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MpuBeTcTBEHHOE CNOBO

WMiwenkosa Haranbst AHaTo/IbeBHA,

3acyxeHHBbII Bpau Poccuiickoit @enepanuu,
3aB. Kadenpsl 1eTckux 6onesHeit ¢ kypcom 10,
II.M.H., ipodeccop KpacHosipckoro
TOCyIapCTBEHHOIO MEIMLMHCKOIO YHUBEPCUTETA
uM. ripod. B.®. BoitHo-SceHerkoro,

IIaBHBIM BHELITATHBIN AETCKUIT MyJlbMOHOIOT M3
KpacHosipckoro kpasi,

PYKOBOAMTENb pernoHaibHOro LleHTpa
MYKOBHUCLIMI03a

YBaxxaembie konneru!

VYBaxaeMble KoJulerd, nepea Bamu 12 Beimyck Peructpa G0JbHBIX MYKO-
Bucmo3oM Poccuiickoit @enepariyu. HalmmoHaIbHbBIN pErMCcTp MPOIOJIKAeT
Pa3BUBAThHCSI, MOSBIISIIOTCSI HOBBIE CBEICHUSI, KOTOPHIE TTO3BOJISTIOT MPOBECTH
ITyOOKMII aHAIM3 HAKOTUICHHBIX JaHHBIX, OLIEHUTh TEKYIIYI0 CUTYallMIO B
cTpaHe, 3P (HEeKTUBHOCTb TPOBOAMMON METUIIMHCKOM MOMOIIM MallMeHTaM,
CTUMYJIMPYET paboTy MO MOUCKY 3(P(PEKTUBHBIX OPraHU3AMOHHBIX, THa-
THOCTUYECKUX, TePANeBTUYECKUX U MPOGUIAKTUIECKUX MEPOIIPUITUI IS
TTOBBIIIIEHUs] YPOBHSI 3II0POBbsI, KaUeCTBA M MPOIOJDKUTETLHOCTU KU3HU
JIIOJEN C MYKOBUCIIUAO30M.

Pervctp mpuBnekaeT BHUMaHWE Bpadeil, YIeHbIX, MEIUIIMHCKYIO 00IIIe-
CTBEHHOCTb U 3apy0exHbIX KoJuier. ClienyeTr OTaeIbHO MO0JIarofapuTh Bpavei
3a UX MPEJAHHOCTb CBOEH Mpodeccuu U camooTAavy, WIeHOB OPTKOMUTETA
3a DHTY3Ma3M, 32 OpraHU3alMI0 PA0OThI MPOEKTA PETUCTPA U €T0 COBEPLIEH-
CTBOBaHME.

B Brinmycke peructpa 2022 . mpeAcTaBIeHbl CyMMUPYIOIIUE JaHHbIE 82
pernoHoB-cyobekToB Poccuiickoit @enepaiun, Mo (eaepalbHbIM OKpyraMm.
BxuroueHbl 3969 MalueHToB ¢ MyKOBUCLIMI030M, YBEIMYMIICS CPEIHMI BO3-
pact narmeHToB ¢ 11,9 1o 12,7 (7,5-19,6) niet, oT™Me4aeTcst TEHACHIIMS K YBEJN-
YEeHMIO I0JIM TAIIMeHTOB cTapiie 18 jet u HacTosiee Bpemst coctapisieT 29,4%.
BaxxHbIM sBISIETCS CBOEBpEMEHHAsI IOCTAaHOBKA AMarHo3a. [1o HeoHaTtalbHOMY
CKPUHUHTY TMarHo3 ObLT ycTaHOBJEH B 73,9% OT BceX BepBbIe BBISIBIEHHBIX
ciaydaeB. OgHako oOpalaer Ha cebs BHUMaHue, 4yTo y 6,3% maluKueHTOB B
peructpe He 3a(PUKCUPOBAHO HU OJHOIO MOJOXUTEIbHOIO IMOTOBOTO TECTA,
y 38,3% GOJIbHBIX OTMEYEH XOTsI Obl OOMH ITOJIOXUTEIbHBII TOTOBBIN TECT, Y
OoJIbIIMHCTBA — 55,4% — IBa MTOTOBBLIX TECTA IOJIOKUTEIHHBIE.

OxBaT reHEeTUYECKUM OOCIeIOBAHMEM MALIMEHTOB C MYKOBUCIIUI030M
B cTpaHe, o cpaBHeHMIo ¢ 2021r yBeamumica ¢ 93,6% no 94,6% B 2022r.,
IIPU 3TOM JOJS MAIMEHTOB C IBYMS BBISIBICHHBIMU F€HETUYECKUMU
BapuaHTaMu cocraBuia 87,0% nereit u 87,6% B3pocibix, ¢ ogHuM —11,2%
u 7,1%, nu ogHoro — y 1,8% u 5,3% nereiil 1 B3pOCIbIX, COOTBETCTBEHHO. Y
neteil uaeHTudunuposaHo 91,4% aiseneii, y B3pOCIbIX HEMHOIO MEHbIIIE
— 89,5%. bnaromapst cOBpeMeHHBIM METOIaM MOJIEKYJISIPHON TUArHOCTUKU
MYKOBMCIIMI03a BBISIBJISIETCS OOJIBIIOE YHCIO PaHEE HEM3BECTHBIX U PEAKMUX
MyTtamuii. [loHnMaHre MOJIEKYISIPHOTO MEXaHU3Ma Pa3BUTHSI MYKOBUCIIM -
J103a TIpU pas3IuyHbIX reHeTndeckux BapuaHtax reHa CFTR mosBossieT Ha
CEeromHs MOCTUYb OMPENeJEeHHbIX PE3yJbTaTOB B peall3alluy TEXHOJIOTUI,
CIOCOOCTBYIOIIMX BOCCTaHOBIeHMIO (hyHKUMU aedekTHoro 6eaka CFTR B
KJIMHAYECKOM MPaKTUKE.

OtMmeyvaeTcss 0OHaAeXUBaONIasi TEHACHIMS MO YBEJIUYEHUIO OCHOBHBIX
IoKasaTtejeit, orpaxaomux Gyakunio 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 CEPbE3HOM MTPOOIEMOI, TECHO
CBSI3aHHOI C COCTOSTHUEM JIETOYHO (DYHKIIMU U MPOIOKUATETIBHOCTBIO XKU3HU
nainueHToB. B 2022 rogy HyTpUTUBHBIN CTaTyC MAllMEHTOB MOKA HE TOCTUTAET
JKeJIaeMbIX Pe3yIbTaToOB, OMHAKO, B CBSI3U C BHEAPEHUEM TapreTHOM Teparnuu,
a Tak>ke OOJIbLIEl TOCTYIMTHOCTBIO JIEYEOHBIX MPOAYKTOB MATAHUS, HAMEYAETCS
TeHIeHIUs K yBennueHuto MMT. OTMevaeTcsi CHUKEHME YKCIa CITy4yaeB Mo-
paxkeHus MevyeHu 0e3 IUppo3a, YTO CBI3aHO C MOSIBJIEHUEM YETKUX KPUTEPUEB
3aI0JHEHUS TaHHOTO pa3aesia B PErUCTpe.

ITpoBeneHHbII aHATU3 MOJYYEHHBIX PE3yIbTaTOB MOKAa3as, YTO MOKa3aTeau
pectimpaTopHoii pyHKIMM (OD®BI1 1 ®XKEJI) manmeHTOB BO3pacTaloT IMpU
YAYYIIEHUW HYTPUTUBHOTO cTaTyca (yBenmuuyeHuu UMT). B3aumMocBs3b Mexy
penmunHOir UMT n ODBI1 6osee oueBumHA IS OOJBHBIX MYKOBHUCIIHIO30M
crapiie 18 ner.



MpuseTcTBEHHOE CNOBO

JuHaMuueckoe HaOmoneHre 3a naueHtamu ¢ MB onpenesnsier cBoeBpe-
MEHHBII KOHTPOJIb 32 COCTOSIHUEM U, COOTBETCTBEHHO, MPOrHO3 3a00JI€BaHUSI.
B teuenue 2022r. ymep 31 nauueHT (15 MycKoro mosa), u3 Hux 28 B3pOCIbIX
(14 myxuun). IlpuurHOil cmepTu 27 U3 HUX SBJISIOCH OPOHXOJIETrOYHOE
nopaxeHnue. CpegHuii Bo3pacT cMepTu coctaBui 28,1+9,2 roga, MeauaHa
Bo3pacta cMeptu — 26,6 (13,7) rona. MUHUMAJIBLHBIIA BO3pacT cMepTu — 7,6
JIET, MAKCUMaJIbHbIA — 43,5 JIeT.

PerucTtp mo3BosisieT OLEHUTh U CPAaBHUTh 00bEM Ha3HAYaeMOW TEeparuu.
OTpagHO 3aMETUTh, YTO OTMEYAETCS 3HAYUTEIbHOE YBEIUYEHUE MALIMEHTOB,
MOJTyYaIOIIUX MaTOT€HETUYECKYIO TapreTHyto Tepanuto. Tak, B 2022r koau-
YeCTBO MAIMEeHTOB, mojydaromux Jlymakadrop/MBakadTOop YBEIUUMIOCH C
2,72 % no 16,8%, Dnekcakadrop/Tezakadprop/MUBakadrop ¢ 3,07% no 28,4%,
YTO TMO3BOJISIET HAAEIThCS HA YJIy4YILIEHUE COCTOSIHUS HAIIMX MALMEHTOB U
YBEJIUYEHUE MPOAOIXKUTENbHOCTU XU3HU. O0beM ucnosibzoBanus CFTR
MOIYJISITOPOB HA KOHEL OTYETHOTO MEePUOaa: MOAYISTOPHI MPUMEHSIIUCH Y
1352 manueHToB (46,3%), u3 HUX y 275 B3pocibix 60abHbIX (30,9%) n'y 1077
nereit (53,1%).

®opMmar perucTpa maueHTOB ¢ MYKOBUCIIMIO30M ITO3BOJISIET TIOJIyYUTh
TOYHBIE AMUAEMUOJOTNYECKUE JaHHBIE O 3a00JI€BAHUM, IPOBECTU KIMHUKO-
MUKPOOUOJIOTUYECKUE U TEHETUYECKUE KOPPEIILUU VIS TTOTYyYeHUS] HOBBIX
3HAHUI O OOJIE3HU U OLIEHUTh HOBbIE BO3MOXHOCTU TUATHOCTUKU, TEpANTUU
1 TpoWIAKTUKN, HAMETUTH MyTU MOBBIIIEHUST Ka4eCTBA MEIUIIUHCKON
TOMOIIIU.

BripaxkaeM orpoMHy1o 6JaroqapHOCTbh BCEM YyYACTHUKAM PErucTpa — yje-
HaM OPTKOMUTETa U BpayaM W3 PErMOHAJbHBIX LIEHTPOB, KOTOPBIE CAEIAIN
BO3MOXHBIM TMOSIBJIEHME TOTO BBIITyCKa.

\

Yukynos Baagumup Bukroposuy,

K.M.H., TOIIEHT Kadheapbl IeTCKUX O0JIe3Hel ¢
kypcom 1O KpacHosipckoro rocynapcTBEHHOTO
MEIMIIMHCKOTO YHUBepcuTeTa uM. npod. B.M.
BoiiHo-fIcenenkoro
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6onesneit 'BY3 MO «HayuHo-uccienoBaTenbCKuit
KJIMHUYECKHIT MHCTUTYT JeTcTBa MUHUCTEpCTBA
31paBOOXpaHeHns MOCKOBCKOM 061acT», Bpau
OTAENeHUs] MYKOBUCLIMI03a, Bpau-TeuaTp BhICILIE
KaTeropuu, K.M.H.;

e-mail: voronkovalll @yandex.ru

Kammpckas Harams IOpbeBna

IJIABHBII HAYYHbII COTPYAHUK J]ab0OpaTopun
reHernyeckoit armuemuonornu PrEHY
«MenuKo-reHeTHYeCK1ii HayqHbIi LIEHTP UMEHU
akanemuka H.TT.boukoBa», npocdeccop Kadenpbl
niemaTpuu MoCKOBCKOrO 00J1aCTHOTO HayuHO-
MCCIIEIOBATENILCKOTO KIIMHUYECKOTO MHCTUTYTA
M. M.®. BiaquMupcKoro; YwieH paboumx rpyrit
9KCIEPTOB 110 HEOHATAIbHOMY CKPUHUHTY,
CTaHIapTaM Teparnuu 1 peructpy EBporeiickoro
ooectsa o mykosucmnosy (ECES); IpesuneHt
Oo1wepoccuiickoit Ob1ecTBeHHOI OpraHuzanun
«Bcepoccuiickast accormanust st 00JIbHBIX
MYKOBUCLIMI030M»; TPOheccop, 1.M.H.;

e-mail: kashirskayanj@mail.ru

Amennna Enena JIbBoBHA

BEOYLIUit HAyYHBIH COTPYIHUK J1aOopaTOpun
mykoBucuunoza ®IrBY «HayuHo-
MCCIIEN0BATENbCKUN MHCTUTYT MYJIbMOHOJIOTHI»
DMBA Poccuu, uieH pabodeil TpyIibl 9KCIEPTOB
1o auarHoctuke EBponeiickoro oiectsa no
mykoBucuunosy (ECFES); k.M.H.;

e-mail: eamelina@mail.ru

CrapunoBa MapuHa AjleKCaH/IpOBHA

Hay4YHBI{ COTPYAHUK HayYHO-KJIMHUYECKOTO OT/Iesa
mykoBucimno3a PTBHY «Mennko-reHeTnecKuit
Hay4HbIi LeHTp MMeHU akazemuka H.IT.boukoBa»;
e-mail: registrycfrf@gmail.com



O0wmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2022 rop,

OOLWMIA CNNCOK Y4aCTHUKOB,

3anoJiHdlwunx naHHbie gng «PerMCTpa nauneHToB C Mykoemcumnago3om

Poccuiickon ®epepaunn» 3a 2022 r.

I'pynma Bpadeit, MOATOTOBUB-

rasd pasacia «I'eneTuka»:

MenbsaHoBckasa Onug JleoHnaoBHa — K.M.H., C.H.C., HQyYHO—KJIMHUYECKUI OTHe]
mykoBrciyno3a @I'BHY «Mennko-reHeTHYeCKIit Hay9HBIi LIEHTP UMEHU aKaJIeMHUKa
H.T1. boukoBa» Muno6pHayku Poccun

IITaruna Onbra AHaTONbEBHA - O.M.H., BeAYyLIMiA HaydyHbI coTpyaHuk nad. JJTHK-
NMArHOCTUKM, 3aBeAylolasi, Bpady-JabopaTOpHbI FeHETUKHM JIah. MOJIEKYISIPHO-
reHetryeckoit nuarHoctuku Nel GI'BHY «Menuko-reHeTHYeCKMiA HayIHbIi LIEHTP
nmenu akagemuka H.IT. BoukoBa» MuHoopHayku Poccuu.

CrenaHoBa AHHa AJleKcaHApOBHA — K.M.H., c.H.c. J1a0.JIHK-gunarHoctuku, Bpau-
1a00paTOPHBIN FeHETUKU J1abh. MOJIEKYISIPHO-TeHETUYECKOM AuarHocTuku Nel
DI'BHY «Menuko-reHeTUYeCKMIA HayYHbIN LIeHTp MeHn akagemuka H.IT. BoukoBa»
Muno6pHayku Poccum.

KoBanbckasg Banepust AnekcanaposHa — H.c. 1a0.JJHK-guarnoctukn, ®I'BHY «Me-
JIMKO-TEHETUYECKUIT HaydHbIi LIEHTp MMeHU akanemuka H.I1. boukoBa» MuHoOpHayku
Poccuwu.

YyacTHUKM
CyonbexT PO
D@amunns Nma OtyecTBO
. . . MamrtakoBa Ana BragumupoBHa
AnTalickuii Kpaii
ITerpoBa Jwnna Brnanumuposna
[TerpoBa Enena I'epmanOBHa
ApxaHreJibcKasi 001acTh Iuckyn Mapusg BnagumuposHa
[ITapaBuHa Hpuna CepreeBHa
AcTpaxaHcKas 00J1aCTh CeprueHko JunaHa DukpeToBHA
Bypstust Pecnybnanka KambsiHOBa Hanexna JlopkreBHa
CaxHeBa Tatbsina BnangumupoBHa
Bonarorpanckast o6jgactb
YrnsnaueBa TatbsiHa BacuineBHa
Boponexckasi 061acTh Konomarikast BukTopus BanepneBHa
3abalikanbCKuil Kpait IletyxoBa CHexaHHa WUropeBHa
WNBaHoBckas 00JacTb CMupHOBa TarpsHa JleoHnnoBHA
Hurymerust Pecryonnka MankueBa Jlapuca CynTaHoOBHa
Hpkyrckas obnactb Bbonnapenko Tatbsina ITetpoBHa
KanmuauHrpanckast o61acTb IletpoB BukTop Binagumuposuy
Kanyxckast o6mactb KyspmuueBa HHecca AJleKcaHApOBHA
Kapenusa Pecniyonuka Tyxxkanen Exarepuna BukTopoBHa
KemepoBckas o6macTb IIporacoBa TaTtbsiHa AJleKcaHIpOBHA
KupoBckas obiaactb VYnanosa AHHa BenunamuHoBHa
Kpacnomapckuii Kpaii Jlsiryma JapuHa DnyapaoBHa
. . NibeHKoBa Haranba AHaToJIbeBHA
KpacHogpckuii kpaii
YuikyHOB Bragumup BuxropoBuy
Kpeim Pecrry6nmka laburoBa Enena CepreeBHa
MockBuHa Hapbs MuxaiiioBHa
JlenuHrpanckas o061acTh
3aneBanoBa Enena IOppeBHA
MaramaHckasi 00J1acTh J>xeHTeMupoBa MapuHa DayapaoBHa
MopnoBus Pecny6iavka JIbsiuKOBa AHHa AnbOepToBHA




O0wmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2022 rop,

BoponkoBa AHHa IOpbeBHa
Kekaiite Enena KsacrytucoBHa
darxymmnna Npuna PunaToBHa
. Mocksa 1 IIepman Bukropus JlaBumoBHa
MockoBckast 061acTh MaxkcumbrueBa TatbsiHa IOpneBHa
TopuHoBa IOmus BuxropoBHa
Kpacosckuii CraHucliaB AJleKCaHIpOBUY
30HEHKO OkcaHa I'puropreBHA
Hwuxeroponckas o6mactb Ep3zyToBa MapuHa BanepneBHa
HoBocubupckas obiaacts Kongakosa IOnus AnekcaHIpoBHA
Omckag 001acTh CadonoBa TatpgHa WBaHoBHa
OpeHOyprckast 06J1acTh Pri6ankuna MapuHa I'eoprueBHa
IMepmckuii kpaii Tagpuna Bepa BnagucnasoBHa
. . BacuibeBa TarpsaHa IennanpeBHa
IMpuMopckumit Kpait
HaymoBa Wpuna BukTopoBHa
HemamkoBckas Harambssa l'ennanpeBHA
PocToBckas obaactb
INcropHukoBa Onbra CepreeBHa
Tepexuna TatbsiHa AHaTOoNbEeBHA
PsszaHckas obacth
CmupHOBa Bepa BragumuposHa
KoHnnpareHko Osbra BnagumupoBHa
Camapckas 00J1acTh
BacunbeBa Enena AJleKcaHIpOBHA
MaxmyToBa BukTopus PunaroBHa
OpiioB AJiexcaHIp BnagumupoBuy
Cankr-IleTepOypr T. ITamkeBua AJleKkcaHap AHaTOJIbEBUY
CrenaHeHKO TaTbsiHa AJleKcaHIpOBHA
MuponoBa HWpuna BuranbeBHa
CaxanuHcKkas 001acThb XUXKHSIK Onusa IOpbeBHa
Caxa (SIkytus) Pecmybimka HuxonaeBa Enena EropoBHa
IToHomapeBa Haranps JAMmutpreBHa
CBepmIoBcKast 00J1acTh
Iynsax Wpuna ITaBnoBHa
CeBacToIIONb T. HMBaxHeHKO EBrenmii DemopoBry
CMoJieHcKast 00J1acTh HoBukoBa Onbra BopucrseBHa
Enuna Enena AJleKcaHIpOBHA
Kupuuenko AHacracus MBaHoBHaA
Craspononbckuil Kpai BonoBozoBa Dna BraguMupoBHa
JleneneBa Jlapuca Hwukomaesna
Benamr TatbsgHa AJleKcaHIpOBHA
TamboBcKast 00J1aCTh KaronukoBa JuaHa EBrenbeBHa
Tarapcran Pecrybiavka IIarepkuna OkcaHa I'enHnanbeBHA
MuHaiiueBa Jlapuca WBaHoBHa
Tomckast obsacTb
Kucenesa AHacrtacus JIbBOBHA
TiomeHcKasg 061acThb bynaroBa Hpuna AJlekceeBHa




O0wmin cnucok Bcex yyacTHUKOB MpoekTa 3a 2022 rop,

I[TonomapeBa Onbra HuxonaeBHa

Vnmyprckas Pecriy6ianka
CumaHoBa TatbsiHa BranumupoBHa

VnbsiHOBCKast 00JIaCTh I'y6apesa TarbsiHa AJekcaHapoBHaA
XabapoBCcKUii Kpait Ko3znosa Enena AnekcaHIpoBHa
XaHtbl-Mancutickuit AO - FOrpa AO Canyk Haranbs AHaTOJIbeBHA
YenaouHcKas 0061acTh Kapumona Wpuna IletpoBHa
YeueHnckas Pecriyoinka IITaxrupeeBa Mapauna PycnaHoBHa
Yysaiickas Pecnybavka Tonyb6uoBa Onbra WUropesna
SAmano-Heneukuit AO CrpenblioBa Jronmuna IOpbeBHa
ApocnaBckas 001acTh ®dareeBa Enena BnanumupoBHa




Perncrtp naumeHToB ¢ MyKkoBucuunao3som B Poccun 3a 2022 r.

Oowaa uHndopmauus

S

v
s

Puc. 1. P€I‘I/IOHI)I, BKIIFOYEHHBIC B PCI'I/ICTp B 2022 1. HpI/IMe‘IaHI/IeI TEMHO-OPAHXKEBBIM IIBETOM ITOKa3aHbl PETMOHBI, IIPEACTABUBIINE TMOJIHBIC
JIAHHBIC 1O OOJIBHBIM MYKOBUCIIUIO30M (IETU U B3POCIIBIC), OPAaHXKEBBIM — PETMOHBI, MAIMEHThI KOTOPBIX HAOMIOAA0TCS B IPYTUX CyOobeKTax PO,
TECOYHBII LIBET — JAaHHBIC HUKAK HE MPECACTABJICHBI.

B Peructp BkIIOYeHBI JaHHbIE 82 pernoHOB-cyOobeKToB Poccuiickoit Denepammu (puc. 1).
[IpencraBieHbl CyMMUPYIOIINE JaHHbIE IO (henepanbHbIM OKpyram. JIomoIHUTEIbHO BbIISIEHbI
ropona Mocksa u CaHkT-IleTepOypr, moka3aTenr 1o KOTOPbIM IIPEICTaBICHBI OTAEIBHO (HapSIy
C BKJIIOUEHMEM UX JaHHBIX B COOTBETCTBYIOIINE (henepaabHbIe OKPYra).

DO — LlenrpanbHbiii henepanbhbiii okpyr (n=1182), u3 Hux Mocksa = 462

C3D0 — CeBepo-3ananHblii penepaibHbiil OKpyr (n=365), u3 Hux Cankr-Iletepoypr = 193

IO®DO — IOxHbIIT henepanbHblil OKPYT (n=427).

I[B®O — IpuBoskckuit peaepaibhblii OKpyr (n=814).

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

CDO — Cubupckuii denepaibHbiii OKpyr (n=449).

JAB®O — [lanbHeBOCTOYHBIM (henepanbHblii okpyr (n=200).

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

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

B Peructp 2022 r. GbUIM BKIIOYEHBI JaHHBIE 0 3969 GobHbIX: 2787 XUBBIX U 31 yMepIIuX,
HaOMIOOaBIIMXCS B TEeKylleM Troay, a Takxke 1081 manueHTOB, KOTOpble He HAaOMIOJaINCh B
TekymeM roay, u 70, KOTopble HE OCMAaTPUBAINCh B TEYEHUE TPEX JIET.

OO0l11Iee KOJMYECTBO MAlMEHTOB ¢ MyKOBUCLMI030M B P® (mo gaHHbIM «[Iporpammbr 14
BBICOKO3AaTpaTHBIX HO30JI0rMil» MuHucTepcTBa 3apaBooxpaHeHust PD) cocrapisieT 4346 yenoBek
no xaHHbM Ha 01.09.2023r.

