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MpuBeTcTBEHHOE CNOBO

E.K. I'unrep,

akanemuk PAH, mpodeccop, nokrop
OMOJIOTMYECKUX HAYK, HAYYHBII PYKOBOIMUTEb
®OIBHY «MTI'HL»

YBaxaembie konnerun!

Ipencenatens Oprkomutera Peructpa 60JbHBIX MYKOBUCIIMIO30M B
P® 3aBenyroinas HaydHO-KIMHUYECKUM OTaesioM MykoBucunnoza ®I'BHY
«Menuko-reHeTruuecKuil HayYHblii LIeHTp» KonnpatheBa Enena MBaHOBHa
0o0paTWyiach KO MHE C MPEIJIOKEHUEM HAMUcaTh MPUBETCTBEHHOE CJIOBO K
13-omy usnanuio Peructpa. Takue MpUBETCTBEHHBIE CI0BA K MPEAbIAYIIAM
usznanusgMm Perucrtpa paHee mucaiu Opyrue U3BeCTHbIE crenuanuctol. C
HEKOTOPBIMU M3 STUX OT3bIBOB S1 O3HAKOMWICS. B HUX aBTOPHI aHAIUM3UPYIOT
pa3JIMYHbIE CTOPOHBI KOHTEHTA PETUCTPA, HO MHE XOUYETCS CKa3aTh HEMHOIO
O Ipyrom.

Peructp cozgaBaiics B MO0 OBITHOCTb AUpPEKTOpa MennKo-reHeTU4eCKOro
HAy4YHOTO LIEHTPA U K MOMEHTY €ro CO3AaHus COTPYAHUKAMU HAyYHO-KOHCYJIb-
TaTUBHOTO OT/AEJIa MyKOBUCIIMA03a, KOTOphIM pyKoBoau rpod. H.W. Kamnpa-
HOB, ObLIa MTpOJe/IaHa OYEeHb 0OJIbIIas PpaboTa MO CO3AAHUI0 UH(MPACTPYKTYPhI
B CTpaHe Mo OKa3aHU0 3(PHEeKTUBHON MOMOIIU OOTBbHBIM MyKOBUACLIMIO30M. B
pesyJbTaTte 3Toii padboThl B Poccun BO3HUKIIO HECKOJBKO AecsTKOB LIeHTpOB,
B KOTOPBIX CIELUATIMCTBI PA3HOTO MPOGMWIIS JEYUIU MHOTOILUIAHOBO OOJIbHBIX
MYKOBUCLMI030M. COTPYIHUKHU STUX LIEHTPOB MOAACPKMBATU MOCTOSHHYIO
cBs3b ¢ otnenoM H.M. KanpaHoBa U MHOTHE CTaXUPOBAJIUCH B HeM. MHe
KaXkeTcsl, uTo 6e3 3Toil paboThl cozaaHue Peructpa 001bHBIX MyKOBUCIII030M
B Poccuu B Hauaste 2000-x rogoB Bpsiz Jii ObUTO BO3MOXHBIM. Terneph, mpasaa,
JIaHHbIE O OOJIbHBIX MYKOBHUCIIMIO30M MPEACTABISIOT NPAKTUYECKU BCE
peruoHbsl Poccuu 1, pabota CTpoUTCS Ha APYTMX OCHOBAHUSIX.

OkoHyaTeabHbIN BUA (CTPyKTypa) Peructpa 001bHBIX MyKOBUCLIMAO30M B
P® croxucst k 2012 romy. A TiepBoe IeyaTHOE U3IaHNe, BKITIOYMBIICE JTaHHEBIC
o 1026 manuenTam ¢ MB u3 17 pernonoB Poccuu, Bkimroyast MOCKBY, BBIIILIO
B xXypHaiie [TynbmoHosorus B 2014 rony.

B IIpuBeTcTBUSIX K pa3HBIM U3AaHUSIM Peructpa ormedanoch, YTO B
coznanuu Peructpa 6oJblinyto posb ceirpaiu npod. H.W. KanpaHos, akan.
A.T. YyyayiiH ¥ HEKOTOPbIE IPYTHE UCCIIENOBATENN, HO MHE XOUETCS OTMETHUTD,
YTO 3HAYUTEJIbHYIO TPAKTUYECKYIO pa0OTY MO OMPENEICHUIO CONEePXKATETbHOM
yactu Perucrtpa, ee COOTBETCTBUS YyXke CyllecTBOBaBlleMy EBpomeiickomy
Peructpy 60abHbIX MyKoBUCIIMA030M TpoBena npod. H.FO. Kammupckas,
KOTOpPasi, HACKOJbKO MHE M3BECTHO, MPOAOJIKAET 3Ty PadOTy, UTO AENaeT
JIOCTYIHBIM cofepxkaHue Poccuiickoro peructpa He TOJIbKO 111 EBpornbl, HO
u st Bcero Mupal!

B nacTosmiee Bpemsi Peructp 00JbHBIX MyKOBUCIIMI030M P®D — 310
Cepbe3HbI TPy, BKJIOUYAIOIIUK 0011yI0 MH(GOPMALIUIO, COCTOsIILYIO0 U3 14
pazaenoB u 2 npuwioxeHuid. B Peructp 2023 r. BkitoueHbl JaHHbIe 0 4058
o6osbHbIX: 3038 XuBbIX U 40 ymeplInx, HaOIIOJABIIMXCS B TEKYILIEM TOay, a
Takxke 821 malMeHTOB, KOTOpble He HaOJIOAAIUCh B TeKylleM romy, 1 159,
KOTOpbIE HE OCMATPUBAJIUCh B TEUEHHUE TPEX JIET. DTO OTPOMHBIN MaTepua,
TpeOyIolInii crienraabHOro aHaausa. JIroboil peructp mpeacTaBiisieT co0oit
WHCTPYMEHT [JISI MOCJIEAYIOUIEeTro JeTAIbHOTO aHaiu3a. Bo3MOXHO Takoi
aHaJIU3 OJXKEH MPOBOAUTHCS Pa3 B HECKOJIBKO JIET, C TEM YTOOBI BbISIBUTH
JUHAMUKY OCHOBHBIX MOKAa3aTeaeil COCTOSHUS OOJbHBIX MYKOBUCLUI030M,
HAYMHAas C TUATHOCTUKU U, 3aKaHYKBast 9 (HEKTUBHOCTHIO TEPANTUU, KOTOPAsT
CTaHOBUTCS Bce OoJjiee aTUOMaroreHeTuYeckoi. He uckioyao, 4To Takoi
aHAJIM3 MOXET OBITh 3aKa3aH OpraHu3aTopamu Perucrpa M3BECTHBIM CHEeLU-
aJMCTaM U MO ero pe3yJbTaTaM MOTYT ObITh MPEII0XEHbl PEKOMEH ALY TS
YJIy4lIE€HUs TOMOLIY OO0JbHBIM MYKOBUCIIUAO30M B CTPAaHE.



OprkomuteT MpoekTta Peructp nauneHToB ¢ Mykosucuuao3om PO

KonapatseBa Enena ViBaHoBHa

npodeccop, 1.M.H., Bpay BbICILEil
Kareropuu, npesiceaareib OprkoMUTETa
perucrpa, 3aB. HayYHO-KJIMHUYECKUM
otiesoM Mykosucuuaoza PrbHY
«MenuKo-reHeTUYeCKUIA HayYHbIii LIEHTP
umeHu akagemuka H.IT.boukoBa»,
3aBenytolas kadenpoii ['eHeTku 6one3Heit
JIbIXaTeNbHO# cucteMbl THCTUTYTA BBICIIETO
U JIOTIOJTHUTEILHOTO MPO(HECCHOHATBHOTO
o6paszoBanust ®I'BHY «MTHII»,
3aMecTuTelb AupekTopa 1o Hayke [BY3 MO
«HayuHo-uccenoBaTesibCK1il KITMHUYECKUIA
MHCTUTYT JieTcTBa MUHUCTEpCTBA
31paBooxpaHeHusi MOCKOBCKOIT 061acTu»,
YJIeH pabouuX IPyMIibl 9KCIEPTOB 10 PETUCTPY
EBporneiickoro o01iecTBa no MyKOBUCLUI03Y
(ECFS), nnarHoctuke, Mo HeOHaTaJlbHOMY
CKPUHUHTY;

e-mail: elenafpk@mail.ru

Kpacosckuit Cranncias AjlekcaHapoBny
K.M.H., 1. 0. 3aB. JJaboparopueit
mykoBuciunosa OIr'bY «Hayuno-
UCCIIeNOBATEIbCKUI MHCTUTYT
nynbMoHosiorun» @MBA Poccun, Beaymiumia
HAyYHbIIl COTPYIHUK HayYHO-KIMHUYECKOTO
oT/iesIa MyKOBUCIIMIO03a U JOLEHT Kadeapsl
leHeTnkYM GosIe3HEN ABIXaTEIbHOM CUCTEMBbI
WHcTuTyTa BBICLIETO U IOTIOJHUTETLHOTO
npodeccroHanbHOro oopasosanuss ®IbHY
«Mennko-reHeTU4eCKMii HayuHbli LIEHTP
nmenu akanemuka H.I1.boukoBa», Bpau-
nynbMoHoJior 'BY3 «[opoackast KiimHr4YecKast
6oapHua uM. C.C.KOauna» [13M;

e-mail: sa_krasovsky@mail.ru

BoponkoBa Anna IOpbeBHa

K.M.H., Bpay-NeAuaTp BbICLIEH KaTeropuiu,
ceKpeTapb OPrKOMUTETA PErUCTpa,
BE/yLL1IT HAayYHbIt COTPYIHUK HAyYHO-
KJIIMHMYECKOTO OT/E/Na MyKOBMCLIMI03a
OI'BHY «Mennko-reHeTHYeCcKuii HayqHblii
ueHTp umeHu akagemuka H.I1.boukoBa» 1
OT/ie/1a HACJEACTBEHHBIX U METabOIMYECKIX
6onesneit [BY3 MO «HayuyHo-
HCCIIeI0BATENbCKUI KIMHUYECKUA MHCTUTYT
nercTBa MUHUCTEPCTBA 3APaBOOXPAHEHUST
MOCKOBCKO#1 00J1acTh», Bpau OTASICHUS
MYKOBUCIIM033;

e-mail: voronkovalll @yandex.ru

Amemnna Enena JIbBoBHA

K.M.H., BeIyLLIMIA HAYYHbII COTPYAHUK
naGoparopun MykoBuciunoza @IBY
«HayuHo-uccenoBatesnbCcKuit UHCTUTYT
nysnbMoHosiorur» ®MBA Poccuu, dieH
paboueii rpymnibl 9KCMEePTOB MO AUATHOCTUKE
EBporneiickoro o01iecTBa mo MyKOBUCLIUI03Y
(ECFS);

e-mail: eamelina@mail.ru

Kammpckas Haramms IOpsesna
npocdeccop, 1.M.H., IJIaBHbI HAy4YHbII
COTPYIHUK JIAOOPATOPUM FeHETUUECKOI
snunemuonoruu ®IBHY «Menuko-
TeHEeTUYECKUII HaYyUHBIil IIEHTP UMEHU
akanemuka H.I1.boukoBa», mpodeccop
kadenpsl neauarpun '6Y3 MO
«MockoBcKuii 00JJACTHOI HayYHO-
MCCIIeIOBATENIbCKUI KITMHUYECKUIA
uHcTUTYT M. M.D. Bragumupckoro»;
wieH KoopanHaloHHbIX COBETOB
aKcrepToB EBporieiickoro obiecTsa mo
mykoBuctnaosy (ECFES) mo HeoHaTaapHOMY
CKPUHUHTY, CTaHIapTaM Teparuu, a
Takxe MexmyHapomaHoii rpymnmel CF

Global; Mpesunent OGuepoccuiickoit
Oo6urecTBeHHOI OpraHu3anuu
«Bcepoccuiickas accormarius st 60JbHbIX

MYKOBHUCLIAIO30M»

e-mail: kashirskayanj@mail.ru



Oowumin

cnncok Bcex yuactHukoB MNpoekTa 3a 2023 rop,

OOWKMI CNNCOK Y4aCTHUKOB,

3anoJIHAIOWMX AaHHble gng «Pernctpa nauMeHToB ¢ MyKOBUCLUA0O30M
Poccunckon Pepepaunn» 3a 2023 r.

I'pynna Bpaueit, MOArOTOBUB-
mas pasnen «[eHeTuka»:

MenbsHoBckas HOmma JleonnmoBHa — K.M.H., C.H.C., HQyYHO—KJIMHUYECKUNA OTIEN
mykoBucino3za ®I'bHY «Menuko-reHeTMUeCKMii HayYHbIi IEHTP MMEHU aKafgeMuKa
H.I1. boukoBa» MuHo6pHayku Poccumu.

Llarnna Onbra AHaToNbeBHA — I.M.H., BEAYLUMiA HayYHbId COTpYIHUK J1ab. JTHK-
JIMarHOCTUKM, 3aBeaylollas, Bpauy-J1a00paTOPHBII FeHEeTUKHU J1a0h. MOJIEKYIISIPHO-
reHeTnyeckoi guarHoctuku Nel AI'BHY «Mennko-reHeTUUeCKrii HaydYHbIHA LIEHTP
nMmenn akagemuka H.IT. BoukoBa» MuHnoopHayku Poccun.

CrenaHoBa AHHa AJleKCaHIpOBHA — K.M.H., C.H.c. 1a6. JIHK-guarnoctnku, Bpayu-
J1abOpaTOPHBIM TEHETUKM J1a0. MOJIEKYJISIPHO-TEHETUIESCKOM TUuarHoCcTUuKM No 1
DI'bBHY «Menuko-reHeTHYeCKUiA HaydHbIi IeHTp nMeHn akagemuka H.I1. boukoBa»

Muno6pHayku Poccun.

Cy0BekT YyacTHUKH
Damuims Nmsa OTt4ecTBO

1 Anpirest Pecriyonuka Caxrtapbek 3apema HannoueBHa

2 Autaiickuii Kpai MainrakoBa Auna BaagumupoBHa
CepOoKJIMHOB Banepuii Hukonaesuu

3 ApxaHrenbcKasi 0071acTh IletpoBa Enena I'epmanoBHa
IMuckyH Mapus BaagumupoBHa

4 AcTpaxaHcKasi 00JacThb CeprueHko Huana DukpeToBHA

5 Bonrorpanckast o6iacTb Huxutnna Haranbsg AJleKkceeBHa
BacunbeBa Ana AJleKcaHIpOBHA
CaxHeBa TatbsiHa BragumupoBHa

6 Bonoroackas ob6iaactb IletyxoBa EBrenus BnagumuposHa

7 Boponexckas 001acTh Konomariikast BukTopus BanepneBHa

8 3abalikaabCKUi Kpaii IletpoBa AHXeNnKa HropeBHa
IletyxoBa CHexxaHHa HUropeBHa

9 HMBanoBckas o0iacTb CMupHOBa TatpsHa JleonnnoBHa

10 Wurymerust Pecryonnka MankueBa Jlapuca CynraHoBHa

11 WpkyTtckasa obnactb BonmapeHnko TaTtbsiHa IletpoBHa

12 KanuHunrpanckast o6yacTtb IletpoB BuxkTop BinagumupoBuy

13 Kanyxckast od6nactb KyspmuueBa Wneca AJleKcaHIpOBHA

14 Kapenusa Pecny6nuka TyxxaHnen Exarepuna BukropoBHa

15 KemepoBckas o6mactb Kapmanosa Cohbsa HNropesna
IIpoTacoBa TatbsiHa AJleKcaHIpOBHA

16 KupoBckas o61acth Vnanosa AHHa BennamuHoBHa

17 KpacHomapckuii kpaii Jlgaryia HapuHa DmyapnoBHa

18 KpacHosipckuii kpaii YuxkyHoB Bragumup BuxktopoBuu
WMavenkoBa Haranbs AHaToJIbeBHA

19 Kpeim Pecrryonuka u r. CeBacToIomb laburoBa Enena CepreeBHa
NBaxHenko EBrenmit DenopoBry

20 Jlenunrpanckast ooaacts u T. CaHkT-[letepOypr| [eMOuIKas TatbsHa EBrenneBHa
Torones AHnpeit BukropoBuu
JlaHbIIMHA Enena HuxonaeBHa
MupoHoBa WUpuna BuranweBHa
MockBuHa Hapbst MuxaiinoBHa
OpJioB AJlexcaHap Bnagumuposuy
[TamkeBuya AunekcaHap AHaATOJILEBUY
CrenaHeHKO TatpsiHa AnekcaHapOBHa




OO0wmii cnncok Bcex yyacTHUKoB MpoekTa 3a 2023 rog,

21 MaranaHckast 00J1acTb JI>keHTeMupoBa MapuHa DayapnoBHa

22 MopnoBusa Pecnyonuka JIbsTuKOBa AHHa AJb0epTOBHA

23 MockoBckas obaacts u r. MockBa Boponkosa AHHa IOpreBHa
TopuHosa Onusa BukTopoBHa
Kexatite Enena KsictyrucoBHa
Kocuikas OkcaHa I'puropreBHa
Kpacosckuii CraHuciaB AJleKcaHIpOBUY
MakcumbrueBa TarbsaHa IOpreBHa
DarxynmmHa Hpuna PunaroBHa
[Iepman BuxkTopus JlaBumoBHa
ITagpuHa Bepa BramucimaBoBHa

24 Huxeroponackas 061acTb EpsyroBa MapuHa BanepneBHa

25 HoBroponackas o6nacTtb BonmapeHko AHHa HuxonaeBHa

26 HoBocubupckas o6gactb KonmakoBa Onmuga AJleKcaHIpOBHA

27 Owmckast 001acTh CadoHoBa TatbsiHa HMBaHoBHa

28 OpeHOyprckast 00J1acTb Pri6ankuna MapuHa I'eoprueBHa

29 ITpumopckuii Kpaii Haymosa HWpuna BukropoBHa

30 PocToBckas obyactb IcropHukoBa Onbra CepreeBHa
HenamkoBckas Hatanbs IenHanbeBHA

31 PsazaHckasa o6mactb Tepexuna TaTbsHa AHaTOJIbEeBHA

32 Camapckast 001acTb BacuibeBa Enena AJleKcaHIpPOBHA
KonapaTteHko Onbra BrnagumupoBHa

33 Caxa (Skytus) Pecmy6imka Huxkonaesa Enena EropoBna

34 CaxanuHckasi 001aCcTh XVKHSIK IOnus IOpbeBHa

35 CBepajioBckas 001acTh IToHomapeBa Haranbs JAMuTpreBHa
Iynsx Npuna [TaBnoBHa

36 CMorneHckas 00J1acTh Hogsukosa Onbra bopucbeBHa

37 CTaBpOMNOJbCKUIA Kpaii BonosozoBa Onna BrnagumupoBHa

38 Tarapcran Pecryonuka ITgarepkuna OxcaHa T'enHanbeBHA

39 Tomckas obaactb Kucenesa AHacTacus JIbBOBHA
MuHaiiueBa Jlapuca HMBaHoBHa
IleTpoBa Banepus BuxkTtopoBHa

40 TroMeHcKkast 06JacTh bynatoBa HWpuna AnekceeBHa

41 VYamyprtckas Pecryonuka CumaHoBa TarbsiHa BnagumuposHa
ITonomapena Onpra HukonaeBHa

42 VnbsiHOBCKas1 00J1aCTh OBCSIHHUKOBA Exarepuna AJleKcaHIpOBHA

43 XabapoBcKuil Kpait Koznosa Enena AJleKcaHIpOBHA

44 | Xautei-Mancuiickuit AO — FOrpa Camyk Haranps AHaTOJIbeBHA

45 YensiorHcKass 06JacTh Kapumona Hpuna ITetpoBHa

46 Yeuenckas Pecryonnka [ITaxrupeena ManuHa PycnanoBHa

47 Yysaickasa Pecnyoauka Tony61ioBa Onbra WropesHa

48 ApocnaBckasi 0061acTh ®dareeBa Enena BragumupoBHa




Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

Basa gaHHbIX PerncTp nayumeHToB ¢ MykoBucuuposom B Poccumn 3a 2023 r.

Oowaa undpopmauus

Puc. 1. PCFI/IOHI)I, BKJIIOY€EHHLIC B PCFI/ICTp B 2023 1. anMC‘{aHHCI TEMHO-OPAHXKXEBBLIM IIBETOM ITOKa3aHbI PETMOHBI, IMMPEACTABUBIINE IMOJIHBIC
JAHHBIC I10 MalvMeHTaM ¢ MYKOBUCIIUI030M (ZI,CTI/I " B3p0CHbIC), OPAaHXEBBIM — PETrMOHBbI, MAIIMEHTbBI KOTOPbLIX HaO0JI01a10TCs B JpYyrux Cy6"bCKTaX
P(D, TECOYHBIN LIBET — NAHHBIE HUKAK HE NpEaACTaBJICHDI

B Peructp BKITIOYEHBI TaHHBIE 83 pernoHOB-cyOBeKTOB Poccuiickoit Denepannu (puc. 1).
[IpencraBieHbl CcyMMUpYIOIINE TaHHbIE TTO (hefepaTbHbIM OKpyraM. JIOMOTHUTETLHO BbIICTIEHBI
ropona Mocksa u CaHkT-IIeTepOypr, moka3aTeiu 1o KOTOPbIM MPEACTaBICHbI OTAETbHO (HapsILy
C BKJIIOUEHHMEM UX JaHHBIX B COOTBETCTBYIOIINE (henepaibHble OKpYyTa).

HPO — LenrpanbHblit henepanbHblii okpyr (n=1213), u3 Hux MockBa = 468

C3®dO — CeBepo-3anaaHblii henepanbHblii OKpyr (n=365), u3 Hux Cankr-Iletepoypr = 193

IO®O — IOxHbIIT henepanbHbIil OKpYT (n=449).

MB®O — Ipusosskckuit penepaibhblii oKpyT (n=835).

Y®O — Ypanbckuii dhenepanbHbiit okpyT (1=326).

CPO — Cubupckuii henepanbHblii OKpyT (n=453).

JAB®O — JanbHeBOCTOUHBIN (emepalbHBII OKpyT (n=198).

CK®O — Ceepo-Kaskasckuii denepaibHbIit OKpyr (n=219).

Peruvonsl, He Boweniue B peructp 2023 roga:
HeHenkuii aBTOHOMHBIN OKpYT, YyKOTCKUiI1 aBTOHOMHBII OKPYT.

B Peructp 2023 r. 6611 BKIIIOUEHBI JaHHBIe 0 4058 manuenTtax: 3038 xxuBbix 1 40 yMepiux,
HaOJI0IaBIIMXCS B TEKYIIEM IOy, a Takoke 821 manueHT, KOTOpble He HAOMI0NaICh B TEKYILEM
roay, u 159, KoTopble He OCMaTPUBAIUCH B TEYEHUE TPEX JIET.

OO0111ee KOJIMYECTBO TMAIMEHTOB ¢ MyKOoBUCLIMIO30M B P® (mo ganHbIM «IIporpammer 14
BBICOKO3aTpaTHBIX HO30JI0THi» MuHMcTepcTBa 3npaBooxpaHeHuss PD) cocraiser 4529 yenoBeK
o gaHHbIM Ha 21.09.2023r.

B 1a6u. 1 mpeacTaBieHO YKCIO MALMEHTOB B KAXIOM PETMOHE, 0 B3POCIIbIX MALMEHTOB
B KaXIOM M3 HMUX W HOJIS MMALMEHTOB PErMOHA OT YKCJa MalleHTOB B COOTBETCTBYIOLIEM
(benepanbHOM OKpyre U OT OOLIETO KOJUYECTBA.
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Cy6bekT PP

MockBa

MockoBckas o6nactb
Benropopackasa o6nactb
BpsiHckas o6nactb
Bnagumupckas o6nactb
BopoHexckas o6nactb
WBaHoBCckas o6nacTb
Kanyxckasi o6nactb
Koctpomckas o6nactb
Kypckasi o6nactb
Jluneukas obnactb
Opnogeckasi 06nactb
PsizaHckas o6nactb
CmoneHckasi o6nactb
TamGoBckas o6nacTtb
TBepckasi o6nacTtb
Tynbckas o6nactb
fipocnaBeckas o6nactb
ApxaHrenbckas o06nacTb
Bonoroackas o6nactb
KanuHunrpapckas o6nactb
Pecny6nuka Kapenus
Pecny6nuka Komu
JleHuHrpapckas o6nactb
MypmMmaHckasi o6nactb
Hoeropoackas obnactb
MckoBckas o6nacTb
CaHkT-lMeTepbypr
Pecny6nuka Agbires
AcTpaxaHckas o6nactb
Bonrorpaackas o6nactb
Pecny6nuka Kanmbikus
KpacHopapckuii kpait
Pecny6nuka Kpbim
PocToBckasi o6nactb
CeBacTononb
KypraHckas o6nacTb
CeeppanoBckas oonactb
TiomeHckas o6nactb

XanTtbi-MaHcuiickuii AO — lOrpa

Yens6uHckas o6nactb
Simano-HeHeukuii AO
Pecny6nuka Antaii
AnTaiickuii kpai
WUpkyTckas o6nactb
KemepoBckas o6nactb
KpacHosapckuii kpait
HoeocuGupckas o6nactb
Omckas o6nacTb
Tomckas o6nactb
Pecny6nuka TbiBa
Pecny6nuka Xakacus
Pecny6nuka BawkopTocTaH
KupoBckas o6nactb
Pecny6nuka Mapuii 9n
Pecny6nuka MopgaoBus
Huxeropogackas o6nacTb
OpeHGyprckas o6nacTb
MeH3seHckasa o6nacTb
Mepmckuii kpai
Camapckasi o6nactb
CaparoBckasi o6nactb
Pecny6nuka TaTtapcTtaH
Pecny6nuka Yamyptus

®depepanbHblii | AGCONIOTHOE YUC-

oKpyr
udo
udo
udo
udo
udo
udo
u»o
udo
udo
udo
udo
udo
udo
udo
udo
udo
udo
udo
c3%0
c3%0
Cc3%0
c3%0
Cc3%0
Cc3%0
C3%0
Cc3%0
C390
C3%0
I0P0
l0d0
10d0
l0d0
{o]0>]0)
[eJTe]
{o]0>]0)
{o]0>]0)
YO
YO
Y®O
YO
Y®O
YO
coo
coo
[0 ]0)
coo
[0 ]0)
Ch0
[0 ]0)
cdo
coo
cd0
noo
neo
noo
noo
noo
noo
noo
noo
noo
noo
noo
noo

Tabauya 1

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

J10 NauneHToB, n

468 200
280 78
23 9
22 4
36 13
77 24
33 9
41 9
15 4
13 2
20 7
11 4
22 4
24 4
21 7
22 5
34 17
51 29
15 3
25 4
33 7
15 2
17 5
33 11
21 4
9 3
4 2
193 61
10 4
23 7
53 11
4 3
146 50
69 22
130 32
14 5
11 4
110 32
52 9
60 15
81 25
12 5
1 0
61 7
54 13
56 15
92 18
79 26
66 28
30 6
2 2
12 1
93 29
42 12
8 2
22 6
122 32
74 21
20 5
64 18
111 51
28 15
132 49
34 20

KonunyectBo
B3pOC/bIX, abGcC.

Hdonsa sizocnux,

42,7
27,9
39,1
18,2
36,1
31,2
27,3
22,0
26,7
15,4
35,0
36,4
18,2
16,7
33,3
22,7
50,0
56,9
20,0
16,0
21,2
13,3
29,4
33,3
19,0
33,3
50,0
31,6
40,0
30,4
20,8
75,0
34,2
31,9
24,6
35,7
36,4
29,1
17,3
25,0
30,9
a,7

0,0
11,5
24,1
26,8
19,6
32,9
42,4
20,0
100,0
8,3
31,2
28,6
25,0
27,3
26,2
28,4
25,0
28,1
45,9
53,6
37,1
58,8

Hons B pepepans-
HOM OKpyre, %

38,6
23,1
1,9
1,8
3,0
6,3
2,7
3,4
1,2
1,1
1,6
0,9
1,8
2,0
1,7
1,8
2,8
4,2
4,1
6,8
9,0
4,1
4,7
9,0
5,8
2,5
1,1
52,9
Y
5,1
11,8
0,9
32,5
15,4
29,0
3,1
3,4
33,7
16,0
18,4
24,8
3,7
0,2
13,5
11,9
12,4
20,3
17,4
14,6
6,6
0,4
2,6
11,1
5,0
1,0
2,6
14,6
8,9
2,4
7,7
13,3
3,4
15,8
4,1

Jons B oOwem
peructpe, %

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




Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

‘ Ne ‘ Cy6bekT PO ®depepanbHbiii | AGCONIOTHOE YMC- KonuyectBo ‘ Hons sa/pocm.lx, Dons B denepans- | Jons B o0wem
OKpyr 710 NaLUMEHTOB, N | B3POCbIX, abC. % HOM okpyre, % peructpe, %
65 YnbsiHoBCKas o6nactb noo 26 8 30,8 3,1 0,6
66 Pecny6nuka YyBawums neo 59 25 42,4 7,1 1,5
67 Amypckas o6nacTb ABdO 15 5 33,3 7,6 0,4
68 Pecny6nuka Bypsatus AB®O 22 8 36,4 11,1 0,5
69 EBpeiickas AO ABPO 2 2 100,0 1,0 0,0
70 3abaiikanbckuii kpait AB®O 32 9 28,1 16,2 0,8
71 Kamuatckuii kpai AB®O 6 2 33,3 3,0 0,1
72 MarapaHckas o6nactb AB®O 1 0 0,0 0,5 0,0
73 Mpumopckuii kpai ABDO 53 25 47,2 26,8 1,3
74 Pecny6nuka Caxa AB®O 14 4 28,6 7,1 0,3
75 CaxanuHckas o6nactb AB®O 9 1 11,1 4,5 0,2
76 XabGaposckuii kpaii AB®O 44 11 25,0 22,2 1,1
77 Pecny6nuka [larectaH CK®O 18 2 11,1 8,2 0,4
78 Pecny6nuka UHrywetus CK®O 11 0 0,0 5,0 0,3
79 Ka6apauHo-Bankapckasa Pecny6nvka CK®O 5 1 20,0 2,3 0,1
80 KapauaeBo-Yepkecckas Pecny6nuka CK®O 25 3 12,0 11,4 0,6
81 Pecny6nuka OceTtusi CK®O 1 3 27,3 5,0 0,3
82 CTaBpononbCcKuii Kpai CK®dO 75 28 37,3 34,2 1,8
83 Pecny6nuka Yeuus CK®O 74 5 6,8 33,8 1,8
uToro 4058 1273 31,4 100,0
3969 3969 4058
3722
3049 3096 3142 3169

2916

2011 2012 r. 2013 r. 2014 r. 2015 . 2016 1. 2017 r. 2018 1. 2019 1. 2020 1. 2021 r. 2022 1. 2023 1.

