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MpuBeTcTBEHHOE CNOBO

Kyues C.H.,

JIOKTOp MEIMITMHCKUX HayK, akanemMuk PAH,
nupektop ®TBHY «MTI'HL», rnaBHbIi
BHELUTATHBIN CIIELUANNUCT M0 MEIULIUHCKON
reHetuke MuH3npasa Poccuu, npezncenarens
MPOGUILHONW KOMUCCHH IO MEIUIIMHCKOI
reHetuke MuH3npasa Poccuu, npezncenarens
Otueckoro Komurera Munsapasa Poccun,
MPe3uIeHT ACCOILIMALINN MEIUIITHCKIX T€HETUKOB
Poccun

YBaxxaembie konnerun!

IMoznpasnasito Bac ¢ BbixogoM 106uneiiHoro 10-ro BbIMyCKa perucTpa My-
koBucumno3a Poccutickoit @eneparun! Kak n3secto, mykosuciunos (MB)
WY KUCTO3HBIN (hrOpo3 — OTHO U3 HAaMOOJIee YaCTO BCTPEUYAIOLIMXCST HACae1-
CTBEHHBIX 3200JIEBAHUI, PE3KO COKpPALIAIOIIEe MPOAOKUTEIbHOCTh U Ka-
YECTBO XW3HU MAallMEHTOB 0e3 aeKBaTHOro JieueHus. Eille coBceM HenaBHO
6osibHBIE ¢ MB ymMupain B paHHEM JE€TCKOM BO3pacTe WIM JaXe Ha MepBOM
roiy XHU3HU OT MHEBMOHUM W UCTOIIEHMS, 00YCIOBJIEHHOIO MajlbabCOpO-
uueii. Tereps ke MB B PD u3 «atasibHOrO» Tiepeiies B pa3psia XpOHUYe-
CKUX 3a00JIeBaHUIA C TIOMYJISIAEI B3POCIBIX MAIMEHTOB, MPeBbICUBILEH 25%
B 2019 roay. UHTeHCUBHBIE UCCIEIOBAHMSI FfeHa KMCTO3HOTO TpaHCMeMOpaH-
Horo peryistopa nposoauMoctu (CFTR), 6enka CFTR u ero gpyHkiuu crno-
COOCTBOBAJIM PA3BUTHUIO HOBBIX BO3MOXHOCTEN MEPCOHATU3UPOBAHHOTO MO~
Xoa K (papMakoTepanuu naureHToB ¢ M B, HanmpaBieHHOUN HAa BOCCTAaHOBJIE-
Hue cTPYKTYyphl U dyHkimu 6eaka CFTR.

Poccuiickuii peructp naureHToB ¢ MyKoBucuuno3om Beaetcs ¢ 2011 roga
U BKJIIOYAET MOAPOOHYIO TEHETUYECKYIO, AUATHOCTUYECKYIO, KIIMHUYECKYIO U
TepaneBTUYECKYI0 MHMDOPMALUIO O HalMX namueHTax ¢ MB. Peructp co3-
JJaH Ha OCHOBE peKOMeHAaluii 1jsi EBpomneickoro peructpa oduecTsa My-
koBuciuaosda (ECFSPR).

Hacrosiimum nznanuem Pervcrpa mauveHToB ¢ MyKOBUCIIMA030M B PD 3a
2020 roa Mbl OTMEYaeM AECATUIETHUI I00MIEN KPOMOTAUBOM PabOThI CIel -
aJuCTOB, 3aHUMaroluxcd MB B Hawielt ctpaHe. UaeiHbIMU pyKOBOIUTESI-
MU Peructpa cranu npodeccop, I.M.H., 3aCiIy>KeHHbI aesaTenb Hayku H.A.
Kanpanos u akanemuku PAH, npodeccopa A.T'. Uyvanun u E.K.['unTep.

Ecnu B mepBom neyatHoMm u3naaHuu Peructpa 3a 2011 rog 6su1u 0606111€-
HBI JaHHBIC JTUIIb 0 1015 manuenTax u3 17 pernoHoB P®, To B 100MICHBII
Peructp 2020 roma BHeceHa nHdopmanus o 3722 nauueHrtax u3 §1 peruoHa
Halieil ctpaHbl. OXBaT reHeTUYeCKUM obciiefoBaHUEM MalueHToB ¢ MB Ha
MNPOTSLKeHUU nocyueqHux 10 JIeT BBIpoC COBCEM HE3HAUUTEIbHO, TaK KaK ObLT
J0CcTaTOYHO BBICOK yxke B 2011 roay (91,8% B 2011 romy u 93,0% B 2020 romy),
a BOT 3(P(HEeKTUBHOCTh TEHETUYECKOTO 00CIEeA0BAHUSI TOCTOBEPHO BO3POCIA,
MPUBEAS K YBEJIMYECHUIO CYMMApPHOU YaCTOThl MACHTU(MDUIUPOBAHHBIX ajlie-
neit ¢ 80% no 89,9% B 2020 romy, 3a CYET ONTUMU3ALUYU TEHETUYECKUX UC-
clenoBaHuii, BKiIovas cekBeHupoBaHue. B 2020 roay BoisiBiaeHo 230 matoreH-
HbIX BapuaHTOB reHa CFTR, npuyeM 58 U3 HUX YHUKAJIbHBI, T.K. OTCYTCTBY-
10T B MexnyHapoaHbix 6azax CFTR.

KOOuneliHbIil perucTp MmaueHToB ¢ MyKOBUCIIMA030M P® BriepBbIe BbI-
e B HoBoM popmate. baza nanHbix Peructpa M B 3anonHsinacek yepes3 yHU-
BEepCaJbHBII MPOrPaMMHBIV KOMIUIEKC ISl cOOpa, 00pabOTKU U YIpPaBICHUS
TEPPUTOPUATBHO pACIPEAETEHHBIMU KIIMHUKO-3MUAEMUOJIOTUYECKUMU JaH-
HbIMU B pexxuMme ynaieHHoro goctyna «QUINTA» AO «Acton KoHcanTuHr».
JaHHBIA TPOrPAMMHBIN KOMITJIEKC OTBEYAET TPEOOBAHUSIM 0€30MACHOCTU UH-
opmanyu, NpeabsABIIEMbIM K TOCYAAPCTBEHHBIM NH(MOOPMALIMOHHBIM CUCTE-
MaM BTOPOTO KJlacca 3allUIIEHHOCTU U MH(MOPMAIMOHHBIM CHCTEMaM Iep-
COHAaJIbHBIX TAHHBIX 2-0Tr0 YPOBHS 3alluileHHOCTH (Y 32) (ATTEcTaT COOTBET-
ctBust No 09/20-021ATT).

Benenue Peructpa mauueHTOB ¢ MyKOBUCLIMAO30M CITIOCOOCTBYET pallMo-
HaJIM3alMA OPTraHU3aluy MOMOIIY JIOASIM C TaHHOW MAaTOJIOTUEN, MIJTaHUPO-
BaHUIO OIOMKETA U COBEPILIEHCTBOBAHUIO JTbTOTHOTO JIEKAPCTBEHHOTO O0ecIe-
YEHUSI, YTO OCOOEHHO BaXXHO IJIS pacyéTa MOTPEOHOCTU MALlUEHTOB CTPAHbI B
tapretHoii Tepanuu CFTR-MonyasitopamMu v Ut MPUHSATHS PELIEHUST TTO 00e-
CIIEYEHUIO MALIMEHTOB 3TOU Tepanuei. ETMHUYHbBIE TallMeHThl HAaYaIu MOoJIy-
yath CFTR-Mopynstopsl ¢ 2019 roga (15 yenosek B 2019 u 23 — B 2020 ro-
nax). Perucrpanmst B PO B nekadbpe 2020 roma mmepBoro mpemnapata (mBakad-
TOp/MymakacTOp) MpUBeia K CTPEMUTEIBHOMY POCTY YMCa TAllMeHTOB, MO-



MpuBeTcTBEHHOE CNOBO

Jiydaroiux gaHHyto Tepanuto. Ha 2022 rop 3amjaHupoBaHO 0OECIIEUUTD yKe
okouio 1300 maumentoB CFTR-Mopynsitopamu, U perucTp MOMOraeT ciejaTh
pacyeThl B TOTPEOHOCTH IeTell B JAHHOW Teparuu.

Bripaxaro 6arogapHOCTb BCEM y4YaCTHMKAaM PETUCTPa, MPOIITY IMPUCOe-
JTMHUTBCS K paboTe CIEUaTMCTOB U3 PETUOHOB, TIIe ellle He OCYIIECTBIISICT-
cs1 cOOp JaHHBIX, HAJCIOCh Ha TUIOAOTBOPHOE MPOAODKEHUE 3TOM MHTEepec-
HO 1 BaXXHOU pabOThI HA 6J1aro POCCUNCKUX MALMEHTOB C MYKOBUCIIAI030M.

YBaxxaemblie konneru!

BrI gepxute B pyKax OecsThIN I0OMICHHBIN BBIMYCK « PerucTp mammueHTos ¢
MyKoBucLI030M B P®. 2020 rom». Poccuiickuit perucTp manyueHTOB ¢ MyKO-
Buciuao3oM Beaercs ¢ 2011 roga. MHumatopamMu co3naHust perucTpa CTaiu
JIBa BbIAAIOLIMECS] pOCCUICKUX ITyJbMoHoJora: akageMuk PAH A.T'. YyyanuH u
OCHOBATeJIb OMOIIY MallMeHTaM C MyKOBUCIIMI030M Mpodeccop, 3acaykeH-
HbIi nesatenb Hayku H.W. Kanpanos. [Tpomwto 10 j1eT, 1 Mbl MOXXEM OLIEHUTh
3HAYMMOCTb ITPOJIeJIaHHOW PabOThI BCeX Bpadeil, KOTOpPbIe Ha pa3HBIX dTaIlax
Y4acCTBOBAJIM B CO3[IaHUN PETUCTPOB, U BHIPA3UTh UM CJIOBA OJIATOTAPHOCTH.

KomuectBo marmenToB peructpa ¢ 1026 B 2011 romy yBenmvmioch 60-
Jiee yeM B 3 pasa, 10 3722 B 2020 roay. Bnepsbie B 2020 romy 1051 B3pOCTIbIX
MalKMeHTOB JocThria 26,5%, nmpeBpaTUB MYKOBUCIIMIO3 U3 MEeAUATPUIECKON
MPOOJIeMbl B MATOJOTUIO B3POCIBIX. 3aiaueil MOCIeAyIOIX PerucTPOB, He-
COMHEHHO, SIBJIIETCS MPUBJICYCHUE ITyJTbMOHOJIOTOB TePAIIeBTUYECKOM CeTH
K 3aITOJIHEHUIO PETHUCTpa UTS IMOJydeHUsT 00JIee TOUHBIX CBEIEHUI O B3pOC-
JIBIX TIAalIMEeHTAaX.

[IpakTrKa BeeHUsI PETUCTPOB MAIIMEHTOB CTAHOBUTCS BCe OOJIee aKTyallb-
HOM B MEIUIIMHCKOM coo0I1ecTBe. [10BBIIIEHHBINI MHTEPEC K 00BEINHEHUIO
JTAHHBIX O TIAIMEHTaX 00YCJIOBJIEH ITOTPEOHOCTHIO B MH(MOPMAIIK O PeaTbHOI
YacTOTe MYKOBHMCIIMA03a U KIMHUYECKOM €0 TeYeHUH, (pakTopax pucka pas-
BUTHSI COCTOSTHUI, YTPOXKAIOIINX KU3HU, HEOOXOIMMOCTBIO COBEPIIEHCTBO-
BaTh CTaHAAPTHI IMAarHOCTUKM, CUCTEMY JUCTIAHCEPU3AIlMA W peaduInuTaIluu
MMaIlMEHTOB, a TaKXe B OIlEHKe 0€30IMaCHOCTH MPUMEHSIEMbBIX MEIUITUMHCKIX
TEXHOJIOTUI ¥ TTOBBIICHUN 3()(EKTUBHOCTH JICUEHUS B YCIOBMSIX PEabHOMN
KJIMHUYECKOM TIPAKTUKU.

HaxkormieHHbIe TaHHBIE 0 (QYHKIIMOHATBHOM COCTOSTHUM JIETKUX, MUKPO-
OMOJIOTMYECKOM CTaTyCce PeCIMPaTOPHOTO TPaKTa, OCIOKHEHUSIX, BbIKABA -
€MOCTb IMallMEHTOB C YCIIEXOM HMCITOJIBb3YIOTCS IS CPAaBHEHUST TepareBTHYe-
CKHUX CTpaTeruii U CO3MaHMs aJeKBATHBIX aJTOPUTMOB IEWCTBUI B OTIpe/e-
JIEHHBIX KIIMHUYIECKUX CUTYaIusix. JlaHHbIe pETMCTPOB MTO3BOJISTIOT IMOJIyJaTh
JneMorpadudeckre moka3aTesi, HeOOXOIUMBbIE [UTS YITYyJIIIIeHUs CUCTEMBI TO-
MOIIIY TTallMeHTaM, BIPAOOTKY KOHCEHCYCHBIX PEIICHUI U PEKOMEHIAIINA.

[Mo3apasiisito Bcex co3maresieil perucTpa ¢ I00MICHHBIM JECATHIM BBIITY-
CKOM U BbIpaxaro HaJexIy Ha JaIbHEHIIYI0 COBMECTHYIO paboTy Mo co3ma-
HUIO OYIYIIMX PETUCTPOB, HANIEXKIy Ha pacIIMpEeHKe MoKa3aTesei, aHaIu3u -
PYEMBIX B PETUCTPE, B TIEPBYIO OYEPEb, 1Tl OLIEHKN 3(D(HEKTUBHOCTU U Oe3-
OITAaCHOCTH TapreTHOM Teparvm.

Asnees C.H.,

JIOKTOP MEIUIIMHCKUX HayK, akageMuk PAH,
3aBeyomnii Kadeapoit myasmoHonoruu @ra0y
BO Ilepsbiit MI'MY umenn U.M. CeuenoBa M3
P® (CeueHOBCKMIT YHUBEPCUTET), TUPEKTOP
HMMULI no npoduiiio «mmyTbMOHOJIOTHSI»,
IJIaBHBII BHELUTATHBII CIIELIUATUCT Iy IbMOHOJIOT
Munsnapasa Poccun



OprkomuteT MpoekTta Peructp nauneHToB ¢ Mykosucuuao3om PO

KonapatseBa Enena ViBaHoBHA

npodeccop, 1.M.H., Bpad BBICILIEH KaTeropuu,
Tpe/cenaTeib OPrkOMUTETa PErucTpa, 3aB. HaydHO-
KIMHUYECKMM oTaesoM MykoBucimaoza PTBHY
«MTI'HL», 3aBenytonias Kadenpoii ['eHeTHKM
GoJie3Heil IbixaTesbHoii cucteMbl MHCTUTYTA
BBICILIETO ¥ JIOMOJHUTEIBHOTO MPOdeCCHOHATBHOTO
ob6pazosanusi PTBHY «MI'HLI», 3amecTutesb
JMpeKTopa 1o Hayke «HaydHo-uccrenoBaTenbekui
KIMHUYECKUI MHCTUTYT AeTcTBa MUHKCTEpCTBA
31paBooXpaHeHsi MOCKOBCKOIt 00J1aCT», YieH
Ppaboueii rpyIIIbl SKCIIEPTOB M0 TMArHOCTHKE 1
peructpy EBporeiickoro ob1iecTBa o MyKOBUCLIMIO3Y
(ECFS);

e-mail: elenafpk@mail.ru

Kpacosckuii Ctanucias AleKcanapoBuy

K.M.H., CTapIIMi HayYHBI COTPYIHUK
Jlaboparopun MmykoBucimnoza ®I'BY «HayuHo-
HCCIIeIOBATEIbCKUI MHCTUTYT ITyJIbMOHOJIOTHH
DMBA Poccun», Beyluii HayYHbI COTPYIHUK
HayYHO-KJIMHUYECKOTO OTAe/Ia MyKOBUCLIMI03a
®I'BHY «MTHL», noueHt kadenpsl ['eHeTnKN
GosiesHeil apIxaTesbHOM cructeMbl MHCTUTYTA
BBICIIET0 U JIOTOJHUTEIBHOTO MPO(heCcCHOHATBHOTO
obpazoBanust PI'BHY «MT'HII», Bpau-
nynsMoHosior FBY3 «'oposckast KiinHuvecKas
oonpauIa M. J1.J1. [lnetHeBa» JI3M;

e-mail: sa_krasovsky@mail.ru

BoponkoBa Anna IOpbeBHa

K.M.H., Bpau-IeAuaTp BbICLIEH KaTeropuu,
ceKpeTapb OPrKOMUTETa PErucTpa, BeAyIuii
Hay4HBIA COTPYAHUK HAYYHO-KIMHUYECKOTO
otena mykosucimnosza PTBHY «MTIHILI»,
T'BY3 MO «<HUKHWJ M3 MO», otaeneHue
MYKOBHCLIM033;

e-mail: voronkoval | |@yandex.ru

Kammpckas Hatams IOpbeBna

npodeccop, 1.M.H., NIaBHBII HayYHBII COTPYIHUK
J1ab0pPaTOPUM TEHETUYECKOI SMUIEMUOIOTUN
OI'BHY «Menko-reHeTnIecKil HayqHBIi LIEHTP
nmMeHu akanemuka H.IT.boukoBa», mpodeccop
Kaenps! neauatpu MocKOBCKOTo 06J1acTHOrO
Hay4YHO-UCCIIe0BATETbCKOTO KIIMHUYECKOTO
uHetutyra (MOHUKH) um. M.®. Braznmupckoro;
YJIeH pabovrX IPyIIl KCHEPTOB MO HEOHATATLHOMY
CKPUHUHTIY, CTaHAApTaM Tepary U PErucTpy
EBporieiickoro ob1ecTBa Mo MyKOBHUCLIMIO3Y
(ECFS); Ipe3unent OO1epoccUinicKoi
O61uectBenHOI Opranusaumnn «Beepoccuiickast
accoLranys Uist 60JIbHBIX MyKOBUCLIMIO30M»;
e-mail: kashirskayanj@mail.ru

Amemmna Enena JIbBoBHA

K.M.H., 3aBeJlyloliiasi 1JabopaTtopueii MyKOBUCIIMI03a
DTBY «HayuHo-ucclaen0BaTeIbCKii HHCTUTYT
mysnbMoHojiorun @MBA Poccun», noueHT
kadenpnl ['eHeTHKM GOJIE3HEH AbIXaTeIbHOM
cucteMbl THCTUTYTa BBICIIETO U IOMOIHUTEIBHOTO
npodeccuoHanbHoro oopasosanus PrEHY
«MTHLL», Bpau ny;abmoHojior 'BY3 «[opoackas
kauHudeckast ooapHuia um. J1.J1. ITietnesa» 13M,
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AJIeKCaH, P




Oowwumin

cnncok Bcex yyactHukoB MNpoekTa 3a 2020 rop,

OOwWKMI CNNCOK Y4aCTHUKOB,

3anoJIHAIOWMX AaHHble ang «Pernctpa nauMeHToB ¢ MyKOBMCLUAO30M
Poccunckon Pepepaunn» 3a 2020 r.

['pynia Bpadeit, mOATOTOBUB-
mag pasnen «[eHeTrKa»:

IMonsakoB Anekcanap BragumupoBuu — uineH-kopp. PAH, npodeccop, n-p 6moi. Hayk,
3aBenynmii 1adopatopueit JIHK-mmaraoctuku @T'BHY «Mennko-reHeTHIecKuii Ha-
YUHBIN LeHTp uMeHU akagemuka H.I1. boukoBa» MuHoOpHayku Poccuu, rimaBHBIN Ha-
VUHBINA cOoTpynHMK tabopaTopun JHK-nuarnoctuku, 3aBenyrommii Kadenpoii MoJe-
KyJIsipHOit reHeTukn 1 ononHdopmatuku UBu/IITO ®TBHY «MTI'HILI»

Ansgu Tarym ABeTMKOBHA — K.M.H., CTapIIiii HAyYHBIA COTPYIHUK JIAOOPATOPUH
JHK-mmarnoctnku ®IT'BHY «Mennko-reHeTM4eCKMii HaydYHBIA IIEHTP MMEHU aKaje-
muka H.I1. boukoBa» MuHoOpHayku Poccun, Bpau 1abopaTOpHbIi TeHETUKM JIabopa-
TOPUU MOJIEKYJISIpHO-TeHeTruecKoi muarHocTuk Nel @I'BHY «MI'HILI», nomeHT ka-
denpbl MoIeKyIIpHOi TeHeTnKy 1 ononHdopmatuku UBu/IITO ®I'BHY « MT'HI»,
JIOLIEHT Kadeapnl oo1Ieil 1 MenunmHcKoi reHetnku Mb® PHUMY nmHUTIuporosa
MenpsiHoBcKas FOnust JleoHMIoBHA — HAyIHBIN COTPYIHUK HAYIHO-KIMHUYECKOTO
otnena mykopucunoza @PI'BHY «Mennko-reHeTHIeCKii HAYIHBIA IIEHTP UMEHN
akamemuka H.I1. boukoBa» MuHo6pHayku Poccrum

N Peruon YyacTHukHn

1 Anraiickuii Kpai

CepoxknuHoB Banepnit HukonaeBuy
HaynetoBa AlHMHa AHATOJIbeBHA
Ilerposa Jluna BnaguMmupoBHa

2 AcTpaxaHcKas 00JIacTb

Cepruenko [Anana @ukpeToBHA

(O8]

BpstHckas obiacTb

CramkeBuu TarbgaHa BagumoBHa

4 Bonrorpanckas obi1acte AxkenbeB Cepreii UBanoBUY

Lloma Bepa BaagumupoBHa
BacuibeBa AdHa AlekcaHApoBHA
IIIunosckoBa ExarepuHa EBreHbeBHa
IIupokosa [TonuHa AHaTOIbEBHA
Jy6oBa Haranusa DnyapnoBHa

5 Boponexckast o61acthb JlenneBa Bepa CepreeBHa
VabsinoBa JlrogmMuna BnaguMmupoBHa
Konomaukast Bukropust BanepreBHa

6 3abaiikaabCKuii Kpai laimosienko MHecca HukannpoBHa
MapxkoBckast AHxenuka MropeBHa
IToranmosa Haranbs JleonHnmoBHa

7 WMBaHoOBCKast 001aCcTh CmupHoBa TatbsiHa JIeoHUTOBHA

8 Hpkyrckas ob1actb Bbonnapenko TatbsHa [1eTpoBHa
IIunkapésa Bepa MuxaiinoBHa

9 Kab6apmuHo-bankapckas Pecmybanka MambetoBa AHeTa MyxanoBHa
MapewmimaoBa @atnma AyecoBHa

10 KanmuuHrpanackast 001acTh INetpoB Buktop BragumupoBuy

11 Kanyxckast o6mactb KyspmuueBa MHeca AjlekcaHIpoBHA

12 KemepoBckas 061acTb IIportacoBa TarbsiHa AleKCaHAPOBHA

13 Kuposckas o61acThb YnamoBa AHHa BennamMmuHoBHa

14 KpacHonmapckuii Kpaii bpucun Bukrop IOpbeBuu
Jlarymra lapuHa DnyapaoBHa
TlNonnxuna TaTesgaHa AnekcaHIpPOBHA

15 KpacHosipckuii Kpait WnbenkoBa HaTtanbs AHaTojibeBHA
YuxkyHoB Bragumup BukropoBuu

16 MockBa 1 MockoBcKkasi 00J1acTh BoponkoBa AnHa FOpreBHa

KonnpateeBa Enena MiBaHoBHa
XKexkaiite Enena KsacrtytucoBHa

Mlepman Buktopus laBrunoBHa
Tl'opunosa FOnusa BukropoBHa
Kpacosckuit CtanucnaB AjleKCaHIPOBUY




OO0wmii cnncok Bcex yyacTHukoB MpoekTa 3a 2020 rog,

Cumonosa Onbra UropesHa
Awmenuna Enena JIbBoBHa
T'opsimHoBa AHacTtacust BacuinbeBHaA
CewmpbikuH Cepreii OpneBuy

17

MypmMmaHcKkast 001aCcTh

IMymxkapesa Hdapbst BsauecnaBoBHa

18

Huxeroponckast odiactb

JlaBpoBa Anna EBreHbeBHa
Ep3yroBa MapuHa BanepbeBHa

19

HoBocubupckas odiactb

Konnakosa KOnus AnekcaHapoBHa
IMuueruna KOnus CranuciaBoBHA
INonoiiko AHactacust AHAaTOJIbEBHA

20

OMckast 00J1aCcThb

KopneeBa TarbsiHa FOpbheBHA
Cadonona TatesgHa MBaHOBHA
[lIeBnsikoBa AHHaA AJleKCaHIpPOBHA
IMaBnuHnoBa Enena bopucoBHa

21

OpeHbyprckast 0061acThb

Pribankuna Mapuna ['eoprueBHa
CkaukoBa Mapraputa AjleKcaHIpOBHA

22

IMepmckuii kpait

®ypman Esrenuit ['puropbeBuy
ITanpuna Bepa BragucinaBoBHa

23

IMpumMopckuii kpait

BacunbeBa TarbsiHa ['eHHanbeBHA
Boponun Cepreii BragumupoBuu
Kunsitkua Muxann ®EnopoBuy
HaymoBa Upuna BuktopoBHa

24

Pecniyonuka bamkoprocran

AronoBa ['y3zenbs PamuneBHa
Ko3spipeBa JIunug CepreeBHa

25

Pecnyonuka BypsTus

Ouwnposa Hatanbs MHHOKEeHTheBHA
KambaHoBa Hanexxna Jlop>kueBHa

26

Pecnyonuka Komu

JlaxoBa Enena AsnekcaHapoBHa

27

Pecnyonuka Kpeim u CeBacTonosib

HBaxaenko Esrenmnii ®enopoBud
Tpumuna Ceernana BacunbeBHa
I'adburosa Enena CepreeBHa

28

Pecniyonuka MopnoBust

JIbstukoBa AHHA Anb0epTOBHA

29

Pecnyonuka Tatapcran

IMarepkuna Okcana ['eHHagbeBHA
IITakuposa I'ynbHa3 PuHaTtoBHa

30

PocToBckas o6nactb

AryosHi Enena TurpaHoBHa
YenypHas Mapust MuxaiiioBHa

31

Psaszanckas obiactb

Tepexuna TaTtbsiHa AHATOJILEBHA
CmupHoBa Bepa BiagumupoBHa

32

Camapckast 00J1aCTh

BacunweBa Enena AnekcangpoBHa
Sxosnesa Bepa bopucoBHa
bopucos Anexkceit BanepbeBuu
Konnparenko Onbra BrammmupoBHa
boituenko Enena AnekcangpoBHa
Kosznos Axapeii BragumupoBuy
JIssmuHa Aptem BukTtopoBuu

33

Cankr-ITerepOypr u JIeHuHrpamckas oonactb

boiinoBa Esrennst BuktopoBHa
I'emounikass TatbsiHa EBreHbeBHA
MockBuHa Jlapbsg MuxaiiioBHa
CrenaneHko TaTbsaHa AnleKcaHIpPOBHA
®dununmosa TaTbssHa AHIpeeBHA
KonoBanosa Jlronmuia EBrenbeBHa
MaxmyTtoBa BukTopus PuHaroBHa
OpiioB Anekcanap Biranumuposuy
IMamkeBnu AnekcaHap AHATOJbEBUY
Hukutnaa Mapuna MiBaHoBHa
KoganeB Bukrop HukonaeBuy
WUrnarbeBa Mapusa HukomnaeBHa
VYmarckas OkcaHa AneKkcaHAapOBHA




OO0wmii cnncok Bcex yyacTHukoB MpoekTa 3a 2020 rog,

Bopucenko Tapac CepreeBuu
AnTtumnosa JIto0oBb AHATOJILEBHA

34

CBepajioBcKasi 00J1acThb

ITonomapeBa Haranbst JiIMutpreBHa
ynsax Upuna ITaBnoBHa

35

CMoneHcKast 001acTh

Hosukosa Onbra boprucbeBHa
AnumoBa Mpuna JleoHnaoBHa

36

CTaBpONOJIbCKUI Kpaid

BonoBo3osa Omia BragumupoBHa
Enuna Enena AnekcaHapoBHa
Jlenenena Jlapuca HukonaeBHa
I'puropesin; Muecca CaMmBesioBHA
benam TaTesHa AjlekcaHIpOBHA

37

TamOoBcKkast 001aCTh

bonapipesa [Iluana EBreHbeBHa

38

Tomckas obJacTb

Hazapenko Jlrogmuna I[1aBnoBHa
Ceunrona 'ynbHapa HapuMaHoBHa
MumnaiiueBa Jlapuca MiBaHoBHa

39

Tynbckasi 00JacTh

bacunas Apcen BanepueBuu
Kanununa HOnust OpuxoBHa
l'anonosa Hatanbs MuxaiiioBHa

40

TromeHcKkast 061acTh

bynatoBa MpunHa AnekceeBHa

41

Yamyprckast pecniybyimka

Cumanosa TatbgHa BrmagumupoBHa
Ocunosa Enena BanepreBHa
CraponybueBa Okcana MiBaHoBHa
Mypanésa Haranus [lerpoBHa
Kouepruna TatbsiHa AHaTO/IBEBHA
T'oronesa Enena BaanumupoBHa

42

VibsiHOBcKast 001acTh

I'yoapeBa TaTbssHa AnleKcaHIpOBHA

43

XabapoBCKUiA Kpait

Kosznosa Enena AnekcaHnpoBHa
Cukopa Hatanbs BragumupoBHa
MonuanoBa Osnbra BuktopoBHa

44

XaHTbl-MaHCcuiCK1iA aBTOHOMHBIN OKpyr-FOrpa

Canyk Haranbsi AHaTO/IbEBHA

45

YensadbuHckasg o01acTb

PeBenb-Mypo3 Haranbsa I[1erpoBHa
Kapumona Upuna IletpoBHa

46

Yysaickas pecrmyonmka

T'onyomosa Onbra UropesHa
IMaBnos IMerp UBaHOBUY

47

SApocnaBckas 00JacTb

AmepoBa Mpuna KaprnosHa
3unsoep Minbst EdbumoBny




Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,

Perncrtp nauneHToB ¢ mykoBucuuao3som B Poccumn 3a 2020 .

