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MpuBeTcTBEHHOE CNOBO

Wibenkosa Haranbst AHaTo/IbeBHA,

3acnyxkeHHbIi Bpau Poccuiickoit Denepariinu,
3aB. Kadenpsl 1eTcKux 6ose3Heit ¢ kypcom [10,
JI.M.H., ipodeccop KpacHosipckoro
roCylapCTBEHHOTO MEINLIMHCKOTO YHUBEPCUTETA
uM. ripod. B.®. BoitHo-SceHerkoro,

IJIaBHBIN BHEIITATHBIN IETCKUI MyJIbMOHOIOT M3
KpacHosipckoro kpasi,

PYKOBOIMTEb pernoHanbHoro LleHtpa
MYKOBHCIIMI03a

YBaxaembie konnerun!

VBaxaemble Kojuieru, nepen Bamu 12 Beimyck Peructpa G0JbHBIX MYKO-
Buciuno3oM Poccuiickoit @enepatu. HalmmoHaIbHbI perucTp MpomoKaeT
Pa3BUBAThHCSI, MOSBIISIIOTCSI HOBBIE CBEIECHMSI, KOTOPHIE TTO3BOJISIIOT MIPOBECTH
[TIyOOKMIA aHAIM3 HAKOTUICHHBIX JAHHBIX, OLIEHUTh TEKYIIYI0 CUTYallMIO B
ctpaHe, 3G (HEeKTUBHOCTb TPOBOAMMON METUIIMHCKOM MOMOIIY MalMeHTaM,
CTUMYJIMPYET paboTy MO MOUCKY 3(P(PEKTUBHBIX OPraHU3AMOHHbBIX, 1A~
THOCTUYECKUX, TePANeBTUYECKUX U MPOGUIAKTUIECKUX MEPOIIPUITUI IS
TOBBIIIIEHUS] YPOBHS 3I0POBbsI, KAUeCTBA W MPOAOJDKUTETLHOCTU KU3HU
JIIONEN C MYKOBUCIIUAO30M.

Pervctp mpuBnekaeT BHUMaHKWE Bpaydeil, yI9eHbIX, MEIUIIMHCKYIO 00IIIe-
CTBEHHOCTb U 3apy0exHbIX KoJuier. ClenyeTr OTaeIbHO MO0JIarofapuTh Bpaveit
3a UX NPEJAaHHOCTb CBOEi Mpodeccuu U camooTaavy, YIeHOB OPrKOMUTETA
3a DHTY3Ma3M, 32 OPraHU3aLUI0 Pa0OThI MPOEKTA PETUCTPA U €T0 COBEPLIEH-
CTBOBaHMUE.

B Brinmycke peructpa 2022 1. mpeAcTaBIeHbl CyMMUPYIOIIME JaHHbIE 82
pernoHoB-cyobekToB Poccuiickoit Penepaiun, o (eaepaibHbIM OKpyraMm.
BxuoueHbl 3969 mareHToB ¢ MYKOBUCIUIO30M, YBEIUUMIICS CPEAHUN BO3-
pact marmeHToB ¢ 11,9 no 12,7 (7,5-19,6) niet, oT™MedaeTcst TEHACHIIMSI K YBEJW -
YEeHMIO I0JIM TIAIIMeHTOB cTapiie 18 jet u HacTosiee Bpemsi coctapisiet 29,4%.
BaxxHbIM sIBIISIETCSI CBOEBPEMEHHasl TOCTAHOBKA UarHo3a. [1o HeoHaTaTbHOMY
CKPUHUHTY TMarHo3 ObL1 ycTaHOBJEH B 73,9% OT BceX BiepBbIe BBISIBIEHHBIX
ciaydaeB. OgHako oOpalaer Ha cebs BHUMaHuUE, 4To y 6,3% maLuKueHTOB B
peructpe He 3a(PUKCUPOBAHO HU OJHOTO MOJIOXHUTEIbHOIO MOTOBOTO TECTA,
y 38,3% 0OJbHBIX OTMEUYEH XOTSI ObI OMMH IOJOXUTEIbHBIN ITOTOBBINA TECT, Y
OoJIbIIMHCTBA — 55,4% — ABa MTOTOBBLIX TECTA IOJIOKUTEIHHBIE.

OxBaT reHeTUYECKUM OOCIEIOBAHUEM MALMEHTOB C MYKOBUCIIUI030M
B cTpaHe, o cpaBHeHMIo ¢ 2021r yBeanumica ¢ 93,6% no 94,6% B 2022r.,
MPU 3TOM JOJSI MAIMEHTOB C NIBYMSI BBISIBICHHBIMU F€HETUYECKUMU
BapuaHTaMu cocraBuia 87,0% nereit u 87,6% B3pocibix, ¢ ogHuM —11,2%
u 7,1%, uu onHoro — y 1,8% u 5,3% nereil 1 B3pOC/bIX, COOTBETCTBEHHO. Y
neteit uaeHTudunuposaHo 91,4% aneneii, y B3pOCIbIX HEMHOIO MEHbIIIE
— 89,5%. bnarogapst COBpeMeHHBIM METOIaM MOJIEKYJISIPHON TUArHOCTUKU
MYKOBUCLIMI03a BBISIBJISIETCS OOJIBIIOE YHCIO PAHEE HEM3BECTHBIX U PEAKMX
MyTtamuii. [loHnMaHre MOJIEKYISIPHOTO MEXaHU3Ma Pa3BUTHSI MYKOBUCIIM -
J103a TIpU pas3InyHbIX reHeTndeckux BapuaHtax reHa CFTR mosBossieT Ha
CEerofHs TOCTUYb OMPENEIEHHbIX PE3yJbTATOB B pealn3alluid TEXHOJIOTUN,
CIOCOOCTBYIOLIMX BOCCTaHOBIeHUIO (hyHKUMU aedekTHoro oenka CFTR B
KJIMHUYECKOM MPAKTUKE.

OtMmeyvaeTcss 0OHaAEXKUBAONIAs TEHACHIMS MO YBEJIUYEHUIO OCHOBHBIX
rokasateeit, orpaxamomux GyHkunio jJerkux, Tak ®XKEJI moBeicuiach ¢
86,6% (2021r) mo 87,6 % nomx. (2022r.), a ODBI ¢ 79,2% (2021r) mo 81,5%
TOJKH. (2022r).

ITutanue 6OJBHBIX MO-MPEXHEMY OCTAETCS CEPbE3HON MPOOIEMOI, TECHO
CBSI3aHHOI C COCTOSIHUEM JIETOYHOI (DYHKIIMU U MPOAOKUATETIBHOCTBIO XKU3HU
nanueHToB. B 2022 rogy HyTpUTUBHBIN CTaTyC MAlMEHTOB MOKA HE TOCTUTAET
JKeJIaeMbIX Pe3yIbTaToOB, OHAKO, B CBSI3U C BHEAPEHUEM TapreTHOW Tepanuu,
a TaKKe OOJIBIIIEH JOCTYIMHOCTHIO JIeYeOHBIX MTPOAYKTOB MTUTAHMST, HAMEYAeTCsT
TeHIeHUuUs K yBennueHuto MMT. OTMeyaeTcsi CHUXKEHME YKCIa CITy4yaeB Mo-
paxkeHUs TiedyeHn 0e3 IMPPO3a, YTO CBSI3AHO C MOSIBJICHUEM YETKUX KPUTEPHUEB
3aMoJHEHUS JAHHOTO pasiesia B PErucTpe.

ITpoBeneHHbI aHATU3 MOJYYEHHbBIX PE3yIbTaTOB MOKAa3as, YTO MOKa3aTeau
pecriupaTtopHoit dhyHkin (OPB1 u @XKEJI) nanueHToB BO3pacTaioT Mpu
YAy4dIllIeHUU HyTpUTUBHOTO cTatyca (yBeanueHur MMT). BzaumocBsisb Meximy
BenmunHOit UMT n ODBI1 6osee oueBumHA IS OOJBHBIX MyKOBHUCIIHI030M
crapiie 18 ner.



MpuBeTcTBEHHOE CNOBO

JrHamMuyeckoe HaOmoneHre 3a nanueHramu ¢ MB onpenensier cBoeBpe-
MEHHBII KOHTPOJIb 32 COCTOSTHUEM U, COOTBETCTBEHHO, TIPOTHO3 3200JIEBaHMSI.
B teuenue 2022r. ymep 31 mauueHT (15 MycKoro mosa), u3 HuX 28 B3pOCIIbIX
(14 myxunH). [IpuurHO cMepTu 27 U3 HUX SBISIOCH OPOHXOJIETOYHOE
nopaxeHue. CpeaHuii Bo3pact cmeptu coctaBuia 28,1+9,2 roga, menuana
Bo3pacTa cMepTh — 26,6 (13,7) roma. MUHUMAJIBHBIN BO3pacT cMepTh — 7,6
JIET, MAKCUMaJIbHbIA — 43,5 JeT.

Pervctp mo3BosieT OIIEHUTh U CPAaBHUTH 00BEM Ha3HAYaeMOU TepaTvu.
OTpamHO 3aMETUTh, YTO OTMEYAETCSl 3HAYMTEITbHOE YBEINUCHNE MMAIllUEHTOB,
MOJTyYaIOIIUX MaTOT€HETUYECKYIO TapreTHyto Tepanuto. Tak, B 20221 koau-
YECTBO MAIMEHTOB, mojiydaommx Jlymakadrop/MBakadTop yBeIMuImiocs ¢
2,72 % no 16,8%, Dnekcakadrop/Tezakadrop/UBakadrop ¢ 3,07% no 28,4%,
YTO TO3BOJISIET HAEATHCS HA YIYUIICHUE COCTOSIHUS HAIIWX MAllMeHTOB 1
yYBeJIMYEHUE MPOAOJKUTEIbHOCTU Xku3HU. O0beM ucnosbzoBanuss CFTR
MOJYJISITOPOB HAa KOHEIl OTYETHOTO MEePHoa: MOIYISITOPHI IPUMEHSITACH Y
1352 manmeHToB (46,3%), 13 HUX y 275 B3pocibix 60abHbIX (30,9%) ny 1077
nereit (53,1%).

®opMmar perucTpa ManueHTOB C MYKOBUCIIMIO30M ITO3BOJISIET TIOJIyYUTh
TOYHBIE SMHUIEMUOIOTUIECKIE JaHHbBIE O 3a00I€BaHNH, TIPOBECTU KIIMHUKO-
MHUKPOOMOJIIOTMYECKUE W TEHETUYECKUE KOPPESIIIAN JIJIST TTOJTyYEeHUST HOBBIX
3HAHMI O OOJIE3HW U OLIEHUTH HOBBIE BO3MOXKHOCTH JUATrHOCTUKH, TEPATTUN
" TpoWIAKTUKN, HAMETUTH MTyTU TMOBBIIIEHUST Ka4eCTBA MEIUIIMHCKON
TIOMOIIIN.

BripaskaeM orpomMHyio 6;1aroqapHOCTh BCEM YYaCTHUKAM PErucTpa — uje-
HaM OPTKOMUTETA W BpadyaM M3 PETMOHAJIBHBIX IIEHTPOB, KOTOPBIE CAETAIN
BO3MOXHBIM TTOSIBJIEHUE 3TOTO BBIMTYCKA.

)
Yukynos Baagumup Bukroposuy,
K.M.H., TOLEHT Kadenpsl 1eTCKuX Oose3Hel ¢
Kypcom 1O KpacHosipckoro rocyapcTBeHHOTO
MEIULIMHCKOTO yHUBepcuTeTa uM. mpod. B.D.
BoiiHo-fceHenikoro



KonapatseBa Enena ViBaHoBHa

Tpe/IceaaTeNlb OPrKOMUTETA PErUCTPa, 3aB.
HAyYHO-KJIMHUYECKUM OTIEJI0M MYKOBHUCLIMIO3a
DI'BHY «Meuko-reHeTUYECKMIA HayIHbIiA LIEHTP
uMeHu akanemuka H.IT.boukoBa», 3aBemyroniast
Kadenpoii [eHeTrKM 60JIe3HEN IbIXaTeIbHOMI
cucteMbl IHCTUTYTA BBICILETO U AOMOJTHUTETLHOTO
npodeccroHanbHOro obpasopausi PTBHY
«MTI'HLl», 3amectutesb aupekTopa o Hayke ['BY3
MO «Hay4yHo-uccenoBaTebCKuil KITMHUYECKUi
MHCTHUTYT eTCTBA MUHKUCTEPCTBA 3APABOOXPAHEHMST
MoCKOBCKOI#1 001aCTh», WieH pabourX rpyriibl
9KCIEPTOB I10 MArHOCTHKe 1 peructpy EBporieiickoro
o6iecrsa 1o mykosucimnosy (ECFES), npodeccop,
JI.M.H., Bpay -BbICILIE} KAaTErOpuu;

e-mail: elenafpk@mail.ru

A

Kpacosckuii Ctanncias AleKcanapoBuy

CTapLUMii HayYHBII COTPYIHUK J1a00paTOPUN
MmykoBucimno3a PI'BY «HayuHo-
HCCIIE0BATEIbCKUI MHCTUTYT ITyJIbMOHOJIOTHN»
DMBA Poccun, Benylmii HayqYHblA COTPYIHUK
HayYHO-KJIMHUYECKOTO OT/IeIa MyKOBUCLIMA03a 1
noueHT Kadenpbl [eHeTUKM OosIe3Hel AbIXaTeTbHOM
cucteMbl THCTUTYTA BBICIIETO U JOMOJHUTETBHOTO
npodeccroHambHOro oopazoBanuss PTBHY
«MennKo-reHeTHIeCKHii HayYHbIii LIEHTP UMEHHI
akanemuka H.I1.BoukoBa», K.M.H., Bpau-
mynbMoHostor 'BY3 «Topoackast KIIMHUYeCKast
6onpHMa M. C.C.IOxuna» A3M;

e-mail: sa_krasovsky@mail.ru

BoponkoBa Anna IOpbeBHa

CceKpeTapb OPrKOMUTETAa PErncTpa, BeLyInit
Hay4YHbIil COTPYIHUK HAayYHO-KJIMHUYECKOTO OTIeNa
mykoBuciaoza PIBHY «Menuko-reHeTH4ecKuit
Hay4HbIil LleHTp uMeHM akanemuka H.TT.boukoBa»
U OT/e/Ia HAC/IE[ICTBEHHBIX U META00INYECKUX
6onesHeit 'BY3 MO «HayuHo-uccienoBaTenbCKuit
KJIMHUYECKHII MHCTUTYT JeTcTBa MUHUCTEpCTBA
3/1ipaBoOXpaHeHus MOCKOBCKO# 061acTh», Bpau
OT/IeJIeHHs] MYKOBUCLIMI032a, Bpau-Teuarp BbICIIei
KaTeropuu, K.M.H.;

e-mail: voronkovalll @yandex.ru

Kammpckas Harams IOpbeBna

IIABHBIN HAayYHBIIl COTPYAHUK JIaOOpaTopun
reHeTryeckoii srmaemuonornu ®IBHY
«MenuKo-reHeTUHYeCK1ii HayqHbIi LIEHTP UMEHU
akaznemuka H.IT.boukoa», npoceccop Kadeapsl
neauatpru MOCKOBCKOTO 06JIaCTHOTO Hay4HO-
MCCIIEN0BATEILCKOTO KIIMHIMYECKOTO MHCTUTYTA
M. M.®. BranMrpcKoro; 4wieH pabodux rpyri
SKCIEPTOB 10 HEOHATATbHOMY CKPUHUHTY,
CTaHIapTaM Teparnuu 1 peructpy EBporeiickoro
obectsa o mykosucimnosy (ECES); IpesuneHt
Oo1wepoccuiickoit ObiecTBeHHOI OpraHuzalun
«Bcepoccuiickast accolmanust st 00JIbHBIX
MYKOBHCIIMIO30M»; TIpOdeccop, 1.M.H.;

e-mail: kashirskayanj@mail.ru

Awmennna Enena JIbBoBHA

BEAYILMI HAyYHBI COTPYIHUK JabopaTopuu
mykoBucinosa ®I'BY «HayuHo-
UCCIIeI0BATEIbCKUIT MHCTUTYT MYJIbMOHOJIOTUM»
DMBA Poccuu, wieH pabodeil TpyIibl 9KCIEPTOB
no auarHoctuke EBporneiickoro obiiecTsa no
mykoBuciunosy (ECFS); K.M.H.;

e-mail: eamelina@mail.ru

Cr M

AJIeKCaH, P

P [
Hay4YHBI{ COTPYAHUK HAayYHO-KJIMHUYECKOTO OTIeIa
MykoBucinno3a ®IrBHY «Mennko-reHeTHIecKuit
Hay4YHbII LeHTp MMeHU akanemuka H.I1.boukoBa»;
e-mail: registrycfrf@gmail.com



OOwwmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2022 rop,

OOWKMI CNNCOK Y4aCTHUKOB,

3anoJiHdlLwunx naHHblie Oang «PerMCTpa nauneHToBs C Mmykoemcumnago3om

Poccuiickonn Pepepaunn» 3a 2022 r.

I'pynma Bpaveil, moaroroBus-|MenbsaHoBckas FOnua JleoHumoBHa — K.M.H., C.H.C., HAyYHO—KJIMHUYECKUIA OTIEN

rasd pasaeia «['eneTuka»:

mykoBrciyno3a PI'BHY «Mennko-reHeTU4eCKIii HaydHbIi LIEHTP UMEHU aKaJeMHUKa
H.T1. boukoBa» MuHo6pHayku Poccuu

IITarmna Onbra AHaTONbEBHA - O.M.H., BeAyLIMiA HaydyHbIi coTpyaHuk nad. JJTHK-
IMArHOCTUKM, 3aBeAylolasi, Bpauy-J1abopaTOpHbI FeHETUKH JIah. MOJIEKYISIPHO-
reHetryeckoit nuarHoctuku Nel GI'BHY «Menuko-reHeTHYeCKMiA HayIHbIi LIEHTP
nmenu akagemuka H.IT. BoukoBa» MuHoopHayku Poccuu.

CrenaHoBa AHHa AJleKCaHApPOBHA — K.M.H., C.H.c. J1a0.JIHK-gunarHoctuku, Bpau-
1a00opaTOPHbIN FeHETUKHU J1abh. MOJIEKYISIPHO-TeHETUYECKOM AUuarHocTuku Nel
®DI'BHY «Menuko-reHeTUYeCKMiA HayYHbIN LIeHTp MeHn akagemuka H.IT. BoukoBa»
Muno6pHayku Poccum.

Kosanbckag Banepust AnekcanaposHa — H.c. 1a0.JJHK-guarnoctuku, ®I'bHY «Me-
JIMKO-TEHETUYECKUIT HaydHbIi LIEHTp UMeHU akanemuka H.I1. boukoBa» MuHoOpHayKu
Poccuu.

YyacTHuKM
CyonexT PO
Davmis Nmsa OTtyecTBO
. . . MamrakoBa Ana BragumupoBHa
AnTalickuii Kpaii
ITetpoBa Jwnna Brnanumuposna
[TeTpoBa Enena I'epmaHOBHa
ApxaHreJibcKasi 001acTh Iuckyn Mapusg BnagumupoBHa
[lapaBuHa Hpuna CepreeBHa
AcTpaxaHcKasi 00J1aCTh CeprueHko JunaHa DukpeToBHA
Bypsatust Pecriyonmnka KambsgHoBa Hanexna JlopkureBHa
CaxHeBa TatpstHA BnagumupoBHa
Bourorpanckast o6iactb
VYrisHueBa TatbsiHa BacuibeBHa
Boponexckast o61acTb Konomankas BuxkTtopus BanepreBHa
3abaiikanbCKuil Kpait IleryxoBa CHexxaHHa WUropeBHa
HMBaHoBCcKada o0yacThb CMupHOBa TarpsHa JleonnnoBHa
Wurymerus Pecny6nuka MankueBa Jlapuca CynaTaHOBHa
Hpkytckas obnactb boHnapenko Tatbsina IletpoBHa
Kanununrpanckas o6iacTtb ITetpoB BukTop Bnagumuposuu
Kanyxckast 061acTh KyspMuueBa HHecca AJleKcaHIpOBHA
Kapenus Pecny6iavka TyxkaHnen Exarepuna BukropoBHa
KemepoBckas 061acTh ITporacoBa TaTtbsiHa AJleKcaHIpOBHA
KupoBckast o61acth Vnanosa AHHa BennaMuHoBHa
KpacHomapckuii kpaii Jlgaryma HapuHa DnyapaoBHa
. . Ninbvenkosa Haranba AHaToJIbeBHA
KpacHogpckuii kpaii
YuikyHOB Braagumup BuxtopoBuy
Kpeim Pecny6nvka l'aburoBa Enena CepreeBHa
MockBuHa Hapbst MuxaiinioBHa
JlenuHrpanckas o006J1acTh
3aneBanoBa Enena IOppeBHA
MaramaHckasi 00J1acTh J>xeHTeMupoBa MapuHa DnyapaoBHa
MopnoBus Pecny6iarka JIbsiuKkoBa AHHa AbOepTOBHA




OOwwmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2022 rop,

BoponkoBa AHHa IOpbeBHa
Kekaiite Enena KsacrytrucoBHa
darxyminHa HWpuna PunaroBHa
. Mocksa 1 IIepman BukTopus JlaBumoBHA
MockoBckasi 001acTh MaxkcumbryeBa TatbsiHa IOpneBHa
TopuHoBa IOnmus BukTopoBHa
Kpacosckuii CraHucliaB AJleKcaHIpOBUY
30HEHKO OkcanHa I'puropnreBHA
Hwuxeroponckas o6mactb EpsyroBa MapuHa BanepneBHa
HoBocubupckas obiaacts Kongakosa IOnus AnekcaHIpOBHa
Omckasg 061acTh Cadonona TaTbsgHa WBaHoBHa
OpeHOyprekast 06J1acTh Pri6ankuna MapuHa I'eoprueBHa
IMepmckuii kpait Tagpuna Bepa BnanucnaBoBHa
. . BacunbeBa TaTtbsiHa IenHagbeBHA
[MpuMopckmit Kpaid
HaymoBa Wpuna BukTopoBHa
HemamkoBckas Harambsa T'enHanpeBHA
PocToBckas obaactb
INcropHukoBa Onbra CepreeBHa
Tepexuna TatbsiHa AHaTOJIbeBHA
Psa3anckas obiaactb
CmupHOBa Bepa BragumuposHa
KonnpareHnko Odbra BnanumupoBHa
Camapckas 00J1acTh
BacunbeBa Enena AJleKcaHIpOBHA
MaxmyToBa BukTopus PunaroBHa
OpioB AJexcaHIp BnammvupoBug
Cankr-ITeTepOypr T. IMamkeBua AJlekcaHap AHaTONbEBUY
CrenaHeHKOo TaTtbsiHa AJleKcaHIpOBHA
MuponoBa Wpuna ButanbeBHa
CaxaiuHcKkas 001acThb XUKHSIK Onusa IOpbeBHa
Caxa (SIkytus) Pecmy6imka HuxkonaeBa Enena EroposHa
ITonomapeBa Haranpsa JIMutpueBHa
CBepmIoBcKas 001acTh
Iynax WpunHa ITaBnoBHa
CeBacToIIOb T. HMBaxHeHKO EBrenmii DemopoBry
CMoJieHcKast 00J1acTh HoBukoBa Onbra bopucheBHa
Enwnna Enena AJleKcaHIpOBHA
Kupuuenko AHacTtacus HMBaHoBHa
CraBpononbckuil Kpai BonoBo3oBa Da BraguMupoBHa
JleneneBa Jlapuca Hwuxomaesna
benam TaTtbsiHa AJleKcaHIpOBHA
TamboBckast o6acThb KaronukoBa JuaHa EBrenbeBHa
TaTtapcrtan Pecmybnnka [TsarepkunHa Okcana I'enHanbeBHA
MuHnaityeBa Jlapuca HMBaHoBHa
Tomckast obmacTb
KuceneBa AHacTacus JIbBOBHA
TiomeHcKag 061acTh BynaroBa HWpuna AJleKkceeBHa




OOwwmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2022 rop,

IToHomapeBa Ounbra HuxkonaeBHa

Vnmyprckas Pecriy6anka
CumMaHoBa TatbsiHa BranumupoBHa

VabsgHOBCKas 00J1aCcTh I'y6apesa TarbsiHa AJlekcaHapoOBHA
XabapoBCKUii Kpaii Ko3znosa Enena AnekcaHIpOBHa
Xantbi- Mancutickuit AO - FOrpa AO Canyk Hartanbs AHAaTOJIbeBHA
YenaobuHcKas 0061acTh KapumoBna Wpuna ITerpoBHa
YeueHckas Pecrydinka IITaxrupeeBa Mapauna PycinanoBHa
Yysanickasa PecniyOiuka TomyOuoBa Ogbra HropesHa
SAmano-Heneukuit AO CrpenblioBa Jronmuna IOpbeBHa
ApocnaBckas 001aCcTh ®dareeBa Enena BranumupoBHa




Peructp nauneHToB ¢ mykoBucuuposom B Poccunm 3a 2022 r.

O6waa undpopmauuma

Puc. 1. PCI‘I/IOHI)I, BKIIFOYEHHBIC B Pel'I/ICTp B 2022 1. HpI/IMC‘-IaHI/IeI TEMHO-OPAHXKEBLIM IIBETOM ITOKa3aHbl PETMOHBI, IIPEACTABUBIINE IMOJIHBIE
JTaHHBIE MO OOJILHBIM MYKOBHCIII030M (IETU 1 B3POCTIbIE), OPAHXKEBBIM — PETMOHBI, TTALIMEHTHI KOTOPBIX HAOMIONAIOTCS B IPYruX cyobekrax Pd,
TI€ECOYHBIM UBET — JAaHHBIE HUKAK HE IMPEACTABICHBI.

B Peructp BKIIOYEHBI JaHHbIE 82 pernoHOoB-cyOobeKToB Poccuiickoit Denepanuu (puc. 1).
IIpencraBieHbl CyMMUPYIOIIKE TaHHBIE 110 (enepaabHbIM OKpyraM. JI0MoIHUTEIbHO BbIIEICHbBI
ropona Mocksa u CaHkT-IleTepOypr, moka3aTenu 1o KOTOPbIM IIPEICTaBICHBI OTAEIBHO (HApSIY
C BKJIIOUEHMEM UX JaHHBIX B COOTBETCTBYIOIINE (henepaabHbie OKPYra).

DO — IlentpanbHbiii henepanbHbiii okpyr (n=1182), u3 Hux Mocksa = 462

C3dD0 — CeBepo-3ananHblii enepaibHbiii OKpyr (n=365), u3 Hux Cankr-ITetepoypr = 193

IO®DO — I0OxHBbIIT enepanbHblil OKPYT (n=427).

[B®O — IpuBokckuit penepaibHblii OKpYT (n=814).

Y®O — Ypanbckuii enepaibHblii OKpyr (n=322).

CDO — Cubupckuii denepaibHblii OKpyr (n=449).

JAB®O — [lanbHeBOCTOYHBIM (henepanbHbiii oKpyr (n=200).

CK®O — Ceepo-Kaska3sckuii henepaibHbiii OKpyr (n=210).

Peruonnl, He Bomenmme B peructp 2022 roxa:
HeHnenkuit aBTOHOMHBIN OKpyT, YyKOTCKMIT aBTOHOMHBIN OKPYT.

B Peructp 2022 r. 6bUIM BKIIOYEHBI JaHHBIE 0 3969 GoabHbBIX: 2787 XUBBIX U 31 yMepIIuUX,
HaOMIOOaBIIMXCI B TeKyllleM Tromy, a Takxke 1081 manueHTOB, KOTOpble HE HAOMIOJAIUCh B
TeKyleM romay, 1 70, KOTopble He OCMAaTPUBAIUChH B TEUEHUE TPEX JIET.

OO0I11Iee KOJMYESCTBO MAMEHTOB ¢ MYKOBUCLMIO030M B P® (mo gaHHbIM «[Iporpammbr 14
BBICOKO3AaTpPaTHBIX HO30JI0rMil» MuHucTepcTBa 3apaBooxpaHeHuss PD) coctapnsieT 4346 yenoBek
no naHHbM Ha 01.09.2023r.

B Ta6n. 1 mpencraBiaeHoO YMUCIO OONBHBIX B KaXKIOM PErMOHE, JOJISI B3POCIbIX MAIleHTOB B
KaXXJIOM M3 HUX U J10J1s1 OOJIBHBIX PErMOHA OT YKCIIa MaleHTOB B COOTBETCTBYIONIEM (heepalib-
HOM OKpYyT€ M OT OOIIEro KOJIMYeCTBa.



