
CeBepo-KaBKasckuii deaepanbHblii OKpyr
Mocksa

CaHKT-lMeTepbypr

Puc. 65. MNMpumeHeHne 6poHXoaNNaTaTopoB y NaLMEHTOB C MYKOBUCLMO030M.

LleHTpanbHbIM dpepepanbHbiii OKpyr
CeBepo-3anagHbivi denepanbHbiii OKpyr
HOKHbIV PpesepanbHbIi OKpyr
MpuBoOMKCKUI bepepanbHblil OKpyr
Ypanbckuii pesepanbHblit OKpyr
Cnbupckuii depepanbHbliii OKpyr
[anbHeBOCTOUHbIN deaepanbHblit OKpyr
CeBepo-KaBKa3ckuit peaepanbHblii OKpYr
Mocksa

CaHkT-MeTepbypr

Puc. 66. NpuMeHeHne NHransaUMOHHbIX MIOKOKOPTUKOCTEPOUAOB Y NaLMEHTOB C MyKOBUCLIMAO30M.

LieHTpanbHbIM pepepanbHbI OKpYr
CeBepo-3anagHbint denepanbHbiii OKpyr
HOXKHbIV dpeaepanbHbI OKpYr
MpuBoOMKCKNI bepepanbHbii OKpyYr
Ypanbckuii beaepanbHblii OKpyr
Cubupckuii egepanbHbliii OKpyr
[anbHeBOCTOUHbIN denepanbHbii OKpyr
CeBepo-KaBKasckuii deaepanbHblil OKpyr
Mocksa

CaHKT-MeTepbypr

Puc. 67. MpuMeHeHre CUCTEMHBIX MIOKOKOPTUKOCTEPOUAOB Y NaLMEHTOB C MyKOBUCLMAO30M.
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Puc. 68. MNMpumeHeHne gopHasbl anbda y NaunmeHToB C MyKOBUCLMOO30M.

06BeM MpUMeHEHMS TOPHA3bl abga IIPe/ICTaB/IeH Ha puc. 68. [ITaHHBIN BUJ TEPAIIMM B OTUETHOM T'OJTy IIPUMEHSUICS Y
95,1% OOJIbHBIX.

06beM MPUMEHEHUST A3UTPOMUIIMHA B CYOMHTMOMPYIONIMX JT03aX ITPeJCTaB/IeH Ha pUc. 69. JlaHHBI BUJ, TEPAIUMU B OT-
UEeTHOM Tr'oJly IPUMEHSIJIC Y 25,9% O6O0TbHBIX.

06beM IpMMeHeHMsT YPCOAe30KCUXO0JIEBOM KUCIIOTHI ITpeCTaB/IeH Ha pUC. 70. JJaHHBIN BU, Teparui B OTUETHOM TOZY
MIPUMEHSIICA Y 86,4% GOJIbHBIX.

06BeM pMMeHeHMs TTaHKpeaTUUecKnX (PepMeHTOB ITpeJICTaB/IeH Ha pPuUC. 71. JJaHHBIN BUJ, TEpPAuy B OTUETHOM IOy
mpuMeHsIcs Y 89,8% GOJIbHBIX.

06beM TPMMEHEHMSI MHTMOMTOPOB ITPOTOHHO ITOMITHI ITPEJICTaB/IEH Ha PUC. 72. JJaHHBIV BUJ TEPAIIMA B OTUETHOM TOAY
MIPUMEHSIICS Y 21,2% GOJIbHBIX.
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CeBepo-3anaaHblii desepanbHbI OKpyr
HOKHbIV PpesepanbHbIi OKpyr
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MockBa

CaHkKT-lMeTepbypr
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Puc. 69. NpruMeHeHne aznTpoMnumMHa B CyOMHIMOMPYIOLWLNX [O3aX Y NALMEHTOB C MyKOBUCLIMAO30M.
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LleHTpanbHbIN denepanbHbii OKpYr
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Puc. 70. MpuMeHeHne ypCcoae30KCUXOEBOM KUCOThI Y MaLMEHTOB C MyKOBUCLMAO30M.

LleHTpanbHbIN depepanbHbiii OKpyr
CeBepo-3anagHbiii depepanbHbliii OKpyr
HOkHbI depepanbHbI OKpyYr
MpuBomKCKUt depepanbHblil OKpyr
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CeBepo-KaBKa3sckuit pesepanbHblil OKpyr
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CaHkT-lMeTepbypr
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Puc. 71. NpuMmeHeHre naHkpeatnyeckmnx GepMeHToB Y NaLUMEHTOB C MyKOBUCLNAO30M.

LleHTpanbHbI depepanbHbiil OKpyr
CeBepo-3anagHblin depepanbHbli OKpyYr
HOXKHbI depepanbHbii OKpYr
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%

Puc. 72. NMpumeHeHne MHrmbnTopoB NPOTOHHOM MOMMbI Y NALUEHTOB C MyKOBUCLIMOO30M.
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Puc. 73. NMpumeHeHne XnpopacTBOPUMbIX BUTAMUHOB Y MaLMEHTOB C MyKOBUCLMAO30M.

06beM MPUMEHEHMST KMPOPACTBOPMMBIX BUTAMMHOB IIPeICTAB/IeH Ha PUC. 73. JlaHHBIN BU Tepayuu B OTUETHOM TOOY
MIPUMEHSICS Y 84,2% OGOJIbHBIX.

O6beM MpUMeHeHUs KMHe3UTepaIMy MpeACcTaBIeH Ha PUC. 74. [JaHHBIA BUI TE€pAIlMM B OTUETHOM TOAY IIPUMEHSIICS
Y 73,1% GOJIBHBIX.

06BeM MCII0Ib30BaHNS KMCIOPOIOTEPAIIMHA ITPeACTaB/IeH Ha PHUC. 75. JJaHHbBI BUI Tepaluy B OTUETHOM I'O/1y IIPUMEHSII-
cY 5,2% 6GOJIBHBIX.

06beMm uctonb3oBanust CFTR Moay/IaTOpoB IpecTaBIeH Ha puc. 76. JlaHHbINA BU Tepallii Ha KOHEIl 0TUeTHOTO IIepPHo-
Jla IPUMEHSIJICS Y 257 ManueHToB (6,47%), M3 HUX Y 91 B3POCIIBbIX 60JIbHBIX (8,36%) U Y 166 HmeTeii (5,76%).
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CeBepo-3anagHblii depepasibHbliil OKpyr
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Puc. 74. TNpumeHeHne KnHesntTepanum naumMeHTamm ¢ MyKOBUCLIMAO30M.
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Puc. 75. NMpumeHeHne kncnopogotTepanum y naumeHToB C MyKOBUCLIMAO30OM.

LleHTpanbHbIN deaepanbHblii OKpyr
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HOKHbI benepanbHbii OKpYr
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Ypanbckuii depepanbHblii OKpyr
Cubupckuii depepanbHbiii OKpYr
[anbHeBOCTOYHbIN peaepasibHbIi OKpyr
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Puc. 76. NMpumeHeHne CFTR MoaynaToOpoB y NauMeEHTOB C MyKOBUCLIMAO30M.
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TpaHcCIUTaHTaLUA

B 2021 ueThIpeM 60JILHBIM MYKOBUCIIMI030M ObIA IPOBEJIeHA TPAHCIUIAHTALVSI IeUeH!, TPeM GOJIbHBIM — TPAHCIUTaH-
Talus JerKux. UMcao TpaHCIUTaHTallMii 32 2011-2021 IT. IPeICTaBJIeHOo B Ta6I. 32.

TaﬁJmua 33. Uucino TpchrmaHTaum?[ JIETKUX U TI€YE€HHU 3a 2011—-2021 I'T.

Fo,q TpaHCI'Il'IaHTaLlI/Iﬂ NEerknx TpaHCI'Il'IaHTaLlI/Iﬂ nevyeHn TpaHCI'U'IaHTaLI,I/Iﬂ noyek
2009 - 1(0) -
20M 101) - -
2012 2(2) 1) -
2013 2(1) - -
2014 1(0) - -
2015 9(7) 33) -
2016 6(6) - -
2017 8(6) - -
2018 9(7) 403) 1)
2019 74) 2(2) -
2020 5 (1) 2(0) -
2021 303) 4(0) -

Bcero 53 (38) 17 (14) 10

[IprmeuaHme: B CKOGKaX MIPECTABIEHO UMCIIO GOJIbHBIX KMBBIX ITOCIIE OTIEPALIMI Ha 31.12.2020.

HpomsBeneHa 1 TPpaHCIUTAHTALMA Cepala M JIETKUX, TaHHbIE IMallMeHTa He BHECEHBI B PETUCTP U B Ta61mue He IIPUBOOATCA.

BeKMBaeMoOCTh

B TeueHne 2021 yMePJI0 46 GOJIbHBIX (26 MY>KCKOTO I10J1a), M3 HUX 35 B3POCIIBIX (21 MY)XCKOTO 110J1a). [IpunHO CMepTH 32
Y3 HUX SIBJISUIOCh GPOHXOJIETOUHOE TIOPayKeHMeE.