O6owaa uHndpopmauus

Puc. 1. Pernonsi, BkitoueHHble B Peructp B 2020 r. [IprmevyaHue: TeMHO-OpaHKEBbIM 1IBETOM MOKa3aHbl PETMOHBI, TIPEICTaBUBILINE TTOJIHBIE TaH-
HBIE 110 OOJIBHBIM MYKOBUCIIUI030M (II€TU U B3POCJIbIE), OPAHXKEBBIM — PETMOHBI, MALIMEHThl KOTOPBIX, HAOIIOAAIOTCS B APYrUX cyobekTax PD, mne-
COYHBIN 1IBET — JAHHbIE HE MPEICTaBICHbI

B Perucrp BKITI0YeHBI JaHHBIE 82 pernoHa-cyobekTa Poccuiickoit @enepanmn (puc. 1). Ipen-
CTaBJICHbI CyMMUPYIOIIUE JaHHBIC 10 (eaepaabHbIM OKpyraM. JlOMOJTHUTEILHO BhIICICHBI TO-
pona MockBa u Cankt-IleTepOypr, mokasareau Mo KOTOPbIM MpeAcTaBAeHbI OTAEJIbHO (Haps-
Iy ¢ BKJIIOYEHUEM UX JaHHBIX B COOTBETCTBYIOIINE (helepalbHbIe OKPYyTa).

PO — LeHTpanbHbIil penepaibHblii oKpyr (n=1128), 13 Hux Mocksa = 447

C3dD0 — Ceepo-3anaaHbiii penepanbHblii oKpyr (n=329), n3 Hux Cankr-Ilerepoypr = 181

IO®O — HOxHBbBIN (penepaabHbIil OKpyT (n=374).

[MB®O — [NpuBomkcKuii denepaibHblii OKpyr (n=758).

Y®O — Ypanbckuii dhenepaibHbiii okpyr (n=309).

C®DO — Cubupckuii penepanbHbIil OKpyT (n=448).

JAB®O — JlanbHEeBOCTOUHBIN (heaepaibHbIil OKpYT (n=192).

CK®O — Cesepo-Kaskasckuii enepanbHblii oKpyr (n=184).

Peruonnl, He Boweniue B peructp 2020 roaa:
HeHeuxkuit aBTOHOMHBIN OKpYT, YyKOTCKMIT aBTOHOMHBII OKPYT.

B Peructp 2020 r. 6bIIM BKIIIOYEHBI TaHHBIC 3722 MalMeHTOB: 2567 XUBBIX U 32 yMEPILUX,
HaOMIOAIOIIMXCS B TEKYLIEM Tody, a Takxe 1123 mauueHToB, KOTOphle He HAOMI0IaIUCh B Te-
KYIIEM Tomy.

OO611ee KOJTMYECTBO MALIMEHTOB ¢ MYKOBHUCIINI030M B P®D (110 manHbIM «ITporpamMmsl 14 BbI-
COKO3aTpaTHBIX HO30Ji0THii» MuHucTepeTBa 3apaBooxpaHeHnst PD) cocrapnseT 4230 yeaoBeK.

B 1a6n. 1 NpeaAcCTaBJIC€HO YUCJIO MallMEHTOB B KaX10OM PETMOHE, N0JISI B3POCIbIX MallMEHTOB
B KaXXAOM M3 HUX U JOJIA MAIMEHTOB PErmoHa OT Yrcja Malue€HTOB B COOTBETCTBYIOIIEM (I)GZ[G—
paJIbHOM OKpPYTI€ 1 OT 00111er0 KOJIMYeCTBa.
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Tabauya 1
Yucao écex nayuenmos ¢ cyosexkmax P®, npedcmagaennvix ¢ pecucmpe

00 N O O b ON =
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Cy6bekT PO depnepanbHbiii | AGConoTHOE YUC- Konuyecteo Hdons B3poC- Dons e dpepepanb- [ons B o6wem
oKpyr J10 NaUMEHTOB, N | B3POChbIX, adC. nbiX, % HOM okpyre, % peructpe, %
MockBa Lu®do 447 151 33,8 39,6 12,0
MO udo 242 59 24,4 21,5 6,5
fipocnaeckas o6n. oo 51 22 43,1 4,5 1,4
3abaiikanbckuii kpai Co0 29 5 17,2 5,8 0,8
Tynbckasi o6nactb u®do 37 15 40,5 3,3 1,0
Tomckasi o6nactb Co0 30 3 10,0 6,0 0,8
CmMmoneHckasi obnactb uo»o 24 4 16,7 2,1 0,6
Camapckasi o6nactb nedo 104 34 32,7 13,7 2,8
Psa3aHckasa o6nacTb uo»o 23 6 26,1 2,0 0,6
Mepmckuii kpaii nB®o 59 19 32,2 7,8 1,6
OpeHOyprckas o6nacTtb nB»o 69 18 26,1 9,1 1,9
Omckasi o6nactb [0 ]0) 66 25 37,9 13,1 1,8
HoBocubupckas o6nactb [0 ]0) 79 23 29,1 15,7 2,1
Huxeropogackas o6nactb nB»o 109 22 20,2 14,4 2,9
JleHuHrpapckasa o6nactb C3%0 32 9 28,1 9,7 0,9
Kemepogckasi o6nactb [0 ]0) 56 11 19,6 11,2 1,5
BopoHexckas o6nactb udo 77 22 28,6 6,8 2,1
BpsiHCckas o6nactb Luo»o 20 3 15,0 1,8 0,5
AcTpaxaHckas obnactb 10d0 22 6 27,3 5,9 0,6
CTaBpoOnonbCKuii Kpai CK®O 73 22 30,1 39,7 2,0
MpuMopckuit kpai AB®O 54 20 37,0 39,1 1,5
KpacHosipckuii kpait (o]0} 85 10 11,8 16,9 2,3
KpacHopapckuii kpait 10d0 135 31 23,0 36,1 3,6
AnTaiickuii kpan (o0:]0} 61 7 11,5 12,2 1,6
Pecny6nuka Yyeawusa nBdO 58 23 39,7 7,7 1,6
Pecny6nuka Yamyptus nB®»O 37 22 59,5 4,9 1,0
Pecny6nuka TatapcraH nBdO 126 46 36,5 16,6 3,4
Pecny6sivka MoppoBusi nBdO 20 5 25,0 2,6 0,5
Pecny6nuka BawkopTocTaH nBdO 83 23 27,7 10,9 2,2
XaHTbi-MaHcwiickuii AO — Orpa YO 62 13 21,0 20,1 1,7
CaHkT-lMeTtepbypr C390 181 49 27,1 55,0 4,9
YenabuHckaa obnactb YO 82 20 24,4 26,5 2,2
Bonoroackasi o6nactb C390 25 5 20,0 7,6 0,7
WBaHoBCcKkas o6nacTb [1To o) 27 7 25,9 2,4 0,7
Pecny6nuka Xakacus CcP0 13 2 15,4 2,6 0,3
Amypckas o6nacTb AB®O 12 2 16,7 8,7 0,3
Bnagumupckas o6nactb Luodo 34 10 29,4 3,0 0,9
Bonrorpapckas o6nactb {eJ:To] 17 7 41,2 4,5 0,5
WpkyTckas o6nactb Co0 56 11 19,6 11,2 1,5
KanunuHrpaackas o6nactb C3d0 26 3 11,5 7,9 0,7
Kanyxckasi o6nactb uodo 31 7 22,6 2,7 0,8
Jlvneukas o6nactb uodo 18 6 33,3 1,6 0,5
MypmaHckas o6nactb C3d0 24 5 20,8 7,3 0,6
MeH3eHckas o6nacTb nBdo 14 4 28,6 1,8 0,4
Pecny6nuka Bypatus cdo 25 5 20,0 5,0 0,7
Pecny6nuka UHrywetus CK®O 8 0 0,0 4,3 0,2
Pecny6nuka Komu C3d0 17 2 11,8 5,2 0,5
Pecny6nuka Kpbim 10d0 64 15 23,4 17,1 1,7
PocToBckasi 06nactb 10®0 111 25 22,5 29,7 3,0
CapaToBckas o6nacTb nB®O 22 10 45,5 2,9 0,6
Ceeppnosckas o6nacTb yoo 101 27 26,7 32,7 2,7
CesacTtononb [0 0} 12 5 41,7 3,2 0,3
Teepckas o6nacTtb udo 20 & 15,0 1,8 0,5
TiomeHckas o6nacTb Yoo 42 5 11,9 13,6 1,1
YnbsiHoBCKas o6nacTb nBdo 24 6 25,0 3,2 0,6
XaGapoBckuii kpait ABDO 46 11 23,9 33,3 1,2
Pecny6nuka Yeuns CK®O 54 2 3,7 29,3 1,5
AHAO YO 11 5 45,5 3,6 0,3
KypraHckas o6nacTb Yoo 11 2 18,2 3,6 0,3
TamboBckas o6nactb 110> Te) 21 5 23,8 1,9 0,6
Benropopackas o6nacTtb u»o 23 7 30,4 2,0 0,6
KapauaeBo-Yepkecckas pecnyonuka CK®O 21 1 4,8 11,4 0,6
Pecny6nuka [larectaH CK®O 13 2 15,4 71 0,3

1



Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,

‘ Ne Cy6bekT PO depepanbHbiii | AGCONIOTHOE YMC- KonuyectBo ‘ Jons ssgoc- Dong B denepans- | Jons B o0wem
oKpyr 710 NaLUMEHTOB, N | B3POCbIX, abC. nbix, % HOM okpyre, % peructpe, %
65 Koctpomckas o6nacTtb uodo 15 4 26,7 1,3 0,4
66 Kupoeckas o6nactb nB®o 25 5 20,0 3,3 0,7
67 ApxaHrenbckas o6nacTb C3d0 8 5 62,5 2,4 0,2
68 Kypckas o6nacTb uoo 11 0 0,0 1,0 0,3
69 Pecny6nuka Ocetus CK®dO 11 0 0,0 6,0 0,3
70 Pecny6nuka Mapuii 9n nBd»o 8 2 25,0 1,1 0,2
71 Pecny6nuka Agbires 10d0 8 4 50,0 2,1 0,2
72 Pecny6nuka TbiBa cdo 2 2 100,0 0,4 0,1
73  Kamuarckwii kpaii AB®O 5 0 0,0 3,6 0,1
74 Pecny6nuka Caxa AB®O 10 2 20,0 7,2 0,3
75 CaxanuHckas obnacTb AB®O 8 1 12,5 5,8 0,2
76  Opnoeckas o6nactb [1{0:Te) 7 2 28,6 0,6 0,2
77 Hosropoackas o6nactb C390 6 2 33,3 1,8 0,2
78 Pecny6nuka Kapenus C390 7 1 14,3 2,1 0,2
79 TckoBckas o6nactb C390 3 1 33,3 0,9 0,1
80 Pecny6nuka Kanmbikus 00 5 1 20,0 1,3 0,1
81 KabapauHo-Bankapckas pecny6nuka CK®O 4 0 0,0 2,2 0,1
82 MaragaHckasa o6nactb ABDO 1 0 0,0 0,7 0,0
WUTOro: 3722 987 26,5 100,0

JIlnHamMuKa 4McIeHHOCTH MaireHToB B peructpe ¢ 2011 mo 2020 roasl npeacTapieHa Ha puc. 2.

2131
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2916

3049

3096

3142

3722

2011r. 2012r. 2013r. 2014r.

2015r. 2016r.

Puc. 2. luHaMuka 4rcieHHOCTH nauueHToB B peructpe ¢ 2011 no 2020 roasr™*.
*[Ipumevanue: B T.4. 1123 mauueHTOB, KOTOpble He Hab oxanuck B 2020 r.

2017 r.

2018 .

2019r. 2020r.

| |

Ha puc. 3 mpeacraBieHa g0sl MalMEHTOB KaXXa0ro elepabHOro OKpyTa B 00IIei YncIeH-

HOCTHU IMalTMECHTOB.

Ha puc. 4 orpaxxeHo aGCOMIOTHOE YMCIIO AETEN 1 B3POCTBIX B (DefepanbHBIX OKPYyTax.
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Puc. 3. [lonst manmeHTOB Kaxmoro (eaeparbHOTO OKpyra B 00IIel YHMCIeHHOCTH malnueHToB PO
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LleHTpanbHbIVi dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblii OKpyr
HOKHbIN beaepanbHblit OKpyr
MpuBoMKCKUIA deasepanbHbIi OKpyr
Ypanbckuin beaepanbHblil OKpyr
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CnbupcKuin beaepanbHbiin OKPYr
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[lanbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKasckuli desepanbHbIii OKpyr
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CaHkT-MeTtepbypr
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Puc. 4. AGcomoTHOE YMCIIO IeTell U B3POCIBIX B KAXKIOM OKpyTe

O6masg cymMMupyomiass MHGOPMALUS IO PETUCTPY B CPAaBHEHUM ¢ JAHHBIMU IPEIbIIYIINX
JIeT TipeJcTaByieHa B TadJ. 2.

Tabauua 2
OcHogHble noxasameau, OMpaXNCcarouwjue Op2aHu3auUI0 NOMOWU RAYUEHMAM ¢ MYKOGUCKUI030M
u ux cocmosnue 300poevs 3a 2011-2020 ee.

\ Mokaszatens \ 2011 r. \ 2018r. \ 2019r. \ 2020rr. \
06Lwwee yucno 1026 3142 3169 3722
XXMBbI, N 1011 3091 3117 2567
ymepnu, n 1 51 52 32
He HaGniopanuce B TeKyleMm roay = = = 1123
WUcknioueHbl U3 peructpa, n - 18 22 4
Bo3spacrT, rogb!
M=SD 11,5+8,9 12,8+9,6 13,2+9,8 13,749,7
Me (25th — 75th pctl) 10,8 (5,7-18,3) 11,4 (6,3-18,7)
Me (IQR) 9,5(14,0) 10,4 (12,4) 10,8 (12,5) 11,4 (12,4)
[ons naumeHToB B Bo3pacte > 18 net, % 25,0 24,7 25,5 26,5
M+SD 3,3+5,5 3,1+6,1 3,216,4 3,6+6,1
Me (25th — 75th pctl) 0,4 (0,1-3,0) 0,4 (0,1-2,9)
Me (IQR) 1,0 (4,0) 0,5 (2,9) 0,4 (2,9) 0,4 (2,8))
MekoHueBbIli uneyc
BCero, % 5,4 8,5 8,7 8,9
Xupypruyeckoe nocobue, % 4,8 7,4 7,6 7,9
KOHCepBaTUBHasa Tepanus, % 0,6 1,1 1,1 1,0
B OTYETHOM ropy, % 8,7 1,9 15,2 15,7
Xupypruuyeckoe nocobue,% 8 7/ 10,7 13,7 14,9
KOHCcepBaTUBHasg Tepanus, % 1,2 1,5 0,8
Bcero, % 28,8 48,2 49,7 52,3
B OTYETHOM ropy, % 78,3 72,9 64,9 80,2
FeHeTM4yeckoe uccnepoBaHue
oxsar, % 91,8 94,3 95,6 93,0
[0NS BbISIBIEHHbIX FEHETUYECKUX BapUaHTOB, %* 80,0 89,3 90,0 89,9
— ABa BbISIB/IEHHbIX FTEHETUYECKUX BapUaHTOB, %* 69,1 82,4 83,5 83,3
— OAVH BbISIBJIEHHbIV FEHETUYECKUIA BapuaHT, %* 21,4 14,0 13,3 13,3
— 06a reHeTU4eCKUX BapUaHTOB He BbisiBNIEHbl, %* 9,5 3,7 3,2 3,5
F508del / F508del,%* 32,1 29,7 30,0 30,0
F508del / HeF508del, %* 41,2 46,7 46,2 45,2
HeF508del / HeF508del, %* 26,7 23,6 23,7 24,8
F508del, annenbHas yactora, %* 52,79 53,05 53,14 52,6
CFTRdele2,3, annenbHag yactorta, %* 6,32 6,09 6,18 6 2
E92K, annenbHas yactoTa, %* 2,65 3,04 3,11
Staphylococcus aureus, % 58,4 58,4 61,5 63,1
MRSA, % - 4,1 4,1 3,1

Pseudomonas aeruginosa
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Peructp nauueHToB ¢ MykoBucumuzo3om B Poccuiickoin ®epepauun. 2020 rog,

Mokazatens \ 2011 . \ 2018. \ 2019r. \ 2020r.
— XpoHuuyeckoe uipuumnposanue, % 32,3 33,0 34,3 34,1
— UIHTEPMUTTUPYIOLLUNIA BbICEB, % 15,1 15,0 15,8 16,9
Burkholderia cepacia complex, % 7,0 5,8 5,5 5,1
Stenotrophomonas maltophilia, % 3,4 4,3 5,9 5,3
Achromobacter spp., % - 5,8 6,6 7,6
HAroo, % 13,4 8,9 11,0 -
JerouHbiii (HeTyGepKynesHbii) MuKoGakTepuos, % 1,6 0,9 1,0 1,7
Haemophilus influenzae, % - 4,7 5,8 3,8
Escherichia coli, % - - - 4,4
PecnupartopHas ¢pyHKumsa
DXEN, %ponx. 84,6+30,1 84,6+21,8 84,6+21,6 85,7+22,1
OB, %ponx. 74,6+29,4 77,6+26,1 77,6£26,2 78,6+26,5
HyTpuTtuBHBIA cTaTyC
meauaHa nepueHtuna UMT cpenu petein 29,0 (55,6) 29,1 (48,9) 30,5 (49,5) 30,2 (52,0). 30,2
Me (25th — 75th pctl) 30,5 (10,6-59,9) (10,7-62,2)
meauaHa UMT cpeam B3pocCbix 18,8 (3,9) 19,1 (3,8) 19,1 (3,8) 19,1 (3,7)
Me (25th — 75th pctl) 19,1 (17,4-21,2) 19,1 (17,6-21,2)
OcnoxHeHus 3a60neBaHns B OTYETHOM roay
Annepruyeckuii GpoHXoNerovHblii acneprunnes, % 1,3 2,0 2,3 2,5
CaxapHblii auabeT c NnpMMeHeHneM MHcynuHa, % 3,2 2574 3,3 3,2
MHeBMoOTOpakc, NnoTpeGoBaBLUMi ApeHupoBaHus, % 1,5 0,5 0,7 0,7
Luppo3s neyenun
— C nopTanbHoOl runepTeH3uei / runepcnaeHnu3amom, % 4,2 3,9 4,9 4,0
— 6e3 nopTanbHO1 rMnepTeH3un / runepcryielnama, % 4,3 252, 2,3 3,1
— 0 HaJIMYMM TUNEPTEH3UN HEU3BECTHO, % 0,3 0,4 0,3 0,5
MopaxeHue nevyexu 6e3 umpposa, % 23,2 11,9 13,0 17,9
Jlero4Hoe kpoBoTe4YeHue, % 2,6 0,9 1,0 1,5
OcTteonopo3 (HU3kas KocTHaa macca), % 14,5 6,9 6,4 5,2
Monnno3 BepxHUX AbiXxaTesibHbIi nyTen, % 15,0 28,3 33,4 31,8
CuHycuT 6e3 nonunos, % - - - 28,0
DNeKTPONUTHbIE paccTpoicTBa, % 4,0 2,9 3,2 3,1
Hanuuue oHkonoruveckoro 3abonesanus, % 0,4 0,2 0,2 0,1
Amunonpo3s, % 0,2 0,1 0,1 1,0
CUHAPOM AUCTanbHON MHTECTUHANBbHOM 06CTPYKUMKM, % - 1,7 1,7 2,3
M'MnepToHUYeckuii pacTBOp HaTpusa xaopuaa, % 8,7 67,6 7,5 72,7
AHTUOMOTUKUN MHraNSILNOHHBIE, % 41,3 45,9 46,7 45,7
AHTUOGMOTUKMN BHYTPUBEHHBIE, % 70,9 38,0 33,2 32,3
AHTUOGMOTUKM NepopanbHbie, % 69,1 59,4 55,0 57,4
BpoHxoaunaratopsbl, % 63,0 49,9 50,5 45,5
Crtepoupbl UHrangauuoHHble, % 26,8 14,9 14,6 10,3
Ctepouabl cucteMHblie, % 8,3 3,7 3,4 3,6
JopHa3sa anbda, % 93,4 95,7 95,8 95,2
A3nTpoMuUUMH B CyGMHrMOUpYyioLLeit no3se, % 34,7 31,9 30,6 26,5
YpcopesokcuxosieBas kKucnora, % 93,2 88,6 87,9 88,1
MaHkpeaTnyeckue pepmenTbl, % 94,2 92,2 90,8 93,3
XXupopacTBopuMble BUTaMUHbI, % 88,1 88,9 88,3 91,2
Kunesutepanus, % 79,9 80,0 79,4 81,6
Kucnopoportepanus, % 6,2 4,5 4,5 4,4
WHrMGuTOpbI NPOTOHHOI NoMNbI, % - 18,8 20,3 23,5
WHransaumoHHblit MaHHuTON, % - - 3,2 3,9
TpaHcnnaHTaums 3a OTYETHbIN rog,
— Nerkux, n 1 9 7 5
— NneyeHu, n 0 4 2 2
— noyek, n 0 1 0 0
Yucno ymepumx 15 51 52 32
M=SD, rogbi 15,9+12,7 22,6+9,9 22,5%£12,2 17,3%£10,7
Me (25th - 75th pctl) 22,4 (14,9-28,5) 15,5 (11,6-24,3)
Me (IQR), roab! 17,4 (25,0) 23,0 (14,4) 22,4 (13,8) 15,5 (13,1)
MpuynHbI CMEPTU
— GpoHXoneroyHas, n 13 44 39 31
— BOAHO-3/1EKTPOJIUTHbIE PACCTPOINCTBA, N 1 - - -
— NopaXxeHne neyYeHu, n - 2 3 1
— HecYacTHbII ciyyaid, n - - - -
— CBfi3aHHas C TpaHcNnaHTaumemn - 2 3 -
— ocTpasi NoYeYyHasi HeA,0CTaTOYHOCTb, N - - -
— OHKOnorus, n - - - -
— He cBA3aHa ¢ MyKOBMCLUA030M - - 2 -
— ppyras, n - - 2 -
— NpUYMHA CMEPTU HEM3BECTHA, N 1 3 3 -
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06was uHdopmaums

Bo3pacTHasi U nonioBas CTPYKTypa naumeHToB C MyKOBUCLIMAO030M

Pacnipenenenve maimeHTOB ¢ MYKOBUCIIMIO30M B 3aBUCMMOCTH OT BO3pacTa TpefcTaBie-
Ho Ha puc. 5. CpenHuii Bo3pact nmaueHToB B 2020 romy coctaBwi 13,7+£9,7 netr, MmenuaHa Bo3-
pacta — 11,4 (6,3—18,7) ser. CaMblii cTapimii mareHT B otaeTHoM 2020 romy Habonancs B
r. Cankr-IletepOypr. Ero Bospact — 63,1 set, Bo3pact camoro muaamero — 0,06 roma. Jost
B3POCJIBIX MaMEeHTOB (> 18 jer) — 26,5%. Cpenu manueHToB ¢ MB He3HauuTeIbHO Mpeobiia-
JAIM MY>KYUHBI ¥ cocTaBuin — 52,0%, xeHiuubl — 48,0%.
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,

CpenHuii BO3pacT U MeauaHa BO3pacTa MalMeHTOB B perMoHax MpeacTaBieHbl B Ta0. 3.

Tabauua 3

Cpeonuii 6o3pacm u meduana 6o3pacma nNayuUeHMos 8 pecuoHax

‘ Okpyr M=SD, roapl Me, roab! ‘ IQR ‘ 25th percentile ‘ 75th percentile ‘
LieHTpanbHbiii O 14,5£10,4 11,9 13,7 6,5 20,2
CeBepo-3anagHblit PO 12,8+10,1 10,1 13,0 5,0 17,9
HOxHbI O 13,9+9,1 12,3 11,2 7,0 18,2
Mpueomxckuit PO 14,7+9,6 12,5 13,1 7,2 20,3
Ypanbckuit PO 12,8+8,7 11,2 11,6 6,0 17,6
Cubupckuit 0 12,5+9,2 10,1 9,9 6,2 16,0
[AanbHeBOCTOuHBIH PO 13,1+9,0 12,0 12,0 5,9 17,9
CeBepo-Kaekasckuit @O 10,1+8,2 8,3 9,0 4,3 13,3
r. Mockea 15,9£11,2 12,3 15,3 7,5 22,7
r. CaHkr-lMeTtepbypr 13,5+11,7 9,7 15,4 4,4 19,7

Mpumeyanue: IQR — MeXKBapTUIbHLIN pa3max

AunarHoctuka mMykoBucuuao3sa

I'mcTorpammMa Bo3pacTa yCTaHOBJICHMS JMArHO3a B OOIIIEM 10 TPYIIIIe OTpakeHa Ha puc. 7.
CpeaHuii BO3pacT MOCTAHOBKM AMArHo3a cocTaBui 3,6%6,1 jeT, MeauMaHa Bo3pacTa yCTaHOB-
neHus aguarHosa — 0,4 (0,1-2,9) net. B Bo3pacrte mocie 18 et 3aboaeBaHNe TUarHOCTUPOBA-
nochb y 3,2% oT 0011ero yucia nauueHToB n'y 12,1% ot uuciia B3pociblx. MUHUMAJIbHBIIA BO3-
pacT yCTaHOBJCHMS AMATHO3a — IIPU POXKIAECHUU, MAKCUMaIbHbI — B 59,0 neT.

I1o HeoHaTaIbHOMY CKPUHMHIY AMArHO3 ObUT yCTaHOBJEH 52,3% mnauueHTaM.
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OuarHoctuka

LleHTpanbHbIl pepepanbHblili OKpYr
CeBepo-3anagHbiii peaepanbHblili OKpyr
HOKHbIN desepanbHblii OKpyr
MpuBoMKCKMIA deaepanbHbIvi OKpyr
Ypanbckuin besepanbHbliii OKpyr
Cubupckuin degepanbHblit OKpyr
[anbHeBOCTOUHbIV dpesepanbHblili OKpYr
CeBepo-KaBKasckuii peaepanbHbili OKpyr
Mocksa

CaHKT-MeTepbypr
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Puc. 9. ZlOJIH MalMEHTOB, AMAarH03 KOTOPbIM YCTaHABJIMBAJICS 110 HEOHATAJIbHOMY CKPUHUHTY (CMHHH LIBET — AMArH0o3 YCTAHOBJIEH 110 HEOHATAJIbLHOMY
CKPUHUHTY, KpaCHblﬁ LIBET — JUArdHo3 YCTaHOBJIEH IO KIMHUYECKHUM CUMIITOMamM (y MalMEHTOB C OTPULIATEIBHBIM HEOHATAJIbHBIM CKpI/IHI/IHFOM))
Ha puc. 8 npeacrasieHa nTMHaMUKa JOJM MalMEHTOB, TMAarHO3 KOTOPBIM ObLT YCTaBJEH IO
HeoHaTalbHOMY CKpUHMHTY B 2011—-2020 rr.
Ha puc. 9 npencrasiaeHa noss MaiMeHTOB, IMarHO3 KOTOPbIM YCTaHABIMUBAJCS MO HEOHA-
TaJJbHOMY CKPUHUHTY.
CpenHuii Bo3pacT ¥ MeMaHa BO3pacTa yCTAHOBJIEHUS TUAarHo3a MpeAcTaBiIeHbI B Tab. 4.

