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MpuBeTcTBEHHOE CNOBO

Amreposa Mpuna KapiosHa,

JI.M.H., 3aB. OT/ICJICHHEM [ETCKOW MyJIbMOHOIOTHH,
I'BKY3 S0 neHrtpaibHasi ropoackasi 60JIbHUIIA.
r. SIpociaBib

YBaxxaembie konnerun!

VBaxaemble KoJuTeru, nepea BaMu 9 Beilyck Peructpa 60JbHBIX MYKOBUC-
mnmpo3oM Poccuiickoit @enmepamnum, Tae mpencraBiacHa nHpopmamus 3a 2019
roa. MHTepec K mpobaeMe MyKOBUCIIMIO3a HE TOJIBKO HE YMEHbIIIAETCSI, HO
C KaXJIbIM TOJIOM PacTET, TIPEX/Ee BCETO, B CBSI3U C BAXKHEUIIIMMU MUPOBBI-
MU JOCTVDKEHUSIMU B JIEUEHUN 3TOTO 3a0osieBaHMs. CBUIETEIHCTBOM TOMY
SIBJISIETCSI ATOT JOKYMEHT, KOTOPBIM MPOIOIKAET CBOE pa3BUTHE, HAapallv-
BaeT MH(MOPMATUBHOCTD OJlarofapsi 9HTy3Ma3My Bpaydeil, IpelaHHbIX CBOE-
My ey, IOl HaOIIoAeHNeM U 3a00TOM KOTOPBIX HAXOASITCS OOJIbHBIE MY-
KOBUCIIUIO30M.

B peructpe 2019 roga npencrasieHbl JaHHbIE 0 3169 60abHbBIX (3117 — Xu-
BBIX U 52 ymepuux). Pagyer mpomokamoniasicss TEHISHLUMS K POCTY AOJIU
B3POCJIBIX MalreHToB. OXBAT reHeTUYECKUM 0obcienoBaHueM n1ocTur 95%.
Poct kauecTBeHHOTO aHaIM3a TeHETUIECKOUW MH(MOPMAIIMN OTPAKAET MOHM-
MaHHWE M BO3MOXHOCTU COBPEMEHHOM MAaTOTEHETUIECKON Teparuu, Crioco0-
HOI MoauGULUMpPOBaTh TeueHue 3a0osieBaHus. B To e BpeMs, B 22 ciayvyasx
JIMarH03 MYKOBUCIIMI03a ObUI CHST, UTO CBUIETEIHCTBYET O COXPAHSIOIINXCS
nedexrax mepBUIHON AMATHOCTUKMY.

UpesBbluaitHO BaskKHOM TSI KIMHUITUCTOB SIBISIETCSI MH(MOPMAIIUs 110 pe-
3yJIbTaTaM MUKPOOUOJIOTUYECKOTO MOHUTOPUHTA TAIIMEHTOB, COMOCTaBIIEe-
HUE TaHHBIX C TePANeBTUIECKUMU BO3ZMOXKXHOCTSIMU. C TPeBOTON BBIHYXJIE-
Hbl KOHCTaTUPOBATh POCT MHOM, HEMCEBIOMOHAIHOW TPaMOTPUIIATETbHOM
MUKPOMIIOPHI cpeur OOJbHBIX MyKOBUCIIMIO30M. [Ipexae Bcero, yBeande-
HUE Yrciia THOUIIMPOBaHHBIX Achromobacter 1o 6,6% B 2019 romy mo cpaBHe-
Huio ¢ 4,6% B 2017. YBenuuuBaeTcs pacnpoCTpaHEHHOCTD Stenotrophomonas
maltophilia, mo-nipexxHeMy BbIcOKa MHGUIIMPoBaHHOCTE MRSA, Burkholderia
cepacia complex. PacT€T noJsi MHBIX MpeACTaBUTENe rpaMOTpULIATEIbHOMI
dmopsl (11%), KTMHUYECKAst 3HAYUMOCTh KOTOPBIX OCTAETCSI HE BITOJIHE sIC-
HOU. BbIsIBIeHHbIE 3aKOHOMEPHOCTH TPEOYIOT COBEPIIEHCTBOBAHUS CXEM
aHTUOAKTepUaTbHON TEpanuu, CTPOro coOJoNeHUST MeP MHMEKIIMOHHO-
TO KOHTPOJISI.

[Mokazareau HyTPUTUBHOTO CTaTyca B IETCKOW IMOIYJISIIMN, XOTSI U HE 10-
CTUTAIOT XEeJTaeMbIX, HO BIIEPBbIE 32 TPU rofia YBEIUIWINCh. K coxkalleHuIo,
MeauaHa UMT cpeau B3pOCIbIX OCTaEéTCs Ha mpexHeM ypoBHe (19,1 kr/m?).
[TutaHue G60JbHBIX MO-MPEXHEMY OCTAETCSI CEPbE3HON MPOOIEMOIi, TECHO
CBSI3aHHOU C COCTOSTHUEM JIETOYHOM (DYHKIIMY U TTPOJOJIKUTETEHOCTBIO KU3-
HY TIAIIUEHTOB.

O6pauraeT Ha ce0s1 BHUMAHUE POCT YKCJIa OOJBbHBIX aJUIEPTUYECKUM OPOH-
XOJIErOYHbBIM acrepruiié3om ¢ 1,3% B 2011 roay mo 2,3% B 2019, uto, Bepo-
SITHO, CBSI3aHO HE TOJBKO C YBEJIMYEHUEM YMCIEHHOCTH B3POCJIOUN TOITYJIs-
LMY, HO U SIBJISIETCST OTPAKEHUEM YJIYJIIeHUsT TUarHOCTUYECKUX BO3MOXKHO-
cTeil u 060JbIIIMM BHUMAHUEM Bpaueil K 2Toi mpoodieme. TecHoe coTpyaHu-
YECTBO CIEIMAJIMCTOB MO0 MYKOBUCIIMIO3Y C OTOJIADUHTOJIOTAMU TIPUBEJIO K
YJIYYILIEHUIO BBISIBJIIEMOCTH MOJIMITO3HOTO PUHOCUHYCHUTA OoJiee, YeM B 2 pa3a
(15,0% B 2011 romy, 33,4% B 2019).

OOBEM MPOBOAMMOIA Tepanuy MPUHIMITNATHLHO HE MEHSIETCSI, HO HEKOTO-
pble 3aKOHOMEPHOCTHM 00pamnialoT Ha cedst BHMMaHue. C KaXIbIM TOJIOM pa-
CTET YKMCIIO OOJIbHBIX, TIOJyJaIONIMX TUIIEPTOHUYECKU PacTBOP, TOSIBUINCH
MaIMEeHThI, UCTIOJIB3YIOIIe MAaHHUTOJI, Oojiee nuddepeHIMpoBaHHBIM CTa-
HOBWTCSI TIOXO/I K HA3HAYEHUIO MAHKPEATHIeCKNX (hePMEHTOB U YPCOIE30K-
CUXO0JIEBOI KUCIOThI. OTOpYaeT HU3Kast MPUBEPKEHHOCTh K KWHE3UTEPAITuu,
YTO BO MHOTOM MOXKET OBITh OOYCJIOBJIEHO Ae(UIIMTOM CIIEIIUATINCTOB.

C 0co0ObiM BOJTHEHUEM MblI OyaeMm Habatoaath 3a rpadoit «CFTR-
MOJIYJISITOPBI», B KOTOPOI MOSIBUJIMCH TIepBbie UM PbI. X0YEeTCSI BEPUTh, UYTO
YUCII0 OOJIBHBIX, TTOIYYAIONIMX TAPTETHYIO TePaInio, OYIeT PACT C KaKIbIM
TOJIOM.



MpuBeTcTBEHHOE CNOBO

HaunonansHbI PercTp JaBHO cTa HACTOJIBHOM KHUTOM KakKI0To Bpada, Ha-
OJIFOIAOIIETO OOJIBHBIX MyKOBUCIIMI030M. HaKoImIeHHEBIE JaHHbIE HYyTPUTHUBHBIX,
(PYHKIIMOHATBHBIX, MUKPOOMOJIOTMIECKHX TTOKAa3aTeIeil, BBLKIBAEMOCTh ITALIECH -
TOB MOTYT C YCIIEXOM HMCITOJIb30BaThCSI JUIST CPABHEHMST TEPAIIEBTUIECKIX CTpaTe-
ruii. BeIgBieHNEe TPeBOXHBIX TEHACHIIMIA CIIOCOOCTBYET CO3IaHUIO aIeKBaTHBIX
aJITOPUTMOB JEHCTBUI B ONPENEAEHHBIX KIMHNIECKIX CUTyalusX. [JlaHHbBIe pe-
TUCTpa ITO3BOJIIOT MOJyJYaTh IeMorpaduiyecKre MMoKa3aTe M, HeOOXOIUMBIe TS
VIIyYIIEHUST CUCTEMBI TTOMOIIN 0OJIbHBIM M B, BEIpaOOTKM KOHCEHCYCHBIX pellle-
HUI 1 peKoMeHmauumii. Jlanable HalmmoHaambHOTO pernucTpa peryaspHO BKIIOUYa-
1o1cs B Peructp EBporneiickoro o6uiectBa no MykoBuciuaosy (European Cystic
Fibrosis Society).

Emg pa3 BeIpaxkaeM IIyOOKYyI0 0JIarogapHOCTh BCEM CO3IATeNIsIM PErucTpa 3a
WX OTPOMHBIN BKJIaJ B OOIIEe IeJI0 YIyUIIeHUS TTPOIOKUTEIbBHOCTH U KauecTBa
KM3HU OOJIBHBIX MYKOBHUCIIMIO30M.

He 3a06kiBaiiTe, uTo BCsI OOHOBIsIONIAsACS MH(MopMaLus o Peructpy pasme-
1aeTcst Ha caiite (wWww.mukoviscidoz.org).
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Esporeiickoro obiectsa o mykosucimnosy (ECES);
e-mail: elenafpk@mail.ru

Boponkosa Anna IOpbeBna

K.M.H., BeJI.H.C. HAYYHO-KJIMHUYECKOTO OT/esa
mykoBucunnosa PIBHY «Menuko-reHeTuuecKuit
Hay4HBbIii LIeHTp nMeHu akageMuka H.IT.boukosa»,
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Bpau-nyabmoHosior IBY3 «'opoackas
kauHudyeckast ooapHuia um. J1.J1. ITietHesa» 13M;
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Crap May
(MeHeKep perucTpa)

HayYHBIN COTPYAHMK HAYIHO-KIMHUIECKOTO
orena Mykosucuuaosa PTBHY «Menuko-
TeHETUYECKUI HAYyYHBI IEHTP UMEHU aKaIeMUKa
H.I1.BoukoBa»;
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AJIeKCaH, I




OOwmii cnncok Bcex yyacTHUkoB MpoekTa 3a 2019 rog,

OOwWKMI CNNCOK Y4aCTHUKOB,
3anoNHAIWNX AaHHble gna «Peructpa 60JibHbIX MyYKOBUCLUAO,030M
Poccunckon depepaunmn» 3a 2019r.

I'pynmna Bpaueii, moarotoBus-|IletpoBa Huka BaneHTtuHoBHA — 1.0.H., BeAyILIM HAayYHBI COTPYIHUK JIa0. TeHE-
mas pasnen «['eHeTukar: tnaeckoii snuaemuonaorn, ®I'BHY «Menuko-reHeTn4ecKmii HayIHBINM [EHTP UMe-

Hu akagemuka H.I1. boukoBa»

Ansn Tarym ABeTUKOBHA — K.M.H., C.H.C. 1abopaTopuu JIHK-mnarnoctuku, ®I'6HY
«MenuKo-reHeTU4eCKUid HaydyHbIi IeHTp nMeHu akagemuka H.I1. boukoBa»
MenbsgHoBckag HOmmsa JleonnnoBHa — H.C., HAYYHO-KIIMHUYECKUIA OTIE]T MyKOBHMC-
muno3a @I'bBHY «Menuko-reHeTUUeCKWii HAyYHBIM IIEHTp MMeHU akanemuka H.IT.
boukoBa»

3onp0MHOBa Aica DnyapnoBHa — H.C., HAYYHO-KJIMHUYECKWI 0TI MyKOBUCIIMI03a
DOI'BHY «Meanko-reHeTMYeCKUIA HaydHbI 1IeHTp nMeHr akanemuka H.IT. boukoBa»
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Jlgryma apuHa DnyapnoBHa
lNonuxuna TaTeaHa AnekcaHApPOBHA

11

KpacHosipckuii Kpait

WnrenkoBa HaTtanbss AHaToJibeBHA
YukyHoB Brnagumup BukrtopoBuu

12

KanunuHrpaackast o6iactb

IletpoB Bukrop Branumuposuy

13

MockBa 1 MockoBckast 001aCTh

BoponkoBa AnHa IOpreBHA
KonnparseBa Enena MBanoBHa
Kexkaiite Enena KsactytucoBHa
IlIepman Buxktopus JaBugoBHa
T'opnHoBa KOnus BuktopoBHa
Cumonona Onwra UropesHa
Awmenuna Enena JIbBoBHa
KpacoBckmit CtannciaB AJIeKCaHIPOBUY
T'opsimnoBa AHactracusi BacuibeBHa
CempikuH Cepreii FOpneBra
MyxuHa Mapus AjiekceeBHa

14

Hwuxeroponckast 061acTb

JlaBpoBa Aia EBreHbeBHa
Ep3yroBa MapuHa BanepreBHa

15

HoBocubupckas 061acTb

Konpakosa KOnus AnekcaHapoBHa
XacuksaH MHra BanepbeBHa
[Munernna KOnus CtaHuciaBOBHA
TI'onuapoBa CBetniaHa ['eHHagbeBHA
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Omckas 00J1aCThb

KopneeBa TarbstHa FOpneBHA
CadonoBa TatbsiHa MiBaHOBHA
IIIeBnsikoBa AHHa AJleKcaHIpPOBHA
ITaBnuHoBa Enena bopucoBHa

17

OpeHbyprckast 06;1acThb

Pribankuna Mapuna ['eoprueBHa
CkaukoBa Mapraputa AjeKkcaHIpoBHA

18

ITepmckuii kpait

®ypman Esrenuit ['puropbeBuy
[lagpuna Bepa BranucnaBosHa

19

IMpumopckuii kpait

BacunweBa Tarbsina ['eHHagbeBHA
Boponun Cepreit Branumupoua
Kunsitkua Muxann @EmopoBuy

20

Pecniyonuka bamkoproctan

baiikosa N'anuna BnagumupoBHa
Ko3sbipeBa JInnug CepreeBHa

21

Pecnyonuka BypsTus

Ounposa Hatanbss MHHOKEHTheBHA

22

Pecnyonuka Komu

JlaxoBa Enena AnekcaHapoBHa

23

Pecnyonuka Kpsim u CeBacTomnolib

MBaxaenko Esrenunii @egopoBud
Tpummna CemiaHa BacuibeBHa
l'adburtosa Enena CepreeBHa

24

Pecniyonmuka MopnoBust

JIbstukoBa AHHA Anb0epTOBHA

25

Pecnyonuka Tatapcran

ITarepkuna Okcana ['eHHagbeBHA
IITakuposa I'ynbHa3z PuHatoBHa

26

Pecnyonuka Xakacust

TorouakoBa Onbra KupuaioBHa

27

PocToBckasg o6nacTb

Aryosun Enena TurpaHoBHa
YenypHas Mapust MuxaiiioBHa

28

Paszanckas obmactb

Tepexuna TarbsiHa AHaTOIBEBHA
CmupHoBa Bepa BragumupoBHa

29

Camapckas 061acTb

BacunbeBa Enena AnekcaHapoBHa
Axosnesa Bepa bopucosHa
Bopucos Anekceii BanepbeBuu
Konaparenko Oabra BnagumupoBHa
boituenko Enena AnekcaHapoBHa
KoznoB Annpeit BnagumupoBuy
JIsmun Aptem BukropoBuu

30

Cankr-ITeTepOypr u JIeHuHrpaackasi 061acTh

boiinoBa Esrenusi BukropoBHa
T'emOnnkas TatbsiHa EBrenbeBHa
MockBuHa [apbsi MuxaiioBHa
CrenaHeHko TaTbsiHa AJleKCaHAPOBHA
®dummnmosa TaTbssHa AHIpeeBHA
Konoganosa Jlronmuna EBreHbeBHa
MaxmyTtoBa BukTopusi PunaroBHa
OpiaoB Anexkcanap BaagumupoBuy
IMamkeBuy AnekcaHap AHATOIbLEBUY
Huxutnna Mapuna MiBaHoBHa
Kosanes Bukrop Hukomnaesuu
HrnateeBa Mapusi HukosnaesHa
Viarckaa OxcaHa AneKkcaHIpOBHa
bopucenko Tapac CepreeBuu
AHTuUnoBa JIto60Bb AHaTOILEBHA

31

CBepaioBcKasi 00J1acThb

ITonomapeBa Haranbst JIMutprueBHa
Mynak Upuna [MaBnoBHa

32

CMoJreHcKas 00J1acTh

HoBukoBa Onbra bopucbeBHa
Anumona Upuna JleonHngoBHa

33

CraBponoabCKUii Kpait

BonoBo3oBa Dmia BaragumupoBHa
Enuna Enena AnekcaHapoBHa
Jlenenena Jlapuca HukonaeBHa
I'puropbsnu MHecca CamBenoBHa
benam TatbsiHa AlleKcaHIpoBHA
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34 Tomckasg obracTb Hazapenko Jlrogmuna I1aBioBHa
JlomkoBa Enena BnagumupoBHa

35 Tam6oBckas o61acTb Karonukosa Inana EBrenbeBHa

36 Tynbckast oonacTb Kanununa KOnus SpuxoBHa

37 TromeHckas 06acTb bynaroBa UpuHa AnekceeBHa

38 Ynmyprckas pecryonmka Cumanosa TatbsgHa BmagumuposHa
Ocunosa Enena BanepbreBHa
CraponyoueBa Oxcana MiBaHoBHa
Mypanésa Haranus [lerpoBHa
Kouepruna TatbsiHa AHaTO/IbEBHA
T'oronesa Enena BnagumMupoBHa

39 VibsiHOBCKast 00J1aCTh I'yoapesa TaTbsgHa AnekcaHapOBHA

40 XabapoBCKUil Kpaii Koznosa EneHa AnekcaHapoBHa
Cukopa Hatanbs BragumupoBHa
MonuanoBa Onbra BuktopoBHa

41 YensadbuHckas 001acTh Pesenb-Mypo3 Haranbs IleTpoBHa
Kapumona Mpuna IletpoBHa

42 YyBalnickast pecrryosimka T'onmyomosa Onbra UropesHa
ITaBnoB Ilerp MBaHOBUY

43 ApocnaBckas 0061acTb Amreposa Upuna KaprnoBHa

Sunnoep Unba EdpumoBuy




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

Puc. 1. Peruonsi, BkitoueHHbie B Peructp B 2019 r. [IpumevaHue: TeMHO-OpaHKEBbIM 1IBETOM MOKa3aHbl PETMOHBI, TIPEICTaBUBILINE TTOJIHBIE TaH-
HBIE 110 OO0JIBHBIM MYKOBUCIIUI030M (IIETU U B3POCJIbIE), OPAHXKEBBIM — PETMOHBI, MALIMEHThl KOTOPBIX, HAOIIOIAIOTCS B APYruX cyobekTax PD, mne-

Perncrtp 60osbHbIX MykoBucungo3om B Poccumn 3a 2019r.

Oowaa undpopmauus

COYHBIN 1IBET — JaHHbIE HUKAK He MPpEACTAaBJICHDI

B Perucrp BrimtoueHbl fanHbie 81 pernoHa-cyonsekra Poccuiickoit @enepanmn (puc. 1). Ipen-
CTaBJICHbI CyMMUPYIOIIIUE JaHHBIC 10 (eaepaabHbIM OKpyraM. JlOMOJTHUTEILHO BBIICIECHBI TO-
pona MockBa u Cankt-IleTepOypr, nmokasareau Mo KOTOPbIM MpeAcTaBAeHbI OTAENIbHO (Haps-
Iy ¢ BKJIIOYEHUEM MX JaHHBIX B COOTBETCTBYIOIINE (helepalbHbIe OKPYyTa).

HPO — LeHTtpanbhblii heaepanbHbiii okpyr (n=1009), n3 Hux Mocksa = 402.

C3®DO0 — Ceepo-3ananHblil hegepaibHbIil oKpyT (n=278), u3 Hux Cankr-IletepOypr = 163.

IODO — HOxHBII (henepalibHblil OKPYT (N=292).

[MB®O — [NpuBomkcKuii denepaibHblii OKpyr (n=664).

Y®O — Ypanbckuii penepaibHbIi OKpyT (n=226).

CDO — Cubupckuii penepanbHbIil OKpYT (n=424).

JAB®O — JlanpHEeBOCTOUHBIN (heaepaibHbIil OKpyT (n=138).

CK®O — Cesepo-Kaska3sckuii enepanbHbiii okpyr (n=138).

Peruonsl, He Boiremiue B peructp 2019 rona: EBpeiickast aBToHOMHasl 00yactb, HeHenxkuit
ABTOHOMHBII OKpyT, YyKOTCKUIT aBTOHOMHBII OKpyr, MaramaHckast 001acTh.

B Peructp 2019 r. 6bUIM BKIIIOYEHBI JaHHBIE 3169 001bHBIX: 3117 XMBBIX, HAOTIOIAIOIIMX-
cs B TekyieM roay u 52 ymepiuux. B Peructp 2019 r. He BKJIIOUeHBI TaHHbIE 22 MALUEHTOB, Y
KOTOPBIX AUATHO3 ObLT CHSIT.

Bce Hacenenue P® Ha 1 stuBapst 2019 1. cocraBisier 146793700 yenoBek.

PacueTHble maHHBIE OOIIETO YKCia OOJBbHBIX MyKOBUCIIMI030M B Poccuu, Mcxoas U3 ToKa-
sateneit PenepanbHoit Ciyxk0b1 ['ocynapcTBenHoi Ctatuctuku (Poccrar) o 4ncieHHOCTH Ha-
ceneHust Poccuiickoit @enepaiinu 1o MyHHUIIUMITAIbHBIM oOpa3oBaHusaM Ha 1 ssHBapst 2019 rona
cocTaBisioT 3645 yenosek. Yactora mykoBucummosa (1/100 Teic. HaceaeHus ) — 2,5.