CpeIHMI BO3pacT CMEPTM COCTAaBWII 23,7 + 10,3 TOjla, Me[MaHa Bo3pacTa cMepTu — 25,8 (12,8) roga. MMHMMAaIbHBIA BO3-
pacT cMepTH — 0,12 JIeT, MAaKCMMaJIbHBIN B 51,1 JIET.
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3aKnoyeHune

3aK/IlouUeHue

Takum 06pa3oM, B PETUCTPe MPeACTaBIeHA MHAMMKA [T0OKA3aTesIel, XapaKTepU3YIONIUX 30POBbE JeTeN U B3POCIIBIX
C MYKOBMCITM030M 3a IPOIIEeAINe 11 JIeT B 82 cy6beKTax (emepanuy. ITO MO3BOJISIET OLIEHUTH TEKYIIYI0 CUTYALIUIO
B CTpaHe U B PerMoHax, IeMOHCTPUPYeT 3(pheKTUBHOCTD IIPOBOAMMON MEAUITMHCKOM TOMOIIY MaI[ieHTaM U CTUMYIIU-
pyeT paboTy 110 ITOUCKY 3 (HEKTUBHBIX OPraHM3AIMOHHBIX, TMAaTHOCTUUECKUX, TEPATIEBTUUECKUX U TTPOPWIaKTUUECKUX
MEPOMPUSITUI JIJIST TIOBBIIIIEHNS YPOBHS 3[0POBbsI, KAUECTBA Y MPOIOJDKUTETbHOCTH YKU3HM JTIOJEN C MYKOBUCITUI030M.
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Vc/10BHBIE 0003HAUCHUSA

M=+ SD — cpegHee + CTaHIAPTHOE OTKJIOHEHUE;

Me — MenuaHa;
IQR — MHTEPKBAaPTUJIbHBIN pa3Max;
(25th — 75th pctl) — 25 1 75 TpoLeHTIIN;

OXKEJT — dpopcrpoBaHHas JKM3HEHHAS EMKOCTb;
O®B1 - 06beM POPCHPOBAHHOTO BBIJIOXA 32 1-10 CEKYHAY;
VIMT — uHOeKc Macchl Tenna

WPT — MMMYHOpPEaKTMBHBIV TPUIICUH
MBTP-MYKOBUCIIMIO3HBIV TPAHCMEMOPAHHBIN PETYIISTOP
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IIpuiokeHue 1. IlepeueHs gfaHHBIX POCCUMCKOr0 peructpa

INalfMeéHTOB C MYKOBUCIIU[I030M

OeMorpacdnueckue JaHHbIE
T'opo, B KOTOPOM PACIIOJIOKEH IIeHTP
®OHUO nanmeHTa
PervoH mpoXxuBaHus
T'op HAOMIOIEHMS
Ton poxpenus
Mecs1i poxkaeHus
Uucro poxxaenusa
ITon
Bospacrt (Ha 31 gexabpst OTUETHOTO rofa)
CraTyc nanueHra:
—KUB Ha 31 JeKabpst OTUETHOrO rojia;
— [Oru6 B OTUETHOM TOAY
Ecnu ymep, TO 3aI10/IHIETCS JjaTa CMEPTH:
— I'of;
— MecsI;
— YmnCIIo
IIpnunua cmepT:
— GpOHXOJIErOYHad;
— IIeUeHb;
— TpaBMa;
— Cynumz;
— TPAHCIUTAHTALN;
— Ipyrasi, CBsI3aHHasl C MYKOBUCIIAJI030M, CJIEIYET
yKas3aTb Kakas (HarpuMep, CMHIPOM 1iceBro-baprre-
pa, aMWIOM 03, OHKOJIOTUS 1 IIp.);
— Ipyrasi, He CBsI3aHHasl C MYKOBUCIIAI030M

OuarHo3
IIviarHO3 OJITBEPXKIEeH:
— Aa;
— HeT;
— OyIeT O TBEPXKIIEH
Bo3pacT Ha MOMEHT YCTaHOB/IEHMS IMArHO3a B TOJIax
IaTa ycraHOBeHMs avarHo3a B ¢popmare: JJ.MM.ITIT

l'eHeTHKa

[IpoBoaMIOCH TV TeHETUUECKOE MCCIIefOBaHNe:
— ha;
— HeT

[lepBrBIl TeHETUUECKMI BapMaHT HYKJIEOTUIHOM I10CIIeI0-
BaTenbHOCTU reHa CFTR

[lepBrBIVi reHEeTUUECKUI BapUAHT HYKJIEOTHUTHOM T10CIe-
nmoBaTebHOCTHM reHa CFTR2 (Ecyi Ha OgHOM XpOMO-
COMe JIBa TeHeTMUeCKUX BapMUaHTa, TO 3[eCh MUIIeTCS
Ha3BaHMe BTOPOTO reHeTMUECKOTO BapuaHTa. Eciu
€ro Ha3BaHMs HeT B MeXIyHAPOJSHOM 6a3e JaHHBIX

http://www.genet.sickkids.on.ca, To B mepBoM cToJI61Ie
OMILETCS: IPYTOM, a BO BTOPOM — Ha3BaHMe TeHeTHnye-
CKOTO BapMaHTa)
BTopoli reHeTHUeCKMI BapUaHT HYKJIEOTUIHOM I10CTIe0-
BaTesIbHOCTU reHa CFTR
BTopoi reHeTMUeCKU BapMaHT HYKJIEOTUAHOM I10CIIe-
moBaTebHOCTY reHa CFTR 2 (110 aHAJIOTUM C TIePBOiL
MyTaluesn)
HeoHnaTasibHBIN CKPUHUHT:
— IIOJIOXKUTEJIbHBII;
— OTPULIATE/IbHBIN;
— pe3y/bTaT HeU3BeCTeH;
— He Jefiajin
HapymieHye TpaHCIMUTEIMJIBHOTO MOHHOTO TPAaHCIIOPTa
(pa3HOCTh HA3aJIBHBIX ITOTEHIMAJIOB, GUOIICHN TOJI-
CTOV KUIIIKA):
— TIOJIOXKUTEJIbHAS;
— OTpUIlaTe/IbHas;
— He Jefiajin
[ToToBBIN TECT:
— TUTPOBAHUE;
— IIPOBOAVMOCTD;
— He Jiefiajin
OJIeKTPOIUTHI
— XJIOPUIBI;
— Ipyrue;
— He Jieyiajin
VpoBeHb XJI0PUIIOB
[ToTOBBIN TECT ITIOBTOPHBIN:
— TUTPOBAHUE;
— IIPOBOAVMOCTD;
— He JeNtajin
OJIeKTPOIUTHI IIOBTOPHBIE:
— XJIOPUIBI;
— Ipyrue;
— He Jieyiajin
VpoBeHb XJIOPUIOB MOBTOPHBIN
MeKOHMEBBIN UITEYC:
— Ia, orepupoBaH;
— I1a, He oepupoBaH;
— I1a, He U3BECTHO, ObUIa JIU OTlepaliys;
— HeT

Tepanus
UHransaimm runeprToHmnueckoro pactsopa NaCl B oTueT-
HOM TOAy:
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— I1a (ecym cyMMapHOe UKCII0 THe MHTaISIIMii — 6oJiee
3 Mec.);
— HET;
— He 3HaK

WHranguuy MaHHUTOJIA:
— 1a (ecym cyMMapHOe UMCI0 JHe MHTaJIgIuii — 6oJiee
3 Mec.);
— HeT;
— He 3HaK

[TOBTOPHBIE KYPChI MHTAIALIMOHHBIX aHTUGMOTHUKOB B
OTUYETHOM T'OJIy:
— 1a (ecym cyMMapHOe UMCI0 JHe MHTaIgIuii — 6ojiee
3 Mec.);
— HeT;
— He 3HaK

BHYTpUBEHHbIE aHTUOMOTUKM B OTUETHOM TOJTY:
— Ia (maXke ecu IIPOBeEH OAUH KyPC BHYTPMBEHHO
Tepanmnn);
— HET;
— He 3HaK

Ta6reTpoBaHHBIE AHTUOMOTUKYM B OTUETHOM T'OJTY:
— Ia (maXke ecyiu IPOBeJIEH OAVH KyPC aHTUOMOTHUKOB
BHYTDb);
— HET;
— He 3HaK

InuresnbHbIe (TOBTOPHBIE) KYPChI MHTAJISIIMOHHBIX OPOH-
XOAMIaTaTOPOB B OTUETHOM T'OJY:
— 11a (ecy cyMMapHOe UKCII0 THeW MHTaIIIMii — 6oJiee
3 Mec.);
— HET;
— He 3HaK

IToBTOpPHBIE KYPCHI (IJTUTEIbHOE IIPUMEHEeHMEe) MHT IS -
OHHBIX CTEPOU/IOB;
— I1a (ecynu cyMMapHOe UKCIIo THeW MHTaISIIMii — 6oJiee
3 Mec.);
— HET;
— He 3HaK

IToBTOpPHBIE KYPCHI (UTUTEIbHOE IIPMMEHEeHNEe) CUCTEM-
HBIX CTEPOUIOB:
— J1a (ecyu cyMMapHOe UKCyIo JHeN Teparnun — 6osiee
3 Mec. WIY IPOBeJIEHO He MeHee 3 KypCOB B I'0J| [TapeH-
TepaIbHO IPOIO/DKMUTEILHOCTHIO HEe MEeHee 1/ JTHe);
— HET;
— He 3HAK

KucnopomoTeparnust B OTUETHOM T'OJTY:
— 11a (ecnm cyMMapHOe UKCI0 THeH KUCIOPOoIoTe-
panuu B roji 6oJiee 3 MeC., U3 pacueTa He MEHee 12 U
KVCJIOPOZOTEPAIINNA B CYTKM)
— HET;
— He 3HAK

IlopHa3a asibha B OTUETHOM T'OJTY:

- 5a

- 2,5 M1 (2,5 MT) 1 pa3/cyT.