Tabauua 4

Cpeonuii 6o3pacm u meduana 603pacma yCmano8.AeHUs OUAZHO3A

\ Okpyr M+SD, roapl Me, roapl \ IQR \ 25th percentile \ 75th percentile \
LieHTpanbHbiii O 3,4+6,9 0,4 3,3 0,1 3,4
CeBepo-3anagHblit O 3,3+7,1 0,3 1,9 0,1 2,0
KOXHbI DO 3,0+5,1 0,6 3,0 0,2 3,2
MpuBonxckuii PO 3,3+6,0 0,5 3,1 0,2 3,3
Ypansckuii O 2,5+4,5 0,4 2,0 0,2 2,2
Cubupckuit 0 2,4+5,6 0,3 1,4 0,1 1,5
[AanbHeBOCTOUHbI PO 3,0+5,4 0,5 2,8 0,2 3,0
CeBepo-Kaekasckuit ®O 2,6+5,7 0,4 1,2 0,2 1,4
r. Mockea 4,2+8,3 0,4 4,4 0,1 4,4
r. CaHkT-lMeTtepOypr 4,0+8,8 0,2 1,5 0,1 1,6

MpumeyaHve: IQR — MeXKBaPTUIIbHbBIN pa3max
MekoHueBbIN nieyc OBLT JUAarHoCTUPOBaH IMPU POXKIACHUN Y 326 Ha6J'IIOI[aCMI)IX INargueHTOB,
288 u3 HUX HOTp€6OBELT[OCI) XUPYPIrudyeckKoe nocobue. I[OI[H HanMeHTOB ¢ MCKOHHMEBBIM UJICY-
COM B pCrmoHax OoTpaxXc¢Ha Ha pucC. 10.
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HOKHbIN deaepanbHbliii OKpyr
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Puc. 10. Jonst 60JIbHBIX C MEKOHUEBBIM UJIEYCOM
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,

AunarHoctuka B 2020 rony

3a OTYETHBIN TOM TMAarHO3 MYKOBUCIIMIO3a BIIEPBbIe yCTaHOBJEH 123 mamueHTam (CpemqHuit
Bo3pact coctaBui 2,0£3,7 ner, mearana Bo3pacra — 0,8 (0,6) jer): Bce mamueHTsl 10 18 jeT.
[To HeoHATATLHOMY CKPMHUWHTY TUArHO3 ObIT YCTAHOBJIEH 93 malureHTaM, 4To cocTaBuiio 75,6%
OT BCEX BBISIBJICHHBIX CITy4aeB MyKOBHCITMI03a 32 OTYETHBIN rol. MeKOHUEBbIi mieyc ObLT a1 -
arHocTupoBaH y 19 nmauuenTos (15,4% ot yncia yCTaHOBJIECHHBIX OMAarHo30B), 18 maiueHTaM
MOTPeOOBAIIOCH XUPYprudeckoe mocodre. MUHUMATBLHBIN BO3pAcT YCTAHOBJICHUS IMAarHO3a B
OTYETHOM TOJly — TIPU POXKIEHUU, MaKCUMaIbHbI — B 15,8 net. 'mctorpamma Bo3pacra ycra-
HOBJIEHMSI IMaTHO3a B OTYETHOM TOIy OTpaxkeHa Ha puc. 11.
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Puc. 11. Tucrorpamma Bo3pacta ycraHoBjIeHUs: auarHosa B 2020 roay

MNMoToBbIN TecT

Ha puc. 12 mpenctaBieHo COOTHOIIIEHUE THIIA TIOTOBOTO TeCTa, a B TA0J. 5, v Tab. 6 pa3mu-
YUsT MEXKIY IEThMH W B3POCITBIMU.

Tabauua 5

Xapaxmepucmura no npoeedenuto nomogozo mecma 1y demeii u 63pocavix

‘ Fpynna ‘ Het uudpopmauun/He genanm, n (%) ‘ TutpoBaHue, n (%) MpoBoaumMoCTb, n (%) ‘
Detn 167 (6,2) 640 (23,7) 1889 (70,1)
Bapocnbie 56 (6,2) 569 (62,6) 284 (31,2)

Tabauua 6

Xapaxmepucmura no npoeedenuto nomogozo mecma 2 'y oemeii u 63pocavlx

‘ pynna ‘ Het nndopmauun/He penanu, n (%) ‘ TutpoBaHue, n (%) MNposoaumocTsb, n (%) ‘
Betn 1016 (37,7) 441 (15,2) 1269 (47,1)
B3apocnblie 431 (47,5) 232 (25,5) 245 (27,0)

100,0

80,0

60,0 = [lposBogmMmocTb

% = TutpoBaHue
m He genanun
40,0
m Het nudopmauum

20,0

0,0

MoToBsbIn TecT 1 MoToBbIN TECT 2

Puc. 12. XapakrepucTtuka noroBoro tecta 1 u 2
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OwnarHocTtuka

Cpenu 3armoTHeHHBIX TaHHBIX Y 14,3% MalueHToB B perructpe He 3arUKCUpPOBaHO HU OTHO-
TO ITOJIOKUTEEHOTO IIOTOBOTO TeCTa, ¥ 35,8% MalmeHTOB OTMEUeH XOTS OBl OUH ITOJIOKUTETb-
HBII TIOTOBBIN TecT, Y 49,9% — 1Ba MOTOBBIX TeCTa MOJIOXUTEIbHBIE. [10JOKUTETEHBIM TOTO-
BBIM T€CTOM CUMTAJIUCH TTOKA3aTEeJIN: IS METO/Ia TUTPoBaHUs 60 1 6oJiee MMOJIb/JI, ISl IIPOBO-
numoctu — 80 u 6osiee MMOJIb/J1, TorpaHuyHble 3HaueHus: 30—59 MMounb/a u 50—79 MMounb/a
IUTSE TATPOBAHUST U TIPOBOIMMOCTHU, COOTBETCTBEHHO.

B 1ab:1. 7 oTpakeHbI paz Iy MEXIY B3POCIBIMU U NETHMU IO CTPYKTYpPE TIOTOBOTO TECTa.

Tabauua 7
Coomuowenue uHQOPpMamueHoOCmu NOM06020 necma y oemeii u 83pocavlx

Ha puc. 13 u B Tab1. 8 oTpakeHbl MoKasaTeJiM MOTOBOIO TeCTa, MPOBEACHHOTO TUTPOBAHUEM.

CpeaHue mokasaTeIu MOTOBOIo TecTa | MeToIoM TUTpOoBaHuUsT cocTaBuiu 97,4+£26,0 MMoJTb/I1,
menuana 98,0 (37,0) MMob/1, y neteit — 98,2+25,3 mmounb/i1, meauana 100,0 (35,0) mmonb/i,
y B3pocibix — 96,5+26,7 mmonb/n, Mmenuana 95,0 (36,2) MMOIb/I.

Tabauua 8
Cmpykmypa 3nauenuil nonmoeozo0 mecma, npoGedeHH020 MUMpoSaHuem

MprmeyaHve: * — B 2-x TecTax 3HavyeHve GbI10 Ha BepxHel rpaHuLe 1 pasHo 160 Mmonb/n. Mpu yposHe Bbiwe 160 MMOJIb/N NOTOBLIV TECT A0JIXEH ObITh NEPEAENaH (Takne AaHHbIe
He BKJIOYaNN B aHanma).

Tabauua 9
Cmpykmypa 3HaueHuii nHomo6o2o0 mecma, npoedeHH020 Menodom npoeooUMoCImu

19



Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,
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Puc. 13. TTokazaTeu 1oTOBOro TecTa, MPOBEIEHHOIO TUTPOBAHUEM

CpenHue mokasaTesiM IOTOBOIO TecTa 2 MeTomoM TUTpoBaHus coctaBuau 100,0+£26,0
MMmoJib/1, Menuana 102,0 (35,0) mmonb/n, y neteit — 100,3+25,3 mmonns/n, menuana 103,0 (35,0)
MMOJIb/M, Y B3pocabIXx — 99,5+27,3 mmonb/a, menuana 99,0 (35,0) MMoJb/i.

Ha puc. 14. u B Taba. 9 oTpaxkeHbl MoKa3aTreJd MOTOBOTO TeCTa, MPOBEACHHOTO METOIOM
IIPOBOAVMMOCTH.

CpenHue mokasaTesid OTOBOro TecTa 2 METOAOM IpoBoAMMOCTU coctaBuau 106,7+21,4
MMmoJib/1, Menuana 110,0 (24,0) mmonb/n, y neteit — 107,7£20,7 mmonns/n, Meauana 111,0 (22,0)
MMOJIb/J1, Y B3pOCibIx — 99,6+24,5 mMonb/i, meauana 100,0 (33,8) MMoJIb.

CpenHue mokasaTesd IOTOBOro TecTa 2 METOAO0M IPOBOAMMOCTU coctaBwin 106,8+21,9
MMmoJib/1, MenuaHa 110,0 (24,0) mmonb/n, y neteit — 107,8+21,2 mmonb/n, Meauana 110,0 (22,0)
MMOJIb/7, y B3pocabix — 101,7+24,8 mmonb/n, meauana 102,0 (34,0) MMob/1.

1000

900

800

700

600

500

400

YMCNO BONIbHbIX MB, N

300

200

100

0O 10 20 30 40 50 60 70 80 90 100 110 120 130 140 150 160

Puc. 14. TToka3zaTenu moToBoro T€CTa, IMPOBEACHHOI'O METOAOM ITPOBOANMOCTHU
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NleHeTuka

B Hacrosiee Bpemst onucano 6osiee 2000 MyTaiuii Ui BApUAHTOB HYKJICOTUAHON TOCe-
noBatenbHocTH TeHa CFTR (v TeHeTUYeCKUi BapuaHT) (B TaTbHENIIEM TI0 TEKCTY — TeHeTH -
yeckue BapuaHThl). [1o cocTositHuIo Ha 24 ceHTs6ps 2021 roma Ha BeO-caliTe MEXIyHAPOIHOTO
npoekta CFTR2 (https://cftr2.org) npencrasieHo 382 MaTOreHHBIX TEHETUIECKUX BApUAHTOB
HyKJIeoTUIHOM mocnenoBatenbHocty reHa CFTR (FBHIT CFTR). OHu TIpETSITCTBYIOT CUHTE3Y
6enka CFTR, ero TpaHCTIOPTY K alMKaJIbHOM MeMOpaHe KJIETKU WA HapyLIaoT ero (PyHKIIUIO
B KauecTBe KaHaJla aHMOHOB xyiopa. B 3aBucumoctu ot BiusiHug Ha ¢pyHkuuio 6enka CFTR He-
KOTOpBIE aBTOPHI MOAPA3IAENSIOT UX Ha 7 OCHOBHBIX KyiaccoB (puc. 15). [IpuBeneHa ympoiieH-
Hasl cxema, TaK KakK OJWH W TOT € BapUaHT MOXET BbI3BaTh HECKOJIBKO BUIOB HAPYLIEHUS pa-
00THI OeiTKa, 1 He IIJIST BCeX BapMaHTOB HYKJIICOTUIHOM TociemoBareabHocTh TeHa CFTR oripe-
JleJIeH KJacce. B Takux ciaydasix Mbl OTMEUYAeM, 4TO KJIACC «HE OTPEIeIeH».

Puc.15. PacnipenesieHre naroreHHbIX BapMaHTOB HYKJIEOTHIHOI nocienosarenbHocTy reHa CFTR (myTaiiuit) no xkiaccam (pUCYHOK 3aUMCTBOBAaH
Amaral M.D. Novel personalized therapies for cystic fibrosis: treating the basic defect in all patients Journal of Internal Medicine 2015; 277: 155—166
doi: 10.1111/joim.12314, ¢ U3MEHEHUSIMU)

INaTtoreHHble BapuaHThl HYKJIEOTUIHOM nocienoBarenbHoctu reHa CFTR 1, 11 u 111 xnmac-
COB IIPUBOIST K MOJHOMY WJIM TIOYTH ITOJTHOMY IIpeKpallieHrI0 (yHKIIMU XJIOPHOTO KaHaia, 1
OTHOCSITCS K «TSKEJIBIM» BapuaHTaM, Toraa Kak npu BapuaHTtax 1V, V, VI kinaccoB coxpaHseT-
csI ocTaToYHast (yHKIIMS XJIOPHOTO KaHajla, 9YTO MO3BOJISIET MX OOBbEAMHUTD B TPYIIITY «MSTKHX»
BapMaHTOB HYKJICOTUIHOM TTocaenoBaTebHOCTH TeHa CFTR. «TskecTb» BapuaHTa OIpenesisieT
CTereHb HapyILIeHUs BHEIITHECEKPETOPHOM (DYHKIIMHU TOIKETYI0OUHOI XeJle3bl. « Msarkue» Bapu-
aHTel TeHa CFTR TOMUHUPYIOT HaJl «TSKEJIBIMU» B OTHOIIIEHUM TTAaHKPEaTUIeCKOro (peHoTHUa.

I'eHeTnyeckoe ucciemxoBanme 6610 MpoBeaeHo 93,0% nauueHnTam. JdeTsam TaHHOe MCClieno-
BaHMe ObLIO MpoBeaeHo B 93,7%, B3pociabiM — B 91,3% ciyuaes.

OxBar reHeTUYECKUM MCCJIeIOBAHUEM B PETMOHAX MPeACTaBieH Ha puc. 16.

LleHTpanbHbIN denepanbHblit OKpyr
CeBepo-3anagHblil deaepanbHblit OKpyr
HOKHbIN beaepanbHblit OKpyr -
MpurBOMXKCKMI besepanbHbIi OKpyr
Ypanbckuii desepanbHbiii OKpyr M MposeaeHo
CnbupcKnin bepepanbHbliin OKpYyr B He nposoaunocs
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHblii OKpyr

MockBsa

CaHkT-MNeTepbypr %
0

Puc. 16. OxBaT reHETUYECKUM UCCIIeIOBAHNEM OOJIBHBIX MYKOBUCHMIO30M
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LleHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblii OKpyr
HOXKHbIN deaepanbHbIit OKpyr -
MpuBOMKCKNI beaepanbHbI OKpyr
Ypanbcknin depepanbHbliit OKpyr M MposeneHo
CnbupcKnin depepanbHblit OKpYyr B He nposoaunocs
JanbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBkasckuii desepanbHbiii OKpyr

Mocksa

CaHkT-MNeTtepbypr
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Puc. 17. Jonst BBISIBICHHBIX TEHETUUECKUX BApUAHTOB HYKJICOTUIIHOM TTocaenoBarebHocT reHa CFTR

CyMMapHast J0J1s1 BbISIBJICHHbBIX ATOT€HHBIX BAPMAHTOB HYKJICOTUIHOM I10CIEI0BATEIbHO-
ctu reHa CFTR B pernoHax I1mokasaHa Ha puc.17

OO6mast cyMMapHasi yacTota MaeHTH(UIIMPOBAHHBIX ajuieneil cocraBmia 89,9%. YV nereit
uneHtuduunponsano 90,1% amieneit, y B3pociabix — 89,3%.

JluHamMuKa oXBaTa TeHETUYECKUM MCCIeI0BAHNEM U JOJIM HE BBISIBICHHBIX TeHETUYECKUX Ba-
puanTtoB reHa CFTR B 2011—-2020 rr. npencrasieHa Ha puc. 18.

YacToTa maToreHHBIX BApMaHTOB HYKJICOTUIHOM nocnenoBaTenbHocT reHa CFTR B cTpaHe B
nopsiiKe yobIBaHMS TIpencTanieHa B Taoi. 10. Beero BoisgiBieHo 230 maToreHHBIX BapuaHTOB 1 120
13 HUX HEOJIHOKPATHO. 58 TeHeTUYECKMX BapUaHTa OTCYTCTBYIOT B MeXKayHaponHbIx 0a3ax CFTR —
p.Tyr84X, 604insA, G509R, p.Leu581X, ¢.1219delG, ¢.1329 1350delTATTAATTTCAAGATA,
c.1608delA, ¢.1708 1712delTTATT, ¢.2619+1G>A, c.3325delA, c¢.3815_3816insTTG,
¢.869+2T>G, CFTRdup7-8 (6b,7*), G1047S, K598ins, p.Asp993Ala, p.Gly509Val, p.Pro205Thr,
p.Trp277X, p. Trp361X, T1036N, Y362X, 2114delT, ¢.1279del, ¢.1580dupA, ¢.1584+18672A>G,
c.1680-1G>C, c.1761del, ¢.353delC, c.3615 3625del, ¢.3717+1219C>A, c.37dupT,
¢.3873+4485A>T, ¢.3893delG, ¢.3927 3938delGTGGAGTGATCA, ¢.3983T>A, c.4078delG,
c.4094delA, ¢.527delG, ¢.546T>A, c¢.583delC, ¢.743+2T>A, CFTRdel4-8(4-7%);del10-11(9-10%),
CFTRdelel-11 (1-10*), CFTRdele12,13(11-12*), CFTRdele2-8(2-7*), CFTRdele8-9(7-8%),
CFTRdele8(7*), G509D, p.Asn505His, p.GIn1038X, p.GIn378X, p.Glul433Gly, p.Glu402X,
p.Glu92Ala, p.Leu812X, p.Phel0781Ile, R1531. Bce BapmaHTBI HYKJICOTUIHON ITOCIEIOBATEIb-
Hoctu reHa CFTR nipeactaBienbl B [IpunoxkeHum 2.

LleHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblii degepanbHblit OKpyr
HOXKHbIN deaepanbHbI OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr

M BbiABNEHbI
YpanbcKkuii besepanbHbiii OKpyr
Cnbupcknin depepanbHblit OKpyr M He BbiaBnEHDI
[anbHeBOCTOYHbIN desepanbHbiil OKpyr
CeBepo-KaBKasckuit besepanbHbiil OKpyr

MockBsa

CaHkT-MNeTepbypr

Puc. 18. [InHaMKKa oxBaTa TeHETUIECKUM UCCIEIOBAHMEM U IO HE BBISIBICHHBIX TEHETUYECKHUX BAPUAHTOB HYKJICOTUIHOI MOCIEI0BATEIBHO-
ctu reHa CFTR B 2011—-2020 rr.
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Tabauua 10
Anneavnas wacmoma 2eHemMu1ecKux 6apuanmos Hykieomuonoi nocaedosameavnocmu 2ena CFTR ¢ Poccuu (npedcmasaenvt ceme-
muueckue eapuanmot ¢ wacmomoii 6oaee 0,10%)

‘ Nn/n Ha3ssaHue reHeTunyeckoro Haseanue no koaupyiowen AHK HaseaHue no cuHTeaupye- rsiD Yactota, %
BapuaHTa Momy Genky
1 F508del c.1521_1523delCTT p.(Phe508del) rs113993960 52,61
2 CFTRdele2,3 ¢.54-5940_273+10250del21kb p.(Ser18Argfs*16) not found 6,15
3 E92K €.274G>A p.(Glu92Lys) rs121908751 3,25
4 1677delTA c.1545_1546delTA p.(Tyr515%) rs121908776 2,12
5 3849+10kbC->T c.3718-2477C>T No protein name rs75039782 2510
6 2143delT c.2012delT p.(Leu671%) rs121908812 2,02
7 2184insA €.2052_2053insA * (c.2052dupA) p-(GIn685Thrfs*4) rs121908786 1,93
8 w1282X c.3846G>A p.(Trp1282*) rs77010898 1,73
9 L138ins c.413_415dupTAC p.(Leu138dup) rs397508679 1,53
10 N1303K ¢.3909C>G p.(Asn1303Lys) rs80034486 1,53
11 G542X c.1624G>T p.(Gly542*) rs113993959 1,46
12 394delTT €.262_263delTT p.(Leu88llefs*22) rs121908769 0,85
13 R334W c.1000C>T p.(Arg334Trp) rs121909011 0,74
14 *$466X c.1397C>G p.(Ser466*) rs121908805 0,59
15 W1282R c.3844T>C p.(Trp1282Arg) rs397508616 0,55
16 3821delT c.3691delT p.(Ser1231Profs*4) rs121908783 0,51
17 $1196X ¢.3587C>G p.(Ser1196*) rs121908763 0,45
18 1367del5 c.1240_1244delCAAAA (c.1243_1247delAACAA) p.(Asn415*) rs397508184 0,40
19 2789+5G>A €.2657+5G>A No protein name rs80224560 0,38
20 R1066C c.3196C>T p.(Arg1066Cys) rs78194216 0,38
21 3272-16T>A c.3140-16T>A No protein name rs767232138 0,33
22 W1310X c.3929G>A p.(Trp1310*) not found 0,32
23 3944delGT c.3816_3817delGT p.(Ser1273Leufs*28) rs397508612 0,29
24 712-1G->T c.580-1G>T No protein name rs121908793 0,22
25 621+1G->T c.489+1G>T No protein name rs78756941 0,20
26 R553X c.1657C>T p.(Arg553*) rs74597325 0,20
27 4015delA c.3883delA p.(lle1295Phefs*33) rs397508630 0,17
28 L1335P c.4004T>C p.(Leu1335Pro) rs397508658 0,17
29 R785X c.2353C>T p.(Arg785*) rs374946172 0,17
30 R1162X c.3484C>T p.(Arg1162*) rs74767530 0,16
31 1898+1G->C c.1766+1G>A No protein name rs121908748 0,14
32 CFTRdup7-11(6b-10%) c.(743+1_744-1)_(1584+1_1585-1)dup No protein name not found 0,14
33 1898+1G->A c.1766+1G>C No protein name rs121908748 0,13
34 R347P c.1040G>C p.Arg347Pro rs77932196 0,13
35 3849G->A c.3717G>A No protein name rs144781064 0,12
36 G85E c.254G>A p.Gly85Glu rs75961395 0,12
37 S1159F c.3476C>T p.(Ser1159Phe) rs397508573 0,12
38 3667ins4 ¢.3535_3536insTCAA (c.3532_3535dupTCAA) p.(Thr1179llefs*17) rs387906378 0,12

MpuMeyaHne: * — 3peck 1 panee: BKIoYas reHeTnyieckne BapuaHTel S466X (ecnu cuennerve ¢ R1070Q He nccneposanock) n S466X-R1070Q.

JIBa BapmaHTa HYKJICOTUIHOM rTocienoBareabHocT reHa (BHIT) CFTR onpenenenbl y 83,3%
OT YMCJIa MAlMeHTOB, KOTOPHIM IPOBOIMIIOCH TeHETHYECKOEe MccenoBanne, ofuH — y 13,3%,
HM OITHOTO TeHETUUYECKOr0 BapUaHTa He YIaloCh BbISIBUTh Y 3,5% maliueHTOB.

13
i 19

LleHTpanbHbIl pesepanbHbiii OKpYT
CeBepo-3anagHblii depepanbHblit OKpyr

HOKHbI desepanbHbii OKpyr

M [sa IBHIM CFTR

MPUBOMKCKUIA desepanbHbIi OKpyr BbISIB/IEHO

Ypanbckuit besepanbHbliil OKpyr
P deaep Py B OawH IBHM CFTR

Cnbunpckuii deaepanbHblii OKpyr BbIAB/IEH
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‘ CFTR He BblfiBNEHO
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[anbHeBOCTOUHbIV dpeaepanbHbiii OKpYr
CeBepo-KaBkasckuit desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 19. 1oy 601bHBIX B 3aBUCMMOCTH OT uncia BeisiBieHHBIX [ BHIT CFTR B reHoTHIIE
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Ha puc.19 oTpaxkeHbl 1011 MAIIMEHTOB B 3aBUCUMOCTH OT yucia BoissBieHHbIXx [ BHIT CFTR
B TEHOTHUIIE.

JIBa TeHEeTMYECKMX BapuaHTa HYKJIEOTUIHON mocienoBateibHocT reHa CFTR BBISIBJICHBI Y
83,0% nereit u 84,1% B3pocibix, onuH — vy 14,3% u 10,3%, vu ogHoro —y 2,7% u 5,5% nereit
¥ B3POCIIBIX, COOTBETCTBEHHO.

B llentpanbHoM (deaeparbHOM OKpyre reHeTHYecKoe McciaeaoBaHue mposeaeHo 95,0% mna-
uveHTaM (tabu. 11). B 4,9% ciaydaeB maTolornyeckuii ajjieb He OblT MaAeHTUULIMpOBaH. ['e-
Hetnueckuii BapuanT F508del Bctpeuanca y 77,0% malueHTOB.

Tabauua 11
Yacmoma eéapuanmos Hykieomuonoii nocaedosameavrocmu 2ena CFIR ¢ Ilenmpaavnom pedepasvrom oxpyee
(npedcmasaenst 2enemuveckue eapuanmot ¢ wacnomoi 6oaee 1,0%)

B CeBepo-3anagHom denepaibHOM OKpPYyre TeHeTUYeCKOe UCCaenoBaHue mpoeaeHo 95,4%
mamueHTaM (tabma. 12). B 4,6% ciyyaeB maToIOrMYecKUii ajieab He ObUT MISHTU(hULIMPOBAH.
T'enernueckuii BapuanT F508del BcTpevasncs y 83,1% naLueHTOB.

Tabauya 12

Yacmoma eapuanmos wykieomuonoi nocaedosameavrocmu eena CFTR ¢ Cegepo-3anaonom ghedepaivrom oxpyee
(npedcmasaenvt 2enemuteckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B HOxHOM heepaibHOM OKpyre TeHeTHYecKoe McciaenoBaHue mpoBenaeHo 93,3% nanueH-
tam (Tabi. 13). B 14,3% ciyyaeB matolornueckuii ajuiesib He ObUT naeHTHuduIMpoBaH. Bapu-
ant F508del Bcrpeuancst y 77,7% nauueHTOB.
Tabauya 13

Yacmoma eapuanmos nyxaeomuonoi nocaedosameavrocmu eena CFTR ¢ FOxucnom ghedepaivnom okpyee
(npedcmasaenvt eenemuueckue eapuanmot ¢ wvacmomoi 6oaee 1,0%)

B IIpuBomkckoM (enepaibHOM OKpYyre TeHOTUIMpOBaHKWe MpoBeaeHo 88,1% mnauueHTam
(tabn. 14). B 13,5% ciayuaeB maToOJOTMUECKUil ajiefb He ObLT uaeHTH(ULIMpoBaH. BapuaHT
F508del Bcrpevancsa y 74,7% nauueHTOB.




FeHeTuka

Tabauua 14
Yacmoma éapuanmos nykaeomuonoii nocaedosameavrocmu 2ena CFIR ¢ Ilpusoaxcckom ghedeparvrom oxpyze
(npedcmasaenst cenemuveckue eapuanmot ¢ wacnomoi 6oaee 1,0%)

B YpanbckoMm denepanibHOM OKpyre reHeTUYeckoe oocienoBaHue mposeaeHo 97,1% naum-
eHTam (tabu. 15). B 11,7 % ciiyuaeB MyTaHTHBIN ajjiefb He ObLT uaeHTudUIMpoBaH. ['eHeTn-
yeckuii BapuanT F508del BcTpevancs y 78,3% naLueHTOB.
Tabauua 15

Yacmoma eapuanmos Hykieomuodnoii nocaedosameavhocmu cena CFTR ¢ Ypaavckom pedepasvrom oxpyee
(npedcmasaenst cenemuueckue eapuanmol ¢ wacmomou 6oaee 1,0%)

B Cubupckom denepalbHOM OKpyre reHeTUYecKoe McciaenoBaHue mpoBeneHo 92,4% nanm-
eHTaMm (Tabu. 16). B 15,2% ciny4yaeB maToslornyeckuii ajuresib He ObUT UaeHTU(hUIIMpOBaH. Ba-
puanT F508del Bctpevasca y 79,2% maLueHTOB.

Tabauua 16
Yacmoma eéapuanmos nykieomuodnoii nocaedosameavrocmu 2ena CFTR ¢ Cubupcxom gpedepaavrom okpyze
(npedcmasaenst cenemuveckue eapuanmot ¢ wacnomoi 6oaee 1,0%)

B JanpHeBoCcTOYHOM (helepabHOM OKPYTe TeHOTUITMPOBAaHKE ITpoBeaeHo 93,8% maLreHTaM
(ta6:a. 17). B 19,4% ciyyaeB maToJIOrMuecKuii ajjiesib He ObL1 MaeHTU(uULMpoBaH. [eHeTnYe-
ckuit Bapuant F508del Bctpeuancs y 72,8% manmeHTOB.
Tabauua 17

Yacmoma éapuanmoé nykieomuonoi nocaedosameavnocmu 2ena CFIR ¢ /laavnesocmounom ghedepaivrom oxpyee
(npedcmasaenst 2enemuveckue eapuanmot ¢ wacnomoi 6oaee 1,0%)
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B CeBepo-KakasckoM tenepaibHOM OKpYre reHOTUIMpoBaHue nposeacHo 90,2% naiyeH-
tam (tabia. 18). B 6,0% ciyyaeB MaToJoruuecKuii ajuieinb He OblT naecHTUGULpoBaH. [eHeTn-
yeckuii BapuaHT F508del BcTpevancs y 33,1% nanueHTOB.

Tabauya 18
Yacmoma eapuanmos Hyxieomuonoi nocaedosameavnocmu 2ena CFTR ¢ Cesepo-Kasxazckom gpedeparvrom oxpyze
(npedcmasaenst cenemuyeckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B Mockse IHK nuarHoctnkoit 610 oxBaueHo 96,4% mnanmeHToB (Tabi. 19). B 2,7% ciy-
YaeB IMaTOJOTMYECKUI ajutesib He ObLUT MaeHTU(GUINpoBaH. ['eHeTnueckmit Baprant F508del
BcTpevancs y 74,0% maimeHTOB.

Tabauua 19
Yacmoma éapuanmoe nykaeomudnoii nocaedosameasrocmu zena CFTR ¢ Mockee
(npedcmasaensvt 2enemuteckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B Cankr-IletepOypre reHeTMUeCKOe UccieaoBaHue npoBeaeHo 98,9% nanuenram (ta6i1.20).
B 3,9% cnydaeB matosiornuecKuii ajiesib He 0bu1 uaeHTuguunposan. Bapuant F508del BcTpe-
qasncs y 81,6% manueHToB.

