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Aston Health - napTHép KpynHenwero perucrtpa
nauyMeHToB ¢ opdpaHHbIMU 3a60n1€eBaHUAMU

B 2016 rogy Accouvaums MeguLnHCKUX reHeTukoB coBMecTHo ¢ DIBHY «MIMHL»

n koMnaHunen Aston Health 3anycTnm Hay4yHo-nccneaoBaTENbCKUA MPOEKT

«Ay AT BbIMONIHEHUSA HEOHATA/IbHOIO W CENEKTUBHOIO CKPUHWHIOB U OKa3aHus
MeAMULMHCKOM MOMOLLM NauMeHTaM C Hac1eACTBEHHbIMN OpdaHHbIMK 3a601€BaHUSIMU».

Bonee 22 000 nauueHTOB
3aperucTpupoBaHbl B NporpaMme

[MpoeKT No3BonseT U3yyaTb AMHAMUKY TEUEHUS
60/1€3HM C YYETOM NPUMEHEHNS
NIeKapCTBEHHOM U HeJIeKapCTBEHHOW Tepanuu,
OLEeHMBATb U MPOrHO3MPOBaTb NOTPE6HOCTb

B 06bEMax U MeToaax AMarHOCTUKU U
crneymanm3npoBaHHOM

N BbICOKOTEXHOJ/IOMMYHOW MeOULIMHCKOM
noMoLm 6osbHbIM B Poccmnmn B Lenom

n B cy6bekTax PO.

Ho3onorum

+ Mykosuncumaos
° I'IepBw-lHaq umnmapHaa OUCKNHe3nd

- HacneacrteeHHas NMnepderHnnanaHmHeMmns

(PAT- 1 BH4-pedunumnTHas)

- Mykononucaxapupos | Tuna

- Mykononucaxapwugos Il Tuna

+ Mykononucaxapunos lll Tuna

+ Mykononucaxapungos IV tuna

+ Mykononucaxapugos VI Tuna

- BonesHb Pabpm

- bonesHb HumaHHa-IMNnka

- bonesHb NMomne

- CeMeiHas cpeamseMHOMOpPCKas MXopaaKa
+ Muoguctpodus [ioweHHa

+ [NpokcnmanbHas crnmHasbHas MblweyHas atpodus 5q
- Hempodumbpomaros tmn 1

- Pubpoauncnnasusa nporpeccupyoLlas

occnbumumpyoLas

- MTnnodocdarasusn
+ NeduunT TM30COMHOM KMCNOM NnMasbl

+ HelpoHasnbHbI LiepomnaHbIv MNodycumMHO3 2 TMna

TEJIEDOH FOPAYEN NMHNK 8 (800) 100-29-56

CBA3aTbCA C MEHe)KEPOM perucTpa

* Muogunctpodus fdioweHHa E%23[E] - TOA
= CemeiHas cpean3eMHOMOopCKas Mxopaaka = Henpodubpomartos tun 1
= Munodocdarasma " - CMA
= Jedpununt NM30CoMHOM KUCIOM N1nasbl [= = BonesHb MNomne
= Mykononucaxapnaos

2A3E - Mykoeucumpos
b = [NepBuuHas LMIMapHasA AUCKUHE3NS
= BonesHb Pabpu

MuHck
+7(375) 29 920-27-94

AnmMartbli
+7 (727) 356-0616

MockBa
+7 (495) 620-0914

aston

*health

Bynanewr
+36 (1) 456-7273

aston-health.com
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DOI: 10.61726/1981.2025.26.16.001
ISBN 978-5-98803-474-2

[TpoexT Peructp nmauueHTOB ¢ MyKOBUCLIMI030M Poccuiickoii
Denepanuu onoopeH Komurerom no Dtuke @PI'bHY «Menuko-
reHeTUYEeCKUI HaydHbI LeHTp nMeHu akagemuka H.I1. boukoBa»
Mwuno6pHayku Poccum 10 dpeBpansg 2021 rona (ripeacenartenb
BOtnyeckoro komurera — npod. JI.D. Kypuno).

Ha niepBoii crpaHuiie 00J0XKM COBpeMeHHbIe TocTonpumedaTesibHocTu CaHkT-IletepOypra — 3anaaHblii CKOPOCTHOM AUaMeTp
u Jlaxra LleHTp.

3amnaaHblil CKOPOCTHOM TUaMeTp MOJTHOCTBIO BBEIICH B CTpoii B 2016 roay, o6ecrieurBaeT KPYIJIOCYTOYHYIO CBSI3b MEXKIY I0XKHBIMU 1
ceBepHBIMU paiioHamu ropona. [IpoTsskeHHOCTh Beeit Maructpanu 46,6 KM. Maructpalib IMeeT CBOIt HEITOBTOPMMBI BUI GJiaromapst
€IMHOMY apXUTEKTYPHO-XYIO0XECTBEHHOMY CTUJIIO, TIPU 3TOM 3TO CJIOXHOE TEXHUUECKOe COOPYKEHUE C MOCTaMU U 3CTaKaJaMu.
ITpotsxeHHOCTH 3cTakan 10 20 KM, 4aCcTh U3 HUX JIBYXbSIDYCHBIE, T KaXIbIi U3 SIPYCOB MPEACTaBIISIET COOOI YETHIPEXITOJIOCHYIO
JIOPOT'Y OIHOTO HarnpasjieHUs IBUKeHUs1. MHTeHCUBHOCTD ABMXKeHUsT Ha Maructpaje 10 100 Teicsiy aBTOMOOWMIIeit B CyTKU, CKOPOCTh
nBvkeHus 1o 110 km/gac. Ha BceM MPOTSIKEHUM ¢ TOPOTH OTKPBIBAIOTCST TIPEKpacHbIe BUABI Ha LIEHTP ropona, OUHCKUIA 3aJI1B
u Jlaxra LleHTp.

Jlaxra LleHTp nmponoikaeT rpagocTpouTebHyo KoHuenuuio Cankr-IletepOypra, 3anoxeHHyto [Tetpom Benukum u apxutekropa-
mu Jlebnonom u Tpesunu. Jlaxra LieHTp — HOBast BLICOTA BO BCeX CMbIcIaxX. ATo nepBbiit HeOockped B [TeTepOypre, camblit BBICOKMI
B EBporie, camblil ceBepHbIii B MUpe. DTO MPOPHIB B TEXHOJIOTUSIX U MHHOBALMSIX, COBEPIIEHHbIN MIO0ATbHON MEXIyHapOIHOMU
KOMaHJI0# BO IJIaBe ¢ POCCUMCKMMU CrIeLIMaTUCTaMU.

© E.U. Kongpatsera, C.A. Kpacosckuii, T.A. Crenanenko, Konnparenko O.B.,
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MpuBeTcTBEHHOE CNOBO

A.B. OpiioB, K.M.H., pyKoBoauteib LlenTpa
MYKOBHCIH/I032, 3aBeIyIOIIHii HH()EKIUOHHBIM
otenenneM Ne3 JIeTcKoii ropoaCKoi 00IbHHIIBI
uM. Cesiroii Oubry, r. Cankr-IlerepOypr

T.A. CTenaHeHKo, K.M.H., 3aBeaylomas
MyJIbMOHOJIOTHYECKUM OTIEJIeHHEM

Ne2 DkcnepTHOro meHTpa no npoduio
«myabmonoJiorusi» CII6 T'BY3 «I'opoackas
MHoronpoduibHasa 6oabHuIa Ne2», r. CaHKT-
TIetepOypr

Adoporune konnerun!

HagepHoe, kaxplil, KOMy BbITaJla YeCTh 0OpaliaThcs K BaM C MPUBET-
CTBEHHBIM CJIOBOM, UCIIBITHIBAET U TOPAOCTh, U TpeneT. B mocnenHue 30 et
B JICYEHUU MYKOBUCLMI03a TOCTUTHYThl HACTOJIBKO 3HAYMMBIE YCIIEXU, YTO
3a00JyieBaHUE U3 «(DATAIBbHOTO» B MPOIILJIOM BEKE CTAJI0 «OAHUM UX XPOHUYE-
CKUX 3a00JI€EBaHUM JIETKUX» B HacTosillee Bpemsi. HOBBII eXXeroaHbIii perucTp
JIEMOHCTPUPYET yCIIEXH, O KOTOPBIX MbI U HE MeuTaiu. B Peructp maimeHTOB
¢ mykoBuciao3oM B Poccuiickoit @enepammm 2024 roga BKiIoueHs! 4355
MALMEHTOB C MyKOBUCLIMIO30M, U cpeau Hux ctapiie 18 net 32,5%. Baymaii-
Tech B 9Ty udpy! Te, KTo ¥ He AOXKUBAJI 10 rofa, MEPEXOAIT MO HAOII0AeH e
MyJIbMOHOJIOTOB ¢ (DYHKIIMEH BHEIIHEeTo AbixaHusl mpaktuyecku 100%, 6e3
OPOHXOPKTA30B, C BBICOKUMHU MOKA3aTeIsSIMU POCTa U Beca.

B Cankr-IletepOypre elille B KOHIIE MTPOLLIOTO BeKa MPOOJIeMbl MyKOBHC-
L1103 U3YYAINCh KaK Yy ETeii, TaK U Y B3POCIbIX. OCHOBOMOJIOXHUKOM U3-
Y4eHHUsT MyKOBHUCLIMI03a B3pocibix B CaHKT-IleTepOypre siBisieTcs mpodeccop
I'embuinkas TaTbsiHa EBreHbeBHA, MPOAHATU3UPOBABIIAS B CBOEI TOKTOPCKOM
JIACCepTallMy TaHHbIE O 42 MalMeHTaX ¢ MyKOBUCIIMAO30M. 3a BCE TOAbI U3-
YYE€HUS] MYKOBUCLIMI03a MbI MPOLLIM MYTh OT CTAHOBJIEHUSI TMHAMUYECKOTO
HaOJI0AeHUSI, MOSIBIEHUS] MYKOJIMTUKOB, (DEPMEHTHBIX MpenapaToB, dhdek-
TUBHBIX aHTUOAKTEPUATIbHBIX TTPENapaToOB, UHTATSLIMOHHBIX AHTUOWOTHUKOB J0
TapreTHoil Tepanuu. [TocTeneHHO Bpauu, 3aHUMAIOLIMECS MYKOBUCLIMIO30M,
00BEAMHWINCH B COOOIIECTBO EIMHOMBIIIUIEHHUKOB. B 9TOM Hemastag 3aciyra
u Peructpa. TloHayany Mbl CKENTUYECKU OTHOCWJIUCH K 3TOi unee. Ho yxe
NepBbie JaHHbIE Peructpa nmokasajiu, HaCKOJIbKO BakHa MH(MOpMaIlus, OTpa-
JKE€HHas B HeM. Mbl y3HaIIU O JOCTUXKEHUSIX U TPOOJIeMaxX B KaXIIOM PErrOHE,
u ¢ 2014 rona Caukrt-IletepOypr npenocrasisgeT uHdopmauuto B Peructpe. C
KaXJIbIM TOAOM MH(pOPMaIUs O MallMeHTaX ¢ MyKOBUCIUI030M CTAaHOBUTCS
BCce 00bEMHEE U MOJTHEe. MBI BUIUM pe3yabTaThl HEOHATAIBHOTO CKPUHWHTA,
BBICOKMII OXBAT F€HETUYECKOr0 0OCIeNOBaHUS, TaHHbIE TUHAMUYECKOTO
HaOJI0AEHNS, OLIEHKY MUKPOOUOJIOTMYECKOTO CTaTyca, OOBEM MOIy4aeMOro
JIeyeHUs1. DTO BCE AEMOHCTPUPYET OTPOMHBIN TPYJ COTEH Bpayeid, 3aHUMa-
IOIIUXCS MeauaTpueit, myJIbMOHOJIOTUEN, TeHETUKOI, TaCTPOIHTEPOJIOTUEN,
SHIOKPUHOJOTUEN, U OMHOBPEMEHHO C 3TUM AUATHOCTUKON W JE€YEHUEM
MyKOBUCLIMI03a. OGUIUATBHO TaKOH HAYKU «MYKOBUCIUIOJOTUSI» HET, HO
€CTh BpauM, KOTOPBIX MAIMEHThl HA3bIBAIOT «MYKOBUCLIUIOIOTH».

B 2024 rony nepBbie MalIMEHTHI C MyKOBUCIIMI030M, TMAarHOCTUPOBAHHbIE
[0 HEOHATAJILHOMY CKPUHUHTY, TIEpeaaHbl MyJIbMOHOJIOraM-TeparneBTraM. bia-
rojgapsi pyKoBoJCTBY cTpaHbl U hoHay «Kpyr JloOpa» (TaKoil CTpyKTYpbl HET
HU B OIHOW IPYTro¥ CTpaHe!) MbI MOTYYWIN BO3MOXHOCTD IIUPOKO MPUMEHSTh
CFTR-Monynsitopsl. [To nanubiM Peructpa 2024 roga Bce 60Jible NalueHTOB
Kak JIeTeil, Tak 1 B3POCJbIX, MOJyYaloT TapreTHbIe penapartsl. Becero B 2024
roxy 60,5% nauuenTos, noaydanu padnunuHsie CFTR-monynaropsl. Hageemcst,
YTO TOCEAYIOIINE PETUCTPBI OYayT comepath MHbopmMaruio o 100% oxsate
TapreTHOW Tepamueil BceX HyXIaroluxcs. Mbl TOpAbl TEM, UTO SBISIEMCS
YaCThIO KOMaH[Ibl «<MYKOBUCIIUIOJIOTOB» HAIIIE! CTPaHbl, U BEPUM, UTO MPOIOJI-
KUTEJBbHOCTh U KAUECTBO XXM3HU HALIMX MALUeHTOB, 6J1arogapsi COBMECTHBIM
YCUJIUSM, He OyIeT OTIMYaThCsl OT MPOAODKUTEIbHOCTU U KaueCTBa XU3HU
CPEIHECTAaTUCTUYECKOTO POCCUSIHUHA.

O6o0xka PerucTtpa mokasbiBaeT HOBbI pakypc Ha CaHkT-IleTepOypr Kak
CUMBOJI U3MEHEHUI HAIIMX 3HAHUI O MYKOBUCLIMI03€, HOBOIO HAITOJTHEHUS
Peructpa u HOBBIX peNapaToB ISl TEPAMTUU.

Hrak, noporue npy3bsi, PEerucTp — aTo 1OKyMEHT, KOTOPBIA HAC COMUXKAET,
KOTOPBI MO3BOJISIET TOPAUTHCS COOOM U JAaeT HaM CUJIbI ISl HALlIeli COBMECT-
HOI HECKOHYAEMOI PabOTHI.



OprkomuteT MpoekTta Peructp nauneHToB ¢ Mykosucuuao3om PO

KonapatseBa Enena ViBaHoBHA, 1.M.H.,
npodeccop, 3aB. HAYYHO-KIMHUYECKUM
OTIIEJIOM MYKOBHUCLIMI032, 3aBe1yloLast
Kadenpoii [eHeTuku 60J1e3Hei IbIXaTelIbHOI
cucreMbl THCTUTYTA BBICILIETO U
JIOTOJIHUTEILHOTO MPo(dheccuoHaIbHOIo
obpazoBanust PI'BHY «Menunko-
TeHETUYECKUIA HAyYHbI/A LIEHTP UMEHU
akaznemuka H.IT.boukoBa»

»
Crenanenko TaTbsiHa AeKcaHIpoOBHA,
K.M.H., 3aBE/IyIOIIasi MyJIbMOHOJIOTUYECKUM
otneneHreM Ne2 DKCIepTHOTO LIEHTpa TI0
npoduiio «imynbMoHosiorust» CI16 FBY3
«['oponckast MHOTOTIPO(UITbHAS OOTBHUIIA
No2», r. Cankr-IlerepGypr

Kpacockuii Ctanucaas AjleKCaHaApOBUY,
K.M.H., CTApLUMiA HAYYHbIA COTPYAHUK
saboparopuu MykoBrcirnosa PT'BY
«HayuyHo-uccnenoBaTenbCKuit MHCTUTYT
mynbMoHoJorun» @MBA Poccuu, Bemyiumit
HayYYHBI{ COTPYAHUK HAYyYHO-KJIMHUYECKOTO
otaena mykopucinnoza PIrbBHY «Menuko-
TeHETUYECKUIl HayYHBIi LEHTP UMEHU
akanemuka H.IT.boukoBa»

’

Y

Top 10O Bukrt K.M.H.,
BEOyIIUIA HAyYHBII COTPYIHUK JIAOOPATOPUN
PEIKUX HACJEACTBEHHBIX 0OJIe3HEH Y

nereit denepaaIbHOTO TOCYIAPCTBEHHOTO
aBTOHOMHOTO yupexaeHus «HarmmoHanbHbIil
MEIVIIMHCKUIA NCCIIeNOBATEIbCKUI

LIEHTP 3I0POBbs eTeil» MUHUCTEpCTBa
3npaBooxpaHenust Poccuiickoit Denepanmn

P

Menbsanosckas KOmus JleonnaosHa,

K.M.H., Bpau JJabopaToOpHbIil TEHETUK,
CTapllMii HayYHBI COTPYIHUK HAyYHO-
KJIMHUYEeCKUii oTaen mykoBuciimaosza PrbHY
«MenuKo-reHeTUYeCKUiA HayYHblii LIeHTP
umenu akagemuka H.I1. BoukoBa» (wieH
TEHETUYECKOI TPYIIIbl perucTpa)

Iaruna Osibra AHATOIbEBHA, 1.M.H.,
JIOLICHT, MEePBbIii 3aMeCcTUTeb AUPEKTOpa
DI'BHY «Menuko-reHeTHuecKuii HaydHbIit
1eHTp umeHu akagemuka H.IT. BoukoBa»
(reHeTHUeCKas rpyIma perucTpa)

Konaparenko Oubra Baagumuposha,
JI.M.H., TOLEHT, 3aBeayloLuii kadenpoit
MEIMLIMHCKOM MUKPOOHOIOIUU U
ummyHosiorunt @T'BOY BO «Camapcekuii
rocy1apCTBEeHHbI MEIULIMHCKUMA
yHuBepcuter> M3 PD

Cepruenko /Iuana OuKpeToBHa, .M.H.,
npodeccop Kadenpsl HakyIbTeTCKON
nenuatpun @IBOY BO «ActpaxaHcKuii
I'MY» Munsnpasa P®

CrenaHoBa AHHA AJIEKCaHAPOBHA, K.M.H.,
3aBe/ylolast JabopaTopueil MOIeKyIsIpHO-
reHetnyeckoit nuarHoctuku 1, ®rbHY
«MenuKo-TeHeTUYeCKUIA HayYHbIi LIEHTP
umenu akagemuka H.I1. BoukoBa»
(reHeTHYecKas Tpyrra perucTpa)



OO0wmii cnnucok Bcex yyacTHUKOB MpoekTa 32 2024 rog,

OOWKMI CNNCOK Y4aCTHUKOB,

Poccuiickonn Depnepaunn» 3a 2024 r.

3anoJiHdlLwunx naHHblie Oang «PerMCTpa nauneHToBs C MmykoemCcumao3om

Ne Cy0bekT YuacTHUKH

T Damuims Nmsa OT4ecTBO

1 |Anpires Pecniybiuka CaxTtapbek 3apema HannbuesHa

2 |AnTalickuil Kpai MaiurakoBa Ata BranumupoBHa
IletpoBa JluHa BnagumupoBHa

3 |ApxaHrenbckasi 00JacTh IMuckyH Mapus BnagumupoBHa

4 |AcTtpaxaHcKasi 00JIacTb CeprueHko Junana DukpeToBHA

5 |bamxkoprocraH Pecrnyonuka JlaHHBIe BHOCSTCS CHelMaaucTaMy (peaepaabHOTo IEHTpa

6 |BpsiHckas obacTh CramkeBuy TarpsgHa BannmoBHa

7 |bypsitus PecmyOanka Ounposa Haranus MNHHOKeHTheBHA

8 |Bmammmupckast o6acTh JlanHBIe BHOCSTCS CIICIIMAINCTaMU (heIepalbHOTO IIEHTpa

9 |Boarorpaackasi 061acTb BacunbeBa (Ilene-|{AHa AJexcaHIpOBHA
MoBa)
CaxHeBa TatbsiHa BragumupoBHa

10 |Bomoronckast o6iactb IletyxoBa EBrenus BragumupoBHa

11 |BopoHexcKasi 00JacTb Konomarikast BukTopus BanepneBHa
Jlennena Bepa CepreeBHa
VnbsiHOBa Jlronmuna BnagumupoBHa

12 [r. CankT-IletepOypr CrenaHeHKO TaTtbsiHa AJleKcaHIpOBHA
JlaHbmmHa Enena HuxkonaeBHa
OpiioB AJlexcaHIp Brnagumuposuu
[TamkeBuy AJlexcaHIp AHaTOJILEBUY
Jlny>kHeBcKast Mapus AnekcaHapoBHaA
MargeeB Brnagumup CepreeBna

13 |3abaiikanbCKuii Kpait IletyxoBa CHexaHHa HropeBHa

14 |MBaHOBCKas 06JaCTh CMupHOBa Tatbsina JleonunoBHa

15 |Wurymetus Pecny6nuka MankueBa Jlapuca CyntaHoBHa

16 |Wpxkyrckas o61acTh boHnapenko TatbsiHa IletpoBHa

17 |KabapauHo-bankapckas Pecnyonnka JlaHHbIE BHOCSTCS crienMaaucTaMu penepaibHOro LieHTpa

18 [KanuHuHrpaackasi o0JacThb IletpoB BukTop BrnagumupoBua
CeMuireBa Hatanbs JleoHunoBHa

19 |Kamyxckast 061acTh KyspmuueBa Wueca AJleKcaHIpOBHA
JlaBbITOBA AHacTtacus BacunbeBHa

20 (KapauaeBo-Yepkecckas Pecmyoimka JlaHHBIE BHOCSITCS CielMaaucTaMu (peaepaabHOro LEHTpa

21 |Kapenus Pecrybauka TyxxkaneH Exarepuna BukropoBHa
®posnkoBa Exarepuna HMBanoBHa

22 |KemepoBckasi 001acTh IIporacoBa TarbsiHa AJleKcaHApPOBHA
KapmaHoBa Codbs HUropeBHa

23 |KupoBckas obnacTtb Vnanosa AHHa BennamMmuHoBHa
I'eptbe Enena BanepneBHa

24 |Komu Pecnybnnka TapbOeeBa Onbra HuxonaeBHa

25 |KpacHomapckuii Kpaii Jlgrymra Japuna DnyapaoBHa
bpucun Bukrtop IOppeBnu

26 |KpacHosipckuii Kpait YukyHOB Brnagumup BukropoBuu
WnbeHkoBa Haranbsa AHaTOJIbEBHA

27 |Kpbim Pecny6svika u r. CeBacTonofib HMBaxHeHKO EBrenuii ®enopoBud
l'aburoBa Enena CepreeBHa
TpunuHa CaeTnaHa BacuibeBHa




O0wwmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2024 rop,

No Cy0bekT YyacTHUKH

11 Damums | Nmsa | OTtyecTBO

28 |Kypranckas o0acTb JlaHHBIe BHOCATCS CIIEIIUATNCTaMU (heIepalbHOTO IIEHTpa

29 |JleHmHTrpamckKasi 00JIacTh Torones AHppeit BukTopoBuu
CrenmaHeHKO TatbsiHa AJleKcaHIpOBHA
JlaHbIIMHA Enena HukonaesHa

30 |MaragaHckasi 00J1acTh J>xeHTeMupoBa Mapuna DnyapnoBHa

31 |MopnoBus Pecniyoiuka JbsiukoBa AHHa Anb0epTOBHA

32 |MockoBckas obaacts u . MockBa Boponkosa AHHa IOpreBHa
Kexaiite Enena KdactytucoBna
MakcumbrueBa TarbsaHa IOpbeBHA
darxymimHa Wpuna PunaToBHa
[Iepman BukTopus JlaBumoBHa
Kpacosckuii CraHuciaB AJleKcaHIpOBUY
Karazexen Pesyan VYmatueBuu
AdanacbeBa Mapusi BanepreBHa
Topunosa IOnus BukropoBHa
Kocuuxkas OkcaHa I'puropnreBHa
Iagpuna Bepa BramucimaBoBHa

33 |[MypmaHcKkasg 00J1acTh JlaHHBIE BHOCSTCS CHelMaaucTaMy (peaepaabHOro IeHTpa

34 |Hwuxeropomckas 001acThb EpayroBa MapuHa BanepneBHa
Boponun KoHcTaHTuH AnekcaHIpoBUY

35 |HoBropoxackas o61acTtb JlaHHbIe BHOCSTCS cienuaiicTamMu (heaepaibHOrO LIeHTpa

36 |HoBocubGupckast o6iacTh KonnakoBa IOnus AnekcaHIpOBHa
IMuneruna KOnusa CraHuciaBOBHA

37 |Omckast 001acTh Cadonoba TaTbsiHa WBaHoBHa
Kapumon Mapcenb HaunbeBuu
IlIeBnsikoBa AHHa AJlekcaHapoBHA
KopHeeBa TaTbsiHa IOpbeBHa
BbaciokoBa Haranus AJleKcaHIpOBHA

38 |OpeHOyprckas 00J1acTh Pribankuna MapuHa I'eoprueBHa
CkaukoBa Maprapurta AJleKcaHApOBHA

39 |IleH3eHckas 00yacTh JlaBbimOBa Hanexna IOpreBHa

40 |[Tepmckuii Kpait Kamuna Onbra IOpneBHa

41 |I[Tpumopckwmii Kpaii Haymosa Wpuna BuxkropoBHa

42 |PocroBckasg 001aCcTh HenamkoBckas Haranssa TennanpeBHa
[lcropHukoBa Onbra CepreeBHa

43 |Pg3aHckas o6nacTh Tepexuna (®unmumo- | TaTesiHa AHaTOJIbeBHA
HOBA)
CMupHOBa Bepa BnagumupoBHa

44 |Camapckas o6macTb BacunbeBa Enena AJleKcaHIpOBHA
CreranuHa Jlronmuita ButanbeBHa

45 |CapaTtoBcKast 001acTh benoycoBa Exarepuna BnagumuposHa

46 |Pecnybimka Caxa (Axkytus) JlaHHBIE BHOCSITCS CrieliMaaucTaMu (peaepaabHOro LeHTpa

47 |CaxanuHcKas 001acTh XMXKHSIK Onusa IOpbeBHa

48 |CBepmioBcKas 00JacTh ITonomapeBa Hatanbs JAMutpueBHa

49 |CmoneHckas 06JacTh HoBukosa Onbra BopucbeBHa

50 |[CraBponoJabCKUiA Kpaii Bonoso3oBa Oa BiaagumupoBHa
Ennna Enena AJekcaHapoBHA

51 |TamboBckast 00JIacTb JlaHHBIe BHOCSITCS CHelIMaucTaMu (eaepaabHOTo IeHTpa




OO0wmii cnnucok Bcex yyacTHUKOB MpoekTa 32 2024 rog,

Ne Cy0bekT YyacTHUKH

101 Damuims Nmsa OT4ecTBO

52 |Tarapcran Pecnybauka [Tarepkuna OxcaHa I'ennagbeBHA
ITakupoBa I'ynbHas PenaroBHa

53 |Tomckast o6sacTb ITetpoBa Banepusa BuktopoBHa
Kucenesa AHacTacust JIbBOBHA

54 |Tynbckasi 006J1aCcTh lamonoBa Haranbs MuxaiiioBHa

55 |TiomeHckast 001acTh Tunes Kupunn AHapeeBuY

56 |Yomyprckas Pecry6ianka CumaHoBa TaTbsiHa BiaagumupoBHa
IToHomapesa Onbra HuxonaeBHa
Ocumnosa Enena BanepneBHa

57 |YnbsiHOBCKas 00J1acThb OBCSIHHUKOBA Exarepuna AJleKcaHIpOBHA

58 [XabapoBcKuii Kpaii Ko3znosa Enena AJleKcaHApOBHA

59 |Xakacus Pecrmybanka JlaHHBIE BHOCSITCS crieliMaaucTaMu (eaepaabHOro IeHTpa

60 (Xanrel-Mancuiickuiit AO — FOrpa dponeHkoBa Jrommuita AHaTOIbEeBHA
Caryk Haranbs AHaTOJIbeBHA

61 |YemabuHckast 061acTh AHTOHOB Bnagumup Huxonaesuu
Kapumosa Wpuna IleTrpoBHa

62 |YeueHckas Pecry6iunka IITaxrupeeBa Manauna PycnaHoBHa

63 |Yysamickasa Pecnybimka Tony6uoBa Onbra WUropeBHa

64 |Smano-Henenkuit AO JlaHHBIE BHOCSTCS CIeMaIucTaMy (pefepaabHOTo IeHTpa

65 |fpocaaBckast 061acTh ®dareeBa Enena |BJ'IaI[I/IMI/I]:)0BHa




06was uidopmaums

Ba3a gaHHbIX PerucTp naumeHToB ¢ MykoBucuuao3som B Poccum 3a 2024 r.

O6wasa uHdpopmauua

Puc. 1. Peruonsl, BkiatoueHHbie B Peructp B 2024 1. [IpriMeyaHue: TeMHO-OpaHKEBBIM IIBETOM TOKa3aHbl PETMOHBI, TIPEACTAaBUBIINE TTOJTHbBIE
JIaHHBIC TIO TTAIMEHTaM ¢ MYKOBUCILIMIO30M (IETH U B3POCIIbIE), OPAHKEBBIM — PErMOHBI, TTALIMEHTHI KOTOPBIX HAOJIIOAAIOTCSI B APYTUX CYObEKTax
P®, necouHblii LIBET — JaHHbIE HUKAK HE MPEACTaBICHbI

B Peructp BKIIOYEHBI JaHHbIEe 85 pernoHoB-cyobekToB Poccuiickoit @enepauuu (puc. 1).
[IpencraBieHbl CyMMUPYIOLLIKE JaHHbIE 110 (henepanbHbIM OKpyram. JIormoIHUTeIbHO BbLIeIEHbI
ropona Mocksa u CaHkT-IleTepOypr, moka3arenn 1o KOTOPBIM IIPEACTaBICHBI OTACIBHO (HapSIy
C BKJIIOUEHMEM UX JaHHBIX B COOTBETCTBYIOLINE (henepaibHble OKpYyra).

H®DO — LlenrpanbHblii henepanbHblii okpyr (n=1285), u3 Hux Mocksa = 493

C3dO0 — Ceepo-3amnaanblii henepanbhblii oKpyr (n1=395), u3 Hux Cankr-IletepOypr = 204
IODO — KOxHbli henepanbHblil oKpyr (n=491).

[®O — IIpuBomxckuii denepanbHbiii okpyr (n=907). YOO — VYpanbckuii denepaibHblit
OKpyT (n=342).

CDO — Cubupckuii penepanbHbiii oKpyr (n=470).

JAB®O — JlanbHeBOCTOUHBIHA (henepaibHbiil okpyr (n=216). CKD®O — Cepepo-KaBkazckuit
(enepanbhblit OKpyr (n=249).

Peruon, He Bomenmmii B peructp 2024 roga: YyKoTckuii aBTOHOMHBIN OKPYT.

B Peructp 2024 r. 66111 BKIIIOYEHBI JaHHbBIE 0 4355 nmanmenTax: 3550 KUBBIX U 23 yMepIlIuX,
HaOIIONABIINXCS B TEKYIIEM IOy, a Takke 271 mauueHT, KOTopble He HAOJIIONaINCh B TEKYIIEM
rony, u 511, KoTopble He OCMaTPUBAIMCh B TEUEHUE TPEX JIET.

OO611ee KOJIMYECTBO NALMEHTOB ¢ MyKoBucLKa030M (MB) B P® (1o nanHbiM «IIporpaMmbl
14 BbICOKO3aTpaTHBIX HO30J0ruii» MuHucTepcTBa 3apaBooxpaHeHuss PD) cocrasisier 4721
YyeJIoBeK 110 JaHHbIM Ha 17.10.2024.

B Tab6n. 1 npencraBieHo YMCI0 MALIMEHTOB B KaXKIOM PETHOHE, T0JISI B3POCIbIX MAlIMEHTOB, a
TaKKe J10J1s1 OOJIbHBIX JAaHHOTO PETMOHA OT YMCJIa TTAllMEeHTOB COOTBETCTBYIOLIETO (henepasbHOro
OKpyra 1 OT O0IIEro KoJU4ecTBa MalleHTOB 110 CTpaHe.
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Cy6bekT PO

Mocksa

MockoBckasi o6nactb
Benropogckas o6nactb
BpsHckas o6nactb
Bnagumupckas o6nactb
BopoHeXxckasi 06nacTb
WBaHoBCKas o6nacTb
Kanyxckas o6nactb
Koctpomckas o6nactb
Kypckasi o6nactb
Jluneukas obnactb
OpnoBckas o6nactb
PsizaHckas o6nactb
CmoneHckasi o6nactb
Tamb6oBckasi o6nactb
Teepckasi o6nacTtb
Tynbckas o6nactb
fipocnasckasi o6nactb
ApxaHrenbckas o6nactb
Bonoroackas o6nactb
KanuHunrpapckas o6nactb
Pecny6nuka Kapenus
Pecny6nuka Komu
JleHuHrpapackasa o6nactb
MypmaHckas o6nacTb
HeHeukuii AO
Hoeropogckasi o6nactb
MNckoBckas o6nacTb
Cankr-lMetepbypr
Pecny6nuka Apgbires
AcTpaxaHckasi o6nactb
Bonrorpagckas o6nacTb
Pecny6nvka Kanmbikus
KpacHopapckuii kpaii
Pecny6nuka Kpbim
PocToBckas o6nacTtb
CeBacTononb
KypraHckas o6nacTb
CsepanoBckas o6nacTtb
TiomeHckas o6nacTb

XanTtbi-MaHcuiickuii AO — lOrpa

YenabuHckasa obnactb
Simano-HeHeukuii AO
Pecny6nuka Antaii
AnTaiickuii Kpan
WpkyTckaa o6nactb
KemepoBckas o6nactb
KpacHosapckuii kpai
HoBocuGupckas o6nactb
Omckasi o6nactb
Tomckas o6nacTb
Pecny6nuka TbiBa
Pecny6nuka Xakacus
Pecny6nuka BawkopTocTaH
KupoBckas o6nactb
Pecny6nuka Mapwuii 9n
Pecny6nuka MopgaoBus
Huxeropoackas o6nactb
OpeHOyprckas obnacTtb
MNeH3eHckas o6nacTb
Mepmckwii kpaii
Camapckas o6nacTb
CaparoBckas o6nacTb
Pecny6nuka TatapcraH
Pecny6nuka Yamyptus

depnepanbHbiii | AGCONIIOTHOE YMCNO

oKpyr
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YO
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neo
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Tabauya 1

Yucao écex nauuenmos 6 cyosexmax P®D, npedcmas.aennvix 6 pecucmpe

NnaunueHTosB, n
493
290
27
23
43
81
34
44
17
16
22

13
23
24
22
23
39
51
16
28
35
19
25
33
19
1
1
4
204
10
25
55
4
158
73
136
15
13
110
59
64
83
13
2
64
59
56
95
80
68
30
3
13
98
41
12
23
132
75
25
66
114
52
144
35

Konuyecteo
B3pOCbIX, abC.

218
93
11
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Dons
B3pOChbIX, %

44,2
32,1
40,7
17,4
34,9
29,6
26,5
20,5
35,3
25,0
36,4
30,8
26,1
12,5
31,8
34,8
43,6
58,8
12,5
17,9
28,6
21,1
28,0
39,4
31,6
0,0
27,3
75,0
36,8
30,0
28,0
21,8
75,0
36,1
34,2
29,4
40,0
30,8
33,6
16,9
26,6
31,3
38,5
0,0
15,6
23,7
26,8
23,2
32,5
39,7
33,3
66,7
7,7
29,6
34,1
16,7
26,1
27,3
32,0
32,0
25,8
49,1
30,8
37,5
62,9

Hons B benepans-
HOM oKpyre, %

38,4
22,6
2,1
1,8
3,3
6,3
2,6
3,4
1,3
1,2
1,7
1,0
1,8
1,9
1,7
1,8
3,0
4,0
4,1
7,1
8,9
4,8
6,3
8,4
4,8
0,3
2,8
1,0
51,6
2,0
5,1
11,2
0,8
32,2
14,9
27,7
3,1
3,8
B
17,3
18,7
24,3
3,8
0,4
13,6
12,6
11,9
20,2
17,0
14,5
6,4
0,6
2,8
10,8
4,5
1,3
2,5
14,6
8,3
2,8
7,3
12,6
5,7
15,9
3,9

Aons B o6wem
peructpe, %

11,3
6,7
0,6
0,5
1,0
1,9
0,8
1,0
0,4
0,4
0,5
0,3
0,5
0,6
0,5
0,5
0,9
1,2
0,4
0,6
0,8
0,4
0,6
0,8
0,4
0,0
0,3
0,1
4,7
0,2
0,6
1,3
0,1
3,6
1,7
3,1
0,3
0,3
2,5
1,4
1,5
1,9
0,3
0,0
1,5
1,4
1,3
2,2
1,8
1,6
0,7
0,1
0,3
2,3
0,9
0,3
0,5
3,0
1,7
0,6
1,5
2,6
1,2
3,3
0,8

—_
o
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‘ N2 ‘ Cy6bekT PO ®depepanbHblii | AGCONIOTHOE YUCNO KonuyectBo Donsa Dons B denepans- | Jons B o0wem
oKpyr MauueHToB, n B3pOChbIX, a0C. | B3poCnbiX, % HOM okpyre, % peructpe, %

66 YnbaHOBCcKas o6nacTtb noo 27 9 G543 3,0 0,6
67 Pecny6nuka Yyeawus noo 63 28 44,4 6,9 1,4
68 Amypckas o6nacTb ABdO 22 4 18,2 10,2 0,5
69 Pecny6nuka BypsaTtus AB®O 22 9 40,9 10,2 0,5
70 Espeiickas AO AB®O 2 2 100,0 0,9 0,0
71  3abaiikanbckuii Kpain AB®O 34 9 26,5 15,7 0,8
72  Kamuatckwii kpaii AB®O 7 3 42,9 3,2 0,2
73 MarapaHckas obnactb AB®O 2 0 0,0 0,9 0,0
74 TMpumopckuii kpan AB®O 52 23 44,2 241 1,2
75 Pecny6nuka Caxa ABDO 15 4 26,7 6,9 0,3
76 CaxanuHckas o6nactb ABDO 12 3 25,0 5,6 0,3
77  XaGapoBcKuii Kpaii OB®O 48 1 22,9 22,2 1,1
78 Pecny6nuka JarectaH CK®O 21 2 9,5 8,4 0,5
79 Pecny6nuka UHrywetus CK®dO 17 0 0,0 6,8 0,4
80 KabGapauHo-Bankapckas Pecny6nuka CK®O0 7 1 14,3 2,8 0,2
81 Kapauaeso-Yepkecckas Pecny6nuka CK®O 33 3 9,1 13,3 0,8
82 Pecny6nuka Ocetus CK®dO 11 3 27,3 4,4 0,3
83 CraBspononbckuii Kpai CK®O 78 29 37,2 31,3 1,8
84 Pecny6nuka Yeuus CK®O 82 5 6,1 32,9 1,9
85 [pyrue Tepputopumn {e]:Te] 15 2 13,3 3,1 0,3

uToro 4355 1417 32,5 100

Mpumeyanve: Opyrue tepputopumn OPO: JoHeukas HapoaHas Pecny6nuka, JlyraHckas HapogHas Pecnybnvika, 3anopoxckas o6nactb, XepcoHckasi ob6nacTb

JIluHaMKKa YUCIEHHOCTH MalMeHTOB B peructpe 3a nepuox ¢ 2011 mo 2024 ron npeacrapieHa

Ha puc. 2

Ha puc. 3 npencrasiieHa 1011 MALIMEHTOB KaxA0To (henepajbHOTO OKpyra B OOLIEH YUCIEH-
HOCTHU TallMEeHTOB, BKJIIOUEHHBIX B peructp (n=4355).