Puc. 2. lunaMuka 4rcieHHOCTH nauueHToB B peructpe ¢ 2011 mo 2023 roasr*.
*[TpumevyaHue: B T.4. TALIMEHTHI, KOTOpPbIe He Habmoxanuch B 2023 1.

Puc. 3. Jlons mauneHToB Kaxaoro (GeaepaqbHOTO OKpyra B 001Iei YucIeHHOCTH nanueHToB PdO

JlnHamMuKa YncaeHHOCTH TalueHToB B peructpe ¢ 2011 mo 2023 rogsl npeacrasieHa Ha puc. 2.
Ha puc. 3 npencrasieHa 10151 TallMEHTOB KaXI0To (hpenepaybHOro OKpyra B 00I11el YMCIeH-

HOCTHU IMallI€HTOB.

326

219

449

[ ilole)
m C390
= 090
m MB®O
Y®O
u CP0
® 1B®O
CKdO

10
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LleHTpanbHbI pepepanbHblii OKpyr
CeBepo-3anagHblii desepanbHbliii OKpyr
HOKHbIN deaepanbHblil OKpyr
MpuBoMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuit pesepanbHbiii OKpyr
B [etn

Cubupckuin degepanbHblit OKpyr

M B3pocnble
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKasckuii deaepanbHbIii OKpyr
Mocksa
CaHK'r-ﬂeTep6ypr

1000 1500

Puc. 4. AGconoTHOE YKCIIO AeTeil U B3POCIBIX B KaXKIOM OKPYTe

Ha puc. 4 otpaxkeHO aOCOJIIOTHOE YMCJIO AETEH 1 B3POCIbIX B (pelepaibHbIX OKpYrax.
O61iast cymmupylolasi “iHGopMalus 0 PerucTpy B CPaBHEHUM C JaHHBIMU IIPEIbIIYIIIX
JIeT MpeAcTaBieHa B TaoI. 2.

Tabauua 2
OcHoeHble noKazameau, OMpax3carouiue opeaHu3auuIo NOMouU NAUUEHMAamM ¢ MyKOGUCHUO030M U UX COCIOsiHUe 300po6bsa 3a 2011—2023 ze.
‘ Mokasarenn ‘ 2011r. ‘ 2021r. ‘ 2022r. ‘ 2023r. ‘
06wee yncno 1026 3969 3969 4058
XUBbI, HaGnOAANUCh B TEKYLLEM roay, n 1011 3563 2787 3038
ymepnau, n 15 46 31 40
He HaGniopanuck B TEKyLLEM roay H/B* 360 1081 821
He HaGniopanuce Tpu ropa 70 159
WUcknioyeHbl U3 peructpa, n 0 8 0 6
Bo3spacrT, roasl
M+ SD 11,5+8,9 14,0+9,8 14,7+9,8 15,3+9,8
Me (25th — 75th pctl) 11,9 (6,7-19,0) 12,7 (7,5-19,6) 13,3 (8,1-20,1)
[ons nauneHToB B Bo3pacTe > 18 net, % 25,0 27,4 29,4 31,4
M+ SD 3,3+5,5 3,1+6,2 3,0£6,1 3,0£6,2
Me (25th — 75th pctl) 0,4 (0,1-2,8) 0,4 (0,1-2,6) 0,4 (0,1-2,5)
MekoHueBbIl uneyc
BCero, % 5,4 9,2 9,2 9,3
Xupypruyeckoe nocoéue, % 4,8 8,0 8,1 8,2
KOHCepBaTUBHasg Tepanus, % 0,6 1,2 1,1 1,1
B OTYETHOM roay, % 8,7 12,7 6,5 15,0
Xupypruyeckoe nocoéue, % 8 7 9,5 6 5 15 0
KOHCcepBaTUBHas Tepanus, % 3,2
Bcero, % 28,8 53,5 54,4 55,3
B OTYETHOM roay, % 78,3 65,8 73,9 84,2
leHeTnyeckoe uccneposaxmne
oxeart, % 91,8 93,6 94,6 95,6
[0S BbISIBJIEHHbIX FeHETUYECKUX BapUaHTOB, % 80,0 90,5 90,9 93,4
— [iBa BbISIBJIEHHbIX FEHETUYECKNX BapuaHTta, % 69,1 84,2 87,1 89,2
— OAIVH BbISIBNIEHHbII reHeTU4eCKUii BapuaHT, % 21,4 12,7 10,0 8,5
— 06a reHeTU4ECKUX BapuaHTa He BbiSIBNIEHbl, % 9,5 3,2 2,8 2,3
F508del / F508del,% 32,1 28,2 30,6 28,0
F508del / HeF508del, % 41,2 45,4 46,3 46,8
HeF508del / HeF508del, % 26,7 24,9 23,1 25,2
F508del, annenbHas yactoTa, % 52,79 51,5 51,6 51,4
KomnnexkcHbiii annenb, L467F;F508del, annensHasi yactora % H/B, 0,74 0,76 0,87
CFTRdele2,3, annenbHas yactoTa, % 6,32 6,1 6,1 6,1
E92K, annenbHas yactora, % 2,65 3,5 3,7 3,71
Staphylococcus aureus (MSSA), % 58,4 63,1 70,0 69,7

MRSA, % H/B 4,9 4,8 5,5

1



PerucTp nauueHToB ¢ MykoBucuuao3om B Poccuiickoin Pepgepaumn. 2023 rog,

Mokazatens \ 2011r. \ 2021 . \ 2022r. \ 2023 .

Pseudomonas aeruginosa

— XpOHM4Yeckoe MHoUumpoBaHue, % 32,3 33,6 36,1 34,3

— UIHTEPMUTTUPYIOLUNIA BbiCEB, % 15,1 15,4 12,0 10,2
Burkholderia cepacia complex, % 7,0 5,5 5,7 5,4
Stenotrophomonas maltophilia, % 3,4 4,3 4,1 4,2
Achromobacter spp., % H/A 7,6 8,2 7,0
JeroyHblit (HeTyGepKyneaHblil) MMKoGakTepunos, % 1,6 1.2 75 0,7
Haemophilus influenzae,% H/A 3,1 3,9 4,2
Escherichia coli, % H/B 3,8 5,3 4,4

PecnupartopHas ¢pyHKumsa

DXEJ, %p0nx. 84,6 + 30,1 86,6 + 23,3 87,6 + 23,6 89,7+22,8
ODB, %ponx. 74,6 + 29,4 79,2 + 28,9 81,5+ 28,3 82,9 + 28,1

HyTpuTuBHbINA cTaTyC
mepauaHa nepueHTuna UMT cpepm peteit

Me (IQR) 29,0 (55,6)
Me (25th — 75th pctl) 29,5 (9,9-61,0) 29,15 (9,5-57,9) 34,1 (12,5-63,7)
meauaHa UMT cpeau B3pocnbix
Me (IQR) 18,8 (3,9)
Me (25th — 75th pctl) 19,3 (17,5-21,5) 19,3 (17,6-21,5) 19,8 (18,0-21,8)
OcnoXxHeHUs U conyTcTayioLMe 3a60neBaHns B OTYETHOM roay
Annepruyeckuii GpOHXONEerovHblii acneprunnes, % 1,3 2,2 3,0 2,8
CaxapHblii gnabeT c NPUMEHEeHEeM UHCYNuHa, % 3,2 4,2 4,6 4,8
MHeBMoOTOpakc, NoTpeGoBaBLLMIA ApeHpoBaHus, % 1,5 0,6 0,6 0,6
Liuppo3 neyexun
— C MOPTaJibHOM rTMNEpPTEeH3nen / runepcnneHn3mom, % 4,2 3,9 33 4,0
— 0e3 nopTanbHOl rMNepTeH3nuu / runepcnnednama, % 4,3 3,4 2,9 2,8
— 0 HanNM4ynuu rMNepTeH3nn HEU3BeCTHO, % 0,3 0,1 0,2 0,2
— KPOBOTEYEHUE U3 BapMKO3HO-PaCLUMPEHHbIX BEH NULLE- H/A H/A H/A 0,1
BOAA U Xenyaka
— Hann4Yue TPaAHCMIAaHTUPOBAHHOW NEeYEeHn H/A H/A H/A 0,6
— nopaxeHue neyeHu 6es umpposa, % 23,2 15,5 15,6 13,8
Jlero4yHoe KpoBoTEeYEeHUe, % 2,6 0,6 0,6 0,8
OcTeonopo3 (HM3kas KocTHas macca), % 14,5 6,4 3,8 3,0
CuHycUT ¢ nonunamm Hoca, % 15,0 36,7 35,5 37,6
CuHycuT Ge3 nonunoe Hoca, % H/A 31,0 40,3 34,2
ONeKTPONUTHbIE PACCTPOINCTBA, % 4,0 3,7 2,0 1,6
Hanuuue oHkonornuyeckoro 3abonesanus, % 0,4 0,1 0,1 0,1
Amunonpos, % 0,2 0,8 0,8 0,5
CUHAPOM AMCTanbHON UHTECTUHANBbHOM 06CTPYKUMK, % H/B, 2,2 1,3 1,3
BpoHxuanbHas actma, % H/D, H/D, H/D, 3,7
MMnepToHuYeckuii pacTBop HaTpus xiopuaa, % 8,7 70,7 7,5 70,7
AHTUOMOTUKMN MHraNSALMOHHBbIE, % 41,3 45,0 46,2 46,3
AHTUOGMOTUKMN BHYTPUBEHHbIE, % 70,9 36,4 45,0 46,3
AHTUOMOTUKM NepopanbHble, % 69,1 61,4 69,2 71,0
BpoHXoAUNSTaTOpPbl MHraNISILUOHHbIE KOPOTKOrO AECTBUSA, % 63,0 47,5 41,1 39,5
BpoHxoaunaTaTopbl UHransLUOHHbIE ANIUTENLHOrO Aeii- H/A, H/B, H/A, 16,0
cTBus, %
CTepouabl UHransiuMoHHble, % 26,8 11,3 13,1 10,5
Crtepouabl cuctemHbie, % 8,3 3,4 3,9 3,1
AopHasa anbda, % 93,4 95,1 93,9 93,5
A3UTPOMULMH B CyOMHrMompyiouei nose, % 34,7 25,9 23,1 22,2
Ypcopesokcuxonesas kucnora, % 93,2 86,4 85,9 85,8
MaHkpeaTuyeckue pepmeHTbl, % 94,2 89,8 89,9 90,4
J)XupopacTBopuMbie BUTaMUHbI, % 88,1 84,2 85,4 87,7
Kunesutepanusa, % 79,9 73,1 71,5 70,9
Kucnopopotepanus, % 6,2 5,2 4,9 4,5
WHrMGuTOpbI NPOTOHHOI NOMNbI, % H/B, 21,2 24,5 24,8
WHransiumMoHHblin MaHHuTon, % H/A 5,8 9,1 11,5
TpaHcnnaHTauusa 3a OTYETHBIN rop,
— Nerkux, n 1 3 5 0
— MeyeHu, n 0 4 3 2
— noyek, n 0 0 0 0
Yucno ymepunx 15 46 31 40
M = SD, roapi 15,9+ 12,7 23,7+ 10,3 28,1+9,2 24,6 11,3
Me (25th — 75th pctl) 25,8 (18,3-30,9) 26,6 (21,5-34,6) 26,5 (8,1-20,1)
Me (IQR), roab! 17,4 (25,0) 25,8 (12,8) 26,6 (13,7) 26,5 (19,8)
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Mokazatens \ 2011r. \ 2021 . 2022r. 2023 .

MpuynHbl cMepTH

— GpoHXoneroyHas, n 13 39 27 33
— BOZIHO-3JIEKTPONIUTHbIE PAaCCTPOMCTBA, N 1 0 0 0
— nopaxeHue neyeHu, n 0 1 0 0
— Hec4acTHbIi cnyyaii, n 0 0 0 1
— CBfi3aHHasa ¢ TpaHcnnaHTauuen 0 0 3 2
— OCTpasi No4yeyHasi HeJO0CTaTOYHOCTb, N 0 1 0 0
— OHKONOrus, n 0 0 0 1
— He CBf3aHa C MyKOBMCLMA030M 0 0 0 1
- ppyras, n 0 0 0 0
— NPUYMHA CMEpPTU HEU3BECTHA, N 1 5 1 2

*H/0, — HET AaHHbIX — B AA@HHOM rOfy NoKasaTenn He BHOCUANCh B PerncTp
BospaCTHaﬂ n nojioBad CTPyKTypa naumeHToB C MyKOBMCUNA4030M

PacnipeneneHue manmeHTOB ¢ MyKOBHCIIMIO30M B 3aBUCHMMOCTH OT BO3pacTa MpeACcTaBIeHO
Ha puc. 5. CpenHuii Bo3pact nmauueHToB B 2023 rony coctaBuia 15,3 = 9,8 net, MeauaHa Bo3-
pacta — 13,3 (8,1-20,1) ner. Campblii cTapiuuit mauueHT B oTyeTHOM 2023 romy Habaomancs
B I. Cankr-IletepOypr. Ero Bo3pact — 66,1 ser, Bo3pact camoro mianmrero — 0,1 roma. Jloms
B3pPOCIIBIX MalMeHToB (> 18 net) — 31,4%. Cpenu narmeHToB ¢ MB He3HauMTeIbHO Mpeobianaim
MYKYMHBI U cocTaBi — 51,8%, xeH1nHbl — 48,2%.

[MonoBolt cocTaB B 3aBUCUMOCTH OT BO3pacTa MPEACTaBIeH Ha puc. 6.
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Puc. 6. ITo10BoOI1 coCTaB MalMEHTOB B 3aBUCMMOCTH OT BO3pacTa
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

CDCHHI/Iﬁ BO3pacCT N1 M€arMaHa BO3pacTa MMallMEHTOB B pEIrMOHax IMpEaACTaBJICHLI B Tab. 3.

Tabauya 3

Cpednuii 6o3pacm u meOuana 603pacma nNAuUeHmMos 6 pecuoHax

‘ Okpyr N, abc M + SD, roap! ‘ Me, rogbl ‘ 25th percentile ‘ 75th percentile ‘
LieHTpanbHbiii @O 1213 16,4%£10,6 14,2 8,4 22,5
CeBepo-3anagHbiiit DO 365 14,4£10,1 12,1 7,4 19,4
HOxHbI DO 449 14,8+9,1 13,3 8,2 19,1
NpuBonxckuit PO 835 15,9+9,9 14,2 8,6 21,7
Ypanbckuii @O 326 14,6+8,7 12,9 8,1 19,0
Cubupckuii @0 453 14,5+9,1 12,7 8,4 18,2
JanbHeBoCTO4HbI PO 198 15,2+9,0 14,4 8,4 20,3
CeBepo-Kaekasckuit PO 219 11,5+8,5 9,7 4,8 15,5
r. Mockea 468 18,8+11,3 1585 10,4 2580
r. CaHkT-lMeTepOypr 193 15,0+11,6 11,4 6,2 20,8

AuarHoctuka mykoeBucuuao3sa

TucTtorpamMmma Bo3pacTa yCTaHOBJICHUS IMarHo3a B OOIIEM 10 TPYIINe OoTpaxkeHa Ha puc. 7.
CpenHuii BO3pacT MOCTAaHOBKM IHarHo3a coctaBui 3,0 £ 6,2 jeT, MeauaHa Bo3pacTa YCTaHOB-
nenust nuarnosa — 0,4 (0,1-2,5) net. B Bo3pacte noce 18 et 3ad6ojeBaHue TMarHOCTUPOBATIOCH
y 3,4% ot ob1ero urcia nmamueHToB Uy 10,7% ot yucna B3pociabix. MUHUMAIbHBINA BO3pacT
YCTAHOBJICHUSI IMAarHO3a — IPU POXACHUU, MAaKCUMaJIbHBIM — B 59,5 JieT.

ITo HeoHaTaTbHOMY CKPUHMHTY IUArHO3 YCTaHOBJICH 55,3% manueHTam.
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Puc. 7. rl/ICTOFpﬂM]\’Ia BO3pacTa YCTaHOBJICHUA IWMarHo3a B pas3jIMYHbIX BO3PACTHBIX I'pyIIIIax

O T T T e

2011r. 2012 r. 2013 r. 2014 r. 2015 1. 2016 1. 2017 r. 2018 r. 2019 1. 2020 . 2021 r. 2022 1. 2023 T.

Puc. 8. lons nauueHToB (%) ¢ yCTaHOBJIGHHBIM JUAarHO30M 10 HEOHATAJIbLHOMY CKPMHUHTY B OOLICH TOMYJISLIMY MAlUEHTOB ¢ MYKOBUCLIMI030M
3a 2011—2023 rr.
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OuarHoctuka

LieHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHbliii pesepanbHbili OKpyr
HOKHbIN desepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuit besepanbHbliii OKpyr
Cubmpckuin degepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKasckuii pesepanbHblli OKpyr
Mocksa

CaHkT-MNeTepbypr

T

60

70

Puc. 9. Honst MalMEHTOB, AMAarH03 KOTOPBIM YCTaHABIMBAJICA 11O HEOHATAIbHOMY CKPUHUHTY (CPIHPII7I LUBET — IWMAarHO3 YCTAHOBJICH 110 HEOHATAJIbHOMY
CKPUHUHTY, Kp‘aCHbIﬁ LOBET — AMATrHO3 YCTAHOBJICH IO KIIMHUYCCKUM CUMIITOMaM (y MAaIUEHTOB C OTPULATEIbHBIM HEOHATAJIbHBIM CKpI/IHPIHFOM))

Ha puc. 8 npeacrasieHa nMHaMUKa TOJM MAllMEHTOB, TMAarHO3 KOTOPBIM OBLI YCTaBJICH I10
HeoHaTaJlbHOMY CKpUHUHTY B 2011—2023 rT.

Ha puc. 9 npencraBiaeHa m0s MallMeHTOB, AUAarHO3 KOTOPBIM YCTaHABJIMBAJICS IO HEOHa-

TaJbHOMY CKPUHUHTY.

CpenHuii BO3pacT M MenMaHa BO3pacTa YCTAaHOBJICHUS IUarHO3a MpeaCcTaBIeHBI B Ta0. 4.

Tabauua 4

Cpeonuii 6o3pacm u meduana 603pacma yCmaHoeAeHUs OUazHo3a

‘ Okpyr N, abc M £ SD, roabl ‘ Me, roabl ‘ 25th percentile ‘ 75th percentile ‘
LieHTpanbHbiii @O 1167 3,4+6,9 0,4 0,1 3,3
Cesepo-3anagHblit PO 363 3,0+6,7 0,3 0,1 1,5
HOxHbI DO 422 2,8+5,1 0,5 0,2 3,0
MpuBonxckuit O 811 3,3+6,1 0,5 0,2 3,3
Ypanbckuii @O 321 2,3+4,4 0,4 0,1 1,9
Cubupckuii @0 447 2,5+6,0 0,2 0,1 1,4
JAanbHeBoCTO4HbI PO 197 2,8+5,3 0,4 0,1 2,5
CeBepo-KaBka3sckuit @O 210 2,3+5,2 0,4 0,2 1,2
r. Mockea 454 4,3+8,4 0,4 0,1 4,3
r. CaHkT-lMeTepOypr 192 3,6+8,4 0,2 0,1 1,2

MexkoHUeBbII Wieyc ObLT AIMarHOCTUPOBAH MPU pOXAeHUH y 372 HabI0qaeMbIX MallMeHTOB,

328 13 HUX NOTpedoBaIOCh XUpypruueckoe rnocodue. 1os mauueHTOB ¢ MEKOHUEBBIM UJIEYCOM
B perroHax oTpaxeHa Ha puc. 10.

LieHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit desepanbHblit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit besepanbHbiii OKpyr
Cnbupcknin degepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit desepanbHbiil OKpyr
MockBa

CaHkT-MNeTepbypr

Puc. 10. losist maliueHTOB ¢ MEKOHUEBBIM UJIEYCOM
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

AwnarHoctuka B 2023 rony

[To HeoHaTaIbHOMY CKPUHUHTY AWarHO3 ObLI ycTaHOBIEH B 84,2% ciyuyasx OT Bcex
BIIEPBBIE BBISIBJICHHBIX CIIy4aeB MYyKOBUCIIUI03a 32 OTUYETHBIN rof. MeKOHUEBHII Mieyc ObUT
JIUarHocTupoBaH y 6 maureHToB (15,0% ot unciia ycTaHOBJIEHHBIX JUarHO30B), BCEM IallieHTaM
MOTpeboBaJIoCh XUpypruieckoe mocodue. MckimoueHb! n3 peructpa 8 malneHToB.

MuHUMaTBHBIN BO3pACT YCTAaHOBJICHUSI AUArHo3a B oTyeTHOM roay — 0,1 yieT, MakcuMaib-
HbI1 — B 35,8 seT. [uctorpamma Bo3pacTta yCTAaHOBJIEHUS JUArHO3a B OTYETHOM IOy OTPaXKeHa
Ha puc. 11.
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Puc. 11. Tucrorpamma Bo3pacTa ycTaHOBJIeHUsT AuarHo3a B 2023 romy

MoToBbIN TecT

Ha puc. 12 mpencrasieHo COOTHOIIEHHE TUTTA TTOTOBOTO TECTA, a B TA0J. 5, 1 Ta0JI. 6 pasnuns
MeXIY AeTbMM U B3POCIbIMMU.

Tabauua 5
Xapaxmepucmuxa no nposedenuro nomosozo mecma 1y demeil u 63pocavix
[ F'pynna [ Het uudpopmauun/He penanm, n (%) [ TuTtpoBaHue, n (%) MpoBoaumocTb, n (%) ]
Detn 172 (6,2) 553 (19,9) 2047 (73,8)
Bapocnbie 157 (12,4) 668 (52,7) 442 (34,9)
Tabauua 6
Xapaxmepucmura no npoeedenuro nomoeozo mecma 2'y oemeii u 63pocavlx
[ Fpynna [ Het undpopmauun/He genanm, n (%) [ TutpoBaHue, n (%) MpoBoaumocCTb, n (%) ]
Aetn 1002 (36,7) 382 (14,0) 1349 (49,4)
B3apocnbie 585 (46,4) 301 (23,9) 375 (29,7)
1000 T~ " mmmemmanny T T Tmmmmmamw
800F+-——-—~—1 - g
600 +-———-—1 - — u MpoBoaumocTb
% B TuTpoBaHue
40,0 -~ - R~~~ ~ T~~~ I T~ B He genanu/Het
MHpopMaLmKn
200 - [ - - - -~~~ SO - - -
0,0-

MoToBbIN TecT 1 MoToBbIV TeCT 2

Puc. 12. XapakTepuctuka notoBoro tecta 1 u 2
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OwnarHocTtuka

Cpenu 3armoTHeHHBIX TaHHBIX ¥ 6,2% IMallMeHTOB B peTUcTpe He 3aUKCUPOBAHO HU OJHOTO
MOJIOXKUTEIHLHOTO ITIOTOBOI'0 TeCTa, Y 38,4% malreHTOB OTMEUEH XOTSI Obl OMUH IOJIOXUTEIbHBIN
MOTOBBIN TeCT, Y 55,4% — nBa MOTOBBIX TeCTa MOJOXUTEIbHbIE. [1010XUTETbHBIM ITOTOBBIM
TECTOM CYMTAIMChH IMOKA3aTeNIN: IS MeToJa TUTpoBaHUs 60 u 6ojee MMOJIb/J, sl TIPOBO-
numocTty — 80 1 6osiee MMOJIb/JI, TorpaHUYHbBIe 3HaYeHU: 30—59 Mmoinb/1 1 50—79 MMOIb/IT
JUISL TATPOBAHUS Y IIPOBOIUMOCTU, COOTBETCTBEHHO.

B Tabn. 7 oTpaxkeHbl pa3nuyuus MEXIY B3POCIBIMU U AETbMU IO CTPYKTYPE TTOTOBOTO TECTa.

Tabauua 7
Coomuouenue noa0XcuneIbHsIX NOMoGsIX Mecnos y demel u 63pocavix

Ha puc. 13 u B Tabi1. 8 oTpaskeHBI TTOKa3aTeI ITOTOBOTO TeCTa, IIPOBEACHHOTO TUTPOBAHHEM.
CpenHue rmokasaTejand IMOTOBOTO TecTa 1 MeTomoM TUTpoBaHuUs coctaBwin 97,1 £ 26,3
mMoJb/1, Menuana 98,0 (78,0-115,0) mmons/m, y neteit — 98,9 £ 25,1 mmons/i, menuana 102,0
(80,4-116,0) MMoub/J1, y B3pocibix- 95,6 + 27,1 mmodb/n, Menuana 94,0 (76,0-113,0) MMob/i.
CpenHue mmoxkasaTeu MOTOBOrO TecTa 2 METOAOM TUTpPOBaHUs cocTaBuiau 99,0 £ 26,1
MMoJTb/1T, Meauana 100,5 (80,0-116,0) mmounb/m, y neteit - 98,5 + 25,1 mmounb/n, meanana 102,0
(80,0-116,0) MmO/, Y B3pOCHBIX - 99,6 & 27,4 MMoub/J1, Menuana 100,0 (82,8-118,0) Mmmosb/in.

Tabauua 8
Cmpykmypa 3Ha4eHuii nomogozo mecma, npo8edeHH020 MUMpPoBaHUeM

Mpumeyanue: * — B 2-x TecTax 3HayeHne OblIO HA BEPXHel AOMNYCTUMON rpaHuvLue 1 paBHo 160 mmonb/n. Mpu yposHe Bbilwe 160 MMONb/N NOTOBLIN TECT AOMKEH ObITb NepeaenaH
(Takve AaHHble He BKJIIOYaW B aHanus).

Tabauua 9
Cmpykmypa 3HaueHuli nonoeozo mecma, npo8eodeHH020 Memooom nposodumocmu
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

TUTPOBAHUE, mmonb/n
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Puc. 13. TToka3aTenu IMOTOBOTO TECTA, MIPOBECACHHOIO TUTPOBAHUEM

Ha puc. 14. u B 1a6;1. 9 oTpaxkeHbl MoKa3aTeJIM MOTOBOTO TECTa, MPOBEACHHOIO METOIOM
MMPOBOIUMOCTH.

CpenHue mokasaTeid IMOTOBOTO TecTa | MEeTOmOM MPOBOAMMOCTH cocTtaBuiim 106,4 +
21,7 mmonb/n, Mmenuana 110,0 (96,0—120,0) mmonb/n, y nereii — 106,9 + 20,8 Mmmosib/1, MenuaHa
110,0 (97,0—120,0) mmoub/11, y B3pocibix — 103,7 £ 25,3 mmounb/n, Mmenuana 104,0 (88,0—120,0)
MMOJIb/J.

CpenHue mokasaTey IMOTOBOTO TecTa 2 METOIOM MPOBOAMMOCTH cocTtaBuiim 106,6 =
21,2 mmodb/1, mearana 110,0 (95,0—120,0) mmonb/n, y neteit — 107,2 + 20,1 MMoJb/1, MeauaHa
110,0 (98,0—120,0) mmonb/7, y B3pocabix — 104,3 + 24,8 mmonb/n, meauana 107,0 (89,0—121,0)
MMOJTb/J.

NPOBOANMOCTb, mmonb/n
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Puc. 14. Tlokasarenu moToBOro T€CTa, MPOBEACHHOIO0 METOAOM ITPOBOAUMOCTH

18



lFeHeTuka

NleHeTuka

ITo coctosgHuio Ha anpenb 2025 roga Ha BebO-caiiTe MexayHaponHoro npoekra CFTR2
(https://cftr2.org) npencrasieHbl Bcero 1167 reHeTUYeCKUX BapUaHTOB HYKJICOTUIHOMN TO-
caegoBatenbHOCTH TeHa CFTR ('BHIT CFTR, nocnennee ooHoBIeHMe 25.09.2024), 13 Hux 1085
KJIMHAYECKU 3HAYMMBIX MaTOreHHbIX. OHU npensaTcTBYIoT cuHTe3y 6enka CFTR, ero Tpancnopty
K anuKaJIbHOW MeMOpaHe KJIeTKW MJIM HapyllalT ero (PyHKIIMIO B KauecTBe KaHajla aHMOHOB
xjiopa. B 3aBucumMoctu ot BiusiHus Ha dyHkimio 6eka CFTR HekoTopble aBTOPBI TOAPA3AEISIOT
UX Ha 7 OCHOBHBIX KJ1accoB (puc. 15). [IpuBeneHa ynpolileHHas cxema, Tak KaK OIWH U TOT Xe
BapUaHT MOXET BBI3BATh HECKOJILKO BUIOB HapyIIeHUsT pabOTHI Oefika, 1 He [UTS BCEX BapUaHTOB
HyKJICOTUTHOM rocyienoBatebHocTy reHa CFTR omnpenenieH Kiacc. B Takux cirydasix Mbl OTMeYaeM,
YTO KJIACC «HE OTIPENIEIICH».

Puc.15. PacnipeneneHye naToreHHbIX BApMaHTOB HYKJICOTUIHOM mocienoBarebHOCTU reHa CFTR (Mytanuii) 1o Kjiaccam (pUCYHOK 3aMMCTBOBaH 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. ¢ ©3MEHEHUSIMI)

ITatoreHHble BapuaHThl HYKJIEOTUAHOM TocaenoBatenbHoctu reHa CFTR 1, 11, 111 u VII
KJIACCOB MPUBOAST K MOJTHOMY WJIX MTOYTH MTOJTHOMY MpPeKpalleHno GYHKIINU XJIOPHOTO KaHaja,
U OTHOCSITCS K «TSDKeJIbIM» BapuaHTaM, Torna kak npu Bapuantax IV, V, VI knaccoB coxpansieTcs
octaTtouyHas (YyHKIIMSI XJIOPHOTO KaHaja, YTO MO3BOJISIET UX OOBEAUHUTD B TPYIIINY «MSTKUX»
BapUaHTOB HYKJIEOTUIHOU nocnenoBatenbHOCTU reHa CFTR. «TskecTb» BapuaHTa ONpeaesisieT
CTEeIeHb HapYIIEHUST BHEITHECEKPETOPHOU (DYHKIIMM MOMXKETYIOYHOM XKene3bl. «Msirkre» Bapu-
anTbl reHa CFTR NOMUHUPYIOT HaJ «TSIKEIbIMUA» B OTHOLIEHUM TTAaHKpeaTu4eckKoro eHoTUra.