Tabauua 20
Yacmoma éapuanmos nykaeomuonoii nocaedosameavrocmu 2ena CFTR ¢ Canxm-Ilemepoypee
(npedcmasaenvt eenemuteckue eapuanmot ¢ wvacmomoi 6oaee 1,0%)

ITepBBie TTO YacTOTEe OAMHHAAIATH BAPUAHTOB HYKJICOTUIHOM ITOCIEI0BATEIbHOCTH TeHa
CFTR cpeny neteil U B3pOCHIBIX MpeaCTaBiIeHbl B Ta0. 21.
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Tabauya 21
Ilepeovte no aaaeavrolli vacmome 2enemuyeckue apuanmol Hykaeomuonoi nocaedoeameavnocmu 2ena CFTR cpedu oemeii u 63poc-
Aavix (6 nopsoke yovieanus)

N Oetu (no 18 ner) B3apocnbie (18 net u crapwe)

n/n FeHeTu4eckuii BapuaHT rena CFTR ‘ Knacc ‘ Yacrora, % FeHeTu4eckuii BapuaHT rena CFTR ‘ Knacc ‘ Yacrora, %
1 F508del 1-1n 54,37 F508del -1 47,62
2 CFTRdele2,3 -1 6,23 CFTRdele2,3 -1 5,93
3 E92K vV-v 2,79 3849+10kbC->T IV-v 5,10
4 1677delTA 1-11 2,58 E92K IV-v 4,55
5 2143delT 1-11 2,03 2184insA 1= 2,11
6 W1282X -1 1,97 2143delT 1-11 2,00
7 2184insA 1-1 1,87 L138ins IV-v 1,83
8 N1303K 1-11 1,50 N1303K 1-1 1,61
9 G542X -1 1,48 G542X -1 1,39
10 L138ins IvV-v 1,43 wW1282X -1 1,05
1 3849+10kbC->T IvV-v 1,05 394delTT -1 1,05
- - - - R334W v-v 1,00

YacToTa maToreHHOro BapuaHTa HykJeoTuaHou nociaenoBareabHoctu F508del rena CFTR B
okpyrax npencrapiieHa Ha puc. 20. ITo cTpaHe yactora cocraBmia 52,61%.

YacToTa maToreHHOTro BapuaHTa HykJeoTtuaHol nocienoBaTeabHocTu CFTRdele2,3 rena
CFTR B okpyrax npejactaBieHa Ha puc. 21. [To cTpane yactoTa coctaBuia 6,15%.

LleHTpanbHbIii pepepanbHblii OKpyr
CeBepo-3anagHblit besepanbHblil OKpyr
HOXKHbIN bepepanbHblii OKpyr
MpuBoMKCKMIA deaepanbHbI OKpyr

Ypanbckuii pepepanbHblii OKpyr

Cubupckuii pepepanbHblii OKpyr

[anbHeBOCTOYHbIN deaepanbHblii OKpyr

CeBepo-KaBKasckuii desepanbHbIii OKpyr [ [ [
Mocksa

CaHkT-MeTtepbypr
%

I T T T T T
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Puc. 20. AnnenbHas yactora reHeruyeckoro Bapuanra F508del rena CFTR
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Ypanbckuin bepsepanbHblii OKpyr
Cubupckuii pepepanbHblii OKpyr

[anbHeBOCTOYHbIN dheaepanbHblii OKpyr

CeBepo-KaBKkasckuii desepasbHbIii OKpyr
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Puc. 21. Yacrora renetuueckoro Bapuanta CFTRdele2,3 rena CFTR
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LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKNI denepanbHblit OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cnbunpcknin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBkasckuit besepanbHbiil OKpyr
MockBsa

CaHkT-MNeTepbypr
%

1
Puc. 22. Yactora reneruueckoro Bapuanra E92K rena CFTR

LleHTpanbHbIn degepanbHblit OKpyr
CeBepo-3anagHblii pesepanbHbIi OKpyr

HOXKHbIN dbeaepanbHbIi OKpyr

W F508del/F508del
MpuBOMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuii depepanbHblii oKpyr m F508del/
He F508del

Cubunpcknin depepanbHblit OKpyr

m He F508del/
| He F508del

[anbHeBOCTOYHbIN desepanbHbii OKpyr

CeBepo-KaBKasckuii pesepanbHbIit OKpyr

|
Mocksa

CaHkT-MNeTepbypr
1 %

100 — — = = — — — —
80 | = = = — = = =
m He F508del/
He F508del
60— — - - — - - -
| F508del/
% He F508del
20 - _ _ . _ _ - B F508del/F508del
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0 ..

0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 32-36 crapuwe 36
Bo3spacrT, rogpl

Puc. 24. Pacnipenenenue romo3urot, rerepo3uroT o F508del u renotumnos 6e3 F508del B 3aBucumMocTl OT Bo3pacta OOJbHBIX
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YacToTa BapuaHTa HyKJeoTUIHOM nocieaoBatenbHocTu E92K rena CFTR B okpyrax npej-
ctaBiieHa Ha puc. 22. [To cTpaHe ajienbHast yacToTa coctaBuia 3,25%.

CoOTHOIIIEHEe TOMO3UTOT, TeTEPO3UToT Mo reHeTnyeckomMy BapuaHTy F508del rena CFTR,
a TakXe reHoTUNnoB, He Bkitovatomux F508del, mpencrasneno Ha puc. 23. I1o ctpaHe nons ro-
mosurot 1o F508del coctasuia 30,0%, retepo3uror — 45,2%, renotunos 6e3 F508del — 24,8%.

Yacrorta romo3urot, rerepo3urot 1o F508del u renotunos 6e3 F508del cpenu neteii u B3poc-
JIBIX MpeJCcTaBIeHa B TabJ. 22, a B 3aBUCUMOCTHU OT 4-JIETHUX BO3PACTHBIX «11IaroB» — Ha puc. 24.

Tabauya 22

Yacmoma 2omosuzom u ezemepo3zucom no F508del, a maxxce cenomunos 6e3 F508del cpedu demeii u 63pocavix

lpynna \ F508del / F508del \ F508del / He F508del \ He F508del / e F508del \
Detn, % 32,29 44,16 23,55
B3apocnbie, % 23,45 48,12 28,43

«MSITKII» TEHOTHUIT BRISIBIIEH Y 23,2% IManneHToB. PacmpeneieHne «MITKUX» TEHOTUIIOB B
3aBMCHMOCTH OT BO3pacTa MpEeACTaBIeHo Ha puc. 25 u puc. 26.

«TsKenple» TEHOTUITHL JOMUHUPYIOT KaK CPEIU IETe, TaK U B3POCIBIX, HO 10 18 et nx ga-
crorta cocrasiser 81,8%, a mocie 18 et — 63,0%.

«Msrkuii» TeHOTUII BbisiBiIeH y 18,6% mnauueHToB g0 12-1eTHero Bo3pacra u'y 67,9% nauu-
€HTOB cTapiie 36 Jer.

i) m—————————————————————————=

80

(o2}
o

B "Taxenble" reHOTUMbI

H "Msarkue" reHoTunbl

S
o

Yucno naumeHTos, %

20

Oetv (oo 18 net) B3pocnbie (18 net u ctaplue)

Puc. 25. CooTHOILIEHNE «TSXKECTH» TEeHOTUITOB B 3aBUCMMOCTH OT BO3pacra

T ———
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0-12 12-24 24-36 cTapwe 36

Bo3spacrT, rogpl

Puc. 26. PaCHpeHGHCHI/Ie «MATKHX» TCHOTUITIOB B PA3JIMYHBIX BO3PACTHBIX I'PYIIIIax
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%

Mukpoobuonorua

OnpeneneHre XpOHUYECKON MH(PEKIINU B HUKHUX OTAEIaX AbIXaTeJIbHBIX MTyTel
1. Hantuuue XpoHUYECKO CUHErHOMHON MH(EKINU ONPEeesieTcs JiedallluM BpayoM corjiac-
HO MonuduIIMpoBaHHOMY KpuTtepwuio T. Jluaca (Leeds criteria) [2] u/nimv 1o aHTUCUHETHOT -
HBIM aHTUTeNaM [3]. [TalMeHT cuuTaeTcss XpOHUYECKA MHOUIUPOBAHHBIM, €CJIA B JAHHBIA
MOMEHT WJIU B TOCJEAHUE TOJbl €ro MoKa3aTeau COOTBETCTBYIOT HUXECIEAYIOIUM KPUTE-
pUSIM U JIeYallluid Bpay He CUYMTAET, YTO €ro CTaTyC U3MEHWJICS:
* 50% moceBOB MOKPOTHI, COOPaHHBIX B TTochenHue 12 Mec. (M1 XOTs OBl 4 MoceBa 3a 3TOT
TePUO.T) MOJIOKUTETbHBIL;
2. XpoHuueckass MHGEKIUS OPYTUMU TPaAaMOTPULIATEIbHBIMU OAKTEPUSIMU OTIPEACIISIETCS 10
KPUTEPHUIO, ONTMCAHHOMY BBIIIIE.
Ha puc. 27 npencraBieHo U3BMEHEHUE XapakTepa NHPUIIMPOBAHUST PECITUPATOPHOTO TPpaK-
Ta B 3aBUCUMOCTH OT BO3pacTa.

=0
@ S aureus

@ P aeruginosa

XpOHM4YyecKana

@ P aeruginosa
MHTEPMUTTUPYIOLAA
B.cepacia complex

e A\chromobacter sp.

@ S_maltophilia

e Haemophilus

0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 >32 influenzae
Bo3spacrT, rogpl

Puc. 27. U3meHeHue xapakrepa MUKPOMhIOPbl PECITMPATOPHOTO TpakKTa OOJIbHBIX MyKOBUCIIMAO30M B 3aBUCMMOCTHU OT BO3pacTa

Tabauua 23
H3menenue xapaxmepa MuKpogph.a1opvt pecnupamopHozo0 mpaxKma nauyleHmos ¢ MyKosucuudo3om 6 3aeUcUMOCU Om 603pacma
‘ ‘ S.aureus  MRSA ‘ P.aeruginosa | P.aeruginosa ‘ B.cepacia | Achromobacter | S. maltophilia | Haemophilus ‘ HetyGepkyneaHbie ‘ Escherichia

XPOH. WHTEPM. complex S| influenzae MUKOOaKTepumn coli
0-4 47,3 2,8 7,6 15,9 1,7 1,4 5,1 4,3 0,3 11,1
4-8 67,1 3,1 19,0 23,6 2,0 5,5 4,1 71 1574 5,3
8-12 73,0 1,9 33,3 18,3 4,1 6,5 3,4 3,8 1,5 1,5
12-16 71,3 3,5 48,3 14,8 4,8 8,2 6,9 3,2 1,8 3,5
16-20 58,4 3,9 51,5 14,3 11,8 13,5 10,5 1,7 2,4 2,6
20-24 62,2 3,1 57,6 13,1 11,2 9,1 6,1 0,0 1,1 2,0
24-28 49,3 4,0 63,6 9,1 11,7 22,1 1,3 0,0 4,2 2,6
28-32 41,9 6,8 51,2 9,1 9,1 11,6 2,3 0,0 2,4 2,3
>32 50,6 5,7 62,9 7,9 10,3 15,6 6,7 1,1 3,7 3,4

[Ipu olieHKe MUKPOOMOJOIMYECKOro MPpoduisl pecliupaTOpHOIro TpakTa BhISIBJIEHO BO3pac-
TaHME YaCTOThI BbICEBA I'PaMOTPULIATEILHOMI (DJIOPHI C YBEIMYEHUEM BO3pacTa MallMeHTOB.

HaubGonpmas yactora uHGUIMpPOBaHUS S.aureus B BO3pACTHBIX Ipymmax 8§—12 jer u
12—16 xer, tae ona cocraBuia 73,0% u 71,3% cooTBeTCTBeHHO, P.aeruginosa — B BO3PaCTHBIX
rpymnax 24—28 net u crapiie 32 yer ¢ yactoroi 63,6% u 62,9% cooTBeTCTBeHHO, B.cepacia
complex B rpymmax — 16—20 net, 20—24 net u 24—28 net ¢ yactoroit 11,8%, 11,2% u 11,7% co-
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OTBETCTBEHHO, S.maltophilia B rpynne 16—20 ner — 10,5%. Yactora Achromobacter spp. Makcu-
MaJjibHasl y malueHToB B rpyrme 24—28 netr — 22,1%. MRSA Haubosee pacripocTpaHeH B TPYII-
e 28—32 et ¢ yacroroi 6,8%. Kuineunas rnajgouka HauboJiee pacnpocTpaHeHa B rpyire 0—4
roga c¢ yacrtoroii 11,1%.

YacTtoTa XpOHMYECKOTO MH(MUIINPOBAHUS IBIXaTeIbHBIX MyTE pa3IUMdHON (PIopoii mpen-
CTaBlieHa B TopsiaKe yobiBaHus: S. aureus — 63,1%, P.aeruginosa (XpoOHUYECKOE MHMUIIUPOBA-
nue) — 34,1%, Achromobacter spp. — 7,6%, S. maltophilia — 5,3%, B.cepacia complex — 5,1%,
Escherichia coli — 4,4%, Haemophilus influenzae — 3,8%, MRSA — 3,1%. [10oJi1 UHTEDPMUTTUPYIO-
1IeT0 MHMOUIIMPOBAHMS AbIXaTeIbHBIX MyTell P.aeruginosa B 00111eii TPYIIITE MAlMEHTOB COCTaBU -
na 16,9%. Jons naimeHTOB, MHOULIMPOBAHHBIX HETYOEPKYJIe3HBIMU MUKOOaKTepusiMu — 1,7%.

B Ta6a. 25 orpaxkeHa acMMMETpUS paclipeaeyeHns] pa3IMuYHON MUKPOMJIOPHI pecrupaTop-
HOTO TpaKTa MEXIy JeTbMU W B3POCIIBIMU.

Tabauua 25
Cpasuumeﬂbntm Xapakmepucmuxka MlllCPO¢./l0pbl pecnupamopHo2o mpaxkma demeil u 83pocablx
®nopa \ Bce \ Aetn \ Bapocnsie \
S.aureus, % 63,1 65,2 53,0
MRSA, % 3,1 2,8 4,6
P.aeruginosa (xpoHnyeckoe uiduumnposanue), % 34,1 28,5 59,8
P.aeruginosa (WVHTEpMUTTUPYIOLLWUIA BbiCEB), % 16,9 18,2 11,1
B.cepacia complex, % 5,1 3,8 11,2
S.maltophilia, % 5,3 5,4 5,0
Achromobacter spp., % 7,6 6,1 14,6
HetyGepkynesHbie Mukobakrepum, % 7,7/ 1,4 3,0
Haemophilus influenzae, % 3,8 4,5 0,5
Escherichia coli, % 4,4 4,9 2,3
Ha puc. 28 npencraBineHa fuHaMUKa CTPYKTYPbI MUKPOMIOPHI PECITMPATOPHOTO TpaKTa I10
naHHBIM perucTtpoB 2011—-2020 rr.
MuKpoOuoJIOrnYecKuii Mpouab PeCIIMPaTOPHOTO TPaKTa MALIMEHTOB ¢ MyKOBUCIIMIO30M B
OKpyTax IpeacTaBlieH Ha puc. 29.
Ha puc. 30 npencraBieHa D0JisI MAIlMEHTOB MHGUIIMPOBAHHBIX S.aureus, KOTopas I10 CTpa-
He cocraBuia 63,1%.
Ha puc. 31 npencrasieHa mojs NallMeHTOB MH(MUIIMPOBAHHBIX P.aeruginosa, KOTopas 10
crpaHe coctaBwia 34,1%. [Josl MalKMEeHTOB ¢ MHTEPMUTTUPYIOLIUM BbhiceBOM P.aeruginosa co-
craBuia 16,9%.
Ha puc. 32 npencraBieHa gojis MallueHTOB, MH(PUIIMPOBAHHKBIX B.cepacia complex, KoTopast
B cTpaHe cocraBwia 5,1%.
Ha puc. 33 npeacrasieHa 101 MalMeHTOB, MH(PUIIMPOBAHHBIX Achromobacter spp., KoTopast
B cTpaHe cocraBwia 7,6%.
Ha puc. 34 npeacraBieHa g0l MalMeHTOB, MHGULIMPOBAHHBIX S.maltophilia, KoTopas B
cTpaHe cocraBmia 5,3%.
0 T T T e e
4 - e
60 “ s S aureus
§y) qpo oo oo oo o e =
== P.aeruginosa
O e e i e i
% —
30 ——————~~ - == — = = = — = — = — — — — — B.cepacia complex
DO e e e e it et
e S. maltophilia
O el e e e

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

Puc. 28. IlunaMuka CTpyKTypbl MUKpOdIIOpHI 110 cpaBHeHUIO ¢ peructpamu 2011—-2020 rr.
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LleHTpanbHbIN deaepanbHbli OKpyr
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Puc. 29. Mukpo6uoorndeckuii mpobuib pecrupaTopHOro TpakTa 60JbHBIX MYKOBUCITUI030M

LleHTpanbHbIi pepepanbHblii OKpyr
CeBepo-3anagHblit desepanbHblii OKpyr

HOKHbIN deaepanbHblii OKpyr

MpuBonKcKuii esepanbHbIN OKpYr

Ypanbckuit pesepanbHbiii OKpyr
I S.aureus

Cubupckuii dpeaepa 7 ol
nbunpckunii eaepanbHbiii OKpYr B MRSA

[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKasckuii desepanbHbIii OKpyr
Mocksa

CaHkT-lMeTepbypr
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Puc. 30. Jonst 60bHBIX MHOULMPOBAHHBIX S.aureus
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LleHTpanbHbIVi dpegepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblil OKpyr
HOKHbIN deaepanbHbIN OKpyr
MpuBoMKCKUI deaepanbHbIn OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cnbupcknin dbepepanbHblii OKpyr
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKkasckuii desepasnbHbIii OKpyr
Mocksa

CaHkT-MNeTepbypr
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W P.aeruginosa

Puc. 31. Joust 60bHBIX MHGULIMPOBAHHBIX P.aeruginosa
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Puc. 32. Josist 6osibHbIX MHGULIMPOBAHHbBIX B.cepacia complex
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Puc. 33. [lons 6oapHBIX MHDULMPOBAHHBIX Achromobacter spp.
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LieHTpanbHbI depepanbHblit OKpyr
CeBepo-3anagHblii desepanbHbliii OKpyr
HOKHbI desepanbHbiil OKpyr
MpuBoKCKUIA deaepanbHbIi OKpyr
Ypanbckuii pesepanbHblili OKpyr | e el
Cnbupckuin depepanbHblit OKpyr
[anbHeBOCTOYHbIN dhesepanbHblii OKpyr
CeBepo-KaBKasckuit dbeasepanbHbliii OKpyr
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Puc. 34. Jons 6oabHbIX MHGUUMPOBAHHBIX S.maltophilia

LieHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblii desepanbHbili OKpyr
HOKHbI desepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIii OKpyr
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Puc. 35. Jons 6onbHbIX MHGUUMPOBAaHHBIX Haemophilus influenzae

LieHTpanbHbI depepanbHblit OKpyr
CeBepo-3anagHbiii desepanbHbliii OKpyr
HOKHbI desepanbHbliii OKpyr
MpuBonKCKUIA deaepanbHbIii OKpyr
Ypanbckuin besepanbHbiii OKpyr
Cubmpcknin degepanbHblit OKpyr
[anbHeBOCTOUHbIV dpeaepanbHblilii OKpYr
CeBepo-KaBKasckuii deaepanbHbIvi OKpyr
Mocksa

CaHKT-MeTepbypr

Puc. 36 Jonst 6onbHbIX nHGUIMpOoBaHHBIX E. Coli
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LieHTpanbHbli depepanbHblit OKpyr
CeBepo-3anagHbiii besepanbHblii OKpyr
HOKHbIN besepanbHblil OKpYr
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Puc. 37 Jons GosibHbIX MHGULIMPOBAHHBIX HemybepKkyne3nvimu Mukobakmepusmu

Ha puc. 35 npencrasieHa qoJsl TALIMEHTOB, MHGUIIMPOBaHHBIX Haemophilus in fluenzae, Ko-
Topast B cTpaHe cocTtaBuia 3,8%.

Ha puc. 36 npeacrapieHa 10Jis MalueHToB, nHGuULUKpoBaHHLIX E.coli, KoTopas B cTpaHe cO-
craBwia 4,4%.

Ha puc. 37 npeacrasieHa 1051 NallMeHTOB, MHMUIIMPOBAHHBIX Hemybepkyae3uvimu MuKko-
baxmepusamu, Kotopas B cTpaHe coctasuia 1,7%.

PecnupatopHasa pyHKUUSA

CrniupoMeTpusi — caMblif pacIpOCTPAHEHHBIN W BaXKHBI METOJ OLIEHKU PECTUpaTOpHOM
(byHKIIMM Y MaIIMEHTOB MyKOBUCIUI030M. KiTtoueBbIMU CITUPOMETPUYECKMMU BETUUMHAMU SIB-
JIs10TCs (hopcupoBaHHas )ku3HeHHast eMKocTb Jierkux (PKEJT) u oo6beM (hopcupoBaHHOTO BbI-
noxa 3a 1-1o cekynny (O®B)). [Nokaszarenu dynkumu Baennero apixanus (PBJ) — @KEJ n
O®B, — u3MepAIOTCA B JIMTPAX, HO BBIPAXKAKOTCS, Yallle BCErO, HE B a0COTIOTHBIX BEIMYMHAX, &
B IIPOLIEHTHOM OTHOILIEHUHU K TaK HA3bIBAEMBIM «IOJIKHBIM» 3HaUeHUSIM (% H0JIK.). DTO Beu-
YUHBI, XapaKTePHbIE [UIs1 30POBBIX JIIOAEH TOTO XKe I0Jia, BO3pacTa, pachl 1 pOCTa — HOPMaJIb-
Hble TI0Ka3aTeau IJIsl TaHHOU momysisiuu. B HacTosieM oTyete ObUTA MCITOIb30BaHbI TOJIK-
Hele BeauuuHbl G.Polgaretal. (1971) nus nereit [4] u paboueit rpynnbsl EBpornieiickoro coodiiie-
ctBa ctanu u yrasg (ECCS, 1993) nns B3pocibix [5].

LleHTpanbHbIV deaepanbHblii OKpyr
CeBepo-3anasHbli pesepanbHbiit OKpyr
HOXKHbIN deaepanbHbIi OKpyr

MpuBoMKCKNI heaepanbHbIn OKpyr
W NposepeHa
Ypanbcknin depepanbHblit OKpyr

Cnbupcknin depepanbHblit OKpYyr

JanbHeBOCTOYHbIN deaepanbHbI OKpyr W He nposeseHa

CeBepo-KaBKa3sckuit pesepanbHbiit OKpyr
Mocksa

CaHkT-MNeTtepbypr

%

1
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Puc. 38. O6beM mpoBeneHs CIUPOMETPUHN Y TTALIMEHTOB MYKOBUCIIMIO30M
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Puc. 39. [Toka3zatenu CIIMPOMETPUHU B 3aBUCUMOCTHU OT BO3pacTa IIalre€HTOB
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Puc. 40. I'uctorpamma pacnpenesnenuss OOB, cpenu neteit u B3pocIIbIx

CnrpoMeTpusi 3a OTYETHBIH rof Obiia poBeaeHa 61,0% nalMeHToB ¢ MyKOBUCITUIO30M CTap-
e 5 et (Mpu 3ToM AeTsM B 64,5% ciydaeB, B3pociibiM — B 53,0%). O0beM MpoBeIeHUST CIT -

poMeTpuu B (hefepabHbIX OKpYyrax MpeacTaBicH Ha puc. 38.

Cpennue nokasatenn O®B, u ®XKEJI cocrasunm 78,6+26,5 %monx. u 85,7£22,1 %nonx.,

cooTBeTcTBeHHO. Menmuansbl: 81,6 (35,2) %momx. u 87,0 (28,0) %moiK., COOTBETCTBEHHO.

Ha puc. 39 nokazano nsmenenne O®B, u ®XKEJI B 3aBUCHMOCTH OT BO3pacTa MalunueHTOoB.
[Moxasarenn O®B, u ®XKEJI 'y nereit cocrasunm 86,1+22,6 n 88,8+20,7 %n01K. COOTBETCTBEH-
Ho (MenuaHbl: 87,0 (27,0) 1 90,0 (22,3), COOTBETCTBEHHO). AHAJIOTUYHbBIE TOKA3aTeIN Y B3pOC-
JBIX — 61,0£26,8 n 78,4%+23,4 %nonx., coorBeTcTBeHHO (MemauaHbl: 60,0 (41,4) u 77,5 (34,4),

COOTBCTCTBGHHO) .

I'mcrorpamma pacnpenenenus OPB, cpenu nereil n B3pocibix MpeacTasieHa Ha puc. 40.

B Tta0i. 26 npencrapnensl cpeanue u meaansl OPB, u @KEJI nanueHToB ¢ MyKOBUCLIM-

JI030M, TIPOXUBAIOIINX B OKpyrax Pd.

Tabauya 26
Cpeonue u meduanvt ODBI1 u DIKEJI nauuenmos ¢ Mykosucuuoo3om, npoxcusarowiux 6 gedepasvholx oxpyeax PD
Okpyr CpepHee =SD, %aonx. Meauana (IQR), %nonx.
00B, \ DXEN 0B, \ DXEN

LienTtpansHbii O, n = 298 77,9+26,1 88,3+20,0 82,0 (35,0) 91,2 (22,0)
CeBepo-3anagHblit PO, n = 53 82,6+30,8 89,0+22,7 91,0 (45,5) 92,8 (31,2)
KOxHbIn PO, n = 128 77,5+28,4 84,9+26,3 76,0 (36,5) 82,5 (30,8)
Mpueonxckuit @O, n = 208 80,1+26,7 84,5+21,6 81,5 (35,6) 86,0 (28,0)
Ypanbckuii @O, n =72 81,3+28,1 87,3+22,9 84,6 (29,8) 87,7 (22,9)
Cubupckuii @O, n = 176 80,6+23,6 85,2+20,9 82,0 (30,0) 85,0 (25,9)
JdanbHeBoCTO4HbI PO, n = 62 69,1+26,6 79,3+26,2 71,0 (38,9) 80,0 (32,3)
CeBepo-Kaeka3sckuit ®0, n = 70 74,1£18,4 72,8+18,3 68,5 (30,5) 68,5 (33,3)
Mockea, n = 135 71,4+£27,7 86,2+22,0 74,0 (49,0) 90,0 (26,5)
CaHkr-lMeTtepbypr, n = 84 86,0+31,9 92,0+21,5 93,1 (47,0) 94,1 (25,8)
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HyTputuBHbIN cTaTyC

HyTputuBHBI cTaTyc MallMeHTOB PacCYMTHIBAJICS HA OCHOBAHWUM JAHHBIX MAcCHI Teja,
pocta 1 Bo3pacta. OIeHUBAJIN HYTPUTUBHBIN CTATyC MAIMEHTOB C MyKOBUCIIUI030M C TI0-
Molibto nHaekca Macchl Tena (MMT) mo Quetelet (macca (kr) / poct (Mm)?) [6]. dast B3poc-
JIBIX TTALIMEHTOB ¢ MYKOBUCILMI030M LiejieBbie 3HaueHuss UMT coctaBuiu 22 Kr/M? 1UIsl KeH-
UH 1 23 Kr/M? Uit my>xauH [7]. BcemupHast opranusarust 3apaBooxpanenust (World Health
Organization — WHO) pexoMeHIyeT KOHCTaTUPOBAaTh HEAOCTATOUHOCTh MMUTAHUS Y TOAPOCT-
KOB U B3pocibix, eciu UMT coctaBnsier < 18,5 kr/m? (Reportof a WHO ExpertCommittee,
1995). Ilpu oueHke HyTpUTUBHOTO cTaTyca neteii UMT ouieHuBaicsd B cucTeMe MepuUeHTH -
seit. TleplieHTWIb MOKA3bIBAET, KAKOW MPOUEHT NeTei U MOJPOCTKOB TOTO Xe IMoJjia U BO3-
pacta uMmetoT 3HaueHue MMT HuXe M3MEepeHHOTO Y JaHHOTO MallMeHTa C MYKOBUCIIUIO-
30M. PazrpanmumBaior 3 30HBI, KOTOpbIE COOTBETCTBYIOT MHTEPBaJIaM 10 25-TO TEePIIEHTH -
Jist, 25—75-1 nepueHTUIb U BhIlIE 75-T0 MEPUEHTUId. Pe3yibTaThl, KOTOPbIE YKIaAbIBAIOT-
CsI TI0 BCTPEUYaeMOCTH B IMAITA30H 10 25-TO MEePUEHTUIS BKIIOYUTEIBHO, OTHOCSITCS K 30HE
«HU3KWX» 3HAUeHUI. 30HE «BBICOKMX» 3HAUYEHU COOTBETCTBYIOT PE3yJIbTaThl, OTHOCSTIINECS
K auama3oHy oT 76-ro 10 100-To mepleHTHIsl BKIIOYUTEIbHO. 3a HOpMaJIbHbIe BETUYUHBI
IPUHSITHI 3HAYEHUsSI B UHTEpBaie («KOpUmope») oT 26-ro g0 75-ro nepueHtwis. LleneBoiM
3HAUYEeHUEM [IJIsI IEeTeil U TTOAPOCTKOB C MYKOBUCIIMI030M SIBJISIIOTCS TToka3aresnu 50-ro mep-
LIEHTUJIS 3M0POBBIX AETEH TOTO ke moJsia u Bo3pacta [7]. Pacuet nepuentuwieit UM T nposo-
IWJICS TIPU TTOMOIIU TTporpaMM BcecemupHoii opranusanuu 3npasooxpanenus: WHO Anthro
(s mereit no 5 net) 1 WHO Anthroplus (mst neteit crapuie S ner) (http://www.who.int/
childgrowth/software/en/ u http://www.who.int/growthref/tools/en/) [8]. st oleHK” mmoka-
3aTeliell pocta U Beca aeTeil paHHero Bo3pacta (no 2 jet) UMT He npumensetcs. [1pu my-
KOBUCIIMI03¢€ IS IeTei MJIAIIeTo Bo3pacTa UCITOIb30BaJIM Macco-pocToBoil nHaeke (MPI)
((dbakTnueckast Macca / uneajibHasi Macca 1o pocty u nmojy) x 100%). Esponeiickumu aKkc-
repTaMyu PeKOMEHIOBAaHO KOHCTAaTUPOBATh HEIOCTATOUHOCTh MTUTAHUS Y 9TOM TPYIIIHI Ma-
LIMEHTOB, €CJIM TIPOIIEHT COOTBETCTBMS Macchl 1o pocty win MPU < 90% [6].