PerucTp nauueHToB ¢ MykoBucuuao3om B Poccuiickoin Pepgepaumn. 2022 rop,
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a
42
43
a4
45
46
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Cy6bekT PO

MockBa

MockoBckasi o6nactb
Benropopckas o6nactb
BpsiHckas o6nacTb
Bnapgumupckas o6nactb
BopoHexckasi 06nacTb
WBaHoBCKas o6nacTb
Kanyxckas o6nactb
KocTtpomckas o6nactb
Kypckas o6nactb
Jiuneuxkas o6nactb
Opnoeckas obnactb
Pa3aHckasa o6nacTb
CmoneHckasi o6nactb
TamGoBckas o6nacTtb
Teepckas o6nacTb
Tynbckas o6nactb
SipocnaBckas o6nactb
ApxaHrenbckasi 06nacTb
Bonoroackas o6nactb
KanuHuHrpapckasa o6nactb
Pecny6nuka Kapenus
Pecny6nuka Komu
JleHuHrpapckas o6nacTb
MypmaHckas o6nactb
Hoeropogackas o6nactb
MNckoBckas o6nactb
CaHkT-lMeTepbypr
Pecny6nuka Apbires
AcTpaxaHckasi o6nacTtb
Bonrorpapackas o6nactb
Pecny6nuka Kanmbikus
KpacHogapckuii kpaii
Pecny6nuka Kpbim
PocToBckas o6nactb
CeBacTtononb
KypraHckasi o6nactb
CseppaJioBckasi 06nacTb

TioMmeHckasa obnacTb

XaHTbl-MaHcuiickuii AO —

Orpa

Yensi6uHckas o6nactb
fAmano-HeHeukuii AO
AnTaiickuii Kpai
WpkyTckas obnactb
KemepoBckas o6nactb
KpacHosapckuii kpait
HoBocubupckas o6nactb
Omckas obnactb
Tomckas o6nactb
Pecny6nuka TbiBa

Pecny6nuka Xakacus

®denepanbHbli
oKpyr

uo»o
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uodo
uoo
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uodo
uoo
uo»o
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170]0]
uoo
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C3d0
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Co0
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AGconioTHoe
nauMenTos, n
462
264
23
21
35
76
31
36
16
13
20
10
23
23
21
22
34
52
16
25
33
16
16
31
22

23
48

140
68
123
11
11
108
50

59

82
12
64
53
56
89
78
65
30

12

Tabauya 1

Yucao ecex nayuenmos 6 cyooexmax P®D, npedcmasaennvix 6 pecucmpe

Konuyecteo
B3POCbIX,
abc
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21
28

29

13

23

12
13
16
22
26

asp(ﬂ:%’:a?x, %
40,3
26,1
34,8
14,3
31,4
27,6
25,8
25,0
25,0
15,4
35,0
40,0
30,4
17,4
28,6
22,7
44,1
51,9
18,8
20,0
12,1
18,8
31,3
29,0
22,7
33,3
25,0
29,0
44,4
30,4
18,8
20,0
30,7
30,9
22,8
36,4
36,4
26,9
16,0

22,0

28,0
4,7
12,5
22,6
23,2
18,0
28,2
40,0
16,7

100,0

8,3

Dons B pepepansHom
okpyre, %

39,1
22,3
1,9
1,8
3,0
6,4
2,6
3,0
1,4
1,1
1,7
0,8
1,9
1,9
1,8
1,9
2,9
4,4
4,4
6,8
9,0
4,4
4,4
8,5
6,0
2,5
1,1
52,9
2,1
5,4
11,2
1,2
32,8
15,9
28,8
2,6
3,4
33,5
15,5

18,3

25,5
3,7
14,3
11,8
12,5
19,8
17,4
14,5
6,7
0,4
2,7

Jons B o6wem
peructpe, %

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

1,5

2,1
0,3
1,6
1,3
1,4
2,2
2,0
1,6
0,8
0,1
0,3
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52
53
54
55
56
57
58
59
60
61
62
63
64
65
66
67
68
69
70
7
72
73
74
75
76
77

78

79

80
81
82

Cy6bekT PO

Pecny6nuka BawkopToctaH
Kuposckas o6nactb
Pecny6nuka Mapwii 9n
Pecny6nuka Mopgoeusa
Huxeropoackas o6nactb
OpeHGyprckas o6nactb
MeH3eHckas o6nacTb
Mepmckuii kpait
Camapckas o6nactb
Caparosckas o6nactb
Pecny6nuka TatapcTaH
Pecny6nuka Yamyptus
YnbsiHoBCKasi o6nactb
Pecny6nuka Yysawums
Amypckas obnactb
Pecny6nuka Bypatus
EBpeiickas AO
3abaiikanbckuii Kpai
Kamuyarckwii kpai
MarapgaHckas o6nacTtb
Mpumopckuii kpan
Pecny6nuka Caxa
CaxanuHckasi o6nactb
XaGapoBckuii kKpait
Pecny6nuka [larectaH
Pecny6nuka UHrywertus

Ka6apauHo-Bankapckas
Pecny6nuka

KapayaeBo-Yepkecckas
Pecny6nuka

Pecny6nuka OceTtus
CTaBponosbCKuii Kpaii
Pecny6nuka YeuHs
uToro

®depepanbHbiii

oKpyr
neoo
noo
noo
neo
neoo
noo
noo
neo
neoo
noo
noo
neo
neoo
noo
IB®O
OB®O
OB®O
[B®O
IB®O
OB®O
OB®O
[B®O
IB®O
IB®O
CKdO
CKdO

CK®0

CK®dO

CK®O0
CK®dO
CK®dO

AGconioTHoe

4yucno

NauMeHTos, n

89
42
8
22
116
73
20
61
109
26
127
36
26
59
15
24

32

52
14
10
44
15
11

24

12

74

69
3969

KonuuectBo
B3POCIbIX,

abc
26
1
2
5
28
21
4
21
44
13
50
21

2
26
4
1167

Bsp(ﬂgﬁ‘x, %
29,2
26,2
25,0
22,7
24,1
28,8
20,0
34,4
40,4
50,0
39,4
58,3
26,9
39,0
26,7
37,5
50,0
21,9
16,7
0,0
42,3
28,6
20,0
25,0
13,3
0,0

20,0

4,2

16,7

35,1
5,8

29,4

Pons B penepanbHOM

okpyre, %

10,9
5,2
1,0
2,7

14,3
9,0
2,5
7,5

13,4
3,2

15,6
4,4
3,2
7,2
7,5

12,0
1,0

16,0
3,0
0,5

26,0
7,0
5,0

22,0
7.1
5,2

2,4

35,2
32,9

[ons B o6wem

peructpe, %

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

0,1

0,6

0,3
1,9
1,7
100

JvHaMuKa YUCAEHHOCTU MalueHToB B peructpe ¢ 2011 mo 2022 ronbl npeacTapieHa Ha puc. 2.

2011r. 2012r. 2013

2014 r.

2916

2015 .

3049

2016 .

3096

2017 r.

3142

2018 .

3722

3169

2019r. 2020r.

3969

2021r.

Puc. 2. JluHamuka 4yMcaeHHOCTHU nanueHToB B peructpe ¢ 2011 mo 2022 ronbr*.

*[IpuMeyaHue: B T.4. MALIMEHTDI, KOTOpbIe He Habmoganuch B 2022 1.

3969

2022r.




PerucTtp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit Pepepaumn. 2022 rog,

Ha puc. 3 npencrasieHa 107151 TallMEHTOB KaXI0To (hpenepasbHOTO OKpyTa B OOIIEl YMCIIeH-
HOCTH TTalliCHTOB.

B L00
B C300
11000
EnNB®O
YOO
HCo0
0 B®0

CK®O

427

Puc. 3. lonst manMeHToB Kaxmoro denepaabHOro OKpyra B o0IIel YMCIeHHOCTH MaiieHToB PD.

Ha puc. 4 orpaxkeHO aOCOMIOTHOE YKCIIO AETEi 1 B3POCIBIX B (hedepabHBIX OKPYTaXx.

LleHTpanbHbI depepanbHblii OKpYr
CeBepo-3anafHbiit beaepanbHblii OKpyr
KOXKHbIV depepanbHbIvi OKpYr

MpuBOMKCKUIA depepanbHbIi OKpyr _

Ypanbckuii desepanbHblit OKpyr
B [letn
Cunbupckuii degepanbHbIit OKpyr

H B3pocnbie
[anbHeBOCTOYHbIV dpepepanbHbIi OKpYT .
CeBepo-KaBKa3cKkuit bepepanbHblii OKpyr 36

Mocksa

CaHKT-lNeTepbypr .

0 500 1000

Puc. 4. AGCOMIOTHOE YKCIIO JIeTel U B3POCIIBIX B KaXK/IOM OKpYTe.

O6H.Ia§[ CymMMHpyromaa HH(bOpMaLII/IH IO PEerucCTpy B CpaBHCHUU C JaHHBIMUW IMPCAbIAYIINX
JICT IIPEACTaBJICHA B Tabm. 2.

Tabauya 2
Ocnognole noxkazameau, OMpaj3carouiue OpeaHU3auUI0 NOMOUU NAUUEHMAM ¢ MYKOGUCUUO030M
u ux cocmosnue 300pogvsa 3a 2011—2020 ze.

MNoka3zatennb 2011r. 2020r 2021r 2022r

0OGuee ynucno 1026 3722 3969 3969

)KUBbI, HaGNIOAANUCH B TEKYLLEM roay, n 1011 2567 3563 2787

ymepnau, n 1 32 46 31

He HaGniopanuch B TEKyLLEM roay H/R* 1123 360 1081

He Habniopganuck Tpu roaa 70

WcKioueHsl N3 pernucTpa, n 0 4 8 0
Bo3spacrT, roabl

M+ SD 11,5+8,9 13,7+9,7 14,0+9,8 14,7+9,8
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Mokaszatennb

Me (25th - 75th pctl)

Me (IQR)

[onsa naumeHToB B Bo3pacte > 18 net, %
BospacT ycTaHOBNeHUs auarHo3sa, rogbl

M £ SD

Me (25th — 75th pctl)

Me (IQR)

MekoHueBblii uneyc
BCero, %
Xupypruyeckoe nocoéue, %
KOHCepBaTuBHas Tepanus, %
B OTYETHOM ropy, %
Xupypruyeckoe nocooue,%

KOHCepBaTUBHas Tepanus, %

2011r.

9,5(14,0)
25,0

3,3+5,5

1,0 (4,0)

5,4
4,8
0,6
8,7
8,7

2020r
11,4 (6,3-18,7)
11,4 (12,4)
26,5

3,6 6,1
0,4 (0,1-2,9)
0,4 (2,8)

8,9
7,9
1,0
15,7
14,9
0,8

2021r
11,9 (6,7-19,0)
11,9 (12,4)
27,4

3,1£6,2
0,4 (0,1-2,8)
0,4 (2,7)

9,2
8,0
1,2
12,7
9,5
3,2

2022r
12,7 (7,5-19,6)
12,7 (12,1)
29,4

3,0+6,1
0,4 (0,1-2,6)
0,4 (2,5)

9,1
8,1
1,1
6,5
6,5
0

JAnarHo3 no HeoHaTanbHOMY CKPUHUHTY
Bcero, %
B OTYETHOM ropy, %

FeHeTUyecKoe uccnefoBaHne
oxsar, %
0N BbISIBNIEHHBIX FEHETUYECKUX BapuaHToB, %
— [1Ba BbISIBJIEHHbIX FEeHETUYECKMX BapuaHTa, %
— OAVIH BbISIBJIEHHBIN FEHeTUYECKUiA BapuaHT, %
— 06a reHeTM4EeCKNUX BapuaHTa He BbisiBNEHbI, %
F508del / F508del,%
F508del / HeF508del, %
HeF508del / HeF508del, %
F508del, annenbHas yactota, %

KomnnekcHbiit annenb, L467F;F508del, annenbHas
yactota %

CFTRdele2,3, annenbHag 4actorta, %
E92K, annenbHas yactota, %

MMKpOﬁMOHOI’M‘IecKOE uccneposaHuve

54,4
73,9

94,6
90,9
87,1
10,0
2,8
30,6
46,3
23,1
51,6

0,76

6,1
3,7

Staphylococcus aureus, %
MRSA, %
Pseudomonas aeruginosa
— XpoHuyeckoe MHGUUMpPOBaHUE, %
— UHTEpPMUTTUPYIOLLMIA BbiceB, %
Burkholderia cepacia complex, %
Stenotrophomonas maltophilia, %
Achromobacter spp., %
JlerouHblit (HeTyGepKynesHblii) MMkoGakTepnos, %
Haemophilus influenzae, %
Escherichia coli, %

PecnupaTtopHasa pyHkuus
DXEJ, %ponx.
O®B, %ponx.

HyTpuTuBHBbINA cTaTyc

28,8 52,3 53,5
78,3 80,2 65,8
91,8 93,0 93,6
80,0 89,9 90,5
69,1 83,3 84,2
21,4 13,3 12,7
9,5 3,5 3,2
32,1 30,0 28,2
41,2 45,2 45,4
26,7 24,8 24,9
52,79 52,6 51,5
H/B H/B, 0,74
6,32 6,2 6,1
2,65 3,3 3,5
58,4 63,1 63,1
H/A 3,1 4,9
32,3 34,1 33,6
15,1 16,9 15,4
7,0 5,1 5,5
3,4 5,3 4,3
H/A 7,6 7,6
1,6 1,7 1,2
H/A 3,8 33
H/D 4,4 3,8
84,6 + 30,1 85,7 £ 22,1 86,6 + 23,3
74,6 + 29,4 78,6 £ 26,5 79,2 + 28,9

70,0
4,8

36,1
12,0
5,7
4,1
8,2
1,5
3,9
5,3

87,6 + 23,6
81,5+ 28,3

meaunaHa nepueHtuna UMT cpepv peteit
Me (25th - 75th pctl)
mepanada UMT cpepam B3pocnbix
Me (25th — 75th pctl)
OcnoxHeHus 3a6oneBaHnsl B OTYETHOM roay

Annepruyeckuii GpoHXoneroyHblii acneprunnes, %

29,0 (55,6)

18,8 (3,9)

1,3

30,2 (52,0)
30,2 (10,7-62,2)
19,1 (3,7)
19,1 (17,6-21,2)

2,5

29,5 (51,0)
29,5 (9,9-61,0)
19,3 (4,0)
19,3 (17,5-21,5)

2,2

29,1 (48,4)
29,15 (9,5-57,9)
19,3 (3,9)
19,3 (17,6-21,5)

3,0

15



Peructp nauueHToB ¢ MykoBucLmuzo3om B Poccuiickoin Pepepaumn. 2022 rog,

Mokasatens 2011r. 2020r | 2021r | 2022r
CaxapHblii anabeT c NPUMEHEHNEM UHCYNUHA, % 3,2 3,2 4,2 4,6
MHeBmoTOpakc, NoTpe6GoBaBLLMiA APeHMPOBaHUS, % 1,5 0,7 0,6 0,6
Liuppo3 neyeHu
— C nopTanbHOi rMNepTeH3ueit / runepcnaeHnamom, % 4,2 4,0 3,9 3,3
— 0e3 nopTanbHOI rMNepTeH3um / runepcnneHdnama, % 4,3 3,1 3,4 2,9
— 0 HaNM4YUM rMNepPTEH3NN HEU3BECTHO, % 0,3 0,5 0,1 0,2
MopaxeHune nevyeHn 6e3 umpposa, % 23,2 17,9 15,5 15,6
Jlero4Hoe kpoBoTe4yeHue, % 2,6 1,5 0,6 0,6
OcTeonopo3 (HU3Kas KoCcTHas Macca), % 14,5 5,2 6,4 3,8
CuHycuT ¢ nonunamm, % 15,0 31,8 36,7 35,5
CuHycuT 6e3 nonunos, % H/B, 28,0 31,0 40,3
ANeKTPONIUTHbIE PAaCCTPOICTBA, % 4,0 3,1 3,7 2,0
Hanuuue oHkonornyeckoro 3abonesanus, % 0,4 0,1 0,1 0,1
Amunoupo3s, % 0,2 1,0 0,8 0,8
CVHAPOM AUCTasIbHOW MHTECTUHANBHOWN 06CTPYKUMK, % H/A 2,3 2,2 1,3
MnepToHMyYeckuii pacTBop HaTpus xsuopuaa, % 8,7 72,7 70,7 71,5
AHTUOGMOTUKMN UHFANALMOHHbIE, % 41,3 45,7 45,0 46,2
AHTUOGMOTUKMN BHYTPUBEHHBIE, % 70,9 32,3 36,4 45,0
AHTUOMOTUKM NepopanbHble, % 69,1 57,4 61,4 69,2
BpoHxoaunaratopbl, % 63,0 45,5 47,5 41,1
CTepouabl MHransiuMoHHbIe, % 26,8 10,3 11,3 13,1
CTtepouabl cucteMHbie, % 8,3 3,6 3,4 3,9
DopHa3a anbda, % 93,4 95,2 95,1 93,9
A3nTpoMuUMH B cyGMHrMOupyioLuei nose, % 34,7 26,5 25,9 23,1
Ypcope3sokcuxoneBas kucnora, % 93,2 88,1 86,4 85,9
MaHkpeaTnyeckue pepmenTbl, % 94,2 93,3 89,8 89,9
XXupopacTBopuMble BUTaMUHbI, % 88,1 91,2 84,2 85,4
Kunesutepanus, % 79,9 81,6 73,1 71,5
Kucnopopotepanus, % 6,2 4,4 5,2 4,9
WUHrm6uTopbl NpOTOHHO nomnbl, % H/A, 23,5 21,2 24,5
WHransiumoHHblit MaHuuTon, % H/A, 3,9 5,8 9,1

TpchnﬂaHTaLl,l/lﬂ 3a OTYeTHbIli roa

— Nerkux, n 1

— neyeHu, n

— novek, n 0 0 0 0

Yucno ymepunx 15 32 46 31

M + SD, roapl 15,9 £12,7 17,3 £ 10,7 23,7+10,3 28,1+9,2

Me (25th — 75th pctl) 15,5 (11,6-24,3) 25,8 (18,3-30,9) 26,6 (21,5-34,6)

Me (IQR), ropbi 17,4 (25,0) 15,5 (13,1) 25,8 (12,8) 26,6 (13,7)
MpuunHbl cMepTH

— OpoHxonero4Has, n 13 31 39 27

— BOAHO-3/1eKTPOJIUTHbIE PacCTPOICTBA, N 1 0 0 0

— nopaxXxeHue neYeHu, n 0 1 1 0

— HecYacCTHbIW ciyyaii, n 0 0 0 0

— CBSI3aHHas C TPaHCNNaHTauuen 0 0 0 3

— OCTpasi NoYyeyHasi HeJOCTaTOYHOCTb, N 0 0 1 0

— OHKONOrUs, n 0 0 0 0

— He CBA3aHa C MYKOBUCLMA030M 0 0 0 0

— gpyras, n 0 0 0 0

— NpU4YMHa CMepTU HeM3BeCcTHa, n 1 0 5 1

*H/Jl — HET JaHHbIX — B JAHHOM IoAy ImokasaTejin HE BHOCUJINCH B PETUCTP
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BO3pacT, rogpl

Bo3pacTHasi U nonoBas CTPyKTypa nauMeHToB C MyKOBUCLIMA030M

Pacrnipenenenne 00JbHBIX MYKOBUCIIMIO30M B 3aBUCMMOCTH OT BO3pacTa MpPeNcTaBIeHO
Ha puc. 5. CpenHuii Bo3pacT 60sbHBIX B 2022 rony coctaBui 14,7 + 9,8 yet, MeauaHa BO3-
pacta — 12,7 (7,5-19,6) ner. Camblii cTapiunii mauueHT B ordeTHOM 2022 roay HaGI0mascs
B I. CankT-IletepGypr. Ero Bo3pact — 65,1 net, Bo3pact camoro mianiero — 0,3 roma. dost
B3POCJIBIX MAMeHTOB (> 18 neT) — 29,4%. Cpenn nanmeHToB ¢ M B He3HauuTeIbHO TIpeobiaianu
MYKYMHBI U cocTaBmii — 51,8%, xeHiunubl — 48,2%.
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Bospacr, roap!

Puc. 5. Tucrorpamma Bo3pacta nanueHToB. Och abCcIMce — BO3pacT, TO[bI, OpAUHAT — Yucio, N.

ITonoBoii coctaB B 3aBUCUMOCTU OT Bo3pacTta nNpcacraBjJI€H Ha pUC. 6.
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Puc. 6. ITonoBoii coctaB MalMEeHTOB B 3aBUCUMOCTHU OT BO3pacra.
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Tabauua 3

Cpednuii 6o3pacm u meouana 603pacma nNAuUeHmMos 6 pecuoHax

‘ Okpyr M=SD, roap! Me, roab! ‘ IQR ‘ 25th percentile ‘ 75th percentile ‘
LieHTpanbHbiii O 15,9+ 10,5 13,5 13,7 8,0 21,7
CeBepo-3anagHblit PO 13,4+ 10,0 11,0 12,0 6,4 18,4
IOxHbI DO 14,5+ 9,1 13,1 10,6 7,9 18,5
NpuBonxckuit PO 15,6 +9,8 13,9 13,2 8,2 21,4
Ypanbckuii O 13,7+£8,7 12,0 11,1 7,1 18,2
Cubupckuii @0 13,8 +£9,0 11,9 9,9 7,6 17,5
JanbHeBoCTO4HbI PO 14,5+9,0 13,5 11,8 7,7 19,5
CeBepo-KaBka3sckuit @0 10,84 + 8,2 9,2 10,2 4,6 14,8
r. Mockea 18,0+ 11,4 14,5 15,5 9,4 24,9
r. CaHkr-MNeTepOypr 13,9+ 11,6 10,2 14,1 5,2 19,3

lpumeyanne: IQR — mexksapTuabHbI pasmax
AuarHoctuka mykoeBucuuao3sa

TucTtorpamMmma Bo3pacTa yCTaHOBJIEHUSI IMarHo3a B OOIIEM I10 TPYIINe OoTpaxkeHa Ha puc. 7.
CpenHuii Bo3pacT IOCTAaHOBKM TuarHo3a cocrtaBui 3,0 + 6,1 jiet, MeaMaHa Bo3pacTa YCTaHOB-
sienust nuarnosa — 0,4 (0,1-2,6) snet. B Bo3pacre nocsie 18 yiet 3abosieBaHKe JMArHOCTUPOBAIOCH
y 3,2% ot o6uiero yuciaa 60nbHbIX Uy 10,8% oT unciaa B3pocabiX. MUHUMAIbHBIN BO3pacT
YCTAHOBJICHUSI JUArHO3a — TMPU POXICHUU, MAaKCUMalIbHbII — B 59,5 neT.

ITo HeoHaTaJIBHOMY CKPUHUHTY IMAarHo3 ObUT ycTaHOBJEH 54,4% nalveHTaM.

Yucno naumeHTos, n
KymynsaTusHasa yactota, %
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BospacrT, roabl

Puc. 7. rl/ICTOFpEIMMa BO3pacTa YCTaHOBJICHUA TUAarHo3a B pas3jIMYHbIX BO3PACTHBIX I'pyIiiax.

STHEOHATAJIbHOMY CKpUHUHTY B 2011—2022 1T.
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30 +°5
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2011r. 2012r. 2013r. 2014r. 2015r. 2016r. 2017r. 2018r. 2019r. 2020r. 2021r. 2022r.

Puc. 8 Jloyisi malMeHTOB ¢ YCTAHOBJIEHHBIM IMAarHO30M IO HEOHATaJbHOMY CKPUHMHTY B OOIIEH TMOIYJSILIMKU OO0JbHBIX MYKOBHMCIIMIO30M 3a
2011—-2022 1.
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Ha puc. 9 IIpeacTraBICHa JOJIA 60.HI>HLIX, JMArdHo3 KOTOPbIM yCTaHaBJIMBaJICA 110 HEOHaTaJIb-

HOMY CKPUHUHTY.
LleHTpanbHbI dpepepanbHbiii OKpyr
CeBepo-3anagHblit deaepasnbHblit OKpyr
HOXHbIV desepanbHblii OKpyr
MpuBoONKCKUIA desepanbHblii OKpyr
Ypanbckuii desepanbHblii OKpyr
Cubupckuin bepsepanbHblii OKpYr
[lanbHeBOCTOUHbIN deaepanbHbIil OKpyr
CeBepo-KaBkasckuii deaepanbHblil OKpyr
Mocksa

CaHKT-lNeTepbypr

Puc. 9. Josst naliMeHToRB, AMarHo3 KOTOPbIM YCTAaHABJIMBAJICS 110 HEOHATAIbHOMY CKPUMHUHTY (CMHMI LIBET — IMAarHO3 YCTAaHOBJIEH MO HEOHATAJIbHOMY
CKPUHUHTY, KPACHBII LIBET — AMArHO3 YCTAHOBJIEH IO KIMHUYECKUM CUMMTOMaM (Y MaLMEeHTOB C OTPULIATEIbHBIM HEOHATAJIbHBIM CKPUHUHIOM)).

Tabauua 4

Cpeonuii 6o3pacm u meduana 603pacma yCMaHoAeHus OUAZHO3A

‘ Okpyr M=SD, roap! Me, roab! ‘ IQR ‘ 25th percentile ‘ 75th percentile ‘
LieHTpanbHbiii @O 3,4+£6,9 0,4 3,2 0,1 3,3
Ceeepo-3anaaHbiit 0 3,0+6,7 0,3 1,4 0,1 1,5
HOxHbI DO 2,8+5,1 0,5 2,8 0,2 3,0
Npuesonxckuit PO 3,3+6,1 0,5 3,1 0,2 3,3
Ypanbckuii @O 2,3+4,4 0,4 1,8 0,1 1,9
Cu6upckuin @0 2,5+6,0 0,2 1,3 0,1 1,4
JanbHeBoCTo4HbI DO 2,8+5,3 0,4 2,4 0,1 2,5
Ceeepo-Kaeka3sckuii O 2,3+5,2 0,4 1,0 0,2 1,2
r. Mockea 4,3+8,4 0,4 4,2 0,1 4,3
r. Cankr-MNeTepOypr 3,6+8,4 0,2 1,1 0,1 1,2

lpumeyanne: IQR — mexkBapTUabHbIA pasmax

CpenHuii BO3pacT M MeIraHa BO3pacTa YCTAaHOBJICHUS IUAarHO3a MPEACTaBICHBI B Ta0M. 4.

LleHTpanbHbIV deaepanbHbIi OKpyr
CeBepo-3anagHblii peaepanbHblit OKpyr
HOKHbIV PpeaepanbHbli OKpyr

MpuBOAKCKUI heaepanbHblii OKpYr
W Xvipypruyeckoe

Ypanbckuit desepanbHbIi oKpyr nocobue

[ ] KoHcepBaTtusHan
Tepanua

Cubupckuin bepepanbHbiil OKpyr
[anbHeBOCTOYHbIN depepasibHbIN OKpYr
CeBepo-KaBKascKuit pepepasbHbiil OKpyr

MockBa

CaHKT-MNeTepbypr %
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Puc. 10. Tonst 60JbHBIX ¢ MEKOHUEBBIM MJICYCOM.
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AwnarHoctuka B 2022 rony

3a OTYETHBIN IO AMArHO3 MYyKOBHCLIMIO3a BIEPBbIE YCTAHOBJIEH 46 mauueHTaM (CpeaHuit
Bo3pacT coctaBui 2,9 + 5,1 net, mennana Bo3pacta — 0,9 (1,1) net): 44 nauueHTam 1o 18 jget u
2 mauueHTaM ctapiue 18 yiet. [To HeoHaTaIbHOMY CKPMHKMHIY IMArHO3 ObLT yCTaHOBJIEH B 73,9%
CJIydJasiX OT BCEX BIICPBBIC BHISIBJICHHBIX CIIyJacB MyKOBHCIIIO3a 32 OTUYCTHBII rof. MeKOHUEeBHIi
ujeyc ObLI IUarHOCTUPOBAH Y 3 maueHToB (6,5% OT 4uciia yCTaHOBJIEHHBIX JUArHO30B), BCEM
OOJILHBIM TTOTPEOOBATIOCHh XUPYPrudecKoe Mmocodre. MUHNMAIBHEBIN BO3PAacT YCTAHOBJICHUS
JIMardHo3a B otyetHoM roay — 0,3 net, makcuManbHbiit — B 20,9 net. Tucrorpamma Bo3pacta
YCTaHOBJICHMSI IUaTrHO3a B OTYCTHOM IOy OTpakeHa Ha puc. 11.
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Bo3spacr, rogbi

Puc. 11. Tucrorpamma Bo3pacra ycTaHOBJIeHUsT quarHosa B 2022 romy.
MoToBbiiA TECT

Ha puc. 12 npeacraBieHO COOTHOLIEHUE TUIIA [IOTOBOIO TECTa, a B TabJj1. 5, 1 TabJ1. 6 pa3anuust
MeXIY AeTbMM U B3POC/IbIMMU.

1000 +— — — —
800 ————
00 -———— m [poBOAMMOCTb
% m TutTpoBaHue
40,0 — —— — m He penann/Het
MHbopMauun
200 9= ===
0,0 -
MoTosbI TecT 1 MoToBbIi TecT 2
Puc. 12. Xapakrepuctrka moToBoro tecra 1 u 2.
Tabauua 5
Xapaxmepucmura no npoeedenuro nomoeozo mecma 1y demeii u 63pocavix
‘ pynna ‘ Het undopmauuu/He penanu, n (%) ‘ TutpoBaHue, n (%) MNposoaumocTsb, n (%) ‘
Detn 183 (6,6) 595 (21,3) 2010 (72,1)
Bapocnbie 139 (12,0) 639 (55,1) 381 (32,9)
Tabauua 6
Xapaxmepucmura no npoeedenuro nomogozo mecma 2 'y demeil u 63pocablx
\ Fpynna \ Het uudpopmauun/He penanm, n (%) \ TuTtpoBaHue, n (%) MpoeoaumocTb, n (%) \
Oetn 997 (36,3) 405 (14,8) 1341 (48,9)
Bapocnbie 539 (47,1) 280 (24,5) 326 (28,5)
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Cpenu 3armoTHeHHBIX TaHHBIX Y 6,3% MalMeHTOB B peructpe He 3a(puKCUpOBAHO HU OMHOTO
TTOJIOKUTEITLHOTO IMTOTOBOTO TecTa, Y 38,3% GObHBIX OTMEUYEH XOTSI ObI OIMH TOJOKUTETbHBIN
MOTOBBI TecT, y 55,4% — nBa MOTOBBIX TecTa MOJOXUTENbHbIC. [10JOXKUTETbHBIM MTOTOBBIM
TECTOM CYUTAINCH IMOKA3aTEeNIN: UIsl MeToa TUTpoBaHuUs 60 1 Gosiee MMOJIb/J, ISl TIPOBO-
numocTtu — 80 1 6osiee MMOJIb/JI, TorpaHUYHbBIe 3HaYeHus: 30—59 Mmoinb/1 u 50—79 MMomb/1
JUTSI TATPOBAHUS U TIPOBOAMMOCTH, COOTBETCTBEHHO.

B Ta6n. 7 oTpaxkeHbl pa3nyus MEXIy B3POCIBIMU U IETbMU TIO CTPYKTYPE MOTOBOTO TeCTa.