2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 2021 2022 2023 2024

2916

3049 3096 3142 3169

Puc. 2. lunamuka yncieHHOCTH manueHToB B peructpe ¢ 2011 romna mo 2024 romn*.
*[IpuMevaHue: B T.4. MALIMEHThI, KOTOpbIe He HabOonanuch B 2024 1.
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

LleHTpanbHbIVi dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblil OKpyr
HOKHbIN deaepanbHblii OKpYyr
MpuBoMKCKMIA deasepanbHbIi OKpyr
YpanbcKkuin beaepanbHblii OKpyr B et
CnbupcKkuin deaepanbHbiin OKpYr M B3pocnble
JanbHeBOCTOYHbIV deaepanbHbIi OKpyr
CeBepo-KaBKasckuli desepanbHbIi OKpyr
Mocksa
CaHKT-I'IeTepGypr

1000 1500

Puc. 4. AGconoTHOE YKCIIO AeTeil U B3POCIBIX C MyKOBUCLIMAO30M B cyobekTax PD

AOCOJIIOTHOE YUCIO MallMEHTOB ¢ MYKOBUCLIMAO30M (IeTeil U B3pOCHbIX) B (pemepaabHbBIX
okpyrax Poccuiickoit @enepaunu, a Takke B MockBe u CaHkT-IleTepOypre oTpaxkeHO Ha
pucyHke 4.

B tabnuie 2 npencrapieHa IMHaAMUKa OCHOBHBIX TAHHBIX ITALIMEHTOB ¢ MYKOBHUCIIMI030M 3a
2011 rox u 3a mocneguue Tpu roga (2022—2024 rona).

Tabauua 2
Ocnognute noxkasameau, ompajcarouiue opeaHu3auu0 NOMOUU NAYUEHM08 ¢ MYKOBUCUUO030M U UX COCHOSHUE 300P06bs 34
2011-2024 ee.

\ Mokazatens \ 2011r. \ 2022r. \ 2023 . \ 2024r. |
06Lwwee yucno 1026 3969 4058 4355
XuBbl, HaGnioganuch B TEKYLEM oAy, n 1011 2787 3038 3550
Ymepnu, n 15 31 40 23
He HaGniopanuck B TeKyliem rogy H/B* 1081 821 271
He HaGniopanuce Tpu roga 70 159 511
WUcknioueHbl U3 peructpa, n 0 0 6 0
BospacrT, rogbi
M=SD 11,5+8,9 14,7+9,8 15,349,8 15,5+10,2
Me (25th — 75th pctl) 12,7 (7,5-19,6) 13,3 (8,1-20,1) 13,6 (8,3-20,5)
[ons naumeHToB B Bo3pacte > 18 net, % 25,0 29,4 31,4 32,5
M+SD 3,3+5,5 3,0+6,1 3,0£6,2 3,1£6,5
Me (25th — 75th pctl) 0,4 (0,1-2,6) 0,4 (0,1-2,5) 0,3 (0,1-2,4)
MekoHueBbIii uneyc
Bcero, % 5,4 9,2 9,3 9,5
* xupypruyeckoe nocobue, % 4,8 8,1 8,2 8,4
* KOHcepBaTuBHas Tepanus, % 0,6 iy 1,1 1,1
B otyeTHom ropy, % 8,7 6,5 15,0 15,7
* Xupypruyeckoe nocobue, % 8,7 6,5 15,0 15,7

® KOHcepBaTUBHas Tepanus, %

AnarHos no HEeOHaTaJIbHOMY CKPUHUHIY

Bcero, % 28,8 54,4 55,3 56,7
B OTYETHOM ropy, % 78,3 73,9 84,2 74,1
lFeHeTuyeckoe uccnepoBaHne

OxBart, % 91,8 94,6 95,6 96,8
Jlons BbISIBNEHHbIX FEeHETUYECKUX BapUaHToB, % 80,0 90,9 93,4 95,7

* NBa BbISIBJIEHHbIX FEHETUYECKUX BapuaHTa, % 69,1 87,1 89,2 93,1

® OAMH BbISIBJIEHHBIW FeHeTUYeCKuii BapuanT, % 21,4 10,0 8,5 5,0

¢ 06a reHeTU4eCKUX BapuaHTa He BbisIBNIEHbI, % 9,5 2,8 2,3 1,8
F508del / F508del, % 32,1 30,6 28,0 28,5
F508del / HeF508del, % 41,2 46,3 46,8 46,0
HeF508del / HeF508del, % 26,7 23,1 25,2 25,5
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Mokazatens \ 2011r. \ 2022r. 2023r. 2024r.
F508del, annenbHas yactota, % 52,79 51,6 51,4 51,5
KomnnekcHeiii annenb, L467F;F508del, annensHas yactora % H/D, 0,76 0,87 1,16
CFTRdele2,3, annenbHas yactoTa, % 6,32 6,1 6,1 5,96
E92K, annenbHas yactota, % 2,65 3,7 3,71 4,01
MSSA, % 58,4 70,0 69,7 66,5
MRSA, % H/A, 4,8 585 6,0
Pseudomonas aeruginosa*:
* XpoHuyeckoe uHdUuMpoBaHue, % 32,3 36,1 34,3 30,5
* WHTEPMUTTUPYIOLLUIA BbicEB, % 15,1 12,0 10,2 11,2
Pseudomonas aeruginosa mucoid, % H/A H/A H/A 4,4
Burkholderia cepacia complex, % 7,0 5,7 5,4 4,3
Stenotrophomonas maltophilia, % 3,4 4,1 4,2 3,1
Achromobacter spp., % H/A 8,2 7,0 6,1
NTM, %** 1,6 1,5 0,7 0,8
Haemophilus influenzae, % H/D, 3,9 4,2 4,7
Escherichia coli, % H/D, 5,3 4,4 4,6
PecnupatopHas ¢pyHKkums
DXEJ, %p0nx. 84,6+30,1 87,6+23,6 89,7+22,8 91,5+22,2
ODB1, %ponx. 74,6+£29,4 81,5+28,3 82,9+28,1 85,7+27,6
Me (IQR) 29,0 (55,6)
Me (25th — 75th pctl) 29,15 (9,5-57,9) 34,1 (12,5-63,7) 37,4 (14,8-66,6)
meauaHa UMT cpeam B3pocnbix
Me (IQR) 18,8 (3,9)
Me (25th — 75th pctl) 19,3 (17,6-21,5) 19,8 (18,0-21,8) 20,2 (18,4-22,5)
OCnoXHEHUs 1 COnyTCTBYIOLME 3a60N1eBaHUS B OTYETHOM roay
Annepruyeckuii GpoHxoneroyHbiii acneprunnes, % 1,3 3,0 2,8 2,9
CaxapHblii AuabeT C NnpUMEeHeHneM MHCynuHa, %*** 3,2 4,6 4,8 5,6
MHeBmMoOTOpaKkc, NoTpeGoBaBLUMiA ApeHnpoBaHus, % 1,5 0,6 0,6 0,2
Luppo3 neyeHn
* C nopTanbHOI rMnepTeH3ueilt / runepcnieHnsmom, % 4,2 3,3 4,0 3,7
¢ 6e3 nopTanbHOI rMNEpPTeH3un / runepcnneHnsma, % 4,3 2,9 2,8 2,4
® 0 HanNU4YuU rMNepPTeH3nn Hem3BecTHO, % 0,3 0,2 0,2 0,4
* KPOBOTEYEHME U3 BapUKO3HO-PaCLUMPEHHbIX BEH H/D, H/0 0,1 0,0
nuLLLeBOAA M Xenyaka
® Hanuyme TPaHCNNAHTMPOBAHHOW NeYeHn H/B, H/A, 0,6 0,5
* nopaxeHue ne4yeHu 6e3 uupposa, % 23,2 15,6 13,8 15,1
Jero4Hoe kpoBoTe4yeHue, % 2,6 0,6 0,8 0,7
OcTeonopo3 (HU3Kas KocTHas Macca), % 14,5 3,8 3,0 3,5
CuHycMT ¢ nonunamm Hoca, % 15,0 35,5 37,6 36,0
CuHycuT 6Ge3 nonunoe. Hoca, % H/D, 40,3 34,2 31,6
ANeKTPONUTHbIE PacCTPONCTBA, % 4,0 2,0 1,6 1,8
Hanuuue oHkonorunyeckoro 3aboneeanus, % 0,4 0,1 0,1 0,3
Amunoupo3s, % 0,2 0,8 0,5 0,4
CUHAPOM AMCTanbHON UHTECTUHANBHOM 06CTPYKUMK, % H/0 1,3 1,3 1,3
BpoHxuanbHag actma, % H/B, H/B, 3,7 4,4
r9PB, % H/B, H/R, H/A, 12,3
ApTpuTbl, % H/A H/A H/A 1,7
Aenpeccus, % H/B, H/B, H/B, 4,4
Nankpeatut, % H/A H/A H/A 2,7
Tepanus B 0T4ETHOM roay
TMnepToHMYecKkuii pacTBop HaTpusa xnopuaa, % 8,7 71,5 70,7 69,8
AHTUOMOTUKMN MHraNSILNOHHbBIE, % 41,3 46,2 46,3 39,0
AHTUOGMOTUKMN BHYTPUBEHHBIE, % 70,9 45,0 46,3 39,1
AHTUOGMOTUKM NepopanbHbie, % 69,1 69,2 71,0 60,4
BpoHxoaunaTaTopbl MHraNIILMOHHbIE KOPOTKOro AeicTBuUS, % 63,0 41,1 39,5 33,8
BpoHxoaunaraTopbl UHransiLMOHHbIE ANIUTENBHOIO H/A, H/A, 16,0 12,8
pencTeus, %
Ctepounabl MHransauMoHHble, % 26,8 13,1 10,5 8,6
Crepouabl cucTeMHbie, % 8,3 3,9 3,1 2,3
JopHa3sa anbda, % 93,4 93,9 93,5 92,1
A3UTPOMULUMH B CyOMHrMOmpyioLeii nose, % 34,7 23,1 22,2 16,9
Ypcoae3okcuxoneBas kucnora, % 93,2 85,9 85,8 84,1
MankpeaTnyeckue pepmenTbl, % 94,2 89,9 90,4 89,2
JXXupopacTBopuMbie BUTaMUHbI, % 88,1 85,4 87,7 89,0
Kunesutepanus, % 79,9 71,5 70,9 72,0

13
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Mokasartenb 2011 r. 2022r. 2023r. 2024r.

Kucnopopotepanus, % 6,2 4,9 4,5 3:3

WHrM6uTopbl NPOTOHHOI NnoMnbl, % H/A 24,5 24,8 23,4

WHransiumoHHblit MaHuuTon, % H/D, 9,1 11,5 12,3

Bbicokue no3bl uéynpodena, % H/A H/A H/A 0,9

YpeckoxHasa aHgockonuyeckas ractpoctomus, % H/B, H/B, H/B, 0,5

CFTR mopynsiTopbl, Bcero, % H/A 46,3 52,0 60,5

MeakadTop / JlymakapTop, % H/A 16,8 15,1 12,1

UBsakadTop / TezakadTop / dnekcakapTop n UBakadTop H/D, 28,4 35,6 47,6

— Nerkux, n 1 5 0 2

— ne4yeHu, n 0 3 2 2

— Mo4ek, n 0 0 0 0
CmepTb

Yucno ymepiumnx 15 31 40 23

M=SD, roap! 15,9+12,7 28,1+9,2 24,6+11,3 24,1+13,1

Me (25th — 75th pctl) 26,6 (21,5-34,6) 26,5 (8,1-20,1) 21,4 (16,8-31,9)

Me (IQR), roas! 17,4 (25,0) 26,6 (13,7) 26,5 (19,8) 21,4 (15,1)
MpuunHbl cMEPTH

— GpoHxoneroyHas, n 13 27 33 19

— BOAHO-3NEKTPOJSIUTHbIE PacCTPONCTBA, N 1 0 0 1

— nopaxeHue nevyeHu, n 0 0 0 0

— HecYacTHbI cnyyait, n 0 0 1 1

— CBSI3aHHas C TPaHCNNaHTauuemn 0 3 2 1

— OCTpasi NoYyeyHasi HeAOCTaTO4YHOCTb, N 0 0 0 1

— OHKOnorus, n 0 0 1 0

— He CBA3aHa C MyKOBMCLIMA,030M 0 0 1 0

— ppyras, n 0 0 0 0

— NpUYMHa CMepPTU HEM3BECTHA, N 1 1 2 0

* P.aeruginosa Bkno4yaeT B cebsa P.aeruginosa mucoid n P.aeruginosa non mucoid

** NTM — HeTybepkynesHble MrkobakTepum

*** CaxapHblit AmabeT ¢ noTpebHOCTbIo B nHCynmHe BkaoyaetT CA1 tuna, CA 2 tuna, CA, (Tun HemssecTHo), MC3/,
**xx — tepanus 6onee 3 mecsaues

H/IZL — HeT AaHHbIX — B A@HHOM rofy nokasaTtesimn He BHOCUJIUCb B PErNCTP

Bospacn-laﬂ U nojioBad CTPYKTypa naumeHToB C MyKOBUCUNA030M

Pacnipenenernue 60IbHBIX MyKOBHCIIMIO30M B 3aBUCMMOCTH OT BO3pacTa MpPeACTaBIeHO Ha
puc. 5 u B T1abn. 3. CpenHuii Bo3pact nauueHToB B 2024 1. coctaBun 15,5+10,2 roga, MmenuaHa
Bospacra — 13,6 (8,3—20,5) romga. Camblii crapiiunii naureHT B oT4€THOM 2024 1. HaGIoaJICs B
IleH3eHcKoOI 00J1aCTH; €ro BO3pacT cocraBui 67,2 roga, Bo3pacT camoro miaamero — 0,1 roxa.
Houst B3pocibix mauueHToB (> 18 net) — 32,5%. Cpenu nanneHToB ¢ MB He3HaunTeIbHO Mpe-
o0anaan My>kurHblI (52,1%), xeHiuHbI coctaBisuiv 47,9%. TeHnepHblil COCTaB B 3aBUCUMOCTHU
OT BO3pacTa MpeacTaBieH Ha puc. 6.
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Puc. 5. PacnipeneneHue maluueHTOB ¢ MYKOBUCIIMIO30M IO Bo3pacTy B 2024 rony (n=4355). Ocb abcuuce — BO3pacT, FOibl, OpAMHAT — YKiciio, N
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Puc. 6. ITonoBoii coctaB MalIMeHTOB C MYKOBHUCIIMI0O30M B 3aBUCMMOCTH OT BO3pacTa

Tabauua 3

Pacnpedeaenue nayuenmos ¢ mykosucuudozom 6 3a8ucCUMOCHU o 603pacma u noia

Bospact MyXumHbI ‘ JKeHLwmHbI Bcero ‘
0-1 29 30 59
1-2 48 61 109
2-3 59 54 113
3-4 64 73 137
4-5 62 86 148
5-6 64 83 147
6-7 72 97 169
7-8 72 92 164
8-9 90 97 187
9-10 109 101 210
10-11 95 102 197
11-12 106 101 207
12-13 96 104 200
13-14 99 97 196
14-15 92 88 180
15-16 82 104 186
16-17 90 95 185
17-18 72 72 144
18-19 77 67 144
19-20 65 62 127
20-21 67 50 117
21-22 37 51 88
22-23 35 51 86
23-24 33 55 88
24-25 34 35 69
25-26 27 33 60
26-27 29 26 55
27-28 20 20 40
28-29 22 28 50
29-30 22 18 40
30-31 23 28 51
31-32 18 24 42
32-33 14 18 32
33-34 17 14 31
34-35 14 14 28
35-36 11 26 37
36-37 20 20 40
37-38 16 23 39
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Peructp naumeHToB ¢ MykoBucLmao3om B Poccuiickoii Pepepauun. 2024 rog,

CpenHuii Bo3pacT U MeAuMaHa BO3pacTa IallMEeHTOB MYKOBUCLIMIO30M B peTMOHAX Ipe-
CTaBJIEHBI B Ta0I1. 4.

Tabauua 4
Cpednuii 6o3pacm u meduana 603pacma nauyueHmos 8 pecuoHax

HauuoHanbHOCTU NAaLMEHTOB perucrTpa

B peructpe 2024 roma 3aperucTpupoBaHbl MalMeHThl 51 HAalLIMOHAJBHOCTH, TIpeobaagaau
pycckue — 79,6%, 3areM B mOpsiAKe yObIBaHMS 10 4acToThl 0,9%: TaTaphl, YeUeHIIbI, YyBalllH,
Oalkuphbl, azepoaiimkaHIlbl (Tadd. 5).

Tabauua 5
Yacmoma HAUUOHAILHOCMEI RAUUECHNO8 Pe2UCHPA
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Homep HauuoHanbHoCTb KonuuectBO %

PenpoaykTuUBHbIA NnoTeHuMan

Cpenu 538 B3pocibix nauueHToK 3a 2024 r. 3apeructpupoBaHo 40 6epemenHocreit (7,4%),
y 498 (92,6%) penpoayKTUBHbIE COOBITHSI 1100 oTcyTcTBOBaIM (n=480), 1100 JaHHbIC He ObLIN
yrouHeHbl (n=18) (Tab:. 6). bepemeHHOCTD IIponoszkaiack Ha 31.12.2024 y 17 mauueHTok (42,5%), 15
skeHIIMH (37,5%) B OTYETHBII To/1 cTau MaTepsiMu. Y 5 nanueHTok (12,5%) pa3Buiicst ClIOHTaHHbIIA
abopr I Tpumectpa (<28 Hen. rectaumu), y 2 (5,0%) — MHOYLIMPOBAHHBII a00PT 10 MEAMLIMHCKUAM
MOKa3aHUSIM, OTCYTCTBUE JAHHBIX O 3aBEPIICHUN — Y OMHOM naueHTku (2,5%).

Tabauua 6
Penpodykmuensie ucxodot y nauuenmox ¢ mykosucuudozom 3a 2024 200 (n=538)

WUcxopn GepemeHHOCTH Konuuecteo (n) Dons ot 6epemeHHocTel (%)

Ha puc. 7 mpencraBiieHa IMHAMUKA POIOB KEHIIMWH ¢ MyKOBUCLHMIO30M ¢ 1987 o 2024 Tr.
TIpomeMOHCTPUPOBAaH OYEBUAHBINA TPEHI K YBEJIMUCHUIO YKCIIa POOOB B ITOCICIHUE TOObI, YTO
SIBJISIETCS PE3YJBTATOM COBOKYITHOTO 3heKTa YIyUIIeHUS CIeINaTU3NPOBAaHHON TTOMOIIHN,
BKirouast BHeapeHue teparmmu CFTR-monynmsTopamur Ha doHe yiaydieHUs (DyHKLIWU JIETKUX,
BBDKMBAEMOCTH, TIOBBIIICHUS (hepTHJIBHOCTU M 0€30ITaCHOCTA OepeMEHHOCTH Y TTAIIMEHTOK C
MYKOBHCITUIO30M.
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log popos

Puc. 7. KonnyecTBo poioB cpeayn MalreHTOK ¢ MyKOBUCLIMI030M ¢ 1987 o 2024 ronpi.
[pumMevanue: yacTh JaHHBIX MpeAcTaBieHa gabopatopueil mykoBucuunoda OI'BY «HayuHo-uccaenoBarenbCKuii MHCTUTYT ITyJIbMOHOJIOTHM»
DMBA Poccun.
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

Konuuectso geteit (y My>KuumH)
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Puc. 8. KonuuecTBo My>XUMH ¢ MYKOBUCIIMIO30M IO TOaM, CTaBLIMMU oTHaMu ¢ 1987 mo 2024 roabt

[MpumeuaHue: yacTh JaHHBIX MpeacTaBieHa JadopaTopueit mykosuciunoza PI'BY «HayuHo-ucciaenoBarenbeckuit

DMBA Poccun

Puc. 9. KonuuecTBo neteit, poauBIIMXCs y MALMEHTOB ¢ MyKoBUCLIUA030M ¢ 1987 1o 2024 rT. ¢ ykazaHueM Yuclia MaTepeil U OTIOB CPEeA HUX
[Mpumeuanwue: nanusie ¢ 1990 r no 2011 . mpencraBneHs! Taboparopueit mykoBucuunoza @PI'BY «Hayuno-uccnenoBarenbCcKuii MHCTUTYT MYJIbMO-

3a o6o3HaueHHbI neproa 102 manueHTky pomwiu 136 nereii, k 31.12.2024 rona 90 marepeit
JKUBBI, KOTOpbIE UMEIOT 122 pebeHKa.

Ha puc. 8 npencrapieHa 1uHaMKKa Yucia MyXXUMH ¢ MyKOBUCLIMIO30M, CTaBIIUX OTLAMM,
3a nepuon ¢ 1997 no 2024 roae!.

3a 0003HaueHHBIN nepuoa 33 mamueHTa cTaau otuamu 49 nmeteii, k 31.12.2024 rony 32
MalyeHTa XUBbI, KOTOPbIe UMEIOT 47 IeTeid.

Ha puc. 9 npencraBieHa cymMapHasl pernpoayKTUBHasI aKTUBHOCTb MY>KUMH U JKEHIIMH 3a
1987—2024 rr.
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M Bcero M XKeHwmuHbl B MyX4YmHbI

Hosorun» ®MBA Poccun

ITukoBble 3HAYEHUs AETOPOXAEeHUs 3a nocaeaHue 10 ner 3adpukcuposanbl B 2016, 2017 u
2023 IT., B KaxkJI0M U3 KOTOPBIX 13 MaieHToB CTAaHOBWIMCH pOAUTEIsIMUA. MaKcuMallbHOE YUCIIO
neteid (15 y XeHIUH U 4 y My>XK4MH) TOSIBWIOCH Ha cBeT B 2024 roxy.

O6uee uyucio poauteneil B 2024 roay, MMeIOIIMX OMOJIOTUYECKUX JdeTelt, cocTaBuao 122
yeyoBeka, U3 HUX 90 XeHIMH 1 32 My>X4YuHBI (TabJ1. 7), ¢ OOIIUM KOJIMYECTBOM neTeit 169
yenoBek: 122 u 47 y maTepeit ¥ OTIIOB, COOTBETCTBEHHO.

81 (66,4%) ponurtenb UMEIOT OTHOIO GHoOrMyeckoro pebénka (60 marepeit u 21 orer), 34
(27,9%) pomutens — nByx geteii (25 matepeit u 9 oToB), 6 (4,9%) ponuteneit — Tpéx mereit (5
Marepeil u 1 orelwr), u smiub oguH otell (0,8%) nMmeer YyeThbIpEx OMoIorndyeckux aereit. Takoi
MpoduIb pacupeneyieHus] XxapakTepusyeTcs IpeodjiafaHueM ceMeil ¢ OmHUM peOEHKOM U
MEHBbIIIeH MPeACTaBIeHHOCThIO POMUTENICH C ABYMSI, TPEMS M YETBIPbMSI IEThbMU, YTO OTpaxkaeT
OTpaHMYEHHBIN, HO peaJM30BaHHBIN PENPOMYKTUBHBIN MOTEHIIMAI Y Psijia MAIlMEHTOB C MYKO-
BUCLIMI030M (Tabu. 7, 8).
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Tabauua 7
Xapaxmepucmurxa Kozopmol nauuenmos (pooumeaeil) ¢ MyKogUCUUOO030M, UMelowux ouoaoeuneckux demeii (n=122)
Fpynna ‘ KonuyecTeo nauneHToB, n ‘ % OT BCeX poauTtenei ‘
Bcero poputeneii 122 100,0
JKeHLwwmHbI 90 73,8
My>X4MHbI 32 26,3
Tabauua 8
Pacnpedeaenue cemeii nauuenmos ¢ Mykogucuudo3om no 1ucay ouoaoeureckux oemeii (n=122)
Yucno petein ‘ Bcero, n (%) ‘ JKeHwwmHbl, n (%) ‘ MyxuuHbl, n (%) ‘
1 81 (66,4) 60 (66,7) 21 (65,6)
2 34 (27,9) 25 (27,8) 9 (28,1)
3 6 (4,9) 5 (5,6) 1(3,1)
4 1(0,8) 0 1(3,1)
Wtoro 122 (100) 90 (100) 32 (100)

NMHBannaHOCTb NALUEHTOB C MyKOBUCLUNOO30M

ITo nanHbIM peructpa B 2024 romy, THBAIUIHOCTh ohopmiieHa y 3180 malreHTOB ¢ MyKOBHC-
LIMIO30M, YTO cocTaBiseT 96,2% oT 00111ero yrciia HaboaaeMbIX 00JIbHBIX (Tabi. 9). B meTckoit
MOATPYIINEe MHBAJIUIHOCTh UMeIoT 2284 nmauueHTa (98,9%), Bo B3pocioil moarpyrmne — 896
nauueHToB (90,0%).

Tabauua 9

Haauuue uneaauonocmu y nayuenmoe ¢ MyKosucuyuu003om 6 3agucumMocmu om e03pacma

pynna ‘ WusanupHocTb, n (%) ‘
detun 2284 (98,9)
B3apocnbie 896 (90,0)
Bcero 3180 (96,2)

CHIKeHYe 10JIM NMALMEeHTOB ¢ MHBAJIMIHOCThIO HAOII0IAETCS B IIOAPOCTKOBOM BO3pacTe (10
90%), yBenndyeHue Bo B3pociioi nonyisuuu (95%) ¢ nocreneHHbIM CHUXKeHueM rocie 40 et
(83%) (puc. 10).

Cpenu B3pOCBIX MAIMEHTOB P PaCIpeaeeHUN MO TPYINaM MHBaIUAHOCTU (Taba. 10)
npeo6magaror mauueHTsl ¢ 111 rpymmoit nuBanumnHocTH (46,1%).

Tabauua 10
Pacnpedeaenue 63pocavix nayuenmos no pynnam UHEAAUOHOCHU
Fpynna ‘ WuBanupHocTs , n (%) ‘
I rpynna 37 (3,7)
Il rpynna 400 (40,2)
Il rpynna 459 (46,1)
HeunssecTtHO 54 (5,4)
Het 46 (4,6)
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Puc. 10. JIoss1 maliMeHTOB ¢ YCTAHOBJIEHHOW MHBAJIUIHOCTBIO B BO3PACTHOM acriekre (%)
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MakcuMalbHble 3Ha4eHUsT YaCTOThI MHBAJIMIHOCTHU Cpeau MmaireHToB ¢ MB 3apeructpuposa-
Hbl B IBDO — 153 narmenTa (98,1%), B [1DO — 735 maumnentos (97,6%) u B 1. Mockse — 348
nauueHToB (97,2%). B aTuX pernoHax y aeTeil MHBaIMAHOCTh O(DOpMIIeHA IIPAKTUYECKH Y BCEX
manpeHToB: 116 mereit (99,1%) B AB®DO, 518 nereit (99,0%) B IIDO u 186 mereit (100,0%) B
Mockae.

Cpenu B3pOCHbIX MAMEHTOB MaKCUMAaJIbHAS TOJIS MHBATUAHOCTU OTMedYeHa B JlambHeBo-
ctouHoM PO — 37 manueHToB (94,9%), B [TpuBomkckom PO — 217 mauueHtos (94,3%) u B
Mockse — 162 mauumenta (94,2%).

Boitee HM3KME IO CpaBHEHUIO C YKa3aHHBIMU PErMOHAMU ITOKA3aTeI MHBAJIMIHOCTU OT-
medeHbl B Cubupckom, CeBepo-3amagHom u KOxunom PO, a takke B I. CaHkr-IletepOypre. B
CubupckoM PO unBamuaHocTh uMmeloT 371 natmenT (94,4%): 289 nereit (98,0%) u 82 B3poCIbIX
(83,7%). B CeBepo-3anmagnomM ®O uHBanumHocTh oopmieHa y 304 nauueHTos (93,3%), B
ToM uncie y 232 nmereit (97,5%) u 72 B3pocabix (81,8%). B IOxHom @O MHBaIMIHOCTD 3a-
peructpupoBana y 283 mauueHToB (95,3%): y Bcex 218 nereii (100,0%) u 'y 65 B3pocibix (82,3%).
B Cankr-IletepOypre nHBaauaHOCTh uMetoT 172 mauuenTta (94,5%), Bkiouas 124 peGEéHka
(99,2%) u 48 B3pocibix (84,2%).

Bo Bcex denepabHbIX OKpyrax U B 000MX ropoaax denepaibHOT0 3HaueHKS J0JIsI ITAllEHTOB
€ MYKOBHCIIHIO30M, UMEIOIINX UHBANIUIHOCTD, MpeBhimacT 90% Kak B 00ILEil KOropTe, TakK 1

cpenu nereit. Cpenu B3pOCHIBIX MAMEHTOB AMAMa30H 3HAYEHUI 10 PerMoOHaM COCTABISIET OT
81,8% 1o 94,9%. (Tabmn. 11)

Tabauya 11
Jloas nayuenmoe ¢ uH6aUOHOCHIBIO NO (hedepaibHblmM OKpy2am U 20pooam gedepaavHozo 3HaA4eHus
Okpyr Bcero WHBanupHocTsb n (%)

Hdetn ‘ Bapocnble
LieHTpanbHbiii @O 928 (96,7) 597 (99,5) 331 (91,9)
CeBepo-3anagHsblit PO 304 (93,3) 232 (97,5) 72 (81,8)
HOxHbI DO 283 (95,3) 218 (100,0) 65 (82,3)
Mpusomkckuii GO 735 (97,6) 518 (99,0) 217 (94,3)
Ypanbckuii @O 220 (96,1) 154 (99,4) 66 (89,2)
Cubupckuit GO 371 (94,4) 289 (98,0) 82 (83,7)
JanbHeBoCTO4HbI PO 153 (98,1) 116 (99,1) 37 (94,9)
Cesepo-Kaeka3sckuit PO 186 (96,9) 160 (97,6) 26 (92,9)
r. Mockea 348 (97,2) 186 (100,0) 162 (94,2)
r. CaukT-TMeTep6ypr 172 (94,5) 124 (99,2) 48 (84,2)

MaumeHTbl, HYXXAAOWMECH B OKa3aHUN chneumanusmpoBaHHO NnansivaTuBHOMN
MeOULMHCKON NOMOLLN

[To nanHbIM peructpa 3a 2024 rom, B CrielIMaTM3MPOBAHHON MAJUTMATUBHON MTOMOIIU HYKa-
ek 147 malmeHTOB ¢ MyKOBUCLIMIO30M, YTO COCTaBIsIET 5,2% OT 0011€ii KOropThl MALIMEHTOB
(tabun. 12). Cpenu neteii B NaJLIMaTUBHOM momolnu Hyxnanuch 110 nanuenros (6,2%), cpenu
B3pociibiX — y 37 maiueHToB (3,4%), 4To yKa3biBaeT Ha 060Jjiee BHICOKYIO I0JII0 NaJIMaTUBHOIO
CONPOBOXICHUS B IIEAMATPUUECKOM TPYIIIIE 110 CPAaBHEHUIO CO B3POCJIOii.

Tabauua 12

Koauuecmeo nayuenmoe, Hyxncoaromuxcs 6 naiiuamueHol MeouuUHCKol nomouu

Fpynna ‘ Konuuyectso naumneHTos, n (%) ‘
Aetn 110 (6,2)
B3apocnbie 37 (3,4%)
Bcero 147 (5,2%)

HawnGonpimast 1oyt manreHTOB, HYXKIAIOIINXCS B MAJTMATUBHOM MEIUIIMHCKON ITOMOIITN
3apeructpupoBaHa B Cudupckom @O — 58 yenosexk (17,4%) u B Ypanbckom @O — 13 yenoBek
(7,2%). B LenrpaipHom PO nmauimaTUBHAsS MOMOILL OKa3biBajach 42 mauueHtam (5,5%), B
Mockse — 9 nauuenram (3,9%). B I1puBomkckom @O 107151 HallMEeHTOB, KOTOPHIM OKAa3bIBAJIaCh
NnaJyitaTUBHAsT MeAULIMHCKAs oMolb, cocTaBuia 2,5% (16 yenosek), B CeBepo-KaBkas-
ckoM — 2,6% (5 uenoBek), B JlanbHeBocTouHOM — 3,2% (4 yenoBeka). bojiee HU3KME 3HAUYEHUST
ormeuatorcst B CeBepo-3anagHom @O — 4 nauuenTa (1,2%) u 8 FOxHom @O — 5 nauueHTOB
(1,8%). B Cankr-IletepOypre B OT4ETHOM rofy He ObLIO MALMEHTOB, HYKIAIOIIMXCS B OKa3aHUU
IMaJTMaTUBHOM momoru. Habmromaercss BeIpakeHHasT MeXXpeTHoHaIbHasl BapuaOeIbHOCTh T10
JMaHHOMY TToKa3arteso (Tabma. 13).
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Tabauya 13
Koauuecmeo nauuenmos, Hyscoarowuxcst 6 naiauamugHol MeOUUUHCKOU nOMOuuU,
no ghedepaavHvim OKpyeam u 20pooam hedepaabHozo 3Ha4eHUs

Okpyr ‘ KonuyectBo, n (%) ‘
LieHTpanbHbiii O 42 (5,5)
Cesepo-3anagHbiii O 4(1,2)
10XHbIit PO 5(1,8)
Mpusonxckuii O 16 (2,5)
Ypanbckuii @O 13 (7,2)
Cubupckuit O 58 (17,4)
DanbHeBocTo4HbI DO 4(3,2)
Cesepo-Kagkasckuii @O 5(2,6)
r. Mockea 9 (3,9)
r. CaHkT-MeTepbypr 0(0,0)

MakcuMaibHast 10J1s MalMeHTOB, HYKIaIOIIMXCS B NAJJIMaTUBHOM MEIUIIMHCKOM TTOMOIIIH,
3aperucTpupoBaHa B rpymmax 12—16 jet n nocie 40 jeT. Y manueHToB B BO3pacTe cTapiie
40 neT pocT IoKa3aresiss 00YCIOBJIEH OCIOXHEHUSIMU IIPU OTPAHUUYEHHBIX BO3MOXHOCTSIX
naToreHeTUYeckoit repanuu (puc. 11).
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Puc. 11. PHCHDCZ[CJ'ICHI/IC MalMEHTOB MYKOBUCHMUI0O30M, HYXKIAIOIINUXCA B MAUTMATUBHON MEIULIMHCKOW TTOMOLIHA, T10 BO3pACTHBIM I'pyIIIiam

AuarHoctuka mMykoBucuuao3a

IucTrorpaMMa Bo3pacTa yCTaHOBIICHHMSI IMArHO3a B 001Leil Koropre orpaxeHa Ha puc. 12. Cpen-
HMII BO3pacT MOCTAHOBKM AMarHo3a cocraBui 3,1£6.5 jer, MeauaHa Bo3pacTa yCTAHOBIICHMS
muarHosa — 0,3 (0,1—2,4) net. B Bo3pacte mocie 18 et 3a06o1eBaHNe BIIepBbIC TUATHOCTUPOBAHO
y 3,6% ot ob1ero yucia maureHToB u 'y 11,1% ot uncia B3pocibix. MUHUMAabHBIA BO3pacT
YCTAaHOBJICHUS IMArHO3a — MPU POXIACHUM, MAKCUMAJIbHBII — 66,7 JIeT.
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Puc. 12. rI/ICTOl"paMMa BO3pacTa YCTAaHOBJICHHM AMAarHO3a B Pa3/JIMYHBIX BO3PACTHBIX I'PyIIIIax
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Puc. 13. ons nmaureHToB (%) ¢ yCTAaHOBJICHHBIM AUATHO30M IT0 HEOHATATbHOMY CKPUHMHTY B OOILEH MOMYJISIIIAN MallMeHTOB ¢ MYKOBUCLIMI030M
3a 2011—-2024 1r.

ITo HeoHaTaIbHOMY CKPUHMHIY IUArHO3 YCTaHOBJIEH 56,7 % MallueHTOB.

Ha pucynke 13 npencrapieHa [uHaMKKa T0JIU IALUEHTOB, KOTOPbIM IUAarHO3 MyKOBUCLIIO03
OBbLT YCTAHOBJICH MO JaHHBIM HEOHATAJIbHOTO CKpMHUHTA B niepuon ¢ 2011 mo 2024 rox.

Ha pucynke 14 orpaxeHo pacopeneieHUe MalUueHTOB ¢ MyKOBUCLKMI030M, KOTOPBIM IIPO-
BOIMJICSI HEOHATAJIbHBII CKPUHUHT 1O demepadbHbIM okpyraM. Cpenu HUX ITOKa3aHbI JOJIHU
MMAaLMEHTOB C IOJIOXUTEIbHbIMY JaHHBIMU HEOHATAJbHOIO CKPUHMHIA U JOJU MAlMEHTOB C
OTPULIATEIFHBIM HEOHATAIBHBIM CKPUHUHIOM, Y KOTOPBIX TMAarHO3 YCTAHOBJICH IO KIIMHUYECKIM
JAHHBIM.

CpenHuii Bo3pacT M MeAraHa Bo3pacTa YCTAHOBJIEHUS AUarHo3a MpeacTaBieHbl B Ta0d. 14.

MeKoHuaIbHBIN UJIeyC ObUT IMAarHOCTUPOBAH MpU poxaeHun y 408 HabogaeMbIX allMEeHTOB,
360 (88,2%) 13 HUX TOTPeOOBANIOCH XUPYyprudeckoe nocoodue. J1o1sl MalueHTOB ¢ MEKOHUATIbHBIM
WJIEYCOM B perMOoHax oTpaxkeHa Ha puc. 15.