M3MepeHne HyTpUTUBHOTO cTaTyca (OlIEHKa M pOCTa M MAcChl Tejla) 32 OTYETHHIIN rofl ObUIO
nipoBeeHo y 99,3% nanvieHToB (1etsiM B 99,4%, B3pociabiM — B 99,2% ciydaeB). Yactora oneH-
KU Macchl TeJla ¥ pOCTa MalMeHTOB B (peiepalibHBIX OKpyTrax MpeacTaBieHa Ha puc. 41.

IMokazarenu HyTpuTUBHOTO cratyca aereil PO cocraBwmm: mennana (IQR) nmepuienTumnst mac-
col Tena (y nereit go 10 ner) — 39,7 (56,0), menuana (IQR) nepuenTmis pocra — 39,4 (58,0) (v
nereii ot 0 mo 18 ner), mepuentwib UMT (y mereii ot 2 no 18 net) — 30,2 (52,0).

ITokazarenu Maccel Tena cpeau aeteil (mo 10 jget) B denepaibHbIX OKpyrax MpeacTaBieHbI
B Tabn. 27.

LleHTpanbHbIVi pepepanbHblii OKpyr
CeBepo-3anagHblii besepanbHblii OKpyr
HOKHbIN beaepanbHblil OKpyr

MpuBOMKCKMI defepanbHbIi OKpyr B Mpeacrasnens

. . [aHHble
Ypanbckuii befepanbHblii OKpyr

Cubupckuii depepanbHblit OKpyr

Bl He npeacrasneHbl

[anbHeBOCTOUHbIV PpeaepanbHblii OKpyr OaHHble

CeBepo-KaBKasckuli desepanbHbIii OKpyr

Mocksa

CaHKT-MeTtepbypr

Puc. 41. OueHka HYTPUTHUBHOTO CTAaTyca y MAUEHTOB MyKOBUCIIMI030M
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Tabauua 27
Ilepuyenmuau maccot meaa y demeii (do 10 aem): onucameavhas cmamucmuka no pecuoHam
PervoH Yucno naumeHTos CpepnHee HwxHwin kBapTunb Meanana BepxHuii kBapTUb
3Ha (3HauyeHue, HMXe (3HauyeHue, Bbille
n He yka3aHo +SD KOTOPOro HaxoauTCs KOTOPOro HaxoAuTcs
3Ha4eHue, n 4yeTBepTb (25%) AaHHBIX) 4yeTBePTb (25%) AaHHbIX)
LieHTpanbHbiii @O 294 1" 51,5+31,4 24,8 48,6 81,1
CeBepo-3anagHbiiit PO 113 2 47,7+34,1 14,9 47,6 80,2
10xHbI PO 106 3 39,8+27,6 14,9 37,4 61,4
Mpueonxckuiit PO 171 4 42,8+29,7 17,0 38,6 64,4
Ypanbckuii O 76 1 34,2+29,6 57 28,8 55,6
Cubupckuii O 181 0 42,4+32,3 12,7 38,2 71,9
AanbHeBoCTO4HbI PO 53 2 35,8+30,7 10,4 26,1 60,3
CeBepo-KaBka3sckuit @O 85 3 29,6+27,4 4,8 27,4 43,3
MockBa 66 1 62,0+30,8 35,2 67,7 90,5
Cankr-lMetepOypr 63 1 48,9+36,3 12,3 51,6 82,8

Ha puc. 42 peaCTaBJICHbI MEAMAaHbl MaCcChbl TCJia neTel ¢ MYKOBHUCLIMIO30M B 3aBUCHUMOCTU

OT BO3pacrTa.

IMoka3zarenu pocta aeteii (no 18 1eT) B (penepanbHbIX OKpyrax MpeAacTaBieHbl B Ta0d. 28.

Tabauua 28

Ilepuenmuau pocma y demeii (0o 18 aem): onucamenvnas cmamucmura no pecuoHam

PervioH Yucno naumeHToB CpepHee HwxHuit kBapTUnb Mepaunana BepxHuii KBapTUIb
3Ha4yeHue (3HaueHue, HUXe (3HayeHue, Bbilwe
n He yka3aHo +SD KOTOPOro HaxoauTcs KOTOPOro HaxoauTcs
3Ha4eHue, n 4yeTBepTb (25%) AaHHBIX) yeTBepTb (25%) AaHHBIX)

LieHTpanbHbiii O 519 1 48,8+32,3 20,0 46,8 77,3
Cesepo-3anapHblii PO 185 1 41,5+£29,9 14,5 39,4 61,0
HOxHbI DO 213 3 41,8+33,5 10,0 37,8 72,9
Npueonxckuit O 289 8 44,2+31,4 14,9 41,3 69,5
Ypanbckuit PO 127 1 38,8+33,6 9,1 28,1 66,3
Cubupckuit 0 284 1 39,7+31,1 11,8 35,6 64,4
[anbHeBocTo4HbI O 91 5 37,5+32,1 5,7 30,2 65,9
CeBepo-Kaeka3sckuit @0 114 5 32,6+31,3 4,1 24,8 53,2
Mockea 121 1 56,2+31,5 24,5 60,3 86,7
CaHxkT-lMeTepbypr 99 1 45,1+31,9 14,9 42,5 74,0

Ha puc. 43 nmpencraBiaeHa MenraHa pocTa B 3aBUCHUMOCTH OT BO3pacTa JACTei.

Cpenu geteit ot 2 mo 18 nmet menmana nepueHTuass UMT (puc. 44) coctaBmia 30,2 (52,0):
Uit MabuukoB — 33,0 (55,0), wis neBouek — 27,6 (49,0). [Mepuentuins UMT<25 Ha6monancs
B 43,7% ciy4yaeB: y MAIb4UKOB — B 41,5%, y neBouyek — B 45,9%.
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Puc. 42. Menuana Macchl Tefia B IEPIIEHTIISIX B 3aBUCUMOCTH OT Bo3pacTa (o 10 ieT): KpacHast CIuTonIHast IMHUS — XKEHCKWIA TI0JT, CUHSIST — MYXKCKOM,
yepHasi — obIiee 3HaYeHHe TI0 TPYIIIe, KpacHas IpephIBUCTast — LieieBoe 3HaueHue (50-if mepleHTIIb), 3eIeHast TpephIBUCTast — 25-1 epLEeHTIITb
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MegmaHa pocTa B nepueHTUAX

60

50

40

30

20

10

0-1 12 23

e O6LWan rpynna

3-4 45 56

6-7 7-8 89 9-10 10-11 11-12 12-13 13-14 14-15 15-16 16-17 17-18

Bospacr, rogbi

o= My}KCKOM MON

e YEHCKUI Nnon

Puc. 43. MeauaHa pocTa B MepUEHTUISIX B 3aBUCUMOCTH OT Bo3pacTta (10 18 j1eT): KpacHas CIUIOIIHAS JIUHUSL — KEHCKUI MOJI, CUHSIS — MYXCKOIA,
yepHasi — o0lLlee 3HaYeHUe T10 IpyIINe, KpacHas MpepbiBUCTas — LieJeBoe 3HaueHue (50-ii nmepleHTub), 3e1eHas npepbiBucTast — 25-il mepueHTUIb

IMokazarenu UMT nereii (o1 2 no 18 j1eT) B henepanbHbIX OKpyrax MpeJacTaBieHbl B Ta0I. 29.

Tabauuya 29

Ilepuenmuau UMT 'y demeii (om 2 do 18 aem): onucameavhas cmamucmura no pecuoHam

PerunoH Yucno naumeHToB CpepnHee HuxHuit kBapTUnb Mepanana BepxHuii KBapTWib
3HayeHue (3HaueHue, HUXe (3HaueHue, Bbilwe
n He yka3aHo +SD KOTOPOro HaxoAauTCs KOTOPOro HaxoauTcs
3Ha4eHue, n 4yeTBepTh (25%) AaHHbIX) yeTBepTb (25%) AaHHbIX)

LieHTpanbHbiii PO 481 4 42,3+32,1 12,7 37,1 72,6
CeBepo-3anagHblit PO 166 2 40,8+30,9 12,5 33,5 68,8
[OxHbIi DO 198 2 30,2+28,2 5,8 21,3 48,0
MNpueonxckuit O 280 3 36,3+30,6 10,9 27,1 60,8
Ypanbckuit PO 11 1 30,7+27,0 7,1 23,3 45,4
Cubupckuii 0 265 2 39,0+32,1 11,5 31,9 64,8
JanbHeBoCTO4HbI PO 89 0 34,2+31,4 7,2 25,1 58,3
CeBepo-Kaeka3sckuii PO 95 0 35,4+28,3 11,0 32,6 54,8
MockBa 112 1 46,0+£32,3 15,3 39,0 77,3
Cankr-lMeTepbypr 89 2 39,8+30,2 14,9 32,3 68,1

Mepguana UMT B nepueHTUNAX
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Puc. 44. Menuana UMT B mepLieHTUISIX B 3aBUCMOCTH OT Bo3pacta (0T 2 1o 18 j1eT): KpacHast CIIIONIHAS TMHWS — KeHCKWIA TI0JI, CUHSISI — MYXCKOI,
yepHasi — obIiee 3HaYeHHe TI0 TPYIIIe, KpacHas IpephIBUCTast — LieieBoe 3HaueHue (50-if mepleHTIIb), 3eIeHast TpephIBUCTast — 25-1 epLEeHTIITb
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Puc. 45. Meanana UMT y B3pociibiX 00JIbHBIX MYKOBUCIIMI030M (cTapiie 18 JeT) B 3aBUCMMOCTH OT BO3pacTa: KpacHas CIUIOLIHAS TMHUSI — XKEH-
CKWUIA ITOJT, CUHSIST — MYKCKOM, yepHast — o0lliee 3HaYeHUe 0 IPYIINe, MPephIBUCTAst KpacHast IMHUS — 1eJIeBOe 3HAUYCHUE ST )KEHIIMH (22 Kr/M?),
TPEPBIBUCTAsST CUHSISI IMHUST — LIeJIeBOE 3HAUCHUE TSI MYXKIUH (23 Kr/M?), IpepbIBUCTasT 3eJIeHasT TMHUST — HIDKHSIS rpaHuia Hopmbl (18,5 kr/m?)

INokazaTenn HyTPUTUBHOTO CTaTyca B3pocibix coctaBuian: Mmearana (IQR) maccw Tena — 54,0
(14,0) kr, pocta — 168,0 (13,0) cm, UMT — 19,1 (3,7) kr/m? IlokazaTeqn HyTPUTUBHOIO CTa-

Tyca Cpeau B3pOCHIbIX B (peiepalibHbIX OKpyTax IpeactaBieHbl B Ta0d. 30.

Tabauya 30
Hympumuenwtii cmamyc 63pocavix (18 aem u cmapwie): onucameavhas Cmamucmuka no pecuoHam
Pervon Yucno naumeHTor Macca tena, kr PocT, cm UMT, kr/m?
N (cpenuges:gl)aueuue (cpe.quges%u)aqeuue Chenna anaennE Meanana
+SD ‘ (I%R)

LieHTpanbHbiii PO 291 55,4+11,3 167,6+9,5 19,6+3,1 19,2 (3,6)
CeBepo-3anagHblit O 54 56,0+13,9 168,6+9,9 19,4+3,2 18,8 (4,0)
KOXHbIi DO 46 56,4+11,0 170,0+7,0 19,4+2,9 18,8 (2,7)
Mpusonxckuii PO 137 54,7+11,2 168,0+10,1 19,3£3,0 18,7 (3,9)
Ypanbckuii ©O 53 57,4+13,3 165,7+10,6 20,8+3,9 19,9 (4,7)
Cubupckuin O 62 54,8+9,9 167,9+8,6 19,4+2,7 19,1 (3,4)
JAanbHeBoCTO4HbI PO 20 56,4+10,9 166,1+£9,6 20,3+2,5 21,2 (5,1)
CeBepo-Kaekasckuii PO 21 58,0+12,7 169,2+8,7 20,1+3,5 19,3 (4,6)
MockBa 138 55,0+9,4 168,1+8,3 19,4+2,7 19,1 (3,6)
Cankr-lMeTtepbypr 34 57,8+15,0 169,9+9,9 19,6+3,5 19,2 (4,5)

Cpenu B3pocnbix Mmeauada UMT (puc. 45) cocrasuna 19,1 (3,7) kr/m?, aast MykuuH — 19,6
(4,0) xr/m?, st xxeHuH — 18,7 (3,4) xr/m2. UMT<18,5 kr/m? Habmogaincs B 39,5% citydaes:
y MyXuH — B 34,7%, y XeHIUH — B 44,6%.

40



HyTpuTuBHBIN cTaTyC

HyTputuBHLIN cTaTyC U pecnupatopHasa pyHKUUS

IMokazatenn PB/I, BeIpaskeHHBIE B TTPOLIEHTAX OT TOJDKHBIX 3HaYeHUH (% MOJTK.) B 3aBUCH -
MOCTH OT HYTPUTHBHOTO CTaTyca MpeACcTaBlIeHbl Ha puc. 46 u puc. 47.

[MonyyenHble rpaduKy IEMOHCTPUPYIOT, YTO MOKa3aTe/ M pecnuparopHoii pynkuuu (OPB, n
®O2KEJT) maimeHTOB BO3pacTaloT MPU yIydIlIeHUU HYTPUTUBHOTO cTaTtyca (yBenmdeHun MMT).
BzanmocBsa3b Mexay BenuunHoi UMT u Od)Bl OoJsiee oueBUIHA 151 TTAIMEHTOB C MYKOBMC-
1ao030M crapiie 18 ser.
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Puc. 46. MenuaHbl CIMpOMETPUYECKHUX MOKa3aTeeil y AeTeil U MOAPOCTKOB C MYKOBHUCIIMI030M (OT 5 10 18 j1eT) B 3aBUCUMOCTH OT HYTPUTUBHO-
ro craryca
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Puc. 47. MenuaHbl cmupoOMeTPUYECKUX MTOKAa3aTeNeil y B3pOCIbIX MAallMeHTOB MyKOBUCLIUAO30M (cTapiie 18 j1eT) B 3aBUCIMOCTH OT HYTPUTUBHO-
ro craryca
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,

OcnoxHeHus 3aboneBaHns B TeKywem roay

Ha puc. 48 oTpaxeHa 4acToTa pa3BUTUS aJUIEPIUYECKOr0 OPOHXOJIETOYHOIO acleprusuiesa
(ABJIA), caxapHoTO qUabeTa ¢ eXXeIHeBHBIM IIPUMEHEHUEM MHCYIMHA, ITHEBMOTOpakca (¢ ape-
HUPOBAHUEM I'PYIHOI KJIETKI), KPOBOXapKaHbsI, OCTEONIOPO3a U MPUMEHEHMUST KUCIOpOoAoTepa-
MUK B 3aBUCUMOCTHU OT BO3pacTa MalleHTOB.
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Puc. 48. YacroTa pa3BuTus ajiepruyeckoro 6poHxosnerouHoro acnepruwniesa (ABJIA), caxapHoro nua6era ¢ eXXeaqHeBHbIM TPUMEHEHUEM UHCYIU -
Ha, MTHEeBMOTOpaKca (C APEHUPOBAHKUEM IPYIHOM KJIETKHU), KPOBOXapKaHbsl (JIEFOYHOTO KPOBOTEUEHHsT), OCTEONOPOo3a (HU3KOM KOCTHON MAacchl) U
MPUMEHEHMsI KUCIOPONOTEPANIUY B 3aBUCUMOCTH OT BO3pacTa OOIbHBIX.

[Mpumeuanue: * — 00beM KUCIOPOAOTEPATIMU B3ST U3 pasaesa «JICYCHUEe» U OTOXAECTBISIETCS C AbIXaTeIbHOW HEJOCTATOUHOCTHIO

Ha puc. 49 nipencraBiieHO U3MeHEHUE CTPYKTYPBI MOPaXKeHUsl TIeYeHU C 3aBUCUMOCTH OT
BO3pacTa MalueHTOB.
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Puc. 49. Crpykrypa nopaxeHus e4eHu B 3aBUCMMOCTH OT BO3pacTa OOJbHbIX

CpaBHUTENbHBIN aHAJIN3 YaCTOThI OCJOXKHEHUI 32 OTYETHBIN MO MEXIY I€ThbMU U B3POCIIbI-
MM MpeacTaBiieH B Tadu. 31.
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OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

Tabauya 31
Yacmoma pazau4HvIX 0CAONCHEHUI MYKOGUCHUO03A 3a OMHemHbLl 200 8 3A6UCUMOCIU OM 603DACMA NAUUEHMO08
OcnoxHenue Bce \ Oetn \ Bspocnbie |
Annepruuyeckuii GpoHXoNero4Hbiii acneprunnes, % 2,5 1,9 5,1
CaxapHblii AauabeT ¢ exxeaHEBHbIM NPUEMOM UHCYNUHA, % 3,2 1,3 11,6
MHeBMoTOpaKc, NoTpeGoBaBLLMii APEHNPOBAHUS FPYAHOIN KNeTku, % 0,7 0,4 2,5
Liuppo3 nevyeHu ¢ nopTanbHO runepTeH3veil/runepcnneHusamom, % 4,0 3,9 4,7
Limppo3 neyeHn 6e3 nopTasnbHOI runepTeH3aun/runepcnaesmama, % 3,1 3,2 3,0
LiMppo3 neyeHu, fAaHHbIX O NOPTanbHON FMNEePTEeH3umn HeT, % 0,5 0,3 1,5
MopaxeHune nevyenu 6e3 uupposa, % 17,9 18,7 14,0
Jlero4yHoe KpoBoTe4YeHue, % 1,5 0,5 6,1
OcTeonopo3 (Hu3kasa KocTHas macca), % 5,2 3,0 15,8
XpoHuYecKuit NONUNO3HbI PUHOCUHYCUT, % 33,4 33,0 34,5
DNeKTPONUTHbIE PacCcTpoicTBa, % 3,1 3,6 1,0
CVHAPOM AUCTaNbHOW MHTECTUHANBHOM 06CTpYKUMK, % 2,3 2,4 2,0
Hanuuue oHkonoruveckoro 3abonesanus, % 0,1 0,1 0,3
AmMunonpos, % 1,0 1,0 1,3
CuHycuT ¢ nonunamu, % 31,8 31,3 34,1
CuHycuT 6Ge3 nonunoe, % 28,0 25,3 40,9

Annepruyeckuii 6poHX0JIeroyHblii acneprunnes
Juaenocmuueckue Kpumepuu:
OCTpasi UJIu MOoA0CTpasl KIMHUYecKasi MaHUbecTalus (Kalleab, OJbIIIKa, CHUXKEHUE Tepe-
HOCUMOCTHU (PU3NYECKON HArpy3Ku, acTMa (PU3NYECKOTO yCWIMs, U3BMEHEeHUe (yHKIIMO-
HaJIbHBIX MMOKa3aTeseil JerKUX Uin yBeJIUYeHUE KOJMYECTBa MPOAYLIMPYEMON MOKPOTHI),
He CBsI3aHHasl ¢ KaKoi-JIMOOo Apyroi MpUInHOIA;
obuuit IgE> 500 ME/mi;
MOJIOXKUTEIbHAsI KOXXKHAasl Mpoba Ha acreprusuie3Hblii aHTUTeH (> 3MM) WIM MTOJIO0XUTEb-
HbIi crietuguueckuii IgE k A. fumigatus;
NpeuunUuTUHbI K A. fumigatus uu in vitro moareepxkaeHHble IgG anTuTena K A. fumigatus;
HOBBIE WJIM CBEXHUE U3MEHEHUsI Ha peHTreHorpaMMme Jerkux (MHMUIbTpaThl UM CIAU3U-
ctbie poOku), i Ha KT rpyaHoit kineTku (XxapakTepHble U3BMEHEHUSs ), KOTOPhIe HE HC-
ye3aloT NMPU aHTUOAKTEpUAIbHOM Tepary U CTaHIAPTHON KUHe3uTepanuu [9].
Ha puc. 50 npeacrasieHa yacToTa alIepruueckoro OpoHXoJeroyHoro acnepruuiie3a, KoTto-
pBIii 3apuKcHpoBaH v 2,5% ManyeHToB.
YacrtoTa pa3BUTHS cCaxapHOIo 1MadeTa ¢ eXXeIHEeBHBIM ITPHEeMOM MHCYJMHA TIpecTaBeHa Ha
puc. 51, Kotopslit 3adpukcrpoBaH y 3,2% MalMeHTOB.
YacroTa pa3BUTHsI THEBMOTOpAaKca ¢ IPEHUPOBAHUEM ILJIEBPabHON MOJOCTU MpeacTaBAeHA
Ha puc. 52. JlaHHoe ociioxxHeHue 3adukcupoBaHo y 0,7% malneHTOB.
YacroTa pa3BuTHUs IopaxkeHUs MeyeHu npeacTasieHa Ha puc. 53. [lon «mopaxkeHueM reye-
HU» UMEJIOCh B BUIY: IUPPO3 MEYEHU (C MOPTaJbHOU TrUIepTeH3unelt, 6e3 mopTaabHOI rumep-
TEH3UU, O HAJIMYUU MTOPTAIBbHOU TMITePTEH3MU HEU3BECTHO) U TTOpakeHue NeueHr 6e3 1uppo3sa.
s onpeneneHus: mopaxeHus MeYeH! UCIOIb30BATUCHh KPUTEPUU, TpUMeHsieMble B Peru-
ctpe Benukooputanuu (https://www.cysticfibrosis.org.uk/the-work-we-do/uk-cf-registry mara
oo6pamnieHust 07.08.2017). DTu KpuTepuu MO3BOJISIOT OTAEIUTh MALIMEHTOB C TSKEIbIM IMopa-
JKeHUEeM MevyeHU (C MopTaabHOU rMmnepTeH3ueit) OT CllydyaeB Co CpeaHel TSKEeCThIO TopaXkeHUs
(uuppo3 6e3 MOPTaTbHOI TMIIEPTEH3UN).
* [uppo3 c mopTajibHOI ruIepTeH3ueil — hudpo3upoBaHue MeUYeHU, CBI3aHHOE C TeUeHU-
€M MYKOBHMCIIMA03a, TUIIMYHbIE OMIMapHble U3MEeHEeHMs. TsKenoe TeueHue MOXeT BKITIO-
YyaTh MOPTAJIbHYIO TUIIEPTEH3UIO U/WUIY TUTIEPCIUIEHU3M.

* [{uppo3 6e3 mopTaabHOI runepTeH3uu — hUdpPO3UpoBaHUE MEYEHU, CBSI3aHHOE C Teue-
HUEM MYKOBMCIMI03A.

* IlopaxxeHue nedyeHu 6e3 LIMPPO3a BKIIOUAET XKUPOBOE MEPEPOKACHUE UM BUPYCHBIN Ire-
MaTUT, HO He OMIMAPHBIA IUPPO3.

Luppo3s nedyeHn ¢ mopTajbHOM runepTeH3ueii 3adpukcuponat y 4,0%, 6e3 OpTaIbHOM T~
nepreH3uu — y 3,1%, uuppo3 nedyeHu (rurnepreH3us He u3BectHa) y 0,5% mauydeHToB U mopa-
>KeHMe redeHu 6e3 uppo3a —y 17,9% naiumeHToB.

YacrtoTa 1eroyHOro KpoBOTeUeHHUsI B OTYETHOM IOy MpeAcTaBieHa Ha puc. 54, KoTopoe 3a-
¢uxcupoBaHo y 1,5 % manueHTOB.

YacToTa ocTeornoposa (HU3Kask KOCTHasl Macca) MmpeAcTaBjieHa Ha pUC. 55, KOTOpbIil 3apuK-
CUpOBaH y 5,2% mNalMeHTOoB.

YacToTa XpOHMYECKOTO MOJIMIIO3HOTO PUHOCMHYCHTA IPeICTaBlIeHa Ha pUC. 56, KOTOPHIN 3a-
¢uxcupoBan y 31,8% manueHTOB.
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,

LleHTpanbHbIvi depepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIvi OKpyr
Ypanbckuin beasepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOYHbIN heaepanbHblil OKpYyr
CeBepo-KaBKa3sckuit peaepanbHblii OKpyr
Mocksa

CaHKT-MeTepbypr

LleHTpanbHbIvi degepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIv OKpyr
Ypanbckuin bepsepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpyr
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKa3sckuit pesepanbHblil OKpyr
Mocksa

CaHKT-MeTtepbypr

LleHTpanbHbIii pepepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblii OKpyr
HOKHbIN heasepanbHblil OKpYr
MpuBoMKCKKI deaepanbHbIi OKpyr
Ypanbckuii pepepanbHblii OKpyr
Cnbupcknin depepanbHblii OKpYr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKasckuii desepanbHbIii OKpyr
Mocksa

CaHkT-MeTtepbypr

Puc. 52. Yacrora pasBUTUSA ITHEBMOTOPAKCa ¢ APEHUPOBAHUEM l'pyﬂHOl‘/'l KJIETKU B OTYETHOM roay Cpe€au ImaunueHTOB ¢ MYKOBUCIIMAO30M
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OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

LieHTpanbHbIN deepanbHblit OKpyr
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Puc. 53. Yacrora ropaxkeHusl TIEYEHU CPeId TAIMEHTOB ¢ MyKOBUCIIMIO30M

LleHTpanbHbIVi degepanbHblit OKpyr
CeBepo-3anagHblit besepanbHblil OKpyr
HOKHbIN heasepanbHbIil OKpYr
MpuBoMKCKUN deaepanbHbI OKpyr
Ypanbckuin besepanbHblii OKpyr
Cnbupckuin depepanbHblii OKpyr
[anbHeBOCTOYHbIN beaepanbHblii OKpyr
CeBepo-KaBKasckuii desepasibHbIi OKpyr
Mocksa

CaHkT-MeTepbypr %
(]

Puc. 54. Yacrora jierouHoro KPOBOTCUCHUSA Y MALTMEHTOB C MYKOBUCIIUIO30M




Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,

LleHTpanbHbIV dpesepanbHbii OKpYr
CeBepo-3anagHblil desepanbHblit OKpyr
HOXKHbIN denepanbHblit OKpyr
MpuBOMXKCKMIA besepanbHbii OKpyr
Ypanbckuii besepanbHbiii OKpyr
CnbupcKknin degepanbHblit OKpyr
[anbHeBOCTOUHbIV desepasnibHbIi OKPYT
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

LieHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
KOXKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI besepanbHbIi OKpyr
Ypanbckuii besepanbHbilii OKpyr
CnbUpcKnin depepanbHblit OKpyr
[anbHeBOCTOYHbIN desepanbHbI OKpyr
CeBepo-KaBkasckuit besepanbHbiil OKpyr
Mocksa

CaHkT-MNeTepbypr
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Puc. 56. Yactora PasBUTUA XPOHUYECKOTO ITOJUITO3HOIO PMHOCUHYCHUTA Y MMAIITMEHTOB ¢ MYKOBUCIIUIO30M

LleHTpanbHbIVi pepepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblil OKpyr
HOKHbIN heasepanbHbIil OKpYr
MpuBoMKCKUIN deaepanbHbI OKpyr
Ypanbckuin bepsepanbHblii OKpyr
CnbupcKkuin dbepepanbHblil OKpYr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKa3sckuit peaepanbHblii OKpyr
Mocksa

CaHkT-MeTepbypr

Puc. 57. YacroTta 2/1eKTPOJIUTHBIX PACCTPOMCTB Y MALIMEHTOB C MYKOBUCIIMI030M
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JleyeHne

YacroTa 2IeKTPOIUTHEIX PACCTPOMCTB B OTYETHOM Oy TIPEACTaBIeHa Ha puc. 57, KOTOpbIe
3auKcupoBaHbl y 3,1% MalueHToB.