B Tabn. 1 npeacTaBjI€HO YUCIIO OOJIBHBIX B KaxKIOM PErnmoHe, n0Js B3POC/IbIX IMMAalMEHTOB B
KaXIOM 13 HUX U 10J151 O0JbHBIX pEermoHa oT Yuncja naifue€HTOB B COOTBETCTBYIOIIEM (bez[epanb—
HOM OKpYT€ 1 OT 00111ero KOJIMYecTBa.
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Tabauya 1
Yucao écex nayuenmos ¢ cybsexkmax P®, npedcmagaennvix 6 pecucmpe

00N O O b OND =

O MO agoagoabbD DDA DDA D000 W0WNRNNNNNDNRDNDRDIRN= = o = = o d g
A ON = O © 0O NOOUGHON=0 © 00 c h WON=0O©0NOGAHON=0©0~NOOOGH»®N=00O0NOGGL®N-=0

Cy6bekT PO ®depepanbHbiii | AGcontoTHoe ynucno | flons B3pocnbix, % | Aons B dpenepansb- Lons B oGwem
oKpyr NauMeHToB, n HOM oKpyre, % peructpe, %
r. Mockea 110> Te) 402 36,8 39,8 12,7
r. Cankr-lMetepOypr C3d0 163 27,6 58,6 5,1
AnTaiickuii kpai Ch0 55 10,9 12,2 1,7
Amypckas o6nacTb ABDO 6 33,3 5,3 0,2
ApxaHrenbckasi 06nactb C3d0 7 57,1 255 0,2
AcTpaxaHckasi 06nacTb 10d0 18 33,3 6,2 0,6
Benropopackas o6nacTtb Lueo 13 38,5 1,3 0,4
BpsHckas o6nactb L»o 15 13,3 1,5 0,5
Bnapummupckas obnacTtb ueo 30 36,7 3,0 0,9
Bonrorpapckas o6nactb JeJo:Te] 15 40,0 5,2 0,5
Bonoroackasi o6nactb C390 18 5,6 6,5 0,6
BopoHexckas o6nactb udo 69 34,8 6,8 2,2
3abaiikanbCcKuii Kpai co0 25 12,0 5,6 0,8
WBaHoBCckaa o6nacTb uoo 25 24,0 2,5 0,8
WpkyTckas obnactb (o0:]0) 51 21,6 11,4 1,6
KabapauHo-Bankapckasa Pecny6nuka CK®dO 4 0,0 2,9 0,1
Kanununrpapckas o6nactb Cc3d0 22 13,6 7,9 0,7
Kanyxckas o6nactb uodo 30 26,7 3,0 0,9
Kamuarckuii kpait ABdO 5 0,0 4,4 0,2
KapauaeBo-Yepkecckas Pecny6nuka CK®O 16 0,0 11,7 0,5
Kemepogeckas o6nacTb cdo 55 18,2 12,2 1,7
Kupogeckas o6nactb nB®O 6 0,0 0,9 0,2
KocTtpomckas o6nactb uodo 14 71 1,4 0,4
KpacHopapckuii kpait 0®0 93 19,4 32,0 2,9
KpacHosipckuii kpait Ch0 77 10,4 17,1 2,4
KypraHckas o6nacTb Yoo 14 28,6 6,1 0,4
Kypckasi o6nactb oo 10 0,0 1,0 0,3
JleHuHrpapackas o6nactb C3d0 28 21,4 10,1 0,9
Jiuneukas o6nactb 110> Te) 20 35,0 2,0 0,6
MarapaHckas o6nactb ABDO 1 0,0 0,9 0,0
MockoBckasi o6nactb Lu»o 225 27,6 22,3 7,1
MypmaHckas o6nacTb C3d0 10 40,0 3,6 0,3
Huxeropopackas o6nacTtb nB®»O 105 17,1 15,8 3,3
HoBropopckas o6nactb C390 5 0,0 1,8 0,2
HoBocubupckas o6nactb (ol:Te] 68 14,7 15,1 2,1
Omckasi o6nactb cPo 66 33,3 14,7 2,1
OpeHbyprckas o6nacTtb nB®»O 65 21,5 9,8 2,1
OpnoBckas o6nacTtb udo 6 33,3 0,6 0,2
MNMeH3eHckasa o6nacTb nBdO 12 25,0 1,8 0,4
Mepmckuii kpai nB®»O 52 25,0 7,8 1,6
MpuMopckuii kpait AB®O 50 32,0 44,2 1,6
MckoBeckasa o6nacTb c3d0 4 25,0 1,4 0,1
Pecny6nuka Apbires {eJ:To] 5 20,0 1,7 0,2
Pecny6nuka BawkopTocTaH nB®O 79 31,6 11,9 2,5
Pecny6nuka Bypsatus coo 25 16,0 5,6 0,8
Pecny6nuka flarectaH CK®dO 1 18,2 8,0 0,3
Pecny6nuka Kanmbikus 10®0 1 100,0 0,3 0,0
Pecny6nuka Kapenus C3d0 4 0,0 1,4 0,1
Pecny6nuka Kommn C3%0 17 5,9 6,1 0,5
Pecny6sivka Kpbim 0®0 59 16,9 20,3 1,9
Pecny6nvka Mapuii 9n nBoo 5 40,0 0,8 0,2
Pecny6nuka MoppaoBusi nBdo 17 23,5 2,6 0,5
Pecny6nuka Caxa (kytus) ABDO 8 12,5 7,1 0,3
Pecny6nuka CeBepHas OceTtus CK®O 6 0,0 4,4 0,2
Pecny6nuka TatapcTaH nB»o 114 31,6 17,2 3,6
Pecny6nuka TbiBa Ch0 1 100,0 0,2 0,0
Pecny6nvka YaMypTus nBd»o 22 36,4 3,3 0,7
Pecny6nuka Xakacus Ch0 13 15,4 2,9 0,4
Pecny6nuka YeuHa CK®O 38 5,3 27,7 1,2
Pecny6nuka Yyeawus nB®O a7 44,7 7,1 1,5
PocToBckasa o6nacTb I0P0 88 9,1 30,2 2,8
Psa3aHckasa o6nacTb ueo 12 41,7 1,2 0,4
Camapckas o6nacTb nB®»O 98 26,5 14,8 3,1

"



Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

‘ Ne Cy6bekT PO ®depepanbHbiii | AGconioTHOe uncno | flons B3pocnbix, % = [ons B pegepanb- Hons B oOwem
OKpyr MauneHTos, n HOM okpyre, % peructpe, %

65 Caparoeckasi o6nactb nedo 16 62,5 2,4 0,5

66 CaxanuHckas o6nacTb AB®O 5 20,0 4,4 0,2

67 Ceepanoeckas o6nactb Yoo 93 19,4 40,6 2,9

68 CeBactononb 10d0 12 41,7 4.1 0,4

69 CmoneHckas o6nacTb oo 22 18,2 2,2 0,7

70 Craspononbckuii kpai CK®O 62 25,8 45,3 2,0

71 TambGoBckas o6nactb Luoo 20 20,0 2,0 0,6

72 Teepckas o6nactb oo 17 17,6 1,7 0,5

73 Tomckas obnactb (22 ]0) 13 15,4 2,9 0,4

74 Tynbckas o6nactb Loo 29 31,0 2,9 0,9

75 TiomeHckas o6nactb Yoo 39 12,8 17,0 1,2

76  YnbsiHoBCKas o6nacTb nBdO 25 24,0 3,8 0,8

77 XaGapoBckuii kpai AB®O 38 18,4 33,6 1,2

78  XaHnTtbl-MaHcuiickuii AO - Orpa Y®0 4 100,0 1,7 0,1

79 MYensiGuHckas o6nactb Y®O0 68 26,5 29,7 2,1

80 S§HAO Y0 1 54,5 4,8 0,3

81 Spocnaeckasi o6nactb [1ToJo) 50 38,0 5,0 1,6
WUTOro: 3169 25,5 100,0

JInHamMuKa 4MCIeHHOCTU MareHToB B peructpe ¢ 2011 mo 2019 roasl npeacTapieHa Ha puc. 2.

049 3096 3142 3169

2916
2131
1968
1309
1026 I

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

Puc. 2. lunamuka yncieHHOCTU nanueHToB B peructpe ¢ 2011 mo 2019 roast

Ha puc. 3 npencrasieHa 1oJist NallMEHTOB KaXA0ro ¢enepaabHOro okpyra B o01Iei YucieH-
HOCTH TallMeHTOB.
Ha puc. 4 otpaxkeHO abCOMIOTHOE YKCIIO AE€Tei U B3pOCHbIX B (DenepaibHbIX OKpyrax

138
138

m L®O
m C300
® 1000
m MBOO
226 YOO
® CPO
QBP0

u CK®O

292

Puc. 3. [lonst maneHTOB Kaxmoro (eaeparbHOTO OKpyra B O0IIel YMCIEeHHOCTH manueHToB PO
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LeHTpanbHbIl denepanbHblilt OKpyr
CeBepo-3anaaHbiii penepanbHblii OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBONXKCKUI besepanbHbIi OKpyr

|
\
|
\
|
\
|
\
. . |
Ypanbckuin bepepanbHblii OKpyr |
| B [etn
\
|
\
|
\
|
\
|
\

Cunbupckuii desepanbHblit OKpyr
B B3pocnble
[anbHeBOCTOUHbIN deaepanbHblii OKpyr
CeBepo-KaBKasckuii desepanbHblii OKpYr
Mocksa
CaHkT-MNeTepbypr
1
1200

Puc. 4. AGcomoTHOE YKCTIO IeTell U B3POCIBIX B KAXKIOM OKpyTe

Ob61masg cyMMupylomiass MHGOPMAILUS IO PETUCTPY B CPAaBHEHUM ¢ JAHHBIMU TIPEIBIIYIINX
JIeT TipeJcTaByieHa B TadJ. 2.

Tabauua 2
OcHrogHble noxasameau, OMpajNcarouue Op2aHu3auUI0 NOMouU GOALHBIM MYKOBUCUUO030M
u ux cocmosnue 300poevs 3a 2011-2019 ee.

\ Mokaszatens \ 2011r. \ 2017r \ 2018r \ 2019r \
06wee yncno 1026 3096 3142 3169
XMBbI, N 1011 3047 3091 3117
ymepnu, n 15 49 51 52

Bo3spacrT, rogb!

M+ SD 11,5+8,9 12,1+9,4 12,8+ 9,6 13,2+9.8
Me (25th — 75th pctl) 10,8 (5,7-18,3)
Me (IQR) 9,5(14,0) 9,7 (11,9) 10,4 (12,4) 10,8 (12,5)
[ong naumeHToB B Bo3pacte > 18 net, % 25,0 22,3 24,7 25,5
M+ SD 3,3%+5,5 3,1+6,1 3,1+6,1 3,2+6,4
Me (25th — 75th pctl) 0,4 (0,1-3,0)
Me (IQR) 1,0 (4,0) 0,5 (2,9) 0,5 (2,9) 0,4 (2,9)
MekoHueBbIli uneyc
BCero, % 5,4 8,1 8,5 8,7
Xupypruveckoe nocobue, % 4,8 7,0 7,4 7,6
KOHCepBaTUBHas Tepanus, % 0,6 1,1 1,1 1,1
B OTYeTHOM roay, % 8,7 9,2 1,9 15,2
Xupypruveckoe nocoéue,% 8,7 7,2 10,7 13,7
KOHCepBaTUBHasa Tepanus, % 0 2,0 1,2 1,5
Bcero, % 28,8 47,8 48,2 49,7
B OTYETHOM ropy, % 78,3 66,0 72,9 64,9
FeHeTu4eckoe uccnepoBaHue
oxsar, % 91,8 92,4 94,3 95,0
[0NA BbIABNEHHbIX reHeTUYECKUX BapnaHToB, %* 80,0 88,3 89,3 90,2
— ABa BbISIB/IEHHbIX FTEHETUYECKUX BapUaHTOB, %* 69,1 80,2 82,4 83,5
— OAVH BbISIBNIEHHBI reHeTU4Yeckuii BapuaHT, %* 21,4 16,1 14,0 13,3
— 06a reHeTU4ECKUX BapUaHTOB He BbiSiBNIEHbl, %* 9,5 3,7 3,7 3,2
F508del / F508del,%* 32,1 29,6 29,7 30,0
F508del / HeF508del, %* 41,2 46,4 46,7 46,2
HeF508del / HeF508del, %* 26,7 24,0 23,6 23,7
F508del, annenbHas yacTtoTa, %* 52,79 52,81 53,05 53,14
CFTRdele2,3, annenbHag yactoTta, %* 6,32 6,21 6,09 6,18
E92K, annenbHas yactora, %* 2,65 3,00 3,04 3,11
Staphylococcus aureus, % 58,4 57,1 58,4 61,5
MRSA, % - 4,0 4,1 41

Pseudomonas aeruginosa




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepaumn. 2019 rog

Mokazatens \ 2011r. \ 2017r \ 2018r 2019r
— XpoHu4Yeckoe uipuumnposanue, % 32,3 32,4 33,0 34,3
— UIHTEPMUTTUPYIOLLNIA BbICEB, % 15,1 14,9 15,0 15,8
Burkholderia cepacia complex, % 7,0 6,2 5,8 55
Stenotrophomonas maltophilia, % 3,4 3,5 4,3 5,9
Achromobacter spp., % - 4,6 5,8 6,6
HAroo, % 13,4 141 8,9 1,0
HeTy6epkynesHbiit MukobakTepuos, % 1,6 0,7 0,9 1,0
Haemophilus influenzae - - 4,7 5,8
PecnupatopHas ¢yHkums
DXEN, %ponx. 84,6 = 30,1 84,5+23,1 84,6 + 21,8 84,6 + 21,6
ODB, %ponx. 74,6 +294 75,4+25,3 77,6 £ 26,1 77,6 £ 26,2
HyTputuBHbIN cTaTyc
meauaHa nepueHtuna UMT cpenu petei 29,0 (55,6) 29,5 (50,1) 29,1 (48,9) 30,5 (49,5)
Me (25th — 75th pctl) 30,5 (10,6-59,9)
meauaHa UMT cpeam B3pocbix 18,8 (3,9) 19,0 (4,2) 19,1 (3,8) 19,1 (3,8)
Me (25th — 75th pctl) 19,1 (17,4-21,2)
OcrnoxHeHus 3a6oneBaHMs B OTYETHOM roay
Annepruyeckuii GpoHX0NeroYHblit acneprunnes, % 1,3 1,5 2,0 2,3
CaxapHblii auabeT Cc NPpUMEHeHneM UHcynuHa, % 3,2 3,2 2,7 3,3
MHeBMoOTOpakc, NoTpeGoBaBLUKit APeHUPOBaHUS, % 1,5 0,6 0,5 0,7
Liuppo3 neyexun
— C MOPTasNibHOM rMNepTeH3nein / runepcnneHn3mom, % 4,2 4,5 3,9 4,9
- 6e3 nopranbHoii runepTeH3nu / runepcnneHnsma, % 4,3 2,3 2,2 2,3
— O HanU4uu rMNepTeH3um Hem3BecTHoO, % 0,3 0,7 0,4 0,3
MopaxeHue nevyeHn 6e3 uupposa, % 23,2 15,9 11,9 13,0
TlerovHoe kpoBoTeyeHue, % 2,6 1.5 0,9 1,0
OcTteonopo3 (HU3kas KocTHasa macca), % 14,5 6,3 6,9 6,4
Monuno3 BepxHuX AbixaTeNbHbIN nyTen, % 15,0 23,6 28,3 33,4
ANeKTponuTHble paccTpoiicTBa, % 4,0 2,9 2,9 3,2
Hanuume oHkonornyeckoro 3abonesanus, % 0,4 0,2 0,2 0,2
Amunowngos, % 0,2 0,1 0,1 0,1
CuHApOM AMCTanbHOW UHTECTUHANbHOW 06CTpyKUMUK, % = - 1,7 1,7
Tepanus B oTYETHOM roay
T'vnepToHnyeckuii pacTBop HaTpua xnopuaa, % 8,7 63,0 67,6 71,5
AHTUOMOTUKMN MHraNsLUNOHHbIE, % 41,3 48,5 45,9 46,7
AHTUOGMOTUKMN BHYTPUBEHHBIE, % 70,9 56,4 38,0 33,2
AHTUOGMOTUKM NepopanbHbie, % 69,1 70,8 59,4 55,0
BpoHxoaunararopsbl, % 63,0 53,4 49,9 50,5
CTtepounabl UHransuuoHHble, % 26,8 17,2 14,9 14,6
Crepouabl cucteMHble, % 8,3 4,7 3,7 3,4
[opHa3sa anbda, % 93,4 94,9 95,7 95,8
A3UTpoOMUUUH B CYyGMHrMGupyioLwweit nose, % 34,7 30,1 31,9 30,6
Ypcopesokcuxonesas kucnora, % 93,2 89,6 88,6 87,9
NaHkpeaTnyeckne bepmeHTbl, % 94,2 93,5 92,2 90,8
JXupopacTBopuMble BUTaMUHbI, % 88,1 89,6 88,9 88,3
Kunesutepanus, % 79,9 82,8 80,0 79,4
Kucnopoporepanus, % 6,2 4,1 4,5 4,5
WHrMomTOopbI NPOTOHHOM NOMIbI, % - - 18,8 20,3
Wxranaumm manvuutona, % - - - 3,2
TpaHcnnaHTaums 3a OTYETHbIN roA
— Nnerkux, n 1 8 9 7
— neyeHu, n 0 0 4 2
— noyek, n 0 0 1 0
cevepro |
Yucno ymepuumx 15 49 &l 52
M £ SD, rogbl 15,9+ 12,7 22,0+9,9 22,6 +9,9 22,5%12,2
Me (25th - 75th pctl) 22,4 (14,9-28,5)
Me (IQR), roap! 17,4 (25,0) 22,5 (13,0) 23,0 (14,4) 22,4 (13,8)
Mpu4nHbl cMepTn
— GpoHxonero4Has, n 13 41 44 39
— BOAHO-3/1EKTPOJITHbIE PACCTPOICTBA, N 1 - - -
— NopaxeHue nevyeHun, n - 2 2 3
— Hec4acTHbIA cnyyaid, n = = = =
— CBfi3aHHas ¢ TpaHCNnaHTauuewn = 4 2 3

— ocTpasi no4ye4Has HelOCTaTO4HOCTb, N - = -
— OHKOMOrus, N = = - _
— He CBfi3aHa C MyKOBMCLIMA030M = = -
- apyras, n = 2 -
- NPUYUHA CMEPTU HEU3BECTHA, N 1 = 3

w NN
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06was uHdopmaums

BospacTHas 1 nosioBasi CTPYKTypa 60J/ibHbIX MYKOBUCLUO,030M

PacrnipenesieHue G0JBbHBIX MYKOBUCIIUAO30M B 3aBUCMMOCTU OT BO3pacTa MpEeACTaBICHO Ha
puc. 5. CpenHuit Bo3pact 60abHbIX B 2019 rony coctaBun 13,2 = 9,8 net, Menquana Bo3pac-
ta — 10,8 (5,7—18,3) net. Camblil cTapiiuii mauueHT B otyeTHOM 2019 rony HabGmogancs B
r. Mockse. Ero Bospact — 69,9 ser, Bo3pact camoro muaziiero — 0,04 roma. [1oJist B3pOCIbIX
rnmanueHToB (> 18 jer) — 25,5%. Cpenu naureHToB ¢ MB He3HAUMTEIbHO MpeobIanail MyX-

yyHbI U coctaBuan — 51,0%, xenmuusl — 49,0%.
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Puc. 5. Tucrorpamma Bo3pacta 60bHbIX. OCbh abCIICC — BO3pacT, TOAbl, OpAMHAT — Yuciao, N
[TostoBOI cocTaB B 3aBUCUMOCTH OT BO3pacTa npeacTaB/ICH Ha pUC. 6
2@y B myKunHbI B xeHwmHbI
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Puc. 6. [1on0Boi#1 cOCTaB MAIMEHTOB B 3aBUCIMOCTH OT BO3pacTa

Yucno 60nbHbIX, N
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

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

Tabauua 3

Cpeodnuil 6o3pacm u meduana 603pacma nNAUUEHMo8 6 peuoHax

‘ Okpyr M + SD, roab! Me, roab! ‘ IQR ‘ 25th percentile ‘ 75th percentile ‘
LieHTpanbHbiii O 14,4+10,8 11,7 14,5 6,2 20,6
CeBepo-3anagHblit PO 12,6 £+ 11,8 10,2 13,4 4,3 17,7
HOxHbI ®O 12,5+8,6 10,7 9,5 6,2 15,7
MNpueonxckuit O 13,7+9,4 11,5 12,4 6,5 18,9
Ypanbckuit PO 12,8 £9,0 10,8 11,5 5,7 17,0
Cubupckuit 0 11,6 + 8,7 9,3 9,9 5,5 15,4
[anbHeBOCTOuYHBINH DO 12,4+ 9,6 10,7 12,1 4,8 16,9
CeBepo-Kaekasckuit @O 10,4 +8,8 8,1 10,0 4,3 14,1
r. Mockea 16,2+ 12,1 12,7 18,0 6,8 24,7
r. CaHkT-MeTepOypr 13,0+ 11,7 9,4 15,7 3,6 19,1

AunarHoctuka mMykoBucuuao3sa

I'mcTorpammMa Bo3pacTa yCTaHOBJICHMS JMArHO3a B OOIIIEM IO TPYIIIIe OTpakeHa Ha puc. 7.
CpeaHuii BO3pacT MOCTAaHOBKM AMArHo3a cocrtaBui 3,2 * 6.4 jneT, MearaHa BO3pacTa yCTaAHOB-
neHus auarHosa — 0,4 (0,1-3,0) net. B Bo3pacrte mocie 18 et 3aboaeBaHNe TUarHOCTUPOBA-
snochb y 3,6% ot obiuero uncia 60gbHbIX Uy 14,1% oT uncia B3pocabiX. MUHUMAJIbHbINA BO3-
pacT yCTaHOBJICHMS AMATHO3a — IIPU POXKIAECHUU, MAKCUMaIbHbI — B 59,0 neT.

I1o HeoHaTaIbHOMY CKPUHMHIY AMArHO3 ObUT ycTaHOBJEH 49,7 % nauueHTaM.

2500 100
L 90
3
- 2000 .30;1;
g L70 ©
= 15}
% 1500 L60 2
§_ =®
@ +50 2
= )
o 1000 L40 =
S S
E r30 3
500 L20 =
L 10
0 )
o n g8 530008333 ITIER
© N & O X 5§ O 0O AN TN D A MW N D A MWD 0
A Hd d +d 4 &N &N NN N N ™M 0 on 0o 60 < S S on

Bospacr, roapl

Puc. 7. T'ucrorpamma Bo3pacta yCTAaHOBJIEHMS IMarHo3a B Pa3JIMUHbIX BO3PACTHBIX IPYITIAX

B0 m——m—m—

10 F———

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

Puc. 8. Jloys mManueHTOB ¢ YCTAHOBIEHHBIM IUArHO30M 10 HEOHATAILHOMY CKPUHUHTY B OOIIEH MOMYJISIHANA OOJbHBIX MYKOBUCIHIO30M 3a
2011-2019 rr.
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OuarHoctuka

LleHTpanbHbIl pepepanbHblili OKpYr
CeBepo-3anagHbiii pesepanbHblili OKpyr
HOKHbIN desepanbHblii OKpyr
MpuBoMKCKMIA deaepanbHbIvi OKpyr
Ypanbckuin besepanbHblii OKpyr
Cubupckuin degepanbHblit OKpyr
[anbHeBOCTOUHbIV dpeaepasnibHblili OKpYT
CeBepo-KaBKasckuii pesepanbHbili OKpyr
Mocksa

CaHKT-MeTepbypr

f t t t t t

\
\
\
\
\
\
\
\
t
0 10 20 30 40 50 60 7

Puc. 9. D,OJIH MAalMEHTOB, IMAaTrHO3 KOTOPLIM YCTaHABJIMUBAJICA IO HEOHATAJIbHOMY CKPUHHWHTY (CI/IHI/II‘/'I LBET — JUArHo3 YCTaAaHOBJICH ITO HEOHATAJIb-
HOMY CKPUHUHTY, KpaCHbIIyI LUBET — AMArHO3 YCTAHOBJIEH I1O KIMHUYECKHUM CI/IMl'lTOMaM)
Ha puc. 8 mpencrasieHa gauHaMuKa JIOJIM MAalIMEHTOB, TMArHO3 KOTOPBIM ObIJ YCTaBJIEH IO
HeoHaTalbHOMY CKpUHMHTY B 2011—-2019 rT.
Ha puc. 9 npencraBneHa nost 601bHBIX, TMarHO3 KOTOPBIM YCTAHABIMBAJICS 10 HEOHATAb-
HOMY CKPUHUHTY.
CpenHuii BO3pacT U MequaHa Bo3pacTa yCTAHOBJIEHUS TMarHo3a MnpeacTaBieHbl B Tad. 4.

Tabauua 4

Cpeonuii 6o3pacm u meduana 603pacma yCmanoG.1eHUs OUALHO3A

‘ Okpyr M + SD, roab! Me, roab! ‘ IQR ‘ 25th percentile ‘ 75th percentile ‘
LieHTpanbHbiii O 3,8+7,4 0,4 3,9 0,1 4,0
CeBepo-3anagHblit PO 3,4+7,4 0,3 2,1 0,1 2,2
HOxHbI ®O 2,9+5,1 0,6 2,8 0,2 3,0
MNpueonxckuit O 3,2+6,1 0,5 2,8 0,2 3,0
Ypanbckuii @O 2,6+4,6 0,4 2,2 0,2 2,3
Cubunpckuit GO 2,5+5,4 0,3 1,7 0,1 1,8
JAanbHeBOCTO4HbI PO 2,9+5,7 0,4 2,8 0,1 2,8
CeBepo-Kaekasckuit @0 2,8+6,4 0,3 0,8 0,2 1,0
r. Mockea 4,8+9,3 0,4 4,9 0,1 5,0
r. CaHkt-lMeTepOypr 4,3+9,1 0,2 3,0 0,1 3,1

MekoHMEeBBI MileyC ObUT AMaTHOCTUPOBAH MPU POXICHUN y 275 HabomaeMbIX OOJbHBIX,
239 u3 HUX TTOTPeOOBAIOCH XUPYPTUUecKoe mocodue. 1ost 60IBHBIX ¢ MCKOHUEBBIM UJICYCOM
B perMoHax oTpaxeHa Ha puc. 10.

LleHTpanbHbIVi peaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHbliii OKpyr
HOKHbIN beaepanbHblit OKpyr

MpuBoMKCKMI deasepanbHbIi OKpyr
= Xupypruyeckoe

o . nocobue
Ypanbcknin depnepanbHblil OKpyr

m KoHcepBaTuBHas

Cunbupckuii desepanbHbIin OKpyr e

JanbHeBOCTOYHbIV desepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbIii OKpyr
Mocksa

CaHkT-MeTtepbypr %

Puc. 10. Jomnst 60JIbHBIX C MEKOHUEBBIM UJIEYCOM
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

AunarHoctuka B 2019 rony

3a OTYETHBIN ToJ MMarHO3 MYyKOBUCIIMIO3a BIEPBbIe ycTaHOBIEH 131 manueHTy (cpemHuii
Bo3pacT coctaBui 4,4 + 9,7 ner, Mmennana Bo3pacta — 0,8 (0,9) mer): 121 maumeHTam o 18 jet
u 11 naumenTtam ctapuie 18 net. 1o HeoHaTaTbHOMY CKPUHMHTY AMArHo3 ObLT YCTaHOBJIEH 85
MalyeHTaM, 4T0 COCTaBUIIO 64,9% OT BcexX BBISIBJIEHHBIX CIIy4aeB MyKOBUCIMA03a 3a OTYETHBIN
roa. MekoHMeBbI nieyc ObUT AuarHoctupoBaH y 20 nauureHToB (15,2% oT ymncia ycTaHOBJIEH -
HBIX TUarHo30B), 18 GOJIbHBIM MOTPEOOBATIOCH XUPYPTUUYECKOE TTocodre. MUHUMAIbHBINA BO3-
pacT yCTaHOBJICHUs MarHo3a B OTYETHOM TOAY — TIPU POXAEHUU, MaKCUMaIbHBIH — B 59,5
siet. ['mcrorpamma Bo3pacTa yCTaHOBIIEHMS IMArHO3a B OTYETHOM TOMy OTpaxkeHa Ha puc. 11.
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BospacrT, roapl
Puc. 11. Tucrorpamma Bo3pacta ycraHoBJIeHUs auarHosa B 2019 roay

MNMoToBbIN TecT

Ha puc. 12 mpenctaBieHo COOTHOIIIEHUE THIIA TIOTOBOTO TeCTa, a B Ta0JI. 5, v Tab. 6 pa3mu-
YUsST MEXKIY IEThMH W B3POCITBIMU.