LieHTpanbHbIN deaepanbHbiii oKpyr
CeBepo-3anagHblit begepanbHblit OKpyr
HOXKHbIN heaepanbHbIi OKpyr

MpuBOMKCKUIA PeaepanbHbIii OKpyr

Ypanbckuii besepanbHbiii OKpyr
CnbunpcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKasckuit desepanbHbiil OKpyr
Mocksa

CaHkT-MNeTepbypr

1

0 10 20 30 40 50 60 70
M aunarHo3 ycTaHoBNEH NO HEOHATaNbHOMY CKPUHMWHTY

| ANArHo3 yCTaHOBNEH NO KIMHUYECKUM CUMNTOMam (y nauneHToB C OTpULaTe/IbHbIM HEOHATa/1IbHbIM CKpVIHVIHrOM)

Puc. 14. PacnipeneneHue MaeHTOB ¢ MyKOBHUCIIUIO30M, KOTOPBIM TIPOBOIWIICS HEOHATAIBHBIN CKPUHUHT, B 3aBUCUMOCTHU OT CIIOCO0a YCTAHOBJICHUST
IuarHo3a mo peruonam P®

22



OuarHoctuka

Tabauya 14

Cpeonuii 6o3pacm u meduana 603pacma yCMaHo8AeHUsl OUASHO3A

‘ Okpyr Yucno naumeHToB, n M=SD, roab! ‘ Me, rogbl ‘ Qi ‘ Q3 ‘
LieHTpanbHbiii O 1278 3,4+7,0 0,3 0,1 3,1
CeBepo-3anapHbiit @O 395 3,8+8,6 0,3 0,1 2,0
IOxHbI DO 488 2,8+5,3 0,5 0,2 2,9
MNpuBonxckuit PO 906 3,5+6,9 0,4 0,2 3,1
Ypanbckuii @O 341 2,3+4,5 0,3 0,1 1,6
Cubupckuii PO 469 2,3+5,7 0,2 0,1 1,0
[anbHeBoCTO4YHbI ®O 216 3,0+5,9 0,3 0,1 2,5
CeBepo-Kaeka3sckuit @0 249 2,0£5,1 0,3 0,2 1,0
r. Mocksa 489 4,2+8,4 0,4 0,1 4,2
r. CaHkT-lMeTepOypr 204 4,9+10,4 0,2 0,1 3,1

LieHTpanbHbI pepepanbHblit OKpyr

CeBepo-3anagHbiii desepanbHbliii OKpyr

HOKHbIN deaepanbHblil OKpyr

MpuBoMKCKKIA deaepanbHbI OKpyr

Ypanbckuit pesepanbHbiii OKpyr

Cubupckuin degepanbHblit OKpyr

[anbHeBOCTOYHbIN desepanbHblii OKpyr

CeBepo-KaBKasckuii deaepanbHbIii OKpyr

Mocksa

CaHKT-MeTtepbypr

T

10

Puc. 15. JIoas1 nalMeHTOB ¢ MEKOHUAJIbHBIM WJIEYCOM CPEIM BCEX HAOIIOJaeMbIX MAalIMEHTOB B pErMOHAaX

B 2024 rony BriepBbIe [MarH03 MYKOBUCLIMI03 YCTaHOBJIEH y 124 manineHToB. ITo HeoHaTalb-
HOMY CKPMHUHTY IMarHo3 Obul ycTaHOBJIEH B 74,1% cilydaeB cpeiy BceX BIIEPBbIE BbISIBIEHHBIX
cJlydyaeB MYKOBMCIIMA03a 33 OTUYETHBIN Tof. MeKOHUAIbHBIN MjieyCc ObUI TMarHOCTUPOBAH y 19
nauueHToB (15,7% oT yuciaa yCTaHOBJIEHHbBIX AMArHO30B), BCEM IMallMEHTaM IOTPeOOBAIOCh
XHUPpYypruueckoe mocodome. MUHUMANBHBINA BO3pacT YCTAHOBJICHUS NMarHO3a B OTYETHOM
romy — IpU POXICHUM, MAKCUMAaJIbHbI — 66,7 roga. [uctorpamma pacrpeneieHus Bo3pacra

AwnarHoctuka B 2024 roay

YCTaHOBJIEHUST JUarHO3a B OTYETHOM IOy MpeacTaBieHa Ha puc. 16.
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MoToBbIN TECT

Ha puc. 17 npencraBiaeHO COOTHOILIEHHWE THIIA MTOTOBOrO TecTa, a B Tabj. 15, u tadu. 16
pa3IMuMs MEXAY I€TbMU U B3POCIIBIMU.

Tabauua 15

Xapaxmepucmura no npoeedenuro nomogozo mecma 1y demeii u 63pocavix

‘ Fpynna ‘ Het nidpopmauun/He penanm, n (%) ‘ TuTtpoBaHue, n (%) MpoBoaumocTb, n (%) ‘
Oetn 231 (7,9) 550 (18,7) 2157 (73,4)
B3pocnbie 177 (12,5) 699 (49,3) 541 (38,2)

Tabauya 16

Xapaxmepucmura no npoeedenuro nomoeozo mecma 2'y oemeli u 63pocavix

‘ pynna ‘ Het undopmauuu/He penanu, n (%) ‘ TutpoBaHue, n (%) MNposoaumocTsb, n (%) ‘
Aetn 1165 (39,7) 367 (12,5) 1406 (47,9)
B3pocnbie 650 (45,9) 334 (23,6) 443 (30,6)

100,0

80,0

60,0 m NpoBoanMOCTb

% B TutpoBaHue

40,0 m He genanun/Het

MHbOpMaLUK

20,0

0,0

MoToBbIN TecT 1 MoToBbINV TecT 2

Puc. 17. XapakrepucTtuka rmotoBoro tecta 1 u 2

Cpeny 3armoTHeHHBIX TaHHBIX Y 6,5% MallMeHTOB B perucTpe He 3aUKCUPOBAHO HU OTHOTO
TTOJIOKUTEIBHOTO TTOTOBOTO TecTa, y 38,6% MalMeHTOB OTMEYEH XOTSI Obl OMUH TIOJIOXUTETbHBIIA
MOTOBBIN TecT, y 54,9% — 1Ba MOJOXUTEIbHBIX MOTOBBIX TecTa. [10JIOXUTETbHBIM TTOTOBBIM
TECTOM CUMTATUCH MOKAa3aTe/In: ISl METOIa TUTPOBaHUsT — 60 1 Gosiee MMOJIB/JI, TSI TPOBO-
nuMoctu — 80 MMoJb/1T 1 GoJiee, morpaHnuHbie 3HaYeHus: 30—59 mmonb/m u 50—79 Mmomb/1
JUTSI THTPOBAHUSI Y TIPOBOIMMOCTU COOTBETCTBEHHO.

B ta6n. 17 OTpaXEHbI pa3jiniyud MCXKAY B3POCIbIMU U JC€TbMHU I10 CTPYKTYPEC IMMOTOBOI'O TECTA.

Tabauua 17
CoomHnowenue noAo¥cumeabHolX HONOEbIX MeCMo8 y 0emell U 63POCAbIX

‘ F'pynna Hu oaHoro nonoxurensHoro tecta, n (%) ‘ OAVH NOTOBBINA TECT NONOXUTESbHbIN, N (%) ‘ JlBa NOTOBbIX TECTA NONOXUTENbHDI, N (%) ‘
Detn 157 (5,8) 1016 (37,5) 1535 (56,7)
Bapocnbie 98 (7,9) 508 (41,0) 634 (51,1)

Ha puc. 18 u B Ta61. 18 mpeacTaBieHbl MOKa3aTeu IMOTOBOTO TecTa, MPOBEAEHHOIO METOIOM
TUTPOBAHWSI.

CpenHue 1oKa3areiy IOTOBOro TecTa 1 METOIOM TUTPOBAaHUS cocTaBwiIn 96,8426,5 MMOJIb/J1,
Menuana 98,0 (78,0—115,0) mmodb/n, y geteit — 97,84+25,6 mmonb/i1, Mmequana 101,0 (79,7—116,0)
MMOJIb/J1, ¥ B3pociabix — 96,0+27,1 mmounb/n, menuana 95,0 (76,0—113,9) mmoinb/n. CpenHue
IOKa3aTejIv IIOTOBOIO TECTa 2 METOLOM TUTPOBaHUS cocTaBmiy 98,4+£26,2 MMOJIb/JI, MeEIUaHA
100,0 (80,0—116,0) mmonb/a, y neteit — 96,9249 mmonb/a, meaguana 100,7 (78,0—113,0)
MMOJIBb/7, V B3pocibix — 100,0+27,4 mmonb/n, memuana 100,0 (82,0—119,0) mmob/1.
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TUTPOBAHME, mmonb/n
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Puc. 18. TToka3arenu MOTOBOTO TecTa, MPOBEICHHOTO TUTPOBAHUEM

Tabauua 18
Cmpyxkmypa 3naueHuil nonogozo mecma, npo8edeHHo20 MUMmMposaHuem
3HavyeHue, MMOnb/N Yucno naumeHToB, n Jons naumeHToB, % ‘
0-10 1 0,1
10-20 3 0,2
20-30 7 0,4
30-40 25 1,3
40-50 29 1,5
50-60 71 3,6
60-70 157 8,1
70-80 219 11,2
80-90 218 11,2
90-100 257 13,2
100-110 306 15,7
110-120 293 15,0
120-130 179 9,2
130-140 73 3,7
140-150 39 2,0
150-160 52 2,7
160-170 21 1,1
Tabauya 19
Cmpyxkmypa 3naueHuli nonoeo2o necmad, nPo8eoOeHH020 Memooom npogooduMocmu
3HavyeHue, MMONb/n Yucno naumeHToB, n ‘ [ons naumeHToB, % ‘
0-10 0 -
10-20 2 0,04
20-30 7 0,2
30-40 27 0,6
40-50 34 0,7
50-60 72 1,6
60-70 139 3,1
70-80 194 4,3
80-90 373 8,2
90-100 509 11,2
100-110 875 19,3
110-120 1123 24,8
120-130 742 16,4
130-140 284 6,3
140-150 87 1,9
150-160 31 0,7
160-170 38 0,8
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NPOBOANMOCTb, mmonb/n
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Puc. 19. IToka3aTenu moToBoro TECTa, MIPOBEACHHOIO METOAOM ITPOBOAUMOCTH

Ha pucynke 19 u B Tabauie 19 mpuBeneHbl pe3yJbTaTbl IIOTOBOTO TECTa, BHIITOJIHEHHOIO
METOJIOM IIPOBOIMMOCTH.

CpenHue 3HaYeHHS TIEPBOT0 MOTOBOIO TECTa METOAOM IMTPOBOAMMOCTH coctaBmin 106,3+£21,6
MMOJb/1 (Menuana 110,0 [96,0—120,0] mmonb/n); y aereit — 107,2420,7 mmoub/n (MeauaHa
110,0 [97,0—120,0] mMonb/1), y B3pocabix — 103,01£24,7 mmonb/n (Meauana 104,0 [88,0—119,0]
MMOJIb/T).

CpenHue 3Ha4eHUST BTOPOTO ITOTOBOI'O TECTa METOIOM IPOBOAMMOCTH cocTaBuin 106,7+20,9
Mmoub/a (Meauana 110,0 [95,0—120,0] mmomb/n); y nereit — 107,4+£19,9 mMmonb/n1 (MennaHa
110,0 [98,0—120,0] Mmoab/m), y B3pocasix — 104,4123,9 mmons/a (menuana 107,0 [89,0—120,0]
MMOJIb/T).

MpoBeaeHue nccnenoBaHus METOA0M onpeaesieHNs Ppa3HuLbl KULLEYHbIX MOTEeHLUManoB

MeTon onpeneneHus: pasHocTu KuiedHbIX moreHuunanon (OPKIT) npoBeneH y 44 mauueHTOB
B 2024 romy 111 oTpenesieHus: IaTOreHHOCTU PEIKOTo WX BIIEPBbIE BBISIBICHHOIO TeHETUUYECKOTO
BapuaHTa reHa CFTR B reHoture (tatosu. 20).

Tabauua 20
ITlpumenenue memooa onpedeaenus pazHocmu KuuleMHbIX ROMEHUUA106 npu Mykogucuudose ¢ 2024 200y
Wccneposanue OPKI ‘ Bcero, n ‘ B3pocneie n, (%) ‘ Betn, n, (%) ‘
He npoBogunocs, 3641 1101 (98,8) 2540 (98,8)
Mposoannock 44 13 (1,2) 31(1,2)
Wroro 3685 1114 (100) 2571 (100)
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lFeHeTuka

NleHeTuka

B Hacrosiee Bpems oncano 6osee 2000 MyTaluii Wi BApUaHTOB HYKJIEOTUIHOM MTOCIenoBa-
tenbHOCTU TeHa CFTR (Wi TeHETUIECKMX BAPUAHTOB, B AAJTbHEHIIIEM TI0 TEKCTY — TeHETUECKIe
BapuaHThl). [To coctostHmo 30 stHBapst 2026 I. Ha Beb-caiite MexmyHaponHoro ipoekta CFTR2
npencrapieHbl 1370 maToreHHbIX TEHETUYECKUX BAPUAHTOB HYKJIEOTUIHOM MOCIeI0BaTEIbBHOCTA
reHa CFTR (I'BHII), u3 Hux 1245 xinHn4yecku 3Ha4MMbIX. OHU MPETISITCTBYIOT CUHTE3Y OenKa
CFTR, ero TpaHcnopTy K alMKaJIbHOW MeMOpaHe KJIETKU WIN HapylIaloT ero GyHKIUIO B
Ka4yecTBe KaHaja aHMOHOB xjiopa. B 3aBucumocTu ot BaugHus Ha dyHkimio 6enka CFTR He-
KOTOpPBIE€ aBTOPHI TOAPA3ALIISIOT UX Ha 7 OCHOBHBIX Kj1accoB (puc. 20). [puBeneHa yrnpouieHHas
CXeMa, TaK KaK OWH U TOT K€ BapUaHT MOXET BbI3BaTh HECKOJIBKO BUIOB HAPYLIEHUST paOOThI
Oenka, ¥ He JUISl BCeX BapMaHTOB HYKJICOTUIHON mociienoBarenbHocT TeHa CFTR omnpeneneH
Kjacc. B Takux ciydasix Mbl OTMEYaeM, U4TO KJIACC «HE OTIPEIeIeH».

a o

Class il Class 1V ClassV Class Vi Class Vii

Class Class 1l
ol Beno He Benok He CFTRkananne Ml DyHkuuA CFTR Crmmeno BenoK He
w CHHTRIMpYRTCH CBOPAYHBABTCA hyHHL pye cHWwexa [l nonwyeceo Benxa crabunen

Puc. 20. Pacnipenenenrie maToreHHbIX BApMaHTOB HYKJIEOTUIHOM nocienoBatenbHocTy reHa CFTR (MyTtanmii) mo Kiaccam (pUCYHOK 3aUMCTBOBaH 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/apa.15155; Lopes-Pacheco M.
CFTR modulators: Shedding light on precision medicine for cystic fibrosis. Front. Pharmacol. 2016; 7: 275. DOI: 10.3389/fphar.2016.00275. ¢ uameHeHusiMI)

IMaToreHHble BapuaHTBl HYKJIEOTUIHOM TocnenoBaTenbHocTy reHa CFTR 1, 11, 11T n VII
KJIACCOB IIPHUBOMIST K IIOJIHOMY VUIM TTOYTH TMOJTHOMY MpeKpalleHUo (GYHKIINK XJIOPHOTO KaHaa
U OTHOCSITCS K «TsKeJbIM» BapuaHTaM. BapuanTsl 1V, V, VI k1accoB coxpaHsSIIOT 0CTaTOUHYIO
(GYHKIINIO XJIOPHOTO KaHaja, YTO MO3BOJISICT MX OOBEAMHUTD B TPYMITY «MITKUX». « [SIKeCTh»
BapHaHTa OMpEIeNsIeT CTEIIeHb HapYIIeHWST BHEITHECEKPETOPHON (DYHKIIMH TTOMKETYTIOTHOM
JKeJIe3bl, IpUIeM «MsITKHe» BapraHThl TeHa CFTR TOMUHUPYIOT HAl «TSKEJTBIMI» B OTHOLIEHUH
IMaHKpeaTUIeCKOro (DeHOTHUTIA.

leHeTnueckoe nccenoBanme O6bUTO TpoBeneHo 96,8% nanueHTaM. JleTssM TaHHOE MCCIIeno-
BaHUe ObLIO MpoBeneHo B 97,7%, B3pociabiM — B 94,9% ciiydaes.

OxBaT TeHETUIECKUM HMCCIeI0BaHEM B (pemepabHBIX OKpyraxX MpeacTaBicH Ha puc. 21.

CyMMapHast oJIsI BBISIBJICHHBIX TTATOTCHHBIX BAPMAHTOB HYKJICOTHUIHOM ITOCIIENOBATEIbHOCTHI
reHa CFTR B permoHax 1oka3aHa Ha puc. 22. O611ast cyMMapHast 9acToTa MIeHTU(PUIIMPOBAHHBIX
ajuteneit cocraBwia 95,7%. Y nereit nupentndunrponano 97,1 % amneneid, y B3pocabix — 92,5%.

JlmHaMuKa oxBaTa MOJICKYISIPHO — TeHETUIECKUM MCCIIEIOBAHMEM M JOJU HE BBISIBICHHBIX
reHeTudyecknx BapuaHToB reHa CFTR B 2011—2024 rr. ripeacraBieHa Ha puc. 23.

YacToTa maTOreHHBIX BapMaHTOB HYKJICOTUIHOM TocaenoBareabHoCcTH TeHa CFTR B cTpaHe
B TIOpsIIKe YOBIBaHMS TIpeacTaBieHa B Tabd. 21. Beero BeissBiaeHO 304 BapmaHTa 1 159 U3 HuUX
HEOTHOKPATHO. 27 reHeTUYECKNUX BapraHTa OTCYTCTBYIOT B MexkayHaponHbix 6azax CFTR: Y275fs,
M1028fs, S1094X, W202L, W360P, 2702delA, 2887delT, 3125delA, 3321delG, A1256P, 1149delC,
1411delA, 1893delT, 2813delA, ¢.3615 3625del, 3849+1219C>A, 169dupT, 4005+4485A>T,
¢.4094 4098delins, 659delG, CFTRdup11-22(10-19%), F587V, 1713fs, L863X, N886fs, T465P,
c.1174del36bp_del95bp_intr9ins48bp. Bce BapuaHThI HYKJIEOTUIHOM MTOCIEI0BATEIbHOCTU I'eHa
CFTR npencrasneHsl B [1punoxkenun 2.
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LleHTpanbHbIVi peaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblii OKpyr
HOKHbIN beaepanbHblii OKpyr
MpuBoMKCKUIA deaepanbHbIi OKpyr
YpanbCkuii pesepasnbHbiii OKpYr = lposeero
CnbupcKkuin deaepanbHbiin OKpYr m He nposoaunocs
JanbHeBOCTOYHbIV deaepanbHbIi OKpyr
CeBepo-KaBKasckuli desepanbHbIi OKpyr

Mocksa

CaHkT-MeTtepbypr

0 20 40 60 80 100

Puc. 21. OXBaT reHETUYECKUM MCCIIEIOBAHUEM TIAllUEHTOB C MYKOBUCHIMI0O30M

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblil beaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpurBOMXKCKMIA besepanbHbIi OKpyr e

Ypanbckuin deaepanbHblii oKpyr

o o He
Cnbupckuii desepanbHblil OKpyr -
P beaep Py BbIAABNEHbI
JanbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii besepanbHbii OKpyr
Mocksa
CaHkT-MNeTepbypr
f f f f f | %
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Puc. 22. JoJisi BBISIBJIEHHBIX FEHETUYECKUX BaPUAHTOB HYKJIEOTHIHOM nocienoBaTeabHocTh reHa CFTR
17) Fe=====c==s=ss=scosssssscosssssssoosoossssoos
100 - - o T e e e e e e = OxBaT
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Puc. 23. JIuHamuka oxBata MOJIEKYISIPHO-TEHETUYECKUM MCCICIOBAHUEM U IOJIM HEBBISBICHHBIX TEHETUYECKUX BAPUAHTOB HYKJICOTHIHOMN TO-
caenoBarenbHocTu reHa CFTR B 2011-2024 rr.
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Tabauya 21

Anneavnas wacmoma zeHemusecKux 6apuanmos Hykaeomuonoi nociedosameavnocmu 2ena CFTR ¢ Poccuu
(npedcmaseaensvt 2enemuteckue éapuanmot ¢ wacmomoii 6oaee 0,10%)

TpapMuMoHHOE Ha3BaHue
reHeTMYecKoro BapuaHTa

F508del
CFTRdele2,3
E92K
1677delTA
3849+10kbC->T
2143delT
2184insA
w1282X
L138ins
N1303K
G542X
L467F;F508del#
394delTT
R334W
W1282R
1367del5
3821delT
S466X;R1070Q##
R1066C
S1196X
2789+5G>A
W1310X
3272-16T>A
3944delGT
712-1G->T
CFTRdup7-11(6b-10*)
S466X
L1335P
621+1G>T
R1162X
4015delA
R785X
1898+1G->C
R553X
G85E
2183AA->G
1898+2T>C
175delC
3667ins4

D1152H
$434X
G194R
S1159F
S1159P
3272-26A->G
E217G;G509D###
1898+1G->A
3659delC
3849G->A
A96E
CFTRdele2(2*)
L732X
S945L

HasBaHnue no kopgupyiowei AHK

c.1521_1523delCTT
¢.54-5940_273+10250del21kb
C.274G>A
c.1545_1546delTA
c.3718-2477C>T
c.2012delT
€.2052_2053insA (c.2052dupA)
c.3846G>A
c.413_415dupTAC
¢.3909C>G
c.1624G>T
¢.[1399C>T;1521_1523delCTT]
c.262_263delTT
¢.1000C>T
c.3844T>C
c.1545_1546delTA
c.3691delT
¢.[1397C>G;3209G>A]
c.3196C>T
¢.3587C>G
€.2657+5G>A
c.3929G>A
c.3140-16T>A
¢.3816_3817delGT
¢.580-1G>T
c.(743+1_744-1)_(1584+1_1585-1)dup
c.1397C>G
€.4004T>C
c.489+1G>T
€.3484C>T
c.3883delA
€.2353C>T
c.1766+1G>C
c.1657C>T
c.254G>A
c.2051_2052delAAinsG
c.1766+2T>C
c.43delC

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

c.3454G>C
c.1301C>G
c.580G>A
c.3476C>T
c.3475T>C
c.3140-26A>G
c.[650A>G];[1526G>A]
c.1766+1G>A
c.3528delC
c.3717G>A
C.287C>A
c.(53+1_54-1)_(164+1_165-1)del
c.2195T>G
c.2834C>T

MpumeyaHue: # — komnnekcHolin annens L467F;F508del
## — 3pecb 1 ganee: BKOYas reHeTnyeckmne BapunanTel S466X (ecnu cuennexuve ¢ R1070Q He nccneposanock) n S466X;R1070Q.

### — KomnnekcHbIi annens E217G;G509D

HasBaHnue no gwm’esupyemo-

My Genky
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.[Leud467Phe;Phe508del]
p.(Leu88llefs*22)
p.(Arg334Trp)
p-(Trp1282Arg)
p.(Tyr515%)
p.(Ser1231Profs*4)
p-(Ser466*;Arg1070GIn)
p-(Arg1066Cys)
p-(Ser1196*)

No protein name
p-(Trp1310*)

No protein name
p.(Ser1273Leufs*28)
No protein name
No protein name
p.(Ser466*)
p.(Leu1335Pro)
No protein name
p.(Arg1162*)
p.(lle1295Phefs*33)
p.(Arg785*)

No protein name
p-(Arg553*)
p.(Gly85Glu)
p.(Lys684Serfs*38)
No protein name
p.(Leu15Phefs*10)
p-(Thr1179llefs*17)

p.(Asp1152His)
p.(Ser434*)
p.(Gly194Arg)
p-(Ser1159Phe)
p-(Ser1159Pro)
No protein name
p.(Glu217Gly;Gly509Asp)
No protein name
p.(Lys1177Serfs*15)
p.(Arg1239=)
p-(Ala96Glu)
p-(=)
p.(Leu732%)
p-(Ser945Leu)

YHuKanbHbliA HOMe
BapuaHTa B 6ase db

rs113993960
not found
rs121908751
rs121908776
rs75039782
rs121908812
rs121908786
rs77010898
rs397508679
rs80034486
rs113993959
not found
rs121908769
rs121909011
rs121908805
rs397508184
rs397508616
rs121908783
rs78194216
rs121908763
rs80224560
not found
rs767232138
rs397508612
rs121908793
rs121908748
rs397508630
rs374946172
rs78756941
rs121908748
rs397508658
rs74767530
not found
rs74597325
not found
not found
not found
rs397508715
rs387906378

rs75961395
not found
rs376008630
rs75961395
rs397508572
rs76151804
not found
rs144781064
rs121908747
rs144781064
rs397508449
not found
rs397508350
rs397508442

NP

JIBa TeHETUYECKUX BaprMaHTa HYKJICOTUIHOI mociemoBaTenbHocTH TeHa (TBHIT) CFTR
onpeneneHbl y 93,1% ot ynciia MalueHTOB, KOTOPLIM IIPOBOIMIOCH TEHETUYECKOE UCCIeI0BaHKE,
onuH — y 5,0%, HU OOHOIO FeHETUYECKOIO BapUaHTa He YIajaocCh BbISIBUTH y 1,8% mauueHTOB.

Yacrota, %

51,52
5,96
4,01
2,76
2,35
2,11
1,93
1,83
1,78
1,66
1,46
1,16
0,87
0,78
0,64
0,60
0,58
0,56
0,51
0,47
0,45
0,40
0,31
0,31
0,28
0,27
0,24
0,23
0,21
0,20
0,20
0,19
0,17
0,17
0,15
0,15
0,14
0,14
0,14

0,14
0,13
0,12
0,12
0,12
0,12
0,12
0,11
0,11
0,11
0,11
0,11
0,11
0,11
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LleHTpanbHbI depepanbHblit OKpyr

CeBepo-3anagHblii desepanbHblii OKpyr

[anbHeBOCTOYHbIN deaepanbHblii OKpyr

CeBepo-KaBKasckuit beaepanbHblii OKpyr

MpuBoAKCKUIA GesepanbHbI OKpYr

HOKHbIN beaepanbHblil OKpYr

Ypanbckuii pepepanbHbliii OKpyr

Cubupckuii pepepanbHblit OKpyr

MockBsa

CaHKT-MeTtepbypr

m [1sa BHIM CFTR
BbIABJEHO

m OguH FBHM CFTR
BbIAB/IEH

m Hu ogHoro MBHIM
CFTR He BblABNEHO

Puc. 24. long namneHToB B 3aBucuMocTy OT uncia BeisiBJIeHHbIX [ BHIT CFTR B reHoTumne

Ha puc. 24 otpakeHbI J1OJIM MAIIMEHTOB B 3aBUCUMOCTH OT 4yuciia BeisiBiieHHbIX [ BHIT CFTR

B I€CHOTHUIIC.

JIBa TeHeTUYECKMX BaprMaHTa HYKJICOTUIHOM TTociienoBaTeibHOCTU reHa CFTR BBISIBICHBI Y
94,9% nereit u 89,5% B3pocibix, onuH — y 4,6% u 6,0%, vu onHoro — y 0,6% u 4,5% nereit u

B3pPOCJIBIX, COOTBETCTBEHHO.

B LlenTtpanbHoM (emepalbHOM OKpYre reHeTUYeCKOe MCCiefoBaHue mpoBeaeHo y 98,4%
nmanueHToB (Tadiu. 22). B 1,9% ciyyaeB naToJ0OrM4ecKuii ajuieib He ObUT MACHTU(MUIIUPOBAH.
I'enernueckuii Bapuant F508del BcTpevancs y 77,1% mnauneHTOB.

Tabauya 22
Yacmoma eapuanmos nyxaeomuonoil nociedosameavnocmu 2ena CFTR ¢ Ilenmpaavnom pedepaavrom oxpyee
(npedcmasaenvt cenemuyeckue sapuanmol ¢ wacmomoi 6oaee 1,0%)

‘ N ‘ F'eneTn4eckuii BapnaHnt reda CFTR ‘ Yactora, % ‘
1 F508del 52,9
2 CFTRdele2,3 7,6
3 2143delT 2,7
4 3849+10kbC->T 2,6
5 2184insA 2,1
6 N1303K 2,1
7 L138ins 1,9
8 E92K 1,8
9 G542X 1,7
10 W1282X 1,3
11 1677delTA 1,2
12 L467F;F508del 1,1

B Cesepo-3ananHom ¢enepaabHOM OKpyre reHeTHIECKOE MCCeI0BaHue poBeneHo y 98,5%
nanueHToB (Tadiu. 23). B 3,1% ciyyaeB naToJIOTMYEeCKU ajuleib He ObLUT MACHTU(UIIMPOBAH.
I'enetnueckuii Bapuant F508del BcTpevancs y 81,2% mnauneHTOB.

Tabauua 23

Yacmoma eapuanmog nyxaeomuonoil nociedosameavrocmu 2ena CFTR ¢ Cesepo-3anaonom ghedepaivrom oxpyee

(npedcmasaenvt 2enemuteckue eapuanmot ¢ wacmomoii 6oaee 1,0%)

‘ N ‘ FeHeTuveckuii BapuaHT reHa CFTR ‘ Yacrota, % ‘
1 F508del 54,4
2 CFTRdele2,3 5,0
3 2184insA 2,8
4 2143delT 2,6
5 G542X 2,3
6 3849+10kbC->T 2,2
10 L138ins 2,1
7 N1303K 1,8
8 W1282X 1,5
9 394delTT 1,4
1 R334W 1,3
12 E92K 1,2
13 L467F;F508del 12
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B IOxxHOM henepaibHOM OKpyTe TeHETUIeCKOe UCCIeIoBaHUe TTPOBEIeHO y 96,5% naliueHToB
(tabx. 24). B 9,0% ciydaeB MmatoJIOTMUecKuii ajuiesib He ObLT WaeHTUhUIIMpoBaH. BapuaHT
F508del Bctpevaicst y 76,6% naLuneHTOB.

Tab6auua 24
Yacmoma eéapuanmos nyxieomuonoii nociedosameavrocmu 2ena CFTR ¢ FOxcnom gpedeparvrom oxpyee
(npedcmasaenvl 2enemuyeckue sapuanmol ¢ 4acmomoii 6oaee 1,0%)

B ITpuBokckoM (heaepalbHOM OKpyre I'eHOTUIIMpOBaHue NpoBeaeHo y 93,7% malueHToB
(tabu. 25). B 4,2% ciyyaeB NaToj0TMYECKUl aieib He Obl1 uaeHTUUIMpoBaH. BapuaHT
F508del Bctpeyvaics y 75,9% naimeHTOB.

Tabauua 25
Yacmoma eéapuanmos nyxieomuodnoii nociedosameavtocmu 2ena CFTR ¢ Ilpusoaxcckom ghedepaavnom okpyze
(npedcmasaenvl 2enemuyeckue sapuanmol ¢ wacmomoii 6oaee 1,0%)

B Ypasnbckom denepaibHOM OKpyre reHeTu4ecKoe o0cenoBanue mposeneHo y 97,7 % nauueH-
TOB (Tabu. 26). B 6,6% ciaydyaeB MyTaHTHBII ajljieib He ObUT uAeHTUOULUUPOBaH. [eHeTHYeCKMit
BapuaHT F508del BcTpeuascs y 76,3% malueHTOB.

Tabauua 26
Yacmoma eéapuanmoe nyxieomuodnoii nociedosamenvtocmu 2ena CFTR ¢ Ypaavckom gpedeparvrom oxpyee
(npedcmasaenvl 2eHemuyeckue gapuanmol ¢ 4acmomoii 6oaee 1,0%)

B CubupckoM (enepalbHOM OKpYyre reHeTUUYECKOe MCClIeaoBaHue MpoBeneHo y 96,8%
manueHToB (Tabi. 27). B 5,9% ciyyaeB maToJoruuecKuil aaiesib He ObUT MACHTU(MULIMPOBAH.
Bapuanr F508del Bcrpevaics y 78,9% nanueHTOB.
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Tabauya 27
Yacmoma éapuanmos nyxieomuodnoii nocredosamenviocrmu 2ena CFTR ¢ Cubupckom gpedeparvrom oxpyee
(npedcmasaennl cenemuyeckue sapuanmol ¢ wacmomoii 6oaee 1,0%)

B JlabHeBOCTOUHOM (hefiepalbHOM OKpyTe TeHOTUTTMPOBaHUeE MpoBeneHo y 97,7 % malneHToB
(ta6i. 28). B 7,1% ciyyaeB maToIornyecKuii ajuiesb He ObUT uaeHTuduunpoBat. [eHeTnyecKuit
BapuaHT F508del BcTpeuascs y 76,3% malueHTOB.

Tab6auua 28
Yacmoma éapuanmos nyxieomuodnoii nocredosameavrocmu 2ena CFTR ¢ /laavneeocmounom ghedepaavnom okpyee
(npedcmaeaenvt 2enemuteckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B CeBepo-KaBkasckoMm (pemepasbHOM OKPYre TeHOTUITMPOBAHUE MPOBENeHo v 95,6%
maiueHToB (Tabi. 29). B 2,1% ciyyaeB MaToJOrMUECKHi ajiesib He ObUT MACHTU(MUIMPOBAH.
Tenernueckuii Bapuant F508del Bctpevancs y 28,2% maneHTOB.

Tab6auua 29
Yacmoma éapuanmos nyxieomuonoii nociedosameavrocmu 2ena CFTR 6 Cesepo-Kasxasckom gpedeparvnom oxpyze
(npedcmasaenvt 2enemutecKue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B Mockse JIHK-aunarnoctukoit 66110 oxBauyeHo 99,0% mamuentos (ta6a. 30). B 0,6%
CJIydyaeB MaTOJIOTUYECKUT ayjiesib He ObuT maeHTuduposaH. [enetnueckuit Bapuant F508del
BcTpevasics y 74,3% maieHToB.




FeHeTuka

Tabauya 30
Yacmoma eapuanmog Hykaeomuonoi nociedoeameavnocmu 2ena CFTR ¢ Mockese
(npedcmasaenvt eenemuueckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B Cankr-IlerepOypre reHeTu4eckoe McciaenoBanue npopeaeHo y 99,0% mnauueHToB (TalduI.
31). B 2,7% cay4aeB maTtojOoru4ecKuii ajuieab He Obul uaeHTuduuuponaH. Bapuant F508del
BcTpeyancs y 79,7% maluyueHToB.

Tabauya 31
Yacmoma éapuanmos nyxieomudnoii nociedosameavriocrnu 2ena CFTR ¢ Canxm-Ilemepoypee
(npedcmasaenvl 2eHemuyeckue sapuanmol ¢ 4acmomoii 6oaee 1,0%)

[lepBBIe 110 YacTOTE ABCHAIIIATH BAPMAHTOB HYKJICOTUIHOM mociienoBareabHocT TeHa CFTR
cpenu JeTeil ¥ B3pOCbIX MpeAcTaBIeHbl B Ta0. 32.

Tabauua 32
Hauboaee wacmoie eenemuueckue eapuanmot Hykaeomudnoi nociedosameavrnocmu 2ena CFTR cpeou demeii u 63pocavix
(6 nopsoke yovieanus)

YacToTa maToreHHOro BapMaHTa HyKJIeoTUaHOM nocienoBareabHocty F508del rena CFTR B
OKpyrax mpejcrasieHa Ha puc. 25. ITo ctpaHe yacrora cocraBuia 51,52%. Yacrora maTOreHHOro
BapmaHTa HyKJIcoTuaHOI mociemoBaTenbHocT CFTRdele2,3 rena CFTR B oKpyrax IIpem-
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LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepasnbHblili OKpYr
HOKHbIN depepanbHbI OKpyr
MpuBoMKCKUI denepanbHbIvi OKpyr
Ypanbckuii besepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN dheaepanbHblii OKpYr
CeBepo-KaBKasckuit beaepanbHbliil OKpyr
Mocksa

CaHKT-MeTepbypr

%

60

Puc. 25. AnnenbHas yactora reHetnueckoro Bapuanra F508del rena CFTR

LleHTpanbHbI pepepanbHblit OKpyr
CeBepo-3anagHbiii desepanbHbliii OKpyr
HOKHbI deasepanbHbiil OKpyr
MpuBoAKCKUI GesepanbHbIi OKpyr
Ypanbckuii pepepanbHblili OKpyr
Cubupckuin pepepanbHblii OKpyr
[anbHeBOCTOYHbIN desepanbHblii OKpyr
CeBepo-KaBKasckuii deaepanbHbIii OKpyr
Mocksa

CaHKT-MeTtepbypr

LleHTpanbHbIV dpesepanbHbii OKpYr
CeBepo-3anagHblit desepanbHblit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit besepanbHbiii OKpyr
CnbupcKnin degepanbHblin OKpyr
[lanbHeBOCTOUHbIV desepasnibHbIi OKpYT
CeBepo-KaBkasckuii besepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

%

Puc. 27. Yacrota renetuveckoro Bapuanta E92K rena CFTR
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craBjieHa Ha puc. 26. 1o crpane yactora cocraBmia 5,96%. Yactora BapraHTa HYKJICOTUIHOM
mocienoBarenbHocTH E92K rena CFTR B okpyrax IpencrtaBieHa Ha puc. 27. Ilo cTtpaHe
aJutesibHas yacTtora cocraswia 4,01%.

CoOTHOIIIEHNE TOMO3UTOT, TETEPO3UTOT MO TeHeTndeckKoMmy Bapuanty F508del rena CFTR,
a Takke TeHOTUIIOB, He BKItouaroimux F508del, mpencraBierno Ha puc. 28. 1o cTpaHe momis
romosurot 1o F508del cocraBuna 28,5%, reteposurot — 46,0%, renorumnos 6e3 F508del — 25,5%.

Yacrtora romosurot, rerepo3uror no F508del u renotumnos 6e3 F508del cpenu nerteit n
B3POCJIBIX TTpeacTaBieHa B Ta0i1. 33, a B BO3paCTHOM acriekTe Ha puc. 29.

Tabauya 33
Yacmoma 2omozucom u eemepozucom no F508del, a maxce eenomunoe 6e3 F508del cpedu oemeii u 63pocavix
Ipynna \ F508del / F508del \ F508del / He F508del \ He F508del / ve F508del |
Detn, % 30,5 44,9 24,6
Bapocnble, % 24,3 48,4 27,3
«Msrkuii» TeHOTHII BbIsiBIIeH Y 24,7% manueHToB. PacripeneneHue «MIrkux» TeHOTUIIOB B
3aBUCHUMOCTH OT BO3pacTa IpencrabieHo Ha puc. 30 u puc. 31.
LleHTpanbHbIl pepepanbHblil OKpyr
CeBepo-3anagHblit besepanbHblii OKpyr
HOKHbIN benepanbHbiii OKpyr
m F508del /
MprBOMKCKNIA hesepanbHbIii OKpyr E508del
Ypanbckuit pesepanbHbiii OKpyr = F508del /
He F508del

Cunbupckuii esepanbHbIi OKpyr

= He F508del /
He F508del

JanbHeBOCTOUHbIV PenepanbHblil OKpYr
CeBepo-KaBKasckuli desepanbHbIi OKpyr

Mocksa

CaHKT-MeTepbypr

0 20 40 60 80 100

Puc. 28. CooTtHoliieHrne romo3urot u retepo3uroT o F508del, a Takke reHOTUIIOB, He BKJIIovalomnx B coctaB F508del

100 -

80 - I I I I I I I I I I
I I I I I I I I = He F508del/He F508del
60 -
m F508del/He F508del
%
40 - m F508del/F508del
- i H H H H H H H
0 A
04 48

8-12 12-16 16-20 20-24 24-28 28-32 32-36 36-40 crapuwe
40

Bo3pacrT, roabl

Puc. 29. Pacnipenenenue romosuror, rereposurot o F508del u renotunos 6e3 F508del B 3aBUCMMOCTM OT BO3pacTa MallueHTOB
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Yucno naumneHTos, %
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Puc. 30. CooTHOIIIEHUE «TSKECTU» TEHOTUIIOB B 3aBUCUMOCTH OT BO3pacTa
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e "Markue"
reHOTUMbI

Yucno naumeHToB, %

0-8 8-16 16-24 24-32 32-40 crapuwe 40

BospacrT, rogbl

Puc. 31. Pacripenenenue «MsTKUX» TEHOTUITOB B PA3TMUHBIX BO3PACTHBIX IPYIIIaxX

«TsoKenbie» TEHOTUITB JOMUHUPYIOT KaK CPENU IETel, TaK U B3POCIBIX, HO 10 18 JeT mx
yacToTa coctasisieT 79,5%, a mocie 18 ner — 65,9%. «Msirkuii» renorun BoisiBiieH y 20,0%
MaLueHToB 10 12-71eTHero Bo3pacrta u 'y 59,2% mnaiueHToB cTapiie 36 JieT.
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Mukpoobuonorua

OrnpeneneHne XpoHUYEeCKOi MHGMEKIIMY B HYIDKHUX OTAesIaX IbIXaTeIbHbIX IyTeit:

1. Hanuuume XxpoHMUYECKO# CUHETHOMHOM MH(EKIIMK OTIPENesIsSIeTCs JIeYallliM BpauoM COTIIaCHO
MonudupoBaHHoMy Kputepwuio T. Jlunc (Leeds criteria) [2] u/viu 1o aHTUCUHETHOWHBIM
antutenam [3]. IMamueHT cuuTaeTcss XpOHUYECKU MHMUUIMPOBAHHBIM, €CJIM B JaHHbII
MOMEHT WM B MOCJEIHME TOIbl €ro MoKa3aTeJIM COOTBETCTBYIOT HUXKECIEAYIOUIUM KPU-
TEPUsIM U JIeUalllnii Bpay He CYMTAET, YTO €ro cTaTyc u3MeHuiIcs: 50% moceBoB MOKPOTHI,
coOpaHHBIX B TtocsienHue 12 mec. (Mm XoTs OBl 4 TIoceBa 3a 3TOT MEPUO) TTOJIOXKUTEIIbHBI

2. Xponunyeckasi uHGEKIUS IPYTUMU TPaMOTPUIIATETbHBIMU OAKTEPUSIMU OTIPEIESIETCS 110
KPUTEPUIO, OITMCAHHOMY BBIIIIC.

Ha puc. 32 npencraBieHo U3MeHEHUE XapaKTepa MHOULIUPOBAHUSI PECIIMPATOPHOrO TPAKTa
B 3aBUCUMOCTH OT Bo3pacrta. [Ipu olileHKe MUKPOOHOJIOrMYECKOTo IPOoduIs peCriupaTOPHOro
TpaKTa BbISIBIEHO BO3pacTaHME YaCTOThI XPOHUUYECKOIO BhICEBA IPaMOTPULIATENILHOM (hJIOPHI C
YBEJIMYEHUEM BO3pacTa MaleHTOB.

