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2019 romy 1ieHTp OTMETHIT CBOM S0-1eTHUI roOuei.

Henpto u mpeamerom nesitenbHocTd @TBHY « MI'HILy siBnisieTcst mpoBeaeHne GyHIaMeHTaTbHBIX, TOMCKOBBIX U TPUKIIA-
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HOM M OpPTaHW3MEHHOM YPOBHSX; PACIpPOCTPaHEHNE, STHOIOTHS U MTaTOTeHe3 HACIESICTBEHHBIX 00JIe3HeH, X AUarHOCTHKA,
npoduIakTUKa U JIeYeHNne.
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MpuBeTcTBEHHOE CNOBO

Boponkosa Anna IOpbesHa

K.M.H., BEAYIIMii HAYYHbBII COTPYTHMK HAYIHO-
KJIMHUYECKOTO oTaeaa MykoBuciinno3a @TBHY
«MTHLL um.aknemuka H.IT. BoukoBa», onHa
13 TIEPBBIX Bpaueii, CTOSIBIIMX Y UCTOKOB
OKa3aHWsI MEIUIIMHCKOW TTOMOIIM TAIMEHTAM C
MYKOBHCLMI030M B PD

YBaxxaembie konnerun!

Eciu Bbl unTaeTe 5T0 MPUBETCTBEHHOE CJIOBO — 3HAYMT BBILLIEJ B CBET OUEepel-
HOIA, y>ke 8-01 BbITTyCK, Perucrpa 60bHbIX MyKOBUCIIMI030M B Poccuiickoii Dene-
panmu, ¥ 3Ha4YuT MbI ¢ Bamu mponomkaeM nmomorars 60JIbHbIM MYKOBHUCLIMIO30M.

Peructp Boimyckaetcs ¢ 2011 roga. Ot 8 neT MO3BOJWIN MOHSTH, 4TO Pe-
TUCTP BOCTPEeOOBaH, HEOOXOAUM, U Mbl HA BEPHOM MYTHU. 32 STOT MEPUOM MbI
¢ BaMu yxe mMpUBBIKJIU K €ro €XeroqHOMY BBIXOAY W XXIAEM OYEPEIHOTO BbI-
MyCKa C HETEPIIEHUEM U BOJIHEHUWEM, Bellb 9TO 3epKajio Haileil ¢ Bamu pa-
0O0THI, HALIMX YCIIEXOB M Pa304YapoOBaHUli, HAIIMX MOOen U Heymad. 3a Kax-
o uudpoit B Tabiule, TOYKOW B TUCTOTpaMMe, MIWIJIMMETPOM B rpaduke,
LIBETOM B IMAarpaMMe CTOST HAllld MAlUEHThI, WX MOKAa3aTeJu 300POBbs, UX
MUKPOGI0pa AbIXaTEIbHOTO TPAKTA, UX OOOCTPEHUS U PEMUCCUM, UX TPaAM-
MbI U CAHTUMETPbI, UX TPOLUEHTHI U MEPUEHTWIN, UX CTPAAAHUS U PAJOCTH. ..

3a nepuon ¢ 2011 mo 2018 roma mpoBeaeHa orpoMHasi padborta Mo coBep-
LIEHCTBOBaHUIO (hopmata Peructpa, yBeJIrYEeHUIO YucCia MPUBIEUYEHHbBIX pe-
TMOHOB, YBEJIMYEHUIO 00beMa BHOCUMBIX JAHHBIX U 00beMa MEPBUYHBIX MO-
KazaTeJiel 711 MAaKCUMaJIbHOTO MPUOIKEHUS K €BPONENCKUM CTaHIapTaM.

B sTOM orpomMHas 3aciayra Bceii KOMaHAbl HEPABHOMAYIIHBIX SHTY3UACTOB
— OT HEYTOMUMOTO OPIrKOMUTETA 10 BHOBb MPUOBIBIIUX YYaCTHUKOB Peru-
ctpa. OTpagHO BUAETh HOBbIE UMEHA B aBTOpax Perucrpa, oueHb pajabl, YTO C
HaMU Tenepb KoJuieru u3 MiBaHoBo u TepaneBThl U3 PocToBa-Ha-JloHy! BbI3bi-
BaeT COXAJIEHUE, YTO HEKOTOPbIE PETMOHBI B 3TOM TOAY HE MPUHSIIN y4acTUe
B peructpe. OTo Hailla oduas 3a00Ta — cAenarh TakK, YTOObI YUCIO PETUOHOB
BKJIIOUEHHBIX B PETUCTP TOJBKO YBEJIUYUBAIOCH, HAIO CTPEMUTHCS K MOJTHO-
My oxBaTy Peructpom Bcex maiMeHTOB ¢ MyKOBUCIIMI030M PO.

B peructp 2018 roga BHeceHbI JaHHBIE O MalMeHTax 81 peruoHa, ooliee yuc-
JIO 0OJIBHBIX cocTaBiisieT 3142. B TekyileM roay AMarHo3 ObUT CHAT 14 marueH-
taMm. M3 rona B rof pacTeT YUCI0 B3POCIbIX OOIbHBIX — B HEKOTOPBIX PErMOHAX
OHO cocTaBJisieT 6ojiee 40%, UTo SIBIISIETCSI OUSHB XOPOIIIMM IMoKa3aTeieM Hallen
¢ BaMU pabOoThI U OTpaxKkaeT ocooeHHocTr MyTalmii reHa CFTR B peruoHax. Pac-
TET YUCJIO MALIUEHTOB, KOTOPBIM TMArHO3 MOCTABJIEH B CTAPILIEM BO3PaCcTe — MO-
ciie 18 et 3a6oneBaHue auarHoctTrposaiock B 2018 roay y 3,3% ot ob1iero uuc-
Jia 60JbHBIX Uy 13,1% OT yuciaa B3pOCbIX, MAKCUMATBHBIN BO3PACT YCTAHOB-
JIEHUSI [UarHo3a B 3ToM roay — 44,3 romga. HacTopoxXeHHOCTh U 3HaHUS Tepa-
MEBTOB, TaCTPO3HTEepoJIoroB, JIOP-Bpaueii mo3BossieT OOJIBHOMY BCE-TaKU «10-
OpaTbCsi» OO AMArHO3a U MOJYYUTh CIELMATU3UPOBAHHYIO MOMOIIb U TEPAMUIO.

B nanHOM ropmy 1eneHarnpasiaeHHast padbora corpynHukoB @T'BHY «MT'HLy,
TeHETUKOB B PETMOHAX MPUBEJa K MOBBIIIEHUIO MPOLIEHTA OXBAaTa FeHETUYE-
CKUM HccliefoBaHueM 001bHBIX B PD 10 94,3% mauuenroB. Hu ogHoro rexe-
TUYECKOTO BApMAHTA HE YIaI0Ch BbIIBUTD Y 3,7% GOJbHBIX. DTH MAIIUCHTHI S1B-
JIAI0TCS 0c000 3a060TOM Halero coodiectsa. Heodxonumo caenatb Bce BO3-
MOXHO€ ISl UAEHTU(PUKALUY TaTOTeHHbIX BapuaHTOB reHa CFTR v Bepubu-
KAl AMarHO3a Y 9TOM rpymIibl 00JbHBIX. I 5TOTO Y HaC €CTh BCE HEOOXO-
JIMMOE, BIUIOTh 10 CAMBIX COBPEMEHHBIX MOJIEKYJIIPHO-TEHETUYECKUX METOIOB
U METOMIOB onpenenaeHus: GYHKIUKY XJIOPHBIX KaHAIOB. B 3TOM roay B peructp
BHECEHBI PE3yJbTaThl TPOBEAECHNSI HOBEUIIINX METOIOB UCCICIOBAHUS, TAKUX
KaK TeCT UBMEPEHUS PA3HOCTU KUIIIEYHbIX MOTEHLIMAIOB, KOTOPBIA MOTHOCTHIO
OCBOEH B HayYHO-KJIIMHUYECKOM oTaesie mykoBucinao3a ®I'bHY «MT'HII».

Peructp maetT BO3MOXHOCTh COMOCTABISATh U AaHAIUM3UPOBAThH BHOCUMBIE
JIAHHbIE, KOTOPbIE B3aMMOCBSI3aHbI MEXIY COOOI, U BBISBISATH MPOOJIEMbI U
BO3MOXHBIE ITyTU UX pellieHus. Tak, Mpy COMOCTABIEHUU JAaHHBIX O KOJINYE-
CTBE€ MAaILIMEHTOB C IEPBUYHBIM BBICEBOM, XPOHUYECKOW WU PELUAUBUPYIO-
el uH@ekuren, BbI3BaHHOU Pseudomonas aeruginosa v TaHHbBIX IPUMEHE-
HUSI UHTAUTSIIMOHHOUW MPOTUBOCUHETHOMHOW TEpanuu B TOM WX UHOM PEru-
OHE, MPUXOIUT MOHUMAaHKE MPobJeM 00ecTIeYeHUS MALIMEHTOB UHTAISILMOH-
HBIMU aHTUOAKTEPUATbHBIMU TIPENapaTaMu IJisl JOCTUKEHUS IpaiuKalliu.



MpuBeTcTBEHHOE CNOBO

[pu aHanM3e pacpoCTpaHEHHOCTH 3HAYMMBIX MUKPOOPTaHU3MOB LTSI TIPOTHO-
3a TeueHMs 0OJIE3HN MOXKHO JIeJIaTh BBIBOIBI O HEOJIATOTIOYYMH, B CBSI3U C OTCYT-
CTBHEM Mep IO pa300IIeHUIO TTOTOKOB MAIIMEHTOB C PA3TMYHON MUKPOGIOPOi,
PV OPraHU3alM1 MEIUIIMHCKOW TTOMOIIN MTAallMeHTaM B HEKOTOPBIX PETUOHAX. A
TaKXe B CBSI3W C OTCYTCTBUEM U30JISIIIMM, M OPTaHU3AIIUKM OCOOBIX MEP MPEI0CTO-
POXXHOCTHU TMpU paboTe ¢ 0cobo omacHoi Mukpodaopoii. B 2018 roay, mo cpas-
HeHuio ¢ 2017 rogom, BBIpOC MPOLIEHT MH(MULIMPOBAHHBIX Achromobacter spp ¢
4,6% no 5,8%, yBenmMUMI0OCH KOJIMYECTBO OOJBLHBIX C BEICEBOM Stenotrophomonas
maltophilia — c 3,5 no 4,3%. OTMe4yeHa TEHASHIIMS K CHUKEHUIO MH(MUIIMPOBa-
Hust Bee ¢ 6,2% B 2017 rony 10 5,8% B 2018 roay, HO cTaio OOJIbIIE BLIAEISITHC
u3 KyabTyp MRSA. Haia 3amaya npeaynpeauTb BO3MOXHOE paclpoCcTpaHeHUe
IrPaMOTPULIATEIBHON M aHTUOMOTUKOPE3UCTEHTHON MUKPOMIIOPHI Cpeau 00b-
HBIX U Perncrp maet HaM BO3MOXHOCTb YBUIETh TTPOOJIEMBI.

B aTOM roay ObUIO IPUHSITO pellieHre BBECTM HOBbIE TTOKa3aTesu Ui OoJiee
IMOJTHOTO aHan3a MPUMEHSIEMOI Tepanmuyu — NMpUMEeHEeHUe MaHHUTOIA, WHTH-
OUTOPOB MPOTOHHOU MoMITH. KpaliHe BaxKHBIN HOBBIN TTOKa3aTeJlb — MPUMEHEe-
HUE aHTUOAKTepUAIbHOW BHYTPUBEHHOW TEPAIUU C aHAIIM30M KOJIMYeCTBa JHEH
B cTallMOHape 1 Ha noMy. Harma oGriast 1efb — CTpEMUTHCS K BHEAPEHUIO U CO-
BEPIIEHCTBOBAHUIO CTAI[MOHAPO3aMENIAIOIINX TEXHOJIOTHI, YTO YCIIEITHO TPH-
MEHSIETCSI BO BCEM MMPE.

Ocob0e MeCcTo 3aHMMAIOT JJaHHbBIE O IPUMEHEHWH TapTeTHOM Teparuu, XoTst B PO
OHU HAOJTIONAIOTCST B MMHUIHBIX CITyJasix. TeM He MeHee, 3TO BaxKHasl Bexa B XKW3-
HM HalllMX MMalMEeHTOB. X0UYETCsT HaeAThCS, YTO OYSHb CKOPO MPUJIET B HAIILy CTPaHy
BO3MOXHOCTb TIPUMEHSITH HOBEHIIIEe JJeUeHNe, KOTOPOE TTIOMOXET CHeIaTh TeUeHNe
MYKOBHCIIMIO3a Y MALMEHTOB C MyKOBUCIIMIO30M OJIarONpUsITHBIM. TeM He MeHee,
B CBSI3U C 3TUM, JIaHHbIe Perrcrpa OymyT o4eHb aKTyaIbHbI [UTs TUIAHUPOBAHMUS Tap-
retHoi Tepanu CFTR MomynsitopamMu, Kotopasi TaBHO BHEAPSIETCSI BO BCEM MUPE.
Ceiiyac B apceHaJie CITeIMaIMCTOB [0 MyKOBUCIIMIO3Y MMEETCs YKe 4 Tiperapara,
MPUMEHEHNE KOTOPBIX MOXET MoMoub 6ojee yeM 90% narveHtoB. HecomHeHHO,
JTaHHBIE HAIIETO PErHCTpa MO3BOJISAT OpraHaM roCyIapCTBEHHOTO 3IPaBOOXPAHEHMSI
OIICHUTB TOTPEOHOCTH B TAPTETHOM Teparuu y naiyeHToB PD, TuiaHupoBarth 3Ty 1Mo-
MOIIIb Ha (heiepalbHOM YPOBHE.

Peructp 11e1MKOM U MOJTHOCTBIO COOTBETCTBYET CTaHmapTaM EBporeiickoro
perucTpa 60JbHBIX MyKOBUCITUIO30M M JaHHBIE MAIIMEHTOB POCCUIICKOTO PEru-
cTpa exeromaHo mpenacrasieHbl B Peructpe EBpomelickoro coobiiectBa. biaro-
Japsi 3TOMY Mbl UMEEM BO3MOXHOCTh CPAaBHUBATh M COTIOCTABIISITh POCCUMCKIE
U eBPOIECKMEe TaHHbIe, TT0OKa3aTeJ POCCUICKOTO PETMCTpa BIMSIOT Ha O0IIue
rokasatesii B EBporie, 0coOeHHO B YaCcTu aHa/li3a FeHETUYECKMX BApMaHTOB reHa
CFTR, MUKpoOMOJIOrMYECKUX MOKa3aTeeH.

XO0YeTcsl OTMETUTD, YTO aHAJIM3 PETUCTPA M COMTOCTaBJICHUE TAHHBIX MTO3BOJISI-
€T BUJIETh ITOPOI MX HECOOTBETCTBUE IPYT IPYTY B PETMOHAX CTPaHbI, CTABUT TIe-
pen HaMM 3amady 0oJiee BIyMUYMBOTO M KaUECTBEHHOTO IMOIXOMA K 3allOJIHEHUIO
perucrpa, yHUOUIIMPOBAaHUIO BBOAMMBIX BAPUAHTOB TMOKa3aTesIeH.

PazButue Hairero Perucrpa cBsI3aHO ¢ BO3MOXHOCTBIO U HEOOXOIMMOCTHIO
BHeIpeHUsl Ha Tepputopun PD snekTpoHHOI Bepcurn EBporeiickoro Perucrpa
0O0JIbHBIX MYKOBHUCIIMA030M. K 5TOMY €cTh BCe MPEANnOoChUIKU — B OKTsI0pe 2018
roga B r. MuHcke (benapych) cocTosiiack HAQydHO-MpaKTUIecKask KOHMhepeHIUs
«BBenenue B EBporneiickuii perucTp MyKOBHUCIIUI03a», TI€ BCE WIEHBI OPTKOMU-
Teta Perucrpa rmo mykosuciynao3y P® npoiiiy o0ydeHue 1Mo 3aIoTHEHHUIO DJIeK-
TpoHHOI Bepcuu eBporneiickoro peructpa ECFSTracker. DiekTpoHHasi Bepcusi
3aTI0JIHEHUST PETMCTPa IMO3BOJISIET UCIIOJIb30BaTh €€ KaK BBIIMUCKY MOC/e TprueMa
MaIMEHTOB, CONEPXKUT OOJIBIINI 00beM MH(POPMAITMU, 9KOHOMUT BPEMsI 3aIojI-
HEHUsI perucTpa M Mo3BOJIsIeT M30eKaTh OIMOOK MPY BBEIEHWU TTOKa3aTesei,
YHUGDULIUPYET JaHHbIE, 00Jieryasi ux 0opadoTKy.

Bripaxato niybokyro 6JaroqapHOCTh BCEM YyYaCTHUKAM PErucTpa — HepaBHO-
JTyIITHBIM, OTBETCTBEHHBIM 9HTY3MacTaM, KOTOPhIE «HE OIYCKAIOT PYKM», HECMOTPST
Hu Ha uyTO. be3 Bac He ObL10 Obl BO3MOXHOCTU PajioBaThCs OYEPETHOMY U3TAHMIO.

C ocxuujeHuem, yeajceHuem U npusHamenbHOCMoio,
Bawa A.FO. Bopoukosa



OprkomuteT MpoekTa Pernctp 605bHbIX MyKoBUCLUA030M PO

Kanmpckas Haranaus IOpbeBHa

(padoumii pykoBoauteab [Ipoekra)

JI.M.H., pocdeccop, MIaBHbIi HaydHbII COTPYAHUK
J1a60paTOpUM TEHETUYECKOIA AMUIEMUOIOTHN
«MeaMKO-TeHeTUYECKMIT HaydHbIi LIEHTP UMEHU
akanemuka H.IT. BoukoBa» Muno6pHayku Poccun,
YJieH paboyumX TPy SKCIEPTOB 110 HEOHATATILHOMY
CKPUHMHIY, CTAHapTaM TeParuu U PerucTpy
EBporieiickoro oo1ecTsa no MyKOBUCLIAAO3Y
(ECFES); Ipe3unent O611epoccuiickom
O6uectBeHHO# Opranusaimm «Bcepoccuiickast
accolualyst Uist G0JIbHBIX MyKOBUCLIMIO30M»;
e-mail: kashirskayanj@mail.ru

Amesmna Enena JIbBoBHa

K.M.H., 3aB. JJaboparopueil MykoBucimnosa PTBY
«HWUU nynsmononorun» ®MBA Poccuu; wieH
paboyeil rpymIIbl SKCIEPTOB MO TMAarHOCTUKE
EBporieiickoro o61ecTsa Mo MyKOBUCIIUAO3Y
(ECFS); Bpau-nyasmonosior 'BY3 «I'opoackas
kiMHUYeckas 6onbHua uM. [1.J1. ITnetnesa» A3M;
e-mail: eamelina@mail.ru

KonapatseBa Enena ViBaHoBHa

JL.M.H., Ipo., pyKOBOAMUTEb HAyYHO-
KJIMHUYECKOrO OTe]1a MyKOBUCLIMI03a
«MenMKo-reHeTHYECKUt HayYHbIN LIEHTP UMEHU
akanemuka H.I1. BoukoBa» MuHo6pHayku Poccun
(Poccuiickoro LeHTpa MyKOBUCLIMI03a), Bpay-
Meauarp BbICILIEH KaTeropuu, 3aB. OTASIEHUEM
mykoBucuuaosza 'bY3 MO «IKMILIMO»; uneH
paboyeil rpyIIbl 9KCIEPTOB MO TUarHOCTUKE
EBporneiickoro o61iecTBa no MyKoBUCLUI03Y
(ECFS);

e-mail: elenafpk@mail.ru

Boponkosa Anna IOpbeBna

K.M.H., BeJI.H.C. HAYYHO-KJIMHUYECKOTO OTzea
MYKOBHMCLIN03a «MeINKO-reHeTUYEeCKHii
Hay4HBblii HeHTp uMeHu akagemuka H.I1. BoukoBa»
Muno6pHaykn Poccun, Bpay BbICLICH KaTeropuH,
Bpay-TNeauaTp oTAeNeHus: MykoBucuunosa ['BY3
MO «IKMIIMO»;

e-mail: voronkovalll@yandex.ru

A

KpacoBckuii CtaHuCIaB AjleKCaAHAPOBHY

K.M.H., CT.H.C. JIJa0paToOpu1 MyKOBHCLIMI03a
DTBY «<HUU nyabmononorun» ®MBA Poccun

U HaYyYHO-KJIMHUYECKOrO OT/e/a MyKOBHCLIMI03a
«MenuKo-reHeTUYeCKHMil HaydHbIii LIEHTP UMEHU
akanemuka H.I1. BoukoBa» MUHOGpHayKu
Poccuu, Bpau-nynsmonosior 'BY3 «I'oponckast
kauHuueckast ooapHuia um. J1.J1. ITietnesa» 13M;
e-mail:sa_krasovsky@mail.ru

Cr M

AJleKcaH, P

p !
(MeHeKep perucTpa)

HayYHBII COTPYAHUK HAyYHO-KIMHUYECKOTO
oT/ies1a MyKOBUCLIN103a «MeInKO-reHeTHUeCKit
HayyHbIi HeHTp uMeHn akagemuka H.IT. BoukoBa»
MuHo6pHayku Pocenu;

e-mail: registrycfrf@gmail.com

OprkoMuTeT BbipaXkaeT 61aroaapHOCTb 3a NOMOLLb B paboTe no peructpy 6onsHeix MB B P® 2018 ropa

Anekcanapy Dasoepry (Dr. Alexander Elbert) — crapiemy aupekTopy nporpaMMbl peructpauuu nauneHtos, @oHn kuctosHoro Gudposa/mykosucuunosa, CIIA
(Senior Director of Patient Registry Program, Cystic Fibrosis Foundation: https://www.cff.org).



OO0wmii cnncok Bcex yyacTHUkoB MpoekTa 3a 2018 rog,

YyacTHUKU, BnepeBbie npucoeauHunBunecs K Npoekry
«Perncrp 6onbHbix MykoBucungosom P®» 3a 2018 r.

WBaHoBckast o6nacth

CmupHoBa TatbsiHa JIeoHMIOBHA — K.M.H., Bpauy-IyJbMOHOJIOT, 3aBeAylolIast AeT-
CKUM oTaeaeHueM nyjabmMoHojorun ObY3 «Ob6nacTHast geTckash KaMHUuYeckKas 00J1b-
HULa», T. UBaHOBO, BHEIITATHBIN ajiepronor M3 r. UBaHOBO

PocToBckast o61actb (B3poc-
JIbIE)

HenamkoBckass Hatanbsi [eHHaapeBHA — 3aBeyroIIasi OTAEICHUEM ITyJIbMOHOJIOTHHT
I'bBY PO «O6mactHasg knmuHWYecKas 0oiabHUIIa No2», 1. PoctoB-Ha-/l0HY, TJIaBHBII
BHEIUTATHBIN MyJbMOHOJ0T M3 PocToBCcKOM 0bs1acT

OOLMI CNUCOK Y4aCTHUKOB, 3aMNOJIHAIOWMX AaHHble ang «Perucrtpa 60/ibHbIX
MyKoBucumgosom Poccuiickon Pepepaunn» 3a 2018 r.