Tabauua 5

Xapaxmepucmura no npoeedenuto nomogozo mecma 1y demeii u 63pocavix

‘ Fpynna ‘ Het uudpopmauun/He genanm, n (%) ‘ TutpoBanue, n (%) MpoBoaumoCTb, n (%) ‘
Detn 178 (7,5) 553 (23,4) 1631 (69,1)
Bapocnbie 105 (13,0) 497 (61,6) 175 (25,4)

Tabauua 6

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

‘ pynna ‘ Het nndopmauuu/He penanu, n (%) ‘ TutpoBaHue, n (%) MNposoaumocTsb, n (%) ‘
Detn 940 (39,8) 338 (14,3) 1084 (45,9)
B3apocnbie 452 (56,0) 182 (22,6) 173 (21,4)

100,0

80,0

60,0 = [lposBogmMmocTb

% = TutpoBaHue

m He genanun
40,0
m Het nndopmauum

20,0

0,0

MoToBsbIn TecT 1 MoToBbIN TeCT 2

Puc. 12. XapakrepucTtuka notoBoro tecrta 1 u 2
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OwnarHocTtuka

Cpenu 3aroTHeHHBIX TaHHBIX Y 5,3% GOJBHBIX B peTUCTpe He 3a(PMKCUPOBAHO HU OTHOTO
TTOJIOKUTETBHOTO ITOTOBOTO TecTa, Y 41,1% GONBHBIX OTMEUeH XOTSI ObI OMUH TIOTOXUTETbHBIN
MTOTOBBIN TecT, y 53,6% — MBa TTOTOBBIX TECTA MOJIOXUTETbHBIE. [10JI0KUTETEHBIM ITOTOBBIM Te-
CTOM CUUTATKCH MTOKA3aTeIN: Il MeTona TUTpoBaHus 60 1 Goyee MMOJTb/JI, IUTSI TIPOBOIUMO-
ctu — 80 u Gosiee MMOJIb/JI, IOrpaHUYHbIe 3HaYeHUs: 30—59 mMmoab/a u 50—79 MMonb/a s
TUTPOBAHUS U TTPOBOJMMOCTH, COOTBETCTBEHHO.

B 1ab:1. 7 oTpaskeHbI paz Iy MEXIY B3POCIBIMU U NETHMU IO CTPYKTYpPE TIOTOBOTO TECTA.

Tabauua 7
Coomuowenue uHQOPMamueHoOCmu NOM06020 necma y 0emeii U 83pocablx

Ha puc. 13 u B Ta01. 8 oTpakeHbl MoKa3aTeJIM MOTOBOIO TeCTa, MPOBEACHHOTO TUTPOBAHUEM.

CpenHue nokasaTe IIOTOBOTo TecTa 1 METOI0M TUTPOBaHMS cocTaBuiu 98,3 + 25,9 MMosb/i1,
mennana 100,0 (36,0) mmonb/m, y geteit — 99,8 & 24,6 mmoib/in, meauana 102,0 (31,5) Mmoinb/,
y B3pocibix — 96,6 + 27,1 mmonb/1, Mmeauana 95,0 (37,2) MMoub/I1.

Tabauua 8
Cmpykmypa 3nauenuil nonmoeozo0 mecma, npo6edeHHo20 MUMpoSaHuem

Mpumeyanme: * — B 20 TecTax 3HaveHne GblIo Ha BEPXHEN rpaHuue n pasHo 160 MMonb/n. Mpu ypoBHe Bbilwe 160 MMOIIb/N NOTOBbINM TECT AOMKEH GbiTh NepeaenaH (Takve AaHHbIe
He BK/IOYanu B aHanma).

Tabauua 9
Cmpykmypa 3HaueHuii noMo6020 mecma, npoedeHH020 Menodom npoeooUMOCIU

MpumeyaHve: * — B 1 TecTe 3Ha4eHue GbINO Ha BepxHel rpaHuLie 1 paBHo 170 MMonb/n. 3HaveHus Boiwe 170 Henb3s cumTaTbh 4OCTOBEPHLIMU, MNOTOBLIN TECT AOMKEH ObiTb Nepene-
NaH (Takne JaHHble He BKIOYanM B aHanm3).
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,
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Puc. 13. TTokazaTeau 1oToBOro Tecra, MpoBeIeHHOI0 TUTPOBAHUEM

CpenHue 1moKas3aTe/v TOTOBOTO TECTa 2 METOIOM TUTpoBaHusI cocTaBwim 102,8 £ 25,2 Mmosb/,
Menuana 104,0 (34,0) mmodb/n, y aeteit — 103,6 + 24,7 mmonb/1, Menuana 106,0 (32,0) MMoJib/i1,
y B3pocibix — 101,2 + 26,0 mmonb/i, meauana 100,0 (34,0) MMOIIb.

Ha puc. 14. u B Taba. 9 oTpaxkeHbl MoKa3aTrejad MOTOBOTO TeCTa, MPOBEACHHOTO METOIOM
IIPOBOAVMMOCTH.

CpenHue 1oKasaTe)ii I0TOBOro Tecta 1 MeTonoM nmpoBoauMoctu coctaBwiv 106,8 + 20,9 Mmmob/,
Menuana 110,0 (24,0) mmonb/1, y aeteii — 107,6 & 20,4 mmonb/n, meauana 111,0 (23,0) MMoJib/i1,
y B3pocnbix 100,2 &+ 23,9 mmosb/n, meauana 101,0 (34,8) mmonb/1.

CpenHue mokasaresiv IOTOBOTO TeCcTa 2 METOIOM MpoBoauMOcTH coctaBwiu 107,8 £ 21,2 Mmmonb/1,
Memnrana 110,0 (24,0) mmonb/m, y aereit — 108,7 £ 20,8 mmonb/n, menuana 110,0 (23,0) Mmosb/m,
y B3pocnbix — 102,2 + 23,0 mmonb/a, meauana 102,0 (33,0) MMosnb/1.
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Puc. 14. IToka3zaTenu moToBOro TECTa, MMPOBEACHHOI'O METOAOM ITPOBOANMOCTHU
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lFeHeTuka

NleHeTukKa

B Hacrosiee Bpemst onucano 6osiee 2000 MyTaiuii Ui BApUAHTOB HYKJIEOTUIHON TOCe-
noBatenbHocTH TeHa CFTR (v TeHeTUYeCKUi BapraHT) (B MaTbHENIIEM IO TEKCTY — TeHeTH -
yeckue BapuaHThl). [To coctositHuio Ha 04 deBpansg 2021 roma Ha BeO-caiiTe MeXIyHAPOIHOTO
npoekta CFTR2 (https://cftr2.org) npencrapieHo 360 MaTOreHHbIX TEHETUYECKUX BApUAHTOB
HyKJIeoTUIHOH mocnenoBatenbHocty reHa CFTR (FBHIT CFTR). OHu TIpETsITCTBYIOT CUHTE3Y
6enka CFTR, ero TpaHCTIOPTY K alIMKAJIbHOI MeMOpaHe KJIETKW WA HapyIIaoT ero (PyHKITUIO
B KauecTBe KaHaja aHMOHOB xjiopa. B 3aBucumocTtu ot BiusgHus Ha dyHkuuio 6enka CFTR
WX TIOPA3aeoT Ha 6 OCHOBHBIX Kj1accoB (puc. 15). [IpuBeneHa ynpolleHHasi cxema, Tak Kak
OJIVH Y TOT X€ BapUaHT MOXET BbI3BaTh HECKOJIbKO BUIOB HapyIIEeHUSI pabOThI OejKa, U He IS
BCeX BapMaHTOB HYKJIEOTUAHON TocnenoBarenbHocTn reHa CFTR omnpeneneH kiacc. B takux
CJIydasix Mbl OTMEYaeM, UYTO KJIACC «HE OTIPEIEIICH».

Puc. 15. PacnipeneneHre nMaToreHHbIX BAPUAHTOB HYKJIEOTUIHOM MociieoBaTeibHOCTH reHa CFTR (MyTanuii) 1o Kjiaccam (pMCYHOK 3aMMCTBOBaH
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, ¢ UBMEHEHUSIMU)

[MarorenHbie BapuaHThl HyKJIeoTUaHOM nocnenoBarenbHocT reHa CFTR 1, 11 u 111 knaccos
MPUBOJIAT K MOJTHOMY WJIY TTOYTHU MOJTHOMY MPEKPALIEHUIO (DYHKIIMY XJIOPHOTO KaHaja, U OTHO-
CATCS K «TSKEJbIM» BapuaHTaM, TOTAa Kak npu BapuaHTtax [V—VI kitaccoB coxpaHsieTcst octa-
TOYHas (PYHKIIMS XJIOPHOTO KaHaJla, YTO MO3BOJISIET UX OOBEAUHUTD B TPYIIILY «MSTKUAX» Bapu-
aHTOB HYKJIEOTUIHOM mocienoBatesbHoCcTH TeHa CFTR. «TskecTb» BapraHTa OINpenesieT CTe-
MEeHb HapyIIEeHUs BHEIIHECEKPETOPHOU (PYHKIUU MOKEITYTOYHON XKeye3bl. « Msirkue» Bapu-
aHTbl reHa CFTR TOMUHUPYIOT HAJI «TSKEJIBIMUA» B OTHOIIEHUM IMTAHKPEaTHIecKoro (heHoTua.

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpurBOMKCKMIA hesepanbHbIi OKpyr
Ypanbckuii pesepanbHblit OKpyr = [poseaeHo
Cnbupcknin depepanbHblit OKpyr m He npoBoAMAOCh
[anbHeBOCTOYHbIN dhesepanbHbIi OKpyr
CeBepo-KaBKasckuii dbesepanbHbiii OKpyr

Mocksa

CaHkT-MNeTepbypr

Puc. 16. OXBaT reHETUYECKUM UCCIIeIOBAHNEM OOJIBHBIX MYKOBUCHMIO30M
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I'eHeTnyecKoe uccnegoBaHue ObLIO MPoBeaeHO 95,6% GonbHBIM. JleTsaM JaHHOE UCCIea0Ba-
HUe ObUTO MpoBeneHo B 94,8%, B3pocibiM — B 95,7% ciydaes.
OxBar reHETUYECKUM UCCIEN0BAHUEM B PETMOHAX MPEACTaBIeH Ha puc. 16.

LleHTpanbHbIN dpeaepanbHbIi OKpYr
CeBepo-3anagHblit deaepanbHbiii OKpYyr
HOKHbIN beaepanbHbIn OKpyr
MpuBOMKCKUI hesepanbHbIi OKpyr

m BbifABNEHbI
Ypanbckuin bepepanbHblit OKpyr
Cnbupcknin dbepepanbHblii OKpYr m He BblfiBNEHbI
JanbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKkasckuii desepasnbHbIi OKpyr

Mocksa

CaHkT-MeTepbypr

Puc. 17. JoJist BbISIBIEHHBIX TEHETUYECKUX BAPUAHTOB HYKJIEOTUIHOM nocienoBareibHocT reHa CFTR

CyMMapHas J0J1s1 BBISIBJICHHBIX ATOTEHHBIX BApMAHTOB HYKJICOTUIHOM IOCJIEI0BaTEIbHO-
ctu reHa CFTR B perrnoHax rokasaHa Ha puc. 17.

OO0mIast cyMMapHasi yacToTa MaeHTHU(ULIMPOBaHHBIX ajuieneil coctaBmia 90,0%. ¥V nereit
uneHTuduurpoBaHo 88,7% ajuieineit, y B3pociabix — 93,9%.

JluHamMuKa oxBaTa TeHETUYECKUM MCCIeI0BAHUEM U J0JIM HE BBISIBIICHHBIX TeHETUYECKUX Ba-
puaHToB reHa CFTR B 2011—-2019 rr. mpencrapiieHa Ha puc. 18.
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Puc. 18. JlInHamMuKa oxBaTa TeHETUYECKMM UCCIEIOBAHMEM U IO HE BBISIBICHHBIX TEHETUYECKHMX BAPUAHTOB HYKJICOTUIHOI MOCIEI0BATEIbHO-
ctu reHa CFTR B 2011-2018 rr.

YacToTa nMaToreHHbIX BApMaHTOB HYKJIEOTHUAHON nocienoBateabHocTU TeHa CFTR B cTpaHe
B Mopsiike yObIBaHMS MpenctasieHa B Tads. 10. Becero BoissBaeHO 212 maToreHHbIX BAPMAHTOB U
108 13 HUX HEOAHOKpPATHO. 24 TeHETUYECKMX BapMaHTa OTCYTCTBYIOT B MEXIYHApOJHBIX Oazax
CFTR — p.Leu518X, CFTRdele2-8, G1047S, p.Asp993Ala, p.Gly509Val, ¢.3815 3816insTTG,
c.605G>T, c.1017del, c.1262delC, c.1608delA, c.1708 1712delTTATT, c.353delC,
¢.3873+4485A>T, c.3893delG, ¢.3927 3938delGTGGAGTGATCA, c.71_72delTGinsA,
c.743+2T>A, CFTRdelel12,13, CFTRdelel1-22, CFTRdele8, p.Asn505His, p.Glu1433Gly,
p.Leu812X, c.4094delA. Bce BapuaHThl HYKJIEOTUAHOM TTocaeaoBareibHocTy reHa CFTR nipen-
craBieHbl B [IpunoxeHun 2.
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Tabauua 10
Anneabnasa wacmoma 2eHemMu4ecKux 6apuanmos Hykieomuonou nocaedosameavhocmu eena CFIR ¢ Poccuu
(npedcmasaenvt eenemuyeckue eapuanmol ¢ yacrmomoi 6oaee 0,10%)

‘ Nn/n HassaHue reHeTnyeckoro Haseanue no koaupyiowen AHK Haseanue rsiD Yactota, %
BapuaHTa no cuHTe3upyemomy Genky
2 F508del ¢.1521_1523delCTT p.(Phe508del) rs113993960 53,14
3 CFTRdele2,3 c.54-5940_273+10250del21kb p.(Ser18Argfs*16) not found 6,18
4 E92K c.274G>A p.(Glu92Lys) rs121908751 3,11
5 3849+10kbC->T c.3718-2477C>T No protein name rs75039782 2,29
6 2143delT c.2012delT p.(Leu671*) rs121908812 2,06
7 2184insA €.2052_2053insA * (c.2052dupA) p.(GIn685Thrfs*4) rs121908786 1,88
8 1677delTA c.1545_1546delTA p.(Tyr515%) rs121908776 1,76
9 N1303K ¢.3909C>G p.(Asn1303Lys) rs80034486 1,69
10 w1282X c.3846G>A p.(Trp1282*) rs77010898 1,63
11 L138ins c.413_415dupTAC p.(Leu138dup) rs397508679 1,46
12 G542X c.1624G>T p.(Gly542*) rs113993959 1,43
13 394delTT €.262_263delTT p.(Leu88llefs*22) rs121908769 0,85
14 R334W c.1000C>T p.(Arg334Trp) rs121909011 0,76
15 W1282R c.3844T>C p.(Trp1282Arg) rs397508616 0,56
16 *8$466X ¢.1397C>G p.(Ser466*) rs121908805 0,60
17 3821delT c.3691delT p.(Ser1231Profs*4) rs121908783 0,48
18 1367del5 c.1240_1244delCAAAA (c.1243_1247delAACAA) p.(Asn415*) rs397508184 0,46
19 $1196X ¢.3587C>G p.(Ser1196*) rs121908763 0,45
20 2789+5G>A €.2657+5G>A No protein name rs80224560 0,43
21 3272-16T>A c.3140-16T>A No protein name rs767232138 0,33
22 3944delGT c.3816_3817delGT p.(Ser1273Leufs*28) rs397508612 0,30
23 R1066C c.3196C>T p.(Arg1066Cys) rs78194216 0,30
24 W1310X c.3929G>A p-(Trp1310*) not found 0,30
25 712-1G->T c.580-1G>T No protein name rs121908793 0,23
26 621+1G->T c.489+1G>T No protein n ame rs78756941 0,20
27 R553X c.1657C>T p.(Arg553*) rs74597325 0,20
28 L1335P c.4004T7>C p-(Leu1335Pro) rs397508658 0,18
29 4015delA c.3883delA p.(lle1295Phefs*33) rs397508630 0,17
30 R1162X c.3484C>T p.(Arg1162*) rs74767530 0,17
31 1898+1G->C c.1766+1G>A No protein name rs121908748 0,15
32 CFTRdup7-11(6b-10%) c.(743+1_744-1)_(1584+1_1585-1)dup No protein name not found 0,15
33 R785X ¢.2353C>T p.(Arg785*) rs374946172 0,15
34 1898+1G->A c.1766+1G>C No protein name rs121908748 0,13
35 R347P c.1040G>C p.Arg347Pro rs77932196 0,13
36 S1159F c.3476C>T p.(Ser1159Phe) rs397508573 0,13
37 3849G->A c.3717G>A No protein name rs144781064 0,12
39 G85E c.254G>A p.Gly85Glu rs75961395 0,12
40 S945L c.2834C>T p.(Ser945Leu) rs397508442 0,12

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

JIBa BapmaHTa HYKJICOTUIHOM rTocienoBareabHocT reHa (BHIT) CFTR onpeneneHbl y 83,5%
OT YKCJIa OOJIBHBIX, KOTOPBIM ITPOBOAMIOCH TEHETUYECKOE UCClIenoBaHue, onuH — y 13,3%, Hu

OJTHOTO TeHEeTUYECKOTO BapMaHTa He YIAJIOCh BbISIBUTDH y 3,2% MallMeHTOB.

LleHTpanbHbIl dpesepanbHbiii OKpYr
CeBepo-3anagHblii depepanbHblit OKpyr
HOXKHbIN depepanbHblit OKpyr
MpuBoKCKUIA deaepanbHbIii OKpyr
Ypanbckuin besepanbHbliii OKpyr
CubMpCcKNin begepanbHblit OKpyr
[anbHeBOCTOUHbIV dpeaepanbHbiii OKpYT

CeBepo-KaBkasckuit desepanbHbiii OKpyr

Mocksa

CaHkT-MNeTepbypr

1,5

1,5

0 20 40

60 80

Puc. 19. 1oy 601bHBIX B 3aBUCMMOCTH OT uncia BeisiBieHHbIX  BHIT CFTR B reHoTHIIE

m [1sa FBHM CFTR
BbIAB/IEHO

m OamH FBHM CFTR
BbIAB/IEH

m Hn oaHoro MBHM
CFTR He BbIfABNEHO
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Ha puc. 19 orpaxkeHbl 1071 OOJIBHBIX B 3aBUCUMOCTH OT uncia BoeisiBiieHHbIx [ BHIT CFTR B
TeHOTHUIIE.

J1Ba reHeTUYeCKUX BapraHTa HyKJIEOTUIHOM mocienoBaTtebHoCTU reHa CFTR BBISIBICHBI Y
81,0% nereit u 90,9% B3pocnbix, oguH — y 15,7% u 6,2%, nu ogHoro — y 3,3% u 2,8% nereit
U B3POCJIBIX, COOTBETCTBEHHO.

B LlentpanbHoM (enepaabHOM OKpyre FeHeTUUYeCKOe UCciefoBaHue mpoBeaeHo 97,6% 601b-
HbIM (Taba. 11). B 4,7% cnyyaeB maToJOrMuecKuii aniesb He ObUT uaeHTudumposaH. ['eHeTH-
yeckuii BapuaHT F508del Bctpevasics y 77,8% naLyeHTOB.

Tabauua 11
Yacmoma eapuanmos wykieomuonoi nocaedosameavnocmu 2erna CFTR ¢ Ilenmpaavrom ghedepasvrom oxpyee
(npedcmasaensvt 2enemuteckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B CeBepo-3anagHom denepaibHOM OKpPYyre TeHeTUYecKoe MccaenoBanue mposeneHo 97,1%
60JbHbBIM (Tabi1. 12). B 4,3% ciydaeB maToJIorMuecKuii ajjiesib He Obul uaeHTuduunposaH. ['e-
Hetnueckuii BapuanT F508del Bctpevasncs y 84,4% nanueHTOB.

Tabauya 12
Yacmoma éapuanmoe nykaeomuonoii nocaedosameavrocmu 2ena CFTR ¢ Cesepo-3anaonom gedeparvnom oxpyze
(npedcmasaenst cenemuveckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B IOxHOM (heaepanibHOM OKpyre reHeTUYeCKoe UccaeaoBaHye npoBeacHo 96,2% GoabHbIM
(ta6un. 13). B 12,1% ciayuaeB nmaToJOrMYecKuil anjieib He ObLT uaeHTHGULIMpoBaH. BapuaHt
F508del Bcrpeyancsa y 80,1% OOnMbHBIX.

Tabauya 13
Yacmoma éapuanmoe nyxaeomudnoii nocaedosameavnocmu 2ena CFIR ¢ FOxcnom pedepaasnom oxpyee
(npedcmasaenst 2enemuteckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B IMpuBosxckoMm denepaibHOM OKpyre TeHOTUIIMpoBaHue TpoBeneHo 90,2% 60abHBIM
(tabn. 14). B 13,7% ciyuaeB maToJOrMYECKUil ajijiesib He ObLT uneHTuGuIpoBaH. BapuaHT
F508del Bctpevancst y 75,1% 0G0NbHBIX.
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Tabauua 14
Yacmoma eapuanmoe nyxaeomuonoi nocaedosameavnocmu eena CFTR ¢ Ilpusoascckom pedeparvrom okpyee
(npedcmasaenvt 2enemuueckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B VpanbckoMm (enepaibHOM OKpyre reHeTUueckoe obciaenoBaHue npopeaeHo 96,0% 60b-
HbIM (Tabu. 15). B 12,4 % ciaydaeB MyTaHTHBII ajjiesib He ObUT uaeHTUULIMPOoBaH. ['eHeTHYe-
ckuit BapuanT F508del Bcrpevancs y 78,3% OONbHBIX.

Tabauya 15
Yacmoma eapuanmos wyxaeomuonoi nocaedosameavnocmu eena CFTR ¢ Ypaavckom gpedeparvrom oxpyee
(npedcmasaenst 2enemuteckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B Cubupckom denepaibHOM OKpYre reHETUUECKOEe UcciienoBaHue nposenaeHo 94,6% 60Jib-
HbIM (Tabu. 16). B 17,1% ciay4yaeB naToJorn4ecKuii ajjiesib He ObL1 uaeHTUudupoBaH. Bapu-
ant F508del Bcrpeuancst y 78,3% OGOJIbHBIX.

Tabauua 16
Yacmoma eapuanmos nyxaeomuonoii nocaedosameavnocmu 2ena CFTR ¢ Cubupckom ghedepaivnom okpyze
(npedcmasaenst cenemuyeckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B [lanbHeBOCTOYHOM (henepalbHOM OKpyre reHoTuIpoBaHue mposeaeHo 90,6% 6oJ1bHbIM
(tab:xa. 17). B 18,8% ciyyaeB maTtosiorMuecKuii ajujiesib He Obl1 uaeHTuduumrposat. ['eHeTnye-
ckuit BapuanT F508del Bctpevascs y 73,6% GOJIbHBIX.

Tabauua 17
Yacmoma eapuanmos nyxieomuodnoii nocaedosamenviocmu 2ena CFTR ¢ /Jaavnesocmounom ghedeparvnom oxpyee
(npedcmasaenvt eenemuteckue eapuanmot ¢ wvacmomoi 6oaee 1,0%)
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B CeBepo-KaBkasckoM (eaepaabHOM OKpyre reHOTUITUpOBaHUeE MpoBeaeHo 96,4% 6oiib-
HbIM (Taba. 18). B 6,4% ciyyaeB MaTOJIOrMUYECKUIA ajiesib He ObUT uaeHTU(dUIIMpOBaH. ['eHe-
tnuecknit BapuanT F508del BcTpevancst y 38,3% GONMbHBIX.

Tabauua 18
Yacmoma eapuanmoé nykaeomuonoii nocaedosameavhocmu 2ena CFTR 6 Ceeepo-Kaexazckom ghedepaivnom okpyee
(npedcmasaenvt 2enemuteckue eapuanmot ¢ vacmomoi 6oaee 1,0%)

B Mockse JHK puarHoctukoii 66110 oxBaueHo 98,5% GoabHbIX (Tabi. 19). B 2,3% ciyyaes
MaTOJIOTMYECKUI ajljie/ib He ObUT maeHTunIpoBaH. ['enetnueckuii Bapuant F508del BcTpe-
qascs y 74,5% manueHToB.