— 2,5 M (2,5 MT) 2 pa3a/cyT. (2-9 MHraJIgIMs Yepes3 MyH/I-
ITYK)

— 2,5 Mi1 (2,5 Mr) 2 pa3a/cyT. (2-a MHraaausa uepes Iapu
CUHYC)

— HeT

— He 3HaK

[TocTosTHHOE ITPMMEeHEeHNe a3UTPOMULIMHA (MIIU JPYroro
MaKpoJIMa) B OTUETHOM T'Ofy:
— I1a (ecn cyMMapHOe UMCyIo JHe rpueMa — 6osiee 3
Mec.);
— HET;
— He 3HaI

Vpconie30KCcHUx01eBast KUCI0Ta B OTUETHOM TOIY:
- na (ec/yiM cyMMapHOe UKCII0 JHeN mpuema — Gojiee 3
Mec.);
— HET;
— He 3HaI0

[TankpeaTmueckme epMeHTHl B OTUETHOM TOZIY:
— Ia (ecyiu cyMMapHOe UKCyIo JHe rpreMa — 6osiee 3
Mec.);
— HET;
— He 3Ha

MHr16MTOPBI ITPOTOHHOM ITIOMITBI B OTUETHOM TOAY:
— I1a (ecny cyMMapHOe UKCyIo JHe rpueMa — 6osiee 3
Mec.);
— HeT;
— He 3Ha

YKupopacTBoprMble BUTAMMUHBI
- na (ec/yi cyMMapHOe UKCII0 JHeN mpuema — Gojiee 3
Mec.);
— HET;
— He 3HAaI0

Kunesurepanus
— 1a (ecyiu cyMMapHOe UKCJIO THe ITPOBeIeH NS —
6oJ1ee 3 Mec.);
— HET;
— He 3Ha

CFTR MomynaTOpbI:
— MBakadTop
— Jlymaxadtop / UBakadTop
— Te3akadtop /VBakadTop + ViBakadTop
— dnekcakadrop/TesakadTop/VBaxadTop + VBakadgTop
— [pyroe

HenHBa3uBHAs BEHTWISILIVS JIETKUX (€C/IM CYMMapHOe
UMCIIO0 THEV IIpoBeieHus — 60Jiee 3 Mec.):
— CPAP (pe>XuM IOCTOSIHHOTO ITOJIOKUTEILHOTO JaBJie-
HVS B IBIXaTeJIbHBIX Y TSIX)
— BiPAP (peXuM IByXYPOBHEBOTO I10JIOXKUTEILHOTO
JIaBJIEHMS B JbIXATEJTbHBIX Iy TSIX

06cegoBaHMe

#Macca mena, *MeBIIAsICS B IeHb JIYUIIIEro IOKa3aTesIs
O®B,, ecnin He penamu OBJI, To moceHee 3HaUEHME
MaccChI Tejla B OTUETHOM TOfy.

#Pocm, UMEBILIMIICA B JIeHb JTyuliero rnokasaress OOB ,
ecnu He aenaym OBJI, To mocieHee 3HAUEHNE POCTA
B OTUETHOM TOJIY.
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#Mecay nyuwezo noxasamens OOB B OTUETHOM TOAIY, €CIIN
He nentanu OBJI, To jaTa M3MepeHMs poCcTa U MacChl
Tesna.

#UYucno nywweeo noxasamesnss OOB B OTUETHOM IOy, €CIINA
He nentanu OBJI, To jaTa M3MepeHMs poCcTa U MacChl
Tesna.

#/Tywwuil noxasamenv OPB, B 0TUeTHOM rofty (B IMTpax)

#/Tyuwuii nokazameny O)KEJI B OTUETHOM rofy (B TUTPax)

#/Tywwuii nokasamenv OPB B oTueTHOM rofy (B %)

#/Iywwuti noxazamesnv O)KEJI B oTueTHOM rogy (B %)

MUKpPOOMOIOTHUS

Kpurepun XxpoHMUecKoi MHMEKIINY OTPaKEHBI B pa3zese
«MuKpo6mooTHs»

XpoHnueckoe nH@UIMPoBaHMe P.aeruginosa:

— J1a, XOTsI OBl 1 pa3 B IO, WJIM MEHee UeM B ITOJIOBMHE
II0CEBOB / He XPOHMUEeCKas;

— A, XpPOHUUECKUIL;

— HET;

— He 3HAK

HaTepMuTTHpYIOIas MHbeKuus P.aeruginosa:

— J1a, XOTsI OBl 1 pa3 B IO, WJIM MEHee UeM B ITOJIOBMHE
II0CEBOB / He XpOHMUEeCKas;

— A, XpPOHUUECKUIL;

— HET;

— He 3HAK

XpoHnueckas MHGpeKI S.aureus

— J1a, XOTsI OBl 1 pa3 B IO, WJIM MEHee UeM B ITOJIOBMHE
II0CEBOB / He XPOHMUEeCKas;

— A, XpPOHUUECKUIL;

— HET;

— He 3HAK

XpoHnueckas nHgekuust B.cepacia complex

— J1a, XOTsI OBl 1 pa3 B IO, WJIM MEHee UeM B ITOJIOBMHE
II0CEBOB / He XpOHMUEeCKas;

— A, XpPOHUUECKUIL;

— HET;

— He 3HAK

HeTy6epKysie3Hble MMKOOAKTEPUM

— 11a (6oJsiee TOJIOBUHBI BBICEBOB 3@ OTUETHBIN IO, TP
YCJIOBUM IIPOBEIEHNS He MEHee 4 II0CEBOB);
— HeT;
— He 3HAK

S.maltophilia B oTUeTHOM TOZTY

— J1a, XOTs OBI 1 pa3 B TOJ, I MeHee UeM B [10JIOBMHE
ITIOCEBOB / He XPOHMUECKas;

— J1a, XpOHUUECKUI;

— HeT;

— He 3HAK

Escherichia coli
— na (6osiee MMOJIOBMHBI BBICEBOB 3@ OTUETHBIN IO, IIPK
YCJIOBUM ITPOBEIEHNS He MeHee 4 ITI0CEBOB), 00sI3aTe Tb-
HO YKa3aHMe JIATUHCKOTO Ha3BaHMs MUKPOOPTaHU3Ma;
— HeT;

— He 3HaK

Haemophilus influenzae

— 113, XOTsI OBl 1 pa3 B I'OJT MJIX MeHee UeM B II0JIOBMHE
IIOCEBOB / He XpOHMUECKad;

— J1a, XpPOHMUUECKUI;

— HeT;

— He 3HaK

OcnoxkHeHMs (B 0OTUETHOM rof1y)

AriepruuecKuit GpOHXO0JIETOUHBIN acHeprusuies (Kpure-
puM OTpakeHsI B paszesie «OCIOKHEHNSI»)

— B HACTOSIIVI MOMEHT;
— HeT;
— He 3HaI0

IuabeTt

— HeT;

— I1a, JIeueHye MHCYJIMHOM eXXeJHEBHO;

— n1a, JIeueHue TabIeTMPOBAaHHBIMY TUITOTJIMKEMIUE-
CKMMM IIperapaTamu

— I1a, TOJIBKO JIMeTa

— N1a, JIeueHne HeU3BeCTHO

[THeBMOTOpPAKC

— Jla, ApeHaX IJIeBPaJIbHOM ITOJIOCTU

— Ila, HaOIIoJIeH1e

— a, JieueHe HEM3BECTHO

— HeT

[MopakeHue meueHn (0 KpUTepuax B pasjesie «OCIoXHe-
HUA»):

— IIMPPO3 C TUIIePTEH3MEN/TUIIePCIUIEHM3MOM;

— UpPpPo3 6e3 TUIIePTEeH3UN /TUIIePCIUIEHU3Ma;