Hawnbonbimas yactora nnguuupoBanus MSSA B Bo3pacTHbIX rpynmnax 4—S8 yer, 8—12 ner,
u 12—16 ner, rae oHa cocraBuia 72,7%, 73,4% wu 72,1% cooTBeTcTBeHHO, P. aeruginosa non
mucoid— B Bo3pacTHbIX rpymnmnax 20—24 ner, 24—28 nert, 28—32 net, 32—36 net, 36—40 ner u
crapiie 40 net ¢ yacroroit 51,3%, 52,0%, 60,1%, 52,0%, 56,9% wu 51,3% cooTBeTCTBEHHO, P.
aeruginosa mucoid — B BO3pacTHOI rpyrmne 24—28 jer ¢ yacTtoroii 8,6%, B. cepacia complex B
rpynnax — 20—24 ner, 24—28 ser, 32—36 aer, 36—40 ner ¢ yacroroii 10,1%, 11,2%, 16,0% u
10,6% cootBeTcTBEHHO, S. maltophilia B rpynax 8—12 ner, 20—24 jet u 24—28 j1eT ¢ 4acTOTOMI
4,1%, 4,2% v 3,8% COOTBETCTBEHHO.

Hawubomnbimast yacrora Achromobacter spp. OTMEUeHa y TallMeHTOB B rpymiax 20—24 nrert, 28—32
net, u 36—40 et — 12,7%, 11,8% w 16,5% cootBeTcTBeHHO. MRSA Hanbojee pactipocTpaHeH
B rpymmne 0—4 ner ¢ yacroroii 9,4%. E. coli Haubonee pacripoctpaHeHa B rpymne 0—4 roma ¢
yacroroii 12,2%.

Yacrora MHGULIMPOBAHMS IbIXaTEIbHBIX IyTE pa3InyHOi GIOPOii TPeaCTaBIeHA B TOPSIKE
yobiBaHus: MSSA — 66,5%, P. aeruginosa non mucoid — 37,3%, Achromobacter spp. — 6,1%,
MRSA — 6,0%, H. infiuenzae — 4,7%, E. coli — 4,6%, P. aeruginosa mucoid — 4,4%, B. cepacia
complex — 4,3%, S. maltophilia — 3,1%. 1ons nanyeHToB, MHGUIIMPOBAHHBIX HETYOCPKYIe3-
HbeiMu MuKoOakTepusamMu (NTM) — 0,8%. (tada. 34).

e MISSA

e MRSA

e P aeruginosa
B.cepacia complex

e Achromobacter spp.

== S_maltophilia

e . influenzae

s NTM

E.coli

0-4 4-8 8-12 12-16  16-20 20-24  24-28 28-32 32-36 36-40 Crapuwe
40

Bo3spacrT, rogbi

Puc. 32. Vi3ameHeHue xapakTtepa MUKPOOUOTHI PECITUPATOPHOTO TPAKTA MAIIMEHTOB ¢ MYKOBUCITUIIO30M B PA3IMYHBIX BO3PACTHBIX TPYIIIIAX
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Tabauua 34

Yacmoma ecmpevaemocmu (%) pazaunHoi MUKpo6uomst pecnupamoprozo0 mpaKma nauyueHmos ¢ MyKogucuuoo3om

6 3aeucumocmu om eéospacma

vkpoopraHuam | MSSA = MRSA | P.aeruginosa | P.aeruginosa | B.cepacia | Achromobacter S. H. NTM E. coli
roapl non mucoid mucoid complex spp- maltophilia | influenzae
0-4 60,4 9,4 22,1 2,1 0,3 2,4 3,5 4,8 0,0 12,2
4-8 72,7 7,0 23,8 3,6 1,4 2,9 3,3 8,2 0,0 6,3
8-12 73,4 8,0 28,3 2,7 2,3 5,1 4,1 6,3 0,2 3,4
12-16 72,1 6,2 38,0 5,5 2,4 4,9 2,4 6,8 0,4 3,4
16-20 65,7 6,0 43,8 5,3 4,9 5,6 3,6 2,8 1,6 2,6
20-24 64,0 2,9 51,3 5,8 10,1 12,7 4,2 2,0 2,6 1,6
24-28 62,8 3,7 52,0 8,6 11,2 6,5 3,8 1,1 0,5 2,2
28-32 61,4 0,7 60,1 4,9 5,5 11,8 0,7 1,4 0,7 2,8
32-36 37,5 3,0 52,0 6,0 16,0 10,1 0,0 0,0 2,0 4,1
36-40 53,3 4,8 56,9 3,4 10,6 16,5 0,0 2,9 3,9 4,8
Crapuwe 40 46,3 1,3 51,3 4,8 2,5 8,8 2,5 0,0 1,3 8,8

Ha puc. 33 npeacraBiieHa TMHAMMKa CTPYKTYpbl MUKPOOUOTBI PECIUPATOPHOTO TpaKTa IO
naHHbIM peructpoB 2014—2024 rr. OTMeYeHO CHMXeHUE MHPUIIMpOBaHHOCTU P. aeruginosa c

2022 rona.
f)prr s s s s s s s s s s S P S SO S S TS e oo DS DS o o
70
e MISSA
e P.aeruginosa
B - -
% 40— - } - B.cepacia complex
30 b e S_maltophilia
20 f e Achromobacter
spp.
APk = mmmmmm e m e m e m oo —om oo
0

2014r. 2015r. 2016r. 2017 r. 2018 r. 2019r. 2020r. 2021r. 2022r. 2023 r. 2024r.

Puc. 33. IluHaMuKka CTpyKTypbl MUKPOOUOTHI PECTIMPATOPHOTO TPaKTa MO AaHHBIM peructpoB 2014—2024 rr.

B Tab6s. 35 oTpaxeHa acUMMETpHUS paclpeneeHus MUKPOOMOThl PeCIMPaTOPHOIO TpakTa
MEXIY JAETbMHM W B3POCIBIMU C YYETOM MHTEPMUTTUPYIOIIETO BHICEBA MJIM XPOHUYECKOTO

UHOUIIMPOBAHUS.

MSSA, %

XpoHuyeckoe niduumpoBaHue
WUHTepMuTTUPYIOLWINIA BBICEB

MRSA, %

XpoHuyeckoe nHdUUMpoBaHue
WHTepMuTTUpYIOLWMiA BbICEB
P. aeruginosa non mucoid, %

XpoHu

oe (0))

¥ P

WUHTEepMUTTUPYIOLLUIA BbICEB

P. aeruginosa mucoid, %
XpoHuyeckoe HGULMpOBaHUe
WUHTEepMUTTUPYIOLLMIA BBICEB

B. cepacia complex, %
XpoHuyeckoe HGULMpOBaHue
WHTepMUTTUPYIOLMii BbICEB

Achromobacter spp., %
XpoHuyeckoe nHGULUUpOBaHue
WUHTepMUTTUPYIOLLMIA BbICEB

Tabauya 35.
Cpasnumenbnas xapaxKmepucmuxa MuKkpoouomol pecnupanmoprHoz0 mpakma oemei u 63pocabix
Drnopa % \ Bce \ Oetn \ Bspocnbie \
66,5 70,1 59,0
55,7 55,6 55,8
10,8 14,5 3,2
6,0 7,4 3,2
2,7 2,9 2,1
3,3 4,5 1,1
51,6
27,7 17,7 49,1
9,6 12,9 2,5
4,4 3,8 5,6
2,8 2,0 4,5
1,6 1,9 1,1
4,3 1,9 9,2
3,4 1,0 8,5
0,8 0,9 0,7
6,1 4,4 9,6
3,7 1,6 7,9
2,4 2,8 1,7

w
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®nopa % \ Bce \ Oetn \
S. maltophilia, % 3,1 3,3
XpoHuyeckoe nHduunpoBaHue 0,9 0,7
WUHTepMuTTUPYIOLWINIA BBICEB 2,3 2,6
H. influenzae, % 4,7 6,2
XpoHuyeckoe nHduLuMpoBaHue 0,7 0,8
WHTEpPMUTTMPYIOLLMIA BbICEB 4,0 5,4
E.coli, % 4,6 5,4
XpoHuyeckoe nHduULuMpoBaHue 2,0 2,3
WUHTepMUTTUPYIOLWMii BbICEB 2,6 3,2
Moceg(bl) MokpoTbl / BAJ1 Ha NTM, %
Ja, HeCKOJIbKO MOJNOXUTENbHbIX BbICEBOB 0,24 0,14
Oa, 1 (0avH) NONOXUTENbHbIN BbICEB B TEKYLLEM roay 0,57 0,18
Ja, Bce BbiCEBbl OTpULLATENIbHbIE 9,41 9,92
AHanuabl He NPOBOAUNUCH/HET [aHHbIX 89,78 89,76
O6HapyxeH komnnekc Mycobacterium abscessus* 66,7 71,4
O6HapyxeH komnaekc Mycobacterium avium* 7,4 14,3
O6HapyXeHbl Hen3BeCTHblE NMOABULbI/APYrne MukobakTepum* 1,1 14,3
WUccnepoBanune(a) MokpoTbl / BAJ1 / Ma3ka U3 BepXHUX AbiXaTesbHbIX NyTei Ha Hanu4ue rpudos, %
Ja, XpOHU4ECKuii BbICEB 3,0 3,3
[a, oavH NONIOXUTENbHbIV BbICEB B TEKYLLLEM roay 6,3 6,9
[a, Bce pe3ynbTaTbl OTpULLATENIbHbIE 25,4 25,9
AHanu3bl He NPOBOAUNNCH/HET AAHHbIX 65,4 63,9
OGHapyXeHbl FpUGbI:
Aspergillus fumigatus** 14,4 552}
Aspergillus flavus™* 1,6 0,4
Aspergillus nidulans** 0,6 0,0
Aspergillus niger** 0,6 0,0
Scedosporium species** 0,0 0,0
Candida glabrata** 1,3 1,3
Candida krusei** 1,0 1,3
Candida parapsilosis** 0,3 0,4
Candida tropicalis** 0,6 0,4
HEW3BECTHbIE MoABUAbI/APYr1e rpubbl** 7,3 7,8

* Cpeay naumeHToB, y KOTOPbIX 0BHAPYXEH NONOXUTENbHLIN BbICEB HA HETYOepKynesHble MukobakTepun, Nn=27 nauneHToB (7 geteii, 20 B3pOC/bIX).
** Cpeau naumeHToB, Y KOTOPbIX 0OHaPYXXEH NMONOXUTESNbHBIN BLICEB Ha UCCNenoBaHns MOKpPoTbl/BAJT/ maska n3 ropna Ha Hannyme rpnbos, n=313 naumeHToB (231 peteid, 82 B3poCnbix).

MukpoOrosoruuecKuii mpoduiib peCIMpaTOPHOro TPaKTa MALMEHTOB ¢ MyKOBUCLIMI030M
o ¢henepaybHBIM OKPYTaM TIpencTaBieH Ha puc. 34.

Ha puc. 35 npencrasieHa nojst mallMeHTOB, MHPUIIMPOBaHHBIX MSSA, KoTopas 1o CTpaHe
cocraBuia 66,5% (MHTepMUTTHPYIOIINIA BeiceB — 10,8%; xpoHnyeckas nHbeKus — 55,7%).

Ha puc. 36 nipencrasieHa g0l mauueHToB, MHOULIUPOBAaHHBIX MRSA, KoTOpas 1o crpaHe
coctaBuia 6,0% (MHTepMUTTUPYIOIIMIA BbiceB — 3,3%; XxpoHudeckas uHpexkuus — 2,7%).

Ha puc. 37 npencrasieHa nojs mauneHTOB, MHGUIIMPOBAHHBIX P. aeruginosa non mucoid:
1o ctpaHe — 37,3% (MHTepMUTTUPYIOLIUI BbiceB — 9,6%; xpoHundeckast undexuus — 27,7%).

Ha puc. 38 mpencrasieHa 1ost mallieHTOB, MHPUIIMPOBaHHBIX P.aeruginosa mucoid, Kotopast
o cTpaHe coctasuna 4,4% (MHTEPMUTTUPYIOIINIA BbiceB — 1,6%; XpoHM4YecKass MHMPEKLINS —
2,8%).

Ha puc. 39 npencraBieHa qoist MaluMeHTOB, MHMULIMPOBAHHBIX B. cepacia complex: 1o
crpaHe — 4,3% (uHTepMUTTUPYIOILIMIA BhiceB — 0,8%; XxpoHudeckas uHpekuus — 3,4%).

Ha puc. 40 nipencraBieHa gojs MalydeHTOB, MHGULUIMPOBAHHBIX Achromobacter spp.: 110
crpaHe — 6,1% (MHTepMUTTUPYIOLIUii BoiceB — 2,4%; xpoHudeckast unbexkuus — 3,7%).

Ha puc. 41 npencraBiaeHa moisl MalMeHTOB, MHPUIIMPOBaHHBIX S. maltophilia, KoTopas B
ctpaHe coctaBuia 3,1% (MHTepMUTTUPYIOLLINIA BbiceB — 2,3%; xpoHndeckast uHdexims — 0,9%).

Ha puc. 42 npencraBineHa nost maluueHToB, MHGUIMpoBaHHBIX H. influenzae, Kotopas B
ctpane cocrasuna 4,7% (MHTEpMUTTUPYIONINii BhiceB — 4,0%; xpoHndeckas nHdexusa— 0,7%).

Ha puc. 43 npencrasiaeHa Aol MalMeHTOB, MHOUIIUPOBAHHBIX E.coli, KoTopas B cTpaHe
coctaBuia 4,6% (MHTEpMUTTUPYIOIIMIA BbiceB — 2,6%; XxpoHudeckast uHpexkuus — 2,0%).

Ha puc. 44 npencrasieHa A0S MalMEHTOB, UH(MULIMPOBAHHBIX HETYOEPKYIE3HBIMU MUKO-
Gakrepussmu (NTM), kotopast B 1iejioM 1o ctpaHe cocTaBuia 0,8%: mo kpaiiHeil Mepe onuH
IOJIOXKUTEIbHBINA BBICEB B TeUEHME OTYETHOIrO roga orMeueH y 0,6% malveHTOB, ITOBTOPHbIE
MMOJIOKHUTENbHBIE BhICEBB — Yy 0,2%.

Ha puc. 45 nipencrapieHa noJst allMeHTOB, MH(OUIIMPOBAHHBIX Aspergillus fumigatus, KoTopast
B LIEJIOM 10 cTpaHe cocraBuia 14,4%.

B3pocnbie
2,7
1,1
1,6
1,7
0,4
1,2
2,8
1.5
1,3

0,45
1,34
8,41
89,80
65,0
5,0
10,0

2,3

5,0
24,2
68,4

40,2
4,9
2,4
2,4
0,0
1,2
0,0
0,0
1,2
6,1
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

LleHTpanbHbIN desepanbHbiin OKpYyr

CeBepo-3anagHblit beaepanbHblil OKpyr MRSA

tOHbIt peAepanbHbIi OKkpyr = Paeruginosa non mucoid

MPUBO/IKCKNI deaepasibHbIi OKpyr = Paeruginosa mucoid

Ypanbckuii desepasnbHbIii OKpyr m B.cepacia complex

Cunbupckuii desepanbHblit OKpyr m Achromobacter spp.

JanbHeBOCTOYHbIN deaepasnbHbIi OKpyr m S.maltophilia

CeBepo-KaBKkasckuii degepasibHblil OKpyr = H. influenzae

Mocksa = NTM

CankT-NeTepbypr E. coli

Puc. 34. MukpoOuosiornueckuit npoduib pecrmpaTropHoro Tpakra NauueHTOB ¢ MYKOBUCLIMIO30M

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblil deaepanbHblit OKpyr
HOKHbIN deaepanbHblIit OKpyr

M MSSA, XpoH.
MpuBOMKCKUIA deaepanbHblii OKpyr
Ypanbckuit pepepanbHblii OKpyr S L
CnbupcKnin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIl OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr

MockBa

CaHkT-MNeTepbypr

%

0 2

O - -

0_44
S
S+ -
o))
QLo
o)

Puc. 35. Jons nanyieHToB, MHGOUIIMPOBAHHBIX MSSA
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MwukpoGuonorus

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anaaHblit beaepanbHblii OKpyr
HOKHbI desepanbHbIi OKpyr

B MRSA, XpoH.
MpUBOAKCKUIA pesepanbHbIi OKpYr
Ypanbckuii pepepanbHblii OKpyr m MRSA, MHTEpMAT.
Cnbupcknin depepanbHblit OKpyr

[anbHeBOCTOYHbIN desepanbHbii OKpyr

CeBepo-KaBkasckuit besepanbHbliil OKpyr

Mocksa

CaHKT-MNeTepbypr
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o
N
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Puc. 36. Tonst maimeHToB, MHOUIIMPOBAaHHBIX MRSA

LleHTpanbHbIVi dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblii OKpyr

HOXHbIM deaepanbHblii OKpyr

m Paeruginosa

MpPUBOMKCKMIA besepabHbli OKpyr XpOH.

Ypanbckuit pesepanbHbiii OKpyr
Cunbupckuii desepanbHbIin OKpyr

Q/IbHEBOCTOYHBIN deaepanbHblit OKpyr .
A benep Py W Paeruginosa,

= - uHMmepmum.
CeBepo-KaBKa3sckuii deaepasbHblii OKpyr

Mocksa

CaHkT-MeTtepbypr

%

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit begepanbHblit OKpyr
HOKHbI besepanbHbI OKpyr

m Paeruginosa
mucoid XpoH.

MpUBOAKCKUI PesepanbHbIi OKpYr
Ypanbckuit besepanbHbiii OKpyr
Cunbupckuii deasepanbHblii OKpyr

[anbHeBOCTOYHbIN desepanbHbIi OKpyr W Paeruginosa

mucoid,
CeBepo-KaBKasckuii besepanbHbiii OKpyr uHmepmum.
Mocksa

CaHkT-MNeTepbypr

%
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Puc. 38. lons nanveHToB, MHGUIMPOBAHHBIX P. aeruginosa mucoid




Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

LleHTpanbHbIV dpeaepanbHblii OKpyr

CeBepo-3anagHblit beaepanbHblii OKpyr e
complex xpoH.
HOXHbIM beaepanbHblii OKpyr
. . = B.cepacia
MpuBOMKCKMI PenepanbHblii OKpyr complex,
uHmepmum.

Ypanbckuii pepepanbHblii OKpyr
Cnbupcknin depepanbHblit OKpYyr
JanbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbIi OKpyr
Mocksa

CaHkT-MNeTtepbypr
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Puc. 39. Jons nainueHToB, MHGUUUPOBAHHBIX B. cepacia complex

LleHTpanbHbIVi dpesepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpyr
HOKHbIN heaepanbHbIin OKpYr

MpuBOMXKCKUI benepanbHbIi OKpyr m Achromobacter

SPp. XPOH.
Ypanbckuin bepnepanbHblil OKpyr
Cnbupcknin depepanbHblii OKpYr

[anbHeBOCTOUHbIN deaepanbHbIi OKPYr w Achromobacter

Spp-,

CeBepo-KaBKa3sckuii deaepasbHblii OKpyr urmepmum.

Mocksa

CaHkT-MeTtepbypr
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Puc. 40. 1ot manieHTOB, MTHPUIIMPOBAHHBIX Achromobacter spp.

LleHTpanbHbIii pepepanbHblii OKpyr

CeBepo-3anagHblit besepanbHblii OKpyr

m S. maltophilia
XPOH.

HOKHbIN beasepanbHblil OKpYr
MpuBoMKCKKI deaepanbHbI OKpyr
Ypanbckuii pepepanbHblii OKpyr
Cnbupcknin depepanbHblii OKpYr

m S. maltophilia,
uHMmepmum.

[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKasckuii desepanbHbIii OKpyr

Mocksa

CaHkT-MeTtepbypr

%

|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
l
4

Puc. 41. [lons maumreHToB, MHGOUIMPOBAHHBIX S.maltophilia
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MuxkpoGuonorus

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblii OKpyr
HOKHbIN beaepanbHblit OKpyr
MpurBOMKCKMIA deaepanbHbIi OKpyr
Ypanbckuii desepanbHbiii OKpYr
Cunbunpckuii desepanbHbIin OKpyr
JanbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr

0,0 5,0 10,0

Puc. 42. lons nanvieHToB, MHGUIMPOBaHHBIX H. infiuenzae

LieHTpanbHbI pepepanbHblit OKpyr
CeBepo-3anagHbiii desepanbHbliii OKpyr
HOKHbI desepanbHbiil OKpyr
MpuBonKCcKKiA deaepanbHbIi OKpyr
Ypanbckuin besepanbHbliil OKpyr
CubMpcKknin degepanbHblit OKpyr
[anbHeBOCTOYHbIN dhesepanbHblii OKpyr
CeBepo-KaBKasckuii deaepanbHbIi OKpyr
Mocksa

CaHKT-MeTtepbypr

M H. influenzae
XPOH.

W H.influenzae,
uHmepmum.

M E.coli, XpoH.

m E.coli,

%

S
D — - - —

Puc. 43. lonsg naimeHTOB, MHGULUMPOBAHHBIX E. coli

LieHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblii desepanbHbilii OKpyr
HOKHbI desepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit besepanbHbiii OKpyr
CubMpcKnin degepanbHblit OKpyr
[anbHeBOCTOYHbIN hesepanbHbilii OKpyr

CeBepo-KaBKasckuit dbesepanbHbliii OKpyr

MockBa

CaHkT-MNeTepbypr

o
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Puc. 44 lonsa mauueHTOB, MHOUIIMPOBAHHBIX HETYOEPKYIE3HBIMU MUKOOAKTEPUSIMU
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Hety6epkynesHblie
MUKobaKTepuuy,
HeCKoJIbKO
NOIOKMUTENBbHbIX
BbICEBOB

Hety6epkynesHble
MUKobBaKTepuuy,
OfIMH BbICEB B
TeKyLem rogy

%
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

LleHTpanbHbIv dpegepanbHblii OKpyr
CeBepo-3anaaHbiii penepanbHblil OKpyr
HOKHbIN denepanbHblii OKpyr
MpuBOMKCKUI deaepanbHbI OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cnbupckuin dbepepanbHblii OKpYr
[anbHeBOCTOYHbIN PpesepanbHbIii OKpyr

CeBepo-KaBKa3ckuii desepanbHblii OKpYr

m  Aspergillus
fumigatus

Mocksa

CaHKT-MeTepbypr
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Puc. 45 [Jons nanmeHToB, HOULMPOBAHHBIX Aspergillus fumigatus

CeBepo-3anagHbiii besepanbHbliii OKpyr

[anbHeBOCTOYHbIN dheaepanbHblii OKpyr

CeBepo-KaBKasckuii deaepanbHbIii OKpyr

PecnupatopHas pyHKUuns

CrnimpomeTpusl — caMblii pacTIpOCTPAHEHHBII 1 BaXKHBII METOJT OTIEHKYU (hYHKIIMY BHEIITHETO
JIBIXaHUSI Y TTAITMEHTOB C MyKOBUCIINIO30M. KITIOUeBBIMM CITMPOMETPUUECKUMU TTOKA3aTeISIMU
aBnsiorcs (hopcUpoBaHHas XU3HeHHas éMKocTb Nerkux (PXKEN) u 06béM hopcrpoBaHHOTO
BbIIOXA 32 nepBylo cekyHay (O®By). IMokazarenu O®XEJ u O®B: usmepsioTcs B IUTpax,
OTHAKO B KJIMHUYECKOU TPAKTUKE, KaK MPABWIO, BHIPAXKAIOTCS HEe B aOCOTIOTHBIX 3HAUYEHMSIX,
a B TIPOLIEHTAX OT TaK Ha3bIBaEMBIX «IOJIKHBIX» BEJTUUMH (% MOJTK.).

IMon «IOMKHBIMU» TTOHUMAIOT 3HAYEHUSI, XapaKTepHbIE IIJIST 3MOPOBBIX JIUIL TOTO Xe I10Ja,
BO3pacTa, pachl M pOCTa, TO €CTh HOPMaJIbHBIE TTOKA3aTENN JIJISI COOTBETCTBYIOIIEH TIOTIYIISIIIAN.
B HacrosiiieM oT4€Te MCTIOIb30BaHbI IOJKHBIE BETUYMHBI, TIpeioxkeHHble G. Polgar 1 coaBr.
(1971) nna nereit u Paboueii rpynmoit EBporneiickoro coobiectBa ctanu u yoist (European Coal
and Steel Community, ECCS, 1993) mist B3pOCJIbIX.

B otuéTHOM Tomy crimpoMeTpus Oblia mpoBeneHa y 78,3% MalMeHTOB ¢ MYKOBUCHHIO30M
B BO3pacTe cTaplile 5 JieT; IIpu 3TOM Yy JeTell ucclienoBaHue BhIMoaHEHO B 81,4% ciyvaes, y
B3pOCIBIX — B 72,7%. OGBEM MPOBENeHUS CTUPOMETPUH 10 (PeepaTbHBIM OKPYTraM MpeICcTaBIeH
Ha puc. 46.

Cpennue nokaszaten OPB, u ®XKEJI cocrasum 85,7+27,6 %nomk. u 91,5£22,2% nomx.,
cooTBeTcTBeHHO, Meauanbl: 90,0 (69,0—104,0) %nomx. u 93,0 (79,0—105,0)% noax., coot-
BETCTBEHHO.

Ha puc. 47 nokazano usmenenne O®B, u ®KEJI B 3aBrcuMOoCTH OT Bo3pacTa MalMeHTOB.
IMokaszaremn O®B, u ®KEJT y neteii cocrasumm 95,4+22,3 n 95,9420,7% no/wk. COOTBETCTBEHHO

LleHTpanbHbI pepepanbHblit OKpyr

HOKHbIN deaepanbHblil OKpyr
MpuBoMKCKUIA deaepanbHbIi OKpyr
Ypanbckuit pesepanbHbiii OKpyr

Cubupckuin degepanbHblit OKpyr

Mocksa

CaHKT-MeTepbypr

I T T T T 1 %

0 20 40 60 80 100

Puc. 46. O6beM npoBeaeHUs CITUPOMETPUU Y TTALIMEHTOB MYKOBUCLIMI030M
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PecnupartopHasa ¢pyHkums

1

1

Puc. 47. IToka3zatenu CIIMPOMETPUHU B 3aBUCUMOCTH OT BO3pacTa IMalurE€HTOB

20 o mm oo m e
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Bo3pacrT, roabl

32-36 36-40

| == O®B, (MeanaHa)

e DMEJ (MeanaHa) |

Crapuwe
40

(memmansr: 97,0 (83,3—109,0) u 96,0 (84,0—107,0), COOTBETCTBEHHO). AHAJIOTUYHBIC [TOKA3aTeN
y B3pOCIbIX — 66,4%+27,0 n 83,1+22,5% noirk., COOTBETCTBEHHO (MeauaHbl: 66,0(43,0—88,0) u
84,2 (68,0—100,7), COOTBETCTBEHHO).

I'ucrorpamma pacnpenenenus O®B, cpeny meteit ¥ B3pOCIBIX NPEACTaBIeHA Ha pUC. 48.

T

Yucno nauueHTos, %

[Oetu (ot 5 go 18 ner)

B3pocnbie (18 net 1 cTapLue)

B 00 40 %ponk. MA0-70 %pomk. M 6onee 70 %A0MK.

Puc. 48. Tucrorpamma pacnpenenenns O®B, cpenu neteil n B3poCIbIX

B ta6n. 36 npencrasnensl cpennue sHadeHus U Meauanbl O®B, u ®XKEJI y nanneHTos ¢ my-
KOBUCLIMIO030M, TIPOXUBAIOIINX B PA3IMUHBIX (hefepanbHbIX oKpyrax Poccuiickoit @eneparmu.

Tabauua 36

Cpeonue u meduanvt ODBI1 u DXKEJI nayuenmoe c mykosucuuoozom cmapuie 5 aem, npoycusarouiux 6 (hedepaibHvix okpyeax

Okpyr Konuyecteo M=SD, %paonx. Me [Q1;Q3] %aonx.
fatiMenTos 0 00B, \ OXEN 008, \ OXKEN

LieHTpanbHblii PO 740 84,1+27,8 92,1+21,0 88,9 (65,0-103,7) 93,4 (81,0-106,0)
Ceeepo-3anagHbiii @0 228 89,5+23,8 96,5+17,4 95,0 (77,1-106,0) 98,0 (88,0-107,0)
KOxHbIi DO 199 76,2+25,3 82,6+22,3 81,0 (55,0-94,4) 85,0 (67,8-96,0)

Mpueonxckuin O 552 88,4+28,1 92,1+22,2 92,6 (73,0-106,1) 94,3 (80,9-104,0)
Ypanbckuit PO 128 86,7+30,2 93,8+23,8 90,0 (68,5-107,6) 96,5 (78,5-108,5)
Cubupckuii PO 285 89,1+27,7 91,4+22.6 92,0 (74,3-106,0) 91,3 (78,9-105,0)
JanbHeBoCTO4HbI PO 108 80,0+26,8 86,7+25,6 84,4 (61,0-100,5) 91,5 (67,0-105,0)
Cesepo-Kaekaackuit PO 90 88,0+28,2 92,7+27,3 86,5 (72,0-107,0) 92,0 (77,5-105,5)
Mockea 292 81,0+28,7 91,3+21,0 87,1 (60,9-103,0) 93,0 (82,0-106,2)
CankT-lMeTepbypr 134 92,3+23,8 97,5+16,6 99,3 (84,0-108,0) 100,2 (90,0-107,0)

45



Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

AvHamuka nokasartenen pyHKUUM BHelwHero abixaima ¢ 2014 no 2024 rop,

Mennanb nokazatenn O®B u ®KEJI noseicuiuck 3a 10 jgeT HabmoneHus, 0COGEHHO ¢
2016—2018 rr. (rompl BHEAPEHUSI HALIMOHAJIBLHOIO KOHCEHCYCa MO0 MYKOBUCLMI03Yy) u ¢ 2021
roma, korga craproBaia teparmst CEFTR monynaropamu B Poccuiickoit @enepanmu (puc. 49, 50).

100 = == o= oo m o m oo o oo

% BONXK.

R R et LT

50
2014 2015 2016 2017 2018 2019 2020 2021 2022 2023 2024
=== Q®B, (MeanaHa), obuwana === OB (meguaHa), et === OB, (meaunaHa), B3poC/able

Puc. 49. lunamnka O®B, ¢ 2014 no 2024 rr. (Me)

100 === mm i m o m o oo oo

% DONXK.

70

2014 2015 2016 2017 2018 2019 2020 2021 2022 2023 2024

e OIEJ] (MegnaHa), 06wan == OME/ (MegnaHa), getn === OXKE/] (MeanaHa), B3pocable

Puc. 50. unamuka ®XKEJI ¢ 2014 o 2024 rr. (Me)
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HyTpuTuBHBIN cTaTyC

HyTputusBHbIN cTaTyC

IMokazarenu maccel Tena cpeau aeteit (mo 10 neT) B denepaibHbIX OKpyrax NpeacTaBIeHbI
B TabJ. 37. HyTpUTUBHBINA cTaTyCc MALIMEHTOB OLIEHUBAJIMA Ha OCHOBAaHUM MAacChl TeJla, pocTa U
BO3pacTa. ¥ NalreHTOB ¢ MyKOBUCLIMIO30M CTapliie 2 JIET OH OMPEeIsICs MO UHAECKCY MacChl
tena (MMT), paccunrannomy 1o cdhopmyiie Quetelet: UMT = macca tena (xr) / poct (m)2 s
B3pOCJIbIX MALIMEHTOB C MYKOBUCIIMIO30M B KaU€CTBE 1IEJIEBBIX MPUHUMANUCh 3HaUeHuss UMT
22 Kr/M? IUTs JKEHIIWH 1 23 KT/M? 1711 My>K9MH, 9YTO COOTBETCTBYET COBPEMEHHBIM PEKOMEH/Ia -
LIUSIM TI0 BEJEHUIO JAHHOW KaTeropyuu MalueHTOB.

CornacHo pekoMeHaalnusaM BceMupHOI opraHu3alMu 31paBOOXpPAaHEHUs, Y MOIPOCTKOB
M B3POCIBIX HEIOCTATOYHOCTh MUTaHUSI KoHcTaTupyetes nmpu UMT < 18,5 kr/m? (Report
of a WHO Expert Committee, 1995). ¥V meteit u mogpoctkoB UMT olieHmBaiu B cCUCTEMeE
MEepLEeHTUIEH ¢ YYETOM Toja U Bo3pacTa. [lepueHTWI b oTpaxaeTr JOMI0 AETei TOTo Xe Moja U
Bo3pacTta, uMerolux 3HaueHue UMT Huxe, 4eM y KOHKPETHOTO MallUeHTa C MyKOBUCLIMIO30M.
Brinensiiv Tpu 30HBI pacnipeneaeHus: 10 25-ro NepueHTWIs, OT 25-ro 10 75-T0 NepUeHTWIS U
BBIIIIE 75-TO MEPLEHTWIS. 3HaYeHUSI 1O 25-TO MEePLEHTUIS BKIIOUUTETbHO OTHOCWIM K 30HE
HM3KUX ToKazartesieit, oT 26-ro 10 75-T0 MepLeHTHIsT — K AMarna3oHy HOpMalbHBIX 3HAUCHU,
a pesyabraThl B MHTepBasie oT 76-ro 10 100-ro MepueHTHIST BKIIOYUTETbHO — K 30HE BBICOKHMX
3HayeHuit. LleseBbIM ypoBHEM IS IeTeil U MOAPOCTKOB C MyKOBUCIIMAO30M cumTanu S50-i
nepueHTusib UMT, cooTBeTCTBYIOIIUIA MeAMaHe TToKa3aTeseid 3I0POBbIX CBEPCTHUKOB TOTO XKe
1oJjia U BO3pacra.

Pacuér nepuentuneit UMT BbINONHSIN ¢ UCHOJB30BAHUEM MTPOTPAMMHBIX ITPOAYKTOB Bee-
MUPHOI opranuzaiuu 3apaBooxpaHenuss WHO Anthro (s nereit o S 1et) 1 WHO AnthroPlus
(n1 meteid u MOAPOCTKOB cTapiue S yiet). i oueHKy (GU3nyecKoro pa3BUTHS JeTeil paHHETO
Bo3pacta (mo 2 1et) UMT He npuMeHsuIu; B 3TO IpymIie IpyU MyKOBUCIKUI03€ UCTIOJb30BAIA
Macco-poctoBoit nanekc (MPU), paccunteiBaeMblit Kak ((hakTrdeckast Macca / uieaibHas Macca
JUTSl TaHHOTO pocTa 1 nojia) X 100%. HemoctaTouHOCTh TUTaHUS Y AETeil MITJIIIEro Bo3pacTa
JIMATHOCTUPOBAJIN TIPU MPOILIEHTEe COOTBETCTBUSI MAacChl MO pocTy win 3HaueHnn MPU < 90%,
B COOTBETCTBUU C PEKOMEHAALUSIMU €BPOIEHCKUX SKCTIEPTOB.

IMokazarean HYTPUTUBHOTO CTaTyca IeTeil ¢ MyKoBUCIIMIO30M B Poccuiickoit Denepanmm
WMEJIA CIIeNyIoNIMe XapaKTePUCTUKN: MeauaHa (25-1—75-i NepLeHTUIn) MepLeHTUIsS MacChl
tena y aeteii mo 10 et coctaBuia 40,1 (15,6—69,5), MenuaHa repiieHTHIST pocta y neteit 0—18
et — 40,5 (14,5-70,5), meauana nepueHtwiss UMT y nereit 2—18 net — 37,4 (14,8—66,6).
IMokazarenu macchl Tena y aereit miaaimie 10 et B pa3nuuHbIX denepaibHbIX okpyrax PO
npenacrasieHbl B Tadauie 37.

Ha puc. 51 IpeacTaBJICHbI MCAMAHbI MaCChbl TCJIa JIeTei ¢ MYKOBHUCIIMA0O30M B 3aBUCMMOCTU
OT BO3pacTra.
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e O6Wasn rpynna === MyKCKOM NOsI === }eHCKUI Non

Puc. 51. Meauana macchl Tesia B IEPLEHTWISIX B 3aBUCMMOCTH OT Bo3pacTa (10 10 jieT): KpacHasi CTUTOIIHAS JIMHUST — XKEHCKUIA TI0J1, CUHSISI — MYXCKOIA,
yepHasi — olliee 3HaUeHMe TI0 TPYIITe, KpacHast MPephIBUCTas — LiesieBoe 3HaueHue (50-if mepleHTUb), 3eeHast pephIBUCTas — 25-1 eplUeHTUTb
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Peructp nauueHToB ¢ MykoBucuuzo3om B Poccuiickoin ®epepaumn. 2024 rog,

Tabauua 37

Hepuenmu.au maccot meaa 'y oemeii (do 10 aem): onucameavHas cmamucmuka no pecuoHam
PervioH Konuyectso M=SD Q1 Me Q3

NauveHToB, n

LieHTpanbHbiii PO 328 46,7+30,0 20,5 46,2 71,7
Ceeepo-3anagHbiii 0 123 46,0+32,8 14,0 47,2 75,8
OxHbI ©O 128 43,3+30,6 16,0 41,1 70,2
Npusonxckuit PO 273 47,1+30,5 21,8 43,3 74,5
Ypanbckuii @O 91 35,6+29,4 8,1 30,9 56,4
Cu6upckuin @0 141 44,1+31,2 15,6 40,9 69,8
[anbHeBoCTO4HbI PO 68 34,8+28,6 12,5 24,8 59,1
Ceeepo-Kaeka3sckuii O 107 30,6+28,3 6,6 22,4 50,0
Mocksa 83 46,7+29,8 23,6 43,6 71,2
Cankr-lMetepGypr 63 51,2+32,8 19,5 53,6 82,4

IMokazarenu pocrta nereit (1o 18 neT) B (peaepaabHBIX OKpyrax rnpeacraBiaeHbl B Tad. 38. Ha
puc. 52 mpencTaBieHa MeIuaHa pocTa B 3aBUCHMOCTH OT BO3pacTa JIeTei.