I'pynma Bpaveii, mOATOTOBUB-
mag pasnen «['eHeTrKa»:

IlerpoBa Huka BaneHTuHOBHA — 1.0.H., BeAYIIMi HAYYHBIM COTPYIHUK JIa0. TeHETU-
yeckoit armaemuosiornn, PI'BHY «Meauko-reHeTM4ecKnii HayIHBIN LIEHTP UMEHU
akagemuka H.I1. boukoBa» Muno6pHayku Poccum

MenbsHoBcKast KOst JIeoHnmoBHA — H.C., HAYYHO-KIMHUIESCKUI OTIE]T MyKOBUCIIM-
no3a ®I'bBHY «Menuko-reHeTHYECKIIT HayYHbIN LIeHTp nMeHn akanemuka H.IT. bou-
KoBa» MuHoOpHayku Poccun

3onpOrHOBA Alica DayapaoBHA — H.C., HAYYHO-KIMHUYECKUI OTIE]I MyKOBUCIIAIO-
3a ®I'BHY «Menuko-reHeTUUYeCK1il HaydHbIi IeHTp MMeHu akagemuka H.I1. bou-
KoBa» MuHoOpHayku Poccun

AngH Taryn ABeTUKOBHA — K.M.H., C.H.c. 1abopatopuu JIHK-guarnoctuku, ®I'BHY
«Menuko-reHeTUUYeCKMii HaydHbIil LeHTp uMeHu akagemuka H.I1. boukoBa» Mu-
HoOpHayku Poccun

Peruon

YvyacTHuku

1 AnTaiickuii Kpait

CepoknuHoB Banepuit HukonaeBuu
HaynetoBa AHMHa AHaTOJIbeBHA
ITerpoBa /IluHa BnanumMupoBHa

AcTpaxaHcKasi 00JIaCTh

Cepruenko /Inana @ukpeToBHA

bpsiHCckas obiacTb

Cramkesny TarpgHa BagumoBsHa

(W

Boponexckast obnactb

Jlennéna Bepa CepreeBHa
YnesHoBa Jlronmuna BnagumupoBHa
NBnesa Banepust HukomnaeBHa

3abaiikaabCKUii Kpaii

Tarimonenko MHecca HukannpoBHa
ITerpoBa Anzkenuka MropesHa
IMotanosa Hartanbs JleonunoBHa

Hpkyrckas obnactb

bonnapenko TatbsiHa [leTpoBHa
IMIunkapeBa Bepa MuxaiinoBHa

Kab6apnuno-bankapckas pecryoiauka

MambetoBa AHeTa MyxagoBHa
MapemimaoBa @atuma AyecoBHa

KemepoBckas o6yacTb

IIporacoBa TaTbsiHa AJleKCaHIPOBHA

KpacHomapckuii Kpait

bpucun Bukrop HOpbeBuu
Jlaryma JlapyHa DoyapaoBHa
Tonmuxuna TaTbsiHa AlleKcaHIpPOBHA

10 KpacHosipckuii kpaii

MnvenkoBa Hatanbst AHaToJIbeBHA
YukyHoB Bragumup BukropoBuy

11

KannnuHrpanackas o61acth

IletpoB Buxkrop Branumuposuy

12

MockBa 1 MockoBcKkas 001acTh

BoponkoBa AnHa IOpreBHa
KonnpatseBa Enena MBaHoBHa
Kexkaiite Enena KsacryrtucoBHa
IIlepman BukTopust [laBugoBHa
T'opunosa HOmmus BuktopoBHa
Cumonosa Onbra UropesHa
AwmenuHa Enena JIbBoBHa




OO0wmii cnnucok Bcex yyacTHUkoB MpoekTa 3a 2018 rog,

Pernon

YuacTHukn

KpacoBckuii CtaHucnaB AlleKCaHIPOBUY
T'opsinHoBa AHacTtacust BacuibeBHa
3oHeHko OkcaHa I'puropbeBHa
CewmbikuH Cepreii OpbeBuy

Myxuna Mapusg AnekceeBHa

13

Huxeropoackas 061acThb

JlaBpoBa Anna EBrenbeBHa
Ep3yroBa MapuHa BanepreBHa

14

HoBocubupckas obiactb

Konpakosa IOnus AnekcaHapoBHa
XacuksaH UHra BanepreBHa
IMunernna FOnus CtaHuciaBoBHa
T'onuapoBa CseTiiana ['eHHagbeBHA

15

Owmckas 00J1aCcThb

KopneeBa TatbstHa FOpneBHA
CadonoBa TatbpsgHa MiBaHOBHA
IlIeBnsikoBa AHHa AJleKcaHIpPOBHA
ITaBnuHoBa Enena bopucoBHa

16

Openbyprckast 061acTb

Pri6ankuna Mapuna ['eoprueBHa
CkaukoBa Mapraputa AnekcaHIpoBHA

17

IMepMckuii kpait

®ypman Esrennii I'puropbeBry
IITanpuna Bepa BiragucnaBoBHa

18

ITpuMopckuii kpait

BacwibeBa TatpsiHa ['eHHagbeBHA
Boponun Cepreii BragumupoBuy
Kungiikna Muxann @EnopoBnd

19

Pecny6iuka bamkoprocrtan

baiikosa I'anuna BnagumupoBHa
KospipeBa JIunusg CepreeBHa

20

Pecniyonuka bypsitust

Oumnposa Hatanbs MHHOKeHTheBHA

21

Pecnyonuka MHrymerus

Mamnkuena Jlapuca CynraHoBHA

22

Pecny6oiuka Komu

JlaxoBa Enena AnekcaHnpoBHa

23

Pecmry6mmka Kpeim m CeBacToromnb

WBaxnenko EBrennit ®egopoBuy
Tpummua Csetniana BacnibeBHa
Komnes Hukonaii BukropoBuu

24

Pecniyonuka MopnoBust

JbsiukoBa AHHaA Ab0epTOBHA

25

Pecnyonuka Tatapcran

ITarepkuna OkcaHa ['eHHagbeBHA
IITakupoBa I'ynbHa3 PuHaTtoBHa

26

Pecny6nuka Xakacus

TorouyakoBa Oabra KupuiioBHa

27

PocToBckas obnactb

Ary6sHi, Enena TurpanoBHa
YenypHasa Mapus MuxaiiioBHa

28

Psa3aHckas o6nacth

®unumonHoBa TaTtbsiHa AHATOJIbEBHA
CMmupnHoBa Bepa BramumuposHa
CrexknHa Enena BukrtopoBHa

29

Camapckas 00;1acThb

BacunbeBa Enena AnekcaHapoBHa
AxosneBa Bepa bopucoBHa
bopucoB Anekceit BanepbeBuu
Konapatenko Oabra BnagumupoBHa
boituenko Enena AnekcaHapoBHa
KosnoB AHnpeit Bragumuposuy
JIsmun Aprem BuktopoBuu

30

Cankr-IletepOypr u JIeHMHrpaackasi 00J1acTb

boiinoBa EBrenust BuktoposHa
T'emonnkasa TatbstHa EBrenbeBHa
MocksuHa [lapbsi MuxaiiioBHa
CrenaHeHko TaTbsiHa AJleKCaHAPOBHA
@umunmosa TaTbsiHa AHIpeeBHA
Konosanosa Jlronmuna EBreHbeBHA
MaxmyTtoBa Buktopusi PuHaroBHa
OpinoB Anexkcanap BragumupoBuy
IMamkeBuy AnekcaHap AHATOJIbLEBUY
Huxutuna Mapuna MiBaHoBHa




OO0wmii cnnucok Bcex yyacTHUkoB MpoekTa 3a 2018 rog,

Pernon

YuacTHukn

KosaneB Buktop HukonaeBuu
WUrnatbeBa Mapus HukomnaeBHa
Vmarckas OkcaHa AjleKcaHApOBHA
bopucenko Tapac CepreeBuu
AHTHmOBa JI1000BH AHATOJILEBHA

31 CaepmioBckasi 00JacTh ITonomapeBa Hatanbst JIMutpreBHa
ynsak Mpuna [TaBnoBHa

32 CMosieHckas 006J1acTh HogsuxkoBa Onbra bopucheBHa
AnumoBa Mpuna JleoHnaoBHaA

33 CTaBpONOILCKAN Kpait BomoBo3oBa Diura BnagumupoBHa
Enuna Enena AnexcaHapoBHa
Jlenenena Jlapuca HukonaeBHa
I'puropesan MHecca CaMBeoBHA

34 Tomckas obiacTh Hazapenko Jliommuna I[1aBioBHa
PasxxaeBa ExaTepuHa ['eoprueBHa
OnuHokoBa Onbra HukonaeBHa

35 Tynbckas obnacTb Kanununa KOnus DpuxoBHa

36 TromeHckas o6acTb bynaroBa UpuHa AnekceeBHa

37 VYamyprckas pecryodyinka CunmanoBa TatbsgHa BrammmupoBHa
OcumnoBa Enena BamepbreBHa
Crapony6iieBa Okcana MiBaHoBHa
MypanéBa Haranus I[letpoBHa
Kouepruna TarbsiHa AHAaTOIBEBHA
T'oronesa Enena BnamuMmuposHa

38 VibssHOBCKasg 00J1acThb I'ybapeBa TaTbsHa AlleKcaHIpOBHA

39 XabapoBCKUI Kpaid Kosnosa Enena AnekcaHapoBHa
Cuxkopa Haranbst BnanumupoBHa
MonuanoBa Onbra BukropoBHa

40 XaHTbl-MaHculickuii aBTOHOMHBIN oKpyr-|Caiyk HaTtanbss AHaToibeBHA

FOrpa

41 YensiouHcKass 001aCThb Pepenb-Mypo3 Haranbs [leTpoBHa
Kapumosa Mpuna IlerpoBHa

42 YyBamickas pecnyoiamuka T'onyb1ioBa Onbra MropeBHa
ITaBnoB Iletp MUBaHOBUY

43 ApocnaBckast 06JacTh AmepoBa Mpuna KapinoBHa

3unvoep Unbsa EdbumoBuy




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

Perncrtp 60nbHbIX MykoBucungo3om B Poccumn 3a 2018 .

O6waa uHndpopmauua

Puc. 1. Peruonsl, BktoueHHsle B Peructp B 2018 1. [IprmevaHue: TeMHO-OpaHXXEBBIM IIBETOM IMOKa3aHbI PETUOHDI, TIPEICTABUBIINE TTOJHbIC TaH-
HbIE 110 GOJTBHBIM MYKOBHCIIMIO30M (I€TH W B3POCIbIE), OPAHKEBBIM — PETMOHBI, MAIIMEHTHI KOTOPBIX HAOIIONAI0TCS B IPYTUX cyobekTax PO, me-

COYHBI LIBET — IAHHbIE HUKAK HE IpeaCTaBJICHBI

B Perucrp BrimtoueHbl fanHbie 81 pernoHa-cyonsekra Poccuiickoit @enepanmn (puc. 1). Ipen-
CTaBJIeHbl CYMMUpPYIOIIKE JaHHbIE MO (heaepabHbIM OKpyram. J1omoTHUTEIbHO BbIIEICHbI T'O-
pona Mocksa u CaHkr-IleTepOypr, mokasaTeau 1Mo KOTOPbIM MPEACTaBIeHbl OTAEAbLHO (Hapsi-
Iy ¢ BKJIIOYEHUEM MX JaHHBIX B COOTBETCTBYIOIIUE (henepaybHbIe OKPYyTa).

H®DO — LeHTpanbHblii heaepaabHbIil OKpYT (n=966).

C3D0 — CeBepo-3ananHblii peaepaabHbIil OKpyT (n1=264).

IODO — HOxHBII (henepalibHblil OKPYT (N=298).

IMB®O — INpuBoikckuii penepanbHblil OKpyr (n=675).

YOO — Ypanbckuii dbenepaabHbIil OKpyr (n=262).

CDO — Cubupckuii penepanbHbIil OKpyT (n=427).

JAB®O — [JaapHeBOCTOUHBIN (benepanbHbIil OKpyT (n=111).

CK®O — Cesepo-Kaska3sckuii enepanbHbiii okpyr (n=139).

Peruonsl, He Bomeamue B peructp 2018 roma: MaragaHckas o6aactb, EBpelickast aBTOHOM-
Has obsiacTb, HeHelkuit aBTOHOMHBII OKpYT, YyKOTCKMiI1 aBTOHOMHBII OKPYT.

B Peructp 2018 r. 6b1M BKItOUEeHB! JaHHbIE 3142 60abHBIX: 3091 XuBbIX U 51 yMepIiux,
HE BKJIIOYEHBI JaHHBIE 18 yeloBeK, KOTOphIe PaHbIle COCTOSUIM B PeTHCTpe: ¥ 14 yemoBek
JIMarHo3 ObLI CHAT, 4 YeJloBeKa repeexajd Ha IMOCTOSIHHOE MECTO XKMTeIbcTBa B EBporieii-
CKHE CTpaHBbI.

Bce nacenenue P® Ha 1 guBaps 2019 r. coctaBnsier 146780720 uenoBek.

PacueTHbIe maHHBIE OOIIETO YKCia OOJbHBIX MyKOBUCIIMI030M B Poccuu, Mcxomast U3 moKa-
satenieit PenepanbHoit Ciryxk0b1 ['ocynapcTBenHoi Cratuctuku (Poccrar) o 4ncieHHOCTH Ha-
cesneHust Poccuiickoit @enepaiinu 1o MyHHUIIUMITAIbHBIM oOpa3oBaHusaM Ha 1 ssHBapst 2019 rona
cocTaBisioT 3645 yenosek. Yactora mykoBucummosa (1/100 Teic. HaceaeHus ) — 2,5.

B Tabn. 1 NPEeaACTaBJICHO YUCIO0 OOJIbHBIX B KaXKIOM PETUOHE, N0JId B3POCJIbIX IMAllMEHTOB B
KaXJIOM 13 HUX U 10J151 O0JIbHBIX permoHa oT yuncja naifueHTOB B COOTBETCTBYIOIIEM (I)G,I[Cpaﬂb—
HOM OKpYT€ 1 OT 00111ero KOJIMYecTBa.
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Tabauya 1
Yucao écex nayuenmos ¢ cyosexkmax P®, npedcmagaennvix 6 pecucmpe

0O N O O b OON =

OO OO OO oo ogoooaabb b b DDDBE DDA DWW W0WNRNNNNNDNRNNDRDIRN-=S = o = o da a2 g
W N = O O 00NOU-ADN-=0O©O©0NOGAHOKN=0©®0NOOAHON=0©O©00~NODGUGH»O®N=00O0NOGHR®N=0

Cy6bekT PO ®depepanbHbiii | AGcontoTHoe ynucno | [lons B3pocnbix, % | Aons B dpenepans- | [lons B o6wem pe-
oKpyr NauueHToB, n HOM okpyre, % ructpe, %
r. MockBa udo 398 35,7 41,2 12,67
r. Cankt-NeTepGypr C3%0 150 26,7 56,8 4,77
AnTaiickuii kpai Co0 52 11,5 12,2 1,65
Amypckas o6nacTb AB®O 9 33,3 8,1 0,29
ApxaHrenbckas o6nactb C3d0 4 50,0 1,5 0,13
AcTpaxaHckasi 06nacTb 0d0 21 28,6 7,0 0,67
Benropogackas o6nactb Ldo 10 30,0 1,0 0,32
BpsaHckas o6nactb 110> Te] 17 11,8 1,8 0,54
Bnapumupckas obnacTtb uo»o 29 44,8 3,0 0,92
Bonrorpagckas o6nactb b0 13 53,8 4,4 0,41
Bonoroackasi o6nactb C390 18 5,6 6,8 0,57
BopoHexckas o6nactb uo»o 65 32,3 6,7 2,07
3abavikanbckuin kpan [0 ]0) 24 12,5 5,6 0,76
WBaHoBCKas o6nacTb U0 20 15,0 2,1 0,64
WUpkyTckas o6nactb [0 ]0) 44 22574 10,3 1,40
KabapauHo-Bankapckasa Pecny6nuka CK®O 2 0,0 1,4 0,06
Kanununrpapckas o6nactb Cc3d0 23 17,4 8,7 0,73
Kanyxckasi o6nactb uoo 26 30,8 2,7 0,83
Kamuatckuii kpai ABDO 3 0,0 2,7 0,10
KapavaeBo-Yepkecckas Pecny6nuka CK®O 15 0,0 10,8 0,48
Kemepoeckas o6nacTtb coo 58 12,1 13,6 1,85
Kupogeckas o6nactb nsdo 10 20,0 1,5 0,32
Koctpomckas o6nactb uodo 11 9,1 1,1 0,35
KpacHopapckwii kpaii eJ0>T0] 94 18,1 31,5 2,99
KpacHospckuii kpai cd0 73 6,8 7741l 2,32
KypraHckas o6nactb Yoo 2 100,0 0,8 0,06
Kypckasi o6nactb oo 8 0,0 0,8 0,25
JleHuHrpapckas o6nactb C3d0 29 17,2 11,0 0,92
JNuneukas o6nactb Ldo 13 15,4 1,3 0,41
MarapaHckas o6nactb ABDO 1 0,0 0,9 0,03
Mockoeckasi o6nactb {0 Te) 223 26,9 23,1 7,10
MypmaHckas o6nacTb C3d0 12 33,3 4,5 0,38
Huxeropoackas o6nactb nBdo 104 14,4 15,4 3,31
Hoeropopckasi o6nactb C3d0 5 0,0 1,9 0,16
HoBocubupckas o6nactb [0 ]0) 70 24,3 16,4 2,23
Omckas o6nacTb Co0 61 31,1 14,3 1,94
OpeHOyprckas o6nactb nB»o 65 21,5 9,6 2,07
OpnogBckas o6nacTb uo»o 7 42,9 0,7 0,22
MeH3eHckas o6nacTb nB»o 11 27,3 1,6 0,35
Mepmckuii kpaii nBdo 54 25,9 8,0 1,72
Mpumopckuii kpai ABDO 44 25,0 39,6 1,40
MckoBckas o6nacTb Cc3d0 4 25,0 1,5 0,13
Pecny6nuka Agbires b0 5 40,0 1,7 0,16
Pecny6nuka BawkoprocTaH nsoo 74 35,1 11,0 2,36
Pecny6nuka Bypatus (e0>T0] 23 17,4 5,4 0,73
Pecny6nuka flarectaH CK®dO 9 22,2 6,5 0,29
Pecny6nuka UHrywertus CK®O 7 0,0 5,0 0,22
Pecny6nuka Kanmbikus I0d0 3 33,3 1,0 0,10
Pecny6nuka Kapenus Cc3d0 1 0,0 0,4 0,03
Pecny6nuka Kommn C3d0 18 16,7 6,8 0,57
Pecny6nuka Kpbim 10d0 54 13,0 18,1 1,72
Pecny6nvka Mapwii 3n nBoo 5 40,0 0,7 0,16
Pecny6nvka Moppaoeus nBdo 15 33,3 2,2 0,48
Pecny6nuka Caxa (SkyTtus) ABDO 10 0,0 9,0 0,32
Pecny6nuka CeeepHas Ocetus CK®O 7 14,3 5,0 0,22
Pecny6nuka TatapcTaH nB»O 118 28,0 17,5 3,76
Pecny6nuka TbiBa cd0 1 0,0 0,2 0,03
Pecny6nuka YamypTtus nBd»o 21 33,3 3,1 0,67
Pecny6nuka Xakacus Ch0 12 16,7 2,8 0,38
Pecny6nuka Yeuns CK®O 36 5,6 25,9 1,15
Pecny6nuka YyBawums nB»o 55 36,4 8,1 1,75
PocTtoBckasi o6nacTtb 0d0 96 24,0 32,2 3,06
Psa3aHckasa o6nactb uo»o 14 28,6 1,4 0,45

1



Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

‘ Ne ‘ Cy6bekT PO ®depepanbHbiii | AGconioTHOe uucno | [lons B3pocnbix, % | [ons B dpegepanb- | fons B o6uwem pe-
OKpyr MauueHTos, n HOM okpyre, % ructpe, %

64 Camapckas o6nactb nBoo 104 25,0 15,4 3,31
65 Caparoeckasi o6nactb nedo 15 60,0 2,2 0,48
66 CaxanuHckas o6nacTb AB®O 7 14,3 6,3 0,22
67 Ceepanoeckas o6nactb Yoo 93 17,2 35,5 2,96
68 Ceacrononb {e]0>T0} 12 33,3 4,0 0,38
69 CmoneHckas obnactb udo 22 18,2 2,3 0,70
70 CraBpononbCcKuii Kpai CK®dO 63 22,2 45,3 2,01
71 TambGoeckas o6nactb oo 9 44,4 0,9 0,29
72 Teepckas o6nacTtb oo 17 17,6 1,8 0,54
73 Tomckas obnactb cd0 9 0,0 2,1 0,29
74 Tynbckas o6nactb oo 29 34,5 3,0 0,92
75 TiomeHckasi o6nactb YO M 9,8 15,6 1,30
76  YnbsiHoBcKas o6nactb nedo 24 25,0 3,6 0,76
77 XaGapoBcKuii kKpait AB®O 37 13,5 33,3 1,18
78  XaHTtbi-MaHcuiickuii AO — lOrpa yoOo 55 20,0 21,0 1,75
79 YensiGuHckas o6nactb YO 60 28,3 22,9 1,91
80 $HAO ybo 1 45,5 4,2 0,35
81 SpocnaBckas o6nacTtb uo»o 48 35,4 5,0 1,53

UTOro: 3142 24,7 100

JIlnHaMuKa 4MCIeHHOCTH MaireHToB B peructpe ¢ 2011 mo 2018 roasl npeacTapieHa Ha puc. 2.

3049 3096 3142

2916
2131
1968
1309
1026 I

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

Puc. 2. lunamuka yncieHHOCTU nanueHToB B peructpe ¢ 2011 mo 2018 roast

Ha puc. 3 npencraBieHa n1oJist MallMEHTOB KaXa0ro ¢enepaabHOro okpyra B o011eil YucieH-
HOCTH TTallMeHTOB.
Ha puc. 4 orpaxkeHO abCOMIOTHOE YKCIIO AE€Tei U B3pOCHbIX B (henepaibHbIX OKpYrax.

150

111

B U®O
B C300
B 1000
B MBPO
262 B YOO
B COO
NB®O

u CK®O

Puc. 3. [lonst maneHTOB Kaxmoro (eaeparbHOTO OKpyra B O0IIel YMCIEeHHOCTH manueHToB PO
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LieHTpanbHbIVi degepanbHblii OKpyr
CeBepo-3anaaHbiii penepanbHblii OKpyr
HOKHbIN deaepanbHblii OKpyr
MpuBONKCKMI deaepanbHbIi OKpyr

Ypanbckuin bepepanbHblii OKpyr
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Puc. 4. AGcomoTHOE YKCIIO AeTell U B3POCIbIX B KAXKIOM OKpyTe

Ob6masg cymMmMupylomass HGOPMaLus 0 PETUCTPY M CpaBHEHME ¢ JAHHBIMU TIPEIBIIYIIINX
JIeT TIpeacTaBIcHa B TaoOII. 2.

Tabauua 2
OcHrogHble nokasameau, Ompajcaroujue op2aHu3auuIo NOMouu 6oAbHbIM MYKOBUCUUOO30M
u ux cocmosnue 300posvs 3a 2011-2018 ee.

\ Mokasatens \ 2011 r. \ 2016r. \ 2017r. \ 2018 . |

06wee uncno 1026 3049 3096 3142

XWBbI, N 1011 2996 3047 3091

ymepnu, n 15 53 49 51
WcknioyeHbl U3 perucrpa, n - 109 13 18
BospacrT, roabl

M+ SD 11,5+8,9 12,2+9,5 12,1+9,4 12,8 +9,6

Me (IQR) 9,5(14,0) 9,7 (12,9) 9,7 (11,9) 10,4 (12,4)

[ons nauneHToB B Bo3pacTe > 18 net, % 25,0 24,3 22,3 24,7

M £SD 3,3+5,5 3,1+£5,8 3,1+6,1 3,1+£6,1

Me (IQR) 1,0 (4,0) 0,5 (3,1) 0,5 (2,9) 0,5 (2,9)
MekoHueBbI uneyc

BCero, % 5,4 7,7 8,1 8,5

Xupypruyeckoe nocoéue, % 4,8 6,6 7,0 7,4

KOHCepBaTUBHas Tepanus, % 0,6 1,0 1,1 1,1

B OTYETHOM ropy, % 8,7 11,5 9,2 1,9

Xupypruyeckoe nocoéue, % 8,7 10,5 7,2 10,7

KOHCepBaTUBHas Tepanus, % 0 1,0 2,0 1,2
[narHo3 no HeoHaTaNnbHOMY CKPUHUHTY

Bcero, % 28,8 44,7 47,8 48,2

B OTYETHOM ropy, % 78,3 73,0 66,0 72,9
lFeHeTHyeckoe uccnepoBaHne

oxeart, % 91,8 90,4 92,4 94,3

[0S BbISIBNIEHHbIX reHETUYECKUX BapuaHToB, %* 80,0 84,1 88,3 89,3

— [Ba BbISIBJIEHHbIX FEHETUYECKNX BaPUaAHTOB, %* 69,1 73,4 80,2 82,4

— OAVIH BbISIBJIEHHBIN FEHEeTUYECKUIA BapuaHT, %* 21,4 20,8 16,1 14,0

— 06a reHeTM4eCKNX BapuaHTOB He BbisIB/IEHbl, %* 9,5 5,8 3,7 3,7

F508del / F508del,%* 32,1 28,3 29,6 29,7

F508del / HeF508del, %* 41,2 47,2 46,4 46,7

HeF508del / HeF508del, %* 26,7 24,5 24,0 23,6

F508del, annenbHas yactorta, %* 52,79 52,06 52,81 53,05

CFTRdele2,3, annenbHag 4actoTta, %* 6,32 5,71 6,21 6,09

E92K, annenbHas yactota, %* 2,65 2,67 3,00 3,04

Staphylococcus aureus, % 58,4 58,0 57,1 58,4

MRSA, % - 4,0 4,0 4,1




Peructp 60nbHbIX MyKoBUCLMA030M B Poccuiickoit @epepaumn. 2018 rog

Mokazatens \ 2011r. \ 2016r. \ 2017r. \ 2018.
Pseudomonas aeruginosa
— XpoHuuyeckoe uidpuunposanue, % 32,3 31,6 32,4 33,0
— UIHTEPMUTTUPYIOLLNIA BbICEB, % 15,1 15,2 14,9 15,0
Burkholderia cepacia complex, % 7,0 6,0 6,2 5,8
Stenotrophomonas maltophilia, % 3,4 3,5 3,5 4,3
Achromobacter spp., % - 4,4 4,6 5,8
HArood, % 13,4 8,4 14,1 8,9
HeTtyGepkynesHblit MukoGakTepuos, % 1,6 0,7 0,7 0,9
PecnupartopHasa ¢pyHkumsa
DXEJ, %ponx. 84,6 + 30,1 83,3+23,5 84,5+23,1 84,6 + 21,8
ODB, %ponx. 74,6 £ 29,4 74,3+26,5 75,4+25,3 77,6 + 26,1
HyTpuTtHnBHBINA cTaTyC
meauaHa nepuentuna UMT cpeau petei 29,0 (55,6) 26,5 (44,4) 29,5 (50,1) 29,1 (48,9)
meauaHa UMT cpeam B3pocCbix 18,8 (3,9) 19,4 (3,8) 19,0 (4,2) 19,1 (3,8)
OcnoxHeHus 3a60neBaHns B OTYETHOM roay
Anneprudeckuii GpoHXoneroYHblit acneprunnes, % 1,3 1,6 1,5 2,0
CaxapHblii anabeT c NPUMEHEeHEM UHCYNUHa, % 3,2 3,0 3,2 2,7
MHeBMoOTOpakc, NoTpe6GoBaBLLMIA ApEeHMpPOoBaHUs, % 1,5 0,6 0,6 0,5
Liuppo3 neyexu
— C nopTanbHOM rMnepTeH3ueit / runepcnaeHnuamom, % 4,2 4,0 4,5 3,9
— 6e3 nopTanbHOI rMNnepTeH3uu / runepcnaelnama, % 4,3 3,2 2,3 2,2
— 0 HaNU4uUM rNepTeH3nun HeM3BecTHO, % 0,3 0,5 0,7 0,4
MopaxeHue neuexn 6e3 umpposa, % 23,2 16,9 15,9 11,9
Jlero4yHoe KpoBOTEUYEHUE, % 2,6 1,7 1,5 0,9
OcTeonopo3 (HM3kasa KocTHas macca), % 14,5 6,3 6,3 6,9
Monuno3 BepxHuX AbixaTesNbHbIX NyTen, % 15,0 20,5 23,6 28,3
ANeKTPONIMTHbIE paccTpoiicTBa, % 4,0 4,6 2,9 2,9
Hanuuue oHkonoruyeckoro 3aboneeanus, % 0,4 0,2 0,2 0,2
Amunoupos, % 0,2 0,1 0,1 0,1
CUHAPOM AMCTanNbHOW UHTECTUHANBHON 06CTPYKUMK, % = = = 1,7
F'MnepToHMYeckuil pacTBOp HaTpus xnopuaa, % 8,7 54,5 63,0 67,6
AHTMOUOTUKM UHransLUUOHHbIE, % 41,3 47,6 48,5 45,9
AHTMOMOTMKM BHYTPUBEHHbIE, % 70,9 62,0 56,4 38,0
AHTUOMOTUKM NepopanbHble, % 69,1 69,0 70,8 59,4
BpoHxogunarartopsl, % 63,0 57,9 53,4 49,9
CTepoupbl UHransiuMoHHbie, % 26,8 19,9 17,2 14,9
Ctepouabl cuctemHbie, % 8,3 5,7 4,7 3,7
[opHa3a anbda, % 93,4 93,6 94,9 95,7
A3UTpoMMLMH B CYyGMHrMGUpYioLeii aose, % 34,7 31:3 30,1 31,9
Ypcope3sokcuxoneBas Kucnora, % 93,2 89,1 89,6 88,6
MankpeaTunyeckue pepmenTbl, % 94,2 92,7 93,5 92,2
XupopacTeopuMble BUTaMUHbI, % 88,1 88,5 89,6 88,9
Kunesutepanus, % 79,9 80,5 82,8 80,0
Kucnopopotepanus, % 6,2 5,4 4.1 4,5
WHrMGumTOopbl NPOTOHHOI NoMnNbl, % - - - 18,8
TpaHcnnaHTauus 3a OTYETHbIN rog
— Nerkux, n 1 7 8 9
— neyeHu, n 0 0 0 4
— nouek, n 0 0 0 1
Yucno ymepiunx 15 53 49 51
M £ SD, roapl 15,9+ 12,7 15,9+ 11,2 22,0+9,9 22,6 +9,9
Me (IQR), roab! 17,4 (25,0) 15,8 (17,2) 22,5 (13,0) 23,0 (14,4)
MpuunHbl cMepTH
— GpoHXoneroyHas, n 13 46 41 44
— BOAHO-3/1EKTPOJIUTHbIE PaCCTPONCTBA, N 1 1 - -
— MPUYMHA CMEePTU HEU3BECTHA, N 1 3 - 3
— cepAe4yHo-CcocyaucTasi HeA0CTaTO4YHOCTb, N - - - -
— NOpaXeHue nevyeHun, n - 1 2 2
— HeCYacTHbIW ciyyai, n - - - -
— CBA3aHHas C TpaHCMIaHTaUmnen - - 4 2
— OCTpasi NoYe4Has HeloCTaTOYHOCTb, N - - - -
— KMLLIEYHas HEeNPOXOAUMOCTb, N - 1 - -
— OHKOnorus, n - - - -
— apyras, n - 1 2 -

MpumMeyaHue: B Tabnuue AaHHble NpeacTaBneHsl 6e3 yyeta «apyrux» permoHoB B 2014-2013 rr. n 6e3 yyeta CaHkT-lNetepbypra n YensbuHckor obnactn 8 2012 1.