Tabauua 7

Coomnowenue unghopmamuenocmu nomoeozo mecma y oemelil u 63pocabix

‘ Fpynna Hu opHoro nonoxurensHoro Tecta, n (%) ‘ OAVH NOTOBbIN TECT NONOXMUTENbHBIIA, N (%) ‘ [iBa NOTOBbLIX TECTA MNOJIOXUTENbHbI, N (%) ‘
Betn 151 (5,8) 941 (36,1) 1513 (58,1)
Bapocnbie 77 (7,5) 446 (43,7) 497 (48,7)

Ha puc. 13 u B Ta6:1. 8 oTpaxkeHbl IOKa3aTe 11 [IOTOBOIO TECTA, IPOBEIEHHOTO TUTPOBAHUEM.

CpenHue mokasaTejind IMOTOBOTo TecTa 1 MeTomoMm TUTpoBaHus coctaBwiu 97,1 + 26,5
MMOJIb/J1, Meauana 98,0 (37,0) mmounb/i, y neteit — 98,8 £ 25,3 mmounb/in, meauana 101,0 (35,6)
MMOJIb/M, Y B3pocabix — 95,5 + 27,5 mmonb/n, Menuana 94,0 (37,3) MMoIb/1.

CpenHue rmokasaTejay ITOTOBOTO TeCTa 2 METOLOM TUTpPOBaHMsA cocTaBmim 99,1 + 26,3
MMoOJb/71, Mearana 100,0 (37,0) Mmoinb/i, y aeteit — 98,9 + 25,6 Mmonb/i1, meauana 102,0 (37,0)
MMOJIb/7, Y B3pocabiX — 99,4 + 27,4 mmonb/1, Menuana 99,5 (37,0) MMmoinb/1.
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Puc. 13. [Nokazartenu moToBoro T€CTa, MPOBEACHHOI'O TUTPOBAHUEM.

Tabauua 8
Cmpykmypa 3HaueHuli nonoeozo mecma, npogedeHH020 MUmMpoBaHuem
3HavyeHue, MMonb/n Yucno nauueHToB, n Jonsa naumeHToB, % ‘
0-10 0 -
10-20 3 0,2
20-30 7 0,4
30-40 21 1,1
40-50 27 1,4
50-60 73 3,8
60-70 156 8,1
70-80 207 10,8
80-90 215 11,2
90-100 249 13,0
100-110 306 15,9
110-120 285 14,9
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3HavyeHue, MMOnb/n ‘ Yucno naumeHToB, n ‘ [ons naumeHToB, %
120-130 179 9,3
130-140 73 3,8
140-150 41 2,1
150-160 53 2,8
160-170 24 1,3

lpumeyanue: * - B 2-x Tectax 3HayeHue Obi10 Ha BePXHEN AOMycTUMOIi rpaxmnue v pasHo 160 mmonb/n. lpu yposHe Boiwe 160 MMO/Ib/N MOTOBBIN TECT AOMKEH ObiTh NEPeENnaH (Takue AaHHbIe He BKIOYaIN B aHAN3).

Ha puc. 14. u B 1a6;1. 9 oTpaxkeHbl MoKa3aTeJIi MOTOBOTO TeCTa, MPOBEACHHOIO METOIOM
MMPOBOIUMOCTH.

CpenHue ToKa3aTeIu MOTOBOro Tecta 1 MeToIOM MPOBOAMMOCTH coctaBwim 106,4 + 21,8
MMoJb/71, Menrana 110,0 (25,0) Mmosnb/i, y neteii - 107,0 + 21,0 Mmonb/i1, meauana 110,0 (23,0)
MMOJIb/J1, Y B3pociibix - 102,7 &+ 25,3 MmModb/1, menuana 103,0 (23,0) MMostb/i.

CpenHue TOKa3aTeIn MMOTOBOrO TeCcTa 2 METOIOM IPOBOAMMOCTH coctaBwim 106,6 £ 21,6
MMoutb/J, meaguana 110,0 (257,0) mmons/n, y meteit - 107,3 = 20,7 mmonas/n, menuana 110,0
(22,0) mMouw/11, y B3pocibix - 103,6 £ 24,8 mmounb/n, menuana 105,0 (32,0) Mmmoutb/1.
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Puc. 14. TToka3aTenu MOTOBOrO TE€CTa, IMPOBEIEHHOIO METOIOM MTPOBOIAUMOCTH.
Tabauua 9
Cmpykmypa 3HaueHuli nonoeozo nmecma, npo8eodeHH020 Memooom npoeodumocmu
3HavyeHue, MMonb/n Yucno nauueHTosB, n ‘ Jonsa naumeHToB, % ‘
0-10 0 -
10-20 2 0,05
20-30 8 0,2
30-40 29 0,7
40-50 35 0,9
50-60 65 1,6
60-70 126 3,1
70-80 174 4,3
80-90 325 8,0
90-100 451 11,1
100-110 775 19,1
110-120 994 24,5
120-130 662 16,3
130-140 265 6,5
140-150 83 2,0
150-160 31 0,8
160-170 33 0,8
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NleHeTuka

B HacTtosiiiee Bpems onucaHo 6ojee 2000 MyTauuii uauM BapuaHTOB HYKJIEOTUIHOM
nocnenoBaTebHOCTH TeHa CFTR (vii reHeTMYecKrX BApUaHTOB, B NATbHEHIIIEM TIO TEKCTY —
reHeTnyeckue BapuaHThl). [1o coctossHuio Ha 7 anpenst 2023 rona Ha BeO-caiiTe MeXXIyHapOOHOTO
npoekta CFTR2 (https://cftr2.org) nmpencraBneHbl 719 maTOreHHBIX TEHETUIECKUX BADUAHTOB
HykieotuaHou nocienoateabHocTy reHa CFTR (BHIT CFTR). OHu npensiTCTBYIOT CUHTE3Y
6enka CFTR, ero TpaHcnopTy K alMKaJIbHONW MeMOpaHe KJIETKU WIX HApYLIAIOT €ro (PyHKIUI0
B KauecTBE KaHaja aHMOHOB xJiopa. B 3aBucumMoctu ot BnusHus Ha pyHkiuio 6enka CFTR He-
KOTOPBIE aBTOPBI TOAPA3IENSIOT UX HA 7 OCHOBHBIX KJ1accoB (puc. 15). [IpuBeneHa ynpouieHHast
cxema, Tak KaK OMH U TOT e BapUaHT MOXET BbI3BATh HECKOJILKO BUIOB HAPYIIEHUS] PAOOThI
Oesika, U He IJI BCeX BApUAHTOB HYKJIEOTUIHOU mocienoBareabHocTy reHa CFTR onpenenen
Kj1acc. B Takux ciyyastx Mbl OTMEYaeM, U4TO KJIACC «HE OTIPEIeIeH».

1 Knaccbl myTaywii:

s S I Il i IV Vv Vi
: Benok ke Benox ve XNOpHEN KaHAN He DYHILIA XNOPHOTD CHIOKEHO e o
' o ceop KEHAMA Caouen konuuecTeo Benka
o e or com
cr o, or o or o or
CFTR ] Aot diand
= Y Y . yXXXyees
cr o o T & 1 F o o o F cr u—)
\
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Puc.15. PacnipeneneHue naToreHHbIX BapMaHTOB HYKJIEOTUIHOM nocienoBarenbHocTu reHa CFTR (Myrauumii) nmo kiaccam (pMCyHOK 3aMMCTBOBaH

De Boeck, K. Cystic fibrosis in the year 2020: disease with a new face. Acta Paediatr. 2020; 109: 893— 899. https://doi.org/10.1111/apa.15155;

Lopes-Pacheco M. CFTR modulators: Shedding light on precision medicine for cystic fibrosis. Front. Pharmacol. 2016; 7: 275. DOI: 10.3389/
fphar.2016.00275. ¢ U3MEHEHUSIMHU).

[MaTorenHble BapuaHTHl HyKJIeoTUIHOW mocnenoBatenbHocTn reHa CFTR 1, 11, 11T u VII
KJIACCOB MPUBOAAT K MOJIHOMY WJIX ITOYTU MTOJTHOMY MPEKPAIIeHUIO0 QYHKIIMU XJIOPHOTO KaHaja,
U OTHOCSITCS K «TSDXKeJIbIM» BapuaHTaM, Toraa Kak npu Bapuantax IV, V, VI kitaccoB coxpaHsercs
octatouyHas (yHKIMS XJIOPHOTO KaHaja, YTO MO3BOJISIET UX OOBEAUHUTH B TPYIIINY «MSTKUX»
BapUaHTOB HYKJIEOTUIHOM TTocienoBarenbHocTn TeHa CFTR. «TskecTb» BapriaHTa ompesensier
CTEeINEeHb HapYIIEHWS] BHEITHECEKPETOPHOU (DYHKIIMU MOMXKETYTOYHOM XKene3bl. «Msrkre» Bapu-
antel reHa CFTR 1oMUHUPYIOT Ha «TSEKETbIMU» B OTHOIIIEHUW TTAaHKPeaTuiecKoro (heHoTura.

IeHeTMUecKOE MccenoBaHue ObUTO TIPOBeACHO 94,6% GONBbHBIX. JIeTsIM TaHHOE UCCIenoBaHe
ObLTO TIpOBeNeHO B 95,6%, B3pocibiM — B 92,2% ciydaes.
OxBar reHETUYECKUM MCCIEIOBAHUEM B PErMOHAX MpPeACTaBieH Ha puc. 16.

LleHTpanbHbIV GpeaepanbHbI OKpyr
CeBepo-3anagHblii degepanbHbiil OKpyr
HOKHbIM desepanbHbIin OKpyr
MpvBOMKCKMI depepanbHblii OKpYr
Ypanbckuii bepepanbHbiil OKpyr M NposeaeHo
Cubupckuin deaepanbHbIi OKpyr
M He nposogunock
[anbHeBOCTOUHbIN heaepanbHbiil OKpyr
CeBepo-KaBKasckuit degepanbHblii OKpyr

Mocksa

CaHkT-MNeTepbypr

Puc. 16. OxBar reHeTUYECKUM MCCISIOBAaHNEM OOJTbHBIX MYKOBUCIHHUIO30M.
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CyMMapHast ToJIsI BBISIBJICHHBIX TTATOTCHHBIX BAPMAHTOB HYKJICOTHUIHOM MOCIICNOBATSIbHOCTH
reHa CFTR B pernonax nmokasana Ha puc.17

LieHTpanbHbIN dpeaepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
lOKHbIV dpepepanbHbIi OKpyr
MpuBonXKCcKMIA deaepanbHblit OKpyr BET
Ypanbckuin pesepanbHblit OKpyr
Cubupckuin bepepanbHblii OKpyr B He soinenenb
[anbHeBOCTOUHbIN deaepanbHblit OKpyr
CeBepo-KaBKasckuit pegepanbHblit OKpyr

Mocksa

CaHkT-MNetepbypr

0 20 40 60 80 100 %

Puc. 17. 1osisl BbISIBJIEHHBIX TEHETMUECKMX BAPMAHTOB HYKJICOTUIHOI nociienoBatebHOCTU reHa CFTR.

OO61as cymMMapHash 4acToTa UAeHTU(ULUMPOBAHHBIX ayieneil coctasuia 90,9%. Y nereit
uneHtuduunposano 91,4% anieneit, y B3pocibix — 89,5%.

JlmHaM1Ka oxBaTa TEHETUYCCKNM HCCIIEOBAHUEM M IOJU HE BBIIBICHHBIX T€HETHUCCKUX
BapuaHToB reHa CFTR B 2011—2022rr. npencrasieHa Ha puc. 18.
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Puc. 18. ﬂI/IH‘aMI/IKa oxBaTa reHETUYECCKMUM MCCIIEAOBAHUEM U JOJIN HE BBISABJICHHBIX TCHETUYCCKMUX BApPUAHTOB HyKJIeOTVIZ[HOﬁ MMOCJI€O0OBAaTCIIbHOCTU
rena CFTR B 2011—-2022 rr.

YacToTa ImaToreHHbIX BApMaHTOB HYKJICOTUIHOM nocienoBarenbHocTr reHa CFTR B cTpane
B ITOpsIAKE YObIBaHU mpeacTtasieHa B 1a01. 10. Beero BeisiBiIeHO 264 mMaTOreHHBIX BApUAHTOB
n 138 U3 HUX HEOMHOKPATHO. 59 reHeTMYECKUX BapMaHTOB OTCYTCTBYIOT B MEXKIYHApPOIHBIX
6a3zax CFTR: 604insA, E217G;G509D, p.Pro205Thr, Y84X, G509R, p.Leu581X, ¢.1219delG,
c.1243 1247del, c.1608delA, c.1708 1712del, ¢.2619+1G>A, ¢.869+2T>G, CFTRdele2-8(2-7%),
D443fs, G1047S, p.Asp993Ala, p.Gly509Val, p.Leu812X, W277X, R1531, 3321delG,
4005+1G>T, A1256P, c.1017del, ¢.1279del, c¢.1580dupA, ¢.1680-1G>C, c.1761del, ¢.2493delG,
¢.2617G>T, ¢.3139+1G>C, c.324delC, c.3325delA, ¢.3380 3383del, ¢.353delC, c.3615 3625del,
c.3717+1219C>A, ¢.3794G>T, c.37dupT, ¢.3873+4485A>T, ¢.3893delG, ¢.3927 3938del,
¢.3983T>A, ¢.4078delG, ¢.4094 4098delins, ¢.527delG, ¢.583delC, c.71_72delTGinsA,
¢.743+2T>A, CFTRdele9(8*), CFTRdele12,13(11-12*), CFTRdele23(20*), CFTRdele8-9(7-8%),
E819X, K598ins, p.Asn505His, p.Glul433Gly, W19G, W202L. Bce BapraHTBl HyKJICOTUIHOM
nocaenoBaTenbHocTH TeHa CFTR mipencraBnens! B [Ipunoxkenun 2.

24



lFeHeTuka

Nn/n

W N O a A O N =

©

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

M
42
43
a4

lpumeyanue: #-komnnekcHbiii annens L467F;F508del

Tabauya 10

Aaneavnas wacmoma eeHemuuecKux 6apuanmos Hykieomuonoi nocaedosameavocmu eena CFTR ¢ Poccuu (npedcmasaenst
2enemuueckue eapuanmot ¢ yacmomoi 6oaee 0,10%)

TpaauuMOHHOE Ha3BaHue
reHeTUYeCcKoro BapmaHTa
F508del
CFTRdele2,3
E92K
1677delTA
3849+10kbC->T
2143delT
2184insA
W1282X
L138ins
N1303K
G542X
394delTT
L467F;F508del#
R334W
W1282R
3821delT
S466X;R1070Q##
1367del5
S1196X
R1066C
2789+5G>A
W1310X
3272-16T>A
3944delGT
712-1G->T
S466X
621+1G->T
L1335P
R1162X
4015delA
R785X
CFTRdup7-11(6b-10*)
R553X
1898+1G->C
1898+2T>C
1898+1G->A
2183AA->G
D1152H
S1159F

3667ins4

G85E
R117C
R347P
S945L

Haseanue no koaupyiowen AHK

c.1521_1523delCTT
c.54-5940_273+10250del21kb
c.274G>A
c.1545_1546delTA
c.3718-2477C>T
c.2012delT
€.2052_2053insA (c.2052dupA)
c.3846G>A
c.413_415dupTAC
¢.3909C>G
c.1624G>T
€.262_263delTT
¢.[1399C>T;1521_1523delCTT]
¢.1000C>T
c.3844T>C
c.3691delT
¢.[1397C>G;3209G>A]
c.1545_1546delTA
¢.3587C>G
c.3196C>T
€.2657+5G>A
c.3929G>A
c.3140-16T>A
c.3816_3817delGT
¢.580-1G>T
¢.1397C>G
c.489+1G>T
c.4004T>C
c.3484C>T
c.3883delA
¢.2353C>T
c.(743+1_744-1)_(1584+1_1585-1)dup
c.1657C>T
c.1766+1G>C
c.1766+2T>C
c.1766+1G>A
€.2051_2052delAAinsG
¢.3454G>C
c.3476C>T

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

€.254G>A

€.349C>T
¢.1040G>C
€.2834C>T

HaseaHue no cuHTe3anpyemomy

6enky

p.(Phe508del)
p.(Ser18Argfs*16)
p.(Glu92Lys)
p.(Tyr515%)
No protein name
p.(Leu671*)
p.(GIn685Thrfs*4)
p.(Trp1282*)
p.(Leu138dup)
p.(Asn1303Lys)
p.(Gly542*)
p.(Leu88llefs*22)

p.[Leud467Phe;Phe508del]

p.(Arg334Trp)
p.(Trp1282Arg)
p.(Ser1231Profs*4)
p.(Ser466*;Arg1070GIn)
p.(Tyr515%)
p-(Ser1196*)
p.(Arg1066Cys)
No protein name
p.(Trp1310*)

No protein name
p.(Ser1273Leufs*28)
No protein name
p.(Ser466*)

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

No protein name
p-(Arg553*)

No protein name
No protein name
No protein name
p.(Lys684Serfs*38)
p.(Asp1152His)
p.(Ser1159Phe)
p.(Thr1179llefs*17)
p.(Gly85Glu)
p.(Arg117Cys)

p.(Arg347Pro)
p-(Ser945Leu)

##— 3aeChb n panee: Bkyas reHeTuyeckue Bapuantsl S466X (ecan cuennenne ¢ R1070Q He uccnenosanocs) n S466X-R1070Q.

YHUKanbHbIA HOMeEp
BapuaHTa B 6ase
dbSNP

rs113993960
not found
rs121908751
rs121908776
rs75039782
rs121908812
rs121908786
rs77010898
rs397508679
rs80034486
rs113993959
rs121908769
not found
rs121909011
rs121908805
rs397508616
rs121908783
rs397508184
rs121908763
rs78194216
rs80224560
not found
rs767232138
rs397508612
rs121908793
rs397508630
rs78756941
rs374946172
rs121908748
rs397508658
rs74767530
rs121908748
rs74597325
not found
not found
rs144781064
not found
rs75961395
rs75961395

rs387906378

not found
rs77834169
rs77932196

not found

Yacrora,
%
51,60
6,08
3,67
2,48
2,21
1,97
1,97
1,73
1,68
1,56
1,48
0,89
0,76
0,72
0,64
0,55
0,49
0,47
0,44
0,43
0,37
0335
0,31
0,31
0,25
0,23
0,20
0,20
0,19
0,17
0,17
0,16
0,16
0,15
0,13
0,12
0,12
0,12
0,12
0,11
0,11
0,11

0,11
0,11

25



PerucTtp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit Pepepaumn. 2022 rog,

JIBa reHEeTUUYECKUX BapuaHTa HYKJIeOTUIHON mocienoBaTenpbHocTu reHa (IBHIT) CFTR
onpenesieHbl y 87,1% 0T ynciia 60J1bHbBIX, KOTOPBIM ITPOBOAMIOCH FEHETUUECKOE UCCIIEIOBAHUE,
onuH —y 10,0%, H1 OMHOrO TeHETUYECKOIO BApUAHTA HE YIaJ0Ch BbIIBUTD Y 2,8 % MaLlMeHTOB.

Ha puc.19 oTpaxkeHsl 1011 OOJBHBIX B 3aBUCUMOCTH OT uncia BoisiBiaeHHbIXx [ BHIT CFTR
B F€HOTHIIE.

LleHTpanbHbIV desepanbHbIi OKpYr
CeBepo-3anagHblii peaepanbHblit OKpyr

KOKHbIi depepanbHbIii OKpyr

M [1a MBHIM CFTR

MpuBOMKCKUI dhesepanbHblIit OKpyr BbIIBIEHO

N o o
panbckuii depepanbHbiin OKpyr B Opuk FBHI CFTR

o o BbIABIEH
Cubupckuin depepanbHbI OKpyr

M Hu ogHoro BHM

[anbHeBOCTOYHbIN depepanbHbIi OKpyr
CFTR He BbifABNEHO

CeBepo-KaBKasckuit degepanbHbIil OKpyr
Mocksa

CaHkT-lMetepbypr
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Puc. 19. lonst 6071bHBIX B 3aBUCUMOCTH OT unciia BeisiBieHHbIX [BHIT CFTR B reHoTuIIE.

JIBa reHETUUYECKMX BapUaHTa HYKJIEOTUIHOM nocaenoBarenbHocT TeHa CFTR BhISBIEHBI Y
87,0% neteit u 87,6% B3pocnbix, onud — y 11,2% u 7,1%, uu ogHoro —y 1,8% u 5,3% neteii n
B3pPOCJIBbIX, COOTBETCTBEHHO.

B LlentpanbHoM denepallbHOM OKpYyre reHeTMYeCcKoe ucclienoBaHue mnposeaeHo 96,0%
GosbHBIX. (Tabm. 11). B 3,4% cay4aeB maToJIOrM4ecKuil ajuieiab He ObLI MACHTU(DULIMPOBAH.
Ienernueckuii Bapuant F508del Bctpeuancs y 77,2% nauneHTOB.
Tabauuya 11

Yacmoma eapuanmos Hykaeomuonoi nociedosameavnocmu 2ena CFTR ¢ Ilenmpaivnom gpedepaavrom oxpyee
(npedcmas.aenvt cenemuueckue eapuanmol ¢ 4acmomoi 6oaee 1,0%)

N FeHeTuveckuii BapuaHT rexa CFTR Yacrtota, %
1 F508del 52,7
2 CFTRdele2,3 7,8
3 2143delT 2,6
4 3849+10kbC->T 2,5
5 2184insA 2,3
6 E92K 1,9
7 N1303K 1,9
8 L138ins 1,9
9 G542X 1,8
10 W1282X 1,3
11 1677delTA 1,3
B CeBepo-3ananHoM denepasbHOM OKpyre TeHeTHUECKOe UccieaoBaHue mposeneHo 96,7%
GosbHBIX (Tabj. 12). B 3,9% ciay4yaeB maToJOrMyecKuil ajieib He ObUl UASHTU(MULUPOBAH.
I'enernueckuii Bapuant F508del Bctpeuascs y 82,0% maiueHTOB.
Tabauya 12
Yacmoma eéapuanmos Hykaeomuonoi nociedosameavrocmu 2ena CFTR ¢ Ceeepo-3anaonom gpedepaivrom oxpyee
(npedcmasaenvt cenemuyeckue gapuanmol ¢ wacmomoi 6oaee 1,0%)
N ‘ FeHeTuyeckuii BapuaHT reHa CFTR ‘ Yacrota, % ‘
1 F508del 55,2
2 CFTRdele2,3 5,4
3 2184insA 3,0
4 2143delT 3,0
5 G542X 2,4
6 3849+10kbC->T 2,1
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B IOxHOM (enepaabHOM OKpYyre TeHeTUYECKOE MccaeaoBaHue npoBeneHo 94,8% GOIbHbBIX.
(ta6u. 13). B 14,6% ciydaeB MaToJOTUYECKUI ajiesib He ObUT UAeHTU(hUIIMPOBaH. BapuaHT
F508del Bctpevaicst y 76,7% 0OIbHBIX.

Tabauya 13
Yacmoma eapuanmog Hykaeomuonoil nocaedoeameavnocmu 2ena CFTR ¢ FOxcnom ghedepaavrom oxpyee
(npedcmaeaenvt eenemuueckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B TlpuBoKCKOM (heiepaibHOM OKpYyTe TeHOTUTTMpoBaHue TipoBeneHo 90,4% GoMbHBIX (TabI.
14). B 9,9% ciyuaeB matoyiorMuecKuii ajuienb He Obul uaeHTuduuuposad. Bapuant F508del
BcTpeyvasics y 76,2% GOJIbHBIX.

Tabauya 14
Yacmoma eapuanmos nyxaeomuonoil nociedosameavnocmu 2ena CFTR ¢ Ilpusoaxcckom gpedepaavrom oxpyee
(npedcmasaenvl 2enemuyeckue sapuanmol ¢ 4acmomoii 6oaee 1,0%)

B YpanbckoM denepanibHOM OKpYTe FeHeTUYecKoe 00cieqoBaHue mpoBeaeHo 97,2% GoIbHbIX
(taba. 15). B 8,8% ciay4yaeB MyTaHTHBII ajljiesib He ObLT MAeHTU(ULIMPOBaH. [eHeTUYeCKUi
BapuaHT F508del Bctpevancs y 77,0% GONMbHBIX.

Tabauua 15
Yacmoma eéapuanmoe nyxieomuonoi nociedosamenvtocmu 2ena CFTR ¢ Ypaavckom ghedeparvnom oxpyee
(npedcmasaensl 2enemuyeckue sapuanmol ¢ 4acmomoii 6oaee 1,0%)
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B Cubupckom deneparbHOM OKpyre reHeTUYeCKOe UCCenoBaHue ITpoBeneHo 94,2% G0IbHbBIX
(tabn. 16). B 10,6% ciyyaeB maTtoJlorMyecKuil ajuiesib He ObLT UaeHTUdUIIMpOoBaH. BapuaHT
F508del Bctpevaics y 80,2% 001bHBIX.

Tabauya 16
Yacmoma eapuanmog Hykaeomuonoil nocaiedosameavnocmu eena CFTR ¢ Cubupckom gpedepaavrom oxpyee
(npedcmasaenvt eenemuyeckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B [JanbHeBOCTOUYHOM (DefepaabHOM OKpYre TeHOTUIIMPOBaHUE MPoBeaeHo 95,5% GOoJbHbBIX
(tabu. 17). B 14,9% ciny4yaeB naTojIorndecKuii ajijiesib He Obl1 MAeHTU(ULMPOBaH. [eHeTUYeCcKuit
BapuanT F508del Bcrpeuasncst y 73,8% GOMbHBIX.
Tabauya 17

Yacmoma éapuanmos Hykieomuonoi nociedoeameavnocmu 2ena CFTR ¢ /laavnesocmounom ghedepaivnom oxpyee
(npedcmasaenvt eenemuteckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B Cesepo-KaBkaszckoM denepaibHOM OKpyre reHOTUITUPOBaHKe poBeneHo 94,3% GoabHBIX
(taba. 18). B 4,5% cnydaeB maToormyecKuii ajiesib He Obl1 MAeHTUdUIMpOoBaH. [eHeTHYeCKuit
BapuaHT F508del BcTpeuascs y 30,3% GoJIbHBIX.

Tabauya 18
Yacmoma éapuanmos Hykaeomuonoi nociedoeameavnocmu 2ena CFTR ¢ Ceeepo-Kaexasckom ghedepaavrom oxpyee
(npedcmaeaenvt 2enemuteckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B Mockse JIHK auarHoctukoii 6610 oxBayeHo 96,4% nauueHtos (tadu. 19). B 2,7%
cJlydaeB TMaToJOrMYecKMii ajienb He OblT uneHTuduupoBaH. [eHetnueckuit Bapuant F508del
BcTpevancs y 74,0% mnalueHToB.

B



FeHeTuka

Tabauya 19
Yacmoma eapuanmog Hykaeomuonoi nociedoeameavnocmu 2ena CFTR ¢ Mockese
(npedcmasaenvl 2enemuyeckue apuanmot ¢ 4acmomoi ooaee 1,0%)

B Cankr-IletepOypre reHeTHuecKoe KccaenoBaHKe mposeneHo 98,4% GonbHbIX (Ta61.20). B
3,4% ciydaeB aToJOTMYECKUI ajutesib He ObUT naeHTHbuIMpoBaH. Bapuant F508del Bctpevascst
y 80,0% GONBbHBIX.

Tabauya 20
Yacmoma éapuanmos nyxieomudnoii nociedosameavrocrmu 2ena CFTR ¢ Canxm-Ilemepoypee
(npedcmasaenvl 2eHemuyeckue gapuanmol ¢ 4acmomoi 6oaee 1,0%)

[lepBBIe IO YacTOTe OMMHHAALIATHL BAPMAHTOB HYKJICOTHIHON IOCIEIOBATEIBHOCTH TeHa
CFTR cpeau geteii 1 B3pOCbIX MpeacTaBieHbl B Ta0. 21.

Tabauua 21
Ilepevie no arreavnoil vacmome cenemuueckue eapuanmol Hykaeomuonoi nociedosameavnocmu 2ena CFTR cpedu oemeii u
63pocavix (8 nopsoke yovieanus)
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LleHTpanbHbIV dpeaepanbHblii OKpyr
CeBepo-3anaaHbliit besepanbHblit OKpyr
KOKHbI denepanbHbili OKpyr
MpuBoMKCKUI dbesepanbHblit OKpyr
Ypanbckuii desepanbHbli OKpyr
Cubupckuii egepanbHblili OKpyr
J[lanbHEeBOCTOUHbIV penepanbHbiii OKpyr
CeBepo-KaBKa3ckuii denepanbHbiii OKpyr
Mocksa

CaHKT-MNeTepbypr
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Puc. 20. AnnenpHas yactota reHeTuueckoro Bapuanra F508del rena CFTR.

YacToTa maToreHHOTo BapuaHTa HyKJeoTuaHoil nociegoBatenbHocT CFTRdele2,3 rena
CFTR B okpy-rax npencrasieHa Ha puc. 21. ITo crpane gacrora cocraBmia 6,08%.

LleHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anasHblil pesepanbHblii OKpyr
HOHbIV dpepepanbHbIi OKpyr
MpwuBonxKcKuit deaepanbHblil OKpyr
Ypanbckuin besiepanbHblit OKpyr
Cubupckuii pepepanbHbiii OKpyr
[anbHeBOCTOUHbIN deaepanbHblit OKpyr
CeBepo-KaBKasckuii dbepepanbHblii OKpyr
Mocksa

CaHkT-lNeTepbypr
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Puc. 21. Yacrora renetuveckoro Bapuanta CFTRdele2,3 rena CFTR.

YacroTa BapuaHTa HykjIeoTuaHoi nocienoBareabHocT E92K rena CFTR B okpyrax npen-
craBiieHa Ha puc. 22. [1o cTpaHe ajureabHas yactora cocraBuia 3,67 %.