LleHTpanbHbIii depepanbHblit OKpyr
CeBepo-3anagHbiit besepanbHblil OKpyr
HOKHbIN heaepanbHbIil OKpYr
MpuBoMKCKU depepanbHbI OKpyr
Ypanbckuin besepanbHblii OKpyr m lposeAeHo
Cnbupckuii depepanbHblii OKpyr m He npoBoaunock
[anbHeBOCTOYHbIN beaepanbHblii OKpyr

CeBepo-KaBKa3sckuit deaepanbHblli OKpyr

Mocksa

CaHkT-MeTepbypr

r T T T T 1

0 20 40 60 80 100 %

Puc. 16. OxBar reHeTUYECKUM MCCIIeNOBAaHUEM IMALIMEHTOB C MYKOBUCIIUIO30M
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LleHTpanbHbIvi degepanbHblii OKpyr
CeBepo-3anaaHbiii peaepanbHblil OKpyr
HOKHbIN deaepanbHblil OKpyr
MpuBOMKCKUI denepanbHbIv OKpyr I BoissneHbl

Ypanbckuin bepepanbHblii OKpyr

CnbupcKknin dbepepanbHblii OKpYr u :beIFIBIleHbI
[anbHeBOCTOUHbIN heaepanbHblii OKpYr
CeBepo-KaBKa3ckuii desepanbHblii OKpyr
Mocksa
CaHkKT-MeTepbypr
0 20 40 60 80 100 %

Puc. 17. lonst BBISIBIEHHBIX TEHETUYECKUX BApUAHTOB HYKJICOTUAHON mocienoBaTesibHOCTU reHa CFTR

IeHeTnueckoe ucciienoBaHue ObLIO MpoBeaeHo 95,6% nanueHToB. deTs M qaHHOE MCCIIen0-
BaHue ObLIO MpoBeneHo B 96,2%, B3pocibiM — B 94,2% ciydaes.

OXBar reHeTMYECKMM MCCIeIOBaHUEM B PErMOHAX MpeACTaBieH Ha puc. 16.

CyMmMapHasi 0151 BbISIBJIEHHBIX TATOT€HHBIX BAPMAHTOB HYKJICOTHIHOM MOC/IEI0BaTeIbHOCTH
reHa CFTR B permoHax nokasaHa Ha puc.17

OOwast cyMMapHasi 4acTota MAeHTU(ULIMPOBAaHHBIX ayieneil coctaBuiaa 93,4%. Y nereit
uneHTuduuuposaHo 94,3% asieneii, y B3pocibix — 91,5%.

JluHaMMKa OXBaTa 'eHETMYECKHUM MCCIIeIOBAaHMEM M JTOJU HE BbISIBJICHHBIX F€HETUYECKUX
BapuaHTOB reHa CFTR B 2011—2023 rr. mpeacTaBiieHa Ha puc. 18.
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Puc. 18. JluHamuka oxBaTa reHeTUYECKUM MCCIICIOBAHUEM U OJIM HE BBISIBICHHBIX TeHETUYECKNUX BAPUAHTOB HYKJICOTUIHOM MOCIeI0BATEIbHOCTI
reHa CFTR B 2011-2023 rr.

YacroTa nmaToreHHbLIX BApMaHTOB HYKJICOTUIHOM TociienoBartebHoCcTU reHa CFTR B cTpaHe
B MOpsIIKe YObIBaHMS npeacTaBieHa B Taou. 10. Becero BhIssBIeHO 275 MaTOTeHHBIX BApUAHTOB 1
148 13 HUX HEOAHOKPATHO. 26 TeHETUYECKKMX BAPUAHTOB OTCYTCTBYIOT B MEXIYHAPOAHBIX Oazax
CFTR: G509R, M1028fs, R1531, 1341+2T->C, 3321delG, 3849+1219C>A, 4005+4485A>T,
-461A->G, A1256P, c.1017del, c.1279del, c.1580dupA, c.1761del, c.2312del, c.3615 3625del,
¢.37dup, ¢.3927 3938del, ¢.4094 4098delins, c.527del, CFTRdele12,13(11-12%), G1265V,
K598ins, N505H, S182R, W202L, Y275del. Bce BapyaHThI HYKJIEOTUIHOM ITOCEIOBATEIbHOCTH
reHa CFTR npencrasiaeHs! B [1punoxeHun 2.
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Tabauya 10
Aaneavnasn wacmoma zenemuuecKux 6apuanmos Hykieomuonoi nociedosameavocmu 2ena CFTR ¢ Poccuu
(npedcmaeaennvl 2enemuyeckue eapuanmot ¢ wacmomoii 6oaee 0,10%)

N n/n TpapvuMoHHOE Ha3BaHue HassaHnue no kopgupyiowei AHK HasBaHue no cuHTesnpyemo- YHUKanbHbIA HOME Yacrota, %
reHEeTUYeCcKoro BapmaHTa My Genky BapuaHTta B 6ase dbSNP
1 F508del c.1521_1523delCTT p.(Phe508del) rs113993960 51,40
2 CFTRdele2,3 ¢.54-5940_273+10250del21kb p.(Ser18Argfs*16) not found 6,10
3 E92K c.274G>A p.(Glu92Lys) rs121908751 3,71
4 1677delTA c.1545_1546delTA p.(Tyr515%) rs121908776 2,51
5 3849+10kbC->T c.3718-2477C>T No protein name rs75039782 2,24
6 2143delT c.2012delT p.(Leu671*) rs121908812 1,99
7 2184insA €.2052_2053insA (c.2052dupA) p.(GIn685Thrfs*4) rs121908786 1,93
8 w1282X c.3846G>A p.(Trp1282*) rs77010898 1,73
9 L138ins ¢.413_415dupTAC p.(Leu138dup) rs397508679 1,71
10 N1303K €.3909C>G p.(Asn1303Lys) rs80034486 1,62
11 G542X c.1624G>T p.(Gly542*) rs113993959 1,47
12 394delTT c.262_263delTT p.(Leu88llefs*22) rs121908769 0,92
13 L467F;F508del* ¢.[1399C>T;1521_1523delCTT] p.[Leud467Phe;Phe508del] not found 0,87
14 R334W ¢.1000C>T p.(Arg334Trp) rs121909011 0,75
15 W1282R c.3844T>C p.(Trp1282Arg) rs121908805 0,63
16 3821delT c.3691delT p.(Ser1231Profs*4) rs397508616 0,57
17 S466X;R1070Q** c.[1397C>G;3209G>A] p.(Ser466*;Arg1070Gin) rs121908783 0,52
18 1367del5 c.1243_1247delAACAA p.(Asn415*) rs397508184 0,47
19 $1196X ¢.3587C>G p.(Ser1196*) rs121908763 0,45
20 R1066C c.3196C>T p.(Arg1066Cys) rs78194216 0,43
21 2789+5G>A €.2657+5G>A No protein name rs80224560 0,43
22 W1310X c.3929G>A p.(Trp1310%) not found 0,35
23 3272-16T>A c.3140-16T>A No protein name rs767232138 0,31
24 3944delGT c.3816_3817delGT p.(Ser1273Leufs*28) rs397508612 0,30
25 712-1G->T c.580-1G>T No protein name rs121908793 0,26
26 S466X c.1397C>G p.(Ser466*) rs397508630 0,22
27 L1335P c.40047>C p.(Leu1335Pro) rs374946172 0,22
28 CFTRdup7-11(6b-10*) c.(743+1_744-1)_(1584+1_1585-1)dup No protein name rs121908748 0,21
29 621+1G->T c.489+1G>T No protein name rs78756941 0,19
30 R1162X c.3484C>T p.(Arg1162*) rs121908748 0,19
31 4015delA c.3883delA p.(lle1295Phefs*33) rs397508658 0,17
32 R785X ¢.2353C>T p.(Arg785*) rs74767530 0,17
33 R553X c.1657C>T p.(Arg553*) rs74597325 0,16
34 1898+1G->C c.1766+1G>C No protein name not found 0,16
35 1898+2T>C c.1766+2T>C No protein name not found 0,14
36 G85E c.254G>A p.(Gly85Glu) not found 0,14
37 175delC c.43delC p.(Leu15Phefs*10) 0,14
38 D1152H c.3454G>C p.(Asp1152His) rs75961395 0,13
39 1898+1G->A c.1766+1G>A No protein name rs144781064 0,12
40 2183AA->G c.2051_2052delAAinsG p.(Lys684Serfs*38) not found 0,12
41 L581X c.1742T>G p-(Leu581*) not found 0,13
42 $434X c.1301C>G p.(Ser434*) not found 0,12
43 3659delC c.3528delC p.(Lys1177Serfs*15) rs121908747 0,12
44 S1159F ¢.3476C>T p.(Ser1159Phe) rs75961395 0,12
45 3667ins4 ¢.3535_3536insTCAA p.(Thr1179llefs*17) rs387906378 0,12
(c.3532_3535dupTCAA)
46 R347P c.1040G>C p.(Arg347Pro) rs77932196 0,12

MpumeyaHne: # — komnnekcHolin annens L467F;F508del
## — 3peck 1 ganee: BKOYas reHeTnyeckne BapunaHTel S466X (ecnu cuennerve ¢ R1070Q He nccneposanock) u S466X-R1070Q.

JIBa TeHEeTMYECKMX BapHaHTa HYKJICOTHUIHOU TocaenoBateabHocTu reHa (TBHIT) CFTR
onpeneneHbl y 89,2% OT unciia NalueHTOB, KOTOPhIM IIPOBOIMIOCH FEHETUYECKOEe UCCIEIOBAHNUE,
onuH — y 8,5%, HU OJHOIO T€eHEeTUYECKOrO BapUaHTa He YIajl0Ch BbISBUTD Y 2,3% IMallMeHTOB.

Ha pwuc.19 oTpaxkeHbl 1011 TTAIIMEHTOB B 3aBUCUMOCTHU OT uncia BeisiBeHHbIX [ BHIT CFTR

B IT'CHOTHUIIC.

JIBa reHeTUYECKMUX BapraHTa HYKJICOTHIHOMN mocienoBaTelbHOCTH reHa CFTR BBHISIBICHBI Y
89,8% nereit u 87,8% B3pocibix, onuH — Yy 8,9% u 7,5%, un onHoro — y 1,3% u 4,7% nereit u
B3POCJIBIX, COOTBETCTBECHHO.

B lLlentpansHoM denepalbHOM OKPYre reHETUYECKOE MccienoBaHne nmposeneHo 97,3%
nanueHToB. (tabdi. 11). B 3,0% ciyyaeB naTOJIOTMYECKUil ajuie/ib He ObUl MACHTU(UIIMPOBAH.
I'enernuecknii Bapuant F508del BcTpevancs y 77,3% maiiveHTOB.
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LleHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblit degepanbHblit OKpyr
HOHbI beaepanbHblii OKpyr

MpuBoKCKNI denepanbHbIi OKpyr

v o o
panbckuin epepanbHblii OKpyr m Oav FBHM CFTR
. o [N I A A BbIfBNEH
Cnbunpcknin depepanbHblit OKpyr 7

W Hv ogHoro MBHIM

[anbHeBOCTOYHbIN desepanbHblii OKpyr
CFTR He BbifiBNEHO

CeBepo-KaBKasckuit besepanbHbliil OKpyr
MockBa

CaHkT-MNeTepbypr

Puc. 19. lons mameHToB B 3aBUCUMOCTHU OT uuciia BoisiBieHHbIX [ BHIT CFTR B reHOTHTIE

Tabauya 11

Yacmoma eapuanmos nykaeomuonoil nociedosameavnocmu 2ena CFTR ¢ Ilenmpaavnom pedepaavrom oxpyee
(npedcmasaenvt cenemuyeckue apuanmol ¢ wacmomoi 6oaee 1,0%)

N FeHeTuveckuii BapmaHT reHa CFTR Yacrtora, %
1 F508del 52,7
2 CFTRdele2,3 7,6
3 2143delT 2,6
4 3849+10kbC->T 2,6
5 2184insA 2,2
6 N1303K 2,0
7 L138ins 1,9
8 E92K 1,9
9 G542X 1,6
10 w1282X 1,3
11 1677delTA 1,1
B CeBepo-3anagHoM ¢enepalbHOM OKpyre reHeTUIeCcKoe McciienoBaHue poBeacHo 98,4%
namueHToB (Tadu. 12). B 3,5% ciiydaeB maToJIOrMYeCKUil ajuleib He ObLUT MACHTH(UIIMPOBAH.
I'enetnueckuit Bapnant F508del BcTpevancs y 82,4% malimeHTOB.
Tabauya 12
Yacmoma éapuanmos Hyxaeomuonoi nociedosameavrocmu 2ena CFTR ¢ Ceeepo-3anaonom gpedepaavrom oxpyee
(npedcmasaensvt 2enemuteckue eapuanmot ¢ wacmomoii 6oaee 1,0%)
N ‘ FeHeTnveckuii BapmaHt rena CFTR ‘ Yacrota, % ‘
1 F508del 55,3
2 CFTRdele2,3 5,4
3 2184insA 2,9
4 2143delT 2,8
5 G542X 2,7
6 3849+10kbC->T 2,1
7 N1303K 1,7
8 w1282X 1,7
9 394delTT 1,4
10 L138ins 1,4
11 R334W 1,1
12 E92K 1,1

B IOxHOM (henepaibHOM OKpyre reHeTUYeCcKoe UCClieNoBaHKe poBeaeHo 95,7% malueHToB.
(ta6u. 13). B 12,9% cnyuyaeB nmaToJIOrMYeCKuUid aiieib He ObUT uaeHTUhUIIMpOBaH. BapuaHT
F508del Bctpeuancs y 76,2% nauyeHTOB.

B INpuBomxckoM denepaibHOM OKpyre TeHOTUITUpoBaHue TpoBeneHo 91,1% malreHTOoB
(tabxa. 14). B 7,8% cnyvyaeB maToJOTMYECKUI ayjiesib He ObLT UIeHTUGUIIMPOBaH. BapuaHT
F508del Bctpeuancs y 75,6% naLveHTOB.

22



FeHeTuka

Tabauya 13
Yacmoma eapuanmog Hykaeomuonoil nocaiedosameavnocmu 2ena CFTR 6 IOxucnom ghedeparvnom oxpyee
(npedcmasaenvl 2eHemuyeckue gapuanmol ¢ 4acmomoii 6oaee 1,0%)

Tabauya 14
Yacmoma eéapuanmos nyxieomuonoi nociedosameavtocmu 2ena CFTR 6 Ilpusoaxcckom ghedepaavnom okpyee
(npedcmasaennvl 2enemuyeckue éapuanmol ¢ wacmomoi 6oaee 1,0%)

B YpanbckoM denepaibHOM OKpyre reHeTUYecKoe o0cenoBaHke poBeneHo 97,5% nanyeH-
TOB (Tabi. 15). B 7,9% cinyyaeB MyTaHTHbII ajuleib He ObUT MAeHTU(hUIUPOBaH. [eHeTHYeCKMit
BapuaHT F508del Bctpeuasncst y 77,3% malueHTOB.
Tabauua 15
Yacmoma eéapuanmoe nyxieomuodnoi nociedosameavtocmu 2ena CFTR ¢ Ypaavckom gpedeparvnom oxpyee
(npedcmasaensl 2enemuyeckue sapuanmol ¢ wacmomoii 6oaee 1,0%)

B CubupckoMm (egepajlbHOM OKpPYre re HETUYECKOE MCCienoBaHue npoBeaeHo 95,4%
manveHToB (Taba. 16). B 8,4% ciy4yaeB MaToJOrMUECKUiil ajiesib He ObUT UAEHTU(DULUPOBAH.
Bapuant F508del Bctpeuancst y 79,4% nalineHTOB.

Tabauya 16
Yacmoma eapuanmog Hykieomuonoil nocaiedosameavnocmu eena CFTR ¢ Cubupckom gpedepaavrom oxpyee
(npedcmasaenvl 2eHemuyeckue gapuanmol ¢ 4acmomoii 6oaee 1,0%)
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B JlanmbHeBOCTOUHOM (herepaibHOM OKpyre TeHOTUTTMpOBaHue MpoBeaeHo 97,0% nanmeHToB
(tabu. 17). B 12,8% ciiyyaeB naToIOrMyecKuii ajjiesib He ObL1 naeHTU(hULMpoBaH. [eHeTnyeckuii
BapuaHT F508del BcTpeuascs y 73,8% maLueHTOB.

Tabauya 17
Yacmoma eapuanmog Hykieomuonoil nocaedosameavnocmu eena CFTR ¢ /laavnesocmounom ghedeparvnom oxpyee
(npedcmasaenvl 2enemuyeckue sapuanmol ¢ 4acmomoii 6oaee 1,0%)

B CeBepo-KaBkasckoM (penepasbHOM OKPYre TeHOTUITMPOBaHUE ITpoBeneHo 95,0% nalueHToB
(taba. 18). B 3,1% ciyyaeB naTosioru4ecKuii anieab He OblT uaeHTUDUIIMpoBaH. [eHeTHYeCK it
BapuaHT F508del BcTpeuascs y 28,8% manmeHTOB.

Tabauya 18
Yacmoma éapuanmog nyxieomudnoii nociedosamenavrocrmu 2ena CFTR ¢ Cesepo-Kasxazckom ghedepaavnom okpyee
(npedcmasaennvl 2enemuyeckue éapuanmot ¢ wacmomoi 6oaee 1,0%)

B Mockse JJHK-auarHoctukoit 6b10 oxpaueHo 97,6% maruenToB (tabn. 19). B 1,2%
cJIyJaeB TTaTOJIOTMICCKUM ajijiellb He ObLT MaecHTH(UINpoBaH. [eHeTnueckmit BapranTt F508del
BcTpevancs y 74,2% mnaleHToB.

Tabauya 19
Yacmoma eapuanmog Hykaeomuonoi nociedosameavnocmu 2ena CFTR ¢ Mockese
(npedcmasaenvt eenemuteckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B Cankr-IlerepOypre reHeTrueckoe uccienoBanue nposeacHo 99,0% nauuenrtos (1a6i1.20). B
2,9% citydyaeB MaToJOTMYECKMIA ajieb He Obul uneHTudumposaH. Bapuant F508del Betpeuaics
y 79,5% nanueHTOB.
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Tabauya 20
Yacmoma eapuanmoe nyxaeomuonoi nociedosameavocmu eena CFTR 6 Canxkm-Ilemepoypee
(npedcmasaenvt cenemuyeckue apuanmol ¢ wacmomoi 6oaee 1,0%)

N FeHeTnveckuii BapmaHT rena CFTR ‘ Yacrota, % ‘
1 F508del 49,7
2 CFTRdele2,3 6,3
3 2143delT 3,7
4 2184insA 3,2
5 G542X 2,9
6 N1303K 1,8
7 3849+10kbC->T 1,6
8 3821delT 1,6
9 L138ins 1,6
10 R334W 1,6
1 S1196X 1,3
12 W1282X 1,1
13 E92K 1,1
I1epBbie 10 yacTOTE ABEHAALATh BAPMAHTOB HYKJIEOTUAHOM nocienoBaTenbHocty reHa CFTR
Cpenu IeTeil U B3pOCIbIX MPEeACcTaBlIeHbI B Ta0I. 21.
Tabauua 21
Hauboaee wacmote eenemuveckue eapuanmot HyKaeomuoHoil nocaedosameavrnocmu 2ena CFTR cpedu demeii u 63pocivix
(6 nopsaoke yoviganus)
N Oetu (no 18 neT) B3apocnbie (18 net u ctapwe)
n/n FeHeTuyeckuii BapuaHT reHa CFTR ‘ Knacc ‘ YacroTa, % FeHeTuveckuii BapuaHT reHa CFTR ‘ Knacc ‘ Yacrota, %
1 F508del 1} 52,80 F508del [} 48,24
2 CFTRdele2,3 Vil 6,34 CFTRdele2,3 Vil 5,57
3 E92K -v 3,40 3849+10kbC->T v 4,53
4 1677delTA 1 3,31 E92K 1I-v 4,40
5 2143delT 1 2,00 2184insA 1 2,35
6 w1282X 1 1,98 L138ins \'; 2,01
7 2184insA 1 1,74 2143delT 1 1,97
8 N1303K I 1,59 N1303K Il 1,68
9 G542X 1 1,59 G542X 1 1,22
10 L138ins \'; 1,57 W1282X 1 1,17
11 3849+10kbC->T v 1,22 394delTT 1 1,13
12 L467F;F508del I 1,07 R334W v 1,01

YacToTa maToreHHOro BapMaHTa HyKJIeoTuaHOM nocienoBareabHocty F508del rena CFTR B
okpyrax npeactasieHa Ha puc. 20. [1o crpane yactorta coctaBuia 51,40%.

LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiit desepanbHbiil OKpyr
HOKHbIN depepanbHbI OKpyr
MpuBoMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuii besepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN dheaepanbHblil OKpyr

CeBepo-KaBKasckuii esepanbHbIi OKpyr

CaHkT-MNeTepbypr

Mocksa

%

r

0 10 20 30 40 50 60

Puc. 20. AnenbHast yactora reHetnueckoro Bapuanta F508del rena CFTR
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LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepanbHblili OKpyr
HOKHbIN desepanbHbii OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr

Ypanbckuit besepanbHbliii OKpyr

Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN heaepanbHblil OKpYr
CeBepo-KaBKasckuii peaepanbHbili OKpyr
Mocksa

CaHkT-MNeTepbypr

%

Puc. 21. Yactora reHetuyeckoro Bapuanta CFTRdele2,3 rena CFTR

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiit desepanbHbiii OKpyr
HOKHbIN depepanbHbI OKpyr
MpvBOMKCKUI deaepanbHbIvi OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUHbIN dheaepanbHblii OKpyr
CeBepo-KaBKasckuii desepanbHbIit OKpyr
Mocksa

CaHkT-MNeTepbypr

%

o -
N
~
[))
(%)
=)

Puc. 22. Yactora renetuueckoro Bapuanra E92K rena CFTR

YacToTa maToreHHOTo BapuaHTa HyKJeoTuaHoil nmociegoBatenbHocT CFTRdele2,3 rena
CFTR B oxkpyrax mnpezacrasieHa Ha puc. 21. ITo ctpane yacrora cocraBmia 6,10%.

YacTtoTa BapmaHTa HYKJIeOTHIHOM mmocienoBaTebHOCTH E92K rena CFTR B oKpyrax mpem-
crasiieHa Ha puc. 22. [1o crpane ayuteapHas yactora cocrasuia 3,71%.

CoOoTHOIIIEH € TOMO3UTOT, TETEPO3UTOT 1Mo TeHeTnueckomy BapuaHTy F508del rena CFTR,
a TakxXe TeHOTUIIOB, He BKiouatomux F508del, mpencrasiaeHo Ha puc. 23. 1o cTpaHe mons
romosurot 1o F508del cocraBuia 28,0%, reteposurot — 46,8 %, renorumnos 6e3 F508del — 25,2%.

Yacrora romo3urort, retepo3uror 1mo F508del u renorumnos 6e3 F508del cpenn nereii u
B3POCIIbIX IIpeACTaBieHa B Ta01. 22, a B 3aBUCUMOCTU OT 4-JIETHUX BO3PACTHBIX «ILIATOB» — Ha

puc. 24.
Tabauua 22
Yacmoma 2omozucom u eemepozuzom no F508del, a maxce eenomunoe 6e3 F508del cpedu demeii u 63pocavix
Fpynna F508del / F508del F508del / He F508del He F508del / He F508del
DOetn, % 29,9 45,8 24,3
B3apocnble, % 23,8 48,9 27,3

«MSITKWii» TeHOTHUIT BhISIBJIEH Y 24,2% maneHToB. PacnipeneneHne «MSITKUX» TeHOTUIIOB B
3aBHCHUMOCTH OT BO3PACTa MPEICTaBIeHO Ha puc. 25 u puc. 26.
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LleHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpYyr
KOXKHbIN heaepanbHbI OKpyr
MpuBOMKCKUI besepanbHbIi OKpyr

Ypanbckuii epepanbHblii OKpyr = F508del/

CnbupcKnin depepanbHblit OKpyr Ll

m He F508del/

[anbHeBOCTOYHbIN desepanbHbIi OKpyr
He F508del

CeBepo-KaBkasckuit desepanbHbiii OKpyr

Mocksa

CaHKT-MeTepbypr
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Puc. 23. CooTtHoluieHue romo3urot u rerepo3urot o F508del, a Takke reHoTumos, He BKItovatomux F508del
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Bospacrt, rogbi

Puc. 24. Pacnipenenenue romo3urot, rerepo3urot 1o F508del u renoturnos 6e3 F508del B 3aBUcMMOCTH OT Bo3pacTa IMaliueHTOB
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Puc. 25. CooTHoIlIeHUE «TSKECTU» TEHOTUIIOB B 3aBUCUMOCTH OT BO3pacTa

m F508del/F508del
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80 = mmm e m e e

60

40 e "Msarkue"

reHoTUnb!
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Yucno naumneHTos, %
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Bospacr, rogbi

Puc. 26. PacnipeneneHue «MsITKUX» FeHOTHITOB B Pa3IMYHBIX BO3PACTHBIX TPYITITAxX
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«TsKesble» FeHOTUIIBI TOMMHUPYIOT KaK Cpeau AeTeil, TaK U B3POCIbIX, HO A0 18 jeT ux
yacrota cocrasisieT 80,0%, a mocine 18 ner — 66,0%.

«Msrkuit» reHOoTUN BbIsiBIEH Yy 19,5% nauumenTtoB mo 12-neTHero Bo3pacra u'y 59,6%
MaLKUeHTOB cTapiue 36 JieT.

Mukpo6uonorus

OnpeneneHne XpOHNIECKON MHMEKIINY B HIDKHUX OTIENIaX IBIXaTeTbHBIX ITyTei:

1. Hanuuume XxpOHUYECKOM CUHETHOMHOM MHMEKLIMKI OIPEIe/IsSieTCs JIeYallliM BpauoM COIIACHO
MomupumpoBanHoMy Kputepuio T. Jlunca (Leeds criteria) [2] m/wim 1Mo aHTUCMHETHOMHBIM
aaTuTenaM [3]. [MamueAT cunTaeTcss XpOHNIEeCKN MHOUIIMPOBAHHBIM, €CJIM B JTAHHBIIT MOMEHT
WJIM B IIOCJIEAHME TOIbI €r0 IT0KA3aTe/I COOTBETCTBYIOT HIKECIEAYIOIIUM KPUTEPUSIM U JIeUalllnii
Bpay He CUMTAET, YTO ero cTaTyc udMeHwIcs: 50% moceBoB MOKPOTHI, COOPAHHBIX B ITOCIIEIHUE
12 mec. (1 xoTs Obl 4 1oceBa 3a 3TOT HEPUOI) MOJOKUTEIbHDL;

@ S aureus (MSSA)

@ P aeruginosa
XPOHMYecKas

B.cepacia complex

e Achromobacter sp.

e S _maltophilia

e Haemophilus
influenzae

Nontub. Mycobacteria

e
w 2l
0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 >32

BospacrT, rogbl

Puc. 27. UameHeHue xapakrepa MUKpOMIOPBI PECIIUPATOPHOTO TPAKTA MAIMEHTOB C MyKOBUCIIUIO30M B 3aBUCUMOCTH OT BO3pacTa
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2. Xponundeckasi "HGEKIINS IPYTUMU TPAMOTPUIIATETIbHBIMU OaKTEPUSIMU OTIPEIEISIETCS 110
KPUTEPHUIO, OITMCAHHOMY BBIIIIC.

Ha puc. 27 npencrasieHo U3MEHEHNE XapaKTepa MHPUIIMPOBAHUS PECITMPATOPHOTO TPAKTa
B 3aBUCHMOCTH OT BO3pacTa.

Tabauya 23
Yacmoma ecmpenaemocmu (%) pasausHoil Mukpohaopol pecnupamopno2o mpaxKma nayuenmos ¢ MyKoGucuuo03om
6 3asucuMocmu om 603pacma

ukpoopra- | S.aureus MRSA P.aeruginosa | B.cepacia | Achromobacter | S. maltophilia | H. influenzae Nontub. E. coli
HMu3m | (MSSA) XPOH. complex sp. Mycobacteria
ropabl

0-4 66,1 7,2 27,1 1,1 1,8 4,7 5,8 0,0 10,8

4-8 77,5 4,4 29,6 1,8 3,3 3,9 7,1 0,3 6,0
8-12 76,6 6,1 31,8 2,5 4,7 4,5 6,7 0,4 3,0
12-16 68,9 4,9 48,9 4,5 7,8 5,5 4,1 0,9 2,6
16-20 71,0 5,2 51,7 8,1 9,1 5,2 2,6 0,6 3,4
20-24 68,2 5,8 61,4 9,6 13,6 4,3 0,8 1,0 1,9
24-28 61,6 6,7 62,1 11,5 8,5 4,2 2,4 1,6 3,6
28-32 60,6 2,4 61,4 7,8 10,1 0,0 1,6 3,0 7,0

>32 57,0 5,9 60,3 10,9 9,3 1,9 0,8 1,0 3,9

ITpu olleHKe MUKPOOHMOJIOTMUECKOT0 MPOMIIIST peCIMPaTOPHOTro TPAKTa BhISBJICHO BO3pac-
TaHWE YaCTOThl XPOHWYECKOIO BbICEBA rPaMOTPUIIATENIbHOM (JIOPHI C YBEIMUYEHUEM BO3pacTa
MMaleHTOB.