— 1uppo3 6e3 MHGOPMALUK O TUIIEPTEH3UM/TUIIepCITIe-
HU3ME;

— HopakeHue MmeueHu 6e3 1uppo3a (oTMeyaeTcs rmopa-
JKeHMe TleUeH! TP BUPYCHBIX rellaTUTaxX U JXKUpoBas
MHQWIBTPALS [IEUeHN);

— HeT;

— He 3HaI0

OcTeornopos

Kputepun guarnoctuku — CHmxkeHne MIIK z score Hinke
2 CUTMaJIbHBIX OTKJIOHEHM ¥ HU3KO3HEPreTUUeCKU
repesom

- na

— HeT

— HeT JAaHHBbIX

BhIpaskeHHOE JIETOUHOEe KpoBoTeueHMe (Gojiee 250 MII
OJHOMOMEHTHO):

— 1a, XOTs1 ObI OOVH Pas;
— HeT;
— He 3HaI0

Hasnmune 0HKOJIOTrMUecKoro 3a6ojieBaHmus (B OTUETHOM
TOY WIM KOrIa-in00 B )KU3HM HAIlMEeHTa):

— Aa;
— HET;
— He 3HaI
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I[TaHKpeaTHUUYECKUM CTaTyC
®eKasibHas 371aCTa3a 1:
—< 200HT/T OTHOKPATHO;
—< 200HT/T IBaXKIbI;
—> 200 HT'/T OGHOKPATHO;
—2 200 HT/T ABaKIbI;
— He OIpefessIach
DJIEKTPOJIUTHBIE PACCTPONCTBA (CHMHAPOM IiceBmo-baprrepa):
— Aa;
— HeT;
— He 3HaI0
OcTeoropo3 (HM3Kasg KOCTHas: Macca):
— 1a (ecyu ZKpUTepuii IIpy MPOBEIEHUM OCTEONeHCH-
TOMETPUY HIDKE 2);
— HeT;
— He 3Hal
Cunycur:
— CHMHYCHUT C TIOJIAIIaMMU;
— CHMHYCHT 6e3 IOJIAIIOB;
— He 3HaI0
AMMIONIO3 B OTUETHOM IOy
— Aa;
— HET;
— He 3HaI0

CHMHIIPOM IMCTaIbHOM MHTECTUHAIBHOM OOCTPYKIIVM:
- 1a;
— HeT;
— He 3Hal0

TpaHcIUIaHTaLUsS
TpaHCIUTaHTALVS [T€UeHN:
— Ja;
— HET;
— He 3HaI0
Iara (roj) mmociemHen TpaHCIUIAHTALMY TeueHn (ecym
MIPOBOAWIIACH JIO VUM B T€UEHME OTUETHOTO rojia)
TpaHCIUTAHTAIMA JIETKUX
— Ja;
— HET;
— He 3HaI0
Iara (roj) mocieaHen TpaHCIUIAHTAIMM JIETKUX (ec/u
MIPOBOAWIIACK JIO VUM B T€UEHME OTUETHOTIO rojia)
TpaHCIUTaHTALVS [TOUEeK
— Ja;
— HET;
— He 3HaI0
Iara (roj) mocjesHen TpaHCIUIAaHTAIMY I0UeK (ecn
MIPOBOAMIIACH JIO WJTM B T€UEHME OTUETHOTIO rofia)
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KpMTepI/H/I BKJIIOUEHMA ITaIIMEHTOB B Poccumckum PErmcCTp IMaliMeHTOoB
C MYKOBUCIIMI030M

B perucTtp BK/II0UAIOTCS HAL[MEHTHI TOJIBKO C IOATBEPKIEHHBIM AUAarHo30M. JJMarHo3 MOATBEP)KAAETCS B COOTBETCTBUM
CO CJIeYIOIIUM KPUTEPUSIMUA:

1. JIBYKPaQTHBIV [10JIOXKUTEJIbHbIN [IOTOBBIN TECT:
— XJIOPUJIBI > 60 MMOJIb/JT;
WiIn
— IPOBOAMMOCTD II0Ta > 80 MMOJIb/JT;
WiIn
— XJIOPUJIBI > 60 MMOJIb/JT + IIPOBOAMMOCTD IT0TA > 80 MMOJIb/ 1.

2. OgHOKPATHBIN [IOTOBBIN TECT C XJIOPUAAMM > 60 MMOJIb/JT MJIV IIPOBOAMMOCTD IoTa > 80 MMOJIb/1 1 [JJHK-aHamms ¢
OTHUM WJIH IBYMS UAeHTU(MUIIMPOBAHHBIMY TeHETUUECKMMM BapuaHTaMu B reHe CFTR.

3. OTHOKPATHbIN ITIOTOBBINM TECT C XJIOPMUIAMMU > 60 MMOJIb/JT WJIX IIPOBOAYMOCTH IT0TA > 80 MMOJIb/JI ¥ TIOJIOXKUTEIbHBIN
pe3y/bTaT HeOHATAIbHOTO CKpuHMHTa (VIPT- 1 > 70 Hr/Mmit; UPT - 2 = 40 Hr/MiT).

4. OTHOKPATHBIN ITOTOBBIN TECT C XJIOPUAAMM > 60 MMOJIb/JI MJIU IIPOBOIMMOCTE IT0Ta > 80 MMOJIb/JI M KIIMHUUECKAsT
KapTMHA C XapaKTePHBIMM CMMIITOMaM MYKOBUCITMA03a.

5. 3HaUeHMe XJIOPUJIOB B IIOTOBOM TeCTe < 60 MMOJIb/JI MJIU IIPOBOIMMOCTH ITOTa < 80 MMOJIb/JI: TOTAA HY)KHO UMETh 2 U3
4 CIIeQYIOIIVIX KPUTEPUEB:
— IHK-aHa/m3 ¢ OqHUM WIV ABYMS MUIEeHTU(DUIIMPOBAaHHBIMY T'e HETUUECKVMY BapyaHTaMM, BhI3bIBAIOIIVIMI MYKO-
BUCITUIO3;
— IOJIOKUTEJIBHBIN Pe3y/IbTaT HeoHAaTaIbHOTrO CKpuHuMHTa (MPT-1 > 70 Hr / Mut; UPT-2 > 40 Hr / M1);
— IT0Ka3aTeJIb Pa3HOCTH TPAHCINMUTEIMATIbHBIX (Ha3a/IbHBIX) IOTEHIINAIOB, [IOATBEPXKIAM0IIMIA IMarH03 MyKOBUCIIH-
H03;
— KJIMHMUECKasi KapTUHA, C XapaKTePHbIMY CMMIITOMaMM MYKOBUCLIMO3a.

[ OIO/THUTE/IbHbIE 00BSICHEHMS 10 BHECEHUIO ITOKa3aTe/Ien
B POCCMVICKUN perucTp

IToTOBBIN TECT

Ec/iu II0TOBBIN TECT He 6bUI IIPOBeeH, OTMeUaiTe «He [eajin». ECJii II0TOBBIN TeCT «He AeIajin», TO JOJDKHEI ObITh
yKa3aHbI 06e MyTallu B TeHe MYKOBUCIIM03a.

1. IIOTOBBIN TECT: 3aHOCUTCS TUII IIOTOBOTO TeCTa (TUTPOBaHME UM ITPOBOAMMOCTb).
DJIEKTPOJIUTHI: IIPEANIOUTUTEIbHBIM SIB/ISIETCS U3MepPeHNe KOHIIeHTPAIUY XJIOPUIO0B.

3. VpOoBeHb XJIOPUIOB: 3aHOCUTE YPOBEHb XJIOPMIOB B MWUIMMOJISX Ha IMTP (MMOJIb/1). Ec/iv B OIMH 1 TOT Ke [ieHb
ObUIN CHeJIaHbI IBe MPOOBI, 3aHOCUTCS 60jIee BBICOKUI ITOKA3aTeTb.

4. BO3MOXKHO oIpejiesieHne ITPOBOAMMOCTH, SKBUBAJIEHTHOM YPOBHIO XJI0PMIOB (MMOJIB/JT). EC/IV B OIMH U TOT Ke JeHb
OBUTN CHEeJIaHbI IBe TPOOBI, 3aHOCUTCS 60JTee BBICOKUI ITOKA3aTeTb.

5. OOTMMaJIBHO COUeTaHMe ABYX METOJIMK: OIIpeliesieH/ e XJIOPUI0B U OIpeJiesieHMe IPOBOIMMOCTH.

[IpuMmeuaHue: YpOBEHb 3HAUEHU XJIOPUAOB MOXKET OBITH OT 1 [10 160 MMOJIb/JT; TPOBOJMMOCTH OT 1 JI0 170 MMOJIb/J1. EC/IM Y ManieHTa XJI0pUAbI > 160
MMOJIb/J1, @ IPOBOAMMOCTD > 170 MMOJIb/J1, TIOTOBBIN TECT HY)XHO TIepe/ieiaTh.