* — pons oT yncna 60sbHbIX, KOTOPLIM MPOBEAEHO MrEHETUYECKOE MCCIIeA0BaHNe.

annenbHas YactoTta reHeTudecknx sapuaHTos F508del, CFTRdele2,3, E92K npenctaeneHa ¢ y4eToM «apyrux» pernoHos 2013-2014 rr. n CaxkT-MNetepbypra n YensbuHckoin obna-
ctme 2012r.

HMrO® - HenceBoomoHaaHasa rpamoTpuuartensHas dgnopa, oo 2014 roga eknioyana B cebst Achromobacter spp.
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06was uHdopmaums

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

PacrnipenesieHue G0JBbHBIX MYKOBUCIIUAO30M B 3aBUCMMOCTU OT BO3pacTa MpEeACTaBICHO Ha
puc. 5. CpenHuii Bo3pact 60ibHbIX B 2018 romy cocraBui 12,8 + 9,6 jer, MeanaHa Bo3pac-
ta — 10,4 (12,4) ner. Camblii crapimii naureHT B oTyeTHOM 2018 rony Habmonaics B r. Mo-
ckBe. Ero Bospact — 69,0 jer, Bo3pact camoro miamaiiero — 0,04 jet. J10J1s1 B3pOCIbIX MALIMEH -
ToB (> 18 ner) — 24,7%. Cpeau mauueHToB ¢ MB He3HauMTEIbHO MpeobIagaiu My>KUMHbI 1

coctaBuu — 51,0%, xeHinHbl — 49,0%.

Yucno naumneHTos, n
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Puc. 5. Tucrorpamma Bo3pacta 60bHbIX. OCbh abCIIMCC — BO3pacT, TObI; OpAMHAT — Yuciao, N
[TostoBOI cocTaB B 3aBUCUMOCTH OT BO3pacTa npeacTaB/ICH Ha pUC. 6
B my>KumnHbI W xeHwpHbI
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

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

Tabauua 3
Cpeodnuii 6o3pacm u meduana 603pacma nNAUUEHMo8 6 peuoHax
Okpyr ‘ M * SD, roab! ‘ Me (IQR), roab! ‘
LieHTpanbHbiil peaepanbHblii OKpYr 14,0+ 10,5 11,4 (15,0)
CeBepo-3anagHbiii peaepanbHbiii OKPYr 12,1 +10,1 9,4 (12,6)
[OxHbI penepanbHbIi OKpYr 12,7 £ 8,7 10,7 (10,8)
MpuBonxckuii pepepanbHbiit OKPYr 13,4+9,3 11,3 (13,2)
Ypanbckuii penepanbHbiii OKpyr 11,8 +8,7 9,7 (11,0)
Cubupckuii benepanbHblii OKPYr 11,2+8,6 9,0 (9,9)
JanbHeBOCTOUHbIN epepanbHbliii OKPYr 11,8+ 10,0 9,5 (12,2)
CeBepo-Kaeka3ckuii ¢penepanbHbiii OKpyr 10,2+ 8,4 8,0 (9,8)
Mockea 15,4+ 11,5 12,0 (17,1)
Cankr-lMetepGypr 12,5+ 11,5 8,5 (15,9)

AuarHoctuka mMykoBucuuao3a

I'mcTorpammMa Bo3pacTa yCTaHOBJICHMS IMArHO3a B OOIIIEM IO TPYIIIIe OTpakeHa Ha puc. 7.
CpeaHuii Bo3pacT MOCTaHOBKY AMarHo3a cocrtaBui 3,1 £ 6,1 jgeT, MearaHa Bo3pacTa yCTaAHOB-
neHus nuarHosa — 0,5 (2,9) ner. B Bo3pacte mocie 18 jeT 3abo1eBaHne TMAarHOCTUPOBATIOCH Y
3,3% ot obuiero yucia 60abHbIX U Y 13,1% OT uncia B3pocibiX. MUHMMAaIbHBII BO3pacT yCTa-
HOBJICHUSI TMArHO3a — MPU POXIACHUHN, MAaKCUMaJIbHBIN — B 59,0 7eT.

I1o HeoHaTaIbHOMY CKPUHMHIY AMArHO3 ObUT ycTaHOBJIEH 48,2% mauyeHTaM.
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Bospacrt, roabl

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

60 m——————— .
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2011r. 2012r. 2013 . 2014r. 2015r. 2016 . 2017 r. 2018 .

Puc. 8 Jlos maumMeHToB ¢ yCTAHOBJIEHHBIM TUATHO30M 10 HEOHATAILHOMY CKPUHHUHTY B OOILIEH MOMYJISIHANA OOJbHBIX MYKOBHCLIMIO30M 3a
2011-2018 rr.
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OuarHoctuka

LleHTpanbHbIvi degepanbHblii OKpyr
CeBepo-3anaaHbiii pepepanbHblil OKpyr
HOKHbIN heaepanbHblii OKpyr
MpuBoNKCKUI desepanbHbIv OKpyr
Ypanbckuin bepepanbHblii OKpyr
Cnbupckuin bepepanbHblii OKpYr
[anbHeBOCTOYHbIN PpesepanbHbIil OKpyr
CeBepo-KaBKasckuii desepanbHblii OKpYr
Mocksa

CaHKT-MeTtepbypr

| |
r T T

0 10 20 30 40 50 60 70

Puc. 9. Jlosist maliueHTOB, 1MarHO3 KOTOPbIM ycTaHaBnuBasicst B 2018 roay 1o HeoHaTaJIbHOMY CKPUHUHTY (CMHUI 1IBET — IMArHO3 YCTaHOBJICH 110
HEOHATAJIbHOMY CKPUHUHTY, KPACHBI IIBET — CKPUHUHT OTPUIIATENIbHBINM, TUarHO3 YCTAHOBJICH M0 KIIMHUYECKUM CUMITTOMAM)
Ha puc. 8 npeacraBjacHa IMHaAMMKa JOJIU MallMEHTOB, JMAarHo3 KOTOPbLIM ObLI YCTAaHOBJICH
Mo HeoHaTaabHOMY CKpUHUHTY B 2011—2018 rT.
Ha puc. 9 npeacTtaBjacHa 40 60)'[I>HBIX, JHUAardHo3 KOTOPbIM yCTaHaBJIMBAJICA ITO HEOHATaJIb-
HOMY CKPpUHMHTY.
CpC,Z[HI/Iﬁ BO3pacT U M€aMaHa BO3pacTa YCTAHOBJICHUA AMarHo3a npcacTaBJICHLI B Tab. 4.

Tabauua 4

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

‘ Okpyr ‘ M + SD, roab! ‘ Me (IQR), roab! ‘
LleHTpanbHbiii peaepanbHblii OKpYr 3,7+7,1 0,4 (3,9)
CeBepo-3anagHbiii peaepanbHbiii OKPYr 3,3+7,0 0,3 (2,5)
IOxHbI penepanbHbii OKpYr 2,9+5,1 0,7 (2,9)
MpuBonxckuii dpepepanbHbiit OKPYr 3,2+5,7 0,6 (3,1)
Ypanbckuii pepepanbHblii OKpyr 2,7+4,7 0,4 (2,5)
Cubupckuii bepepanbHblii OKPYr 2,4+5,1 0,3 (2,0)
JanbHeBOCTOYHBIN depepanbHblit OKPYr 3,1£7,0 0,4 (1,8)
CeBepo-KaBka3ckuii pepepanbHblii OKpyr 2,7+6,0 0,4 (1,3)
Mocksa 4,4+8,5 0,4 (4,8)
CaHkT-lMeTepbypr 4,1+8,5 0,2 (3,0)

MeKkoHUEBbII WIeYC ObLI IMaTHOCTUPOBAH IPU POXACHUU Y 266 HabI0gaeMbIX OOJIbHBIX,
231 13 HUX MOTPedOBaANIOCh XUPYprudeckoe mocoodue. J1onst 00JbHBIX ¢ MEKOHUEBBIM MJIEYCOM
B permoHax oTpaxkeHa Ha puc. 10.

LleHTpanbHbIVi dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblii OKpyr
HOKHbIN deaepanbHblil OKpyr

MpuBonxKcKuii GenepanbHbIN OKpyr
m Xvipypruyeckoe

9 - n 7
Ypanbckuii pepepanbHblii OKpyr ocobue

m KoHcepBaTuBHas

Cunbupckuii desepanbHbIi OKpyr
P beaep Py Tepanua

[anbHeBOCTOYHbIN deaepanbHblii OKpyr
CeBepo-KaBKasckuii desepanbHbIii OKpyr
Mocksa

CaHKT-MeTepbypr
%

Puc. 10. Jomnst 60JIbHBIX C MEKOHUEBBIM UJIEYCOM
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

AwnarHoctuka B 2018 roay

3a OTYETHBIN roJ AMarHo3 MyKOBUCIIMIO3 BIEPBbIe YyCTaHOBJEH 171 mauueHTy (cpeqHuit Bo3-
pact coctasui 3,60 £ 7,77 net, meauana Bo3pacta — 0,88 (0,92) net): 162 nauuenram go 18 et
u 9 nauuenTtaM crapiie 18 yer. [lo HeoHaTaTbHOMY CKPUHUHTY AUArHO3 ObLT yCTaHOBJIEH 124
MalKeHTaM, 4TO COCTaBWIO 72,9% OT BceX BBISBICHHBIX CTydacB MyKOBUCITMIO3a 32 OTUYCTHBIN
roi. MexkoHueBbIi nieyc Obul AuarHoctupoBaH y 20 naureHToB (11,9% oT ymncia ycTaHOBJIEH-
HBIX TUarHo30B), 18 GOJIbHBIM MOTPEOOBATIOCH XUPYPTUUYECKOe TTocodre. MUHUMAIbHBIN BO3-
pacT yCTaHOBJIEHUSI NUATHO3a B OTYETHOM TONy — TMPU POXICHUU, MAKCUMAIbHBIA — B 44,3
Jiet. ['uctorpaMma Bo3pacta yCTAaHOBJIEHUSI IUATHO3a B OTYETHOM TOfy OTpaxeHa Ha puc. 11.
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Puc. 11. Tucrorpamma Bo3pacta ycraHOBJIeHUs AuarHosa B 2018 roay

MNMoToBbIN TecT

Ha puc. 12 mpenctaBieHo COOTHOIIIEHUE THIIA TIOTOBOTO TeCTa, a B Ta0J. 5, v Tabl. 6 pa3mu-
YUsST MEXKIY IEThMH W B3POCITBIMU.

Tabauua 5

Xapaxmepucmura nomoeoeo mecma 1y demeii u 83pocavix

‘ Fpynna ‘ Het undopmauum / He penanm, n (%) ‘ TutpoBaHue, n (%) MpoBoaumMoCTb, N (%) ‘
Aetn 173 (7,3) 617 (26,1) 1576 (66,6)
B3apocnble 105 (13,5) 496 (63,9) 175 (22,6)

Tabauua 6

Xapaxmepucmura nomoeozo mecma 2 y demeii u 83pocavix

‘ pynna ‘ Het undopmaunm / He penanm, n (%) ‘ TutpoBaHue, n (%) MposoaumocTsb, n (%) ‘
Detn 920 (38,9) 383 (16,2) 1063 (44,9)
B3apocnbie 447 (57,6) 182 (23,5) 147 (18,9)

100,0
80,0
60,0 H MPOBOANMOCTb
% m TutpoBaHue
40,0 B He penanu
B HeT uHdopmaumm
20,0
0,0

MNoToBbIv TecT 1 MNoToBbI TecT 2

Puc. 12. XapakrepucTtuka notoBoro tecrta 1 u 2
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OwnarHocTtuka

Cpenu 3aroTHeHHBIX TaHHBIX Y 5,3% GOJBHBIX B peTUCTpe He 3a(PMKCUPOBAHO HU OTHOTO
TTOJIOKUTETBHOTO TTOTOBOTO TecTa, Y 40,7% GONTBHBIX OTMEUEH XOTSI ObI OMUH TIOTOXUTEITbHBIN
MTOTOBBIN TecT, y 53,9% — nBa MOTOBBIX TECTa MOJIOXUTETbHBIC. [10JI0KUTETEHBIM ITOTOBBIM Te-
CTOM CUUTATKCH MTOKA3aTeNIN: IJIsT MeTona TUTpoBaHus 60 1 Goylee MMOJIb/JI, IUTSI TIPOBOIUMO-
ctu — 80 u Gosiee MMOJIb/JI, IOrpaHUYHbIe 3HaYeHus: 30—59 mMmonb/a u 50—79 MMounb/a s
TUTPOBAHUS U TTPOBOJMMOCTH, COOTBETCTBEHHO.

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

Tabauua 7
Coomuowenue uHQOPMaAmMusHOCmu NOM0G020 necma y 0emeii U 83pocablx

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

CpenHue MoKasaTeu MOTOBOrO Tecta 1 MeTOmOM TUTpOBaHUs coctaBuiau 97,7 £ 26,5
MMoutb/IT, Mmeauana 98,0 (37,0) Mmonb/n, y meteit — 99,1 + 26,2 mmoib/n, meauana 101,0 (36,5)
MMOJIB/JI, y B3pocibix — 96,0 = 26,9 mmoib/1, meauana 94,0 (37,0) MMoutb/a.

Tabauua 8
Cmpykmypa 3nauenuil nonmoeozo0 mecma, npoGedeHH020 MUMpoOSaHuem

Mpumeyanune: * — B 29 Tectax 3HadeHue 6bIN0 Ha BEpXHEW rpaHuue 1 pasHo 160 Mmonb/n. Mpu yposHe Bbiwe 160 MMOb/N NOTOBLIV TECT AOMXKEH ObITh NepeaenaH (Takme faHHbIe
He BKJIIOYaIn B aHanus).

Tabauua 9
Cmpykmypa 3HaueHuil nomo6020 mecma npoedeHHO20 Menodom npoooUMOCIU

MpumeyaHve: * — B 7 TecTax 3HayeHune Bblo Ha BepxHeli rpaHnLe n paBHo 170 Mmonb/n. 3HaveHunst Boile 170 Henb3s c4MTaTh JOCTOBEPHBLIMU, NMOTOBLIV TECT J0SIKEH ObiTh Nepene-
NaH (Takue JaHHble He BKIOYaM B aHanm3).
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

300

250

200

150

Yucno 6onbHbIX MB, N

100

50

0 10 20 30 40 50 60 70 80 90 100 110 120 130 140 150 160
TuTpoBaHWe, MMOAb/ N

Puc. 13. TTokazaTeau 1oToBOro Tecra, MpoBeIeHHOI0 TUTPOBAHUEM

CpenHye rmokKasaTe/ v IIOTOBOIo TecTa 2 METOIOM TUTpoBaHMsl cocTaBuiin 101,2 & 26,3 MMosb/J,
Mennana 102,0 (33,0) mmonb/i, y neteii — 102,0 £ 26,2 mmoub/n, meauana 104,0 (34,0) MMmoib/i,
y B3pocibIX — 99,5 + 26,6 mMoib/i1, MmenraHa 98,0 (31,1) MMOJIb.

Ha puc. 14. u B Taba. 9 oTpaxkeHbl MoKa3aTread MOTOBOTO TeCTa, MPOBEACHHOTO METOIOM
IIPOBOAVMMOCTH.

CpeHuye 1oKasaTe)i I0TOBOro Tecta 1 MeTonoM poBoauMocTy coctaBii 106,7 + 21,1 MMmoutb/i,
Menuana 110,0 (24,0) mmons/n, y aereii — 107,4 + 20,7 mmonn/a, menuana 110,0 (23,0) MMob/m,
y B3pocibix 100,3 + 24,2 mMounb/i1, meauana 103,0 (36,0) Mmmouib/i.

CpenHue mokasaresiv IOTOBOTO TeCcTa 2 METOIOM MPOBOAMMOCTH coctaBwiu 107,5 & 21,5 Mmonb/i,
Menuana 110,0 (23,0) mmons/n, y aereii — 108,4 + 21,1 mmons/a, menuana 110,0 (23,0) MMoib/m,
y B3pocabix — 101,0 + 23,5 mmonb/1, meauana 102,0 (31,0) MMosb/i.
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Puc. 14. IToka3zaTenu moToBOro TECTa, MMPOBEACHHOI'O METOAOM ITPOBOANMOCTHU
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lFeHeTuka

leHeTUkKa

B Hacrosiee Bpemst onrcaHo 6ojee 2000 myTtaiyii vy BapuaHTOB HYKJIEOTUIHOM Mocie-
noBatenbHocTH TeHa CFTR (unv reHeTWYeCKUit BapuaHT) (B MadbHEHIEM TI0 TEKCTy — TeHe-
Tryeckue BapuaHThl). [1o coctossHuto Ha 10 suBapst 2020 roma Ha BeO-caliTe MEXIyHAPOIHOTO
npoekta CFTR2 (https://cftr2.org) mpencrasieHo 352 MaTOreHHBIX TEHETUIECKUX BapUAHTOB
HyKJIeoTUHOM mocnenoBatenbHocty reHa CFTR (FBHIT CFTR). OHu TIpETSITCTBYIOT CUHTE3Y
o6enka CFTR, ero tpaHcnopTy K anMKaJabHON MeMOpaHe KJIeTKU WM HapyllaloT ero (pyHKIIUIO
B KauecTBe KaHaja aHMOHOB xjiopa. B 3aBucumocTtu ot BiusgHus Ha dyHkuuio 6enka CFTR
WX TIOIPA3IeIOT Ha 6 OCHOBHBIX Kj1accoB (puc. 15). [IpuBeneHa ynpolieHHast cxema, Tak Kak
OJIVIH Y TOT X€ BapUaHT MOXET BbI3BaTh HECKOJIBKO BUIOB HaApylLIEHUSI pabOTHI OeJKa, U He IS
BCEX BapMaHTOB HYKJIEOTUAHON mocienoBarenbHocTn reHa CFTR omnpeneneH kiacc. B takux
CJIy4asix Mbl OTMEYaeM, YTO KJIACC «HE OIMpPEIESICH».

1 Knaccbl myTauuit:
1

- | Il T IV Vv Vi
D e et DO S S
crr  cor Cl'a.: o or o cr cr
CFTR 5 : firer 404
-~ Y 5 mf"""\r Y N
e o o : er o o [ 3 a")
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Puc. 15. PacnipeneneHre nNaToreHHbIX BAPUAHTOB HYKJIEOTUIHOM nociieioBaTesibHOCTH reHa CFTR (MyTtauuii) 1o Kjaccam (pMCYHOK 3aMMCTBOBAaH
Amaral M.D. Novel personalized therapies for cystic fibrosis: treating the basic defect in all patients Journal of Internal Medicine 2015; 277: 155—166
doi: 10.1111/joim.12314, ¢ U3BMEHEHUSIMU)

[TaToreHHbIe BapraHTHl HYKJIEOTUIHOM nocnenoBareabHocTy reHa CFTR 1, 11 u 111 xknaccos
MIPUBOJISAT K ITOJTHOMY WJIY TTOYTH TTOJTHOMY IIPEKpaIleHUI0 (DYHKIIMY XJIOPHOTO KaHaja, U OTHO-
CSITCS K «TSDKEJbIM» BapMaHTaM, TOTa KakK mpu BapuaHTax IV u V Ki1accoB coxpaHsieTcsl ocTa-
TOYHAasl (PYHKIIMSI XJIOPHOTO KaHajla, YTO MO3BOJISIET UX OOBEAMHUTD B TPYIIITY «MSTKHUX» Bapu-
AHTOB HYKJIEOTHUIHOH mocienoBaTenbHOCTH TeHa CFTR. «TskecTh» BapruaHTa OIpeessaeT CTe-
ME€Hb HapyLIEHUs] BHELIHECEKPETOPHON (PYHKLIMM MOMXKETYI0YHOM XKene3bl. « Msrkue» Bapu-
anThl reHa CFTR NOMUHUPYIOT Hall «TSKEJIBIMU» B OTHOILIEHUY MTaHKpeaTU4eCcKoro (heHOTHIIA.

LleHTpanbHbI degepanbHblit OKpyr
CeBepo-3anagHblii begepanbHblit OKpyr
HOXKHbIN dbeaepanbHbI OKpyr
MpuBOMKCKUIA deaepanbHbIvi OKpyr

m [lpoBeseHo
Ypanbckuit besepanbHbiii OKpyr
Cubunpcknin depepanbHblit OKpyr m He nposoawnioch
[anbHeBOCTOUYHbIN deaepanbHbii OKpyr
CeBepo-KaBKasckuit dbesepanbHbiil OKpyr
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Puc. 16. OXBaT reHETUYECKUM UCCIIeIOBAHNEM OOJIBHBIX MYKOBUCHMIO30M
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

I'eHeTnyeckoe uccnegoBaHue ObLIO MpoBeaeHO 94,3% GonbHBIM. JleTsaM JaHHOE UCCIea0Ba-
HUe ObUTO MpoBeneHO B 94,6%, B3pocibiM — B 93,6% ciydaes.
OxBar reHETUYECKUM UCCIEN0BAHUEM B PETMOHAX MPEACTaBIeH Ha puc. 16.

LleHTpanbHbIV dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbIit OKpYr
MpuBoMKCKUI beaepanbHbI OKpyr

M BbiaBaeHbl
Ypanbcknin depepanbHblil OKpyr
Cnbupcknin depepanbHblit OKpYr H He BbiABNEHbI
JanbHeBOCTOYHbIN deaepasnbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbIi OKpyr

Mocksa

CaHkT-MNeTtepbypr

Puc. 17. Jons BbISIBIEHHBIX TEHETUYECKUX BAPUAHTOB HYKJIEOTUIHOM mocienoBarebHocT reHa CFTR

CymMapHast 07151 BBISIBJICHHBIX TTATOTEHHBIX BAPMAHTOB HYKJIEOTUIHOM TOCJIEI0BATEIHbHO-
ctu reHa CFTR B pernoHax moka3zaHa Ha puc. 17.

OO6m1as cyMMapHasi 4yacToTa UIeHTU(UIIMPOBAaHHBIX ayieei coctaBuua 89,3%. YV nereit
uneHtuduumrposaro 88,0% amteneit, y B3pociabix — 93,5%.

JlnHamMuKa oxBaTa TEHETUYECKUM MCCIIeIOBAaHNEM U J0JIM HE BBISIBIEHHBIX TeHETUYECKUX Ba-
puanToB reHa CFTR B 20112018 rr. mpencrasiieHa Ha puc. 18.
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Puc. 18. lunaMnKa oxBaTta re HETUUYECKUM MCCIIEIOBAaHUEM UM JOJIM HE BBISIBJICHHBIX T€HETMUYECKMX BapMaHTOB HYKJIEOTHIHOM IMOC/eI0BaTeIbHO-
cru rena CFTR B 2011-2018 rr.

YacToTa maToreHHLIX BApMaHTOB HYKJIEOTUIHOM TTocienoBareibHocTh reHa CFTR B cTpaHe
B MOpsAKe yObIBaHUS TpeacTaBiieHa B Tabi. 10. Beero BeisiBieHo 210 maToreHHBIX BapuaHTOB
1 99 13 HUX HEOMHOKpPAaTHO. Bce BapmaHTBI HYKJICOTUIHOM mocienoBatenbHocT reHa CFTR
npencTasieHsb! B [Ipmnoxenuu 2.
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lFeHeTuka

Tabauua 10
Anneabnasa wacmoma 2eHemMu4ecKux 6apuanmos Hykieomuonou nocaedosameavhocmu eena CFIR ¢ Poccuu
(npedcmaeaenvt eenemuyeckue apuanmol ¢ yacnmomoi Goaee 0,1%)

‘ N n/n ‘ Ha3ssaHue reHeTnyeckoro Haseanue no koaupyiowen AHK HaseaHue no rsiD Yactota, %
BapuaHTa CUHTEe3upyemomy Genky

1 F508del c.1521_1523delCTT p.(Phe508del) rs113993960 53,05
2 CFTRdele2,3 c.54-5940_273+10250del21kb p.(Ser18Argfs*16) notfound 6,09
3 E92K C.274G>A p.(Glu92Lys) rs121908751 3,04
4 3849+10kbC->T c.3718-2477C>T No protein name rs75039782 2,38
5 2143delT c.2012delT p.(Leu671*) rs121908812 2,11

6 2184insA €.2052_2053insA * (c.2052dupA) p.(GIn685Thrfs*4) rs121908786 1,84
7 1677delTA c.1545_1546delTA p-(Tyr515*) rs121908776 1,77
8 W1282X c.3846G>A p.(Trp1282*) rs77010898 1,75
9 N1303K ¢.3909C>G p.(Asn1303Lys) rs80034486 1,55
10 G542X c.1624G>T p.(Gly542*) rs113993959 1,48
11 L138ins c.413_415dupTAC p.(Leu138dup) rs397508679 1,35
12 394delTT c.262_263delTT p.(Leu88llefs*22) rs121908769 0,86
13 R334W c.1000C>T p.(Arg334Trp) rs121909011 0,79
14 W1282R c.3844T>C p-(Trp1282Arg) rs397508616 0,52
15 S466X ¢.1397C>G p.(Ser466*) rs121908805 0,52
16 $1196X ¢.3587C>G p.(Ser1196*) rs121908763 0,49
17 3821delT c.3691delT p.(Ser1231Profs*4) rs121908783 0,49
18 2789+5G>A €.2657+5G>A No protein name rs80224560 0,42
19 1367del5 €.1240_1244delCAAAA (c.1243_1247delAACAA) p.(Asn415*) rs397508184 0,37
20 W1310X c.3929G>A p.(Trp1310*) notfound 0,34
21 3272-16T>A c.3140-16T>A No protein name rs767232138 0,34
22 R1066C c.3196C>T p.(Arg1066Cys) rs78194216 0,27
23 3944delGT c.3816_3817delGT p.(Ser1273Leufs*28) rs397508612 0,25
24 621+1G->T c.489+1G>T No protein name rs78756941 0,2

25 712-1G->T c.580-1G>T No protein name rs121908793 0,2

26 L1335P c.4004T>C p.(Leu1335Pro) rs397508658 0,19
27 R553X c.1657C>T p.(Arg553*) rs74597325 0,19
28 R1162X c.3484C>T p.(Arg1162*) rs74767530 0,17
29 R785X c.2353C>T p.(Arg785*) rs374946172 0,17
30 CFTRdup(6b-10*) c.(743+1_744-1)_(1584+1_1585-1)dup No protein name notfound 0,13
31 1898+1G->A c.1766+1G>A No protein name rs121908748 0,13
32 S945L €.2834C>T p.(Ser945Leu) rs397508442 0,12
33 1898+1G->C c.1766+1G>C No protein name rs121908748 0,12
34 4015delA c.3883delA p-(lle1295Phefs*33) rs397508630 0,12
35 S1159F c.3476C>T p.(Ser1159Phe) rs397508573 0,12
36 3849G->A c.3717G>A No protein name rs144781064 0,12

MpuMeyaHue: * — 3neck 1 panee: BKIoYas reHeTnyeckne BapuaHTel S466X (ecnu cuennernne ¢ R1070Q He nccneposanock) n S466X-R1070Q.