B Ta6n. 1 mpencraBiaeHO YMUCIO OONLHBIX B KaXKIOM PETMOHE, JOJIS B3POCIbIX MAIMeHTOB B
KaXXJIOM M3 HUX U J0JIs1 OOJIBHBIX PErMOHA OT YKCIIa MaleHTOB B COOTBETCTBYIONIEM (henepalib-
HOM OKpPYT€ M OT OOIIEro KOJIMYECTBA.



PerucTp nauueHToB ¢ MykoBucuuao3om B Poccuiickoin Pegepaumn. 2022 rop,
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Cy6bekT PO

MockBa

MockoBckasi o6nactb
Benropopckas o6nactb
BpsiHckas o6nacTb
Bnapgumupckas o6nactb
BopoHexckasi 06nacTb
WBaHoBCKas o6nactb
Kanyxckas o6nactb
Koctpomckas o6nactb
Kypckas o6nactb
Jluneukas obnactb
Opnoeckas o6nacTb
Psa3aHckasa o6nacTtb
CmMmoneHckas obnactb
TamGoBckas o6nactb
Teepckas o6nacTb
Tynbckas o6nactb
fipocnaBckas o6nacTb
ApxaHrenbckas o6nactb
Bonoroackas o6nactb
KanuHunrpapckas o6nactb
Pecny6nuka Kapenus
Pecny6nvka Komun
JNeHuHrpapckas o6nacTtb
MypmMmaHckasi o6nactb
HoBeropogckasi o6nactb
MckoBckas o6nactb
CankT-lMeTep6ypr
Pecny6nuka Agbires
AcTpaxaHckasi 06nacTb
Bonrorpapackas o6nactb
Pecny6nuka Kanmbikus
KpacHopapckuii kpan
Pecny6nuka Kpbim
PocToBckas o6nactb
CeBacTononb
KypraHckas o6nacTb
CeeppanoBckas o6nactb

TiomeHckasi o6nactb

XaHTbl-MaHcuiickuii AO —

Orpa

Yensa6uHckas o6nactb
fimano-HeHeukuin AO
AnTaiickuii Kpai
WpkyTckas o6nactb
KemepoBckas o6nactb
KpacHospckuii kpai
HoBocubupckas o6nactb
Omckas o6nacTb
Tomckas o6nactb
Pecny6nuka TbiBa

Pecny6nuka Xakacus
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AGconioTHoe
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35
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13
20
10
23
23
21
22
34
52
16
25
33
16
16
31
22

140
68
123
11
11
108
50
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64
53
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65
30
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Tabauua 1

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

Konuyecteo
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43
21
28

29

13

23

12
13
16
22
26

Bsp(ﬂ:%,l?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
a,7
12,5
22,6
23,2
18,0
28,2
40,0
16,7
100,0
8,3

Hons B depepansHomM
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

12



06wwas uHdopmaums

W omenre | Sonpmen TG SRENY ol AOTREgomon Ao
52 Pecny6nuka BawkoproctaH neo 89 26 29,2 10,9 2,2
53 Kuposckas o6nactb noo 42 11 26,2 5,2 1,1
54 Pecny6nuka Mapuii 9n neo 8 2 25,0 1,0 0,2
55 Pecny6nuka MopaoBus neo 22 5 22,7 2,7 0,6
56 Huxeropopackas o6nactb neo 116 28 241 14,3 2,9
57 OpeHOyprckas o6nacTtb noo 73 21 28,8 9,0 1,8
58 MeH3eHckas o6nacTb noo 20 4 20,0 2,5 0,5
59  [Mepmckuii Kpaii n$o 61 21 34,4 7,5 1,5
60 Camapckas o6nactb neo 109 44 40,4 13,4 2,7
61 CapartoBckas o6nactb noo 26 13 50,0 3,2 0,7
62 Pecny6nuka TaTtapcTtaH neo 127 50 39,4 15,6 3,2
63  Pecny6nuka Yamyptus noo 36 21 58,3 4,4 0,9
64  YnbsiHOBCcKas o6nactb neo 26 7 26,9 3,2 0,7
65 Pecny6nuka Yyeawms noo 59 23 39,0 7,2 1,5
66  Amypckas o6nactb ABdO 15 4 26,7 7,5 0,4
67 Pecny6nuka Bypatus ABdO 24 9 37,5 12,0 0,6
68  EBpeiickas AO AB®O 2 1 50,0 1,0 0,1
69  3abaiikanbckuii Kpaii ABdO 32 7 21,9 16,0 0,8
70  Kamuartckuii kpait B0 6 1 16,7 3,0 0,2
71 MarapaHckas o6nacTb ABdO 1 0 0,0 0,5 0,0
72  MpumMopcKuii kpait AB®O 52 22 42,3 26,0 1,3
73  Pecny6nuka Caxa ABdO 14 4 28,6 7,0 0,4
74 CaxanuHckas o6nactb ABdO 10 20,0 5,0 0,3
75 XaGapoBckuii kpaii ABPO 44 11 25,0 22,0 1,1
76 Pecny6nuka flarectaH CK®O 15 13,3 7,1 0,4
77  Pecny6nuka UHrywetus CK®O 11 0,0 5,2 0,3
78 g:f:y%ﬁ:::'sa""ap“a" CK®O 5 1 20,0 2,4 0,1
79 g:gn‘;';:::"'ep"e"c"a“ CK®0 24 1 4,2 11,4 0,6
80 Pecny6nuka OceTtus CK®O 12 2 16,7 5,7 0,3
81 CraBpononbCKuii kKpai CK®O 74 26 35,1 35,2 1,9
82  Pecny6nuka YeuHs CK®dO 69 4 5,8 32,9 1,7
uToro 3969 1167 29,4 - 100

JluHamuKa YucaeHHOCTHY NalueHToB B peructpe ¢ 2011 mo 2022 roabl mpeacrapiieHa Ha puc. 2.

2011 r.

2012 r.

2013 r.

2014r.

3049

2916

2015r. 2016

3096 3142

2017 r. 2018r.

3722

3169

2019r. 2020r.

3969 3969

2021r. 2022r.

Puc. 2. JluHamMuKa 4yMcaIeHHOCTHU manueHToB B peructpe ¢ 2011 mo 2022 ronbr*.
*[IpuMevaHue: B T.4. MAaLIMEHTbI, KOTOpbIe He Hab onanuch B 2022 1.
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Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

Ha puc. 3 mpencrasieHa 107151 TallMeHTOB KaXI0To (penepasbHOTO OKpPyTa B OOIIEH YMCIeH-
HOCTH ITalliCHTOB.

B L0
B C300
11000
E BP0
YOO
HCo0
B /B0

CK®O

427

Puc. 3. JIoas malMeHTOB Kaxa0ro (eaepaaibHOro OKpyra B 00LIeii YMCIEHHOCTH MalreHToB PD.

Ha puc. 4 orpaxkeHO aOCOIIOTHOE YKCIIO AeTeil U B3pOCIBIX B (hedepabHBIX OKPYTaXx.

LleHTpanbHbI depepanbHblii OKpyr
CeBepo-3anafHbliit beaepanbHblii OKpyr 38
KOXKHbIV depepanbHbIi OKpYT

MpuBOMIKCKNIA deaepanbHbIi OKpyr _

Ypanbckuii esepanbHblit OKpyr

B [letn
Cubupckuin bepepanbHblii OKpYr
M B3pocnbie
[anbHeBOCTOYHbIN dpepepanbHbIi OKpyr .
CeBepo-KaBKa3ckuit bepepanbHblii OKpyr 36
Mocksa
CaHKT-lMNeTepbypr .
T
0 500 1000

Puc. 4. AGCOIIOTHOE YMCIIO IeTel U B3POCIIbIX B KaXKIOM OKpYre.

O6miast cymmupytoiass “HhopMaiusi o perucTpy B CPaBHEHUM C TAHHBIMU TIPEIBITYIITNX
JIET TIpeJICTaBIeHa B Ta0I. 2.

Tabauua 2
OcnosHble nokazameau, Ompajcarousue OpeaHU3AUUI0 NOMOULH NAUUEHIMAM ¢ MYKOBUCHUAO30M
u ux cocmostue 300poevs 3a 2011—-2020 ee.

Moka3zatennb 2011r. 2020r 2021r 2022r

OGwee yncno 1026 3722 3969 3969

XUBbI, HaGnOAaNNCL B TEKYLLEM rogy, n 1011 2567 3563 2787

ymepnau, n 1 32 46 31

He HaGniopanuchb B TeKyLieM roay H/n* 1123 360 1081

He HaGniopanuce Tpu roga 70

WcKnio4YeHs! U3 perucTpa, 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




06wwas uHdopmaums

Mokasatenb
Me (25th — 75th pctl)
Me (IQR)

[onga naumeHToB B Bo3pacte > 18 net, %

Bo3pacT ycTaHOBNeHus AnarHosa, roabl
M+ SD
Me (25th - 75th pctl)
Me (IQR)
MekoHueBblii uneyc
BCero, %
Xupypruyeckoe noco6ue, %
KOHCepBaTuUBHasA Tepanus, %
B OTYETHOM roay, %
Xupypruyeckoe nocobue,%

KOHCepBaTUBHasa Tepanus, %

2011r.

9,5(14,0)
25,0

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

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

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

AnarHo3 no HeoHaTanbHOMY CKPUHUHTY
Bcero, %
B OTYETHOM roay, %

FeHeTn4eckoe uccneposaHve
oxBart, %
AONS BbISIBIEHHbIX TEHETUYECKNX BapuaHToB, %
— [ABa BbISIB/IEHHbIX FeHETU4ECKNX BapuaHTa, %
— OAVH BbISIB/IEHHbIN FreHeTUYECKUIA BapuaHT, %
— 00a reHeTU4ECKNX BapuaHTa He BbisiBJIeHbl, %
F508del / F508del,%
F508del / HeF508del, %
HeF508del / HeF508del, %
F508del, annenbHas yactoTa, %

KomnnekcHbiii annenb, L467F;F508del, annenbHas
yactora %

CFTRdele2,3, annenbHas yactota, %

E92K, annenbHas yactora, %

MwukpoGuonoruyeckoe uccnefoBaHve
Staphylococcus aureus, %
MRSA, %
Pseudomonas aeruginosa
— XpoHUyeckoe uHpuumupoBaHue, %
— MHTEPMUTTUPYIOLLMIA BbICEB, %
Burkholderia cepacia complex, %
Stenotrophomonas maltophilia, %
Achromobacter spp., %
JlerouHblit (HeTyGepKynesaHblii) MMKoGakTepnos, %
Haemophilus influenzae, %
Escherichia coli, %

PecnupatopHas ¢pyHKums
DXXEN, %nonx.

Ot‘DBL %L0NX.

3,3+5,5 3,6 £6,1 3,1+6,2 3,0+ 6,1
0,4 (0,1-2,9) 0,4 (0,1-2,8) 0,4 (0,1-2,6)
1,0 (4,0) 0,4 (2,8) 0,4 (2,7) 0,4 (2,5)
5,4 8,9 9,2 9,1
4,8 7,9 8,0 8,1
0,6 1,0 1,2 1,1
8,7 15,7 12,7 6,5
8,7 14,9 9,5 6,5
0 0,8 3,2 0
28,8 52,3 53,5 54,4
78,3 80,2 65,8 73,9
91,8 93,0 93,6 94,6
80,0 89,9 90,5 90,9
69,1 83,3 84,2 87,1
21,4 13,3 12,7 10,0
9,5 3,5 3,2 2,8
32,1 30,0 28,2 30,6
41,2 45,2 45,4 46,3
26,7 24,8 24,9 23,1
52,79 52,6 51,5 51,6
H/A H/A 0,74 0,76
6,32 6,2 6,1 6,1
2,65 3,3 3,5 3,7
58,4 63,1 63,1 70,0
H/A 3,1 4,9 4,8
32,3 34,1 33,6 36,1
15,1 16,9 15,4 12,0
7,0 5,1 5,5 5,7
3,4 5,3 4,3 4,1
H/A, 7,6 7,6 8,2
1,6 1,7 1,2 1,5
H/A, 3,8 3,1 3,9
H/A, 4,4 3,8 5,3
84,6 + 30,1 85,7 £ 22,1 86,6 + 23,3 87,6 £ 23,6
74,6 + 29,4 78,6 £ 26,5 79,2 £ 28,9 81,5+ 28,3

HyTpuTHuBHBbINA cTaTyc
mepauvaHa nepueHtuna UMT cpepu peteit
Me (25th — 75th pctl)
mepauada UMT cpeam B3pocnbix
Me (25th — 75th pctl)
OcnoxHeHus 3a6oneBaHnsi B OTYETHOM roay

Annepruyeckuii GpoHXoneroYvHblii 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)

ors

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

3,0
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PerucTp nauueHToB ¢ MykoBucuuao3om B Poccuiickoin Pegepaumn. 2022 rop,

Mokasatens 2011r. 2020r | 2021r | 2022r
CaxapHbiii anabeT c NPUMEHEeHEM UHCYNUHa, % 3,2 3,2 4,2 4,6
MHeemoTOpakc, NoTpe6GoBaBLLMiA APeHMPOBaHUS, % 1,5 0,7 0,6 0,6
Liuppo3 neyexu
— C NopTaibHOM runepTeHsuneit / runepcnneHn3mom, % 4,2 4,0 3,9 3,3
— 6e3 nopTanNbHOI rMNepTeH3uu / runepcnnelnama, % 4,3 3,1 3,4 2,9
— 0 HaNM4YUM rMNepPTEeH3NN HEU3BECTHO, % 0,3 0,5 0,1 0,2
MopaxeHue nevyeHn 6e3 umpposa, % 23,2 17,9 15,5 15,6
Jlero4Hoe kpoBoTe4yeHue, % 2,6 1,5 0,6 0,6
OcTeonopo3 (HU3Kas KocTHas 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
ANEeKTPONUTHbIE paccTpoiicTBa, % 4,0 3,1 3,7 2,0
Hanuuune oHkonorunyeckoro 3abonesaHus, % 0,4 0,1 0,1 0,1
Amunoupos, % 0,2 1,0 0,8 0,8
CVHAPOM AMCTaNIbHOI UHTECTUHANIbHOI 06CTPYKUUMN, % H/A 2,3 2,2 1,3
TMnepToHMYeckuii pacTBop HaTpusa xnopuaa, % 8,7 72,7 70,7 71,5
AHTUOGMOTUKMN MHTrANSALUOHHBIE, % 41,3 45,7 45,0 46,2
AHTUOGMOTUKMN BHYTPUBEHHBIE, % 70,9 32,3 36,4 45,0
AHTMOMOTUKM NepopanbHbie, % 69,1 57,4 61,4 69,2
BpoHxoaunararopsbl, % 63,0 45,5 47,5 41,1
CTepounabl UHransauuoHHble, % 26,8 10,3 11,3 13,1
Crtepouppbl cuctemHbie, % 8,3 3,6 3,4 3,9
DopHasza anbda, % 93,4 95,2 95,1 93,9
A3UTpPOMULMH B CyGMHrMGUpYyioLeit po3se, % 34,7 26,5 25,9 23,1
Ypcopesokcuxonesas kucnora, % 93,2 88,1 86,4 85,9
MNaHkpeaTnyeckne bepmeHTbl, % 94,2 93,3 89,8 89,9
JXXupopacTBopuMble BUTaMUHbI, % 88,1 91,2 84,2 85,4
Kunesurtepanus, % 79,9 81,6 73,1 71,5
Kucnopoportepanus, % 6,2 4,4 5,2 4,9
WHrMGMTOpLI NPOTOHHOM NOMIbI, % H/B, 23,5 21,2 24,5
WHransiumMoHHblii MaHuuton, % H/A, 3,9 5,8 9,1

TpaHcnnaHTauua 3a OTY4ETHbIA rop,

— JNIerkux, n 1

— neyeHu, n

— nouek, n 0 0 0 0

Yucno ymepumx 15 32 46 31

M £ SD, roabi 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), roabi 17,4 (25,0) 15,5 (13,1) 25,8 (12,8) 26,6 (13,7)
MpuynHbl cmMepTH

— OpoHxonero4Has, n 13 31 39 27

— BOAHO-3NIEKTPONIUTHbIE PACCTPOICTBA, N 1 0 0 0

— NopaxeHue nevyeHun, n 0 1 1 0

— Hec4acTHbII cnyyaii, n 0 0 0 0

— CBA3aHHas C TPaHCMaHTaumnen 0 0 0 3

— OCTpasi no4yeyHasi HefOCTaTOYHOCTh, N 0 0 1 0

— OHKONOrUs, n 0 0 0 0

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

— apyras, n 0 0 0 0

— MPUYUHA CMEPTU HEM3BECTHA, N 1 0 5 1

*H/Jl — HET JaHHbIX — B JAHHOM IOy IMoKas3aTec/I1 HE BHOCUJINCH B PETUCTP
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BO3pacT, roapl

BO3paCTHaH n nojioBad CTPYKTypa naumeHToB C MyKOBUCUNA4030M

Pacrnipenenenne 00JbHBIX MYKOBUCLIMIO30M B 3aBUCMMOCTH OT BO3pacTa MpPeNCcTaBIeHO
Ha puc. 5. CpenHuii Bo3pacT 60sbHbIX B 2022 rony coctaBui 14,7 + 9,8 net, MeauaHa BO3-
pacra — 12,7 (7,5-19,6) ner. Camblii cTapiunii nauueHT B ordeTHOM 2022 roay HaGI0mascs
B I. CankT-IletepGypr. Ero Bo3pact — 65,1 net, Bo3pact camoro mianiero — 0,3 roga. dost
B3POCJIbIX MAlMeHTOB (> 18 nieT) — 29,4%. Cpenu nanmeHToB ¢ M B He3HauuTeIbHO NIpeobiaganu
MY>KYMHBI U cocTaBmi — 51,8%, xeHinubl — 48,2%.
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Bospacr, roap!

Puc. 5. Tucrorpamma Bo3pacta naueHToB. Och abCIMCC — BO3pacT, TObI, OpAUHAT — YKcio, N.

ITonoBoii coctaB B 3aBUCUMOCTU OT Bo3pacTa npcacraBjJ€H Ha pUC. 6.

55
53
51
49
47
45
43
41
39
37
35
85
31
29
27
25
23
21
19
17
15
13
11

B MyumHbl B Kenwphbl

I O O e T O T T

120 110 100 90 8 70 60 50 40 30 20 10 O 10 20 30 40 50 60 70 80 90 100
Yucno 60/bHbIX, N

B W U N

Puc. 6. ITooBoii cocTaB MalKeHTOB B 3aBUCUMOCTHU OT BO3pacrTa.
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Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

Tabauua 3

Cpeonuii 6o3pacm u meduana 603pacma NAyUEeHN08 6 pecuoHax

| Okpyr M=SD, roap! Me, roab! | IQR ‘ 25th percentile | 75th percentile ‘
LieHTpanbHbiii PO 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
HOxHbI DO 14,5+9,1 13,1 10,6 7,9 18,5
Mpueomxkckuit 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 @O 13,8+9,0 11,9 9,9 7,6 17,5
[anbHeBoCTO4HbI ®O 14,5+9,0 13,5 11,8 7,7 19,5
CeBepo-Kaekasckuit @O 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. CaHkT-lMeTtepOypr 13,9+ 11,6 10,2 14,1 552 19,3

lpumeyanne: IQR — mexksapTuabHbI pasmax
AuarHoctuka mykoBucuuao3sa

TucTorpamMmma Bo3pacTa yCTaHOBJICHUSI IMarHo3a B OOIIEM I10 TPYIINe oTpaxkeHa Ha puc. 7.
CpenHuii Bo3pacT OCTAHOBKM JTMarHo3a coctaBui 3,0 + 6,1 jiet, MeauaHa Bo3pacTa YCTaHOB-
sienus nuardosa — 0,4 (0,1-2,6) snet. B Bo3pacre nociie 18 yiet 3abosieBaHKe AMArHOCTUPOBAIOCH
y 3,2% ot ob6uiero yucia 60nbHBIX Uy 10,8% oT umciaa B3pocabiX. MUHUMAaIbHBIN BO3pacT
YCTaHOBJICHMS IUarHo3a — IMpU POXICHUM, MaKCUMaJbHbBI — B 59,5 JeT.

ITo HeoHaTaJIBHOMY CKPUMHUHTY IMAarHo3 ObUT ycTaHOBJEH 54,4% mnalveHTaM.

Yucno naumeHTos, n
KymynsaTusHas yacTtoTa, %

— MmN N O o4 MmN O d mm;nm N O o Mmoo

‘T"’,’@'TQ‘HHHHHNNNNNMMMMM##Q@
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Bo3spacr, rogpl

Puc. 7. l"MCTorpamma BO3pacTa YCTaAaHOBJICHUA TUArHo3a B pa3/IMYHbIX BO3PACTHBIX I'pyIiriax.

sSIHEOHATAJIbHOMY CKpUHUHTY B 2011—2022 1T.

B0 === mmm e e o

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

Puc. 8 Jlong maunMeHTOB C yCTAHOBJICHHBIM JMAarHO30M MO HEOHATAJIbHOMY CKPUHMHTY B OOLIEH MOMyasLnM OONBHBIX MYKOBUCIIMIO30M 3a
2011-2022 rr.
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Ha puc. 9 IIpeacTraBI€Ha JOJIA 6OJ'II>HBIX, JMAardHo3 KOTOPbIM yCTaHaBJIMBAJICA 110 HEOHaTaJIb-

HOMY CKPUHUHTY.
LleHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblit depepasbHblil OKpyr
HOXHbIV desepanbHblii OKpyr
MpuBoNKCKUIA desepanbHblii OKpyr
Ypanbckuii pepepanbHbii OKpyr
CnbMpCKMin pesepanbHblii OKpyr
[anbHeBOCTOUHbIN deaepanbHblii OKpyr
CeBepo-KaBkasckuii deaepanbHblii OKpyr
Mocksa

CaHKT-lNeTepbypr

Puc. 9. Z[O.)'Iﬂ IMallMEHTOB, JMArHO3 KOTOPbIM YCTaHaBJIMBaJICA 110 HCOHATAJIbHOMY CKPUHUHTY (CVIHVII‘/’] IBET — AMarHo3 YCTAaHOBJICH IO HECOHATaJIbHOMY
CKPHWHMHTY, KpaCHbIﬁ IIBET — AWMAarHO3 YCTAHOBJICH 11O KIMHUYECCKUM CUMIITOMaM (y IMAIITMEHTOB C OTPULIATCIbHBIM HEOHATaJIbHbIM CKpl/lHVIHl'OM)).

Tabauua 4

Cpeonuii 603pacm u meduana 603pacma yCMaHoAeHUs OUAZHO3A

‘ Okpyr M=SD, rogbl Me, roabi ‘ IQR ‘ 25th percentile ‘ 75th percentile ‘
LieHTpanbHbiii @O 3,4+6,9 0,4 3,2 0,1 3,3
CeBepo-3anagHblit PO 3,0+6,7 0,3 1,4 0,1 1,5
OxHbI ®O 2,8+5,1 0,5 2,8 0,2 3,0
MNpueonxckuit O 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
Cubupckuint 0 2,5+6,0 0,2 1,3 0,1 1,4
JAanbHeBOCTO4HbI PO 2,8+5,3 0,4 2,4 0,1 285
CeBepo-Kaekasckuit @0 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. CaHkr-lMeTtepOypr 3,6+8,4 0,2 1,1 0,1 1,2

lpumeyanne: IQR — mexkBapTuabHbIA pasmax

CpC,HHI/Iﬁ BO3pacCT N M€AraHa BO3pacTa YCTAHOBJICHUA JMAarHo3a IIpeacTaB/ICHbBI B Tab. 4.