CnupomMmeTpus

[lenb yueTa AaHHBIX 110 CHMPOMETPUM B POCCUIICKOM perucTpe MalMeHTOB C MyKOBUCIIMIIO30M — ITOJIyUeHue CTaHAap-
TU3MPOBAHHBIX [IOKa3aTesIel IJIsk CPaBHEHMsI C IPYTUMIM [IeHTpaMi/CTpaHaMy 1 [T UCIIOJIb30BaHMS 3TOM MHGOP-
Malluy B CHeLMAJIbHBIX SNTUIEMUOTIOTMUECKUX UCCIIeJoBaHMIX. HeKOTOphIe MOKa3aTesu, MojTyuaeMble B OTIeIbHBIX
IIeHTPaX, MOTYT He COOTBETCTBOBATH 3alIpalllBaeMbIM (CM. HIDKE). B CBSI3U C 3TUM B PETUCTP MOTYT GBITh 3aHECEHBI
TOJIBKO Te ITI0Ka3aTeJlu, KOTOPbIe COOTBETCTBYIOT €r0 KPUTEPHUSIM.

CrmpomeTpusi A,OJDKHA TPOBOAUTHCS B COOTBETCTBMM CO CTaHZAPTHBIMY PEeKOMEHAAMSIMM AMEePUKaHCKOT0 TOpaKalb-
Horo 1 EBporerickoro pecrmpatopHoro o6inects (ATS/ERSguidelines):
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1. OG6IIMe IPUHIIAIIBI OIIpe iesieHns (PYHKIIMOHAIBHBIX ToKa3aTese nerkux (http://www.ers-education.org/pages/
default.aspx?id = 2005&idBrowse = 37467&det = 1).

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

Botee Toro, 1151 3aI0JTHEHUST PETUCTPA JOJDKHBI ObITH COOTIOJIEHBI CIIEYIONIME KPUTEPUN:

1. [lepen M3amMepeHreM HEOOXOAVIMO:

a) YKas3aTh JATy POXKIEHMs, TI0JT ¥ POCT MallMeHTa I pacueTa JOJDKHBIX 3HAUEHMIT;

0) CIMPOMETPUS TOJDKHA IIPOBOIUTHCA 63 IIPMMeHeHMsI OPOHXOAMIATaTOPOB (BPeMs C MOMEHTA ITOC/IeIHEro IIpuemMa
IIperrapaToB KOPOTKOTO IEMCTBUS JO/DKHO COCTAB/ISTh He MEHee 4 U, JUIMTeIbHOTO JeMICTBUI — He MeHee 12 U).

2. Pe3ysibTaThl:

a) U3 JaHHbBIX, 3aHECEHHBIX B PETUCTPhI PETMOHAIBHBIX LIEHTPOB, [1JIs POCCUIICKOr0 perucTpa JOJDKHbBI GbITh BEIGPAHbI
HaWIyulie B OTUeTHOM rofy nokasaresiu OOB1(%momk.), BbIpaXKeHHbIe B JIMTPaX;

6) KaxkapIi mokasaTeab OOB1 u ®XKEJT goikeH GBITh IPeICTaB/IeH B IMTPAX C YKa3aHMeM 3HaUeHM [0 COThIX (2 3HaKa
I0CJIe 3aIIITOMN);

B) nokasatesib OYKEJI mo/mKeH 6bITh GOJIbIINe MIM PaBeH rokasaTenio ODB1;

I') IpM 3aHECEHMM ITOKa3aTesIel CIIMPOMEeTPUM HeOOX0AMMO YKa3bIBATh ATy IIPOBEIeHNS TeCTa, MacCy Tejla M POCT
MalyeHTa B MOMEHT MCCJIeIOBAHMS 11 BBIUMCIEHNS IIPOIIEHTOB OT JOJDKHBIX 3HAUEHWI;

) CJIeZIyeT UCII0/Ih30BATh TOJIBKO T TeCThI, KOTOPbIe COOTBETCTBYIOT PEKOMEHIaIMsIM AMEePMKAHCKOTO TOPAKaJIbHOTO
n EBpomerickoro pecrimparopHoro oomiects (ATS/ERSguidelines).

3. Pacuet mpoI1IeHTOB OT JI0/DKHBIX 3HAUEHMIA.

[Ipu pacueTe HEOGXOIMMO UCITOJI30BATh CTAHAAPTHBIV HAG0P JTO/DKHBIX 3HAUEHUIA:

a) s geTeit ot 5 Ao 18 et —G.Polgaretal. (1971);

6) U1 B3pOCJ/IBIX > 18 JIeT —paboueit rpymbl EBponerickoro coobiectBa ctanu U yrist (ECCS, 1993);

B) IUIS JIeTelt <5 JIeT MIoKa3aTesu He OYIyT PacCUMThIBAThCS.

CIIMCOK peKOMeHJyeMOM JIUTepaTypsbl

1. Miller M.R., Hankinson J., Brusasco V., Burgos F. et al. Standardisation of spirometry. Series «ATS/ERS task force:
standardisation of lung function testing». Eur.Respir. J. 2005; 26: 319—338.

2. Pellegrino R., Viegi G., Brusasco V. et al. Interpretative strategies for lung function tests. Series «ATS/ERS task force:
standardisation of lung function testing». Eur.Respir. J. 2005; 26: 511—522.

3. Polgar G., Promadhat V. Pulmonary Function Testing in Children: Techniques and Standards. Philadelphia: W.B. Saunders
Co; 1971.

4. Quanjer P.H., Tammeling G.J., Cotes J.E. et al.Lung volumes and forced ventilatory flows. Report Working Party
Standardization of Lung Function Tests, European Community for Steel and Coal. Official Statement of the European
Respiratory Society. Eur.Respir.]. 1993; (6, Suppl.): 16: 5—40.

HyTpuUTHBHBINI CTATyC

HyTpUTUBHBIN CTATyC MMAIlMEHTOB C MyKOBUCIIMIO30M PACCUMTHIBAJICS C TIOMOIIBIO MHIeKca Macchl Testa (MMT) Ha ocHO-

BaHMM JJAHHBIX MaCChI TeJIa, POCTa ¥ BO3pacTa ManyeHTa. ViaMepeHus OCYyILIeCTBISIOTCS COTJIACHO CIIeAYIOIMM PEKOMEH-

IaiusIM:

e Macca TeJia OIPeJIesIIeTCs IIPY CHSITOW BEpPXHEN OJIeXKe U 00YBY;

® pocT — 6e3 06yBM — POCTOMEPOM; BEPXHSIS YaCTh I'OJIOBBI IOJDKHA KacaThCs BEPXHEN IUTaHKM IIPY HeOOJIBIIIOM ee
HaJlaB/IMBaHUM;

® II0KAa3aTe/IM JOJDKHBI COOTBETCTBOBATD BeJIMUMHAM B JIEHb ITPOBEIEHNST 3aHOCHMOM B PETUCTP CIIMPOTPAMMBI, eCJIU
n3Mmepenne OBJI He MPOBOAWIIN, TO CIeJIyeT BHECTU MOCJIeTHME 3HAUEHNST Macca TeJla ¥ pocTa.

[Ipu o1leHKe HYTPUTUBHOTO cTaTyca aeteit UMT olieHMBaJICcS B cUcTeMe TeplieHTusen. Pacuet nepiiertwien MMT mipo-

BOJMJICSI IIPY IIOMOIIIM IIpOrpaMm BecemupHoit opranmsaiinm sgpasooxpadenus: WHO Anthro (ms geteii o 5 1et) 1 WHO

Anthroplus (m1s geren crapiue 5 ser) (http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/

tools/en/). 17151 oLieHKM ITIOKa3aTesIel POCTa M MacChl Tela IeTei paHHero Bo3pacTa (1o 2 jet) MMT He nIpMMeHsSIeTCs.
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IlpunoxkeHue 2

XapaKTepMuCTUKA BApMAaHTOB HYK/JIEOTUAHOM Moc/iegoBaTe/IbHOCTU reHa CFTR y naljMeHTOB
C MYKOBUCLIM030M P®D B 2020 roay
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37

38
39
40

4

42

Ha3BaHue
reHeTMYEeCcKoro
BapuaHTa
F508del
CFTRdele2,3
E92K
1677delTA
3849+10kbC->T
2143delT
2184insA
W1282X
L138ins
N1303K
G542X
394delTT
F508del;L467F
R334W
W1282R!
3821delT
S466X(TGA);R1070Q
S1196X
1367del5
R1066C
2789+5G>A
3272-16T>A2
W1310X
3944delGT
712-1G->T
621+1G->T
S4v66X
4015delA
L1335P
R553X
R1162X
R785X
1898+1G->C
CFTRdup7-11(6b-10%)
1898+1G->A
3849G->A