Tabauua 19
Yacmoma éapuanmos nykaeomuonoii nocaedosameavrocmu 2ena CFTR ¢ Mockee
(npedcmasaenst cenemuveckue eapuanmot ¢ wacnomoi 6oaee 1,0%)

B Cankr-IletepOypre reHeTHueckoe uccienoBanue nposeneHo 100% GoabHbIM (Tabu. 20).
B 3,7% cnydaeB nmaTtolornuecKuii ajuiesb He ObL1 naecHTUdbuImMpoBaH. Bapuant F508del Bctpe-
yayics y 82,8% GONbHBIX.

Tabauua 20
Yacmoma éapuanmoe nyxaeomuonoii nocaedosameavnocmu 2ena CFTR ¢ Cankm-IlemepGypee (npedcmas.aenst cenemuyeckue 6a-
puanmol ¢ wacmomoti 6oaee 1,0%)

[lepBble 10 YacTOoTEe OAMHHAALIATH BAPUAHTOB HYKJIEOTUIHOM IMOCIeI0BATEbHOCTH TeHa
CFTR cpenu neteit v B3pOCIbIX TIPEJCTaBICHBI B Ta0. 21.
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Tabauya 21

Ilepebie no araeavnoli vacmome 00UHHAOUAMb 2eHEMUMECKUX 8APUAHMO8 HYKAeomuUoHou nociedosameavnocmu 2ena CFTR cpedu

demeil u 83pocavix (6 nopsioke yovieanus)

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

n/n FeHeTnveckuii BapmaHT reHa CFTR ‘ Knacc ‘ Yacrota, % FeHeTnveckuii BapuaHT reHa CFTR ‘ Knacc ‘ Yacrota, %
1 F508del 1-11 54,71 F508del I-1 48,58
2 CFTRdele2,3 I-1 6,12 CFTRdele2,3 1-1 6,35
3 E92K Iv-v 2,43 3849+10kbC->T Iv-v 5,57
4 2143delT I-11 2,12 E92K IV-v 5,05
5 1677delTA I-11 2,08 2184insA I-1 2,20
6 W1282X 1-11 1,79 L138ins IV-v 1,94
7 2184insA 1-11 1,76 2143delT 1-1 1,88
8 N1303K 1-11 1,67 N1303K 1-1 1,75
9 G542X 1-111 1,36 G542X I-1 1,62
10 L138ins IV-v 1,30 W1282X 1-11 1,17
11 3849+10kbC->T IvV-v 1,16 2789+5G>A Iv-v 1,10

YacToTa maToreHHOTO BapuaHTa HyKJIeOoTUAHOM TTocienoBaTtenbHocTy F508del rena CFTR B
okpyrax npeacTasieHa Ha puc. 20. [To crpaHe yactorta cocraBuia 53,14%.

YacToTa mmaToreHHOro BapuaHTa HYKJIeoTUaHOU TociienoBatebHocT CFTRdele2,3 rena
CFTR B oxpyrax mnpezacrasieHa Ha puc. 21. ITo ctpane yacrora cocrasuia 6,18%.

LleHTpanbHbIN deaepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbI OKpyr
MpuBOMKCKMI denepanbHbIv OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cubupckuii pepepanbHblii OKpyr
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKa3sckuit peaepanbHblii OKpyr
Mocksa

CaHKT-MeTtepbypr

r

0 10

Puc. 20. AnnenbHas yactora reHeruyeckoro Bapuanra F508del rena CFTR

LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblit degepanbHblit OKpyr
HOKHbIN denepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr
YpanbcKuit desepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN deaepanbHbiii OKpyr
CeBepo-KaBKasckuit beaepanbHbiil OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 21. Yacrora renetuueckoro Bapuanta CFTRdele2,3 rena CFTR
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LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepasnbHblili OKpyr
HOKHbIN desepanbHbIi OKpyr
MpuBOMKCKUIA denepanbHbIi OKpyr
Ypanbckuit besepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN heaepanbHblil OKpYr
CeBepo-KaBKasckuii pesepanbHbili OKpyr
Mocksa

CaHkT-MNeTepbypr %
0

Puc. 22. Yactora reHetuueckoro Bapuanta E92K rena CFTR

LieHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHbliit OKpyr

HOKHbIN heaepanbHbI OKpyr

m F508del/F508del
MpuBOMKCKUI besepanbHbIi OKpyr

Ypanbckuii beaepanbHblii OKpyr = F508del/ e

Cnbupcknin depepanbHblit OKpyr et

m He F508del/ He
F508del

JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKa3sckuit pesepanbHbiit OKpyr
Mocksa

CaHkT-MNeTepbypr
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Puc. 24. Pacnipenenenue romo3urot, rerepo3uroT o F508del u renotumnos 6e3 F508del B 3aBucumMocTl OT Bo3pacta OOJbHBIX
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YacToTa BapuaHTa HyKJeoTUIHOM nociaeaoBatenbHocTu E92K rena CFTR B okpyrax npej-
ctaBiieHa Ha puc. 22. [To cTpaHe ajienbHast yactoTa coctaBuia 3,11%.

CoOTHOIIIEHHE TOMO3UTOT, TeTEPO3UroT Mo reHeTnyeckomMy BapuaHty F508del rena CFTR,
a TakXe reHOoTUNnoB, He Bkitovatomux F508del, mpencrasneno Ha puc. 23. I1o ctpaHe nonst ro-
mosurot 1o F508del coctasuia 30,0%, retepos3uror — 46,2%, renotunos 6e3 F508del — 23,7%.

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

Tabauya 22

Yacmoma 2omosuzom u zemepo3zuzom no F508del, a maxxce cenomunos 6e3 F508del cpedu demeii u e3pocavix

lpynna \ F508del / F508del \ F508del / e F508del \ HeF508del / He F508del \
Detn, % 32,25 44,93 22,82
B3apocnbie, % 23,58 50,00 26,42

«MsITKmii» TeHOTHI BBISIBIIEH ¥ 22,1% GonbHBIX. PacnipeneneHue «MSTKUX» TEHOTUIIOB B 3a-
BUCUMOCTH OT BO3pacTa IpeACTaBIeHO Ha puc. 25 u puc. 26.

«TspKesble» TeHOTUITBI JOMUHHUPYIOT KaK CPelu AETeil, TaK U B3POCIbIX, HO 10 18 j1eT nx ua-
crorta cocraniseT 83,3%, a mocie 18 et — 64,0%.

«MsITKuii» TeHOTHUIT BhIsiBJIeH y 17,1% 6onbHBIX 10 12-eTHero Bo3pacta u'y 68,6% nanu-
€HTOB cTapiie 36 Jer.
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Puc. 25. CooTHOILIEHNE «TSXKECTH» TEeHOTUITOB B 3aBUCMMOCTH OT BO3pacTa
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Puc. 26. PaCHpeHGHCHI/Ie «MATKHX» TCHOTUIIOB B PA3JIMYHBIX BO3PACTHBIX I'PYIITIax
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Mukpoobuonorua

OnpeneneHre XpOHUYECKON MH(PEKIINU B HUKHUX OTAEIaX AbIXaTeJIbHBIX MTyTel
1. Hanuuue XpoHWYECKON CUHETHOMHOM MHMEKIIMU ONpeaessieTcs JedalluM BpadoM corac-
HO MonuduIIMpoBaHHOMY KpuTtepuio T. Jluzaca (Leeds criteria) [2] u/nim 110 aHTUCUHETHOT -
HBIM aHTUTenaM [3]. [TalMeHT cuuTaeTcss XpOHUYECKA MHOUIUPOBAHHBIM, €CJIA B JAHHBIA
MOMEHT WJIU B TOCJENHUE TOJbl €ro MoKa3aTeau COOTBETCTBYIOT HUXKECIEAYIOIIUM KPUTE-
pUSIM U JIeYallluii Bpay He CUMTAET, YTO €r0 CTaTyC U3MEHUJICS:
* 50% moceBOB MOKPOTHI, COGPaHHBIX B TTochenHue 12 Mec. (M1 XOTs ObI 4 MmoceBa 3a 3TOT
TMEePUO.T) MOJOKUTETbHBI.
2. XpoHuueckass UHGEKIUS OPYyTUMUA TPaMOTPULIATEIbHBIMUA OAKTEPUSIMU OIPEETSeTCS MO
KPUTEPHUIO, ONTMCAHHOMY BBIIIIE.
Ha puc. 27 npencraBieHo U3BMEHEHUE XapakTepa NHPUIIMPOBAHUS PECITUPATOPHOTO TpaK-
Ta B 3aBUCUMOCTH OT BO3pacTa.

=0
@ S aureus

@ P aeruginosa

XpOHM4YyecKana

@ P aeruginosa

% MHTEPMUTTUPYIOLLAA

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. U3meHeHMe xapakrepa MUKPOMhIOPbl PECITMPATOPHOTO TpaKTa OOJIbHBIX MyKOBUCIIMAO30M B 3aBUCMMOCTHU OT BO3pacTa

Tabauua 23
H3menenue xapaxmepa Mukpoghaopvl pecnupamopHozo0 mpaxma 60AbHbIX MYKOGUCUUOO30M 6 3A8UCUMOCHIU O 803PaACMA
‘ ‘ S.aureus ‘ MRSA ‘ P.aeruginosa P.aeruginosa B.cepacia Achromobacter S. maltophilia Haemophilus
XPOH. WHTEPM. complex sp. influenzae
0-4 55,8 2,5 10,1 18,0 0,6 1,5 8,9 4,8
4-8 66,3 3,4 17,0 19,2 1,3 5,6 5,1 10,3
8-12 70,2 3,3 32,6 19,2 2,5 6,1 5,7 9,3
12-16 62,8 5,1 47,5 18,0 8,3 6,4 6,5 4,4
16-20 62,6 5 49,0 12,5 9,4 11,6 6,4 1,8
20-24 53,5 3,1 53,0 6,8 13,1 8,6 3,5 1,5
24-28 58,8 8,3 53,0 10,3 15,5 10,3 5,5 1,4
28-32 42,5 6,9 55,2 6,0 15,6 6,0 3,0 0

>32 51,4 5,1 56,4 7,8 5,0 12,8 4,6 1,8

[Ipu olieHKe MUKPOOMOJOIMYECKOro MPoduisl pecliupaToOpHOIro TpakTa BhISIBJIEHO BO3pac-
TaHME YaCTOThI BbICEBA I'PaMOTPUILIATEILHOMI (DJIOPHI C YBEIMYEHUEM BO3pacTa 0O0IbHBIX.

HawubGonrbias yactota nuHGULUMpoBaHus S.aureus B BO3pacTHBIX rpynmax 4—8 jget u 8—12
JIET, rie oHa cocTtaBmiia 66,3% u 70,2% cooTBeTCTBEeHHO, P.aeruginosa — B BO3pAaCTHBIX IPYIIIax
28—32 u crapiie 32 JieT ¢ yacToToii 55,2% u 56,4% cooTBeTCTBEHHO, B.cepacia complex B TpyI-
nmax — 24—28 u 28—32 net ¢ yacroroit 15,5% u 15,6% coorBeTcTBeHHO, S.maltophilia B Tpyn-
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e 0—4 roga — 8,9%. Yacrtora Achromobacter spp. MaKcuMaibHasl y MallMEHTOB B IPYIIIE CTAp-
we 32 net — 12,8%. MRSA nHaubosee pacrpocTpaHeH B rpyiiie 24—28 jer ¢ yacroroii 8,3%.

YacToTra XpOHUUYECKOTO MHMUIIMPOBAHMS JAbIXaTEIbHBIX TYyTEl pa3andHou (iopoit mpen-
CTaBlieHa B TopsiaKe yobiBaHus: S. aureus — 61,3%, P.aeruginosa (XpoOHUYECKOE MHMPUIIUPOBA-
nue) — 34,3%, B.cepacia complex — 5,2%, Achromobacter spp. — 6,2%, S. maltophilia — 5,8%,
MRSA —4,1%. B 11,0% ciyuaeB npIXxaTejibHbIE ITyTH OOJIbHBIX XPOHNYECKU MH(MULIMPOBAHI IPY-
roit rpaMoTpuuaTe/bHOM iopoit (6e3 yueta Achromobacter spp.). B Tabi. 24 orpaxkeHa CTpyK-
Typa HEeICeBIOMOHAIHONW TPaMOTPULIATEIbHOM (DJIOPHI B MOPSIIKE YObIBAaHUS. Y psiia MalveH-
TOB BCTPEUYAETCSI MUKCT-UH(MUIIMPOBAHKUE PECITUPATOPHOTO TpaKTa pa3JIMYHON HETICEBIOMO-
HaIHOU rpaMOTpULIaTeIbHOI (hJIOPOIA.

Jonsg MHTepMUTTUPYIOLIEro MHOUIIMPOBAHUS AbIXaTeJbHbIX MyTel P.aeruginosa B oOllei
rpyrre 60JbHbIX cocTaBuia 15,8%.

JoJist MalMeHTOB, MHMUILIMPOBAHHBIX HETYOEPKYIe3HBIMU MUKOoOakTepusiMu — 1,0%.

Tabauua 24
Cmpyxkmypa nenceedomonaonol epamompunyamevroi g.aopvl (npedcmasiena vacmoma 6 MuKpoop2anusmoe 8 nopsaoke yooieanus)
‘ Ne ‘ HaseaHue mMukpoopraHnama ‘ Yucno nHGULUMPOBaHHbIX GOMbHbIX, ‘
1 Acinetobacter spp 108
2 Klebsiella spp 94
3 Escherichia coli 66
4 Enterobacter spp 53
5 Serratia spp 21
6 Moraxella spp 15
B Taba. 25 oTpaxxeHa aCUMMETpPUs paclpeneJeHus] pa3IuIHoOi QIopbl MEXIy NeTbMU U
B3POCJIBIMU.
Tabauya 25
Cpasnumeavhas XapaKmepucmurka MuUKpopaopst pecrupamopiozo mpaxma demeii u 63pocavix
®dnopa \ Bce \ Hdetn \ Bapocnble \
S.aureus, % 61,5 64,4 53,2
MRSA, % 4,1 3,5 5,7
P.aeruginosa (xpoHnyeckoe uHpuMUUpoBaHue), % 34,3 27,5 54,0
P.aeruginosa (MHTepMUTTUPYIOLWLWIA BbICEB), % 15,8 18,5 8,0
B.cepacia complex, % 5,5 3,2 11,9
S.maltophilia, % 5,9 6,5 4,4
HNAro® (uckniouas Achromobacter spp.), % 11,0 13,7 3,1
Achromobacter spp., % 6,6 5,6 9,3
HeTtyGepkyneaHbie Mukobaktepum, % 1,0 0,4 2,5
Haemophilus influenzae, % 5,8 7,2 1,6

Mpumeyanue: HM
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Puc. 28. luna

FO® - HenceBoOMOHaAHas rpaMoTpuLaTensHas dopa.

Ha puc. 28 npencraBieHa IMHAMHUKA CTPYKTYPbl MUKPOMIIOPHI MO JAaHHBIM PETrUCTPOB
2011-2019 rr.

essmss S.aureus

e P.aeruginosa

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

MUKa CTPYKTYpbl MUKPOMJIOpHI 10 cpaBHeHMIO ¢ peructpamu 2011-2019 rr.

7777777777777777777777777777777777777 B.cepacia complex

s S. maltophilia
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LleHTpanbHbIV degepanbHblii OKpyr

| m S.aureus
\
m MRSA
I
\ \ ;
CeBepo-3anagHblit peaepanbHbIin OKpyr | | | m P.aeruginosa
‘ ‘ ‘ XpOHUYecKas
| m P.aeruginosa
‘ MHTEPMUTTUPYIOLLAA
| B.cepacia complex
HOKHbIN beaepanbHbI OKpyr | |
\ \ \ m Achromobacter sp.
\ \ \
‘ } = S.maltophilia
MpurBOMKCKMIA heaepasibHbIN OKpyr \ \ |
i beaep = ‘ ‘ | = Haemophilus
‘ ‘ ‘ influenzae
\
\
Ypanbckuin depepanbHblii OKpyr } } }
\ \ \
\
\
CnbupcKnin bepepanbHbiin OKpYr | | }
\ \ \
|

JanbHeBOCTOYHbIN deaepasnbHbI OKpyr ‘ ‘

CeBepo-KaBKasckuii desepanbHbiii OKpyr

Mocksa

CaHkT-MNeTtepbypr

%

Puc. 29. Mukpo6uosornyeckuii mpodusib pecnmpaTopHOro TpakTa 00JbHbIX MYKOBUCIIMI030M

MuKpOOHOJIOTUYECKUI TTPOMUIb PECIIMPATOPHOrO TpaKTa OOJIbHBIX MYKOBHMCIIMIO30M B
OKpyTrax mpelactaBjieH Ha puc. 29.

Ha puc. 30 npeacraBieHa gojst 00AbHBIX MHPUIIMPOBAHHBIX S.aureus, KOTOpasl MO CTpaHe
cocraswia 61,5%.

Ha puc. 31 npencrasneHa n10s1 00JbHBIX UH(PUILIMPOBAHHBIX P.aeruginosa, KoTopasi 1o cTpa-
He cocTtaBmia 34,3%. Jloist MaliMeHTOB ¢ MHTEPMUTTUPYIOLIUM BbICEBOM P.aeruginosa cocra-
Bwia 15,8%.

Ha puc. 32 npeacrasieHa 1051 00JbHBIX, THOULIMPOBAHHBIX B.cepacia complex, KoTopasi 1o
cTpaHe coctaBmia 5,5%.

Ha puc. 33 npencrabieHa 101 00JbHBIX, UHOULMPOBAHHBIX Achromobacter spp., KoTopasi
10 cTpaHe cocraBuia 6,6%.

Ha puc. 34 npexacrasieHa 1011 00JbHBIX, THMUIIMPOBaHHBIX S.maltophilia, KoTopas Mo cTpa-
He cocTaBuia 5,9%.

Ha puc. 35 npeacrasieHa 1o 60J1bHbBIX, UHMDULIUPOBaHHBIX Haemophilus in fluenzae, KOTO-
past o ctpaHe cocrtaBuia 5,8%.
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LleHTpanbHbIV dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHbiil OKpYr
HOKHbIN deaepanbHblit OKpyr
MpuBOMKCKMI benepanbHbIi OKpyr
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Puc. 31. Jouist 60sibHBIX MHGULIMPOBAHHbBIX P.aeruginosa
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Puc. 32. Jons GosnbHbIX MHGUUMPOBAHHBIX B.cepacia complex
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LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpurBOMKCKMIA desepanbHbIi OKpyr
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Puc. 33. Jounst 60JbHBIX MHGUUMPOBAHHBIX Achromobacter spp.
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Puc. 34. Jons GoibHbIX MHGUUMPOBAHHBIX S.maltophilia
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Puc. 35. Jonst 6onbHBIX MHGULIMPOBAHHBIX Haemophilus in fluenzae
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PecnupartopHasa ¢pyHkums

PecnupatopHaa ¢pyHKUuUaA

CrniupoMeTpusi — caMblif pacTIpOCTPAHEHHBIN W BaXXHBIN METOJ OLIEHKU PECTTMpaTOpHOI
GyHKIIMM y 6OJBHBIX MyKOBUCLIMIO030M. KITIOUeBbIMU CIIMPOMETPUYECKUMU BETUYUHAMU SIB-
JIs10TCs (hopcrpoBaHHas )ku3HeHHast eMKocTh Jierkux (P2KEJT) u o6beM hopcupoBaHHOTO BbI-
noxa 3a 1-10 cekynny (O®B)). [okaszarenu dynkumu BaenHero apixanus (PBJ) — @KEJ u
O®B, — u3MepAIOTCA B JIMTPAX, HO BBIPAXKAKOTCS, Yallle BCErO, HE B A0COTIOTHBIX BEIMYMHAX, &
B IIPOLIEHTHOM OTHOIIIEHUHU K TaK HA3bIBAEMBIM «IOJIKHBIM» 3HaUeHUSIM (% H0JIK.). DTO Beju-
YUHBI, XapaKTePHBIE [UIS1 30POBBIX JIIOAEH TOTO e T0J1a, BO3pacTa, pachl 1 pOCTa — HOPMaJTb-
HbIE MMOKAa3aTeNu U1l JaHHOU momyssiiuu. B HacTosmeM oTyeTe ObLIA UCTIOIb30BAHBI JOJIX-
Hble BesimunHbl G.Polgaretal. (1971) misg neteii [4] u paboueii rpynmsl EBporneiickoro coo0iie-
ctBa ctanu u yrasg (ECCS, 1993) nns B3pocibix [5].

CrnimpoMeTpust 3a OTYETHBIN Ton OblIa TipoBeneHa 72,8% GOTbHBIM MyKOBUCIIAIO30M CTap-
e 5 et (rmpu 3ToM aetsiM B 72,0% ciydaeB, B3pocibiM — B 74,6%). OGbeM TIPOBEICHUS CITU -
poMeTpuu B (heepalibHbIX OKpYyTax MpeacTaBlIeH Ha puc. 36.

LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepanbHblili OKpyr
HOKHbIN hesepanbHbIi OKpyr
MpuBoMKCKUIA deaepanbHbIvi OKpyr

M poBeageHa
Ypanbckuit besepanbHbliii OKpyr
Cubmpckuin depepanbHblit OKpyr
[lanbHeBOCTOUHbIN dhesepanbHblii OKpyr M He nposeaeHa
CeBepo-KaBKasckuii pesepanbHbili OKpyr
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%
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Puc. 36. O6beM npoBeaeHNsI CITUPOMETPUHN Y OOJbHBIX MYKOBUCIIUIO30M

Cpennue nokaszatenn O@B, u ®KEJI cocrapunu 77,6 + 26,2%nomx. u 84,6 + 21,6%n0mx.,
cootBeTcTBeHHO. Menuannl: 80,0 (37,0)%nomxk. u 87,0 (28,0)%n0/1K., COOTBETCTBEHHO.

Ha puc. 37 nokasano usmenenne O®B, u ®XKEJI B 3aBUCMMOCTH OT BO3pacTa OOJIbHBIX.
IMokazarenn O®B, u ®XKEJI y neteit cocrapunm 85,2 + 22,0 u 87,7 + 19,9 %nonx. coorser-
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Puc. 37. [TokaszaTenu CriupoMeTpUU B 3aBUCUMOCTH OT BO3pacTa OOJbHBIX
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ctBeHHO (Menuanbl: 87,0 (29,0) u 90,0 (26,0), COOTBETCTBEHHO). AHAJIOTMUYHbIE TOKA3aTEIN Y
B3pocCibIx — 62,0 = 27,0 u 78,3 £ 23,6%momx., coorBeTcTBeHHO (Menuanbl: 62,0 (45,0) u 80,1
(36,0), COOTBETCTBEHHO).
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pacnipenenenus O@B, cpenu neTeii U B3pOC/IbIX NPEACTaBIeHa Ha puc. 38.

[Oetu (o1 5 go 18 ner) B3pocnbie (18 net n ctaplue)

W 10 40 %pomK. W4070 %pomk. M 6onee 70 %O0K.

Puc. 38. I'mcrorpamma pacripenenens O®B, cpenu neteit u B3pocibIX

B ta6.1. 26 npencrapiensl cpeanue u Meananbl OPB, u @XKEJI 60bHBIX MyKOBUCLIMIO30M,
MPOXMBAIOIINX B oKpyrax P®d.