LleHTpanbHbIN depepanbHbIii OKpyr |
CeBepo-3anagHblii peaepanbHblit OKpyr
HOXKHbIV besepanbHbIii OKpyr

MpuBoOMKCKUI beaepanbHblii OKpYr
W Xvipypruyeckoe

Ypanbckuii desepanbHbIi OKpyr nocobue

[ | KoHcepBaTtusHan
Tepanua

Cubupckuin depepanbHbIi OKpyr
[anbHeBOCTOYHbIN depepasbHbI OKpYr
CeBepo-KaBka3ckuii degepanbHbili OKpyr
MockBa

CaHKT-MNeTepbypr %

\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
\
i
4

1

Puc. 10. Tosist 60JbHBIX C MEKOHUEBBIM MJIEYCOM.
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Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

AunarHoctuka B 2022 rony

3a OTYETHbIN IO AMArHo3 MyKOBUCLIMIO3a BIEPBbIe YCTAHOBJIEH 46 mauueHTaM (CpeaHuit
Bo3pacT coctaBui 2,9 + 5,1 net, mennaHa Bo3pacta — 0,9 (1,1) net): 44 nauueHTam 1o 18 jget u
2 nmauueHTaM ctapiue 18 yiet. [To HeoHaTaIbHOMY CKPMHMHTY AMArHO3 ObLT yCTaHOBJIEH B 73,9%
CJIydJasiX OT BCEX BIICPBBIC BHISIBJICHHBIX CIIyJacB MyKOBHCIIIO3a 32 OTUYETHBIN rof. MeKOHUEeBHIi
Ujeyc ObLI IMarHOCTUPOBAH Y 3 maueHToB (6,5% OT 4uciia yCTaHOBJIEHHBIX JUArHO30B), BCEM
OOJILHBIM TTOTPEOOBATIOCHh XUPYPrudeckoe mocodre. MUHUMANIBHEBINM BO3PacT YCTAHOBJICHUS
nuMarHosa B otyeTHoM roay — 0,3 net, makcumanbHbiit — B 20,9 neT. Tucrorpamma Bo3pacra
YCTaHOBJICHMSI IUaTHO3a B OTYETHOM IOy OTpakeHa Ha puc. 11.
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Bo3pacr, roapl

Puc. 11. Tucrorpamma Bo3pacra ycTaHOBJIeHUs nuarHosa B 2022 romy.
MoToBbiiA TECT

Ha puc. 12 mpencraBieHo COOTHOIIEHHE TUTIA TTOTOBOTO TECTA, a B TA0J. 5, 1 Ta0JI. 6 pasinuns
MEXIY IeTbMU U B3POCIBIMH.

1000 — — — —
OO ====
60,0 ——— — m [MpoBoAMMOCTb
% m TutTpoBaHue
400 — ——— m He genanu/Het
MHpopMaLmmn
200 +————
0,0 -
MoTosbIn TecT 1 MoToBbI TecT 2
Puc. 12. Xapakrepuctrka noroBoro tecra 1 u 2.
Tabauua 5
Xapaxmepucmura no npoeedenuro nomogozo mecma 1y demeil u 63pocavix
| Fpynna ‘ Het nudpopmauun/He penanm, n (%) | TuTtpoBaHue, n (%) MpoBoaumocTsb, n (%) ‘
Detn 183 (6,6) 595 (21,3) 2010 (72,1)
Bapocnbie 139 (12,0) 639 (55,1) 381 (32,9)
Tabauua 6
Xapaxmepucmurxa no npoeedenuro nomoeozo mecma 2y demeil u 83p0cabix
| F'pynna ‘ Het uudpopmauun/He penanm, n (%) | TuTtpoBaHue, n (%) MpoBoaumocTb, n (%) ‘
Aetn 997 (36,3) 405 (14,8) 1341 (48,9)
Bapocnbie 539 (47,1) 280 (24,5) 326 (28,5)
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Cpenu 3aroHeHHBIX IaHHBIX Y 6,3% MalMeHTOB B peructpe He 3a(puKCUPOBAHO HU OMHOTO
TTOJIOKUTETLHOTO MOTOBOTO TecTa, Y 38,3% GOMbHBIX OTMEUYEH XOTSI Obl OVH MOJIOKUTETbHBIN
MOTOBBI TecT, y 55,4% — nBa MOTOBBIX TecTa MOJOXUTENbHbIC. [10JOXUTETbHBIM MTOTOBBIM
TECTOM CUYUTAIMCH MOKA3aTeNIN: JJisl MeToa TUTpoBaHust 60 u Gosiee MMOJIb/JI, ISl TIPOBO-
numocTtu — 80 1 6osiee MMOJIb/JT, TOorpaHUYHbBIe 3HaYeHus: 30—59 Mmoinb/a1 1 50—79 MMomb/IT
JUTSI TATPOBAHUS U TIPOBOAUMOCTH, COOTBETCTBEHHO.

B Ta6s1. 7 oTpaxkeHbl pa3inyusl MEXJIy B3POCIBIMU U AETbMU TIO CTPYKTYPE MOTOBOTO TeCTa.

Tabauua 7

Coomuowenue unghopmamuenocmu nomogozo mecma y oemelii u 63pocavlx

‘ F'pynna Hu ogHOro nonoxurenbHoro Tecra, n (%) ‘ OAVH NOTOBBINA TECT NONOXUTESbHBIN, N (%) ‘ JlBa NOTOBbIX TECTA NOJIOXKMUTENbHbI, N (%) ‘
Detn 151 (5,8) 941 (36,1) 1513 (58,1)
Bapocnbie 77 (7,5) 446 (43,7) 497 (48,7)

Ha puc. 13 u B Tab:1. 8 oTpaxkeHbl IOKa3aTeIu [IOTOBOIO TECTa, IPOBEIEHHOTO TUTPOBAHUEM.

CpenHue rmokasaTejand 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 mmonb/in, meauana 101,0 (35,6)
MMOJIb/7, Y B3pochbiXx — 95,5 + 27,5 mmonb/n, Menuana 94,0 (37,3) MMOIb/I.

CpenHue rmokasaTejan IMOTOBOTO TeCTa 2 METOIOM TUTpOBaHMsA cocTaBmim 99,1 + 26,3
MMOJ1b/71, Menrana 100,0 (37,0) MMoinb/i, y aeteit — 98,9 + 25,6 Mmosnb/i1, meauana 102,0 (37,0)
MMOJIb/T, Y B3pOochbIX — 99,4 + 27,4 mmoins/1, MequaHa 99,5 (37,0) MMmob/1.
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Puc. 13. [Nokazarenu 1moToBoro T€CTa, MPOBEACHHOIO TUTPOBAHUEM.

Tabauua 8
Cmpykmypa 3HaueHuli nomoeozo mecma, npoeedeHH020 MUmMpoGaHuem
3HayeHue, 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 nauueHToB, n Jong nauneHToB, %

pumeyanne: * - B 2-x Tectax 0Ob10 Ha

pXHeit fony ji rpaHnue v paHo 160 mmonib/n. pu ypoBHe Bbiwe 160 MMO/b/N I0TOBBIN TECT OMXEH ObiTh NEPEAENaH (Takue AaHHbIE HE BKIOYaM B aHAN3).

Ha puc. 14. u B Taba. 9 oTpaxkeHbl mokaszaTeJu MOTOBOIO TeCTa, MPOBEASHHOTO METOIOM
MPOBOAUMOCTH.

CpenHue Mmokasareiad IOTOBOro Tecta 1 MeromoM mpoBomguMocTy coctaBuwan 106,4 + 21,8
MMoJib/1, meauana 110,0 (25,0) mmoob/a, y neteit - 107,0 £ 21,0 mmonb/i, meauana 110,0 (23,0)
MMOJIb/J1, y B3pocibix - 102,7 + 25,3 mmonb/i, meauana 103,0 (23,0) MMoJb/1.

CpenHue Mmokasareiad IOTOBOro TeCTa 2 METOIOM IpoBoIuMOCTH coctaBuwan 106,6 £ 21,6
MMoJib/i, meauana 110,0 (257,0) mmonb/n, y aereit - 107,3 + 20,7 mMoib/i, meauana 110,0
(22,0) mMonb/1, y B3pocabix - 103,6 + 24,8 mmonb/1, meauana 105,0 (32,0) MMoJIb/m.
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Puc. 14. TToka3zaTenau MOTOBOrO TeCTa, MPOBEIEHHOIO METOIOM MTPOBOIUMOCTH.

Tabauua 9
Cmpykmypa 3HaueHuli nonoeozo mecma, npoeeodeHH020 dom nposodumocmu

SHaueHue, MMonb/n Yucno naumeHTos, n [Lons nauneHTos, %
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NleHeTuka

B HacTtosiniee Bpems onucaHo 6ojsiee 2000 MyTauuii M BapuaHTOB HYKJIEOTUIHOM
nociuenoBatesbHOCTU reHa CFTR (v reHeTUuecKux BapuaHTOB, B JaJTbHEUIIEM O TEKCTY —
reHeTruyeckre BapuaHThl). [To cocrossHuio Ha 7 anpens 2023 rona Ha BeO-caliTe MeXITyHapOAHOTO
npoekta CFTR2 (https://cftr2.org) npencraBaeHbl 719 maTOreHHBIX TEHETUYECKUX BApUAHTOB
nykieotuaHoi nociaenoateabHocTy reHa CFTR (TBHIT CFTR). OHu npensiTCTBYIOT CUHTE3Y
6enka CFTR, ero TpaHcopTy K anMKaJlbHOI MeMOpaHe KJIeTKU WIX HApYyIIAIoT ero (PyHKIMI0
B KauecTBe KaHajla aHMOHOB xJiopa. B 3aBucumoctu ot BausiHus Ha pyHkuuto 6enka CFTR He-
KOTOpbI€ aBTOPbI MOIPA3AEIISIIOT UX Ha 7 OCHOBHBIX KjiaccoB (puc. 15). [IpuBeneHa ynpoliueHHas
cxema, Tak KaK OMH M TOT X€ BapMaHT MOXET BbI3BATh HECKOJILKO BUIOB HApYIIEHUS] PAOOThI
Oesika, U He IJI BCeX BapUAHTOB HYKJIEOTUIHO nocienoBateabHocTu reHa CFTR onpenenen
Kjacc. B takux ciyyasix Mbl OTMEYaeM, U4TO KJIACC «HE OTIPEIeseH».

+ Knaccbl myTayui:

e [ Il I IV Vv Vi
: Benok He Benok He X0pHbIit KaHan He DYHIMA XN0PHOMO CHiokeHo Benok Hecrabunex
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Puc.15. PacnipeneneHue naToreHHbIX BapMaHTOB HYKJIEOTHIHOM nocienoBarenbHocT reHa CFTR (Myranumii) 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).

ITatorenHble BapuaHThl HyKJIeoTUaHOU nocaenoBaTenbHocT reHa CFTR I, 11, IIT u VII
KJIACCOB MPUBOASAT K MOJIHOMY WJIX TTOYTH MTOJTHOMY MPEKPAIIeHUIO0 QYHKIIMU XJIOPHOTO KaHaja,
U OTHOCSITCS K «TSDKeJIbIM» BapyuaHTaM, Torna Kak npu Bapuantax IV, V, VI kitaccoB coxpaHsercs
octatouyHas (yHKIMS XJIOPHOTO KaHaja, YTO MO3BOJISIET UX OOBEAUHUTH B TPYIIINY «MSTKUAX»
BapUaHTOB HyKJIeOTUAHON nocienoBatenbHOCT reHa CFTR. «TsxecTb» BapruaHTa ornpenessier
CTEeIEeHb HApYIIEHNS BHEITHECEKPETOPHOU (DYHKIIMY MOMXKETyTOYHOM XKene3bl. « Msarkue» Bapu-
aHntel reHa CFTR 1oMUHUPYIOT Ha «TSEKETbIMU» B OTHOIIIEHUM TTaHKPeaTuIecKoro (heHoTUTIa.

leHeTMYeCKOE MccenoBaHue ObUTO TIPOBEACHO 94,6% G0NbHBIX. JIeTsIM TaHHOE UCCIenOBaHe
ObLTO TIPOBENCHO B 95,6%, B3pocibiM — B 92,2% ciydaes.
OXBaT TEHETUYECKNUM HMCCIIENOBAaHNEM B pETMOHAX TIPEACTaBIeH Ha puc. 16.

LieHTpanbHbIi pesepanbHblii OKpyr
CeBepo-3anagHblii beaepanbHbiil OKpyr
HOKHbIM desepanbHbIi OKpyr
MpuBOMKCKMI depepanbHblii OKpyr
Ypanbckuii begepanbHblil OKpyr M NposeaeHo
Cnbupckuit peaepanbHbIi OKpyr
M He nposoannocb
[anbHeBOCTOUHbIN deaepanbHblil OKpyr
CeBepo-KaBKasckuit degepanbHblii OKpyr

Mocksa

CaHkT-MeTepbypr
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Puc. 16. OxBar reHETUYECKUM MCCISIOBAaHNEM OOJTbHBIX MYKOBUCHHUIO30M.
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CyMMapHast 0JIsI BBISIBJICHHBIX TTATOTCHHBIX BAPMAHTOB HYKJICOTHUIHOM ITOCIIeIOBATEIbHOCTHI
rena CFTR B pernvonax nmokasana Ha puc.17

LleHTpanbHbIV pepepanbHbiii OKpyr
CeBepo-3anagHblii deaepanbHblil OKpyr
lOKHbIV dpepepanbHbIi OKpyr
MpuBoNXKCKMI deaepanbHblit OKpyr BET e
Ypanbckuii desepanbHblii OKpyr
Cubupckuit bepepanbHblii OKpyr B He soinerenb
[anbHeBOCTOUHbIN deaepasibHblit OKpyr
CeBepo-KaBKa3ckuii deaepanbHblil OKpyr

Mocksa

CaHKT-MNeTepbypr
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Puc. 17. 1o7s1 BBISIBIEHHBIX TEHETUYECKMX BApMAHTOB HYKJICOTUAHOM nocienoBaTeibHOCTU reHa CFTR.

O6uas cymMMapHasi 4acToTra UAeHTU(ULUMPOBAHHBIX ayieneil cocrasuia 90,9%. Y nereit
uaeHtuduunposaHo 91,4% anneneii, y B3pocibix — 89,5%.

JlnHaM1Ka oxBaTa TEHETUYECKMM MCCIIEIOBAHWEM M JTOJU HE BBISBICHHBIX T€HETHUECKUX
BapuaHToB reHa CFTR B 2011—2022rr. npencrasieHa Ha puc. 18.
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Puc. 18. ﬂI/IHaMI/IKa oxBaTa rcHETUYCCKHUM MCCICAOBAHUEM U JOJIN HE BBISABICHHBIX TCHETUYCCKNX BApPUAHTOB HyKHGOTI/IﬂHOf/’I TIOCJIEAOBATCIIBHOCTU
reHa CFTR B 2011-2022 rr.

YacroTa MaToreHHbIX BApUAHTOB HYKJIeOTUAHOM nocnenoBarenbHocT reHa CFTR B crpaHe
B IOpsiaKe yObIBaHUS IpenctasieHa B Ta6i. 10. Beero BbisiBieHO 264 maToreHHbIX BApUAHTOB
u 138 13 HUX HEOMHOKPATHO. 59 reHeTUYeCKMX BaApUAHTOB OTCYTCTBYIOT B MEXIYyHAPOIHbBIX
6a3zax CFTR: 604insA, E217G;G509D, p.Pro205Thr, Y84X, G509R, p.Leu581X, c.1219delG,
c.1243 1247del, c.1608delA, ¢.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, ¢.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,
c.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 HyKJICOTUTHOMU
nocaenoBaTenbHocT TeHa CFTR mipencrasnens! B [Ipunoxkenun 2.
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Tabauya 10
AaneavHas wacmoma 2eHemMu4ecKux 6apuanmos HyKkieomuonou nociedosameavrocmu eena CFTR ¢ Poccuu (npedcmaeaennt
2eHemuyeckue gapuanmot ¢ wacmomoti 6oaee 0,10%)

lpumeyanne: #-komnnexcrbiii annens L467F;F508del

##— 34eCh u fanee: BKII0Yas reHeTndeckue Bapuantel S466X (ecrn cuennenme ¢ R1070Q He nccnegosanocs) n S466X-R1070Q.
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JIBa TeHEeTUYECKUX BapWaHTa HYKJIeOTHUIHON mociemoBaTenbHocTy reHa (TBHIT) CFTR
onpeneneHbl y 87,1% 0T ynciia 601bHbBIX, KOTOPBIM IIPOBOAMIOCH FEHETUUECKOE UCCIIEN0BAHUE,
onuH —y 10,0%, H1 OMHOrO FeHETUYECKOrO BApUAHTA HE YIaJ0Ch BbISIBUTD Y 2,8 % MaLlMeHTOB.

Ha puc.19 oTpaxkeHbI 1011 OOJBHBIX B 3aBUCMMOCTH OT unciia BoisgBiaeHHbIXx [ BHIT CFTR
B FEHOTHIIE.

LleHTpanbHbI dpeaepanbHblit OKpyr
CeBepo-3anagHblii peaepanbHblit OKpyr

KOXKHbIV denepanbHbIvi OKpyr

M [1ga I'BHMN CFTR
MpuBOMKCKIUI hesepanbHbliit OKpyr BbIIBNIEHO

N o o
panbckunii depepanbHbiii OKpyr B Opuk FBHI CFTR

o o BblABAEH
Cubupckuit depepanbHbI OKpyr

M Hu ogHoro BHMN
CFTR He BblABNEHO

[anbHeBOCTOYHbIN bepepanbHbIi OKpyr
CeBepo-KaBKa3ckuit degepasbHbiil OKpyr
Mocksa

CaHKT-lMeTepbypr
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Puc. 19. Joas1 60JbHBIX B 3aBUCUMOCTH OT yKciia BeisBiieHHbIX [ BHIT CFTR B reHOTHIIE.

JIBa reHeTUYECKMX BapraHTa HYKJIEOTHIHOU rmocienoBaTenbHocTi TeHa CFTR BBISBIEHE Y
87,0% neteit u 87,6% B3pocnbix, onud —y 11,2% u 7,1%, uu ogHoro —y 1,8% u 5,3% neteii u
B3POCIIBIX, COOTBETCTBEHHO.

B LenTtpanbHoM (enepaibHOM OKpyre reHeTUYecKoe MccieaoBaHue mposeaeHo 96,0%
60bHBIX. (Taba. 11). B 3,4% ciydaeB MaToJOTUYECKUI ajulelb He ObLI UIEHTU(MUIIMPOBAH.
I'enernueckuii Bapuant F508del Bctpeuancs y 77,2% nauueHTOB.
Tabauuya 11

Yacmoma eapuanmos Hykaeomuonoi nociedoeameavnocmu 2ena CFTR ¢ Ilenmpaavnom gpedepaavrom oxpyee
(npedcmas.aenvt 2enemuueckue eapuanmol ¢ wacmomoi 6oaee 1,0%)

N FeHeTuveckuii BapuaHT rexa CFIR ‘ 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-3amagHom (eaepaJbHOM OKpyre FeHETUUECKOEe MCCeq0BaHe IpoBeaeHo 96,7 %
GosbHBIX (Tabdj. 12). B 3,9% ciay4yaeB maToJOrMYeCKUil ajuieib He ObUT UACHTU(MULUPOBAH.
I'enetnueckuii Bapuant F508del Bctpeuascs y 82,0% maimeHTOB.
Tabauya 12
Yacmoma éapuanmos Hykieomuonoi nociedosameavocmu 2ena CFTR ¢ Ceeepo-3anaonom gpedepaivrom oxpyee
(npedcmasaenvt cenemuyeckue sapuanmol ¢ wacmomoi 6oaee 1,0%)
N ‘ FeHeTuyeckuii BapuaHT reHa CFTR ‘ Yactota, % ‘
1 F508del 55,2
P 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 OxHOM deneparbHOM OKpyTe TeHETHUECKOe UCCeIoBaHue TIpoBeaeHO 94,8% GONBHBIX.
(ta6u. 13). B 14,6% ciydaeB maTOJOTMYECKUIA aiesib He ObUT uAeHTHGULIMPOBaH. BapuaHT
F508del Bcrpevaics y 76,7% 0OIbHBIX.

Tabauya 13
Yacmoma eapuanmog Hykaeomuonoil nociedoeameavnocmu eena CFTR ¢ FOxcnom ghedepaavrom oxpyee
(npedcmasaenvt eenemuteckue eapuanmot ¢ yacmomoil 6oaee 1,0%)

B TIpuBoKCKOM (hefiepalbHOM OKpYyTe TeHOTUTTMpoBaHue TipoBeneHo 90,4% GOMbHBIX (TabIT.
14). B 9,9% ciyuaeB maToJiorMuecKuii ajuienb He Obul uaeHTuduuuposad. Bapuant F508del
BcTpevacs y 76,2% GOJIbHBIX.

Tabauya 14
Yacmoma eapuanmos Hyxaeomuonoil nociedosameavnocmu 2ena CFTR ¢ Ilpusoaxcckom gpedepaavrom oxpyee
(npedcmasaenvl 2eHemuyeckue sapuanmol ¢ wacmomoii 6oaee 1,0%)

B YpasnbckoM denepasbHOM OKpyTe reHeThIecKoe oocenoBaHue npoBeneHo 97,2% GoabHBIX
(tabx. 15). B 8,8% ciyyaeB MyTaHTHBIN ayjiefb He Obul aeHTUhWIMPOBaH. [eHeTUeCKuii
BapuaHT F508del Bctpevancs y 77,0% GONMbHBIX.
Tabauua 15

Yacmoma eéapuanmoe nyxieomuodnoii nociedosamenvtocmu 2ena CFTR ¢ Ypaavckom gpedeparvnom oxpyee
(npedcmasaenvl 2enemuyeckue sapuanmol ¢ wacmomoii 6oaee 1,0%)
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B Cubupckom (enepanbHOM OKpyre reHeTUIeCKOe UccenoBaHue poBeneHo 94,2% G0bHbIX
(tabu. 16). B 10,6% ciyyaeB maTtoyloruyecKuil ajuieib He ObLT MaeHTUdUIMpoBaH. BapuaHT
F508del Bcrpevaincs y 80,2% 001bHBIX.

Tabauya 16
Yacmoma eapuanmog Hykaeomuonoi nocaedosameavnocmu eena CFTR ¢ Cubupckom gpedepaavrom oxpyee
(npedcmasaenvt eenemuueckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

B JlanbHeBOCTOYHOM (hemepaibHOM OKpyre TreHOTUITMPOBaHUE MpoBeneHo 95,5% GOabHBIX
(ta671. 17). B 14,9% cnyvaeB MaToIOrM4ecKuii ajutelib He ObLT MIeHTUMUIMPOBaH. [eHeTUUeCKuii
BapuaHT F508del Bctpeuascs y 73,8% GOJIbHBIX.
Tabauya 17

Yacmoma éapuanmos nyxieomuonoii nocredosameavtocmu 2ena CFTR 6 Jlaavneeocmounom ghedepaavnom okpyee
(npedcmasaenvt 2enemuteckue eapuanmot ¢ yacmomoil 6oaee 1,0%)

B CeBepo-KapkasckoM denepajbHOM OKpyre reHOTUIMpoBaHue npoBeneHo 94,3% G0IbHBIX
(tab6. 18). B 4,5% cnydaeB MaToIOrM4YeCKUii ajiiesib He ObLT MAeHTUdUIIMpPOBaH. [eHeTHYeCcKuit
BapuaHT F508del BcTpeuascs y 30,3% GOJIbHBIX.

Tabauya 18
Yacmoma eapuanmos Hykaeomuonoi nociedoeameavnocmu 2ena CFTR ¢ Ceeepo-Kaexazckom ghedepaavrom oxpyee
(npedcmasaenvt 2enemuteckue eapuanmot ¢ yacmomoil 6oaee 1,0%)

B Mockse JJHK nuarHoctukoii 6bu10 oxBaueHo 96,4% nauuentos (tabu. 19). B 2,7%
cJlydaeB TaToJOrMYeCcKMii ajienb He ObuT uneHTudunupoBaH. [eHetuyeckuit Bapuant F508del
BcTpeuancs y 74,0% mnaleHToB.
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Tabauya 19
Yacmoma eapuanmog Hykieomuonoi nocaedosameavnocmu eena CFTR ¢ Mockese
(npedcmasaenst eenemuseckue eapuannot ¢ Hacmomoi 6oaee 1,0%)

B Cankr-IletepOypre reHeTHUECKOE HCCIeIOBaHKE TTpoBeaeHo 98,4% GonbHbIX (Ta61.20). B
3,4% cnydaeB MaTOJOrMYECKIUIA ajutesib He ObuT naeHTuduunposad. Bapuant F508del BcTpevarcs
y 80,0% GONBbHBIX.

Tab6auya 20
Yacmoma éapuanmos nyxieomudnoii nociedosameavriocrmu 2ena CFTR ¢ Cankm-Ilemepoypee
(npedcmasaenvt eenemuueckue eapuanmot ¢ yacmomoi 6oaee 1,0%)

IlepBBIe IO YacTOTe OMMHHAALATHL BAPMAHTOB HYKJICOTHIHON IOCIEIOBATEIBHOCTH TeHa
CFTR cpenu aeteii 1 B3pOCabIX MpeacTaBieHbl B Ta0. 21.