D1152H

R347P
S1159F
2183AA->G

3667ins4

1898+2T->C

HasBaHue no kogupytowen AHK

€1521.1523delCTT
¢.54-5940_273+10250del21kb
C.274G>A
¢1545_1546delTA
€.3718-2477C>T
c.2012delT
€.2052_2053insA (c.2052dupA)
€.3846G>A
€.413_415dupTAC
€.3909C>G
c1624G>T
€.262_263delTT
¢.[1399C>T;1521_1523delCTT]
¢1000C>T
€.3844T>C
€.3691delT
¢[1397C>G;3209G>A]
¢.3587C>G
¢1545_1546delTA
c.3196C>T
€.2657+5G>A
¢.3140-16T>A
€.3929G>A
€.3816_3817delGT
¢.580-1G>T
€.489+1G>T
c1397C>G
€.3883delA
c.40041>C
c1657C>T
€.3484C>T
€.2353C>T
c1766+1G>C

c.(743+1_744-1)_(1584+1_1585-1)dup

c1766+1G>A
¢.3717G>A

€.3454G>C

¢.1040G>C
€.3476C>T
€.2051_2052delAAinsG

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

c1766+27>C

Ha3BaHue no

Knacc
CUHTE3MpYEMOMY Besnky

p.(Phe508del) Il
p.(Ser18Argfs*16) Vi
p.(Glu92Lys)
p.(Tyr515%) I

No protein name \Y
p.(Leu671) I
p.(GIn685Thrfs*4) I
p.(Trp1282%) I
p.(Leu138dup) v
p.(Asn1303Lys) Il
p.(Gly542¥) I
p.(LeuB8llefs*22) |
p.[Leu467Phe;Phe508del] Il
p.(Arg334Trp) 1
p.(Trp1282Arg) Il
p.(Ser1231Profs*4) |
p.(Ser466*;Arg1070GIn)
p.(Ser1196*) I
p.(Tyr515%) |
p.(Arg1066Cys) Il

No protein name

HEeun3BeCTHO

No protein name
p.(Trp1310%) |
p.(Ser1273Leufs*28) |
No protein name |
No protein name |
p.(Ser466%) |
p.(lle1295Phefs*33) |
p.(Leu1335Pro) v
p.(Arg553%) I
p.(Arg1162*) I
p.(Arg785%) I
No protein name |
No protein name Vil
No protein name |

No protein name HEeN3BeCcTHO

p.(Asp1152His) W

p.(Arg347Pro) vV
p.(Ser1159Phe)
p.(Lys684Serfs*38) |

Hen3BecCTHO

p.(Thr1179llefs*17) |

No protein name |

deHoTun

TSXeNbli
TSKENbI
MSATKNiA
TSKENbI
MSATKNiA
TSKENbI
TSXKENbI
TSKENbI
MSATKNiA
TSKENbli
TSKeNbli
TSOKENbli
TSXeNbli
MATKNiA
TSXENbli
TSKENbli
TSXeNbli
TSXEbli
TSXENbli
TSXENbli
MSTKWNiA
MSTKNiA
TSOKENbI
TSKENbIV
TSKENbI
TSKENbI
TSKENbI
TSKENbI
MSATKNiA
TSKENbIV
TSXKENbIA
TSKENbI
TSKENbI
TSKENbli
TSKeNbli

MSATKWNA

MSrKUN

MSArKUM
MSrKUM

TSKENbI

TSOKENbIA

TSOKENbIV

KnuHnyeckas
3HAYMMOCTb
no 6ase
CFTR2

NaToreHHbln
NaTOreHHbIN
NaToreHHbIN
NaTOreHHbIN
NaToOreHHbIN
NaTOreHHbIN
NaToOreHHbIN
MaTOrEHHbIN
NaToreHHbIN
NaTOreHHbIN
NaToreHHbIn
NaTOreHHbIN
NaToreHHbIn
NaToreHHbIN
He onucaH
NaToreHHbIN
NaToreHHbln
NaToreHHbIN
naToreHHbln
NaToreHHbIN
NaTOreHHbIN
He onucaH
NaTOreHHbIN
NaToOreHHbIN
NaToreHHbIN
NaTOreHHbIN
NaToOreHHbIN
NaTOreHHbIN
NaToOreHHbIN
NaTOreHHbIN
NaToOreHHbIN
MaTOrEHHbIN
MaTOreHHbIN
NaTOreHHbIN
NaToreHHbIn
MaTOreHHbIN

pasnnyHble
KNMHUYecKne
BapMaHTbl

naToreHHbIN
naToreHHbIn

NaTOreHHbIN
NaToOreHHbIN

NaTOreHHbIN

3829
454
257
167
165
147
144
128
122
13
m
63
55
52
42
38
34
32
31
30
29
24
23
21

%

51,55%
6,11%
3,46%
2,25%
2,22%
1,98%
1,94%
1,72%
1,64%
1,52%
1,49%
0,85%
0,74%
0,70%
0,57%
0,51%
0,46%
0,43%
0,42%
0,40%
0,39%
0,32%
0,31%
0,28%
0,24%
0,19%
0,19%
0,18%
0,18%
0,18%
0,16%
0,16%
0,15%
0,13%
0,12%
0,12%

0,12%

0,12%
0,12%
0,11%

0,11%

0,11%
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43
44
45
46
47
48
49
50
51
52
53

54

55
56
57
58
59
60
61

62

63
64
65

66

67

68

69
70
7
72
73
74
75
76
77
78
79
80
81
82
83
84
85

86

G85E
S945L
3659delC
R117C
1248+1G->A
4016insT
604insA3
A96E*
D110H
L732X
Q290X

R1070Q

R1158X
S159P
175delC®
2721delN
574delA
G194R
R792X

S1455X

1717-1G->A
3272-26A->G
4382delA

4428insGA

p.Tyr84Xe

R17RH-T7

R347H
1259insA
185+1G->T
2043delG
3130delA
4374+1G->A
¢.3815_3816insTTG?
CFTRdele4-11(4-10%)
D579Y8
G509R?
G551D
K710X
p.Leu581X10
P205S
Q39X
Q98R
W79X

Y1032C

€.254G>A
€.2834C>T
¢.3528delC
€.349C>T
cM6+1G>A
€.3889dupT
¢.472dupA
€.287C>A
€.328G>C
€.2195T>G
c.868C>T

€.3209G>A

c.3472C>T
€.3475T>C
c.43delC

€.2589_2599delAATTTGGTGCT

c.442delA
¢.580G>A
€.2374C>T

€.4364C>G

€1585-1G>A
.3140-26A>G
c.4251delA

¢.4296_4297insGA
(c.4300_4301dupGA)

c.252T>A

¢.350G>A

c1040G>A
¢1127_128insA
€.53+1G>T
c1911delG
€.2998delA
€.4242+1G>A
¢.3815_3816insTTG

C.(273+1_274-1)_(1679+1_1680-1)del

c1735G>T
c1525G>C
€1652G>A
c.2128A>T
c17427>G
c.613C>T
cM5C>T
€.293A>G
€.236G>A

¢.3095A>G

p.(Gly85Glu)
p.(Ser945Leu)
p.(Lys1177Serfs*15)
p.(Arg117Cys)
No protein name
p.(Ser1297Phefs*5)
p.(Ser158Lysfs*5)
p.(Ala96Glu)
p.(Asp110His)
p.(Leu732%)
p.(GIn290%)

p-(Arg1070GlIn)

p.(Arg1158%)
p.(Ser1159Pro)
p.(Leu15Phefs*10)
p.(lle864Serfs*28)
p.(lle148Leufs*5)
p.(Gly194Arg)
p.(Arg792%)

p.(Sert455%)

No protein name
No protein name

p.(Glu1418Argfs*14)
p.(Ser1435Glyfs*14)

p.(Tyr84%)

p.(Arg117His)

p.(Arg347His)
p.(GIn378Alafs*4)
No protein name
p.(GIn637Hisfs*26)
p.(le1000Leufs*2)

No protein name

p.(Val1272-Ser1273insTrp)

No protein name
p.(Asp579Tyr)
p.(Gly509Arg)
p.(Gly551Asp)

p.(Lys710%)
p.(Leu587%)
p.(Pro205Ser)
p.(GIn39%)
p.(GIn98Arg)
p.(Trp79%)

p.(Tyr1032Cys)

HEeun3BeCTHO

HEU3BECTHO
Hen3BecTHo
|
|

vV

|
HEU3BECTHO

|

|

|
HEeN3BecTHo

|

Hen3BecTHO

I
I
Hen3BeCTHO
Vil
Hen3BeCTHO
Hen3BeCTHO
Il
I
|
Hen3BecTHo
|
Hen3BecTHO
|

Hen3BecTHO

TSKENbIi
MSrKUM
TSKENbIi
MSrKUN
TSKENbI
TSKENbI
TSKENbI
MSArKUM
MSrKUM
TSKENbI

TKENbI

e

TSKENbIi
MSrKUM
TSKENbI
TSKENbI
TSKENbIi
Heun3BeCTHO

TSKENbI

Hen3BecTHO

TSKENbI
MSrKUM

MSrKUM

MSATKWNA

TSOKENbIV

MSrKUN

MSATKNiA
TSOKENbli
TSKENbli
TSKENbli
TSKeNbli
TSKENbli
TSKENbli
TSKEbli
TSKENbli
MArKNiA
TSXENbl
TSXENbli
TSOKENbI
MSITKWNiA
TSKENbI
MSATKNiA