Tabauua 26
Cpeonue u meduanvt ODB, u DXKEJI 6oavrbix MyKoeucyudosom, npoxcusarouux ¢ gedepatvivix okpyeax PD
Okpyr CpepnHee * SD, %p0nX. Mepauana (IQR), %aonx.
0®B, \ DXKEN 0®B, \ DXKEN
LieHTpanbHbiii O, n = 600 77,5+ 25,3 88,1+ 20,0 82,0 (36,0) 91,0 (23,0)
CeBepo-3anagHblit PO, n = 164 80,6 = 30,0 87,2+22,9 87,5 (44,0) 92,0 (32,0)
IOxHbIi DO, n = 182 71,4 £25,0 77,7+21,0 72,5 (34,0) 77,0 (31,0)
Mpueonxckuit @O, n = 384 78,8 + 28,5 82,5+ 23,1 82,0 (39,0) 84,5 (32,0)
Ypansckuii ®0, n = 114 76,1 +24,2 84,1+ 19,1 77,0 (40,0) 86,7 (26,0)
Cubupckuii ®O, n = 238 79,4 £ 24,4 86,0 £ 21,3 82,7 (32,0) 87,0 (30,0)
JanbHeBoCTO4HbI PO, n =71 77,8+24,4 83,4 +24,3 77,0 (36,0) 86,0 (37,0)
CeBepo-KaBkasckuit ®0, n = 78 76,5 +22,4 76,0 + 20,4 72,0 (29,0) 72,0 (37,0)
Mockea, n = 222 74,3 £ 26,1 86,5 £ 20,5 78,0 (42,0) 90,0 (27,0)
Cankr-lMeTtep6ypr, n = 93 81,7 + 33,2 88,2 + 25,2 94,9 (58,0) 94,2 (38,0)
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HyTpuTuBHBIN cTaTyC

HyTputuBHbIN cTaTyC

HyTpuTuBHBII cTaTyc GOJBHBIX PACCYMTHIBAJICS HA OCHOBAHUM JAHHBIX MACCHI TeJla, pOCTa
1 Bo3dpacTa. O1ieHnBaIu HYTPUTUBHBIN CTATYC OOJTBHBIX MYKOBHUCIIMIO30M C TTOMOIIBIO WH-
nekca maccol Teia (MMT) o Quetelet (Macca (kr) / poct (M)?) [6]. st B3pOCTBIX GOJIBHBIX
MYKOBUCLIMI030M LieJieBble 3HaueHuss UMT cocraBuiu 22 Kr/M? JUIsl XKEHIIUH 1 23 Kr/M? 1151
MyxuuH [7]. BcemupHas opranusauus 3apaBooxpanenus (World Health Organization — WHO)
PEKOMEHIyeT KOHCTAaTUPOBATh HENOCTATOYHOCTh MMUTAHUS Y TIOJPOCTKOB U B3POCIBIX, €CIIN
HUMT cocrasnsier < 18,5 kr/m? (Reportof a WHO ExpertCommittee, 1995). I1pu olieHKe Hy-
TpuTUBHOTO cTatyca nereit UMT onenuBancs B cucteMe mnepueHTumnei. [lepieHTmi b mo-
Ka3bIBaeT, KAKOW TPOIEHT JIeTeil U MMOAPOCTKOB TOTO Xe IoJjla M BO3pacTa UMEIOT 3HaUYeHUE
NMT Huxe u3MEpeHHOTO Y TaHHOTO OOJIbHOTO MYKOBUCIIMA030M. Pa3rpaHnunBaoT 3 30HBI,
KOTOPBIE COOTBETCTBYIOT MHTEPBAJIaM 10 25-T0 MepUEeHTWIs, 25—75-1 MepUeHTUIb U BbIIIE
75-10 TiepuieHTUsI. Pe3yabTaThl, KOTOPBIE YKIIAIbIBAIOTCS 1O BCTPEUYaeMOCTH B TUATIa30H /10
25-T0 IEPUEHTWISI BKITIOYUTETHHO, OTHOCSITCS K 30HE «HU3KMX» 3HAUeHU. 30HE «BBICOKUX»
3HAYEHU COOTBETCTBYIOT Pe3yJIbTaThl, OTHOCSIIMECS K AUana3oHy ot 76-ro go 100-ro mep-
LIEHTUJIST BKJIIOUYUTESIbHO. 32 HOpMaJIbHbIE BEJTMINHBI IPUHSITHI 3HAUYEHUST B MHTEpBaJIe («KO-
puaope») oT 26-ro 1o 75-ro mepueHTU s, LleaeBbiM 3HaUeHUEM [UTSl IeTeil U TMTOAPOCTKOB C
MYKOBUCIIHMIIO30M SIBJISTIOTCS TToKa3aTesn 5S0-To TepUeHTWISI 3M0POBBIX AeTeil TOro ke T1oJia
u Bo3pacTta [7]. Pacuetr nepuentuneit UMT npoBonwicst mpu momolInu nporpamMm Beemup-
HoU opranu3zanuu 3apaBooxpanenus:: WHO Anthro (ms nereit no 5 net) u WHO Anthroplus
(nna neteit crapure S net) (http://www.who.int/childgrowth/software/en/ u http://www.who.
int/growthref/tools/en/) [8]. [lyist olieHKHM TToKa3aTesiell pocTa U Beca JAeTeil paHHEro Bo3pacTa
(mo 2 net) UMT He npumeHsiercsd. [Ipu MmykoBuciuao3e A AeTeil MIaaIiero Bo3pacTa Uc-
MOJTb30BaJIM Macco-poctoBoit nHaeke (MPU) ((dakTuyeckas macca / uaeanabHasl Macca Io
pocty 1 tionty) X 100%). EBponieiickuMu 3KCIepTaMu peKOMEHIOBAaHO KOHCTaTUPOBAaTh He-
JIOCTATOYHOCTh MTUTAHUS Y 3TOU TPYMIIBI TTAIIMEHTOB, €CJIN TTPOIIEHT COOTBETCTBUST MACChI TIO
pocty wit MPU < 90% [6].

M3mepeHre HyTPUTUBHOTO cTaTyca (OLEHKa U POCTa U MACChI Tesia) 32 OTYETHBIN ol ObLUIO
npoBesieHo y 97,3% nanmeHToB (1eTsiM B 97,2%, B3pocibiM — B 97,4% ciydaeB). OXBat OlieH-
KOI MaccChl TeJla U pocTa B (peepaibHbIX OKpYrax MpeicTaBieH Ha puc. 39.

[Mokazarenu HyTpuTuBHOTO cratyca aereir PO cocraBumm: menuana (IQR) nmepuienTumns mac-
col Tena (y mereii mo 10 jer) — 37,1 (55,0), mennana (IQR) nepuentuis pocra — 36,3 (55,0)
(y mereit ot 0 no 18 net), menuana nepuentuwsis UMT (y mereit ot 2 no 18 net) — 30,5 (49,5).

ITokazarenu Maccel Tena cpeau aeteil (mo 10 jet) B denepaibHbIX OKpyrax MpeacTaBIeHbI
B Tabn. 27.

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblil deaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr

MpurBOMKCKMIA besepanbHbIi OKpyr H [peacTasneHbl

. . JaHHble
Ypanbckuit besepanbHbili OKpyr

Cnbupckuin epepanbHblit OKpyr

M He npeacTaBneHbl
[anbHeBOCTOYHbIN desepanbHbIl OKpyr [aHHble
CeBepo-KaBKasckuii desepanbHbiii OKpyr

Mocksa

CaHkT-MNeTepbypr %

Puc. 39. Vi3amMepeHne HyTpUTUBHOTO CTaTyca Y OOJbHBIX MYKOBUCIIUIO30M
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Tabauua 27

Ilepuyenmuau maccot meaa y demeii (do 10 aem): onucameavhas cmamucmuka no pecuoHam

PervoH Yucno naumeHTos CpepHee HwxHuin kBapTUnb Meanana BepxHuii kBapTUIb
3Ha' 3Ha , H/XE KOTopo- (3HaveHue, Bbillie KOTO-
n He ykasaHo +SD ro HaXoAUTCSH YEeTBEPTb PpOro HaxoAUTCSH YeTBepTh
3Ha4eHue, n (25%) naHHbIX) (25%) naHHbIX)
LieHTpanbHbiii @O 412 20 51,1+£32,0 21,2 50,0 78,7
CeBepo-3anagHblit O 130 6 43,5+30,0 16,1 42,5 72,2
KOXHbIi DO 122 9 31,7+£29,9 5,2 22,4 49,6
Mpueonxckuii O 266 10 39,8+29,3 13,6 36,5 61,4
Ypanbckuii ®O 102 3 36,9+29,1 9,0 32,3 59,1
Cubupckuin 0 211 10 42,9+31,4 14,7 39,0 69,8
[AanbHeBOCTOYHbI PO 66 3 33,7+29,0 8,5 23,4 59,1
CeBepo-Kagekasckuiit PO 72 13 27,0+27,2 4,1 19,5 38,8
MockBa 159 4 56,1+31,1 28,9 59,5 83,0
CankT-lMetepOypr 79 3 43,1+29,9 16,4 42,1 70,5

Ha puc. 40 mpencraBiieHbI MeAUAaHBI MACCHI Tejla IeTe ¢ MyKOBUCIIMIO30M B 3aBUCHMOCTH
OT BO3pacrTa.
IMokazarenu pocta aeteit (1o 18 jet) B (peaepaabHBIX OKpYyrax npeacTaBieHbl B Ta0. 28.

Tabauua 28

Ilepuenmuau pocma y oemeii (do 18 aem): onucameavhas cmamucmura no peuoHam

PervoH Yucno naumeHToB CpepHee HwxHuin kBapTUnb Mepaunana BepxHuii KBapTU/Ib
3Ha4yeHue (3HaYeHue, HMXEe KOTOPO- (3HauYeHue, Bbille KOTO-
N N He yka3aHo +SD 0 HaXOANTCS YeTBEPTb POro HaXOAMTCS YeTBepPTh
3HayeHve (25%) naHHbIX) (25‘}5 [aHHBIX)
LleHTpanbHbiii O 639 49 49,5+31,7 20,9 48,4 78,8
CeBepo-3anagHbiii DO 197 7 39,3+29,5 12,5 34,8 60,3
HOxHbI DO 213 17 35,8+32,8 5,1 22,4 61,0
Mpueomkckuii PO 426 27 38,9+30,3 11,3 34,3 64,1
Ypanbckuii O 159 9 39,4+31,7 11,5 34,5 64,6
Cubupckuit 0 318 23 39,6+30,9 10,9 34,5 63,3
[anbHeBOCTOuHbIN PO 100 10 40,1+£29,7 14,9 36,3 61,2
CeBepo-Kaeka3sckuit @0 83 33 26,2+25,6 6,0 18,7 34,6
Mockea 238 15 54,6+31,6 27,4 56,4 83,6
CankT-lMeTepbypr 109 3 39,1+27,9 13,3 37,4 57,9

Ha puc. 41 nipencrasieHa MearaHa pocTa B 3aBUCMOCTH OT BO3pacTa JIeTei.

Cpenu aeteit ot 2 no 18 net menuaHa nepueHTuas UMT (puc. 42) coctaBuia 30,5 (49,5):
111 MmanbunkoB — 30,9 (49,7), st neBouexk — 30,2 (49,7). Iepuentmis UMT<25 Habmonancs
B 42,1% ciy4aeB: y MaIb4UKOB — B 41,2%, y neBouyek — B 43,0%.

60

20

10

MepuaHa maccbl Tena B NPOLEHTUNAX

0-1

1-2

=3}

3-4

e O6wan rpynna

4-5

5-6 6-7 7-8

Bospacr, rogbl

@ My»CKoW non

8-9

@ eHCKU Non

Puc. 40. Menuana Macchl Tefia B IEPIIEHTIISIX B 3aBUCUMOCTH OT Bo3pacTa (o 10 ieT): KpacHast CTUTONIHAsI JIMHUS — XKEHCKUIA TIOJT; CUHSIST — MYKCKOM;
yepHasi — obliee 3HaUeHKe TI0 TPYIIIe; KpacHas IpephIBUCTast — LiesieBoe 3HaueHue (50-if mepleHTWIb); 3eieHast TpepbIBUCTast — 25-1 epLEeHTIITb
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MepguaHa pocTa B NPOLLEHTUNAX

10

0-1 12 23 34 45 56 67 7-8 89 9-1010-1111-1212-1313-1414-1515-1616-1717-18

Bospacr, rogbi

e O6Lan rpynna

@ \y>KCKOM Non

@ \KeHCKWI non

Puc. 41. MeauaHa pocTa B MEpUEHTUIISIX B 3aBUCUMOCTH OT Bo3pacTta (10 18 j1eT): KpacHas CIUIOIIHAS JIUHUST — KEHCKUI TOJI; CUHSIST — MYXKCKOIA;
yepHasi — o0llee 3HaYeHMe T10 IPYIINe; KpacHas MpepbiBUCTas — LieJeBoe 3HaueHue (50-if nmepleHTWIb); 3e1eHas npepbiBUucTast — 25-il mepueHTUIb

IMokazarenn UMT nereii (o1 2 no 18 j1eT) B henepanbHbIX OKpYyrax MpeJacTaBieHbl B Ta0I. 29.

Tabauua 29

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

PerunoH Yucno naumeHToB CpepnHee HuxHuit kBapTUnb Mepanana BepxHuii KBapTWb
3HayeHue (3HayeHue, HUXE KOTOPO- (3HauyeHue, Bbillie KOTO-
N N He yka3aHo +SD r0 HaXOAUTCS YeTBEPTb POro HaXOAUTCS YeTBepPTh
3Ha4yeHne (25%) naHHbIX) (25%) naHHbIX)
LieHTpanbHbiii O 588 20 40,0+30,2 13,6 33,7 63,3
CeBepo-3anapHblii PO 168 3 36,4+28,1 11,6 28,8 55,4
FOXHbIi DO 210 10 31,7+28,3 6,4 25,8 50,8
MNpueonxckuit O 394 18 36,5+28,7 10,2 32,1 58,3
Ypanbckuii @O 151 4 33,5+29,5 8,1 25,1 56,0
Cubupckuii @0 300 14 36,9+31,0 8,9 26,6 61,4
JanbHeBoCTO4HbI PO 89 5 39,2+31,4 11,7 30,2 61,8
CeBepo-Kaeka3sckuii PO 93 6 41,2+30,4 13,8 37,4 62,2
MockBa 222 3 41,6+29,8 15,9 34,1 65,9
CaxkT-lMeTepbypr 84 1 36,6+25,3 15,3 31,2 53,2

Mepanana UMT B npoueHTUNAX

60

23 34 45

e O6Lan rpynna

56 6-7 7-8

8-9 9-10 10-11 11-12 12-13 13-14 14-15 15-16 16-17 17-18
Bospacr, roabl

@ |\]yKCKOW non

@ }eHCKUI1 non

Puc. 42. Menuana UMT B mepuieHTUISIX B 3aBUCMOCTH OT Bo3pacta (0T 2 1o 18 j1eT): KpacHast CIIIONIHAS TMHWS — KeHCKWIA TIOJT; CUHSISI — MYXCKOI;
JyepHasi — obliiee 3HaUeHKe TI0 TPYIIIe; KpacHas IpephIBUCTast — LiesieBoe 3HaueHue (50-if mepleHTIIb); 3eIeHas IpephIBUCTast — 25-1 IepLEeHTIITb
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25
24

Megunana UMT B Kr/m?

16

15

18-19 19-20 20-21 21-22 22-23 23-24 24-25 25-26 26-27 27-28 28-29 29-30 30-32 crapue 32

e Q6bwas rpynna

Bospacr, roabl

@ MyKcKoW non

@ }KeHcKuli non

Puc. 43. Meanana UMT y B3pociibiX 00JIbHBIX MYKOBUCIIMI030M (cTapiie 18 JeT) B 3aBUCMMOCTH OT BO3pacTa: KpacHas CIUIOLIHAsSK TMHUS — XKEH-
CKUIA ITOJT; CUHSIST — MYKCKOMI; YepHast — o0lliee 3HaYeHUe 0 IPYIINe; MPephIBUCTAst KpacHast IMHUS — 1eJIeBOe 3HAUYCHUE ST )KEHIIMH (22 Kr/M?);
TPEPBIBUCTAsST CUHSISI IMHUS — LI€JIeBOE 3HAUCHUE TSI MYXKIUH (23 Kr/M?); TIpepbIBUCTasT 3eJIeHasT TMHUST — HIDKHSIS rpaHuia Hopmbl (18,5 kr/m?)

INokazaTenn HyTPUTUBHOTO CTaTyca B3pocibix coctaBuian: Mmearuana (IQR) maccw Tena — 54,0
(14,0) kr, pocta — 168,0 (13,0) cm, UMT — 19,1 (3,8) kr/m2 IlokazaTesn HyTPUTUBHOIO CTa-

Tyca Cpeau B3pOCHIbIX B (peiepalibHbIX OKpyTax IpeactaBieHbl B Ta0a. 30.

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

LieHTpanbHbiii PO 319 53,9+12,4 166,1+11,4 19,4+3,2 18,8 (3,7)
CeBepo-3anagHblit O 65 56,8+13,1 169,1+10,2 19,7+3,4 19,4 (4,7)
KOxHbIi DO 53 55,1+10,6 168,5+7,3 19,4+3,1 18,6 (3,0)
Mpueonxckuii PO 171 55,6+11,8 168,4+9,6 19,5+3,2 19,2 (3,8)
Ypanbckuii ®O 51 56,9+12,7 166,7+9,8 20,3+3,2 20,0 (4,1)
Cubupckuin @O0 73 54,4+11,5 167,5+8,1 19,3%3,2 18,9 (3,3)
MAanbHeBoCTO4HbI PO 28 54,2+12,2 167,5+9,4 19,2+3,2 18,9 (4,4)
CeBepo-Kaska3ackuit @O 20 60,6+11,3 171,7+£7,7 20,6+3,6 19,8 (5,6)
MockBa 148 54,9+9,8 168,4+8,4 19,3+2,9 18,9 (3,5)
CaukT-MeTep6ypr 45 57,2+14,3 168,7+9,8 20,0+3,7 19,6 (5,1)

Cpenu B3pocibix Meguana UMT (puc. 43) cocraBuna 19,1 (3,8) xr/m?, mjist My>kuuH — 19,5
(4,2) xr/m2, st xennuH — 18,8 (3,7) kr/m2. UMT<18,5 kr/m? Habmonaincs B 40,0% ciydaes:
y My>X9H — B 36,2%, y XeHIH — B 44,1%.
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HyTputuBHLIN cTaTyC M pecnupatopHasa pyHKUUS

IMokaszatean PB/I, BeIpaskeHHBIE B TIPOLIEHTAX OT JTOJDKHBIX 3HaYeHUH (% MOJTK.) B 3aBUCH -
MOCTHU OT HYTPUTUBHOTO CTaTyca MpeaCcTaBIeHbl Ha puc. 44 u puc. 45.

[MonyyenHble rpaduKy IEMOHCTPUPYIOT, YTO MOKasaTe/ M pecnuparopHoii pynkuuu (OPB, n
®KEJT) nanreHTOB BO3pacTaioT MPpH YJIyIIIeHU HyTPUTUBHOTO cTtatyca (yBenrnueHun UMT).
Bzanmocss3b mexay BennunHoit UMT u Od)B1 Oosiee oueBUIHA 1JIsT OOJTBHBIX MYKOBUCLIMIO-
30M cTapiue 18 Jer.

110
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OB/, %A0nK.

30
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<12,5 12,5-25 25-37,5 37,5-50 50-62,5 62,5-75 75-87,5 87,5-100
WUMT, nepueHTUNb

e OOB1 (MeamaHa), %O0NK. e OXKE/ (MegnaHa), %A0NK.

Puc. 44. MeauaHbl cCupoOMETPUYECKUX BEJIMUMH Y IETeil ¥ TIOAPOCTKOB ¢ MYKOBUCLIAA030M (OT 5 110 18 JIeT) B 3aBUCMMOCTH OT HYTPUTUBHOTO cTaTyca

100 A

®BA, %A0nK.
v
=
1

40
30
20 -
10
0
<14 14-16 16-18 18-20 20-22 22-24 >24
UMT, kr/mp

e OOB1 (MegmnaHa), %L0NK. e  OXE/ (MeanaHa), %001K.

Puc. 45. MeauaHbl CIMPOMETPUIECKIX BETUUUH Y B3POCIIBIX OOJBHBIX MyKOBUCIIUIO30M (cTapiie 18 j1eT) B 3aBUCUMOCTH OT HYyTPUTUBHOTO cTaTyca

41



Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

OcnoXxHeHnsa 3aboneBaHusa B TEKYLLEM roay

Ha puc. 46 oTpakeHa 4acToTa pa3BUTHS aJUIEPTUUYECKOTO OPOHXOJIETOYHOTO acreprusuiesa
(ABJIA), caxapHoTOo quabeTa ¢ eXXeITHeBHBIM IIPUMEHEHUEM MHCYIMHA, ITHEBMOTOpakca (¢ ape-
HUPOBAHUEM TPYJAHOM KJIETKU), KPOBOXapKaHbsI, OCTEOIOPO3a U TPUMEHEHMSI KMCI0POa0TEpa-
MUY B 3aBUCMMOCTHU OT BO3pacTa OOJbHbIX.

W ——————

ABJIA

e naber

- KVIC}'IOpO,D,OTepaI'lVIFI*

@ms MHEBMOTOPAKC

@ jlerovyHoe
KpoBoTeYyeHue

Yacrora BcTpeyaemoctun,%
=
S
y

@ms ocTeonopos

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

Puc. 46. YacToTa pa3BuTHsI aJlIeprUuecKoro OpoHxoserouyHoro acreprmmieda (ABJIA), caxapHoro auabera ¢ exXeTHEBHBIM IIPUMEHEHUEM UHCYIIH-
Ha, THEBMOTOpaKca (C APEeHUPOBAHUEM TPYAHOM KJIETKHU), TIETOYHOTO KPOBOTEUCHHUsI, OCTEONOPo3a (HU3KOI KOCTHON MAcChl) 1 MPUMEHEHUST KUC-
JIOPOIOTEPANUU B 3aBUCUMOCTHU OT BO3pacTa OOIbHBIX

Tpumeuanue: ¥ — 06beM KUCIOPONOTEPANIUN B3SIT U3 pasieia «JIeYeHUE», 31ECh OTOXKIECTBISIETCS C IbIXaTeIbHON HEOCTATOYHOCTHIO

Ha puc. 47 npencraBieHO U3MEHEHUE CTPYKTYPhI MOPAXKEHUS ITEUCHU C 3aBUCUMOCTH OT
BO3pacTa OO0JIbHBIX.

30

B [MopakeHue neyexun 6e3
umppo3sa

N
o

® Unppos neyeHu, o
rMnepTeHsuu He M3BECTHO

W Lnppos neyexun 6e3
NopTanbHOM rMNepTeH3nn

=
o

Yacrora BcTpeyaemoctu, %

B Lnppos neyeHu c
nopTanbHOW runepTeH3unen

0-8 8-16 16-24 24-32 cTapuwe 32

Bospacrt, rogbl

Puc. 47. Crpykrypa nopaxeHusl e4eHu B 3aBUCMMOCTH OT BO3pacTa OOJbHbIX

CpaBHUTENBHBIN aHAJIN3 YaCTOThI OCJOXKHEHUM 32 OTYETHBIN MO MEXIY IETbMU U B3POCIbI-
MM MpeacTaBjieH B Taou. 31.
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Tabauya 31
Yacmoma pazau4HvIX 0CAONCHEHUI MYKOGUCHUO03A 3a OMHEMHbLIL 200 8 3ABUCUMOCHU O 603DACMA OOAbHBIX
OcnoxHeHue \ Bce Oetn Bspocnbie \
Annepruuyeckuini GpoHXoNero4Hblii acneprunnes, % 2,30 1,82 3,55
CaxapHblii auabeT ¢ exxeaHEBHbIM NPUEMOM UHCYNUHA, % 3,30 1,11 9,52
MHeBMoTOpaKc, NoTpeGoBaBLLMii APEHNPOBAHUS FPYAHON KNeTku, % 0,70 0,38 1,63
Liuppo3 neyeHu ¢ nopTanbHO runepTeH3veil/runepcnneHusamom, % 4,90 4,92 5,01
Limppo3 neyeHn 6e3 nopTasnbHOI runepTeH3aun/runepcnaesmama, % 2,30 2,05 3,13
LiMppo3 neyeHu, fAaHHbIX O NOPTanbHON FMNEePTEeH3Un HeT, % 0,30 0,09 0,75
MopaxeHune nevyenu 6e3 uupposa, % 13,00 13,86 10,64
Jlero4yHoe KpoBoTe4YeHne, % 1,00 0,47 2,40
OcTeonopo3 (HU3kas KocTHaa macca), % 6,40 2,76 15,37
XpoHu4eckuii MONIMMO3HbIA PUHOCUHYCUT, % 33,40 33,04 34,47
DNeKTPONUTHbIE PacCcTpoicTBa, % 3,20 4,12 0,51
CVHAPOM AUCTaNbHOW MHTECTUHANBHOM 06CTpYKUMK, % 1,70 2,30 0,13
Hanuuue oHkonoruveckoro 3abonesanus, % 0,20 0,00 0,63
AmMunonpos, % 0,10 0,04 0,13

Annepruyeckuii 6GpoHXO0JIero4HbIi acneprunnes

Juaenocmuueckue Kpumepuu:

* oCTpast WIM TOA0CTpas KIMHWYecKast MaHudecTaus (Kaliejab, OfbIlIKa, CHUXKEHUE TIe-
peHOCUMOCTH (DU3NYECKOM Harpy3Ku, acTMa (hU3NIeCKOro YCUIusl, u3MeHeHue (hyHKIII -
OHAJIbHBIX MTOKa3aTeJell JeTKMX WX YBeJIMYEHUE KOIMYEeCTBA MPOLYLIMPYEMOIl MOKPOTHI),
He CBsI3aHHasl ¢ KaKoi-JIMOOo Npyroi IpUInHOIA;

+ obwwuii IgE> 500 ME/mu;

* TIOJIOXXUTEIbHAsI KOKHAsI Ipoba Ha acIeprujuUIe3HBI aHTUTEH (> 3MM) MJIU TTOJIOXKUTEIb-
Hblii crienuduyeckuit IgE k A. fumigatus;

* MpelunUTUHBI K A.fumigatus uiu in vitro noarsepxxaeHHbie IgG anTuTeNa K A.fumigatus;

* HOBBIC WJIM CBEXME M3MEHEHUs Ha pEHTTeHOrpaMMe JIETKUX (MHOWIbTPAThl WIU CIU3U-
cThie TIpooKn), win Ha KT rpymHoit KIeTKu (XapaKTepHble U3MEHEHMST), KOTOPBIE HEe HC-
Yye3aloT P aHTUOAKTEePUAIbHOM Tepali U CTAaHIAPTHOUW KMHe3uTepanuu [9].

Ha puc. 48 mpencraBieHa 4acToTa aJlIepruIecKOro OpOHX0JETOYHOTO acIiepruie3a, KOTo-

phIit 3aUKCUpoBaH y 2,3% MalyeHToB.

YacToTa pa3BUTHUS caxapHOTO arabeTa ¢ eXXeTHEBHBIM IIPUeMOM MHCYJIMHA MpeICTaBIeHa Ha
puc. 49, Kotopslit 3adpukcrpoBaH y 3,3% GOJBHBIX.