J1Ba BapuaHTa HyKJIEOTUAHOI nocienoBarenbHocT reHa (IBHIT) CFTR onpenenenst y 82,4%
OT 4ucIia 0OJIbHBIX, KOTOPBIM IIPOBOAMUIOCH TEHETUYECKOE UCcienoBaHue, oqud — y 14,0%, Hu
OJTHOTO TeHETMYECKOTO BapUaHTa He YIAIOCh BhIIBUTH Y 3,7% MalleHTOB.

Ha puc. 19 orpaxeHbl 1011 00JbHBIX B 3aBUCMMOCTHU OT uucia BoisiBieHHbIX ' BHIT CFTR
B TCHOTHIIE.
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Puc. 19. 1oy 601bHBIX B 3aBUCMMOCTH OT uncia BeisiBieHHbIX  BHIT CFTR B reHoTumne
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Peructp 6onbHbix MykoBucLuao3om B Poccuiickoin ®epepaumu. 2018 rop,

JIBa TeHETUYECKMX BapUAHTA HYKJIEOTUAHOM nocaenoBaresbHocTi reHa CFTR BbISBIEHBI Y
79,8% nereit u 90,4% B3pocnbix, oquH —y 16,4% u 6,3%, uu ogHoro — y 3,8% u 3,3% nereit
1 B3pPOCJIBIX, COOTBETCTBEHHO.

B LlentpanbHoM (enepaabHOM OKpyre FeHeTUIeCKOe UCCieoBaHue mpoBeaeHo 97,6% 601b-
HbIM (Taba. 11). B 4,1% ciyyaeB maToJOrMuecKuii aniesib He ObUT uaeHTudumposaH. ['eHeTH-
yeckuii BapuaHT F508del BcTpevasics y 78,5% maLyeHTOB.

Tabauua 11
Yacmoma eapuanmos wyxieomuonoi nocaedosameavnocmu 2era CFTR ¢ Ilenmpaavrnom ghedepasvrom oxkpyee
(npedcmasaenvt 2enemuteckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B CeBepo-3anagHom denepalbHOM OKpYyre reHeTUIecKoe ucciaenoBaHue mposeneHo 97,0%
601bHBIM (TabJ. 12). B 3,7% cinydaeB maTtoloTMIecKuil ajutesib He ObLT naeHTUbUIIMpoBaH. ['e-
Hetnueckuii BapuaHT F508del BcTpevancs y 86,3% manneHTOB.

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

B IOxxHOM (benepalibHOM OKpyTe TeHETUUECKOe UCCeoBaHue MpoBeaeHo 95,3% GoabHBIM
(ta6n. 13). B 15,7% caydaeB nmaToJOrMYecKuil anjieib He ObLT uaeHTHGULIMpoBaH. BapuaHT
F508del Bcrpeuancs y 78,9% OONMbHBIX.

Tabauya 13
Yacmoma eapuanmos Hyxieomuonoi nocaedosameavnocmu 2erna CFTR ¢ FOxcnom hedepaavrom oxpyee
(npedcmasaenst 2enemuteckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B TpuBoikckoM denepabHOM OKpYre TeHOTUITUPOBaHUE TTPoBeaeHO 87,9% GObHBIM (TabJ1.
14). B 15,9% caydaeB nmaToJIOTMYECKMil ajuiesib He Obul uneHTUuduLuposad. Bapuant F508del
BcTpevasicst y 74,0% GOJbHBIX.
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Tabauua 14
Yacmoma eapuanmos nyxieomuonoi nocaedosameavnocmu 2ena CFTR ¢ Ilpusoaxcckom gpedeparvrom oxpyee
(npedcmasaenvt cenemuueckue eapuanmol ¢ wacmomou 6oaee 1,0%)

B YpanbckoMm denepaabHOM OKpyre reHeTH4eCKoe 00cienoBaHue nposeaeHo 97,3% 60b-
HbIM (Tab. 15). B 13,5% ciyyaeB MyTaHTHBII ajjiesib He ObLT uaeHTUGUIMpoBaH. ['eHeTHYe-
ckuii BapuanT F508del Bectpevascs y 79,2% GOIbHBIX.

Tabauua 15
Yacmoma eéapuanmoé nykieomuonoi nocaedosameaviocmu 2ena CFIR ¢ Ypaavckom gpedepaavrom oxpyee
(npedcmasaenst cenemuveckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B CubupckoMm ¢enepaabHOM OKpYyre reHETUYECKOE UCCIefoBaHue MpoBeneHo 94,6% 0601b-
HbIM (Tabu1. 16). B 17,7% cnyyaeB matoJloTM4ecKuii ajijiesib He ObLT MneHTUdUIIMpoBaH. Bapu-
ant F508del Bcrpeuancs y 78,7% OONbHBIX.

Tabauua 16
Yacmoma éapuanmos Hykieomuonoi nocaedosameavnocmu 2ena CFIR ¢ Cubupckom ghedepasvrom oxpyee
(npedcmasaenst cenemuyeckue eapuanmot ¢ wacmomoi 6oaee 1,0%)

B JanbHeBocTOYHOM (beiepalbHOM OKpPYre TeHOTUIIMPOBaHue mpoBeneHo 91,0% GobHBIM
(tab:a. 17). B 15,8% ciyyaeB maTtoiorMuecKuii ajujiesib He Obl1 uaeHTuuumrposat. ['eHeTnye-
ckuit BapuanT F508del Bectpevasics y 73,3% GOJbHBIX.

Tabauua 17
Yacmoma eéapuanmos Hykieomudnoii nocaedosameavhocmu 2ena CFIR ¢ /laavneeocmounom pedepasvrom oxpyee
(npedcmasaenst cenemuveckue eapuanmot ¢ wacnmomoi 6oaee 1,0%)
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B CeBepo-KaBkasckoM (eaepaibHOM OKpyre reHOTUITUpOBaHUe MpoBeaeHo 92,1% 6oib-
HbIM (Taba. 18). B 5,5% cinyyaeB maTo0rMuecKuii anieib He ObUT uaeHTU(dUIIMpOBaH. ['eHe-
tnuecknit BapuanT F508del BcTpevancst y 35,9% GONbHBIX.

Tabauua 18
Yacmoma eapuanmos nyxaeomuonoii nocaedosameavnocmu eena CFTR ¢ Cesepo-Kaskazckom gpedepaavrom oxpyee
(npedcmasaenst cenemuveckue eapuanmot ¢ wacnomoi 6oaee 1,0%)

B Mockse IHK nuarHoctukoii 6pu10 oxBaueHo 98,2% 6osbHbBIX (Tabi. 19). B 1,8% ciyvaes
MaTOJIOTMYECKUI ajljie/ib He ObUT MaeHTUnIpoBaH. ['enetnueckuit Bapuant F508del BcTpe-
qascs y 74,4% manyeHToB.

Tabauua 19
Yacmoma éapuanmos nykieomuonoii nocaedosameavrocmu 2ena CFTR ¢ Mockee
(npedcmasaenst cenemumeckue eapuanmot ¢ wacnmomoi 6oaee 1,0%)

B Cankr-IletepOypre reHeTHueckoe uccienoBanue nposeneHo 100% GoabHbIM (Tabu. 20).
B 2,3% cnydaeB nmaTolornuecKuii ajuiesib He ObL1 naecHTUduImrposaH. Bapuant F508del Bctpe-
yajyics y 85,3% GONbHBIX.

Tabauua 20
Yacmoma éapuanmos nyxaeomudnoii nocaedosameavrocmu 2ena CFTR ¢ Canxm-Ilemepoypee
(npedcmasaenst cenemuveckue eapuanmot ¢ wacnmomoi 6oaee 1,0%)

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




lFeHeTuka

Tabauya 21

Ilepebte no aaaeavroli vacmome 00UHHAOUAMb 2eHEMUMECKUX 6APUAHMOE8 HYKAeomuonol nocaedosameavrocmu 2ena CFTR
cpedu demeli u 63pocavix (6 nopsaoke yovleanus)

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

n/n FeHeTuyeckuii BapuaHT rena CFTR ‘ Knacc ‘ Yacrora, % TeHeTnyeckuii BapnaHT rea CFTR ‘ Knacc ‘ Yacrtorta, %
1 F508del I-1 54,38 F508del I-1 48,97
2 CFTRdele2,3 I-11 6,17 3849+10kbC->T IV-v 5,99
3 E92K IV-v 2,55 CFTRdele2,3 I-1 5,85
4 2143delT I-1 2,14 E92K IV-v 4,55
5 1677delTA I-11 2,06 2184insA I-1 2,13
6 W1282X I-11 1,88 2143delT 1-11 2,00
7 2184insA I-11 1,74 L138ins IV-v 1,79
8 N1303K I-11 1,52 N1303K 1-111 1,65
9 G542X I-11 1,50 G542X I-1 1,45
10 3849+10kbC->T IvV-v 1,21 W1282X 1-1 1,38
11 L138ins Iv-v 1,21 R334W Iv-v 1,17

YacToTa maToreHHOTO BapuaHTa HyKJIeoTUAHOM TTocienoBatenbHocTy F508del rena CFTR B
okpyrax npencrasieHa Ha puc. 20. ITo crpane yacrora cocraBmia 53,05%.
YacToTa mmaToreHHOro BapuaHTa HYKJIeoTUaHOU TociienoBatebHocT CFTRdele2,3 rena

CFTR B oxpyrax mnpeacrasieHa Ha puc. 21. ITo crpane yacrora cocrasuia 6,09%.

LleHTpanbHbIV dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblii OKpyr
HOXKHbIN deaepanbHbIi OKpYr
MpuBOMKCKNI heaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr

CeBepo-KaBKa3sckuit pesepanbHbiit OKpyr

CaHkT-MeTtepbypr

Puc. 20. AnnenbHas yactora reHeruyeckoro Bapuanra F508del rena CFTR

Mocksa

LleHTpanbHbIV dpeaepanbHblii OKpyr

CeBepo-3anagHblit beaepanbHblit OKpyr

HOXKHbIN deaepanbHbIin OKpYr

MpuBOMKCKNI heaepanbHbI OKpyr

Ypanbcknin depepanbHblit OKpyr

Cnbupcknin depepanbHbliit OKpYr

JanbHeBOCTOYHbIN deaepasbHbI OKpyr

CeBepo-KaBKkasckuii desepanbHbIi OKpyr

Mocksa

CaHkT-MNeTtepbypr

%

Puc. 21. Yacrora renetuueckoro Bapuanta CFTRdele2,3 rena CFTR
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LleHTpanbHbIV degepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblit OKpYr
HOKHbIN beaepanbHbI OKpyr
MpuBOMKCKMI henepanbHbIi OKpyr
Ypanbckuin depepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepasnbHbI OKpyr
CeBepo-KaBKkasckuii desepasnbHbIii OKpyr
Mocksa

CaHKT-MeTepbypr

Puc. 22. Yactora reHetuueckoro Bapuanta E92K rena CFTR

LleHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN beaepanbHbIit OKpYyr

m F508del/F508del

MpuBoMKCKNI beaepanbHbIn OKpyr

YpanbcKkuii pesepanbHbiit OKpyr m F508del/

I S N N O ——ey
[ [ I S

Cnbupcknin depepanbHbliit OKpYyr

= He F508del/

[anbHeBOCTOUHbIN dpefepanbHblii OKpyr He F508del

CeBepo-KaBKasckuii desepanbHbIi OKpyr

Mocksa

CaHkT-MNeTtepbypr
%
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Puc. 23. CooTHollleHre TOMO3UTOT U retepo3urot rmo F508del, a Takke reHOTUITOB, He BKJIIovalomux B coctaB F508del
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Puc. 24. Pacnipenenenue romo3urot, rerepo3uroT o F508del u renotumnos 6e3 F508del B 3aBucumMocTl OT Bo3pacta OOJbHBIX
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YacToTa BapuaHTa HyKJeoTUIHOM nocieaoBatenbHocTu E92K rena CFTR B okpyrax npej-
ctaBiieHa Ha puc. 22. [To cTpaHe ajienbHast yacToTa coctaBuia 3,04%.

CoOTHOIIIEHHEe TOMO3UTOT, TeTEPO3UroT Mo reHeTnyeckomMy BapuaHty F508del rena CFTR,
a TakXe reHoTUNnoB, He Bkitovatomux F508del, mpencrasneno Ha puc. 23. I1o ctpaHe nonst ro-
mosurot o F508del coctasuia 29,7%, retepos3urot — 46,7%, reHorunos 6e3 F508del — 23,6%.

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

Tabauya 22

Yacmoma comosuzom u zemepozuzom no F508del, a maxxce zenomunos 6e3 F508del cpedu demeii u e3pocavix

lpynna \ F508del / F508del \ F508del / He F508del \ HeF508del / e F508del \
Detn, % 31,59 45,58 22,83
B3apocnbie, % 23,97 50,00 26,03

«MsiTkuii» TeHOTHIT BBISIBIICH Y 23,0% GONbHBIX. PacmipeneieHue «MsITKUX» TEHOTUITOB B 3a-
BHCHMOCTH OT BO3pacTa MpencTaBlieHo Ha puc. 25 u puc. 26.

«Tsxenble» TEHOTUITBI JOMUHUPYIOT KaK Cpelu AeTe, TaK U B3POCIbIX, HO 10 18 JeT ux ya-
crota cocraniseT 82,4%, a mocie 18 et — 62,5%.

«Msirkuii» TeHOTHIT BhisiBIeH y 18,0% 6osbHBIX 10 12-eTHero Bo3pacta u'y 74,6% nauu-
€HTOB cTapiie 36 Jer.

Yucno naupeHTos, %
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Puc. 25. CooTHOILIEHNE «TSXKECTH» TEeHOTUITOB B 3aBUCMMOCTH OT BO3pacTa
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Puc. 26. PaCHpeHGHCHI/Ie «MATKHX» TCHOTUIIOB B PA3JIMYHBIX BO3PACTHBIX I'PYIITIax
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Mukpoobuonorua

OrnpeneneHre XpOHNYECKON MH(MEKIINY B HIDKHUX OTJENIax AbIXaTeIbHBIX MyTeit

1. Hannune XxpoHWYeCKOil CHHETHOMHOW MH(EKIINN OTIpeIesISIeTCs JIeYalllM BpauoM COTJIac-
HO MonuduiIMpoBaHHOMY KpuTtepuio T. Jluzaca (Leeds criteria) [2] v/wiy 110 aHTUCUHETHOM -
HbIM aHTUTenaM [3]. TlaumreHT cuntaeTcss XpOHUYECKU UHOUIIMPOBAHHBIM, €CJIN B JaHHBIN
MOMEHT WJIM B TOCJIEIHUE TOMbI €r0 TT0Ka3aTe COOTBETCTBYIOT HUKECIIEAYIONINM KpPUTe-
pUSIM U JIedalliiii Bpad He CIYUTAET, YTO €ro CTaTyC U3MEHUJICS:
* 50% moceBOB MOKPOTHI, COGPaHHBIX B TTochenHue 12 Mec. (M1 XOTs ObI 4 MmoceBa 3a 3TOT

TePUO/T) TTOJOXKUTEIbHBI,

2. XpoHunueckasi HGEKINS APYTUMU TPAaMOTPUTIATETbHBIMUA OAKTEPUSIMU OTIPENEISIETCS 110

KPUTEPUIO, OTTMCAHHOMY BBIIIIE.

Ha puc. 27 nipencraBiieHO U3MeHEHNWEe XapakTepa MHOUIIMPOBAHUS PECTTUPATOPHOTO TPaK-
Ta B 3aBUCUMOCTHU OT BO3pacTa.

80 T T T T T T T T T T T T T T T T T T e e e e
emmse  S.aureus

70 e MRSA

emmms P.aeruginosa
XpPOHMUYecKan

60

emm=» P.aeruginosa

50 MHTEPMUTTUPYIOLLLAA

B.cepacia complex

% 40 emmme Achromobacter sp.
30 esmss S. maltophilia
20
10
0

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

BospacrT, rogpl

Puc. 27. Vi3ameHeHue xapakTepa MUKPOMIOPBI PECTMPATOPHOTO TPaKTa OOTBHBIX MyKOBUCIIMIO30M B 3aBUCUMOCTH OT BO3pacTa.
Tpumeuarue: no 2016 rona nanHbie Mo MRSA npencraBieHbl TOJBKO IS psiia PETMOHOB

[Ipu onieHKe MUKPOOHOJIOTMYECKOTO MPOdUIIs peCIMpaTOPHOIO TPaKTa BBISBICHO BO3pac-
TaHME YaCTOTHI BhICEBA I'PaMOTPUIIATEILHOMN (DJIOPHI ¢ YBEJIMYEHUEM BO3pacTa 0OJIbHBIX.

Hawubonbiast yactota tHGUUMPOBAaHUS S.aureus B BO3pacTHBIX rpymmnax 4—S8 jnet u 8—12 ner,
rne oHa coctaBuia 63,3% u 69,3% cooTBeTCTBEeHHO, P.aeruginosa — B TpyIine crapiie 32 JeT
¢ vacroroit 58,7%, B.cepacia complex B Tpyniie — 24—28 net ¢ yactoroit 18,0%, S.maltophilia
B rpymax 12—16 ner — 6,5% u B rpynne crapiue 32 yet — 6,0%. Yacrora Achromobacter spp.
MaKcUMaJIbHasl y TTallMeHTOB B rpymire crapiie 32 jeT — 12,4%. MRSA Hanbosiee pacipocTpa-
HeH B rpyre 28—32 romga ¢ yacroToit 8,4%.

YacToTa XpOHMYECKOTro MHGUIIMPOBAHMS JAbIXaTeIbHBIX MyTel pa3andHoi (iopoit mpen-
cTaBjieHa B TopsiaKe yobiBaHus: S.aureus — 58,4%, P. aeruginosa (XpoHU4YeCKoe MHOUIIMPO-
Banue) — 33,0%, B.cepacia complex — 5,8%, Achromobacter spp. — 5,8%, S.maltophilia — 4,3%,
MRSA —4,1%. B 8,9% cityyaeB abIxaTeJIbHbIC ITyTU OOJbHBIX XPOHUYECKU MHMUIIMPOBAHBI IPY -
roii rpaMoTpuliaTesbHOM (yiopoit (6e3 yueta Achromobacter spp.). B 1abi. 23 oTpaxkeHa CTpyK-
Typa HEeIlCeBIOMOHAIHOM TPaMOTPULIATEIbHOM (DJIOPHI B MOPSIIKE YObIBAaHMS. Y psia MaleH-
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MwukpoGuonorus

TOB BCTPEYAETCs MUKCT-UHGUIUPOBAHUE PECTIUPATOPHOrO TPaKTa Pa3iMYHON HEICeBIOMO-
HagHOU rpaMoTpULIaTeIbHOM (JIOPOTA.

Jons MHTepMUTTUPYIOLIEr0o MHOUIIMPOBAHUS AbIXaTeJbHbIX MyTel P.aeruginosa B oOllei
rpyrmie 00abHbIX cocTaBuiaa 15,0%.

JoJist MalMeHTOB, MHMUIMPOBAHHBIX HETYOEPKYIe3HBIMU MUKOOakTepusmMu — 0,9%.

Tabauya 23

Cmpyxkmypa Hences0oMOHaOHOIl epamompuyamenvroil gaopol (npedcmasiena wacmoma 6 MuUKpoopeanumoe é nopsadke yovieanus)

N2 HasBaHue mukpoopraHnsama Yucno MHGUUMPOBaAHHBIX GONbHbIX

B 1abna. 24 oTpaxeHa acCUMMETPUST pacripeae/ieHUsT pasIMdyHON MUKPOMIOPHI MEXIY MeTh-
MM 1 B3POCJIBIMU.

Tabauua 24
CpasHumeavbHas XapaKmepucmuxka MuKpoghaopst pecCRupamopHo20 mpaxkma oemei u 63pocavix

®nopa Bce Aetn B3apocnble

Mpumeyanue: HNTO® — HenceBaoOMOHaAHas rpamoTpuLaTesNbHas dropa.
Jo 2016 ropa naHHble o MRSA npencTasneHbl He A5 BCEi CTPaHsbl.

Ha puc. 28 npencraBieHa nuHaMuKa CTPYKTYpbl MUKPOMIOPHI IO JaHHBIM PETUCTPOB
2011-2018 rr.

Mukpobuonoruuyeckuit npoduiab pecnupaTopHOro TpakTa OOJbHBIX MYKOBUCIUIO30M B
OKpyTax MpeJCcTaBieH Ha puc. 29.

Ha puc. 30 npencrasieHa nossi 60JbHBIX MHGOUIIMPOBAHHBIX S.aureus, KOTOpasi IO CTpaHe
cocraBuia 58,4%.

0N ———— — —— —— —
60 ——
T ———————————— —
0 @ S.aureus
% @ P aeruginosa
— .
30— ————— " = e e ——————— ~ B.cepacia complex
e S, maltophilia
W+——————
10—
0

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

Puc. 28. JIuHamuKka cTpyKTypbl MUKPOGIIOPBI 110 cpaBHeHUIO ¢ peructpamu 2011—-2018 rr.
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LleHTpanbHbIl dpepepanbHblii OKpyr

CeBepo-3anagHbliit beaepanbHblii OKpyr

= S.aureus

HOKHbIN deaepanbHblii OKpyr | | m MRSA

M P.aeruginosa
XpPOHUYecKan

m P.aeruginosa

MpuBoONXKCKUI desepanbHbI OKpyr | e Yo uad

o bencp = B.cepacia complex

m Achromobacter sp.

m S.maltophilia
Ypanbckuin bepepanbHblil OKpyr

m Haemophilus
influenzae

Cunbupckuii esepanbHbIi OKpyr |

[anbHeBOCTOUHbIN deaepanbHblii OKpyr |

|
CeBepo-KaBKa3ckuii desepanbHblii OKpYr |
|
|

Mocksa |

CaHkT-MeTtepbypr

X

Puc. 29. Mukpobuosiornyeckuii mpodusib pecrnmpaTopHOro TpakTa 00JbHbIX MYKOBUCIIMI030M

Ha puc. 31 npencrasieHa 1051 00JbHBIX UH(PUIIMPOBAHHBIX P.aeruginosa, KoTopasi 1o cTpa-
He coctaBmia 33,0%. JloJst MalMeHTOB ¢ MHTEPMUTTUPYIOLIUM BbIceBOM P.aeruginosa cocra-
Bwia 15,0%.

Ha puc. 32 npencrasieHa n0js1 6071bHbIX, UHOULIMPOBAHHBIX B.cepacia complex, KoTopasl B
cTpaHe coctaBuia 5,8%.

Ha puc. 33 npencrasieHa 10751 00JbHbBIX, THOUIIMPOBAHHBIX Achromobacter spp., KOTopas B
cTpaHe coctaBmia 5,8%.

Ha puc. 34 npencrasiaeHa noJisi 60JbHbIX, MHOULIUPOBAHHIX S.maltophilia, koTopas B cTpa-
He cocrasuia 4,3%.

Ha puc. 35 npeacrasieHa 1o 60JbHbIX, UHMDULIUPOBaHHBIX Haemophilus influenzae, KOTO-
past B ctpaHe cocTtaBuia 4,7%.
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LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpurBOMKCKMIA besepanbHbIi OKpyr

Ypanbckuit desepasnbHbIi OKpyr

|
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CnbupcKnin depepanbHblin OKpyr = MRSA

JanbHeBOCTOYHbIN desepanbHbIi OKpyr
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CeBepo-KaBKasckuii dbesepanbHbiii OKpyr |
Mocksa
CaHkT-MNeTtepbypr
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Puc. 30. Josist 601bHBIX MHGULIMPOBAHHBIX S.aureus

LieHTpanbHbIN desepanbHblii OKpyr
CeBepo-3anaaHbiii pepepanbHblit OKpyr
HOXKHbIN denepanbHbiit OKpyr
MpuBOMKCKMI hesepanbHbIi OKpyr
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Ypanbckuii besepanbHbIii OKpyr XPOHUYecKas

Cnbupcknin dbepepanbHblit OKpYr
= P.aeruginosa

JanbHeBOCTOYHbIN deaepasibHbIA OKpyr MHTEPMUTTUPYIOLL,AA

CeBepo-KaBKasckuii desepanbHblii OKpyr
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Puc. 31. Jouist 6osibHBIX MHGULIMPOBAHHbBIX P.aeruginosa

LieHTpanbHbIn degepanbHblit OKpyr 5,4
CeBepo-3anagHblii desepanbHbili OKpyr - 56

OHbIN deaepanbHbivi okpyr | 1,0 I |
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|
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Cubupcknin degepanbHblit OKpyr 6,2
[anbHeBOCTOUYHbIN deaepanbHblii OKpyr 6,5 I
CeBepo-KaBKasckuii pesepanbHbili OKpyr 3,6' :
MockBa 53} '

CaHkT-MNeTepbypr 5,0 %

o b
e S —
0L -

o4+ — — — — — —

Puc. 32. Jons GosnbHbIX MHGUUMPOBAHHBIX B.cepacia complex
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LleHTpanbHbIV dpesepanbHbii OKpYr 7.2 |
CeBepo-3anagHblil deaepanbHblit OKpyr 82
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Puc. 33. Jounst 60JbHBIX MHGUUMPOBAHHBIX Achromobacter spp.
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Puc. 35. Jonst 6onbHBIX MHGULIMPOBAHHBIX Haemophilus in fluenzae
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PecnupartopHasa ¢pyHkums

PecnupatopHaa ¢pyHKUuUaA

CrniupoMeTpusi — caMblif pacTIpOCTPAHEHHBIN W BaXXHBIN METOJ OLIEHKU PECTTMpaTOpHOI
GyHKIIMM y OOJBHBIX MyKOBUCLIMIO30M. KITIOUeBbIMU CIIMPOMETPUYECKUMU BETUYUHAMU SIB-
JIsTI0TCs (hopcrpoBaHHas )ku3HeHHast eMKocTh Jierkux (PKEJT) u o6beM hopcupoBaHHOTO BbI-
noxa 3a 1-10 cekynny (O®B)). [okaszarenu dynkumu BaenHero apixanus (PBJ) — @KEJ n
O®B, — u3MepAIOTCA B JIMTPAX, HO BBIPAXKAKOTCS, Yallle BCErO, HE B A0COTIOTHBIX BEIMYMHAX, &
B IIPOLIEHTHOM OTHOIIIEHUHU K TaK HA3bIBAEMbIM «I0JIKHBIM» 3HaUeHUSIM (% H0JIK.). DTO BejIu-
YUHBI, XapaKTePHBIE [UIS1 3I0POBBIX JIIOAEH TOTO Xe T0J1a, BO3pacTa, pachl 1 pOCTa — HOPMaJTb-
HbIE MMOKAa3aTeNu VISl JaHHOU momyssiiuu. B HacTosmeM oTyeTe ObLIA UCTIOIb30BAHBI JOJIK-
Hble BemunHbl G.Polgar et al. (1971) nns nereii [4] u paboueii rpynnel EBponeiickoro coo0-
mectBa ctanu u yris (ECCS, 1993) nns B3pocibix [5].