LleHTpanbHbIN desepanbHbIit OKpYr
CeBepo-3anaaHbiit deaepanbHblit OKpyr
HOKHbIV PpepepanbHbI OKpyr

MpuBoOMKCKUIA desepanbHblii OKpyr

Ypanbckuii desepanbHblii OKpyr
Cubupckuin bepgepanbHblii OKpYr
[anbHeBOCTOUYHbIV denepanbHbIi OKpyr
CeBepo-KaBKasckuii pegepanbHbiii OKpyr
Mocksa

CaHkT-lMeTepbypr

@t — = — ——

Puc. 22. Yacrora reHernyeckoro BapuaHta E92K rena CFTR.
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CoOTHOIIIEHNE TOMO3UTOT, TeTepO3UTOT 10 TeHeTnueckoMmy BapuaHTy F508del rena CFTR,
a TakxKe re-HOTUITOB, He BKinovatomux F508del, mpenacraBinerno Ha puc. 23. I1o cTtpane mgons
romosurot 1o F508del coctaBuia 30,6%, rereposurot — 46,3%, renoruros 6e3 F508del — 23,1%.

LleHTpanbHbIV desepanbHbIi OKpYr
CeBepo-3anaaHblit depepanbHbI OKpyr

HOKHbIV dpeaepanbHblit OKpyr

M F508del/F508del
Mpusonxckuii enepanbHbiii OKpyr
Ypanbckuin besepanbHblit OKpyr B F508del/
He F508del

Cubupckuii beasepanbHblii OKpyr

[lanbHeBOCTOUHbIN peaepanbHbIii OKpyr M He F508del/

He F508del
CeBepo-KaBKasckuii desepanbHblii OKpYr
Mocksa
CaHkT-lMeTepbypr
N N N N |
0 20 40 60 80 100 %

Puc. 23. CooTHolIeHHEe TOMO3UTOT U reTepo3uroT no F508del, a Takke reHOTUIIOB, He BKJIOYatolux B coctaB F508del.
YacroTta romo3urot, rerepo3uroT no F508del u reHotunoB 6e3 F508del cpenu aereii u

B3POCJIbIX MpeA-CTaBjIeHa B Ta0Jl. 22, a B 3aBUCUMOCTHU OT 4-JIETHUX BO3PACTHBIX «IIarOB» — Ha
puc. 24.

Tabauya 22
Yacmoma 2omosuzom u 2emepozuzom no F508del, a maxce cenomunoe 6e3 F508del cpedu demeii u 63pocavix
Ipynna \ F508del / F508del \ F508del / He F508del \ He F508del / ve F508del |
Detn, % 32,7 45,5 21,8
Bapocnblie, % 25,3 48,5 26,2
100 T pummm— - - - - — m—— -
80 = - = = — =
M He F508del/
He F508del
60 | = - = = — = :
M F508del/
He F508del
P B B B B B B | B ~ M F508del/F508del
20 1 — — — — — — — —
% 0 -

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

Puc. 24. PacnipeneneHue romo3uror, rerepo3urot no F508del u renotunos 6e3 F508del B 3aBucumoctu ot Bo3pacTta GOIbHbIX.
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«Msrkuit» TeHOTUII BhisIBIeH y 23,9% GonbHbIX. PacrpeneneHue «MsIrkux» reHOTUIIOB B
3aBUCHMOCTH OT BO3pacTa IIPeICcTaBiIeHo Ha puc. 25 u puc. 26.

Yucno naumeHTos, %

100+

80+

(o2}
o

N
o

20+

M "Taxenble" reHOTUMNBI

M "Msarkue" reHoTUNbI

OeTn (oo 18 ner) B3pocnble (18 net u cTaplue)

Puc. 25. CooTHOILIIEHHE «TSIKECTU» TEeHOTUITOB B 3aBUCUMOCTH OT BO3pacra.

«TsKenbie» TEHOTUITBI JOMUHUPYIOT KaK CPEI OETei, TaK U B3POCIbIX, HO 10 18 JeT mux
yactoTa co-crapiser 80,4%, a mocine 18 et — 65,2%.

«MsIrkuii» TeHOTHII BhISIBJICH Y 19,3% 60J1bHBIX 10 12-71eTHero Bo3pacra u'y 63,2% NalnreHToB
crapuie 36 Jyer.

Yucno naymeHTtos, %
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"' MaArkue"
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0-12 12-24 24-36 crapwe 36
Bo3spacr, roapb!

Puc. 26. Pacnpeﬂeneﬂne «MSATKHX» TCHOTUITIOB B PA3JIMYHBIX BO3PACTHLIX I'pyIIrax.
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MuxkpoGuonorus

MukpoGuonorus

Orlpez[eneHI/Ie XpOHquCKOﬁ I/IH(i)eKHI/H/I B HM2KHHUX OTACIaX ObIXaTCIbHbIX HYTeﬁ

1. Hannuue XxpoHUYeCKOW CUHETHOWHOM MHGbEKIIUU OTpenessieTcs JevyaliuM BpayoM COTJIaCHO

Monudu-mpoBaHHoMy Kputepuio T. Jluzaca (Leeds criteria) [2] 1/viu Mo aHTUCMHETHOWHBIM

aHtutenaM [3]. [la-uuMeHT cuuTaeTcsl XPOHUYECKM MHPUUUMPOBAHHBIM, €CJIM B JaHHBII

MOMEHT WJIM B OCJEIHME OBl €ro MoKa3aTeJIu COOTBETCTBYIOT HUXKECIICAYIOIIUM KPUTEPUSIM

U Jiedalyii Bpad He CYMTAEeT, YTO €ro CTaTyC U3MEHUJICS:

* 50% 110CceBOB MOKPOTHI, COOpaHHBIX B ocieqHue 12 mec. (Mu XoTs ObI 4 TToceBa 3a 3TOT
Meproa) MO-JT0XKUTETbHbI;

. XpOHI/I‘IeCKaH I/IH(l)CKL[I/IH APYrUuMHU IrpaMoTpulaTCJIbHbBIMU 6aKT6pI/IHMI/I OINpeacadaCTCA 110

KPUTEPHUIO, OTIMCAHHOMY BBIIIIE.
Ha puc. 27 npencraBieHo u3MeHeHUe XapakTepa MHOUIIMPOBAHUST PECITUPATOPHOTO TPaKTa

B 3aBUCH-MOCTH OT BO3pacTa.
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e P aeruginosa
XPOHWUYEeCKas

=== P geruginosa
MHTEPMUTTUPYIOLLAA

B.cepacia complex

e Achromobacter sp.

== S_maltophilia

e Haemophilus

influenzae

Nontub
Mycobacteria

s E.cOli

0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 >32

Bospacr, roabi

Puc. 27. U3ameHeHue XapakTepa Ml/leO(bJ'IOpbl peCcnmMpaTopHOIro TpakTa OOJIBHBIX MYKOBHUCIIMIO30M B 3aBUCUMMOCTH OT BO3pacTa.

Tabauua 23
Hsmenenue xapaxmepa MuKpoghaopot pecnupamopHozo mpaKma nAuueHnos ¢ MyKosucyido3om 6 3a6UcUMOCHU Om 603pAcma

‘ S.aureus | MRSA ‘ P.aeruginosa | P.aeruginosa ‘ B.cepacia | Achromobacter @ S. maltophilia | H. influenzae Nontub. E. coli
XPOH. WHTEPM. complex S| Mycobacteria

0-4 59,7 7,9 13,2 13,9 1,8 2,5 5,1 8,6 0,0 12,4
4-8 75,3 3,4 17,9 14,2 19 4,1 4,3 6,4 0,6 5,4
8-12 79,6 6,1 30,7 18,7 2,4 7,5 4,3 4,3 1,1 4,5
12-16 70,8 &1l 47,7 21,1 3,7 9,1 3,7 3,5 2,6 3,9
16-20 69,6 3,0 54,7 16,6 9,9 11,4 5,4 2,1 3,8 3,0
20-24 66,2 5,0 64,9 13,3 12,6 11,6 3,6 0,4 0,0 3,2
24-28 59,9 2574 59,7 12,5 12,8 11,6 3,4 4,1 0,0 6,2
28-32 66,1 2,6 66,3 7,9 10,6 11,3 0,9 0,0 3,4 6,1
>32 61,3 5,3 59,3 15,6 10,3 11,2 4,0 0,9 2,9 4,8

I1pu oueHKe MUKPOOMOIOTUUECKOTO MPO(UIIS pecrupaTOPHOro TPaKTa BHISIBIEHO BO3pac-

TaHME YacTO-Thl XPOHNYECKOrO BhICEBA IPaMOTPULIATEIbLHOI (hJIOPHI ¢ YBEIMUEHUEM BO3pacTa
OOJIbHBIX.

HauGonbimasg yactora MHGUUMPOBAHUS S.aureus B BO3pacTHBIX Tpymnmnax 4-8 net u 8—12

JIeT, rae oHa coctaBuia 75,3% u 79,6% coorBeTcTBeHHO, P.aeruginosa - B BO3pacTHBIX IpyIIIax
20-24 ner, 24-28 nert, 28-32 et u crapuie 32 yer ¢ yactoroir 64,9%, 59,7%, 66,3% u 59,3%
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COOTBETCTBEHHO, B.cepacia complex B rpymre - 20-24 ner u 24-28 ner sier ¢ yacroroit 12,6%
n 12,8% coorBercTBeHHO., S.maltophilia B rpyne 16-20 netr — 5,4%. Hanbonpmias yactora
Achromobacter spp. y MalKeHTOB B IpyIinax ¢ 24 jet u Bbiiie — okosio 11%. MRSA (Methicillin-
resistant Staphylococcus aureus) Hanbosiee pacrpocTpaHeH B rpyiime 0-4 et ¢ yactoroit 7,9%.
E. coli Hanboee pacrnpocrtpaneHa B rpyiiie 0-4 roma ¢ yacroroit 12,4%.

Yacrota XpOHUYECKOrO MH(MUIMPOBAHUS IbIXaTeJbHbIX IIyTEil pa3IMuHOMN (hJIOpoii mpem-
craBjieHa B nopsiake yobiBanus: S. aureus — 70,0%, P.aeruginosa — 48,2%, Achromobacter spp.
— 8,2%, B.cepacia complex — 5,7%, MRSA — 4,8%, E. coli — 5,3%, S. maltophilia — 4,1%, H.
influenzae — 3,9%. [os1 naiueH-TOB, MHGULIMPOBAHHBIX HETYOEPKY/IE3HBIMU MUKOOAKTEPUSIMU
(HTMB)- 1,5%.

B Ta6n. 24 orpaxeHa acCUMMETpUsI pacipenenaeHuss MUKpoQIOpbl PECIIMPATOPHOIO TpaKTa
MEXIy IETbMU U B3POCJIBIMU C YUETOM II€PBOI0, PELIMAMBUPYIOLIETO WIK XPOHUYECKOIO BhICEBA.

Tabauya 24
Cpasnumenvnas XapaKmepucmuxka MUKpog@a0psl pecnupamopro2o mpaxkma oemeii u 63pocavlx
®dnopa % ‘ Bce ‘ Aetn ‘ B3pocnble
MeTUUUANNH-YYBCTBUTENbHBIA 30JI0TUCTBIN CTAaPUNOKOKK % 70,0 72,7 64,1
[a, XpoHU4ecKui 59,7 59,0 61,2
Aa, xots Gbl 1 pa3 B rog MU MeHee YeMm B NOJIOBUHE NOCEBOB/HEe XPOHU4ecKas 8,3 11,2 2,0
OpAvH BbICEB B TEKYLLEM roay 1,9 2,4 0,9
MeTUuUNNnH-pe3nCTEHTHbIN CTadunokokk % 4,8 5,2 3,9
[a, XpoHU4ecKui 1,9 1,5 2,8
Aa, xots Gbl 1 pa3 B rog MU MeHee YeMm B NOJIOBUHE NOCEBOB/HE XPoHU4ecKas 2,4 3,1 0,9
OpAvH BbiCEB B TEKYLLEM roay 0,6 0,7 0,2
P.aeruginosa % 48,2 41,4 63,3
[a, XpoHU4ecKui 36,1 26,8 56,8
Aa, xots Gbl 1 pa3 B rog UNu MeHee YeMm B NOJIOBUHE NOCEBOB/HE XpoHU4eckKas 10,0 12,0 5,7
OpAvH BbiCEB B TEKYLLEM roay 2,0 2,6 0,8
B.cepacia complex % 5,7 2,8 11,8
[a, XpoHU4ecKui 4,5 1,3 11,3
Aa, xots Gbl 1 pa3 B rog UNu MeHee YeMm B NOJIOBUHE NOCEBOB/HE XPOHU4ecKas 1,0 1,3 0,5
OpAvH BbiCEB B TEKYLLEM roay 0,2 0,3 0,0
Achromobacter spp. % 8,2 6,5 11,7
[a, XpoHU4ecKui 4,6 2,8 8,4
Aa, xots Gbl 1 pa3 B rog UNn MeHee YeMm B NOJIOBUHE NOCEBOB/HE XPoHU4eckKas 2,7 2,8 2,5
OpAuH BbiCEB B TEKYLLEM roay 0,8 0,9 0,7
S. maltophilia % 4,1 4,3 3,8
[a, XpoHU4ecKui 1,1 1,1 1,2
Aa, xots Gbl 1 pa3 B rog UNu MeHee YeMm B NOJIOBUHE NOCEBOB/HE XPOHU4ecKas 2,1 2,2 1,7
OpAvH BbiCEB B TEKYLLEM roay 1,0 1,0 0,9
Haemophilus influenzae % 3,9 5,1 1,4
[a, XpoHU4ecKui 0,4 0,5 0,1
Aa, xoTs Gbl 1 pa3 B rog UNu MeHee YeMm B NOJIOBUHE NOCEBOB/HEe XPOHU4eckKas 2,8 3,8 0,8
OAvH BbiCEB B TEKYLLEM roay 0,7 0,9 0,5
Escherichia coli % 5,3 5,7 4,4
Aa 3,8 4,2 3,1
OpAVH BbiCEB B TEKYLLEM roay 1,4 1,5 1,3
HeTyGepkynesHbie MMKoGakTepumn 1,5 1,3 2,3
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Ha puc. 28 mpencraBieHa TMHAMUKA CTPYKTYPBI MUKPOMIOPHI PECIIMPaTOPHOTO TpaKTa I10
nmaHHBIM peructpoB 2011—-2022 rr

MukpoOHnoIornIecKuii IpoGWIb PECIUPATOPHOTO TpaKTa OOJBHBIX MYKOBHUCIIMIO30M B
OKpyTax MpeacTaBieH Ha puc. 29.

Ha puc. 30 npencraBieHa g0t 60JIbHBIX, MHGUIMPOBAHHBIX S.aureus 1 MRSA, koTopbie
o ctpaHe coctaBwin 70,0% u 4,8% cOOTBETCTBEHHO.

Ha puc. 31 mpencrapneHa mosst 60JbHBIX, THOUIIMPOBaHHBIX P.aeruginosa, KoTopasl 1o cTpaHe
cocraBuia 36,1%. [Jdos MallMeHTOB ¢ MHTEPMUTTUPYIOIIMM BhiceBOM P.aeruginosa cocraBuiia
10,0%, onuH BbiceB B TeKylueM romy — 2,0%.

Ha puc. 32 npencraBieHa moist 00JbHBIX, MHOUIIMPOBAHHBIX B.cepacia complex, koTopas
B cTpaHe coctaBwia 5,7%: xots Obl 1 pa3 B roi Wiv MeHee YeM B I0JI0BUHE moceBoB — 1,0%:;
OIMH BbICeB B TeKylueM roay — 0,2%; xponnueckuii — 4,5%.

Ha puc. 33 npencrasieHa moist 00JIbHBIX, MHOUIIMPOBaHHBIX Achromobacter spp., KoTopast
B cTpaHe coctaBuia 8,2%: Xotst Obl 1 pa3 B ron Wiy MeHee 4eM B IOJIOBUHE OCeBOB — 2,7%:;
xpoHunueckuii — 4,6%, onuH BeIceB B TeKylleM romy — 0,8%

Ha pwuc. 34 npencraBieHa mojisi 00JIbHBIX, MHGUIMPOBAHHBIX S.maltophilia, KoTopas B
crpaHe coctaBu-ja 4,1%: xots Obl 1 pa3 B roa WM MeHee, YeM B IIOJIOBUHE ITOCEBOB - 2,2%:;
xpoHunueckuii — 1,1%, onuH BbiceB B TekyleM romy — 1,0%

Ha puc. 35 npencraBneHa nois 00abHBIX, MHGUIIMpoBaHHBIX Haemophilus influenzae,
KOTOpasi B CTpaHe cocTaBuiia 3,9%: xoTs Obl 1 pa3 B roi WM MeHee YeM B IIOJIOBUHE ITOCEBOB
— 2,8%; xponuue-ckuit — 0,4%, onuH BbIceB B TekyeM rony — 0,7%

Ha puc. 36 npencrabieHa mojist 60JabHBIX, MHGUIMpoBaHHBIX E.coli, KoTopast B cTpaHe
cocTaBuia 5,3%, 13 HUX OOUH BbICEB B TeKylleM roay 1,4%.

Ha puc. 37 npencrapiieHa 10 00IbHBIX, MTHOUIIMpoBaHHBIX HeTyOepKyie3HbIMU MUKOOAK-
TEepUsIMU, KOTOpas B cTpaHe cocTaBmia 1,5%.

T  ommmmm— T T T T T T T T T g — — — — —— = S aureus
e P.aeruginosa
___ .
e B.cepacia
complex

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

Puc. 28. luHamMuka cTpyKTypbl MUKPOMIOPHI TI0 cpaBHEeHUIO ¢ peructpamu 2011—2022 rr.

== S_maltophilia
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m S.aureus

LieHTpanbHbIN dpesepanbHbIvi OKpyr

B MRSA

CeBepo-3anagHblii depepanbHbiii OKpyr

M P.aeruginosa xpoHuyeckas

HOXHbIN desepanbHbIN OKpYT
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Puc. 29. Mukpo6uonorudeckuii mpoduiib pecrmpaTopHOTo TpakTa 00JbHBIX MYKOBUCLIMIO30M.

LieHTpanbHbIl desepanbHblii OKpyr
CeBepo-3anaaHblii esepanbHblil OKpyr
HOXKHbIN depepanbHbIv OKpyr
MpuBOMKCKUI beaepanbHblii OKpyr

Ypanbckuit pegepanbHblii OKpyr

M S.aureus
Cnbupckuin deaepanbHbii OKpyr
p denep pyi D

[anbHeBOCTOUHbIV deaepanbHblii OKpyr

|

CeBepo-KaBkasckuit pegepanbHblii OKpyr |
Mocksa

CaHkT-MNeTepbypr | 3,8 | | |

0,0 20,0 40,0 60,0 80,0 100,0 %

Puc. 30. Jonst 601bHBIX MHGOULUPOBAHHBIX S.aureus.
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MuxkpoGuonorus

LleHTpanbHbIN deaepanbHbili OKpyr
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Cesepo-KaBka3scknii deaepasbHblii OKpyr TeKyLem roay

Mocksa

CaHkT-MNeTepbypr

Puc. 31. lons 6ompHBIX MHOUIIMPOBAHHBIX P.aeruginosa.
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Puc. 32. Joust 6osbHBIX MHGULIIMPOBAHHBIX B.cepacia complex.
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LleHTpanbHbI besepanbHbiii OKpYr
CeBepo-3anagHblii penepanbHblii OKpyr
HOXKHbIV dpepepanbHbI OKpYr

MpuBOAKCKIUI deaepanbHblit OKpyr
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B S.maltophilia

XPOH.
Ypanbckuit beaepanbHbii OKpYr P

- o | S-maltophilia2
Cubunpcknii pesepanbHblii OKpyr

[anbHeBOCTOUHbIN besepanbHbIl OKpyr S.maltophilia

OAMH BbICEB B

CeBepo-KaBKasckuit degepanbHbIi OKpyr TERyLIEM rofy

MockBa

CaHKT-MNeTepbypr

Puc. 34. Tonst 6oibHBIX, MHGUIIMPOBaHHBIX S.maltophilia.
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HyTpuTuBHBIN cTaTyC

LieHTpanbHbIN denepanbHblit OKpyr

CeBepo-3anagHblit desepanbHblii OKpyr

HOKHbI desepanbHblii OKpyr
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PecnupatopHaa ¢pyHKUusA

CriupoMeTpusi — caMblif pacTipOCTpaHEHHBIN U BaXKHBI METOJ OLIEHKN PEeCTTMpaTOpHOM
(byHKIIMM y TAIIMEHTOB C MyKOBUCIIMIO30M. KITIOUEBBIMU CTUPOMETPUUECKUMU BEIMUMHAMUA
SIBJISIIOTCST (popcupo-BaHHas ku3HeHHast eMKocTh Jierkux (D2KEJT) n 06beM hopcupoBaHHOTO
BbIioxa 3a 1-10 cekyHmy (OD@BI). Mokazatenu dynkimu BHenrHero nbixanus (OBJ1) - OXKEJT
u OD®B1 — uaMeps1oTCs B IMTPax, HO BBIPAXKAIOTCS, Yallle BCETO, He B a0COIOTHBIX BEJTMUMHAX,
a B TIPOIICHTHOM OTHOIICHUM K TaK Ha3bIBac-MbIM «IOJDKHBIM» 3HaueHHSIM (%I0JIK.). DTO
BEJIMYMHBI, XapaKTepHbIE JJIsI 3MOPOBBIX JIIOE TOTO XKe Toja, BO3pacTa, packl U pocTa —
HOpMaJIbHBIE TTOKA3aTeNN TS TaHHOMU MOy IS, B HacTosIIeM oTyeTe ObITN UCTTOIH30BaHbBI
nomxHbele BenmnunHbl G.Polgar et al. (1971) nnsa neteit [4] u paboueit rpynnbl EBponeiickoro
coo6iectBa ctanu u ymist (ECCS, 1993) nns B3pocibix [5].

CrnirpoMeTpust 3a OTYETHBIN rof Gbiia mposeneHa 71,6% GoIbHBIM MYKOBUCIIMIO30M CTapIie 5
JieT (Tpu 3ToM JieTsiM B 79,3% citydaes, B3pocibiM — B 59,2%). O6beM NIpOBEACHUSI CITUPOMETPUN
B (beae-palbHBIX OKpyTax MpeAcTaBieH Ha puc. 38.

LleHTpanbHbIi desepanbHbIii OKpyr
CeBepo-3anaaHblit desepanbHbii OKpyr
HOKHbI desepanbHbIit OKpYT
MpuBOMKCKMI bepepanbHblit OKpyr

M MNposeaeHa
Ypanbckuii pegepanbHblit OKpyr
Cubupckuin desepanbHblit OKpYT
[anbHeBOCTOUHbIN deaepanbHbI OKpyr
CeBepo-KaBKa3ckuit peaepanbHblii OKpyr

MockBa

CaHkT-lMetepbypr

r T T T T 1

0 20 40 60 80 100 %

Puc. 38. O6bem npoBeaeH s CIMPOMETPUU Y TTALIMEHTOB MYKOBUCLIMIO30M.

Cpennue nokasarenu ODB1 u ®XKEJI cocrasunu 81,5+£28,3 %nomx. u 87,6+£23,6 %noix.,
cootBeTcTBeHHO. Mennansbl: 85,0 (39,0) %noxx. u 89,2 (30,0) %m0/K., COOTBETCTBEHHO.

Ha puc. 39 nokazano usmenenrie O®B1 u ®KEJI B 3aBUCHUMOCTH OT BO3pacTa MallieHTOB.
ITokazatenmu O®B1 u ®XKEJI y nereit coctaBuiaum 90,0 = 23,8 u 90,7 £ 22,0 %noix. coot-
BeTcTBeHHO (MenuaHbl: 91,0 (30,0) 1 92,0 (25,0), COOTBETCTBEHHO). AHAJIOTUYHbIE TTOKa3aTeIu
y B3pociabiXx — 63,3 £ 28,57 u 81,0 £ 25,4 %nomx., cooTBeTcTBEHHO (Meauanbl: 60,5 (46,0) u
81,0 (37,8), COOTBETCTBEHHO).

) e e e e e e e e e e e s

%[0NMK.

0§+ — — — -

5-8 8-12 12-16 16-20 20-24 24-28 28-32 6onee 32

Bospacr, roabi

e O®B1 (MmegmaHa) e OE/ (MegmnaHa)

Puc. 39. [Toka3zarenu CIIMPOMETPUU B 3aBUCUMOCTH OT BO3pacTa IMalfME€HTOB.

40

Il He nposeaeHa



OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

Iucrorpamma pacrnpeneneaus O®BI1 cpenu geTeit 1 B3pOCHBIX IpeAcTaBicHa Ha puc. 40.

Yucno naumeHTos, %

100

0
o
1

D
o
1

sy
o
s

20 -

Oetu (o1 5 go 18 ner)

m 10 40 %80NK.

m40-70 %[0NK.

B3pocnbie (18 neT 1 cTape)

m6onee 70 %L0NK.

Puc. 40. T'nctorpamma pacnpenenennss O®B, cpenu neteil 1 B3pOCIIbIX.

B Ta6m. 25 pencraBnensl cpenaune U Menuanbl OPB1 1 ®2KEJT 601bHBIX MyKOBUCIIIIO30M,
MIPOXMBa-IOIINX B OKpyrax PD.

Tabauua 25
Cpeonue u meduanvt ODB1 u DKEJI nayuenmos c Mykosucuuoo3om, npoxcusarouux 6 geoepaivhvlx okpyeax PO

CpepnHee £SD, %A0nX.

Mepauana (IQR), %ponx.

s " 0B, \ OKEN 0B, \ OKEN
LieHTpanbHbiii O 472 81,4+27,2 90,5+ 22,0 85,0 (37,0) 92,3 (25,7)
Cesepo-3anaamiii O 179 86,4+ 27,7 92,2+22,3 92,0 (38,4) 99,0 (26,5)
H0XHbiiA DO 126 73,0 £ 26,4 76,0 £ 23,3 73,5 (33,0) 78,0 (29,2)
MpuBomxcKmii GO 403 83,8+ 29,5 87,4+23,2 89,0 (40,0) 89,2 (30,0)
Ypansckuit ©O 104 85,4 £ 36,1 93,4 +30,0 84,3 (42,7) 93,0 (32,0)
Cuupckwi ©O 240 80,4 +24,7 85,6 21,6 80,0 (31,4) 85,0 (28,7)
BansHesocTouHslii GO 81 70,4+ 28,6 81,2£ 26,9 72,0 (46,9) 84,0 (40,0)
Cesepo-KasKasckuii ©O 66 83,4 + 26,1 84,123,1 88,3 (38,0) 85,0 (34,0)
Mocksa 166 80,4 + 29,1 92,0+23,8 87,5 (41,0) 94,0 (24,0)
Cankr-TetepGypr 93 92,9 £ 28,2 97,5+ 20,4 101,0 (31,6) 101,44(19,4)

HyTpuTuBHbINA cTaTyC

HyTpuTuBHBIN cTaTyc MallMEHTOB PaCCUUTHIBAJICS HAa OCHOBAHUU MaHHBIX MacCChI
Tena, pocta M Bo3pacTa. OleHUBAAU HYTPUTUBHBIN CTATyC OOJBHBIX MYKOBHMCIIMIO30M
¢ nmomo1nbio nHaekca maccel tejaa (MMT) nmo Quetelet (macca (kr) / poct (M)2) [6]. dus
B3POCJBIX O0OJBHBIX MYKOBUCIIMA030M IieieBbiec 3HaueHUuss UMT cocraBuim 22 Kr/M2 s
JKEeHIIUH 1 23 Kr/M2 nis MyxyauH [7]. BcemupHas opranusaius 3npaBo-oxpaHeHust (World
Health Organization — WHO) pekoMeHAyeT KOHCTaTUPOBAaTh HEAOCTATOUHOCTh MU-TaHUS
y TIOAPOCTKOB U B3pocibix, eciu UMT coctaBnsiet < 18,5 kr/mM2 (Report of a WHO Expert
Committee, 1995). [1pu ouieHKe HyTpUTUBHOTIO cTaTyca aeteii UMT oreHUBaiCs B cucTeMe
nepueHTu-jei. [lepleHTuab moKa3blBaeT, KaKOU MPOLIEHT AeTeil U IMTOAPOCTKOB TOTO K€ MoJjia
U Bo3pacTta umeroT 3HaueHrue UMT Huke u3MepeHHOro y JaHHOIo nalMeHTa ¢ MyKOBUCIIUIO0-
30M. PasrpannumBalor 3 30-HBI, KOTOPBIE COOTBETCTBYIOT MHTEPBaIaM 10 25-TO TIePIICHTUIIA,
25—75-i1 meplUeHTUIb U BhIIIE 75-TO MeplUeHTWIA. Pe3ynbTaThl, KOTOphIE YKIaAbIBAIOTCS
10 BCTPEYaeMOCTHU B OMAITa30H 10 25-TO MepleH-TUIS BKIIOYUTEIHHO, OTHOCSITCS K 30HE
«HU3KUX» 3HAYCHUI. 30HE «BBICOKHX» 3HAYCHUII COOTBET-CTBYIOT PE3yIbTaThl, OTHOCSIITIUECS
K IMarna3oHy oT 76-ro g0 100-ro mepueHTUIsI BKIIOUUTEIbHO. 32 HOpMaJIbHbIe BEJIMYMHbI
MPUHSATHI 3HAYEHUS B MHTEpBasie («KOpuaope») oT 26-ro g0 75-ro nepueHTu-ias. LlereBpiM
3HAUYCHUEM OJIs AeTeil M MOAPOCTKOB ¢ MYKOBUCIIMAO30M SIBISIOTCS MokazaTeau 50-ro
NepLeHTUIs] 3MI0POBBIX JEeTei TOro Xe 1moja u Bo3zpacTa [7]. Pacuer mepuentuneii UMT
MIPOBOAMJICS MPHU MTOMOIIM TporpaMMm BcemupHoit opranusanuu 3apaBooxpaHeHus: WHO
Anthro (nns mereit no 5 net) u WHO Anthroplus (ms neteit ctapie 5 jet) (http://www.who.
int/childgrowth/software/en/ u http://www.who.int/growthref/tools/en/) [8]. a5 omieHKH
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ImoKasaTeJIeil pocTa U Beca neteit paHHe-ro Bo3pacrta (mo 2 1et) UMT He mpumensiercs. [Ipu
MYKOBMCLIMAO03€ IS AeTeil MJallero BO3pacTa MCIOIb30BaIld MAacCO-POCTOBOI MHIEKC
(MPN) ((dbakTnueckast macca / uaeajabHasi Macca 110 pocty u mojy) X 100%). EBponeiickumu
9KCIEepPTaMU PEKOMEHI0BAHO KOHCTATUPOBATh HEAOCTATOYHOCTD ITUTA-HUSI Y DTOM IPYIIIIbI
MMalleHTOB, €CJIM IIPOLEHT COOTBETCTBUS Macchl o pocty uiu MPU < 90% [6].