YacToTta pa3BUTHS TTHEBMOTOpPAaKCa C IPCHUPOBAHKUEM TIJICBPAIbHOMU ITOJIOCTH TIpEACTaBICHA
Ha puc. 50. JlanHoe ocioxHeHue 3adpukcrupoBato y 0,7% OOIbHBIX.

YacroTa pa3BUTHS TTOpaXkKeHUS TIeUeHU TIpeAcTaBieHa Ha puc. 51. Ilon «mmopaxkeHneM Ieue-
HW» MUMEJIOCh B BUIY: IIUPPO3 TIeUeHU (C MOPTAIIbHOM TUIepTeH3nel, 6e3 MMOpPTaIbHOW THUTIep-
TEH3UU, O HAJIMYUM TTOPTATBHOM ITMIIEPTEH3MU HEM3BECTHO) U TTOpaXkeHUe MeueHr 06e3 uppo3a.

s onpeneneHust MopaxeHus IeYeH! UCIOIb30BAIUMCh KPUTEPUU, ITpUMEHsieMble B Peru-
crpe Benukoopuranuu (https://www.cysticfibrosis.org.uk/the-work-we-do/uk-cf-registry mara
obpamenus 07.08.2017). DT KpuTepun MO3BOJILIOT OTAEIUTD MAllMEHTOB C TSOKEIBIM Mopa-
JKEeHUEM TIeYeHH (C MOPTaIbHOM TUTIEPTEH3UEI) OT CIIydaeB CO CpeIHEN TSKEeCThIO ITOpaKeHUS
(Mppo3 6e3 opTaTbHON TUIIEPTEH3UN).

* Huppos ¢ mopranbHOil TUIIepTeH3uel — (puOpo3MpoBaHUE TIEUEHU, CBI3aHHOE C TeUEHM -

€M MYKOBUCIIMI03a, TUTTMYHbIE OMIMapHble U3MeHeHUs. TsoKeaoe TedeHrue MOXKeT BKITIO-
YaTh MOPTATHHYIO TUTIEPTCH3UIO W/WIN TUTICPCILICHU3M.

* lluppo3 6e3 TTopTaIbHOI TUIIEPTECH3UN — (DUOPO3MpOBaHNE TIEUYCHH, CBSI3aHHOE C Teue-
HUEM MYKOBHCIIMIO03A.

+ [lopaxenue reyeHn 6e3 MPPO3a BKITIOYAET KMPOBOE IMePEPOKICHUE NN BUPYCHBIN Te-
MaTUT, HO He OMJIMApHBIN LUPPO3.

Luppo3 nedyeHu ¢ MOpTaabHONM TUITepTeH3Mel 3adpukcupoBaH y 4,9%, 6e3 MOpTaIbHOM TH-
nepreH3un — y 2,3%, uuppo3 nedeHu (rurepreH3us He usBectHa) y 0,3% GOJbHBIX U TTOpaKe-
HUe nedyeHun 6e3 uuppo3a — y 13,0% nauueHToB.

YacToTa JIeTOYHOTO KPOBOTEUCHHUSI B OTIETHOM TOY IpeACcTaBiIcHa Ha puc. 52, KOTopoe 3a-
dukcuposaro y 1,0 % GOMbHBIX.

YacToTa ocTeornopo3sa (HU3Kask KOCTHasl Macca) mpeAcTaBlieHa Ha pUc. 53, KOTOpblil 3apuK-
cupoBaH y 6,4% GOJIbHBIX.

YacToTra XpOHUYECKOTO IMOJUIMO3HOTO PUHOCUHYCHUTA IMpeacTaBleHa Ha puc. 54, KOTOPHIi
3adukcupoBad y 33,4% GOJIBHBIX.

YacToTa 37eKTPOTUTHBIX PACCTPOICTB B OTIYCTHOM TOAY IIPEACTaBIeHA Ha pHC. 55, KOTOPBIE
3auKCcUpoBaHbl y 3,2% GOJIbHBIX.
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

LleHTpanbHbIvi degepanbHblit OKpyr
CeBepo-3anaaHbiii pepepanbHblii OKpyr
HOKHbIN henepanbHblil OKpyr
MpuBOMKCKUI benepanbHbIv OKpyr
Ypanbckuin besepanbHblii OKpyr
CnbupcKkuin besepanbHblii OKpYr
[anbHeBOCTOUYHbIN dheaepanbHblii OKpYr
CeBepo-KaBKasckuii desepanbHbIi OKpYr
Mocksa

CaHKT-MeTtepbypr

Puc. 48. HacToTa ajiepruyeckoro OpoHX0JIErOYHOTO acreprusie3a cped 00JbHbIX MyKOBUCLIMI030M

LleHTpanbHbIvi degepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN deaepanbHbIN OKpyr
MpuBOMKCKMI denepanbHbIi OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOYHbIN dpesepanbHblii OKpyr
CeBepo-KaBKkasckuii deaepasibHbI OKpyr
Mocksa

CaHKT-MeTepbypr

Puc. 49. Yacrora caxapHoro nurabera ¢ exXeTHEBHBIM IMMPpUEMOM MHCYJIMHA CpEan OOJIBHBIX MYKOBUCIMI030M

LleHTpanbHbIVi pepepanbHblii OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpyr
HOKHbIN heaepanbHbIil OKpYr
MNpusonKckuin deaepanbHbIN OKpyr
Ypanbckuii pepepanbHblii OKpyr
Cnbupckuin depepanbHblii OKpYr
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKkasckuii desepanbHbIii OKpyr
Mocksa

CaHkT-MeTtepbypr

Puc. 50. Yacrora pasBUTUSA ITHEBMOTOpPAKCa ¢ APEHUPOBAHUEM l'pyﬂHOl‘/'l KJIETKU B OTYETHOM roay Cpeau OOJIbHBIX MYKOBUCLMUIO30M

%
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OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

LleHTpanbHbIN desepanbHblit OKpyr

CeBepo-3anafHblii pesepanbHbIi OKpyr

HOKHbIN denepanbHblit OKpyr

MpuBOMKCKUIA deaepanbHbIvi OKpyr

Ypanbckuit desepanbHbii OKpyr

CnbUpcKnin depepanbHblit OKpyr

[anbHeBOCTOYHbIN beaepanbHblii OKpyr

CeBepo-KaBkasckuii desepanbHbiii OKpyr

Mocksa

CaHkT-MNeTepbypr

[l nopakeHue nevyeHu
6e3 umpposa

I LUMPPO3 NeYeHu: o
rMnepTeH3nu He
W3BECTHO

I uMppo3 neyexu 6e3
nopTanbHOM
rnepTeHsum

I LUMPPO3 MeYeHu ¢
nopTanbHOM
rmnepTeHsunen

%

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblit besepanbHblil OKpYr
HOKHbIN depepanbHbI OKpyr
MpvBoMKCKUI denepanbHbIvi OKpyr
Ypanbckuin besepanbHblii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUHbIN beaepanbHblil OKpyr
CeBepo-KaBKasckuii deaepanbHbIii OKpyr
Mocksa

CaHKT-MeTtepbypr

%

Puc. 52. Yacrora 1erouHOTO KpOBOTEYEHUS Y OOIBHBIX MyKOBUCIIMI030M
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepanbHblili OKpyr
HOKHbIN desepanbHbiii OKpyr
MpuBoMKCKUI denepanbHbIvi OKpyr
Ypanbckuin besepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN heaepanbHblil OKpYr
CeBepo-KaBKasckuii denepanbHbli OKpYr
Mocksa

CaHKT-MeTepbypr

Puc. 53. HacTtoTa pa3BuTHUsl OCTEONopo3a (HU3KOM KOCTHOI Macchl) Y OOJIbHBIX MyKOBUCLIMI030M

LleHTpanbHbIN deaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblil OKpYr
HOKHbIN deaepanbHbI OKpyr
MpuBOMKCKUI denepanbHbIvi OKpyr
Ypanbckuin besepanbHblii OKpyr
Cubupckuii depepanbHblit OKpyr
[lanbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKkasckuii deaepasibHbI OKpyr
Mocksa

CaHKT-MeTepbypr

LleHTpanbHbIi depepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN depepanbHbIN OKpyr
MpuBOMKCKUI denepanbHbIv OKpyr
Ypanbckuin besepanbHblii OKpyr
Cubupckuii pepepanbHblii OKpyr
[anbHeBOCTOUHbIN heaepanbHblil OKpyr
CeBepo-KaBKa3sckuit desepanbHblii OKpyr
Mocksa

CaHKT-MeTepbypr

Puc. 55. YacroTa 37eKTpOJTUTHBIX PACCTPOUCTB Y OOJIbHBIX MYKOBUCIIUI030M

%

%

%
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JleyeHne

JleueHune

O0beM Tepaluy MyKOBUCLIMI03a B 3aBUCMMOCTH OT BO3pacTa 0OJIbHBIX IIPEACTABICH Ha PUC.
56 1 B TabI. 32.

Tabauua 32
Yacmoma npumeneHus pa3iu4HbIX 61006 MeOUKAMEHNO3HOU U HeMeOUKAMEHMO3HOI mepanuu MyKoeucuudosa y oemeil u 63pocavlx
‘ Tepanus ‘ Bce ‘ Detn ‘ B3pocnbie ‘
FMnepToHMyYeckuii pacTBop HaTpus xnopuaa (>3mec), % 71,51 77,52 54,08
WHransuum ManuuTona (>3mec), % 3,19 3,59 2,01
AHTUOMOTUKMN
WUHransiuMoHHble, % 46,72 44,63 52,75
BHYTPUBEHHbIE, % 33,19 26,49 52,57
nepopanbHble, % 55,00 47,07 77,85
BpoHxopunaratopesl, (>3mec), % 50,45 45,10 65,88
FniokokopTukoctepounabi(>3mec)
WHransiuMoHHble, % 14,58 12,00 22,06
cuctemHble, % 3,44 2,56 6,01
[opHa3a anbda (>3mec), % 95,83 97,82 90,02
AsutpomuumH (>3mec), % 30,55 28,56 36,32
Ypcopesokcuxonesas Kucnora, % 87,94 93,53 71,63
MaHkpeaTnyeckne pepmeHTbl, % 90,82 93,62 82,67
WHru6uTopbl NpoToHHOM nomnbl (>3mec), % 20,29 19,70 21,98
XXupopacTBopuMmbie BUTaMuHbl, (>3mec) % 88,32 94,26 71,21
Kunesutepanus, % 79,4 86,87 57,86
Kucnopopotepanus, % 4,47 1,66 12,73
CFTR mopynsitopbl, %
UBakadTop 0,25 0,04 0,88
JliomakadTop / UBakadpTop 0,13 0,00 0,50
Tesakadrop /MBakapTop 0,1 0,00 0,38
HeuHBa3uBHas BeHTUNSALMS nerkux, (>3mec), %
CPAP (peXvM NoCTOSIHHOIO NOJIOXKUTENbHOrO AaBNEHUs B AblXaTesbHbIX NYTAX) 0,57 0,55 0,63
BiPAP (peXum ABYXYpPOBHEBOIO NMOJIOXUTENBHOIO AaB/IEHUS B AbIXaTeJIbHbIX MYTAX 0,64 0,04 2,38
100 T — e NaCl
@ MaHHUTON

MHranAumMoHHbIe
AHTUBMOTUKM
BHyTpuBEHHbIE
AHTUBUOTUKM
TabnetupoBaHHble
AHTUBUOTUKM
BpoHxogunataTopsl

JopHasa anbda

%

UHranaumoHHble
cTeponapl
CucteMHble cTeponspl

A3nTpOMULMH

Ypcoaesokcuxonesas
Kucnota
MaHKpeaTnyeckue
bepmeHTbI

mnn

CFTR mopgynatopsl

*KunpopacTtsopumblie
BUTaMWHbI

0-8 8-16 16-24 24-32 cTapuwe 32

BospacrT, roapl

Puc. 56. O6beM MeIUKaMEHTO3HOM Tepary B 3aBUCMMOCTH OT BO3pacTa GOJIbHBIX
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

110 —————— —

100 ——— — — — — — e @ms [lopHa3a anbda

@ /IHraNALMOHHbIE
cTepouabl

% e GpOHXOAMNATATOPbI
0

MHranaumoHHble
AHTUBMOTHKM

e NaCl

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

Puc. 57. JuHamuKa Ha3HaYeHUsI MHTaIsIUMOHHOM Tepanuu B 2011—-2019 rr.

LleHTpanbHbIN deaepanbHbli OKpyr
CeBepo-3anagHbliit beaepanbHbiil OKpYr
HOKHbIN denepanbHbI OKpyr
MpvBOMKCKUI denepanbHbIvi OKpyr
Ypanbckuin besepanbHbliii OKpyr
Cubupckuii depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIl OKpyr
CeBepo-KaBKasckuii deaepasibHbIii OKpyr
Mocksa

CaHKT-MeTtepbypr

LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblit desepanbHbiii OKpyr
HOKHbIN depepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN dheaepanbHblii OKpyr
CeBepo-KaBKasckuin beaepanbHbliil OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 59. [IpumeHeHWe UIMTEIbHBIX MHTATSLIMNA MAHHUTOJIOM Y OOJIbHBIX MyKOBUCIIMI030M
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JleyeHne

CeBepo-3anaaHbiii peaepanbHblii OKpyr

[lanbHeBOCTOYHbIN desepanbHbIii OKpyr

CeBepo-KaBKasckuii desepanbHblii OKpyr

CeBepo-3anafHbliit deaepanbHblii OKpyr

[anbHeBOCTOUYHbIN dheaepanbHblil OKpyr

CeBepo-KaBKasckuii desepanbHbIit OKpyr

LleHTpanbHbIvi degepanbHblii OKpyr

HOKHbIN henepanbHblil OKpyr
MpuBOMKCKUI desnepanbHbIv OKpyr
Ypanbckuin bepsepanbHblii OKpyr

Cnbupckuin bepepanbHblii OKpYr

Mocksa

CaHKT-MeTtepbypr

%

Puc. 60. ITpyMeHeHre MHTATSIIMOHHBIX aHTUOMOTUKOB Y OOJBHBIX MyKOBHUCIIUIO30M

Ha puc. 57 npencraBieHa f[MHaMuKa Ha3HAYEHUS] MHTAISILIMOHHON Teparnuu 1o CpaBHEHUIO
¢ peructpamu 2011-2019 rr.

O0beM MpPUMeHEHUS TUTIEPTOHMYECKOTO pacTBOpa HATPUsI XJIOpUIA TIpeaCTaBIeH Ha puc. 58.
JlaHHBIM BUI Tepanuy MIPUMEHSUICS B OTYETHOM rony y 71,5% OOIbHBIX.

O0BbeM MPUMEHEHMS IJIUTEIbHBIX MHTASIIMI MaHHUTOJIOM TIpeAcTaBieH Ha puc. 59. JlaH-
HBII BUJI TePAMy MIPUMEHSIJICSI B OTYETHOM roay y 3,2 % OOJIbHBIX.

O0beM ITPUMEHEHUS] MHTATSLIMOHHBIX aHTUOMOTHUKOB OTpaxkeH Ha puc. 60. JlaHHbII B Te-
paruu B OTYSTHOM TOIy IMPUMEHSICS Y 46,7 % OGOJIbHBIX.

O0beM MPUMEHEHNST BHYTPUBEHHBIX aHTUOMOTHUKOB TIpeIcTaBiieH Ha puc. 61. JlanHbIi BuI
Tepanuy B OTYETHOM rofy IpuMeHsuics Y 33,2% OOJIbHBIX.

O0BeM MPUMEHEHUST TTEPOPATLHBIX aHTUOMOTUKOB B peTMOHAX ITpeACTaBlicH Ha puc. 62. JlaH-
HBII BUJI TEPAIMK B OTYETHOM roay npumeHsuics y 55,0% G0JIbHBIX.

O0beM NTpUMEHEHNS OPOHXOAMIATATOPOB OTpaxkeH Ha puc. 63. JIJaHHBII BUI Teparini B OT-
yeTHOM roay npumeHstics y 50,5% OGOJbHBIX.

O0BbeM TIPUMEHEHUSI MHTAISIIMOHHBIX TJIIOKOKOPTUKOCTEPOUIOB B PETMOHAX MpeNCcTaBIeH
Ha puc. 64. JlaHHBII BUI TepaliMi B OTYCTHOM roay npuMeHsiicsd y 14,6% GONbHBIX.

O0beM TIPUMEHEHUST CUCTEMHBIX TITIOKOKOPTUKOCTEPOUIOB TIpeACTaBieH Ha puc. 65. JlaH-
HBII BUJI TEPAllMy B OTYETHOM rOAy IpuMeHsuics Y 3,4% OObHBIX.

LieHTpanbHbI degepanbHblit OKpyr

HOKHbIN depepanbHbI OKpyr
MpuBOMKCKUIA denepanbHbIvi OKpyr
Ypanbckuii besepanbHbliii OKpyr

Cubupckuin depepanbHblit OKpyr

Mocksa

CaHkT-MNeTepbypr

%

Puc. 61. IIpumMeHeHre BHYTPUBEHHBIX aHTUOMOTUKOB Y GOJbHBIX MYKOBHUCLIMIO30M
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepanbHblii OKpyr
HOKHbIN denepanbHblii OKpyr
MpuBoMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuii besepanbHblii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUHbIN heaepanbHblii OKpYr
CeBepo-KaBKasckuii desepanbHbli OKpYr
Mocksa

CaHKT-MeTepbypr
%

Puc. 62. IpuMeHeHMe TiepopabHbIX AaHTUOMOTUKOB Y OOJIbHBIX MYKOBHCIIAIO30M

LleHTpanbHbIN deaepanbHblii OKpyr
CeBepo-3anagHbliit desepanbHbiil OKpyr
HOKHbIN denepanbHbIi OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr
Ypanbckuii besepanbHbiii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIii OKpyr
CeBepo-KaBKasckuit beaepanbHbliil OKpyr
Mocksa

CaHkT-MNeTepbypr

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbliit desepanbHblil OKpyr
HOKHbIN depepanbHbI OKpyr
MpuBOMKCKUI deaepanbHbIvi OKpyr
Ypanbckuii besepanbHblii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUHbIN dheaepanbHblii OKpyr
CeBepo-KaBKa3sckuit deaepanbHblii OKpyr
Mocksa

CaHKT-MeTepbypr
%

Puc. 64. anIMeHCHVIC VHTAJIIIMOHHBIX ITTIOKOKOPTUKOCTEPOUIOB Y OOJIBHBIX MYKOBUCLMIO30M
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JleyeHne

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepanbHblli OKpyr
HOKHbIN desepanbHbiii OKpyr
MpuBoMKCKUI deaepanbHbIvi OKpyr
Ypanbckuii besepanbHblii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUYHbIN heaepanbHblil OKpYr
CeBepo-KaBKasckuii desepanbHbli OKpYr
Mocksa

CaHKT-MeTepbypr

Puc. 65. TlpyMeHeHre CUCTEMHBIX TIIIOKOKOPTUKOCTEPOUIOB Y OOJBHBIX MYKOBHCIIAIO30M

LleHTpanbHbIV dpepepanbHbilii OKpyr
CeBepo-3anaaHblil desepanbHbIi OKpyr
HOXKHbIV denepanbHbIi OKpyr
MpuBOAKCKMI bepepanbHbIit OKpyr
Ypanbckuii pegepanbHbiii OKpyr
Cubupckuin deaepanbHblit OKPYr
[anbHeBOCTOUHbIN PpeaepanbHblii OKpyr
CeBepo-KaBKasckuii peaepanbHblii OKpyr
MockBa

CaHKT-lMeTepbypr

Puc. 66. ITpuMeHeHre mOopHA3kl albda y GOIBHBIX MyKOBUCIIAIO30M

LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbliit desepanbHblil OKpyr
HOKHbIN denepanbHbI OKpyr
MpuBoMKCKUI deaepanbHbIi OKpyr
Ypanbckuii besepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUHbIN dheaepanbHblil OKpyr
CeBepo-KaBKa3sckuit deaepanbHblli OKpyr
Mocksa

CaHKT-MeTepbypr

Puc. 67. IlpuMeHeHre a3UTPOMULIMHA B CYOMHTUOUPYIOIIMX J03aX Y OOJIbHBIX MyKOBUCLIMI030M
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepanbHblli OKpyr
HOKHbIN desepanbHblii OKpyr
MpuBOMKCKUI deaepanbHbIvi OKpyr
Ypanbckuii besepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIii OKpYr
CeBepo-KaBKasckuii desepanbHbli OKpYr
Mocksa

CaHKT-MeTepbypr

Puc. 68. TIpuMeHeHMe ypcoae30KCUXO0JIEBOI KMCIOThI Y OOJIBHBIX MyKOBUCLIMI030M

LleHTpanbHbIvi degepanbHblii OKpyr
CeBepo-3anaaHbiii peaepanbHblii OKpyr
HOKHbIN denepanbHblin OKpyr
MpuBOMKCKUI beaepanbHbIi OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOUHbIN heaepanbHblil OKpYr
CeBepo-KaBKa3ckuii desepanbHbli OKpYr
Mocksa

CaHKT-MeTepbypr

r

0 20 40 60 80 100

Puc. 69. INpuMeHeHre TaHKpeaTUIeCKUX (HePMEHTOB y OOIBHBIX MYKOBUCIIAIO30M

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbliit desepanbHblil OKpyr
HOKHbIN depepanbHbI OKpyr
MpuBOMKCKUI deaepanbHbIvi OKpyr
Ypanbckuii besepanbHblii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOUHbIN dheaepanbHblii OKpyr
CeBepo-KaBKa3sckuit deaepanbHblii OKpyr
Mocksa

CaHKT-MeTepbypr
%

Puc. 70. [IpumeHeHe MTHTMOUTOPOB MPOTOHHO TTOMIIBI Y OOJBbHBIX MYKOBUCIIMIO30M
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JleyeHne

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbii pesepanbHblili OKpyr
HOKHbIN denepanbHblii OKpyr
MpuBoMKCKUI deaepanbHbIvi OKpyr
Ypanbckuin besepanbHbliii OKpyr
Cubnpckuin depepanbHblit OKpyr
[lanbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKasckuii desepanbHbIi OKpYr
Mocksa

CaHKT-MeTepbypr

Puc. 71. TIpuMeHeHMEe XKMPOPACTBOPUMBIX BUTAMUHOB Y OOJbHBIX MYKOBUCLIMI030M

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblit besepanbHblil OKpYr
HOKHbIN denepanbHbI OKpyr
MpuBOMKCKUI denepanbHbIvi OKpyr
Ypanbckuii besepanbHblii OKpyr
Cubupckuin depepanbHblit OKpyr
[anbHeBOCTOYHbIN deaepanbHbIl OKpyr
CeBepo-KaBKasckuii deaepasibHbI OKpyr
Mocksa

CaHKT-MeTepbypr

%

r

0 20 40 60 80 100

Puc. 72. TlpuMeHeHre KUHE3UTEparuu O0JIbHBIMU MYKOBUCLIMI030M

O6beM TpUMEHEeHUsT I0pHa3bl alibda npencTaBieH Ha puc. 66. JlaHHBI BUI Teparuu B OT-
YETHOM ToIy IpUMeHsIics Y 95,8% GOTbHBIX.

O0beM MpUMEHEHUsT a3UTPOMULIMHA B CYOMHTMOMPYIOLIMX [103aX MPpeacTaBieH Ha puc. 67.
JlaHHBIA BU TepalliK B OTYETHOM roay npumeHstics y 30,6% GObHBIX.

O6beM TIPUMEHEHUST YPCONE30KCUXOJIEBOM KUCIOTHI MPpeACcTaBieH Ha puc. 68. JlaHHbII BUI
Teparuy B OTYETHOM TOIy MpuMeHsicst y 87,9% GOMbHBIX.

O6beM MPUMEHEHUST TTaHKpeaTHUeCKUX (hepMEHTOB TMpelncTaBieH Ha puc. 69. JlaHHbI BUI
Teparuy B OTYETHOM roay rnpumeHsticst y 90,8% GOMbHBIX.

O0beM MpUMEHEHUS] UHTUOUTOPOB MPOTOHHON MOMIMBI MpenctabBieH Ha puc. 70. JlaHHBIA
BUJ Teparuu B OTYETHOM rofay npumMeHsuics y 20,3% GONbHBIX.

O0beM MPUMEHEHUS XUPOPACTBOPUMBIX BUTAMUHOB MIpeACTaBieH Ha puc. 71. JlaHHbII BUI
Teparuy B OTYETHOM TOay MpuMeHsics: y 88,3% GObHBIX.

O0beM MpUMEHEHUST KUHE3UTepanuu MpeAcTaBieH Ha puc. 72. JlTaHHBIA BUJ Tepanuu B OT-
YETHOM Tony puMeHsiicst y 79,4% GOTbHBIX.

O0beM UCMOIb30BaHUS KUCIOPOAOTEPANINY MIPEACTaBIeH Ha puc. 73. [laHHbIA BUA Tepanuu
B OTYETHOM TONy IPUMEHSIICS Y 4,5% GONTbHBIX.