Tabauua 21
Ilepevie no arreavnoil vacmome cenemuueckue eapuanmol Hykaeomuonoi nociedosameavhocmu 2eena CFTR cpedu oemeii u
63pocavix (6 nopadke yovieanus)
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LleHTpanbHbIl denepanbHbili OKpyr
CeBepo-3anaaHbiit desepanbHblit OKpyr
HOKHbIV denepanbHbili OKpyr
MpuBOMKCKUI hesepanbHblit OKpyr
Ypanbckuii desepanbHbii OKpyr
Cubupckuii epepanbHblili OKpyr
JlanbHEeBOCTOYHbIV penepanbHbiii OKpyr
CeBepo-KaBKasckuii degepanbHbili OKpyr
Mocksa
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Puc. 20. AnnenpHas yactoTta reHeTuyeckoro Bapuanra F508del rena CFTR.

YacToTa ImaToreHHOro BapMaHTa HYKJIeOTUIHO# 1mocnenoBareabHocT CFTRdele2,3 rena
CFTR B okpy-rax npezacrasieHa Ha puc. 21. I[To crpane yacrora cocraBuia 6,08%.

LleHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblil pesepanbHblii OKpyr
HOKHbIV pepepanbHbIv OKpyr
MpwuBonxKckuit deaepanbHblil OKpyr
Ypanbckuin desiepanbHblit OKpYr
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Puc. 21. Yacrtora renetnueckoro Bapuanta CFTRdele2,3 rena CFTR.

YacroTa BapuaHTa HykjieotuaHoi nociaenoBareabHocT E92K rena CFTR B okpyrax mpen-
craByieHa Ha puc. 22. [1o crpaHe ajureabHas yactora cocraBuia 3,67 %.

LleHTpanbHbIl pepepanbHbIii OKpyr
CeBepo-3anagHblit deaepanbHblil OKpyr
HOXKHbIV desepanbHblii OKpyr

MpuBoNKCcKUiA desepanbHblii OKpyr

Ypanbckuit desepanbHblii OKpyr
Cubupckuin bepsepanbHblii OKPYr
J[lanbHEeBOCTOYHbIN denepanbHbIii OKpyr
CeBepo-KaBKasckuii pegepanbHbiii OKpyr
Mocksa

CaHkT-lMNeTepbypr

Puc. 22. Yacrora renernyeckoro BapuaHta E92K rena CFTR.

%
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lFeHeTuka

CoOTHOIIIEHN € TOMO3UTOT, TeTepO3UTOT 10 reHeTnueckoMmy BapuaHTy F508del rena CFTR,
a TakxKe re-HOTUITOB, He BKimovatommx F508del, mpencraBinerno Ha puc. 23. Ilo cTtpane gons
romosurot 1o F508del cocraBuia 30,6%, rereposurot — 46,3%, renorumos 6e3 F508del — 23,1%.

LleHTpanbHbIV deaepanbHbIii OKpYr
CeBepo-3anaaHbiit bepepanbHblii OKpyr

HOKHbIV deaepanbHblit OKpyr

M F508del/F508del
MpuBOMKCKUIA PeaepanbHblit OKpyr
Ypanbckuii pesepanbHblit OKpYr B F508del/
He F508del

Cubupckuii desepanbHblii OKpyr

[lanbHeBOCTOUHbIN peaepasbHbIi OKPYR M He F508del/

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

Puc. 23. CooTHolIeHHEe TOMO3UTOT 1 reTepo3uroT no F508del, a Takke reHOTUIIOB, He BKJIOYatolux B coctaB F508del.
YacroTa romo3urot, rerepo3uroT no F508del u reHotunos 6e3 F508del cpenun aeteii u

B3POCJIbIX MpeA-CTaBjIeHa B Ta0JI. 22, a B 3aBUCUMOCTHU OT 4-JIETHUX BO3PACTHBIX «IIarOB» — Ha
puc. 24.

Tabauya 22
Yacmoma 2omosuzom u 2emepozuzom no F508del, a maxce 2enomunoe 6e3 F508del cpedu demeii u 63pocavix
Ipynna \ F508del / F508del \ F508del / He F508del \ He F508del / ve F508del \
Detn, % 32,7 45,5 21,8
B3apocnbie, % 25,3 48,5 26,2
100 — puam— - - — — — - -
80 — — — — — — — —
¥ He F508del/
He F508del
60 — — — — — — — — -
M F508del/
He F508del
a0 [ - - - - N | - M F508del/F508del
20 — — — — — — — — —
% 0 -

0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 32-36 crapuwe 36
Bospacr, rogb!

Puc. 24. PacnipeneneHue romo3urot, retepo3urot 1o F508del u renotuno 6e3 F508del B 3aBucuMocTu oT Bo3pacrta O0JIbHbBIX.
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«Msrkuit» reHOTUIl BbisiBIeH y 23,9% 6onbHbIX. PacrpeneneHue «MsSrkux» e HOTUIIOB B
3aBUCHMOCTH OT BO3pacTa IIPeICTaBIeHo 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. CooTHOILIIEHNE «TSIKECTU» TEHOTUITOB B 3aBUCUMOCTU OT BO3pacra.

«TsKenbie» TEHOTUITBI JOMUHUPYIOT KaK CPEIW IETei, TaK U B3POCIbIX, HO 10 18 jeT ux
yactoTa co-crasiser 80,4%, a mocine 18 et — 65,2%.

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

Yucno naymeHTtos, %

80

60

40

20

" MaArkue"
reHoTUmbI

0-12 12-24 24-36 crapwe 36
Bo3spacr, rogbi

Puc. 26. Pacnpeﬂeneﬁne «MATKHX» TCHOTUIIOB B PA3JIMYHbBIX BO3PACTHLIX I'pyIIax.
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MuxkpoGuonorus

MukpoGuonorus

Onpez[enem/le XpOHH'{eCKOﬁ I/IH(DCKHI/H/I B HM2KHUX OTACIAX AbIXaTCIbHbBIX HYTeﬁ

. Hanmume xpoHU4ecKoil CHHETHOMHOI MHMEKIIMY ONpeaessieTcs JieYallliM BpauyoM COIVIACHO

Monudu-1mpoBaHHoMy Kputeputio T. Jluzaca (Leeds criteria) [2] 1/viiu Mo aHTMCMHETHOWHBIM

aHtutenaM [3]. Ila-LuMeHT cuuTaeTcsl XPOHUYECKU MH(PUUUMPOBAHHBIM, €CJIM B JaHHBII

MOMEHT WJIM B MOCJEIHME OBl €ro MoKa3aTeJIM COOTBETCTBYIOT HUXKECIIEAYIOLIUM KPUTEPUSIM

U Jlevyallyii Bpay He CYMTAeT, YTO €ro CTaTyC U3MEHUJICS:

* 50% 1moceBOB MOKPOTHI, COOpaHHBIX B rocieqHue 12 mec. (Mau XoTst ObI 4 TToceBa 3a 3TOT
Meproa) MO-JT0XKUTENbHDI;

. XpOHV[‘IeCKaH I/IH(I)CKL[I/IH APYruMHU rpaMoTpuiaTCIbHbIMU 6aKTepI/IﬂMI/I OoNnpeacadacTCA 110

KPUTEPUIO, OTTMCAHHOMY BBIIIIE.
Ha puc. 27 npencrasieHo u3MeHeHUe XapakTepa MHOUIIMPOBAHUST PECITUPATOPHOTO TPpaKTa

B 3aBUCH-MOCTH OT BO3pacTa.

90

80

70

60

50

% 40

30

20

10

o= P aeruginosa
XpOHUYecKas

=== P geruginosa

== S_maltophilia

e Haemophilus
influenzae

Nontub
Mycobacteria

e E.coli

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

Bospacr, roabi

B.cepacia complex

e Achromobacter sp.

MHTEPMUTTUPYIOLLAR

Puc. 27. U3meHeHue xapakrepa MUKPOQIOpbl pECITMPATOPHOTO TPaKTa OOJbHBIX MYKOBUCLIMI030M B 3aBUCMMOCTH OT BO3pacTa.

Tabauya 23
H3menenue xapaxmepa Muxpo@paopol pecnupamopHoz0 mpakma nauyueHnos ¢ MyKogucuuoo30m 6 3a6UCUMOCHIU OM 803pacma

‘S.aureus‘ MRSA‘ P.aeruginosa | P.aeruginosa | B.cepacia | Achromobacter | S. maltophilia | H. influenzae Nontub. E. coli
XPOH. VHTEPM. complex sp. Mycobacteria
0-4 59,7 7,9 13,2 13,9 1,8 235 5,1 8,6 0,0 12,4
4-8 75,3 3,4 17,9 14,2 1,5 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 5,1 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 5,4 281 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 2,7 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

TaHME YaCTO-Thl XPOHUUYECKOTO BhICEBA TPAMOTPULIATETHHON (DIIOPHI C yBeTUYEHUEM BO3pacTa

[Tpu olieHKe MUKPOOMOJIOTMUECKOT0 MPOMWIsl peCIMpaTOPHOTO TPaKTa BBISIBICHO BO3pac-

OOJIbHBIX.

JIeT, rae oHa coctaBuia 75,3% u 79,6% coorBeTcTBeHHO, P.aeruginosa - B BO3pacTHBIX IpyIIax

HauGonbimasa yactora MHGULUIMPOBAHUS S.aureus B BO3pacTHBIX Tpynmnax 4-8 jet u 8—12

20-24 nert, 24-28 nert, 28-32 ner u crapiue 32 et ¢ yacroroi 64,9%, 59,7%, 66,3% u 59,3%
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Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

COOTBETCTBEHHO, B.cepacia complex B rpymie - 20-24 ner u 24-28 ner ser ¢ yacroroit 12,6%
n 12,8% coorBercTBeHHO., S.maltophilia B rpymnme 16-20 metr — 5,4%. HanbGonpiias yactora
Achromobacter spp. y nalreHTOB B IpyIinax ¢ 24 jet u Bbiie — okosio 11%. MRSA (Methicillin-
resistant Staphylococcus aureus) Hanbosiee pacrpocTpaHeH B rpyiime 0-4 et ¢ yactoroit 7,9%.
E. coli Hanbosee pacrpoctpanena B rpyiiie 0-4 roga ¢ yacroroit 12,4%.

Yacrota XpOHUYECKOrOo MHOULIMUPOBAHUS IbIXaTeJbHbIX IIyTEil pa3IMuHOi (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%. [JoJs1 nauueH-TOB, MHGULIMPOBAHHBIX HETYOEPKY/IE3HBIMU MUKOOAKTEPUSIMU
(HTMB)- 1,5%.

B Ta6n. 24 orpaxeHa acCUMMETpHsI pacipeneneHuss MUKpoQIOpbl PECIIMPATOPHOrO TPaKTa
MeXIy AETbMU 1 B3POC/IBIMU C YUETOM II€PBOI0, PELIMAMBUPYIOLIETO WIK XPOHUYECKOIO BhICEBA.

Tabauua 24

Cpasnumenvnas xapaxmepucmurka MuKpoghaopsl pecnupamopHnozo mpakma demeil u 63pocabix

®dnopa % ‘ Bce Aetn

MeTUUMANNH-YYBCTBUTENbHBIA 30JI0TUCTbIN CTAaPUNOKOKK %

[a, XpoOHU4ecKui 59,7 59,0
Aa, xots Gbl 1 pa3 B rog, MU MeHee YeMm B NOJIOBUHE NOCEBOB/HEe XPOHU4ecKas 8,3 11,2
OpAvH BbiCEB B TEKYLLEM roay 1,9 2,4
MeTULMNNNH-PE3UCTEHTHBIN CTadUNOKOKK % 4,8 5,2
[a, XpoHU4ecKui 1,9 1,5
Aa, xots Gbl 1 pa3 B rog, MU MeHee YeM B NOJIOBUHE NOCEBOB/HEe XPOHU4eckKas 2,4 3,1
OAvH BbiCEB B TEKYLLEM roay 0,6 0,7
P.aeruginosa % 48,2 41,4
[a, XxpoHuyeckuit 36,1 26,8
Aa, xots Gbl 1 pa3 B rog, MU MeHee YeMm B NOJIOBUHE NOCEBOB/HEe XPOHUYecKas 10,0 12,0
OpAvH BbiCEB B TEKYLLEM roay 2,0 2,6
B.cepacia complex % 5,7 2,8
[a, XpoHU4ecKui 4,5 1,3
Aa, xoTs Gbl 1 pa3 B rog, MU MeHee YeM B NOJIOBUHE NOCEBOB/HEe XPOHUYeckKas 1,0 1,3
OpAvH BbiCEB B TEKYLLEM roay 0,2 0,3
Achromobacter spp. % 8,2 6,5
[a, XpoHU4ecKui 4,6 2,8
[Aa, xoTs 6bl 1 pa3 B roa UM MeHee YeM B MONIOBUHE NOCEBOB/HE XPOHNYECKast 2,7 2,8
OpAvH BbICEB B TEKYLLEM roay 0,8 0,9
S. maltophilia % 4,1 4,3
[a, XpoHU4ecKui 1,1 1,1
[Aa, xoTs 6bl 1 pa3 B roa UM MeHee YeM B MONIOBUHE NOCEBOB/HE XPOHNYECKas 2,1 2,2
OpAvH BbICEB B TEKYLLEM roay 1,0 1,0
Haemophilus influenzae % 3,9 5,1
[a, XxpoHuyeckuit 0,4 0,5
[Aa, xoTs 6bl 1 pa3 B roa UM MeHee YeM B MOJNIOBUHE NOCEBOB/HE XPOHNYECKas 2,8 3,8
OAvH BbICEB B TEKYLLEM roay 0,7 0,9
Escherichia coli % 5,3 5,7
Aa 3,8 4,2
OAVH BbICEB B TEKYLLEM roay 1,4 1,5
HeTyGepkynesHble MMkoGakTepumn 1,5 1,3

Bapocnbie

61,2
2,0
0,9
3,9
2,8
0,9
0,2
63,3
56,8
5,7
0,8
11,8
11,3
0,5
0,0
11,7
8,4
2,5
0,7
3,8
1,2
1,7
0,9
1,4
0,1
0,8
0,5
4,4
3,1
1,3
2,3
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Ha puc. 28 mpencraBieHa TMHAMUKA CTPYKTYPBI MUKPOMIIOPHI PECIIMPaTOPHOTO TpaKTa II0
nmaHHBIM peructpoB 2011—-2022 rr

MukpoOHnoorndecKuii IpoGWIb PECIUPATOPHOTO TpaKTa OOJBHBIX MYKOBHCIIMIO30M B
OKpyTax IpeacTaBieH Ha puc. 29.

Ha puc. 30 npencraBieHa g0t 60JIbHBIX, MHGUIMPOBAaHHBIX S.aureus 1 MRSA, koTopble
o ctpane cocraBwin 70,0% u 4,8% cCOOTBETCTBEHHO.

Ha puc. 31 mpencrapieHa mosst 60JbHBIX, THOUIIMPOBAaHHBIX P.aeruginosa, KoTopasl 1o cTpaHe
cocraBuia 36,1%. [Jdos MalueHTOB ¢ MHTEPMUTTUPYIOIIMM BhiceBoM P.aeruginosa cocraBuia
10,0%, onuH BbiceB B TeKylueM romy — 2,0%.

Ha puc. 32 npencraBieHa moist 00JbHBIX, MTHOULIMPOBAHHBIX B.cepacia complex, KkoTopas
B cTpaHe coctaBwia 5,7%: xots Obl 1 pa3 B roa Wiy MeHee YeM B I10J10BUHE moceBoB — 1,0%:;
OIMH BbICeB B TeKylueM roay — 0,2%; xpoHuueckuii — 4,5%.

Ha puc. 33 npencraBieHa moist 00JIbHBIX, MHGUIIMPOBaHHBIX Achromobacter spp., KoTopast
B cTpaHe cocraBuia 8,2%: xots1 Obl 1 pa3 B rog Wiy MeHee YeM B IOJOBUHE IOCeBOB — 2,7%:;
xpoHunueckuii — 4,6%, onuH BbiceB B TeKyleM roay — 0,8%

Ha pwuc. 34 npencraBieHa moiist 00JIbHBIX, MHGUIIMPOBAHHBIX S.maltophilia, KoTopas B
crpaHe cocraBu-ia 4,1%: xors Obl 1 pa3 B rof Wi MeHee, YeM B IIOJIOBUHE MOCEBOB - 2,2%;
xpoHunueckuii — 1,1%, onuH BbiceB B TekylieM romy — 1,0%

Ha puc. 35 npencraBnena noist 00abHBIX, MHGUIIMpoBaHHBIX Haemophilus influenzae,
KOTOpasi B cTpaHe cocTaBuiia 3,9%: xoTs Obl 1 pa3 B roa Wiy MeHee YeM B IIOJIOBUHE ITOCEBOB
— 2,8%; xponuue-ckuit — 0,4%, onuH BbIceB B TekyieM rony — 0,7%

Ha puc. 36 npencraBieHa mojist 60abHBIX, MHGUIKUpoBaHHBIX E.coli, KoTopast B cTpaHe
cocraBuia 5,3%, u3 HUX OOUH BbICEB B TeKylueM roay 1,4%.

Ha puc. 37 npencrapieHa 10 00IbHBIX, MHPUIIMPpoBaHHBIX HeTybepKyie3HbIMI MUKOOAK-
TEepUsIMU, KOTOpas B cTpaHe cocTaBuia 1,5%.

T o T T T T T T T T g — — — — = o= S.aureus
== Paeruginosa
__ .
——— - B.cepacia

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

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

complex

=S _maltophilia
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m S.aureus

LleHTpanbHbIii depepanbHbiii OKpyr

B MRSA

CeBepo-3anagHbiii beaepanbHbiii OKpyr

M P.aeruginosa xpoHuyeckas

HOXHbIN deaepanbHbIN OKPYT

M P.aeruginosa MHTEPMUTTUPYIOLLAA

MpuBoMKCKMI beaepanbHbIi OKpYr

B.cepacia complex

Ypanbckuit denepanbHblii OKpyr

Cunbupckuii depepanbHbiil OKpyr

B S.maltophilia
JanbHeBOCTOUHbIV deaepanbHbilii OKpyr

B Haemophilus influenzae
CeBepo-KaBKa3ckuit desepasibHblii OKpyr

B Nontub Mycobacteria
Mocksa

% Escherichia coli
CaHKT-MeTepbypr
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|

100 %

Puc. 29. Mukpobuonornueckuii mpohuib pecrupaTopHOTO TPAKTa OOIBHBIX MyKOBUCIIUIO30M.

LieHTpanbHbIl deaepanbHblii OKpyr

CeBepo-3anaaHblii desepanbHblil OKpyr

| |
| |
| |
3,0 | |
| | |
HOXKHbIN depepanbHbIv OKpyr 0.7 | | |
. | | |
MpuBOMKCKUIN beaepanbHblii OKpyr 28 | | |
: | | |
Ypanbckuit depepanbHblii OKpyr 29 | | |
’ | | | M S.aureus
Cubupckuii desepanbHblil OKpyr
14 ' : : B VRSA
[anbHeBOCTOYHbIV deaepanbHblii OKpyr 15 | |
. | | |
CeBepo-KaBKasckuit pegepanbHblii OKpyr 22 | | |
' | |
Mocksa | |
| |
CaHkT-MeTepbypr | 38 | | | ! !
0,0 20,0 40,0 60,0 80,0 100,0 %

Puc. 30. Jonst 60n1bHBIX UHOUIIMPOBAHHBIX S.aureus.
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LleHTpanbHbIN deaepanbHbiii OKpyr

CeBepo-3anaaHblii esepanbHblit OKpyr

HOKHbIN deaepanbHbI OKpyr

MpuBONKCKUIA deaepanbHbI OKpyr

W P.aeruginosa

XPOH.
Ypanbckuii peaepanbHbiii OKpyr &

| P.aeruginosa

Cubupckuii desepanbHblit OKpyr NHTEPM.2

[anbHeBOCTOUHbIN (be,qepaanbwl OKpyr | P,aeruginosa

OAMH BbICEB B

CeBepo-KaBKa3ckuit pesepanbHblii OKpyr Tekyuem roay

Mocksa

CaHkT-MNeTepbypr

Puc. 31. lonst 6ombHBIX MHOUIIMPOBAHHBIX P.aeruginosa.

LieHTpanbHbI deAepanbHblid OKpyr 06 | | .
01" |
CeBepo-3anafHblii peaepanbHblii OKPyr 1,8 o
| ’
[
HOXKHbIM denepanbHbI OKpyr A— 1'2F

MPUBOIKCKMIA hesepanbHbIi OKpYr 08# 5,6

I I
| |
| |
| |
I I
| |
| |
| |
I I
| |
| | | I I B.cepacia
complex XpoH.
Ypanbckuit desepanbHbIn OKpyr * : 58 : P P
03 | | | | i
7 o I (56 | BRI
Cnbunpckmii desepanbHbIi OKpYr 12 | = | complex2
03 | | | |
[anbHeBOCTOYHbIN PpeaepanbHbI OKPYF ? 44 : : B.cepacia
| | | | complex, oanH
CeBepo-KaBKascKuii dpesepanbHbiii OKpyr ﬂlﬁ | [ [ SEICCRIE
) | | | | TEKyLLEM rogy
| |
4,4
Mocksa [P S | |
I I I I
Cankr-Meten6yor M w—3 4/ | |
PoYP 07 | | | |
| | | |
0 2 4 6 8 %

Puc. 32. Jonst 601bHBIX MHGULIMPOBAHHBIX B.cepacia complex.
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LleHTpanbHbIl deaepanbHbiil OKpYr

CeBepo-3anagHblii penepanbHblii OKpyr

HOKHbIV depepanbHbI OKpYr

MpuBOAXKCKMI deaepanbHblit OKpyr

Ypanbckuii pesepanbHblit OKpyr

Cubupckuii besepanbHblii OKpYr

[anbHeBOCTOYHbIN penepanbHbIi OKpyr

CeBepo-KaBKasckuii pegepanbHbiii OKpyr

MockBa

CaHkT-lNeTepbypr

LleHTpanbHbIM deaepanbHbI OKpYr

CeBepo-3anagHbin beaepanbHbI OKPYr

lOKHbIN depepanbHbI OKPYT

MpurBOMIKCKMI deaepanbHbIi OKpYr

Ypanbckuin beaepanbHbIi OKpYr

Cubupckuin deaepanbHbIi OKpYr

[anbHeBOCTOYHbIN deaepanbHbIi OKpYr

CeBepo-KaBKasckuit degepanbHbIi OKpyr

MockBa

CaHKT-MNeTepbypr

Puc. 34. Tons 6onbHBIX, MHGUIIMPOBaHHBIX S.maltophilia.

m Achromobacter
SP. XPOH.

W Achromobacter
sp.2

Achromobacter
Sp., OVH BbICEB B
TEKYLLEM rogy

%

B S.maltophilia
XPOH.

B S.maltophilia2

S.maltophilia
OAVH BbICEB B
TEKyLLEM roay
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HyTpuTuBHBIN cTaTyC

LleHTpanbHbIN desepanbHblit OKpyr

CeBepo-3anagHblii desepanbHblii OKpyr

HOKHbI desepanbHbiii OKpyr

MpuBOMKCKUI desepanbHblii OKpyr

| Haemophilus

" . influenzae xpoH.
Ypanbckuii deaepanbHblil OKpyr

m Haemophilus

Cnbupckuin depepanbHblit OKpyr influenzae2

[anbHeBOCTOYHbIN deaepanbHblii OKpyr B Haemophilus
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TeKyLLem rogy

CeBepo-KaBKasckuili desepanbHblii OKpyr

Mocksa
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Puc. 37 loast 6071bHBIX, MHGUUMPOBaHHBIX HeTyOepKyIe3HbIMU MUKOOAKTEPUSIMU.
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PecnupatopHasa pyHKUUSA

CriupoMeTpusi — caMblif pacpOCTpaHEHHBIN U BaXKHBI METOJ OLIEHKW PEeCcupaToOpHOi
(byHKIIMM y TAIMEHTOB C MyKOBUCIIMIO30M. KITIOUEBBIMU CITUPOMETPUUECKUMU BEIMUMHAMUA
SIBJISIIOTCST (popcupo-BaHHast ku3HeHHast eMKocTh Jierkux (P2KEJT) n o6bem hopcrupoBaHHOTO
BbIioxa 3a 1-10 cekyHay (OD@BI). Mokazatenu dynkimu BHenrHero nbixanus (OBJ1) - OXKEJT
u OD®B1 — uaMepsIoTCs B TUTPaX, HO BBIPAXKAIOTCS, Yallle BCETO, He B a0COMIOTHBIX BEJTMUMHAX,
a B TIPOIICHTHOM OTHOIIEHUM K TaK Ha3bIBae-MbIM «IOJDKHBIM» 3HaueHUSIM (%I0JK.). DTO
BEJIMUMHBI, XapaKTepHbIE IJIsI 3M0POBBIX JIIOJE TOTO Xe ToJja, Bo3pacTa, packl U pocTa —
HOpMaJIbHBIE TTOKA3aTeNN JUTsl JaHHOMU MOy s, B HacTosieM oTyeTe ObITN UCTTOIB30BaHbBI
nomxHbele BenmuunHbl G.Polgar et al. (1971) nnsa neteit [4] u paboueit rpynnbel EBponeiickoro
coo6iectsa ctanu u yrst (ECCS, 1993) nns B3pocibix [5].