TSKENbIi

Ve

NaTOreHHbIN
NaToOreHHbIN
NaToOreHHbIN
NaToOreHHbIN
NaToOreHHbIN
NaTOreHHbIN
He onucaH
He onucaH
NaToreHHbIN
MaTOrEHHbIN
NaToreHHbIR

pasnnyHble
KNMHUYeckne
BapMaHTbI

NaToOreHHbIN
NaTOreHHbIN
He onucaH
NaToOreHHbIN
NaToOreHHbIN
MaTOreHHbIN
NaToreHHbIR

pasnnyHble
KNMHUYeckne
BapMaHTbl

naToreHHbIn
naToreHHbIN

naToreHHbIn

NaTOreHHbIN

He onucaH

pas/finyHble
KNNHNYeCcKne
BapUaHTbI

NaToreHHbIR
MaTOreHHbIN
NaToreHHbIn
NaTOreHHbIN
NaToreHHbIn
NaToreHHbIN
He onucaH
NaToreHHbIN
He onucaH
He onucaH
naToreHHbIn
NaToreHHbIN
He onucaH
NaToreHHbIN
NaTOreHHbIN
NaTOreHHbIN
NaToOreHHbIN

pasnnuHble
K/IMHUYeCKne
BapuaHTbI

o o1 o1 o1 o1 o O

W W W W W W W W W W W W W W W wWw b

0,11%
0,11%
0,09%
0,09%
0,08%
0,08%
0,08%
0,08%
0,08%
0,08%
0,08%

0,08%

0,08%
0,08%
0,07%
0,07%
0,07%
0,07%
0,07%

0,07%

0,05%
0,05%
0,05%

0,05%

0,05%

0,05%

0,05%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%
0,04%

0,04%
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87
88
89
90
91
92

93

94
95
96
97

98

99
100
101
102
103
104
105
106
107
108
109
110
m
12
13
114
115
116
17
18
19

120

121
122
123
124
125
126
127
128
129
130
131
132
133

1716+1G->A
1811+1,6kbA->G
2184delA
3120+1G->A
3271+1G>T"
365-366insT

5T,TG12

681delC
A141D
A455E
€1219delG®

€1329_1350del"

c.1608delAé
¢.1680-1G>C™
¢1708_1712del'
c174_177delTAGA
€.2619+1G>AM
€.3325delA™
€.869+2T>G"®
CFTRdup7-8 (6b,7%)
E403D"
E831X
E92X
610475
G480S7
1175V?®
K598ins'®
p.Asp993Ala2°
p.Gly509Val®°
p.Pro205Thr'
p.Trp277X17, 20
W361X
Q493R%

R117H

R153122
R75X
S1255P
S434X
T1036N
Y1092X
Y362X
Y569D
Y569H%3
1078delT
1525-1G->A
1660delG"”
214delT

¢1584+1G>A
€1679+1634A>G
€.2052delA
€.2988+1G>A
¢.3139+1G>T
€.233dup

¢[1210-12[5]:1210-34TG[12]]

¢.550delC
c.422C>A
c1364C>A
c1219delG

€1329_1350delTATTAATTTCAAGAT

AGAAAGA
c1608delA
¢.1680-1G>C

c1708_1712delTTATT

c174_177delTAGA
€.2619+1G>A
€.3325delA
€.869+2T>G

C.(743+1_744-1)_(1116+1_1117-1)dup

€1209G>C
€.2491G>T
€.274G>T
c.3139G>A
c1438G>A
€.523A>G
¢1795_1796insAAA
€.2978A>C
c1526G>T
C.613C>A
c.831G>A
c1083G>A
c1478A>G

¢.350G>A

c.458G>T
€.223C>T
¢.3763T>C
c1301C>G
¢.3107C>A
€.3276C>A
c1086T>A
c1705T>G
c1705T>C
€.948delT
c1393-1G>A
¢1528delG
c1982delT

No protein name
No protein name
p.(Lys684Asnfs*38)
No protein name
No protein name
p.(Trp79Leufs*32)

No protein name

p.(Leu184Phefs*5)
p.(Ala141Asp)
p.(Ala455Glu)

p.(Glu407Asnfs*35)

p.(Asp443Glufs*19)

p.(Asp537Thrfs*3)
No protein name
p.(Leu570Argfs*17)
p.(Asp58Glufs*32)
No protein name
p.(lle1109Serfs*12)
No protein name
No protein name
p.(Glu403Asp)
p.(Glu831)
p.(Glu92¥)
p.(Gly1047Ser)
p.(Gly480Ser)
p.(lle175Val)
p.(Lys598dup)
p.(Asp993Ala)
p.(Gly509Val)
p.(Pro205Thr)
p.(Trp277%)
p.(Trp361*)
p.(GIn493Arg)

p.(Arg117His)

p.(Arg153lle)
p.(Arg75%)
p.(Ser1255Pro)
p.Ser434X
p.(Thr1036Asn)
p.(Tyr1092%)
p.(Tyr362%)
p.(Tyr569Asp)
p.(Tyr569His)
p.(Phe316Leufs*12)
No protein name
p.(Val510Phefs*17)
p.(le661Thrfs*2)
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I
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v
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I
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I

I

I
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I
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I

I
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|
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|
|
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I
|
I

TSKENbIi
MSrKUM
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TSKENbI
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TSXKENbli
MSIFKUR
MSrKUM

TSKENbIi

TSXKENbI

TSKENblii
TSKENbli
TSXeNbli
TSKENbli
TSXeNbli
TSKeNbli
TSXENbli
TSXENbli
TSXENbl
MATKNiA
TSKENbI
MSITKWNiA
Heun3BeCTHO
HEeu3BeCTHO
TSKENbI
MSATKNiA
Heu3BeCTHO
MSATKNiA
TSKENbI
TSKENbI

Hen3BecCTHO

e

HEN3BECTHO
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TSKENbI

HEN3BECTHO

MSrKUM
TSKENbI
TSKENbIi
TSKENbI

MSArKUm
TSOKENbIV
TSKENbIV
TSOKENbI

TSOKENbI

NaTOreHHbIN
NaToOreHHbIN
NaToOreHHbIN
NaToOreHHbIN
He onucaH
NaTOreHHbIN

pa3/inyHble
KNMHUYeckue
BapuWaHTbl

NaTOreHHbIN
naToreHHbIN
NaToreHHbIN
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He onucaH
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He onucaH
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He onucaH
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He onucaH
He onucaH
He onucaH
NaToOreHHbIN
He onucaH

pa3/nyHble
KNMHUYeckne
BapMaHTbI

He onucaH
NaToOreHHbIN
NaToOreHHbIN
NaTOreHHbIN
NaToOreHHbIN
MaTOreHHbIN
NaToOreHHblN
MaTOrEHHbIN

He onucaH
MaTOreHHbIN
NaToreHHbIn
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N N NN N

[ N S T N e S i R S S R S S S S S S B O B S S S N S I S "SI ] N

N

N N NN NN NN NN

0,03%
0,03%
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134

135
136
137
138
139
140
i
142
143
144
145
146
147
148

149

150
151
152
153
154
155
156
157
158
159
160
161
162
163
164
165
166
167
168
169
170
7
172
173
174
175
176
177

178

179
180

2185insC

2221%insA
2790-2A->G
296+1G->T
3121-2A>G
3272-11A->G"
3791delC
3849+5G->A
4005+1G>T%
4022insT
4040delA
406-1G->A
4095+1G->T"
-461A->G7
541del4

5T

624delT™
663delT
-141T->G7
c1279del”
¢1580dupA's
€1584+18672A>G?5,26
1811+27->C
c1761del”
€.2312delA"
€.264_268del?’
3359delCT
c.353delC®
¢.3615_3625del”
¢.3717+1219C>A7
¢.37dupt”
€.3873+4485A>T7
¢.3893delG™®
€.3927_3938del8
€.3983T>A7
.4078delG"
€.4094_4098delin”
c.4094delA
¢.527delG?
c.546T>A7
c.583delC™
840insT
C.743+2T>AM
C590Y7
CFTRdel4-8(4-
7%);del10-11(9-10%)
CFTRdele1-11 (1-10%)
CFTRdele12,13(11-12*)”

¢.2053_2054insC*
(c.2045_2046insA)

€.2089dup
€.2658-2A>G
c164+1G>T
€.2989-2A>G
¢.3140-11A>G
€.3659delC
€.3717+5G>A
€.3873+1G>T
€.3890_3891insT
€.3908delA
€.274-1G>A
€.3963+1G>T
c.-593A>G
€.409_412delCTCC