0O6bem ucnonb3zoBanusg CFTR moayisitopoB npenctasieH Ha puc. 74. JlaHHBIN BUa Tepa-
MU Ha KOHELl OTYETHOrO nepuoaa npumeHsuicd y 15 nauunenTos (0,48%), u3 Hux y 14 B3poc-
JbIX 00s1bHBIX (1,76%) u y 1 pedenka (0,04%).
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LieHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHbiii pesepanbHblli OKpyr
HOKHbIN desepanbHbiii OKpyr
MpuBOMKCKUI denepanbHbIvi OKpyr
Ypanbckuii besepanbHbliii OKpyr
Cubupckuin depepanbHblit OKpyr
[lanbHeBOCTOYHbIN deaepanbHbIii OKpyr
CeBepo-KaBKasckuii desepanbHbIi OKpYr
Mocksa

CaHKT-MeTepbypr

Puc. 73. [IpumeHeHrEe KUCIOPOAOTEpANTUU Y OOJTbHBIX MyKOBUCILIMIO30M

LleHTpanbHbIi degepanbHblit OKpyr
CeBepo-3anagHbiit beaepanbHblil OKpYr
HOKHbIN denepanbHbI OKpyr
MpuBoMKCKUI denepanbHbIvi OKpyr
Ypanbckuit dbeaepanbHbliii OKpYr | O

Cubupckuii pegepanbHblii OKpYr | 0

CeBepo-KaBKa3sckuit deaepanbHblii OKpyr | o

Mocksa

CaHKT-MeTepbypr

S

Puc. 74. Tlpumenenne CFTR MomynsTopoB y 00JIbHBIX MyKOBUCLIMI030M

%
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JleyeHne

TpaHcnnaHTauus

B 2019 r. ceMu 00bHBIM MYKOBHUCIIMIO30M OblLiIa MPOBEAEHA ABYCTOPOHHSISI TpaHCIIaHTA-
LIMsI JIETKUX, TBOUM OOJIbHBIM TpaHCIUIaHTalus nedeHu. Yuciao tpaHcrianTauuii 3a 2011—-2019
IT. IpeAcTaBjeHo B Tab. 32.

Tabauua 33
Yucao mpancnaanmayuii aeexux u nevenu 3a 2011-2019 ee.
Tpaucnnawtauws | 2011r. | 2012r. | 2013r. | 2014r. | 2015r. | 2016r. | 2017r. | 2018r. | 2019r. | Bcero |
Nerkux 1(1) 2(2) 2(1) 1(0) 9(7) 6 (6) 8 (6) 9(7) 7 (4) 45 (34)
MNeyenn 0 1(1) 0 0 3(3) 0 0 4 (3) 2(2) 11 (10)
Mouek 0 0 0 0 0 0 0 1(1) 0 1(1)

MpumeyaHvie: B ckobkax NpeAcTaBieHO YMCNOo 6OMbHBIX XUBbIX NOCNe onepaumii Ha 31.12.2019.
*— opHa TpaHcnnaHTaums nevyeHn Gbina nposeaeHa ewe B 2009 r.

BbhkuBaemocCTb

B Teuenue 2019 r. ymepsio 52 60ibHBIX (26 MyKCKOTO 1oJjia), U3 HUXx 34 B3pocibix (17 Myx-
ckoro mnoJja). [TpuunHoit cMeptu 39 U3 HUX SIBASLIOCH OPOHXO0JIETOYHOE TTOpaXkKeHue.

CpenHuii Bo3pacT cMepTu cocTaBuia 22,5 + 12,2 roga, MmenuaHa Bo3pacTta cMept — 22,4 (13,8)
roga. MUHMMasbHBIN Bo3pacT cMeptu — 0,13 jieT, MakcuMabHbIi B 69,9 neT.

B naHHOM romy 1pu pacuyére BbKMBA€MOCTH UCITOJIb30BaJICS CTaTUCTUUECKUii TTonxon CeBe-
PO- aMEpPUKAHCKOTO PerucTpa 00JIbHBIX MyKOBHUCIIMIO30M ISl COITOCTABUMOCTHU TAHHBIX Y €11 -
Horo noxaxoja K ux oieHke. [IpoBenéH pacuer nsatuieTHeil BbkuBaemocTu 3a 2015—2019 rog.

Menuana BeixuBaeMocTu 3a 2015—2019 rr. paBHa 33,8 ser. JloBepuTeIbHBIA UHTEPBAT —
30,2—37,4 ner.

OprkoMUTET PerucTpa BbipaxaeT 0JaroqapHoCTb AJIeKCaHIPY Dab0epTy - AUPEKTOPY Mpo-
rpaMMBbI pervMcTpanuu naiueHToB, @oHm KucTo3Horo ¢hubposa/MykoBuctunosa, CIIA (Senior
Director of Patient Registry Program, Cystic Fibrosis Foundation: https://www.cff.org) 3a npe-
JIOCTaBJIEHUE TIPOrPaMMBbl pacuéra 1 IMOMOIIIb.

3aknoyeHue

Takum obpa3zoM, B peructpe mpeacTaBjieHa TUHaMUKa IMokasaTeyeil, XapaKTepu3yIolux
3I0pOBbE AETEN M B3POCJbIX ¢ MYKOBUCIIMIO30M, 3a MpolleAine 9 JeT, a TakxKe JaHHbIE T10
81 cyobekTy denepaunu, 4To MPU3BaHO OLIEHMBATh TEKYIIYIO CUTyallMIO B CTpaHE U B PEru-
OHax IO OKa3aHUI0 MEIULIMHCKOI MOMOILUM TaleHTaM U OPUEHTUPOBATh Ha MOUCK 3(pdeK-
TUBHBIX OPraHU3alLMOHHbBIX, TUATHOCTUYECKUX, TEPANEBTUUECKUX U MPOPUIAKTUUECKUX Me-
POTNIPUSATHI JIS1 TIOBBIILIEHUST YPOBHS 3M0POBbsI, KaUeCTBA U MPOJOJIKUTEIbHOCTU XXU3HU JTIO-
Jeli ¢ MyKOBUCLIMIO30M.
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YcnoBHble 0003HaYeHUus

M=+ SD — cpenHee t cTaHAApPTHOE OTKJIOHEHUE

Me — MeauaHa

IQR — MHTEPKBApTUJIbHBIN pazMax

(25th — 75th pctl) — 25 1 75 npoleHTUIU

DOXKEJT — cdopcupoBaHHas XKU3HEHHAs eMKOCTh

ODB, —00BbeM (hOPCUPOBAHHOIO BbIIOXA 32 1-10 CEKYyHIY
NUMT — MHAEKC Macchl Tejia

NPT — UMMYHOPEAKTUBHBIA TPUTICUH

MBTP — MYKOBUCUMAO3HBIN TpaHCMEMOpaHHBIN peryJsTop
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NMPUJTOXKEHMUE 1

MepeuyeHb AaHHbIX Poccuiickoro perncrtpa 60ibHbIX MyKOBUCLUAO030M

Aemorpadpuyeckue gaHHble

T'opon, B KOTOpOM pacrojioXkeH LEHTP

®UO nanueHra

Pervon npoxuBaHusi

Ton HaOmoneHns

T'on poxaeHust

Mecsii poxaeHust

Yucno poxaeHus

Ilon

Bo3spacr (Ha 31 mexabpst OTYETHOTO roja)

Craryc manueHTa:
— 3XUB Ha 31 nekabpst OTYETHOTO TOJa;
— norud B OTYUETHOM IOy

Ecnu ymep, To 3amoiHsIeTCs 1aTa CMEPTH:

— TOx;

— MeCsIII;

— YHCIIO

IIpuuyuHa cmepTu:

— OpOHXO0JIerOouHasl;

— TICYCHB;

— TpaBMa;

— CYMIIMI,

— TpaHCIUIAHTAIIUS;

— NIpyrasi, CBsI3aHHAsI C MyKOBHUCITUIO30M, CICIYEeT yKa-
3aTh Kakas (HarmpuMmep, CHHAPOM TiceBno-baprrepa,
aMWJIOWIIO3, OHKOJIOTHUS 1 Ip.);

— npyrasi, He CBsI3aHHasi C MyKOBHUCIIMIO30M

AuvarHos

JlviarHO3 MOATBEPXKIICH:
— Jia;
— HET;
— OyIeT MOATBepPXKIeH
Bospact Ha MOMEHT yCTaHOBJIEHMSI TMAarHo3a B Tofax
Jlata ycraHoBienust nuarto3sa B ¢popmate: JJI.MM.ITTT
FleHeTuka

ITpoBOAMIIOCH JIM TEHETUYECKOE UCCIIEIOBAHUE:
— na;
—HET

IlepBblit TeHETUUECKUIA BapuaHT HYKJIEOTUIHOM ToCe-
noBareabHOCTU reHa CFTR

IlepBblii reHeTUYECKUIT BapuaHT HYKJIEOTUIHON MOCe10-
BarenbHOcTH TeHa CFTR2 (ecay Ha OIHOI XPOMOCOMeE
JIBa TEHETUYECKUX BapMaHTa, TO 3/1ECh IMUILIETCS Ha3Ba-
HUE BTOPOTO reHETUYECKOro BapuaHTa. Eciiv ero Ha3Ba-
HUS HET B MEXIYHApOIHOM 6a3ze maHHBIX http://www.
genet.sickkids.on.ca, To B TIlepBOM CTOJIOLIE TTUILIETCS: APY-
TOl, a BO BTOPOM — Ha3BaHME T€HETUUECKOTO BapraHTa)

Bropoii reHeTMYeCcKMiA BapraHT HYKJIEOTUIHOM MOCIen0-
BarenbHoCcTH TeHa CFTR

Btopoii reHeTMYecKuii BapruaHT HYKJIEOTUIHON Mmocie-
noBaTeabHOCTH TeHa CFTR 2 (o aHaJoruu ¢ MepBoit
MyTaluei)

HeoHaTanbHbIl CKPUHMHT:
— TIOJIOXKUTEJIbHBIN;

— OTpULIATENIbHBINA;
— pe3yJbTaT HEeM3BECTCH,
— He Aenanu
HapymieHue TpaHCAMUTEIMaIbHOIO MOHHOTO TPaHCIIOP-
Ta (Pa3HOCTh HA3aJIbHBIX ITOTCHIINATIOB, OMOTICUM TOJI-
CTOM KUIIKK):
— TIOJIOXUTEbHAS;
— OTpHUIIATE/IbHAS;
— He Aenanu
[ToToBbIii TECT:
— TUTPOBAHMUE;
— IIPOBOIMMOCTE;
— He Jerann
DIEKTPOIUTHI
— XJIOPUIBI;
— Ipyrue;
— He Aenanu
YpoBeHb XJ10pUI0B
IToTOBBII TECT MOBTOPHbII:
— TUTPOBAHUE;
— IIPOBOIMMOCTE;
— He Aenanu
DJIeKTPOJIUTHI TOBTOPHBIE:
— XJIOPUIBI;
— JIpyrue;
— He Aenanu
VYpoBeHb XJIOpUI0B MOBTOPHbII
MeKoHMEBBIN UIeycC:
— J1a, ONIEpUpPOBaH;
— J1a, He OIepUPOBaAH;
— J1a, He U3BECTHO, ObLJIa JIU OTepalus;
— HeT

Tepanus

Wuransaium runepronnyeckoro pactsopa NaCl B oTueT-
HOM TOJIy:
— na (ecy cyMMapHOE YMCJIO THeU MHTasIuit — 60-
Jee 3 mec.);
— HET;
— He 3Ha
WHransaimm MaHHUATONA:
— na (ec cyMMapHOE YMCJIO THeU MHTaIsIuit — 60-
Jee 3 mec.);
— HET;
— He 3Ha
[ToBTOpHBIE KYPCHI UHTAISIITUOHHBIX aHTUOMOTUKOB B OT-
YETHOM TOILY:
— na (ecu cyMMapHOeE YMCJIO THeW MHTasIuit — 60-
Jee 3 mec.);
— HET;
— He 3Haw
BHyTpuBeHHbIE aHTUOMOTUKU B OTYETHOM TOMY:
— Ja (maxke ecv TPOBeJIeH OUH KypC BHYTPUBEHHOM
Teparnuun);
— HET;
— He 3Ha
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Mpunoxexus

TabieTnpoBaHHBIE AaHTUOMOTUKY B OTYETHOM TOJLY:

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

— HeT;

— He 3Hao

JnuTenbHbIe (MOBTOPHBIE) KYPChl UHTAISILIMOHHBIX OPOH-

XOIMUJIATaTOPOB B OTYETHOM TOY:

— na (ecayd cyMMapHOe YMCJIO JHe MHTalsuii — 60-
nee 3 mec.);

— HeT;

— He 3Hal

IToBTOpHBIE KYpCHl (IIUTEIbHOE MPUMEHEHNE) MHTAJIS -

LIMOHHBIX CTEPOUIOB;

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

— HeT;

— He 3HaIo

[ToBTOpHBIE KYpCHI (JUIMTETHLHOE ITPUMEHEHNE) CUCTeM-

HBIX CTCPOMIIOB:

— na (ecm cyMMapHOe YMCJIO JIHeH Tepanuu — Gosee
3 Mec. W TIPOBEIICHO He MeHee 3 KypcoB B IOl IMapeH-
TepaJIbHO MPOAOKUTESILHOCTBIO He MeHee 14 qHeil);

— HeT;

— He 3Ha

Kucnoponoreparnusi B OTYETHOM TOAY:

— ma (ecam cyMMapHOE YMCIIO THEW KHMCIOpOmoTepa-
nuu B ron 6ojiee 3 Mec., U3 pacueTa He MeHee 12 4
KHCIIOPOIOTEPAITNH B CYTKH )

— HeT;

— He 3Halo

JlopHa3za anbga B OTYETHOM TOJIY:

— 1a (ecau cyMMapHoOe YMCI0 AHEeW MHransiuuii 60-
nee 3 mec.)

— HeT;

— He 3Halo

[TocTosiHHOE TIpYMEHEHUE a3UTPOMUIIMHA (MJIU IPYTOTO

MaKkpoJiiaa) B OTYSTHOM TOMY:

— 1a (ecnm cyMMapHOE YMCJIO THEU mpuema — Oosee
3 mec.);

— HeT;

— He 3HaIo

Ypcone3okecuxosieBast KUCJI0Ta B OTYETHOM TOIY:

— 1a (eclIm cyMMapHOE YMCJIO THeM mpueMa — Oosee
3 mec.);

— HeT;

— He 3Halo

IMankpeatnueckne (hepMEHTHI B OTICTHOM TOMY:

— 1a (eclny cyMMapHOE YUCJIO JHEeU mpuema — Oosee
3 mec.);

— HeT;

— He 3Halo

MHTMOUTOPHI IPOTOHHOM TTOMITBI B OTYETHOM TOJIY:

— 1a (eciy cyMMapHOE YUCJIO THeU mpueMa — Oosee
3 mec.);

— HeT;

— He 3Halo

XKupopacTBopuMbIe BUTAMUHBI

— 1a (eci1y cyMMapHOE€ YUCJIO JHeil mpueMa — osee
3 mec.);

— HeT;

— He 3Halo
Kunesutepanus
— na (ecau CyMMapHOe YUCJI0 AHE poBeaeHus — 00-
Jiee 3 Mmec.);
— HeT;
— He 3Halo
CFTR monynsTopsr:
— HBakadrop;
— Jlromakadrop / UBakadrop;
— Tezakadrop /UBakadTop;
— Hpyroe
HeunBa3uBHasi BEHTWISILIUS JIETKUX (€CTIM CyMMapHOe
YUCJIO IHEH MpoBeaeHus1 — doJiee 3 Mec.):
— CPAP (pexxuM NOCTOSTHHOTO MOJIOKUTEIbHOTO 1aB-
JIEHWS! B IbIXaTEIbHBIX TYTSIX);
— BiPAP (pexuM OBYXypOBHEBOTO IMOJOXUTEIBHOTO
JABJICHUSI B IBIXaTSJIbHBIX ITYTSIX).

O6cnepnoBaHue

Macca mena, iMeBIIasiCsl B IGHb JTYYIIIETO MOKa3aTe-
11 ODB,, ecn He nenanum @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 TOJIY.

Mecay aynwezo nokazsamess OPB B OTYETHOM IOy,
ecnu He aenanu OB/, To nata u3mMepeHus: pocTa 1 Mac-
CHI Tena.

Yucno ayuweeo nokasamess OPB B OTYETHOM rony,
ecnu He aenanu OBJI, To nata u3mMepeHus: pocTa u Mac-
CHI Tena.

Jlynwuii noxkazamens OPB, B OTYETHOM rofty (B IMTPaAX)

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

yuwuii noxkazameno O®PB, B otyeTHOM roxy (B %)

Jlyuwuii noxkazamens @2KEJI B oryeTHOM rony (B %)

MukpoGuonorusa

Kputepun XpoHU4YeCKOM MHMEKIIMU OTPaXKeHbI B pa3ze-
e «MUuKpoOUOJOoTrus»
XpoHuueckoe nHduuupoBanue Paeruginosa:
— na (6oJiee TTOJIOBMHBI BBICEBOB 332 OTYETHBIN TOJ1, TIPU
YCJIOBUHU TIPOBEACHUS He MeHee 4 TTOCEBOB);
— HET;
— He 3Ha
HNurepmutTupytomas unbexuus Paeruginosa:
— na (6oJiee TTOJIOBMHBI BHICEBOB 3a OTYETHBIN TOJ1, TIPU
YCJIOBUHU TIPOBEACHUS HE MeHee 4 TTOCEBOB);
— HET;
— He 3Ha
XpoHunueckast uHQeKUUs S.aureus
— na (6oJiee TTOJIOBMHBI BBICEBOB 32 OTYETHBIN TOJ1, TIPU
YCJIOBUHU TIPOBEACHUS He MeHee 4 ITOCEBOB);
— HET;
— He 3Ha
XpoHuueckast uHeKuus1 B.cepacia complex
— na (6oJiee TTOJIOBMHBI BHICEBOB 332 OTYETHBIN TOJI, TIPU
YCJIOBUHU TIPOBEACHUS He MeHee 4 TTOCEBOB);
— HET;
— He 3Ha
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Hetyb6epkyne3Hble MUKOOAKTEPUU
— Ja (6oJiee MoJIOBUMHBI BLICEBOB 32 OTUETHBIN To1, MpU
YCJIOBUM TIPOBEICHsI HE MeHee 4 TIOCEBOB);
— HET;
— He 3Halo
S.malfophilia B 0TYETHOM roay
— Ja (boJiee MoJOBUMHBI BLICEBOB 32 OTUETHBIN To1, MPU
YCJIOBUM TIPOBEICHUsI HE MeHee 4 TIOCEBOB);
— HET;
— He 3Halo
HedepmeHnTupytolast rpaMotpuLiaTesibHas (Gyiopa OTJny-
Hast oT Paeruginosa
— 1a (boJiee MoJIOBUMHBI BbICEBOB 32 OTUETHBIN roj1, MpU
YCJIOBMU MPOBEAEHUsI He MeHee 4 TT0CeBOB), 00s13a-
TEJIbHO yKa3aHUe JJaATUHCKOTO Ha3BaHUSI MUKPOOP-
raHu3ma;
— HET;
— He 3Halo
I'emoduibHas magouka
— 1a (boJiee MoJIOBUMHBI BLICEBOB 32 OTUETHBIN To1, MpU
YCJIOBUM TIPOBEACHUsI HE MeHee 4 TT0CEBOB);
— HET;
— He 3Halo

OcnoxHeHus (B OTYETHOM roay)

Anneprudyeckuii OpOHXOJIETOYHBIN acriepruiiie3 (KpuTe-
pUH OTpaKkeHBI B paznese «OCI0XKHEHUST»)
— B HACTOSILLIMMA MOMEHT;
— HeT;
— He 3Ha
Jnaber:
— HeT;
— I1a, JIeYeHNe UHCYJIMHOM €XXeTHEBHO;
— Ja, Je4eHue TabJIeTUPOBAHHBIMU TMITOIIMKEMUYE-
CKHMU IIperapaTamMu;
— I1a, TOJIbKO JUeTa;
— I1a, JIeYeHUue HeU3BECTHO
[THeBMOTOpaKC, MOTPeOOBABIINI JPEHUPOBAHUS
— a;
— HeT;
— He 3Ha
IMopaxenue neyeHu (o Kputepusix B pasaeie «Ocaox-
HEHUS»):
— LUPPO3 C TUTNIEPTEH3UEH/TUTIEPCILICHU3MOM;
— 1Uppo3 6e3 TMIePTEeH3UH,/TUTIePCIUICHU3MA;
— 1MUppo3 06e3 MHGhOPMAILMU O TUIIePTeH3UU,/TUIIEP-
CIUICHU3ME;
— TopaXeHue nevyeHu 0e3 IUppo3a;
— HeT;
— He 3Ha
BripaxkeHHOe ieroyHoe KpoBoTeueHue (6onee 250 Mt ofi-
HOMOMEHTHO):
— J1a, XOTd OBl OAWH pa3;
— HeT;
— He 3Ha
Hanuuue oHkojiornueckoro 3adojieBaHusI (B OTYETHOM
TOy WJIKM KOTIa-I1u00 B XU3HM TAIIMEHTA):
— 1a;

— HET;
— HE 3Har
MaHkpeaTuyeckum ctatyc

dekanbHast aaacTasza 1:
— < 200 HT/T OTHOKPATHO;
— < 200 Hr/T IBaXIbI;
— > 200 HT/T OIHOKPATHO;
— > 200 HT/T ABAXIHI;
— He onpezessiiach
HeiiTpanbHblii XXup B CTyJe€:
— BBICOKUI OTHOKPATHO;
— BBICOKMIi > 2 pa3za;
— HOPMAaJIbHBIN OTHOKPATHO;
— HOpPMAaJIbHBIN > 2 pa3a;
— He onpeAessn
DJIEKTPOJIMTHBIE PACCTPOMCTBA (CUHIPOM TICEBIO-
baptrepa):
— ha;
— HET;
— He 3Ha
Ocreornopo3 (HU3Kasi KOCTHasl Macca):
— na (ecnu Z-KpUTepuid TIpy MPOBEACHUN OCTEO/ICH-
CUTOMETPUU HUXE 2);
— HET;
— He 3Ha
XpOHUYECKUIA TIOJIUITO3HBII PUHOCUHYCHT:
— ha;
— HET;
— He 3Ha
AMUIONI03 B OTYETHOM TOTY
— ha;
— HET;
— He 3Ha
CUHAPOM AUCTAILHOW MHTECTUHAIBHOW OOCTPYKIIVN:
— ha;
— HET;
— He 3Ha

TpaHcnnaHTauus

TpaHcruiaHTalMs TTIEYSHU:
— na;
— HET;
— He 3Haw
Jara (rom) mocienHeit TpaHCIJIaHTALUMKM MedeHu (ecau
TPOBOJUJIACH JIO WJIW B TeUEHUE OTYETHOTO Tofa)
TpaHcriaHTalMs! JTETKUX
— na;
— HET;
— He 3Haw
Hata (ron) mocienHel TpaHCIUIAaHTaAUMU JIETKUX (ecau
TPOBOIUJIACK JIO WJIW B TeUEHUE OTYETHOTO Tofa)
TpaHcrutaHTalMs MOYeK
— na;
— HET;
— He 3Haw
Hata (rom) mocieaHel TpaHCIJITAaHTAllMU MOYEK (eciau
MPOBOJMJIACH JIO WJIU B TeUEHUE OTYETHOTO roja)
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Mpunoxexus

Kputepumn BKknoYeHUsa nauueHToB
B Poccuiickuii peructp 00JibHbIX MYKOBUCLUO030M

B peructp BKJIIOYAIOTCS MalMEHThI TOJBbKO C MOATBEPXKIESHHBIM IMAarHO30M. J{uarHos moj-

TBEPKAAETCS B COOTBETCTBUU CO CJICAYIOIIMM KPUTEPUSIMU:

1. JIByKpaTHbIi TOJOXUTEIbHbIN MTOTOBBIN TECT:

— xJiopuabl > 60 MMOJIb/J;

W

— MPOBOAMMOCTD MoTa > 80 MMOJIb/JT;

W

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

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

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

4. OmHOKpPATHBIN MOTOBBIA TeCT ¢ xyuopuaamMu > 60 MMOJIb/J WKW TTPOBOAMMOCTh moTta > 80
MMOJIb/J1 ¥ KIIMHWYEeCKasl KapTUHA C XapaKTepPHBIMM CUMITTOMaMU MYKOBMCIIUI03a.

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

— JIHK-aHanu3 ¢ omHUM WK ABYMSI UACHTUMUIMPOBAHHBIMU T€HETUYECKUMU BapraHTa-
MM, BBI3BIBAIOIIMMU MYKOBUCIIMIIO3;

— TIOJIOXKUTEJbHBIN pe3yJbTaT HeoHaTaibHOTO cKprHuHTa (MPT-1 > 70 Hr / M; UPT-2 >
40 Hr / MT);

— MOKa3aTe/ib Pa3HOCTU TPAHCAMUTEIUATbHBIX (Ha3adbHbIX) MOTEHIIMAIOB, MOATBEPXKIAI0-
WA AMarHo3 MyKOBUCIUI03;

— KJIMHUYECKasi KapTUHA, ¢ XapaKTEPHbIMU CUMIITOMAMU MyKOBUCLIMIO3A.