CnrpoMeTpust 3a OTYETHBIN rof Gbiia mposeneHa 71,6% GobHBIM MYKOBUCIIMIO30M CTapiie 5
nieT (pu 3ToM AeTsIM B 79,3% citydaeB, B3poCibiM — B 59,2%). O0beM MPOBEAEHUS CIIMPOMETPUI
B (befe-pabHBIX OKpyTax MpeAcTaBieH Ha puc. 38.

LleHTpanbHbIv desepanbHblii OKpyr
CeBepo-3anaaHblit desepanbHbIi OKpyr
KOKHbIl desepanbHbIit OKpYT
MpuBOMKCKMI bepepanbHblit OKpyr

M MNposeageHa
Ypanbckuii pegepansHblit OKpyr
Cubupckuii desepanbHblit OKpYr
JanbHeBOCTOUHbIN beaepanbHbI OKpyr
CeBepo-KaBKasckuii desepanbHblii OKpyr

Mocksa

CaHkT-MeTepbypr

0 20 40 60 80 100 %

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

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

Ha puc. 39 nokazano usmenenrie O®B1 u ®KEJI B 3aBUcHMMOCTH OT BO3pacTa MalllieHTOB.
IMoxkazatenn O®B1 u ®XKEJ y nereit coctauiau 90,0 £ 23,8 u 90,7 + 22,0 %noax. coot-
BeTcTBeHHO (MenuaHbl: 91,0 (30,0) 1 92,0 (25,0), COOTBETCTBEHHO). AHAJIOTUYHbIE TTOKa3aTeIu
y B3pocibix — 63,3 + 28,57 u 81,0 = 25,4 %noix., coorBeTcTBeHHO (MeauaHbl: 60,5 (46,0) u
81,0 (37,8), COOTBETCTBEHHO).

) e e e e e e e e e e e e

%A[0NMK.

0$W+—— -

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

Bospacr, roabl

e O®B1 (MegmnaHa) e OE/ (MegunaHa)

Puc. 39. [Toka3zarenu CITMPOMETPHU B 3aBUCUMOCTH OT BO3pacTa IMalueHTOB.
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OcnoxHeHus 3a60/1eBaHNs B TEKYLLEM rogy

Tucrorpamma pacnpeneneaus OD®BI1 cpenu geTeit 1 B3pOCHBIX IpeAcTaBicHa Ha puc. 40.

P ————————————

D (0]
o o
1 1

Yucno naumeHTos, %
ey
IS}
;

20 -

Oetu (ot 5 go 18 ner) B3pocsnbie (18 net u ctape)

=10 40 %p0nXK. m40-70 %p0onxK. mbonee 70 %O0NMK.

Puc. 40. Tucrorpamma pacnpenenenns ODB, cpenu neteii ¥ B3pOCIIbIX.

B ta6s. 25 mpencrasnens cpennuie u Mmeauanbl OOB1 1 @XKEJT 601bHBIX MYKOBUCITAIO30M,
TIPOXMWBA-IOIINX B OKpyrax PO.

Tabauua 25
Cpeonue u meduanvt ODB1 u DKEJI nayuenmos c Mykosucuuoozom, npoxcusarouux 6 geoepaivhslx oxpyeax PO
Oxpyr n CpeaHee +SD, %aonx. MepuaHna (IQR), %ponx.
00B, \ DXKEN 0%B, \ DXKEN

LieHTpanbHbiii O 472 81,4+27,2 90,5+ 22,0 85,0 (37,0) 92,3 (25,7)
Cesepo-3anapHblii PO 179 86,4 + 27,7 92,2+22.3 92,0 (38,4) 99,0 (26,5)
FOXHbI DO 126 73,0 = 26,4 76,0 + 23,3 73,5 (33,0) 78,0 (29,2)
MpuBonxckuit @O 403 83,8+29,5 87,4 + 23,2 89,0 (40,0) 89,2 (30,0)
Ypanbckuit PO 104 85,4 + 36,1 93,4 + 30,0 84,3 (42,7) 93,0 (32,0)
Cubupckuii @O 240 80,4 + 24,7 85,6 + 21,6 80,0 (31,4) 85,0 (28,7)
[AanbHeBoCTO4HbI DO 81 70,4 + 28,6 81,2 + 26,9 72,0 (46,9) 84,0 (40,0)
Cesepo-Kaska3ckuit PO 66 83,4 + 26,1 84,1+ 23,1 88,3 (38,0) 85,0 (34,0)
Mockga 166 80,4 + 29,1 92,0 + 23,8 87,5 (41,0) 94,0 (24,0)
Cankr-lMeTtep6ypr 93 92,9 + 28,2 97,5 = 20,4 101,0 (31,6) 101,44(19,4)

HyTpuTuBHBLIN CcTaTyC

HyTpuTuBHBIN cTaTyCc MallMeHTOB PaCCUMTHIBAJICS HAa OCHOBAHUMU MaHHBIX MacCChI
Tena, pocta M Bo3pacTta. OLeHUBAIU HYTPUTUBHBIN CTATyC OOJBHBIX MYKOBHCIIMIO30M
¢ nomoubio nHaekca maccel tejaa (MMT) nmo Quetelet (macca (kr) / poct (M)2) [6]. s
B3POCJBIX OOJBHBIX MYKOBUCIIMA030M IieieBbie 3HaueHUuss UMT cocraBmim 22 xKr/M2 s
KEHINUH 1 23 Kr/M2 miist Myx4auH [7]. BcemupHas opranusaius 3npaBo-oxpaneHust (World
Health Organization — WHO) pekoMeHAyeT KOHCTaTUPOBAaTh HEAOCTATOUHOCTD IMU-TaHUS
y TIOAPOCTKOB U B3pociblx, eciu UMT cocraBmsiet < 18,5 kr/m2 (Report of a WHO Expert
Committee, 1995). [Ipu oueHke HyTpUTUBHOIO cTaTyca neteii UMT omeHUBaiCsS B cucTeMe
nepueHTu-jei. [lepleHTuab moKa3blBaeT, KAKOU MPOLIEHT AeTei U IMTOAPOCTKOB TOTO K€ MoJjia
U Bo3pacTta umerot 3HaueHue UMT Huke n3MepeHHOro y JaHHOIo nalueHTa ¢ MyKOBUCIIMIO-
30M. PasrpannumBaior 3 30-HBI, KOTOPBIE COOTBETCTBYIOT MHTEPBaIaM 10 25-TO TePICHTHUIIS,
25—75-i1 mepLeHTUIb U BhIIIE 75-TO MeplUeHTUIA. Pe3ynbTaThl, KOTOphIE YKIaAbIBAIOTCS
10 BCTPEYAeMOCTHU B OMAITa30H 0 25-TO MepIeH-TUIS BKIIOYUTEIHHO, OTHOCSITCS K 30HE
«HU3KUX» 3HAYCHUI. 30HE «BBHICOKUX» 3HAYCHUIL COOTBET-CTBYIOT PE3yIbTaThl, OTHOCSIITUECS
K IMarna3oHy oT 76-ro g0 100-ro mepueHTU/Is BKIIOUUTEIbHO. 32 HOpMaJlbHble BEJIMYMHbI
MIPUHSTHI 3HAYEHUS B MHTEPBase («KOpuaope») oT 26-ro g0 75-ro nepueHTu-ias. LlereBpim
3HAUYCHUEM IJIs AeTeil M MOAPOCTKOB ¢ MYKOBHUCIIMAO30M SIBISIIOTCS Moka3zaTtean 50-ro
MNepLeHTUIs] 3I0POBBIX JEeTei TOro Xe 1moja u Bo3dpacta [7]. Pacuer mepuentuneiit UMT
MMPOBOAMIICS TIPU MMOMOIIM TIporpamMMm BceMupHoii opranusauum 3npaBooxpaHenus: WHO
Anthro (nng nereit no 5 net) u WHO Anthroplus (ns1 gereit crapiie 5 net) (http://www.who.
int/childgrowth/software/en/ u http://www.who.int/growthref/tools/en/) [8]. Ixs1 oneHKMH
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ImoKasaTeJIeil pocTa M Beca nereit paHHe-ro Bo3pacrta (mo 2 1et) UMT He mpumensiercs. [Ipu
MYKOBUCLHMIO3€ IJIST TeTe MJIamIlero Bo3pacTa MCIIOJIb30Ball MAacCO-POCTOBOM MHIEKC
(MPH) ((dbakTuueckast macca / uaeajabHasi Macca 110 pocty u nojy) X 100%). EBponeiickumu
SKCIIepTaMH PeKOMEHIOBAaHO KOHCTATUPOBATh HEMOCTATOYHOCTh ITUTA-HUS Y 3TOI TPYIIITHI
MalKEeHTOB, €C/IM IIPOLEHT COOTBETCTBUS MacChl o pocty uiu MPU < 90% [6].

[Moka3aTenn HYyTpUTUBHOIO cTaTyca aeteil P® cocraBuiau: meauana (IQR) mepuenTuis
Macchl tena (y gereit o 10 ner) — 36,7 (50,8), menuana (IQR) mepuentunst pocra — 41,3
(55,7) (y mereit ot 0 mo 18 met), mepueHTapr UMT (y mereit ot 2 mo 18 met) — 29,1 (48,4).

IToka3zaTenu Macchl Tena cpenu aeTeid (mo 10 et) B emepaabHBIX OKPYTaX MPEACTABICHBI
B Ta01.26.

Tab6nuua 26. INepueHTuan mMacchel Tena y aeteit (mo 10 jer): omucaTelbHash CTaTUCTUKA
10 peruoHaM.

Tabauua 26
Ilepyenmuau maccot meaa 'y demeii (0o 10 aem): onucameavnas cmamucmuxa no pecuoHam
Cpeanee HwXHwin kBapTUnb BepxHuii KBapTunb
PerunoH YUCno NaumeHToB, n 3Hadenve Kéfgﬁgfgﬂgigﬂﬂ(fca Megnuana Ké?gg:?g“‘;&gzwrin
+SD 4yeTBepTb (25%) AaHHBIX) yeTBepTb (25%) AaHHBIX)
LieHTpanbHbiii O 258 44,9+29,7 18,7 44,0 69,8
CeBepo-3anagHblit PO 132 44,3+33,6 12,4 37,8 77,3
10xXHbI PO 106 43,5+31,7 11,7 44,6 72,2
MpuBomxckuii PO 219 43,6+29,4 19,2 42,1 67,4
Ypanbckuii @O 70 30,6+26,6 4,7 30,5 51,6
Cubupckuit 0 151 42,3+30,0 16,4 37,4 66,6
[anbHeBoCTO4HbI ®O 56 33,9+27,9 10,9 23,7 54,8
CeBepo-Kaekasckuit @0 100 30,0+26,6 5,3 25,3 50,8
Mocksa 61 45,9+29,8 22,7 41,7 70,2
Cankr-TNetep6ypr 78 46,4+35,6 11,5 43,7 82,1

Ha puc. 41 NpeacTaBJC€Hbl ME€IMaHbl MaCChl TEJia neTen ¢ MYKOBUCIIMI030M B 3aBUCUMOCTU
OT BO3pacTa.

w1 D
o o

IS
o

N
o

[y
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 O6LaA rpynna e MyKCKOM NON e YEHCKWIA NON

Puc. 41. MenraHa Macchl Tejia B MEPLIEHTUISIX B 3aBUCUMOCTH OT Bo3dpacta (1o 10 JieT): KpacHast CIUTOIITHAS JIMHUST — XKEHCKUI TIOJT, CHHSISI — MYXCKOM,
YyepHasi — o0lllee 3HaUeHUeE T10 TPYIIIe, KpacHast TIpepbIBUCTast — IieJieBoe 3HaueHue (50-i TepIlieHTHIIb), 3e/IeHast TPephIBUCTAst — 25-i MEePIIEHTWIb.
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IToxka3zarenu pocra neteit (mo 18 yer) B hemepanbHBIX OKPYTax IpeaCcTaBlIeHB B Ta0I. 27.

Tabauua 27

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

HwXHwin kBapTUnb

BepxHuii KBapTunb

Perwon wono nawiewton n | Sngfgme | (LJHSMSMAE | Meguana | [oHaicsnesuue
- 4yeTBepTb (25%) AaHHBIX) yeTBepTb (25%) AaHHBIX)
LieHTpanbHbiii PO 508 47,9+30,0 23,0 45,6 72,9
CeBepo-3anagHblit PO 221 41,4+30,7 13,1 36,3 70,2
IOxHbI DO 198 48,0+33,8 14,7 50,4 77,9
Mpusomxckuii 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
Cubupckuii O 280 44,3+31,7 14,8 40,7 72,6
[anbHeBoCTO4HbI ®O 98 38,9+31,9 8,9 31,2 64,4
Cesepo-Kaska3ckuit PO 150 33,4+28,8 6,6 25,6 59,9
Mocksa 137 46,6+27,9 25,1 43,3 67,7
Cankr-Metepbypr 114 43,6+30,1 17,9 573 71,2

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

MepuaHa pocta B NPOLLEHTUAAX
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Bospacr, roapb!

= Vly}KCKOW NON

e }KEHCKMUI MON

Puc. 42. MenuaHna pocra B MepIEHTUISIX B 3aBUCUMOCTH OT Bo3pacTa (10 18 sieT): KpacHast CIiIoNIHAs IMHUS — KEHCKUI TIOJ, CUHSSI — MYXKCKOM,
yepHas — o0lllee 3HaYeHUe T10 TPYIINe, KpacHast pephIBUCTas — liejeBoe 3HaueHue (50-if mepleHTIIb), 3eIeHast MPephIBUCTAsT — 25-if MePLEHTWIb.

Cpenu geteit ot 2 1o 18 net menuana niepueHTuass UMT (puc. 43) cocraBuia 29,1 (48,4):
1151 MmatbankoB — 30,2 (51,3), mast neBouek — 28,3 (46,3). Iepuentmns UMT<25 Habmonaics
B 45,1% citydaeB: y MaJabuuKoB — B 44,5%, y neBouek — B 45,8%.

[Moxkazatenu UMT pereit (ot 2 1o 18 j1et) B henepanbHbIX OKpYyrax MpeacTaBieHbl B Ta0I. 28.

Tabauua 28

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

PervoH Yucno naumeHTos, n CpepnHee HwxHuin kBapTunb Meanana BepxHuii kBapTUIb
3HayeHune (3HaveHue, HUXe (3HaveHue, Bbile
+SD KOTOpPOro HaxoAuTcs KOTOPOro HaxoAuTCS
4eTBepTb (25%) AaHHBIX) 4yeTBepTb (25%) AaHHbIX)

LieHTpanbHbiii @O 477 36,6+29,8 10,6 28,4 58,3
CeBepo-3anagHbiiit PO 198 40,5+30,3 13,3 35,9 63,3
FOXHbIi PO 173 34,4+28,4 8,7 30,2 56,4
Mpueonxckuii O 412 36,6+29,7 9,9 30,7 57,7
Ypanbckuii @O 118 27,5+25,8 6,1 18,7 41,7
Cubupckuii PO 265 39,3+30,8 10,4 33,4 61,8
[AanbHeBOCTOUHbI PO 92 30,4+26,7 8,9 21,5 44,6
CeBepo-KaBkasckuit @O 130 31,0+29,1 6,7 22,1 53,6
Mocksa 136 38,4+29,4 13,4 30,7 59,3
Cankr-lMeTtepOypr 98 44,6+31,2 17,1 42,3 71,6
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Mepaunana UMT B npoueHTUNAX
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Puc. 43. Menuana UMT B nepLieHTWISIX B 3aBUCMMOCTH OT Bo3pacTa (0T 2 10 18 j1eT): KpacHasl CIUIONIHAS JIMHUS — KeHCKUIA TI0JT, CUHSISI — MYXCKOIA,
yepHasi — o0lllee 3HaUeHUE T10 TPYIINe, KpacHast IpephIBUCTas — lieJieBoe 3HaueHue (50-if TepIlieHTIIb), 3e/IeHast TPephIBUCTAsT — 25-if MEePIEHTWIb.

IMokazaTen HyTPUTUBHOTO CTaTyca B3pociibix coctaBwin: menraHa (IQR) macchr Tena — 55,0
(15,0) kr, pocta — 167,0 (12,0) cm, UMT — 19,3 (3,9) kr/m2. [loka3arenn HyTpPUTUBHOTO CTAaTyca
cpenu B3pOCHBIX B (pemepabHBIX OKpyTraxX MpenacTaBiIeHbI B Ta0d. 29.

Tabauya 29

Hympumuenuui cmamyc 63pocavix (18 nem u cmapuie): onucameavHas cmamucmuka no pecuonam

UMT, kr/m?

Poct, cm i N
Pervon ralduono | Meccatens | (cpemuee | cpeauce el e
*7 | swauehme £ SD) SD) | Mg | Memnana ot et | ToBtaere (oh
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-Kaeka3sckuit @0 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-lMeTepGypr 34 57,9+13,9 169,1£10,4 20,1+3,2 19,3 17,6 22,4

Cpenu B3pocabix Meauana UMT (puc. 44) coctaBuina 19,3 (3,90) kr/M2, nas My>xuuH — 19,8
(4,4) xr/m2, s xxenuH — 19,0 (3,3) kr/M2. UMT<18,5 kr/m2 Ha6monasncs B 37,5% citydaes:
y MyX4uuH — B 34,2%, y xxeHiiuH — B 40,8%.

Meauara UMT B Kr/m?
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e O6Lan rpynna

Bo3pacrT, rogbl

o= [\/ly}KCKOW NON

e YKEHCKUIA NON

Puc. 44. Menuana UMT y B3pociibIX 60JIbHBIX MYKOBUCIIMIO30M (cTapiie 18 jieT) B 3aBUCMMOCTH OT BO3pacTa: KpacHasl CIUIOIIHASK JIMHUS — XEHCKU I
0JI, CUHSISI — MYXCKOIi, yepHasi — o0lllee 3HaUeHMe IO TPyIIe, MpepbiBUCTas KpacHasl JUHUSI — LIeJIeBOe 3HAUEHME I KeHIIUH (22 Kr/m2),
MPEPHIBUCTASI CU-HSIS IMHUSI — LIeJIeBOE 3HAUYCHME JUISl MY>KUMH (23 Kr/M2), pepbIBUCTAs 3eJieHast IMHUSI — HYUXKHSISI Tpa-HU1a HOpMbI (18,5 kr/m2).

44



JleyeHne

HyTputuBHbIN cTaTyC U pecnupaTtopHaa QyHKUUSA

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

ITomyueHHbIe rpad®MKM IEMOHCTPUPYIOT, YTO TTOKa3aTe I pecrmpaTopHoit pyakun (ODPB1
u OXKEJT) nmainreHToB BO3pacTaioT MpH YAYdIIEeHUH HYTPUTUBHOTO cTaryca (yBeaudenuu MMT).
Bzanmocss3b Mexxny BenmuunHoit UMT u ODB1 Gosee oueBumHA U1t 00JBHBIX MYKOBUCIIAIO30M
crapiie 18 ner.

100

®BA, %ponk.

80 -

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

UMT, nepueHTUAb

= OPB1 (MegmnaHa), %a0NxK. = OXE/ (MegunaHa), %L0MK.

Puc. 45. MenuaHbl CTupOMETPUYECKMX MTOKa3aTeNIeil y 1eTeil ¥ MOIPOCTKOB C MyKOBUCLIMIO30M (OT 5 110 18 JIeT) B 3aBUCMMOCTH OT HYTPUTHBHOIO CTaTyca.
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Puc. 46. MemmaHbI CTMpOMETPUYECKUX TTOKAa3aTesieil Y B3pOCIIbIX MAIEHTOB MYKOBUCIIMIO30M (CTap-Iiie 18 JieT) B 3aBMCMMOCTH OT HYTPUTUBHOTO CTaTyca.
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Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

Ha puc

OcnoxHeHus 3aboneBaHns B TEKYLLEM roay

.47 OoTpaxXeEHa 4aCToTa pa3BUTUA aJlJICPTUICCKOIO 6pOHXOIIel"0‘IHOFO aCIICpTruIjIc3a

(ABJIA), caxapHoro auabeTa ¢ eXelHEeBHBIM MPUMEHEHUEeM MHCYJMHa, THeBMOTOopakca (¢
JIpEHUPOBAHKUEM TPYIHOMN KIIETKM), KPOBOXapKaHbsl, OCTEONOPO3a U AbIXaTeIbHON HENoCTaTOU -
HOCTH, TPEOYIOIIei KUCIOPOAOTepaNliU, B 3aBUCUMOCTHU OT BO3pacTa OOJIbHBIX.
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Puc. 47. Yactora pa3Butus ajiepruieckoro oponxojerouHoro acrieprusuie3a (ABJIA), caxapHoro nuabera ¢ exXeTHEeBHBIM MPUMEHEHUEM MHCYJINHA,
TTHEBMOTOpaKca (C IpeHUPOBAHUEM TPYIHOM KIIETKH), KPOBOXapKaHbsI (JIETOYHOTO KPOBOTEUEHUST), OCTEOTIOpo3a (HU3KOW KOCTHOW MacChl) 1

MMPUMCHEHNA KUCIOPOAOTEPAIINA B 3aBUCUMOCTHU OT BO3pacTa OOJIbHBIX.

an/IMGl[aHI/ICZ * — 00beM KHUCJIOpOOOTEPAIINU B3AT U3 pasaciia «JICUCHUE» N OTOXIOCCTBIISCTCA C JIBIXaTEJIbHOM HEMOCTATOYHOCTHIO.

CpaBHHTeJIbeIfI AHAJIM3 YaCTOThI OCIOXHEHMI 32 OTYETHBINA T MEXIY J€TbMU 1 B3POCIbIMU

npeacTaBieH B Tabm. 31.

Tabauua 31

Yacmoma pazauuHbIX 0CA10MHCHEHUTE MYKOBUCUUO03a 34 OMUEMHbLIL 200 8 3A6UCUMOCIU OM 603PACMA NAUUCHINO08

OcnoxHenne \ Bce \ Oetn \ Bapocnsie \
Annepruyeckuit GpoHxoneroyHbiii acneprunnes, % 3,0 2,4 4,4
CaxapHblii AuabeT ¢ exxeAHEBHbIM MPUEMOM UHCYNUHA, % 4,6 1,8 10,8
MHeBMoOTOpaKC, NOTPeGOBaBLUMI APEHUPOBAHNS FPYAHOI KNeTku, % 0,6 0,3 1,2
Lippo3 neyeHn ¢ nopTanbHOi runepTeHsnei/runepcnneHn3mom, % 3,3 3,0 4,0
Liuppo3 neyeHun 6e3 nopTanbHOI rUnepTeH3uu/runepcnnednama, % 2,9 2,9 2,8
LiMppo3 neyeHun, AaHHbIX 0 NOPTanbHOM rMNEepTeH3um HeT, % 0,2 0,2 0,2
MopaxeHue nevyenu 6e3 uupposa, % 15,6 19,3 7,8
Jlero4yHoe KpoBoTe4YeHue, % 0,6 0,4 1,5
OcTeonopo3 (Hu3kasi KocTHaa macca), % 3,8 1,3 10,7
ONeKTPONUTHbIE PacCTPONCTBa, % 2,0 2574 0,5
CVHAPOM AUCTaNbHOW MHTECTUHANbHOI 06CTpYKUMK, % 1,3 1,4 1,1
Hanuuune oHkonornyeckoro 3abonesanus, % 0,1 0,0 0,3
Amunonpos, % 0,8 0,6 1,0
CuHycuT ¢ nonunamu % 35,5 37,5 31,2
CuHycuT 6e3 nonunoB % 40,3 34,7 52,3
Cunycut, BCEFO 75,8 72,2 83,4
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JleyeHne

Annepruyeckuii 6poHX0JIero4HbIi acneprunnes
Juaenocmuyeckue Kkpumepuu:
* OCTpas WM MOAO0CTpasl KIIMHWUYecKass MaHUpecTaums (Kalleiab, ONBIIIKa, CHIDKCHHE
MepEHOCUMOCTU (DU3UUECKOIt HArpy3Ku, acTMa (PU3NMIESCKOTO YCHUJIMsI, U3MEHEHNE
(byHKIIMOHABHBIX TTOKA3aTeIeii JIeTKNX WIM YBeJIMUYeHNE KOJIMUYECTBa IIPOAYLIMPYEMOt
MOKpPOTHI), He CBSI3aHHAST ¢ KaKOW-TM00 IPYroi IPUINHOIA;
obmuit IgE> 500 ME/mu;

* TIOJIOXKUTETbHASI KOXKHAsI Ipo0a Ha acIepriIIe3HBIN aHTUTeH (>3MM) WY TTOJIOXKUTETbHBII
cnenudnueckuit IgE xk A. fumigatus;

* MPEUMITUTUHBI K A. fumigatus mm in vitro noarBepxxaeHHbIe IgG anTuTena K A. fumigatus;

* HOBBIC WJIM CBEXXME M3MEHEHMS HAa pEHTTEHOTpaMMe JIETKUX (MHMWIBTPATHI WM CITU3UCTHIC
npookm), wiau Ha KT rpymHoit KiieTkn (xapaKTepHbIe U3MEHEHMST), KOTOPBIE He MCYE3aI0T
MIpY aHTHOAKTEePUATbHOI TepallMy U CTaHAAPTHOI KWHEe3UuTepanuu [9].