[Moka3aTenn HYyTpUTUBHOTO cTaTyca aeTeilt P® cocraBuiau: menuana (IQR) nmepuenTuis
Macchl tena (y geteit mo 10 ner) — 36,7 (50,8), menuana (IQR) mepuentmist pocra — 41,3
(55,7) (y mereit ot 0 mo 18 met), mepueHTunp UMT (y mereit ot 2 mo 18 met) — 29,1 (48,4).

IToka3zaTenu Mmacchl Tena cpenu aetTeid (mo 10 jet) B hemepaabHBIX OKPYTax MPeACTaBICHBI
B Ta01.26.

Ta6nuia 26. [MepueHTwIM Macchl Tena y aereit (mo 10 jet): omucaTtenbHas CTaTUCTUKA
MO pervuoHaM.

Tabauua 26
Hepuenmu.au maccot meaa y oemeii (do 10 aem): onucameavHas cmamucmuka no pecuoHam
Cpennee HwXHwin kBapTUnb BepxHuii KBapTunb
PeruoH YuCno NauneHToB, n 3Ha_1'_qse6me ch?gfgfgngigﬂﬂ(fcg Meauana Ké.?g;g?g""‘;’xg:%%“
- 4yeTBepTb (25%) AaHHBIX) yeTBepTb (25%) AaHHBIX)

LieHTpanbHbiii @O 258 44,9+29,7 18,7 44,0 69,8
CeBepo-3anagHbiiit PO 132 44,3+33,6 12,4 37,8 77,3
10xHbIii HO 106 43,5+31,7 11,7 44,6 72,2
MpuBonxckuit PO 219 43,6+29,4 19,2 42,1 67,4
Ypanbckuit @O 70 30,6+26,6 4,7 30,5 51,6
Cubupckuit ®O 151 42,3+30,0 16,4 37,4 66,6
JanbHeBoCTO4HbI PO 56 33,9+27,9 10,9 23,7 54,8
CeBepo-Kaekasckuit PO 100 30,0+26,6 5,3 25,3 50,8
Mocksa 61 45,9+29,8 22,7 41,7 70,2
CaHkT-lMeTtepbypr 78 46,4+35,6 11,5 43,7 82,1

Ha puc. 41 npeacTtaBJa€Hbl ME€IMaHbl MaCChl TeJia neTen ¢ MYKOBUCIIMIO30M B 3aBUCUMOCTU
OT BO3pacTa.

w1 D
o o

N
o

N
o

=
o

MegmaHa maccbl Tena B NPOLEHTUAAX
w
o

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

e O6LWan rpynna e My}CKOM NON e HKEHCKUI NON

Puc. 41. MenraHa macchl Tejia B MEPLEHTWISIX B 3aBUCUMOCTH OT Bo3pacta (1o 10 jieT): KpacHast CIUTOIITHAS JIMHUS — XEHCKUI TI0JT, CUHSISI — MYKCKOM,
JyepHasi — o0lliee 3HaUeHUe I10 TPYIIe, KpacHast IpepbIBUCTas — IieJieBoe 3HaueHue (50-if eplieHTHIb), 3e/IeHast TPePhIBUCTAst — 25-if MePLEHTUIb.
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JleyeHne

IToka3zarenu pocra aeteit (mo 18 yer) B hemepanbHBIX OKPYTax IMpeacTaBIeHBI B Ta0I. 27.

Tabauua 27

Ilepuenmu.au pocma y demeii (0o 18 aem): onucamenavras cmamucmurka no pecuoHam

Cpennee HwXHwin kBapTUnb BepxHuii KBapTunb
PerunoH YUCNO NaUMEHTOB, N 3H§;se6me Ké?gggfgng;(g:ﬁfm Megnuana Ké?gg:?g“‘;&g:%%“
4yeTBepTb (25%) AaHHBIX) yeTBepTb (25%) AaHHBIX)
LieHTpanbHbiii @O 508 47,9+30,0 23,0 45,6 72,9
CeBepo-3anagHbiiit PO 221 41,4+30,7 13,1 36,3 70,2
HOxHbI DO 198 48,0+33,8 14,7 50,4 77,9
MpuBonxckuit PO 443 43,7+30,8 15,6 41,3 72,2
Ypanbckuii @O 125 41,0+31,2 12,1 36,3 68,1
Cubupckuit 0 280 44,3+31,7 14,8 40,7 72,6
JanbHeBOCTO4HbI PO 98 38,9+31,9 8,9 31,2 64,4
CeBepo-Kaekasckuii PO 150 33,4+28,8 6,6 25,6 59,9
Mockea 137 46,6+27,9 25,1 43,3 67,7
CaHkT-lMeTtepbypr 114 43,6+30,1 17,9 37,3 71,2

Ha puc
70
60
50
40
30

20

MepuaHa pocta B NPOLEHTUNAX

10

.42 MpencTaBjieHa MeaMaHa pocTa B 3aBUCUMOCTHU OT BO3pacTa JETe.

1-2 23 34 45 56

e ObLwasn rpynna

6-7 7-8

Bospacr, roapb!

= Vly}KCKOW NON

e WK EHCKWI NON

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

Puc. 42. Menuana pocra B MepLEHTWISIX B 3aBUCUMOCTHU OT Bo3pacTa (10 18 sieT): KpacHasi CIIoLIHAs IMHUS — KEHCKU MO, CUHSSI — MYXKCKOM,
yepHas — o0lllee 3HaUeHUe T10 TPYIINe, KpacHast IpepbIBUCTas — LeieBoe 3HaueHue (50-if mepLeHTIIb), 3eIeHast MPephIBUCTAsT — 25-if MEePLEHTUIb.

Cpenu aeteit ot 2 10 18 net menuana niepueHTuass UMT (puc. 43) cocraBuia 29,1 (48,4):
st MmatbakoB — 30,2 (51,3), mast aeBouek — 28,3 (46,3). Iepuentmns UMT<25 Habmonaics
B 45,1% citydaeB: y MaabuuKoB — B 44,5%, y neBouek — B 45,8%.

[Moxkazatenu UMT pereit (ot 2 1o 18 jeT) B enepanbHbIX OKpYrax MpeacTaBieHbl B Ta0I. 28.

Tabauua 28

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

Pervox Yucno nauumeHTos, n CpenHee HwxHwin kBapTUnb Mepunana BepxHuii kKBapTunb
3Ha4yeHue (3HaveHune, HUXe (3HayeHue, Bbile
+SD KOTOPOro HaxoAuTCs KOTOPOro HaxoAuTCS
4yeTBepTb (25%) AaHHbIX) 4yeTBepTb (25%) AaHHbIX)

LieHTpanbHbiii @O a77 36,6+29,8 10,6 28,4 58,3
CeBepo-3anagHbiiit PO 198 40,5+30,3 13,3 35,9 63,3
OxHbI ©O 173 34,4+28,4 8,7 30,2 56,4
Mpusonxckuit PO 412 36,6+29,7 9,9 30,7 57,7
Ypanbckuii @O 118 27,5+25,8 6,1 18,7 41,7
Cubupckuin 0 265 39,3+30,8 10,4 33,4 61,8
AanbHeBocTOYHbI PO 92 30,4+26,7 8,9 21,5 44,6
CeBepo-Kaekasckuii PO 130 31,0+29,1 6,7 22,1 53,6
MockBa 136 38,4+29,4 13,4 30,7 59,3
CankT-lMetepOypr 98 44,6+31,2 17,1 42,3 71,6
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70

60

Mepaunana UMT B npoueHTUAAX

2-3 3-4

4-5 56 6-7

e O6Lan rpynna
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Bo3spacr, rogbi

o= \ly}KCKOI NON
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Puc. 43. Meauana UMT B nepueHTUISIX B 3aBUCUMOCTH OT Bo3pacTa (0T 2 10 18 JieT): KpacHast CIUTOLIHAS JIMHUS — KeHCKUIA TI0J1, CUHSIST — MYXKCKOM,
yepHas — oOlee 3HaYeHue 110 IPyIine, KpacHast MpepbIBUCTas — LieieBoe 3HaueHue (50-it mepueHTUIb), 3e/1eHas MpepbIBUCTas — 25-i1 IEpLUEHTUIIb.

IMokazaTenn HyTPUTUBHOTO CcTaTyca B3pociibix coctaBwin: MmenraHa (IQR) macchr Tena — 55,0
(15,0) kr, pocta — 167,0 (12,0) cm, UMT — 19,3 (3,9) kr/m2. [loka3arenn HyTpPUTUBHOTO CTATyca
cpenu B3pOCHBIX B (pemepabHBIX OKpyraxX IMpeacTaBiIeHbI B Ta0d. 29.

Tabauya 29

Hympumuenuiii cmamyc 63pocavix (18 nem u cmapuie): onucameavHas cmamucmuka no pecuoHam

UMT, kr/m?

PocT, cm i i
Peruon alnono | Meccarens | (GHEAES | cpenvee Humouh xeapine | Bopuwsi eaprune
*7 | sMauenue = SD) SD) | SHpgpMe | Memnana ot et | ToBtaenre (b
AaHHbIX) AaH-HbIX)
LieHTpanbHbiii @O 347 57,0+12,1 168,2+8,8 20,1+3,3 19,5 17,7 21,7
CeBepo-3anagHblit PO 62 57,3%+13,3 168,7+10,2 19,9+3,1 19,5 17,7 22,0
HOxHbI DO 62 55,8+10,6 169,6+8,2 19,3+2,7 19,0 17,4 20,8
MNpuBonxckuit PO 199 54,8+11,9 167,5+9,4 19,4+3,2 19,1 17,4 21,2
Ypanbckuii @O 67 57,1£13,5 167,2+10,4 20,3+3,8 19,7 17,7 22,0
Cubupckuit O 85 57,0+11,9 168,1+7,8 20,1+3,7 19,6 18,0 21,5
JanbHeBocTO4HbI PO 44 55,1+11,3 167,2+9,3 19,7+3,3 18,8 17,3 22,0
CeBepo-Kaekasckuiit PO 25 58,4+14,0 169,8+8,0 20,2+4,3 19,0 17,6 21,5
Mockea 178 57,4+11,0 168,0+8,4 20,3+3,1 19,9 18,1 21,8
Cankr-lMeTep6ypr 34 57,9+13,9 169,1£10,4 20,1£3,2 19,3 17,6 22,4

Cpenu B3pocabix MeauaHa UMT (puc. 44) coctaBuia 19,3 (3,90) kr/M2, njas My>xuuH — 19,8
(4,4) xr/m2, st xxenmuH — 19,0 (3,3) kr/M2. UMT<18,5 kr/m2 Ha6monancs B 37,5% citydaes:
y MyXuuH — B 34,2%, y xeHuiuH — B 40,8%.

25
24
23
22
21
20
19
18
17
16
15

Meauara UMT B Kr/m?

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

e O6Lan rpynna

BospacrT, rogbl

= [\/y}KCKOW NON

e KEHCKUIA NON

Puc. 44. Meaunana UMT y B3pociibIX O0JbHBIX MYKOBHUCIIMA030M (CTapiiie 18 JieT) B 3aBUCMMOCTH OT BO3pacTa: KpacHasl CIIOIIHAS JIMHUS — XEeHCKUIt
OJI, CUHSISI — MYXCKOIi, yepHasi — o0lliee 3HaUeHMe IO TPyIIIe, MpepbiBUCTas KpacHasl JMHUSI — LeJIeBOe 3HAUCHME s KeHIIUH (22 Kr/m2),
MPEPBIBUCTAS CU-HSIS IMHUSI — LIeJIeBOE 3HAUYCHME TSt MY>KUMH (23 Kr/M2), IpepbIBUCTAs 3eJieHast TMHUSI — HYXKHSISI Tpa-HU1a HOpMbI (18,5 kr/m2).
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JleyeHne

HyTputuBHLIN cTaTyCc M pecnupatopHasa GyHKLUUS

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

[MonydyenHbie rpauKu IEMOHCTPUPYIOT, UTO TIoKazaTeu pecruparopHoii pynkimu (ODB1
u OXKEJT) manneHToB BO3pacTaioT MpH YAydIIeHU HYTPUTUBHOTO cTaryca (yBeauuennu MMT).
Bzanmocss3b Mmexxmy BenmmanrHoi UMT u O®B1 6ostee oueBUIHA 15T OOJIBHBIX MYKOBUCITUIO30M
crapuie 18 jer.

110 +

100 -

®BA, %ponx.

80 -

70

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

= O®B1 (MeamnaHa), %L0mK. = OXE/ (MeguaHa), %L0MK.

Puc. 45. MenmaHbl CiupoOMETPUYECKMX MOoKa3aTesieit y 1eTeil v MOoIPOCTKOB C MyKOBUCLIMIO30M (OT 5 110 18 JIeT) B 3aBUCMMOCTH OT HYTPUTHBHOIO CTaTyca.

100 1
90 -

70 -
60 -

®BJ, %A0nK.
(%
=}
1

40 -
30 -
20 -
10 -
0
<14 14-16 16-18 18-20 20-22 22-24 >24
UMT, kr/m?
e O®B1 (MeanaHa), %00M0K. e OWE/ (MeamnaHa), %L00K.

Puc. 46. MemmaHbI CTpOMETPUYECKIX TTOKA3aTeNIeil Y B3pOCIBIX TIAIMEHTOB MYKOBUCIIUIIO30M (CTap-Iiie 18 JieT) B 3aBUCHMMOCTH OT HYTPUTUBHOTO CTaTyca.
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OcnoxHeHus 3aboneBaHns B TeKywem roay

Ha puc. 47 oTpaxeHa yacTtoTa pa3BUTHUS aJLUIEPIMYECKOrO0 OPOHXOJIETOUHOTO aclepruiiesa
(ABJIA), caxapHoro auabeTa ¢ €XETHEBHBIM IMPUMEHEHUEM WHCYJIWHA, THEBMOTOpaKca (C
JIPEHUPOBAHUEM TPYAHOI KJIETKN), KPOBOXapKaHbsl, OCTEONOPO3a U AbIXaTeIbHONM HEAOCTATOU-
HOCTH, TPEOYIOIIE KUCTOPOOOTEpANIU, B 3aBUCUMOCTH OT BO3pacTa OOJIbHBIX.

Yacrora BcTpeyaemocTtu,%

WT-———————

e ABJTA

— N120ET

—

s KNCOPOAOTEPANUA*

e e

@ NTHEBMOTOPAKC

e KPOBOXapPKaHbe

0CTeonopos

0-8 8-16 16-24 24-32 cTapuwe 32
Bo3spacr, rogbl

Puc. 47. Yactora pa3Butus ajiepruieckoro oponxojeroutoro acrieprusuieda (ABJIA), caxapHoro nuabera ¢ exXeaHeBHBIM MPUMEHEHUeM UHCYJIMHA,

MPUMEHEHNA KUCIOPOAOTEPAIIMN B 3aBUCUMOCTHU OT BO3pacTa OOJIbHBIX.

CpaBHUTEIBHBINM aHAIA3 YaCTOTHI OCIOXKHEHMI 3a OTUETHBIIN TOI MEXKIY IETHbMU 1 B3POCIIBIMU
MpeacTasieH B Tabm. 31.

MTHEBMOTOpaKca (C APEHUPOBAHUEM TPYIHOU KIETKU), KPOBOXapKaHbsI (JIETOYHOTO KPOBOTEUEHUST), OCTEONOpo3a (HU3KOI KOCTHOI Macchl) U

anMG‘laHVIeZ * — 00beM KHCJIOpOOOTEPAININU B3AT U3 pasaciia «JICUCHUE» N OTOXKICCTBIISIETCA C JIBIXaTEIbHOM HENOCTATOYHOCTHIO.

Tabauya 31

Yacmoma pazauuHbIX 0CA0MHCHEHUTE MYKOBUCUUO03a 34 OMUEMHbLIL 200 8 3A6UCUMOCIU OM 603PACMA NAUUECHMO8

\ OcnoxHenue \ Bce \ Oetn \ Bapocnbie \
Annepruyeckuit GpoHxoneroyHbiii acneprunnes, % 3,0 2,4 4,4
CaxapHblii gna6eT ¢ eXxeaHeBHbIM NPMEMOM UHCYNUHA, % 4,6 1,8 10,8
MNMHeBMoOTOpaKC, NOTpeGOBaBLUMI APEHUPOBAHNS FPYAHOI KNeTku, % 0,6 0,3 1,2
Lippo3 neyeHn ¢ nopTanbHOl runepTeHsnein/runepcnieHn3mom, % 3,3 3,0 4,0
Liuppo3 neyeHn 6e3 nopTanbHOI rUNepTeH3un/runepcninednama, % 2,9 2,9 2,8
LiMppo3 neyeHn, AaHHbIX O NOPTanbHOM rMNEepTeH3um HeT, % 0,2 0,2 0,2
MopaxeHune neyeHu 6e3 uupposa, % 15,6 19,3 7,8
Jlero4yHoe kpoBoTeueHue, % 0,6 0,4 1,5
OcTeonopo3 (HM3Kas KoCTHasi Macca), % 3,8 1,3 10,7
ANeKTpOoNUTHbIE PaccTpoincTBa, % 2,0 2,7 0,5
CVWHAPOM AUCTanbHOM MHTECTUHANbLHO 06CTPYKUUKN, % 1,3 1,4 1,1
Hanuuune oHkonoruyeckoro 3abonesanus, % 0,1 0,0 0,3
Amunonpos, % 0,8 0,6 1,0
CuHycuT ¢ nonunamu % 35,5 37,5 31,2
CuHycut 6e3 nonunos % 40,3 34,7 52,3
Cunycut, BCEFO 75,8 72,2 83,4
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JleyeHne

Annepruyeckuii 6poHX0JIeroyHblii acneprunnes
Juaenocmuueckue Kpumepuu:
* OCTpas WJIM IMOAOCTpasl KIIMHWYecKass MaHudecTaums (Kalieiab, OIBIIIKa, CHIKCHHUE
MEePEHOCUMOCTH (DU3NUYECKOIl HArpy3KU, acTMa (PU3NICCKOr0 YCUJIMS, U3MEHEHUE
(GYHKIMOHAJIBHBIX ITOKa3aTeei JISTKUX WIM YBEIMYCHNE KOJMYECTBA MPOAYIIUPYEeMOit
MOKPOTHI), He CBSI3aHHAs ¢ KaKOi-JIMOO0 Apyroi MpUInHOI;
obmuit IgE> 500 ME/mu;
TIOJIOXKUTENIbHAST KOXKHAs TTpo0a Ha acTIepTHIIC3HBIN aHTUTEH (>3MM) WIIN TTOJIOXKUTETbHBINA
cnenudnueckuit IgE xk A. fumigatus;
NPEeUUITUTUHBI K A. fumigatus nim in vitro noarBepxkaeHHble IgG anTuTena x A. fumigatus;
HOBBIC WJIM CBEXKME M3MEHEHMST Ha pEeHTTEHOTpaMMe JIETKUX (MHMWIBTPATHI WK CIU3UCTHIC
npookm), wiau Ha KT rpymHoii KIeTKH (xapaKTepHbIe U3MEHEHMST ), KOTOPBIC HE NCUe3aloT
MpY aHTHOAKTEePUAIbHOI TepallMy U CTaHAAPTHOI KUHE3uTepanuu [9].

Ha puc. 48 npencraBieHa yacToTa aJuIeprAYECKOro OPOHXOJIETOUHOTO acTIepriiIie3a, KOTOPHIiA
3acdukcupoBaH y 3,0% naluueHTOB.

YacToTa pa3BUTHS caXapHOTO IradeTa ¢ eXXKeMHEBHBIM IIPUEMOM MHCYJIMHA TIPEICTaBIeHA Ha
puc. 49, kotopslii 3abukcupoBat y 4,6% OOJIBHBIX.

YacToTta pa3BUTHS ITHEBMOTOpPaKCa ¢ IPEHUPOBAHUEM TIJICBPAIbHOM ITOJIOCTHU TIPEACTaBICHA
Ha puc. 50. JJanHoe ociioxHeHue 3ahpuKcupoBaHo y 0,6% OGOJIBHBIX.

Yacrora pa3BuTusl opaxkeHus reyeHu rpeacrasieHa Ha puc. 5. [lon «mmopaxkeHueM neyeHu»
HMMEJIOCh B BUAY: IMPPO3 MIeUeHU (C MOPTaTbHOI TUTIEpTeH3KE, 63 MopTaIbHON TUIIEPTEH3UH,
0 HAJIMYMU TTOPTATbHOM TUIIEPTeH3UN HEM3BECTHO) U IMOpaKeHMe TIeYeHN 0e3 uppo3a.

Jns1 onipeenieHUs TTopakKeHMS TICUSHH UCTIOB30BAICh KPUTEPUH, TIpUMeHsieMble B Perncrpe
Benukoo6puranum (https://www.cysticfibrosis.org.uk/the-work-we-do/uk-cf-registry mata o6-
pamenus 07.08.2017). Dtu KpuTepru MO3BOJISIOT OTACINUTD MAIIMEHTOB C TSKEJIBIM IMOPaskeHUEM
IeyeHu (C TOPTAIbHOI TUIIEPTEH3ME) OT CIyJ4aeB CO CpeaHel TSXKeCThIO opaXkeHUs (IIUppo3
0e3 mopPTaJIbHON TUIIEPTCH3UN).

* Iluppo3 ¢ mopTanbHOI rUTIepTeH3Me — (PUOPO3UPOBAHNE TIEYCHM, CBSI3aHHOE C TCUCHUEM
MYKOBHUCIIMI03a, TUIIUYHBIC OMIMapHbIE U3MeHEeHMs. TsKemoe TeueHUe MOXKET BKIII0YaTh
MMOPTAJIbHYIO TUTIEPTEH3UIO 1/UJIN TUTICPCIUICHU3M.

+ Iuppo3s 6e3 mopTaibHOI TUIIEPTEH3MU — (PUOPO3UPOBAHUE TICUCHH, CBI3aHHOE C TECUYCHUEM
MYKOBHCIIMIO3a.

+ [TopaxkeHue meyeHU 6e3 LMPPO3a BKIIOYACT KUPOBOE TMEPEePOXICHNE WIN BUPYCHBII
TeTaTUT, HO He OMJIMapHBIN IIUPPO3.

Luppo3 meyeHn ¢ MOpPTAILHON runepreHsueil 3adukcuposad y 3,3%, 6e3 moprajabHOMI
runepreH3un — y 2,9%, uuppo3 nedeHu (rumnepreH3us He udBecTHa) y 0,2% OONMbHBIX U
ropaxeHue neyeHu 6e3 nupposa — y 15,6% nalueHTosB.

Ha puc. 52 npencraBieHo M3MEHEHHE CTPYKTYPHI TTOPakeHUs TEYEeHU C 3aBUCUMOCTU OT

Bo3pacTa OOJIbHbIX.

Yacrora JIerO4HOro KpOBOTEUEHMSI B OTUETHOM IOy IpeacTaBieHa Ha puc. 53, KoTopoe
3aukcrpoBaHo y 0,6% GOJIbHBIX.

YacToTa ocTeonopo3a (HU3Kas KOCTHasl Macca) MpeAcTaBieHa Ha puc. 54, KOTOpblii 3apuK-
cupoBaH y 3,8% GonbHbIX. KpuTepuu nuarHocTMKu octeornoposa — cHkenne MITK z score
HVKe 2 CUTMaJIbHbIX OTKJIOHEHUI M HU3KOOHEPreTUISCKUI TTePEIOM.

YacroTa puHOCUHYCUTA TIpeAcTaBieHa Ha puc. 55. CUMHYCUT ¢ noaunamu 3aUKCUPOBaH Y
35,5% 60abHBIX, CUHYCUT 0€e3 1onnoB — y 40,3% OGOJIbHBIX.

Yuco malreHToB, ONePUPOBAHHBIX B OTYSTHOM TOIY 10 TTOBOY MOJIUIIOB, COCTaBWIIO 8,6%
OT BCEX MAllMEHTOB C CUHYCUTOM C MOJUIIaMU.

YacToTa 31eKTPOJIMTHBIX PACCTPOICTB B OTYETHOM IOy MpeCTaBlIeHa Ha puc. 56, KOTOpble
3adukcrpoBaHbl y 2,0% GOJBHBIX.
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LleHTpanbHbIV degepanbHbiii OKpyr
CeBepo-3anagHbiii deaepanbHblit OKpyr
HOKHbI desepanbHbI OKpyr
MpuBonKcKUi deaepanbHblit OKpYr
Ypanbckuii desepanbHbli OKpYr
Cubupckuii deaepanbHblit OKpyr
[anbHeBOCTOYHbIM dpesepanbHbI OKpyr
CeBepo-KaBKa3ckuit pepepasbHbIi OKpyr
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CaHKT-lMeTepbypr
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Puc. 48. Yacrora AJJIEPIrNYECKOro 6p0HXOﬂCI‘O‘~IHOl‘0 acrieprujuiesa Cpeau naunmMeHTOB ¢ MyKOBUCLIMIO30M.
LleHTpanbHbIN dpeaepanbHbIit OKpyr } }
CeBepo-3anagHbiit deaepanbHbIi OKpYr } }
HOXKHbIV depepanbHblii OKpyr } }
MpuBOMKCKUIM deaepanbHblit OKpYT } }
Ypanbcknit bepepanbHbliii OKpYr } }
Cubupckuii pegepanbHblii OKpyr } }
[anbHeBOCTOUHbIN deaepanbHbli OKpYr

CeBepo-KaBKa3ckuii deaepasnbHblit OKpYr
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CaHkT-MeTepbypr
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Puc. 49. Yacrora caxapHOro quabera ¢ eXeIHEBHBIM TIPHEMOM WHCYJIMHA CPEU MAIIMEHTOB C MyKOBHUCIIUIO30M.

LleHTpanbHbIl deaepanbHblit OKpYr } } }
CeBepo-3anagHblit peaepasbHbIi OKpyr }
HOKHbIM deaepanbHblit OKpYr } } }
MpuBOMKCKUIN desepanbHbIi OKpYr }
Ypanbckuii pepepanbHbiii OKpyr } }
Cubupckuin depepanbHbIi OKpyr } }
[lanbHEeBOCTOYHBIN deaepanbHbli OKpyr 0 } } }
CeBepo-KaBKa3ckuii penepanbHbii OKpyr — } }
Mocksa 0 } } }
CaHkT-MeTepbypr 0 } } }

0,0 0;5 1:0 1;5 %

Puc. 50. Yacrora pa3BUTHA MHEBMOTOPAKCA C APECHUPOBAHUEM prﬂHOﬁ KJIIETKM B OTYETHOM TOAy Cpe€au IMAITMEHTOB C MYKOBUCIIMIO30M.
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LleHTpanbHbI desepanbHbI OKpyr

CeBepo-3anagHblii besepanbHbIi OKpyr

HOKHbIN denepanbHblii OKpyr

MpuBOMKCKUI deaepanbHblii OKpyr

Ypanbckuii pesepanoHblii OKpyr

Cnbupckuin besepanbHbI OKpyr

[anbHeBOCTOYHbIV peaepanbHbIii OKpyr

CeBepo-KaBKasckuii peaepanbHblii OKpyr
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CaHkT-lMeTepbypr
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Puc. 50. Yacrora pa3BuUTHA MHEBMOTOPAKCA C APECHUPOBAHUEM prﬂHOﬁ KJIETKM B OTYETHOM TIOAYy Cpeau IMAIITMEHTOB C MYKOBUCIIMAO30M.
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Puc. 52. Crpykrypa nopaxeHus eYeHU B 3aBUCUMOCTH OT BO3pacTa OOJTbHBIX.

LleHTpanbHbIN depepanbHbIi OKpYr
CeBepo-3anaaHblit denepanbHbli OKpYr
HOKHbI deaepanbHblit OKpYr
MpuBOMKCKUIN deaepanbHbIi OKpYr
Ypanbckuii pegepanbHbiii OKpyr
Cubupckuii degepanbHblit OKpyr
[anbHEeBOCTOUHbIN desepanbHblii OKpYr
CeBepo-KaBKa3ckuii desepanbHblii OKpYr
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Puc. 53. YacToTa J1erouHoro KpoBOTeUeHUsI Y TAlMEHTOB C MyKOBUCLIMIO30M.