JleueHune

O0beM TEpariMyM MYKOBUCHMA03a B 3aBUCUMOCTU OT BO3pacTa IMalMECHTOB IIPEACTABJICH Ha

puc. 58 u B Tabx. 32.
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Puc. 58. O6beM MeIMKaMEHTO3HOI Tepaluy B 3aBUCUMOCTH OT BO3pacTa MalueHTOB

crapuwe 32

Tabauya 32
Yacmoma npumeHeHUs PA3AUMHBIX 6U006 MEOUKAMEHNIO3HOU U HeMeOUKAMEHMO3HOU mepanuu MyKoeucuudosa y oemeii u 63pocavlx
‘ Tepanus ‘ Bce ‘ Oetn ‘ B3pocnbie ‘
M'MnepToHnuyeckuii pacTBop HaTpus xnopuaa (>3mec), % 72,7 74,2 66,1
WHransuum MannuTona (>3mec), % 3,9 3,6 5,3
AHTUOMOTUKM
WHransiuuoHHsle, % 45,7 42,2 62,0
BHYTPUBEHHbIE, % 32,3 26,4 59,3
nepopanbHbie, % 57,4 52,6 79,7
BpoHxopunararopsl, (>3mec), % 45,5 40,1 70,7
IniokokopTUkocTepouabi(>3mec)
WHransiuMoHHble, % 10,3 7,5 23,4
cuctemHbie, % 3,6 2,6 8,1
[opHasa anbda (>3mec), % 95,2 97,0 86,9
AsutpomuuuH (>3mec), % 26,5 22,2 46,2
Ypcopesokcuxonesas Kucnora, % 88,1 91,7 71,2
MankpeaTuyeckue pepmenTbl, % 93,3 94,8 86,1
WUHrn6uTopbl NpoToHHOI nomnbl (>3mec), % 23,5 20,3 38,4
XXupopacTBopumbie BUTaMUHbI, (>3mec) % 91,2 94,0 78,4
Kunesutepanus, % 81,6 85,4 64,5
Kucnopogotepanus, % 4,4 2,6 13,1
CFTR mopynsatopbl, %
UBsakadTop 0,31 0,05 1,47
JNlymakadtop / UBakadpTOop 0,26 0,05 1,23
Te3akadTop /MBakadTop 0,22 0,11 0,74
AnekcakadTop / TesakadpTop / UBakadTop 0,22 0,11 0,74
HeunBa3uBHas BeHTUNSALMS nerkux, (>3mec), %
CPAP (peXuM NoCTOSIHHOIO NOJIOXUTENIbHOrO AaBNE€HUS B AbIXaTe/bHbIX NYTAX) 0,76 0,76 0,76
BiPAP (pexum ABYXYpOBHEBOIO NMOJIOXMTENIBHOTO A aB/IEHNS B [AbIXaTeJIbHbIX MYTAX) 0,31 0,00 1,76
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Peructp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit @epepaumn. 2020 rog,
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Puc. 59. InHamuka Ha3HaYeHUs1 MHTaIsiUMOHHOM Tepanuu B 2011—-2020 rr.

LleHTpanbHbIVi degepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIvi OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOYHbIN dbeaepanbHblii OKpyr
CeBepo-KaBKasckuit pesepanbHblil OKpyr
Mocksa

CaHKT-MeTtepbypr
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LleHTpanbHbIVi depepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN hesepanbHbIil OKpYr
MpuBoMKCKUIN deaepanbHbI OKpyr
Ypanbckuin bepsepanbHblii OKpyr
Cnbupckuin bepsepanbHblii OKpYyr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKa3sckuit peaepanbHblii OKpyr
Mocksa

CaHkT-MeTepbypr

%

Puc. 61. anIMeHCHMC JUTUTEbHBIX UHTAISLIMI MAaHHUTOJIOM Y NalfME€HTOB ¢ MYKOBUCLMIO30M
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JleyeHne

CeBepo-3anaaHbiii peaepanbHblil OKpyr

[anbHeBOCTOYHbIN desepanbHbIii OKpyr

CeBepo-KaBKasckuii desepanbHbli OKpYr

CeBepo-3anagHblit beaepanbHblii OKpyr

[anbHeBOCTOYHbIN deaepanbHblii OKpyr

CeBepo-KaBKasckuii desepanbHbIii OKpyr

LleHTpanbHbIvi degepanbHblii OKpyr

HOKHbIN henepanbHblil OKpyr
MpuBOMKCKUI denepanbHbIv OKpyr
Ypanbckuin bepepanbHblii OKpyr

Cnbupckuin bepepanbHblii OKpYr

Mocksa

CaHKT-MeTepbypr

Puc. 62. TIpuMeHeHe MHTaISILIMOHHBIX aHTUOMOTUKOB Y TTALIMEHTOB ¢ MYKOBUCIIUI030M

Ha puc. 59 npencrasieHa nMHaMuKa Ha3HAYEHUSI MHTAJISIIIMOHHON Tepariiu 110 CPaBHEHUIO
¢ peructpamu 2011-2020rr.

O0beM IPUMEHEHMSI TUTIEPTOHMYECKOTO pacTBOPa HATPMs XJIOpUIa IpeIcTaBIeH Ha puc. 60.
JlaHHbBII BU Tepaliiyi IPUMEHSIICS B OTYETHOM Tony y 72,7% malueHTOB.

O0ObeM IIPUMEHEHUST JUTUTEIbHBIX MHIASILIUIA MAaHHUTOJIOM IIpeacTaBiIeH Ha puc. 61. JlaH-
HBII BUJT Teparuy MPUMEHSIJICSI B OTYETHOM roay y 3,9% nauueHToB.

O0beM ITPUMEHEHUS] MHTATSLIMOHHBIX aHTUOMOTUKOB OTpaxkeH Ha puc. 62. JlaHHBII B, Te-
paruu B OTYSTHOM TOIy NPUMEHSIICS y 45,7 % naiueHToB.

O0beM MPUMEHEHNST BHYTPUBEHHBIX aHTUOMOTHUKOB TIpeICcTaBieH Ha puc. 63. JlaHHbIi BuI
Tepanuy B OTYETHOM rofy IpuMeHsuics y 32,3% MmalueHToB.

O06BeM MPUMEHEHUST TTEPOPATLHBIX aHTUOMOTUKOB B peTMOHAX ITpeACTaBlicH Ha puc. 64. JlaH-
HBII BUJI TePallMy B OTYETHOM rOAY IpuMeHsuics y 57,4% malueHTOB.

O0beM NMpUMEHEHNS OPOHXOAMIATATOPOB OTpakeH Ha puc. 65. JIJaHHBII BUI Teparini B OT-
YEeTHOM rofy npuMeHsticsd y 45,5% maiueHToB.

O0beM NPUMEHEHUST MHTAISILIMOHHBIX TIIIOKOKOPTUKOCTEPOMIOB B PETMOHAX ITPEICTABIICH Ha
puc. 66. JaHHBIA BUI TEpaliii B OTYETHOM Troay npuMmeHsuicst y 10,3% mauneHToB.

O0beM TIPUMEHEHUST CUCTEMHBIX TITIOKOKOPTUKOCTEPOUIOB TIpeAcTaBieH Ha puc. 67. [JaH-
HBII BUJI TEPAllMy B OTYETHOM rOAy IpuMeHsuics y 3,6% nalueHTOoB.

LleHTpanbHbIii pepepanbHblii OKpyr

HOKHbIN beaepanbHblii OKpYr
MpuBonKcKuii GesepanbHbI OKpYr
Ypanbckuii pepepanbHblii OKpyr

CnbupcKknin depepanbHblii OKpYr

Mocksa

CaHkT-MeTtepbypr

Puc. 63. IpyuMeHeHre BHYTPUBEHHBIX aHTUOMOTHUKOB Y TIAITMEHTOB ¢ MYKOBUCIIIO30M

%
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LleHTpanbHbIvi depepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIi OKpyr
Ypanbckuin bepsepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKa3sckuit pesepanbHblil OKpyr
Mocksa

CaHKT-MeTepbypr

%

Puc. 64. anIMeHCHVIC TI€popaJTbHbIX AHTUOMOTUKOB Y NalMEeHTOB ¢ MYKOBUCIIMIO30M

LleHTpanbHbIVi pepepanbHblii OKpyr
CeBepo-3anagHbiit besepanbHblil OKpyr
HOKHbIN heaepanbHblil OKpYr
MpusonKckuin deaepanbHbIN OKpyr
Ypanbckuin besepanbHblii OKpyr
CnbupcKknin depepanbHblii OKpYr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKkasckuii deaepanbHbIii OKpyr
Mocksa

CaHkT-MeTtepbypr

%

LleHTpanbHbIVi degepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN heaepanbHbIin OKpYr
MpuBoMKCKUN deaepanbHbIN OKpyr
Ypanbckuin besepanbHblii OKpyr
Cnbupckuin dbepepanbHblii OKpYr
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKkasckuii deaepanbHbIii OKpyr
Mocksa

CaHkT-MeTepbypr

%

Puc. 66. anIMeHCHVIC VHTAJIAOMOHHBIX ITIOKOKOPTUKOCTEPOUIOB Y IMAIMEHTOB C MYKOBUCLIMAO30M
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LleHTpanbHbIVi degepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIv OKpyr
Ypanbckuin bepsepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOUHbIN dheaepanbHblil OKpyr
CeBepo-KaBKa3sckuit pesepanbHblil OKpyr
Mocksa

CaHKT-MeTepbypr

Puc. 67. anIMeHCHVIC CUCTEMHBIX I''TIOKOKOPTHUKOCTEPOUIOB Y IMMALIMEHTOB ¢ MYKOBUCIIUIO30M

LleHTpanbHbIVi degepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIvi OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOYHbIN dbeaepanbHblii OKpyr
CeBepo-KaBKasckuit pesepanbHblil OKpyr
Mocksa

CaHKT-MeTtepbypr

%

Puc. 68. IIpuMeHeHre TopHa3kl albda y MalueHTOB ¢ MyKOBUCIIMIO30M

LleHTpanbHbIVi depepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN hesepanbHbIil OKpYr
MpuBoMKCKUIN deaepanbHbI OKpyr
Ypanbckuin bepsepanbHblii OKpyr
Cnbupckuin bepsepanbHblii OKpYyr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKa3sckuit peaepanbHblii OKpyr
Mocksa

CaHkT-MeTepbypr

Puc. 69. INprMeHeHre a3UTPOMUIIMHA B CYOMHTUOUPYIONINX 032X Y MAIMEHTOB ¢ MyKOBUCIIUIO30M
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LleHTpanbHbIVi depepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIii OKpyr
Ypanbckuin besepanbHblii OKpyr
Cubupckuin bepepanbHblii OKpyr
[anbHeBOCTOUHbIN beaepanbHblii OKpyr
CeBepo-KaBKa3sckuit peaepanbHblil OKpyr
Mocksa

CaHKT-MeTtepbypr

Puc. 70. anIMeHCHVIC prOﬂeI&OKCVIXOJ’ICBOP’I KHCJOTHI y MalIMEHTOB ¢ MYKOBUCIIUIO30M

LleHTpanbHbIVi depepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI desepanbHbIi OKpyr
Ypanbckuin besepanbHblii OKpYr
Cnbupckuin bepepanbHblii OKpyr
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKa3sckuit desepanbHblii OKpyr
Mocksa

CaHKT-MeTtepbypr

Puc. 71. TlpuMeHeHne MaHKpeaTUuyecKuX (HhepMEHTOB Y OOJIbHBIX MYKOBUCIIMI030M

LleHTpanbHbIVi depepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN hesepanbHbIil OKpYr
MpuBoMKCKUIN deaepanbHbI OKpyr
Ypanbckuin bepsepanbHblii OKpyr
Cnbupckuin bepsepanbHblii OKpYyr

[anbHeBOCTOYHbIN deaepanbHblii OKpyr

CeBepo-KaBKa3sckuit peaepanbHblii OKpyr
Mocksa

CaHkT-MeTepbypr

r T T

Puc. 72. [IpumeHeHe MTHTMOUTOPOB MTPOTOHHO TTOMIIBI Y OOJBbHBIX MYKOBUCIIMIO30M

%
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LleHTpanbHbIVi depepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKMI denepanbHbIi OKpyr
Ypanbckuin bepsepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKa3sckuit peaepanbHblil OKpyr
Mocksa

CaHKT-MeTtepbypr

Puc. 73. TIpuMeHeHMEe KMPOPACTBOPUMBIX BUTAMUHOB Y OOJbHBIX MYKOBUCLIMI030M

LleHTpanbHbIVi depepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIi OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOUHbIN beaepanbHblii OKpyr
CeBepo-KaBKa3sckuit pesepanbHblil OKpyr
Mocksa

CaHKT-MeTtepbypr

Puc. 74. TlpuMeHeHre KUHE3UTEPArTUU O0JIbHBIMU MYKOBUCLIMIO30M

O6beM IpUMEHEeHUsT I0pHa3bl alibda npenctaBieH Ha puc. 68. JlaHHBI BUI Teparmuu B OT-
YETHOM Tony puMeHsiics y 95,2% malueHTOoB.

O0beM MpUMEHEHUsT a3UTPOMULIMHA B CYOMHTMOMPYIOLIMX [103aX MpeacTaBieH Ha puc. 69.
JlaHHBIT BUI Tepalliyi B OTYETHOM TOY MPUMEHSLICS Y 26,5% maimeHTOoB.

O0beM MPUMEHEHUS YPCOAEC30KCUXOJEBOM KUCTOThI MpeacTasiieH Ha puc. 70. JlaHHBIN BUI
Teparuy B OTYETHOM oy MpuMeHstics y 88,1% maiueHTos.

O0beM MpUMEHEHUS MTaHKpeaTuuecKux epMeHTOB MpencTaBieH Ha puc. 71. JlaHHbIN BUI
Teparuy B OTYETHOM oy MpuMeHstics y 93,3% naiueHTos.

O0beM MPUMEHEHUS] UHTUOUTOPOB MPOTOHHOM MOMIBI MpencTaBieH Ha puc. 72. JlaHHBIA
BUJ TepaNu B OTYETHOM IOy MpUMeHsUIcs y 23,5% NalueHTOB.

O0beM MPUMEHEHUS XUPOPACTBOPUMBIX BUTAMUHOB MIPEACTaBIeH Ha puc. 73. JlaHHBIN BUI
Teparuy B OTYETHOM oy MpuMeHstics y 91,2% nanueHTos.

O0beM NMpUMEHEHUST KUHE3UTepanuu MpeAcTaBieH Ha puc. 74. JlTaHHBIA BUJA Tepanuu B OT-
YeTHOM Trony npumeHsiics y 81,6% malneHToB.

O0beM UCMOb30BaHUS KUCIOPOAOTEPANINY MIPEACTABICH Ha pUc. 75. [JaHHbIA BUA Tepanuu
B OTYETHOM TOIy IpUMEHsIICS Y 4,4% TallieHTOB.

0O6bem ucnonb3oBanusi CFTR MomynsiTopoB nipeactaBieH Ha puc. 76. JlaHHbBIA BUI Tepa-
MUK Ha KOHEIl OTYETHOTO TMeproaa nmpuMeHsiicst y 23 nanuenTtos (0,90%), uz Hux y 17 B3poc-
JbIX TTauueHToB (2,35%) u'y 6 nereit (0,32%).
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LleHTpanbHbIVi depepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKMI denepanbHbIii OKpyr
Ypanbckuin besepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOYHbIN heaepanbHblil OKpYr
CeBepo-KaBKa3sckuit deaepanbHblii OKpyr
Mocksa

CaHKT-MeTepbypr

o+——— " " - - - — - - — — — — — — — —

%

1 1 1
Puc. 75. [IpumeHeHre KUCIOPOAOTEpATUU Y OOJTbHBIX MyKOBUCIIMIO30M
- o | | |
LleHTpanbHbIN degepanbHblii OKpyr | | |
| | |
CeBepo-3anafHblii pesepanbHbIi OKpyr I I I
| | |
HOXKHbIN deaepanbHblit OKpyr I I I
| | |
MpuBOMKCKNI denepanbHbIit OKpyr I I I
| | |
Ypanbckuii besepanbHbiii OKpyr I I I
| | |
Cnbunpcknin depepanbHblit OKpyr I I I
| | |
[anbHeBOCTOYHbIN desepanbHbIi OKpyr | | |
| | |
CeBepo-KaBKasckuii pesepanbHbIit OKpyr | | |
| | | | |
Mocksa |
| | | | |
CaHKT-MNeTepbypr | | | |
, | | i | [ %
0 1 2 3 4 5
Puc. 76. IMpumenenne CFTR MomysiTOpOB Y GOJBHBIX MYKOBUCITUI030M
TpaHcnnaHTauus
B 2020 r. iByM manmeHTaM ¢ MYKOBHUCIIMI030M OBbIJIa TIpOBecHA TpaHCIUTAHTAIINS TTIEYeHU.
Yucno tpancmiaanTaumii 3a 2011—-2020 rr. npencrasieHo B Tabdi. 32.
Tabauua 33
Yucao mpancnaanmayuii aeexux u newenu 3a 2011—-2020 ee.
TpaHcnnaHTauus ‘ 2011 r. ‘ 2012r. ‘ 2013r. ‘ 2014r. ‘ 2015r. ‘ 2016 . ‘ 2017r. ‘ 2018r. ‘ 2019r. ‘ 2020r. ‘ Bcero ‘
Jerkux 1(1) 2(2) 2(1) 1(0) 9(7) 6 (6) 8 (6) 9(7) 7 (4) 5 (1) 50 (35)
Meyenn 0 1(1) 0 0 3(3) 0 0 4 (3) 2(2) 2(0) 13 (10)
Moyek 0 (1] 0 0 0 0 0 1(1) 0 0 1(1)

MpumeyaHune: B ckobkax NpeacTaBieHo YACAO0 NauMeHTOB XMUBbIX Nocne onepaumnin Ha 31.12.2020.
*— opHa TpaHcnnaHTaums nedeHn Gbina nposeaeHa ewe B 2009 r.

BbhkuBaemocCTb

B teuenue 2020 r. ymepiio 32 mauueHTOB (17 My>KCKOro 1oJja), u3 HuX 15 B3pocibix (8 Myxk-
ckoro 1noJja). [TpuunHoit cMept 31 U3 HUX SIBJSIOCH OPOHXOJIETOYHOE TTOpaXkKeHue.

CpenHuit Bo3pact cMeptu coctaBui 17,3+10,7 rona, menraHa Bo3pacta cMeptd — 15,5 (13,1)
roga. MuHUMabHbBIN Bo3pacT cMepTi — 0,06 J1eT, MaKCMMaJIbHBIN B 42,3 J1eT.

Menuana BexuBaeMocTH 3a 2015—2019 rr. paBHa 33,8 ser. JloBepuTeIbHBINA UHTEpBAT —
30,2—37,4 ner.
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JleyeHne

3akoyeHue

TakuMm o6pa3om, B perucTpe TpeacTaBiieHa TMHAMUKA TToKa3aTelieil, XapaKTepU3yIOnX 310-
pPOBBE NeTeil U B3POCIIBIX C MyKOBUCIIMIO30M, 3a Tipotreniue 10 jeT, a Takke qaHHbIe 0 81
cyObekTy dhemepaliny, 4TO MPU3BAHO OIIEHWBATH TEKYIIYIO CUTYAllUIO B CTPaHE M B PETHOHAX
10 OKa3aHWI0 MEAUIIMHCKON TTOMOIIN TTAllMeHTaM M OPMEHTUPOBATh Ha TTOUCK (P(HEKTUBHBIX
OPTaHU3AIMOHHBIX, TMATHOCTUYECKUX, TePAIeBTUIECKUX M TIPOMMIAKTUIECKUX MEPOTIPHSI -
TUIA TSI TIOBBIIIIEHUST YPOBHSI 30POBBSI, KAYeCTBA U TTPOIOKUTEILHOCTH XU3HU JIIOJEH C My-
KOBUCIIMIO30M.
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YcnoBHble 0003HaYeHUs

M=SD — cpenHeetcraHmapTHOE OTKJIOHEHUE;

Me — MenuaHa;

IQR — uHTEepKBapTUIBHBIN pa3Max;

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

®OXKEJI — dbopcupoBaHHasg KU3HEHHAsI eMKOCTb;

ODB, —06beM (HOPCMPOBAHHOTO BbINOXA 3a 1-10 CEKYHIY;
WUMT — uHnpexc Macchl Tea

NPT — uMMyHOpeaKTUBHBIN TPUIICUH

MBTP — MyKoBUCUMIO3HBIA TPaHCMEMOPAHHBIN PETYISTOP
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MapTHEepbl 1 CNOHCOPbI

OcTtpoBa

Accormanus MeamumHCKux Poccuiickoe pecniupatopHoe bnaroTBopuTebHbIN
[eHeTHKOB 0011IECTBO (bona

NUTRICIA

Abbott LIFE-TRANSFORMING NUTRITION

The European Cystic Fibrosis 000 «3660TT JI360paTtopus» 000 «Hyrpuuus»
Society Patient Registry

o Nestle Generium

+N HealthScience Pharmaceutical
000 «Hectne Poccusi» AO «I'enepuym» MocKOBCKO€ TIPEICTaBUTEIbCTBO
AKIIMOHEPHOTO OOIIIeCTBa
I'EH WMJIAY BE CATJIBIK
IOPIOHJIEPU CAHAWU BE
TUIXAPET AHOHUM HINPKETU
000 «I'potekcy

Accoumauma MeanLMHCKUX FreHeTUKOB

Acconmanus METUIIUHCKUX TeHeTUKOB (AMI') — npodeccroHanibHOE 00beIUHEHNE Bpayeii-
TEeHETUKOB U Bpayeii-1abopaTOPHBIX TEHETUKOB.

AMI co3naHa ¢ 11e/1bIo IPEACTABICHUS U 3a1UThHI TPO(DECCUOHATBHBIX UHTEPECOB METUKO-
TeHETUYECKOTO cO0DIIecTBa MyTEM KOHCOIMAALIMY, YKPEIUIEHUS U pa3BUTUS podeccCuoHab-
HBIX CBSI3€/i U TYMAHUTAPHBIX KOHTAKTOB MEXY CTIEHIMATIUCTAMHU, 3aHATBIMU TTpoOIeMaMu Me-
TUIWHCKOW T€HETUKU U KOOPAUHALMU MPO(PECCUOHAIBHON NeITeTbHOCTU Bpayeli-reHETUKOB
U Bpaueil-1abopaTOPHBIX TEHETUKOB, a TAKXKE CONEUCTBUS CUCTEME MEIUIIMHCKOTO 00pa3oBa-
HUS U MOBBIILIEHUIO MEAULIMHCKONW KBATU(PUKALIMU CTIELIUATUCTOB.

AMTI cnocob6CcTBYeT BHEAPEHUIO B MPAKTUYECKOE 3IPABOOXPAHEHUE MEPEIOBOTO OMbITa U
HOBEHUIINX JOCTVXKEHUI MUPOBOU HAYKU U TEXHUKU, TTPOJIBUKEHUIO MEPEIOBBIX METOIOB AU~
arHOCTUKHU U JICUCHUS HaCIIeACTBEHHBIX (opdaHHEIX) 6one3Helt B PD, pacmpocTpaHeHUIO aK-
TyaJIbHBIX 3HAaHUI B 006J1aCTU MEAUIIMHCKOW TEHETUKU CPENU METUIIMHCKOTO COOOIIECTBA, y4ya-
CTBYET B OPTaHU3ALUU U TPOBEICHUM HAYYHBIX ChE30B, KOH(MEPEHIINI, CHMIIO3UYMOB, CEMU-
HapOB, IIKOJ U BBICTABOK.

C 2016 rona AMTI BoimtonHsieT coBMecTHbI ¢ @TBHY “MTI'HIl» mpoekTt 1o ¢opmupoa-
HUIO YHUKAJIBHOU 0a3bl JAHHBIX MAlMEHTOB C BPOXIEHHBIMUA W HACJIEACTBEHHBIMU Op(haHHbI-
MM 3200JIEBAHUSIMU — «AYIUT TUATHOCTUKU U OKA3aHUS MEAULIMHCKON MOMOIIY MAlIUEHTaM C
HACJIEACTBEHHBIMU Op(haHHBIMU 0osie3HSIMU». [IPOEKT MMEeT OrpOMHOE HAYYHO-TTPAKTUYECKOE




Mpunoxexus

3HAYEHUE U MO3BOJIIET 00001IaTh U aHATU3UPOBATh UMEIOIIIMECS] TaHHbIE MO PacIpOCTPAHEH-
HOCTU, METOJaM TMarHOCTUKU U 3(DGHEKTUBHOCTH JISUEHUS TSKEIbIX HACIEeACTBEHHbIX (opdaH-
HbBIX) 3a6oneBannii, BKiodas DKY, MIIC, 6one3nu [Tomne, Humanna—ITuka tun C, ®abdpu
B cyonekTax Poccuiickoit Deneparym.

MOO «Poccuiickoe pecnupaTtopHoe o0L,ecTBO»

IpodeccuoHanbHas oOLIeCTBEeHHAsI OpraHu3alvs, 00beAUHSIONIAs B CBOUX psiax crielua-
JIUCTOB B 00JIaCTU PECTMPATOPHOIN MEIUITMHBI: CMEXHBIX CTIEIIMATLHOCTE: a TaKXKe BCeX Bpa-
Yell: MHTEepeCyIOIMXCsT BOIIpocax MyJIbMOHOJIOTMU. B cBoeil cocTtaBe OOIIECTBO HACUUTHIBAET
6osiee 2000 Bpaueii pa3TUUHBIX cienuaibHOCTel. Poccuiickoe pecniipaTopHoe OOIIECTBO Be-
JIET Psifi PETUCTPOB, TaKUX, KaK PETUCTPHI TSKEIOM OpOHXMAIBHOM aCTMbI, UIUOTIATUIECKOTO
sierouHoro (puodposa, XOBJI u apyrue. YneHsl o0111eCTBa aKTUBHbIE YYACTHUKU BEJAEHUS PETU-
cTpa OOJIBHBIX MyKOBHUCIII030M B Poccuiickoit Denepanmu. OOIIECTBO BeAST IIMPOKYIO 00pa-
30BaTeIbHYIO ITPOTPaMMy B BUE TaKUX MTPOEKTOB, Kak «[TybMoHOI0TMST Meramnorcas, «[Ipo-
GJIeMBbI U pelleH!s B peCITMpaTOpHON MeauIHe». O011eCcTBO BhIMTYCKAeT 1Ba MpoheCcCUoOHab-
HBIX XypHaja. bosiee nByx necsaTuiieTuii oOIIECTBO eXeroqHo npooaut KoHrpecc mo 6oes-
HSIM OPTaHOB JIBIXaHMSI, TIOJIB3YIOIINIACS BBICOKOI TTOMYJISIPHOCTBIO CPEM Bpadeil pa3IuuaHbIX
crieriaibHocTel. CriennaaucThl O0IIEeCTBA — aBTOPHI MHOTUX KIMHUYECKUX PEKOMEHIAIIN,
a Takke MpodeCcCUOHATbHOTO CTaHAapTa Bpaya-myJIbMOHOJIOTa

AO «AcTtoH KoHcanTuHr»

Kommanust AO «Acron Koncantunar» (Aston Health®) ¢ 2021 roma obecriedymBaeT orepa-
TUBHBIN cOOp M aHaIu3 0a3bl JaHHBIX «Peructp manmeHToB ¢ MYKOBUCIIMI030M B Poccuii-
ckoit Menepan» ¢ UCTIOJIB30BAHUEM COOCTBEHHOM TEXHOJIOTMUECKOW on-line rutatdopMbl
«QUINTA®», a Takke oka3biBaeT MH(MOPMAIIMOHHO-JIOTUCTUYECKYIO CBSI3b BCEX YUYACTHUKOB.

CoboieHre BOMTPOCOB ATUKU U O6€30MaCHOCTH SIBJISIETCS aOCOTIOTHBIM MPUOPUTETOM IS
KOMTIaHWU:

* AO «ActoH «KoHcanTuHr» gBisieTcs: cepTUUIUPOBAHHBIM OMEPATOPOM MEePCOHATBHBIX

JaHHbIX (HoMmep 3anucu 77-14-002874 B peectpe «PockomMHanzopar);

* aTTecTaT COOTBETCTBUS oOecrneyeHuss MH(GOpMalMOHHON 6e30MacHOCTH 00beKTa NHPOP-
MaTU3alK IMOJICUCTEMBI «Y HUBEPCAIbHBIIN TIPOTpaMMHBII KOMIUTEKC JIJIsT cOopa, 06paboT-
KU ¥ yIIPaBJIeHUsI TEPPUTOPUATTLHO pacTipeeIEHHBIMU KITMHUKO-3ITUIEMHUOIOTMYECKUMU
JaHHBIMU B pexXuMme yaan€éHHoro poctyra «Quinta®» TpeGoBaHUSIM 0€30MMaCHOCTH
Nel1/20-021ATT;

 mudpoBaHue naHHbIX TTpoBoauTcst B cootBeTcTBUM ¢ TOCT P 34.10-2021 256 6GuT, ycra-
HoByieH TLS-111103;

* cepTudUKaT KJITI0Ya MTPOBEPKHU JIEKTPOHHOM TMOIITMCH B COOTBETCTBUU C TulleH3uel LleH-
Tpa TI0 JTUIIEH3UPOBAHUIO, CepTU(UKAIINN U 3a1IuTe TocynapcTBeHHoi TaitHsl @CB Poc-
cum JIC3 Ne0011811, per. Ne14365H.