Ha puc. 48 nmpencraBieHa yacToTa aJuIeprIIecKOro OPOHXOJIETOYHOTO acTIepTIIIIe3a, KOTOPHIiA

3adukcupoBat y 3,0% nauueHTOB.

YacToTa pa3BUTHS caXapHOTO IrabeTa ¢ eXXKeMHEBHBIM IIPUEMOM MHCYJIMHA TIPEICTaBIeHa Ha
puc. 49, xotopslii 3abukcupoBaH y 4,6% OOJNbHBIX.

YacToTta pa3BUTHS ITHEBMOTOpPaKCa C IPEHUPOBAHUEM TIJICBPATIbHOM ITOJIOCTHU TIpEACTaBIcHA
Ha puc. 50. JlanHoe ocioxHeHue 3adpukcupoBaHo y 0,6% GOIbHbBIX.

YacroTa pa3BuTus IopaXkeHus TIeYeHU TIpeacTaBieHa Ha puc. 51. [Ton «mopakeHreM TiedeH»
HMMEJIOCh B BUAY: IUPPO3 TICUeHU (C MOPTAIbHOI TUTIEpTeH3KE, 63 MOpTaIbHON TUIIEPTCH3UH,
0 HAJIMYMU TTOPTATbHOU TUTIEPTEH3NUM HEM3BECTHO) U MMOpaKeHNe TIeYeHN 0e3 Ippo3a.

Jnst onipeenieHUs TTOpaKeHHS TICUSHH UCTIOB30BAICHh KPUTEPUH, TIpUMeHsieMble B Perncrpe
Benuko6puranum (https://www.cysticfibrosis.org.uk/the-work-we-do/uk-cf-registry mata 06-
pamenust 07.08.2017). Dtu KpuTepru MO3BOJISTIOT OTACINUTD MAIIMEHTOB C TSKEIBIM IMTOpaskeHUEM
IeYyeHN (C TTOPTAIbHOI TUIIEPTEH3ME) OT CIyJ9aeB CO CpeaHel TSKeCThIO TopaXkeHUs (IIUppo3
0e3 MopPTaJTbHON THIIEPTEH3UN).

* Lluppo3s ¢ mopTabHOI ruTIepTeH3nel — GUOPO3UpOBaAHNE TIEUYCHH, CBSI3aHHOE C TCUCHUEM
MYKOBUCIIMI03a, TUIINYHBIC OMIMapHbIE N3MeHEHMS. TsKemoe TeueHUe MOKET BKIII0YaTh
IMOPTATbHYIO TUTIEPTEH3UIO 1/WJIN TUTICPCIUICHU3M.

+ Lluppo3s 6e3 mopTasbHOM THIePTeH3NN — (PUOPO3UpPOBaHUE TICUCHH, CBI3aHHOE C TCUYCHUEM
MYKOBHCIIMIO3a.

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

Huppo3 nmeyeHu ¢ mopTajabHON rumnepreH3ueil 3acbukcuponaH y 3,3%, 6e3 mnmopraaibHOI
runepreH3un — y 2,9%, uuppos nedeHu (rumnepreH3us He usBectHa) y 0,2% OONbHBIX U
rnopaxeHue neyeHu 6e3 Luupposa — y 15,6% nauueHToB.

Ha puc. 52 mpencraBieHo M3MeHEHHE CTPYKTYPHI TTOPakeHUs TIEYEeHN C 3aBUCUMOCTU OT

BO3pacTa OOJIbHBIX.

YacroTa JIerOYHOro KpOBOTEUEHMSI B OTUETHOM IOy IpeacTaBieHa Ha puc. 53, KoTopoe
3adukcrpoBaHo y 0,6% OGOJIbHBIX.

YacToTa ocTeonopo3a (HuU3Kas KOCTHasl Macca) TpeAcTaBieHa Ha puc. 54, KOTOphIit 3apuK-
cupoBaH y 3,8% GonbHbIX. KpuTepuu nuarHocTMKu octeornoposa — cHikenne MITK z score
HUXe 2 CUTMaJIbHBIX OTKJIOHEHUI U HU3KOHEPreTUUECKUil IepesioMm.

Yacrota puHOCUHYCUTA TIpeAcTaBieHa Ha puc. 55. CUHYCUT ¢ noaunamu 3aUKCUPOBAH Y
35,5% 60abHBIX, CUHYCUT 0e3 mosnmnoB — y 40,3% OObHBIX.

Yuco0 nalueHTOB, ONMEPUPOBAHHBIX B OTYETHOM IOy I10 MOBOAY IOJIMIIOB, COCTaBMIIO 8,6%
OT BCEX MAILMEHTOB C CUHYCUTOM C TTOJIUTIaMH.

YacToTa 371eKTPOJUTHBIX PACCTPOMCTB B OTYETHOM IOy MpPEACTaBIeHa Ha pUc. 56, KOTOphIE
3adukcupoBaHbl y 2,0% GOJBbHBIX.

47



Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,
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CeBepo-3anagHbii desepanbHblit OKpYr
HOXKHbIV depepanbHbiii OKpyr
MpuBOMKCKUIM deaepanbHblit OKpYT
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Puc. 49. Yacrora caxapHoro )11/1366Ta C €XEOHEBHBIM IIPUEMOM MHCYJIMHA CPpeAr IMAIUEHTOB C MYKOBUCIIMIO30M.
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Puc. 50. Yacrora pa3BUTHA IMHEBMOTOPAKCA C APECHUPOBAHUEM prﬂHOﬁ KJIIETKM B OTYETHOM TIOAy Cpe€au IMAlIMEHTOB C MYKOBUCIIMIO30M.
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Jleyenne
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Puc. 50. Yacrora pa3BUTHA MHEBMOTOPAKCA C APECHUPOBAHUEM prZ[HOﬁ KJIETKU B OTYETHOM TOay CPEIU MALMEHTOB C MyYKOBUCIIMIO30M.
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Puc. 52. Crpykrypa nopaxeHus eyeHu B 3aBUCUMOCTH OT BO3pacTa OOJIbHBIX.

LleHTpanbHbIN depepanbHbli OKpYr qI
CeBepo-3anagHbit denepanbHblil OKpYr :
HOKHbI denepanbHblit OKpyr :
MpuBOMKCKUIN deaepanbHbIi OKpYr :

Ypanbckuii pepepanbHbiii OKpyr

Cubupckuii depepanbHblii OKpyr
[anbHEeBOCTOUHbIN desepanbHblii OKpYr
CeBepo-KaBKasckuii peaepanbHblit OKpyr
Mocksa

CaHKT-lMeTepbypr

19

23,8

I
|2

oO+——— — — —

2

|
[
[
[
I
I
I
I
0

Puc. 53. YacroTa jerouHoro KPOBOTEYECHUS Y MAIMEHTOB C MYKOBUCIITUAO30M.
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Puc. 54. Yactora pazButusi ocreonoposa (HU3KOi KOCTHOI Macchl) y MalUEHTOB ¢ MYKOBUCIIUIO30M.
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JleyeHne

LieHTpanbHbIl degepanbHblil OKpyr
CeBepo-3anaaHblit besepanbHbIi OKpYyr
HOKHbI deaepanbHblit OKpyr
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Ypanbckuii pegepanbHbiii OKpyr
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B CviHycuT 6€3 nonunnos
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CeBepo-KaBKasckuii deaepanbHblii OKpyr
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Puc. 55. Yacrota pa3BuTHsi pUHOCHHYCUTA Y MALMEHTOB ¢ MYKOBUCIIMIO30M.
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Puc. 56. YacToTa 271€KTPOIUTHBIX PACCTPOUCTB Y MALIMEHTOB ¢ MyKOBUCLIMIO30M.
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PerucTp naumeHToB ¢ MykoBucLmao3om B Poccuiickoii Pepepauun. 2022 rog,

JleyeHue
O0ObeM Teparnuu MyKOBUCIIMIO3a B 3aBUCHMOCTHM OT BO3pacTa MallMEeHTOB MPeACTaBIeH Ha
puc. 58 u B Tabu. 32.

Tabauya 32
Yacmoma npumeHeHUs pasAuiHbIX 8UA068 MEOUKAMEHNO3HOU U HeMeOUKAMEHMO3HOU mepanuu MyKosucuyuoosa y oemeil u 63pocavix
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Puc. 57. O6beM MeIMKaMEHTO3HOM Teparuy B 3aBUCMMOCTHU OT BO3pAacTa MalieHTOB.
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JleyeHne

Ha puc. 58 npencrapieHa AMHAMKMKA Ha3HAYEHUS] MHTAISIIMOHHOM TepaIliy 110 CPaBHEHUIO
¢ peructpamu 2011—-2022rr.

O0BeM TPUMEHEHMS TUTIEPTOHMYECKOTO pPacTBOpa HATPUSI XJI0pUIa IPEACTaBIeH Ha puc. 59.
JlaHHBINA BUI TEpAIMU MPUMEHSJICS B OTYETHOM Tony vy 71,5% GosbHBIX.

O0beEM MPUMEHEHHUS JUTUTEIbHBIX MHTAISILIMIA MAHHUTOJIOM IpeAcTaBiieH Ha puc. 60. JaHHbIi
BM/I Teparuy MPUMEHSIJICS B OTYETHOM roay y 9,1% OGobHBIX.

O0beM NMPUMEHEHUS] MHTATSLMOHHBIX aHTUOMOTUKOB OTpaxKkeH Ha puc. 61. JlaHHBIIA BuL
Tepanuu B OTYETHOM roay MpuMeHsuics y 46,2% GObHBIX.

O0ObeM MPUMEHEHUST BHYTPUBEHHBIX aHTUOMOTUKOB MpENCTaBlieH Ha puc. 62. JlaHHBIN BUJ
Teparuy B OTYETHOM Tony mpuMeHsuicd y 45,0% GOoJbHBIX.

O0beM MPUMEHEHUsI TIEPOPaATbHBIX AHTUOMOTUKOB B pErMOHaX IpeAcTaBieH Ha puc. 63.
JlaHHbBI BU Tepary B OTYETHOM TOLy MPUMEHSIICS Y 69,2% GOJIbHbIX.

O0beM IpUMEHEHUsS OPOHXOAMIATATOPOB OTpaxKeH Ha puc. 64. JlaHHBIA BUI Tepanuu B
OTYETHOM roay npumMmeHsuics y 41,1% GoJIbHBIX.

O0beM IPUMEHEHWSI UHTAJISIIIMOHHBIX [JTIOKOKOPTUKOCTEPOMUIOB B PETMOHAX MPEICTaB/ICH Ha
puc. 65. JaHHBIA BUI Tepallii B OTYETHOM rofy puMeHsics v 13,1% OOJbHBIX.

O06beM MPUMEHEHHsT CUCTEMHBIX ITTIOKOKOPTUKOCTEPOMIOB MPEICTaBIeH Ha puc. 66. JlaHHBI
BUJ Tepariu B OTYETHOM TOIY MpUMeHsIcs Y 3,9% GOJbHBIX.

O06beM MpUMeEHEHUsT JOpHAa3bl ajibda MpencrabieH Ha puc. 67. JlaHHBIA BUI Tepanuu B
OTYETHOM TOIYy IPUMEHSUICS Y 93,9% GObHBIX.

O0BeM TTPUMEHEHUSI a3UTPOMUIIMHA B CYOMHTMOMPYIOIINX 103aX IPeICTaBIeH Ha puc. 68.
JlaHHbBII BU Tepaliy B OTYCTHOM Tomay npuMeHsuicd y 23,1% GoJIbHbIX.

O0beM PUMEHEHUST YPCOAE30KCUXO0JIEBOI KUCIOThI IpeacTaBieH Ha puc. 69. JlaHHbIIA BU
Tepanuy B OTYETHOM Tomy NMpuMeHsicsa ¥ 85,9% OGOJbHBIX.

O0beM nMpUMeHeHUsl MaHKpeaTUUyeCcKUX (pepMeHTOB mpeacTapieH Ha puc. 70. JlaHHbI BUg
Tepanuu B OTYETHOM rofy npuMeHsuics y 89,9% GonbHBIX.

O0beM MPUMEHEHUSI UHTUOUTOPOB MPOTOHHON MOMIIBI TIpencTaBieH Ha puc. 71. JlaHHBIA
BUJ Teparuu B OTYETHOM TOIY MpUMEHsUICS y 24,5% GOJbHBIX.

O0BeM MMPUMEHEHUS XKUPOPACTBOPUMBIX BUTAMUHOB MPEICTaBIeH Ha puc. 72. JlaHHBII BUI
Tepanuy B OTYETHOM TOAY IpuMeHsicd Y 85,4% GOJIbHBIX.

O0beM TIpUMEHEHUsT KMHe3UuTepanuu npeacTaBieH Ha puc. 73. JIaHHBIM BUI Tepalnuu B
OTYETHOM roay npumMeHsuica y 71,5% OOIbHbBIX.

O0BeM HCMOJIB30BaHUS KUCIOPOAOTepaniiM MpeacTaBieH Ha puc. 74. [laHHBINM BUI Teparuu
B OTYETHOM rony npuMeHsjicst y 4,9% OoJIbHBIX.

O6beM ucnonb3oBaHuss CFTR monynsiTopoB npeacTasieH Ha puc. 75. JlaHHbI BUI Tepanuu
Ha KOHeIl OTYETHOTrO Teproaa npuMeHsiics y 1352 mamueHToB (46,3%), 13 HUX y 275 B3pOCIBIX
6o0sbHBIX (30,9%) ny 1077 nereii (53,1%).
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Puc. 58. [IlnHaMuka Ha3HAYE€HMsI MHTAJIILIMOHHOM Tepanuu B 2011—2022 1.
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Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

LleHTpanbHbIM deaepanbHbli OKpyr
CeBepo-3anaaHblii desepanbHbIVi OKpyr
HOKHbIV denepanbHbili OKpyr
MpuBoOMKCKUI deaepanbHblit OKpYr
Ypanbckuii deaepanbHbii OKpyr
Cubupckuii beaepanbHblii OKpyr
[anbHeBOCTOUHbIN deaepasibHbIin OKpyr
CeBepo-KaBKa3sckuii desepasnbHblit OKpYr
MockBsa

CaHKT-lMeTepbypr

0 %

LleHTpanbHbIV degepanbHbiii OKpyr
CeBepo-3anagHblil desepanbHblii OKpyr
HOKHbI deaepanbHbIi OKpyr
MpuBoOMKCKUIM deaepanbHbI OKpYr

Ypanbckuii depepanbHbivi OKpyr 23,8

Cubupckui degepanbHbiii OKpyr
[lanbHEBOCTOUHbIN dpesepanbHbIi OKpyr

CeBepo-KaBKa3cKkuii deaepanbHblii OKpyr

Mocksa 7,4

CaHKT-lMeTepbypr

\
\
\
\
\
\
0 10 %

Puc. 60. HpI/IMCHCHI/IC JUTUTETbHBIX MHTATSALUIA MAaHHUTOJIOM Y NaliMEHTOB C MYKOBUCILIMIO30M.

LleHTpanbHbIV degepanbHblii OKpyr 48,3 }

CeBepo-3anagHbii desepanbHblit OKpYr }
HOXKHbIV degepanbHbiii OKpyr 5619

MpuBOAKCKUIA deaepanbHbli OKpYr

Ypanbckuii deaepanbHbIii OKpyr 48,3

Cubupckuii egepanbHbliii OKpyr 53,1

[anbHEeBOCTOUHbIN deaepanbHblit OKpYr 53,7

CeBepo-KaBKa3ckuii deaepanbHblil OKpyr

MockBa 54,2

CaHKT-lMeTepbypr

|
T

\
\
f
0 20 40 6

\
\
\
\
\
\
\
\
\
\
\
\
\
\
f
0 80 %

Puc. 61. TTpuMeHeHEe MHTANSLMOHHbBIX AHTUOMOTHKOB Y MALIMEHTOB C MYKOBUCIIMIO30M.
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JleyeHne

LleHTpanbHbIM deaepanbHbli OKpyr
CeBepo-3anaaHblii desepanbHbIvi OKpyr
HOXKHbIV denepanbHblii OKpyr
MpuBoOMKCKUI deaepanbHblit OKpYr
Ypanbckuii dpeaepanbHbii OKpyr
Cubupckuin deaepanbHblit OKpYr
[anbHeBOCTOUHbIN deaepasibHbIin OKpYyr
CeBepo-KaBKasckuit desepanbHblit OKpYr
MockBsa

CaHKT-lMeTepbypr

LleHTpanbHbIV degepanbHbiii OKpyr
CeBepo-3anagHblii pesepanbHbli OKpyr
HOKHbI deasepanbHbIi OKpyr
MpuBoXKCKUIM deaepanbHbIi OKpyr
Ypanbckuii depepanbHbiii OKpyr
Cubupckui degepanbHbliii OKpyr
[anbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKa3cKkuii deaepanbHblii OKpyr
Mocksa

CaHKT-lMeTepbypr

\

\

\

\

\

\

\

50,3 |

\

\

\ \

45,2 | \

\

65,4 |

\ \ \

40,8 \ \ \

\ \ \ \

40,1 \ \ \

\ \ \ \

48,6 \ \

- - - |
0 10 20 30 40 50 60 70 %

Puc. 62. anMeHeHMS BHYTPUBEHHBIX AHTUOMOTUKOB Y Iagu€HTOB C MYKOBUCITUIO30M.

\

83,1 ‘

\ \

\ \

\ \

\ \

\ \

\ \

\ \

74,7 \

\ \

67,4 \ \

\ \

77,9 \

\ \

\ \ \

\ \ \ \

87,9 \

\ \ \ \

28,7 \ \ \ \

- - - |
0 20 40 60 80 100 %

Puc. 63. [IpumeHeHMe TIepOPaTbHBIX AaHTUOMOTUKOB Y MAIMEHTOB C MyKOBHCIIUIO30M.

B Tabnuie 33 mpencraBieHoO cpenHee YMCI0 THe aHTubakTepranbHoit Tepanun (M = SD) y
B3POCIIBIX U IETEH B 3aBUCUMOCTH OT MeCTa MPOBEeHNsI BHYyTPUBEHHON Teparuu — B TOMAIIIHUX

YCIIOBUSIX WM B CTallMOHApE.

Tabauua 33
Yucao oneii énympueennoii anmubaxmepuaavhot mepanuu (M * SD) y demeii u 63pocavix 6 3a6ucumocmu 0m mecma npoeedeHust.
Yucno gHel BHYTPUMBEHHOW Tepanun Bapocnbie Re
ARGH BHYTP P M \ o) M . :sp
BHyTpuBeHHas Tepanus Ha AOMY(A0OMa CaMOCTOATENbHO/CTaLMOHap 10,6 30.5 11 4.9
Ha pomy),cesa3aHHas ¢ MB, uucno gHeii B rogy ? ? ? ?
BHyTpuBeHHas Tepanus B crguuouape (KpYrnocyTouHblii/AHEBHOM), 12,0 16,8 7.7 13,7
cBa3aHHas ¢ MB, uncno gHeii B aToM rogy
Yucno pHeit B cTauMoHape He CB3aHHOE C MYKOBUCLUA030M 0,7 3,8 2,4 6,6
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Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

B ta6mmiie 34 mpencraBieHO CpemHee YKMCIO THei aHTuOaKTepranbHoit Teparmu (M = SD)
B 3aBUCUMOCTHU OT MECTa IIPOBEACHMSI BHYTPUBEHHOM Tepanuu (B JOMAIIHUX YCIOBUSIX WU B
cTauuoHape) 1o (eaepajbHbIM OKPYraMm.

Tabauua 34

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

Okpyr

M £SD

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

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

Yucno gHeli B cTaum-
OHape He CBsi3aHHOe C

MB, uncsio aHen B rogy LIHeli B 3TOM roay RAYRQEMCIH A0SO
LieHTpanbHbiii ®O 7,73+ 27,6 5,48+ 12,0 0,2+ 1,8
Cesepo-3anapHbliit PO 0,82+ 6,6 8,63+ 12,2 3,81+ 8,4
10HBIi 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
Ypansckuii 0 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
JAanbHeBOCTO4HbI PO 2,79+ 9,2 14,89+ 18,4 2,41+ 23,4
CeBepo-Kaeka3sckuit @O 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
CaHxkT-lMeTepbypr 0,08+ 0,9 9,23+ 11,1 5,02+ 9,4
o o \ \
LleHTpanbHbIN degepanbHbiit OKpyr ‘ ‘
o o \ \
CeBepo-3anafHbliit defepanbHbIi OKpyr ‘ ‘
\ \
HOXKHbI deaepanbHbIi OKpyr 64,3 ‘ ‘
\ \
MpuBoNXKCKNIA GeepanbHblii OKpyr ‘ ‘
\ \
Ypanbckuii depepanbHbiii OKpyr ‘ ‘
\ \
Cubupckui degepanbHbiii OKpyr ‘ ‘
\ \
[lanbHEeBOCTOUHBIN deaepanbHbIit OKpYT \ \
\ \
CeBepo-KaBKa3cKkuii deaepanbHblii OKpyr \ \
\ \ \
MockBa 63,0 \ \
\ \ \ \
CaHKT-MeTepbypr \ \ \ \
I I I |
20 40 60 80 100 %
Puc. 64. [pumeHeHe GPOHXOIUIATATOPOB Y MAIIMEHTOB C MyKOBUCIMIO30M.
o o \ \ \
LleHTpanbHbIN dpeaepanbHbiin OKpyr ‘ ‘
\ \
CeBepo-3anasHblii desepanbHbIvi OKpYr ‘ ‘
\ \
HOXKHbIV depepanbHbii OKpyr ‘ ‘
\ \
MpuBOMKCKUIA beaepanbHbli OKpYT ‘ ‘
\ \
Ypanbckuin depepanbHblii OKpyr ‘ ‘
\ \
Cubupckuin deaepasnbHbI OKpYr ‘ ‘
\ \
[anbHeBOCTOUHbIN deaepanbHblit OKpYr \ \
\ \
CeBepo-KaBKa3sckuit deaepanbHblit OKpYr \ \
\ \
Mocksa \ \
\ \
CaHkT-lMetepbypr 47,2 \
|
60 %

Puc. 65. [IprMeHeHe MHTATSIIIMOHHBIX [TIOKOKOPTUKOCTEPOMIOB Y MALIMEHTOB ¢ MyKOBUCIIMIO30M.
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JleyeHne

LleHTpanbHbIN denepanbHbIi OKpyr
CeBepo-3anaaHbiit desepanbHbIii OKpYr
KOKHbIV denepanbHblii OKpyr
MpuBOMKCKUIM desepanbHblit OKpYT
Ypanbckuii deaepanbHbii OKpyr
Cubupckuii degepanbHbiii OKpyr
[lanbHeBOCTOUHBIN dpeaepabHbIin OKpYr

CeBepo-KaBKa3sckuii desepasnbHbli OKpYr

MockBa

CaHKT-lMeTepbypr

\

l

0 2 4 6
Puc. 66. [IpuMeHeHNe CUCTEMHBIX IIOKOKOPTUKOCTEPOUIIOB Y MAIIMEHTOB ¢ MyKOBUCIIMIO30M.