LleHTpanbHbIl deaepanbHblil OKpyr
CeBepo-3anaaHbliit desepanbHbIi OKpYr
HOKHbIM depepanbHblit OKpyr
MpuBOMKCKUIN denepanbHbIi OKpYr
Ypanbckuii degepanbHbiii OKpyr
Cnbupckuii degepanbHbliii OKpyr
LanbHeBOCTOYHbIN deaepanbHbli OKpYr
CeBepo-KaBKa3ckunit desepanbHbIn OKpYr
Mocksa

CaHkT-lMeTepbypr

12,41

Puc. 54. Yacrora pazButusi ocreornoposa (HU3KOi KOCTHOI Macchl) y MalUEHTOB C MYKOBUCIIMIO30M.
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JleyeHne

LieHTpanbHbIl deaepanbHblii OKpyr
CeBepo-3anaaHblit besepanbHbIi OKpYr
HOKHbI1 deaepanbHblit OKpyr
MpuBOAKCKNI dheaepanbHbIi OKpYr
Ypanbckuii pegepanbHbliii OKpyr
Cnbupckuii degepanbHblil OKpyr
[anbHeBOCTOUHbIN denepasnbHbIi OKpyr
CeBepo-KaBKasckuii deaepasibHblii OKpyr
MockBa

CaHKT-MeTepbypr

B CviHycuT 6e3 nonunos

B CVHYCWT C moaMnamu

LleHTpanbHbIM deaepanbHblit OKpyr
CeBepo-3anafHblii depepanbHbIii OKpyr
KOKHbIM denepanbHblit OKpyr
MpuBOMKCKUIN desepanbHbIi OKpYr
Ypanbckuii pegepanbHbiii OKpyr
Cubupckuii depepanbHblii OKpyr
LanbHeBOCTOYHbIN denepanbHbI OKpYr
CeBepo-KaBkasckuit deaepanbHblii OKpyr
Mocksa

CaHkT-lMeTepbypr

70 %
Puc. 55. Yacrora pa3BuTHsi pUHOCHHYCUTA Y MALIMEHTOB C MYKOBUCIIMIO30M.
\ \ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
5,49 \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
5,45 \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
\ \ \ \
} } } i
6 8 10 12 %

Puc. 56. YacToTa 21€KTPOIUTHBIX PACCTPONCTB Y MALIMEHTOB ¢ MyKOBUCIIMIO30M.
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PerucTtp nauueHToB ¢ MykoBucuuzo3om B Poccuiickoint @epepaumn. 2022 rog

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

Tabauya 32
Yacmoma npumeHeHUs pa3AuMHbIX 8UA068 MEOUKAMEHNO3HOU U HeMeOUKAMEHIMO3HOU mepanuu MyKosucuyuoosa y oemeil u 63p0cavix

Tepanus Bce Aetn Bapocnbie

100 Nacl

MaHnuToNn

VHranaumMoHHble
AHTUBMOTUKM
BHyTpUBEHHbIE
AHTUBMOTUKM
TabneTnpoBaHHble
AHTUBMOTUKM
BpoHxoaunatatopbi

80

60 [JopHasa anbda

MHranAumMoHHble
cTepounabl

CucTeMHble CTepouab!
40
AsutpomuumH

Ypcopesokenxonesan
Kucnota
MaHkpeaTtnyeckme
depmeHTbI

unn

0 ———————— e~

CFTR moaynaTopbl

0 *Kupopacteopumble
BUTAMMHbI

0-8 8-16 16-24 24-32 cTapue 32
Bos3pacr, roapl

Puc. 57. O6bem MEIMKaMEHTO3HOM Teparun B 3aBUCMMOCTU OT BO3pacTa IMalueHTOB.
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JleyeHne

Ha puc. 58 npexncrapieHa AMHAMKUKA Ha3HAYSHUS] MHTAISIIMOHHOM TepaIliy 110 CPaBHEHUIO
¢ peructpamu 2011—-2022rr.

O0beM MpUMeHEeHUSI TUTIEPTOHNYECKOTO pacTBOpa HATPUS XJI0puaa MpeacTaBieH Ha puc. 59.
JlaHHBINM BUI TEpAIMU MPUMEHSJICS B OTYETHOM Tony v 71,5% GosbHBIX.

O0beM MPUMEHEHHUS JUTUTEIbHBIX MHTASILIIT MAaHHUTOJIOM TTpeAcTaBiieH Ha puc. 60. JaHHbIi
BUJI TepaIiuy MIPUMEHSIIICS B OTYETHOM Trony ¥ 9,1% OObHBIX.

O0beM MPUMEHEHUS] MHTATALMOHHBIX aHTUOMOTUKOB OTpaxKkeH Ha puc. 61. JlaHHBIA BuL
Tepanuu B OTYETHOM roay MpuMeHsiics y 46,2% GObHBIX.

O0beM MIPUMEHEHUST BHYTPUBEHHBIX aHTUOMOTUKOB TMpENCTaBlieH Ha puc. 62. JlaHHBIN BUI
Tepanuu B OTYETHOM romy rnmpumeHstics y 45,0% GOJbHBIX.

O06beM MPUMEHEHUsI IIEPOPaATbHBIX AHTUOMOTUKOB B pETMOHAX IIpeACTaBieH Ha puc. 63.
JaHHbBI BUA Tepary B OTYETHOM TOLYy MPUMEHSIICS Y 69,2% GOJIbHbBIX.

O0beM NpUMEHEHUsT OPOHXOAMIATATOPOB OTpaxkeH Ha puc. 64. JlaHHBIA BUI Tepaluu B
OTYETHOM Tony NpuMeHsics y 41,1% GOJIbHBIX.

O06beM MPUMEHEHMS UHTAJISIIMOHHBIX TTIOKOKOPTUKOCTEPOUIOB B PerMOHAX MPeCTaBIeH Ha
puc. 65. JJaHHBIA BUI Tepallii B OTYETHOM rofy nmpumeHsuics v 13,1% OOJbHBIX.

O06beM TPUMEHEHHST CUCTEMHBIX IJTIOKOKOPTUKOCTEPOUIOB MPEICTaBICH Ha puc. 66. JlaHHbI
BUJ Tepariuy B OTYETHOM TOAY MPUMEHSUICS Y 3,9% GOJbHBIX.

O0beM MpUMEHEHUsT JOpHAa3bl ajibda MpenctabieH Ha puc. 67. JlaHHBIA BUI Tepanuu B
OTYETHOM TOAy pUMEHSUICS Y 93,9% OONBbHBIX.

O0beM IPUMEHEHHUs] a3UTPOMUIIMHA B CyOMHIMOMPYIOLIMX [103aX IpeacTaBieH Ha puc. 68.
JlaHHbBIN BU TepallMy B OTYCTHOM oy npuMeHsuics y 23,1% GoJIbHbIX.

O0BeM TTPUMEHEHUST YPCOME30KCUXOIEBOM KMUCIOTHI MTPEACTaBIeH Ha prc. 69. JlaHHBI BU
Tepanuy B OTYETHOM TOLy NpUMeHsICS ¥ 85,9% OOJbHBIX.

O0beM MpUMeHeHUs MaHKpeaTUUYeCcKUX (pepMEeHTOB mpeacTasieH Ha puc. 70. JaHHbIid BUI
Tepanuy B OTYETHOM Tony nmpuMeHsticsa ¥ 89,9% OGOJbHBIX.

OO0beM NMPUMEHEHMSI UHTMOUTOPOB MPOTOHHON MOMIIbI TIpencTaBieH Ha puc. 71. JlaHHbI!
BM/I TepAiuy B OTYETHOM Troay npumeHsuics y 24,5% 001bHBIX.

O0beM NMpUMEHEHHUS XKUPOPACTBOPUMbBIX BUTAMUHOB TIpeACTaBieH Ha puc. 72. JlaHHbII BU
Teparuy B OTYETHOM TOAY ITpUMeHsIcd Y 85,4% GOJIbHBIX.

O0beM MpUMEHEHUS] KUHE3UTepanuu MpeacTaBied Ha puc. 73. JlaHHbBIA BUIL Tepanuu B
OTYETHOM TOIy NIpUMeHsuIcs y 71,5% GOMbHBIX.

O0BeM HUCIIOTB30BAHUSI KUCIIOPOIOTEPATINHI TIPEACTaBIeH Ha puc. 74. JlaHHBII BUI Tepariun
B OTYETHOM roay npuMeHsiics y 4,9% GoJIbHBIX.

O6bem ucnonnzoBanuss CFTR MonynsTopoB nipeactaBiieH Ha puc. 75. JlaHHbBII BUI Tepanuu
Ha KOHell OTYETHOTrO reproaa nmpuMeHsiics y 1352 mamueHToB (46,3%), n3 HUX y 275 B3pOCbIX
6oabHbIX (30,9%) uy 1077 nereii (53,1%).

10 ———————— e [lOpHa3a anbda

100 +—————

N +——————— e
— MHI’aﬂﬂLI,MOHHbIe

I e e T T e cTepouap!

70 +——— T e — e
BpoHxoaunaTtatopb!

60 ———— e
0 T e e —— — — — — — — — — —

e \HFNALMOHHbIE
40 e aHTUBMOTHKM

0 +———— =
e NaCl

__/ s M|aHHUTON

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

20

10

Puc. 58. InnamMuka Ha3HAYeHUsI MHTAISILIMOHHOM Tepanuu B 2011—2022 rr.
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PerucTtp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit Pepepaumn. 2022 rog,

LleHTpanbHbIM deaepanbHbli OKpyr
CeBepo-3anagHbiit deaepasnbHbI OKpYr
HOKHbIV denepanbHblli OKpyr
MpuBOMKCKUM deaepanbHblit OKpYr
Ypanbckuii deaepanbHbii OKpyr
Cnbupckuii dpegepanbHbii OKpyr
[anbHeBOCTOUHBIN deaepasibHbI OKpYr
CeBepo-KaBKa3sckuii desepasnbHbli OKpYr
MockBsa

CaHKT-lMeTepbypr

Puc. 59. [lpumeHeHre UHTAISILIAI TUTIEPTOHMYECKOTO PAacTBOpa HATPUSI XJIOPUIA Y TIALIMEHTOB ¢ MyKOBUCIIMIO30M.
LleHTpanbHbIV degepanbHbliii OKpyr
CeBepo-3anagHbii desepanbHblii OKpYr

HOKHbI depepanbHbIi OKpyr

\ \
838 \
\ \
\ \
\ \
\ \
\ \
\ \

MpuBoNXKCKMIA GeaepanbHblii OKpYr

Ypanbckuii depepanbHbiii OKpyr 23,8

Cubupckuii degepanbHbliii OKpyr 19L2
[anbHeBOCTOUHbIN pesepanbHblii OKpYr
CeBepo-KaBKa3cKkuii deaepanbHblii OKpyr
Mocksa 7,4

CaHKT-lMeTepbypr

\

\

\ \

\ \

\ \

\ \

\ \

\ \

} }

0 10 20
Puc. 60. [TpuMeHeHNe ATUTENTbHBIX UHTATSALNIT MAHHUTOJIOM Y TTALMEHTOB C MYKOBUCLIUIO30M.

LleHTpanbHbIV degepanbHblii OKpyr 48,3

CeBepo-3anagHbii desepanbHblit OKpYr 30,3 \

\

\

\

\

\
HOXKHbIV depepanbHbliii OKpyr 56,9

MpuBOMKCKUIA deaepanbHbli OKpYr
Ypanbckuii depepanbHbIii OKpyr
Cubupckuii depepanbHblii OKpyr

[anbHeBOCTOUHbIN deaepanbHblit OKpYr

CeBepo-KaBKa3CcKuit pesepasbHblii OKpyr

MockBa 54,2

CaHkKT-lMeTepbypr 28,9

|

r T

\
\
\
\
\
\
\
\
\
\
\
\

\ \

\ \

f f
0 20 40 60

Puc. 61. ITpuMeHeHre MHTATSIIIMOHHBIX aHTUOMOTUKOB Y TIAIIMEHTOB ¢ MYKOBUCIIUIO30M.




JleyeHne

LleHTpanbHbIM deaepanbHbli OKpyr
CeBepo-3anagHbin depepanbHblii OKpYr
HOKHbIV denepanbHblii OKpyr
MpuBOMKCKUI deaepanbHblit OKpYr
Ypanbckuii deaepanbHbii OKpyr
Cnbupckuii dpegepanbHbii OKpyr
[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKa3sckuii desepasibHbli OKpYr
MockBsa

CaHKT-lMeTepbypr

Puc. 62. [IpuMeHeHre BHYTPUBEHHBIX aHTUOUOTUKOB Y TIAIIMEHTOB C MYKOBUCITHIIO30M.

LleHTpanbHbIV degepanbHbliii OKpyr

83,1

CeBepo-3anagHblil desepasnbHblii OKpyr
HOKHbI depepanbHbIi OKpyr
MpuBoOMKCKUIN depepanbHbIn OKpYr
Ypanbckuii depepanbHbivi OKpyr
Cubupckuii depepanbHbliii OKpyr 67,4

[lanbHEBOCTOUHbIN pesepanbHbIi OKpyr

CeBepo-KaBKa3cKkuii deaepanbHblit OKpyr 41,1 \

MockBa 87,9

CaHkT-lMeTepbypr 28,7

\ \ \
\ \ \
} } }
0 20 40 60 80 100 %

Puc. 63. [IpumeHeHMe TepOPATTbHBIX aHTUOMOTUKOB Y MALMEHTOB C MyKOBUCLIUIO30M.

B Tabnuue 33 npencraBieHo cpeaHee YMCIIO JHEH aHTuOakTepuaabHoii Tepanuu (M = SD) y
B3POCJIbIX U IETEH B 3aBUCUMOCTH OT MeCTa MPOBeIcH)sI BHYTPUBEHHOM Teparuy — B TOMAILIHUX
YCJIOBUSIX WIKM B CTallMOHApeE.

Tabauua 33
Yucao oneii enympueennoii anmubaxmepuaavnoi mepanuu (M * SD) y demeii u 63pocavix 6 3a6ucumocmu 0m mecma npoeedeHust.
. . B3pocnbie Detn
Yucno AHEeN BHYTPUBEHHOU Tepanuu M ‘ +SD M ‘ £SD
BHyTpuBeHHas Tepanus Ha AOMY(A0OMa CaMOCTOATE/NbHO/CTaLMOHap 10.6 30.5 11 4.9
Ha pomy),cesa3aHHas ¢ MB, uucno gHeli B rogy ? ’ ? ?
BHyTpuBeHHasi Tepanus B cTauuoHape (KpyrsiioCyTO4HbIVi/AHEBHOA), 12.0 16.8 7.7 13.7
cBsizaHHasa ¢ MB, uncno aHeit B 3TOM roay ? ? ’ g
Yucno pHeit B cTauMoHape He CB3aHHOE C MYKOBUCLMA030M 0,7 3,8 2,4 6,6

55



PerucTtp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit Pepepaumn. 2022 rog,

B ta6mmiie 34 mpencraBieHO CpemHee YMCIO THei aHTuOaKTepranbHoi Teparmu (M = SD)
B 3aBUCHUMOCTHU OT MECTa IIPOBEACHMSI BHYTPUBEHHOM Tepanuu (B JOMAIIIHUX YCIOBUSIX WU B
cTauuoHape) 1o (eaepajbHbIM OKPYyraMm.

Tabauuya 34

Yucao oneii suympueennoi anmubaxmepuaavnoi mepanuu (M £ SD) y demeii u 63pocavix 6 3agucumocmu om mecma npogeoeHus1.

Okpyr

M £ SD

BHYTpUBEHHasi Tepanus Ha
IOMY(lOMa CaMOCTOSTENIbHO/
CTaLMOHap Ha OMY),CBsi3aHHas ¢

BHyTpuBeHHas Tepanus B
cTaumoHape (prrnocﬂouublﬁ/
[HEeBHOW), cBa3aHHas ¢ MB, uicno

Yucno pgHeii B cTaum-
OHape He CBSi3aHHOEe C

MB, u1cro AHel B roay LIHeli B 3TOM roay RMYROEMCUHAOSOM
LieHTpanbHbiii ®O 7,73+ 27,6 5,48+ 12,0 0,2+ 1,8
Cesepo-3anapHblii PO 0,82+ 6,6 8,63+ 12,2 3,81+ 8,4
10>HBIi DO 2,74+ 9,8 9,51+ 12,1 0,77+ 3,6
Mpusonxckuii GO 1,66+ 7,4 11,64+ 15,4 1,4+ 4,7
Ypanbckuii O 6,82+ 12,5 9,72+ 9,8 5,43% 8,4
Cubupckuit 0 2,89+ 12,0 10,22+ 21,9 3,71+ 8,8
JanbHeBoCTO4HbI PO 2,79+ 9,2 14,89+ 18,4 2,41+ 23,4
CeBepo-Kaeka3sckuit @0 8,7+ 11,1 0,83+ 5,2 0,83+ 5,2
Mockea 15,03+ 39,1 4,26+ 10,6 0,18+ 1,6 0,08+ 0,9
CaHkT-lMeTepbypr 0,08+ 0,9 9,23+ 11,1 5,02+ 9,4
o o \ \ \
LleHTpanbHbIN deaepanbHbIit OKpyr ‘ ‘ ‘
o o \ \ \
CeBepo-3anafHbliit defepanbHbI OKpYr ‘ ‘ ‘
\ \
HOKHbI depepanbHbIi OKpyr 64,3 ‘ ‘
\ \
MpuBoNXKCKMIA GelepanbHblii OKpYr ‘ ‘
\ \
Ypanbckuii depepanbHbiii OKpyr ‘ ‘
\ \
Cubupckuii degepanbHbliii OKpyr ‘ ‘
\ \
[lanbHEeBOCTOUHBIN deaepanbHbIit OKpYr \ \
\ \
CeBepo-KaBKa3cKkuii deaepanbHblii OKpyr \ \
\ \
MockBa 63,0 \ \
\ \
CaHKT-lMeTepbypr \ \
I |
80 100 %
Puc. 64. TlpuMeHeHre OPOHXOANIATATOPOB Y MALMEHTOB ¢ MYKOBUCLIUIO30M.
o . \ \ \
LleHTpanbHbIV degepanbHblii OKpyr ‘ ‘
\ \
CeBepo-3anagHbii desepanbHblit OKpYr ‘ ‘
\ \
HOXKHbIV depepanbHbliii OKpyr ‘ ‘
\ \
MpuBOMKCKUIM deaepanbHblit OKpYT | |
\ \
Ypanbcknin depepanbHbiii OKpYr ‘ ‘
\ \
Cubupckuii pegepanbHblii OKpyr ‘ ‘
\ \
[anbHeBOCTOUHbIN deaepasnbHbli OKpYr \ \
\ \
CeBepo-KaBKa3sckuii desepasnbHblit OKPYr \ \
\ \
Mocksa \ \
\ \
CaHkT-lMeTepbypr 47,2 \
|
20 40 60 %

Puc. 65. IlpuMeHeHMe MHTAISIIUOHHBIX IIIOKOKOPTUKOCTEPOUIOB Y MAIIMEHTOB ¢ MYKOBHCIIMIO30M.
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JleyeHne

LleHTpanbHbIN depepanbHbIi OKpyr
CeBepo-3anagHblit peaepanbHbli OKpyr
KOKHbIV depepanbHblii OKpyr
MpuBOMKCKUIN desepanbHbIi OKpYr
Ypanbckuii pegepanbHbiii OKpyr
Cnbupckuii degepanbHbiii OKpyr
[anbHeBOCTOUHBIN PpeaepanbHbIi OKpYr
CeBepo-KaBKasckuii desepasibHbli OKpYr
MockBsa

CaHKT-lMeTepbypr

Puc. 66. l_[pl/IMeHCHI/IC CUCTEMHBIX TNIIOKOKOPTUKOCTEPOUIOB Y IMAIUEHTOB C MYKOBUCHIUIO30M.

LleHTpanbHbIV depepanbHbliii OKpyr
CeBepo-3anagHblil desepanbHblii OKpyr
HOKHbI depepanbHbI OKpYr
MpuBOMKCKUIN deaepanbHbIin OKpyr
Ypanbckuii pepepanbHbivi OKpyr
Cubupckuii degepanbHbiii OKpyr
JanbHeBOCTOYHbIN deaepanbHbli OKpyYr
CeBepo-KaBKa3sckuii deaepasibHbli OKpYr
MockBsa

CaHKT-lMeTepbypr

LleHTpanbHbIV degepanbHblii OKpyr
CeBepo-3anagHbii desepanbHblit OKpYr
HOKHbIV depepanbHbliii OKpyr
MpuBOMKCKUIA deaepanbHbli OKpYr
Ypanbckuii deaepanbHbii OKpyr
Cubupckuii degepanbHblii OKpyr
[anbHEeBOCTOUHbIN deaepanbHblit OKpyr
CeBepo-KaBKa3ckuit dpesepasbHblii OKpyr
MockBsa

CaHkT-lMeTepbypr

\
\
|
6

12 %

\

\

|
20

\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
|
0

Puc. 68. IIpuMeHeHMe a3UTPOMUIIMHA B CyOMHTMOUPYIOIINX 103aX Y MALMEHTOB ¢ MyKOBUCIIMIO30M.
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PerucTtp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit Pepepaumn. 2022 rog,

LleHTpanbHbIN deaepanbHbIi OKpyr
CeBepo-3anagHblii peaepanbHbli OKpyr
HOKHbIV denepanbHblii OKpyr
MpuBOMKCKUM deasepanbHblit OKpYr
Ypanbckuii depepanbHbiii OKpyr
Cubupckui degepanbHbiii OKpyr
[lanbHeBOCTOUHbIN deaepanbHbIi OKpYr
CeBepo-KaBKasckuii deaepasibHbI OKpYr
MockBsa

CaHKT-lMeTepbypr

Puc. 69. IlpuMeHeHMe ypcone30KCUX0IEeBOM KIUCIOTHI Y TAIIMEHTOB C MYKOBUCIIUIO30M.

LleHTpanbHbIV degepanbHbiii OKpyr
CeBepo-3anagHblil desepanbHblii OKpyr
HOKHbI deaepanbHbI OKpyYr
MpuBoOMKCKUIM deaepanbHbIN OKpYr
Ypanbckuii desepanbHbiii OKpyr
Cubupckui degepanbHbiii OKpyr
[anbHeBOCTOYHbIN deaepanbHbli OKpyr
CeBepo-KaBKa3cKkuii deaepanbHblii OKpyr
Mocksa

CaHKT-lMeTepbypr

\
\
\
\
%
80

100 %

Puc. 70. [IpumeHeHre maHKpeaTnuyecKnx GepMEHTOB Y MALMEHTOB C MyKOBUCIIMIO30M.

LleHTpanbHbIV degepanbHblii OKpyr
CeBepo-3anaaHbii desepanbHblit OKpYr
HOKHbIV depepanbHbliii OKpyr
MpuBOMKCKUIA deaepanbHbli OKpYr
Ypanbckuii deaepanbHbIvi OKpyr
Cubupckuii degepanbHbliii OKpyr
[anbHeBOCTOUHbIN deaepanbHbli OKpYr
CeBepo-KaBKa3ckui pesepanbHblii OKpyr
Mocksa

CaHkT-lMeTepbypr

%

\

30,3 ‘

\ \ \

13,2 \ \ \

\ \

27,3 | \

\ \

20,7 \ \

\ \

21,0 \ \

\ \

27)9 \

\ \ \

14,5 \ \ \

\ | | \

32,7 \

[ [ [ \

8ja \ \ \

, | | | |
10 20 30

Puc. 71. IIpuMeHeHUEe MHTUOUTOPOB MTPOTOHHOM MOMITBI Y MAlMEHTOB ¢ MYKOBUCIIMIO30M.

40 %
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JleyeHne

LleHTpanbHbIN deaepanbHbli OKpyr 83,5

CeBepo-3anagHblii peaepanbHbli OKpyr 83,1
HOXKHbIV denepanbHblii OKpyr 85,1
MpuBOMKCKUM deaepanbHbli OKpYr 86,9
Ypanbckuii deaepanbHbii OKpyr 85,7
Cnbupckuii degepanbHbiii OKpyr 91,5

[anbHeBOCTOUHBIN deaepasibHbIi OKpYr
CeBepo-KaBKa3sckuii desepasibHblit OKpYr 88,1
MockBsa

CaHKT-lMeTepbypr

Puc. 72. TlpumeHeHue KUPOPACTBOPUMBIX BUTAMUHOB Y TIAIIMEHTOB C MyKOBUCIIMIO30M.

LleHTpanbHbIV degepanbHbliii OKpyr 68,6

CeBepo-3anagHbii deaepanbHblii OKpYr 72,5
HOKHbI deaepanbHbIi OKpyr
MpuBoAXKCKUIM deaepasnbHbI OKpYyr
Ypanbckuii depepanbHbii OKpyr
Cubupckuii degepanbHbiii OKpyr
[anbHeBOCTOYHbIN deaepanbHbli OKpyr
CeBepo-KaBKa3cKkuii deaepanbHblii OKpyr
Mocksa

CaHKT-lMeTepbypr

LleHTpanbHbIV degepanbHblii OKpyr
CeBepo-3anagHbii desepanbHblit OKpYr
HOXKHbIV depepanbHbii OKpyr
MpuBOMKCKUIA deaepanbHbli OKpYr
Ypanbckuii deaepanbHbIi OKpyr
Cnbupckuii pegepanbHbliii OKpyr
[anbHeBOCTOUHbIN deaepanbHblit OKpYr
CeBepo-KaBKa3ckui dpesepasibHblii OKpyr
MockBsa

CaHkT-lMeTepbypr

100 %

Puc. 74. TIpuMeHeHUe KUCIOPOAOTEPAIIMU Y MALMEHTOB C MYKOBUCIIUIO30M.

14 %
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PerucTtp nauueHToB ¢ MykoBucuugo3om B Poccuiickoit Pepepaumn. 2022 rog,

LleHTpanbHbIN deaepanbHbIi OKPyYr
CeBepo-3anagHblii deaepanbHbli OKpyr
KOKHbIV denepanbHblii OKpyr
MpuBOMKCKUM desepanbHbli OKpYT 46,8

Ypanbckuii desepanbHbii OKpyr

[lanbHeBOCTOUHBIN dpeaepanbHbIit OKpYT
CeBepo-KaBKa3sckuii desepasibHbli OKpYr
MockBsa 52,7

CaHKT-lMeTepbypr

\
\
\
\
\
\
\
\
\
\
) ) |
Cnbupckuii degepanbHbiii OKpyr 50,1 |
\
\
\
\
\
\
\
\
|

| | |

T T T

0 10 20 30 40 50 60 %

Puc. 75. Tlpumenenue CFTR Momy/isITOpOB y TalIMEHTOB ¢ MyKOBUCLIMIO30M.
TpaHcnnaHTauus

B 2022 r. TpeM 00JIbHBIM MYKOBUCLIMIO30M ObL1a MPOBEACHA TPAHCIUIAHTALIMS TIEYeHU, TPOUM
0OOJIbHBIM — TpaHCIUIaHTaLMs JieTKuX. Yucno TpaHcmnanTanuii 3a 2011—2022 rr. mpencrapiieHO

B Taobu. 35.

Tabauua 35

Yucaro mpancnaanmanuii aeexux u nevernu 3a 2011-2022 ee.

loa 2011 r. 2012r. \ 2013r. |
2009r - 1(0) -
2011r 1(1) - -
2012r 2(2) 1(1) -
2013r 2(1) - -
2014r 1(0) = =
2015r 9(7) 3(3) -
2016r 6(6) - -
2017r 8(6) - -

2018r 9(7) 4(3) 1(1)
2019r 7(4) 2(2) -
2020r 5(1) 2(0) =
2021r 3(3) 4(0) -
2022r 5(3) 3(3) -
Bcero 58(41) 20(17) 1(1)
[pumeyanue: B ckobkax npesncTaBneHo Ymcno 6obHbIX XuBbIX nocne onepaumii Ha 31.12.2022.
lMpon3Benena 1 TpaHcnnaHTaLns NETKUX 1 NeYeHH, AaHHbIE NaLMeHTa He BHECEHB! B PETUCTD U B TabMLE He MPUBOASTCS.
BbpkuBaemMocTb

B Teuenue 2022 r. ymep 31 maumeHT (15 My*KCKOTO 110J1a), U3 HUX 28 B3pOCIbIX (14 MyXUMH).
[MpuunHoit cMepTy 27 U3 HUX SBJISUIOCH OPOHXOJIETOUHOE MMOPaXKEeHUE.

Cpennuii Bo3pact cMepTu coctaBuia 28,1 £ 9,2 romga, MenraHa Bo3pacta cmeptu — 26,6 (13,7)
roga. MUHMMAIbHbBINM BO3pACT CMEPTU — 7,6 JI€T, MAKCUMAaJIbHBIA B 43,5 JeT.