Haubonpmas yacrora nunduuupoBanus S.aureus (MSSA) B Bo3pacTHbIX Ipynmnax 4—8 yet
u 8—12 neT, rae oHa cocraBuia 77,5% u 76,6% cooTBETCTBEHHO, P.aeruginosa — B BO3PACTHBIX
rpymmax 20—24 yet, 24—28 net, 28—32 ytet u crapie 32 yet ¢ yactoroii 61,4%, 62,1%, 61,4% n
60,3% cooTBeTCTBEHHO, B.cepacia complex B rpymnme — 24—28 net u crapiue 32 JieT ¢ YaCTOTOM
11,5% wn 10,9% cooTBeTcTBEHHO, S.maltophilia B rpymiie 12—16 et u 16—20 neT ¢ yactoToii 5,5% n
5,2% cootBetrcTBeHHO. Hamboobinast uactora Achromobacter spp. 3aperucTprpoBaHa y MallieHTOB
B rpynmax 20—24 net u 28—32 net — 13,6% u 10,1% coorBerctBeHHO. MRSA (Methicillin—resistant
Staphylococcus aureus) Hanbonee pacripoctpaHeH B rpymme 0—4 net ¢ yactotoit 7,2%. E. coli
HauboJree pacrpocTtpaHeHa B rpyre 0—4 romga ¢ yactoroit 10,8%.

Yactota MHGOUIMPOBAHUS ABIXaTEJIbHBIX MyTel pa3aIUuYHON (PJIOpOi MpeacTaBjieHa B
nopsinke yoviBaHus: S. aureus (MSSA) — 69,7%, P.aeruginosa — 44,5%, Achromobacter
spp. — 1,0%, MRSA — 5,5%, B.cepacia complex — 5,4%, E. coli — 4,4%, S. maltophilia — 4,2%,
H. influenzae — 4,2%. Jdonst mauneHTOB, MHGUUUpoBaHHBIX Nontuberculous mycobacteria

(NTM) — 0,7%.
80 T T e e e
L e===== S aureus (MSSA)
60 T o T T o e
50— T T T T T T T T T T T T T T T T T T T @ P aeruginosa,
XpOH
% 40 T T T T T T T T T T e e e e e e e e e e e
N
30— e B.cepacia
complex
20 T T T
== S_maltophilia
e e e e e e e =
0

2011r. 2012r. 2013 r. 2014 r. 2015r. 2016+ 2017r. 2018 r. 2019r. 2020r. 2021 r. 2022r. 2023r.

Puc. 28. [lnnaMuka 4acToThl BCTpEYaeMOCTH MUKPOMIOPBI peCIIMPaTOPHOTO TpaKTa Mo JaHHbIM peructpoB 2011—2023 rr.

Ha puc. 28 npencrapiieHa AMHAMUKA CTPYKTYPbl MUKPOMIOPHI peCIMpPaTOPHOTO TpaKTa Io
nIaHHbIM peructpoB 2011—2023 rr.

B Tabn. 24 orpaxkeHa acUMMETpUs pacrpeaesieHuss MUKPOdIOpbl PECIMPaTOPHOTO TpaKTa
MEXIY NeTbMU U B3POCIBIMU C YYETOM MHTEPMUTTUPYIOIIETO UM XPOHUYECKOTO BhICEBA.
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Tabauya 24
Cpasnumenvnas XapaKmepucmuxka MUKpog@a0psl pecnupamopro2o mpaxKma oemeii u 63pocavlx
‘ ®dnopa % ‘ Bce ‘ Detn ‘ B3pocnbie ‘
MSSA, % 69,7 73,0
[a, xpoHnyeckoe nHdULMpoBaHue 58,2 57,6 59,5
Aa, xoTts Gbl 1 pa3 B rog MU MeHee YeM B NOJIOBUHE NOCEBOB/MHTEPMUTTUPYIOLLUIA BbICEB B! 15,4 3,7
MRSA, % 5,5 5,6
JAa, xpoHuyeckoe MHULMpoBaHue 2,4 1,9 3,3
[Aa, xoTs Gbl 1 pa3 B rog, iIM MeHee 4eM B NOJIOBUHE NOCEBOB/UHTEPMUTTUPYIOLLUIA BbICEB 3,0 3,7 1,9
P.aeruginosa, % 44,5 37,0
[a, xpoHuyeckoe HGULUpoBaHme 34,3 24,3 54,3
[a, xoTs 6bl 1 pa3 B roa UM MeHee YeM B NONIOBUHE NOCEBOB, MHTEPMUTTUPYIOLLUIA BbICEB 10,2 12,6 5,2
B.cepacia complex, % 5,4 3,0
[a, XpoHU4ecKui 4,3 1,7 9,5
Aa, xoTa Gbl 1 pa3 B rog UM MeHee YeM B MOJIOBUHE NOCEBOB/ MHTEPMUTTUPYIOLLNIA BbICEB 1,1 1,3 0,7
Achromobacter spp., % 7,0 5,2
[a, XpoHU4eCcKui 4,2 2,4 7,7
Aa, xoTa 6bl 1 pa3 B rog UNU MEHee YeM B NOJIOBUHE NOCEBOB, MHTEPMUTTUPYIOLUUIA BbICEB 2,7 2,8 2,6
S. maltophilia, % 4,2 4,9
[a, XxpoHuueckuin 0,9 0,9 0,9
Aa, xoTs 6bl 1 pa3 B rog, UM MeHee YeM B NMOJIOBUHE NOCEBOB/ MHTEPMUTTUPYIOLLMIA BbICEB 3,3 4,0 2,1
H. influenzae, % 4,2 5,7
Aa, XpoHU4ecKui 0,3 0,4 0,2
[a, xoTs 6bl 1 pa3 B roa, UNKU MeHee YeM B NOJIOBUHE MOCEBOB/ UHTEPMUTTUPYIOLLUI BbICEB 3,9 5,3 1,0
E. coli, % 4,4 4,8
[a, XpoHU4YecKui 2,1 2,1 2,1
Aa, xoTs Gbl 1 pa3 B rog, UM MeHee YeM B NOJIOBUHE NOCEBOB/ UHTEPMUTTUPYIOLLWIA BbICEB 2,3 2,8 1,3
[a, HECKOJIbKO MOJIOXMUTENbHbIX BbICEBOB 0,12 0,06 0,25
Aa, 1 (0avH) NONOXUTENbHBINA BbICEB B TEKYLLEM roay 0,59 0,40 1,02
[a, Bce BbiCEBbl OTPULIATENbHbIE 7,24 6,73 8,38
AHanusbl He NPOBOAVNNCH/HET AaHHbIX 92,05 92,81 90,35
O6HapyxeH komniekc Mycobacterium abscessus* 83,3 87,5 80,0
O6HapyxeH komnnekc Mycobacterium avium* 16,7 125 20,0
O6HapyxxeHbl HeM3BeCTHbIE MOABUAbI/APYrne MukobakTepumn™ 0,0 0,0 0,0
Uccneposanune(s1) mokpoTbl/BAJI/Ma3ka U3 ropna Ha Hanuume rpu6os, %
Ja, XpoHU4YeCKuii BbiICEB 1,8 1,6 1,9
Ja, oAVH NOJIOXMUTENbHbINA BbICEB B TEKYLLEM roay 3,2 2,9 3,6
Aa, Bce pe3ynbTaTbl OTpULLATENbHbIE 24,4 26,9 18,8
AHanu3abl He NPOBOAUNUCH/HET AaHHbIX 70,6 68,6 75,7
O6HapyxeHbl rpubbi Aspergillus fumigatus™** 48,5 34,5 73,9
O6HapyxeHbl rpubsl Scedosporium species™* 0,8 0,0 2,2
O6HapyxeHbl Hen3BeCTHbIE MOABUAbI/APYrne rpnbbl** 39,2 47,6 23,9

* Cpeav NaumeHToB, Y KOTOPbIX 0GHAPYKEH MONOXUTENbHBIN BLICEB HA HETYOGEpKyeaHble MukobakTepum, n=18 nauyeHTos
** Cpeay NauveHToB, Y KOTOPbIX 0GHAPYKEH MOSIOKMTESbHBIN BLICEB HA UCCAeA0BaHNS MOKPOTLI/BAJ/ Maska U3 ropna Ha Hanuuve rpuéos, n=130 nauyeHTos

MuKpoOMOIOrnYeCKIA MPOMIIIh PECITUPATOPHOTO TPaKTa MAIMEHTOB ¢ MYKOBUCIIMIO30M
B OKpyrax IpeacTaBjieH Ha puc. 29.

Ha puc. 30 npencraBiaeHa n0js1 MauMeHTOB, UHGUUUPOBAHHBIX S.aureus (MSSA) u MRSA,
KOTOpBHIE IO cTpaHe coctaBuin 69,7% u 5,5% COOTBETCTBEHHO.

Ha puc. 31 mpencrasieHa noysi TallMeHTOB, XpOHUYEeCKU MHOUIMPOBAHHBIX P.aeruginosa,
KoTOopas 1mo crpaHe coctaBwia 34,3%. Jloyis MallMeHTOB ¢ MHTEPMUTTUPYIOIINM BBICEBOM
P.aeruginosa cocraBuna 10,2%.

Ha puc. 32 npeacrapieHa noJs MauueHToB, MHOULIMPOBAHHBIX B.cepacia complex, KoTopasi
B cTpaHe cocTaBmiia 5,4%: Xots ObI 1 pa3 B TOI MJIM MeHee YeM B ITOJIOBUHE noceBoB — 1,1%;
XpoHHnuyeckoe nHpuuposanue — 4,3%.

Ha puc. 33 npencrasieHa 105 NalyMeHToB, MHPULIMPOBAHHBIX Achromobacter spp., KOTopasi
B cTpaHe cocraBwia 7,0%: xots Obl 1 pa3 B rof Uy MeHee 4eM B IOJOBMHE MTOCEBOB — 2,8%:;
XpoHuveckuit — 4,2%.

Ha puc. 34 npeacraBieHa gojsi MauMEeHTOB, UHQULMPOBAHHLIX S.maltophilia, KoTopasi B
crtpaHe coctaBuia 4,2%: Xots ObI 1 pa3 B roi WJIM MeHee, YeM B ITOJIOBUHE IToceBoB — 3,3%:;
xpoHuueckuii — 0,9%.
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Puc. 29. MukpoO6uosornyeckuit mpoduiib pecnupaTopHOro TpakTa MalueHTOB ¢ MyKOBUCLIMI030M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit begepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI depepanbHbIit OKpyr
YpanbcKkuii besepanbHbilii OKpyr

m S.aureus

Cnb 7 7
nbupckuii beaepanbHblii OKpyr e

[anbHeBOCTOYHbIN desepanbHbIi OKpyr

CeBepo-KaBkasckuit besepanbHbliil OKpyr

Mocksa

CaHkT-MNeTepbypr

%
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Puc. 30. Jonsa naimeHTOB MHOULUMPOBAHHBIX S.aureus

31



Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

LleHTpanbHbIN deaepanbHbli OKpyr
CeBepo-3anagHbiii pesepanbHblli OKpyr

HOKHbIN desepanbHbiii OKpyr

m P.aeruginosa

MpuBOAKCKUIA pesepanbHbIN OKpyr XPOH.

Ypanbckuii besepanbHblii OKpyr
Cubupckuin depepanbHblit OKpyr

ANIbHEBOCTOYHbIN degepanbHblit OKpyr .
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CeBepo-KaBKasckuii desepanbHbIvi OKpYr VIHTEPM.
Mocksa
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r T %
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Puc. 31. loast maureHToB MHGUIIMPOBAHHBIX P.aeruginosa
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Puc. 32. Jons naimeHToB MHOUUMPOBAHHBIX B.cepacia complex

LleHTpanbHbIi desepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblit OKpyr
HOXKHbIN bepepanbHblii OKpyr

MpuBOMKCKUI benepanbHbIi OKpyr
P beaep Py m Achromobacter

Ypanbckuin bepsepanbHblit OKpyr SP. XpOH.

CnbupcKknin depepanbHblit OKpyr

[anbHeBOCTOYHbIN deaepanbHblit OKpyr

m Achromobacter

CeBepo-KaBKa3sckuii degepasibHblil OKpYr Sp., MHTEpM.
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CaHkT-MeTtepbypr

%

8,0

Puc. 33. Jons nauueHToB UHOUUMPOBAHHbBIX Achromobacter spp.
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Puc. 34. lonst nanmeHToB MHGOUIMPOBAHHBIX S.maltophilia
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Puc. 35. Jons nanvienToB nHbULIIMPpOBaHHBIX Haemophilus influenzae

LleHTpanbHbIii degepanbHblit OKpyr
CeBepo-3anagHbiit besepanbHblil OKpyr
HOKHbIN hesepanbHbiil OKpyr
MpuBOMKCKUI denepanbHbIvi OKpyr
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Cubupckuii pepepanbHblit OKpyr
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%

Puc. 36 Jons nauueHtoB uHGuuupoBaHHubix E.Coli

influenzae xpoH.

m E.coli, XpoH.
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LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anaaHbiit denepanbHblit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA PeaepanbHbIii OKpyr
Ypanbckuin deaepanbHblii OKpyr m HeTybepKkynesHbie
MWKobaKTepumn

Cnbupcknin depepanbHblit OKpyr

[anbHeBOCTOYHbIN desepanbHbIi OKpyr

CeBepo-KaBKasckuii desepanbHbliii OKpyr
MockBsa
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Puc. 37 Nons naimeHTOB MHGUIIMPOBAHHBIX Hemybepkyne3nvimu muxobaxmepusimu

Ha puc. 35 npencrasieHa m0Jis NalUeHTOB, UHOUUKUPOBAHHBIX Haemophilus influenzae,
KoTopasi B cTpaHe coctaBuiia 4,2%: xoTs1 Obl 1 pa3 B roji WiIv MeHee YeM B ITOJIOBUHE ITOCEBOB
- 3,9%; xponuueckuii — 0,3%.

Ha puc. 36 npencrasneHa goJs ManueHToB, MHOUUIMPOBaHHBIX E.coli, KOTOpas B cTpaHe
cocraBuna 4,4%, U3 HUX OOMH BbICEB B TeKyLIeM roay 2,3%.

Ha puc. 37 npencrapieHa [0 MaLMEHTOB, MHGOUILUPOBAHHBIX HemybepiyresHvimu MUKo-
baxkmepusmu, Kotopas B ctpaHe coctasuia 0,7%.

PecnupatopHasa pyHKUuns

CnpoMeTpusi — caMblii pacIpOCTpaHEHHBINM M BaXKHbIII METOM OLEHKHU PeCIUpaTOPHOIi
(byHKIIMM y TTAIIMEHTOB C MyKOBUCIIMIO30M. KITIOUEBBIMU CITUPOMETPUUECKUMHU BEIMUMHAMUA
SIBIISTIIOTCS (popcrpoBaHHAs XXU3HEHHAast eMKOCTh JieTkux (P2KEJI) u 06peM hopcrupoBaHHOTO
BbIIOXa 32 1-10 cekynny (ODB,)). [Tokasarenu dyHkuum BHewHero abixanus (PB) — OXEJ n
O®B, — u3MepsIOTCS B JIMTPAX, HO BBIPAXKAIOTCS, Yalle BCETO, HE B A0COTIOTHBIX BETMYMHAX, &
B IIPOLIGHTHOM OTHOILIEHUHM K TaK HA3bIBAEMbIM «IOJDKHBIM» 3HAUEHUSIM ( %10JIK. ). DTO BeIYM -
HBI, XapaKTepHBIE TSI 3MOPOBBIX JIIOAEH TOTO e I10J1a, BO3pacTa, pachl U pOcTa — HOPMaJIbHbIE
roKas3aTesu IJIs JaHHOM ToImyasuuu. B HacTosieM otyeTe ObUIM MCIIOIb30BaHbI TOKHbBIC
BeauuuHbl G.Polgar et al. (1971) nns neteit [4] u padoueii rpynnsl EBponeiickoro cooduiecta
cranu u yost (ECCS, 1993) nns B3pocnbix [3].

CrniupoMeTpusl 3a OTYETHBII ron Oblia mpoBeaeHa 79,5% mauueHTaM ¢ MYKOBUCLUAO30M
crapite 5 jer (mpu 3tom aetsim B 81,7% ciyudaeB, B3pociabiM — B 76,0%). O6beM IIpOBeneHUs
CIIMPOMETPUHU B (pemepaabHBIX OKpyTraxX MpeacTaBiIeH Ha puc. 38.

LleHTpanbHbIV dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOKHbIN deaepanbHblit OKpyr
MpuBOMKCKMIA deaepanbHbIi OKpyr

M lNpoBeneHa
Ypanbckuii pesepanbHbiit OKpyr
CnbupcKnin deaepanbHbiin OKpyr
JanbHeBOCTOYHbIN desepabHbIi OKpyr M He nposepeHa

CeBepo-KaBKasckuii desepanbHbii OKpyr

Mocksa

CaHkT-MNeTtepbypr

[
I T T T T 1 %

0 20 40 60 80 100

Puc. 38. O6beM npoBeaeHUs CITMPOMETPUN Y MTALIMEHTOB MYKOBUCIIMI030M
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PecnupartopHasa ¢pyHkums

%[ONK.

Puc. 39. [Toka3zarenu CIIMPOMETPHU B 3aBUCMMOCTH OT BO3pacTa IMalucHTOB
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Puc. 40. Tucrorpamma pacnpenenenus OMB, cpenu neteit M B3poCibIx

B3pocabie (18 net u crapiue)

Cpennue nokaszatenu O®B, u ®XKEJI cocrapunu 82,9+28,1 %momx. u 89,7£22,8 %nomnx.,
cooTBeTcTBeHHO. Menuannr: 87,0 (64,0—103,0) %noxx. u 92,0 (77,2—104,9) %noax., coot-

BETCTBEHHO

Ha puc. 39 nokasano nsmenenne O@®B, u ®XKEJI B 3aBMcMMOCTH OT BO3pacTa MaimeHTOB.
[Moxaszarenn O®B, u ®XEJI y nereit cocrabuam 93,2 £ 22,3 u 93,9 £ 20,5 %nomx. coort-
BercTBeHHO (MeauaHsbl: 95,0 (81,0—107,1) 1 95,0 (83,0—106,0), COOTBETCTBEHHO). AHAJIOTUYHbIE
IoKa3aTesu y B3pocibix — 63,3 = 27,7 u 81,6 £ 24,9 %noJK., COOTBETCTBEHHO (MenuaHbL: 61,0
(40,1-83,7) u 83,6 (64,0—100,3), COOTBETCTBEHHO).

Tucrorpamma pacnipenenenus OD®B1 cpenu neteit 1 B3pocibIxX mpencrasieHa Ha puc. 40.

B Tabmn. 25 nmpencrabinensl cpenaue u Mmeaqradbl OM@B1 nu @XKEJI manneHToB ¢ MyKOBHUCIIHA-
TI030M, IPOKUBAIOIINX B OKpyrax P®.

Tabauua 25

Cpeonue u meduanvt OB, u OKEJI nayuenmoe ¢ myxosucuyudosom cmapuie 5 aem,

nposxcusarouux 6 ghedepaavnvix oxkpyeax PD

Okpyr n CpepnHee + SD, %p0X. Megauana (25th — 75th pctl), %ponx.
00B, \ DXKEN 0®B, \ DXKEN
LienTpanbHbiii PO 662 81,7+28,3 91,8+22,5 86,1 (62,0-102,0) 94,0 (80,0-106,0)
CeBepo-3anapHblii PO 193 86,4+27,5 92,2+19,4 91,0 (68,9-106,0) 96,8 (81,7-106,0)
H0xHbI PO 184 72,5+26,4 78,9+23,2 75,9 (55,0-91,0) 80,0 (65,1-94,0)
Mpusonxckuii @O 512 87,4+28,8 90,8+23,3 93,0 (70,0-107,0) 94,0 (79,0-105,0)
Ypanbckuit PO 105 75,2+28,1 86,2+21,9 80,0 (55,0 97,0) 87,5 (72,9-100,7)
Cubupckuii @0 279 87,3+24,9 91,2+21,8 89,1 (71,0-104,0) 91,0 (78,0-104,0)
[anbHeBoCTOuHbIN DO 93 73,9+28,8 84,3+28,3 79 (52,0-96,0) 86,0 (63,0-104,0)
Cesepo-Kaeka3sckuit PO 75 84,67+25,9 89,2+18,9 89,5 (69,7-104,0) 92,0 (80,5-101,0)
Mockea 248 76,5+28,9 90,9+23,0 79,8 (57,1-99,0) 92,0 (80,0-105,6)
CaHkT-lMeTepGypr 107 91,1+26,2 95,9+18,5 98,0 (81,0-110,0) 99,6 (88,0-109,0)
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HyTputusBHbIN cTaTyC

HyTtpuTuBHSBIii CTaTyc MAalMEHTOB PACCUUTHIBAJICSI HA OCHOBAHWY JaHHBIX MAaCCHI TeJla, pocTa
1 Bo3pacTa. O1leHUBaJIM HYTPUTUBHBIN CTAaTyC TTAIMEHTOB C MYKOBUCIIUIO30M CTapIie 2 JieT ¢
nomolibio nHaekca Macebl Teia (MMT) o Quetelet (Macca (kT) / poct (M)?) [6]. J1nst mariieHTOB
C MYKOBHMCLIMI030M LiejieBble 3HaueHust UMT cocraBuin 22 Kr/mM? IJIs1 XXKEHIIWH U 23 Kr/M? 1151
Myx4uH [7]. BcemupHas opranusanus 3apaBooxpanenus (World Health Organization — WHO)
pPEKOMEHIYeT KOHCTaTUPOBATh HEMOCTATOUHOCTh MUTAHUS Y TOAPOCTKOB M B3POCIBIX, €CIIN
HUMT cocrabnser < 18,5 kr/m? (Report of a WHO Expert Committee, 1995). IIpu oneHke
HYTpUTUBHOTO ctaryca aeteit UMT olieHuBasncs B cucteme rnepieHTwiei. [lepueHTunb mo-
Ka3bIBaeT, KaKOW MPOIIEHT NeTeil M TMOAPOCTKOB TOTO Xe T0JIa U BOo3pacTa UMEIOT 3HaYeHUe
NMT Hmke n3MepeHHOTO Y JaHHOTO TAllMeHTa C MyKOBUCIINIO30M. PazrpannumnBaior 3 30HHI,
KOTOPbIE COOTBETCTBYIOT MHTEpPBaIaM 10 25-TO MEPLEHTWIs, 25—75-1 epLeHTWIb U BbIIIE
75-T0 TieprieHTUsI. Pe3ynbTaThl, KOTOPBIE YKIAJAbIBAIOTCS MO BCTPEYAEMOCTH B IHMAIa30H
JI0 25-TO TIEPUEHTUIISI BKITIOYUTEIbHO, OTHOCSITCS K 30HE «HU3KUX» 3HAUYEHUI. 30HE «BBICO-
KUX» 3HAYEHUI COOTBETCTBYIOT pe3yJbTaThl, OTHOCSIIKMECS K ITUara3oHy ot 76-ro go 100-ro
MEePUEHTWISI BKJIIOUUTEIBbHO. 32 HOPMaJIbHbIE BEJIMYUHBI IPUHSATHI 3HAUEHUS B UHTEPBAJIC
(«kopumope») oT 26-ro 10 75-r0 nepueHTWIs. LleneBbIM 3HaYeHUEM TS IeTeil U MOIPOCTKOB
C MYKOBHCITUIO30M SIBJISIIOTCST TToKa3atenu 50-To TepIeHTUIsT 3M0POBBIX AeTel TOTO Xe ToJia
u Bo3pacta [7]. Pacuet nepuentuineit UMT nipoBoauics npu moMoinu nporpamm BeemupHoii
opranusauuu 3apaBooxpaHenus: WHO Anthro (misg gereit no 5 net) 1 WHO Anthroplus (s
nereit crapme S net) (http://www.who.int/childgrowth/software/en/ u http://www.who.int/
growthref/tools/en/) [8]. Hs1 olleHKM moKasareneil pocTa M Beca NeTell paHHeTo Bo3pacTa
(no 2 net) UMT He npumensietcd. [Ipu MyKoBUCLIMIO3€ IS IeTeil MJIAAIIEro Bo3pacTa
HCTIOJIb30BaIM Macco-pocToBoii nHaekc (MPU) ((baktuueckast Macca / upeajibHass Macca
o pocty u nojy) X 100%). EBponeiickuMu 3KcrepTaMi peKOMEHIOBAHO KOHCTaTUPOBaTh
HEIOCTAaTOYHOCTh MTUTAHUSI y ITOI TPYIIIHI MAIIMEHTOB, €CJIU MPOIEHT COOTBETCTBUS MACChI
o pocty wiu MPU < 90% [6].

IMokazaTtenu HyTpuTUBHOTO cTatyca aeteit PD cocraBunu: mennana (25th — 75th pctl)
nepleHTHIsT Macehl Tena (y aeteit no 10 jer) — 40,7 (16,1-69,8), menuana (25th — 75th pctl)
nepueHTuis pocta — 42,1 (15,9-70,2) (y nereii ot 0 no 18 net), nepuentusib UMT (y neteit ot
2 no 18 net) — 34,1 (12,5-63,7).

ITokazarenu maccel Tena cpenu aereit (no 10 yet) B henepaabHbIX OKpYrax MpPEeACcTaBIeHBI B
Tab671.20.

Ha puc. 41 IpeacTaBJICHbI MCAMAHbI MaCChbl TCJIa neTei ¢ MYKOBHUCIIMA0O30M B 3aBUCMMOCTU
OT BO3pacTa.
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MepanaHa maccbl Tena B nepLeHTUAAX

0-1 1-2 2-3 3-4 4-5 5-6 6-7 7-8 8-9 9-10
Bo3spacrT, roapl

e Ob6wanrpynna === MycKoi non === }eHCcKui non

Puc. 41. Mennana macchl Tena B MEPLEHTUISIX B 3aBUCUMOCTH OT Bo3pacta (o 10 jieT): KpacHast CIUTOIIHAS JIMHUS — XEHCKUH TIOJT, CUHSISI — MYXKCKOM,
yepHasi — olliee 3HaUeHMe TI0 TPYIITe, KpacHasi MPephIBUCTas — LiesieBoe 3HaueHue (50-if mepleHTUIb), 3eeHast pephIBUCTast — 25-1 IeplUeHTUTb
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Tabauua 26

Hepuenmu.au maccot meaa 'y oemeii (do 10 aem): onucameavHas cmamucmuka no pecuoHam

PernoH Yucno CpenHee HuxHuii kBapTUnb (3HaveHue, Mepuana BepxHuii KBapTunb (3HayeHue,
naumMeHToB, N | 3HayeHue, = SD HUXE KOTOPOro HaXxoAUTCS BbILLIE KOTOPOro HaxoAUTCS
yeTBepTb (25%) AaHHBIX) 4yeTBepTb (25%) AaHHBIX)
LieHTpanbHbiii @O 279 48,7+30,1 19,5 48,8 75,5
CeBepo-3anaaHbiit @O 122 46,5+33,7 14,2 44,8 78,2
HOxHbI PO 104 43,1+28,1 17,9 41,7 66,5
Mpusonxckuit PO 235 45,3+29,4 19,2 45,2 70,2
Ypanbckuit @O 54 32,8+27,0 8,2 28,8 51,2
Cubupckuin @0 144 43,5+31,0 14,2 39,2 73,1
[anbHeBoCTO4HbI PO 53 35,1+£29,5 10,7 26,8 60,3
CeBepo-Kaeka3sckuii O 89 30,1+27,4 &7/ 25,1 44,8
Mocksa 55 53,5+£29,9 21,2 58,7 77,0
Cankr-lMetepbypr 71 50,7+33,4 17,4 54,0 80,0

ITokazarenu pocra neteit (1o 18 neT) B (penepanbHBIX OKpyrax MpeacTaBieHbl B Ta0. 27.

Ha puc. 42 npeacrasieHa MenMaHa pocTa B 3aBUCMMOCTH OT BO3pacTa JeTei.

Cpenu neteii ot 2 1o 18 et menuana niepuieHTis UMT (puc. 43) cocraBuna 34,1 (12,5-63,7):
I MabankoB — 34,1 (12,1-64,4), ninsa neBouek — 34,5 (13,3-62,7). Iepuentunp UMT<25

Habmonanca B 40,6% ciaydaeB: y MaibunkoB — B 41,3%, y neBoyek — B 39,9%.