KoHTtakThI:

115184, Poccus, r. MockBa, Manas Opabiaka 39, ctp.1
+7(495) 620-09-14

info@aston-health.com

aston-health.com
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NMPUJTOXKEHMUE 1

MepeuyeHb AaHHbIX Poccuiickoro perncrpa 60/bHbIX MyKOBUCLUAO030M

Aemorpadpuyeckne gaHHbie

T'opon, B KOTOpOM pacIoioXkeH LEHTP

®UO nanumeHTa

Pervon npoxuBaHusi

Ton HaOmoneHNs

T'on poxaeHust

Mecsin poxaeHust

Yucno poxaeHus

Ilon

Bospacr (Ha 31 mekabpst OTYETHOTO roja)

Craryc mainueHra:
—XuB Ha 31 gekabpst OTUETHOTO ToAa;
—T10TUO B OTYETHOM TOIY

Ecnu ymep, To 3amosiHsIeTCs maTta CMEPTH:

— TOx;

— MecCsII;

— YHCIIO

IIpuuyuHa cmepTu:

— OpOHXO0JIErOuHasl;

— TICYCHB;

— TpaBMa;

— CYMIIMI,

— TpaHCIUIAHTAIIUS;

— Npyrasi, CBsI3aHHAsI C MyKOBHUCIIUIO30M, CICIYeT yKa-
3aTh Kakas (HarmmpuMmep, CHHAPOM TiceBno-baprrepa,
aMWJIOWIIO3, OHKOJIOTHUS 1 Ip.);

— npyrasi, He CBSI3aHHasi C MyKOBHUCIIMIO30M

AuvarHos

JlviarHo3 MOATBEPXKIICH:
— Jia;
— HET;
— OyIeT MOATBepPXKIeH
Bospact Ha MOMEHT yCTaHOBJIEHMSI TMArHo3a B Tofax
JlaTa ycraHoBienust nmarto3sa B ¢opmate: IJI.MM.ITTT
FleHeTuka

ITpoBOAMIIOCH JIM TEHETUYECKOE UCCIIETOBAHUE:
— na;
—HET

IlepBblit TeHETUUECKMIA BapUaHT HYKJIEOTUIHOM ToCe-
noBareabHOCTU reHa CFTR

IlepBblii reHeTUYECKUIT BapuaHT HYKJIEOTUIHON MOCie10-
BatenbHocTH TeHa CFTR2 (ecay Ha OMHOI XPOMOCOME
JIBa TEHETUYECKUX BapMaHTa, TO 3/1ECh IMUILETCS Ha3Ba-
HUE BTOPOTO reHETMYEeCKOro BapuaHTa. Eciiv ero Ha3Ba-
HUS HET B MEXIYHapOIHOI 6a3ze maHHBIX http://www.
genet.sickkids.on.ca, To B IlepBOM CTOJIOLIE TTUILIETCS: APY-
TOl, a BO BTOPOM — Ha3BaHME TeHETMUECKOTO BapraHTa)

Brtopoii reHeTMYecKMii BapraHT HYKJIEOTUIHOM MOCIen0-
BarenbHocTH TeHa CFTR

BTopoii reHeTMYecKUii BapuaHT HYKJIEOTUIHON Mmocie-
noBaTeabHOCTH TeHa CFTR 2 (o aHaJoruu ¢ mepBoit
MyTaluei)

HeoHaTanbHbI CKPUHMHT:
— TIOJIOXKUTEJILHBIN;

— OTpULIATEJIbHBINA;
— pe3yJbTaT HEeM3BECTCH,
— He Aenanu
HapymieHue TpaHCAMUTEIMAIbHOIO MOHHOTO TPaHCIIOP-
Ta (pa3HOCTh HA3aJIbHBIX ITOTCHIINATIOB, OMOTICUM TOJI-
CTOM KUIIKK):
— TIOJIOXUTEbHAS,
— OTpHUIIaTe/IbHAS;
— He Aenanu
[ToToBbIi TECT:
— TUTPOBAHMUE;
— IIPOBOIMMOCTE;
— He Jerann
DIEKTPOIUTHI
— XJIOPUIBI;
— Ipyrue;
— He Aenanu
YpoBeHb XJ10pUI0B
IToTOBBII TECT MOBTOPHbII:
— TUTPOBAHUE;
— IIPOBOIMMOCTE;
— He Aenanu
DJIeKTPOJIUTHI TOBTOPHBIE:
— XJIOPUIBI;
— JIpyrue;
— He Aenann
VYpoBeHb XJIOpUI0B MOBTOPHbII
MeKoHMEBBIN UIIeyC:
— J1a, ONIEpUpPOBaH;
— J1a, He OIepUPOBAH;
— J1a, He U3BECTHO, ObLJIa JIX OTepalus;
— HeT

Tepanus

Wuransaium runepronndyeckoro pactsopa NaCl B oTueT-
HOM TOfy:
— na (ecu cyMMapHOeE YMCIIO THEU MHTasIuit — 60-
Jee 3 mec.);
— HET;
— He 3Haw
Wuransaiumm MaHHUATONA:
— na (ec cyMMapHOE YMCJIO THeW MHTaIsIuit — 60-
Jee 3 mec.);
— HET;
— He 3Haw
[ToBTOpHBIE KYPCHI UHTAISIITUOHHBIX aHTUOMOTHUKOB B OT-
YETHOM TOILY:
— na (ecu cyMMapHO€ YKCJIO THeW MHTasIuit — 60-
Jee 3 mec.);
— HET;
— He 3Ha
BHyTpuBeHHbIE aHTUOMOTUKU B OTYETHOM TOMY:
— Ja (maxke ecuv TPOBeJeH OUH KypC BHYTPUBEHHOM
Teparnuu);
— HET;
— He 3Ha
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TabieTnpoBaHHBIE AaHTUOMOTUKY B OTYETHOM TOJLY:

— nma (maxe eciaud MpOBEICH OAWH KypC aHTHOMOTHU-
KOB BHYTpb);

— HeT;

— He 3Ha

JnmuTenbHbIe (MOBTOPHBIE) KYPChl UHTAISILIMOHHBIX OPOH-

XOIMJIATaTOPOB B OTYETHOM TOY:

— n1a (ecayd cyMMapHOe YMCJIO JHeM MHTalsuii — 60-
nee 3 mec.);

— HeT;

— He 3Hal

IToBTOpHBIE KYpCHl (IIUTENbHOE MPUMEHEHNE) MHTAJIS -

LIMOHHBIX CTEPONIOB;

— 1a (ecay CyMMapHOE YMCJIO THEel MHTAISIIIi — 60-
Jee 3 Mmec.);

— HeT;

— He 3Ha

[ToBTOpHBIE KypCHI (JUTMTETHLHOE TTPUMEHEHNE) CUCTeM-

HBIX CTEPOUIIOB:

— Ja (ecau cyMMapHOe YMCIo AHel Tepanuu — 6ojee 3
MecC. WY IIPOBEIeHO He MeHee 3 KypCcoB B IO ITapeH-
TepaJbHO MPOAOIKUTEILHOCTBIO HE MeHee 14 nHeill);

— HET;

— He 3Ha

Kucnoponoreparusi B OTYETHOM TOLY:

— 1a (ecam cyMMapHOE YMCIIO THEW KHMCIOpOmoTepa-
nuu B roa 6ojee 3 Mec., U3 pacueTa He MeHee 12 4
KHCIIOPOIOTEPAITN B CYTKH )

— HeT;

— He 3Hal

JlopHaza anbga B OTYETHOM TOJY:

— 71a (ecau cyMMapHoOe YMCI0 AHEN MHTalsiuuii 00-
nee 3 mec.)

— HeT;

— He 3Hal

[TocTositHHOE TIpYMEHEHNE a3UTPOMUIIMHA (MJIU IPYTOTO

MakpoJiiaa) B OTYETHOM TOMY:

— ma (eclIm cyMMapHOE YMCJIO THEM mpuemMa — Oosee
3 mec.);

— HeT;

— He 3HaI

Ypcone3okecnxojieBast KUCJI0Ta B OTYETHOM TOY:

— na (ecnmm cyMMapHOE YMCJIO THEi mpueMa — Oosee
3 mec.);

— HeT;

— He 3Halo

IMankpeatnueckre (hepMEHTHI B OTICTHOM TOMY:

— na (eclIM cyMMapHOE YUCJIO JHei mpueMa — Oosee
3 mec.);

— HeT;

— He 3Halo

MHTIOUTOPHI TPOTOHHOM TTOMITBI B OTYCTHOM TOIIY:

— na (eciM cyMMapHOe YUCJIO JHEi mpueMa — Oosee
3 mec.);

— HeT;

— He 3Hao

XKupopacTBoprMble BUTAMUHBI

— Ja (eciu cyMMapHOe YMCJIo JHEW npuema — OoJjiee
3 mec.);

— HeT;

— He 3Haio
Kunesutepanus
— Ja (ecay cymMMapHOe YMCIIO AHe mpoBeaeHust — 60-
Jee 3 mec.);
— HET;
— He 3Haio
CFTR monynsTopsr:
— UBakadtop
—Jlromakadrop / MBakadTop
—Teszakadrop /MBakadTop
—Ipyroe
HewHBa3zuBHasE BEHTUISALIMS JIETKUX(ECIU cyMMapHOe
YUCJIO IHEN MpoBeneHUus1 — 0oJiee 3 Mec.):
— CPAP (pexxuM NOCTOSTHHOTO MOJIOXKUTEIbHOTO 1aB-
JIGHUST B IBIXaTETbHBIX TTYTSIX)
— BiPAP (pexuM IBYyXypOBHEBOTO MOJOXUTEIBHOTO
NABJICHUS B IbIXaTeJIbHbBIX ITyTSIX)

OOcnepoBaHue

Macca mena, iMeBIIasICsl B IGHD JTYYIIIETO MOKa3aTe-
1 ODB,, ecm He nenanun @B/, To mocnenHee 3HaYeHne
Macchl TeJia B OTYETHOM TOJY.

Pocm, umeBLumiics B IeHb Jiydinero nokasaress OPB,,
ecnmu He nenanu OBJI, To mocnenHee 3HaUeHUE POCTA B
OTYETHOM TOJY.

Mecsay ayuweeo nokasamens OPB, B OTYETHOM rojy,
ecnu He aenanu OB/, To nata u3mMepeHus: pocTa U Mac-
CHI Tena.

Yucno aynweeo nokazamens OPB, B OTYETHOM TOLY,
ecnu He aenanu OB, To nata u3mMepeHus: pocTa U Mac-
CHI Tena.

Jlynwuii noxasamens O@B, B OTYETHOM rofy (B JIUTPAX)

Jlyqwuii noxkazamens @2KEJI B oT9eTHOM TOmy (B JIM-
Tpax)

Jymwuii noxazamens O®PB, B oTyeTHOM roxy (B %)

Jywwuii noxazamens @2KEJI B oryeTHOM rony (B %)

MukpoGuonorusa

Kputepun XpoHU4YeCKOM MHMEKIIMU OTpaXkeHbI B pa3zie-
e «MUKpoOHOJIOTrusi»
XpoHuueckoe nHduumupoBanue Paeruginosa:
— na (6oJiee TTOJIOBMHBI BBICEBOB 32 OTYETHBIN TOJ1, TIPU
YCJIOBUHU TIPOBEACHUS HE MeHee 4 TTOCEBOB);
— HET;
— He 3Haw
HNurepmutTupytomas unbexuus Paeruginosa:
— na (6oJiee TTOJIOBMHBI BBICEBOB 32 OTYETHBIN TOJ1, TIPU
YCJIOBUHU TIPOBEACHUS He MeHee 4 TTOCEBOB);
— HET;
— He 3Haw
XpoHunueckast uHQeKUus S.aureus
— na (6oJiee TTOJIOBMHBI BHICEBOB 332 OTYETHBIN TOJ1, TIPU
YCJIOBUHU TIPOBEACHUS HE MeHee 4 TTOCEBOB);
— HET;
— He 3Haw
XpoHuueckast uHeKuus1 B.cepacia complex
— na (6oJiee TTOJIOBMHBI BHICEBOB 32 OTYETHBIN TOJ1, TIPU
YCJIOBUHU TIPOBEACHUS HE MeHee 4 IT0CEBOB);
— HET;
— He 3Haw
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Hetyb6epkyne3Hble MUKOOAKTEPUU
— Ja (boJiee MoJIOBUMHBI BLICEBOB 32 OTUETHBIN Toj1, MpU
YCJIOBUM TIPOBEICHYsI HE MeHee 4 TIOCEBOB);
— HET;
— He 3Halo
S.malfophilia B OTYETHOM roay
— 1a (boJiee MoJIOBUMHBI BLICEBOB 32 OTUETHBIN To1, MPU
YCJIOBUM TIPOBEICHYsI HE MeHee 4 TIOCEBOB);
— HET;
— He 3Halo
Escherichia coli
— 1a (boJiee MoJIOBUMHBI BLICEBOB 32 OTUETHBIN To1, MPU
YCJIOBUY MPOBEAEHUsI He MeHee 4 TT0CeBOB), 00s13a-
TEJIbHO YKa3aHUe JJATUHCKOTO Ha3BaHUSI MUKPOOP-
raHu3ma;
— HET;
— He 3Halo
Haemophilus influenzae
— 1a (boJiee MoJIOBUMHBI BLICEBOB 32 OTUETHBIN To1, MpU
YCJIOBUM TIPOBEICHUsI HE MeHee 4 TI0CEBOB);
— HET;
— He 3Halo
OcnoxHeHus (B OTYETHOM roay)

AJieprudeckuii OpOHXOJIETOYHBIN acriepruiie3 (Kpure-
pUM OTpaxeHsl B pazaene «OCI0XKHEHUS»)
— B HACTOSIIIUIA MOMEHT;
— HET;
— He 3Halo
Jlnabet
— HET;
— Ja, JJeYeHWe MHCYJIMHOM eXeTHEeBHO;
— Ja, JiedeHue TabJIeTHPOBAaHHBIMY TUITOTJIMKEMUYE-
CKUMM TIpernapaTtaMu
— JIa, TOJIbKO IreTa
— Ja, Je4eHWe HEU3BECTHO
ITHeBMOTOpaKC, MOTPeOOBaBIINIA TPEeHUPOBAHUS
— 1a;
— HET;
— He 3Halo
[MopaxkeHnune neuyeHu (o KpuTepusix B pazneie «Ociox-
HEHUS»):
— IIMPPO3 C TUTIEPTEH3MEI/TUTIEPCTUIEHU3MOM;
— 1IUppo3 03 TUTIePTeH3W U/ TUTIePCITICHU3Ma;
— 1uppo3 6e3 nHbOopMaIMK O TUTIEPTEH3UU/TUTIEP-
CILJICHU3ME;
TopakeHue TieueHu 06e3 Mppo3a;
— HET;
He 3Halo
BoipaxkeHHOe ierouHoe KpoBoTeueHue (6osee 250 Mt ofi-
HOMOMEHTHO):
— J1a, XOTs Obl OAWH pa3;
— HET;
— He 3Hao

Hanuuue oHkosnornueckoro 3aboseBaHus (B OTYETHOM
TOJly WJIX KOTIa-au0o0 B XU3HU TMallUEHTA):
— Ia;
— HeT;
— HE 3Halo
MaHkpeaTuyeckun ctatyc

dekanbHast a7acTasza 1:
—< 200HT/T OMHOKPATHO;
—< 200HT/T TBAXKIHL;
—> 200 HT/T OIHOKPATHO;
—> 200 HT/T ABaXIHI;
— He onpeaensaach
DNIeKTPOJIUTHBIE pacCTpoiicTBa (CUMHIPOM TICEBIO-
baprrepa):
— na;
— HeT;
— He 3Halo
Ocreonopo3 (HU3Kasi KOCTHasl Macca):
— na (ecnu Z-KpUTepuid TIpy MPOBEACHUN OCTEO/ICH-
CUTOMETPUU HUXE 2);
— HeT;
— He 3Halo
CuHycHUT:
— CUHYCHT C TIOJTUTIaMU;
— CHHYCUT 0€3 MOJIUIIOB;
— He 3Halo
AMUIONI03 B OTYETHOM TOTY
— na;
— HeT;
— He 3Halo
CUHAPOM AUCTAILHOW MHTECTUHAIBHON OOCTPYKIIVN:
— na;
— HeT;
— He 3Halo
TpaHcnnaHTauus

TpaHcruiaHTalMs TTEYSHU:
— na;
— HET;
— He 3Haw
Jara (rom) mocienHei TpaHCIJIaHTALUMM MedeHu (ecau
TPOBOJUJIACK JIO WJIW B TeUEHUE OTYETHOTO Tofa)
TpaHcriaHTalMs! JTETKUX
— na;
— HET;
— He 3Haw
Hata (ron) mocjienHel TpaHCIUIAaHTAUMU JIETKUX (ecau
TPOBOJUJIACK JIO WJIW B TeUEHUE OTYETHOTO Tofa)
TpaHcrutaHTalMsT TOYeK
— na;
— HET;
— He 3Haw
Hata (rom) mocieaHeil TpaHCIITAaHTAllMK MOYEK (ecau
MPOBOJUJIACK JIO WJIW B TeUEHUE OTYETHOTO Tofa)
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Kputepumn BknoYeHUsa nauueHToB
B Poccuiickuii peructp 00JibHbIX MYKOBUCLUO030M

B peructp BKIIOYAIOTCS MallMEHThI TOJBbKO C MOATBEPXKIESHHBIM IMAarHOo30M. J{uarHos moj-

TBEPKAAETCS B COOTBETCTBUU CO CJICAYIOIIMM KPUTEPUSIMU:

1. JIByKpaTHBI TOJOXUTEIbHbIN MTOTOBBIN TECT:

— xJiopuabl > 60 MMOJIb/T;

W

— MPOBOAMMOCTD MMoTa > 80 MMOJIb/JT;

W

— xJiopuabl > 60 MMOJIb/1 + MPOBOAUMOCTD OTa > 80 MMOJIb/JI.

2. OIHOKPATHBIA MOTOBBINM TECT ¢ XJopuaamMu > 60 MMOJb/1 MU TTPOBOAMMOCTH moTta > 80
MMmoJb/1 u JIHK-aHanus ¢ oqHuM uiu 1ByMst UIeHTU(UIIMPOBAHHBIMY TeHETUYECKUMU Ba-
puaHntamu B reHe CFTR.

3. OOHOKpATHBIA MOTOBBINM TECT ¢ XJopuaamMu > 60 MMOJb/1 WU TTPOBOAMMOCTH moTta > 80
MMOJIb/JT U TIOJIOXUTEJIbHBIN pe3yabTaT HeoHaTanbHoro ckpuuunra (UPT-1 > 70 Hr/wmu;
WUPT-2 > 40 ur/mn).

4. OmHOKpPATHBINA MOTOBBIA TeCT ¢ xyuopuaamMu > 60 MMOJIb/J WKW TTPOBOAMMOCTh moTta > 80
MMOJIb/J1 ¥ KIIMHWYEeCKasl KapTUHA C XapaKTepHBIMU CUMITTOMaMU MyKOBMCIIUI03a.

5. 3HayeHue XJIOPUIOB B IOTOBOM TecTe < 60 MMOJIb/J1 MJIM IPOBOAUMOCTD IToTa < 80 MMOJIb/JI:
TOTIa HYXKHO UMETh 2 U3 4 CIIeAYIONINX KPUTEPUEB:

— JIHK-aHanu3 ¢ omHUM WK ABYMSI UACHTUMUIMPOBAHHBIMU T€HETUYECKUMU BapraHTa-
MM, BBI3BIBAIOIIMMU MYKOBHUCIIMIIO3;

— TIOJIOXUTEJbHBIN pe3yJabTaT HeoHaTanbHOTO cKprHuHTa (MPT-1 > 70 Hr / M; UPT-2 >
40 Hr / M7);

— MOKa3aTesib Pa3HOCTU TPAHCAMUTEIUATbHbBIX (Ha3adbHbIX) MOTEHIIMAIOB, MOATBEPXKIAI0-
WA AMAarHo3 MyKOBUCIUI03;

— KJIMHUYECcKasi KapTUHA, ¢ XapaKTEPHbIMU CUMIITOMAMU MYyKOBUCLIMIO3A.

JAononHnTesibHble 00bSACHEHUS N0 BHECEHUIO NoKa3aTenen
B Poccuiickuii peructp

MoToBbI TECT

Ecnu moToBbIil TeCT He ObLT MPOBEICH, OTMEYaiiTe «He aeain». EC/Ii TOTOBBIN TeCT «He Je-
JIaJIu», TO JOJKHBI OBITh YKa3aHbl 00e MyTalluM B T€HEe MyKOBMCIIMI03a.

[ToToBBIi TECT: 3aHOCUTCS TUIT IIOTOBOTO TecTa (TUTPOBAaHUE WA IPOBOAMMOCTD).

DJIEKTPOJIMTHI: TIPEIITOYTUTEIbHBIM SIBJIICTCS M3MEePEHUE KOHIICHTPALIMU XJIOPUIOB.

YpoBeHb XJIOpUAOB: 3aHOCUTE YPOBEHb XJIOPUIOB B MUJLJIMMOJISIX Ha JTUTPp (MMOJIb/J). Eciun
B OJIMH U TOT X€ JeHb ObLIM CAeTaHbl ABE MPOObI, 3aHOCUTCS 00Jiee BHICOKUI MTOKa3aTelb.

Bo3MoxkHO onpeesieHre MPOBOIMMOCTH, 9KBUBaJEHTHOM YPOBHIO XJIOPUAOB (MMOJIb/T).
Ecnu B oMH U TOT Xe AeHb ObUIM CIeJIaHbl IBe MPOObI, 3aHOCUTCS 00Jiee BBICOKMIA TTOKa-
3aTelb.

OnTrMaabHO COYEeTaHMUE ABYX METOIMK: OIpeAeeHUE XJIOPUIOB U OIpeleieHrue MPOBOIM-
MOCTH.

[IpumeyaHue: ypoBeHb 3HAYEHUI XJIOPUIOB MOXKET OBIT OT 1 10 160 MMOJIb/JT; TIPOBOAMMO-
cti ot 1 mo 170 mMomw/n. Ecim y manmenTa xiaopunbl > 160 MMosib/J1, a mpoBoauMocTh > 170
MMOJIb/JI, TIOTOBBII TECT HYKHO IIepe/IeIaTh.

CnupomeTtpus

Lenp yyeTa maHHBIX 11O CIIMpOMETpUM B PoccuiickoM perucrpe 60JbHBIX MYKOBHUCIIUIO-
30M — TOJIy4eHUEe CTaHAAPTU3UPOBAHHBIX TTOKa3aTeJell 1)1 CpPaBHEHUSI C IPYTUMHM ILIEHTpaMu,/
CTpaHaMU U JIJISI UICTIOJIb30BaHUST 3TOM MH(MOPMAIIMK B CIIEIMATBHBIX SIMTUAEMUOJIOTUISCKUX UC-
cienoBaHusX. HekoTopble mokasaresu, mojiydaeMble B OTIEIbHBIX LIEHTPaX, MOTYT HEe COOTBET-
CTBOBAThb 3aIlpalliiBaeMbIM (CM. HUXe). B CBSI3M ¢ 9TMM B pErMCTp MOTYT OBbITh 3aHECEHBI TOJIb-
KO Te IOKa3aTejIi, KOTOPble COOTBETCTBYIOT €r0 KPUTEPUSIM.

CriupoMeTpusl I10JKHA MPOBOAUTHCS B COOTBETCTBUU CO CTAHAAPTHBIMU PEKOMEH[IA-
LUSIMU AMEpUKaHCKOro TopakajabHOro u EBpormneiickoro pecrnupatopHoro oouects (ATS/
ERSguidelines):
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1. OOmMe MPUHIIMITBH OTpeaeeHust QYHKIIMOHATbHBIX TToKazaTeneil Jerkux (http://www.

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

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

2005&idBrowse = 37466&det = 1).

Bouee Toro, mist 3amoHEHUsT pETUCTPa TOJKHBI OBITH COOJTIOACHBI CIEMYIOIINe KPUTEPUN:

1. Ileped uzmepenuem Heobxo0umo:

a) yKazarhb AaTy poXICHUsI, TTOJI M POCT TallMeHTa IS pacueTa JOJIKHBIX 3HAUeHUI;

0) cmupoMeTpusT TOJDKHA TIPOBOAUTHCS 0€3 TpUMEHEeHMsT OPOHXOIMIATATOPOB (BPEMS C MO-
MEHTa ITOCJIeTHETo MpreMa IpernapaToB KOPOTKOTO NEWCTBUS TOJKHO COCTABIISITh HE Me-
Hee 4 4, JUIUTEeJIbHOTO ACUCTBUSI — He MeHee 12 4).

2. Pezyavbmamol:

a) M3 JaHHBIX, 3aHECEHHBIX B PETMCTPhI PETMOHAILHBIX LIEHTPOB, 1151 Poccuiickoro perucrpa,
JIOJXKHBI OBITh BBIOPAHBI HAMJIYYLINE B OTYETHOM rofy nokasatean ODB, (%mnox.), Bbl-
paxkeHHbIE B JIUTPAx;

0) kaxnaplii noxkasarenb O®B, nu OXKEJI no/xeH ObITh MPEACTaBIEH B JIUTPaX ¢ YKa3aHUEM
3HAYEHUI 10 COThIX (2 3HAKa MocJe 3arnsaToi);

B) nokasatesib OXKEJI nosken ObITh Gonblie uin paseH mokasaresio OPB,;

T) MPY 3aHECEHUU TToKa3aTesiell CITMPOMETPUM HEOOXOIMMO YKa3bIBaTh ATy MPOBEICHUS Te-
cTa, Maccy Tejla M PoCT MalMeHTa B MOMEHT MCCJICIOBAHUS ISl BBIYMCIICHUS TIPOLIEHTOB
OT JIOJIKHBIX 3HAUCHUI;

) CJIeIyeT UCTTOJIb30BaTh TOJIBKO TE TECThI, KOTOPbIE COOTBETCTBYIOT PEKOMEHAALIMSIM AMepH -
KaHCKOTO0 TopakabHOTO 1 EBporieiickoro pecrimpatopHoro obiiects (ATS/ERSguidelines).

3. Pacuem npoueHmos om 00ANCHbIX 3HAYEHULL.

IMpu pacyere HEOOXOAMMO MCITOIB30BaTh CTAHAAPTHHIN HAOOP MOJIKHBIX 3HAYEHMIA:

a) ms neteit ot 5 no 18 ner — G.Polgaretal. (1971);

0) nsst B3pocibix > 18 jer — paboueii rpynnbl EBponeiickoro coo0liiecTBa cTaiy U yris
(ECCS, 1993);

B) as aeteii < 5 €T mokazaTeau He OyIyT pacCUMThIBAThCS.

HyTpuTUBHBINA cTaTyC

HyTtpuTtuBHbIit cTaTyCc 00JIBHBIX MYKOBUCIIMIIO30M PACCUMTBIBAJICS C TIOMOIIIBIO MHAEKCA Mac-
cbl Tesia (MMT) Ha ocHOBaHMM MaHHBIX MAcChl TeJla, pOCTa U Bo3pacTa nauueHTta. MiaMepeHus
OCYIIECTBJISIIOTCS COTJIACHO CAEAYIOIIUM PEKOMEHIALIUSIM:

Macca TeJja OTpenesIsieTCs] IPU CHSITON BEpXHEl ofiexie U 00yBU;

pocT — 6e3 00yBU — POCTOMEPOM; BEPXHSISI YaCTh TOJIOBHI IOJDKHA KAacaThCsl BEPXHEH TiaH-
KU TIpY HEOOJIBIIIOM €€ HaJaBIMBaHUM;

MOKa3aTeJId TOJKHBI COOTBETCTBOBATH BEJIMYMHAM B JIEHb TIPOBEICHMST 3aHOCUMOI B PETUCTP
crimporpaMMmsbl, eciin uamepenue @BJI He mpoBoaWIM, TO CAeMyeT BHECTU TOCJEIHUE 3HAUe-
HUSI Macca Teja 1 pocTa.

ITpu ouieHke HYTpUTUBHOTO cTatyca aeteit UMT olieHUBascs B cucteMe nepueHTwieil. Pac-
yeT nepueHTuiaeit UMT nmpoBomuiicst mpy oMoIu rporpamm BeceMupHoit opraHu3alivu 31pa-
BooxpaHeHusi: WHO Anthro (nns aeteii no 5 set) 1 WHO Anthroplus (a5 aeteii crapiie 5 JeT)
(http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/en/). st
OLIEHKU TIOKa3aTesiell pocTa U Macchl Tejla nereid paHHero Bo3pacta (no 2 jet) UMT He nipu-
MEHSIETCS.

Cnuncok pekoMeHayeMoii imTepaTypbl

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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Mpunoxexus

10
11
12
13
14
15
16
17
18
19
20
21
22
23
24
25
26
27
28
29
30
31
32

33

34
35

36

37
38
39
40

a

42
43

NMPUNTOXXEHME 2

XapakTepucTuka BapnaHTOB HYKJIeOTUAHOM nocnegoBaTenbHOCTU reHa CFTR
y nauMeHToB ¢ MmykoBucuuaosom B PO B 2020 r.