3aknioyeHuve

Takum 006pa3oM, B perucTpe MpeacTaBlieHa ITMHAMUKA ITOKa3aTesieil, XxapaKTepu3yIOIInX
3II0POBbBE IeTEH 1 B3POCIBIX ¢ MYKOBUCIIMIO30M 3a TIpomrenmme 12 et B 82 cyobeKTax eme-
pamun. DTO MO3BOJISICT OLICHUTD TEKYIIYIO CUTYallMIO B CTPAaHE U B PETMOHAX, IEMOHCTPUPYET
5 HEKTUBHOCTD IMPOBOIUMOIT MEIUITMHCKOM TTOMOIIM MMAIlMeHTaM M CTUMYJIMPYET paboTy 1o
ITONCKY (D (DEKTUBHBIX OPTaHN3AIIMOHHBIX, TUATHOCTUICCKUX, TePATIEBTUICCKIX 1 IIPODIIaK-
THYCCKUX MEPOIIPUSITHNA IIJIST TTOBBIIIICHUST YPOBHSI 3M0POBbS, KAUeCTBA U IIPOIOJLKUTEIEHOCTH
KW3HU JIIOAeit ¢ MyKOBUCIIIO30M.
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11.YucnenHocts HaceneHus Poccuiickoit Menepauiyiyi Mo MyHULIMITAILHBIM 00pa30BaHUSIM Ha
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YcnoBHble 0003Ha4YeHUus

M= SD — cpenHee * cTaHIApTHOE OTKJIOHEHMUE;

Me - meguaHa;

IQR - UHTEepPKBapTUJIBHBIN pa3Mmax;

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

®XKEJI — popcupoBaHHas )XKM3HEHHAs] EMKOCTD;

O®B1 —006BeM hoOpCcHPOBAHHOTO BBIIOXA 3a 1-10 CEKYHIY;
WUMT — uHaekc Macchl Tena

NPT - uMMyHOpEeaKTUBHBIN TPUIICUH
MBTP-MyKoBUCUMIO3HBII TpaHCMEMOPaHHBIN PETYISITOD
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Mpunoxenus

NMPUJTOXKEHMUE 1

MepeyeHb pgaHHbIX Poccuiickoro perncrtpa 60sbHbIX MYKOBUCLUL030M

Aemorpadpuyeckue gaHHbie

Topon, B KOTOpOM pacIookeH HEHTP

®UO nanumeHra

PervoH npoxuBaHus

lon HaGmronmeHUsE

Ton poxnaeHust

Mecsi poxaeHust

Yucno poxaeHus

Ilon

Bo3spacT (Ha 31 mekabpst OTYETHOTO roia)

CraTyc nanmeHTa:
— XuB Ha 31 mexadpsl OTYETHOTO roja;
— norud B OTYETHOM rofay

Ecnu ymep, To 3amonHsIeTCS 1aTa CMEPTH:

— rof;

— MECHII;

— YHCIIO

IIpuuuHa cmepTu:

— OpOHXO0JIeroYHas;

— TICYCHB;

— TpaBMa;

— CYMUMI,

— TpaHCIUIAHTAIINS;

— Ipyrasi, CBI3aHHAsI ¢ MyKOBUCIIMIO30M, CJICIyeT yKa-
3aTh Kakas (Harmpumep, CHHIPOM TiceBno-bapTrepa,
aMWIOMNIIO3, OHKOJIOTHUS 1 1p.);

— npyrasi, He CBSI3aHHasl ¢ MyKOBHUCIIMIIO30M

AuvarHos

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

ITpoBOAMIIOCH JI TEHETUYECKOE MCCIIEI0OBAHUE:
— [a;
— HeT

IlepBbiii TeHeTUUECKUIT BapMaHT HYKJEOTUAHON MO-
cnenoBareabHocTH TeHa CFTR

IlepBbiii TeHeTUUECKUIT BapMaHT HYKJEOTUAHON MO-
cnenoBateabHocTu reHa CFTR2 (Ecnu Ha omHoit
XpOMOCOME JBa T'eHEeTUYECKUX BapMaHTa, TO 31eCh
MUIIETCS Ha3BaHUE BTOPOI'0 TeHETUYECKOTO BapUaHTa.
Ecnau ero HazBaHUSI HET B MeXAyHapoOIHOI 0a3e
maHHBIX http://www.genet.sickkids.on.ca, To B mepBom
CTOJIONE MUIIEeTCS: APYToii, a BO BTOPOM — Ha3BaHUE
T€HETUYECKOTO BapraHTa)

BTopoii reHeTuYecKuii BapuaHT HYKJICOTUIHON MO-
cnenoBareabHocTH TeHa CFTR

Btopoii reHeTMYecKuii BapraHT HYKJIEOTUIHOI mocie-
noBareabHOCTH TeHa CFTR 2 (110 aHamoruu ¢ repBoit
MyTanueit)

HeoHaTtanbHbIl CKPUHUHT:
— TIOJIOXUTEIbHBIIA;
— OTpULIATEIbHbIN;
— pe3yJbTaT HEM3BECTEH;
— He nefaanu
HapyieHue TpaHcanuTeIMaaIbHOTO MIOHHOTO TpaHCIOpTa
(pa3HOCTb Ha3aJIbHBIX MOTEHIIUAIOB, OMOIICUM TOJICTOMU
KMIIKHU):
— TOJIOXUTEIbHAS;
— OoTpuLaTeIbHAasl;
— He nejanu
IToToBHIi TECT:
— TUTPOBAHUE;
— MPOBOAUMOCTD;
— He nejanu
DNEKTPOITUTHI
— XJIOPUIBI;
— Apyrue;
— He nefaanu
VYpoBEHb XJIOPUIOB
IToTOBBII TECT ITOBTOPHBIIA:
— TUTPOBAHUE;
— MPOBOAUMOCTD;
— He nefaanu
DIIEKTPOJUTHI TOBTOPHEIE:
— XJIOPUIBI;
— Apyrue;
— He nefaanu
YpoBeHb XJIOPUI0OB ITOBTOPHBII
MeKoHMEBBIN Hieyc:
— J1a, OTIEpUpPOBaH;
— J1a, HE OTIEPUPOBAH;
— J1a, HE U3BECTHO, ObLJIa JIM Orepalus;
— HEeT
Tepanus

Wuransuuu runepronndeckoro pactsopa NaCl B ot-
YETHOM TOIy:
— Ja (ecii cyMMapHOe YUCIO JHEW WHTAISIIUN —
6omee 3 mec.);
— HeT;
— He 3Halo
WHransum MaHHUTOA:
— Ja (ecii cyMMapHOe YUCIO THEW WHTaISIIUA
6omee 3 mec.);
— HET;
— He 3Halo
[ToBTOpHBIE KypChl MHTAJSIIIUOHHBIX aHTUOMOTUKOB B
OTYETHOM TOMY:
— Ja (ecii cyMMapHOe YUCIO THEW WHTaISIIUA
6omee 3 mec.);
— HET;
— He 3Halo
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BHyTpuBeHHBIC aHTUOMOTHUKM B OTYCTHOM TOIY:
— Ja (maxke ecjiv IpOBeIeH OOUH KypPC BHYTPUBEHHOM
Tepanuun);
— HeT;
— He 3Ha
TabneTupoBaHHbIE aHTUOMOTUKU B OTYETHOM TOAY:
— Ia (maxe ecJIM IIPOBEICH ONWH KypC aHTUOMOTHKOB
BHYTDb);
— HeT;
— He 3Ha
JnutenvHble (MMOBTOPHBIE) KYPCH MHTANSIITMOHHBIX
OpOHXOIUIATATOPOB B OTYCTHOM TONY:
— na (ecnW cyMMapHOE YMCJIO THEW WHTaISINNA —
6oiee 3 mec.);
— HeT;
— He 3Ha[
[ToBTOpPHBIC KYypCHI (ITUTEIHFHOE TPUMEHEHIE) MHT IS -
IIMOHHBIX CTCPOUJIOB;
— na (ecnW cyMMapHOE YMCJIO THEW WHTaISINNA —
6oiee 3 mec.);
— HeT;
— He 3Ha[
[ToBTOpPHBIC KYypCHI (ITUTEIHFHOE TPUMEHEHIE) CUCTEM-
HBIX CTCPOUIOB:
— nma (ecnm cyMMapHOE YMCJIO THEi Teparmuu — bosee
3 Mec. WM MpOBEIeHO He MeHee 3 KypcOB B TOI
MapeHTepaTbHO MPOIOJLKUTEILHOCTHIO HE MEHEe
14 mHeir);
— HeT;
— He 3Ha
Kucnoponoreparnust B OTYETHOM TOMY:
— nma (eca CyMMapHOE YHCJI0 THEH KUCIOPOIoTepaIrum
B rox 6oiyiee 3 Mec., U3 pacueTa He MeHee 12 1
KHCIIOPOIOTEPAIINU B CYTKH)
— HeT;
— He 3Ha
JopHasa anbda B OTICTHOM TOIY:
—na
— 2,5 Mn (2,5 mr) 1 pa3/cyT.
— 2,5 v (2,5 mr) 2 pasza/cyT. (2- WHTAISIIMS 9epes
MYHIIITYK)
— 2,5 mi (2,5 mr) 2 pasza/cyT. (2- WHTAISIIMS 9epes
[Tapu cunyc)
— HeT
— He 3Ha[
[TocTostHHOE TIpUMEHEHNE a3UTPOMHUITINHA (MU IPYTOTO
MaKpOJIMIa) B OTYCTHOM TOMY:
— 1a (ecIm cyMMapHOE YMCJIO THEH mpueMa — Oosee
3 Mec.);
— HeT;
— He 3Ha[
VYpcone3okcnxosieBast KMCJIOTAa B OTYCTHOM TOMY:
— 1a (ecIm cyMMapHOE YMCJIO THEH mpueMa — Oosee
3 Mec.);
— HeT;
— He 3Ha[
IMankpeatnyeckue (pepMEHTHI B OTYCTHOM TOMY:
— 1a (ecIm cyMMapHOE YMCJIO THEH mpueMa — Oosee
3 Mec.);

— HET;
— He 3Ha[
MHrIOUTOPH TPOTOHHOM TTOMITBI B OTYETHOM TOIY:
— n1a (ecnu cyMMapHOeE Yuciio AHel mpuema — Gosee
3 Mec.);
— HET;
— He 3Ha[
ZKupopacTBoprMbie BUTAMUHBI
— n1a (ecnu cyMMapHOeE Yucio AHel mpuema — Gosnee
3 Mec.);
— HET;
— He 3Ha[
Kunesurepanust
— nma (ec cyMMapHOE€ YMCJIO JHEil MPOBENCHUS —
ooree 3 mec.);
— HET;
— He 3Ha[
CFTR MonyngaTopsr:
— WBakadrop
— JIymakacdrop / UBakadTop
— Tezakadrop /MBakadrop + MBakabrop
— DnekcakadTop/Teszakadprop/MBakacdhTop + UBa-
KaTop
— Hpyroe
HewnBasuBHasT BeHTUISILINS JIETKUX (€CIM CYMMapHOE
YHCIIO THEU TTpoBeaeHUsT — Oojiee 3 Mec.):
— CPAP (pexxuM MOCTOSHHOTO ITOJOXHMTEIbHOTO
JABJICHUS B IBIXaTEIbHBIX TyTSIX)
— BiPAP (pexuMm IBYXypOBHEBOTO ITOJIOXHUTEIHHOTO
JABJICHUS B IbIXaTEJIbHBIX MYTSIX
O6cnepoBaHue

#Macca meaa, UMeBILIASICSL B I€HD JIYYILIETO ITOKa3aTest
O®BI, ecnn He aenanu OB/, To mocienHee 3HaYESHUE
Macchl TejJla B OTIYCTHOM TOMY.

#Pocm, nMeBIINIiCS B IeHD JTydiiero rmoxkasatens OPBI,
eciim He aenany @BJI, To nmociaenHee 3HaYeHUE pOCTa
B OTYCTHOM TOLY.

#Mecay aynweeo nokazamens OPB, B OTYETHOM ToLy,
ecim He nenanu OB/, To g7aTa M3MEpeHMST pocTa U
Macchl Teja.

#Yucno ayumeeo nokasamenss ODB, B OTYETHOM TOLY,
ecim He nenanu OB/, To g7aTa M3MEpeHMST pocTa U
Macchl Teja.

#/lymwuii nokazsameas OPB, B OTYECTHOM TO11y (B JIUTPax)

#/lyuwuil noxkazamens ©XKEJI B oT9eTHOM rofy (B JIUTPAXx)

#/lywwuii noxasameno OPB, B oTyeTHOM roxy (B %)

#Jlymwuii noxkazamenv ©XKEJI B otueTHOM TOn1y (B %)

MukpoGuonorus

Kputepun xpoHnyeckoit ”HQEKIIMY OTpaXkeHbI B pa3nese
«Mukpobuonaorus»
P.aeruginosa:
— J1a, XPOHUYECKNU;
— n1a, XoTs1 Obl 1 pa3 B rof WM MeHee YeM B TI0JIOBUHE
TIOCEBOB / HE XpOHMYECKas;
— HET;
— He 3Ha
S.aureus
— n1a, XoTs1 Obl 1 pa3 B rof WM MeHee YeM B TI0JIOBUHE
TIOCEBOB / HE XpOHMYECKas;
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— J1a, XpOHUYECKUI;
— HET;
— He 3Halo
B.cepacia complex
— n1a, XOoTs1 Obl 1 pa3 B To1 WM MEHEE YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKAsT;
— J1a, XpOHUYECKUI;
— HET;
— He 3Halo
Hety0epkyne3Hble MUKOOAKTEPUU
— nma (boJiee IMOJIOBUHBI BHICEBOB 3a OTYCTHBIN IO, IIPHU
YCJIOBUY TIPOBEICHUS HE MeHee 4 TI0CEBOB);
— HET;
— He 3Halo
S.maltophilia B oTyeTHOM TOIY
— n1a, XOoTs1 Obl 1 pa3 B Toj1 WM MEHEE YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKAs;
— J1a, XpOHUYECKUIA;
— HET;
— He 3Halo
Escherichia coli
— na (6osiee MOJOBUHBI BBHICEBOB 32 OTYETHBIN Toj,
MIpY YCIOBUM IIPOBEICHUS HE MEHee 4 IOCEBOB),
00s13aTeJIbHO YKa3aHWe JIJAaTUHCKOTO Ha3BaHUSs
MUKpPOOpPraHu3Mma;
— HET;
— He 3Halo
Haemophilus influenzae
— n1a, XOoTs1 Obl 1 pa3 B To1 WM MEHEE YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKAsT;
— J1a, XpOHUYECKUIA;
— HET;
— He 3Halo
OcnoxHeHus (B OTYETHOM roay)

AJIeprnyecKuii OpOHXOJIETOYHBIN acIiepruuie3 (KpuTe-
puM oTpaxkeHsI B pasnene «OCIoXKHEHUS»)
— B HACTOSIIIMM MOMEHT;
— HeT;
— He 3Ha
Jnaber
— HeT;
— I1a, JICYeHNEe UHCYJIMHOM €XeTHEBHO;
— Ja, JeYeHUe TabJIeTUPOBAHHBIMM TUIIOTIIMKEMIYC-
CKHMU IIpeTrapaTaMu
— I1a, TOJIbKO ITHeTa
— I1a, JICYCHNEe HEM3BECTHO
ITneBMoOTOpaKc
- Ia, IpeHaX IUIEeBPAIbHOM MOJIOCTH
- a, HaOmoneHue
- 1a, 1e4eHNe HEU3BECTHO
- HEeT
[MopaxkeHne meyeHn (0 KpuTepusx B pasgene «Ociaox-
HEHUSI»):
— IUPPO3 C TUIIEPTCH3NCH /TUTICPCIICHU3MOM;
— IUppo3 0e3 TUIePTECH3UN/TUTICPCIICHI3Ma;
— 1Uppo3 6e3 MHHOPMALIMU O TUIIEPTCH3UN/TUTIEP-
CIUICHU3ME;

— MopaxeHue meyeHu 6e3 nupposa (oTMeyaeTrcs
MopaxeHune MeYeHU TPU BUPYCHBIX TeNaTUTaX U
KMPOBast UHOWIBTPALUS TICYCHH );

— HET;

— He 3Ha[

OcTeoropo3
Kputepuu muaraoctnku — CaHmkeHne MIIK z score Himke

2 CUTMaJbHBIX OTKJIOHCHUM M HU3KO3HEPTETUICCKUIA

mepesioM

- Ja

- HEeT

- HET TaHHBIX

BripaxeHHoe JleroyHoe KpoBoTeueHUe (6osee 250 mi

OITHOMOMEHTHO):

— 1a, XOTsl Obl OIUH pa3s;

— HET;

— He 3Ha[

Hanmuue oHKoOJMOrMYecKoro 3aboseBaHus (B OTYCTHOM

TOIY WU KOTIa-I100 B KU3HU ITalleHTA):

— na;

— HET;

— He 3Ha[

MaHkpeaTuyeckui ctatyc

dexanpHasg 3/macTasa 1:
—< 200HT/T OMTHOKPATHO;
—< 200HT/T TBAXKIIBI;
—> 200 HT/T OMHOKpPATHO;
—> 200 Hr/T ABAXHI;
— He OIpenessiach
DIEKTPOIUTHBIE pacCcTpoiicTBa (CMHIAPOM IICEBIO-
baptrepa):
— 11a;
— HET;
— He 3Ha[
Ocreoropo3 (HM3Kask KOCTHAsI Macca):
— na (ecin Z-KpUTEPpUA TP MPOBEICHUN OCTEONCH-
CUTOMETPUU HIXeE 2);
— HET;
— He 3Ha[
CuUHyCHUT:
— CUHYCUT C TOJIUTIAMU;
— CUHYCUT 0€e3 IOJIUIIOB;
— He 3Ha[
AMMIONI03 B OTYETHOM IOy
— 11a;
— HET;
— He 3Ha[
CUHIPOM OUCTATbHON MHTECTUHAIBHON OOCTPYKIINN:
— 11a;
— HET;
— He 3Ha[
TpaHcnnaHTauus

TTpaHcraHTaUs TIEYEHU:
— 11a;
— HET;
— He 3Ha
Hara (rom) mocienHell TpaHCIUIAHTAIIUM TIeYeHU (ecIn
IIPOBOIMJIACH M0 MY B TCUCHUE OTYCTHOTO rofa)
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TpaHcrutaHTaus JIErKUX TpancruiaHTalys Io4YeK
— na; — na;
— HET; — HET;
— He 3Halo — He 3Hao

Hata (rom) mocienHell TpaHCIIaHTaMU JeTkux (ecau  JlaTa (Tom) mocieqHel TpaHCIUIAaHTAIIMM ITOoYeK (eciin

IIpoBOAMJIaCh 1O WJIN B TCUEHUEC OTYECTHOTO rona) IIpoBOAMNJIaCh 1O NJIN B TCUHECHUEC OTYECTHOTO roaa)

Kputepum BknioyeHus naumeHToB
B Poccuiickuii peructp 60JibHbIX MYKOBUCLUA030M

B peruncTp BKIIIOYAIOTCS MAIIMEHTHI TOJIBKO C IMMOATBEPXKICHHBIM THarHO30M. JImarHos Imom-
TBEPXKIACTCSI B COOTBETCTBUM CO CIICAYIOIINM KPUTCPUSIMU:
1. JIByKpaTHBbII MOJOXUTEIbHBIN TTOTOBBIN TECT:
— XJI0pUIbl > 60 MMOB/IT;
Wi
— NPOBOAUMOCTH ToTa > 80 MMOJIb/JT;
Wi
— xyopuabl > 60 MMOJIb/J1 + MPOBOAMMOCTD MOTa > 80 MMOJIb/JI.

2. OQHOKpATHBII MOTOBBIN TECT ¢ XJopuaaMu > 60 MMOJIb/JI WX IIPOBOAMMOCTh nota > 80
Mmmoib/n1 u JJHK-aHanu3 ¢ onHUM win ABYMSI UAEHTUMDUIIMPOBAHHBIMU IT'€HETUYECKUMU
BapuaHTamu B reHe CFTR.

3. OmHOKpATHBIM MOTOBBIA TeCT ¢ XJaopuaaMu > 60 MMOJIb/JI WX IIPOBOAMMOCTh mota > 80
MMOJIb/JI U TIOJIOXKUTENIbHBINM pe3yabTaT HeoHaTadbHoro ckpuHuHra (MPT-1 > 70 Hr/mn;
WUPT-2 > 40 ur/mn).

4. OQHOKpaTHBII MOTOBBIN TECT ¢ XxJopuaaMu > 60 MMOJIb/JI WX MIPOBOAMMOCTb mota > 80
MMOJIb/J ¥ KJIMHUYECKasl KapTUHA ¢ XapaKTePHbIMU CUMIITOMaMU MYKOBUCLIMIO3a.

5. 3HavyeHue XJIOPUAOB B TOTOBOM TecTe < 60 MMOJIb/JT UJIW MTPOBOAUMOCTD ToTa < 80 MMOJIb/JI:
TOIJA HY>KHO UMETH 2 U3 4 CIeAYIOIIUX KPUTEPUEB:

— JHK-aHanu3 ¢ oqHUM Uu AByMsI UAEHTU(DUIIMPOBAHHBIMU T€HETUYECKUMU BapraHTaMMU,
BbI3bIBAIOIIIMIM MYKOBUCIIHUI03,

— MOJIOKUTENIbHBIN pe3yabTaT HeoHaTaibHOro ckpuHuHra (MPT-1 > 70 ur / mu; UPT-2 >
40 =HT / MIT);

— IOKa3aTejib Pa3HOCTU TPAHCIIUTCINATIbHBIX (HaSEUIbHBIX) ITOTCHIIMAJIOB, ITO)ITBep)K,HaIOH_[I/Iﬁ
JIMAarH03 MYKOBUCIIUIO3;

— KJIIMHWYECKasl KapTUHA, ¢ XapaKTePHbIMU CUMIITOMAMU MYKOBUCLIMIO3a.

JAononHuTtenbHble 00bACHEHUS MO BHECEHUIO Noka3aTtenei
B Poccuimckuia perncrtp

MoToBbIN TecT

Eciu notoBblii TeCT He ObLT MPOBENEeH, OTMEUaTe «He nejalv». ECIu MOTOBbIN TECT «He
Jiesaan», TO JOJDKHBI ObITh yKa3aHbl 00€ MyTallMy B FeHe MyKOBUCIIMI03a.
1. TToTOBBIIA TECT: 3aHOCUTCSI TUIT TIOTOBOTO TecTa (TUTPOBAHWE WU TTPOBOIUMOCTD).
2. DIEKTPOJUTHI: MPEANOUYTUTEbHBIM SIBJISIETCS UBMEPEHUE KOHLIEHTPALIMU XJI0PUAO0B.
3. YpoBeHb XJIOPHUIOB: 3aHOCUTE YPOBEHb XJIOPUIOB B MIJIIUMOJISIX Ha JINTP (MMoJIb/7). Eciu
B OIMH W TOT e JieHb ObLIM CAeJIaHbl ABe MPoObl, 3aHOCUTCS O0Jiee BLICOKUI MOKa3aTeNb.
4. Bo3aMOXHO orpe/esieHre TPOBOIMMOCTH, 9KBUBAJIEHTHOM YPOBHIO XJIOPUIOB (MMOJb/). Ecin
B OIMH UM TOT e JieHb ObLIM CAeJIaHbl ABe MPoObl, 3aHOCUTCS 60J1ee BLICOKUI MOKa3aTeNb.
5. OnTuMalibHO coYyeTaHMWe ABYX METOAMK: OIpeNesieHue XJA0PUI0B U OIpeneseHrue mpoBo-
JIUMOCTH.
IIpumedaHue: ypoBeHb 3HAYCHUI XJIOPUIOB MOXKET OBITh OT 1 10 160 MMOJIb/JT; TPOBOAMMOCTH
ot 1 mo 170 mmoup/n. Eciu y manuenTa xiopunsl > 160 MMOJb/J1, a IpOBOIMMOCTE > 170
MMOJIb/J, TIOTOBBIN TeCT HYKHO TIepeneiaTh.
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Mpunoxenus

CnupomeTtpus

Llens yuyera maHHBIX TTO criupoMeTpuun B PoccuiickoM perucrpe 60abHBIX MYKOBUCIMIO30M
— IOJIy4e€HUE CTaHIAPTU3MPOBAHHBIX IOKAa3aTeJieil I CpaBHEHUs C APYTMMU LIEHTpaMu,/
CcTpaHaMM U JIJISI UCIIOJIb30BaHMsl 3TOM MHGOPMALMK B CITELIMAIbHBIX SIMAEMUOIOTMYECKUX
uccienoBaHusix. HekoTopele Mmoka3aTesu, MojydaeMble B OTIEIbHBIX LIEHTPaX, MOTYT He
COOTBETCTBOBATh 3allpalliiBacMbIM (CM. HUXe). B CBSI3U ¢ 3TUM B PErUCTP MOIYT ObITh
3aHECEHbI TOJIBKO TE IT0KA3aTe/Il, KOTOPhIE COOTBETCTBYIOT €r0 KPUTEPUSIM.

CrnupoMeTpust J0JKHA IIPOBOIUTBLCS B COOTBETCTBUM CO CTAHIAPTHBIMU PEKOMEHIALIMSIM AMe-
PUKaHCKOTo TopakanbHOro u EBpomneiickoro peciuparopHoro ooiiects (ATS/ERSguidelines):

1. O6uIMe MPUHLMITEL oTpeaeaeHUsT YHKIMOHAIbHBIX nmoka3aTeneil jerkux (http://www.
ers-education.org/pages/default.aspx?id = 2005&idBrowse = 37467&det = 1).

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

Boee Toro, st 3am0JHEHUST PErUCTpa JOJKHBI ObITh COOIIOACHBI CIENYIOIINE KPUTEPUN:

1. ITepen n3amepeHreM HEOOXOINMO:

a) yKasaTh AaTy POXICHMUS, I10J1 U POCT MallMeHTa AJIsI pacyeTa JOJKHBIX 3HAYCHMUIA;

0) cnupoMeTpus MOJKHA MPOBOAUTHCA 03 MPUMEHEHUsI OPOHXOAMIATATOPOB (BpPEMSI C
MOMEHTA IIOCJIEIHET0 MpHUeMa IIperapaToB KOPOTKOIO ACHCTBUS JOKHO COCTABIISTh HE
MeHee 4 4, IJIMTeIbHOIO AeHCTBUSI — He MeHee 12 ).

2. Pesynbrathl:

a) M3 JaHHbIX, 3aHECEHHBIX B PETUCTPhI PETMOHAIbHBIX LIEHTPOB, Uit Poccuiickoro perucrpa
JIOJIKHBI OBITh BHIOPAaHBI HAMJIYYIIKE B OTYeTHOM roay rnokasarean ODPBI1(%monxk.),
BbIpaXKCHHBIE B JINTPAXx;

6) kaxnpiii mokasateab O®B1 u ®XKEJI nokeH ObIThH MIPEACTAaBIEH B JINTPAX C YKa3aHUEM
3HAYEeHMI 10 COTHIX (2 3HaKa MocJe 3arsToi);

B) nokaszatenb MXKEJI nomkeH ObITh OoJbIlle MM paBeH nokasareaio ODBI;

I) IpU 3aHECEHMU IOKa3aTejieil CIMPpOMETPUM HEOOXOIMMO yKa3bIBaTh JATy IPOBEICHUS
TecTa, Maccy Tejla M pOCT MallleHTa B MOMEHT MCCJICIOBAHMS 71T BHIYMCICHUS TIPOLICHTOB
OT NOJDKHBIX 3HAYEHUI;

) cJIemyeT UCTI0b30BaTh TOJIBKO T€ TECThI, KOTOPHIE COOTBETCTBYIOT PeKOMEHIAIIUSIM AMEpH -
KaHCKOT0 TopakanbHOro u EBporneiickoro pecrimparopHoro odiectB (ATS/ERSguidelines).

3. PacyeT npo1ieHTOB OT JOJKHBIX 3HAYEHUIA.

ITIpu pacuyeTe HEOOXOAMMO MCITOJIB30BATh CTAHIAPTHBIN HA0OP JOJKHBIX 3HAYEHUIA:

a) s geteit ot 5 no 18 ner —G.Polgaretal. (1971);

0) st B3pocibiX > 18 neT —paboueit rpynnbsl EBpormeiickoro coo0iecTBa cTaiu U yIis
(ECCS, 1993);

B) [uist neteit < 5 JieT rmokasaresiu He OyayT pacCUUThIBAThCS.

HyTpuTHuBHBIN CcTaTyC

HyTtpuTtuBHBIi1 cTaTyc 00JBHBIX MYKOBUCILIMIO30M PACCUUTHIBAJICS C TIOMOILBIO MHACKCA MacChl
tena (MMT) Ha ocHOBaHMU JaHHBIX MacChl Tejla, pOCTa U Bo3pacTa nmauueHTa. MamepeHus
OCYILECTBIISIIOTCS COTIACHO CJIEAYIOIIMM PEKOMEHIALIUSIM:

e Macca TeJia oTpeelisieTcs TIPU CHATOM BEpXHEl ofexae u 00yBU;

* pocT — 6e3 00yBU — pOCTOMEPOM; BEPXHsIsSl YACTh I'OJIOBBI JOJKHA KacaTbCsl BEpXHei
TUTAHKY MPU HEOOJIBIIIOM €€ HalaBIMBaHUU;

* IMOKa3aTeJu MOJKHBI COOTBETCTBOBATh BEIMYMHAM B I€Hb MPOBENEHMUST 3aHOCUMOI B
pPerucTp cnuporpammsl, eciu uaMeperue @B/l He TPOBOAMIN, TO CASAYET BHECTHU I10-
clenHue 3HaYeHUST Macca Tesla U pocTa.

I1Ipu oueHke HyTpuTUBHOTO ctaryca aeteit UMT oueHuBancs B cucteMe nepleHTuieil. Pac-
yet nepueHtuiaeit UMT npoBonuics mpu MoMolIu nmporpaMm BceMupHoii opraHu3anuu
snpaBooxpaHeHus: WHO Anthro (s gereit no 5 net) u» WHO Anthroplus (ms gereii crapiie
5 net) (http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/
en/). JIns ouleHKM moKasaTesieil pocTa U MacChl Tejla JeTeil paHHEero Bo3pacta (1o 2 JieT)
WUMT He npumeHsieTcs.
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16

17
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22
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24
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NMPUNTOXXKEHMUE 2

XapakTepucTuka BapuaHTOB HYKJIEOTULHOW nocriegoBaTtesibHOCTU reHa CFTR
y NauMeHToB ¢ MyKoBucumugosom B PO B 2022 r.