¢1210-12[5]

c.494delT
¢.531delT
c.-812T>G
c1279delA
¢1580dupA
c1584+18672A>G
c1679+2T>C
c1761del
€.2312delA
€.264_268delATATT
€.3229_3230delCT
¢.353delC
¢.3615_3625del
¢.3717+1219C>A
¢.37dupT
€.3873+4485A>T
€.3893delG
€.3927_3938delGTGGAGTGATCA
€.3983T>A
c.4078delG
€.4094_4098delinsGATGAACCTCAG
c.4094delA
c.527delG
c.546T>A
¢.583delC
¢.708dupT
C.743+2T>A
c1769G>A

€.(273-1_274+1)_(869+1_870-1)
del(1209-1_1210+1)_(1392+1_1393+1)
del

¢.(2-1)_(1584+1_1585-1)del
¢.(1679-1_1680+1)_ (2490+1_2491-1)

p.(GIn685Profs*84)

p.(Arg697Lysfs*33)
No protein name
No protein name
No protein name
No protein name
p.(Thr1220Lysfs*8)
No protein name
No protein name
p.(Gly1298Trpfs*4)

p.(Asn1303Thrfs*25)
No protein name
No protein name
No protein name
p.(Leu137Tyrfs*15)

No protein name

p.(Leu165%)
p.(lle177Metfs*12)
No protein name
p.(Ser427Alafsx16)
p.(Glu528Argfs*40)
No protein name
No protein name
p.(Phe587Leufs*8)
p.Asn771ThrfsX2
p.(Leu88Phefs*21)
p.(Leu1077Valfs*78)
p.(Ser118Leufs*6)
p.Ser1206AsnfsX55
No protein name
p.(Ser13fs)

No protein name
p.(Gly1298Glufs*30)
p.(Trp1310_GIn1313del)
p.(lle1328Lys)
p.(Val1360Phefs*20)
p.(Lys1365Argfs*2)
p.(Lys1365Argfs*15)
p.(Ser176Thrfs*25)
p.Ser182Arg
p.(Ala196Hisfs*19)
p.GIn237SerfsX21
No protein name
p.(Cys590Tyr)

No protein name

No protein name

No protein name
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|
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v
I
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I
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|
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TSXKENbI
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TSXKENbI
HEN3BECTHO
MArKNi
TSKENbli
Hen3BecTHO
TSKEbli
TSXeNbli
TSKEbli
TSXENbli
TSXKENbli
HensBecTHo

TXKeNbli

MSArKUM

TSXENbli
TSXeNbli
HensBecTHoO
TSXENbli
TSKebli
MArKNi
TSOKENbIV
TSOKENbI
TSOKENbIV
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TSKENbI
MSATKNiA
TSKENbI
MSATKNiA
TSKENbI
TSXKENbI
HEeN3BeCcTHO
TSKeNblii
TSOKENbli
Hen3BecTHO
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HEeN3BecTHO
TSKEbli
TSXENbli
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TSOKENbIV

NaToreHHbIN

NaToOreHHblN
NaTOreHHbIN
NaToreHHbIN
NaTOreHHbIN
He onucaH
MaToreHHbIN
NaToreHHbIn
He onucaH
NaToreHHbln
NaToreHHbIN
naToreHHbln
He onucaH
He onucaH
naToreHHbIN

pa3/inyHble
KIMHUYECKMe
BapuaHTbI

He onucaH
NaToreHHbln
He onucaH
He onucaH
He onucaH
He onucaH
MaToreHHbIN
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He onucaH
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Mpunoxenus

181
182
183
184
185
186

187

188
189
190
191

192
193
194
195
196
197
198
199
200
201
202
203
204
205
206
207
208
209
210
21

212

213

214

215

216
217
218

219

220
221
222
223
224

CFTRdele2(2)

CFTRdele2-8(2-7%)°

CFTRdele8(7%)

CFTRdele8-9(7-8)7

D572N30
E1104X

F1052v

F1286S7
G1249E3
G178R
G27X
G314R32
G509D7
G970D
1506718
K598X
L1093p33
1159534
L218X
L233F7
L568F™
L927P
p.Asn505His"
p.GIn1038X™
Q378X
p.Glu1433Gly™
p.Glu402Xx"
p.Glu92Ala
p.LeuB12X35
p.Lys1468Asn’
p.Phe1078lle”

P5L

Q1291R

Q1412X

Q1476X

Q359K;T360K
Q372X36
R1066H

R1070W

R1102X
R709X
R764X
R851X
S549N

¢.(53+1_54-1)_(164+1_165-1)del
¢.(53+1_54-1)_(116+1_1117-1)del
¢.(868+1_870-1)_(1116+1_1117-1)del
C.(1116+1_1117-1)_(1209+1_1210-1)
C1714G>A
€.33106>T

¢.3154T>G

€.3857T>C
€.3746G>A
c.532G>A
c.79G>T
€.940G>C
c1526G>A
€.2909G>A
c1517T>C
c1792A>T
€.327817>C
c.476T>C
C.653T>A
€.697C>T
c1704G>T
.2780T>C
c1513A>C
c.3112C>T
cN32C>T
€.4298A>G
€1204G>T
c.275A>C
€.2435T>A
€.4404A>C
€.3232T>A

c14C>T

€.3872A>G

€.4234C>T

c.4426C>T

c.[1075C>A;1079C>A]
cM4C>T
c.3197G>A

€.3208C>T

€.3304A>T
€.2125C>T
€.2290C>T
€.2551C>T
€.1646G>A

No protein name
No protein name
No protein name
No protein name
p.(Asp572Asn)
p.(Glu1104%)

p.(Phe1052Val)

p.(Phe1205Ser)
p.(Gly1249Glu)
p.(Gly178Arg)
p.(Gly27%)
p.(Gly314Arg)
p.(Gly509Asp)
p.(Gly970Asp)
p.(l1e506Thr)
p.(Lys598%)
p.(Leu1093Pro)
p.(Leu159Ser)
p.(Leu218%)
p.(Leu233Phe)
p.(Leu568Phe)
p.(Leu927Pro)
p.(Asn505His)
p.(GIn1038%)
p.(GIn378%)
p.Glu1433Gly
p.(Glu402%)
p.(Glu92Ala)
p.(Leud12%)
p.(Lys1468Asn)
p.(Phe1078lle)

p.(Pro5Leu)

p.(GIn1291Arg)

p.(GIn1412%)

p.(GIn1476%)

p.[GIn359Lys;Thr360Lys]

p.GIn372X
p.(Arg1066His)

p.(Arg1070Trp)

p.(Arg1102%)
p.(Arg709%)
p.(Arg764*)
p.(Arg851%)
p.(Ser549Asn)
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TSKeNbli
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TSKENbli
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e

HEN3BECTHO
TSKENbI

HEeun3BeCTHO

Ve

TSOKENbIV
Heun3BeCTHO
TSKENbI
TSKENbI

TSKENbI

NaTOreHHbIN
He onucaH
NaToOreHHbIN
He onucaH
He onucaH
NaTOreHHbIN

pa3/inyHble
KNMHUYeckue
BapuWaHTbl

He onucaH
He onucaH
NaTOreHHbIN
NaToOreHHbIN
He onucaH
He onucaH
NaTOreHHbIN
He onucaH
NaToOreHHbIN
He onucaH
He onucaH
NaToreHHbIR
He onucaH
He onucaH
NaToreHHbIN
He onucaH
He onucaH
NaToreHHbIn
He onucaH
He onucaH
NaToreHHbIN
He onucaH
He onucaH
He onucaH

pa3nunyHble
KNUHU4eckue
BapUaHThbI
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225 T604 c1811C>T p.(Thr604lle) HEW3BECTHO  TSAXKEeNbIi He onucaH 1 0,01%
pasnnyHble

226 TG13T5 €1210-33_1210-6GT[13]T[4] No protein name v MSArKui KNUHUYeCcKne 1 0,01%
BApPUaHTbI

227 V392G cM75T>G p.(Val392Gly) HEU3BECTHO  MSITKWiA He onucaH 1 0,01%

228 W1063X €.3189G>A p.(Trp10637) | TSXenNbli MaToOreHHbIN 1 0,01%

229 W401X ¢1202G>A or c1203G>A" p.(Trp407*) | TSOKENbIiA NaTOreHHbIN 1 0,01%

230 W576G c169T>G p.(Trp57Gly) HEN3BECTHO  TSHKENbIiA MaTOreHHbIN 1 0,01%

231 W882X €.2645G>A p.(Trp882%) | TAKEbIA NaToreHHbIN 1 0,01%

232 Y569C c1706A>G p.(Tyr569Cys) HEN3BECTHO HEeW3BECTHO  NATOreHHbIN 1 0,01%

233 G509D;E217G?¢ €.[1526G>A];[650A>G] p.(Gly509Asp;Glu217Gly) HensBeCTHO  MArkui He onucaH 1 0,01%
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