HasBaHue reHeTnyecko-
ro BapuaHTa

F508del
CFTRdele2,3

E92K
1677delTA
3849+10kbC->T
2143delT

2184insA

W1282X
L138ins
N1303K
G542X
394delTT
R334W
S466X(TGA);R1070Q
W1282R
3821delT
S$1196X
1367del5
2789+5G>A
R1066C
3272-16T>A
W1310X
3944delGT
712-1G->T
621+1G->T
R553X
4015delA
L1335P
R785X
R1162X
S466X
1898+1G->C

CFTRdup7-11(6b-10%)
1898+1G->A
R347P

3667ins4

3849G->A
G85E
S1159F
2183AA->G

R1070Q

R117C
S945L

HassaHue no kogupyio-
wei JJ,HIg B

c.1521_1523delCTT
c.54-

5940_273+10250del21kb

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

€.2052_2053insA
(c.2052dupA)

¢.3846G>A
¢.413_415dupTAC
¢.3909C>G
¢.1624G>T
¢.262_263delTT
¢.1000C>T
¢.[1397C>G;3209G>A]
c.3844T>C
c.3691delT
¢.3587C>G
¢.1545_1546delTA
€.2657+5G>A
¢.3196C>T
¢.3140-16T>A
¢.3929G>A
¢.3816_3817delGT
¢.580-1G>T
C.489+1G>T
¢.1657C>T
c.3883delA
€.4004T>C
¢.2353C>T
c.3484C>T
¢.1397C>G
¢.1766+1G>C

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

c.1766+1G>A
c.1040G>C

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

c.3717G>A
c.254G>A
c.3476C>T
€.2051_2052delAAinsG

¢.3209G>A

€.349C>T
€.2834C>T

HaszsaHue no cuHTe3Mpy-
eMomy Oenky

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-(Arg334Trp)
p.(Ser466*;Arg1070Gin)
p.(Trp1282Arg)
p.(Ser1231Profs*4)
p-(Ser1196*)
p.(Tyr515%)
No protein name
p-(Arg1066Cys)
No protein name
p.(Trp1310%)
p.(Ser1273Leufs*28)
No protein name
No protein name
p.(Arg553*)
p.(lle1295Phefs*33)
p.(Leu1335Pro)
p.(Arg785*)
p.(Arg1162*)
p.(Serd466*)

No protein name
No protein name

No protein name

p-(Arg347Pro)
p.(Thr1179llefs*17)

No protein name
p.(Gly85Glu)
p-(Ser1159Phe)
p-(Lys684Serfs*38)

p.(Arg1070GiIn)

p.(Arg117Cys)
p.(Ser945Leu)

Knacc

HEen3BeCTHO
1
v
1

HEU3BeCTHO
Il
1

HEeU3BecTHO
1l
HEU3BeCTHO

v

v

Hen3BeCTHO

®deHoTUn

TSOKEnNbIA

TAXENbIA

MSArKnin
TAXENbIA
MSrKuin

TAXENbIA

TSOKENbIA

TXEnNbIA
MSIrKUin
TAXEnNbI
TSKENbIA
TAXENbIA
MSArKuin
HEN3BeCTHO
TSOKEnNbIA
TAXEnNbI
TSOKENbIA
TAXENbIA
MSrKUin
TAXENbI
MSrKUin
TXEnbIn
TAXEnNbI
TXEnNbI
TSKENbIA
TAXENbIA
TSOKEenNbIA
MSrKuin
TSOKenNbIA
TSKENbIA
TKENbIA

TSXKENbIA

TSOKEenNbIA

TSXENbInA

MSArkuin

TSXKENbIA

MSArKnin
TXKEnNbIA
MSrKUin

TSXENbIA

MSArKnin

MSArKuin

MSAIrKnin

KnuHuyeckas 3Haum-
mocTb no 6a3e CFTR2

NMaToreHHbIN

naToreHHbIN

NaToreHHbIn
naToreHHbIN
naToreHHbIN

naToreHHbIN

NnaToreHHbln

NaToreHHbIn
NMaToreHHbIn
NaToreHHbln
NaToreHHbln
naToreHHbIN
NaToreHHbIn
NaToreHHbIN
He onucaH
NMaToreHHbIN
NaToreHHbIn
naToreHHbIN
naToreHHbIN
naToreHHbIN
He onucaH
He onucaH
He onucaH
naToreHHbIn
NnaToreHHbln
naToreHHbIN
NaToreHHbIn
NaToreHHbIN
NMaToreHHbIN
naToreHHbIn
naToreHHbIn

naToreHHbIN

NaToreHHbIN

naToreHHbIN

NaToreHHbIn

naToreHHbIN

naToreHHbIn
NnaToreHHbIn
naToreHHbIN
naToreHHbIN

PasNuuHbIE KIMHNYe-
CKMe BapuaHTbl

NaToreHHbIn

NaToreHHbIn

3644

426

225
147
146
140

134

120
106
106
101
59
51
a
38
35
31
28
26
26
23
22
20
15
14
14
12
12
12
1
11
10

10

N 0 o o

0,10
0,10
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44
45
46
a7

48

49
50
51
52

53

54
55
56
57

58

59
60
61
62

63

64
65
66
67
68
69

70

71

72
73
74
75
76
77
78
79
80
81
82
83
84
85
86
87

88

89
90

HasBaHue reHeTnyecko-
ro BapuaHTa

3659delC
4016insT
c.1766+2T>C
D110H

D1152H

E217G
R1158X
1248+1G->A
175delC

2721del11

574delA
A96E
L732X

p.Tyr84X

§1455X

1717-1G->A
4382delA
604insA
G194R

R117H-T7

R792X
S1159P
1259insA
185+1G->T
2043delG
3272-26A->G

4428insGA

CFTRdele4-11(4-10%)

D579Y
G509R
G551D
K710X
p.Leu581X
Q290X
Q39X
Q98R
1716+1G->A
1811+1,6kbA->G
2184delA
3120+1G->A
3130delA
3271+1G>T
365-366insT
4374+1G->A

5T;TG12

681delC
A141D

HassaHnue no kogupyio-
wei JJ.HI%J' Py

c.3528delC
¢.3889dupT
c.1766+2T>C
¢.328G>C

¢.3454G>C

c.650A>G
c.3472C>T
c.1116+1G>A
c.43delC

€.2589_
2599delAATTTGGTGCT

c.442delA
c.287C>A

¢.2195T>G
c.252T>A

¢.4364C>G

c.1585-1G>A
c.4251delA
c.472dupA
c.580G>A

¢.350G>A

c.2374C>T
c.3475T>C
c.1127_1128insA
c.53+1G>T
c.1911delG
c.3140-26A>G

€.4296_4297insGA
(c.4300_4301dupGA)

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

¢.1735G>T
c.1525G>C
c.1652G>A
c.2128A>T
c.1742T>G
¢.868C>T
c.115C>T
¢.293A>G
c.1584+1G>A
c.1679+1634A>G
c.2052delA
€.2988+1G>A
c.2998delA
c.3139+1G>T
¢.233dup
c.4242+1G>A

¢.[1210-12[5];1210-
34TG[12]]

¢.550delC
€.422C>A

HasBaHue no cuHTesupy-

eMoMy Oenky
p-(Lys1177Serfs*15)
p.(Ser1297Phefs*5)
No protein name

p.(Asp110His)
p-(Asp1152His)

p-(Glu217Gly)
p.(Arg1158*)
No protein name

p.(Leu15Phefs*10)
p-(lle864Serfs*28)

p.(lle148Leufs*5)
p-(Ala96Glu)
p.(Leu732*)
p.(Tyr84*)

p-(Ser1455*)

No protein name
p.(Glu1418Argfs*14)
p.(Ser158Lysfs*5)
p.(Gly194Arg)

p.(Arg117His)

p.(Arg792*)
p.(Ser1159Pro)
p.(GIn378Alafs*4)
No protein name
p.(GIn637Hisfs*26)

No protein name

p.(Ser1435Glyfs*14)

No protein name

p.(Asp579Tyr)
p.(Gly509Arg)
p.-(Gly551Asp)
p.(Lys710%)
p-(Leu581*)
p-(GIn290*)
p.(GIn39*)
p-(GIn98Arg)
No protein name
No protein name
p.(Lys684Asnfs*38)
No protein name
p.(lle1000Leufs*2)
No protein name
p.(Trp79Leufs*32)

No protein name
No protein name

p-(Leu184Phefs*5)
p-(Ala141Asp)

Knacc

HEen3BecTHO

v

HEU3BeCTHO
|
|
1

|
HEU3BeCTHO

|

|

HEen3BecTHO

1
\'/|
|

Hen3BecTHO

v

Heu3BeCTHO

HEeU3BecTHO
HEeU3BecTHO
1]
|
|
|
|
HEeU3BecTHO

HEen3BeCcTHO

v

HEeu3BeCTHO

®deHoTUN

TSOKEenNbIA
TSOKEnNbIA
TSXKENbIA

MSrKUin

MSArKuin

HEeU3BeCTHO
TSOKenbIA
TSOKEenNbIA

TXKENbIA

TSOKEenNbIA

TSXKENbIA
MSArkKuin
TSOKEenNbIA

TSOKEenbIA

HEen3BecTHO

TKEnNbIA
MSArKUin
TSXENbIA

HEen3BecTHO

MSArKnin

TSOKEenNbIA
MSArKnin
TXKEnNbIA
TXKEnNbIA
TSXENbIA

MSArkuin

MSArKUin

TSXENbIA

TKENbIA
MSArKuin
TSXKENbIA
TSXENbIA
TSXENbIn
TSOKEenNbIA
TSOKEenNbIA
MSAIrKnin
TSXKEnNbInA
MSArKUin
TSXENbIA
TSKEenNbIA
TSOKEenNbIA
TOKENbIA
TAXENbIA

TSXENbIA

MSAIrKnin

TSOKenbIA

MSAIrKuin

KnuHuyeckas 3Haum-
mocTb no 6a3e CFTR2

NaToreHHbIn
NnaToreHHbIn
He onucaH
naToreHHbIN

pa3nunyHbie KIIuHn4ye-
CKWe BapuaHTbl

He NaToreHHbIN
NaToreHHbIN
NaToreHHbIn

He onucaH

NaToreHHbIN

naToreHHbIN
He onucaH

NaToreHHbIn
He onucaH

Pa3sinyHble KJIMHN4Ye-
CKue BapuaHTbl

naToreHHbIn

naToreHHbIN
He onucaH

NaToreHHbIN

pasnuyHbIe KNuHnYe-
CKUe BapuaHThl

NaToreHHbIN
naToreHHbIn
naToreHHbIn
naToreHHbIn
He onucaH

NaToreHHbIn

naToreHHbIN

naToreHHbIN

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

pa3nunyHbie KIIMHn4ye-
CKWe BapuaHTbl

He onucaH

NaToreHHbIN

o o o o

& A A A A OO O o a0 0 g 0 a o o

W W W W A~ A

N N M M N M M NDM OO W W O O 0 o

N

%

0,09
0,09
0,09
0,09

0,09

0,09
0,09
0,07
0,07

0,07

0,07
0,07
0,07
0,07

0,07

0,06
0,06
0,06
0,06

0,06

0,06
0,06
0,04
0,04
0,04
0,04

0,04

0,04

0,04
0,04
0,04
0,04
0,04
0,04
0,04
0,04
0,03
0,03
0,03
0,03
0,03
0,03
0,03
0,03

0,03

0,03
0,03
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Ne Hasaaruglgargvr::;r:ecxo- Hassauﬂg 3(}1 mgupylo- Hassagxlg nl;ll‘(; gg:xsupy- Knacc ®deHoTUN &(gg_r:l:g(:ﬁx:;;ggm-z n %

91 c.1219delG c.1219delG p.(Glu407Asnfs*35) 1 TAXenbIA He onucaH 2 0,03
92 T A"i": ::%::g:zgil.r A e i%ﬂg:g:gszTT p.(Asp443Glufs*19) | TXenbli He onucaH 2 0,03
93 c.1608delA c.1608delA p.(Asp537Thrfs*3) | TSOKEeNbIA He onucaH 2 0,03
94  ¢.1708_1712delTTATT c.1708_1712delTTATT p.(Leu570Argfs*17) HEM3BECTHO  TAXenblil He onucaH 2 0,03
95 c.174_177delTAGA c.174_177delTAGA p.(Asp58Glufs*32) HEM3BECTHO  TAXenblil naToreHHbIn 2 0,03
96 c.2619+1G>A c.2619+1G>A No protein name 1 TXEnNbIA He onucaH 2 0,03
97 c.3325delA c.3325delA p.(lle1109Serfs*12) 1 TAXEnbIA He onucaH 2 0,03
98 ¢.3815_3816insTTG €.3815_3816insTTG S;'.:‘Zl;giﬁ:'fr-p) HEM3BECTHO  TAXenblil He onucaH 2 0,03
99 c.869+2T>G c.869+2T>G No protein name | TSOKENbIA He onucaH 2 0,03
100 CFTRdup7-8 (6b,7%) 1)_(1(:'%1:?::;1;‘_‘;)(’“‘) No protein name | TAXEnNbIA NaToreHHbIn 2 0,03
101 E403D c.1209G>C p.(Glu403Asp) HEN3BECTHO  TSXenblil He onucaH 2 0,03
102 E831X €.2491G>T p.(Glu831*) 1 MSIrKuiA naToreHHbIn 2 0,03
103 E92X €.274G>T p.(Glu92*) 1 TSXEenNbIA naToreHHbIN 2 0,03
104 G1047S c.3139G>A p.(Gly1047Ser) HEU3BECTHO HEWU3BECTHO He onucaH 2 0,03
105 G480S c.1438G>A p.(Gly480Ser) THO THO He onucaH 2 0,03
106 K598ins €.1795_1796insAAA p.(Lys598dup) HEU3BECTHO  TAXEenbli He onucaH 2 0,03
107 p.Asp993Ala c.2978A>C p.(Asp993Ala) HEU3BECTHO MSArKuin He onucaH 2 0,03
108 p.Gly509Val c.1526G>T p.(Gly509Val) HEU3BECTHO HEU3BECTHO He onucaH 2 0,03
109 p.Pro205Thr c.613C>A p.(Pro205Thr) HEeM3BeCTHO MSArKuin He onucaH 2 0,03
110 p.Trp277X c.831G>A p.(Trp277*) | TAXEnbIn He onucaH 2 0,03
111 p.Trp361X c.1083G>A p.(Trp361%) 1 TXenNbli He onucaH 2 0,03
112 P205S c.613C>T p.(Pro205Ser) HEen3BEeCTHO MSArKUiA naToreHHbIN 2 0,03
113 Q493R c.1478A>G p-(GIn493Arg) THO THO He onucaH 2 0,03
114 R75X €.223C>T p.(Arg75*) 1 TSXENbIn naToreHHbIN 2 0,03
115 S1255P ¢.3763T>C p.(Ser1255Pro) 11l TSXENbIn naToreHHbIN 2 0,03
116 T1036N c.3107C>A p.(Thr1036Asn) HEen3BEeCTHO MSIrKUn naToreHHbIN 2 0,03
117 W79X c.236G>A p.(Trp79*) | TXEnNbIA NMaToreHHbIN 2 0,03
118 Y1092X c.3276C>A p-(Tyr1092*) | TAXKENbIn naToreHHbIN 2 0,03
19 Y362X c.1086T>A p.(Tyr362*) | TAXEnNbli He onucaH 2 0,03
120 Y569H c.1705T>C p.(Tyr569His) HEU3BECTHO MSArKUIA He onucaH 2 0,03
121 1078delT c.948delT p.(Phe316Leufs*12) | TXenNbI NnaToreHHbln 1 0,01
122 1525-1G->A c.1393-1G>A No protein name | TAXENbIA naToreHHbIN 1 0,01
123 1660delG c.1528delG p.(Val510Phefs*17) | TAXEnNbIA He onucaH 1 0,01
124 2114delT c.1982delT p.(11e661Thrfs*2) 1 TSOKENbI naToreHHbI 1 0,01
125 2185insC ((::22%5435—_22%54‘2::;'\; p.(GIn685Profs*84) | TXenbli naToreHHbln 1 0,01
126 2221insA ¢.2089dup p.(Arg697Lysfs*33) HEU3BECTHO  TSKenbli He onucaH 1 0,01
127 2790-2A->G €.2658-2A>G No protein name Vv HEU3BECTHO He onucaH 1 0,01
128 296+1G->T c.164+1G>T No protein name 1 TSXEenNblin naToreHHbIi 1 0,01
129 3121-2A->G €.2989-2A>G No protein name HEM3BECTHO HEM3BECTHO naToreHHbI’ 1 0,01
130 3272-11A->G c.3140-11A>G No protein name Vv MSArKUin He onucaH 1 0,01
131 3601-65C/A ¢.3469-65C>A No protein name HEU3BECTHO MSArKUiA He NaToreHHbI 1 0,01
132 3791delC c.3659delC p.(Thr1220Lysfs*8) 1 TAXEnbIA naToreHHbIn 1 0,01
133 4005+1G>T c.3873+1G>T No protein name | TSOKENbIA He onucaH 1 0,01
134 4022insT €.3890_3891insT p.(Gly1298Trpfs*4) 1 TXEnNbIA NnaToreHHbIn 1 0,01
135 4040delA c.3908delA p.(Asn1303Thrfs*25) 1 TAXEeNbI naToreHHbIn 1 0,01
136 406-1G->A c.274-1G>A No protein name | TSOKEenNbIA NaToreHHbIN 1 0,01
137 4095+1G->T ¢.3963+1G>T No protein name | TSOKEenbIA He onucaH 1 0,01
138 -461A->G c.-593A>G No protein name HEU3BECTHO HEWU3BECTHO He onucaH 1 0,01
139 541deld c.409_412delCTCC p.(Leu137Tyrfs*15) | TOKEeNbIA naToreHHbln 1 0,01
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140

141
142
143
144
145
146
147
148
149
150
151
152
153
154
155
156
157
158
159

160

161
162
163
164
165
166
167
168

169

170

171

172

173

174

175

176
177
178

179

180
181
182
183

HasBaHue reHeTnyecko-
ro BapuaHTa

5T

624delT
663delT
-741T->G
A455E
c.1279delA
c.1580dupA
c.1584+18672A>G
c.1679+2T>C
c.1680-1G>C
c.1761del
c.2312delA
c.264_268delATATT
€.3229_3230delCT
c.353delC
c.3615_3625del
c.3717+1219C>A
¢.37dupT
€.3873+4485A>T
¢.3893delG

€.3927_3938del
GTGGAGTGATCA

c.3983T>A
c.4078delG
c.4094delA

¢.527delG

c.546T>A

c.583delC
C.743+2T>A

C590Y

CFTRdel4-8(4-
7*);del10-11(9-10%)

CFTRdele1-11 (1-10%)

CFTRdele12,13(11-12%)

CFTRdele2(2*)

CFTRdele2-8(2-7*)

CFTRdele8(7*)

CFTRdele8-9(7-8*)

D572N
D806G
E1104X

F1052V

F1286S
G1249E
G178R
G27X

HassaHnue no kogupyio-
wei JJ.HI%J' Py

¢.1210-12[5]

c.494delT
c.531delT
c.-812T>G
c.1364C>A
c.1279delA
c.1580dupA
¢.1584+18672A>G
c.1679+2T>C
c.1680-1G>C
c.1761del
c.2312delA
c.264_268delATATT
€.3229_3230delCT
c.353delC
c.3615_3625del
c.3717+1219C>A
¢.37dupT
c.3873+4485A>T
c.3893delG

€.3927_3938del
GTGGAGTGATCA

c.3983T>A
c.4078delG
c.4094delA

¢.527delG

c.546T>A

c.583delC
C.743+2T>A
c.1769G>A

©.(273-1_274+1)_

(869+1_870-1)del

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

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

¢.(1679-1_1680+1)_
(2490+1_2491-1)

c.(53+1_54-
1)_(164+1_165-1)del

c.(53+1_54-
1)_(1116+1_1117-1)del

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

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

c.1714G>A
c.2417A>G
¢.3310G>T

¢.3154T>G

¢.3857T>C
c.3746G>A
c.532G>A
c.79G>T

HasBaHue no cuHTesupy-
eMoMy Oenky

No protein name

p.(Leu165*)
p-(lle177Metfs*12)
No protein name
p-(Ala455Glu)
p.(Ser427Alafsx16)
p.(Glu528Argfs*40)
No protein name
No protein name
No protein name
p.(Phe587Leufs*8)
p.Asn771ThrfsX2
p.(Leu88Phefs*21)
p.(Leu1077Valfs*78)
p-(Ser118Leufs*6)
p.Ser1206AsnfsX55
No protein name
p-(Ser13fs)
No protein name

p.(Gly1298Glufs*30)
p.(Trp1310_GIn1313del)

p-(lle1328Lys)
p.(Val1360Phefs*20)
p.(Lys1365Argfs*15)
p.(Ser176Thrfs*25)
p.Ser182Arg
p.(Ala196Hisfs*19)
No protein name

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-(Asp806Gly)
p-(Glu1104*)

p.(Phe1052Val)

p.(Phe1205Ser)
p.(Gly1249Giu)
p.(Gly178Arg)
p.(Gly27*)

Knacc

v

1

1
HEU3BECTHO

v

|

|
HEen3BecTHO
HEeU3BecTHO

1
HEU3BECTHO
HEU3BeCTHO

|

|

1

1
HEU3BeCTHO
HEU3BECTHO

Hen3BeCcTHO

®deHoTUN

MSrKUin

TSOKEnNbIA
TAXENbIA
HEU3BEeCTHO
MSrKUin
TSOKenNbIA
TAXEnNbIA
MSArKuin
TAXEnNbI
TKENbIA
TAXENbIA
TSOKEenNbIA
TXEnNbIA
TSOKEenNbIA
TAXENbIA
TXEnNbI
MSIrKUi
TAXENbIA
MSIrKUA

TAXEnNbIA

TAXENbIA

Hen3BecCcTHO
|
Hen3BeCcTHO
1
HEen3BeCTHO

HEen3BeCTHO

HEen3BeCcTHO
HEen3BeCcTHO

THO
TXEnNbI
HEeU3BeCcTHO
TAXENbIA
HEn3BeCTHO
TAXEnbIA
TAXEnNbI

HEen3BeCTHO

TXEnNbIn

TXEnNbIn

TAXEnNbI

TXEnNbIA

TXenNbI

TAXENbIN

TAXEnNbIA

TSXKENbIA
HEen3BeCTHO

TAXENbIN

HEN3BEeCTHO

THO

MSArKUin

THO

THO
TSXENbIA

TSXENbIA

KnuHuyeckas 3Haum-
mocTb no 6a3e CFTR2

Pa3nnyHble KJIMHN4Ye-
CKue BapuaHTbl

He onucaH
naToreHHbIN
He onucaH
naToreHHbIN
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH

He onucaH

He onucaH

He onucaH
He onucaH
NnaToreHHblN
He onucaH
He onucaH
He onucaH
He onucaH

He onucaH

NaToreHHbIN

NaToreHHbIn

He onucaH

NaToreHHbIn

He onucaH

NaToreHHbIN

He onucaH

He onucaH
He onucaH
NaToreHHbIN

Pa3nunyHbIe KJIMHNYe-
CKNe BapuaHTbl

He onucaH
He onucaH
naToreHHbIN

naToreHHbIN

%

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

Ne

184
185
186
187
188
189
190
191
192
193
194
195
196
197
198
199
200
201
202
203

204

205

206

207

208
209

210

21

212

213
214
215
216
217
218
219
220

221

222
223
224
225
226
227

228

229
230

HasBaHue reHeTnyecko-
ro BapuaHTa

G314R
G509D
G970D
1506T
K598X
L1093P
L1598
L218X
L233F
L568F
p-Asn505His
p-GIn1038X
p.GIn378X
p.Glu1433Gly
p.Glu402X
p.Glu92Ala
p.Leu812X
p.Lys1468Asn
p-Phe1078lle
p.Pro988Arg

P5L

Q1291R
Q1412X
Q1476X

Q359K/T360K
R1066H

R1070W
R1102X
R117H

R153I

R347H
R668C
R709X
R851X
$434X
S549N
T604I

TG13T5

V392G
W1063X
W277R
W401X
W57G
w8s2x

Y1032C

Y569C
Y569D

HassaHnue no kogupyio-
wei JJ.HI%J' Py

c.940G>C
c.1526G>A
c.2909G>A
c.1517T>C
c.1792A>T
c.3278T>C
c.476T>C
c.653T>A
€.697C>T
c.1704G>T
c.1513A>C
c.3112C>T
c.1132C>T
c.4298A>G
c.1204G>T
c.275A>C
€.2435T>A
c.4404A>C
€.3232T>A
€.2963C>G

c.14C>T

c.3872A>G
€.4234C>T
c.4426C>T

¢.[1075C>A;1079C>A]
¢.3197G>A

¢.3208C>T
c.3304A>T
c.350G>A

c.458G>T
c.1040G>A
€.2002C>T
c.2125C>T
€.2551C>T
¢.1301C>G
c.1646G>A
c.1811C>T

¢.1210-33_1210-6GT[13]

T[4]
c.1175T>G
.3189G>A

.829T>A

c.1202G>A or c.1203G>A*

c.169T>G
€.2645G>A

¢.3095A>G

c.1706A>G
¢.1705T>G

HasBaHue no cuHTesupy-
eMoMy Oenky

p.(Gly314Arg)
p.(Gly509Asp)
p.(Gly970Asp)
p-(1le506Thr)
p-(Lys598*)
p.(Leu1093Pro)
p-(Leu159Ser)
p.(Leu218*)
p.(Leu233Phe)
p.(Leu568Phe)
p.(Asn505His)
p.(GIn1038*)
p-(GIn378*)
p.Glu1433Gly
p.(Glu402*)
p.(Glu92Ala)
p.(Leu812*)
p.(Lys1468Asn)
p.(Phe1078lle)
p-(Pro988Arg)

p.(Pro5Leu)

p.(GIn1291Arg)
p.(GIn1412%)
p.(GIn1476*)

p-[GIn359Lys;Thr360Lys]
p.(Arg1066His)

p.(Arg1070Trp)
p.(Arg1102%)
p.(Arg117His)

p.(Arg153lle)
p.(Arg347His)
p.(Arg668Cys)
p.(Arg709*)
p-(Arg851%)
p.Ser434X
p.(Ser549Asn)
p.(Thr604lle)

No protein name

p.(Val392Gly)
p-(Trp1063*)

p.(Trp277Arg)
p.(Trp401*)
p.(Trp57Gly)
p.(Trp882*)

p.(Tyr1032Cys)

p.(Tyr569Cys)
p-(Tyr569Asp)

Knacc ®deHoTUN KnuHuyeckas 3Haum-
mocTb no 6a3e CFTR2
HEU3BECTHO  TSXEenbli He onucaH
F THO THO He onucaH
H THO H THO naToreHHbIN
HEU3BECTHO  TAXEenbli He onucaH
| TSXENbIn He onucaH
HEeU3BeCTHO MSArKuin He onucaH
HEU3BECTHO  TSXenbli He onucaH
| TSOKEnNbIA NaToreHHbIN
F THO | THO He onucaH
HEU3BECTHO  TAXenbli He onucaH
HEU3BECTHO HEU3BECTHO He onucaH
| TSOKenNbIA He onucaH
HEeU3BECTHO HEU3BECTHO He onucaH
HEeU3BeCcTHO MSAIrKuin He onucaH
| TSOKEenNbIA He onucaH
HEU3BECTHO  TSXenbli naToreHHbIn
| TSXKENbIA He onucaH
HEU3BECTHO MSArKuin He onucaH
HEeU3BECTHO HEU3BECTHO He onucaH
HEeU3BeCTHO MSArKuin He onucaH
a3nunyHble KIMHUYe-
HEU3BECTHO HEU3BECTHO p
CKue BapuaHTbl
a3nunyHble KNMHUYe-
HEeU3BECTHO HEU3BECTHO p
CKue BapuaHTbl
1 TSKENbIA naToreHHbIn
HEeU3BeCcTHO MSAIrKuin Pa3NMHBIE KIMHMe-
CKNe BapuaHTbl
HEU3BECTHO HEU3BECTHO NaToreHHbIn
HEU3BECTHO HEU3BECTHO NaToreHHbIn
v F——— pa3nuyHbie KINHuYe-
CKue BapuaHTbl
| TSOKEenNbIA NaToreHHbIn
v F—— pas3nuyHbie KNnHuye-
CKue BapuaHTbl
F THO | THO He onucaH
v MSArKUin naToreHHbIN
HEU3BECTHO HEU3BECTHO He NaToreHHbIN
HEeU3BeCTHO HEU3BECTHO NaToreHHbIN
| TSKEenbIA NaToreHHbIn
HEeW3BeCTHO HEeU3BEeCTHO NaToreHHbIn
n TXKenbIA NaToreHHbIn
HEen3BecTHO TAXENbI He onucaH
v —— pa3nuyHbie KNnHuYe-
CKue BapuaHTbl
HEU3BeCTHO MSArkuin He onucaH
| TSKEenNbIA He onucaH
HEU3BECTHO  TAXEenbii He onucaH
1 TSOKENbIA NnaToreHHbIn
HEU3BECTHO  TAXEenbli NaToreHHbln
| TSXENbIA naToreHHbIN
o pa3nuyHbie KNNHuYe-
HEeU3BecTHO MSAIrKnin
CKue BapuaHTbl
HEU3BECTHO HEU3BECTHO NaToreHHbIn
n TAXEnNbI NaToreHHbIN

%

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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