Tabauua 38
Ilepyenmuau pocma y demeii (0o 18 aem): onucameavHas cmamucmuka no pecuoHam
Peruvox Konuyectso M+SD Q1 Me Q3
NnauueHTosB, n

LieHTpanbHbiii @O 671 46,0+30,6 16,9 45,6 71,9
CeBepo-3anaaHbiit @0 236 42,0+30,2 12,3 39,2 68,4
10xHbI PO 250 44,5+31,8 15,6 40,7 74,5
Mpusonxckuit O 552 45,1+30,3 18,8 43,3 70,5
Ypanbckuii @O 156 40,6+31,8 11,2 34,3 64,8
Cubupckuii PO 304 44,8+31,9 14,7 39,7 72,9
JanbHeBoCTO4HbI PO 123 35,6+29,6 9,0 28,8 57,5
CeBepo-Kaska3sckuii O 153 32,6+29,8 6,2 24,2 56,0
Mockea 194 46,3+29,4 20,9 44,8 71,2
CaHkr-lMetepbypr 113 43,9+29,8 17,9 42,1 71,9

Cpenu neteii ot 2 no 18 netr menunana nepuentuast UMT (puc. 53) cocraBuia 37,4 (14,8—66,6):
st ManbaukoB — 37,1 (13,8—68.1), nns neBouek — 37,8 (16,1—65,9). Ilepuentrnr UMT<25
Habmonancd B 36,5% ciydaeB: y MaJIBYMKOB — B 36,3%, y neBouek — B 36,8%.

IMokazaren UMT nerteii (ot 2 mo 18 jieT) B heneparbHBIX OKpYyTrax MpeacTaBIeHBI B Ta01. 39.
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MepuaHa pocta B NepLUeHTUAAX
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Bo3pacr, roabl

e ObLwWan rpynna e |Vly}KCKOW MON e W EHCKUI NoN

Puc. 52. Menunana pocta B IEpLUEHTUIISIX B 3aBUCMMOCTH OT Bo3pacTa (10 18 jeT): KpacHasl CIUIOLIHAsK IMHUS — XEHCKUI 1O0J, CUHSST — MY>KCKOM,
yepHas — o0lliee 3HaU€HUe 10 IPYIIe, KpacHas MpepbiBUCTas — LiefeBoe 3HaueHue (50-i mepleHTuIb), 3e1eHas pepbiBUcTast — 25-i nepueHTUIb
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HyTpuTuBHBIN cTaTyC

Me UMT B nepueHTUAAX
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Bospacr, roapb!

e Vly}KCKOM NON e} EHCKMI1 NON

Puc. 53. Me UMT B niepueHTWISIX B 3aBUCUMOCTHU OT Bo3pacTa (0T 2 10 18 jieT): KpacHasi CIUTONIHAs TUHUS — XXEHCKUI T0JI, CUHSIST — MYKCKOIA,
yepHasi — 00llee 3HaUeHUe T0 IPyIITe, KpacHas MpepbiBUCTas — 1iejeBoe 3HaueHue (50-i nepleHTub), 3e1eHas npepbiBucTast — 25-i nepueHTHIb

Tabauua 39
Ilepuenmuau UMT 'y demeii (om 2 0o 18 aem): onucameavHas cCmamucmuka no pecuoHam
PeruvoH Konuuectso MSD Q1 Me Q3
NaLuMeHToB, n

LieHTpanbHbiii @O 625 43,5+29,9 17,9 39,0 68,8
Ceeepo-3anaaHbiit @0 223 45,5+31,8 17,1 42,1 73,9
HOxHbI DO 223 39,1+31,2 10,2 31,6 63,7
Mpusonxckuit PO 505 44,0+30,2 17,4 42,1 67,0
Ypanbckuit @O 139 37,0£28,4 12,3 31,2 58,7
Cu6upckuin @0 288 43,4+31,6 14,6 40,7 71,7
[anbHeBOCTOYHbI PO 112 34,1+29,4 9,2 25,8 60,3
CeBepo-Kaska3sckuii PO 129 33,4+27,7 10,0 27,4 52,0
MockBa 189 43,7+30,5 18,1 39,0 71,9
CaHkT-lMeTepGypr 108 50,0+32,0 21,0 49,0 80,0

IToka3zaten HyTPUTUBHOTO CTaTyca B3pOCblx cocTaBuwin: MeauaHa (IQR) maccel Tena — 57,0
(50,0—66,0) xr, pocta — 168,0 (162,0—175,0) cm, UMT — 20,2 (18,4—22,5) kr/m?. [lokasarenun
HYTPUTUBHOTO CTaTyca CPear B3POCIbIX B (peepalibHBIX OKpyTax MpeacTaBieHbl B Ta0. 40.

MeauaHa UMT B Kkr/m?

25
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20
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17
16
15

—/A\ /ﬂ\*

18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 33 34 35 36 37 38 39 40 >41

e O6Lan rpynna

Bo3pacr, roabl

o= My}KCKOW MON e W EHCKUI Non

Puc. 54. Mennana UMT y B3poCIbIX MAIIMEHTOB ¢ MYKOBUCIIMIO30M (cTapiie 18 jieT) B 3aBUCMMOCTH OT BO3pacTa: KpacHasl CIUIOLTHAS JIMHUS —
SKEHCKUI TI0JI, CUHSISI — MYXKCKO#1, YepHasi — o01liee 3HaUeHKe TI0 TPYIIIe, PEPBIBUCTAsT KpACcHAst TMHUS — IIeIeBOe 3HAUeHUe TSl KeHIIuH (22 K1/
M?), TIPEPBIBKUCTAST CUHSISI JIMHUS — 1IEJICBOE 3HAYCHUE 1T MY>KUuH (23 Kr/M?), TIpephIBUCTAsT 3eJIeHast IMHUSI — HUXKHSISI rpaHuiia HopMar (18,5 kr/m?)
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Tabauya 40
Hympumuenuiii cmamyc 63pocavix (18 aem u cmapwe): onucameivHas cmamucmuka no pecuoHam
Pervion KonuuectBo | Macca Tena, kr Poct, cm UMT, kr/m?
MaLuuveHTos, n (M+SD) (MiéD)

MSD \ a1 \ Me \ Q3
LieHTpanbHbiii O 406 60,0+13,0 168,7+9,0 21,0+3,6 20,3 18,6 22,7
CeBepo-3anagHblit PO 89 61,8+12,3 169,7+9,5 21,3+3,0 21,0 19,7 22,9
[OXHbI DO 100 59,1%12,1 170,4+8,3 20,3+3,2 20,1 18,1 21,5
Mpusonxckuit @O 247 58,3+13,1 168,3+9,3 20,4+3,4 20,0 18,1 22,1
Ypanbckuit @O 77 59,3+14,8 167,4+10,2 21,0+4,2 20,4 18,3 22,9
Cubupckuii O 90 59,3+11,8 169,1+6,9 20,7+3,6 19,9 18,2 22,7
JanbHeBoCTO4HbI PO 47 57,9+12,4 167,0+8,9 20,7+4,0 19,8 18,3 24,0
Ceeepo-Kaekasckuii @O 33 60,3+13,1 170,3+8,9 20,7+3,8 19,6 18,0 22,8
Mockea 202 60,5+12,2 168,6+8,9 21,2+3,5 20,8 18,7 23,1
Cankr-lMeTtep6ypr 54 61,2£12,1 168,9+9,2 21,3+2,8 21,1 19,8 22,9

Cpenu B3pocibix Menuana UMT (puc. 54) cocraBuia 20,2 (18,4—22,5) Kr/mM?, I1sh My>KYUH —
20,5 (18,4—23,2) xr/m?, mist xeniuH — 20,0 (18,4—22,0) kr/m?. UMT<18,5 kr/m? HaGomacs
B 25,6% ciy4aeB: y MyX4uH — B 25,5%, y XeHmuH — B 25,8%.

HyTputuBHbBIN cTaTyC U pecnupaTtopHaa QyHKUUSA

IMoka3zaTenu (hyHKIIMM BHEITHETO AbIXaHWsI, BRIpaXKEHHBIE B ITPOIIEHTAX OT JOJDKHBIX 3HAYSHU I
(% nonx.), B 3aBUCMMOCTU OT HYTPUTUBHOIO CTaTyca IpeACTaBleHbl Ha puc. 55 u 56. Iomay-
YEHHbIE JaHHBIE IEMOHCTPUPYIOT, YTO MOKa3aTe/ M pecrupatopHoit hynkuun (OB, u ®XKEJ)
y TAIMEHTOB C MYKOBUCIIMA030M BO3PACTAIOT IO Mepe YIy4YllIEeHUsI HyTPUTUBHOTO CTaTyca, TO
eCTh MpU yBeauueHuu uHaekca Maccol tena (MMT). Bzaumocssasp mexny BenuuuHoit UMT u
O®B, Haubosiee OTYETIMBO MPOCIIEKMBAETCA Y MALIMEHTOB ¢ MYKOBUCLIMIO30M cTapiie 18 yier.

110

100

®BA, %ponx.
o
o
1

80

70

<12,5 12,5-25  25-37,5 37,550  50-62,5  62,5-75  75-87,5  87,5-100

UMT, nepueHTUNb

== O®B, (meaunaHa), %A0NK. e OHE/ (MeanaHa), %o0nxK.

Puc. 55. MenuaHbl ciipoMeTprUUecKrX ToKasartesiei y IeTeil M IOMpOCTKOB ¢ MyKOBUCITMIO30M (OT 5 o 18 jieT) B 3aBUCUMOCTH OT HyTPUTUBHOTO CTaTyca

Avnamuka UMT no paHHbIM PEerucTpoB NaLMeHTOB C MYKOBUCLUNA030M

Menuana nepuentuiss UMT B rpymnne neTckoro Bo3pacTta mpeactaBieHa Ha puc. 57, a B
IpyrIe B3pocibiX (MauueHThl ctapiie 18 yser) Ha puc 58. OtMmeueHo yBenuuenue UMT nocne
2022 r. B rpymnne aeteil u B3pocabix Ha doHe npumeHeHust CFTR MoaynasTopos.
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OuHamuka UMT no gaHHbIM perucTpoB NaLmMeHToB ¢ MyKOBUCLUA030M
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Puc. 56. MenmaHbl ciupoMeTprUUeCKUX TTOKa3aTeseil Y B3pOCIbIX MAIIMEHTOB MyKOBUCIIMIO30M (CTapiile 18 jieT) B 3aBMCMMOCTH OT HyTPUTUBHOTO CTaTyca
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Puc. 57. Iunamuka niepueHTwist UMT c 2011 o 2024 rr. (Me) cpenu aeteit
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Puc. 58. Junamuka UMT c 2011 o 2024 rr. (Me) cpenu B3pOCiIbIX
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OcCnoXXHeHua n conyTcTByilouwue 3aboneBaHud B TeKywiem roay

Ha puc. 59 orpaxeHna yactora pa3BUTUS aJUIEPIUUYECKOTO OPOHXOJIETOUHOTO aclepruiiesa
(ABJIA), mHeBMOTOpaKca (C IPEHUPOBAHUEM I'PYIHOM KJIETKH), KPOBOXapKaHbsl, OCTEONOpO3a,
CUHYCUTA, NbIXaTEeJIbHOU HENOCTaTOUHOCTHU, TPEOYIOIIEH KUCIOPOaOTepaiu, OPOHXUATbHOM
aCcTMBI, caxapHoro nuabera, mopaxeHus nedyeHu, nmaHkpeatura, [OPB, aptputa, nenpeccuu B
3aBUCHUMOCTH OT BO3pacTa MallMeHTOB.

CpaBHUTENbHBIN aHATU3 YaCTOThI OCJIIOXHEHUI U COMYTCTBYIOIIEH MAaTOJIOTUU 32 OTYETHBIN
rofl MEXIy J€TbMU U B3POCBIMU MPEACTaBIEH B Ta0JI. 41.
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= KUCNOpPOAOTEPANUA*
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o
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== 0CTEONOpPO3

Yacrorta Bcrpeqaemocm,%

6p0meaanaﬂ acTma

0-8 8-16 16-24 24-32 32-40 ctapuwe 40

Bo3pacrT, roabl

Puc. 59. Yacrora pa3BuTusl ajuiepruyeckoro 6ponxosierouyHoro acriepruuie3da (ABJIA), mHeBMoTOpaKca (C IPEHUPOBAHUEM I'PYIHON KIIETKU),
KPOBOXapKaHbsl (JJErOYHOTO KPOBOTEUEHHSI), OCTEONOp03a (HU3KOM KOCTHOM Macchl) OpOHXMATbHOM aCTMbI M IPUMEHEHUSI KUCIOPOAOTEPANUU B
3aBUCUMOCTHU OT BO3pacTa MalleHTOB.

[MpumeyaHue: * — 0ObeM KUCIOPONOTEPANIUM B3ST U3 pa3jiesa «JIeUeHue» U OTOXKIAECTRISIETCS C IbIXaTeIbHOM HEA0CTaTOYHOCThIO

Tabauua 41
Yacmoma pazauHbIX 0CA0NCHEHUI MYKOGUCKUO03A U CONYMICMEYIOulell NAMoA02UN 3a OMYemHbLl 200
6 3a6UCUMOCIU OM 603PACMA NAUUEHNOE6

OcnoxHeHne Bce Detun Bapocnbie

Annepruyeckuii GpoHxonero4Hbii acneprunnes, % 2,9 1,7 5,4
MHeBMoTOpaKc, NoTpe6oBaBLLMii APEHNPOBAHUS FPYAHOI KNeTku, % 0,2 0,2 0,2
Liuppo3 neyeHu ¢ nopTanbHOI runepTeH3veil/runepcnieHnamom, % 3,7 3,5 4,1
Liuppo3 neueHun 6e3 nopTanbHOI runepTeH3un/runepcriesusama, % 2,4 2,2 2,7
MopaxeHune neyeHn 6e3 uupposa, % 15,1 17,1 11,0
KpoBoTeueHune n3 Bapuko3HO-pacLUMPEHHbIX BEH NULLEBOAA U Xenyaka 0,0 0,0 0,0
Hanuuue TpaHcnnaHTUPOBAHHOW NeYeHn 0,5 0,3 0,8
Liuppo3 ne4yeHu, o runepTeH3u HeM3BeCTHO 0,4 0,3 0,7
KpoBoxapkaHbe (kak MuHMMYyM 1 pa3) 7,0 0,6 20,1
BblpaxeHHoe neroyHoe KpoeoTteueHue — 6osee 100 Mn B TekywieM rogy (kak MuHumMym 1 pas) 0,7 0,2 iES!
CHMXEeHne MUHepasnbHOM NNOTHOCTU KOCTU, % 3,5 2,0 6,2
OcTeonopo3 (nepesioM HU3KOTPaBMaTUYHbINA), % 1,0 0,8 1,4
OcTeoneHus (z score <2), % 2,5 1,2 4,8
ANeKTPONIUTHbIE PAaCCTPOICTBA, % 1,8 2,4 0,6
CVHAPOM ANCTaNbHOI UHTECTUHANBbHON 0GCTPYKLMK, C rocnuTanusauueii, % 0,8 0,8 0,7
CVHAPOM AUCTaNbHOI MHTECTUHAJIbHOW 06CTPYKUMK, 6e3 rocnutanusauum, % 0,5 0,6 0,3
Hanuuune oHkonoruuyeckoro sabonesanwus, % 0,3 0,1 0,5
Amunonpos, % 0,4 0,4 0,3
CUWHycuT ¢ nonunamm Hoca % 36,0 36,2 35,5
CuHycuT 6e3 nonunos Hoca % 31,6 32,2 30,2
CUMHYCUT, 0 Nonunax Hoca HeM3BeCTHO 6,9 1,1 18,8
Cunycut, BCEIO 74,4 69,5 84,5
BpoHxuanbHas actmMa 4,4 2,5 8,1
Bup caxapHoro guabeta, %

CA 1 tvna, % 1,3 0,5 2,8
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OcnoXxHeHus u conyTtcTeyloLine 3aboneBaHus B TeKywemrony

OcnoxHeHne ‘ Bce ‘ Detun Bapocnbie
CA 2 tuna, % 0,1 0,0 0,4
CA (Tun HeusBecTeH), % 1,0 0,3 2,6
M3CJ ¢ noTpeGHOCTbIO B UHCYNUHE, % 3,2 1,7 6,3
r9PB, BCEFro 12,4 12,4 12,1
F3PB, neyenue, % 8,0 9,2 5,6
r'9PB, 6e3 neyeHus, % 4,4 3,2 6,5
AptpuTtbl, BCEFO 1,7 0,9 3,1
ApTpuThbl, NevyeHue, % 0,9 0,6 1,4
ApTpuTbl, 6e3 neyenus, % 0,8 0,3 7/
Henpeccus, BCEIO 4,4 1,5 9,8
JHenpeccus, neyexune, % 1,9 0,7 4,0
Denpeccus, 6e3 nevyeHus, % 2,5 0,8 5,8
Mankpeatut, BCEFO 2,7 1,9 4,2
MaHkpeaTuT OCTpbIi, % 0,3 0,2 0,5
MaHkpeaTuT peunaueupyowmii, % 2,2 1,4 3,7
MaHkpeaTuT (HeT AaHHbIX 0 BUAE), % 0,2 0,3 0,0
0GocTpeHne NaHKpeaTUTa B Tekyliem roay, % (OT YyMcna nauMeHToB C NaHKpeaTUuToMm) 39,3 56,1 25,0

Annepruyeckuii 6GpoHX0JIero4HbIi acneprunnes

JnarHoCTUIeCKIe KPUTECPUM:

LleHTpanbHbIVi pepepanbHblii OKpyr

CeBepo-3a

MpuBoMKCKUIA deaepanbHbIi OKpyr
Ypanbckuii pepepanbHblii OKpyr
Cnbupcknin depepanbHblii OKpYr

[anbHeBOCTOYHbIN deaepanbHblii OKpyr

CeBepo-KaBKasckuli desepanbHbIii OKpyr

oCTpasl WM TOA0CTpasi KIMHUYecKass MaHudecranus (Kamieab, OAbIIIKA, CHUXEHUE
MEePeHOCUMOCTU (DU3NIYECKO HATrpy3Ku, acTMa (pU3NIECKOTO YCUJIUSI, UBMEHEHUE
(YHKIIMOHABHBIX TTOKa3aTeell JeTKUX WA yBeJIMUYEeHUEe KOJTWYEeCTBA MPOMYIIMPYeMOit
MOKPOTHI), He CBsI3aHHAsI C KaKON-JIMOO NPYroil MpUINHOI;

o6wwmit IgE> 500 ME/mu;

MOJIOXKUTENIbHAS KOXHAsl MPo0a Ha aCeprUIE3HbI aHTUTEeH (>3MM) WU MOJOXKUTETbHbIA
cneundwnaeckuit IgE x A. fumigatus;

MPEeUUNUTUHEI K A. fumigatus in in vitro rmoarBepxkaeHHbIe IgG anturena K A. fumigatus;,
HOBBIE WM CBEXME N3MEHEHHUsT HA PEHTIeHOTpaMMe JIETKUX (MH(DWIBTPAThI WU CJTU3UCTHIC
npo6ku), win Ha KT rpyaHoit kKieTku (xapakTepHble U3MEHEHMUST), KOTOPbIE HE UCUYE3aI0T
MpU aHTUOAKTepUAILHON Teparuy U CTaHIAPTHOI KuHe3uTepanuu [9].

nagHbl beaepanbHblii OKpyr

HOKHbIN deaepanbHbIit OKpyr

Mocksa

CaHkT-MeTtepbypr

Puc. 60. Yactora AJJIEPTUYIECKOTO 6p0HXOJ’[6FO‘{HOFO acriepruiie3a cpeau naumrMeHTOB ¢ MYKOBHUCIIUIO30M

Ha puc. 60 mpencTaBieHa 4acToTa ajlieprudeckoro 6pOHX0JIErOYHOTrO aCepruiésa, KOTOPbIi
ObL1 3aperucTpUpPOBaH y 2,9% MalureHTOB ¢ MyKOBUCIIMIO30M.

NMHeBmMoOTOpakKc

YacroTa pa3BUTHS ITHEBMOTOPAKCA C IPSHUPOBAHWEM TIEBPaAJIbHON MTOJIOCTH MPEACTaBIcHA
Ha puc. 61. JaHHOe ocioxHeHue 3abukcupoBaHo y 0,2% malueHTos.

%
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LleHTpanbHbIVi pegepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblii OKpyr
HOXKHbIM bepepanbHblii OKpyr
MpuBoMKCKMIA deaepasbHbIA OKpyr
Ypanbckuii pepepanbHblii OKpyr
Cnbupcknin depepanbHblii OKpYr

[anbHeBOCTOYHbIN deaepanbHblii OKpyr

CeBepo-KaBKasckuli desepanbHbIi OKpyr
Mocksa

CaHkT-MeTtepbypr

%
0,0 0,5 1,0 1,5 2,0

Puc. 61. Yacrora pa3BUTHUA MMHEBMOTOpPAKCa C APEHUPOBAHNEM prﬂHOI‘/’I KJIE€TKHM B OTYETHOM TOay CPEAU IMMAIMEHTOB C MYKOBUCIMIO030M

MopaxeHnsa ne4eHn n LMppo3

Yacrora pa3BUTHsI TOpaKeHUsI IIEYSHU MpeacTaBieHa Ha puc. 62. [Tox «mopaxeHreM IeueHn»
MMOHUMAJIM: IIUPPO3 MeUYeHU (C MOPTaIbHOM TUMEePTeH3Uel, 0e3 MOPTAIbHOI TUIIEPTEH3UM, O
HAJIMYMU TTOPTAIbHOM TUTIEPTEH3MN HEM3BECTHO) M MOPpaKeHNUe TIeUYeHU 0e3 IMppo3a.

Jlns onipeneneHust MopaxkeHus eYeHU NCIOoJIb30BAIMCh KPUTEPUM, TPUMEHsieMble B Peructpe
Benukoo6purtanum (https://www.cysticfibrosis.org.uk/the-work-we-do/uk-cf-registry). Otu
KPUTEPUHU TTO3BOJISIOT OTACIUTD MAIIMEHTOB C TSDKENIBIM IMOPaKeHUEM TTeUeHU (C MOPTaIbHOM
TUTIePTEH3UEIT) OT Clly9aeB CO CpPemHEeM TSIKEeCThIo MopaxkeHus (IUPpo3 0e3 MOopTATbHOK
TUTIEPTEH3UM ).

+ Lluppo3 ¢ mopTanbHOIM TUIIEPTeH3UEe — (OPO3UpOBaHNE TICYCHH, CBI3aHHOE C TCUCHUEM

MYKOBUCLIMA03a, TUTTMYHbIE OUIMapHbIe U3MEHEHUS. TsKenoe TeueHre MOXET BKI0YaTh
MOPTAJIbHYIO TUTIEPTEH3UIO 1/WIN TUTICPCILICHU3M.
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YacroTa BcTpeyaemocTy, %

Puc. 62. Ctpykrypa nmopaxkeHusl TIeYeH! B 3aBUCUMOCTH OT BO3pacTa MalieHToB
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LleHTpanbHbIN depepanbHblit OKpyr
M UMPPO3 MEYEHU C
nopranbHom
rmnepTeHsunemn
CeBepo-3anagHblit degepanbHblit OKpyr e
M UMppO3 neyeHu 6es
nopTanbHou
rMnepTeHsunm
HOHbIN deaepanbHblii OKpyr e
B nopakeHune nevyeHu
6e3 umpposa
MpuBOMKCKUIA PeaepanbHbIvi OKpyr e
I LUMPPO3 NeYeHu, o
478 rMnepTeHsunm
Ypanbckuii besepanbHbliii OKpyr 4 Hen3BecTHO
= Hasnune
- = 31,3 TPaHCMAAHTUPOBAH
Cunbupckuii depnepanbHblii OKpyr O neYeHN
M KpOBOTEYEHME U3
[anbHeBOCTOYHbIN desepanbHbIi OKpyr 12,9 BApWUKO3HO -
pacLMpeHHbIX BeH
nuuiesona u
xenyaka
CeBepo-KaBKasckuii dbesepanbHbiii OKpyr 108
Mocksa
CaHkT-MNeTepbypr 17,3
w %
0 10 20 30 40 50

Puc. 63. Yacrora mopaxkeHus TIeUeHU Cpeay MAIIMeHTOB ¢ MYKOBUCITUIO30M, TTPOKUBAIOIINX B (henepaibHbIX OKpyrax Poccuiickoit Denepanum

+ Luppo3 6e3 nopTajabHO TUIepTeH3un — (PUOPO3UPOBAHUE IEYEHH, CBI3aHHOE C TeUCHUEM
MYKOBUCLIMI034.

+ IlopaxeHue reyeHu 6e3 LUPPO3a BKIIOYAET KUPOBOE IEPEPOXICHUE UM BUPYCHbBIM

rernaTuT, HO He OUJIMapHBIA LUPPO3.

Luppo3 nmeyeHN ¢ MOPTAILHON runepreHsueil 3adpukcuposad y 3,7%, 6e3 mopTajabHOM
runepreHsun — y 2,4%, uuppo3 nedeHu (runepTeH3us He m3BecTHa) y 0,4% nauueHTOB U
ropaxeHue TeyeHu 6e3 mupposa — y 15,1% nauneHTos.

Ha puc. 62 npencraBiieHO U3MEHEHUE CTPYKTYPhI ITOPaXKeHUsI MEUYEHU C 3aBUCUMOCTU OT
Bo3pacTta nainueHToB. Ha puc. 63 npeacraBiieHO U3MEHEHUE CTPYKTYPhI MOpaKeHUsI TIEYeHU C
3aBUCHMOCTH OT PETMOHA MPOXUBAHUS IMALMEHTOB.

HapyweHua yrneeogHoro o6meHa

Hapyuienue yriaeBomHoro odbMmeHa 3apeructpupoBaHo y 9,2 % nauueHToB, u3 Hux CJI
1 tuna — 1,3%, CI 2 tuna — 0,1%, CJ1 (tun He usBecteH) — 1%, M3CI, — 3,2% (tabu. 42).

JlnarHocTuka HapyIlIeHUI YIIIEBOAHOTO OOMEHA € ITIOMOILbIO OPaJIbHOTO III0KO30TOJIEPAHT-
Horo tecta (OI'TT) B oTueTHOM romy npoBeneHa 8,4 % maLyeHTaM, IIPY 3TOM Yallle IIPOBOIUIICS
y neteit — 10% u Tonbko y 4,3% B3pocibix (Tadi. 43).

95



Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

Tabauya 42
Xapaxmepucmuka u wacmoma HapyuieHuti yeae600Ho20 o0mena npu myxosucuyuoose, %

CocTosiHue yrnesogHoro oomeHa Bcero, n (%) Aetu, n (%) B3apocnble, n (%)
Hopma (AuaGeta HeT) 3120 (94,1) 2144 (97,4) 976 (87,6)
CA 1 Tvna 44 (1,3) 12 (0,6) 32 (2,9)
CA 2 Tuna 5(0,2) 1 (0,04) 4(0,3)
CA, (Tvun HensBecTeH) 36 (1,1) 6 (0,26) 30 (2,7)
M3ca 110 (3,3) 38 (1,7) 72 (6,5)
Tabauua 43
Pesyiomamuot napywenuii yereoonozo obmena, 0uazHoCmMupoGaHHsIX ¢ NOMOUHIO
Opaavrozo earoxozomonepanmuozo mecma (OI'TT) 6 omuemnom 200y
‘ Bcero, n (%) ‘ Aetu, n (%) ‘ Bapocnbie, n (%) ‘
OxBaT OpasnbHbIM [1I0KO30TONEPaHTHbIM TecToM (O TT) B oTyeTHOM ropy, % 8,4 10,5 4,3
Pe3ynbTatbl OF'TT B OTYETHOM ropy:
CaxapHbiii guabeTt, % 7,3 6,7 10,0
Hapyuwienune rnmkemun Hatowak (Tonbko), % 4,0 4,3 2,5
Hapyuienne TonepaHTHOCTH K FNOKO3€ (TONbKO), % 17,3 18,8 10,0
Hapyuwienune rnmkeMun HaToLLak U HapylLeHUe TONEPaHTHOCTHU K rnioko3se, % 0,8 1,0 0,0

Ha6monaercst yBennuenue ciydaeB M3CJl ¢ Bo3pacTtoM manueHToB (puc. 64). Yacrora
HapyILICHUI YITIEBOIHOTO 0OMeHa y MAlIMEeHTOB C MyKOBUCLIMI030M B 3aBUCMMOCTU OT perMoHa
MPOXMBAHMS yKa3aHa Ha puc. 65.

ImuxupoBanHbiil remoriobun HbAlc y mauuentoB ¢ MB pasinyHbIX BUIOB CaxapHOTO
nuabeTa onpenesieH y 716 nauueHToB (23,9%) B oOiueit rpynme (ta6i. 44). CaMblii BBICOKUIA
nmokasaresb nmkupoBaHHbIi (HbAlc) B romy cocraBui 5,6% Bo Bcex rpyimax (tadi. 45).

Tabauua 44
Yacmoma onpedeaenus eauxuposannozo zemozroouna HbAIc y nauuenmos ¢ caxapuvim duabemom (6ce 6udvt) u MyKoGucuuodo3om
‘ Onpepenenue HbA, ‘ Bcero, n (%) ‘ B3apocneble, n (%) ‘ Betu, n(%) ‘
He npoBogunocb 2282 (76,1%) 778 (75,8%) 1504 (76,3%)
Mpoeoaunocb 716 (23,9%) 248 (24,2%) 468 (23,7%)
Bcero 2998 (100,0%) 1026 (100,0%) 1972 (100,0%)
Tabauua 45
Tukuposannviii cemozaobun HbAlc (%) y nauuenmos ¢ caxapuvim ouabenom (6ce uovt) u MyKogUCUUOO30M
\ \ M \ SsD \ Me \ a1 \ a3 \
Bcero 5,85 1,66 5,60 5,20 6,00
Bapocnbie 5,92 1,23 5,60 5,20 6,20
Detn 5,81 1,85 5,60 5,30 6,00

Yacrora BcTpeyaemocTtu, %

15

10

0-8

8-16

e CaxapHbli anabet
171mna

CaxapHblit anabet
2 TMna

CaxapHblit auabet
(TMn HemnsBecTeH)

M3CA

HapyweHune
TIMKEMUM HaTOLaK

16-24 24-32 32-40 ctapwe 40

Puc. 64. YactoTa pa3BuTHs HapyIIeHUIl YIIIEBOAHOTO 0OMEHa B BO3PACTHOM aCIIeKTe
[Mpumevanue: y B3pOCTBbIX HEIOCTATOYHO 3aIlOJIHEHbI TaHHBIE B paszeie «HapyimeHus yriieBonHOro ooMeHa»
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LleHTpanbHbIV desepanbHbii OKpYr
m CA1Ttumna
CeBepo-3anagHblit beaepanbHblit OKpyr
m CA2Ttuna
HOXKHbIN deaepanbHblit OKpyr
m CA (Tvn
o o HeusBecTeH)
MpuBOMKCKMIA heaepasbHbIi OKpyr
m M3CA

Ypanbckuii desepanbHbiii OKpyr

M HapyweHue
TINKEMUK
HaToLLaK

Cnbupcknin depgepanbHblit OKpyr

JanbHeBOCTOYHbIN desepanbHbIi OKpyr m HapyweHune

TONEPAHTHOCTU K
rN1II0OKo3e

CeBepo-KaBKasckuii desepanbHbiii OKpyr

Mocksa

CaHkT-MNeTepbypr

%

10

Puc. 65. Yacrora HapyIieHMii yIIIEBOMHOTO 0OMeHa y MallMeHTOB ¢ MyKOBUCIIMIO30M B (henepaibHbIX oKpyrax Poccuiickoit denepariu

KpoBoxapkaHbe

Yacrora KpOBOXapKaHbsI B OTYETHOM TOY MTPENCTABIEHA Ha puC. 66, KOTOpoe 3a(hUKCHPOBAHO
y 7,0% nauueHTOB.
CHMXeHue KOCTHO MacChl U OCTEONOpPo3

YacToTa HU3KOM KOCTHOI Macchl IIpeAcTaB/ieHa Ha puc. 67, koTopas 3adukcupoBaHay 3,5%
0OJIbHBIX: OCTEOIIOPO3 (MEePEIOM HU3KOTPAaBMATUUHBIA) Y 1% OONIbHBIX, OCTEONEHUS (Z Score
<2)y 2,5% 6onbHbIX. KpuTepun nuarHoCcTUKU ocTeonoposa — cHmxkenue MIIK z score Huxe
2 ¥ HU3KO3HEPTETUICCKUIA TIePEIOM.

XpOHUYECKUA PUHOCUHYCUT

YacToTa XpOHMYECKOTO PUHOCUHYCUTA IpeAcTaBieHa Ha puc. 68. CUHYCHUT ¢ MMOJUIIaMU
Hoca 3adukcupoBat y 36,0% nauueHTOB, CHHYCUT 0e3 ImoIuioB Hoca — y 31,6% mauueHTOoB.
Yucmo malreHToB, OIepUPOBAHHBIX B OTYSTHOM TOY IO IIOBOY ITOJIUIIOB HOCA, COCTABUIIO
8,9% OT BCcex MallMEHTOB C CUHYCUTOM C IOJIMIIAMM HOCA.
YacToTa 3JIeKTPOJIUTHBIX PACCTPOICTB B OTYETHOM IOy MPEACTaBIcHA Ha puc. 69, KOTOpbIe
3auKcUpoBaHbl Y 1,8% GOJNLHBIX BCEil TPYIIITHL.
Opyrue ocnoXXHeHus 1 NposB/ieHUs MyKOBUCLMA03a

YacroTa Ipyrux OCIOXHEHUI 1 IIPOSIBICHUI MyKOBUCLMI03a B OTYETHOM TOLY IIPEICTaBICHA
Ha puc. 70—73.
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LleHTpanbHbIN dpeaepanbHbIi OKpYr
CeBepo-3anagHblit beaepanbHblii OKpYr
HOXKHbIN deaepanbHbI OKpYr
MpuBoMKCKMIA deaepanbHbIi OKpyr
Ypanbckuii epepanbHblit OKpyr

Cnbupckuin degepanbHbiin OKpyr

JanbHeBOCTOYHbIV desepabHbIi OKpYr
CeBepo-KaBKascKkuii desepanbHbiii OKpyr
Mocksa

CaHkT-MeTepbypr

o
wv

10

Puc. 66. Yactota KpoBoXapKaHbsl y MALIMEHTOB C MyKOBUCIIUIO30M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anaaHblit penepanbHblit OKpyr
HOXKHbIN denepanbHblit OKpyr
MpuBOMKCKUIA PpeaepanbHblii OKpyr

Ypanbckuii besepanbHbiii OKpyr

CnbUpcKnn depepanbHblit OKpyr

[anbHeBOCTOYHbIN deaepanbHbI OKpyr

CeBepo-KaBKasckuii desepanbHbiii OKpyr
MockBsa

CaHkT-MNeTepbypr
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N
S

10

Puc. 67. Yactora pa3BUTHsI CHUKEHUSI KOCTHOI Macchl (0CTeornopo3 (repejioM) u 6e3 rnepeiomMa) y MaldeHTOB ¢ MyKOBUCLIMI030M

LleHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblit desepanbHbiii OKpyr
HOKHbIN denepanbHbIi OKpyr
MpvBOMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cubmpckuin depepanbHblit OKpyr
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKasckuit besepanbHbiil OKpyr
Mocksa

CaHKT-MNeTepbypr

Puc. 68. Yacrora Pa3BUTUA XPOHUYECKOIO PUHOCUHYCHUTA Y IMMAIMEHTOB C MYKOBUCLIMIO30M

50

I CuHycuT 6e3
No/sMMNOB HOCa

M CuHyCUT C
noannamm Hoca

%

%

%
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LleHTpanbHbIV dpesepanbHbii OKpYr
CeBepo-3anaaHbiii enepanbHbIit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuii besepanbHbliii OKpyr
CnbupcKnin degepanbHblit OKpyr
[anbHeBOCTOUHbIV desepasnibHbIi OKpYT
CeBepo-KaBKasckuii pesepanbHbliii OKpyr
Mocksa

CaHkT-MNeTepbypr

o -

Puc. 69. YacroTta 3J1eKTPOJIMTHBIX PACCTPOICTB Y AITMEHTOB ¢ MYKOBUCITUIO30M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anaaHbiit enepanbHblit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cnbupcknin degepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKasckuii pesepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

S

Puc. 70. Yactora 'DPb (JieyeHue) y marmeHTOB ¢ MyKOBUCLIUI030M, 8,0%

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anaaHbiit penepanbHblit OKpyr
KOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbupcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKasckuii pesepanbHbliii OKpyr
Mocksa

CaHkT-MNeTepbypr

S =

Puc. 71. Yactora apTpuTOB (JieueHue) y MalMeHToB ¢ MyKoBucuno3om, 0,9%
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LleHTpanbHbIV desepanbHbii OKpYr
CeBepo-3anaaHbiii enepanbHbIit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit besepanbHbiii OKpyr
CnbupcKnin degepanbHblit OKpyr
[anbHeBOCTOUHbIV desepasibHbI OKPYT
CeBepo-KaBKasckuii pesepanbHblii OKpyr
Mocksa

CaHkT-MNeTepbypr

%

Puc. 72. Yacrora nenpeccun (JiedeHre) y MallMEHTOB ¢ MyKOBUCIIMI030M, 1,9%

LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anaaHbiit egepanbHblit OKpyr
KOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuii besepanbHbliii OKpyr
Cnbupcknin degepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKasckuii pesepanbHbliii OKpyr

MockBsa

CaHkT-MNeTepbypr

%

o
N
I

Puc. 73. Yacrora nmaHKpeaTUTOB (JieyeHNe) Y MALMEHTOB ¢ MYKOBUCLIMI030M, 2,6%

JleueHune

10

B cBs1311 ¢ 0COGEHHOCTSIMM TEUEHUST MyKOBUCITUI03a, HAIMIUEM Y MTAlIMeHTOB Pa3HOOOPa3HBIX
TIPOSIBJICHUH 1 OCJTIOXKHEHU1, JIeUeHUE SIBJISIETCSI MHOTOKOMITOHEHTHBIM. [TUTeIbHOE TTPUMEHEHE
(bepMeHTHOI1, MyKOJTMTUUECKOI Teparui, rosipjieHue tapretHoit tepanuu CFTR monynsitopamu

U3MEHWJIO KaK 00beM TEpaIlin, TaK 1 4aCTOTYy NIPUMCHCHUA PAa3JIMYHLIX MTpCIriapaTosB.

B Tabnuue 46 IIPUBCACHBLI CBOAHBLIC JAHHLIC O YaCTOTC IMPUMCHCHUA PAa3JIMYHBIX BUJOB KaK

MCI[I/IKaMCHTOISHOI‘/JI, TaK HEMETUKAMEHTO3HOMN TEpAIInU.

Tabauua 46
Yacmoma npumeHnenus pazau4HvLX 6U006 MeOUKAMEHMO3HOU U HeMeOUKAMEHMO3HOU mepanuu MyKosucuuoo3a y demeil u 63pocavix
‘ Tepanus ‘ Bce ‘ Detn ‘ B3pocnbie ‘
M'nepToHuuyeckuii pacTBop HaTpus xnopuaa (> 3 mec.), % 69,8 78,3 52,7
ManHuton (> 3 mec.), % 12,3 12,2 12,4
AHTUOGMOTUKM
— VHransiunoHHble, % 39,0 32,8 51,7
— BHYTPUBEHHbIe, % 39,1 30,7 55,8
— nepopanbHbie, % 60,4 57,4 66,0
Bponxoaunsararops! (> 3 mec.), %
— VHransiuMoHHbIe KOPOTKOro aeiicTeus % 33,8 24,7 52,3
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JleyeHne

Tepanus Bce Detun Bapocnbie

— UHransiuMoHHbIe AJIUTENbHOrO AeicTeus % 12,8 4,7 29,2
niokokopTUkocTepouapl (> 3 mec.)