CrnimpoMeTpust 3a OTYETHBIN Tol Oblia TipoBeneHa 73,1% GoabHBIM MyKOBUCIIUIO30M CTap-
e 5 et (Mpu 3ToM aeTsiM B 72,6% ciydaeB, B3pocibiM — B 74,0%). OGbeM TIPOBEICHUS CITU -
poMeTpuu B (heepalibHbIX OKpYyTax MpeacTaBlIeH Ha puc. 36.

LleHTpanbHbIi pepepanbHblii OKpyr
CeBepo-3anagHbiii deaepanbHblii OKpyr
HOKHbIN deasepanbHbiil OKpyr
MpuBonXKCKUiA GesepanbHbIN OKpyr

M [poBeaeHa
Ypanbckuii pepepanbHbliii OKpyr
Cubupckuii pepepanbHblii OKpyr
[anbHeBOCTOYHbIN dheaepanbHblii OKpyr M He nposeaeHa
CeBepo-KaBKa3ckuii deaepanbHbIii OKpyr

Mocksa

CaHKT-MeTtepbypr
%

Puc. 36. O6beM npoBeaeHNsI CITUPOMETPUHN Y OOJbHBIX MYKOBUCIIUIO30M

Cpennue nokasarenn O®B, u ®KEJI cocrasunu 77,6 + 26,1 %nomxk. u 84,6121,8 %nomnx.
cootBeTcTBeHHO. Menuanbl: 81,0 (37,1) % nomxk. u 88,0 (30,0) %monx., COOTBETCTBEHHO.

Ha puc. 37 nokazano usmenenue OMB1 u ®KEJI B 3aBrcMMOCTA OT BO3pacTa OOJIbHBIX.
IMokazarean OD®B1 u ®XKEJI y nereit coctaBuiun 84,9 + 22,3 u 87,9 &+ 20,0 %a0/K. COOTBET-

M ———————————

5-8 8-12 12-16 16-20 20-24 24-28 28-32  6onee 32
Bo3spacrT, rogpl

e OOB, (MeanaHa) emmm OXE/I (MeanaHa) |

Puc. 37. [TokaszaTenu CriupoMeTpUU B 3aBUCUMOCTH OT BO3pacTa OOJbHBIX




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

ctBeHHO (Menuanbl: 87,0 (29,0) u 90,0 (26,9), COOTBETCTBEHHO). AHAJIOTMUYHbIE TOKA3ATEIN Y
B3pOCbIX — 62,2 £ 26,7 u 77,8 + 23,7 %nonx., coorBeTcTBEHHO (MeauaHbl: 62,0 (42,0) u 80,0
(37,1), COOTBETCTBEHHO).

I'ucrorpamma pacnpenenenus OPB, cpenu nereil n B3pocibiX MpeacTasieHa Ha puc. 38.

M- ——————————————
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Yucno nauneHTos, %

20 +

[etv (ot 5 go 18 ner) B3pocsnbie (18 net u craplue)
B 10 40 %[05K. H 40-70 %400XK. m 6onee 70 %H0MK.

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

B ta6u1. 25 npencrapnensl cpennue u Meananbl OPB, u @XKEJI 601bHBIX MyKOBUCLIMIO30M,
MPOXMBAIOIINX B OKpyrax Pd.

Tabauya 25
Cpeonue u meduanvt ODB, u DXKEJI 6oavrbix MyKoeucyudosom, npoxcusaiouux ¢ gedepatvivix okpyeax PD
Okpyr CpepnHee * SD, %p0nx. Meauana (IQR), %nonx.
0®B, \ DXKEN 0B, \ DXKEN
LieHTpanbHbiii pepepanbHbiii oKpyr, n = 554 77,6 £ 25,0 87,8 + 20,0 82,0 (31,5) 91,0 (24,0)
CeBepo-3anaaHblii peaepanbHbiii okpyr, n = 149 83,2 +29,5 89,1 +21,0 90,0 (37,0) 92,1 (25,8)
OXxHbI PpepepanbHblii okpyr, n = 183 69,9 + 26,5 73,6 +22,9 71,8 (41,1) 74,0 (37,1)
MpuBonxckuii pepepanbHblii okpyr, n = 391 78,0 = 29,1 83,0 + 24,2 80,9 (43,0) 84,0 (33,0)
Ypanbckuii pepepanbHblii okpyr, n = 147 80,8 = 23,1 87,7+ 19,0 81,0 (34,5) 89,0 (23,7)
Cubupckuin peaepanbHblii okpyr, n = 234 79,2+21,5 85,9+ 19,4 82,7 (28,0) 87,0 (28,2)
[ anbHeBOCTOUYHbIA depepanbHblit OKpyr, n = 47 80,9 + 23,3 87,9+225 83,0 (30,3) 86,0 (30,8)
CeBepo-KaBka3ackuii pepepanbHblii OKpyr, n = 72 69,4 + 24,5 74,3 +19,7 61,0 (30,0) 65,0 (24,8)
Mockea, n = 220 75,1+ 26,5 86,6 + 21,4 79,0 (41,3) 90,0 (29,0)
CaHkT-lMetepbypr, n = 85 83,8 + 31,7 89,2 +22,7 94,8 (53,0) 94,2 (31,2)
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HyTputuBHbIN cTaTyC

HyTpuTuBHBII cTaTyc GOJBHBIX PACCYMTHIBAJICS HA OCHOBAHUM JAHHBIX MACCHI TeJla, pOCTa
1 Bo3dpacTa. O1leHnBaIu HYTPUTUBHBIN CTATYC OOJTBHBIX MYKOBUCIIMIO30M C TTOMOIIBIO WH-
nekca maccol Teia (MMT) o Quetelet (Macca (kr) / poct (M)?) [6]. st B3pOCTBIX GOJBHBIX
MYKOBUCLIMI030M LieJieBble 3HaueHust UMT cocraBuiiu 22 Kr/M? JUIsl XKEHIIUH 1 23 Kr/M? 115
Myx4uH [7]. BcemupHas opranusauus 3apaBooxpanenus (World Health Organization — WHO)
pPEKOMEHIyeT KOHCTAaTUPOBATh HEAOCTATOYHOCTh MMUTAHUS Y TIOAPOCTKOB U B3POCIHBIX, €CIIN
HUMT cocrasnsier < 18,5 kr/m? (Reportof a WHO ExpertCommittee, 1995). I1pu olieHKe HYy-
TpuTuUBHOTO cTatyca nereit UMT onenuBasncs B cucteMe mnepueHTumei. [lepieHTib mo-
Ka3bIBaeT, KaAKOW TPOIEHT JIeTeil U MOAPOCTKOB TOTO Xe ToJla M BOo3pacTa UMEIOT 3HaUYeHUE
NUMT Huxe u3MEpeHHOTO Y TaHHOTO OOJIbHOTO MYKOBUCIIMA030M. Pa3rpaHnunBaoT 3 30HBHI,
KOTOPBIE COOTBETCTBYIOT MHTEPBAJIaM 10 25-T0 MepUEeHTWIs, 25—75-1 MeplUeHTUIb U BbIIIE
75-1o TiepuieHTUsI. Pe3yabTaThl, KOTOpbIE YKJIAIBIBAIOTCS 10 BCTPEUYaeMOCTH B TUATIA30H JI0
25-T0 TIEPUEHTWISI BKITIOYUTETHHO, OTHOCSITCS K 30HE «HU3KMX» 3HAUeHUI. 30HE «BBICOKUX»
3HAYEHUI COOTBETCTBYIOT Pe3yJIbTaThl, OTHOCSIIMECS K Auana3oHy ot 76-ro go 100-ro mep-
LIEHTUJIST BKJIIOUUTEIbHO. 32 HOpMaJIbHbIE BEJTMINHBI IIPUHSITHI 3HAUYEHUST B MHTEepBaJIe («KO-
pugope») oT 26-ro o 75-ro mepueHTH s, LleaeBbiM 3HaUeHUEM [UTSl IeTeil U TMTOAPOCTKOB C
MYKOBUCIIMIIO30M SIBJISTIOTCS TToKazaTesn 50-To TIepUeHTWISI 3M0POBBIX AeTeil TOro ke 1oJia
u Bo3pacta [7]. Pacuetr nmepuentuneit UMT npoBonwicst mpu momolInu nporpamMm Beemup-
HoU opranu3zanuu 3apaBooxpanenus: WHO Anthro (ms nereit no 5 net) u WHO Anthroplus
(nna neteit crapire S net) (http://www.who.int/childgrowth/software/en/ u http://www.who.
int/growthref/tools/en/) [8]. [lyist olleHKM TToKa3aTtesieil pocTa U Beca JeTeil paHHETro Bo3pacta
(mo 2 net) UMT He npumeHsiercsd. [Ipu mykoBucimao3e A AeTeil MiIaaiiero Bo3pacTa uc-
MOJIb30BaJIM Macco-poctoBoit naaeke (MPU) ((dakTtuueckas macca / uaeaabHast Macca 1o
pocty u miosty) X 100%). EBponieiickuMu 3KCcIepTaMu peKOMEHIOBAaHO KOHCTaTUPOBAaTh He-
JIOCTATOYHOCTh TTUTAHUS Y 3TOU TPYMIIbI TIAIIMEHTOB, €CJIN TTPOIEHT COOTBETCTBUST MAacChl TIO
pocty wiit MPU < 90% [6].

N3MepeHre HyTPUTUBHOTO cTaTyca (OLeHKa M POCTa ¥ MacChl Tejla) 3a OTYETHBIN TO1 OBIIO
npoBeaieHo y 96,9% nanmenToB (1etsiM B 97,3%, B3pocibiM — B 96,0% ciydaeB). OXBat OlieH-
KOM Macchl TeJla ¥ pocTa B (eiepalbHBIX OKpPyTax MpeAcTaBieH Ha puc. 39.

[Mokazarenu HyTpuTuBHOTO cratyca aereir PO cocrapumm: menuana (IQR) meprieHTHIsT Mac-
col Tena (y nereit go 10 ner) — 33,7 (50,4), menuana (IQR) nepuentuns pocra — 36,7 (54,1) (y
nereit ot 0 no 18 ner), UMT (y neteii ot 2 no 18 net) — 29,1 (48,9).

IMokazarenu Maccel Tena cpeau aeteil (mo 10 jet) B denepaibHbIX OKpyrax MpeacTaBIeHbI
B Tab1. 26.

LleHTpanbHbIvi degepanbHblii OKpyr
CeBepo-3anaaHbiii penepanbHblii OKpyr
HOKHbIN denepanbHblii OKpyr

MpuBOMKCKUI denepanbHbIi OKpyr M MpeacTaBaeHbl

[JaHHble
Ypanbckuin besepanbHblii OKpyr

Cnbupckuin bepepanbHblii OKpYr

M He npegacrasnieHbl
[anbHeBOCTOYHbIN pesepanbHbIii OKpyr AaHHble
CeBepo-KaBKasckuii desepanbHblii OKpYr

Mocksa

CaHkT-MeTepbypr
] ] ] ] ] %

0 20 40 60 80 100

Puc. 39. Vi3amMepeHne HyTpUTUBHOTO CTaTyca Y OOJbHBIX MYKOBUCIIUIO30M
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Tabauua 26

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

Pervox Yucno nauveHtos CpepnHee 3Ha- | HuxHwuii kBapTUnb (3Ha- Meauana BepxHuii kKBapTunb (3Ha-
e = SD , HUXe KOTopo- YeHue, Bbille KOTOPO-
n 3&:.2 ngﬁl?% ro ma(g&v)ncn 4yeTBEpTb ro HaXogWTCs YeTBePTh
s o) AAHHBIX) (25%) paHHbIX)
LieHTpanbHbiit peaepanbHblii OKpyr 434 10 49,5+£31,0 21,2 49,0 76,1
CeBepo-3anagHblit peaepanbHblii OKpyr 125 3 39,8+30,4 13,8 33,7 62,2
OXxHbI dpepepanbHbIii OKpyr 129 4 35,3+28,8 7,4 31,9 57,1
MpuBosnxckuii pepepanbHblil OKpyr 290 6 39,1+28,5 13,8 35,0 59,5
Ypanbckuii dpepepanbHblii OKpyr 134 6 34,5+28,2 9,0 25,3 56,7
Cubupckuii dpeaepanbHbiil OKpyr 220 18 38,7+30,3 12,0 31,6 66,1
JanbHeBOCTOuHbIN deaepanbHblii OKPYr 55 2 32,5+25,9 10,5 25,8 53,4
CeBepo-Kageka3sckuii depepanbHblii OKpyr 79 9 28,8+27,9 6,4 19,5 43,3
MockBa 178 3 54,9+30,4 30,2 57,9 82,63
CankT-lMetepOypr 69 2 35,7+29,1 11,5 27,8 51,99

Ha puc. 40 npeacraBieHbl MeAMaHbI MACCHI TeJla JIeTel ¢ MyKOBHUCIIMIO30M B 3aBUCHMOCTH
OT BO3pacra.
IMoka3zarenu pocta gereii (no 18 jeT) B penepanbHbIX OKpyrax MpeAcTaBieHbl B Ta0d. 27.

Tabauua 27

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

Pernox Yucno naumeHToB CpepnHee 3Ha- | HuxxHuiA KBapTunb (3Ha- Mepuana BepxHuii KBapTunb (3Ha-
YyeHue = SD YeHue, HUXe KOTOpo- YeHue, Bbillle KOTOPO-
N N He yka3aHo ro HaXOAUTCS YETBEPTb 0 HaXOAUTCS YeTBEPTb
3HayeHue (25%) paHHbIX) (25%) paHHbIX)

LieHTpanbHbiit peaepanbHblii OKpYr 641 35 47,5+31,4 18,7 45,2 75,8
CeBepo-3anagHblii peaepanbHblii OKpYr 182 8 37,2+30,2 10,0 28,1 61,8
[OXHbI pepepanbHbIii OKPYr 213 1 39,7+32,7 10,2 27,8 69,1
MpuBonxckuii pepepanbHblil OKPYr 468 19 40,0+29,7 11,8 39,3 64,2
Ypanbckuii pepepanbHblii OKpyr 198 10 38,2+30,9 10,7 30,7 64,8
Cubupckuit dpepepanbHbiit OKpyr 313 34 37,9+30,2 9,7 32,6 62,9
JanbHeBOCTOUHbIN pepepanbHbiii OKPYr 87 3 39,1+28,6 17,2 33,7 57,9
CeBepo-Kaeka3ckuii pepepanbHblii OKpyr 99 21 30,4+278,9 6,1 22,4 45,2
Mockea 252 13 54,0+31,4 26,1 55,4 82,5
CaHnkT-lMeTtepbypr 93 4 36,1+29,50 12,5 27,4 50,0

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

Cpenu aeteit ot 2 no 18 net mennaHa nepueHTuas UMT (puc. 42) coctaBuia 29,1 (48,9):
IJIST MAJTBYUKOB — 29,5 (49,4), st neBouexk — 29,1 (47,0). Iepuentis UMT<25 Habmonancs
B 45,1% ciy4yaeB: y MAJIBYUKOB — B 45,2%, y neBo4yek — B 45,0%.
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Puc. 40. Menuana Macchl Tefia B IEPIIEHTIISIX B 3aBUCUMOCTH OT Bo3pacTa (o 10 ieT): KpacHast CTUTONIHAsI JIMHUS — XKEHCKUIA TIOJT; CUHSIST — MYKCKOM;
yepHasi — obliiee 3HaUeHKe TI0 TPYIIIe; KpacHas IpephIBUCTast — LiesieBoe 3HaueHue (50-if mepleHTIIb); 3eieHast TpephIBUCTast — 25-1 epLEeHTIITb
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Puc. 41. MeauaHa pocTa B MEpUEHTUIISIX B 3aBUCUMOCTH OT Bo3pacTta (10 18 j1eT): KpacHas CIUIOIIHAS JIUHUST — KEHCKUI TOJI; CUHSIST — MYXKCKOIA;
yepHasi — o0llee 3HaYeHMe T10 IPYIINe; KpacHas MpepbiBUCTas — LieJeBoe 3HaueHue (50-ii nmepleHTWb); 3e1eHas npepbiBUcTast — 25-il mepueHTUIb

IMokazatenu UMT nereit (o1 2 1o 18 neT) B heaepaabHbIX OKpyTax MpeacTaBieHbl B Ta0d. 28.

Tabauua 28

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

Perunox Yucno naumeHToB CpepnHee HuxHuit kBapTUnb (3Ha- Mepanana BepxHuii kBapTunb (3Ha-
3HayeHne 4yeHue, HuUXKe KOTopo- 4yeHue, Bbillie KOTOPO-
N N He yka3aHo +SD O HaXOAUTCS YeTBEPTh o HaXOAUTCS YeTBEPTh
3Ha4yeHue (25%) naHHbIX) (25%) naHHbIX)

LleHTpanbHbiii penepanbHblii OKpyr 576 21 40,4+30,2 13,3 34,8 65,4
CeBepo-3anagHblil peaepanbHblii OKpYr 145 8 35,8+28,2 12,1 26,4 60,3
IOxHbI penepanbHbiii OKpyr 196 13 33,2+29,6 6,2 25,9 54,8
MpuBonxckuii pepepanbHbiit OKPyr 417 24 34,5+28,3 9,7 28,4 54,4
Ypanbckuii penepanbHblii OKpyr 183 4 32,6+28,2 9,9 24,8 51,0
Cubupckuii penepanbHblil OKpyr 294 14 34,5+329,4 10,4 26,8 55,6
JanbHeBOCTOuHbIN depepanbHbiii OKpYr 73 5 36,2+30,6 9,3 26,8 62,5
CeBepo-Kageka3sckuii pepepanbHblii OKpyr 98 7 37,4+28,7 14,4 34,6 56,3
MockBa 232 6 42,0+29,8 15,6 37,1 66,1
CaHxkT-lMeTtepbypr 66 3 34,9+27,2 14,0 23,9 60,6
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Puc. 42. Menuana UMT B mepuieHTUISIX B 3aBUCMOCTH OT Bo3pacta (0T 2 1o 18 j1eT): KpacHast CIIIONIHAS TMHWS — KeHCKWIA TIOJT; CUHSISI — MYXCKOI;
JyepHasi — obIiiee 3HaUeHKe TI0 TPYIIIe; KpacHas IpephIBUCTast — LiesieBoe 3HaueHue (50-if mepleHTWIb); 3eIeHas IpephIBUCTast — 25-1 epLEeHTIITb
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32

Puc. 43. Meanana UMT y B3pociibIX 00JIbHBIX MYKOBUCIIMI030M (cTapiie 18 JeT) B 3aBUCMMOCTH OT BO3pacTa: KpacHasi CIUIOLIHAsSK TMHUSI — XKEH-
CKUIA ITOJT; CUHSIST — MYKCKOMI; YepHast — o0lliee 3HaYeHUe 0 IPYIINe; MPephIBUCTAst KpacHast IMHUS — 1eJIeBOe 3HAUYCHUE ST )KEHIIMH (22 Kr/M?);
MPEPBIBUCTAsT CUHSISI IMHUS — LIeJIeBOe 3HAUCHUE TSI MYXKIUH (23 Kr/M?); TIpepbIBUCTasT 3eJIeHasT TMHUST — HIDKHSIS rpaHuia Hopmbl (18,5 kr/m?)

INokazaTenn HyTPUTUBHOTO CTaTyca B3pocibix coctaBuian: Mmearuana (IQR) maccw Tena — 54,0
(13,9) kr, pocta — 168,0 (14,0) cm, UMT — 19,1 (3,8) kr/m2 IlokazaTesin HyTPUTUBHOIO CTa-

Tyca cpely B3pOCIbIX B (henepaabHbIX OKpYyTraxX MpeacTaBiIeHbl B Ta0d. 29.

Tabauya 29
Hympumuenwtii cmamyc 63pocavix (18 aem u cmapwie): onucameavhHas cCmamucmuka no pecuoHam
Pervon Yucno naumeHToB Macca Tena, kr PocT, cm UMT, kr/m?
N (cpen.uges:gl)aqeuue (cpe.quges%u)aqeuue CpeAHengaquue Meauara (IGR)

LieHTpanbHbiit peaepanbHblii OKpyr 277 54,4+11,4 167,2+9,6 19,4+3,1 18,8 (3,7)
CeBepo-3anagHblit peaepanbHblii OKpyr 54 56,6+13,0 168,7+10,6 19,7£3,1 19,1 (3,7)
OXxHbI PpenepanbHbIii OKpyr 59 54,3+9,1 168,3+7,7 19,2+2,9 18,3 (3,1)
MpuBonxckuii pepepanbHblil OKpyr 165 56,0+11,6 168,8+9,0 19,6£3,2 19,3 (4,4)
Ypanbckuii dpepepanbHblii OKpyr 47 57,8+12,6 166,5+10,3 20,7+3,5 20,7 (4,8)
Cubupckuii deaepanbHbiil OKpyr 67 56,0+11,4 168,3+8,8 19,7+3,0 19,4 (3,3)
JanbHeBOCTOuHbIN deaepanbHblii OKPYr 18 56,4+10,3 168,1£10,2 19,8+2,3 20,3 (3,9)
CeBepo-KaBka3sckuii depepanbHblii OKpyr 17 58,8+11,2 171,2+9,0 20,1+3,7 19,7 (5,0)
Mocksa 131 54,9+9,8 168,5+8,7 19,3+2,7 19,1 (3,6)
CaHkT-lMeTtepbypr 38 57,8+14,0 168,9+9,9 20,1+£3,4 19,2 (4,3)

Cpenu B3pocibix Meauana UMT (puc. 43) cocraBuna 19,1 (3,8) kr/m?, st My>kuuH — 19,4
(4,2) xr/m?, st xennH — 18,7 (3,7) kr/m2. UMT<18,5 kr/m? Habmonaincs B 41,3% ciydaes:
y My>XuuH — B 37,2%, y XeHIIUH — B 45,7%.
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HyTputuBHLIN cTaTyC M pecnupatopHasa pyHKUUS

IMokaszatean @B/I, BeIpaxkeHHBIE B TIPOLIEHTAX OT JOJDKHBIX 3HaYeHUH (% MOJTK.) B 3aBUCH -
MOCTU OT HYTPUTUBHOTO CTaTyca MNpeaCTaBIeHbl HA puc. 44 u puc. 45.

[MonyyenHble rpaduKy IEMOHCTPUPYIOT, YTO MOKasaTe/ M pecnuparopHoii pynkuuu (OPB, n
®KEJT) nanreHTOB BO3pacTaioT MPH YJIyUIIeHU HyTPUTUBHOTO cTtatyca (yBenmnueHuu UMT).
Bzanmocss3b mexay BeninunHoii UMT u Od)B1 Oosiee oueBUIHA 1JIsT OOJIBHBIX MYKOBUCIIMIO-
30M cTapiie 18 Jer.
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WMT, nepueHTUAb

e OOB1 (MegunaHa), %401K. e  O}E/ (MegunaHa), %L00K.

Puc. 44. MeauaHbl cCupoOMETPUYECKUX BEJIMUMH Y IETeil ¥ TIOAPOCTKOB ¢ MYKOBUCLIAA030M (OT 5 110 18 JIeT) B 3aBUCMMOCTH OT HYTPUTUBHOTO cTaTyca
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OB/, %[0MK.
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NMT, kr/m?

@ QOB (MeanaHa), %a0/K. e OXE/ (MeavaHa), %a00K.

Puc. 45. MeauaHbl CIMPOMETPUIECKIX BETUUUH Y B3POCIIBIX OOJBHBIX MyKOBUCIIUIO30M (cTapiie 18 j1eT) B 3aBUCUMOCTH OT HYyTPUTUBHOTO cTaTyca
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

OcnoxHeHus 3aboneBaHus B TeKywem roay

Ha puc. 46 oTpakeHa 4acToTa pa3BUTHS aJUIEPTUUYECKOTO OPOHXOJIETOYHOTO acreprusuiesa
(ABJIA), caxapHoTo quabeTa ¢ eXXeIHeBHBIM IIPUMEHEHUEM MHCYIMHA, ITHEBMOTOpakca (c ape-
HUPOBAHUEM I'PYIHOI KJIETKI), KPOBOXapKaHbsI, OCTEOINIOPO3a U MPUMEHEHMUST KUCIOpOoaoTepa-
MUY B 3aBUCUMOCTHU OT BO3pacTa OOJbHbIX.

ABJIA

avaber
Kucnopogotepanua*
nMHeBMOTOpaKc

KPOBOXapKaHbe

YacTtoTa BCcTpeyaemocTtn, %

0oCTeonopos

0-8 8-16 16-24 24-32 cTapuwe 32
Bo3pacr, roab!

Puc. 46. YacToTa pa3BuTHsI aJlIeprUUecKOro OpoHxoserouyHoro acreprmuieda (ABJIA), caxapHoro quabera ¢ exXeTHEBHBIM IPUMEHEHUEM UHCYIIH-
Ha, MTHEeBMOTOpPaKca (¢ APEHUPOBAHUEM TPYTHOM KJIETKHU), KPOBOXapKaHbsl (JIEFOYHOTO KPOBOTEUEHHsI), OCTEONOpPo3a (HU3KOM KOCTHON MAacchl) U
MPUMEHEHUs KUCIOPONOTEPANIUY B 3aBUCKMOCTH OT BO3pacTa OOJbHBIX.