LleHTpanbHbIV degepanbHbiii OKpyr
CeBepo-3anagHblit pesepanbHbli OKpyr
HOKHbI denepanbHblii OKpyr
MpuBOMKCKUIM deaepanbHbIi OKpYr
Ypanbckuii desepanbHbivi OKpyr
Cubupckuii degepanbHbiii OKpyr
[anbHeBOCTOYHbIN deaepanbHbli OKpyr
CeBepo-KaBKasckuin depepasnbHbIli OKpYr
Mocksa

CaHKT-lMeTepbypr

LleHTpanbHbIV degepanbHblii OKpyr
CeBepo-3anagHbii desepanbHblit OKpYr
HOKHbIV depepanbHbii OKpyr
MpuBOMKCKUIA deaepanbHbli OKpYr
Ypanbckuii deaepanbHbIi OKpyr
Cubupckuii dpegepanbHbliii OKpyr
[anbHeBOCTOUHbIN deaepanbHblit OKpYr 35,8
CeBepo-KaBKa3cKkuii deaepanbHblii OKpyr
MockBsa

CaHkKT-lMeTepbypr

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

\

\

|
0 20

Puc. 68. [IpuMeHeHNe a3UTPOMULIMHA B CYOMHTUOMPYIOIIMX 103aX Y MAlIUEHTOB C MyKOBUCIIMIO30M.




Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

LleHTpanbHbIN depepanbHbIi OKpyr
CeBepo-3anagHbiit deaepanbHblit OKpYr
HOXKHbIV denepanbHblii OKpyr
MpuBOMKCKUIM deaepanbHbli OKpYr
Ypanbckuii degepanbHbii OKpyr
Cnbupckui degepanbHbiii OKpyr
[anbHeBOCTOUHBIN deaepasnibHbIi OKpYr
CeBepo-KaBKa3sckuii desepasnibHbli OKpYr
MockBsa

CaHKT-lMeTepbypr

\
\
\
\
%
0 20 40 60 80

Puc. 69. IpuMeHeHMe ypCOne30KCUXO0IEBOM KIUCTIOTHI Y TIAIIMEHTOB C MYKOBHUCIIUIO30M.

LleHTpanbHbIV degepanbHbiii OKpyr
CeBepo-3anagHblii pesepanbHbli OKpyr
HOXKHbI deaepanbHbIi OKpyYr
MpuBoMKCKUIM deaepanbHbIin OKpYr
Ypanbckuii pesepanbHbivi OKpyr
Cubupckui degepanbHbiii OKpyr
[anbHeBOCTOYHbIN deaepanbHbli OKpyr
CeBepo-KaBKa3ckuin depepasnbHbIi OKpYr
Mocksa

CaHKT-lMeTepbypr

Puc. 70. [IpumeHeHne MaHKpeaTnyecKnX PepMEHTOB Y MALMEHTOB C MyKOBUCIIMIO30M.

LleHTpanbHbIV degepanbHblii OKpyr
CeBepo-3anagHbii desepanbHblt OKpYr
HOKHbIV depepanbHbiii OKpyr
MpuBOAKCKUIA deaepanbHbli OKpYr
Ypanbckuii deaepanbHbIvi OKpyr
Cubupckuii degepanbHbliii OKpyr
[anbHEeBOCTOUHbIN deaepanbHblit OKpYr

CeBepo-KaBKa3cKkuii denepanbHblii OKpyr

MockBa

32,7

\
CaHkT-lMeTepbypr 8)a

\ \
\ \
} } }
0 10 20 30

Puc. 71. [IpumeHeHUEe MHTMOMTOPOB MTPOTOHHOM MOMIIbI Y TTAIMEHTOB C MyKOBUCIIMIO30M.

%

%

%
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JleyeHne

LleHTpanbHbIM deaepanbHbli OKpyr
CeBepo-3anaaHblii deaepanbHbIvi OKpYr
HOXKHbIV denepanbHbiii OKpyr
MpuBOMKCKUI deaepanbHblit OKpYr
Ypanbckuii deaepanbHbii OKpyr
Cnbupckui pegepanbHbii OKpyr
[lanbHeBOCTOUHBIN deaepanbHbIit OKpyr

CeBepo-KaBKa3sckuii desepasibHbli OKpYr

CaHKT-lMeTepbypr

83,5

83,1

85,1

86,9

LleHTpanbHbIV dpegepanbHbii OKpyr
CeBepo-3anagHbln depepanbHblii OKpYr
HOXKHbI dpeasepanbHbIi OKpyr
MpuBoMKCKUIM deaepanbHblIit OKpYr
Ypanbckuii desepanbHbivi OKpyr
Cnbupckuii degepanbHbii OKpyr
LanbHeBOCTOYHbIN deaepanbHbli OKpyr
CeBepo-KaBka3sckuii desepasibHblIi OKpYr
MockBsa

CaHKT-lMeTepbypr

LleHTpanbHbIV degepanbHbliii OKpyr
CeBepo-3anafHblii desepanbHbIvi OKpyr
HOXKHbIV depepanbHbii OKpyr
MpuBOAKCKUIA deaepanbHbli OKpYr
Ypanbckuii depepanbHbIvi OKpyr
Cubupckuin deaepanbHblit OKpYr
[anbHEeBOCTOUHbIN deaepanbHblit OKpYr
CeBepo-KaBKa3sckuii peaepanbHblii OKpyr
MockBsa

CaHKT-lMeTepbypr

85,7
91,5
88,1
\
MockBa [79,1
\
178,9
f } } } } |
0 20 40 60 80 100
Puc. 72. TlpuMeHeH1e XUPOPaCTBOPUMBIX BUTAMUHOB Y MALIUEHTOB C MyKOBUCLIMIO30M.
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Puc. 73. llpuMeHeHre KMHE3UTepanuuy nalueHTaM1u ¢ MyKOBUCITUIO30M.
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Puc. 74. TIpyMeHeHe KUCIOPOAOTEPAIIUU Y TTAIIMEHTOB C MyKOBUCLIMIO30M.
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Peructp nauueHToB ¢ MykoBucumugo3om B Poccuiickoit @epepaumn. 2022 rog,

LleHTpanbHbIN deaepanbHbli OKpyr
CeBepo-3anagHbiit deaepasnbHbI OKpYr
HOXKHbIV denepanbHblii OKpyr
MpuBoOMKCKUIM deaepanbHblit OKpYT

Ypanbckuii deaepanbHbii OKpyr

[anbHeBOCTOUHbIN deaepasibHbIi OKpYyr
CeBepo-KaBKa3sckuii desepasnibHblIi OKpYr

Mocksa 52,7

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

\
CaHkKT-lMeTepbypr 47)0
1 1 1 1 !

r T T T T

0 10 20 30 40 50 60 %

Puc. 75. Tllpumenenue CFTR Momy/isITOpOB y TAalIMEHTOB ¢ MyKOBUCILIMIO30M.
TpaHcnnaHTauus

B 2022 r. TpeM 00JIbHBIM MYKOBUCIIMI030M ObLTa MpoBeNeHa TpaHCIJIaHTalWs [IeYeHU, TPOUM
0OJIbHBIM — TpaHCIUTaHTaLMs JeTkux. Yuceno TpancmianTamnuii 3a 2011—2022 rr. nmpencraBieHO

B Tabm. 35.
Tabauua 35
Yucao mpancnaanmauuii aeckux u nevenu 3a 2011-2022 ee.
Tpa:gﬂzla}:rguuu TpaHCNNaHTaUMs Nerkux TpaHCnNaHTaUMs NeYeHn TpaHCcnNaHTauMs noyek
2009r - 1(0) -
2011r 1(1) - -
2012r 2(2) 1(1) .
2013r 2(1) - :
2014r 100) - -
20151 9(7) 3(3) -
2016r 6(6) - -
2017r 8(6) - -
2018r 9(7) 4(3) 10
2019r 7(4) 2(2) -
2020r 5(1) 2(0) -
2021r 3(3) 4(0) -
2022r 2(2) 3(3) -
Bcero 58(41) 20(17) 101)
Tp : B CKOOKax npeac: 4ncno 60NbHBIX XuBbIX nocne onepauwii Ha 31.12.2022.

ﬂpom&seﬂeﬂa 1 TPaHcnnaHTayns aerkux u nevyexn, aHHble nayneHtTa He BHeCeHbl B PErnctp u B TaﬂﬂMLle He npuBoaATCS.
BbhkuBaemocCTb

B Teuenue 2022 r. ymep 31 maumeHT (15 My>KCKOTO T10J1a), U3 HUX 28 B3POCIBIX (14 MyKUMH).
[MpurunHoit cMepTu 27 U3 HUX SBJISUIOCH OPOHXOJIETOUHOE IMOPaXKEeHUE.

Cpennuii Bo3pact cMepTu coctaBuia 28,1 £ 9,2 romga, MenraHa Bo3pacta cmeptu — 26,6 (13,7)
rona. MUHUMAaJIbHBIN BO3paCT cMepTH — 7,6 JIeT, MAKCUMAaJIbHBIN B 43,5 JIeT.

3akoyeHue

Takum o06pa3oM, B perucTpe MpeacTaBlieHa TUHAMUKA ITOKa3aTesieil, XxapaKTepHu3yIOIIX
3I0POBbBE IeTEH 1 B3POCIBIX ¢ MYKOBUCIIMIO30M 3a Ipomrenmue 12 et B 82 cyobekTax deme-
pamun. DTO MO3BOJISIET OLIECHUTD TEKYIIYIO CUTYallIO B CTPAaHEe U B PETMOHAX, JEMOHCTPUPYET
5 HEKTUBHOCTD IMPOBOAUMOIT MEAUIIMHCKOM ITOMOIIM MMAllMeHTaM M CTUMYJIMPYET paboTy 1o
IMONCKY 3(D(DEKTUBHBIX OPTaHNU3ALIMOHHBIX, TMAaTHOCTUICCKUX, TePAIIEBTUUECKNX U IMTPOhIIaK-
TUYECKHUX MEPOIIPUSITUM IIJIST TIOBHIIIICHUST YPOBHSI 3M0POBbs, KAUeCTBA U IIPOIOJLKUTEITEHOCTH
KW3HU JIIoAei ¢ MyKOBUCIIMIO30M.
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YcnoBHble 0003Ha4YeHud

M= SD — cpenHee *+ craHgapTHOE OTKJIOHEHUE;

Me - MeauaHa;

IQR - uHTEepKBapTUIBHBIN pa3max;

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

®XKEJT — dpopcupoBaHHast XKU3HEHHAsI EMKOCTD;

ODB1 —06beM HOpCcHPOBAHHOIO BbIIOXA 32 1-10 CEKYHILY;
WUMT — uHaekc Macchl Tenna

WUPT - uMMyHOpeaKTHUBHBII TPUTICUH
MBTP-MyKoBUCHIMIO3HBIM TPaHCMEMOPAHHBIN PETYASITOD
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NMPUJTOXXEHME 1

MepeueHb pgaHHbIX Poccuiickoro pernctpa 60sbHbIX MYKOBUCLUL030M

Aemorpadpuyeckue gaHHbIe

Topon, B KOTOpOM pacIonokeH HEHTP

®UO manueHTa

Pervon npoxuBaHus

T'on nabmoneHus

Ton poxaeHust

Mecsi poxaeHust

Yucno poxaeHus

Ilon

Bo3spact (1a 31 mekabpst OTYETHOTO rofa)

CraTyc manueHTa:
— 3kuB Ha 31 mexadps OTYETHOTO roja;
— noru0 B OTYETHOM IOy

Ecnu ymep, To 3amonHseTCS 1aTa CMEPTH:

— rom;

— MECHI;

— YHCIIO

IIpuyuHa cmepTu:

— OpOHXOJIErOYHas;

— TICYCHB;

— TpaBMa;

— CyMLINUT,

— TpaHCIUTAHTAIINS;

— JIpyrasi, CBSI3aHHAsI ¢ MyKOBUCILIMIO30M, CJICIyeT yKa-
3aTh Kakas (Harmpumep, CHHIPOM TiceBIo-bapTTepa,
aMIWIONIO3, OHKOJIOTHUS 1 1IP.);

— Ipyrasi, He CBsI3aHHasl ¢ MyKOBHUCIIMIIO30M

AuvarHos

JlviarHo3 NoATBEePXKIEH:
— Ja;
— HET;
— OyzeT noaTBepKIaeH
Bospact Ha MOMEHT yCTaHOBJIEHMS IMarHo3a B rogax
Jara ycranoBieHus auarHosa B popmare: . MM.ITIT
FleHeTuka

ITpoBoOAMIOCH J1M TEHETUYECKOE UCCIIEI0OBAHUE:
— [a;
— HET

IlepBbIii TeHeTUUECKUIT BapUMaHT HYKJEOTUIHOMN MO-
cienosarenbHocTy reHa CFTR

IlepBbIii TeHeTUUECKUIT BapUMaHT HYKJEOTUIHOMN MO-
cnemoBateapHocTu reHa CFTR2 (Ecnu Ha omHoit
XpOMOCOME J1Ba T€HETUYECKUX BapuaHTa, TO 3[1€Ch
MUILETCS Ha3BaHUE BTOPOTO FT€HETUYECKOTO BapuaHTA.
Ecnau ero HazBaHUSI HET B MeXAyHapoIHOI 0a3e
naHHBIX http://www.genet.sickkids.on.ca, To B mepBom
CTONOIE MUIETCS: APYToii, a BO BTOPOM — Ha3BaHME
TeHETUYECKOIro BapraHTa)

BTopoii reHeTuYecKuii BapuaHT HYKJIEOTUIHON MO-
cienoBarenbHocT reHa CFTR

BTopoii reHeTuYecKuii BapuaHT HYKJIEOTUIHON mocie-
noBareabHOCTH TeHa CFTR 2 (110 aHamoruu ¢ repBoit
MyTanuein)

HeoHaTtanbHbI CKPUHUHT:
— TOJIOXKUTEbHBIN;
— OTPULIATEJIbHBII;
— pe3ysbTaT HEU3BECTEH;
— He Jeyanu
Hapyiienue TpaHcanuTeNIMaTbHOIO MOHHOTO TPaHCOpTa
(pa3HOCTb Ha3AIbHBIX TOTEHIIUATIOB, OMOTICUY TOJICTOMN
KMIIKHU):
— TIOJIOXKUTENIbHAS;
— OTpHUlIaTeJIbHAS;
— He Jeyanu
IToToBBIit TECT:
— TUTPOBAHUE;
— MPOBOAUMOCTD;
— He Jeyanu
DJIEKTPOIUTHI
— XJIOPU[IBL;
— pyrue;
— He Jeyanu
VYpoBeHb XJ10pUIOB
IToTOBBIN TECT MOBTOPHBIA:
— TUTPOBAHUE;
— MPOBOAUMOCTD;
— He Jeyanu
DJIEKTPOJIUTHI TOBTOPHBIE:
— XJIOPU[IBL;
— pyrue;
— He Jeyanu
VYpoBeHb XJIOpUIOB TOBTOPHBII
MexoHUEeBbII WieycC:
— [1a, OTIEPUPOBAH;
— [1a, HE ONEepUPOBAaH;
— [1a, HEe U3BECTHO, ObL1a JIU ONepalus;
— HET
Tepanus

Wuranauuu runepronndeckoro pacrsopa NaCl B or-
YETHOM TOMy:
— na (ecniv cyMMapHOE€ YMCJIO AHEW WHTaIsIIuii
Oonee 3 mec.);
— HET;
— He 3Halo
WHransaimm MaHHUATONA:
— na (ecnmu cymMMapHOE€ YMCJIO AHEW WHTansIuuii —
Oonee 3 mec.);
— HET;
— He 3Halo
[ToBTOpHBIE KYpChl MHTAISIIUOHHBIX aHTUOUOTUKOB B
OTYETHOM TOMY:
— na (ecnmu cymMMapHOE€ YMCJIO AHEW WHTansIuuii —
Oonee 3 mec.);
— HET;
— He 3Halo
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BHyTpuBeHHBIC aHTUOMOTHUKH B OTYETHOM TOIY:
— Ja (maxe ecy IpoBeIeH OAUH KypC BHYTPUBEHHOM
Tepanun);
— HeT;
— He 3Hao
TabneTupoBaHHbIE aHTUOMOTUKY B OTYETHOM TOAY:
— Ia (maxe ecJIM IIPOBEIeH ONMH KypC aHTHOMOTHKOB
BHYTDb);
— HeT;
— He 3Hao
JnutenbHble (IOBTOPHBIE) KYPCHl MHTASIIIMOHHBIX
OpOHXOIMIATATOPOB B OTYCTHOM TOAY:
— ma (eclW cyMMapHOE YMCJIO OTHEW WHTaISIINNA —
6oiee 3 mec.);
— HeT;
— He 3Ha
IToBTOpHBIC KypCHI (ITUTEIHFHOE TTPUMEHEHIE) MHT AN -
IIMOHHBIX CTEPOUIOB;
— ma (eclW cyMMapHOE YMCJIO OTHEW WHTaISIINNA —
6oiee 3 mec.);
— HeT;
— He 3Ha
IToBTOpHBIC KypCHI (ITUTEIFHOE TPUMEHEHIE) CUCTEM-
HBIX CTEPOUIOB:
— nma (ecnm cyMMapHOeE YMCJIO THEi Teparmuu — boee
3 Mec. WM MpOBeIeHO He MeHee 3 KypcOB B TOI
HapeHTepaTbHO MPOIOJLKUTEILHOCTHIO HE MEeHee
14 mHeit);
— HeT;
— He 3Ha
Kucnoponoreparmst B OTIETHOM TOLY:
— ma (eca CyMMapHOE YHCJIO THEH KUCIOPOIoTepaIii
B rox Ooisiece 3 Mec., U3 pacueTa He MeHee 12 4
KHCIIOPOIOTEPAIINU B CYTKH)
— HeT;
— He 3Ha
JopHa3a anbda B OTIETHOM TOIY:
—na
— 2,5 M1 (2,5 mr) 1 pa3/cyT.
— 2,5 v (2,5 mr) 2 pasza/cyT. (2-9 MHTAISLINS 9epes
MYHJIIITYK)
— 2,5 v (2,5 mr) 2 pasza/cyT. (2-9 MHTAISLINS 9epes
ITapu cuHyc)
— HeT
— He 3Ha
[MocTostHHOE TIpUMEHEHNE a3UTPOMUIINHA (MJIU IPYTOTO
MaKpOJIMIa) B OTYCTHOM TOMY:
— 1a (eclIm cyMMapHOE YMCJIO THEH mpueMa — Ooiee
3 Mec.);
— HeT;
— He 3Ha
VYpcone3okcuxosieBast KMCJIOTAa B OTYCTHOM TOLY:
— 1a (ecnIm cyMMapHOE YMCJIO THEH mpueMa — Ooiee
3 Mec.);
— HeT;
— He 3Ha
[Mankpeatndeckue (pepMEHTHI B OTYCTHOM TOLY:
— 1a (eclIm cyMMapHOE YMCJIO THEH mpueMa — Ooiee
3 Mec.);

— HET;
— He 3Ha[
MHTIOUTOPH TPOTOHHOM ITOMITBI B OTYETHOM TOIY:
— ma (ecli cyMMapHOE€ YMCJIO JHEH mpuemMa — Oosee
3 Mec.);
— HET;
— He 3Ha[
XKupopacTBoprMbie BUTAMUHBI
— ma (eclm cyMMapHOE€ YMCJIO OHEH mpuemMa — Ooiee
3 Mec.);
— HET;
— He 3Ha[
Kunesurepanust
— ma (ecim cyMMapHO€ YMCJIO OHEil IMPOBEIeHUS —
6oiee 3 mec.);
— HET;
— He 3Ha[
CFTR MonmyngTophr:
— WBakadrop
— JIymakadrop / UBakadTop
— Tezakadtop /MBakadrop + MBakadbrop
— DnekcakadTop/Teszakadprop/MBakadTop + UBa-
KaTop
— Hpyroe
HewnBasuBHasT BeHTUISLINSA JIETKUX (€CIM CYMMapHOE
YHCIIO JHEU ITpoBeaeHUsT — Oojiee 3 Mec.):
— CPAP (pexxuM IMOCTOSHHOTO ITOJOXMUTEIbHOTO
TIABJICHUS B IBIXaTCIbHBIX MYTSIX)
— BiPAP (pexuM IBYXypOBHEBOTO ITOJIOXUTEIHHOTO
NMABIICHUS B OBIXaTECIbHBIX ITYTSIX
O6cnepoBaHue

#Macca meaa, iMeBIIAsICS B IEHb JIYYIIIETO MTOKA3aTENsI
O®BI, ecnu He nenanu B/, To mocienHee 3HaYESHUE
Macchl TeJla B OTYETHOM TOMY.

#Pocm, nMeBIINIiCS B IeHD JTydiero rmokasatens OPBI,
eciu He nenanu OB/, To mocieqHee 3HaUeHUE pOCTa
B OTYETHOM TOfy.

#Mecay aynuweeo nokazamens OPB, B OTYETHOM ToLy,
ecnu He nenanu OBJI, To nata u3MepeHus: pocra u
Macchl Tena.

#Yucno ayumeeo noxkasamenss ODB, B OTYETHOM ToLy,
ecnu He nenanu OBJI, To nata u3MepeHus: pocra u
Macchl Tena.