Tabauua 27

Ilepyenmuau pocma y demeii (0o 18 aem): onucameavHas cmamucmuxa no pecuoHam

Perunox Yucno Cpeptee HwxHuit kBapTUnb (3HaveHue, Mepnana BepxHuii kBapTUb (3HaYeHue,
NauMeHToB, n | 3HauyeHue, = SD HUKE KOTOPOro HaXoAUTCS BbiLLIE KOTOPOro HAXOAUTCS
4yeTBepTb (25%) AaHHbIX) 4yeTBepTb (25%) AaHHbIX)
LieHTpanbHbiii PO 550 48,8+30,5 20,0 49,4 75,5
CeBepo-3anagHblit O 220 42,87+31,3 12,8 38,4 69,7
lOxHbIi DO 221 45,1+32,1 14,9 46,4 73,2
Mpusonxckuit O 483 43,5+30,1 16,1 39,4 67,4
Ypanbckuii ®O 110 45,1+£30,9 16,1 45,2 68,4
Cubunpckuit GO 291 44,7+31,6 16,6 40,1 71,2
[anbHeBoCTO4HbI PO 97 39,27+29,8 13,6 40,1 62,9
Cesepo-Kaeka3ackuit @O 125 34,7+31,3 4,6 26,4 61,4
MockBa 119 49,1+28,8 24,5 45,6 77,6
Cankr-lMetepbypr 111 45,1+31,1 16,4 40,1 74,2

IMoxkazateu UMT pereit (ot 2 1o 18 1eT) B henepanbHBIX OKPYTrax MpeacTaBieHbl B Ta0JI. 28.
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e O6LWan rpynna

Bospacrt, rogbi
o= My}KCKOW NON

e YEHCKWU non

Puc. 42. Mennana pocta B IEpLEHTUIISIX B 3aBUCMMOCTH OT Bo3pacTa (10 18 neT): KpacHas CIUIOLIHast IMHUS — XEHCKUI O0J, CUHSST — MY>KCKO,
yepHas — o0lliee 3HaUE€HUeE IO IPyIIIe, KpacHas MpepbiBUCTas — 1iefeBoe 3HaueHue (50-i mepleHTuIb), 3e1eHas pepbiBUcTast — 25-i nepueHTUIb
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Megunana UMT B nepueHTUNAX

70

10

2-3 34 45

e Obwasn rpynna

56 6-7 7-8

= Vly}KCKOI MON

89 9-10 10-11 11-12 12-13 13-14 14-15 15-16 16-17 17-18

Bospacr, rogbi

e }EHCKWUI Non

Puc. 43. Menuana UMT B nepLieHTWISIX B 3aBUCMMOCTH OT Bo3pacTa (ot 2 10 18 j1eT): KpacHasl CIIONIHAS JIMHUS — KEeHCKUI T0J1, CUHSISI — MYXCKOIA,
yepHasi — 00l1ee 3HaUeHUe T0 IPyIITe, KpacHas NpepbiBUCTas — 1iejeBoe 3HaueHue (50-i nepleHTub), 3e1eHas pepbiBUcTast — 25-i nepueHTHIb

Tabauua 28

Ilepuenmuau UMT 'y demeii (om 2 0o 18 aem): onucameavHas cCmamucmuka no pecuoHam

PervoH Yucno CpenHee HuxHuii kBapTUnb (3HavyeHue, Mepuana BepxHuii kKBapTunb (3HauyeHue,
NaumMeHToB, N | 3Ha4yeHue, = SD HUXE KOTOPOro HaXoAUTCS BbILLIE KOTOPOr0 HaXoAUTCS
yeTBepTb (25%) AaHHBIX) yeTBepTb (25%) AaHHBIX)
LieHTpanbHbiii @O 533 40,4+30,3 13,8 34,5 64,8
CeBepo-3anagHblit PO 208 43,0+30,6 15,5 39,5 66,8
IOXHbIi DO 215 36,58+29,0 11,9 33,4 58,3
Mpueonxckuii PO 479 41,62+29,8 14,5 38,6 65,2
Ypanbckuii ®O 106 34,1£29,9 8,5 23,1 50,4
Cubupckuin ®0 295 41,7+31,5 11,9 35,9 69,8
JManbHeBocTOYHbI PO 97 33,1+27,4 13,8 22,7 49,2
CeBepo-Kaska3ackuit @O 110 28,3+27,3 5,4 19,9 42,9
MockBa 129 42,7+30,8 16,1 36,7 67,7
CankT-lMeTepOypr 103 48,0+31,3 20,0 46,4 77,9

[Mokasarenu HYTPUTHBHOTO CTaTyca B3poCbix cocTaBuin: MenraHa (IQR) maccel Tena — 56,0
(50,0—65,0) xr, pocra — 168,0 (162,0—175,0) cm, UMT — 19,8 (18,0—21,8) kr/m?. TlokazaTtenu
HYTPUTUBHOTO CTaTyca CPedu B3POCbIX B (heepaibHbIX OKPYTax MpeacTaBieHbl B Tab. 29.

Tabauya 29
Hympumuenoui cmamyc é3pocavix (18 aem u cmapuie): onucameavhas Cmamucmuka no pecuonam
Pervox Yucno | Macca Tena, kr PocT, cm UMT, kr/m?
naumveH- (cpenHee (cpenHee = =
TOB, N | 3Ha4YeHue * SD) | 3HaueHue * SD) CpepHee Mepuana HwxXxHuit kBapTUnb (3Ha- BepxHuii kKBapTunb
3HayeHune 4YeHue, HUXe KOTOpPoro (3HaveHue, Bbille
+SD HaxoAuTCs YeTBEepPTb KOTOPOro HaxoauTcs
(25%) paHHbIX yeTBepTb (25%) AaHHbIX)
LieHTpanbHbiii @O 367 58,6+12,4 168,6+8,8 20,5+3,4 19,88 18,26 22,32
CeBepo-3anagHbiiit PO 77 58,5+11,9 169,6+9,6 20,2+3,0 19,75 17,97 21,93
HOxHbI DO 79 58,8+11,0 170,9+8,1 20,1+£2,8 20,01 18,36 21,45
MpuBonxckuit PO 217 56,8+12,5 167,9+9,5 20,0+3,2 19,92 17,78 21,46
Ypanbckuii O 59 57,9+13,9 167,6+10,7 20,4+3,7 19,47 18,08 22,61
Cubupckuit O 85 58,4+12,4 168,7+7,5 20,4+3,7 19,61 17,96 22,10
JanbHeBoCTO4HbI PO 43 55,4+11,8 166,7+9,7 19,9£3,5 19,42 17,92 22,91
CeBepo-KaBka3sckuit @0 27 59,6+15,0 170,0+8,7 20,5+4,4 19,23 17,51 24,21
Mocksa 190 59,3+11,4 168,5+8,5 20,8+3,3 20,20 18,73 22,60
CaHkT-lMeTepbypr 49 57,9+11,9 169,3%£10,2 20,1+3,0 19,49 17,93 21,93

Cpenu B3pocibix Menrana UMT (puc. 44) cocrasuia 19,8 (18,0—21,8) xr/M?, [UIs My>KYUH —
20,0 (17,9—22,5) kr/m?, utg xeHmuH — 19,6 (18,1-21,4) kr/m?. UMT<18,5 kr/m? Habaonancs
B 30,6% cinyyaeB: y myxuuH — B 30,6%, y xkeHiuuH — B 30,6%.

38



HyTpuTuBHBIN cTaTyC

25
24

MeauaHa UMT B Kr/m?

17
16
15

18-19 19-20 20-21 21-22 22-23 23-24 24-25 25-26 26-27 27-28 28-29 29-30 30-31 31-32 32-33 33+
Bospacrt, rogbl

e O6wwan rpynna === My3KCKOM NON === }eHCKWI non

Puc. 44. Mennana UMT y B3pOcCJIbIX MAllMEHTOB ¢ MYKOBUCLIMIO30M (cTapiie 18 JeT) B 3aBUCMMOCTH OT BO3pacTa: KpacHasl CTUIOLIHAsT JIMHUST —
SKEHCKUII TTOJT, CUHSIST — MY3KCKOI, YepHasi — o0liee 3HaUYeHUe 10 IPYIIIe, MPephIBUCTast KpacHast TMHUS — 1IeJIeBOe 3HAYeHUe VTS KeHITUH (22 Kr/
M?), TIPEPBIBUCTAST CUHSISI JIMHUS — LIeJIeBOe 3HAUSHME TSI My>KUUH (23 KT/M?), TpepbIBUCTAST 3eJIeHast IMHUS — HIKHSIST TpaHuiia HopMbl (18,5 kr/m?)

HyTputuBHbINA cTaTyC U pecnupatopHasa QyHKUUSA

IMokazatenu @B/, BbIpaxkeHHbIE B MPOLIEHTAaX OT AOJIKHBIX 3HAYeHUi (% DOJIXK.) B 3a-
BUCHMOCTH OT HYTPUTHUBHOTO CTaTyca MpeICTaBIeHbl Ha puc. 45 u puc. 46.

[Mony4yennbie rpadMKu IEMOHCTPUPYIOT, 4TO TIOKA3aTeNM pecriupaTopHoii pynkimu (OPB,
u @XEJI) manureHTOB BO3pacTalOT MPU YIYYIIEHUU HYTPUTUBHOTO cTaTyca (YBEIMYECHUU
HUMT). Bzaumocsasp mexay BenuuuHoit UMT u O®B, Gosee o4yeBuaHa 1jis MaLUEHTOB

C MYKOBUCLIMIO30M cTapiie 18 jerT.

110

100 -

90 |

®BA, %ponx.

80

70
<12,5 12,5-25 25-37,5 37,5-50 50-62,5 62,5-75 75-87,5  87,5-100

UMT, nepueHTUNb

e O®B1 (MeanaHa), %001K. e OXE/1 (MeanaHa), %a0K.

Puc. 45. Mennansl ciipoMeTpryecKrX MoKa3aTeneil y AeTeii ¥ IOAPOCTKOB ¢ MYKOBUCIIMA030M (OT 5 10 18 j1eT) B 3aBUCMMOCTHU OT HyTPUTUBHOTO
craryca
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110
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®BA, %p0nx.

<12,5 12,5-25 25-37,5 37,5-50 50-62,5

UMT, nepueHTUNb

62,5-75

75-87,5

e O®B1 (MegunaHa), %a0MK. e OME/ (MegnaHa), %L00K.

87,5-100

Puc. 46. MenuaHbl CIMPOMETPUIECKIX TTOKa3aTeNIeil y B3POCIIBIX MAIMEHTOB ¢ MyKOBUCITMIO30M (cTapiiie 18 jeT) B 3aBUCUMOCTH OT HYyTPUTUBHOTO

craryca

OcnoXxHeHus U conyTCcTBylOLWME 3ab60osieBaHUs B TEKYLLEM roay

Ha puc. 47 orpaxkeHa 4acToTa pa3BUTHS aJZIEPTUYECKOTO OPOHXOJETOUYHOTO acIepruiuies3a
(ABJIA), caxapHoro auabeTa ¢ €XeIHEBHBIM IMPUMEHEHUEM WHCYJIWHA, THEBMOTOpaKca (C
JNIPEHUPOBAHUEM TPYAHOI KJIETKN), KpOBOXapKaHbsl, OCTEONOPO3a U AbIXaTeJIbHOM HEAOCTATOU-
HOCTH, TpeOyIolleil KUCIOPOAOTepanuu, OPOHXUATbHOUW acTMbI B 3aBUCUMOCTHU OT BO3pacTa

IMallMCHTOB.

CpaBHHTCHBHBIﬁ aHaJIN3 YaCTOThI OCJIOKHEHW 32 OTYETHBIN To1 MCXOY AETbMU U B3POCJIBIMU

npencTasjieH B Tab. 31.

Tabauuya 31

Yacmoma DasauvHbvIX 0CA0XCHeHUll Myxoeucuudom u conymcmeyromeli namoaocuu
3a omuemHblii 200 6 3a6UCUMOCHIU O eozpacma nauuenmoe

OcnoxHeHue Bce Hdetn Bapocnbie

Annepruyeckuiit GpoHxoneroyHbiii acneprunnes, % 2,8 1,7 5,5

CaxapHbiii auabeT ¢ eXxeAHEBHbIM NPUEMOM UHCYNIMHA, % 4,8 1,7 10,9
MHeBMOTOpaKc, NOTpe6GoBaBLIWIT APEHUPOBAHNS FPYAHOI KNeTku, % 0,6 0,2 1,5

Linppo3 neyeHu ¢ nopTanbHO runepTeH3nein/runepcnaednsmom, % 4,0 4,1 3,7
Liuppo3 neyeHun 6e3 nopTanbHOI rUNepTeH3un/runepcnnednama, % 2,8 2,9 2,7
MopaxeHue neveHun 6e3 unpposa, % 13,8 16,9 7,9

KpoBoTeueHue n3 BapMKko3HO-paclUMpEeHHbIX BEH NULLEBOAA U Xenyaka, % 0,1 0,1 0,1

Hanuuuve TpaHcnnaHTMPOBaHHOW nevyeHn, % 0,6 0,4 1,2

Liuppo3 neyeHn, o runepTeH3um Hem3BecTHo, % 0,2 0,2 0,3

KpoBoxapkaHbe (kak MuHUMyMm 1 pas), % 7,9 1,1 21,4
BblpaxeHHoe neroyHoe KpoBoTeueHue — Gosnee 100 Mn B TekyweM roay (kak MuHumym 1 pas), % 0,8 0,3 2,0
OcTeonopo3 (HM3Kas KoCTHasi Macca), % 3,0 1,8 5,5
AneKTPONIUTHbIE PAaCCTPOICTBA, % 1,6 2,2 0,4
CUHAPOM ANCTanNbHOM MHTECTUHANbLHO 06CTPYKUMK, C rocnuTanusaumei, % 0,8 1,0 0,2
CVHAPOM AUCTaNbHOI UHTECTUHANBHON 0GCTPYKUMK, 6e3 rocnutanusaumm, % 0,5 0,6 0,4
Hanuuune oHkonoruyeckoro sabonesanus, % 0,1 0,0 0,2
Amunonpos, % 0,5 0,5 0,5
CuHycuT ¢ nonunamm Hoca, % 37,6 39,5 34,0
CuHycuT 6e3 nonunoe Hoca, % 34,2 32,1 38,3
CUWHYCUT, O NoiMnax Hoca HeU3BeCcTHO, % 5,4 0,5 15,0
CuHycwuT, Bcero, % 77,3 72,2 87,3
BpoHxuanbHas actma, % 3,7 2,1 7,5
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OcnoXxHeHus u conyTtcTeyloLine 3aboneBaHus B TeKywemrony
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Yacrora BcTpeyaemoctu, %
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“=== BPOHXMaNbHaA
actma

0-8 8-16 16-24 24-32 cTapuie 32

Bospacr, rogbl

Puc. 47. Yacrora pa3BuTus aiepruiyeckoro OponxoeroyHoro acrneprusuie3a (ABJIA), caxapHoro nuadera ¢ exeIHeBHbIM TPUMEHEHUEM UHCYJIMHA,
MHEeBMOTOpaKca (¢ ApeHUPOBAHUEM TPYAHON KJIETKU), KPOBOXapKaHbsl (JErOYHOro KpOBOTEUEHUs ), OCTEONopo3a (HU3KON KOCTHON Macchl)
OPOHXMAJIbHOI aCTMBbl U MPUMEHEHUsI KUCIOPOIOTEPANIMU B 3aBUCUMOCTH OT BO3pacTa MalueHTOB.

[MpumevaHue: * — 0ObeM KUCIOPONOTEPAIIUM B3ST U3 pa3jiesa «JIeYeHUe» U OTOXIAECTBIISIETCS C IbIXaTeIbHOM HEI0CTaTOYHOCTbIO

Annepru4yeckuii 6poHX0JIero4HbIii acneprunnes

JmarHocTuyecKre KpUTepUM:

* OCTpas Wi ITON0CTpast KIMHUIecKass MaHudecTalys (Kaleab, OIbIIIKa, CHUKEHHE TTepe-
HOCUMOCTHU (DM3NUYECKOM Harpy3Ku, acTMa (hM3NYECKOTO YCUJIMSI, U3BMEHEHNE (DYHKIIMOHATBHBIX
ToKa3areeil JISTKNX WA YBeJWUeHNEe KOTMIeCTBA IPOAYIIMPYEMOM MOKPOTBI), HE CBSI3aHHAS
C KaKOM-JM00 Ipyroi NMpuYnHOM;

 o6umii IgE> 500 ME/mi;

* TIOJIOXKUTEIbHAsI KOXKHasl Ipo0a Ha acIepriIe3HbIN aHTUTEeH (>3MM) WY TTOJIOKUTETbHBII
cierudnueckuit IgE x A. fumigatus;

* IIPSUUIUTUHEI K A. fumigatus unu in vitro moarBepxneHHble 1gG aHTUTENa K A. fumigatus;

* HOBBIC WJIM CBEXXME M3MEHEHMSI HA PEHTTEHOTpaMMe JIETKMX (MHMWIBTPATHI WM CITU3UCTHIC
mpo6ku), nan Ha KT rpymaHoii KIeTKu (XxapakTepHble U3MEHEHMST), KOTOPBIE HE MCUYe3aloT TP
aHTUOaKTepUaJbHOM Tepaluu U CTaHAAPTHOI K1He3uTepanuu [9].

Ha puc. 48 npeicrapiieHa 4acToTta ajjieprudeckoro OPOHX0JIETOYHOTO aclePruiie3a, KOTOpblit
3adukcupoBaH y 2,8% malueHTOB.

LleHTpanbHbIV dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOKHbIN deaepanbHbliit OKpyr
MpuBoMXKCKMIA desepanbHbIi OKpyr
YpanbcKkuin beaepanbHblit OKpyr
CnbupcKuin depepanbHbiin OKpYr
JanbHeBOCTOYHbIN desepanbHbIi OKpYr
CeBepo-KaBKasckuii desepanbHbii OKpyr

Mocksa

CaHkT-MNeTepbypr

%

r T T

Puc. 48. Yacrora AJJIEPTUYIECKOTO 6pOHXOﬂ6FO‘{HOFO acriepruiie3a cpeau naumrMeHTOB ¢ MYKOBUCIIMIO30M
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

LieHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anaaHblit penepanbHblit OKpyr
KOKHbIN depepanbHbIit OKpyr
MpuBOMKCKUI besepanbHbIi OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cnbupcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbI OKpyr

CeBepo-KaBKasckuii desepanbHblii OKpyr

Mocksa

CaHkT-MNeTepbypr

Puc. 49. Yacrora caxapHoro nurabera ¢ exXeTHEBHBIM NMPpUEMOM MHCYJIMHA CPpE€aU MAIMEHTOB C MYKOBUCIIUI030M

10

YacToTa pa3BUTHS caxapHOTO nradeTa ¢ eXXKeMHEBHBIM IIPUEMOM MHCYJIMHA TIPEICTaBIeHa Ha

puc. 49, koropslii 3adukcupoBat y 4,8% malmeHTOB.

YacToTta pa3BUTHS ITHEBMOTOpPAaKCa ¢ IPEHUPOBAHUEM IIJICBPAIbHOM ITOJIOCTHU TIPEACTaBICHA

Ha puc. 50. JJanHoe ociioxHeHue 3adukcupoBaHo y 0,6% manueHToB.

Yacrora pa3BuTusl opaxkeHus rnedeHu rpeacrasieHa Ha puc. 51. [lon «mopaxkeHueM neyeHu»
HMMEJIOCh B BUAY: LIMPPO3 MIeUeHU (C MOPTaIbHOI TUTIEpTeH3KE, 63 MOopTaIbHON TUIIEPTCH3UH,

0 HAJINYMU TTOPTAIbHOM TUIIEPTEH3UM HEM3BECTHO) U IMOpaKeHNe TIeYeHN 0e3 uppo3a.

Jls onipeesieHus1 TopaxkeHus IeYeHU NCIOoJIb30BAIMCh KPUTEPUM, TPUMEHsieMble B Peructpe
Benmukoopuranum (https://www.cysticfibrosis.org.uk/the-work-we-do/uk-cf-registry. DTu
KPUTEPUHU ITO3BOJISIOT OTACIUTD MAILIMEHTOB C TSDKENIBIM ITOpaKeHUEM TTeUeHM (C MOPTaIbHOM
TUTNEePTeH3UEeIl) OT Clly9aeB CO CpPemHEM TSIKECThIO MopaxkeHus (IUPpPo3 0e3 MOpTaTbHOK

TUTICPTEH3UM ).

¢ Lluppo3s ¢ mopranbHOi TUIIepTeH3nell — (PUOPO3UPOBAHUE TIEUEHH, CBSI3aHHOE C TEYEHHEM
MYKOBHCILIMI03a, TUIIMYHBIE OMIMapHble U3MeHEHUs. TsoKeI0e TeYeHnE MOXET BKITIOYATh

MOPTAaJIbHYIO TUTIEPTECH3UIO 1/WUIN TUTICPCIICHU3M.

¢ Lluppo3s 6e3 mopTaNbHOM THIIEPTEH3UH — (PUOPO3UPOBAHIE TTEUCHU, CBI3aHHOE C TEUCHUEM

MYKOBHUCIIMIO03A.

+ [TopaxkeHue meyeHU 6e3 LUPPO3a BKIIOYACT KUPOBOE MEPEePOXICHNE WIN BUPYCHBIN

TeIaTUT, HO He OMIMapHBIA IIUPPO3.

LleHTpanbHbIv degepanbHbli OKpyr
CeBepo-3anaaHbiii penepanbHblit OKpyr
HOKHbIN dheaepanbHblit OKpyr
MpuBONKCKUI deaepanbHbI OKpyr
Ypanbckuin bepepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpYr
JanbHeBOCTOYHbIN deaepasibHbIA OKpYr
CeBepo-KaBKasckuii desepanbHblii OKpyr

Mocksa

CaHkT-MNeTepbypr

r

0,0 0,5 1,0 1,5

Puc. 50. Yacrora Pa3BUTHA ITHEBMOTOpPAaKCa C APECHUPOBAHUEM prﬂHOﬁ KJIE€TKM B OTYETHOM IOy CPEAU IMMATNEHTOB C MYKOBUCIMI030M

2,0

%

%
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OCnoXHEHMs U CONyTCTBYIOLWME 3a00/1eBaHNS B TEKYLLEM rogy

LieHTpanbHbI desepanbHblit OKpyr
I UMPPO3 MeyeHu ¢
nopTasibHoM
runepTeHsunemn
CeBepo-3anagHblil beaepanbHblit OKpyr
B uMppos3 neyeHu bes
nopTasibHOM
295 rmnepTeHsnm
HOXKHbIN beaepanbHbI OKpYr ’
I nopakeHue neyeHu
6e3 umpposa
MpuBOMKCKUIA deaepanbHbIii OKpyr
I UMpPPO3 MNeyeHu, o
29.9 rmnepTeHsnm
Ypanbckuii besepanbHbiii OKpyr ’ Hen3BecTHo
W Hanuuve
= . TPaHCMAAHTUPOBAH
Cnbupckuit pesepanbHbiit oKpyr =
P beaep Py HOW nevyeHu
B KpoBOTeuyeHue U3
[anbHeBOCTOYHbIN deaepanbHblii OKpyr BAapUKO3HO -
pacLUMpeHHbIX BEH
nuLiesoaa u
Kenyaka
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa
CaHkT-MNeTepbypr
%
0 10 20 30 40 50
Puc. 51. Yactora mopaxkeHusl TIEYeHHN CPEIN MAIIMEHTOB ¢ MYKOBUCIIMIO30M
O ————— M KpoBoTeueHwue 13 BapuMKO3HO -
paclWmMpeHHbIX BEH NULLEeBOAa U
xenyaka
W Hannune

777777777777777777777 TpaHCI'IﬂaHTMpOBaHHOVI neyeHun

W MNoparkeHue neyeHn 6es
uMpposa

W LLMppo3 neyeHu, o runepTeH3um
He U3BEeCTHO

YacTtoTa BCcTpeyaemoctH, %

W Uunppos neyeHu 6e3
nopTasbHOM rMNepTeH3nK

W LUvppos neyeHu ¢ nopTanbHoM
runepTeHsunen

16-24 cTapuwe 32
BospacrT, roapl

Puc. 52. Ctpykrypa nmopaxkeHusl IeYeH! B 3aBUCUMOCTH OT BO3pacTa MalieHToB
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

LleHTpanbHbIV dpesepanbHbili OKpyT

CeBepo-3anagHblit deaepanbHblit OKpyr

MpuBOMXKCKMI besepanbHbii OKpyr

[lanbHeBOCTOUHbIV desepasnbHbii OKpYT

CeBepo-KaBKkasckuii desepanbHbliii OKpyr

LHuppo3 meyeHu ¢ MopTajabHON ruiepreH3ueil 3acbukcuponaH y 4,0%, 6e3 mopraibHOI
rurnepreH3un — y 2,8%, uuppo3 neyeHu (runepTeH3us He m3BecTHa) y 0,2% nauueHTOB U
ropaxeHue TnevyeHu 6e3 uupposa — y 13,8% marmeHToB.

Ha puc. 52 mpencraBieHO U3MEHEHUE CTPYKTYPHI TTOPaXKeHUsI TIEYeHU C 3aBUCUMOCTH OT
BO3pACTa MalUeHTOB.

Yacrora KpOBOXapKaHbsl B OTYETHOM Oy IpeICcTaBieHa Ha puc. 53, KoTopoe 3a(hUKCUPOBAHO
y 7,9% nauneHTOB.

Yacrtora ocreornoposa (HM3Kasi KOCTHas Macca) TpeacTaBieHa Ha puc. 54, KOTOpbIi 3a-
(ukcupoan y 3,0% nanuentoB. Kputepuu AMarHocTUKu octeonoposa — cHikeHne MIIK z
score HIXKe 2 U HU3KODPHEPIreTUUECKUIL IepeioM

YacTtoTa XpOHMYECKOTO PUHOCHMHYCUTA MpeAcTaBieHa Ha puc. 55. CUHYCUT ¢ MOJaUmnamMu
Hoca 3adukcupoBaH y 37,6% malmMeHTOB, CHHYCUT 0e3 MOJIMIOB Hoca — y 34,2% malueHTOB.

Yucio MmameHToB, OMepUPOBAHHBIX B OTYETHOM TOMY 1O TTOBOIY TTOJIMTIOB HOCA, COCTaBUJIO
10,4% ot BCcex MalMEHTOB ¢ CUHYCUTOM C MOJIMIIAMU HOCA.

YacToTa 3JIeKTPOJIUTHBIX PACCTPOICTB B OTYETHOM Oy IPEACTaBIeHa Ha PUC. 56, KOTOpbIe
3auKcUpoBaHbl y 1,6% NalMeHTOB BCEil TPYIIIILL.

HOKHbIN deaepanbHblin OKpyr
Ypanbckuit desepanbHbiii OKpyr

Cnbupckuii deaepanbHblii OKpyr

MockBsa

CaHkT-MNeTepbypr

o
(%]
=
o
[uny
(6,

Puc. 53. Yacrora kpoBOXapKaHbsI Y TTAIIMEHTOB ¢ MYKOBUCIIMIO30M

LieHTpanbHbIVi pesepanbHblit OKpyr

CeBepo-3anagHblii pesepanbHbIi OKpYr

MpuBOMKCKUIA deaepanbHbIvi OKpyr

[anbHeBOCTOUYHbIN desepanbHblil OKpYyr

CeBepo-KaBKasckuii dpesepanbHbIi OKpyr

HOKHbI denepanbHbI OKpyr

YpanbcKkuit desepanbHbliii OKpyr

Cubmpckuin depepanbHblit OKpyr

Mocksa

CaHkT-MNeTepbypr

20

(=}
N
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[

Puc. 54. Yactora pa3Butusi octeornoposa (HU3KO KOCTHOI Macchl) y MallMeHTOB C MyKOBUCIIMI030M

10

%

%
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OCnoXHEHMs U CONyTCTBYIOLWME 3a00/1eBaHNS B TEKYLLEM rogy

LleHTpanbHbIN dpeaepanbHbiit OKpyr
CeBepo-3anagHbili peaepanbHblit OKpyr
HOKHbIN denepanbHblit OKpYyr

MpuBOMKCKUI denepanbHbIi OKpyr

W CviHycuT 6e3 nonunos

YDaanKMM d:e,qepaanbM OKpyr HOCa

CnbupcKknin depepanbHblit OKpYr

M CviHycuT c noaMnamu
Hoca

[anbHeBOCTOYHbIN desepanbHbIit OKpyr
CeBepo-KaBKasckuii desepanbHblii OKpyr
Mocksa

CaHKT-MeTepbypr
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Puc. 55. Yacrora Pa3BUTHA XPOHUYECKOTO PUHOCHHYCUTA Y MAIMEHTOB C MYKOBUCLMI030M

LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anaaHbiit egepanbHblit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA PeaepanbHbIvi OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbupcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii pesepanbHbliii OKpyr
Mocksa ,3

CaHkT-MNeTepbypr

%

Puc. 56. YacToTa 2J1eKTPOJTUTHBIX PACCTPOUCTB y MAIMEHTOB C MyKOBUCIIAIO30M




Peructp naumeHToB ¢ MykoBucLmao3om B Poccuiickoii Pepepauun. 2023 rog,

JleueHue

O0ObeM Tepanuy MyKOBUCIIMIO3a B 3aBUCHMOCTH OT BO3pacTa MallMEHTOB MPECTaBIeH Ha
puc. 57 u 58 u B Tabm. 32.

Tabauua 32
Yacmoma npumeHeHus pazAuiHbIX 8U0068 MEOUKAMEHNO3HOU U HEMEeOUKAMEHMO3HOU mepanuu MyKoeucuyuoosa y oemei u 63pocavix

100 +———-a e —— NaCl

MaHHuTON
WHranaumMoHHbie aHTMBUOTUKM

BpoHX0AMNATATOPbI KOPOTKOTO
nencTeuns

BpOHX0AMNATATOPbI A/IUTENIBHOTO
nencTeuns

[opHasa anbda

WHranaumMoHHble cTeponabl

0-8 8-16 16-24 24-32 cTape 32
Bospacrt, rogbl

Puc. 57. O6bem VHTISIIMOHHONW MeTUKaMEeHTO3HOM TE€parun B 3aBUCMMOCTHU OT BO3pacTa NMamueHTOB
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JleyeHne

100
BHYTpUBEHHbIE aHTUBMOTUKM

TabneTmpoBaHHble aHTUBUOTUKK
80 -

CuctemHble cteponapl

60 . A3UTpOMULMH

%

Ypcoae3okcmxonesan KMcnoTa

40 4 MaHKkpeaTnyeckne GepmeHTbl
mnn

20
CFTR mopynATopbl

e YMPOPACTBOPUMbIE BUTAMMHBI

0-8 8-16 16-24 24-32 cTapuwe 32
Bospacr, rogbl

Puc. 58. O6beM HeMHTAISIIMOHHONW METUKaMEHTO3HOM TE€paIriMm B 3aBUCMMOCTH OT BO3pacCTa INalueHTOB

110 T — — — —
100 S — — e = [lOpHa3a anbda
90
80 e AHFANALUNOHHbBIE
cTeponapl
70
60 BbpoHxoaunatatopsl
%
50
e /\HFANALUNOHHbIE
40 AHTUBMOTUKM
30
e N aC|
20
10
MaHHuTON
0

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

Puc. 59. IlunamMuka HazHaueHUsT MHTAISIIIMOHHON Teparuu B 2011—-2023 .

LleHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbIin OKpyr
MpuBOMKCKNI deaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKa3sckuit pesepanbHbiit OKpyr

Mocksa

CaHkT-MNeTepbypr

%

90

Puc. 60. [TpyMeHeHre UHTAISIINI TUTIEPTOHUIECKOTO PACTBOPA HATPUS XJIOPHIA Y MAIIMEHTOB C MyKOBUCIIUIO30M




Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2023 rog,

LleHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
HOKHbIN heaepanbHbI OKpyr
MprBOMKCKUI hesepanbHbIi OKpyr
Ypanbckuii besepanbHbii OKpyr
CnbunpcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbI OKpyr

CeBepo-KaBKa3sckuit pesepanbHbiit OKpyr

Mocksa

CaHkT-MNeTepbypr

Puc. 61. anIMeHCHMC JUTUTENIbHBIX UHTAISLIMA MAaHHUTOJIOM Y NalME€HTOB ¢ MYKOBHUCIIMIO30M

LleHTpanbHbIl pesepanbHbiii OKpYr
CeBepo-3anagHblii desepanbHbilii OKpyr
HOKHbI desepanbHbii OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit besepanbHbliii OKpyr
Cubupcknin degepanbHblit OKpyr
[anbHeBOCTOUHbIV dpesepanbHbiii OKpYT
CeBepo-KaBkasckuit dbesepanbHbliii OKpyr
Mocksa

CaHkT-MNeTepbypr

20

Puc. 62. an/IMeHGHPIG WHTAJISIIIMOHHBIX aHTUOMOTUKOB Y NalfMEHTOB ¢ MYKOBUCIIUIO30M

LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI deaepanbHbIit OKpyr
YpanbcKkuii desepanbHbiii OKpyr
Cnbunpcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit pesepanbHbIit OKpyr
Mocksa

CaHkT-MNeTepbypr

o -

Puc. 63. IpuMeHeHUe BHYTPUBEHHBIX aHTUOUOTUKOB Y TIAITMEHTOB C MYKOBUCITUIO30M

%

%

%
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JleyeHne

LieHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblit begepanbHblit OKpyr
HOKHbIN denepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cubmpcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbiil OKpyr
CeBepo-KaBKasckuit besepanbHbiil OKpyr
Mocksa

CaHkT-MNeTepbypr

100

Puc. 64. [IpumeHeHMe MTepoOpaTbHBIX aHTUOMOTUKOB Y IMAIIMEHTOB ¢ MYKOBHUCIIMIO30M

Ha puc. 59 npencraBieHa TMHAMUKa Ha3HAYCHUS MHTASIIIMOHHON TepaIliy 110 CPaBHEHUIO
¢ peructpamu 2011—2023rT.

O0beM IIPUMEHEHUS TUIIEPTOHMYECKOrO pacTBOpa HATPHsl XJI0puUa IIpeacTaBieH Ha puc. 60.
JlaHHbBII BU Teparuy IPpUMEHSUICS B OT4eTHOM romy y 70,7% maiueHToB.

O0beM IPUMEHEHUST IUIUTEIbHBIX MHTAISLAI MAHHUTOJIOM IIPEICTaBlIeH Ha puc. 61. JlaHHbIIA
BUJI Teparuu pUMeEHsUICS B oT4eTHOM roay y 11,5% mauneHTos.

O0beM IPUMEHEHUSI MHIAISIIMOHHBIX aHTUOMOTUKOB OTpaXkeH Ha puc. 62. JlaHHbIIA BUI
Tepanuy B OTYETHOM TOMy IpuMeHsuics y 46,3% malueHToB.

O0beM IIPUMEHEHUSI BHYTPUBEHHBIX aHTUOMOTUKOB MPEACTaBIeH Ha puc. 63. JlaHHbII BUI
Tepanuy B OTYETHOM TOMy IpuMeHsuics y 46,3% malueHToB.

O0beM NpUMEHEHUS TTEPOPaAIbHBIX aHTUOMOTUKOB B PErMOHAX IPEACTaBIIeH Ha puc. 64.
JaHHbBIN BU Tepariy B OTYETHOM oy rnpumMeHsuics y 71,0% manueHToB.

%

49



Peructp nauueHToB ¢ MykoBucuuzo3om B Poccuiickoin ®epepaumn. 2023 rog,

AHTUGaKTepuanbHag Tepanusa

B Tabnuue 33 npencrasieHa Jos €T U B3POCBIX, TTOTYYalOIIMX BHYTPUBEHHYIO TEPATIUIO
B JOMAIIIHUX YCJIOBUSIX WK B CTAallMOHApe.

Tabauua 33
Jloas demeii u 63pocavix, nOAYHaArOWUX GHYMPUGEHHYIO MEPANUI0 6 OOMAWHUX ycioeusax uiu 6 cmauuornape (%)
MecTo npoBeaeHUa aHTMGaKTepmanbHOi Tepanun Bcero Detun Bapocnbie
BHyTpuBEHHaa Tepanusa Ha oMY (A0Ma CaMOCTOSITE/IbHO/CTaLMOHap Ha A0MY), cBa3aHHaa ¢ MB 7,9 2,2 21,4
BHyTpuBeHHas Tepanus B CTaunoHape (KpyrjiocyTO4HbIi/AHEBHO), cBfi3aHHas ¢ MB 41,9 35,4 57,2
Jons nauMeHToB B CTaLMOHape He CBA3aHHOEe C MyKOBMCLMA030M 12,2 13,6 8,9

B tabnuie 34 npeacrasiaeHa 10s A€TE U B3POCBIX, MOJIYYaOIIMX BHYTPUBEHHYIO TePAMUIO
B JIOMAIITHUX YCJIOBUSIX WJIM B CTallMOHApe — paclipelesieHune 1o denepaabHbIM OKpyTraMm.

Tabauuya 34
Jloas demeii u 63pocavix, noayHaowux 6HYmMpUGEHHYI0 Mepanuio 6 OOMAWHUX YCA08USX UAU 6 CINAUUOHApe, pacnpedeienue no
deoepaavhvim oxpyeam (%).

®depepanbHblii okpyr BHyTpuBEHHasa Tepanus Ha AoMy (Aoma BHyTpuBeHHas Tepanus B cTaumoHape | [loNis NauMEHTOB B rof, B CTaumoHape, He
CaMOCTOSITENIbHO/CTaLMOHap Ha AOMY) B | (KPYrJIOCYTOUHbIV/AHEBHOI), CBSI3aHHAs CBSiI3aHHOE C MYKOBUCLIMA030M
rop, cef3aHHasa ¢ MB, nonsa c MB B roa, pons
Bcero ‘ detn ‘ Bapocnbie Bcero ‘ detn ‘ Bapocnbie Bcero ‘ detn ‘ Bapocnbie
LieHTpanbHbiii O 13,1 1,4 33,3 26,8 18,0 42,1 5,0 6,3 2,7
CeBepo-3anagHbiiit PO 3,7 1,0 10,5 38,3 30,8 57,9 24,5 31,0 7,8
HOxHbI DO 7,7 4,7 17,1 57,5 51,2 76,1 12,6 8,5 24,7
MpuBonxckuit PO 4,5 0,2 14,2 50,5 45,8 61,5 10,9 11,4 9,6
Ypanbckuii O 8,8 1,5 19,6 40,0 23,2 65,2 13,2 13,3 13,0
Cubupckuit O 4,9 4,9 4,8 42,1 36,1 62,7 23,0 25,0 15,9
JanbHeBoCTO4HbI PO 11,6 4,5 27,5 54,5 46,2 74,4 5,4 5,6 5,0
CeBepo-KaBka3sckuit @0 6,8 2,6 33,3 55,3 48,7 100,0 12,5 12,7 1,1
MockBa 26,1 1574 45,0 22,4 10,3 31,8 1,5 2,6 0,7
CaHkT-lMeTepGypr 1,3 0,0 4,1 39,6 32,7 55,1 21,5 30,3 2,0

B Ttabauue 35 npeacraBieHo yuciao aHel aHTHOakTepuanabHoii Tepanuu Me (Q1—Q3) y
B3POCIJIBIX M IETE B 3aBUCMMOCTH OT MECTa MIPOBEACHNS BHYTPUBEHHOI Tepariy — B TOMAaLTHUX
YCIIOBUSIX WJIM B CTallOHApeE.

Tabauua 35
Yucao oneii suympueennoii anmubaxmepuaavnoi mepanuu Me (Q1—Q3) y demeli u 63pocavix
6 3a6UCUMOCHIU 0N MeCMa NPO6eOeHUsl.

Yucno aHeit BHYTPMBEHHO Tepanumn Me (Q1-Q3)
Detn ‘ Bapocnbie
BHyTpUBEHHas Tepanusi Ha AOMY (f0Ma caMoCTosITeNIbHO/CTauMoHap Ha AoMy), cBsidaHHas ¢ MB, uicno aHeinBrogy 14,0 (10,0-21,0) 20,0 (14,0-34,0)
BHyTpuBeHHas Tepanus B cTauuoHape (KpyrjiocyTO4HbIi/AHEBHO), cBf3aHHaa ¢ MB, yucno aHei B 3TOM rogy 14,0 (11,0-21,0) 14,0 (12,0-25,0)
Yucno pHeit B cTauMoHape He CBi3aHHOE C MYKOBUCLMA030M 14,0 (10,0-20,0) 14,0 (10,0-20,0)

B tabuie 36 npeacTaBaeHo CpeaHee Yo JHel aHTubakTepraibHoi Teparnuu Me (Q1—Q3)
B TOI B 3aBUCMMOCTH OT MeCTa MPOBENEeHUs BHYTPUBCHHON Tepanuy (B JOMAITHUX YCIOBUSIX
WX B CTallMOHApe) 0 (henepaybHBIM OKPYTaM.

Tabauua 36
Yucao oneii guympueennoi anmubaxmepuatvroi mepanuu (Me (Q1—Q3) 6 200 y demeii u 63pocavlx 6 3a6UCUMOCINU OM Mecma
nposedenusi — pacnpedeierue no hedepaivHovim OKpyeam.

Okpyr Me (Q1-Q3)
Yucno BHyTpMBEHHasi Tepanusa Ha [oOMy Yucno BHyTpuBeHHasi Tepanus B Yucno Yucno pHeii B cTaum-
nauveH- | (AOMa CaMOCTOSITENIbHO/CTaUMO- | NauveH- | cTauuoHape (KpyrjoCyTOYHbli/ | nauueH- | OHape He CBsi3aHHOe C
TOB, N Hap Ha gomy), cBg3aHHas ¢ MB, TOB, N AHeBHoW), ceA3aHHas ¢ MB, TOB, N MYKOBUCLIU,030M
41UCno AHeW B ropy 4YUCINO AHEel B 3TOM roay
LieHTpanbHbiii @O 106 21,0 (14,0-40,0) 218 14,0 (11,0-22,0) 40 11,5 (7,5-20,0)
CeBepo-3anapHblit PO 10 17,5 (12,0-28,0) 106 15,0 (13,0-25,0) 67 14,0 (10,0-15,0)
HOxHbI ®O 22 10,0 (8,0-21,0) 161 14,0 (14,0-21,0) 36 14,0 (10,0-20,0)
Npuesonxckuit PO 29 15,0 (14,0-28,0) 325 14,0 (10,0-22,0) 70 14,0 (10,0-23,0)
Ypanbckuit PO 10 28,0 (10,0-30,0) 46 14,0 (11,0-25,0) 17 14,0 (12,0-14,0)
Cubupckuit PO 18 24,5 (14,0-36,0) 155 14,0 (10,0-21,0) 84 14,0 (14,0-24,0)
[anbHeBoCTO4HbI PO 15 14,0 (14,0-20,0) 72 14,0 (12,5-28,0) 7 8,0 (5,0-10,0)
CeBepo-Kaskasckuit PO 9 14,0 (12,0-14,0) 73 14,0 (10,0-19,0) 15 12,0 (8,0-19,0)
MockBa 70 24,5 (14,0-42,0) 60 14,0 (10,0-18,0) 4 24,5 (13,0-31,0)
Cankr-lMetepGypr 2 21,0 (14,0-28,0) 63 16,0 (14,0-29,0) 34 14,0 (14,0-28,0)
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JleyeHne

LieHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblit begepanbHblit OKpyr
HOKHbIN denepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cubmpcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbiil OKpyr

CeBepo-KaBKasckuii pesepanbHbIit OKpyr

Mocksa

CaHkT-MNeTepbypr

Puc. 65. IpuMeHeHre OPOHXOMMIIATATOPOB KOPOTKOTO ICHCTBUSI Y IMALIMEHTOB C MyKOBUCIIUIO30M

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblii degepanbHblit OKpyr
HOKHbIN denepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit desepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN deaepanbHbiii OKpyr
CeBepo-KaBKasckuit besepanbHbiil OKpyr
Mocksa

CaHKT-MeTepbypr

100
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=
o

Puc. 66. an/IMeHGHPIG 6]:)OHXOL[I/UIaTaTOpOB JUTATEJIBHOTO IEUCTBUS Y NalfME€HTOB ¢ MYKOBUCIIUIO30M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHblIit OKpyr
MpuBOKCKNI denepanbHblit OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbUpcKnin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbI OKpyr

CeBepo-KaBKa3sckuit pesepanbHbIit OKpyr 4

MockBsa

CaHkT-MNeTepbypr

30
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=
o
N
o

Puc. 67. l_[pl/lMCHCHI/IC WHTaJIIOUOHHBIX TTIIOKOKOPTUKOCTEPOUIOB Y MAITMEHTOB C MYKOBUCHMIO30M

40
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%

%
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O0beM TPUMEHEHWSI MHTAISIIMOHHBIX OPOHXOAMIATATOPOB KOPOTKOTO EMCTBUST OTPAXKEH Ha
puc. 65. JlaHHbBII BUJ Tepariy B OTYETHOM TOAy MpuUMeHsiicst y 39,5% maiueHToB.

O0beM MPUMEHEHUST UHTAISIIIUOHHBIX OPOHXOAMIATATOPOB JUIUTEIBHOTO NEHCTBUS OTPaKeH
Ha puc. 66 JJlaHHbI BUI Tepalnyy B OTYETHOM rony npumMeHsuics y 16,0% mauueHTos.

O0beM TPUMEHEHYSI MHTAJISIIIMOHHBIX IJTIOKOKOPTUKOCTEPOUIIOB B PETMOHAX IPEICTaB/ICH Ha
puc. 67. JlaHHBI1 BUI Tepalyu B OTYETHOM rony npumenstics y 10,5% manueHTos.

O6beM TPUMEHEHUST CUCTEMHBIX ITTIOKOKOPTUKOCTEPOMIOB TIPEICTaBIeH Ha puc. 68. [laHHbI
BUJI TEpariMy B OTYETHOM TOJy MpuMeHsiics y 3,1% manueHToB.

O0ObeM MpUMEHEHMS JTOpHa3bl albda npeacTaBieH Ha puc. 69. JlaHHBIN BUI Tepanuu B
OTYETHOM TOAY pUMEHsUICS Y 93,5% ManueHTOB.

O0beM MpUMEHEHUS a3UTPOMMIIMHA B CYOMHTMOUPYIOLIMX 103aX MpeacTaBieH Ha puc. 70.
JlaHHBI! BUJI Teparvu B OTYCTHOM TOIY MpUMeHsiics Y 22,2% maieHToB.

O0BbeM TTpUMEHEHUST YPCONEe30KCHUXO0JIeBOM KMCIOTHI TIPEACTaBIeH Ha puc. 71. JlaHHbII BT
Teparnuu B OTYETHOM TOIYy MPUMeEHsIIcs Y 85,8% maimeHToB.

O0BbeM MpUMEeHEHUs MaHKpeaTUYeCcKuX (PepMEHTOB MpeACcTaBieH Ha puc. 72. JlaHHbBINA BUL
Tepanuu B OTYETHOM rojay npumeHsiics y 90,4% nainueHToB.

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblit begepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUIA PeaepanbHbIii OKpyr
YpanbcKkuii besepanbHbiii OKpyr
Cnbupcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit besepanbHbiil OKpyr
Mocksa

CaHKT-MNeTepbypr

o -
N
~
o))

Puc. 68. anMeHGHVIG CUCTEMHBIX TNTIOKOKOPTUKOCTEPOUIOB Y MALIMEHTOB ¢ MYKOBHUCIIMIO30M

LieHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHbliit OKpyr
HOXKHbIN deaepanbHbIi OKpyr
MpuBOMKCKNI deaepanbHbI OKpyr
Ypanbcknin depepanbHbliit OKpyr
CnbupcKknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN desepanbHbI OKpyr
CeBepo-KaBKasckuii pesepanbHbiit OKpyr

Mocksa

CaHkT-MNeTepbypr

r
0 20 40 60 80 100

Puc. 69. INpuMeHeHue nopHa3kl aibda y MalleHTOB ¢ MyKOBUCIIMI030M

%

%
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JleyeHne

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI PeaepanbHbIii OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbunpcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit besepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 70. IIpuMeHeHMe a3UTPOMHULIMHA B CYOMHTMOUPYIOLIMX 103aX Y MAaLMEHTOB ¢ MyKOBUCIMI030M

LleHTpanbHbIV dpesepanbHbiii OKpYr
CeBepo-3anagHblil desepanbHblit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
Ypanbckuit besepanbHbiii OKpyr
CnbUpcKnin degepanbHblit OKpyr
[anbHeBOCTOUHbIV dpesepanbHbii OKpYT
CeBepo-KaBKasckuii dbesepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

30

40

Puc. 71. TlpumeHeHUE yPCONIE30KCUXOJIEBON KUCIOTHI Y TIAITMEHTOB ¢ MYKOBUCITUIO30M

LieHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblit degepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI deaepanbHbIit OKpyr
Ypanbckuii desepanbHbiii OKpyr
CnbupcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit pesepanbHbIit OKpyr
Mocksa

CaHkT-MNeTepbypr

100

Puc. 72. IlpumeHeHue MaHKpeaTuIecKuX (pepMEeHTOB y MAlIMEHTOB ¢ MyKOBUCIIUI030M

100

%

%

%
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LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI PeaepanbHbIii OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbunpcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit besepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 73. TlpumeHeHre UHTUOUTOPOB IMPOTOHHO TTOMIIBI Y TTALIMEHTOB ¢ MYKOBUCILIMI030M

LleHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
KOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI PeaepanbHbIii OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbupcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBkasckuit dbesepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

100

Puc. 74. TlpumeHeHNE KUPOPACTBOPUMBIX BUTAMUHOB Y TIAIIMEHTOB C MYKOBUCIIMI030M

LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI denepanbHblit OKpyr
YpanbcKkuii besepanbHbiii OKpyr
CnbunpcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit pesepanbHbIit OKpyr

MockBsa

CaHkT-MNeTepbypr

100

Puc. 75. TlpumMeHeHne KUHE3UTEparnuy nauueHTaMu ¢ MyKOBUCIIMIO30M

%

%

%
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JleyeHne

LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit degepanbHblit OKpyr
HOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUIA PeaepanbHbIvi OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbupcKknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIi OKpyr

CeBepo-KaBKasckuii pesepanbHbIit OKpyr

MockBsa

CaHkT-MNeTepbypr

Puc. 76. IpyMeHeHre KMCIOPOAOTEPAITMH Y MAIIMEHTOB C MyKOBUCIIAIO30M

LieHTpanbHbIN degepanbHblit OKpyr
CeBepo-3anagHblit begepanbHblit OKpyr
KOXKHbIN heaepanbHbI OKpyr
MpuBOMKCKUIA PeaepanbHbIii OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cnbupcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuit besepanbHbiii OKpyr
Mocksa

CaHKT-MNeTepbypr

%

70

Puc. 77. llpumenenne CFTR MomynsiTOpoB y alIMEHTOB ¢ MyKOBUCIIMIO30M

O0beM MPUMEHEHUSI THTUOUTOPOB MPOTOHHOM MOMITBI TIpeacTaBieH Ha puc. 73. JJaHHBI
BMJI Tepaluy B OTYETHOM oIy HpuMeHsuics y 24,8% malleHTOB.

O0beM MPUMEHEHUS XKXKUPOPACTBOPUMBIX BUTAMUHOB IIpeCTaBiIeH Ha puc. 74. JlaHHBIIA BUIT
Tepanuy B OTYETHOM TOny MpuUMeHsticsa y 87,7% mauueHTos.

O0beM TIpUMEHEHUsT KMHE3UTepanuu npeAacTaBieH Ha puc. 75. JIaHHBIM BUI Tepaluu B
OTYETHOM Toy NpuMeHsiicsa y 70,9% naimeHToB.

O0beM HCIOJIb30BaHMsI KUCIOPONOTEpAIIMY IIPSACTaBICH Ha puc. 76. JlaHHbBII BUI Teparun
B OTYETHOM TOy NpuMeHsuics y 4,5% MnalueHTOoB.

O6bem ucnonnzoBanuss CFTR MonynsgTopoB nipeacTtaBiieH Ha puc. 77. JlaHHBIN BUI Teparun
Ha KOHEIl OTYETHOro repuona npuMeHsuics y 1582 naunenToB (51,9%), u3 Hux y 419 B3pocibix
nanueHToB (41,5%) u 'y 1163 neteii (57,1%).
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TpaHcnnaHTauus

B 2023 1. 1BOMM maleHTaM ¢ MYKOBHUCIIMI030M OBLlIa TIPOBEICHA TPAHCILIAHTALINS TICUCHU.
Yucno tpancrutanTanuii 3a 2011—2023 rr. npencrasieHo B Tabdi. 37.

Tabauya 37
Yucao mpancnaanmanuii aeexux u nevernu 3a 2011-2023 ee.

MprmeyaHve: B ckobkax NpeAcTaBneHo YMCIO NaLMEHTOB XMBbIX Nocne onepaunii Ha 31.12.2023.

IIpoussenena 1 omHOBpeMeHHasI TpAaHCIIAHTAIMS JICTKUX U TICYCHU, JaHHBIC TTAllMeHTa He
BHECEHBI B PETUCTDP U B TaOIUIIC HE TIPUBOISITCS.

BbknBaemocTtb

B teuenme 2023 r. ymepnu 40 manneHToB (19 MyKcKoro 1moja), n3 Hux 28 B3pocibix (13
myxuuH). [TpuanHoit cMepTu 33 U3 HUX SIBISIOCH OPOHXOJIETOYHOE TTOPaXKEHUE.

Cpennuii Bo3pact cMepTH coctaBui 24,6 = 11,3 roma, meauaHa Bo3pacta cMeptu — 26,5 (19,8)
rona. MUHMMaJIbHBIN BO3pacT cMepTu — 1,6 JieT, MaKCUMaJIbHBIN B 47,4 JieT.

3aknyeHue

Takum obGpa3om, B perMcTpe NpeacTaBieHa TMHAMUKA ToKa3aTeseil, XapaKTepu3yoImx
3JI0POBbE JETEH U B3POCIBIX ¢ MyKOBUCIIMIO30M 3a Iporreainue 13 et B 82 cyobekTax deme-
pauuu. DTO MO3BOJISIET OLIEHUTh TEKYILIYIO CUTYallMIO B CTPaHE U B perMoHax, JeMOHCTPUPYET
3¢ GEeKTUBHOCTD TPOBOAMMOI MEAMIIMHCKON MOMOIIY TAIIMeHTaM U CTUMYIUPYET paboTy 1o
TONCKY 3(P(PeKTUBHBIX OPTaHM3ALMOHHBIX, TMATHOCTUYCCKIUX, TePATIeBTUICCKUX 1 IMPODIIaK-
TUYCCKUX MCpOHpI/IHTI/Iﬁ T TIOBBIIIECHUS YPOBHSA 3010POBbA, KAYECTBA M IMPOJOJKUTEIIBHOCT
XW3HU JIIOIEH C MYKOBUCIIMAO30M.
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YcnoBHble 0003Ha4YeHUus

M=+ SD — cpenHee * cTaHIApTHOE OTKJIOHEHMUE;

Me — MenuaHa;

IQR — MHTEpKBapTUIBHBIN pa3max;

(25th — 75th pctl) — 25 u 75 nepueHTUIN;

®XKEJI — popcupoBaHHas )KM3HEHHAs] EMKOCTD;

O®B, —00beM (OPCUMPOBAHHOIO BbIIOXA 3 1-10 CEKYHILY;
WUMT — uHaekc Macchl Tena

NPT — uMMyHOpEaKTUBHBII TPUIICUH
MBTP-MyKoBUCUMIO3HBI TpaHCMEMOPaHHBIN PETYISITOD
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MapTHepbl 1 CNOHCOPbI

Acconyanusi MeauLmHCKNX Poccuiickoe pecniuparopHoe ®IBHY «MTHLD
I'eHeTnkoB 00I11eCTBO
HUU NYJIbMOHOJIOI MU
dPMBA POCCUU
HWU IMyneMoHOM0TMN AO «Acton KoHcanTtuHr» The European Cystic Fibrosis
DOMBA Poccun Society Patient Registry

() Generium NUTRICIA
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Mpunoxenus

NMPUJTOXKEHMUE 1

MepeyeHb paHHbIX POCCUICKOro pernctpa nauMeHToB C MyKOBUCLIUAO30M

Aemorpadpuyeckue gaHHbie

Topon, B KOTOpOM pacIookeH HEHTP

®UO nanumeHra

PervoH npoxuBaHus

lon HaGmronmeHUsE

Ton poxnaeHust

Mecsi poxaeHust

Yucno poxaeHus

Ilon

Bo3spacT (Ha 31 mekabpst OTYETHOTO roia)

CraTyc nanmeHTa:
— 3B Ha 31 mexabpst OTYETHOTO roja;
— norud B OTYETHOM rofay

Ecnu ymep, To 3amonHsIeTCS 1aTa CMEPTH:

— rof;

— MECHII;

— YHCIIO

IIpuuyuHa cmepTu:

— OpOHXO0JIErOYHas;

— TICYCHB;

— TpaBMa;

— CYMUMI,

— TpaHCIUIAaHTALINS;

— Ipyrasi, CBI3aHHAsI ¢ MyKOBUCILIMIO30M, CJICIyeT yKa-
3aTh Kakas (Harmpumep, CHHAPOM TiceBao-bapTrepa,
aMWJIOMIIO3, OHKOJIOTHUS 1 1p.);

— npyrasi, He CBsI3aHHasl ¢ MyKOBHUCIIMIIO30M

AuvarHos

JlviarHo3 MOATBEPXK/IEH:
— Jia;
— HET;
— OyIeT MoaTBepKIaeH
Bospact Ha MOMEHT yCTaHOBJIEHUS IMarHo3a B rogax
JHara ycranoBieHus auarHosa B popmare: 1. MM.ITIT
FleHeTuka

ITpoBOAMIIOCH JI TEHETUYECKOE MCCIIEI0OBAHUE:
— 11a;
— HeT

IlepBbiii TeHeTUUECKUIT BapMaHT HYKJEOTUAHON MO-
cnenoBatenbHocTu reHa CFTR

IlepBblii reHeTUYECKUIT BapuaHT HYKJICOTUIHOM TTOCenO0-
BatenbHOCTH TeHa CFTR2 (Ecny Ha ogHOIT XpoMocoMe
JIBa TeHETUYECKMX BAPUAHTA, TO 3[IECH MUILLIETCS HA3BaHUE
BTOPOTO TEHETMUYECKOIo BapuaHTa. Eciu ero Ha3BaHUs
HeT B MEXIYyHapOIHOI1 6a3e maHHBIX http://www.genet.
sickkids.on.ca, To B TIepBOM CTOJIOLIE MUILIETCS: IPYTOid, a
BO BTOPOM — Ha3BaHWE TEHETUYECKOTO BapraHTa)

BTopoii reHeTuYecKuit BapuaHT HYKJICOTUIHON MO-
cnenoBatenbHocTu reHa CFTR

Btopoii reHeTMYecKuii BapraHT HYKJIEOTUIHON mocie-
noBarteiabHocT TeHa CFTR 2 (o aHajIoTUY C MepBoit
MyTaluei)

HeoHaTanbHbI CKPUHMHT:
— TIOJIOXUTEIbHBIN;

— OTpHUIIATEIIBHBII;
— pe3yJIbTaT HEU3BECTEH;
— He Aenanu
Hapy1ireHne TpaHC3MUTETMAILHOIO HOHHOTO TPaHCIIOpTa
(pa3HOCTb Ha3aIbHBIX MOTEHLIMAJIOB, OMOIICUY TOJICTOM
KMILKN):
— TIOJIOXKUTETbHAS
— oTpuIIaTeJIbHAS;
— He Aenanu
IToToBHIi1 TECT:
— TUTPOBaHUE;
— TIPOBOIMMOCTB;
— He aejanu
DIEKTPOIUTHI
— XJIOPU[IBI;
— JIPYTHE;
— He Aelanu
YpoBeHb XJ10pUI0B
IToTOBBIA TECT MMOBTOPHBIIA:
— TUTPOBAHUE;
— IIPOBOAUMOCTb;
— He Aenanu
DJIEKTPOJIUTHI TTOBTOPHEIE:
— XJIOPU[IBI;
— JIpyTHe;
— He Aejanu
VYpoBeHb XJIOpUIOB MOBTOPHBIN
MeKoHMEBBIN uiieyc:
— J1a, OTIEPUPOBaH;
— I1a, He OIIepUPOBAH;
— Jla, He U3BECTHO, ObLIA JIN OIepalys;
— HeT
Tepanus

HMHuransuuu runeproHuyeckoro pactsopa NaCl B oT-
YETHOM TOfy:
— na (ecnu CyMMapHOE€ YUCJO AHEW MHralsiuuii —
bonee 3 mec.);
— HeT;
— He 3HaI
WMHransuuy MaHHUTONA:
— na (ecau CyMMapHOE YMCJO0 AHEW MHTalsIuii
bonee 3 mec.);
— HeT;
— He 3HaI
[ToBTOpHBIE KYpChl MHTAISIIMOHHBIX aHTUOMOTUKOB B
OTYETHOM TOy:
— na (ecau CyMMapHOE YMCJIO AHEW MHTalsIuii
bonee 3 mec.);
— HeT;
— He 3HaI
BHyTpuBeHHbBIC aHTUOMOTUKU B OTUETHOM TO.Y:
— Ja (Daxke eciiv MpoBeIeH OOMH KypC BHYTPUBEHHOM
Teparun);
— HeT;
— He 3Halo
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TabneTupoBaHHbIE aHTUOMOTUKU B OTYETHOM TOAY:

— Ja (Iaxe eciau MPOBEIEH OAUH KypC aHTUOMOTUKOB
BHYTPb);

— HeT;

— He 3Halo

JnutenbHble (MMOBTOPHBIE) KYPCH MHTAMSIIMOHHBIX

OPOHXOIMJIATATOPOB B OTYETHOM TOLY:

— ma (ecnW cyMMapHOE YMCJIO OTHEW WHTaISIINNA —
bonee 3 mec.);

— HeT;

— He 3Ha

KopoTtkue (moBTOpHBIE) KYpChl MHTAISILIMOHHBIX OPOH-

XOIWJIATATOPOB B OTYECTHOM TOIY:

— na (ecau cyMMapHoOe YMCJI0 OTHEW MHTalIsIuuii —
Oonee 3 mec.);

— HeT;

— He 3Halo

[ToBTOpHBIE KYpCHI (ITUTEIHLHOE TPUMEHEHIME) MHT IS -

LIMOHHBIX CTEPOUIOB;

— na (ecnW cyMMapHOE YHCJIO OTHEW WHTaISINNA —
oonee 3 mec.);

— HET;

— He 3Ha

[ToBTOpHBIE KypChI (IUTUTETHLHOE MPUMEHEHNE) CUCTEM-

HBIX CTCPOUIOB:

— Ja (ecau cyMMapHOe YUCIIO IHeH Tepanuu — 6onee 3
MecC. WY TIPOBEIEHO He MeHee 3 KypCoB B TOM ITApeH-
TepaJbHO MPOAOIKUTELHOCTHIO He MeHee 14 mHeit);

— HeT;

— He 3Ha

Kucnoponorepanust B OTY€THOM TOMY:

— nma (eca CyMMapHOE YHCJI0 THEH KUCIOPOIoTepaItin
B ron Oosiee 3 mec., U3 pacueta He MeHee 12 4
KHCJIOPOIOTePAIT B CyTKM)

— HeT;

— He 3Halo

HopHa3a anbda B OTICTHOM TOIY:

— 2,5 M7 (2,5 mr) 1 pas/cyr.