Tpumeuanue: ¥ — 06beM KUCIOPONOTEPANIUN B3SIT U3 pas/eia «JIe4YeHUE», 31ECh OTOXKIECTBISIETCS C bIXaTebHON HEOCTATOYHOCTHIO

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

T ——————————
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B [NopakeHue nevyeHn 6es
uMppo3a

¥ LiMppo3 neyenu, o
—— . TMNEPTEH3UN He U3BECTHO

® LUMppos neyexn 6e3
NOPTaNbHOM rMNepTeH3nmn

YacTtoTa BCcTpeyaemoctu, %
N
o
Il

B LiMppo3 neyenu c
NopTaNbHOW rMnepTeH3nein

=
o
|

16-24 24-32 cTapuwe 32

BospacrT, roabl

Puc. 47. CtpykTypa rnopaxeHusi eyeHu B 3aBUCUMOCTU OT BO3pacTa O0JbHbBIX

CpaBHUTENBHBIN aHAJIN3 YaCTOThI OCJOXKHEHUI 32 OTYETHBIN MO MEXIY I€ThbMHU U B3POCIIbI-
MM npencTasiieH B Taou. 30.
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OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

Tabauya 30

Yacmoma pazau4HvIX 0CAONCHEHUI MYKOGUCHUO03A 3 OMHEeMHbLIL 200 8 3ABUCUMOCHU O 603pACMA OOAbHBIX

OcnoxHeHnue \ Bce Detn Bapocnble \
Annepruueckuii GpoHxoneroyHblii acneprunnes, % 1,95 1,55 3,18
CaxapHblii anabeT ¢ exxeaHEBHbIM MPUEMOM UHCYNUHA, % 2,73 0,77 8,76
MHeBMoTOpaKc, NoTpe6oBaBLLMii APEHMPOBAHUS FPYAHON KNeTku, % 0,51 0,21 1,43
Liuppo3 neyeHu ¢ nopTanbHoOi runepr i/runep oM, % 3,89 3,97 3,66
Limppo3 neueHun 6e3 nopTanbHOI runepTeH3un/runepcniesmama, % 2,22 1,92 3,13
LiMppo3 neyeHn, AaHHbIX O NOPTanbHOM rMNEepTeH3um HeT, % 0,39 0,26 0,78
MopaxeHune nevyenn 6e3 uupposa, % 11,89 13,05 8,36
JleroyHoe kpoBoTe4yeHue, % 0,91 0,60 1,84
OcTeonopo3 (HM3Kas KOCTHas Macca), % 6,94 3,03 16,54
XpOHMYECKUNiA NONIMNO3HbI PUHOCUHYCUT, % 28,28 27,03 32,03
AneKTPoNUTHbIE PaCCTPOICTBA, % 2,92 3,73 0,40
CVHAPOM AUCTaNbHOW UHTECTUHANBHOMN 0GCTpYKUMK, % 1,72 2,20 0,26
Hanuuune oHkonoruyeckoro sabonesanus, % 0,19 0,00 0,78
Amunonpos, % 0,10 0,04 0,27

Annepruyeckuii 6poHX0JIeroyHblii acneprunnes

Juaenocmuueckue Kpumepuu:

* ocTpast WIM MOA0CTpast KIMHUYecKass MaHudecTaus (Kalllejab, OAbIIIKa, CHUXKEHUE TIe-
PEHOCHUMOCTHU (DU3MYECKOM HArpy3Ku, acTMa (bU3MIeCKO Harpy3Ku, U3MeHeHHe (PyHK-
LIMOHAJIBHBIX TTOKA3aTeJIei JIETKUX WIK YBeJINYeHNE KOJTUIEeCTBa ITPOLYLIMPYEMO MOKPO-
Thl), HEe CBSI3aHHAsI C KaKOW-T100 Apyroi mpuUMHOI;

+ obmwuii IgE> 500 ME/wmu;

* TIOJIOXKUTEJIbHAsh KOXKHasl Mpoba Ha aceprwIe3Hblii aHTUTeH (> 3MM) WIM MOJIOXUTEb-
Hbli crienudpuyeckuit IgE k A. fumigatus;

* TpeuunUTUHBI K A.fumigatus niu in vitro moarBepxkneHHsle IgG anTuTena K A.fumigatus;

* HOBBIE WJIM CBEXHME M3MEHEHUSI Ha PEHTIeHOrpaMMe JIeTKUX (MHMUIBTPAThl WIM CIU3H-
cThie Mpooku), win Ha KT rpyaHoil KieTku (XxapakTepHble U3MEHEHUST), KOTOPbIE HE UC-
Yye3aloT NMPpU aHTUOAKTEepUaIbHOM Tepaly U CTaHIAPTHOM KUHe3uTepanuu [9].

Ha puc. 48 nipencraBieHa 4acToTa aJuIeprMUeCKOT0 OPOHXOJIETOYHOTO aclepruie3a, KOTo-

phIii 3apukcupoBaH v 1,5% manueHTos.

YacToTa pa3BUTHUS caxapHOTO arabeTa ¢ eXXeTHEBHBIM IIPUeMOM MHCYJIMHA MpeICTaBIeHa Ha
puc. 49, KoTophblii 3adpuKkcrpoBaH y 2,7% OGOJIBHBIX.

YacroTa pa3BUTHS ITHEBMOTOpPAaKca ¢ APEHUPOBAHUEM I'PYIHOIN KJIETKM IpeacTaBieHa Ha
puc. 50. JanHoe ociaoxHeHue 3ahukcupoBaHo y 0,5% GONbHBIX.

YacroTa pa3BuTHs ITopaXkeHUs MeyeHu npeacTasieHa Ha puc. 51. [lon «mopaxkeHueM reye-
HU» UMEJIOCh B BUIY: IIUPPO3 TIeYeHU (C MOPTAJIbHOM TUIIepTeH3uel, 03 MOPTaJIbHOM THUIIep-
TEH3UU, O HAJIMYUM TTOPTATbHOM ITMIIEPTEH3MU HEM3BECTHO) U TTOpaXkeHUe MeueHr 6e3 uppo3a.

7151 onipenesieHrsl TOpakKeHUs! IIeYeHU UCITOIb30BAIMCh KPUTEPUH, TIpUMeHsieMble B Peru-
crpe Bennkooputanuu (UK Registry). DT Kputepuu MO3BOJISIOT OTACIUTH ITAIUEHTOB C TS-
JKEJTBIM TTOPaKEHUEM MeUeHHM (C TTOPTaIbHOM TUIIEPTeH3HE ) OT CIydaeB CO CPEIHEH TSIKECThIO
nopaxkeHust (IMppo3 6e3 MOPTAIbHOMN TMITEPTEH3UM ).

* Huppos ¢ runepreH3ueit — Gudpo3rupoBaHue TIEYeHHU, CBSI3aHHOE ¢ TeYCHUEM MYKOBMC-

111032, TUITMYHbIE OMIMapHble M3MeHEeHUs. TspKeaoe Te4eHrue MOXKEeT BKIII0YaTh MOPTajlb-
HYIO TUIIEPTEH3UIO U/WJIU TUIIEPCILICHU3M.

* Huppos 6e3 rurepreH3nn — Hprudpo3upoBaHKe ITEYSHU, CBI3aHHOE C TEUEHUEM MYKOBHC-
1I1103a.

+ IlopaxeHue reyeHu 6e3 LUPPO3a BKIIOYAET KUPOBOE IMEPEPOKIACHUE MU BUPYCHBIN Ie-
MaTUT, HO He OMJIMAapHBIN LIMPPO3.

Luppo3 nedyeHun ¢ mopTajbHOM TUIepTeH3uell 3adpukcupoBat y 3,9%, 6e3 OpTaJIbHON TH-
nepreH3uu — y 2,2%, uuppo3 nedeHu (rurepreH3us He u3BecTHa) y 0,4% OOJBbHBIX U TTOpasKe-
HUe TieyeHu 6e3 nuppo3a — y 11,9% nauueHToB.

YacToTa JIeroyHOro KpOBOTEUEHUSI B OTYETHOM IOy IPEIACTaBIeHa Ha pUC. 52, KOTOpoe 3a-
ukcupoBano y 0,9 % GOJBHBIX.

YacroTa ocTeonoposa (HU3Kask KOCTHasi Macca) IpeacTaBieHa Ha puc. 53, KOTOpbIii 3auk-
cupoBaH y 6,9% GOJbHBIX.

YacToTra XpOHUYECKOTO ITOJTUITO3HOTO PUHOCUHYCHUTA TIpeACTaBlieHa Ha puc. 54, KOTOPbIi
3aukcupoBaH y 28,3% GONBHBIX.

YacroTa 37eKTPOTUTHBIX PACCTPONCTB B OTYETHOM TOAY MPEACTaBleHa Ha pUC. 55, KOTOphIe
3a(bUKCUPOBaHbI y 2,9% GOJBHBIX.
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

LieHTpanbHbIN desepanbHbiit OKpyr
CeBepo-3anaaHblii penepanbHblit OKpyr
HOKHbIN heaepanbHbIn OKpyr
MprBOMKCKMI besepanbHbIi OKpyr
Ypanbcknin bepepanbHblit OKpyr
Cnbupcknin dbepepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepasnbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHblii OKpyr
Mocksa

CaHkT-MNeTepbypr

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

LleHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit dbeaepanbHblit OKpYyr
HOKHbIN beaepanbHbI OKpyr
MpuBOMKCKMI besepanbHbIi OKpyr
Ypanbcknin depepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN desepanbHbI OKpyr
CeBepo-KaBKkasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

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

LleHTpanbHbIN deaepanbHblii OKpyr
CeBepo-3anaaHblii penepanbHblit OKpyr
HOXKHbIN denepanbHbIit OKpYyr
MpuBOMKCKMI desepanbHbIi OKpyr
Ypanbckuin dbepepanbHblit OKpyr
Cnbupcknin dbepepanbHblit OKpYyr
JanbHeBOCTOYHbIN deaepasnbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHblii OKpYr
Mocksa

CaHkT-MNeTepbypr

Puc. 50. Yacrora pa3BuTus THEBMOTOpAKCca ¢ IPEHUPOBAHUEM TPYIHO

KJIETKU B OTYETHOM roay Cpeau OOJIbHBIX MYKOBUCLMUIO30M

%

%

%
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OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

LieHTpanbHbIN desepanbHblit OKpyr

CeBepo-3anagHblil beaepanbHblit OKpyr

HOXKHbIN depepanbHblIit OKpyr

MpuBonKcKUiA deaepanbHbIii OKpyr

Ypanbckuii besepanbHbiii OKpyr

CnbupcKnin bepepanbHbliin OKpyr

JanbHeBOCTOYHbIN deaepanbHbI OKpyr

CeBepo-KaBKasckuii desepanbHbiii OKpyr

Mocksa

CaHkT-MNeTepbypr

LieHTpanbHbIN depepanbHblin OKpyr
CeBepo-3anagHblit beaepanbHblil OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpurBOMXKCKMIA desepanbHbIi OKpyr
Ypanbckuii desepasnbHbIi OKpyr
CnbupcKnin bepepanbHbiin OKpYr
JanbHeBOCTOYHbIN desepabHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbii OKpyr
Mocksa

CaHkT-MNeTepbypr

[l nopakeHue nevyeHu
6e3 umpposa

[ LMPPO3 NeyYeHn: o
rMNepTeH3nn He
M3BECTHO

W uMppO3 neyeHn 6es
nopTanbHow
rMnepTeHsum

I UMPPO3 NeyeHu ¢
nopTanbHow
rmnepTeHsven

3

%

Puc. 52. Yacrora 1erouHOTO KpOBOTEYEHUS Y OOIBHBIX MyKOBUCIIMI030M
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpurBOMKCKMIA deaepanbHbIi OKpyr
Ypanbckuit egepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpYyr
JanbHeBOCTOYHbIN desepanbHbI OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr

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

LleHTpanbHbIN denepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBoMXKCKMIA deaepanbHbIi OKpyr
Ypanbckuit desepasnbHbii OKpyr
CnbupcKnin deaepanbHbliin OKpYr
JanbHeBOCTOYHbIN desepabHbIi OKpyr
Ceepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

LleHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpYr
HOKHbIN beaepanbHbIn OKpyr
MpuBOMKCKMI besepanbHbIi OKpyr
Ypanbcknin depepanbHbliit OKpyr
Cnbupcknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKkasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 55. YacroTa 37eKTpOJTUTHBIX PACCTPOUCTB Y OOJIbHBIX MYKOBUCIIUI030M

%

%

%
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JleyeHne

JleueHune

O0bem TEpalny MYKOBUCIINI03a B 3aBUCMMOCTHU OT BO3pacTa OOJILHBIX OpeacTaBJICH Ha

puc. 56 u B Tab. 31.

Tabauua 31
Yacmoma npumeneHus paiu4HbIX 6U006 MeOUKAMEHNO3HOU U HeMeOUKAMEHMO3HOU mepanuu MyKoeucuudosa y oemeil u 63pocavlx
‘ Tepanus ‘ Bce ‘ Detn ‘ B3pocnbie ‘
F'MnepToHMuYeckuii pacTBop HaTpus xnopuaa (>3 mec.), % 67,55 72,66 51,96
WHranauum ManuuTona (>3 mec.), % 1,29 1,50 0,66
AHTUOMOTHKM (>3 Mec.)
WHransiuuoHHole, % 45,86 43,61 52,73
BHYTPUBEHHbIE, % 38,04 31,98 56,60
nepopanbHble, % 59,35 52,58 80,03
BpoHxoaunarartopesl, (>3 mec.), % 49,89 44,23 67,19
I'niokokopTukocTepounabl(>3 mec.)
WHransiuuoHHole, % 14,85 11,65 24,64
cucTemHble, % 3,69 2,85 6,26
JopHa3sa anbda (>3 mec.), % 95,71 97,88 89,09
AsutpomuumH (>3 mec.), % 31,88 30,04 37,48
Ypcopesokcuxonesas kucnora, % 88,61 94,77 69,67
MaHkpeaTnyeckue pepmenTbl, % 92,21 94,86 84,14
WHrmbutopbl NnpoToHHOW nomnsi (>3 mec.), % 18,78 17,57 22,45
XXupopacTBopumbie BUTaMUHbI, (>3 mec.) % 88,92 93,77 74,15
Kunesutepanus, % 79,98 87,18 58,06
Kucnopopotepanus, % 4,52 1,49 13,78
CFTR mopynsitopbl, %
UBsakadTop 0,16 0,00 0,65
JNiomakadpTtop / UBakadpTop 0,16 0,04 0,52
TesakadTop /MBakadpTop 0,03 0,00 0,13
Bcero: 0,35 0,04 1,30
HeuHBa3auBHas BeHTUNALUA nerkux, (>3 mec.), %
CPAP (peXvMm NoCTOSIHHOTO NOJIOKMTENLHOrO AABJIEHUS B AbIXaTeNbHbIX NYTAX) 0,35% 0,42% 0,13%
BiPAP (pexum ABYXypOBHEBOIO NONOXMTENIbHOTrO AABNIEHUS B AbIXaTeJIbHbIX MYTAX) 0,96% 0,08% 3,65%
100
e NaCl
@ss MaHHUTON

80
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%

40
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16-24

Bo3spacrT, roapl

24-32

Puc. 56. O6beM MeIUKaMEHTO3HOM Tepary B 3aBUCMMOCTH OT BO3pacTa GOJIbHBIX

cTapuwe 32

UHranaumoHHble
AHTUBUOTUKM
BHyTpuBEHHbIE
AHTUBUOTUKM

TabneTvpoBaHHble

AHTUBNOTUKM

BpoHxoaunartaTopbl

[opHasa anbda

WHranaumMoHHble

ctepounabl

CUCTEMHbIE CTEPOUAbI

A3ntpomumumH

Ypcopesokcuxonesasn

Kncnota

MaHKkpeaTnyeckme
bepmeHTbI

nnn

CFTR moaynaTopbl

Kupopactsopumeble

BUTaMUHbI
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2018 rog,

100 +——————— -

%

2011r. 2012 . 2013 r.

2014 r.

2015r.

Puc. 57. TlpuMeHeHre KUHE3UTEeparuu y O0JIbHBIX MyKOBUCLUI030M

LieHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbIi OKpYyr
MpuBOMKCKNI heaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKnin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKkasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr

2016T.

2017 .

2018 .

[opHasa anbda

MHranaumMoHHble
cTepounapl

BpoHxogunartatopsbl

MHranaumMoHHble
AHTUOMOTUKM

Nacl

NHranauymmn
MaHHuTONa

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbiit OKpYr
MpuBOMKCKNI beaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpYyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr

CeBepo-KaBKasckuii desepanbHbiii OKpyr

Mocksa

CaHkT-MNeTtepbypr

%

= -

N A —

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

CeBepo-3anaaHblit penepanbHblit OKpyr

[anbHeBOCTOUHbIN deaepanbHblii OKpyr

CeBepo-KaBKasckuit pesepanbHbiit OKpyr

CeBepo-3anagHblit beaepanbHblit OKpyr

JanbHeBOCTOYHbIN deaepanbHbI OKpyr

CeBepo-KaBKasckuii desepanbHbiii OKpyr

LieHTpanbHbIM deaepanbHblii OKpyr

HOKHbIN deaepanbHbIn OKpyr
MpuBOMKCKUI besepanbHbIi OKpyr
Ypanbckuin bepepanbHblit OKpyr

Cnbupcknin dbepepanbHblit OKpyr

Mocksa

CaHkT-MNeTepbypr

Puc. 60. ITpyMeHeHre MHTATSIIMOHHBIX aHTUOMOTUKOB Y OOJBHBIX MyKOBHUCIIUIO30M

Ha puc. 57 npencraBieHa f[MHaMuKa Ha3HAYEHUS] MHTAISILIMOHHON Teparnuu 1o CpaBHEHUIO
¢ peructpamu 2011—-2018 rr.

O0beM MpPUMeHEHUS TUTIEPTOHMYECKOTO pacTBOpa HATPUsI XJIOpUIA TIpeaCTaBIeH Ha puc. 58.
JlaHHBII BU Tepariyi IPUMEHSIICS B OTYETHOM Tony y 67,6 % GOJIbHBIX.

O0BbeM MPUMEHEHMS IJIUTEIbHBIX MHTASIIMI MaHHUTOJIOM TIpeAcTaBieH Ha puc. 59. JlaH-
HBII BUJI TePAuy MIPUMEHSIJICSI B OTYeTHOM roay y 1,3 % OGOJIbHBIX.

O0beM ITPUMEHEHUST MHTATSLIMOHHBIX aHTUOMOTHUKOB OTpaxkeH Ha puc. 60. JlaHHbII B Te-
panuy B OTYETHOM Toay NpuMeHsuicd y 45,9% GoJIbHBIX.

O0beM MPUMEHEHNST BHYTPUBEHHBIX aHTUOMOTHUKOB TIpeIcTaBiieH Ha puc. 61. JlanHbIi BuI
Tepanuy B OTYETHOM rofy npumMeHsuics y 38,0% OOoJIbHBIX.

O06BeM MPUMEHEHUST TTEPOPATLHBIX aHTUOMOTUKOB B peTMOHAX ITpeACTaBlicH Ha puc. 62. JlaH-
HBII B Tepallii B OTYETHOM roay npuMeHsuics y 59,4% GOJbHBIX.

O0beM NTpUMEHEHNS OPOHXOAMIATATOPOB OTpaxkeH Ha puc. 63. JIJaHHBII BUI Teparini B OT-
YeTHOM roay npuMeHsics y 49,9% OGOJbHBIX.

O0BbeM TIPUMEHEHUSI MHTAISIIMOHHBIX TJIIOKOKOPTUKOCTEPOUIOB B PETMOHAX MpeNCcTaBIeH
Ha puc. 64. JlaHHbBII BUI Tepalliy B OTYETHOM roxy npuMeHsuics y 14,9% GONbHBIX.

O0beM TIPUMEHEHUST CUCTEMHBIX TITIOKOKOPTUKOCTEPOUIOB TIpeACTaBieH Ha puc. 65. JlaH-
HbII BUJI TEPAllMy B OTYETHOM TOAY IpUMeHsUIcs Y 3,7% OOIbHBIX.

LleHTpanbHbIN depepanbHblit OKpyr

HOXKHbIN deaepanbHbiit OKpYr
MpuBOMKCKNI beaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr

CnbupcKknin depepanbHblit OKpYyr

Mocksa

CaHkT-MNeTtepbypr

%

Puc. 61. IIpumMeHeHre BHYTPUBEHHBIX aHTUOMOTUKOB Y GOJbHBIX MYKOBHUCLIMIO30M
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LieHTpanbHbIN deepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHbliit OKpyr
HOKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI hesepanbHbIi OKpyr
Ypanbckuin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKkasckuit desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr
%

Puc. 62. IpuMeHeHMe TiepopabHbIX AaHTUOMOTUKOB Y OOJIbHBIX MYKOBHCIIAIO30M

LieHTpanbHbIN deaepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbiin OKpyr
MpuBoOMKCKNI beaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr
%

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbiit OKpYr
MpuBOMKCKNI beaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpYyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr
%

Puc. 64. anIMeHCHMC VHTAJIIIMOHHBIX ITTIOKOKOPTUKOCTEPOUIOB Y OOJIBHBIX MYKOBUCLMIO30M
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JleyeHne

LieHTpanbHbIN deaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHbliit OKpyr
HOKHbIN beaepanbHbI OKpyr
MpuBOMKCKMI besepanbHbIi OKpyr
Ypanbcknin depepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepasnbHbI OKpyr
CeBepo-KaBkasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 65. TlpyMeHeHre CUCTEMHBIX TIIIOKOKOPTUKOCTEPOUIOB Y OOJBHBIX MYKOBHCIIAIO30M

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKMIA deaepanbHbIi OKpyr
Ypanbckuii pegepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpYr
JanbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 66. ITpuMeHeHre mOopHA3kl albda y GOIBHBIX MyKOBUCIIAIO30M

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbiit OKpYr
MpuBOMKCKNI beaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpYyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr

\

\
\ \
\ \
\ \
\ \
} }

0 20 40

Puc. 67. IlpuMeHeHre a3UTPOMULIMHA B CYOMHTUOUPYIOIIMX J03aX Y OOJIbHBIX MyKOBUCLIMI030M
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LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit deaepanbHblil OKpyr
HOKHbIN deaepanbHblit OKpyr
MpuBOMXKCKMIA desepanbHbIi OKpyr
Ypanbckuii desepanbHbiii OKpyr
CnbupcKknin deaepanbHblin OKpyr
JanbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 68. TIpuMeHeHMe ypcoae30KCUXO0JIEBOI KMCIOThI Y OOJIBHBIX MyKOBUCLIMI030M

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHblit OKpyr
MpuBOMKCKMIA deaepanbHbIi OKpyr
Ypanbckuii pegepanbHblit OKpyr
Cnbupcknin depepanbHblit OKpYr
JanbHeBOCTOYHbIN desepanbHbIi OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

Puc. 69. INpuMeHeHre TaHKpeaTUIeCKUX (HePMEHTOB y OOIBHBIX MYKOBUCIIAIO30M

LleHTpanbHbIN depepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbiit OKpYr
MpuBOMKCKNI beaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpYyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr

Puc. 70. [IpumeHeHe MTHTMOUTOPOB MPOTOHHO TTOMIIBI Y OOJBbHBIX MYKOBUCIIMIO30M
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LieHTpanbHbIN deepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHbliit OKpyr
HOKHbIN beaepanbHbI OKpyr
MpuBOMKCKUI hesepanbHbIi OKpyr
Ypanbckuin depepanbHblit OKpyr
CnbupcKknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKkasckuit desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr

Puc. 71. TIpuMeHeHMEe XKMPOPACTBOPUMBIX BUTAMUHOB Y OOJbHBIX MYKOBUCLIMI030M

LieHTpanbHbIN desepanbHblit OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbIi OKpYyr
MpuBOMKCKNI deaepanbHbIn OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKnin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKkasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr
%

Puc. 72. TlpuMeHeHre KUHE3UTEparuu O0JIbHBIMU MYKOBUCLIMI030M

O6beM TpUMEHEeHUsT IopHa3bl alibda npencTaBieH Ha puc. 66. JlaHHBI BUI Teparmuu B OT-
YETHOM ToIy IpuUMeHsics y 95,7% GOIbHBIX.

O0beM MpUMEHEHUsT a3UTPOMULIMHA B CYOMHTMOMPYIOLIMX [103aX MPpeacTaBieH Ha puc. 67.
JlaHHBIA BUI Tepallii B OTYETHOM roay npumeHsiicst y 31,9% GoNbHBIX.

O6beM TIPUMEHEHUST YPCONE30KCUXOJIEBOM KUCIOTHI MPpeACcTaBieH Ha puc. 68. JlaHHbII BUI
Teparuy B OTYETHOM TOy MpUMeHsIics y 88,6% GOMbHBIX.

O6beM MPUMEHEHUST TTaHKpeaTHUeCKUX (hepMEHTOB TMpelncTaBieH Ha puc. 69. JlaHHbI BUI
Teparuy B OTYETHOM TOy MpuMeHsicst Y 92,2% GObHBIX.

O0beM MpUMEHEHUS] UHTUOUTOPOB MPOTOHHON MOMIMBI MpenctabBieH Ha puc. 70. JlaHHBIA
BUJ Teparuu B OTYETHOM IOy npuMeHsuics y 18,8% GONbHBIX.

O0beM MPUMEHEHUS XUPOPACTBOPUMBIX BUTAMUHOB MIpeACTaBieH Ha puc. 71. JlaHHbII BUI
Teparuy B OTYETHOM TOay MpuMeHsics y 88,9% GOMbHBIX.

O0beM NMpUMEHEHUST KUHE3UTepanuu MpeAcTaBieH Ha puc. 72. JlTaHHBIA BUJ Tepanuu B OT-
yeTHOM rony npumeHsiics y 80,0% GOIbHBIX.

O0BbeM MCITOTb30BaHUST KUCTIOPOAOTEPAIIiU MPEACTaBeH Ha puc. 73. [laHHBIN BUI Teparnuu
B OTYETHOM TOIy IpUMEHSIICS Y 4,5% GONbHBIX.

0O6bem ucnonb3zoBanusgs CFTR moaynsitopoB nipenctasieH Ha puc. 74. JlaHHBIN BUa Tepa-
MU B OTYETHOM Tony npumensuics y 13 mauuentosn (0,38%), u3 Hux y 12 B3pocibix GOJBHBIX
(1,43%) ny 1 pedenka (0,04%).
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LleHTpanbHbIV deaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOKHbIN beaepanbHbI OKpyr
MpuBOMKCKMI besepanbHbIi OKpyr
Ypanbcknin depepanbHbliit OKpyr
Cnbupcknin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbI OKpyr
CeBepo-KaBKkasckuii desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTepbypr

%

Puc. 73. TIpuMeHeHre KUCTOPOJOTEPATTUN Y OOJTBHBIX MyKOBUCLIMI030M

LleHTpanbHbIV dpeaepanbHblii OKpyr
CeBepo-3anagHblit beaepanbHblit OKpyr
HOXKHbIN deaepanbHbIit OKpYyr
MpuBOMKCKNI heaepanbHbI OKpyr
Ypanbcknin depepanbHblit OKpyr
CnbupcKnin depepanbHblit OKpyr
JanbHeBOCTOYHbIN deaepanbHbIi OKpyr
CeBepo-KaBKkasckuit desepanbHbiii OKpyr
Mocksa

CaHkT-MNeTtepbypr
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Puc. 74. Tlpumenenne CFTR MomynsTopoB y 00JIbHBIX MyKOBUCLIMI030M

ITokaszarenu mpoBeJaeHUsI BHYTPUBEHHOM Tepaluy B CTallMOHApe U B JOMAIIHUX YCJIOBUSIX B
P® B 3TOM romy 0bln cienytommmu: MenvaHa (IQR) mHeit BHyTpuBeHHOI Teparun — 14,0 (28,0)
nHei. [TokazaTennm BHYTpUBEHHOI Tepanuu B (heaepalbHbIX OKpYyrax npeacTaBieHbl B Ta01. 32

Tabauua 32
Koauuecmeo oneii nposedenus 6HympueeHHol mepanuu 6 mexyuem 200y

‘ Pervon

BHyTpuBeHHasi Tepanus B CTauMoHape v A0MallHUX YCNIOBUSIX B TeKywwem roay, Meanana (IQR), aHn

LieHTpanbHbiit peaepanbHblii OKpYr
CeBepo-3anaaHbiit peaepanbHbiii OKpyr
[OXHBI pepepanbHbIii OKPYr
MpuBonxckuii pepepanbHblii OKPYr
Ypanbckuii pepepanbHblii OKpyr
Cubupckuii pepsepanbHblii OKpyr
JanbHeBOCTOUHbIN pepepanbHbliii OKPYr
CeBepo-Kaeka3ckuii ¢penepanbHbiii OKpyr
MockBa

Cankr-lMetep6ypr

7,0 (15,0)
14,0 (28,0)
14,0 (25,0)
14,0 (22,0)
23,0 (14,0)
21,0 (26,0)
14,0 (28,0)
28,0 (26,0)
14,0 (17,0)
14,0 (28,0)
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JleyeHne

TpaHcnnaHTauus

B 2018 r. neBaTr 60JbHBIM MYKOBUCIIMI030M Oblj1a MpOBeAeHA ABYCTOPOHHSISI TPaHCIIJIaH-
Talus JETKUX, YeThIpeM OOJIbHBIM TpaHCIUIAHTALMS TTeYeHU, OJHOMY — TpaHCILIaHTalUs T0-
yek. Yucno tpancranTtauumii 3a 2011—-2018 rr. mpencrasieHo B Tadi. 32.