— WHransiunoHHble, % 8,6 6,4 13,2

— CUCTEeMHble, % 2,3 1,2 4,6
JopHa3sa anbda (> 3 mec.), % 92,1 98,5 78,9

- 2,5 mn (2,5 mr) 1 pas/cyr. 66,2 68,6 61,5

— 2,5 mn (2,5 mr) 2 pa3a/cyT. (2-9 MHranaums Yepes MyHALITYK) 2,6 0,8 6,4

—2,5mn (2,5 mr) 2 pasa/cyT. (2-9 nHransuus yepes Mapu cunyc) 23,2 29,2 11,1
AsutpomMuumH (> 3 mec.), % 16,9 12,0 27,0
Ypcopesokcuxonesas kucnorta (> 3 mec.), % 84,1 90,4 71,3
Mankpeatuyeckue pepmentsl (> 3 mec.), % 89,2 90,5 86,4
WHrMGuTopbl NpOoTOHHOI noMnbl (> 3 mec.), % 23,4 19,3 31,8
XXupopacTBopumbie BUTaMUHbI, (> 3 mec.) % 89,0 95,2 76,5
Kunesutepanus (> 3 mec.), % 72,0 80,6 54,7
Kucnopogotepanus (> 3 mec.), % 3,3 1,8 6,2
CFTR moaynsatopsi (> 3 mec.), %

— UBakadTop / Tesakadtop/ Anekcadakrop + UBakadpTop 47,6 48,5 45,7

— UBakadTop / JlymakadTop 12,1 14,4 7,1

- UBakadTop / TesakadpTop 0,2 0,0 0,4

— UBakadpTop 0,6 0,1 1,9
HeunHBa3auBHas BeHTUNALMS nerkux, (> 3 mec.), %

— CPAP (pexum noCTOSIHHOTO MOJIOXUTEIbHOTO AABJIEHUS B AbIXaTeJIbHbIX NYTHAX) 0,1 0,0 0,3

— BiPAP (pexum AByXypOBHEBOIO NONIOXUTENIbHOIO AABNEHUS B ibIXaTesbHbIX MYTAX) 0,3 0,0 0,9
Bbicokue po3bl ubynpodeHa, % 0,9 0,4 2,1
30HA0BOE NUTaHWe B TeKyLeM rogy (He meHee 3-x mec.), %

— HazoractpanbHbiii 30HA, 1,6 2,4 0,0

— YpeckoxHas 9HAOCKONMYEcKas racTpocToMus 0,5 0,3 0,9

Bce MenukaMeHTO3HbIE CPEACTBA, IPUMEHSIEMbIE B JICYUEHUH MYKOBUCLIMI03a, TOApa3AeIeHbI
Ha NIB€ YCJIOBHBbIC TPYINbI: MHTAISLIMOHHBIE M HEMHTAIILUMOHHbBIE. HecMoTpst Ha GoJIbIIyIO
DPOJIb UHTAISILIMOHHOM Tepanuu, IS JEYSHUST pa3IMYHbIX TIPOSIBICHU MyKOBUCILIMI03a U €TI0

OCJIOXKHEHU MUCIOJb3YIOTCA MECIMKAMEHTO3HbIC HECMHTIAJIAIIMOHHBIE CPEACTBA.

Ha puc. 74 npencraBiieH 00beM HEMHTAISILIMOHHOI Tepaluy B 3aBUCMMOCTU OT BO3pacTa

nalueHTa.
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Puc. 74. O6beM HEMHTASIIIMOHHO MEIMKAaMEHTO3HOM TE€par1u B 3aBUCUMOCTU OT BO3pacTa IMalveHTOB

Bo3pacr, rogbl
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*MpopacTBopumble BUTaMUHbI
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UHransumoHHas Tepanusa

Ha puc. 75 npencraBieH o0beM MHTAJSLIMOHHON Tepanuy B 3aBUCMMOCTU OT BO3pacTa
MalueHTa.

Ha puc. 76 npencrapieHa AMHAMKMKA Ha3HAYEHUS] MHTAISIIMOHHOM Tepaliy 110 CPaBHEHUIO
¢ peructpamu 2011—2024 rr.
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Puc. 75. O6beM MHTATSILMOHHONW MEIMKAMEHTO3HOM TE€paruru B 3aBUCMMOCTHU OT BO3pacTa IMaluueHTOB
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Puc. 76. lunamMuKa Ha3HAYeHUsT MHTAISIIMOHHOM Teparuu B 2011—2024 rr.

0O6BbEM NpumMeHsieMoi Tepanuu no ¢pepepanbHbIM OKpyram

OO0beM MpUMEHEeHMSsT TOpHa3bl ajibda NpeacTaBieH Ha puc. 77. JlaHHBIA BUA Tepanuu B
OTYETHOM TOAy MpuMeHsuics y 92,1% malueHTOoB.

O0beM TpUMEHEHUS TUTIEPTOHMYECKOTO pacTBOpa HaTPHsl XJI0pKU/Ia TIPECTaBlieH Ha puc. 78.

JlaHHBII BUI Tepanuu MPUMEHSICS B OTUETHOM roay y 69,8% maiueHToB.

O0beM NMpUMEHEHUS JUTUTETbHBIX MHTAJISIIIMI MAHHUTOJIOM TIPECTaBlieH Ha puc. 79. JlaHHbII
BUJ Teparuu MPUMEHSIJICS B OTYeTHOM roay y 12,3% manueHToB.
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LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblil beaepanbHbliit OKpyr
HOKHbIN deaepanbHblit OKpyr
MpuBOMXKCKMIA desepanbHbIi OKpyr
Ypanbckuii besepanbHbii OKpyr
CnbupcKnin depepanbHblin OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

LieHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpurBOMKCKMI hesepanbHbIi OKpyr
Ypanbcknin depepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN desepanbHbI OKpyr

CeBepo-KaBkasckuit desepanbHbiii OKpyr

Puc. 78. IlpuMeHeHne MHTANALNI 7% TUTIEPTOHUUYECKOTO PACTBOPA HATPHSI XJIOPUIA Y TIAIIMEHTOB ¢ MYKOBHUCIIMIO30M

LleHTpanbHbIN deepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbIin OKpyr
MpuBoOMKCKNI heaepanbHbI OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKa3sckuii pesepanbHbiit OKpyr
Mocksa

CaHkT-MNeTtepbypr

Puc. 79. an/IMeHGHPIC JUIUTENIbHBIX UHTAISILIMA MAaHHUTOJIOM Y NalMeHTOB ¢ MYKOBHUCIIUIO30M
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LleHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblil deaepanbHblit OKpyr
KOKHbIN beaepanbHbI OKpyr
MpurBOMKCKMI besepanbHbIi OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cnbupckuii epepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbI OKpyr

CeBepo-KaBKasckuii dbesepanbHbliii OKpyr

MockBsa

CaHkT-MNeTepbypr

o
N
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N
o
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Puc. 80. ITpuMeHeHre OPOHXOMMIIATATOPOB KOPOTKOTO JICHCTBUS Y IMALIMEHTOB C MyKOBUCIIUIO30M

O0beM TPUMEHEHYSI MHTAIIIIMOHHBIX OpOHXOIMIATaTOPOB KOPOTKOTO IEMCTBUS OTPaXKeH Ha
puc. 80. [laHHBII BU Tepari B OTYETHOM TOIy IMpUMeHsICS y 33,8% maiimeHToB.

O0beM TPUMEHEHUST MHTAIIIIMOHHBIX OPOHXOIMIIATATOPOB JUTMTEIBHOTO NEWCTBUS OTPaskeH
Ha puc. 81. JlaHHBI# BUI Tepaliiyi B OTYCTHOM romy mpuMeHsics y 12,8% nanueHTos.

O0beM TPUMEHEHYSI MHTAJISIIIMOHHBIX IJTIOKOKOPTUKOCTEPOUIIOB B PETMOHAX IPEICTaBICH Ha
puc. 82. JIaHHBII BU Teparvy B OTYETHOM TOIy MMPUMEHSIICS Y 8,6% TalMeHTOB.

O0beM MPUMEHEHUST CUCTEMHBIX TNIIOKOKOPTUKOCTEPOUIOB MpeacTaBieH Ha pyc. 83. [JJaHHbII
BUJ Teparuu B OTYETHOM TOMY MpUMEHsUICS y 2,3% malueHTOB.

O0beM MPUMEHEeHUST A3UTPOMUILIMHA B CYOMHTUOUPYIOIIMX J03axX MPpeACTaBlieH Ha puc. 84.

JlaHHBII BU Tepanuu B OTYETHOM Toiy MpUMeHsIcs Y 16,9% mauyeHToB.

OO0BbeM MPUMEHEHMST YPCOAE30KCUXOJIEBOM KUCIOThI MpeACTaBIeH Ha puc. 85. JJlaHHbBIN BUI
Tepanuu B OTYETHOM rofiy MpuMeHsiics y 84,1% malyeHToB.

O0ObeM ITpUMEHEHUs TTaHKpeaTUIecKnX (DepMEeHTOB TIPeACTaBlIeH Ha puc. 86. JJaHHBIN BUIT
Tepanyy B OTYSTHOM TOMY TTpUMeHsuIcs Y 89,2% TalmeHToB.

OO0BbeM MPUMEHEHUSI UHTMOUTOPOB MPOTOHHOM MOMITBI MpeAcTaBieH Ha puc. 87. JaHHbII
BUJ Teparuu B OTYETHOM TOMy MpUMeHsuIcs y 23,4% malueHTOB.

O0BeM NMPUMEHEHUS XKUPOPACTBOPHUMbBIX BUTAMMHOB MpeACTaBieH Ha puc. 88. JlaHHbII BUI
Tepanyy B OTYSTHOM TOMy TTpuMeHsuics y 89,0% maimeHToB.

LleHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblii dbegepanbHblit OKpyr
HOKHbI desepanbHbI OKpYr
MpuBoKCKNI deaepanbHbIi OKpyr
YpanbcKuii desepanbHbiii OKpyr
Cubupcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deasepanbHbiii OKpyr
CeBepo-KaBKasckuii pesepanbHbIit OKpyr

Mocksa

CaHkT-MNeTepbypr
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Puc. 81. an/IMeHCHPIC 6]:)0HXOL[I/IJIaTaTOpOB JUTATEJIBHOTO IENUCTBUS Y NalME€HTOB ¢ MYKOBUCIIUI0O30M
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LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI PeaepanbHbIii OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbupcKnin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbI OKpyr

CeBepo-KaBKasckuii pesepanbHbIit OKpyr

MockBsa

CaHkT-MNeTepbypr

Puc. 82. anIMeHCHMC VHTAJIAIMOHHBIX TNTIOKOKOPTUKOCTEPOUIOB Y IMAIMEHTOB C MYKOBUCIIMIO30M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit degepanbHblit OKpyr
KOXKHbIN heaepanbHbI OKpyr
MpuBOMKCKUI PeaepanbHbIii OKpyr
Ypanbckuii deaepanbHblii OKpYr | 0,0

CubunpcKknin depepanbHblit OKpyr

[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit besepanbHbiil OKpyr
Mocksa

CaHkT-MNeTepbypr

o -
N

Puc. 83. anMeHGHVIG CUCTEMHBIX TNTIOKOKOPTUKOCTEPOUIOB Y MALIMEHTOB C MYKOBUCIIMIO30M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit dbeaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI denepanbHblit OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbupcKnin depepanbHblit OKpyr

[anbHeBOCTOYHbIN desepanbHbIi OKpyr

CeBepo-KaBKasckuii pesepanbHbIit OKpyr
Mocksa

CaHkT-MNeTepbypr
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Puc. 84. [IpumeHeHne a3UTpOMUIIMHA B CYOMHTMOMPYIOLINX 103aX Y TAIIMEHTOB C MYKOBUCIIMIO30M




Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

LleHTpanbHbIN denepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit besepanbHbiii OKpyr
Cnbupcknin degepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii dbesepanbHbiii OKpyr
MockBsa

CaHkT-MNeTepbypr

Puc. 85. IpuMeHeHUe ypcone30KCHXO0JIEBOM KUCIOTHI Y MAIMEHTOB C MyKOBUCIIUIO30M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit begepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI PeaepanbHbIii OKpyr
YpanbcKkuii desepanbHbiii OKpyr
CnbunpcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBkasckuit dbesepanbHbiil OKpyr
Mocksa

CaHKT-MNeTepbypr

100

Puc. 86. IprMeHeHne TaHKpeaTUIEeCKUX (PEPMEHTOB Y TIAIIMEHTOB ¢ MYKOBUCIIMI030M

LleHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblit dbeaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI depepanbHblit OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbupcKnin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbI OKpyr
CeBepo-KaBKasckuii pesepanbHbiit OKpyr
Mocksa

CaHkT-MNeTepbypr
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Puc. 87. [IpuMeHeHre MHTUOUTOPOB MTPOTOHHOM TTOMITBI Y TTALIIMEHTOB C MyKOBUCIIUI030M
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LleHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblit degepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
YpanbcKkuit desepanbHbliii OKpyr
Cubupcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuin besepanbHbiil OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 88. INprMeHeHUe XUPOPACTBOPUMBIX BUTAMUHOB y TIAITMEHTOB C MyKOBUCIIUIO30M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI peaepanbHbIii OKpyr
Ypanbckuii besepanbHbilii OKpyr
Cnbupcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit besepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

100

Puc. 89. [IpumeHeHre KMHE3UTEpATIUM TTAIIMEHTAMU C MyKOBUCIIUI030M

LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit degepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI deaepanbHbIi OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbunpcKknin depepanbHblit OKpyr

[anbHeBOCTOYHbIN desepanbHbI OKpyr

CeBepo-KaBKasckuii pesepanbHbIit OKpyr
Mocksa

CaHkT-MNeTepbypr
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Puc. 90. [IpumeHeHre KUCIOPONOTEPATTUY Y TIAIIMEHTOB C MYKOBUCIIMI030M
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2024 rop,

OO0beM TIpUMEHEHUSI KMHE3UTePpanny TIpeacTaBicH Ha puc. 89. JlaHHBIN BUI Tepanuu B
OTYETHOM IOy MpUMeHsIcS y 72,0% MaLueHTOB.
O0BeM MCIONIB30BAHUS KUCIOPOAOTEepay MpeAcTaBicH Ha puc. 90. JlaHHbBIN BUA Teparmu
B OTYETHOM roay npumeHsuics y 3,3% mnaiueHTOoB.
Tepanusa CFTR moaynatopamMmu

JlaHHBIA BUJ Tepaliiy Ha KOHELl OTYETHOIO Ieproaa IpuMeHsuics y 2262 nauueHTtos (60,5%),
13 HUX y 684 B3pocibix manreHToB (55,1%) u'y 1614 nereit (63,0%) (Tabin. 47).

Tabauua 47
Oxeéam CFTR moodyiamopamu 6 603pacmmuoix epynnax
Bospact He nonyyanu ‘ Msaxagrop / TesakadpTop ‘ Usakadtop / ‘ Usakadrop / ‘ UsakadpTop
/ AnekcakadpTop JlymakadgpTop Te3akapTop
0-4 87,7 1,8 10,5 0,0 0,0
4-8 49,0 29,3 21,5 0,0 0,2
8-12 20,4 64,7 14,7 0,1 0,0
12-16 22,8 64,7 12,5 0,0 0,0
16-20 22,0 69,2 8,4 0,0 0,4
20-24 52,2 37,5 9,3 0,3 0,6
24-28 52,9 38,2 5,2 0,5 3,1
28-32 46,3 43,5 8,2 0,0 2,0
32-36 43,0 50,0 3,0 2,0 2,0
36-40 46,7 43,0 6,5 0,0 3,7
ctapiue 40 58,3 27,4 8,3 1,2 4,8
50

/ e ||BaKaTOP
40

= [BakadpTOp /
30 JlymakadpTtop

%

20 e ||BaKadTOp /

R TesakadTop
10

e JiBaKadTOP /
TesakadTop/
0 - Anekcadaktop

2020 2021 2022 2023 2024

Puc. 91. Aunamuku tepanuu CFTR Monynsgtopamu 1o ronam

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit depepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit besepanbHbiii OKpyr
CnbupcKnin degepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr

CeBepo-KaBKasckuii desepanbHbliii OKpyr

Mocksa

CaHkT-MNeTepbypr

%

Puc. 92. Ilpumenenne CFTR mMonynsTopoB y NauMeHTOB ¢ MyKOBUCLIMI030M
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JleyeHne

O6bem ucnonb3oBannst CEFTR monynsaTopos 3a 2020—2024 rr. u pacnpeneneHue 1o gene-
paJIbHBIM OKpYraM IpeacTaBieH Ha puc. 91 u 92.

AHTnGaKkTepuanbHaga Tepanus

AHTHOaKTepUaabHas Tepamus OCTaéTCsl OMHUM M3 IEHTPaJIbHBIX KOMIIOHEHTOB TepaIluu
MMAIIMeHTOB ¢ MYKOBUCIIMIO30M 1 3aHUMAET BaXKHOE MECTO B CTPYKType Poccuiickoro perucrpa
3a 2024 ron. B maHHOM pasaelie perucTpa aHTHUOAKTepUaIbHOE JIeYeHUE pacCMaTpUBAeTCsl He
TOJIBKO KaK MHCTPYMEHT KOHTPOJISI XpPOHUUYECKOM OPOHXOIErOYHON MHMEKLIMU 1 KYITUPOBAHUSI
000CTpeHMi1, HO U KaK KOJMYECTBEHHO OLIEHMBAEMbIii IT0Ka3aTelb JIEKAPCTBEHHO HArpy3Ku
Ha MalyeHTa U 9KOHOMUYECKUI — HA CUCTEMY 30PaBOOXPaHEHUSI.

B kauecTBe OCHOBHBIX KPUTEPUEB aHTUOAKTEPHAILHOM Tepallii B PErMCTPe OLECHUBACTCS
CyMMapHasi IPOIOJIKUTEIbHOCTD (B IHSIX) MHIAISILIMOHHONM, BHYTPUBEHHOM M MEPOPaIbHOM
(TabyieTMPOBaHHOI) aHTUOAKTEPUAILHOM Tepaluy B TeueHUEe KajeHaapHoro roaa. JIjist Kaxkmoro
13 TPEX IyTeil BBeAeHUsI aHTUOMOTUKOB ITOKA3aTe/IM PACCUMTHIBAIOTCS OTACIBHO [UIs ITeAUaTPH -
YeCKOI 1 B3pOcCIIoii nmomysisiiuii. Takasi CTpyKTypa IO3BOJISIET COIOCTABIISITh AHTUOAKTEPUAIBHYIO
TepaIuio y AeTeil U B3POCIIbIX, a TAKXKE OLIEHUBATh BKJIAI OTAEAbHBIX BUIOB T€PAIlUK B OOLIMIA
00BbEM ITPOTUBOMUKPOOHOIO JICUSHUSI.

Oco0oe BHMMaHME yICJICHO OpraHM3alliy BHYTPUBEHHON TepaIiii, KOTOpast OMPeaeIsIeTCs
TSKECTBhIO TeueHus1 3aboieBaHus. B perucrpe dukcupyercs o0l HALKEHTOB, MOIydalolInX
BHYTPUBEHHYIO T€PAIIMIO, CBI3aHHYIO C MyKOBUCLIMI030M, B JOMAIIIHUX YCIOBUSIX (CAMOCTOSI -
TEJIbHO WX B hopMaTe CTalloHapa Ha IOMY) U B cTaloHApe (KPYIJIOCYTOYHOM WJIM THEBHOM),
a Tak:Ke JOJISI JIMII, TIPOXOAMBIIMX CTallMOHAPHOE JICUCHHE T10 IMMPUIMHAM, HE CBSI3aHHBIM C
MYKOBUCIIMIIO30M. AHAJIOTUIHBIC TTOKA3aTe/IN aHAIM3UPYIOTCS B paspese (pemeparbHBIX OKPYTOB,
YTO ITAET BO3MOKHOCTD BBISIBJISITD MEXPETMOHAIbHBIE PA3IMYMS B CTPYKTYPE U MHTEHCUBHOCTH
MPUMEHEHUs] BHYTPUBEHHBIX AaHTUOMOTUKOB M COOTHOCUTD MX C OpraHM3alueil Crielnaan3u-
POBaHHOI ITOMOIIIN.

[ManuenTsl nmoiydaau 6,0 kypcoB (Me) MHIaISILIMOHHBIX aHTUOMOTUKOB B rof, 1,0 kypc (Me)
BHYTpUBeHHOI Teparnuu u 2,0 Kypca (Me) aHTUOMOTUKOB BHYTpb. CyMMapHasi IIPOIOJIKUTEIb-
HOCTb B I'OJl MHTAJIILUOHHBIX aHTUOMOTUKOB cocTaBuiaa 168 (96—360) nueii, 14,0 (12,0—28,0)
17151 BHYTpuBeHHBIX 1 20(14,0—35,0) aHeit 11t mepopaibHBIX aHTHOAKTEPUAIbHBIX IIPEIIapaToB
(Tadm. 48).

Tabauua 48
Yacmoma u npoooaxcumeibHOCHb NPUMEHEHUS PA3AUMHBIX U006 AHMUOAKMEPUAAbHBIX nPpenapamos (Kypcol u OHu)
YacrtoTta KypcoB ‘ KonuyecTBo naumeHToB, n Me ‘ Q1 Q3 ‘
WHransiumMoHHble aHTUGUOTUKIN 1039 6,0 4,0 12,0
BHYTPMBEHHbIE aHTUGMOTUKHU 1039 1,0 1,0 2,0
TaGneTupoBaHHble aHTUOUOTUKM 1428 2,0 1,0 3,0
MpopomKUTENbHOCTb B AHAX N Me Qi Q3
WHransumoHHbie aHTMGNOTUKN 966 168,0 96,0 360,0
BHYTPMBEHHbIE aHTUGUOTUKHU 987 14,0 12,0 28,0
TaGneTupoBaHHble aHTUOMOTUKU 1382 20,0 14,0 35,0

PacnpeneneHue yrcia KypcoB 1 KOJIMYECTBA JHEI B FOI MHTATSIIMOHHON Teparuu 1o OKpyram
npeacTasieHa B Tab. 49 u tada. 50.

Tabauya 49
Koauwecmeo kypcoe uneassuuonnoti anmubaxmepuaivroii mepanuu

Okpyr KonuyecTBo naumneHToB, n Me ‘ Qi ‘ Q3 ‘
LieHTpanbHbiii @O 296 6,0 3,0 12,0
CeBepo-3anapHbiit @O 48 6,0 3,0 12,0
OxHbI ®O 106 6,0 4,0 10,0
Mpusonxckuit O 265 6,0 3,0 6,0
Ypanbckuit @O 61 6,0 6,0 12,0
Cu6upckuin @O 154 6,0 6,0 12,0
LanbHeBocTO4HbI PO 68 6,0 6,0 12,0
Ceeepo-Kaeka3sckuii PO 41 6,0 6,0 12,0
r. Mockea 121 10,0 3,0 12,0
r. CaHkr-MNeTepOypr 22 12,0 6,0 12,0
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Tabauya 50

Koauuecmeo oneii unzaisauyuonnoil anmubaxmepuaibHol mepanuu MyKogucyuoo3a

‘ Okpyr KonuyectBo nauneHToB, n ‘ Me ‘ Qi ‘ Q3 ‘
LieHTpanbHbiii PO 292 180,0 84,0 365,0
CeBepo-3anapHbiit @O 49 180,0 90,0 365,0
IOxHbI DO 70 168,0 90,0 360,0
Mpusonxckuiit PO 264 168,0 84,0 193,0
Ypanbckuii @O a7 168,0 118,0 224,0
Cubupckuii PO 150 180,0 168,0 360,0
JanbHeBoCTO4HbI DO 63 180,0 168,0 365,0
Cesepo-Kaeka3ackuit @O 31 180,0 168,0 360,0
r. Mockea 124 300,0 100,0 365,0
r. CaHkT-MeTepOypr 22 365,0 180,0 365,0

O0beM MpUMEHEHMST MHTAJISLUMOHHBIX aHTUOMOTUKOB OTpakeH Ha puc. 93. JlaHHBIN Buj
Tepanuy B OTYETHOM roay npumeHsuics y 39,0% nauuenTtoB. Hanbosee BbICOKME TOJIM ALK -
eHTOB ¢ nHransuroHHoi ABT ormeuens! B JaasHeBocTouHOM DO (77,9%), Mockse (70,2%)
u LlentpanbHom PO (69,5%), munumanbHas — B Cankr-Iletepoypre (22,7%).

PacnpeneneHue KoaudyecTBa IHEM B rof BHYTPMBEHHOI TepaIruu 10 OKpyraM IpencraBieHa
B Tab. 51.

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblii degepanbHblit OKpyr
HOKHbIN denepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuit besepanbHbiii OKpyr
Cnbupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN desepanbHbiil OKpyr
CeBepo-KaBKasckuit beaepanbHblil OKpyr
Mocksa

CaHKT-MeTepbypr

%

80 100

Puc. 93. OxBar NMPUMEHCHUEM MHTAJISIIIMOHHBIX AHTUOMOTUKOB TTALIMEHTOB C MYKOBUCHMIO30M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anafHblii pesepanbHbIit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI deaepanbHbIit OKpyr
YpanbcKkuii besepanbHbiii OKpyr
Cnbupcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit pesepanbHbIit OKpyr
Mocksa

CaHkT-MNeTepbypr

%

o -

Puc. 94. OxBat BHyTpUBEHHBIMU aHTUOAKTEPUATBLHBIMU TIpeTapaTaMu MallMeHTOB ¢ MyKOBUCITUIO30M
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Tabauya 51

Koauuecmeo oneii 6nympugennoii anmubaxmepuaabroil mepanuu MyKosucuuoo3a

‘ Okpyr KonuyectBo nauueHTos, n ‘ Me ‘ Q1 ‘ Q3 ‘
LieHTpanbHbiit O 234 14,0 12,0 29,0
CeBepo-3anapHbiit @O 55 15,0 12,0 25,0
HOxHbI DO 68 14,0 10,0 22,0
Mpusonxckuit PO 285 14,0 12,0 23,0
Ypanbckuii O 98 10,0 10,0 23,0
Cubupckuit @0 140 14,0 14,0 28,0
JanbHeBoCTO4HbI PO 62 15,5 14,0 28,0
CeBepo-Kaeka3sckuit @O 45 14,0 12,0 28,0
r. Mockea 88 21,0 14,0 40,5
r. CaHkT-MeTep6ypr 23 16,0 11,0 30,0

OO0beM MPUMEHEHUST BHYTPUMBEHHbBIX aHTUOMOTUKOB MpeacTaBiieH Ha puc. 94. JlaHHbIN BUI
Tepanuy B OTYETHOM Tony npuMeHsuics y 39,1% manmeHTos.
PacnpeneneHue koanyecTBa AHEH B roJ aHTMOAKTEPUATbHON Tepanuu (BHYTPb) 110 OKpyraM
npeacTaBieHa B Tabj. 52.

Tabauua 52

Koauuecmeo oneii mabaemuposannoii anmubaxmepuaibHol mepanuu MyKogucuuoo3a

‘ Okpyr ‘ Konuuyectso naumeHTos, n ‘ Me ‘ Q1 ‘ Q3 ‘
LieHTpanbHbiii @O 475 25,0 14,0 42,0
Ceeepo-3anaaHbiit 0 80 23,0 11,0 41,0
OxHbI ®O 79 20,0 14,0 30,0
MNpueonxckuit O 398 20,0 14,0 32,0
Ypanbckuii @O 88 20,0 14,0 30,0
Cu6upckuin @O0 154 15,0 10,0 28,0
JanbHeBocTO4HbI PO 80 20,0 14,0 28,0
Ceeepo-Kaekaackuii O 28 28,0 14,0 36,0
r. Mockea 145 28,0 14,0 56,0
r. Cankr-lMeTepOypr 17 10,0 10,0 22,0

O0BeM MPUMEHEHUS TTIePOPaATbHBIX aHTHOMOTHKOB B PETMOHAX IPEACTaBIeH Ha puc. 95.

B Tab. 53 mipencrasieHa moJisd eTeil U B3POCIBIX, MOMYYAIOIINX BHYTPUBEHHYIO TEPAITHIO B
JMIOMAIITHUX YCJIOBUSIX WJIM B CTallOHApeE.

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anaaHblit penepanbHblit OKpyr
HOXKHbIN denepanbHblit OKpyr
MpuBOMKCKMI hesepanbHbIi OKpyr
Ypanbckuii desepanbHbiii OKpyr
Cnbupcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbliii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 95. OxBar nepopaJbHBIMU aHTUOAKTEPUATBHBIMU TIPETapaTaMu MAIllMeHTOB ¢ MYKOBUCITUIO30M

%
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Tabauya 53
Jloas demeii u 63pocavix, NoAyHaOWUX GHYMPUGEHHYIO MEPANUI0 6 OOMAWHUX ycao6usx uiu 6 cmauuonape (%)
\ MecTo npoBefeHUs aHTMGaKTepUanbHOii Tepanuu \ Bcero \ Aetn \ B3apocnbie \
BHyTpuBeHHas Tepanus Ha 4OMY (AOMa CaMOCTOSTENbHO/CTaLUMOHAp Ha IOMY), cBA3aHHas ¢ MB 6,6 1,8 16,8
BHyTpuBeHHas Tepanus B cTaunoHape (Kpyr/iocyTO4HbIi/AHEBHO), cBfi3aHHas ¢ MB 35,6 30,3 47,2
[ong naumeHToB B CTaLMOHap, rocnMTanM3npoBaHHbIX MO APYruM Npu4nHam 11,3 12,4 9,1

B Ta6n. 54 npencrapieHa QoS AeTeil U B3POCIBIX, MOJYyYAIOIIMX BHYTPUBEHHYIO Teparinio
1o enepasbHBIM OKpPYTaM.

Tabauuya 54
Jloas demeii u 63pocavix, noayuarowux eHympugeHmyro mepanuio no gpedepaavuoim oxpyeam (%)
QeAepaanhlﬁ OKpyr BHyTpMBeHHaﬂ Tepanusa Ha AoMy (AOMa BHyT WBEHHaA Tepanus B CTauuoHape noﬂﬂ naumMeHToB B roa , nosay4yasLwinx
CaMOCTOSTENLHO/CTaLMOHap Ha AoMY)* KPYFJI0CYTOYHBII/AHEBHON)* neyeHue B CTaUMOHape, He CBS3aHHOE C
MYKOBUCLUMAO030M
Bcero | fletw | Bapocnbie Bcero | fletw | Bapocnbie Bcero | fletw | Bapocnbie
LieHTpanbHbiii PO 10,5 1,6 24,8 23,8 16,9 35,1 7,5 9,4 4,4
CeBepo-3anagHbiiit PO 4,2 2,8 7,9 35,7 28,4 53,9 11,7 10,0 15,9
HOxHbI ®O 3,8 0,4 12,1 42,8 36,8 57,6 8,4 4,6 17,5
NpuBonxckuit PO 3,8 0,5 10,9 39,1 34,0 50,6 10,2 11,4 7,7
Ypanbckuii ®O 3,6 0,0 9,8 53,4 47,8 63,1 37,1 44,9 23,8
Cubupckuin @0 6,1 4,2 12,2 34,2 29,2 51,1 13,4 15,3 6,7
JanbHeBOCTO4HbI PO 9,3 2,9 23,9 46,6 39,5 63,8 9,1 9,3 8,5
CeBepo-Kaeka3ackuit @O 6,8 4,2 18,2 50,8 49,7 56,3 17,9 19,5 12,1
MockBa 17,4 2,0 32,3 16,6 8,2 24,8 2,0 0,5 3,5
CankT-MeTepbypr 0,0 0,0 0,0 34,1 29,2 44,4 2,4 0,9 5,7

MpumeyaHune:* — yantbiBanacb TONbKO BHYTPUBEHHAsS Tepanusi, cBadaHHas ¢ MB.

B Tabn. 55 nmpencraBiieHO YMCIO AHEW aHTMOAKTEpUAIbHOM TepaIluu y B3POCIIbIX U IeTeil B
3aBUCUMOCTH OT MeCTa MPOBENEeHUSI BHYTPUBEHHON Tepaluyu — B JOMAIIHUX YCJIOBUSIX WIU B

cTannoOHapeE.
Tabauua 55
Yucao oneil 6HympugeHHoll aHmMubOaKmepuaIbHoil mepanuu 8 3a8UCUMOCHIU O MeCIA NPO8eoeHUs
Yucno aHeit BHYTPUBEHHOI Tepanun Me (Q1-Q3)
Aetn \ B3apocnbie
BHyTpMBEeHHas Tepanusi Ha [OMY (AO0Ma CaMOCTOsITeNIbHO/CTauMoHap Ha AoMy), cBsidaHHas ¢ MB, uucno pueiiBrogy 14,0 (7,0-20,0) 20,0 (14,0-35,0)
BHyTpUBEHHas Tepanus B CTauuoHape (KpyrjiocyTO4HbIi/AHEBHO), CBfi3aHHaa ¢ MB, 4icno aHeil B 3TOM rogy 14,0 (10,0-21,0) 14,0 (10,0-21,0)
Yucno pHeit B cTaumMoHape, He CBA3aHHOe C MyKOBUCLMA,030M 10,0 (7,0-14,0) 10,0 (6,0-17,0)

B 1a6n. 56 npencraBieHO YMCIIO IHEM aHTUOAKTepUaIbHOM Teparuu B IO B 3aBUCMMOCTH
OT MecCTa IIPOBelIeHWI BHYTPMBEHHOM Tepanuu (B JOMAIIHUX YCIIOBUSIX WIM B CTallMOHAPE) 110
¢enepaabHBIM OKpyTaM.

Tabauua 56
Yucao oneil 6HympugeHHoll aHmubOaKmepuaibHoil mepanuu @ 200 6 3asUCUMOCHU OM MeCma npoeedeHus no (edepaibHvIM oKpyeam
Okpyr Yucno pHeii B rogy, Me (Q1-Q3)
n | BHyTpuBeHHas Tepanus Ha aomy (AomMa | n | BHyTpuBeHHas Tepanusi B cTauMoHape = n Yucno aHeit B cTaumoHape
CaMOCTOSITENIbHO/CTauMoHap Ha AoMy)* &pyrnocyrounuﬁ/nueauoﬁ)* He csuaal-:l:ggsg ::yl(osuc-
LieHTpanbHbiii @O 110 20,0 (14,0-40,0) 253 14,0 (10,0-20,0) 80 10,0 (8,0-15,0)
CeBepo-3anagHblit O 13 1,0 (1,0-1,0) 112 14,0 (10,0-20,5) 36 9,0 (1,0-14,5)
HOxHbI O 13 22,0 (14,0-28,0) 148 14,0 (11,0-14,5) 28 12,0 (9,0-18,0)
MpumBonxckui GO 30 14,5 (10,0-42,0) 312 14,0 (10,0-21,0) 81 10,0 (5,0-14,0)
Ypanbckuit @O 6 21,0 (10,0-30,0) 95 11,0 (8,0-23,0) 63 10,0 (7,0-14,0)
Cubupckuii PO 24 14,0 (14,0-28,0) 136 14,0 (13,5-28,0) 53 14,0 (10,0-14,0)
DAanbHeBocTO4HbI PO 14 14,5 (14,0-21,0) 75 14,0 (10,0-21,0) 14 14,0 (13,0-22,0)
CeBepo-Kaekasckuit @0 12 17,0 (10,0-28,0) 93 14,0 (10,0-20,0) 27 14,0 (10,0-20,0)
Mockea 69 21,0 (14,0-40,0) 66 14,0 (11,0-28,0) 8 9,5 (3,0-19,0)
CankT-MeTtepbypr 0 = 57 14,0 (14,0-28,0) 4 9,5 (2,0-21,5)

MpumeyaHune:* — yantbiBanach TONbKO BHYTPUBEHHAsS Tepanusi, cBsa3aHHas ¢ MB

CpeacTtBa peabunurauumn

CpencTBa peabunutauyy noiaydanu 553 nauuenTa (22%), cpenu Hux aetu — 30,9 % (taba. 57).

Tabauua 57

Koauuecmeo nauuenmos, obecneuennvix cpedcmeamu peadbuiumanuu

‘ Monyyanu cpeacTea peabunurauumn ‘ Bcero ‘ B3pocnbie, n (%) ‘ Detu, n (%) ‘
Bcero 2503 (100) 1006(100) 1497 (100)
Hert 1950(77,9) 915 (91,0) 1035(69,1)
Ja 553 (22,1) 91 (9,0) 462 (30,9)
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B Tab6s. 58 ykazaHO KOJIMYECTBO CPENCTB peadIMTAIlNM, ITOJyYEeHHBIX MTallieHTaMUd B OT-
YETHOM TOLY.

Tabauya 58

Koauuecmeo cpedcme peabuaumauuu y 00Ho2o nauyuenma

‘ KonuyecTBo nauueHToB,n M SD ‘ Me ‘ Qi ‘ Q3 ‘
Bcero 356 2,29 1,51 2 1 4
B3pocible 66 1,86 1,24 1 1 2
Aetn 290 2,39 1,55 2 1 4

CeBepo-KaBKasckuii esepanbHbIil OKpyr

KonnuecTBo marnueHToB (%), MOJIyYaBIIUX CPEICTBA peabWIMTaluu Mo (enepaaibHbIM
OKpyTaM TpeIcTaBlieHbl Ha puc. 96. HanGomblilee KOJIMIECTBO CPEACTB PeaOUIUTALIMK TTOJTY-
yanu nauneHTsl B I Cankr-IlerepOypre — 47%, B CeBepo-3anagHoM deaepajibHOM OKpyTe,
HanMeHbIIee B I. MockBa, YpanbckoM, JdampHeBocTouHOM PO. B CeBepo-Kaskazckom PO
MAlMEeHTHI HE MOJYYaIu CPENCTBA PeadUIUTALIVU.

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblil OKpyr
HOKHbIN denepanbHbI OKpyr
MpuBOMKCKUI deaepanbHbIvi OKpyr
Ypanbckuii desepanbHbiii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN dheaepanbHblii OKpyr
MockBsa 47,0

CaHkT-MNeTepbypr

%
0 20 40 60

Puc. 96. KonnyectBo nmanueHToB (%), mojaydaBIIMX cpeacTBa peadbuautauuu B 2024 roay no denepaibHbIM OKpyram

TpaHcnnaHTauusa

B 2024 r. nBouM manmeHTaM ¢ MyKOBUCIIMIO30M OblIa ITPOBeIeHA TPAHCIJIAHTALIMSI TICYEHU,
JIBOUM TaleHTaM — TPaHCILIAaHTALMsI JIETKKX.
Yucno tpancnnanTaumii 3a 2011—2024 rr. mpencrasieHo B Tabdi. 59.

Tabauya 59
Yucao mpancnaanmauuii aeekux u nevenu 3a 2011—2024 ze.
lFop, TpchnnaHTaunn Nnerkux ‘ TpchnnaH'rau.ua nevyeHun ‘ TpchnnaH'rau.ua noyek ‘
2009 r - 1(0) -
2011 r 1(1) = =
2012r 2(2) 1(1) =
2013r 2(1) - -
2014r 1(0) = =
2015r 9(7) 3(3) -
20161 6 (6) - -
2017 r 8 (6) = =
2018 r 9(7) 4(3) 1(1)
2019 7 (4) 2(2) =
2020 r 5 (1) 2 (0) =
2021r 3(3) 4(0) =
2022r 5 (3) 3(3) -
20231 = 2(2) =
20241 2(2) 2 (1) -
Bcero 60 (43) 24 (20) 1(1)

MpumeyaHune: B ckobkax NpeacTaBieHo YACO NauMeHTOB XUBbLIX Nocne onepaumnin Ha 31.12.2024.

l'lpon3Bez[eHa 1 OOJHOBPEMCHHAaA TpaHCIUIaHTalIuA JICTKUX U MCYCHU, JaHHbIC MAallMCHTA HE
BHCCCHLI B pETUCTPp U B TabIuLEe He IIPUBOOATCA.
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BbpDknBaemocTtb

B teuenue 2024 . ymepnu 23 nanueHTa (12 My>KCKOro moJjia), U3 Hux 16 B3pocibix (9 My>KUMH).
[MpuunHoit cMepTH 19 U3 HUX SABISIOCH OPOHXOJIETOUHOE TTOpaXKeHUe.