— 2,5 mn (2,5 mr) 2 pa3za/cyT. (2-s1 uHTANISAIUS Yyepes3
MYHJIITYK)

— 2,5 mx (2,5 mr) 2 pa3za/cyT. (2-s1 MHTAISAIMS Yyepe3
ITapu cunyc)

— HeT

— He 3Ham

[TocTosiHHOE MpUMEHEeHNEe a3UTPOMUIIMHA (MU IPYTOTO

MakpoJIJa) B OTYETHOM TOMY:

— na (eclIy cyMMapHOE€ YMCJIO JHEU mpuemMa — OGosee
3 mec.);

— HeT;

— He 3Halo

Ypcome3okcuxoeBass KUCI0Ta B OTYETHOM TOIY:

— Ja (eci cyMMapHOe YMCJIo JHEW nmpuema — OoJjiee
3 mec.);

— HeT;

— He 3Haro

IMankpeatndeckue (epMEHTHI B OTYCTHOM TOLIY:

— Ja (eciu cyMMapHOe YMCJIo JHEl npuema — 0oJjiee
3 mec.);

— HeT;

— He 3Ha

MHruOUTOpH TPOTOHHOM TTOMITBI B OTYETHOM TOLY:
— na (ecnu cyMMapHOE 4uciio AHel mpuema — Gosee
3 Mec.);
— HET;
— He 3Ha
KupopacTBoprMbie BUTAMUHBI
— na (ecnu cyMMapHOE 4uciio AHel mpuema — Gosee
3 Mec.);
— HET;
— He 3Ha
Kunesurepanus
— nma (ecnW cyMMapHOE€ YMCIO OHE MPOBEINeHMS —
6onee 3 mec.);
— HET;
— He 3Ha
CFTR MonyngaTopsr:
— WBakadrtop
— JIymakadrop / UBakadTop
— Tezakadrop /MBakadrop + UBakadbrop
— Dnekcakadrop/Teszakadprop/MBakacdhTop + UBa-
KapTop
— Hpyroe
HewnBasuBHasT BeHTUISILINS JIETKUX (€CIM CYMMapHOE
YUCJIO THEW mpoBeneHus — coee 3 Mec.):
— CPAP (pexXuM MOCTOSHHOTO ITOJOXHMTEIbHOTO
TIABJICHUS B IBIXaTCIbHBIX MYTSIX)
— BiPAP (pexuMm IBYXypOBHEBOTO ITOJOXHUTEIHHOTO
NMAaBJICHUS B ABIXaTCIbHBIX ITYTSIX
O6cnepoBaHue

Macca meaa, iMeBIIAsICS B ACHB JIYYIIIETO TTOKA3aTeIIsI
O®B,, eciu ne nenanu @B/, To nocnenHee 3HauYeHME
Macchl Teja B OTIYETHOM TOIY.

Pocm, nmeBLmiica B ieHb Jyyinero nokasaress OPB,,
eciau He aenanu OBJI, To TTocnenHee 3HAYEHUE POCTa B
OTYETHOM TO.Y.

Mecay aynuwezo nokasamess O®PB B OTYETHOM Tofy,
ecnu He nenann MBI, To naTta u3MepeHus pocTa U MacChl
Tena.

Yucno aynuweeo nokasamess OPB,B 0OTYETHOM rojy,
eciu He nenamu @B, To mata m3MepeHus pocTa U MacChl
Tena.

Jymwuii noxkasamens ODB, B OTIETHOM IOty (B JIUTPAXx)

Jyvwui nokazamenvs OKEJI B oT4eTHOM Tony (B
JINTPaXx)

Jymwuii nokasamens O@B, B oT4eTHOM Tony (B %)

Jywwuii nokazamens OXKEJI B otuetHOM rony (B %)

MukpoGuonorus

Kputepun xpoHnueckoit ”HOEKIIMY OTpaXkeHbI B pa3nesie
«Mukpobuonorus»
P.aeruginosa:
— J1a, XPOHUYECKN;
— n1a, XoTs1 Obl 1 pa3 B rof WM MeHee YeM B TI0JIOBUHE
TIOCEBOB / HE XpOHMYECKas;
— HET;
— He 3Ha
S.aureus
— n1a, XoTs1 Obl 1 pa3 B rof WM MeHee YeM B TI0JIOBUHE
TOCEBOB / HE XpOHMYECKas;
— J1a, XPOHUYECKN;
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— HeT;
— He 3Ha[
B.cepacia complex
— na, XoTs1 Obl 1 pa3 B roji UM MEHee YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKAs;
— J1a, XpOHUYECKUIA;
— HeT;
— He 3Ha
Achromobacter species Spp B OTIETHOM TOIY
— na, XoTs1 ObI 1 pa3 B roji UM MEHee YeM B IOJIOBUHE
TIOCEBOB / HE XpOHMYECKas;
— J1a, XpOHUYECKUIA;
— HeT;
— He 3Ha[
S.maltophilia B OTIeTHOM TOIY
— na, XoTs1 ObI 1 pa3 B roji UM MEHee YeM B IOJIOBUHE
TIOCEBOB / HE XpOHMYECKAs;
— J1a, XpOHUYECKUIA;
— HeT;
— He 3Ha[
Escherichia coli
— ma (6oJiee MMOJIOBUHBI BHICEBOB 32 OTYCTHBIN TOI,
MIpY YCIOBUM IIPOBEICHUS HE MEHee 4 TOCEBOB),
00s13aTeIbHO yKa3aHWE JaTUHCKOrO Ha3BaHUS
MHUKPOOpPTaHU3Ma;
— HeT;
— He 3Ha
Haemophilus in fluenzae
— na, XoTs1 ObI 1 pa3 B roji UM MEHee YeM B TOJIOBUHE
TIOCEBOB / HE XpOHMYECKAs;
— J1a, XpOHUYECKUI;
— HeT;
— He 3Ha
ITocen(b1) MokpoThl/BAJI Ha HeTyOepKyIe3HBIE MUKO-
OakTepuun
— TIOCEBBI HE TIPOBOIUIINCH,
— I1a, HECKOJIBKO ITOJIOKUTEIbHBIX BHICECBOB,
— na, 1 (OmMH) TTOJIOKUTENIBHBIN BBICEB B TEKYIIIEM TOMY,
— I1a, BCE BBICEBHI OTPUIIATEIbHBIC
Jleunnca mu manMeHT OT JIETOYHOTO MUKOOAKTepro3a B
9TOM Tony (Hayajayd B 3TOM TONY WU IPOTOJIKIUIN C
MIPOIIJIOTO Tofa)
— HeT, HE JICYMJICS,
— I1a, HOBO€ WJIY MPOAOJIKAIOLIEECs JIeUeHUE
Mycobacterium abscessus
— [a;
— HeT
Mycobacterium avium
— [1a;
— HeT
HewusBecTHBIC TTONBUABI/APYTHE MUKOOAKTEpUHI
— [1a;
— HeT
HccnenoBanme(st) MmokpoThl/BAJI/Ma3ka u3 ropiia Ha
Hajmuyue rpuboB
— He npoBonuiuce;
— Jla, XpOHMYECKUii BBICEB;
— Jla, peuMIuBUPYIOIINIA BEICEB;
— Jla, OmWH TIOJOXUTEIbHBIA BBICEB B TEKYIIIEM TOMY;

— Jla, Bce pe3yibTaThl OTpUIIATSIIBHBIC
I'pu6wI poma Aspergillus

— na;

— HeT
I'pu6sI poma Scedosporium species

— na;

— HeT
HewusBecTHBIC TTONBUIBI/APYTHE TPUOOB

— na;

— HeT

OcnoxHeHus (B OTYETHOM roay)

AJIepruyecKuii OpOHXOJIETOYHBIN acTieprmuie3 (KpuTe-
puM oTpaxkeHsI B pasaene «OCIoKHEHUS»)

— B HACTOSIIIMA MOMEHT;

— HET;

— He 3Ha[

Jnabet

— HET;

— I1a, JICYCHNE UHCYJIMHOM €KCTHEBHO;

— Ja, JeYeHUe TaObJIeTUPOBAHHBIMM TUIIOTIIMKEMUYC-
CKMMU TIperiapaTaMu

— I1a, TOJIbKO IHeTa

— I1a, JIeYeHNe HEM3BECTHO

ITneBMOTOpaKc

— I1a, TpeHaX TJICBPAIbHOM MOJIOCTH

— 1a, HabJoaeHue

— I1a, JIeYeHNe HEM3BECTHO

— HeT

IMopaxkenne meyeHun (0 Kputepusx B pasmene «Ociox-

HEHUSI»):

— IUPPO3 C TUIEPTCH3UECH /TUTICPCIUICHU3MOM;

— IIUppo3 0e3 TUIIEePTECH3NH/TUTICPCIICHN3MA;

— 1IUppo3 6e3 MHGhOPMALIMU O TUIIePTCH3UN/TUTICP-
CIUICHU3ME;

— TOopaxeHue IMmeyeHu 0e3 uupposa (oTMevaercs
MopaxXeHne TMeYeHU TPU BUPYCHBIX TeNaTUTaX U
KMPOBast MHOWIBTPALUS TICYCHN );

— KPOBOTEUCHME U3 BAPMKO3HO-PACIIMPEHHBIX BCH
MUIIEeBOAA 1 JKeITyaKa,

— HaJu4Yue TPAHCIIAHTUPOBAHHOU IICYCHU

— HET;

— He 3Ha

OcTteonopo3s

Kputepuu muaraocrnku — Camkernue MITK z score Himke
2 cUTMaNbHBIX OTKJIOHEHUWI 1 HU3KO3HEPTreTUIeCKUit
mepesioM
— nma
— HeT
— HET JaHHBIX

BripaxeHHoe JlerouyHoe KpoBoTeueHue (6osee 250 mi
OIHOMOMEHTHO):

— 1a, XOTs Obl OIUH pa3s;
— HET;
— He 3Ha

Hanumuue oHKoJOrmyeckoro 3aboseBaHus (B OTYCTHOM
TOAY WU KOTa-In00 B >KU3HU IalleHTA):

— na;
— HET;
— He 3Ha
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MaHkpeaTnyeckum ctatyc

®ekanbHas 3actasa 1:
— < 200HT/T OMIHOKPATHO;
— < 200HT/T IBAXKIBI;
— 2 200 HI/T OMTHOKPATHO;
— 2 200 Hr/T OBaXIbI;
— He onpezensiach

DIIEKTPOIUTHBIE paccTpoiicTBa (CUMHIPOM TICEBIO-
Baprrepa):
— a;
— HET;
— He 3Halo
Octeonopo3 (HU3Kask KOCTHAsI Macca) B COUETAHUU C
HU3KO3HEPIeTUYECKUMU TIEPEIOMaMU:
— Ja (eciu Z-XpuTepuii TIpu MPOBEISHUM OCTEONECH-
CUTOMETPUM HIKE 2);
— HET;
— He 3Halo
CUHyCUT:
— CUHYCHUT C IOJIUIIaMU;
— CHHYCUT 0€e3 MOJIUIIOB;
— He 3Halo
Ornepaliysi 10 IMOBOAY CUHYCUTA U TOJIUIIOB B TEKYILEM
roay:
Y
— HET
— HET JaHHBIX

AMMIONI03 B OTYETHOM IOy
— J1a;
— HET;
— He 3Haro
CUHIPOM IUCTATBLHON MHTECTUHATBLHON O0CTPYKIINN:
— J1a;
— HET;
— He 3Haro
TpaHcnnaHTauus

TpaHcruiaHTauus Ne4YeHuU:
— Ia;
— HET;
— He 3Ha[
Hara (rom) mocienHell TpaHCIUIAHTAIIUM TIeYeHU (ecIn
IIPOBOIMJIACH 10 MJIY B TCUCHUE OTYCTHOTO rofa)
TpaHcruiaHTauus Jerkux
— Ia;
— HET;
— He 3Ha[
Hata (Tom) mocienHell TpaHCIJIaHTALIMY JIETKUX (€ClIn
MIPOBOIMJIACH 0 MJIY B TCUCHUE OTYCTHOTO Tofia)
TpancrmianTanust moyex
— Ia;
— HET;
— He 3Ha[
Hata (rom) TociemHei TpaHCILUIAHTALIMK TTOYeK (ecian
IIPOBOIMJIACH 10 MJIM B TCUCHUE OTYCTHOTO Tofia)
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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 CJEAYIOIIUM KPUTEPUSIMU:

1. JIByKpaTHBbII MOJOXUTEIbHbIN MTOTOBBIN TECT:

— xJopuanl > 60 MMOJIB/IT;

W

— MPOBOAMMOCTH TI0Ta > 80 MMOJIB/JT;

W

— xj0puabl > 60 MMOJB/JT + MPOBOAUMOCTH MOTa > 80 MMOJIB/II.

2. OOHOKPATHBIN MOTOBBINM TECT ¢ XJopuaaMu > 60 MMOJIb/JT WX MPOBOAUMOCTh mota > 80
MmoJib/n u JIHK-aHanu3 ¢ omHUM miv ABYMsI MACHTU(MUIIMPOBAHHBIMU T€HETUYECKUMU
BapuaHTamu B reHe CFTR.

3. OnHOKpATHBIN MOTOBBIM TECT ¢ XJopuaamMu > 60 MMOJIb/JT WX MPOBOAUMOCTh mota > 80
MMOJIb/JT ¥ TIOJIOKUTEJIBHBIN pe3yabraT HeoHaTasbHOTro ckpuHuHra (MPT— 1 > 70 ur/wmu;
HUPT — 2 > 40 ur/min).

4. OmHOKpATHBIN MOTOBBIA TeCT ¢ xJopuaamMu > 60 MMOJIb/A UM TPOBOAMMOCTB ToTa > 80
MMOJIb/J1 M KIIMHWYEeCKasl KapTUHA C XapaKTePHBIMU CUMIITOMAaMKM MYKOBMCIIUI03a.

5. 3HayeHue XJIOPUIOB B IIOTOBOM TecTe < 60 MMOJIb/JI MJIM TPOBOAMMOCTD ITOTa < 80 MMOJIb/JI:
TOTNIa HY>)KHO UMETh 2 U3 4 CIIeNyIOIINX KPUTEPUEB:

— JHK-ananu3 ¢ oqtHUM WK ABYMSI MIEHTU(DUIIMPOBAHHBIMU TeHETUUECKUMI BapuaHTaMu,
BBI3BIBAIOIIMMU MYKOBUCIIU/IO3;

— TIOJIOXKWTETbHBIN pe3ybraT HeoHataibHoro ckpuHunra (MPT-1 > 70 ur / mn; UPT-2 >
40 Hr / M7);

— TMOKa3aTelb PA3HOCTU TPAHCAMUTENNAIbHBIX (Ha3adbHbIX) TOTEHIIUAIOB, MOATBEPXK A0
JNUarHO3 MyKOBUCLIUIO3;

— KJIMHMYEeCKasl KapTUHa, ¢ XapaKTepPHBIMM CUMIITOMaM1 MyKOBUCIIMI03a.

AdononHutesnbHble 00bACHEHUSA
Nno BHECEHUIO Noka3aTtesnen B Poccumckum permcTp

MoToBbI TECT

Ecau moToBblii TEeCT He ObUI MPOBEACH, OTMeYaiiTe «He Aejanu». ECIIM MOTOBBII TeCcT «He
JIeJIajin», TO JOJIKHBI OBITh YKa3aHbl 00€ MyTallMy B FeHe MYKOBUCIIHI03a.

IToToBBIi TECT: 3aHOCUTCSI TUII TIOTOBOT'O TeCTa (TUTPOBAHUE WJIA MPOBOAMMOCTD).

DIIEKTPOIUTHI: TIPEAITOYTUTEIBHBIM SIBJISIETCSI U3MEPEHME KOHLUEHTPALIMKU XJIOPUIOB.

YpoBeHb XJIOPUIOB: 3aHOCUTE YPOBEHb XJIOPUIOB B MUIIMMOJISIX Ha JIUTP (MMOJIb/1). Ecin
B OIMH U TOT K€ JIeHb ObLIM CIeIaHbl 1BE MPOObI, 3aHOCUTCS 0oJiee BHICOKHMIA TTOKa3aTelb.

Bo3MmoxkHO omnpeneneHue MpoBOAMMOCTH, SKBUBAJICHTHOM YPOBHIO XJIOPUAOB (MMOJIb/T).
Ecnu B oquH 1 TOT Xe AeHb ObLIM CIedaHbl 1Be MPOObI, 3aHOCUTCS O0Jiee BBICOKUI MoKa3aTeb.

OnTuMajabHO COYeTaHUEe ABYX METOMMK: OIpenejeHre XJIOPUIOB U OIpeae/ieHue IMpoBOo-
JIMMOCTH.

Tlpumeyanue: ypoBeHb 3HAYSHUI XJIOPUIOB MOXET OBITH OT 1 10 160 MMOJIB/JT; TPOBOAMMOCTH
ot 1 mo 170 mmoub/n. Ecnu y manuenTa xiopunsl > 160 MMoJib/J1, a IpoBoguMocTh > 170
MMOJIb/JI, TIOTOBBII TECT HYKHO TepeaesiaTh.

CnupomeTpusa

Llenb yyeTa JaHHBIX IO CIUPOMETPUM B POCCHIICKOM perncTpe NalneHTOB ¢ MyKOBUCIIUIO-
30M — TIOJIyYeHHEe CTaHAapTU3MPOBAHHbBIX ITOKa3aTeIeii 11 CpaBHEHUSI C APYTUMHU LIEHTpaMu,/
CTpaHaMM M TSl MCITOJIB30BAHMST 3TOM MH(MOPMALIMU B CHIEIMATbHBIX SMUIEMUOIOTMISCKIX
ncciienoBaHusIx. HekoTopele IMoKa3aTtelu, ImojiydaeMble B OTIEIbHBIX LIEHTPaX, MOTYT HE COOT-
BETCTBOBATH 3allpaliMBaeMbIM (CM. HIKe). B CBSI3M ¢ 9TUM B PErMCTP MOTYT OBITH 3aHECEHBI
TOJIBKO T€ ITOKA3aTeIN, KOTOPhIE COOTBETCTBYIOT €TI0 KPUTEPUSIM.

CrimpoMeTpusl TOJKHA MMPOBOIUTHCS B COOTBETCTBUM CO CTAHIAPTHBIMU PEKOMEHIAISIM
AMepuKaHcKoro TopakajabHoro u EBporneiickoro pecnupatopHoro ooiiects (ATS/ERSguide-
lines):
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1. O6mIMe MPUHLIMITHL oTpeaeaeHUsT (YHKIMOHAIbHBIX moka3aTeneil merkux (http://www.

ers-education.org/pages/default.aspx?id = 2005&idBrowse = 37467&det = 1).

2. Crangaptusanus cnimpometpuu (http://www.ers-education.org/pages/default.aspx?id =

2005&idBrowse = 37466&det = 1).

Bonee Toro, misg 3amoHEHUST peTUCTPa JOJIKHBI OBITH COOIIONEHBI CIICAYIONINE KPUTCPUM:

1. Ileped usmeperuem HEOOXOMUMO:

a) yKas3aTh JaTy POXICHMS, TI0J U POCT MallMeHTa I pacdyeTa JOJDKHBIX 3HAUCHMI;

0) cnupoMeTpHsI MOKHA IMPOBOAUTHCA 03 TPUMEHEHUSI OPOHXOAMIATATOPOB (BPEMSI C
MOMEHTA TTOCJICIHETO IprueMa IIpernapaToB KOPOTKOTO ACHCTBUS TOJDKHO COCTABIISITh HE
MeHee 4 4, IIMTEeJTbHOTO NelcTBUSI — He MeHee 12 4).

2. Pesyromamoi:

a) 3 TaHHBIX, 3aHECEHHBIX B PETUCTPHI PETMOHAIBHBIX IICHTPOB, M1 Poccuiickoro perucrpa
JOJDKHBI OBITh BHIOpPAHBI HAWIy4LIME B OTYETHOM Toay nokaszatenu ODB (%mnonx.),
BBIpaXXEHHEBIC B JIUTPAX;

0) xaxupiit mokaszareb OPB, u ®KEJI nokeH ObITh MPEACTaBIEH B JIMTPaX ¢ YKa3aHUEM
3HAYCHUH 0 COTHIX (2 3HAKA IMOCJIE 3aTsITOM);

B) nokasaresib ®XKEJI nomxeH ObITh GoJIbIle WK paBeH mokasatenio ODB ;

T') TIpY 3aHECEHUM ITOKa3aTesleii CIMpoMeTpUN HEOOXOMMMO YKa3bIBaTh JaTy MPOBEACHMS
TecTa, Maccy Tejla M pOCT MalleHTa B MOMEHT MCCJICIOBAHMS IJIST BEIYMCIICHUS TIPOIICHTOB
OT JOJKHBIX 3HAYCHUIA,

1) cJIeMyeT UCTIONBb30BaTh TOJIBKO T TECTHI, KOTOPHIC COOTBETCTBYIOT PEKOMEHIAIIUSIM AMEPH -
KaHCKOTO TopakaibHOTO 1 EBpormeiickoro pecrimparopHoro oomectB (ATS/ERSguidelines).

3. Pacuem npouenmog om 00ANCHbIX 3HAYEHU.

[Tpu pacueTe HEOOXOTUMO MCITOIb30BATh CTAHIAPTHBIN HA0OP MODKHBIX 3HAYCHMIA:

a) s geteit ot 5 mo 18 mer —G.Polgaretal. (1971);

0) wIst B3pOCHbIX > 18 et —paboueit rpynmbl EBporeiickoro coo0IecTBa cTaim U yIist
(ECCS, 1993);

B) IJ1sT meTeit < 5 JIeT mokas3artesr He OyayT pacCYMTHIBATHCS.

HyTpuTuBHbBIA cTaTyC

HyTpuTuBHBIi cTaTyC MaIIMEHTOB ¢ MyKOBUCIIMIO30M PACCYMTHIBAJICS C TIOMOIIBIO MHIEKCA
Macchl Tena (MMT) Ha ocHOBaHMM TaHHBIX MacChHl Tella, pOCTa M Bo3pacTa mamueHTa. M3-
MEpEHUSI OCYIIECTBIISIOTCSI COIIACHO CIICAYIONINM PEKOMEHIAIIMSIM:

Macca Tejia OIpenessaeTcs IIPU CHITOM BepxHEil onexkiae u 00yBH;

pocT — 6e3 00yBU — POCTOMEPOM; BEPXHSISI YaCTh TOJIOBBI JOJIKHA KacaThCsI BEpXHEi TUTaHK!
IIpY HEOOJIBIIIOM ¢¢ HaTaBIUBaHUN,

ITOKAa3aTe/IN TOJDKHBI COOTBETCTBOBATD BEIMUMHAM B ICHB ITPOBEICHNS 3aHOCUMOI B PETUCTP
crmmporpaMmbl, eciu usmepenre @B/ He TpoBoOIMIIN, TO CICAYST BHECTH MTOCICTHIE 3HAUCHMS
Macca Tejla U pocTa.

IIpu oueHke HyTpuTuBHOTO cTaTtyca aereit UMT oueHuBaics B cucreMe MeplLeHTUIeH.
Pacuer nepuentuiieit UMT npoBoauics rpu oMoy nporpaMm BceMupHoil opranuzauuu
sapaBooxpaHeHus: WHO Anthro (mst neteit no 5 ner) 1 WHO Anthroplus (mist neteit crapiie
5 net) (http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/
en/). s olleHKM moKa3aTeseil pocTa U MacChl Tejla IeTeil paHHero Bo3pacTa (mo 2 met) UMT
HE TIPUMEHSICTCS.

Cnuncok pekoMeHayeMoin uTepaTypbl

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

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

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

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

NMPUJNTOXXEHME 2

XapakTepucTnka BapnaHTOB HYKJ1IeOTUAHOM nocnepoBaTenbHocTu reHa CFTR
y nauMeHToB ¢ MmyKkoBucuugosom PO B 2023 r.

TpapuumoHHoe Ha-

3BaHue reHeTu4yeckoro

BapuaHTa
F508del

CFTRdele2,3

E92K
1677delTA
3849+10kbC>T
2143delT

2184insA

w1282X
L138ins
N1303K
G542X
394delTT

L467F;F508del

R334W
W1282R
3821delT
S466X;R1070Q
1367del5
$1196X
2789+5G>A
R1066C
W1310X
3272-16T>A
3944delGT
712-1G->T
L1335P
S$466X

CFTRdup7-11(6b-10%)

621+1G>T
R1162X
R785X
4015delA
R553X
1898+1G->C
1898+2T>C
G85E
175delC
L581X

D1152H

1898+1G->A
2183AA>G
3659delC

3667ins4

R347P
S1159F
S1159P

$434X
E1433G

E402X

G509V

Q378X

R117C

S945L

4016insT

Haseanue no koaupyiowein
AHK

c.1521_1523delCTT

¢.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
c.262_263delTT

¢.[1399C>T;
1521_1523delCTT]

¢.1000C>T
c.3844T>C
c.3691delT
¢.[1397C>G;3209G>A]
c.1243_1247delAACAA
¢.3587C>G
€.2657+5G>A
¢.3196C>T
c.3929G>A
c.3140-16T>A
¢.3816_3817delGT
¢.580-1G>T
¢.4004T>C
c.489+1G>T

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

c.1397C>G
€.3484C>T
€.2353C>T
c.3883delA
c.1657C>T
c.1766+1G>C
c.1766+2T>C
€.254G>A
c.43delC
c.1742T>G

¢.3454G>C

c.1766+1G>A
€.2051_2052delAAinsG
¢.3528delC

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

c.1040G>C
c.3476C>T
c.3475T>C
c.1301C>G
c.4298A>G
c.1204G>T
c.1526G>T
c.1132C>T
c.349C>T
€.2834C>T
¢.3889dupT

HaseaHue no cuHtesupye-
Momy 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.(Leu88llefs*22)

p.[Leud467Phe;Phe508del]

p.(Arg334Trp)
p.(Trp1282Arg)
p.(Ser1231Profs*4)
p.(Ser466*;Arg1070GIn)
p-(Asn415%)
p-(Ser1196*)

No protein name
p.(Arg1066Cys)
p.(Trp1310%)

No protein name
p.(Ser1273Leufs*28)
No protein name
p-(Leu1335Pro)
No protein name

No protein name

p.(Ser466*)
p.(Arg1162*)
p.(Arg785*)
p.(lle1295Phefs*33)
p-(Arg553*)

No protein name
No protein name
p.(Gly85Glu)
p.(Leu15Phefs*10)
p.(Leu581*)

p.(Asp1152His)

No protein name
p.(Lys684Serfs*38)
p.(Lys1177Serfs*15)

p.(Thr1179llefs*17)

p.(Arg347Pro)
p-(Ser1159Phe)
p.(Ser1159Pro)
p.(Ser434*)
p.(Glu1433Gly)
p.(Glu402*)
p-(Gly509Val)
p.(GIn378%)
p.(Arg117Cys)
p-(Ser945Leu)
p.(Ser1297Phefs*5)

Knacc

[}
Vil

HEen3BecTHO
|
v
|

HEeU3BecTHO
HEeU3BeCTHO
|
v
Il

= — =] -

v
HEn3BeCcTHO
HEeU3BeCTHO
HEU3BECTHO
HEU3BECTHO

|

®deHoTun

TSXKENbIA
TSOKenNbIv

MSrKUIA
TSXKENbIA
MSrKUIA
TSKENbIA

TSKenbIv

TSKENbIA
MSArKnin
TSKEenNbI
TSOKEenbI
TSKEenNbI

TSXKENbIA

MArKnin
TSOKenbIv
TSOKEenNbIv
TSOKEenbIv
TSOKEenNbIv
TSKEenNbIv

MSArKnin
TSKenNbIv
TSXKenNbIv

MSArKuin
TSXKENbIA
TAXEnNbIA

MSrKUiA
TRXENbIA

TSOKeNbIv

TSKENbIA
TSXKENbIA
TSXKENbIA
TSXKENbIA
TSXKEnNbIA
TSXKENbIA
TXKEenNbIA
TSOKEenNbI
TSKEenNbI
TKenNbIA

MSArKUin

TXKEnNbI
TXKEnNbIA
TXEnNbIn

TSXKENbIA

MSArKnin
MSArKWin
MSArKnin
HENU3BeCcTHO
MSArKnin
TSKEnNbI

THO
Heu3BecCcTHO
\')
Heu3BecTHO
1

THO

TXENbIA
MSArKUiA
MSrKUiA

TSXKENbIA

Knunuyeckasg
3HaYMMOCThb Mo 6ase
CFTR2

NaToreHHbIN
NaToreHHbIn

naToreHHbIN
naToreHHbIN
naToreHHbIN
naToreHHbIN

NaToreHHbIN

naToreHHbIN
naToreHHbIn
naToreHHbIn
naToreHHbIn
naToreHHbIn

NaToreHHbIn

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

NaToreHHbIn

NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
naToreHHbIn
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
naToreHHbIn
NaToreHHbIn
NaToreHHbIn