Tabauua 33
Yucao mpancnaanmauuii aeexux u nevenu 3a 2011—-2018 ee.
Tpawcnnawtaums | 2011r. | 2012r. | 2013r. | 2014r. | 2015r. | 2016r. | 2017r. | 2018r. | Bcero |
Neriux 1(1) 2(2) 2(1) 1(1) 9(7) 6 (6) 8 (6) 9(7) 38 (31)
Meuenn 0 1(1) ()} 0 3(3) (i} (i} 4(4) 9(9)
Moyex 0 0 0 0 0 0 0 1(1) 1(1)

MpumeyaHune: B ckobkax npeacTaBieHo Y1Cio 60MbHbIX XUBbLIX Nocse onepaumnin Ha 31.12.2018.
*— opHa TpaHcnnaHTaums neyeHn Gbina nposeaeHa eule B 2009 r.

BbhkuBaemocTb

B Teuenue 2018 1. ymep 51 60mbpHOI (25 MyKCKOTO TI01a), M3 HUX 35 B3pocbiX (17 MyXcKo-
ro noja). [IpuynHoii cMeptn 44 U3 HUX ABJISIIOCH OPOHXOJETOYHOE MOpaXKeHME.

CpenHuii Bo3pact cMeptu coctaBui 22,6 + 9,9 rona, menuana Bo3pacta cmeptu — 23,0 (14,4)
roga. MuHuMabHbIi Bo3pacT cmeptu — 0,21 jieT, MakcUMalbHbliA B 49,6 JeT.

B nanHOM roay mpu pacuéTe BbIKMBA€MOCTH MCIOJIb30BAJICS CTATUCTUYECKUIA MOAXO.
CeBepo-aMepUKaHCKOIO Perucrpa GOJIbHBIX MyKOBUCLIMIO30M ISl COITOCTABUMOCTHU JTaHHBIX
1 eIWHOTO TOAX0/Ia K MX oleHKe. [IpoBenéH pacuer oXumaeMOn MPOIOJIKUTEIBHOCTU K13~
HU 1JIg manueHToB ponuBinmxcs 3a 2014—2018 rox. MeanaHa oxXugaeMoii TTpogoKUTETbHO-
CTU KU3HU Ul POAMBILIMXCS 3a 0003HAUEHHBIN repuon coctaBuia 33,8 net. JoBepuTeabHbIA
nHTepBan — 30,6—37,2 ner.

OprkoMUTET perucTpa BhipaxaeT 6;1aroqapHoCcTh AjleKcaHApy DIbOepTy — AMPEKTOPY MPO-
rpaMMBbl perucrpanuu namnueHToB, @ouHn kucro3Horo dhubposa/mykosucuuaosa, CIIA (Senior
Director of Patient Registry Program, Cystic Fibrosis Foundation: https://www.cff.org) 3a mipe-
JIOCTaBJIEHUE TIPOrPAMMBbI pacuéra 1 IOMOILIb.

3aknoyeHue

Takum obpaszoMm, B perucTpe IpeacTaBieHa AMHAMUKaA MOKa3aTeleil, XapaKTepu3ylux
3I0POBbE AETEN M B3POCIBIX ¢ MYKOBUCIIMIO30M, 3a MpOLIEAIINe 8 JIeT, a TaKKe JaHHBIE T10
81 cyobekTy (pemepauni, 4YTO MPU3BAHO OLICHMBATh TEKYIIYIO CUTyallMI0 B CTpaHE U B PEru-
OHax I10 OKa3aHUIO0 MEIULIMHCKOI MOMOILIM TalleHTaM M OPUEeHTUPOBATh Ha MOUCK 3(PdeK-
TUBHBIX OPraHM3alMOHHBIX, TUATHOCTUYECKUX, TEPANIEBTUYCCKUX U MTPOPUIAKTUIESCKUX Me-
PONPUSITUI JIJISI TIOBBILLIEHUSI YPOBHS 3M0POBbsI, KaUeCTBa U MPOJOJKUTEIbHOCTU KU3HU JTH0-
e ¢ MYKOBUCLIMIO30M.
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YcnoBHble 0003HaYeHUus

M= SD — cpenHee * cTaHOApTHOE OTKJIOHEHUE;

Me(IQR) — MeanaHa(MHTepKBaPTUWIbHBINA pa3Max);

ABJIA — annepruyeckuit OpoHX0JerOYHbINA acTepruiiies
WUMT — uHnekc Macchl Tena;

NPT — uMMyHOpeaKTUBHBIN TPUIICUH;

WIIIT — uHruOUTOPHI MPOTOHOBOI MOMITHI;

MBTP — MyKoBUCHMIO3HbII TPaHCMEMOpPaHHbIN PErYISITOD;
O®B, —006beM (HOPCUPOBAHHOTO BHIOXA 3a 1-10 CEKYHIY;
®XKEJI — dhopcupoBaHHast XXU3HEHHAsT eMKOCTb.
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NMPUJTOXKEHMUE 1

MepeuyeHb AaHHbIX Poccuiickoro perncrtpa 60ibHbIX MyKOBUCLUAO030M

Aemorpadpuyeckue gaHHble

T'opon, B KOTOpOM pacrojioXkeH LEHTP

®UO nanueHra

Pervon npoxuBaHusi

Ton HaOmoneHns

T'on poxaeHust

Mecsii poxaeHust

Yucno poxaeHus

Ilon

Bo3spacr (Ha 31 mexabpst OTYETHOTO roja)

Cratyc manueHTa:
— 3XUB Ha 31 nekabpst OTYETHOTO TOJa;
— noru0 B OTYETHOM IOy

Ecnu ymep, To 3amosiHsIeTCs maTta CMEPTH:

— TOx;

— MeCsIII;

— YHCIIO

IIpuuyuHa cmepTu:

— OpOHXOJIErOuHasl;

— TICYCHB;

— TpaBMa;

— CYMIIMI,

— TpaHCIUIAaHTAIIUS;

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

— Ipyrasi, He CBsI3aHHasi C MyKOBHUCIIMIO30M

AuvarHos

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

ITpoBOAMIIOCH JIM TEHETUYECKOE UCCIIEIOBAHUE:
— Jia;
—HET

IlepBblit TeHETUUECKUIA BapUaHT HYKJIEOTUIHOM ToCe-
noBateabHOCTU TeHa CFTR

IlepBblii reHeTUYECKUIT BapMaHT HYKJIEOTUIHON MOCie10-
BatenbHOcTH TeHa CFTR2 (ecay Ha OMHOI XPOMOCOME
JIBa TEHETUYECKUX BapMaHTa, TO 3/1ECh MUILETCS Ha3Ba-
HUE BTOPOTO reHETUYeCKOro BapuaHTa. Eciii ero Ha3Ba-
HUS HET B MEXIYHApOIHOM 6a3ze maHHBIX http://www.
genet.sickkids.on.ca, To B TIlepBOM CTOJIOLIE TTUILIETCS: APY-
TOl, a BO BTOPOM — Ha3BaHME TeHETUUECKOTIO BapHaHTa)

Bropoii reHeTMYeCcKMiA BapraHT HYKJIEOTUIHOM MOCen0-
BarenbHoCcTU TeHa CFTR

Btopoii reHeTMYecKuii BapuaHT HYKJIEOTUIHON mocie-
noBarebHOCTA TeHa CFTR 2 (110 aHaJIOTUH C TepBOit
MyTaluei)

HeoHaTanbHbII CKPUHMHT:
— TIOJIOXKUTEJILHBIN;

— OTpMLIATEIbHbIN;
— pe3yJbTaT HEeM3BECTCH,
— HE neJiajiv
HapyuieHue TpaHCanMUTeIMaIbHOIO MOHHOTO TPaHCIOP-
Ta (pa3HOCTh HA3aJIbHBIX ITOTCHIINATIOB, OMOTICUM TOJI-
CTOM KUIIKW):
— TIOJIOKUTEbHAS,
— OTpHUIIATEIbHAS;
— HE IeJlaiv
[ToToBbIi TECT:
— TUTPOBAHMUE;
— IIPOBOAMMOCTE;
— He Jerann
DEKTPOIUTHI
— XJIOPUIBI;
— JIpyrue;
— HE IeJlaiv
YpoBeHb XJ10pUI0B
IToToBBIN TECT MOBTOPHbII:
— TUTPOBAHUE;
— TIPOBOIMMOCTE;
— HE IeJiajiv
DJIeKTPOJIUTHI TOBTOPHBIE:
— XJIOPUIBI;
— NpYTHE;
— He Jenann
VYpoBeHb XJIOpUA0B MOBTOPHbII
MeKOoHUEBBIN UIIeyC:
— J1a, OTIEpUMpPOBaH;
— J1a, HE OMEepPUpPOBaH;
— J1a, He U3BECTHO, ObIJIa JIX OTepalus;
— HeT

Tepanus

Wuransaium runepronnyeckoro pactsopa NaCl B oTueT-
HOM TOJIy:
— na (ecu cyMMapHOE YMCIIO THeW MHTasIuit — 60-
Jee 3 mec.);
— HET;
— He 3Hal
WHransaimm MaHHUATONA:
— na (ecu cyMMapHOE YMCIIO THeW MHTasIuit — 60-
Jee 3 mec.);
— HET;
— He 3Hal
[MoBTOpHBIE KYPCHI UHTAISIITUOHHBIX aHTUOMOTUKOB B OT-
YETHOM TOILY:
— na (ecu cyMMapHOE YMCJIO THeW MHTasIuit — 60-
Jee 3 mec.);
— HET;
— He 3Hal
BHyTpuBeHHbIE aHTUOMOTUKU B OTYETHOM TOMY:
— Ja (maxke ecu MPOBeJeH OUH KypC BHYTPUBEHHOM
Teparnuun);
— HET;
— He 3Hal
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TabieTnpoBaHHBIE AaHTUOMOTUKY B OTYETHOM TOJLY:

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

— HeT;

— He 3Ha

JmuTenbHbIe (MOBTOPHBIE) KYPChl MHTATISILIMOHHBIX OPOH-

XOIWUJIATaTOPOB B OTYETHOM TOY:

— na (ecayd cyMMapHOe YUCJIO JHe MHTalsuil — 060-
nee 3 mec.);

— HeT;

— He 3Hal

IToBTOpHBIE KYpCHl (IIUTENbHOE MPUMEHEHNE) MHTAJIS -

LIMOHHBIX CTEPONIOB;

— 1a (ecay CyMMapHOE YMCJI0 THEel MHTaISIIIIil — 60-
Jee 3 Mmec.);

— HeT;

— He 3Ha

[ToBTOpHBIE KypCHI (JUTMTETHLHOE TPUMEHEHNE) CUCTeM-

HBIX CTEPOMIIOB:

— na (ecm cyMMapHOe YMCJIO JHeM Tepanuu — Goee
3 Mec. W TIPOBEICHO He MeHee 3 KypcoB B IO ITapeH-
TepaJIbHO MPOAOKUTESILHOCTBIO He MeHee 14 qHeit);

— HeT;

— He 3Ha

Kucnoponoreparnusi B OTYETHOM TOAY:

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

— HeT;

— He 3Halo

JlopHaza anbga B OTYETHOM TOJIY:

— 71a (ecau cyMMapHOe YMCO AHEeN MHTalsiuuii 60-
nee 3 mec.)

— HeT;

— He 3Hal

[MocTosiHHOE TIpYMEHEHUE a3UTPOMUIIMHA (MJIU IPYTOTO

MaKkpoJiiaa) B OTYSTHOM TOMY:

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

— HeT;

— He 3Hao

Ypcone3oKkeuxojieBast KUCJI0Ta B OTYETHOM TOIY:

— na (ecn1m cyMMapHOE YMCJIO THei mpueMa — Oosee
3 mec.);

— HeT;

— He 3Halo

IMankpeatnueckre (hepMEHTHI B OTICTHOM TOMY:

— 5a (ecnu cyMMapHOe YMCJIo THEW mpuema — 0oJjiee
3 mec.);

— HeT;

— He 3Halo

MHTMOUTOPHI IPOTOHHOM TTOMITEI B OTYETHOM TO.IY:

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

— HeT;

— He 3Halo

XKupopacTBoprMBbIe BUTAMUHBI

— Ja (eciM cyMMapHOe YMCJIo THEW nmpuema — 0oJjiee
3 mec.);

— HeT;

— He 3Halo
Kunesutepanus
— na (ecau CyMMapHOe YuCIo AHE poBeaeHus — 00-
Jee 3 Mmec.);
— HET;
— He 3Halo
CFTR MonynsTopsr:
— HBakadrop;
— Jlromakadrop / UBakadrop;
— Tezakadrop /UBakadTop;
— Hpyroe
HeunBa3uBHasi BEHTWISILIUS JIETKUX (€CJIM CyMMapHOe
YUCJIO IHEH MpoBeaeHus1 — 6oJiee 3 Mec.):
— CPAP (pexxuM NOCTOSTHHOTO MOJIOKUTEIbHOTO aB-
JIEHWSI B IbIXaTEIbHBIX TYTSIX);
— BiPAP (pexuM IBYyXypOBHEBOTO IMOJOXUTEIBHOTO
JABJICHUSI B IBIXaTSJIbHBIX ITYTSIX).

O6cnepnoBaHue

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

Pocm, umeBumiics B ieHb Jiydinero nokasaress OPB,,
ecnmu He nenanu @BJI, To mocnenHee 3HaUeHUE POCTA B
OTYETHOM TOJY.

Mecay aynuweeo nokasamess OPB B OTYETHOM IOy,
ecnu He aenanu OBJI, To nata u3mMepeHus: pocTa 1 Mac-
CHI Tena.

Yucno ayuweeo nokasamess OPB B OTYETHOM rony,
ecnu He aenanu OBJI, To nata u3mMepeHus: pocTa 1 Mac-
CHI Tena.

Jlynwuii noxkazamens OPB, B OTIETHOM rofty (B IMTPaAX)

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

yuwuii noxazameno O®PB, B otTyeTHOM roxy (B %)

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

MukpoGuonorusa

Kputepun XpoHU4YeCKOM MHMEKIIMU OTPaXKeHbI B pa3ze-
e «MUKpoOUOJOTrusI»
XpoHuueckoe nHduumupoBanue Paeruginosa:
— na (6oJiee TTOJIOBMHBI BBICEBOB 3a OTYETHBIN TOJ1, TIPU
YCJIOBUHU TPOBEACHUS He MeHee 4 IOCEBOB);
— HET;
— He 3Haw
HNurepmutTupytomas unbexuus Paeruginosa:
— na (6oJiee TTOJIOBMHBI BBICEBOB 32 OTYETHBIN TOJ1, TIPU
YCJIOBUHU TPOBEACHUS He MeHee 4 TTOCEBOB);
— HET;
— He 3Haw
XpoHunueckast uHQeKUUs S.aureus
— na (6oJiee TTOJIOBMHBI BHICEBOB 3a OTYETHBIN TOJ1, TIPU
YCJIOBUHU TPOBEACHUS He MeHee 4 IOCEBOB);
— HET;
— He 3Haw
XpoHuueckast uHeKuus: B.cepacia complex
— na (6oJiee TTOJIOBMHBI BHICEBOB 32 OTYETHBIN TOJ1, TIPU
YCJIOBUHU MPOBEACHUS He MeHee 4 IOCEBOB);
— HET;
— He 3Ha
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Hetybepkyne3Hble MUKOOAKTEpUU
— na (6oJiee MOJOBUMHBI BHICEBOB 32 OTUETHBIN IO, TIPU
YCIIOBUM MPOBEACHUS He MeHee 4 ITOCEBOB);
— HeT;
— He 3Ha
S.maltophilia B oT4Y€THOM TOAY
— na (6oJiee MOJO0BUMHBI BBICEBOB 32 OTUYETHBIN IO, MPU
YCIIOBUM MPOBEACHUS He MeHee 4 ITOCEBOB);
— HeT;
— He 3Ha[
HedepmenTupytolias rpaMoTpuLiaTesibHas Gyiopa OTJIuy-
Has oT Paeruginosa
— na (bosee TOJIOBMHbBI BHICEBOB 3a OTYETHBIN o, Mpu
YCJIOBUM TIPOBEJICHNST HE MeHee 4 TIOCEBOB), 00s13aTe b~
HO yKa3aHWe JJATMHCKOTO HAa3BaHMsI MUKPOOPTaHN3Ma;
— HeT;
— He 3Halo
I'emodunbHas nanouka
— Ja (boJee MOJIOBMHBI BICEBOB 3a OTUETHBIN IO, PU
YCJIOBUY MIPOBENCHUS HE MeHEee 4 TTOCEBOB);
— HeT;
— He 3Halo

OcnoxHeHus (B OTYETHOM roay)

AJUTepruyecKuii OpOHXOJIETOUHBIN acTieprmuie3 (KpuTe-
pUM OTpaxeHsI B pasaene «OCI0XKHEHUS»)
— B HAaCTOSLIUIA MOMEHT;
— HeT;
— He 3Ha
Jwnabet ¢ exxeTHeBHBIM IIPUMEHCHNEM MHCYJIMHA
— na;
— HET;
— He 3Halo
[THeBMOTOpAaKC, TOTPEOOBABIINIA TPEHUPOBAHUS
— [a;
— HET;
— He 3Halo
IMopaxenue neyeHu (o Kputepusix B pasaeie «Ocaox-
HEHUS»):
— IUPPO3 C TUTIEPTEH3NEH/TUTICPCILICHU3MOM;
— IUppo3 0e3 TUIIEePTECH3UN /TUTIePCIUICHU3MA;
— 1uppo3 6e3 nHbOopMaluy O TUTIEPTEH3UU/TUTIEP-
CILIEHU3ME;
TopaxkeHue TeYeH 0e3 LUppo3a;
— HeT;
He 3Halo
BoipaxkeHHOe ierouHoe KpoBoTeueHue (6osee 250 Mt of1-
HOMOMEHTHO):
— Ja, XOTs Obl OAWH pa3;
— HeT;
— He 3Ha[
Hanuuue onkonornueckoro 3abojeBaHus (B OTYETHOM
TOY WJIM KOTIa-TM00 B XKU3HM MallEHTA):
— 1a;
— HeT;
— He 3Ha

MaHkpeaTuyeckuin ctatyc

®dekanbHast 27acTasza 1:
— < 200 Hr/T OMHOKPATHO;
— < 200 Hr/r ABAXIHI;
— > 200 Hr/T OMHOKPaTHO;
— > 200 HT/T IBaXXIHI;
— HE Ompeaensnach
HeliTpanbHblii XUp B CTyJe:
— BBICOKUI OTHOKPATHO;
— BBICOKUI > 2 pa3a;
— HOPMAaJIbHbI OJHOKPATHO;
— HOpPMAaJIbHBIN > 2 pa3a;
— He OTIpeAesn
DJEeKTPOJIUTHBIC pacCTpoiicTBa (CUHAPOM ICEBIO-
baptrepa):
— 11a;
— HeT;
— He 3Hao
Ocreornopo3 (HU3Kast KOCTHAsl Macca):
— Ja (ecin Z-XKpUTepuil TIpY IIPOBEIECHUM OCTEONEH-
CUTOMETPUU HUXE 2);
— HET;
— He 3Ha
XPpOHUYECKUIT TTOTUTNO3HBI PUHOCUHYCUT:
— na;
— HET;
— He 3Hal
AMUIONI03 B OTYETHOM TOTY
— 11a;
— HeT;
— He 3Ha
CUHIpOM OUCTATbHOM MHTECTMHAIBHON O0CTPYKIINU:
— Ia;
— HeT;
— He 3Hal

TpaHcnnaHTauus

TpaHcraHTal M TTEYEHU:
— na;
— HET;
— He 3Har
Hara (rom) mocieaHel TpaHCTUIAHTAIIUM TIeYeH! (ecu
MPOBOJIUJIACK 10 WU B TEUEHUE OTYETHOTO roja)
TpaHcrnaHTanuys JerkKux
— na;
— HET;
— He 3Ha
Hata (ron) mocienHel TpaHCIUIAHTAMU JIETKUX (ecau
MPOBOJIUJIACK 10 UJIW B TEUEHUE OTYETHOTO Tofa)
TpaHcmaHTaLMs MOYEK
— na;
— HET;
— He 3Hao
Hata (rom) mocieaHel TpaHCIITAaHTAlMU MOYEK (ecau
TPOBOJIUJIACK 10 WJTW B TEUEHUE OTYETHOTO TO/a)
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Kputepumn BKknoYeHUsa nauueHToB
B Poccuiickuii peructp 60JibHbIX MYKOBUCLNO030M

B peructp BKJIIOYAIOTCS MaLMEHThI TOJBKO C MOATBEPXKIESHHBIM IMAarHO30M. J{uarHos moj-

TBEPKAAETCSI B COOTBETCTBUU CO CJIECAYIOLIMM KPUTEPUSIMU:

1. JIByKpaTHBI TOJOXUTEIbHbIN MOTOBBIN TECT:

— xJiopuabl > 60 MMOJIb/J;

W

— MPOBOAMMOCTD MoTa > 80 MMOJIb/JT;

W

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

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

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

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

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

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

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

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

— KJIMHUYECKasi KapTUHA, ¢ XapaKTEPHbIMU CUMIITOMAMU MyKOBUCLIMIO3A.

JAononHnTtesibHble 00bSACHEHUS N0 BHECEHUIO NoKa3aTenen
B Poccuiickuii peructp

MoToBbI TECT

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

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

DJIEKTPOJIMTHI: TIPEAITOYTUTEIbHBIM SIBIIICTCS M3MEPEHUE KOHIICHTPALIMU XJIOPUIOB.

YpoBeHb XJIOpUAOB: 3aHOCUTE YPOBEHb XJIOPUIOB B MUJJIMMOJISIX Ha JTUTPp (MMOJIb/J). Eciun
B OJIMH U TOT X€ JeHb ObLIM CAeTaHbl ABE MPOObI, 3aHOCUTCS 00Jiee BICOKUI ITOKa3aTelb.

Bo3MoxkHO onpeesieHre MPOBOIMMOCTH, 9KBUBAJEHTHOM YPOBHIO XJIOPUAOB (MMOJIb/T).
Ecnu B oMH U TOT Xe AeHb ObUIM CIeJIaHbl IBe MPOObI, 3aHOCUTCS 0oJiee BBICOKMIA TTOKa-
3aTeb.

OnTrMaabHO COYEeTaHUE ABYX METOIMK: OIpeAeeHUE XJIOPUIOB U OIpeleeHrne MPOBOIM-
MOCTH.

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

CnupomeTpusa

Lenp yyeTa maHHBIX 11O CIIMpOMeTpUM B PoccuiickoM perucrpe 60JbHBIX MYKOBHUCIIUIO-
30M — TOJIy4eHUEe CTaHAAPTU3MPOBAHHBIX TTOKa3aTeJell 1)1 CpPaBHEHUSI C IPYTUMHM IIEHTpaMu,/
CTpaHaMU M JIJIST UICTIOJIb30BaHUST 3TOM MH(MOPMALIMK B CIIEIIUATBHBIX SIMTUAEMUOJIOTUISCKUX UC-
cienoBaHusX. HekoTopble mokasaresu, mojiydaeMble B OTIETbHBIX LIEHTPaX, MOTYT HEe COOTBET-
CTBOBAThb 3aIpalliiBaeMbIM (CM. HUXe). B CBSI3M ¢ 9TMM B pErMCTp MOTYT OBbITh 3aHECEHBI TOJIb-
KO Te IOKa3aTejii, KOTOPbIe COOTBETCTBYIOT €r0 KPUTEPUSIM.

CrmpoMeTpusl 10JKHA IMPOBOAUTHCS B COOTBETCTBUU CO CTAHAAPTHBIMU PEKOMEH[IA-
UMMM AMEpUKaHCKOro TopakajibHOro u EBpormneiickoro pecnupatopHoro oouects (ATS/
ERSguidelines):
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1. OOmuMe MPUHIIMITBHI OIpeaeeHust QYHKIIMOHAIbHBIX TToKazaTeneil Jerkux (http://www.

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

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

2005&idBrowse = 37466&det = 1).

Bouee Toro, mist 3amoHEHUST PETUCTPa TOJKHBI OBITH COOJTIOCHBI CIENYIOIINE KPUTEPUN:

1. Ileped uzmepenuem Heobxo0umo:

a) yKazarb AaTy pOXICHUsI, TTOJI M POCT MallMeHTa /ISl pacueTa JOJIKHBIX 3HAUEeHU;

0) crmupoMeTpUsI TOJKHA IMIPOBOIUTHLCS 03 MpUMEHEHUS OpOHXOAUIATaTOPOB (BpEMSI C MO-
MEHTa ITOCJIeTHETO MpreMa MperapaToB KOPOTKOTO NEWCTBUS TOJKHO COCTABIISITh HE Me-
Hee 4 4, IIUTeJIbHOTO AeMCTBUS — He MeHee 12 u).

2. Pezyabmamol:

a) U3 JaHHBIX, 3aHECEHHBIX B PETMCTPhI PETMOHAILHBIX LIEHTPOB, 151 Poccuiickoro perucrpa,
JIOJDKHBI OBITh BBIOPAHBI HAMJTYYLINE B OTYETHOM rofy nokasatean ODB, (%mox.), Bbl-
pakeHHEBIE B JINTPAX;

0) kaxnaplii noxkasarenb O®B, u OXKEJI no/xkeH ObITh MPEACTaBIEH B JIUTPaX ¢ YKa3aHUEM
3HAUYEHMI 10 COThIX (2 3HaKa MocJje 3arsToi);

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

I') IIpY 3aHECEHUM MOKa3aTeaeil CIUPpOMETPUU HEOOXOAMMO YKa3bIBaTh NaTy ITPOBEACHUS Te-
cTa, Maccy Tejla M poCT MalMeHTa B MOMEHT MCCJICIOBAHUS ISl BBIYMCIICHUS TIPOLIEHTOB
OT JOJDKHBIX 3HAYCHUIA,

II) CIIeOYET UCTIOIb30BaTh TOJIBKO T€ TECThI, KOTOPbIE COOTBETCTBYIOT PEKOMEHIALIUSIM AMEPH -
KaHCKOT0 TopakabHOTO 1 EBporieiickoro pecrimpatopHoro obiiects (ATS/ERSguidelines).

3. Pacuem npoueHmos om 00ANCHbIX 3HAYEHULL.

ITpu pacueTe HEOOXOAUMO UCIOAB30BATh CTAHAAPTHBINA HAOOP NOJKHBIX 3HAYESHUIA:

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

0) nsst B3pocibix > 18 jer — paboueii rpynnbl EBponeiickoro coo0liliecTBa CTaau U yris
(ECCS, 1993);

B) /s neTeit < 5 JieT mokasaTtesid He OyIyT pacCUMThIBAThCS.