Knunn-
U IR ED LR _ HasBaHue no cuHTesupye- Heckast
3BaHUe reHeTU4ecKoro HasBsaHue no kogupyiowei JHK Momy Genky Knacc ®deHoOTUN | 3HAYMMOCTb n
BapuaHTa no 6ase
CFTR2
F508del c.1521_1523delCTT p-(Phe508del) ] TSKEnblA naTtoreHHbii 3877
CFTRdele2,3 c.54-5940_273+10250del21kb p.(Ser18Argfs*16) vi TSXKeNbli  NaToreHHblit 457
E92K c.274G>A p.(Glu92Lys) HEW3BECTHO  MSArkKMA  MaToreHHbii 276
1677delTA c.1545_1546delTA p.(Tyr515*) | TSXenbli nartoreHHblii 186
3849+10kbC>T c.3718-2477C>T No protein name Vv MSArKMiA  naToreHHblii 166
2143delT c.2012delT p.(Leu671*) | TSXEenbli  naToreHHbili 148
2184insA €.2052_2053insA (c.2052dupA) p.(GIn685Thrfs*4) | TSXKenblA  naTtoreHHbii 148
w1282X c.3846G>A p.(Trp1282*) | TAXEenbin natoreHHbii 130
L138ins c.413_415dupTAC p-(Leu138dup) [\ MSITKMA ~ natoreHHbii 126
N1303K ¢.3909C>G p.(Asn1303Lys) ] TSXenbli natoreHHbiii 117
G542X c.1624G>T p.(Gly542*) | TSXKenblii  naTtoreHHbiidi 111
394delTT c.262_263delTT p.(Leu88llefs*22) | TSXKENbli  NaToreHHbIn 67
L467F;F508del c.[1399C>T;1521_1523delCTT] p.[Leud467Phe;Phe508del] ] TSXKeNbIA  NMaTOreHHbIN 57
R334W c.1000C>T p.(Arg334Trp) \'} MArKMA  NaToreHHbIN 54
W1282R c.3844T>C p.(Trp1282Arg) 1} TAXeNbIi  He onucaH 48
3821delT c.3691delT p.(Ser1231Profs*4) | TSXENblA  NaTOreHHbIN 41
S$466X;R1070Q ¢.[1397C>G;3209G>A] p.(Ser466*;Arg1070Gin) HEU3BECTHO TSXENbli MaTOreHHbi 37
1367del5 c.1545_1546delTA p.(Tyr515*) | TSXKENbli  NaToreHHbI 35
S$1196X ¢.3587C>G p.(Ser1196*) | TSXKENblA  NMaTOreHHbIN 33
R1066C c.3196C>T p.(Arg1066Cys) ] TSXKENbIA  NaToreHHbIN 32
2789+5G>A €.2657+5G>A No protein name v MSrKWA  naToreHHblii 28
W1310X ¢.3929G>A p.(Trp1310%) | TSXENbIA  MaToreHHbI 26
3272-16T>A c.3140-16T>A No protein name v MSArKui He onucaH 23
3944delGT ¢.3816_3817delGT p.(Ser1273Leufs*28) | TSXKeNbli  naToreHHblid 23

%

51,60%
6,08%
3,67%
2,48%
2,21%
1,97%
1,97%
1,73%
1,68%
1,56%
1,48%
0,89%
0,76%
0,72%
0,64%
0,55%
0,49%
0,47%
0,44%
0,43%
0,37%
0,35%
0,31%

0,31%
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25

26

27

28

29

30

31

32

33

34

35

36

37

38

39

40

a

42

43

44

45

46

a7

48

49

50

51

52

53

54

55

56

57

58

59

TpapuuMoHHOE Ha-
3BaHWe reHeTU4eckKoro
BapuaHTa

712-1G->T
$466X
621+1G>T
L1335P
R1162X
4015delA
R785X
CFTRdup7-11(6b-10*)
R553X
1898+1G->C
1898+2T>C
1898+1G->A

2183AA>G

D1152H

S1159F

175delC

3667ins4

G85E
R117C
R347P
S945L

3659delC

A96E
L732X

R1158X
1248+1G>A
3849G->A
4016insT
604insA
E217G;G509D

Q290X

R1070Q

S1159P

R117H

2721del11

HaseaHue no kogupyiowen JHK

¢.580-1G>T

c.489+1G>T
¢.1397C>G

c.4004T>C

c.3484C>T

c.3883delA

€.2353C>T

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

c.1657C>T
c.1766+1G>C
c.1766+2T>C
c.1766+1G>A

c.2051_2052delAAinsG

€.3454G>C

c.3476C>T

c.43delC

€.3535_3536insTCAA
(c.3532_3535dupTCAA)

c.254G>A

€.349C>T
c.1040G>C
€.2834C>T
c.3528delC

c.287C>A
c.2195T>G
c.3472C>T

c.1116+1G>A
c.3717G>A
¢.3889dupT
c.472dupA
c.[650A>G];[1526G>A]

c.868C>T

¢.3209G>A

c.3475T>C

c.350G>A

€.2589_2599delAATTTGGTGCT

HasBsaHue no cuHtesunpye-

Momy Genky

No protein name
No protein name
p.(Ser466*)
p.(Leu1335Pro)
p-(Arg1162*)
p.(lle1295Phefs*33)
p.(Arg785*)
No protein name
p.(Arg553*)
No protein name
No protein name
No protein name

p-(Lys684Serfs*38)

p.(Asp1152His)

p-(Ser1159Phe)
p.(Leu15Phefs*10)
p.(Thr1179llefs*17)
p.(Gly85Glu)
p.(Arg117Cys)
p.(Arg347Pro)
p-(Ser945Leu)
p.(Lys1177Serfs*15)
p.(Ala96Glu)
p.(Leu732*)
p-(Arg1158*)
No protein name
No protein name
p.(Ser1297Phefs*5)

p.(Ser158Lysfs*5)

p.(Glu217Gly;Gly509Asp)

p.(GIn290*)

p.(Arg1070GiIn)

p.(Ser1159Pro)

p.(Arg117His)

p-(lle864Serfs*28)

Knacc ®deHoTUN

| TAXEnNbIA

| TAXEnNbIA

| TAXEnNbIA

v MSrKUiA

| TXEnNbI

1 TAXENbIA

I TAXENbIN

vil TAXENbIA

| TAXEnNbIA

| TXEnNbIA

| TXEnNbI

| TXenNbl

1 TAXENbIA

v MSIrKUn

HEU3BEeCTHO MSrKUin

| TAXEnNbI

| TAXEnNbI

] TAXENbIA
\') MSrKUin
v MSIrKUn
HEen3BecTHO MSArKUin
| TAXEnNbI
HEn3BecTHO MSIrKUin
| TXEnNbI
| TXEnbl
1 TAXENbIA
HEen3BecTHO MSrKuin
| TAXENbIA
| TXEnbIA
MSArKUiA

HEeu3BeCTHO

| TXEnNbIA

v MSrKUiA

MSrKuin

HEen3BecTHO

v MSAIrKUn

| TAXEnbIn

Knunu-
yeckas
3Ha4YMMOCTb
no 6ase
CFTR2

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIn

NaToreHHbIn

naToreHHbIn

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

naToreHHbIn

naToreHHbIn

pasnuyHble
KJIMHU-
yeckue
BapUaHTbI

NaToreHHbIN

He onucaH

NaToreHHbIn

naToreHHbIn

NnaToreHHbIn

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

He onucaH

NaToreHHbIn

NaToreHHbIn

naToreHHbIn

NaToreHHbIN

naToreHHbIN

He onucaH

He onucaH

NaToreHHbIN

pa3nuyHbie
KJIUHN-
yeckue
BapuaHTbI

NaToreHHbIn

pasnuyHble
KJIMHU-
yeckue
BapUaHTbl

NaToreHHbIN

19

17

15

15

14

13

13

12

12

11

10

%

0,25%
0,23%
0,20%
0,20%
0,19%
0,17%
0,17%
0,16%
0,16%
0,15%
0,13%
0,12%

0,12%

0,12%

0,12%
0,12%
0,11%
0,11%
0,11%
0,11%
0,11%
0,09%
0,09%
0,09%
0,09%
0,08%
0,08%
0,08%
0,08%
0,08%

0,08%

0,08%

0,08%

0,08%

0,07%

69



PerucTp nauueHToB ¢ MykoBucuuao3om B Poccuiickoin Pepgepaumn. 2022 rop,

60

61

62

63

64

65

66

67

68

69

70

71

72

73

74

75

76

77

78

79

80

81

82

83

84

85

86

87

88

89

90

91

92

93

94

95

TpapuuMoHHOE Ha-
3BaHWe reHeTU4ecKoro
BapuaHTa

574delA

D110H
G194R

R792X

$1455X

1717-1G->A
1811+1,6kbA>G
3272-26A->G

4382delA

4428insGA

c.3815_3816insTTG

p.Pro205Thr
R347H
Y84X
1259insA
1716+1G->A
185+1G->T
2043delG
3130delA
365-366insT

4374+1G>A
CFTRdele4-11(4-10%)
D579Y
G480S

G509R
G551D
K710X
p.Leu581X
P205S
Q39X

Q98R
R668C
R75X
$434X

T1036N

W79X

HaseaHue no kogupyiowei JHK

c.442delA

¢.328G>C

¢.580G>A

€.2374C>T

c.4364C>G

c.1585-1G>A

¢.1679+1634A>G

¢.3140-26A>G

c.4251delA

c.4296_4297insGA
(c.4300_4301dupGA)

c.3815_3816insTTG

c.613C>A
c.1040G>A

€.252T>A

c.1127_1128insA
c.1584+1G>A

c.53+1G>T
c.1911delG
c.2998delA

€.233dup

€.4242+1G>A

¢.(273+1_274-1)_(1679+1_1680-

1)del
c.1735G>T

c.1438G>A
¢.1525G>C
c.1652G>A
c.2128A>T
c.1742T>G
€.613C>T
c.115C>T
€.293A>G
€.2002C>T
€.223C>T
¢.1301C>G
c.3107C>A

€.236G>A

HasBsaHue no cuHte3unpye-

Momy Genky

p.(lle148Leufs*5)
p.(Asp110His)
p.(Gly194Arg)

p.(Arg792*)

p-(Ser1455*)

No protein name
No protein name

No protein name

p.(Glu1418Argfs*14)

p.(Ser1435Glyfs*14)

p.(Val1272-
Ser1273insTrp)

p-(Pro205Thr)
p.(Arg347His)
p.(Tyr84*)
p.(GIn378Alafs*4)
No protein name
No protein name
p-(GIn637Hisfs*26)
p-(lle1000Leufs*2)
p-(Trp79Leufs*32)
No protein name
No protein name
p.(Asp579Tyr)
p.(Gly480Ser)
p.(Gly509Arg)
p-(Gly551Asp)
p-(Lys710%)
p.(Leu581*)
p.(Pro205Ser)
p.(GIn39*)
p-(GIn98Arg)
p.(Arg668Cys)
p-(Arg75*)
p.Ser434X

p.(Thr1036Asn)

p.(Trp79%)

Knacc

HEen3BeCTHO

HEen3BecCTHO

Hen3BecTHO

Vi

HEen3BeCcTHO

HEen3BecTHO

v

Hen3BecTHO

vil

Hen3BecCTHO

HEen3BeCcTHO

HEen3BecTHO

Hen3BecCcTHO

Hen3BecTHO

v

HEen3BecCTHO

Hen3BecCcTHO

®deHoTUN

TAXEnNbIA

MSArKUiA

Heuns-
BECTHO

TXEnNbI

Heus-
BECTHO

TAXENbI

MSrKUin

MSArKUiA

MSIrKUin

MSrKUiA

TAXENbIA

MSAIrKUn

MSArKUin

TXEnNbIA

TXEnNbI

TXEnNbI

TXenNbI

TAXENbIA

TAXENbIA

TAXENbIA

TAXEnbIA

TXEnNbIA

TXEnNbI

Heus-
BECTHO

MSrKuin

TAXENbIA

TXEnbIn

TXEnNbIA

MSArKnin

TXEnNbI

MSArKuin

MSAIrKUn

TXEnbIA

Heuns-
BECTHO

MSArKnin

TAXENbIA

Knunu-
yeckas
3Ha4YMMOCTb
no 6ase
CFTR2

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIn

pasnuyHbie
KJIMHU-
yeckue
BapUaHTbl

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

He onucaH

He onucaH

NaToreHHbIN

He onucaH

NaToreHHbIN

NaToreHHbIn

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

He onucaH

He onucaH

He onucaH

NaToreHHbIN

NaToreHHbIN

He onucaH

NaToreHHbIn

NaToreHHbIn

NaToreHHbIn

He
NaToreHHbIn

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

naToreHHbIn

%

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

0,07%

0,07%

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

0,04%
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96

97

98

99

100

101

102

103

104

105

106

107

108

109

110

112

113

114

115

116

117

118

119

120

121

122

123

124

125

126

127

128

TpapuuMoHHOE Ha-

3BaHue reHeTn4yeckoro

BapuaHTa

Y1032C

1525-1G->A
306delTAGA
3120+1G>A

3271+1G>T

5T;TG12

681delC
711+5G>A
A141D

A455E

€.1210-11T>G

c.1219delG
c.1243_1247del
c.1608delA
¢.1708_1712del
c.2619+1G>A
¢.869+2T>G

CFTRdele1-11(1-10%)

CFTRdele2-8(2-7%)

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

CFTRdup7-8(6b,7*)

D443fs

E1104X
E403D
E831X

E92X

G1047S
G970D
11234V

1175V

p-Asp993Ala

p.GIn1038X

p.Gly509Val

HaseaHue no kogupyiowen JHK

¢.3095A>G

c.1393-1G>A
c.174_177del
€.2988+1G>A

c.3139+1G>T

¢.[1210-12[5];1210-34TG[12]]

¢.550delC
¢.579+5G>A
c.422C>A

c.1364C>A

¢.1210-11T>G

c.1219delG
c.1243_1247delAACAA
c.1608delA
¢.1708_1712delTTATT
c.2619+1G>A
¢.869+2T>G

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

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

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

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

c.1329_1350delTATTAATTTCAAGA
TAGAAAGA

¢.3310G>T

¢.1209G>C

€.2491G>T
€.274G>T

¢.3139G>A

c.2909G>A

¢.3700A>G
c.523A>G

c.2978A>C

c.3112C>T

¢.1526G>T

HasBsaHue no cuHte3unpye-
Momy Genky

p-(Tyr1032Cys)

No protein name
p.(Asp58Glufs*32)
No protein name

No protein name

No protein name

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

p.(Ala455Glu)

No protein name

p.(Glu407Asnfs*35)
p.(Asn415*)
p-(Asp537Thrfs*3)
p-(Leu570Argfs*17)
No protein name
No protein name

No protein name

No protein name

No protein name

No protein name

p.(Asp443Glufs*19)
p.(Glu1104*)
p-(Glu403Asp)
p-(Glug31*)
p.(Glu92*)
p.(Gly1047Ser)
p.(Gly970Asp)
p.(lle1234Val)
p.(lle175Val)

p.(Asp993Ala)

p.(GIn1038*)

p.(Gly509Val)

Knacc

HEen3BecCTHO

HEen3BeCTHO

HEen3BeCTHO

v

HeuseectHo

HEeu3BeCTHO

vil

vil

Vil

Vil

HEen3BecTHO

HEen3BeCTHO

Hen3BecCcTHO

Hen3BecTHO

HEen3BecTHO

HEen3BeCTHO

HEen3BecCTHO

®deHoTUN

MSArKuin

TXEnNbI

TAXEnNbI

TXENbIA

TXenNbI

MSIrKUn

TAXEnNbIA

TAXEnbIA

MSIrKUin

MSrKUiA

MSArKuin

TAXENbIA

Taxenbi

TXEnNbIn

TXEnNbI

TAXEnNbIA

TXEnNbI

TAXENbIA

TAXENbIN

TXEnNbI

TAXEnNbIA

TXEnNbI

TAXENbIA

TAXENbIA

MSArKUin

TXEnbIA

MSArKnin

Heuns-
BECTHO

MSArKuin

Heus-
BECTHO

MSArKUin
TXEnNbIA

Heuns-
BECTHO

Knunu-
yeckas
3Ha4YMMOCTb
no 6ase
CFTR2

pas3nuyHbie
KNUHN-
Yyeckue
BapuaHTbI

NaToreHHbIN

NaToreHHbIN

NaToreHHbIn

He onucaH

pasnuyHble
KJIMHK-
yeckue
BapuaHTbI

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIn

pasnuyHbie
KJIMHU-
yeckue
BapUaHTbI

He onucaH

He onucax

He onucaH

He onucaH

He onucaH

He onucaH

naToreHHbIn

He onucaH

naToreHHbIn

NaToreHHbIN

He onucaH

naToreHHbIn

He onucaH

NaToreHHbIN

NaToreHHbIN

He onucaH

NaToreHHbIn

naToreHHbIn

He onucaH

He onucaH

He onucaH

He onucaH

%

0,04%

0,03%
0,03%
0,03%

0,03%

0,03%

0,03%
0,03%
0,03%

0,03%

0,03%

0,03%
0,03%
0,03%
0,03%
0,03%
0,03%
0,03%

0,03%

0,03%

0,03%
0,03%
0,03%
0,03%
0,03%
0,03%
0,03%
0,03%
0,03%
0,03%
0,03%
0,03%

0,03%
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Knunn-
UL EE FE _ HasBaHue no cuHTeaupye- SCCE
N2 3BaHUe reHeTUYeCcKoro HasBaHue no kogupyiowen JHK MoMy Genky Knacc ®deHoTUN | 3HAYMMOCTb n %

BapuaHTa no 6ase

CFTR2
129 p.Leu812X €.2435T>A p.(Leu812%) 1 TSXEeNbIi  He onucaH 0,03%
130 Q493R c.1478A>G p-(GIn493Arg) HEU3BECTHO TSXKENblii  He onucaH 0,03%
131 R153 ¢.458G>T p.(Arg153lle) HeU3BECTHO B";”;‘;o He onucaH 0,03%
132 S$1255P c.3763T>C p.(Ser1255Pro) m TSXKENblA  NaToreHHbI 0,03%
133 W277X c.831G>A p.(Trp277*) | TAXENbli  He onucaH 0,03%
134 W361X c.1083G>A p.(Trp361*) 1 TSXENblA  MaTOreHHbIi 0,03%
135 Y1092X ¢.3276C>A p.(Tyr1092%) 1 TSXENbIA  MaToreHHbIi 0,03%
136 Y362X c.1086T>A p.(Tyr362*) | TSXENbIA  NaToreHHbIN 0,03%
137 Y569D c.1705T>G p-(Tyr569Asp) 1 TSXENblA  NaTOreHHbIN 0,03%
138 Y569H c.1705T>C p.(Tyr569His) HEU3BECTHO MSArKUiA He onucaH 0,03%
139 1078delT c.948delT p.(Phe316Leufs*12) | TSXKENblA  NaToreHHbI 0,01%
140 1660delG c.1528delG p.(Val510Phefs*17) | TSXENbli  He onucaH 0,01%
141 1811+2T7>C c.1679+2T>C No protein name HEU3BECTHO TSXEeNbli MaTOreHHbIN 0,01%
142 2114delT c.1982delT p.(lle661Thrfs*2) | TSXKENbIA  NaToreHHbIN 0,01%
143 2184delA c.2052delA p.(Lys684Asnfs*38) | TSXENbIA  MaTOreHHbIi 0,01%
144 2185insC ("(;_22%5435—_22%54‘2;‘2% p.(GIn685Profs*84) I TXENbli  NaTOreHHbIN 0,01%
145 2221insA ¢.2089dup p.(Arg697Lysfs*33) HEW3BECTHO TSDKENbli  MaTOreHHbin 0,01%
146 2634delT c.2502del p.(Phe834Leufs*10) HEW3BECTHO TSDKENbli  MaTOreHHbin 0,01%
147 2790-2A->G €.2658-2A>G No protein name Vv B:e‘::; naToreHHbin 0,01%
148 296+1G>T c.164+1G>T No protein name | TSXENbIA  MNaTOreHHbIN 0,01%
149 3121-2A>G €.2989-2A>G No protein name HeU3BECTHO B’:ﬁo naToreHHbii 0,01%
150 3272-11A->G c.3140-11A>G No protein name Vv MSArKUiA He onucaH 0,01%
151 3321delG c.3189delG p.Trp1063X | Taxenbii  He onucan 0,01%
152 3359delCT c.3229_3230delCT p.(Leu1077Valfs*78) | TSXKENblA  NaToreHHbI 0,01%
153 3662delA c.3530del p.Lys1177SerfsX15 | TSXKENblA  NaToreHHbIn 0,01%
154 3791delC ¢.3659delC p-(Thr1220Lysfs*8) | TSXENblA  NaToreHHbIn 0,01%
155 3849+5G->A ¢.3717+5G>A No protein name HEN3BeCTHO B':v_'r:; naToreHHbii 0,01%
156 4005+1G>T c.3873+1G>T No protein name | TSXKENbIA He onucaH 0,01%
157 4022insT €.3890_3891insT p.(Gly1298Trpfs*4) 1 TSXKENbIA  MaTOreHHbIN 0,01%
158 4040delA c.3908delA p.(Asn1303Thrfs*25) 1 TSXKENbIA  MaTOreHHbIN 0,01%
159 406-1G>A c.274-1G>A No protein name | TSXKENbIA  NaToreHHbIN 0,01%
160 4095+1G->T €.3963+1G>T No protein name 1 TSXENbli  He onucaH 0,01%
161 -461A->G c.-593A>G No protein name HEN3BeCcTHO ;:zv_'::l; He onucaH 0,01%
162 541del4 c.409_412delCTCC p-(Leu137Tyrfs*15) | TSXENbIA  NaToreHHbIN 0,01%

pasnuyHble
163 5T ¢.1210-12[5] No protein name v MArKmii woorme 0,01%
BapUaHThbI

164 624delT c.494delT p.(Leu165*) | TSXENbli  He onucaH 0,01%
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165

166

167

168

169

170

171

172

173

174

175

176

177

178

179

180

181

182

183

184

185

186

187

188

189

190

191

192

193

194

195

196

197

198

199

200

201

TpapuuMoHHOE Ha-
3BaHWe reHeTU4eckKoro
BapuaHTa

663insT
711+3A>G
-7T41T->G

840insT

982delA
A1256P

c.1017del
c.1279del
¢.1580dupA

c.1584+18672A>G
c.164+12T>C

c.1680-1G>C
c.1761del
c.2312delA
€.2493delG
c.2617G>T

c.264_268del
c.3139+1G>C

c.324delC
c.3325delA
¢.3380_3383del
c.353delC
¢.3615_3625del
c.3717+1219C>A
¢.3794G>T
c.37dupT
¢.3873+4485A>T
c.3893delG
€.3927_3938del
¢.3983T>A
c.4078delG
c.4094_4098delins
c.4094delA
c.527delG
c.583delC
c.71_72delTGinsA

C.743+2T>A

HaseaHue no kogupyiowen JHK

c.531dup
c.579+3A>G

c.-812T>G

¢.708dupT

c.850del
c.3766G>C

c.1017delC
c.1279delA
¢.1580dupA

c.1584+18672A>G
c.164+12T>C

c.1680-1G>C
c.1761del
c.2312delA
€.2493delG
c.2617G>T

€.264_268delATATT
c.3139+1G>C

c.324delC
c.3325delA
¢.3380_3383delGAAG
c.353delC
¢.3615_3625del
€.3717+1219C>A
¢.3794G>T
¢.37dupT
¢.3873+4485A>T
¢.3893delG
€.3927_3938delGTGGAGTGATCA
¢.3983T>A
c.4078delG
¢.4094_4098delinsGATGAACCTCAG
c.4094delA
c.527delG
c.583delC
c.71_72delinsA

C.743+2T>A

HasBsaHue no cuHtesunpye-

Momy Genky

p.Gly178TrpfsX5
No protein name
No protein name
p.GIn237SerfsX21

p-Met284X
p.(Ala1256Pro)

p-(lle340Serfs*29)
p.-(Serd427Alafsx16)
p.(Glu528Argfs*40)
No protein name
No protein name
No protein name
p.(Phe587Leufs*8)
p.Asn771ThrfsX2
p.(Glu831Aspfs*13)
p.(Glu873*)
p.(Leu88Phefs*21)
No protein name
p-(Tyr109Metfs*15)
p-(lle1109Serfs*12)
p.(Gly1127Glufs*6)
p-(Ser118Leufs*6)
p-Ser1206AsnfsX55

No protein name
p.(Gly1265Val)
p-(Ser13fs)
No protein name

p.(Gly1298Glufs*30)

p.(Trp1310_GIn1313del)

p.(lle1328Lys)
p-(Val1360Phefs*20)
p.(Lys1365Argfs*2)
p-(Lys1365Argfs*15)
p.(Ser176Thrfs*25)
p.(Ala196Hisfs*19)
p.(Leu24*)

No protein name

Knacc

HEen3BeCTHO

HEeu3BeCTHO

HEen3BecCTHO

Hen3BecTHO

HEen3BecTHO

HEen3BecTHO

HEen3BecCTHO

Hen3BecCcTHO

HEen3BecTHO

HEen3BecTHO

HeuseectHo

Hen3BecTHO

Hen3BecCcTHO

HeussectHo

HEen3BecTHO

Hen3BecTHO

Hen3BecCcTHO

HEen3BecTHO

Hen3BecCTHO

®deHoTUN

TAXEnNbIA

MSArKUiA

TAXEnNbIA

TAXEnNbI

TXEnNbI

Heus-
BECTHO

TAXENbIN

TAXEnNbIA

TAXEnNbIA

MSArKUiA

Heus-
BECTHO

TAXENbIA

TAXENbIA

TAXENbIA

Taxenbiv

Taxenbiv

TAXEnNbIA

Heuns-
BE€CTHO

Tsxenbin

TAXENbIA

Taxenbi

TXEnbIA

TAXEnNbIA

MSArKUiA

Heuns-
BECTHO

TAXENbIA

MSArKuin

TAXEnNbIA

TXEnNbIn

Heuns-
BECTHO

TXenbli

TAXENbIA

Heus-
BEeCTHO

TXEnNbIn

Taxenbiv

Taxenbiv

TXEnNbI

Knunu-
yeckas
3Ha4YMMOCTb
no 6ase
CFTR2

NaToreHHbIN

NaToreHHbIN

He onucaH

NaToreHHbIn

NaToreHHbIn

He onucaH

He onucaH

He onucaH

He onucaH

He onucaH

He onucaH

He onucaH

He onucaH

He onucaH

He onucax

He onucax

He onucaH

He onucaH

He onucan

He onucaH

He onucax

He onucaH

He onucaH

He onucaH

He onucan

He onucaH

He onucaH

He onucaH

He onucaH

He onucaH

He onucaH

He onucaH

NaToreHHbIN

He onucaH

He onucax

He onucax

He onucaH

1

1

1

1

%

0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%
0,01%

0,01%
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202

203

204

205

206

207

208

209

210

212

213

214

215

216

217

218

219

220

221

222

223

224

225

226

227

228

229

230

231

232

233

234

235

236

TpapuuMoHHOE Ha-
3BaHWe reHeTU4ecKoro
BapuaHTa

C590Y

CFTRdele12,13(11-12%)

CFTRdele16-17b

CFTRdele19-20(17*)

CFTRdele19-
21(17a-18%)

CFTRdele2(2*)

CFTRdele23

CFTRdele8(7*)

CFTRdele8-9(7-8%)

CFTRdele9(8%)

D572N

E819X

F1052V

F1286S

F508del;11027T
G1249E

G178R
G27X
G314R
G461E
G509D
1506T
IVS11-1G->C
K598ins
K598X
L1093P
L1598

L218X

L233F

L568F

L927P
p.Asn505His
p.Glu1433Gly
p.Glu402X

p.Glu92Ala

HaseaHue no kogupyiowei JHK

c.1769G>A

c.(1679-1_1680+1)_
(2490+1_2491-1)

c.(2908+1_2909-
1)_(3367+1_3368-1)del

c.(2988+1_2989-
1)_(3367+1_3368-1)del

c.(2988+1_2989-
1)_(3468+1_3469-1)del

c.(53+1_54-1)_(164+1_165-1)del
c.(?_3718-1)_(3873+1_7)del

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

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

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

c.1714G>A

€.2455G>T

¢.3154T>G

¢.3857T>C

c.[1521_1523delCTT;3080T>C]
¢.3746G>A

¢.532G>A
c.79G>T
€.940G>C
c.1382G>A
c.1526G>A
c.1517T>C
¢.1680-1G>C
€.1795_1796insAAA

c.1792A>T
¢.3278T>C

c.476T>C

c.653T>A

€.697C>T

c.1704G>T

c.2780T>C
c.1513A>C
c.4298A>G
c.1204G>T

c.275A>C

HasBsaHue no cuHte3unpye-

Momy Genky

p-(Cys590Tyr)

No protein name

No protein name

No protein name

No protein name

No protein name

No protein name

No protein name

No protein name

No protein name

p-(Asp572Asn)

p.(Glu819*)

p.(Phe1052Val)

p-(Phe1205Ser)

p.[Phe508del;lle1027Thr]

p.(Gly1249Glu)
p.(Gly178Arg)
p.(Gly27%)
p.(Gly314Arg)
p.(Gly461Gilu)
p.(Gly509Asp)
p.(1le506Thr)
No protein name
p.(Lys598dup)
p.(Lys598*)
p.(Leu1093Pro)
p.(Leu159Ser)
p.(Leu218*)

p.(Leu233Phe)

p.(Leu568Phe)

p.(Leu927Pro)

p.(Asn505His)

p-Glu1433Gly
p.(Glu402*)

p.(Glu92Ala)

Knacc

HEen3BeCTHO

vil

vil

vil

Vil

Vi

vi

Vil

vil

Vil

HeunseectHo

HeuseectHo

Hen3BecTHO

HEen3BecTHO

HEen3BecTHO

Hen3BecTHO

HeussectHo

HEen3BecTHO

HEen3BecTHO

HEen3BeCTHO

HEeu3BeCTHO

Hen3BecCcTHO

Hen3BecTHO

HEen3BecTHO

HEeu3BeCTHO

Hen3BecCcTHO

Hen3BecCcTHO

Hen3BecTHO

Hen3BecTHO

®deHoTUN

Heuns-
BEeCTHO

TXEnNbIA

Taxenbi

Tsaxenbin

Taxenbiv

TXEnNbI

Taxenbiv

TXEnNbI

TAXENbIA

Taxenbiv

Taxenbiv

Taxenbiv

Heus-
BECTHO

MSIrKUn

TAXENbIA

Heuns-
BECTHO

TAXEnNbIA

TXEnNbI

TXEnNbI

Msrkuia

MSrKuin

TAXENbI

TXEnNbIA

TAXEnNbIA

TAXEnNbI

MSrKUiA

TXEnNbI

TAXENbIA

Heus-
BEeCTHO

Heuns-
BECTHO

TAXEnNbI

TXEnNbI

MSArKuin

TAXENbIA

TAXEnNbIA

Knunu-
yeckas
3Ha4YMMOCTb
no 6ase
CFTR2

He onucaH

He onucaH

MaToreHHbI

MaToreHHbI

MaToreHHbI

NaToreHHbIN

He onucax

naToreHHbIn

He onucaH

He onucax

He onucax

He onucax

pasnuyHbie
KJIMHU-
yeckue
BapUaHTbI

He onucaH

naToreHHbIN

He onucaH

NaToreHHbIN

NaToreHHbIN

He onucaH

MaToreHHbI

He onucaH

He onucaH

NaToreHHbIN

He onucaH

NaToreHHbIN

He onucaH

He onucaH
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