Pa3nunyHblie KJINHU-
Yeckue BapnaHTbl

NaToreHHbIn
NaToreHHbI
NaToreHHbI

NaToreHHbIN

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

3975
472

287
194
173
154

149

134
132
125
115
71

67

58
49
a4
40
40
35
33
33
27
24
23
20
17
17

-
(=)}

- B_-EB_.N_.E.=
O =2 a2 aNMNNMOO OO

-
© o

~N 0O 0 00 00 0 W © © © © © © ©

%

51,40
6,10

3,71
2,51
2,24
1,99

1,93

1,73
1,71
1,62
1,49
0,92

0,87

0,75
0,63
0,57
0,52
0,52
0,45
0,43
0,43
0,35
0,31
0,30
0,26
0,22
0,22

0,21

0,19
0,19
0,17
0,17
0,16
0,16
0,14
0,14
0,14
0,13

0,13

0,12
0,12
0,12

0,12

0,12
0,12
0,12
0,12
0,10
0,10
0,10
0,10
0,10
0,10
0,09
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PerucTp nauueHToB ¢ MykoBucuuao3om B Poccuiickoin Pepgepaumn. 2023 rog,

N¢ TpapuuMOHHOE Ha- Haseanue no kogupyioweit | HaseaHue no cuHTe3unpye- Knacc deHoTun Knunuyeckas n %
3BaHNe reHeTU4ecKoro OHK Momy Genky 3Ha4YMMOCTb No 6a3se
BapuaHTa CFTR2
55 604insA c.472dupA p.(Ser158Lysfs*5) | TXEeNbIN naToreHHbI’ 7 0,09
56 A96E c.287C>A p.(Ala96Glu) HEn3BecTHO MSArKuin He onucaH 7 0,09
57 E217G;G509D c.[650A>G];[1526G>A] p.(Glu217Gly;Gly509Asp) HeusBecTHO MSArKuin He onucaH 7 0,09
58 E92A c.275A>C p.(Glu92Ala) HEU3BECTHO  TSXenbli naToreHHbIin 7 0,09
59 L732X c.2195T>G p.(Leu732%) 1 TXEeNbI naToreHHbI’ 7 0,09
60 R1158X c.3472C>T p.(Arg1158*) | TXEeNbI naToreHHbIi 7 0,09
61 1248+1G>A c.1116+1G>A No protein name | TSOKENbI naToreHHbIn 6 0,08
62 2721del11 2599de‘I:A.i$$'$aGTGCT p-(lle864Serfs*28) | TSOKEenNbIv NaToreHHbIn 6 0,08
63 3849G->A c.3717G>A No protein name HEN3BeCTHO MSArKuin naToreHHbli 6 0,08
64 574delA c.442delA p.(lle148Leufs*5) | TSKEenNbI NnaToreHHbIn 6 0,08
65 D110H c.328G>C p-(Asp110His) HENU3BeCTHO MSArKuin NaToreHHbIn 6 0,08
66 G194R c.580G>A p.(Gly194Arg) THO THO naToreHHbli 6 0,08
67 Q290X c.868C>T p-(GIn290*) | TAXENbIA NaToreHHbIn 6 0,08
68 Q39X c.115C>T p.(GIn39*) | TAXENbIA NnaToreHHbIn 6 0,08
69 1717-1G->A c.1585-1G>A No protein name | TAXENbIA naToreHHbIn 5 0,06
70 3272-26A->G c.3140-26A>G No protein name \') MSArKuin NaToreHHbIn 5 0,06
71 c.2619+1G>A c.2619+1G>A No protein name | TAXENbIA NaToreHHbIn 5 0,06
72 R347H c.1040G>A p-(Arg347His) v MSITKUIA naToreHHbIn 5 0,06
73 R792X c.2374C>T p.(Arg792*) | TAXENbIA NaToreHHbIn 5 0,06
74 $1455X €.4364C>G p.(Ser1455%) THO tHo PASMMHBIE KWMHU- 5 g g
Yeckue BapuaHThbl
75 T1036N c.3107C>A p-(Thr1036Asn) Heu3BeCTHO MSITKUIA NaToreHHbI 5 0,06
76 1811+1,6kbA>G c.1679+1634A>G No protein name v MSTKUIA NaToreHHbIN 4 0,05
77 2043delG c.1911delG p.(GIn637Hisfs*26) | TSOKenbiv naToreHHbii 4 0,05
78 4428insGA (:::::::32317(;::%:) p.(Ser1435Glyfs*14) | MArKnin naToreHHbIn 4 0,05
79 ¢.3815_3816insTTG ¢.3815_3816insTTG el 1.272' HEU3BECTHO  TSXKenbli He onucaH 4 0,05
Ser1273insTrp)
80 CFTRdele4-11(4-10%) (1“: 6(7291311111_628704-11)311_el No protein name Vil TSKenbln naToreHHbli 4 0,05
81 P205T c.613C>A p.(Pro205Thr) HeM3BecTHO MSArKuin He onucaH 4 0,05
82 R1070Q ¢.3209G>A p.(Arg1070Gin) v MSrKuiA 'i':“;’:(':"l‘;“:fp';’;::rl 0,05
83 R117H-T7 ¢.350G>A p.(Arg117His) v MATKUi '3;34:’:(?;;":::;::: 4 0,05
84 R75X €.223C>T p.(Arg75*) | TSXEeNbI naToreHHbIi 4 0,05
85 W79X c.236G>A p.(Trp79*) | TSXKENbI naToreHHbIn 4 0,05
86 Y84Xx c.252T>A p.(Tyr84*) | TSXEeNbI naToreHHbli 4 0,05
87 1259insA c.1127_1128insA p.(GIn378Alafs*4) | TSXKENbIV NaToreHHbIn 3 0,04
88 1525-1G->A ¢.1393-1G>A No protein name | TXKEnblA naToreHHbli S 0,04
89 1716+1G->A c.1584+1G>A No protein name | TXKEnblA naToreHHbli 3 0,04
90 185+1G->T ¢.53+1G>T No protein name | TKEeNbIN naToreHHbIn 3 0,04
91 3130delA c.2998delA p.(lle1000Leufs*2) | TAXENbIA NaToreHHbIin 3 0,04
92 365-366insT c.233dup p.(Trp79Leufs*32) HENU3BECTHO  TSXKeNblii naToreHHbli 3 0,04
93 4374+1G>A c.4242+1G>A No protein name | TXENbIA naToreHHbIn 3 0,04
94 4382delA c.4251delA p.(Glu1418Argfs*14) Vi MSArKuin NaToreHHbIin 3 0,04
95 CFTRdele2(2*) ( 1c 6515+31+_11_6551-11):i_el No protein name Vil TSXEeNbIN naToreHHbli 3 0,04
96 CFTRdele9(8*) ((:1 é:);—?t: 511 :)1_ Z)-(:t)ef No protein name vil TSXKenNbI NaToreHHbIN 3 0,04
97 D579Y c.1735G>T p.(Asp579Tyr) HEU3BECTHO  TSXKenbli He onucaH 3 0,04
98 G480S c.1438G>A p.(Gly480Ser) THO THO He onucaH 3 0,04
99 G509R c.1525G>C p.(Gly509Arg) HEU3BeCcTHO MSArKuin He onucaH 3 0,04
100 G551D c.1652G>A p.(Gly551Asp) []] TSOKEnbl naToreHHbIn 3 0,04
101 G970D c.2909G>A p.(Gly970Asp) HEU3BECTHO HEU3BECTHO naToreHHbIN 3 0,04
102 K710X c.2128A>T p-(Lys710%) 1 TSOKENbI NaToreHHbIN 3 0,04
103 L812X C.2435T>A p-(Leu812*) | TSOKEenNbIA NaToreHHbIn 3 0,04
104 Q493R c.1478A>G p.(GIn493Arg) HEU3BECTHO  TSKENbIi He onucaH 3 0,04
105 Q98R c.293A>G p-(GIn98Arg) HENU3BecTHO MSArKnin NaToreHHbIN 3 0,04
106 ¥1032C ¢.3095A>G p.(Tyr1032Cys) HEMIBECTHO  Markuii Do /MHRICKIMHMT g g oy
Yyeckue BapuaHThl

107 Y569H ¢.1705T>C p.(Tyr569His) HEeM3BecTHO MSArKuin He onucaH 3 0,04
108 1001+2T->G ¢.869+2T>G No protein name 1 TSOXKEnbli naToreHHbln 2 0,03
109 1812-1G->C c.1680-1G>C No protein name | TSXKEnbli naToreHHbIn 2 0,03
110 306delTAGA c.174_177del p.(Asp58Glufs*32) | TSXKENbIV naToreHHbIn 2 0,03
111 3120+1G>A c.2988+1G>A No protein name | TSOKENbI naToreHHbIn 2 0,03
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Ne

112
113
114

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

TpapuuMOHHOE Ha-
3BaHNe reHeTU4ecKoro
BapuaHTa
3271+1G>T
4005+1G>T

4022insT
5T;TG12

681delC
711+3A>G
711+5G>A
A141D
A455E

c.1210-11T>G

c.1219del
c.1608del
c.1708_1712del

CFTRdele1-11(1-10%)

CFTRdele19-
21(17a-18%)

CFTRdele2-8(2-7*)

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

CFTRdup7-8(6b,7*)

D443fs

D993A
E1104X
E831X
E92X
G1047S
11234V

M1028fs
P205S
Q1291R

R117H

R153I1
R668C
S$1255P
W277X
W361X
Y1092X
Y362X
Y569D
1078delT
1249-5A>G
1341+2T->C
1394delC
1660delG
1716+18672A>G
1811+2T>C
2114delT
2184delA
2221insA
2634delT
2790-2A->G
296+12T>C
296+1G>T
3121-2A>G
3271+1G>C
3272-11A->G
3321delG

HasBaHue no kogupyiowien
RHR pYy!

c.3139+1G>T
c.3873+1G>T
¢.3890_3891insT
c.[1210-12[5];1210-
34TG[12]]
c.550delC
¢.579+3A>G
¢.579+5G>A
c.422C>A
c.1364C>A

c.1210-11T>G

c.1219delG
c.1608delA
c.1708_1712delTTATT
c.(?-1)_(1584+1_1585-1)
del

c.(2988+1_2989-1)_

(3468+1_3469-1)del
c.(53+1_54-1)_

(1116+1_1117-1)del

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

(1392+1_1393+1)del

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

¢.1329_1350delTATTAATTT
CAAGATAGAAAGA

c.2978A>C
¢.3310G>T
€.2491G>T
€.274G>T
c.3139G>A
¢.3700A>G

c.3084_
3088delGTTGAInsATG

€.613C>T
c.3872A>G

¢.350G>A

c.458G>T
c.2002C>T
¢.3763T>C
c.831G>A
c.1083G>A
c.3276C>A
c.1086T>A
c.1705T>G
c.948delT
c.1117-5A>G
c.1209+2T>C
c.1262delC
c.1528delG
.1584+18672A>G
c.1679+2T>C
c.1982delT
c.2052delA
¢.2089dup
c.2502del
€.2658-2A>G
c.164+12T>C
c.164+1G>T
€.2989-2A>G
c.3139+1G>C
c.3140-11A>G
c.3189delG

o

HaseaHue no cuHTe3unpye-
Momy Genky
No protein name
No protein name
p-(Gly1298Trpfs*4)

No protein name

p.(Leu184Phefs*5)
No protein name
No protein name
p.(Ala141Asp)
p-(Ala455Glu)

No protein name

p.(Glu407Asnfs*35)
p.(Asp537Thrfs*3)
p.(Leu570Argfs*17)

No protein name
No protein name

No protein name

No protein name

No protein name

p-(Asp443Glufs*19)

p.(Asp993Ala)
p.(Glu1104*)
p-(Glu831*)
p.(Glu92*)
p-(Gly1047Ser)
p-(lle1234Val)

p.(Met1028lle17Ter)
p-(Pro205Ser)
p.(GIn1291Arg)

p-(Arg117His)

p.(Arg153lle)
p-(Arg668Cys)
p-(Ser1255Pro)
p.(Trp277*)
p-(Trp361*)
p.(Tyr1092*)
p.(Tyr362*)
p.(Tyr569Asp)
p.(Phe316Leufs*12)
No protein name
No protein name
p.(Thr421llefsX21)
p.(Val510Phefs*17)
No protein name
No protein name
p.(lle661Thrfs*2)
p.(Lys684Asnfs*38)
p.(Arg697Lysfs*33)
p.(Phe834Leufs*10)
No protein name
No protein name
No protein name
No protein name
No protein name
No protein name
p.(Trp1063*)

Knacc ®deHoTUn
| TSXKenNbIv
| TSXenNbIv
| TSXKENbIA
\' MArKnin
| TSXKENbIA

HEeU3BecTHO MSrKUia
HEU3BECTHO  TSXKenbl
HEeU3BecTHO MSrKUia
v MSrKUia
v MSArKUin
1 TSXKENbIA
| TSOKEenNbIA
HEen3BeCcTHO TSOKENbIA
Vil TSXKenNbIv
vil TSXKENbIn
vil TAXenNbIA
vil TSKENbIA
vil TSXKENbIA
1 TSXKENbIA
HENU3BecTHO MSArKnin
| TSOKEenNbIv
| MSArK1in
| TSOKEenNbIA
HEeU3BeCTHO MSArK1in
HEen3BecTHO MSArKnin
| TSOKEnNbIA
HEeU3BEeCTHO MSArKuin
THO THO
1\ MArKnin
THO THO
v MSArKUiA
1] TRXKENbIA
| TSKENbIA
1 TSXKENbIA
1 TSXKENbIA
| TSKEenNbIV
|1} TSKENbIA
| TSXKEenNbI
HEen3BecTHO MArKnin
HEU3BECTHO  TSKenbln
HEU3BECTHO  TSXenbli
| TSOKEenNbIA
HEen3BecTHO MArKnin
HEU3BECTHO  TSXenbli
| TSOKenbIv
| TSOKEeNbIv
HENU3BECTHO  TSXKenbli
HEU3BECTHO  TSKenbiv
v HEeU3BeCTHO
HEeM3BEeCTHO HEeu3BEeCTHO
| TXKenNbIv
HEM3BECTHO HEeU3BEeCTHO
HEU3BECTHO  TSXKenbld
v MSArKuin
| TSXKENbIA

Knununyeckas
3Ha4YMMOCTb No 6a3se
CFTR2
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN

pa3nunyHbie KJIMHN-
Yyeckue BapuaHThbl

NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
naToreHHbIN
NaToreHHbIN

pas3nnyHblie KINHN-
Yeckue BapunaHThbl

naToreHHbIn
NaToreHHbIn
naToreHHbIN

NaToreHHbIN
MaToreHHbIN

NaToreHHbIN
NaToreHHbIN

naToreHHbIN

NaToreHHbIN

He onucaH
NaToreHHbIn
NaToreHHbIn
NaToreHHbIn
He onucaH
NaToreHHbIn

He onucaH

NaToreHHbIn

Pa3JInYyHbI€ KNIUHN-
Yeckue BapuaHThbl

pa3nnyHbie KJIMHN-
Yyeckue BapuaHThbl

He onucaH
He NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
naToreHHbIN
NaToreHHbIN
naToreHHbIn
naToreHHbIN
naToreHHbIn
He onucaH
He onucaH
naToreHHbIn
NaToreHHbIn
He onucaH
NaToreHHbIn
NaToreHHbIn
NaToreHHbINn
NaToreHHbIn
NaToreHHbIN
NaToreHHbIN
He onucaH
NaToreHHbIn
NaToreHHbINn
NaToreHHbIN
He onucaH
He onucaH

N DDNMNDNMN D MDNMNNMNMNDM M MDNMDDN

N N N MDNMMNMMNMMNMNDNM DN

- e m m d e e e e e e = = = = =2 =2 NDNNMNNMMDMNMDNDN N

%

0,03
0,03
0,03

0,03

0,03
0,03
0,03
0,03
0,03

0,03

0,03
0,03
0,03

0,03
0,03

0,03

0,03

0,03

0,03

0,03
0,03
0,03
0,03
0,03
0,03

0,03
0,03
0,03

0,03

0,03
0,03
0,03
0,03
0,03
0,03
0,03
0,03
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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167
168

169
170
171
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

212

213

214

215
216
217
218

219

220
221

222

TpapuUMOHHOE Ha-
3BaHWe reHeTU4ecKoro
BapuaHTa

3359delCT
3617G/T

3662delA
3791delC
3849+1219C>A
3849+5G->A
4005+4485A>T
4006-2A>G
4040delA
-461A->G
541del4

5T

624delT
663insT
-741T->G
840insT
875+2T->A
982delA
A1256P
c.1017del
c.1279del
c.1580dupA
c.1761del
c.2312del
€.2493del
c.264_268del
c.324del
c.3325del
¢.3380_3383del
c.353del
c.3615_3625del
c.37dup
c.3893del

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

c.4094del
c.527del
c.583del
c.71_72delTGinsA
C590Y

CFTRdele12,13(11-12%)
CFTRdele1-24
CFTRdele16-17b

CFTRdele19-20(17*)
CFTRdele23
CFTRdele8(7*)

CFTRdele8-9(7-8%)

D572N
E403D
E819X
E873X

F1052V

F1078I
F1286S

F508del;11027T

HasBaHue no kogupyiowien
RHR pYy!

¢.3229_3230delCT
€.3485G>T

c.3530delA
c.3659delC
c.3717+1219C>A
c.3717+5G>A
€.3873+4485A>T
¢.3874-2A>G
c.3908delA
c.-593A>G
c.409_412delCTCC

¢.1210-12[5]

c.494delT
c.531dup
c.-812T>G
¢.708dupT
c.743+2T>A
c.850del
¢.3766G>C
c.1017delC
c.1279delA
c.1580dupA
c.1761del
c.2312delA
€.2493delG
c.264_268delATATT
c.324delC
c.3325delA
¢.3380_3383delGAAG
c.353delC
c.3615_3625del
¢.37dupT
c.3893delG

€.3927_
3938delGTGGAGTGATCA

c.4078delG

.4094_
4098delinsGATGAACCTCAG

c.4094delA
c.527delG
c.583delC
€.71_72delinsA
c.1769G>A

c.(1679-1_1680+1)_
(2490+1_2491-1)
c.(?_-1270)_(*1553_?)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_72)
del

c.(868+1_870-1)_
(1116+1_1117-1)del

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

c.1714G>A
¢.1209G>C
€.2455G>T
€.2617G>T

¢.3154T>G

€.3232T>A
c.3857T>C

c.[1521_
1523delCTT;3080T>C]

HaseaHue no cuHTe3upye-

Momy Genky

p.(Leu1077Valfs*78)
p.(Arg1162Leu)

p.Lys1177SerfsX15
p.(Thr1220Lysfs*8)
No protein name
No protein name
No protein name
No protein name
p-(Asn1303Thrfs*25)
No protein name
p.(Leu137Tyrfs*15)

No protein name

p-(Leu165*)
p.Gly178TrpfsX5
No protein name
p-(GIn237SerfsX21)
No protein name
p-(Met284*)
p.(Ala1256Pro)
p.(lle340Serfs*29)
p.(Ser427Alafsx16)
p.(Glu528Argfs*40)
p.(Phe587Leufs*8)
p.(Asn771ThrfsX2)
p.(Glu831Aspfs*13)
p-(Leu88Phefs*21)
p.(Tyr109Metfs*15)
p.(lle1109Serfs*12)
p.(Gly1127Glufs*6)
p-(Ser118Leufs*6)
p-(Ser1206AsnfsX55)
p.(Ser13fs)
p.(Gly1298Glufs*30)

p.(Trp1310_GIn1313del)
p.(Val1360Phefs*20)
p.(Lys1365Argfs*2)

p.(Lys1365Argfs*15)
p.(Ser176Thrfs*25)
p.(Ala196Hisfs*19)
p.(Leu24*)
p.(Cys590Tyr)

No protein name
No protein name

No protein name
No protein name
No protein name
No protein name

No protein name

p.(Asp572Asn)

p-(Glu403Asp)
p.(Glu819%)
p.(Glu873*)

p.(Phe1052Val)

p.(Phe1078lle)
p.(Phe1205Ser)

p.[Phe508del;lle1027Thr]

Knacc ®deHoTUn
| TSXKenNbIv
He
HEen3BecTHO -
NaToreHHbIN
| TSOKEenbIv
| TSOKEeNbIv
HEen3BeCTHO MArKnin
THO THO
HEen3BecTHO MArKnin
HEen3BeCcTHO TSOKENbIA
| TSKEenNbIA
HEU3BECTHO HEU3BECTHO
| TSXKENbIA
v MArKnin
| TSXENbIA
| TSKEnNbI
HENU3BECTHO  TSXKenbii
HEU3BECTHO  TSXenbii
HEU3BECTHO  TSXKenbli
HEU3BECTHO  TSXenbli
THO THO
HEU3BECTHO  TSXenbli
| TSKEenNbIA
1 TSOKENbIA
HEU3BECTHO  TSXKEenbli
HEU3BECTHO  TSXKEnbli
| TXKenNbIA
| TRXKENbIn
| TSOKEnNbIv
| TSOKEenNbIv
| TSOKenNbIA
| TSOKEenNbIv
| TSOKenNbIv
HEU3BECTHO  TSXenbli
| TSOKEenNbI
| TSKenbIv
1 TSXKENbIA
| TSOKEenNbIv
THO THO
| TSXKENbIA
| TSXKEnNbIv
| TSKenNbIv
HENW3BeCTHO HEeU3BECTHO
vil TSKENbIA
Vil TSOKEenNbIA
vil TSXKENbIA
Vil TSXKEnNbIv
Vil TSXKEnNbIA
vil TSOKEenNbIv
vil TSOKEenbIv
HEU3BECTHO  TSXKEnbli
HEU3BECTHO  TSXKenbli
HeusBectHo  TsXenblin
HeusBectHo  Tsxenblin
THO THO
THO THO
HENU3BeCcTHO MSArKnin
] TSXKENbIA

Knunnyeckas
3Ha4YMMOCTb o 6a3se
CFTR2

NaToreHHbIN
He NaToreHHbIN

NaToreHHbIN
NaToreHHbIn
He onucaH
NaToreHHbIn
He onucaH
naToreHHbIn
naToreHHbIn
He onucaH
NaToreHHbIN

pa3nunyHbie KJIMHN-
Yyeckue BapuaHThbl

NaToreHHbIN
NaToreHHbIN
He onucaH
NaToreHHbIN
NaToreHHbIn
NaToreHHbIn
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
NaToreHHbIn
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIn
NaToreHHbIn
He onucaH
He onucaH
naToreHHbIn

He onucaH
naToreHHbIN
He onucaH

NaToreHHbIN
He onucaH
NaToreHHbIN
NaToreHHbIN
He onucaH

He onucaH
naToreHHbIn

MaToreHHbIN
MaToreHHbI
He onucaH
NaToreHHbIN

NaToreHHbIn

He onucaH
He onucaH
He onucaH
He onucaH

Pa3sinyHble KIINHN-
Yeckue BapuaHTbl

He onucaH
He onucaH

naToreHHbIN

ek b wd e oed e e b

PR e P PR o PR o R o PR PR - R o R PR

%

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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Mpunoxenus

N¢ TpapuuMOHHOE Ha- Haseanue no kogupyioweit | HaseaHue no cuHTe3unpye- Knacc deHoTun Knunuyeckas n %
3BaHNe reHeTU4ecKoro OHK Momy Genky 3Ha4YMMOCTb No 6a3se
BapuaHTa CFTR2
223 G1265V c.3794G>T p.(Gly1265Val) HEN3BEeCTHO HEen3BeCTHO He onucaH 1 0,01
224 G178R c.532G>A p-(Gly178Arg) 1] TSXKENbIA NaToreHHbIN 1 0,01
225 G27X c.79G>T p.(Gly27*) | TXEeNbIN naToreHHbIi 1 0,01
226 G314R c.940G>C p.(Gly314Arg) HEU3BECTHO  TSXenbli He onucaH 1 0,01
227 G451V c.1352G>T p.Gly451Val HEeU3BeCcTHO MArKuin He onucaH 1 0,01
228 G461E c.1382G>A p.(Gly461Gilu) Hen3BecTHO MArKnin MarToreHHbIn 1 0,01
229 G509D c.1526G>A p.(Gly509Asp) HEeU3BeCTHO MSArKuin He onucaH 1 0,01
230 11328T c.3983T>A p.(lle1328Lys) HEU3BECTHO HEeU3BEeCTHO He onucaH 1 0,01
231 1175V ¢.523A>G p.(lle175Val) THO THO He onucaH 1 0,01
232 1506 T c.1517T>C p.(lle506Thr) HEU3BECTHO  TSXenbli He onucaH 1 0,01
233 K598ins ¢.1795_1796insAAA p.(Lys598dup) HEU3BECTHO  TSXKEenbli He onucaH 1 0,01
234 K598X c.1792A>T p.(Lys598*) | TXeNbI naToreHHbli 1 0,01
235 L1093P c.3278T>C p.(Leu1093Pro) HEU3BeCTHO MSArKuin He onucaH 1 0,01
236 L218X c.653T>A p.(Leu218*) | TAXENbIA NaToreHHbIn 1 0,01
237 L233F c.697C>T p.(Leu233Phe) THO THO He onucaH 1 0,01
238 L454del ¢.1360_1362delTTG p.(Leud54del) HEU3BECTHO  TSKenbli He onucaH 1 0,01
239 L568F c.1704G>T p.(Leu568Phe) THO THO He onucaH 1 0,01
240 L927P c.2780T>C p.(Leu927Pro) HEU3BECTHO  TSXKenbii naToreHHbIN 1 0,01
241 N505H c.1513A>C p.(Asn505His) HEU3BECTHO  TSXKenbli He onucaH 1 0,01
242 P5L c.14C>T p.(Pro5Leu) HEU3BECTHO HEU3BECTHO PasnMIHBIE KNMHY- 1 0,01
Yeckue BapuaHThbl
243 Q1038X c.3112C>T p.(GIn1038*) 1 TSOKEnbl NMaToreHHbIN 1 0,01
244 Q1313X ¢.3937C>T p-(GIn1313%) TSOKENbI NaToreHHbIN 1 0,01
245 Q1412X c.4234C>T p.(GIn1412%) | TSOKEenNbIv NaToreHHbIn 1 0,01
246 Q1476X c.4426C>T p.(GIn1476*) HENU3BeCcTHO MSArKuin Pa3NMIHBIE KNNMHN- 0,01
Yeckue BapuaHThbl
247 Q359K;T360K c.[1075C>A;1079C>A] p.[GIn359Lys;Thr360Lys] Hen3BeCTHO HEW3BECTHO NaToreHHbIN 1 0,01
248 Q372X c.1114C>T p-(GIn372%) HENU3BECTHO  TSHKEeNbIi NaToreHHbIN 1 0,01
249 Q720X c.2158C>T p.(GIn720%) TXEeNbIN naToreHHbIn 1 0,01
250 R1066H c.3197G>A p.(Arg1066His) THO THO NaToreHHbIn 1 0,01
251 R1070W ¢.3208C>T p.(Arg1070Trp) v markuii Q‘:Z’:(":;":fp:’;::: 0,01
252 R1102X c.3304A>T p-(Arg1102*) | TRXKENbIA NaToreHHbIN 1 0,01
253 R347L c.1040G>T p.(Arg347Leu) HEen3BeCTHO MSrKUiA He onucaH 1 0,01
254 R352Q c.1055G>A p.(Arg352Gin) NaToreHHbIn 1 0,01
255 R709X c.2125C>T p-(Arg709*) THO THO NaToreHHbIN 1 0,01
256 R764X €.2290C>T p-(Arg764*) HEU3BECTHO  TSXKEenbl NaToreHHbIN 1 0,01
257 R851X c.2551C>T p-(Arg851*) | TSXKENbIA NaToreHHbIN 1 0,01
258 $1094X c.3281C>G p-(Ser1094*) HEU3BECTHO  TSXKEnbli He onucaH 1 0,01
259 S182R c.544A>C p.(Ser182Arg) HEN3BECTHO HEN3BECTHO He onucaH 1 0,01
260 S549N c.1646G>A p.(Ser549Asn) 1 TXENbIA NaToreHHbIn 1 0,01
261 S549R(T>G) c.1647T>G p.(Ser549Arg) HEN3BECTHO  TsXKeNbli naToreHHbIn 1 0,01
262 T501A c.1501A>G p.(Thr501Ala) THO THO He onucaH 1 0,01
263 T6041 c.1811C>T p.(Thr604lle) HEN3BECTHO  TsKesblii He onucaH 1 0,01
264 TG13T5 Sl 0'33}1[2; e No protein name v msrkuit ‘:Zt:(t;"::p:’;:::- 0,01
265 V392G c.1175T>G p-(Val392Gly) HEU3BeCTHO MSArkuin He onucaH 1 0,01
266 W1063X c.3189G>A p-(Trp1063*) | TSOKENbIA NaToreHHbIn 1 0,01
267 W19G c.55T>G p-(Trp19Gly) Heu3BeCTHO MSITKUIA He onucaH 1 0,01
268 w202L c.605G>T p.(Trp202Leu) THO THO He onucaH 1 0,01
269 W401X ¢.1202G>A or ¢.1203G>A* p-(Trp401*) | TAXENbIA NaToreHHbIn 1 0,01
270 W57G c.169T>G p-(Trp57Gly) HEU3BECTHO  TSKEenbii NMaToreHHbIN 1 0,01
271 w8asg2x €.2645G>A p-(Trp882*) 1 TSOKEenNbIv NaToreHHbIN 1 0,01
272 Y1092H c.3274T>C p-(Tyr1092His) HEU3BECTHO MSTKUIA He onucaH 1 0,01
273 Y275del c.822_826delATACT p. (Tyr275fs) | TSXKEeNbIA He onucaH 1 0,01
274 Y569C c.1706A>G p-(Tyr569Cys) HENU3BeCTHO HEeU3BEeCTHO NaToreHHbIN 1 0,01
275 Y917D €.2749T>G p.(Tyr917Asp) HEeN3BeCTHO HEeu3BEeCTHO He onucaH 1 0,01
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