Cpennuii Bo3pact cMeptu coctaBun 24,1+13,1 roga, MenuaHa Bo3pacta cmeptu — 21,4
(16,8—31,9) rona. MuHMMAaJIbHbBIN BO3pacT cMepTH — 1,7 JIeT, MaKCUMaJIbHBIN B 67,2 JIeT.

3aknoyeHue

TakuMm oOpazoM, B peructpe 2024 rona mpeacrapiieHa pacliupeHHas ¥ yrTyoJaeHHas IMHAMUKa
IoKasaTesieil, XapaKTepUu3yIOIMX 3I0POBbE ACTEI M B3POCbIX ¢ MyKOBUCIIMIO30M 3a 141eTHUl
nepuroa HabmoneHus B 85 cyobekrax Poccuiickoit Denepaniun, ¢ yBearueHreM 00beMa BIOOPKHU
1 YAYYIIEHUEM TTOJTHOTHI JAHHBIX TI0 CPABHEHUIO C IMPEAbIIYIIIMMH TofaMu. DT0O obecrieynBacT
0oJiee TOYHYIO OLIEHKY TEKyIllell CUTyalluM B CTpaHe M PeruoHax, Mo3BOJISIET 0ObEKTUBHO
rmokasatb 3¢ GEeKTUBHOCTh OKa3bIBAEMOM CIIEIINATU3UPOBAHHOI TTOMOIIN, a TAKXKe BBISIBIISTH
COXPaHSIIOIIMECS TUCTIPONIOPIIUM B JOCTYITHOCTU M Pe3y/IbTaTax JeUeHMSI.

OOHOBIeHHas CTPYKTypa U HamonHeHue peructpa 2024 roga, BKIOYass HAMOHAIbHOCTD,
pPEeNpOAYKTUBHBIN MOTEHIIMAI MAllMeHTOB, MHBAJIUAHOCTh, MOTPEOHOCTh B Ma/UIMaTUBHOMN
TTOMOIIIU, NeTaJN3MPOBAHHbBII aHAIN3 MUKPOOMOJIOTUYECKOTO CTaTyca, HyTPUTUBHOTO CTaTyca
U HCToJIb30BaHus B Tepanuu coBpeMeHHbIX CFTR MonynsiTopoB u aHTMOAKTEpUaTbHbBIX TIpe-
IapaToB, YCUJIMBAIOT €T0 3HaUCHME KaK MHCTPYMEHTA JUIS TTOMCcKa U BHeApeHUs 3 (HEKTUBHBIX
OpraHU3alMOHHBIX, TMaTHOCTUYECKUX, TePANIEBTUYECKUX U MPODMIAKTUUECKUX PEIICHUI. DTO
CO3MaeT MoKa3aTeJbHYI OCHOBY UISI COBEPIICHCTBOBAHMS CHCTEMBbI TIOMOIIY MallMeHTaM C
MYKOBMCIIMI030M, TIOBBIIIICHUST YPOBHSI UX 3M0POBbsI, KaUeCTBa U MPOIOJIKUTEIbHOCTU KU3HU,
a TakxKe IIJISI COMOCTaBICHMSI HAallMOHAIbHBIX MOKa3aTeleil ¢ MeXKIyHapOTHBIMU PETUCTPAMU U
OLIeHKU 3((HEKTUBHOCTU BHEIPEHUS MHHOBAIIMOHHBIX TEXHOJOTUI TepaIuu.
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YcnoBHble 0003Ha4YeHUus

M=+ SD — cpenHeetcTaHgapTHOE OTKJIIOHeHUE; Me — MeauaHa;

Q1—Q3 — uHTepKBaPTUJIBHBIN pa3Max;

®XKEJT — popcupoBaHHast XKMU3HEHHAs] EMKOCTD;

O®B, — 06BeM hopcrpoBaHHOTO BbLIOXa 3a 1-10 cexynay; MMT — nniaekc macchl Tena
NPT — uMMyHOpPEaKTUBHBIN TPUTICUH

MBTP — MyKOBUCHMIO3HBII TpaHCMEMOpPaHHbBIN PeryJsTop
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Mpunoxenus

NMPUJTOXXEHME 1

NMepeuyeHb gaHHbIX Poccuickoro perucrpa naumeHToB ¢ MyKOBUCLNA030M

Aemorpadpuyeckne faHHbie

Topon, B KOTOPOM pacIioJIoKeH LEHTP
DUO namnuenTa

Pernon nipoxxuBaHus
HauunoHanbHOCTB

T'on naOmoneHUs

T'on poxnaeHust

Mecsi poxaeHUs

Yucio poxaeHus

Ilon

Hanunuue 6uonornyeckux geTei:

— Ja;

— HET;

— HET JTaHHBIX.

Bo3spacT (1a 31 mekabpst OTYCTHOTO rofia)

CraTyc TanmeHTa:

— 3XuB Ha 31 mexadps OTYETHOTO roja;

— TTOTM0 B OTYETHOM TOLY.

Ecnu ymep, To 3amonHseTCS 1aTa CMEPTH:

— TOx;

— MECHII;

— 9HCIIO.

IIpuyuHa cmepTu:

— OpOHXOJIETOYHas;

— TICUYCHB;

— TpaBMa;

— CyMLINI;

— TpaHCIUIAHTAIINS;

— npyrasi, CBsI3aHHas ¢ MyKOBHUCITUIO30M (CJICIyeT yKa-
3aTh, KaKasi, HallpuMep CUHIPOM IiceBnobaprrepa,
aMWIONIO3, OHKOJIOTHUS 1 1p.);

— Ipyrasi, He CBSI3aHHAasl ¢ MyKOBHCIIMIIO30M.

CouunanbHas pob

CoumanbHas pojb Ha MOMEHT Bu3uTa (1o 18 ner):
— JIOILIKOJIbHMK HEOpraHW30BaHHbIIA;
— JIOILIKOJIbHUK OPraHU30BaHHbIIA;
— ILIKOJIbHUK;
— CTYICHT;
— HET JaHHbIX.

UHBannaHOCTb HAa MOMEHT BU3UTA

HMHBanuaHOCTh:
— HEeT UHBAJIMIHOCTH;
— peOEeHOKMHBAIU;
— I rpynmna;
— II rpynmna;
— III rpymnna;
— HET JaHHBIX.
[ManamaTUBHBIIA cTaTyC!
— J1a, CO CJIOB;
— JIa, JOKYMEHTAaJIbHO MOATBEPXKIICH;
— HET;
— HET JaHHBIX.

AuvarHos

CraTyc MOATBEPKIEHUSI TUarHo3a:

— na;

— HET;

— He MOATBEpXIeH (B IMporecce 00CIeIOBaHNA).
Bospact Ha MOMEHT yCTaHOBJICHUST AMArHO3a (B TOIax)
Hara ycranosieHust nuardosa (JIJ.MM.ITIT)

leHeTuka

[TpoBomuioch JIM TEHETUYECKOE UCCIeI0BaHNUE:

— Ia;
— HeT.

ITepBhIii TeHETUUECKUIT BapUaHT HYKJICOTUIAHON TO-

caenoBareabHocTH TeHa CFTR

Bropoii reHeTHUeCKUiIT BapuaHT HYKJICOTUAHOI TOCe-

nosarenbHocTh reHa CFTR (Ha Tolt ke XpoMocoMme; eciin

Ha3BaHME BapuaHTa OTCYTCTBYET B MEXIyHAapOIHOI Oaze

nmaHHBIX http://www.genet.sickkids.on.ca, B iepBoM CTOJIOLE

YKa3bIBACTCS «IPYTOii», BO BTOPOM — Ha3BaHUE BapyaHTa).

BTopoit reHeTMYeCcKMiI BapuaHT HYKJEOTUIHOM TO-
caenoBareabHocTy TeHa CFTR

Bropoii reHeTHUeCcKUiT BapuaHT HYKJICOTUAHO TOCe-
nosarenbHocTy reHa CFTR (o ananoruu ¢ nepBoii
MyTaluein).

HeoHaTanbHBIN CKPUHUHT:

— He Jenanu;
— IeJayiv, pe3yJbTaT MOJOXKUTETbHBIN;
— Iejayiu, pe3yJbTaT OTpUIIATeIbHBII;
— pe3ysIbTaT HEU3BECTEH;
— HeT JaHHBIX.
Pa3zHoOCTb KHIlIEYHBIX TOTEHIINATIOB:
— uccnegoanue PKIT nmpoBonuiocs;
— uccnegoanue PKIT He nmpoBoauiocs;
— HeT JaHHBIX.

HapyiieHue TpaHcanuTeMaIbHOrO MOHHOTO TPaHCTIopTa
(pa3HOCTb Ha3aIbHBIX MOTEHLIMAJIOB, OMOTICUY TOJICTOI
KMUIIKN):

— TIOJIOXKUTEIbHAS;

— oTpuIlaTeNIbHAS;

— He Aeaju.
[ToToBBIit TECT:

— TUTPOBaHUE;

— IIPOBOAMMOCTb;

— He Jenanu;

— HeT JaHHBIX.

DIEKTPOIUTHI:

— XJIOPUIBI;
— [IpyTue;
— He Aeaju.

YpoBeHb XJ10pUI0B (MMOJIb/JT)

IToToBBIIT TECT MOBTOPHBbIIL:
— TUTPOBaHUE;

— IIPOBOAMMOCTb;
— He Jenanu;
— HET JaHHBIX.
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DHEKTPOJIUTHI TTIOBTOPHBIE:
— XJIOPUJIBI;
— JpyrHe;
— He JeJau.
YpoBeHb XJIOPHUIOB TOBTOPHBII (MMOJIB/T)
MeKoHUeBbIi nieyc:
— Ja, OTIepUPOBaH;
— Ja, He OTIepUPOBaH;
— Jla, HEU3BECTHO, ObLIA JIM OTIEPAIIUs;
— HeET;
— HeT JIaHHBIX.

Tepanusa

HWHaransanuu runeproandeckoro pacrsopa NaCl B oT-
YETHOM TOLY:

— na (ecqu cyMMapHO€ YUCJO0 JHEH MHraasiuui —
Oosiee 3 MecslieB);

— HeT;

— HeT JaHHBIX.

WHransmuyu MaHHUTOJIA B OTYCTHOM TOMY:

— ma (ecnW cyMMapHOE YHUCJIO OTHEW WHTaISINNA —
Oosiee 3 MecslieB);

— HET;

— HeT JaHHBIX.

HewunBasuBHast BEHTUISILIUSA JIETKUX (€CIM CyMMapHOeE

YHCIIO THEH TTpOBeAcHUST — OoJiee 3 MeCsIIeB):

— HeT;

— na, CPAP (pexuM MOCTOSIHHOTO TOJOXUTEIbHOTO
JIABIICHUS B IbIXaTEJBHBIX ITYTSX);

— na, BiPAP (pexuM 1ByXypOBHEBOTO MOJIOXKUTETbHO-
TO NaBJICHUS B AbIXaTEJbHBIX MYTAIX);

— HeT JaHHBIX.

BHyTpuBeHHBIC aHTUOMOTHUKH B OTYCTHOM TOIY:

— na (XoTs Obl OIVH KypC BHYTPUBEHHOI Tepanuu);
— HET;
— HeT JaHHBIX.

WMHransiimoHHbIe aHTUOMOTUKHY B OTYETHOM IOy (YUCIIO
IHeit):

— ma (ecnW cyMMapHOE YHUCJIO OTHEW WHTaISIINNA —
Oosiee 3 MecslieB);

— HET;

— HeT JaHHBIX.

BHyTpuBeHHbBIC aHTUOMOTUKHU B OTYETHOM oIy (MHOXKe-
CTBEHHBII BHIOOD):

— na (XOTs OBI OIWH KypC);
— HET;
— HeT JaHHBIX.

TabneTupoBaHHbIE AHTUOMOTUKU B OTUETHOM TOAY (XOTSI
OBl OIMH KYpC, MHOXECTBEHHBI BHIOOD):

— na;
— HeT;
— HeT JaHHBIX.

BpoHxomuiataTopbl MHTAISIIMOHHBIE KOPOTKOTO JECTBHS
(ecau cymMMapHOe YMCJIO JHEW MHTranssuuii — oosee 3
MecSLIEB):

— na;
— HeT;
— HeT JaHHBIX.

BponxoannaTtaTopbl MHTAISIHIMOHHBIE ITJIUTEIHHOTO
JeicTBUS (ecii CyMMapHOE YUCIO THEeW MHTaISIIuii —
Oosee 3 MecsILIEB):

— Ia;
— HET;
— HET JaHHBIX.
Bricokue no3bl nbynpodena:
— Ia;
— HET;
— HET JaHHBIX.

HMHTaIaumoHHbIe CTEPOUABI (€CIM CyMMapHOE YHCIIO
IHE MHTAISIINiT — 0oJiee 3 MECsIIeB):

— Ia;
— HET;
— HET JaHHBIX.

CucTeMHBIC CTEPOUIBI (€CIM CyMMapHOE YUCIIO THEeH
Tepanuu — 6osiee 3 MecsI1IeB):

— Ia;
— HET;
— HET JaHHBIX.

Kucnopomoreparust B OTYSTHOM Tomy (€Ciayd CyMMapHOE
YUCIIO THEi KMCIOpOmOTepanuu B Tom 0ojiee 3 Mecs-
1IeB, U3 pacyeTa He MeHee 12 4 B CyTKM):

— Ia;

— HET;

— HET JaHHBIX.

JlopHa3za anbga B OTYETHOM TOIY:

—2,5M1 (2,5 mr) 1 pas/cyr.;

— 2,5 M (2,5 mr) 2 pa3a/cyT. (29 MHTAISIUS depes
MYHIIITYK);

— 2,5 M (2,5 mr) 2 pa3a/cyT. (29 MHTAISIUS depes
Pari Sinus);

— HET;

— HET JaHHBIX.

[MocTostHHOE TIPUMEHEHNE a3UTPOMUIIMHA (MJIU IPYTOTO
MaKpOJIMIa) B OTYCTHOM TOMY:

— ma (ecim cyMMapHOE€ YMCJIO JHEH mpuemMa — Ooiee
3 Mecd1eB);

— HET;

— HET JaHHBIX.

VYpcomneszokcnuxosieBast KMCJIOTAa B OTYCTHOM TOMY:

— ma (eci cyMMapHOE€ YMCJIO JHEH mpuemMa — Ooiee
3 Mec1eB);

— HET;

— HET JaHHBIX.

IMankpeatnueckne GEPMEHTH B OTYCTHOM TOMY:

— na (eci cyMMapHOE€ YMCJIO JHEH mpuemMa — Ooiee
3 Mec1eB);

— HET;

— HET JaHHBIX.

MHru6UTOpH TPOTOHHOM TTOMITHI B OTYETHOM TOLY:

— na (eci cyMMapHOE€ YMCJIO JHEH mpuemMa — Ooiee
3 Mec1eB);

— HET;

— HET JaHHBIX.

KupopacTBoprMble BUTAMUHBI:

— na (eci cyMMapHOE€ YMCJIO JHEH mpuemMa — Ooiee
3 Mec1eB);

— HET;

— HET JaHHBIX.

Kunesurepanus (ecad cymMMapHOE YMCIO THEH Mmpo-
BeIeHUST — Ooiee 3 MecsILIeB):
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— ha;
— HET;
— HET JAHHBIX.
30HI0BOE MUTAHME B TEKyIIeM Tomy (0osee 3 MecsIeB):
— YPECKOXHAsT DHIOCKOIMYECKast TaCTPOCTOMUSI;
— Ha30racTpajabHbIil 30HI;
— HET;
— HET JAHHbIX.
CFTRMomynsiTophr:
— HET;
— WUBakadrop;
— JlymakadTop/MBakadrop;
— Tezakadrop/MBakadrop + MBakadrop;
— DOnekcakadrop/Teszakadrop/MBakadTop + UBa-
KaTop;
— HET JAHHbIX.

CpeancTtBa peabunurauumn

BrigaBanuch cpeacTBa peabMIUTALIMN:
— a;
— HeT;
— HeT JaHHBIX.
O6GcnepoBaHue

Macca tena (eciu He menanu MBJI, ykaspiBaeTcst mo-
cJeqHee 3HaYeHUe MacChl Tejla B OTYETHOM TOAY).

Poct (ecnu He gemanu ®BJI, yka3pIBaeTcsl mocieqHee
3HAYeHUE POCTa B OTYCTHOM TOAY).

O®B: B oT4eTHOM oAy (B JUTPax).

®XEJI B oTyeTHOM rofy (B JIUTpax).

O®B: B otyeTHOM roay (B % OT JTOJKHOTO).

®XEJI B oTueTHOM Toz1y (B % OT JAOJKHOTO).

MepeHeceHHble nHEKuUn / MuKpooduonorus

Kpurepuu xpoHndeckoid TH(PEKIIMU OTpaXkeHbI B pa3ziee

«MuKpoOUuoIOTUsI».
Pseudomonas aeruginosa:

— J1a, XPOHUYECKUIA;

— J1a, THTEPMUTTUPYIOIIASI;

— HET;

— HET JaHHBIX.
Pseudomonas aeruginosa mucoid:

— J1a, XPOHUYECKUIA;

— J1a, ”HTEPMUTTUPYIOIIASI;

— HET;

— HET JaHHBIX.
Staphylococcus aureus:

— J1a, XPOHUYECKUIA;

— J1a, ”HTEPMUTTUPYIOIIASI;

— HET;

— HET JaHHBIX.
Enterobacter spp.:

— 11a, XPOHUYECKUIA;

— JIa, ”HTEPMUTTUPYIOIIASI;

— HET;

— HET JaHHBIX.
Streptococcus pneumoniae:

— J1a, XPOHUYECKUIA;

— J1a, ”HTEPMUTTUPYIOIIASI;

— HET;

— HET JaHHBIX.

Burkholderia cepacia complex:
— J1a, XPOHUYECKUIA;

— I1a, UHTepMUTTUPYIOIIA;
— HET;
— HET JaHHBIX.

Achromobacter spp.:

— J1a, XPOHUYECKNIA;

— I1a, UHTepMUTTUPYIOIIA;
— HET;

— HET JaHHBIX.

Stenotrophomonas maltophilia:
— J1a, XPOHUYECKUIA;

— I1a, UHTepMUTTUPYIOIIA;
— HET;
— HET JaHHBIX.
Serratia spp.:
— J1a, XPOHUYECKUIA;
— I1a, UHTepMUTTUPYIOIIA;
— HET;
— HET JaHHBIX.
Escherichia coli:
— J1a;
— I1a, UHTepMUTTUPYIOIIA;
— HET;
— HET JaHHBIX.
Haemophilus in fluenzae:
— J1a, XPOHUYECKUIA;
— I1a, UHTepMUTTUPYIOIIA;
— HET;
— HET JaHHBIX.
Klebsiella spp.:
— J1a, XPOHUYECKUIA;
— I1a, UHTepMUTTUPYIOIIA;
— HET;
— HET JaHHBIX.

HopwmanbpHass MUKpOOMOTa pecIMpaTOpHOTO TPaKTa:

— HeT (He BbICEBAJIach);

— I1a, TIOCTOSTHHBINA BBHICEB;

— I1a, UHTEpMUTTUPYIOIINI BHICEB;
— HET JaHHBIX.

IToceB(v1) MokpoThl/BAJl Ha HeTyOepKyIe3HBIE MUKO-
OaKTepuu:

— I1a, OIVH TIOJIOKUTEIHHBIN BBICEB B TEKYIIIEM TOLY;
— I1a, HeCKOJIBKO ITOJIOKUTEBHBIX BEICEBOB;

— TIOCEBBI HE TIPOBOIMIINCE;

— BCE BBICEBBI OTPUIIATCIIHHBIC;

— HET JaHHBIX.

Jleunncsa mu manMeHT OT JISTOYHOTO0 MUKOOAKTepHro3a B
5TOM Tomy (Hadajaud B 3TOM TONY WU IIPOIOJIKIIIN C
MIPOIIIJIOTO TOfa):

— HEeT, He JICYUJICS,
— I1a, HOBOE WJIM IIPOIOJIKaIoIIeecs JICUCHNUE;
— HET JaHHBIX.
Mycobacterium abscessus:
— 11a;
— HeT.
Mycobacterium avium:
— 11a;
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— HeT.
OOGHapykeHbl HEU3BECTHbBIC TIOABUIIBI/IPYTHE MUKOOAK-
TEPUU:
— la;
— HeT.
OOHapyXeHHUe TIJIeCHEBBIX TPUOOB:
— 1a, XpOHUYECKUIA BBICEB;
— J1a, THTEPMUTTUPYIOLINIA BBICEB;
— HeT;
— WCCIIENIOBAHUST HE TIPOBOAWIINCH;
— HET JIaHHBIX.
I'puds1 pona Aspergillus fumigatus:
— a;
— HeT.
I'pudsI poma Scedosporium spp.:
— a;
— HeT.
I'puds1 pona Aspergillus flavus:
— a;
— HeT.
I'puds1 pona Aspergillus nidulans:
— a;
— HeT.
Mpyrue miecHeBbIe MUKPOMMIIETHI / BUJI HE OTIPEIEIICH:
— a;
— HeT.
ConyrcTeyowme 3a6onesaHus

CungpoM notepu coieit (cunapowm riceBagobaprrepa):
— 1a;
— HET;
— HET JaHHBIX.
OcTteoneHust:
— HM3Kasg KocTHas macca (Zscore < —2);
HM3Kasl KOCTHas Macca ¢ HU3KO3HEPreTUUeCKUMU
repeIoMaMu;
— HEIPUMEHMMO;
— HET;
— HET JaHHBIX.
CuHyCHUT:
— CUHYCHUT C IOJIUIIAMH;
— CUHYCUT 0€3 MOJIMMOB;
— CUHYCHT, O MOJIMIIaX HEU3BECTHO;
— HET JaHHBIX.
Ornepalysi 10 MOBOAY CUHYCUTA U TOJIUIIOB B TEKYILEM
romy:
— 1a;
— HET;
— HET JaHHBIX.
BponxmnanwHas actma:
— 1a;
— HET;
— HET JaHHBIX.

MaHkpeaTuyeckui ctaTtyc

®ekanbHas 2acrasa-1:
— < 200 Hr/r OMHOKPATHO;
— <200 Hr/r ABaXbI;
— 2> 200 HI/T OMHOKPATHO;
— > 200 HT/T IBaXIbI;

— HE oIIpencidainach,
— HET JaHHBbIX.

OcnoxHeHus (B OTYETHOM roay)

AJnepruyeckuii OpoHXOJEroYHbI acrepruiiie3 (KpuTe-
puu oTpaxeHnl B paszzaesie «OCIOKHEHUS»):

— Ia;

— HeT;

— HET JaHHBIX.

CocTrosiHUE yIIIeBOAHOTO OOMeHa:

— HopMma (nuabeTa HeT);

— HapyllIeHUe IMTUKEeMUY HaTOoIlaK;

— HapylIeHUe TOJIePAHTHOCTH K TJIFOKO3¢;

— MYKOBUCHMA03-CBSI3aHHBIM caxapHblii nuabdeTt
(M3CJ);

— caxapHblii 1uader 1 Tumna;

— caxapHblil 1uaber 2 Tumna;

— caxapHblil 1uabeT (TUIT HEU3BECTEH);

— HET JaHHBIX.

ITHeBMOTOpAKC:

— Ila, TpeHaxXx TJIeBPaJbHOM MOJIOCTH;

— 11a, HaOIoaeHE;

— Ia, JIeYeHUEe HEU3BECTHO;

— HeT.

[MopaxxeHre MeYeHN M XKeTISBbIBOMSIINX TYTEH:

— HET IaToJIOTUM;

— €CTb I1aTOJIOTHSI;

— HET JaHHBIX.

[TaTomorus neyeHu:

— LUPPO3 C MOPTAILHOI TUIIEPTEH3UEH;

— 1Mppo3 6€3 MoPTaTbHON TUIIEPTEH3UN;

— LUPPO3, O HAJIMUYUU MOPTaJIbHOM TUIEPTECH3UU
HEU3BECTHO;

— TopaxeHue neyeHu 6e3 Mppo3a;

— UMPpO3 TMEeYEeHU C MOopTaJbHOI TUNepTeH3UEH U
KPOBOTEYEHMEM M3 BapUKO3HO-PACIITUPEHHBIX BEH
MUIIEBOAA U XKeJTyaKa;

— HaJu4yue TPaHCIJIAHTUPOBAHHOU MEYEeHH;

— HET JaHHBIX.

ITpu BEIOOpPE «ITopaxkeHue neyeHn 6e3 LUPPO3ar:

— (puodpos neyenu (F2—F3 mo Metavir);

— CcTeaTo3 IeYeHHU;

— ¢dubpo3 F2—F3 + crearos.

Bupychriii rematur B u/unum C:

— Ia;

— HeT;

— HET JaHHBIX.

KpoBoxapkaHbe:

— J1a, KaKk MUHUMYM 1 pa3s;

— HeT;

— HeT JaHHBIX.

AMWIONIO3:

— Ia;

— HeT;

— HeT JaHHBIX.

OpanbHbIii TMoKo30ToAepaHTHBIN TecT (OI'TT) B oT-

YETHOM TOMY:

— I1a;

— HeT;

— HeT JaHHBIX.
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3nauenue OI'TT B oTyeTHOM TONY:
— HOpMa;
— HapyIIeHWe IMTUKEMUY HATOIIAK;
— HapyIIeHNEe TOJIEPAHTHOCTH K TJTIOK03€ (TOJIBKO);
— HapylIeHHUe INTUKEMHUH HaTOIIaK W HapyIIeHUe
TOJIEPAHTHOCTH K TJTIOKO3¢;
— caxapHBI Trader.
ImkuposanHbiii remorioouH (HbAlc):
— XyILIuii IoKasareib B roay, % (yka3aTh 3HaYeHUE);
— HE IIPOBOINIICS;
— HeT JaHHBIX.
lacTpoazodareanvHast pedaokcHast 6omesns (IDPB):
— na, 6e3 JIeueHUsI;
— I1a, TIPOBOIMUTCS JICUCHHE;
— HeT;
— HeT JaHHBIX.
ApTpPUTHI:
— na, 6e3 JIeueHUsI;
— I1a, TIPOBOIMUTCS JICUCHHE;
— HeT;
— HeT JaHHBIX.
Jlenpeccusi:
— na, 6e3 JIeueHUsI;
— I1a, TIPOBOIMUTCS JICUCHHE;
— HeT;— HET NaHHBIX;
— HEMIPUMEHHUMO.
BripaxeHHoe JleroyHoe KpoBoTedeHHUe (6omee 250 mi
OITHOMOMEHTHO):

— @a, KaK MUHAUMYM OJIMH pa3s;
— HeT;
— HeT JaHHBIX.
Hanmune oHKoOJOrMYecKoro 3a0oeBaHus (B OTYCTHOM
TOAY WU KOTIa-I1n00 B KU3HU ITalleHTA):
— Ia;
— HET;
— HET JaHHBIX.

TpaHcnnaHTauuns

TpaHcrnaHTauus nevYeHu:
— na,
— HET;
— He 3Halo.
Jara (rom) mocienHei TpaHCIJIaHTALUM MeYeHu (ecau
MPOBOIMJIACH 10 WU B TeYEHUE OTYETHOIO roja).
TpaHcrmaHTauus JIerkux:
— na,
— HET;
— He 3Halo.
Jata (rom) mocienHeil TpaHCIUIAaHTALMM JIeTKUX (ecau
MPOBOIMJIACH 10 WU B TeYEHUE OTYETHOIO roja).
TpaHcrutaHTalMs TOYEK:
— na,
— HET;
— He 3Halo.
Jara (rom) mociemHeil TpaHCIJIAHTALUMKU MoYeK (ecau
MPOBOIMJIACH 10 WU B TeYEHUE OTYETHOIO roja).
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Kputepum Bklo4eHUS NauueHToB
B Poccuiickunii permcTp naumMeHToB C MyKOBUCLUA030M

B perucTp BKJIIOYAIOTCS MAMEHThI TOJIBKO C MOATBEPXKAECHHBIM TMAarHO30M. JluarHos nom-

TBEPKAAETCS B COOTBETCTBUU CO CJIECAYIOIIUMU KPUTEPUSIMU:

1. JIByKpaTHbIii MOJOXUTENbHbBIN MOTOBBINA TECT:

— xJ0puabl > 60 MMOJB/JT; WU
— MPOBOAMMOCTH ToTa > 80 MMOJIb/JT; WJIN
— xJ0puabl > 60 MMOJIB/JT U IPOBOAMMOCTD TOTa > 80 MMOJIb/JI.

2. OIHOKpATHBIM MOTOBBINA TECT ¢ XJOpuAaMu > 60 MMOJIb/JT WX MPOBOAUMOCTBIO oTa > 80
Mmmosb/n1 u JJHK-aHanu3 ¢ oqHUM wiu AByMSI UAEHTUDULIMPOBAHHBIMU T€HETUYECKUMU
BapuaHTamu B reHe CFTR.

3. OmHOKpaTHBIM MOTOBBINA TECT ¢ XJOpuAaMu > 60 MMOJIb/JT WKW MPOBOAUMOCTBIO oTa > 80
MMOJIb/JT ¥ TIOJIOXKUTEbHBIN pe3ynbsraT HeoHataabHoro ckpuHuHra (MPT-1 > 70 ur/mi;
HUPT-2 > 40 ur/mn).

4. OmMHOKPATHBIA MOTOBBIN TeCT ¢ xaopuaamMu > 60 MMOJIb/J WX TTPOBOAUMOCTBIO ToTa > 80
MMOJIb/J1 M KIIMHWYEeCKasl KapTUHA C XapaKTePHBIMU CUMIITOMaMKM MYKOBMCIIUI03a.

5. 3HaueHue XJOPUIOB B TOTOBOM TecTe < 60 MMOJIb/JT MJIM TIPOBOAMMOCTD MoTa < 80 MMOJIb/J
MPU HAJTMYUU ABYX U3 CIEAYIOIIUX YEThIPEX KPUTEPUEB:

— JIHK-ananu3 ¢ ogHUM wiu ABYyMSI UAEHTUGDUIMPOBAHHBIMU TEHETUYECKUMU BapUaHTaMMU,
BBI3bIBAIOIIMMU MYKOBUCLIUIO3;

— TOJIOKUTENBHBIN pe3ynbTaT HeoHaTajbHoro ckpuuunra (MPT-1 > 70 ur/mn; UPT-2 >
40 Hr/™MT);

— TMOKa3aTeslb Pa3HOCTU TPAHCAMUTENNAIBHBIX (Ha3adbHbIX) TOTEHIIUAIOB, MOATBEPXK A0
JIMarHO3 MyKOBUCIIUI034;

— KJIMHUYECcKasi KapTUHA C XapaKTepPHbIMU CUMITOMaMU MYKOBUCIIUA03A.

AononHuTtesnibHble 00bACHEHUS N0 BHECEHUIO nokKa3aTtenen B Poccuiickuin permctp

MoToBbIN TecT

Ecnu moToBbIil TEeCT He ObUT MPOBENEH, OTMEUaTe «He Aefann». Eciu MOTOBBINA TECT «HE
Jenayiv», JOJKHBI ObITh YKa3aHbl 00e MyTaiiuu B reHe CFTR.

IToTOBBIH TECT: 3aHOCUTCS TUT MOTOBOIO TeCTa (TUTPOBAHUE WJIU MPOBOAUMOCTD).

DJIeKTPONUTHL: TPEANMOYTUTEIBHO U3MEPEHNE KOHLIEHTPALMU XJIOPUIOB.

YpoBeHb XJIOPUIOB: YKa3bIBA€TCS B MMOJIb/JI. ECITM B OIMH ¥ TOT e IeHb ObUIM ClIEIaHbI 1BE
MpoObl, 3aHOCUTCS 00Jiee BBICOKUIA TTOKa3aTeb.

Bo3mokHO omnpeneneHne MpoOBOAMMOCTH, 9KBUBAJIEHTHON YPOBHIO XJIOPUAOB (MMOJIb/T).
Ecnu B oauH 1 TOT Xe JeHb ObLIU CAeNaHbI ABE MPoObl, 3aHOCUTCS 00Jiee BBICOKMIA TTOKa3aTeb.
OnTuMabHO COYETaHUE IBYX METOAMK: OTNIPEeIEHUE XJIOPUIOB U OTIpeneieHue MPOBOJUMOCTH.

Tpumeuanue: ypoBeHb 3HAYEHUI XJIOPUIOB MOXKET OBbITh OT 1 10 160 MMOJIL/JT; TPOBOAMMOCTH — OT
1 10 170 mmonb/. Eciu y matmenTa ximopuasl > 160 MMoJib/J1, a poBOIUMOCTb > 170 MMoIb/I,
MOTOBBI TECT HYXKHO MTOBTOPUTb.

CnupomeTtpus

Lems yueTa gaHHBIX TI0 CITMpoMeTpur B PoccriickoM perucTpe MmaimeHToB ¢ MyKOBUCITMIO-
30M — TIOJTydeHUE CTaHIapTU3UPOBAHHBIX TTOKA3aTeNeii s CPaBHEHUSI C APYTUMU LIEHTpaMu,/
CTpaHaMM W JUISl MCIIOJIb30BaHUS 3TO MH(MOPMAIIUKU B CIIEIUAIBHBIX SITUAEMUOJIOTUUECKUX
HcCIIeNOoBaHUSIX. B perncTp MoryT OBITH 3aHECEHBI TOJIBKO T€ MoKa3aTesi, KOTOPhIe COOT-
BETCTBYIOT €TI0 KPUTEPUSIM.

CrnimpomeTpusl JOJDKHA TTPOBOIUTHCS B COOTBETCTBUU CO CTAHAAPTHBIMUA PEKOMEHAAITUSIMU
AMepUKaHCKOTO TopaKalbHOTO U EBpomeiickoro pecnupatopHoro obomects (ATS/ERS
guidelines):

1. OOmue MPUHIINATIBL oTipenesieHrs (PYHKIIMOHAMBbHBIX TToka3aresneil jerkux (http://www.
ers-education.org/pages/default.aspx?id=2005&id Browse=37467&det=1).
2. Cranmaptusanus cnupomerpun (http://www.ers-education.org/pages/default.aspx?id=2005

&idBrowse=37466&det=1).

7151 3aTTOJTHEHUSI PETUCTPA TOJIKHBI OBITH COOJTIONEHBI CIICAYIONINE KPUTEPUH:
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Mpunoxenus

1. Ilepen nuamepeHuemM HEOOXOIUMO:

a) yKas3aTh JaTy POXICHUS, TI0J U POCT MallMeHTa I pacdyeTa JOJLKHBIX 3HAUCHMI;

0) IPOBOIMUTH CIIMPOMETPUIO Oe3 IMMPUMEHEHHUS OPOHXOMMIATATOPOB (BpeMsl ¢ MOMEHTa
MOCJIeMHEro IIpreMa IpernapaTtoB KOPOTKOTO NEHCTBUS — HE MeHee 4 4, IIMTEIbHOTO
neicTBust — He MeHee 12 4).

2. PesynbraThr:

a) 13 TaHHBIX PETHOHAIBHBIX PETUCTPOB IS POCCUITCKOTO perncTpa J0JKHBI OBITh BEIOPAHBI
HawIydlliye B 0T4eTHOM romy rnokasarenu O®Bi1 (% moKHOro), BhIpaXeHHBIE B JINTPaX;

0) xaxmbiif mokazatenb ODB: 1 @XKEJI nomkeH OBITh MPEACTaBICH B TUTPAX C YKa3aHUEM
3HAYCHUI 0 COTHIX (2 3HAKAa IMOCJIE 3arsITOM);

B) nmokazatenb ®2KEJI mommkeH OBITH OoJbllie Min paBeH mokas3arentio OPDBi;

T') TIpY 3aHECEHUM ITTOKa3aTesleit CIMpoOMEeTPUN HEOOXOMMMO YKa3bIBaTh JATy IPOBEACHMS
TecTa, Maccy Tejla M pOCT MallieHTa B MOMEHT MCCIICIOBAHMS IJII BEIYMCIICHMS TIPOILICHTOB
OT JOJDKHBIX 3HAYCHMUIA,

II) clemyeT MCITOIb30BaTh TOJIBKO T TECTHI, KOTOPBIE COOTBETCTBYIOT peKoMeHmarsIM ATS/
ERS.

3. PacyeT IpoOIIEHTOB OT MOJDKHBIX 3HAYCHMIA:

— g peteit ot 5 mo 18 et — no G. Polgar et al. (1971);

— JUTSI B3POCIIBIX > 18 J1eT — mo maHHBIM pabodeii rpynmbl EBporeiickoro coo0ImecTBa cTaau
n yrs (ECCS, 1993);

— st meteit < 5 JIeT mokasaTean He pacCUMTBHIBAIOTCS.

HyTpuTHuBHBIA cTaTyC

HyTpuTuBHBIi1 cTaTyC MaIIlMEHTOB ¢ MYKOBUCIIMIO30M PACCUUTHIBACTCS C TTOMOIIBIO MHICKCA
Maccel Tena (MMT) Ha ocHOBaHMM TaHHBIX MAacCHI Tejla, pOCcTa M Bo3pacTa IaiieHTa.

Macca tena ornpenessieTcsl IIpu CHSITOM BepxHell oaexae u 00yBu.

PocTt usmepsietrcst 6e3 00yBU pOCTOMEPOM; BEPXHSISI 4YaCTh TOJIOBHI JOJIKHA KacaTbCs BEpXHEH
IUTAHKU TIPY HEOOJIBIIIOM ¢¢ HaJaBIBaHUU.

IToxa3zaTenu MOJLKHBI COOTBETCTBOBATDH BEIMUMHAM B ACHD IIPOBEICHMS 3aHOCUMOI B PETHCTP
criuporpaMmmbl; eciu usmepenne @B/ He poBonuiM, cieayeT BHECTU MOCTICAHNUE 3HAUCHUS
Macchl Teja U pocTa.

I1pu ouenke HyTputuBHOro craryca aereit UMT oueHMBaeTcs B cucTeMe MepLeHTUJIeH.
Pacuet nepuentuiieit UMT npoBoguTcs mpu moMoluu rnmporpamMm BcemupHoit opranuzanuu
3npaBooxpaHeHusi: WHO Anthro (mnst mereit no 5 net) u WHO AnthroPlus (mist nereit crapiie
5 net) (http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/
en/). 715 olleHKY moKa3aTeseil pocTa U MacChl Tejla IeTeil paHHero Bo3pacTa (mo 2 met) UMT
HE TIPUMEHSICTCS.

Cnuncok pekoMeHayemMow nutepaTypbl

1. Miller M.R., Hankinson J., Brusasco V., Burgos F. et al. Standardisation of spirometry. Series

2. «<ATS/ERS task force: standardisation of lung function testing». Eur.Respir. J. 2005; 26:
319-338.

3. 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.

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

5. 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.J. 1993;
(6, Suppl.): 16: 5—40.
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XapakTepucTnka BapnaHTOB HYKJIeOTUAHOM nocnepoBaTtenbHocTu reHa CFTR
y nauMeHToB ¢ MmykoBucuugosom PO B 2024 r.