#/lywwuii nokazsameas ODPB, B OTYETHOM TOMy (B JIUTPax)

#lyuwui noxazamens ©XKEJI B oT9eTHOM romy (B JINTPAXx)

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

#Jlymwuii noxkazamenv ©XKEJI B orueTHOM Tomy (B %)

MukpoGuonorus

Kpurtepun xpoHnueckoit MHEKIUU OTPaKeHbI B pa3eie
«Mukpobuonaorus»
P.aeruginosa:
— J1a, XpOHUYECKUIA;
— 51a, XOoTs1 Obl 1 pa3 B roj1 WM MEHEE YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKas;
— HET;
— He 3Halo
S.aureus
— 51a, XOoTs1 Obl 1 pa3 B roj1 WM MEHEE YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKas;
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— J1a, XpOHUYECKUI;
— HET;
— He 3Halo
B.cepacia complex
— n1a, XOoTs1 Obl 1 pa3 B o WM MEHEE YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKAsT;
— J1a, XpOHUYECKUIA;
— HET;
— He 3Halo
Hety0epkyne3Hble MUKOOAKTEPUU
— na (6oJiee IMOJIOBUHBI BEICEBOB 3a OTYCTHBIN IO, IIPHU
YCJIOBUHY TIPOBEICHUS He MeHee 4 TI0CEBOB);
— HET;
— He 3Halo
S.maltophilia B oTyeTHOM TOIY
— n1a, XOoTs1 Obl 1 pa3 B o WM MEHEE YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKAsT,;
— J1a, XpOHUYECKUIA;
— HET;
— He 3Halo
Escherichia coli
— na (6osiee MOJOBUHBI BHICEBOB 32 OTYETHBIN roj,
IpY YCIOBUM IIPOBEICHUS HEe MeHee 4 IOCEBOB),
00s13aTeIbHO yKa3aHUe JIJaTUHCKOTO Ha3BaHUs
MUKpPOOpPraHu3Mma;
— HET;
— He 3Halo
Haemophilus influenzae
— n1a, XOoTs1 Obl 1 pa3 B o UM MEHEE YeM B MOJIOBUHE
TIOCEBOB / HE XpOHMYECKAsT;
— J1a, XpOHUYECKUIA;
— HET;
— He 3Halo
OcnoxHeHus (B OTYETHOM rogy)

AnIeprnyecKuii OpOHXOJIETOYHBIN aciepruuie3 (KpuTe-
pun oTpaxkeHsI B pasnene «OCIOXKHEHUS»)
— B HACTOSIIIIMIT MOMEHT;
— HeT;
— He 3Ha
Jlnabet
— HeT;
— I1a, JIeYeHNe WHCYJIMHOM €XeTHEBHO;
— Ja, JeYeHWe TabJIeTUPOBAHHBIMM TUIIOTIIMKEMIUC-
CKUMU IIpeTapaTaMu
— I1a, TOJIBKO ITHeTa
— I1a, JICYeHNEe HEM3BECTHO
ITneBMOTOpAaKc
- Ia, IpeHaX TUIeBPaIbHOM MOJIOCTH
- na, HaOmoneHue
- 1a, 1e4eHre HEM3BECTHO
- HEeT
IMopaxeHne meueHn (0 KpUTepusx B pasgene «Ociaox-
HEHUS»):
— IUPPO3 C TUIIEPTEH3UECH /TUTIEPCITICHU3MOM;
— IUppo3 0e3 TUTIePTECH3UM/TUTIEPCIICHU3Ma;
— 1Uppo3 6e3 MHHOPMALIMU O TUIIEPTCH3UH/TUTIEP-
CIUICHU3ME;

— MopaxeHue MeyeHu 0e3 uupposa (oTMedaeTcs
MopaxeHne MeYeHN TIPU BUPYCHBIX TeIaTUTax U
KUPOBast MHOWIBTPALUS TICYCHN );

— HET;

— He 3Ha[

OcTeoriopo3
Kputepuu muaraoctnku — Camkerne MIIK z score Himke

2 CUTMaJIbHBIX OTKJIOHCHUM M HU3KOSHEPTeTUICCKUMA

TepesioM

- Ja

- HEeT

- HET TaHHBIX

BripaxeHHoe JlerogyHoe KpoBoTedeHUe (Oosee 250 mi

OIHOMOMEHTHO):

— I1a, XOTsI OBbI OMWH pa3s;

— HET;

— He 3Ha[

Hammane oHKOJIOrMYecKOTro 3a00eBaHUS (B OTYCTHOM

Trofy Wiv KOrjaa-jan0o0 B XXU3HU MallMeHTa):

— [1a;

— HET;

— He 3Ha[

MaHkpeaTuyeckum ctatyc

dexanpHag 3/macTasa 1:
—< 200HT/T OMTHOKPATHO;
—< 200HT/T TBAXKIIBI,
—> 200 HT/T OMHOKpPATHO;
—> 200 HT/T ABAXIHI;
— He OIpenessiach
DIEeKTPOJIUTHBIE paccTpoiicTBa (CHHAPOM IICEBIO-
baprrepa):
— [1a;
— HET;
— He 3Ha[
Ocreoropo3 (HM3Kask KOCTHAsI Macca):
— na (ecin Z-KpUTEPUA TP MPOBEICHUN OCTEONCH-
CUTOMETPHUU HIXKE 2);
— HET;
— He 3Ha[
CUHYyCUT:
— CHUHYCHUT C TIOJINTIAMM;
— CHUHYCHUT 0e3 TTOJIUTIOB;
— He 3Ha[
AMWIONIO3 B OTYETHOM TOIY
— [1a;
— HET;
— He 3Ha[
CUHIPOM TUCTATbHON MHTECTUHAIBHON OOCTPYKIINN:
— [1a;
— HET;
— He 3Ha[
TpaHcnnaHTauus

TTpaHcnaHTaUs TIEYEHU:
— Ja;
— HET;
— He 3Halo
Hara (rom) mociemHell TpaHCIUIAHTAIIUM TIeYeHU (eCn
MIPOBOIMJIACH IO MJIX B TEUCHUE OTYCTHOTO rofa)
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TpaHcrutaHTanus Jerkux TpaHcriaHTanus mIo4eK
— na; — na;
— HET; — HET;
— He 3Halo — He 3Halo

Hata (rom) mocienHell TpaHCIIaHTAMU JIeTKuX (ecan  Jlata (Tom) mociiegHel TpaHCIUIAaHTAIIUM ITOYeK (eciu

IIpOBOAMJIACH 1O WJIN B TCUHEHUE OTYETHOT'O ro;[a) IIpoBOAMJIACH 1O WJIN B TCUHEHUE OTYETHOTO rona)

Kputepum BknioyeHus naumeHTos
B Poccuiickuii peructp 00JibHbIX MYKOBUCLUO030M

B perucTp BKIIIOYAIOTCS MMAIIMEHTHI TOJIBKO C IMOATBEPXKICHHBIM THarHOo30M. JImarHos Imom-
TBEPXKIACTCST B COOTBETCTBUM CO CJICAYIOIINM KPUTEPUSIMU:
1. JIByKpaTHBII MOJIOKUTEIbHBIN TTOTOBBIN TECT:
— XJI0pUIbl > 60 MMOB/IT;
280
— NPOBOAUMOCTH TIoTa > 80 MMOJIb/JT;
280
— xJiopuabl > 60 MMOJIb/J1 + MIPOBOAMMOCTD MOTa > 80 MMOJIb/JI.

2. OQHOKpaTHBII MOTOBBIN TECT ¢ XJopuaaMu > 60 MMOJIb/JI WX MIPOBOAMMOCTb mota > 80
Mmmonb/n1 u JJHK-aHanu3 ¢ onHUM win AByMSI MACHTUMOUIIMPOBAHHBIMU T€HETUYECKUMU
BapuaHTtamu B reHe CFTR.

3. OmHOKpATHBINM MOTOBBIM TeCT ¢ XJaopuaaMu > 60 MMOJIb/JI WU TIPOBOAMMOCTh moTta > 80
MMOJIb/JI U TIOJIOXKUTENIbHBIM pe3yabTaT HeoHaTadbHOro ckpuHuHra (MPT-1 > 70 Hr/mn;
WUPT-2 > 40 ur/min).

4. OQHOKpATHBII MOTOBBIN TECT ¢ XJopuaaMu > 60 MMOJIb/JI WX MIPOBOAMMOCTh mota > 80
MMOJIb/J M KJIMHUYECKasl KapTUHA C XapaKTepHbIMU CUMIITOMaMU MYKOBUCILIMIO3a.

5. 3HavyeHue XJIOPUAOB B TOTOBOM TecTe < 60 MMOJIb/JT MJIU MTPOBOAUMOCTH ToTa < 80 MMOJIB/JI:
TOTJA HY>KHO UMETh 2 U3 4 CIeAYIOIINX KPUTEPUEB:

— ,Z[HK—aHaHVIS C OOAHUM WJIN ABYMSI V[,Z[CHTI/I(i)I/ILII/IpOBaHHBIMI/I TCHCTUYCCKMMU BapruaHTaMU,
BbI3bIBAIOIIMMU MYKOBUCLINI03,

— MOJIOKUTENILHBIN pe3yabTaT HeoHaTaibHOro ckpuHuHra (MPT-1 > 70 ur / mn; UPT-2 >
40 HT / MIT);

— TTOKa3aTelTb Pa3HOCTH TPAHCIITUTEINATBHBIX (Ha3aIbHBIX) TIOTCHIINAIOB, TIONTBEPXKIAIOIITIIA
JIMarHo3 MyKOBUCIIUIO3;

— KJIIMHUYECKasl KapTUHA, C XapaKTePHbIMU CUMIITOMaMU MYKOBHUCIIMIO3a.

JononHuTtenbHble 00bACHEHUS MO BHECEHUIO noka3aTtenemn
B Poccuinckuia perncrtp

MoToBbIN TEeCcT

Eciu noToBblii TeCT He ObLT MPOBENEeH, OTMEUaiTe «He nefaiu». ECu MOTOBbIN TECT «He
JieJaa», TO JOJDKHBI ObITh yKa3aHbl 00e MyTallMy B FeHe MyKOBUCIIMI03a.
1. TToTOBBIIi TECT: 3aHOCUTCSI TUIT TIOTOBOTO TecTa (TUTPOBAHWE WUJIU TTPOBOIUMOCTD).
2. DIEKTPOJUTHI: TIPEANTOYTUTEbHBIM SIBJISIETCS U3BMEPEHHE KOHLIEHTPpALMU XJIOPUIOB.
3. YpoBeHb XJIOPHUIOB: 3aHOCUTE YPOBEHb XJIOPUIOB B MIJITUMOJISIX Ha JINTP (MMoJIb/7). Ecin
B OIMH UM TOT e JieHb ObLIM C/eJIaHbl ABe MPoObl, 3aHOCUTCS 60Jiee BLICOKUI MOKa3aTeNb.
4. Bo3aMOXHO orpe/iesieHre TTPOBOIMMOCTH, 9KBUBAJIEHTHOM YPOBHIO XJIOPUIOB (MMOJIh/1). Ecin
B OIMH U TOT e JieHb ObLIM C/eJIaHbl ABe MPoObl, 3aHOCUTCS 00Jiee BLICOKUI MOKa3aTeNb.
5. OnTuMaJibHO coYyeTaHMWe ABYX METOAMK: OIpenesieHue XJI0PUIOB U OlpeneseHrue mpoBo-
JIUMOCTH.
IMpumedaHue: ypoBeHb 3HAYCHUI XJIOPUIOB MOXKET OBITh OT 1 10 160 MMOJIB/JT; TPOBOAMMOCTH
ot 1 mo 170 mmoub/n. Eciu y manuenTa xiiopunbl > 160 MMOJb/J1, a IpoBOIMMOCTE > 170
MMOJIb/J, TIOTOBBIN TeCT HYKHO TIepeeiaTh.
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CnupomeTtpus

Lenp yyera maHHBIX MO CIIMpPOMETpur B PoccuiickoM peructpe OOJbHBIX MYKOBUCIIMIO30M
— TIOJIydeHHUE CTaHIAPTU3MPOBAHHBIX MOKa3aTeseil ISl CpaBHEHMS C APYTUMU LIEHTpaMu,/
CTpaHaMU U JUTSI UCTIOJb30BaHUSI 3TOI MH(MOPMAIIUK B CIICHIMAIBHBIX SMTMIEMUOJIOTUISCKUX
ncciaenoBaHusx. Hekoropele mokasaTenu, moxyyaeMble B OTIEIbHBIX IIEHTPaX, MOTYT He
COOTBETCTBOBAThH 3allpalllMBacMbIM (CM. HUKE). B CBSI3M ¢ 3TUM B pErucTp MOIYT OBIThH
3aHECEHBI TOJIBKO TE TTOKA3aTeNIM, KOTOPhIE COOTBETCTBYIOT €0 KPUTEPUSIM.

CrimpoMeTpusi TOJKHA MIPOBOIUTHCSI B COOTBETCTBUM CO CTAHIAPTHBIMU PEKOMEHIALIMSIM AMe-
pUKaHCKOTO TopakaibHOro u EBpomneiickoro pecrimparopHoro odiectB (ATS/ERSguidelines):

1. O61IMe MPUHLMITEL OoTpeaeaeHusT GYHKIMOHAIbHBIX moka3aTeneil terkux (http://www.
ers-education.org/pages/default.aspx?id = 2005&idBrowse = 37467&det = 1).

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

Bonee Toro, nis 3amoHEHMST perucTpa J0JIKHBI OBITH COOJIIOMEHBI CIEAYIOIINE KPUTCPUM:

1. Ilepen uamMepeHEM HEOOXOAUMO:

a) yKas3aTh JaTy POXIEHUS, IO M POCT MallMeHTa I pacdyeTa TOJLKHBIX 3HAYCHMIA;

0) cnupoMeTpus MOJKHA MPOBOAUTHCA 0e3 IPUMEHEHHUSI OPOHXOAMIATATOPOB (BPEMSI C
MOMEHTA TTOCJICIHETO IprueMa IpernapaToB KOPOTKOTO JAEHCTBUS TOKHO COCTABIISITh HE
MeHee 4 4, IJIUTeTbHOTO AeHCTBUS — He MeHee 12 ).

2. Pesynbrathl:

a) U3 TaHHBIX, 3aHECEHHBIX B PETUCTPhI PErMOHAIBHBIX IIEHTPOB, It Poccuiickoro perucrpa
JOJKHBI OBbITh BbIOpAHbI HAMIyUllle B OTYeTHOM roay nokasareau O®BI1(%monxk.),
BBIPaXXEHHBIE B JIUTPAX;

6) kaxnapiii mokasarteab OP®B1 n ®XKEJI noikeH ObITh ITPEACTABIEH B JINTPAX C YKAa3aHUEM
3HAYEeHUI 10 COTHIX (2 3HaKa MocJe 3arsToi);

B) nokaszarenb MXKEJI nomkeH ObITh Oosbllle MM paBeH nokasareao ODPBI;

I) TIpY 3aHECEHUM ITOKa3aTeseil CIMpoMeTpUN HEOOXOMMMO YKa3bIBaTh JaTy MPOBEACHMS
TecTa, Maccy Tejla M pOCT MallMeHTa B MOMEHT MCCIICAOBAHMS IJIsI BBIYMCIICHMS TIPOLIEHTOB
OT NOJDKHBIX 3HAYEHUI;

) CJIemyeT UCTIOJIb30BATh TOJIBKO T TECThI, KOTOPHIE COOTBETCTBYIOT PEKOMEHIALIMSIM AMepH-
KaHCKOTO TopakaibHOTo 1 EBpomneiickoro pecrimparopHoro oomectB (ATS/ERSguidelines).

3. PacueT mpoLIEHTOB OT MODKHBIX 3HAYCHMIA.

[Ipu pacueTe HEOOXOMMMO MCITOIB30BATh CTAHIAPTHBIM HA0OP MOJDKHBIX 3HAYCHMIA:

a) st gereit ot 5 no 18 et —G.Polgaretal. (1971);

0) mwist B3pocabiX > 18 et —paboueit rpynnbsl EBpormeiickoro coo0IecTBa cTaau U yIis
(ECCS, 1993);

B) s aeteii < 5 JIeT mokaszaTteiau He OyayT pacCUYMThIBATHCS.

HyTpuTuBHBIA cTaTyC

HyTtpuTuBHBIi cTaTyC 00JBHBIX MYKOBUCIIMIO30M PACCUUTHIBAJICS C TIOMOIIBIO MHACKCA MacChl
tena (MMT) Ha ocHOBaHMU TaHHBIX MacChl Tejla, pOCTa M Bo3pacTa manueHTa. MamepeHus
OCYILECTBIISIIOTCS COTIACHO CHICAYIOIIMM PEKOMEHIAITUSIM:

e Macca TeJla ompeelisieTcs TIPU CHATOM BepXHel ofexie u 00yBU;

* pocT — 0e3 00yBM — POCTOMEPOM; BEPXHSSI YaCTh FOJIOBHI JOJIKHA KacaTbCs BepXHEi
TUTAHKY TP HEOOJIBIIIOM €€ HalaBIMBaHUH;

* IMOKa3aTeJu MOJKHBI COOTBETCTBOBATh BEIMYMHAM B IE€Hb MPOBEICHMUS 3aHOCUMOM B
PEerucTp CIMporpaMmmsl, eciiu uaMepenre ®BJI He mpoBoAWIN, TO CIEAYET BHECTHU I10-
clemHue 3HaYCHUS Macca Tejla U pocTa.

IIpu oueHke HyTpuTuBHOTO craryca aeteit UMT oueHuBasics B cucteme nepleHTuiei. Pac-
yet nepueHTmiiedr UMT npoBoauics npu rnmomMolinu rnporpamMmm BeceMupHoit opraHuzauuu
3npaBooxpaHeHuss: WHO Anthro (s gereii no 5 net) u WHO Anthroplus (m1s gerteii ctapiie
5 ner) (http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/
en/). [l olleHKY MoKa3aTeleil pocTa U MacChl Tejla JeTeil paHHEero Bo3pacta (1o 2 JeT)
WUMT He npumeHsieTcsl.
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Mpunoxenus

25

26

27

28

29

30

31

32

33

34

35

36

37

38

39

40

41

42

43

44

45

46

a7

48

49

50

51

52

53

54

55

56

57

58

59

TpaguuMOHHOE Ha-
3BaHWe reHeTU4ecKoro
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

HaseaHnue no kogupyiowen IHK

¢.580-1G>T

c.489+1G>T
¢.1397C>G

¢.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

c.3454G>C

c.3476C>T

c.43delC

¢.3535_3536insTCAA
(c.3532_3535dupTCAA)

c.254G>A

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

€.287C>A
€.2195T>G
c.3472C>T

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

¢.868C>T

¢.3209G>A

¢.3475T>C

c.350G>A

€.2589_2599delAATTTGGTGCT

HasBsaHue no cuHtesupye-

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-(Ala96Gilu)
p.(Leu732*)
p.(Arg1158*)
No protein name
No protein name
p.(Ser1297Phefs*5)

p.(Ser158Lysfs*5)

p-(Glu217Gly;Gly509Asp)

p.(GIn290*)

p.(Arg1070Gin)

p.(Ser1159Pro)

p.(Arg117His)

p-(lle864Serfs*28)

Knacc

HEeU3BeCTHO

HEen3BecTHO

HEeu3BeCTHO

Heu3BecCcTHO

HEen3BecTHO

Heu3BecTHO

®deHoTUN

TAXEnNbIA

TAXEnNbIA

TXEnNbIA

MSArKUin

TXEnNbI

TXEnNbI

TSXenNbI

TAXENbIA

TXEnNbIn

TXKEnNbI

TXEnNbIA

TXKenNbI

TSKEenNbIA

MSrKui

MSrKUin

TAXEnNbIA

TAXEnNbI

TXEnNbI

MSArKnin

MSIrKUiA

MSArKUin

TXEnNbIA

MSArKUin

TXEnNbIA

TXEnNbI

TXKenNbI

MSArKnin

TRXENbIN

TAXEnNbIA

MSArKUin

TXEnNbIA

MSArKnin

MSArKuin

MSIrKUn

TXEnNbIA

Knunn-
yeckas
3Ha4YMMOCTb
no 6ase
CFTR2

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIn

NaToreHHbIn

NaToreHHbIn

naToreHHbIn

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

NaToreHHbIn

NaToreHHbIn

naToreHHbIn

pasnuyHble
KJIMHK-
yeckue
BapuaHTbl

NaToreHHbIN

He onucaH

NaToreHHbIN

NaToreHHbIn

NaToreHHbIn

NaToreHHbIn

NaToreHHbIN

NaToreHHbIN

He onucaH

NaToreHHbIn

NaToreHHbIn

naToreHHbIn

NaToreHHbIn

NaToreHHbIn

He onucaH

He onucaH

NaToreHHbIN

pa3nunyHbie
KJIUHN-
yeckue
BapuaHTbI

NaToreHHbIn

pasnuyHble
KJIMHK-
yeckue
BapuaHTbI

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%
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Mpunoxenus

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

TpaguuMOHHOE Ha-
3BaHWe reHeTU4ecKoro
BapuaHTa

663insT
711+3A>G
-741T->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
c.3873+4485A>T
¢.3893delG
€.3927_3938del
c.3983T>A
c.4078delG
c.4094_4098delins
c.4094delA
c.527delG
¢.583delC
c.71_72delTGinsA

C.743+2T>A

HaseaHnue no kogupyiowen IHK

c.531dup
¢.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

c.264_268delATATT
¢.3139+1G>C

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

C.743+2T>A

HasBsaHue no cuHtesupye-

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

HEen3BeCTHO

Hen3BecCcTHO

HEN3BECTHO

HEen3BecTHO

HEeu3BeCTHO

Hen3BecCTHO

HEen3BecTHO

HEen3BecTHO

HeunseectHo

Heu3BecCTHO

HEeu3BeCTHO

HeuseectHo

HEen3BeCcTHO

HEen3BecTHO

HEen3BeCTHO

HEen3BecTHO

Hen3BecCcTHO

®deHoTUN

TAXenNbIA

MSArKUin

TXEnNbIA

TXEnbI

TXEnNbI

Heus-
BECTHO

TAXENbIN

TAXENbIN

TXEnNbI

MSArKUin

Heus-
BECTHO

TAXENbIA

TAXENbIN

TAXENbIN

Tsaxenbiv

Tsaxenbi

TXEnbIn

Heus-
BECTHO

Taxenbiv

TAXENbIN

Tsaxenbiv

TXEnNbIA

TXEnNbIA

MSArKUin

Heuns-
BECTHO

TAXENbIA

MSIrKuiA

TAXENbIN

TXEnbIv

Heuns-
BECTHO

TXEnNbI

TAXENbIA

Heus-
BEeCTHO

TXEnNbIA

Tsxenbiv

Tsoxenbiv

TXEnNbI

Knunn-
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 onucan

He onucax

He onucaH

He onucaH

He onucan

He onucaH

He onucan

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 onucan

He onucax

He onucaH

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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Knunn-
[RanulioHHoSHaS HasBaHue no cuHTe3unpye- ke
N2 3BaHUe reHeTUYeCcKoro HaseaHnue no kogupyiowen IHK Py Knacc ®deHoTUN | 3HAYMMOCTb %
Momy Genky
BapuaHTa no 6ase
CFTR2
202 C590Y c.1769G>A p.(Cys590Tyr) HEU3BeCcTHO Bliv_':'; He onucaH 0,01%
" c.(1679-1_1680+1)_ . .
203 CFTRdele12,13(11-12%) (2490+1_2491-1) No protein name Vil TSKENbIA He onucaH 0,01%
c.(2908+1_2909- . _ _ o
204 CFTRdele16-17b 1).(3367+1_3368-1)del No protein name Vil Taxenbii  MaToreHHbIi 0,01%
_ . c.(2988+1_2989- . _ . o
205 CFTRdele19-20(17*) 1)._(3367+1_3368-1)del No protein name vil Tsxkenoii  MaToreHHbIV 0,01%
CFTRdele19- c.(2988+1_2989- . . o
206 21(17a-18%) 1)_(3468+1_3469-1)del No protein name Vil Taxenoii  MaToreHHbIi 0,01%
207 CFTRdele2(2*) c.(53+1_54-1)_(164+1_165-1)del No protein name Vil TSXENblA  NaToreHHbIN 1 0,01%
208 CFTRdele23 c.(?_3718-1)_(3873+1_?)del No protein name vil Taxenoii  He onucan 1 0,01%
209 CFTRdele8(7*) °"868+1—87°'11)L—S HIEFRLL No protein name Vil TAXeNbiA  natorewhbii 1 0,01%
B c.(1116+1_1117- . _ o
210 CFTRdele8-9(7-8%) 1)_(1209+1_1210-1) No protein name Vil TSXENbIA  He onucaH 0,01%
. c.(1116+1_1117- . . o
211 CFTRdele9(8%) 1)_(1209+1_1210-1)del No protein name Vil Taxenoii  He onucan 0,01%
212 D572N c.1714G>A p-(Asp572Asn) HenseectHo Tskenbiii  He onucan 0,01%
213 E819X c.2455G>T p.(Glu819*) HeusBectHo Tsxkenbiii  He onucan 0,01%
pasnnyHble
214 F1052V ¢.3154T>G p.(Phe1052Val) HenssecTHO ol KM 0,01%
BECTHO yeckue
BapUaHTbI
215 F1286S c.3857T>C p-(Phe1205Ser) HEU3BEeCTHO MSArKUiA He onucaH 0,01%
216 F508del;11027T c.[1521_1523delCTT;3080T>C] p.[Phe508del;lle1027Thr] ] TSXENblA  NaToreHHbIN 0,01%
217 G1249E ¢.3746G>A p.(Gly1249Glu) HEM3BeCTHO B’;ﬁo He onucaH 0,01%
218 G178R c.532G>A p.(Gly178Arg) 1] TSXENbIA  NaTOreHHbIN 0,01%
219 G27X c.79G>T p.(Gly27*) I TSXEeNblA  MaTOreHHbIN 0,01%
220 G314R ¢.940G>C p.(Gly314Arg) HEU3BECTHO TSKENblii  He onucaH 0,01%
221 G461E c.1382G>A p.(Gly461Glu) HeunsBectHo  Msrkuin  MMaToreHHbii 0,01%
222 G509D c.1526G>A p-(Gly509Asp) HEU3BECTHO MSArKuin He onucaH 0,01%
223 1506T c.1517T>C p.(lle506Thr) HEM3BECTHO TSXENblii  He onucaH 0,01%
224 IVS11-1G->C c.1680-1G>C No protein name HEU3BECTHO TSXENbli NaTOreHHbIl 0,01%
225 K598ins €.1795_1796insAAA p.(Lys598dup) HENU3BECTHO  TSKEeJbIiA He onucaH 0,01%
226 K598X c.1792A>T p.(Lys598*) | TSXENbIA  NaTOreHHbIN 0,01%
227 L1093P c.3278T>C p.(Leu1093Pro) HEU3BECTHO MSArKUiA He onucaH 0,01%
228 L159S c.476T>C p.(Leu159Ser) HEU3BECTHO TSKENblii  He onucaH 0,01%
229 L218X c.653T>A p.(Leu218*) | TSXKENbIA  NaTOreHHbIN 0,01%
230 L233F c.697C>T p.(Leu233Phe) HEN3BecTHO ;:z':l; He onucaH 0,01%
231 L568F c.1704G>T p.(Leu568Phe) HeM3BeCTHO :eiﬁo He onucaH 0,01%
232 L927P c.2780T>C p.(Leu927Pro) HEW3BECTHO TSDKENbli MaTOreHHbin 0,01%
233 p.Asn505His c.1513A>C p.(Asn505His) HEW3BECTHO TSKENblii  He onucaH 0,01%
234 p.Glu1433Gly c.4298A>G p.Glu1433Gly HEU3BEeCTHO MSArKUin He onucaH 0,01%
235 p.Glu402X c.1204G>T p.(Glu402*) 1 TSXEeNbI  He onucaH 0,01%
236 p.Glu92Ala c.275A>C p.(Glu92Ala) HEM3BECTHO TSXKENblii  NaTOreHHbIi 0,01%
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