JAononHnTtesibHble 00bSACHEHUS N0 BHECEHUIO NoKa3aTenen
B Poccuiickuii peructp

MoToBbI TECT

Ecnu moToBbIii TeCT He ObLT MPOBEICH, OTMEYaiTe «He Ieain». EC/Ii TOTOBBIN TeCT «He Je-
JIaJIu», TO JOJKHBI OBITh YKa3aHbl 00e MyTalluM B T€HE MyKOBMCIIMI03a.

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

DJIEKTPOJIMTHI: TIPEAITOYTUTEIbHBIM SIBIIICTCS M3MEPEHUE KOHIICHTPALIMU XJIOPUIOB.

YpoBeHb XJIOpUAOB: 3aHOCUTE YPOBEHb XJIOPUIOB B MUJJIMMOJISIX Ha JTUTPp (MMOJIb/J). Eciun
B OJIMH U TOT X€ JeHb ObLIM CIAeTaHbl ABE MPOObI, 3aHOCUTCS 00Jiee BHICOKUI MOKa3aTelb.

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

OnTrMaabHO COYEeTaHMUE ABYX METOIMK: OIpeAeIeHUE XJIOPUIOB U OIpeleeHrue MPOBOIM-
MOCTH.

[MpumeyaHue: ypoBeHb 3HAYEHUI XJIOPUIOB MOXKET OBIT OT 1 10 160 MMOJIb/JT; IPOBOAMMO-
cti ot 1 mo 170 mModw/n. Ecim y manmenTa xiaopunbl > 160 MMosb/J1, a mpoBoauMocTh > 170
MMOJIb/JI, TIOTOBBII TECT HYKHO TIepe/IeIaTh.

CnupomeTpusa

Lenp yyeTa maHHBIX 11O CIIMpPOMETpUM B PoccuiickoM perucrpe 60JbHBIX MYKOBHUCIIUIO-
30M — TOJIy4eHUEe CTaHAAPTU3MPOBAHHBIX TTOKa3aTeJiell 1)1k CpPaBHEHUSI C IPYTUMHM IIEHTpaMu,/
CTpaHaMU U JIJIST UICTIOJIb30BaHUST 3TOM MH(MOPMALIMK B CIIEIUATBHBIX SIMTUAEMUOJIOTUISCKUX UC-
cienoBaHusX. HekoTopble mokasaresu, mojiydaeMble B OTIEIbHBIX LIEHTPaX, MOTYT HE COOTBET-
CTBOBATb 3aIpalliiBaeMbIM (CM. HUXe). B CBSI3M ¢ 9TMM B pErMCTp MOTYT OBITh 3aHECEHBI TOJIb-
KO Te IOKa3aTejIi, KOTOPble COOTBETCTBYIOT €r0 KPUTEPUSIM.

CrmpoMeTpusl I10JKHA IMPOBOAUTHCS B COOTBETCTBUU CO CTAHAAPTHBIMU PEKOMEH[IA-
LUMSIMU AMEpUKaHCKOro TopakajbHOro u EBpormneiickoro pecrimpatopHoro oouects (ATS/
ERSguidelines):
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit @epepauun. 2019 rog,

1. OOmKe MPUHIIMITBI OTpeaeieHust QYHKIIMOHAIbHBIX TToKazaTeneil Jerkux (http://www.

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

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

2005&idBrowse = 37466&det = 1).

Bouee Toro, mist 3amoHEHUsT PETUCTPA TOJKHBI OBITh COOJTIOCHBI CEMYIOIINEe KPUTEPUN:

1. Ileped uzmepenuem Heobxo0umo:

a) yKasarhb AaTy pOXICHUsI, TTOJI M POCT TallMeHTa ISl pacueTa JOJIKHBIX 3HAUEHW;

0) cmupoMeTpusT TODKHA TIPOBOAUTHCS 0€3 TPUMEHEeHMsT OPOHXOIMIATATOPOB (BPEMS C MO-
MEHTa ITOCJIeTHETO TTpreMa IperapaToB KOPOTKOTO NEWCTBUS TOJKHO COCTABIISITh HE Me-
Hee 4 4, JUIUTEeJIbHOTO ACHCTBUSI — He MeHee 12 4).

2. Pezyavmamol:

a) M3 JaHHBIX, 3aHECEHHBIX B PETMCTPhI PETMOHAILHBIX LIEHTPOB, 151 Poccuiickoro perucrpa,
JOJKHBI OBITh BBIOPAHBI HAMJTYYLINE B OTYETHOM rofy nokasatean ODB, (%mox.), Bbl-
paxkeHHBbIE B JIUTPAx;

0) kaxnaplii noxkasarenb O®B, u OXKEJI no/xkeH ObITh MPEACTaBIEH B IUTPaX ¢ YKa3aHUEM
3HAYEHUI 10 COThIX (2 3HAKa MocJie 3arnsToi);

B) nokasatesb OXKEJI nosken ObITh Gosblie uin paseH mnokasaresio OPB,;

T) MPY 3aHECeHUU TToKa3aTesiell CITMPOMETPUN HEOOXOIMMO YKa3bIBaTh ATy MPOBENCHUS Te-
cTa, Maccy Tejla M PoCT MalMeHTa B MOMEHT MCCJICIOBAHUS ISl BBIYMCIICHUS TIPOLIEHTOB
OT JTOJKHBIX 3HAUCHUI;

) CJIeIyeT UCTTOJIb30BaTh TOJIBKO TE TeCThI, KOTOPbIE COOTBETCTBYIOT PEKOMEHAALIMSIM AMepH -
KaHCKOT0 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 — paboueli rpynnbl EBponeiickoro coo0liiecTBa cTaiy U yris
(ECCS, 1993);

B) ms aeteii < 5 €T mokaszaTeau He OyIyT pacCUMThIBAThCS.

HyTpuTUBHBINA cTaTyC

HyTtpuTtuBHbIi cTaTyCc 00JIBHBIX MYKOBUCIIMIIO30M PACCUMTBIBAJICS C TIOMOIIIBIO MHAEKCA Mac-
cbl Tesia (MMT) Ha ocHOBaHWM TaHHBIX MAcCChl TeJla, pOCTa U Bo3pacTa nauueHTta. MiamMepeHus
OCYIIECTBJISIIOTCS COTJIACHO CAEAYIOIIUM PEKOMEHIALIMSIM:

Macca TeJja OTpenesIsieTCs] IPU CHSITOM BEpXHEl ofiexkie U o0yBU;

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

MoKa3aTeJId TOJIKHBI COOTBETCTBOBATH BEJIMYMHAM B JIEHb TIPOBEICHMST 3aHOCUMOI B PETUCTP
crimporpaMMmsbl, eciin uamepenvue @BJI He mpoBoaWIM, TO CeMyeT BHECTU TOC/EIHNE 3HAUe-
HUSI Macca Tejia U pocTa.

ITpu ouieHke HYTpUTUBHOTO cTatyca aeteit UMT olieHUBascs B cucteMe nepueHTwieil. Pac-
yeT nepueHTuiaeit UMT npoBomuiicst Ipy oMoIu porpamm BeceMupHoit opraHu3alivu 31pa-
BooxpaHeHusi: WHO Anthro (nns aeteii no 5 set) 1 WHO Anthroplus (a5 aeteii ctapiie 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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NMPUNTOXXEHME 2

XapakTepucTnka BapuaHTOB HYKJIEOTUAHOW nocsieaoBaTtesibHocTU reHa CFTR y nauneHToB
¢ mykoBucungosom PP B 2019r.

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
44

HasBaHue reHeTnyecko-
ro BapuaHTta

F508del
CFTRdele2,3

E92K
3849+10kbC->T
2143delT

2184insA

1677delTA
N1303K
W1282X
L138ins
G542X
394delTT
R334W
S466X
W1282R
3821delT
1367del5
S$1196X
2789+5G>A
3272-16T>A#
W1310X
R1066C
3944delGT
712-1G->T
621+1G->T
R553X
L1335P
4015delA
R1162X
R785X

CFTRdup(6b-10)

1898+1G->C
1898+1G->A
S1159F
R347P
S945L
3849G->A
G85E
R117C
¢.1766+2T>C

3667ins4

D110H
4016insT
R1158X

HasBanue
no kogupyiowei AHK

c.1521_1523delCTT
c.54-

5940_273+10250del21kb

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

€.2052_2053insA
(c.2052dupA)

¢.1545_1546delTA
¢.3909C>G
¢.3846G>A
¢.413_415dupTAC
¢.1624G>T
¢.262_263delTT
¢.1000C>T
¢.1397C>G
€.3844T>C
c.3691delT
¢.1240_1244deICAAAA
¢.3587C>G
€.2657+5G>A
¢.3140-16T>A
¢.3929G>A
¢.3196C>T
¢.3816_3817delGT
¢.580-1G>T
C.489+1G>T
¢.1657C>T
€.4004T>C
c.3883delA
¢.3484C>T
¢.2353C>T
c.(743+1_744-

1)_(1584+1_1585-1)dup

c.1766+1G>C
c.1766+1G>A
c.3476C>T
¢.1040G>C
€.2834C>T
c.3717G>A
c.254G>A
€.349C>T
c.1766+2T>C

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

¢.328G>C
¢.3889dupT
c.3472C>T

HaseaHue no
CUHTEe3upyeMmomy Genky

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

p.(Glu92Lys)
No protein name

p.(Leu671*)
p.(GIn685Thrfs*4)

p.(Tyr515%)
p-(Asn1303Lys)
p.(Trp1282*)
p.(Leu138dup)
p.(Gly542*)
p.(Leu88llefs*22)
p-(Arg334Trp)
p-(Ser466*)
p.(Trp1282Arg)
p.(Ser1231Profs*4)
p.(Asn415*)
p-(Ser1196*)
No protein name
No protein name
p.(Trp1310%)
p-(Arg1066Cys)
p.(Ser1273Leufs*28)
No protein name
No protein name
p.(Arg553*)
p.(Leu1335Pro)
p.(lle1295Phefs*33)
p.(Arg1162*)
p.(Arg785*)

No protein name

No protein name
No protein name
p-(Ser1159Phe)
p-(Arg347Pro)
p-(Ser945Leu)
No protein name
p.(Gly85Glu)
p.(Arg117Cys)

No protein name
p.(Thr1179llefs*17)

p.(Asp110His)
p.(Ser1297Phefs*5)
p.(Arg1158*)

Knacc

HEen3BeCTHO
\
1

1
|
HEU3BecTHO
v
HEeU3BecTHO
HEeU3BeCTHO
1l
\'
|

HEeU3BeCcTHO
1
1

®deHoTun

TSOKenNbIA

TAXENbIA

MSAIrKnin
MSrKUin

TSXENbINA

TAXEnNbIA

TSOKEeNbIA
TXEnNbIA
TSOKENbIA
MSAIrKuin
TOKENbIA
TAXENbIN
MSArKuin
TAXEnNbIA
TSKEenblA*
TAXEnNbI
TSOKENbIA
TAXENbIA
MSrKuin
MSrKUin
TSOKEnNbIA
TAXEnNbI
TAXEnNbI
TXENbIA
TSOKENbIA
TAXENbIA
MSArKuin
TAXEnNbIA
TSOKEnNbIA

TSKEeNbIA

TSOKEenNbIA

TSXKENbIA
TSXKENbIA
MSrKUin
MSArKuin
MSArKuin
MSArKnin
TSOKENbIA
MSrKUin

TSXENbIA

TSOKENbIA

MSArKuin
TKENbIA

TSXKENbIA

KnuHuyeckas 3Haum-
mocTb no 6ase CFTR2

NaToreHHbIN

naToreHHbIN

NaToreHHbIn
naToreHHbIN

naToreHHbIN

NnaToreHHbIn

NaToreHHbIn
NaToreHHbIN
NMaToreHHbIn
NnaToreHHbln
NnaToreHHbln
naToreHHbIN
NaToreHHbIn
NaToreHHbIN
He onucaH
NMaToreHHbIN
He onucaH
naToreHHbIN
naToreHHbIN
He onucaH
He onucaH
NaToreHHbIN
He onucaH
naToreHHblIn
NnaToreHHbln
naToreHHbIN
NaToreHHbIn
NaToreHHbIN
NMaToreHHbIN

naToreHHbIn

NaToreHHbIN

naToreHHbIN
NaToreHHbIN
naToreHHbIN
NaToreHHbIN
NaToreHHbIn
naToreHHbIn
naToreHHbIn
naToreHHbIN

He onucaH

NnaToreHHbIn

NaToreHHbIN
NnaToreHHbIn

naToreHHbIN

3200

372

187
138
124

113

106
102
98
88
86
51
46
36
34
29
28
27
26
20
18
18
18
14
12
12
11
10
10

O O N N N 00 0o o o o

o

0,08
0,08
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45

46
47
48
49
50
51
52
53
54
55

56

57

58

59
60
61
62
63
64
65
66
67
68
69
70
71
72
73
74
75

76

77

78

79
80
81
82
83
84
85

86

87
88
89
920
91
92

HasBaHue reHeTnuyecko-
ro BapuaHTa

D1152H

3659delC
2183AA->G
A96E
L732X
p.Tyr84X#
c.43delC
1248+1G->A
G194R
4382delA
1717-1G->A

R117H
L467F
R1070Q

R792X
Q98R
574delA
p-Pro205Thr
185+1G->T
T1036N
604insA
R75X
S1159P
D579Y
E403D
K710X
Q39X
p.Leu581X#
E217G
1259insA
3272-26A->G

2721del11

1811+1,6kbA->G

¢.1329_1350delTATTAA ¢.1329_1350delTATTAATT

TTTCAAGATAGAAAGA
E831X
G551D
3130delA
c.1219delG
Q493R
Y362X
p.Asp993Ala#

CFTRdele2-8(2-7*)

Y569H
G178R
2043delG
4374+1G->A
p.Trp361X
681delC

HasBanue
no koaupyiowei JHK

¢.3454G>C

c.3528delC
c.2051_2052delAAinsG
c.287C>A
c.2195T>G
c.252T>A
c.43delC
c.1116+1G>A
¢.580G>A
c.4251delA
c.1585-1G>A

¢.350G>A
€.1399C>T
€.3209G>A

€.2374C>T
c.293A>G
c.442delA
c.613C>A
c.53+1G>T
c.3107C>A
c.472dupA
c.223C>T
¢.3475T>C
¢.1735G>T
c.1209G>C
c.2128A>T
c.115C>T
c.1742T>G
¢.650A>G
c.1127_1128insA
c.3140-26A>G

€.2589_
2599delAATTTGGTGCT

¢.1679+1634A>G

TCAAGATAGAAAGA
c.2491G>T
c.1652G>A
c.2998delA
c.1219delG
c.1478A>G
c.1086T>A
c.2978A>C

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

c.1705T>C
c.532G>A
c.1911delG
c.4242+1G>A
c.1083G>A
¢.550delC

Haseanue no

CUHTE3upyemomy 6enky

p.(Asp1152His)

p.(Lys1177Serfs*15)
p.(Lys684Serfs*38)
p.(Ala96Gilu)
p.(Leu732%)
p-(Tyr84*)
p-(Leu15Phefs*10)
No protein name
p.(Gly194Arg)
p.(Glu1418Argfs*14)

No protein name
p.(Arg117His)
p.(Leud467Phe)
p-(Arg1070GiIn)

p.(Arg792*)
p-(GIn98Arg)
p-(lle148Leufs*5)
p.(Pro205Thr)
No protein name
p-(Thr1036Asn)
p.(Ser158Lysfs*5)
p.(Arg75*)
p.(Ser1159Pro)
p-(Asp579Tyr)
p-(Glu403Asp)
p-(Lys710*)
p.(GIn39*)
p.(Leu581*)
p.(Glu217Gly)
p.(GIn378Alafs*4)

No protein name
p.(lle864Serfs*28)
No protein name
p.(Asp443Glufs*19)

p.(Glu831*)
p.(Gly551Asp)
p-(lle1000Leufs*2)
p.(Glu407Asnfs*35)
p.(GIn493Arg)
p-(Tyr362%)
p.(Asp993Ala)

No protein name

p.(Tyr569His)
p.(Gly178Arg)
p.(GIn637Hisfs*26)
No protein name
p.(Trp361%)
p.(Leu184Phefs*5)
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HasBaHue reHeTnuyecko-
ro BapuaHTa

K598ins#
G1047S #
W79X
2184delA

CFTRdele4-11(4-10%)
c.3325delA#
CFTRdup7-8 (6b,7*)

1716+1G->A
A141D

CFTRdele1-11 (1-10%)

c.174_177delTAGA
3120+1G->A
P205S
Y1092X
p.Gly509Val#
c.869+2T>G

5T;TG12

1078delT
1525-1G->A
296+1G->T
4022insT
c.1679+2T>C
c.3983T>A#
p.Lys1468Asn
E1104X
F1286S
G1249E
K598X
L1093P
p.Glu92Ala#
R1102X
R851X
W57G
wa82x
4095+1G->T
663delT
p.Asn505His
¢.3229_3230delCT
p.Phe1078lle
c.3874-2A>G

CFTRdele12,13del16

CFTRdele19-22(17a-19)

D572N
G461E
G480S
Q359K/T360K
S$1255P

HasBanue
no koaupyiowei JHK

¢.1795_1796insAAA
c.3139G>A
c.236G>A
c.2052delA

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

c.3325delA

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

c.1584+1G>A
c.422C>A

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

c.174_177delTAGA
€.2988+1G>A
€.613C>T
€.3276C>A
c.1526G>T
c.869+2T>G

¢.[1210-12[5];1210-
34TG[12]]

€.948delT
c.1393-1G>A
c.164+1G>T
€.3890_3891insT
c.1679+2T>C
c.3983T>A
c.4404A>C
c.3310G>T
c.3857T>C
¢.3746G>A
c.1792A>T
c.3278T>C
c.275A>C
c.3304A>T
¢.2551C>T
c.169T>G
c.2645G>A
¢.3963+1G>T
c.531delT
c.1513A>C
¢.3229_3230delCT
c.3232T>A
c.3874-2A>G

c.(1679-1_1680+1)_
(2490+1_2491-1)
del((2908+1_2989-1)del]

¢.(2988+1_2989-
1)_(3717+1_3718+1)del

c.1714G>A
c.1382G>A
c.1438G>A
¢.[1075C>A;1079C>A]
¢.3763T>C

Haseanue no
CUHTE3upyemomy 6enky

p.(Lys598dup)
p.(Gly1047Ser)
p.(Trp79*)
p.(Lys684Asnfs*38)

No protein name
p-(lle1109Serfs*12)
No protein name

No protein name

p-(Ala141Asp)
No protein name

p-(Asp58Glufs*32)
No protein name
p-(Pro205Ser)
p.(Tyr1092*)
p-(Gly509Val)

No protein name
No protein name

p.(Phe316Leufs*12)
No protein name
No protein name
p.(Gly1298Trpfs*4)
No protein name
p.(lle1328Lys)
p.(Lys1468Asn)
p.(Glu1104*)
p-(Phe1205Ser)
p.(Gly1249Giu)
p.(Lys598*)
p.(Leu1093Pro)
p.(Glu92Ala)
p.(Arg1102*)
p.(Arg851*)
p.(Trp57Gly)
p-(Trp882*)

No protein name
p.(lle177Metfs*12)
p.(Asn505His)
p.(Leu1077Valfs*78)
p.(Phe1078lle)

No protein name

No protein name

No protein name
p.(Asp572Asn)

p.(Gly461Gilu)
p.-(Gly480Ser)

p-[GIn359Lys;Thr360Lys]

p.(Ser1255Pro)
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e e | nokoimyoUGHIHK | cuimesnpyenony Bamy | | oM | e moosecemz| T |
140 Y569D c.1705T>G p-(Tyr569Asp) 1 TSKEnbliA naToreHHbIN 0,02
141 ¢.3815_3816insTTG c.3815_3816insTTG S;'.:;:;I;iﬁ;ﬁp) HEU3BECTHO  TSXEenbli He onucaH 0,02
142  ¢.1708_1712delTTATT c.1708_1712delTTATT p.(Leu570Argfs*17) HEN3BECTHO  TSXenblil He onucaH 0,02
143 c.353delC c.353delC p.(Ser118Leufs*6) 1 TSOKEeNbIA He onucaH 0,02
144 4000 del(‘;:l'::igélZ(_;TG ATCA 3938 delg:l'%géZ(_;TG atca  P-(Trp1310_Gin1313del) I TAXENbIiA He onmcaH 0,02
145 E92X €.274G>T p.(Glu92*) 1 TAXEeNbI naToreHHbI 0,02
146 c.2619+1G>A c.2619+1G>A No protein name | TAXKENbIA He onucaH 0,02
147 3791delC c.3659delC p.(Thr1220Lysfs*8) | TXKEnNbIiA NaToreHHbln 0,02
148 4040delA c.3908delA p.(Asn1303Thrfs*25) | TSOKENbIA NaToreHHbln 0,02
149 5T ¢.1210-12[5] No protein name v MSIFKVii pai’:(’:'e":;ep:’;:::"e' 0,02
150 p.Glu402X c.1204G>T p.(Glu402*) 1 TAXeNbI He onucaH 0,02
151 V392G c.1175T>G p.(Val392Gly) Hen3BecTHO MSrKuin He onucaH 0,02
152 1660delG c.1528delG p.(Val510Phefs*17) | TSOKenbIA He onucaH 0,0
153 4428insGA (:::fgg__:a? 3 17 (;Tl:(é':) p.(Ser1435Glyfs*14) | MSArKUin* naToreHHbIn 0,02
154 p.Trp277X# c.831G>A p.(Trp277*) | TSKEnblA He onucaH 0,02
155 c.527delG c.527delG p.(Ser176Thrfs*25) | TSOKENbIiA He onucaH 0,02
156 CFTRdele2(2*) 1 1062€:r31t11_6554--1 )del No protein name | TSKEnbli naToreHHbIN 0,02
157 541del4 c.409_412delCTCC p.(Leu137Tyrfs*15) | TXEnNbIA NnaToreHHbln 0,02
158 c.583delC c.583delC p.-(Ala196Hisfs*19) | TSOKEenNbIA He onucaH 0,02
159 c.1585-9412A>G c.1585-9412A>G No protein name HEU3BECTHO HEWU3BEeCTHO He onucaH 0,02
160 711+3A->G c.579+3A>G No protein name HEU3BECTHO HEWU3BEeCTHO NaToreHHbIN 0,02
161 C590Y c.1769G>A p.(Cys590Tyr) HEU3BECTHO HEU3BECTHO He onucaH 0,02
162 Y1032C ¢.3095A>G p.(Tyr1032Cys) HEW3BECTHO  MSrkuii pai’:(”:;":fp‘:;:::“e' 0,02
163 Y569C c.1706A>G p.(Tyr569Cys) H THO H THO NaToreHHbIn 0,02
164 Q1291R ¢.3872A>G p.(GIn1291Arg) HEM3BECTHO HEN3BECTHO pai’:( ":;":;ep';‘;:::“e' 0,02
165 C.743+2T>A Cc.743+2T>A No protein name HEU3BECTHO  TSKEnbii He onucaH 0,02
166 CFTRdele8(7*) 1)_(1"71{'866_'_8{1—181770-1 )del No protein name | TSOKEeNbIA NaToreHHbIn 0,02
167 p.Pro988Arg c.2963C>G p.(Pro988Arg) HEeU3BECTHO MSATKUIA He onucaH 0,02
168 Q290X c.868C>T p.(GIn290*) | TSKEnNbIn He onucaH 0,02
169 R1066H c.3197G>A p.(Arg1066His) t THO | THO NnaToreHHbln 0,02
170 W19G c.55T>G p.(Trp19Gly) HEN3BeCTHO MSArKuin He onucaH 0,02
171 W277R c.829T>A p.(Trp277Arg) HEN3BECTHO  TAXenblil He onucaH 0,02
172 W401X c.1202G>A or c.1203G>A* p-(Trp401*) | TSOKEenNbIA NaToreHHbIn 0,02
173 2185insC &22%5435—_22%54‘2;55“;; p.(GIn685Profs*84) | TSOKEeNbIA NaToreHHbIn 0,02
174 €.2493delG €.2493delG p.(Glu831Aspfs*13) 1 TSKEnNbIn He onucaH 0,02
175 p-Glu1433Gly c.4298A>G p.Glu1433Gly HEU3BEeCTHO MSrkuin He onucaH 0,02

c.(273-1_274+1)_
176 7*)?:;?3?:1-(89(:'0*) del ((1823;_11-_817;1-31 1), No protein name 1 TOKENbIi naToreHHbIi 0,02
(1392+1_1393+1)del
177 G27X c.79G>T p.(Gly27*) | TAXKENbIA naToreHHbIn 0,02
178 R1531 c.458G>T p.(Arg153lle) HEM3BECTHO HEM3BECTHO He onucaH 0,02
179 G970D c.2909G>A p.-(Gly970Asp) HEU3BECTHO HEU3BECTHO NaToreHHbIn 0,02
180 c.1608delA c.1608delA p-(Asp537Thrfs*3) | TSKEnbli He onucaH 0,02
181 Q1412X c.4234C>T p.(GIn1412%) | TSOKENbIiA naToreHHbIn 0,02
182 2114delT c.1982delT p.(lle661Thrfs*2) 1 TXKEnNbIA naToreHHbIn 0,02
183 2790-2A->G €.2658-2A>G No protein name Vv HEU3BECTHO He onucaH 0,02
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