TpapuumoHHoe Ha-

3BaHue reHeTu4yeckoro

BapuaHTa
F508del

CFTRdele2,3

E92K
1677delTA
3849+10kbC>T
2143delT

2184insA

w1282X
L138ins

N1303K
G542X

L467F;F508del

394delTT
R334W
W1282R
1367del5
3821delT
S466X;R1070Q
R1066C
$1196X
2789+5G>A
W1310X
3272-16T>A
3944delGT
712-1G->T

CFTRdup7-11(6b-10%)

S$466X
L1335P
621+1G>T
4015delA
R1162X
R785X
1898+1G->C
R553X
2183AA>G
G85E
175delC
1898+2T>C

3667ins4

D1152H
$434X
3272-26A>G
G194R
S1159F
S$1159P
E217G;G509D
1898+1G->A
3659delC
3849G->A
A96E

CFTRdele2(2*)

L732X
S945L
R1158X

Haseanue no koaupyiowein
AHK

c.1521_1523delCTT

c.54-
5940_273+10250del21kb

C.274G>A
c.1545_1546delTA
c.3718-2477C>T
c.2012delT

€.2052_2053insA
(c.2052dupA)

.3846G>A
¢.413_415dupTAC
¢.3909C>G
c.1624G>T

¢.[1399C>T;
1521_1523delCTT]

c.262_263delTT
¢.1000C>T
c.3844T>C
c.1243_1247delAACAA
c.3691delT
¢.[1397C>G;3209G>A]
€.3196C>T
¢.3587C>G
€.2657+5G>A
c.3929G>A
c.3140-16T>A
¢.3816_3817delGT
¢.580-1G>T

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

c.1397C>G
c.4004T>C
c.489+1G>T
c.3883delA
c.3484C>T
€.2353C>T
c.1766+1G>C
c.1657C>T
¢.2051_2052delAAinsG
€.254G>A
c.43delC
c.1766+2T>C

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

c.3454G>C
c.1301C>G
¢.3140-26A>G
c.580G>A
c.3476C>T
c.3475T>C
c.[650A>G];[1526G>A]
c.1766+1G>A
c.3528delC
c.3717G>A
c.287C>A
c.(53+1_54-
1)_(164+1_165-1)del
c.2195T>G
€.2834C>T
c.3472C>T

HaseaHue no cuHtesupye-
Momy Genky

p-(Phe508del)
p.(Ser18Argfs*16)

p.(Glu92Lys)
p.(Tyr515%)
p.(=)
p.(Leu671%)
p.(GIn685Thrfs*4)

p.(Trp1282*)
p.(Leu138dup)
p.(Asn1303Lys)

p.(Gly542*)

p.(Leu467Phe;Phe508del)

p.(Leu88llefs*22)
p.(Arg334Trp)
p.(Trp1282Arg)
p.(Asn415%)
p.(Ser1231Profs*4)
p.(Ser466*;Arg1070Gin)
p.(Arg1066Cys)
p-(Ser1196*)
p-(=)
p.(Trp1310%)
p.(=)
p.(Ser1273Leufs*28)
p-(=)
p-(=)
p.(Ser466*)
p-(Leu1335Pro)
p-(=)
p.(lle1295Phefs*33)
p.(Arg1162*)
p.(Arg785*)
p-(=)
p-(Arg553*)
p.(Lys684Serfs*38)
p.(Gly85Glu)
p.(Leu15Phefs*10)
p-(=)
p-(Thr1179llefs*17)

p.(Asp1152His)
p.(Ser434*)
p-(=)
p.(Gly194Arg)
p-(Ser1159Phe)
p-(Ser1159Pro)
p.(Glu217Gly;Gly509Asp)
p-(=)
p-(Lys1177Serfs*15)
p.(=)
p-(Ala96Glu)

p-(=)

p-(Leu732%)
p-(Ser945Leu)
p.(Arg1158*)

Knacc

[}
vi

HEen3BecTHO
1
v
!

HeunseectHo

|
HEeU3BecTHO
Il

|
v
|
v
|
|

vi

v
HEen3BecTHO
v
HEen3BecTHO
HEeU3BecTHO
Hen3BecTHO
HEeU3BeCTHO
|
|
HEU3BeCTHO
HEU3BeCTHO

vi

|
HEen3BecTHO
|

®deHoTun

TSXKENbIA
TSOKenNbIv

MSrKUIA
TSKENbIA
MSArKUIA
TSKENbIA

TXKenbIv

TSKENbIA
MSArKnin
TXKEnNbIA
TXKEenbIv

TSXKENbIn

TSOKEenNbIA
MArKnin
TSOKenNbIv
TSOKEenNbIA
TSOKEenNbIv
TSOKEenNbIv
TSOKenNbIv
TSKenNbIv
MSArK1in
TSXKenNbIv
MSArKnin
TSXKENbIA
TSXKENbIA

TSKEenNbIA

TRXENbIA
MSArKUi
TSKENbIA
TSXKENbIA
TSXKENbIA
TSXKENbIA
TSKENbIA
TSXKENbIA
TSKEenNbIA
TSOKEenNbIA
TSKEenNbIA
TSKEenNbIA

TRXENbIA

MSArK1in
HEeU3BeCTHO
MSArKuin
HEeU3BeCTHO
MSArKnin
MSArKUin
MSArKnin
TSXKEnNbIv
TSXKenNbIA
MSArKnin
MSArKUin

TSOKenNbIv

TRXKENbIA
MSrKUiA
TSXKENbIA

Knunuyeckasg
3HaYMMOCThb Mo 6ase
CFTR2

NaToreHHbIN
NaToreHHbIn

naToreHHbIN
naToreHHbIN
naToreHHbIN
naToreHHbIN

NaToreHHbIN

naToreHHbIN
naToreHHbIn
naToreHHbIn
NaToreHHbIn

naToreHHbIN

naToreHHbIn
naToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIN
NaToreHHbIn
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIn
NaToreHHbIN
NaToreHHbIN

NaToreHHbIn

NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
naToreHHbIn
NaToreHHbIn
nNaToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn

NaToreHHbIN

vvcc
NaToreHHbIN
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
He onucaH
NaToreHHbIN
NaToreHHbIN
NaToreHHbIn
NaToreHHbIN

naToreHHbIn

NaToreHHbIN
NaToreHHbIN
NaToreHHbIN

4346
503

339
233
198
178

163

154
150
140
123

98

73
66
54
51
49
47
43
40
38
34
26
26
24

23

20
19
18
17
17
16
14
14
13
13
12
12

12

12
11
10
10
10
10
10

0 ©O© o © O o o

%

51,52
5,96

4,02
2,76
2,35
2,11

1,93

1,83
1,78
1,66
1,46

1,16

0,87
0,78
0,64
0,60
0,58
0,56
0,51
0,47
0,45
0,40
0,31
0,31
0,28

0,27

0,24
0,23
0,21
0,20
0,20
0,19
0,17
0,17
0,15
0,15
0,14
0,14

0,14

0,14
0,13
0,12
0,12
0,12
0,12
0,12
0,11
0,11
0,11
0,11

0,11

0,11
0,11
0,09

(e 0]
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Mpunoxenus

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
83
84
85
86
87
88

89

90

91

92
93
94
95
96
97
98

99

100
101
102
103
104
105
106
107
108
109
110
111
112
113
114

TpapuuMOHHOE Ha-
3BaHNe reHeTU4ecKoro
BapuaHTa
R117C
R347P

1248+1G>A
2721del11

4016insT
604insA
D110H
R117H
Y84X
1811+1,6kbA>G
2751+1G>A
574delA
Q290X
Q39X
1259insA
1717-1G->A
2043delG
3272-11A>G
365-366insT
4374+1G>A
c.1210-11T>G

CFTRdele9(8*)

L812X
Q493R
R347H
R75X
R792X
$1455X
T1036N
1525-1G->A
1716+1G->A
185+1G->T
3130delA
4382delA

4428insGA
€.3815_3816insTTG

CFTRdele4-11(4-10%)

P205T
R668C
W79X
306delTAGA
3120+1G>A
3271+1G>T
541del4

CFTRdele1-11(1-10%)

D579Y
E831X
G480S
G509R
G551D
G970D
K710X
L581X
P205S
Q98R
R1066H
R153I1
Y1032C
Y1092X
Y275fs

HasBaHue no kogupyiowien
RHR pYy!

€.349C>T
c.1040G>C
c.1116+1G>A

€.2589_
2599delAATTTGGTGCT

¢.3889dupT
c.472dupA
c.328G>C
c.350G>A
c.252T>A
c.1679+1634A>G
C.2619+1G>A
c.442delA
c.868C>T
c.115C>T
c.1127_1128insA
c.1585-1G>A
c.1911delG
c.3140-11A>G
c.233dup
c.4242+1G>A
c.1210-11T>G

c. (1116+1_1117-
1)_(1209+1_1210-1)del

€.2435T>A
c.1478A>G
c.1040G>A
€.223C>T
€.2374C>T
c.4364C>G
c.3107C>A
c.1393-1G>A
c.1584+1G>A
c.53+1G>T
c.2998delA
c.4251delA

c.4296_4297insGA
(c.4300_4301dupGA)

¢.3815_3816insTTG
c.(273+1_274-
1)_(1679+1_1680-1)del
c.613C>A
€.2002C>T
c.236G>A
c.174_177del
€.2988+1G>A
¢.3139+1G>T
¢.409_412delCTCC

c.(?-1)_(1584+1_1585-1)

del

c.1735G>T
c.2491G>T
c.1438G>A
c.1525G>C
c.1652G>A
€.2909G>A
c.2128A>T
c.1742T>A

c.613C>T
c.293A>G
c.3197G>A

c.458G>T
¢.3095A>G
c.3276C>A

c.822_826delATACT

HaseaHue no cuHTe3unpye-

Momy Genky

p.(Arg117Cys)
p.(Arg347Pro)
p-(=)
p-(lle864Serfs*28)

p.(Ser1297Phefs*5)
p.(Ser158Lysfs*5)
p-(Asp110His)
p-(Arg117His)
p.(Tyr84*)
p-(=)
p-(=)
p-(lle148Leufs*5)
p-(GIn290*)
p.(GIn39*)
p.(GIn378Alafs*4)
p-(=)
p.(GIn637Hisfs*26)
p-(=)
p.(Trp79Leufs*32)
p-(=)
p-(=)
p-(=)
p.(Leu812*)
p.(GIn493Arg)
p-(Arg347His)
p.(Arg75*)
p.(Arg792*)
p-(Ser1455*)
p.(Thr1036Asn)
p-(=)
p-(=)
p-(=)
p.(lle1000Leufs*2)
p.(Glu1418Argfs*14)

p.(Ser1435Glyfs*14)

p.(Val1272-
Ser1273insTrp)

p-(=)

p.(Pro205Thr)
p.(Arg668Cys)
p.(Trp79*)
p.(Asp58Glufs*32)
p-(=)
p-(=)
p.(Leu137Tyrfs*15)
p-(=)
p-(Asp579Tyr)
p.(Glu831*)
p.(Gly480Ser)
p-(Gly509Arg)
p.(Gly551Asp)
p.(Gly970Asp)
p.(Lys710%)
p-(Leu581*)
p-(Pro205Ser)
p.(GIn98Arg)
p.(Arg1066His)
p.(Arg153lle)
p.(Tyr1032Cys)
p.(Tyr1092*)
p. (Tyr275fs)

Heun3BecCcTHO

HEen3BecTHO
|
v

Vil

|
HEeU3BeCTHO
v
|
|

®deHoTUn

MSArKnin
MSArKUiA
TSXKenNbIA

TSOKEenNbIA

TSXKENbIA
TSXKENbIA
MSArKUin
MSrKUiA
TSKENbIA
MSrKUiA
TSKEenNbIA
TSXKENbIA
TSKEenNbIA
TSKEenNbIA
TKEenNbIA
TSOKEenNbIv
TSOKEeNbIA
MArKnin
TSOKEenNbIA
TSOKEenNbIA
MSArKnin

TSXKENbIA

TSOKEenNbIv
TSKenNbIv
MSArKUin
TSXKenNbIv
TXKEnNbIA

THO
HEen3BecTHO
|
|
|
|
Vi

HEen3BeCTHO

Vil

HEen3BecTHO

HEeU3BeCcTHO
|

THO
MSArKnin
TSXKENbIA
TRXKENbIA
TSXKENbIA
TSKENbIA
MSrKUiA

MSArK1in

MSArK1in

TSKEnNbIv

MSArKUin
MArKnin
TSOKEenNbIA
TSOKenNbIA
TSOKenbIv
TSOKEenNbIv
TSOKEenbIv

TSXKENbIA

TSOKenbIv
MSArKnin

THO
HEen3BeCTHO
n
HEen3BeCTHO
|
|
HEen3BecTHO
HEen3BecTHO
HEen3BecTHO

THO
MSArK1in
TSOKEenNbIv
HENU3BeCcTHO
TSXKenNbIv
TSKenNbIv
MSArKUin
MSArKnin
HENU3BeCcTHO

THO
HEen3BecTHO
1
1

THO
MSArKUin

TSKENbIA

TSXKENbIA

Knununyeckas
3Ha4YMMOCTb No 6a3se
CFTR2
NaToreHHbIN
NaToreHHbIN
NaToreHHbIn

NaToreHHbIn

NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
vvcc
NaToreHHbIN
NaToreHHbIN
naToreHHbIn
naToreHHbIN
naToreHHbIn
NnaToreHHbIn
naToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
vvcc

NaToreHHbIN

NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIn
NaToreHHbIN
vvcc
NaToreHHbIn
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN

NaToreHHbIN
NaToreHHbIN

NaToreHHbIN

naToreHHbIN
He naToreHHbIN
naToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
NnaToreHHbIn

NaToreHHbIN

NaToreHHbIn
NaToreHHbIn
NaToreHHbINn
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIn
NaToreHHbIn
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
vvcc
NaToreHHbIN
He onucaH

> & H A A bhboooooaoaoaoaoa a g oo g g oo oo o0 o0 o0 o0 NSNSN~N-~N ~ ~N 0

ES
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0,09
0,09
0,08

0,08

0,08
0,08
0,08
0,08
0,08
0,07
0,07
0,07
0,07
0,07
0,06
0,06
0,06
0,06
0,06
0,06
0,06

0,06

0,06
0,06
0,06
0,06
0,06
0,06
0,06
0,05
0,05
0,05
0,05
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
0,04
0,04
0,04
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115
116
117
118
119
120
121
122

123

124
125
126
127
128
129
130
131
132
133

134

135

136

137

138

139

140
141
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
171

TpapuuMOHHOE Ha-
3BaHNe reHeTU4ecKoro
BapuaHTa
Y569H
1001+2T>G
1812-1G>C
2184delA
3359delCT
3791delC
4022insT
4040delA

5T;TG12

681delC
711+3A>G
711+5G>A
A141D
A455E
c.1219delG
c.1608del
c.1708_1712del
¢.3380_3383del
C590Y
CFTRdele19-
21(17a-18%)

CFTRdele2-8(2-7%)

CFTRdele4-8(4-
7*);dele10-11(9-10%)

CFTRdele8(7*)
CFTRdup7-8(6b,7*)

D443fs

D993A
E1104X
E403D
E92X
G1047S
G178R
G509V
11234V

M1028fs

Q1291R
Q1476X
$1094X
S$1255P
w202L
W277X
W360P
W361X
W846X
Y362X
Y569D
1078delT
1149delC
1249-5A>G
1341+1G>A
1394delC
1411delA
1660delG
169dupT
1716+18672A>G
1811+2T>C
1893delT
2114delT

HasBaHue no kogupyiowien
RHR pYy!

¢.1705T>C
c.869+2T>G
c.1680-1G>C
c.2052delA
€.3229_3230delCT
c.3659delC
c.3890_3891insT
c.3908delA
c.[1210-12[5];1210-
34TG[12]]
c.550delC
¢.579+3A>G
¢.579+5G>A
c.422C>A
c.1364C>A
c.1219delG
c.1608delA
c.1708_1712delTTATT
€.3380_3383delGAAG
c.1769G>A

¢.(2988+1_2989-
1)_(3468+1_3469-1)del
c.(53+1_54-
1)_(1116+1_1117-1)del
c.(273-1_274+1)_
(869+1_870-1)

del(1209-1_1210+1)_
(1392+1_1393+1)del

¢.(868+1_870-
1)_(1116+1_1117-1)del

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

c.1329_1350delTATTAATTT

CAAGATAGAAAGA
c.2978A>C
c.3310G>T
c.1209G>C

C.274G>T
c.3139G>A
¢.532G>A
c.1526G>T
¢.3700A>G

c.3084_
3088delGTTGAInSATG

c.3872A>G
c.4426C>T
c.3281C>G
¢.3763T>C
c.605G>T
c.831G>A
c.1078A>C
c.1083G>A
c.2537G>A
c.1086T>A
c.1705T>G
c.948delT
c.1017del
c.1117-5A>G
c.1209+1G>A
c.1262delC
c.1279del
c.1528delG
c.37dup
c.1584+18672A>G
c.1679+2T>C
c.1761del
c.1982delT

HaseaHue no cuHTe3unpye-

Momy Genky

p.(Tyr569His)
p-(=)
p-(=)
p.(Lys684Asnfs*38)
p.(Leu1077Valfs*78)
p.(Thr1220Lysfs*8)
p.(Gly1298Trpfs*4)
p.(Asn1303Thrfs*25)
p-(=)
p.(Leu184Phefs*5)
p-(=)
p-(=)
p-(Ala141Asp)
p.(Ala455GIu)
p.(Glu407Asnfs*35)
p.(Asp537Thrfs*3)
p.(Leu570Argfs*17)
p.(Gly1127Glufs*6)
p.(Cys590Tyr)

p-(=)

p.(Asp443Glufs*19)

p.(Asp993Ala)
p.(Glu1104*)
p-(Glu403Asp)
p.(Glu92*)
p.(Gly1047Ser)
p.(Gly178Arg)
p-(Gly509Val)
p-(lle1234Val)

p.(Met1028lle17Ter)

p.(GIn1291Arg)
p.(GIn1476%)
p-(Ser1094*)
p.(Ser1255Pro)
p.(Trp202Leu)
p.(Trp277*)
p.(Thr360Pro)
p.(Trp361*)
p.(Trp846*)
p.(Tyr362*)
p.(Tyr569Asp)
p.(Phe316Leufs*12)
p-(lle340Serfs*29)
p-(=)
p-(=)
p.(Thr421llefsX21)
p.(Ser427Alafsx16)
p-(Val510Phefs*17)
p.(Ser13fs)
p-(=)
p-(=)
p.(Phe587Leufs*8)
p.(lle661Thrfs*2)

Knacc ®deHoTUn
HEen3BecTHO MSArKnin
THO THO
| TSXKENbIA
| TRXKENbIA
| TSXKENbIA
| TRXENbIA
| TSXKENbIA
| TSXKENbIA
v MSArKnin
| TSXKENbIA
HEeU3BecTHO MArKnin
HEeU3BecTHO TSXKENbIA
HEeU3BeCcTHO MArKnin
') MArKnin
| TXKEnNbI
| TSOKenNbIv
HEW3BECTHO  TSXenbli
| TSOKEenNbIv
THO THO
vil TSKENbIA
vil TSXKENbIA
vil TRXKENbIA
Vil TSKEenNbIA
vil TSXKENbIA
| TSKEenNbI
HEU3BEeCTHO MSArKnin
| TSXKenNbIv
HEU3BECTHO  TSXKenbli
| TSXKENbIA
HEenU3BeCcTHO MSArKUiA
1] TRXKENbIA
THO THO
HEeU3BecTHO MSrKUIA
| TSOKEenbIv
HEU3BECTHO HEWU3BECTHO
HEen3BeCcTHO MSrKUiA
HEU3BECTHO  TSXKenbl
[} TSOXKENbIA
THO THO
| TSKEenNbIA
HEU3BECTHO  TSKenbln
| TSOKEnNbIA
| TSOKEenNbIA
| TSOKEenNbIv
1 TSOKenNbIv
| TSOKEenNbIA
HEU3BECTHO  TSXKenbiv
HENU3BeCcTHO MSArKnin
HEU3BECTHO  TSXKenbin
HENU3BECTHO  TSXKenbii
| TSKenNbIv
| TSXKenNbIv
HEU3BECTHO  TSXKenbln
HEenU3BeCcTHO MSArKUin
HEU3BECTHO  TSXKenbli
HEU3BECTHO  TSXKEenbli
| TSXKENbIA

Knununyeckas
3Ha4YMMOCTb No 6a3se
CFTR2

NaToreHHbIN
NaToreHHbIN
NaToreHHbIn
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN

VVCC

NaToreHHbIN
NaToreHHbIn
NaToreHHbIn
naToreHHbIn
naToreHHbIn
naToreHHbIn
naToreHHbIn
naToreHHbIn
NaToreHHbIn
He onucaH

naToreHHbIN

NaToreHHbIN

NaToreHHbIN

naToreHHbIn

naToreHHbIN

naToreHHbIn

vvcc
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN

He onucaH

vvcc
vvcc
He onucaH
naToreHHbIn
He onucaH
naToreHHbIn
He onucaH
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
He onucaH
NaToreHHbIN
NaToreHHbIn
NaToreHHbIN
He onucaH
NaToreHHbIn
He onucaH
NaToreHHbIN
NaToreHHbIn
He onucaH
NaToreHHbIN
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%

0,04
0,02
0,02
0,02
0,02
0,02
0,02
0,02

0,02

0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02

0,02

0,02

0,02

0,02
0,02

0,02

0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02

0,02

0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
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Mpunoxenus

Ne

172
173
174
175
176
177
178
179
180
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

211
212

213
214
215

216

217

218

219

220

221

222

223
224
225
226
227

TpapuuMOHHOE Ha-
3BaHNe reHeTU4ecKoro
BapuaHTa
2221insA
2444delA
2634delT
2702delA
2790-2A->G
2813delA
2887delT
296+12T>C
296+1G>T
3041delG
3121-2A>G
3125delA
3199del6
3321delG
3662delA
3849+1219C>A
3849+5G->A
4005+1G>T
4005+4485A>T
4006-2A>G
406-1G>A
4095+1G>T
624delT
659delG
663insT
-741T->G
840insT
875+2T>A
982delA
A1256P
€.2493del
c.264_268del
c.324del
c.353del
c.3615_3625del
c.3893del

¢.3927_3938del
c.4078del
¢.4094_4098delins

c.583del
c.71_72delTGinsA

CFTRdele12-13(11-12%)
CFTRdele1-24

CFTRdele14a-15(15-17%)

CFTRdele16-
17b(18-20%)

CFTRdele19-20(17*)
CFTRdele23(20%)
CFTRdele25-27(22-24%)
CFTRdele8-9(7-8%)
CFTRdup11-22(10-19%)

CFTRdup4-22(4-19*)

D572N
D979V
E1371dup
E1433K
E379X

HasBaHue no kogupyiowien
RHR pYy!

¢.2089dup
c.2312del
c.2502del
c.2570delA
c.2658-2A>G
c.2681del
€.2755delT
c.164+12T>C
c.164+1G>T
€.2909del
c.2989-2A>G
c.3123del
¢.3067_3072del
c.3189del
c.3530delA
c.3717+1219C>A
c.3717+5G>A
¢.3873+1G>T
€.3873+4485A>T
c.3874-2A>G
€.274-1G>A
€.3963+1G>T
c.494delT
c.527del
c.531dup
c.-812T>G
€.708dupT
c.743+2T>A
c.850del
c.3766G>C
€.2493delG
c.264_268delATATT
c.324delC
c.353delC
c.3615_3625del
c.3893delG

€.3927_
3938delGTGGAGTGATCA

c.4078delG

c.4094_
4098delinsGATGAACCTCAG

c.583delC
c.71_72delinsA

c.(1679-1_1680+1)_
(2490+1_2491-1)
c.(?_-1270)_(*1553_?)del
¢.(2490+1_2491-
1)_(2908+1_2909-1)del

¢.(2908+1_2909-
1)_(3367+1_3368-1)del

c.(2988+1_2989-
1)_(3367+1_3368-1)del
c.(?_3718-1)_(3873+1_?)
del
c.(3963+1_3964-1)_(*1_?)
del

c.(1116+1_1117-
1)_(1209+1_1210-1)del

c.(1392+1_1393-
1)_(3717+1_3718-1)dup

c.(273+1_274-
1)_(3717+1_3718-1)del

c.1714G>A
¢.2936A>T
c.4111_4113dup
c.4297G>A
c.1135G>T

HaseaHue no cuHTe3unpye-
Momy Genky
p.(Arg697Lysfs*33)
p.(Asn771ThrfsX2)
p-(Phe834Leufs*10)
p.Lys857Argfs*3
p-(=)
p-(Asn894fs)
p.(Tyr919fs)
p-(=)
p-(=)
p.(Gly970Valfs*11)
p-(=)
p-(Lys1041AsnfsTer19)
p.(lle1023_Val1024del)
p.(Trp1063*)
p.Lys1177SerfsX15
p-(=)
p-(=)
p-(=)
p-(=)
p-(=)
p-(=)
p-(=)
p.(Leu165*)
p.(Ser176Thrfs*25)
p.Gly178TrpfsX5
p-(=)
p-(GIn237SerfsX21)
p-(=)
p-(Met284*)
p.(Ala1256Pro)
p.(Glu831Aspfs*13)
p.(Leu88Phefs*21)
p.(Tyr109Metfs*15)
p.(Ser118Leufs*6)
p.(Ser1206AsnfsX55)
p.(Gly1298Glufs*30)

p.(Trp1310_GIn1313del)
p.(Val1360Phefs*20)
p.(Lys1365Argfs*2)
p.(Ala196Hisfs*19)
p.(Leu24*)

p-(=)

p.(=)

p.(<)

p-(=)
p.(Asp572Asn)
p-(Asp979Val)
p.Glu1371dup
p.(Glu1433Lys)
p.(Glu379%)

Knacc ®deHoTUn
HEU3BECTHO  TSXKenbii
HEU3BECTHO  TSXKenbli
HEU3BECTHO  TSXKEenbii

| TXKEnNbIA
v HEen3BecTHO
1 TRXENbIA
HEU3BECTHO  TSXKEenbli
HEen3BecTHO MSrKUIA
1 TSXKENbIA
HEU3BECTHO  TSXenbli
THO THO
| TKEenNbI
HEU3BECTHO  TSXenbli
| TSOKEenNbIA
| TKEenNbIA
HEen3BecTHO MArKnin
THO THO
| TSKEenNbIv
HENU3BecTHO MArKnin
HEU3BECTHO  TSKenbin
HENU3BECTHO  TSHKEeNbIi
HEU3BECTHO HEU3BECTHO
| TSKenbIv
| TSXKenNbIv
| TSKenNbIv
HEU3BECTHO  TSXKenbld
HENU3BECTHO  TSHKEeNbIi
HEU3BECTHO  TsXKenbl
HEU3BECTHO  TSXKEenbli
THO THO
1 TSXKENbIn
| TRXKENbIA
| TSXKENbIA
1 TSXKENbIA
| TSXKENbIA
| TSKEeNbIA
| TSOKenbIv
| TKEenNbIv
| TSKenbIv
| TSOKEenNbIv
| TSOKEenbIv
Vil TXEnNbIA
Vil TSOKenNbIv
vil TRXKENbIA
vil TSXKENbIA
vil TSKENbIA
vil TSXKENbIA
vil TSXKENbIA
vil TSKENbIA
Vil TSKEeNbI
Vil TSXKENbIA
HEU3BECTHO  TsKenbid
HEenU3BeCTHO MSArKUiA
HEU3BECTHO  TSXKenbld
HEenU3BeCcTHO MSrKUiA
1 TRXKENbIA

Knununyeckas
3Ha4YMMOCTb No 6a3se
CFTR2
NaToreHHbIN
He onucaH
NaToreHHbIN
He onucaH
naToreHHbIN
He onucaH
He onucaH
naToreHHbIN
naToreHHbIN
naToreHHbIn
naToreHHbIN
He onucaH
naToreHHbIn
He onucaH
naToreHHbIn
He onucaH
naToreHHbIn
NaToreHHbIn
He onucaH
NaToreHHbIn
NaToreHHbIn
NaToreHHbIN
NaToreHHbIN
He onucaH
NaToreHHbIN
He onucaH
NaToreHHbIN
NaToreHHbIn
NaToreHHbIN
He onucaH
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
He onucaH
NnaToreHHbIn

NaToreHHbIN
NnaToreHHbIn
He onucaH

naToreHHbIn
NaToreHHbIn

NaToreHHbIn
naToreHHbIn

naToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
naToreHHbIN
He onucaH

naToreHHbIN

NaToreHHbIn
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
naToreHHbIN
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0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01

0,01
0,01
0,01

0,01
0,01

0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01
0,01

0,01

0,01
0,01
0,01
0,01
0,01
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N¢ TpapuuMOHHOE Ha- Haseanue no kogupyioweit | HaseaHue no cuHTe3unpye- Knacc deHoTun Knunuyeckas n %
3BaHNe reHeTU4ecKoro OHK Momy Genky 3Ha4YMMOCTb No 6a3se
BapuaHTa CFTR2
228 E384X c.1150G>T p-(Glu384*) | TSXKenNbIv NaToreHHbIN 1 0,01
229 E402X c.1204G>T p.(Glu402*) | TXEeNbIN naToreHHbI 1 0,01
230 E527fs c.1580dupA p.(Glu528Argfs*40) | TSXKENbI He onucaH 1 0,01
231 E819X €.2455G>T p.(Glu819%) | TSXEeNbIN He onucaH 1 0,01
232 E873E €.2619G>A p.(Glu873Glu) THO THO He onucaH 1 0,01
233 E873X c.2617G>T p.(Glu873*) | TXEeNbI He onucaH 1 0,01
234 E92A c.275A>C p.(Glu92Ala) HEU3BECTHO  TSXenbli NnaToreHHbIn 1 0,01
235 F1052v c.3154T>G p.(Phe1052Val) THO THO vvcc 1 0,01
236 F1078I c.3232T>A p.(Phe1078lle) THO THO naToreHHbli 1 0,01
237 F1286S c.3857T>C p.(Phe1205Ser) HEeU3BeCTHO MSArKuin NaToreHHbIn 1 0,01
238 F508del;11027T e ller LR lem p.(Phe508del;lle1027Thr) I TSXKEeNbIA naToreHHbI 1 0,01
3080T>C]
239 F587V c.1759T>G p.(Phe587Val) HEU3BEeCTHO MSArKuin He onucaH 1 0,01
240 G1061R c.3181G>A p.(Gly1061Arg) HENU3BeCTHO MSArKuin NaToreHHbIn 1 0,01
241 G1249E c.3745G>A p.(Gly1249Arg) THO THO NnaToreHHbIn 1 0,01
242 G1265V c.3794G>T p.(Gly1265Val) HENU3BeCcTHO MSArKuin NaToreHHbIn 1 0,01
243 G194V c.581G>T p-(Gly194Val) HEeU3BeCTHO MSArKuin vvcc 1 0,01
244 G27X c.79G>T p.(Gly27*) 1 TSOKEnNb NaToreHHbIN 1 0,01
245 G314R c.940G>C p.(Gly314Arg) HEU3BECTHO  TSXesbli NaToreHHbIn 1 0,01
246 G451V c.1352G>T p.(Gly451Val) HEU3BECTHO MSITKUIA NMaToreHHbIN 1 0,01
247 G461E c.1382G>A p.(Gly461Glu) Heu3BeCTHO MSITKUIA NaToreHHbIn 1 0,01
248 G509D c.1526G>A p.(Gly509Asp) HEU3BECTHO MSTKUIA He onucaH 1 0,01
249 H1085R c.3254A>G p.(His1085Arg) HEU3BECTHO HEU3BECTHO NaToreHHbIN 1 0,01
250 11328K c.3983T>A p.(lle1328Lys) THO THO naToreHHbIi 1 0,01
251 1175V c.523A>G p.(lle175Val) HEM3BECTHO HEeU3BEeCTHO NaToreHHbIN 1 0,01
252 1506T c.1517T>C p.(lle506Thr) HENU3BECTHO  TSHKEeNbIi NaToreHHbIN 1 0,01
253 1530T c.1589T>C p-(11e530Thr) HEU3BECTHO HEU3BECTHO He onucaH 1 0,01
254 1713fs c.2136delC p-(lle713fs) | TSXKENbIA He onucaH 1 0,01
255 K598ins ¢.1795_1796insAAA p-(Lys598dup) HEU3BECTHO  TSXKEenbii He onucaH 1 0,01
256 K598X c.1792A>T p.(Lys598*) | TXKenNbIv NaToreHHbIN 1 0,01
257 L1093P c.3278T>C p.(Leu1093Pro) HEN3BeCcTHO MSrKuin naToreHHbI’ 1 0,01
258 L218X c.653T>A p.(Leu218*) | TXeNbI naToreHHbI’ 1 0,01
259 L233F c.697C>T p.(Leu233Phe) THO THO naToreHHbIi 1 0,01
260 L454del ¢.1360_1362delTTG p.(Leud54del) HEM3BECTHO  TSKENblil naToreHHbli 1 0,01
261 L568F c.1704G>T p.(Leu568Phe) THO THO naToreHHbli 1 0,01
262 L863X c.2586delG p-(Leu863*) | TAXENbIA He onucaH 1 0,01
263 L927P €.2780T>C p.(Leu927Pro) HEU3BECTHO  TSXKenbli NaToreHHbIn 1 0,01
264 M152vV c.454A>G p.(Met152Val) HEU3BECTHO  TSXenbli naToreHHbIn 1 0,01
265 M1T c.2T>C p-(=) HEU3BECTHO  TSXKesbli NaToreHHbIn 1 0,01
266 M952I c.2856G>C p.(Met952lle) HEU3BeCcTHO MSArKuin He NaToreHHbIi 1 0,01
267 N505H c.1513A>C p.(Asn505His) HEU3BECTHO  TSXKesbli naToreHHblin 1 0,01
268 N886fs c.2657delA p.(Asn886fs) HEU3BECTHO  TSHKEnbIi He onucaH 1 0,01
269 P5L c.14C>T p.(Pro5Leu) THO THO vvccC 1 0,01
270 Q1038X c.3112C>T p-(GIn1038*) 1 TSOKENbl naToreHHbIn 1 0,01
271 Q1313X ¢.3937C>T p.(GIn1313*) | TAXENbIA NaToreHHbIn 1 0,01
272 Q1412X c.4234C>T p-(GIn1412%) 1 TSOKENbIA NaToreHHbIn 1 0,01
273 Q359K;T360K c.[1075C>A;1079C>A] p.(GIn359Lys;Thr360Lys) Hen3BeCTHO Heu3BeCTHO NaToreHHbIn 1 0,01
274 Q372X c.1114C>T p.(GIn372*) HEU3BECTHO  TSKenbli NaToreHHbINn 1 0,01
275 Q378X c.1132C>T p-(GIn378*) HEU3BECTHO  TSKenbiv NaToreHHbIN 1 0,01
276 Q720X c.2158C>T p-(GIn720*) | TSKENbIA NaToreHHbIN 1 0,01
277 Q890X €.2668C>T p-(GIn890*) | TKenNbIA NaToreHHbIN 1 0,01
278 R1070Q c.3209G>A p.(Arg1070Gin) v MSArkuin vvcC 1 0,01
279 R1070W €.3208C>T p.(Arg1070Trp) v MSArkuin vvce 1 0,01
280 R1102X c.3304A>T p.(Arg1102*) | TXenNbIv NaToreHHbIN 1 0,01
281 R1162L ¢.3485G>T p.Arg1162Leu HEeU3BeCTHO YR He NaToreHHbIi 1 0,01
282 R347L c.1040G>T p.(Arg347Leu) HEeU3BeCTHO MSArKuin NaToreHHbIin 1 0,01
283 R352Q c.1055G>A p.(Arg352Gin) HEN3BECTHO HEN3BECTHO naToreHHbli 1 0,01
284 R709X c.2125C>T p.(Arg709*) HEU3BECTHO HEeuU3BecTHO NaToreHHbIn 1 0,01
285 R764X €.2290C>T p.(Arg764*) HEU3BECTHO  TSXenbli NaToreHHbIn 1 0,01
286 R851X c.2551C>T p.(Arg851*) | TXeNbIn naToreHHbIi 1 0,01
287 S182R c.544A>C p.(Ser182Arg) HEeU3BeCcTHO MArKnin He onucaH 1 0,01
288 S549N c.1646G>A p.(Ser549Asn) n TSXEeNbI naToreHHbli 1 0,01
289 S549R(T>G) c.1647T>G p.(Ser549Arg) HEU3BECTHO  TSXKenbli NnaToreHHbIn 1 0,01
290 T465P c.1393A>C p.(Thr465Pro) HEn3BeCcTHO Msrkuii He onucaH 1 0,01
291 T501A c.1501A>G p-(Thr501Ala) THO THO NaToreHHbIn 1 0,01
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MpunoxeHus

Mpumeyanune: VWCC - Variant of Varying Clinical Consequence, BapuaHT ¢ pasnnyHbIMi KIMHUYECKUMW NOCNEACTBUSMU.

NMPUJI0OXEHMUE 3

HauuoHanbHOCTM NauMeHTOB perucTpa no deaepanbHbiM okpyram Poccuiickoin depgepauun




Peructp naumeHToB ¢ MykoBucLmao3om B Poccuiickoii Pepepauun. 2024 rog,

OCHOBHbIe 3THUYECKUE rpynnbl N0 BcemMm peaepasibHbIM OKpyram u ropogam
denpepanbHOro 3HayeHus (pacnpocrtpaHéHHocTb 21) (%)

OTHUYeCcKMe rpynnbl cpegHen pacnpocrtpaHéHHocTtu (0,5-0,9) no Bcem pepepanbHbiM
okpyram u ropogam degnepasnbHoOro saHa4yeHusa (%)

Manble aTHu4eckue rpynnsi (0,2-0,4) (%)

Penkune atHuuyeckue rpynnsl (0,1-0,19) no Bcem dpenpepasibHbIM OKpyram u ropogam
denepanbHoro saHa4yeHusa (%)




MpunoxeHus

OuyeHb pegkue aTHn4eckue rpynnbl (<0,1) no Bcem pepepanbHbIM OKpyram v ropogam
denepanbHoro sHayeHus (%)

YcnoBHble 0603HaYeHus

Coxkpamenus ¢enepatbHbIX OKPYTOB:

H®DO — LeHTpanbHbIi henepalbHbIil OKPYT

C3®O — CeBepo-3ananHblii emaepaybHbI OKPYT
ODO — IOxHbI henepalbHbIi OKPYT

PO — TlNpuBoKcKuit henepaabHbIil OKPYT

Y®O — VYpanbckuii henepanbHbIil OKPYT

C®DO — Cubupckuii dhenepalbHbIN OKPYT

J®O — [TanbHeBOCTOUHBIN (heaepatbHbIA OKPYT
CK®O — Cesepo-Kaskasckuii henepaibHbIil OKpYT

IMpumeuanus:

* TIpOUYEpK (—) O3HAYAET OTCYTCTBUE NaHHBIX uian 3HaueHue <0,05;

* BCe 3HAYEeHUs yKa3aHbl B npoLeHTax (%);

* Mocksa u Cankt-IleTepOypr BEIIEICHBI OTISIHFHO KaK ropona dheaeparbHOro 3HaYeHHS.

JIoMHHUpYIOLIAs TPYNNA: PyCCKUE COCTABISIIOT 79,6 OT BCex MAallMeHTOB PEerucTpa, ¢ MaKCHu-
MaibHoM fojeit B Cubupckom @O (94,6) nu munumanbHoit B CeBepo-Kabkazckom @O (29.4).

PeruoHasibHbie 0COOEHHOCTH:

+ B [IpuBomkckoM PO 3HAYUTETLHYIO HOJIIO COCTABIsIOT TaTtapsl (11,1) u uyBamm (7,1);

+ B CeBepo-Kaskasckom @O mnpeobinanaioT yeyeHus! (40,8) Hag pycckumu (29,4);

+ B IOxHoM DO BbicOKas 0 KPBIMCKUX TaTap (4,5).

DTHHYECKOE pa3HOOOpa3me: B PeTUCTpe TIPEACTaBIeHO Oosee 50 pa3IMuHBIX STHUIECKUX TPYIIIL,
YTO OTpaXkaeT MHOTOHAIIMOHAbHBIN cocTaB Poccuiickoit denepanvu.
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