HyTpuTUBHBINA cTaTyC

HyTtpuTtuBHbIi cTaTyCc 00JIBHBIX MyKOBUCIIMIIO30M PACCUMTBIBAJICS C TIOMOIIIBIO MHAEKCA Mac-
cbl Tesia (MMT) Ha ocHOBaHMM TaHHBIX MAcChl TeJla, pOCTa U Bo3pacTa naiueHTta. MiamMepeHus
OCYIIECTBJISIIOTCS COTJIACHO CAEAYIOIIUM PEKOMEHIALIMSIM:

Macca TeJja OTpenesIsieTCs] IPU CHSITOM BEpXHEl ofiexkie U o0yBU;

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

MoKa3aTeJId TOJIKHBI COOTBETCTBOBATH BEJIMYMHAM B JIEHb TIPOBEICHMST 3aHOCUMOI B PETUCTP
crimporpamMMmsbl, eciin uamepenue @BJI He nmpoBoaWIM, TO CeMyeT BHECTU TOCEIHNE 3HaUe-
HUSI Macca Tejia U pocTa.

ITpu ouieHke HYTpUTUBHOTO cTatyca aeteit UMT olieHUBascs B cucteMe nepueHTwieil. Pac-
yeT nepueHTuieit UMT npoBomuiicst Tpy oMoIu porpamMm BeceMupHoit opraHu3alivm 31pa-
BooxpaHeHusi: WHO Anthro (nns aeteii 1o 5 net) 1 WHO Anthroplus (o715 aeteii ctapiie 5 JeT)
(http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/en/). st
OLIEHKU TIOKa3aTesiell pocTa U Macchl Tejla nereid paHHero Bo3pacta (no 2 jet) UMT He nipu-
MEHSIETCS.

Cnuncok pekoMeHayeMoii imtepaTypbl

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

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

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

4. Quanjer P.H., Tammeling G.J., Cotes J.E. et al. Lung volumes and forced ventilatory flows.
Report Working Party Standardization of Lung Function Tests, European Community for
Steel and Coal. Official Statement of the European Respiratory Society. Eur.Respir.J. 1993;
(6, Suppl.): 16: 5—-40.
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NMPUNTOXXEHME 2

XapakTepucTnka BapuaHTOB HYKJIEOTUAHOW nocnenoBatenibHOCTU reHa CFTR y nauueHToB
¢ mykoBucuungosom P®D B 2018.

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

30

31
32
33
34
35
36
37

38

39
40
a1
42
43
a4

HasBaHnue

reHeTu4eckoro BapuaHta

F508del
CFTRdele2,3

E92K
3849+10kbC->T
2143delT

2184insA

1677delTA
W1282X
N1303K
G542X
L138ins
394delTT
R334W
S466X
W1282R
S1196X
3821delT
2789+5G>A
1367del5
W1310X
3272-16T>A#
R1066C
3944delGT
621+1G->T
712-1G->T
L1335P
R553X
R1162X
R785X

CFTRdup(6b-10)

1898+1G->A
1898+1G->C
S945L
4015delA
S1159F
3849G->A
G85E

D1152H

c.1766+2T>C
175delC
R1158X
p.Tyr84X#
R347P
3659delC

HasBanue
no koaupyiouwei AHK

€.1521_1523delCTT

€.54-5940_273+
10250del21kb

€.274G>A
c.3718-2477C>T
c.2012delT

€.2052_2053insA
(c.2052dupA)

c.1545_1546delTA
¢.3846G>A
¢.3909C>G
c.1624G>T
¢.413_415dupTAC
€.262_263delTT
¢.1000C>T
c.1397C>G
c.3844T>C
¢.3587C>G
c.3691delT
€.2657+5G>A
c.1240_1244delCAAAA
c.3929G>A
c.3140-16T>A
c.3196C>T
¢.3816_3817delGT
c.489+1G>T
¢.580-1G>T
€.4004T>C
c.1657C>T
c.3484C>T
€.2353C>T

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

c.1766+1G>A
c.1766+1G>C
€.2834C>T
c.3883delA
c.3476C>T
c.3717G>A
c.254G>A

€.3454G>C

c.1766+2T>C
c.43delC
c.3472C>T
€.252T>A
¢.1040G>C
c.3528delC

HassaHnue

no CUHTe3npyemMomy GenKy

p-(Phe508del)
p-(Ser18Argfs*16)

p.(Glu92Lys)
No protein name

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

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

No protein name

No protein name
No protein name
p.(Ser945Leu)
p.(lle1295Phefs*33)
p-(Ser1159Phe)
No protein name

p.(Gly85Gilu)
p.(Asp1152His)

No protein name
p.(Leu15Phefs*10)
p-(Arg1158*)
p.(Tyr84*)
p.(Arg347Pro)
p.(Lys1177Serfs*15)

Knacc

Hen3BeCTHO
')
1

1

1
HEM3BeCTHO

|
Hen3BeCTHO
Hen3BecTHO

v

®deHoTUn

TSOKenNbIA

TAXENbIA

MSArKuin
MSrKUin

TSXENbIn

TAXEnNbl

TSOKEenNbIA
TAXEnNbIA
TSOKEnNbIA
TXEnNbI
MSrKUin
TAXENbIA
MSrKuin
TXEnNbIA
TKEenbli*
TAXEnNbI
TXKENbIA
MSrKUin
TSOKEenNbIA
TAXEnNbIA
MSIrKuin
TAXEnNbIA
TKENbIA
TAXENbIA
TSXENbIA
MSrKuin
TSOKEnNbIA
TAXEnNbIA

TSOKENbIA

TAXEnbI

TSXENbIA
TAXENbIA
MSArKuin
TXEnNbIA
MSIrKuin
MSArKnin

TXKENbIA

MSIrKuin

TSOKEenNbIA
TAXEnNbI
TSOKenNbIA
TAXEnNbI
MSArKnin

TAXENbIA

KnuHuyeckas 3Haum-
MocTb no 6ase CFTR2

NaToreHHbIN

NaToreHHbIN

naToreHHbIn
naToreHHbIN

NaToreHHbIN

NnaToreHHbIn

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

NaToreHHbIn

NaToreHHbIn

NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIN
NaToreHHbIn
naToreHHbIn

NnaToreHHbIn

pPa3nnyHbie KIIMHN4ye-

CKue BapuaHTbl
He onucaH
NaToreHHbIn
NaToreHHbIN
He onucaH
naToreHHbIn

naToreHHbIN

0

53,05
6,09

3,04
2,38
2,11

1,84

1,77
1,75
1,55
1,48
1,35
0,86
0,79
0,54
0,52
0,49
0,49
0,42
0,37
0,34
0,34
0,27
0,25
0,20
0,20
0,19
0,19
0,17
0,17

0,13

0,13
0,13
0,12
0,12
0,12
0,12
0,10

0,08

0,08
0,08
0,08
0,08
0,08
0,07
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45
46
47
48
49

50

51
52
53

54

55
56

57

58
59
60
61
62
63
64
65
66
67
68
69

70

71
72
73
74
75
76
77
78

79

80
81
82

83

84
85
86
87
88
89
920

91

HasBaHnue
reHeTMYecKoro BapuaHTa

R792X
2183AA->G
A96E
R117C
1248+1G->A

3667ins4

4382delA
1717-1G->A
4016insT

R1070Q

D110H
Q98R

CFTRdup7-8 (6b,7*)

1716+1G->A
T1036N
604insA
R75X
S1159P
D579Y
E403D
K710X
3272-26A->G
p-Pro205Thr
G194R
185+1G->T

2721del11

L732X
E92X
G551D
3130delA
c.1219delG
Q493R
Y362X
p.Asp993Ala#

R117H

Y569H
p.Trp277X#
G178R

4428insGA

4374+1G->A
p.Trp361X
681delC
K598ins#
G1047S #
W79X
2184delA

CFTRdele4-11(4-10%)

HasBaHnue
no koaupyowein JHK

€.2374C>T

¢.2051_2052delAAinsG

c.287C>A
€.349C>T
c.1116+1G>A
¢.3535_3536insTCAA

(c.3532_3535dupTCAA)

c.4251delA
c.1585-1G>A
¢.3889dupT

¢.3209G>A

¢.328G>C
€.293A>G

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

c.1584+1G>A
c.3107C>A
c.472dupA
€.223C>T
c.3475T>C
c.1735G>T
c.1209G>C
c.2128A>T
¢.3140-26A>G
c.613C>A
c.580G>A
c.53+1G>T

€.2589_2599del
AATTTGGTGCT

c.2195T>G
c.274G>T
c.1652G>A
c.2998delA
c.1219delG
c.1478A>G
c.1086T>A
c.2978A>C

¢.350G>A

c.1705T>C
c.831G>A
c.532G>A

¢.4296_4297insGA
(c.4300_4301dupGA)

c.4242+1G>A
c.1083G>A
c.550delC
¢.1795_1796insAAA
¢.3139G>A
€.236G>A
c.2052delA

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

HassaHnue

no CUHTEe3upyemomy Oenky

p.(Arg792*)
p.(Lys684Serfs*38)
p-(Ala96Glu)
p.(Arg117Cys)

No protein name
p.(Thr1179llefs*17)

p.(Glu1418Argfs*14)
No protein name

p.(Ser1297Phefs*5)
p.(Arg1070GIn)

p.(Asp110His)
p.(GIn98Arg)

No protein name

No protein name
p.(Thr1036Asn)
p.(Ser158Lysfs*5)
p.(Arg75*)
p-(Ser1159Pro)
p.(Asp579Tyr)
p.(Glu403Asp)
p.(Lys710*)
No protein name
p.(Pro205Thr)
p.(Gly194Arg)

No protein name
p.(lle864Serfs*28)

p.(Leu732*)
p.(Glu92*)
p.(Gly551Asp)
p-(lle1000Leufs*2)
p.(Glu407Asnfs*35)
p-(GIn493Arg)
p.(Tyr362*)
p-(Asp993Ala)

p.(Arg117His)

p.(Tyr569His)
p.(Trp277*)
p.(Gly178Arg)

p.(Ser1435Glyfs*14)

No protein name
p.(Trp361*)
p.(Leu184Phefs*5)
p.(Lys598dup)
p.(Gly1047Ser)
p-(Trp79*)
p.(Lys684Asnfs*38)

No protein name

Knacc

1
1
HEU3BECTHO
\'
|

Vi
|
1

v

Hen3eecTHO

Hen3BecTHO

|
HEeU3BecTHO

1

1
HEU3BeCTHO
HEU3BeCTHO
HEen3BecTHO

1

\
HEU3BECTHO
HEU3BeCTHO

|
|
L]
1
1
HEU3BeCcTHO
|

HEen3BeCTHO

1\

HEeU3BecTHO
1
L]

|

1

1
HEU3BECTHO
HEU3BECTHO

|

1

®deHoTUN

TSOKEenNbIA
TAXEnNbI
MSArKuin
MSrKUin

TSOKenNbIA

TAXENbIA

MSIrKuin
TAXEnNbI

TSOKENbIA

MSIrKuin

MSrKUin

MSrKUin

TXKENbIA

TAXEnNbI
MSAIrKnin
TAXENbI
TSXENbIA
MSrKUin
TSOKEenNbIA
TAXEnNbIA
TSOKEnNbIA
MSArKnin
MSArKuin
HEU3BECTHO

TSOKEenNbIA

TAXENbIA

TSOKEnNbIA
TAXEnNbI
TSOKENbIA
TAXENbIA
TSXENbIA
HEeU3BeCTHO
TSOKEnNbIA

MSIrKuin

MSrKuin

MSrKUin
TSXKENbIA

TAXENbIA

MSArKnin

TXEnNbI
TSOKEnNbIA
TAXEnNbI
TKENbIA
HEeU3BEeCTHO
TSOKEenNbIA

TAXEnNbIA

TSXKENbIA

Knununyeckas 3Haumn-
mocTb no 6ase CFTR2

NaToreHHbIn
NaToreHHbIn
He onucaH
NaToreHHbIN

NaToreHHbIn

naToreHHbIN

NaToreHHbIN
NaToreHHbIn
NaToreHHbIn

pPa3nnyHbie KIIMHNn4ye-
CKWe BapuaHTbl

NaToreHHbIN

NaToreHHbIN

naToreHHbIn

NaToreHHbIn
He onucaH
He onucaH

NaToreHHbIN

NaToreHHbIN
He onucaH
He onucaH

NaToreHHbIn

NaToreHHbIn
He onucaH

NaToreHHbIN

NaToreHHbIN

naToreHHbIN

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

Pa3nnyHblie KNnHn4ye-
CKue BapuaHTbl

He onucaH
He onucaH

NaToreHHbIN

naToreHHbIn

NaToreHHbIN
He onucaH
He onucaH
He onucaH
He onucaH

NaToreHHbIN

NaToreHHbIN

NaToreHHbIN

0

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

0,07

0,07
0,07
0,07

0,07

0,05
0,05

0,05

0,05
0,05
0,05
0,05
0,05
0,05
0,05
0,05
0,05
0,05
0,05
0,05

0,03

0,05
0,03
0,03
0,03
0,03
0,03
0,03
0,03

0,03

0,03
0,03
0,03

0,03

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

0,03
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92
93
94

95

96
97
98

99

100
101
102
103
104
105
106
107
108
109
110
i
112
113
114
115
116
117
118
119
120
121
122
123

124

125

126
127
128
129
130
131
132
133
134
135

136

137
138
139

HasBaHnue
reHeTMYecKoro BapuaHTa

c.3325delA#
574delA
A141D

CFTRdele1-11 (1-10%)

c.174_177delTAGA
3120+1G->A
Y1092H

5T;TG12

1078delT
1525-1G->A
296+1G->T
4022insT
c.1679+2T>C
c.3983T>A#
p.Lys1468Asn
E1104X
F1286S
G1249E
K598X
L1093P
p.Glu92Ala#
R1102X
R851X
W57G
wa82x
4095+1G->T
663delT
p.Asn505His#
€.3229_3230delCT
p-Phe1078lle
c.3874-2A>G
c.451delC#

CFTRdele12,13del16#

CFTRdele19-22(17a-19)#

D572N

G461E

G480S

Q359K/T360K
S1255P
Y569D
¢.3815_3816insTTG#
2118del4
c.1708_1712delTTATT #
c.353delC#

€.3927_3938del
GTGGAGTGATCA#

E831X
€.2619+1G>A#
Q39X

HasBaHnue
no koaupyowein JHK

c.3325delA
c.442delA
c.422C>A

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

c.174_177delTAGA
€.2988+1G>A
¢.3274T>C

¢.[1210-12[5];1210-
34TG[12]]

c.948delT
c.1393-1G>A
c.164+1G>T
€.3890_3891insT
c.1679+2T>C
c.3983T>A
c.4404A>C
¢.3310G>T
¢.3857T>C
c.3746G>A
c.1792A>T
c.3278T>C
c.275A>C
¢.3304A>T
€.2551C>T
c.169T>G
€.2645G>A
c.3963+1G>T
c.531delT
c.1513A>C
¢.3229_3230delCT
c.3232T>A
c.3874-2A>G
c.451delC

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

c.(2988+1_2989-
1)_(3717+1_3718+1)del

c.1714G>A
c.1382G>A
c.1438G>A
c.[1075C>A;1079C>A]
¢.3763T>C
c.1705T>G
¢.3815_3816insTTG
c.1986_1989delAACT
c.1708_1712delTTATT
c.353delC

€.3927_3938del
GTGGAGTGATCA

€.2491G>T
c.2619+1G>A
c.115C>T

HassaHnue

no CUHTEe3upyemomy Oenky

p.(lle1109Serfs*12)
p.(lle148Leufs*5)
p.(Ala141Asp)

No protein name

p-(Asp58Glufs*32)
No protein name

p.(Tyr1092His)
No protein name

p.(Phe316Leufs*12)
No protein name
No protein name
p.(Gly1298Trpfs*4)
No protein name
p.(lle1328Lys)
p.(Lys1468Asn)
p.(Glu1104*)
p.(Phe1205Ser)
p.(Gly1249Glu)
p.(Lys598*)
p.(Leu1093Pro)
p.(Glu92Ala)
p-(Arg1102*)
p.(Arg851*)
p.(Trp57Gly)
p.(Trp882*)

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

p.(GIn151Argfs*2)

No protein name

No protein name

p.(Asp572Asn)
p.(Gly461Glu)
p-(Gly480Ser)
p-[GIn359Lys;Thr360Lys]
p.(Ser1255Pro)
p.(Tyr569Asp)

p.(Val1272-Ser1273insTrp)

p.(Thr663Argfs*8)
p.(Leu570Argfs*17)
p-(Ser118Leufs*6)

p.(Trp1310_GIn1313del)

p.(Glu831*)
No protein name

p.(GIn39*)

Knacc

HEen3BeCcTHO

HEU3BeCTHO
|

HEeNU3BeCTHO

1

|
HEen3BecTHO
HEen3BecTHO
HEen3BecTHO

1
HEU3BeCTHO
HEU3BEeCTHO

|
HEU3BeCTHO
HEen3BecTHO

1

1

Hen3eecTHO

®deHoTUN

TAXEnNbIA
TKENbIA

MSrKUin

TSOKEnNbIA

TAXENbI
TSOKEenNbIA

HEenU3BeCTHO

MSrKUin

TXEnNbI
TSXKENbIA
TAXENbIA
TSOKEeNbIA
TXEnNbIA
HEeU3BeCTHO
MSAIrKnin
TXKENbIA
MSrKUin
HEeM3BecTHO
TXEnbIn
MSIrKuin
TAXEnNbI
TSOKENbIA
TAXENbIA
TSXENbIN
TAXENbIA
TSOKEenNbIA

TXEnNbIA

HEen3BecTHO

HEeU3BecTHO
HEU3BEeCTHO
HEU3BECTHO
HEU3BEeCTHO
i
L]
HEen3BecTHO
1
1
1

THO
TXEnNbI
HEeU3BecTHO
TAXENbIA

TSOKEeNbIA

TXEnNbIA

TSXKENbInA

TXEnNbI
MSArKuin
HEeU3BEeCTHO
HEeM3BecTHO
TAXEnNbIA
TSDKenNbIA
TAXEnNbI
TSOKENbIA
TAXENbIA

TSXKENbIA

TAXEnNbI

MSrKuin
TAXEnNbIA

TKENbIA

Knununyeckas 3Haumn-

mocTb no 6ase CFTR2

He onucaH
NaToreHHbIn

naToreHHbIN

He onucaH

NaToreHHbIN
NaToreHHbIN
He onucaH

Pa3nnyHble KNnHn4ye-
CKue BapuaHTbl

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

He onucaH

He onucaH

He onucaH

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

He onucaH

He onucaH

NaToreHHbIN
He onucaH

NaToreHHbIn

0

0,03
0,03
0,03

0,03

0,03
0,03
0,03

0,03

0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02

0,02

0,02

0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02
0,02

0,02

0,02
0,02
0,02
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140
141

142

143
144
145
146
147
148
149

150

151
152
153

154

155

156

157
158
159
160
161

162

163
164
165
166
167
168
169

170

171
172

173

174
175
176
177

178

179
180
181
182
183
184

HasBaHnue
reHeTMYecKoro BapuaHTa

3791delC
4040delA

5T

p.Glu402X
V392G
1660delG
1811+1,6kbA->G
p.Gly509Val#
¢.1580dupA
c.869+2T->G

CFTRdele2(2)

L218X
L233F
L568F

R1070W
R347H
Y1032C

Y569C
1259insA
2043delG

p.Leu581X#
€.743+2T>A#

CFTRdele8(7*)#

p.Pro988Arg
Q290X
R1066H
W19G#
W277R
W401X
Y1092X

2185insC

€.2493delG
p.Glu1433Gly #

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

G27X
G509R
G970D

c.1608delA#

CFTRdele2-8(2-7*)#

Q1412X
2114delT
2790-2A->G
3272-11A->G
4005+1G>T
406-1G->A

HasBaHnue
no koaupyowein JHK

c.3659delC
c.3908delA

¢.1210-12[5]

c.1204G>T
c.1175T>G
c.1528delG
¢.1679+1634A>G
c.1526G>T
¢.1580dupA
c.869+2T->G

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

€.653T>A
€.697C>T
c.1704G>T

€.3208C>T
c.1040G>A
¢.3095A>G

¢.1706A>G
c.1127_1128insA
c.1911delG
c.1742T>G
C.743+2T>A

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

€.2963C>G
c.868C>T

¢.3197G>A
¢.55T>G
€.829T>A

¢.1202G>A or c.1203G>A*

c.3276C>A

€.2053_2054insC*
(c.2045_2046insA)

€.2493delG
c.4298A>G

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

c.79G>T
¢.1525G>C
€.2909G>A
c.1608delA

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

€.4234C>T

c.1982delT
€.2658-2A>G
c.3140-11A>G
¢.3873+1G>T

c.274-1G>A

HassaHnue

no CUHTEe3upyemomy Oenky

p.(Thr1220Lysfs*8)
p.(Asn1303Thrfs*25)

No protein name

p.(Glu402*)
p.(Val392Gly)
p.(Val510Phefs*17)
No protein name
p.(Gly509Val)
p-(Glu528Argfs*40)

No protein name
No protein name

p.(Leu218*)
p.(Leu233Phe)
p.(Leu568Phe)

p.(Arg1070Trp)
p.(Arg347His)
p.(Tyr1032Cys)

p.(Tyr569Cys)
p.(GIn378Alafs*4)
p-(GIn637Hisfs*26)
p.(Leu581*)

No protein name
No protein name

p-(Pro988Arg)
p.(GIn290*)

p-(Arg1066His)
p-(Trp19Gly)

p.(Trp277Arg)
p.(Trp401*)
p.(Tyr1092%)

p.(GIn685Profs*84)

p.(Glu831Aspfs*13)
p.Glu1433Gly

No protein name

p.(Gly27%)
p.(Gly509Arg)
p-(Gly970Asp)
p-(Asp537Thrfs*3)

No protein name

p.(GIn1412%)
p.(lle661Thrfs*2)
No protein name
No protein name
No protein name

No protein name

Knacc

I
HEeU3BecTHO

®deHoTUN

TAXEnNbIA

TKENbIA

MSIrKUin

TSXKENbIA
MSrKUin
TSOKEenNbIA

MSIrKnin

|
HEen3BecTHO

HEen3BeCTHO

v

v

HEen3BeCTHO

HEU3BEeCTHO
|
|
|

HEen3BeCTHO

HEnM3BeCTHO
1
HEM3BeCTHO
HEN3BeCTHO
Hen3BeCTHO
1
1

HEeN3BeCTHO

1
Hen3BeCTHO
HEen3BecTHO

THO
TXEnNbIA

TSXKENbIA

TAXEnNbIA

TSOKEeNbIA
HEM3BECTHO

TSOKEnNbIA

MSrKUin

MSArKuin

MSIrKuin

HEeM3BecTHO
TXEnbIn
TSOKenNbIA
TAXEnNbI

TSOKENbIA

TAXEnNbIA

MSrKUin
TAXENbIA
HEen3BeCTHO
MSIrKuin
TSOKENbIA
TXEnNbI

TSXENbIA

TAXEnNbI

TSOKEeNbIA

MSIrKuin

TSXKENbIA

TXEnNbI
MSArKuin
HEeU3BeCTHO

TSOKEenNbIA

TXEnNbl

TSDKenNbIA
TAXEnNbI
HEU3BecTHO
MSrKUin
TSXKENbIA

TAXENbIA

Knununyeckas 3Haumn-
mocTb no 6ase CFTR2

NaToreHHbIn
NaToreHHbIn

pa3nnyHbie KIIMHN4ye-
CKne BapuaHTbl

He onucaH
He onucaH
He onucaH
He onucaH
He onucaH
He onucaH

He onucaH

NaToreHHbIn

He onucaH
He onucaH
He onucaH

Pa3finyHble KNnHn4ye-
CKue BapuaHTbl

naToreHHbIn

pPa3nunyHbie KJIMHN4ye-
CKne BapuaHTbl

NaToreHHbIN
NaToreHHbIN
He onucaH
He onucaH

He onucaH

NaToreHHbIN

He onucaH
He onucaH
NaToreHHbIn
He onucaH
He onucaH
naToreHHbIn

NaToreHHbIN

NaToreHHbIn

He onucaH

He onucaH

He onucaH

NnaToreHHbIn
He onucaH
NaToreHHbIN

He onucaH

He onucaH

NaToreHHbIN
NaToreHHbIn
He onucaH
He onucaH
He onucaH

NaToreHHbIN

0

0,02
0,02

0,02

0,02
0,02
0,02
0,02
0,02
0,02
0,02

0,02

0,02
0,02
0,02

0,02
0,02
0,02

0,02
0,02
0,02
0,02
0,02

0,02

0,02
0,02
0,02
0,02
0,02
0,02
0,02

0,02

0,02
0,02

0,02

0,02
0,02
0,02
0,02

0,02

0,02
0,02
0,02
0,02
0,02
0,02
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MpunoxeHus
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BpamnTob — pacTBOp ANS VHransumid. 1 Mn npenapara CoAepXXUT: akTUBHOE BELLECTBO TobpamuumH 75 Mr. MNMokadaHus: ans
NeHeHNst MHAEKLII fibixaTenbHbIX MyTel, Bbi3aBaHHbIX Pseudomonas aeruginosa y 60mbHbIX
C MyKOBVCLIMA030M. POTMBONOKa3aHIS: NOBbILLEHHAs HyBCTBITENBHOCTL K NPenapary, AETCKMI BO3PacT Ao 6 neT.
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¢ DdhhekTMBHOE MYyKONUTUYECKOE AencTBue’

e Jlyywias nepeHOCUMOCTb MO CPaBHEHMIO C
rMNepTOHMYECKUM PACcTBOPOM XJiopuaa HaTpus®®

L CTepI/IJ'IbHOCTb 1 noJsiHasd rotoBHOCTb
K ncrnosib3oBaHuo*

¢ [IpyMeHseTca y naumMeHToB ¢ Hambornee
TSOKEeNbIMU 3aboneBaHNAMMN opraHoB ObiXaHwus:
MYKOBUCLMA030M 1 6pOHXO3KTa3ammu*

[MaHeb — rMnNepTOHNHECKNIA CTEPUNBHBIA PACTBOP AN1st UHransumn. B pacteope ans nHranauuin Maxed ans
pacribineHyst copepXXuTcs 70 MI/Mn HaTPUs Xnopuaa, 1 MM ruanypoHaTa HaTpus U ANCTUNINPOBaHHas Bofia,
MpoTueonokasaHus: MaHe6 NPoTVBOMOKa3aH NaLUMeHTaM, Y KOTOPbIX CTb NOBbILLIEHHAR YyBCTBUTENbHOCTb K
KOMMOHEHTaM rpenapara.

1. Wark P, McDonald VM, Nebulised hypertonic saline for cystic fibrosis. Cochrane Database Syst Rev. 2009 Apr
15;(2):CD001506. 2. Buonpensiero P et al. Hyaluronic acid improves «pleasantness» and tolerability of nebulized
hypertonic saline in a cohort of patients with cystic fibrosis. 3. Ros M et al. Hyaluronic acid improves the tolerability
of hypertonic saline in the chronic treatment of cystic fibrosis patients: a multicenter, randomized, controlled clinical
trial. J Aerosol Med Pulm Drug Deliv. 2014 Apr;27(2):133-7. 4. VIHCTPYKUMS MO NMPUMEHEHNIO U3LAENNS MEAULIMHCKOrO
Ha3HauEeHus.
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