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AKTyaJbHOCTB: MyKoBucHI03 (MB) mpencraBiseT co00it ayTOCOMHO-PEIIECCUBHOE TCHETHIE-
cKoe 3aboJeBaHHe, 0OYyCIOBICHHOE NTUCOYHKIMEH MYKOBUCIIMIO03HOTO TPaHCMEMOPAHHOTO perylis-
topa npoBoauMocTd (CFTR) nonHoro kanana Ha anukaiabHON MOBEepXHOCTH snuTenus. JJo HexaBHe-
r'O BPEMEHU JieueHre ObLIIO HANPaBIEHO Ha yCTPaHEHHE OCJIOXKHEHHUH B MOPaKEHHBIX OpraHax, B OC-
HOBHOM Ha YJy4IICHHE MYKOI[MJIMAPHOTO KIUpPEHCAa W JeueHHWe WH(MEKINU IbIXaTeIbHBIX IyTeH,
HOpMAIIM3AINI0 (QYHKIUHU KETyJTOUHO-KHIIEUHOTO TpakTa. PaspaboTka HU3KOMOIIEKY ISIPHBIX Mpera-
paroB-monynaropoB CFTR 3a mocrnennee aecsaTuiieTue 03HaMEHOBalla HOBYIO dpy Tepanuu MB [3,
4]. MoaynsTopsl HaleJleHbl Ha OCHOBHOM aedekt u ynyumator pynkuuio CFTR. B 3aBucumocTu ot
KOHKpeTHOro reHotuna u kiacca myranuii CFTR ucnonbyercst 1100 MoHOTEepamnus, 1100 KoOMOHWHa-
ust MmonynsatopoB. Momynsaropsl CFTR mpeacTaBisroT cobol oguH W3 JIyUYITUX TPUMEPOB TOUHOMH
MEUIMHBI Ha ceroausHui aeub [1, 2]. [Ipeacrapisiio uHTepec OueHuTh 3PHEKTUBHOCTH MOJTYJIs-
topoB CFTR npu MB y nereii.

Lenap ucesenoBanus: OUECHUTH QYHKLNU BHELIHETO AbIXaHUA NpH Jedennn moayastopamu CFTR
npu MB y gerei.

Marepuasnl 1 MeToabl: [IpoBejieH aHaNM3 UCTOPHIA OONIe3HEH 5 MAIMEHTOB ¢ MYKOBUCIIHIO30M,
cpeau Hux 3 (60%) manbuukos, 2 (40%) neBouek, B Bozpacte oT 7 a0 15 net. Bee obcnenyemble mamu-
enTbl ObuH ¢ Mytanued CFTR. IlankpeaTtudeckass HEOCTaTOYHOCTh onpenensuiack y 3 (60%) nereit.
Kombunanuto snekcaxadrop/resakadrop/usakadprop nomayuanu 3 (60%) pedenka, nakadTop noiayda-
mu 2 (40%) nmanmenTa. J[MUTEIPHOCTS UCTIONB30BAHUS TAPTETHOM Teparuy COCTaBmIIa OT 3 10 7 Mecs-
neB. OOcienoBanne manueHToB mpoBoamiIock Ha 6aze [I'b nm CB. Onbru ¢ urons 2021 mo ¢espanb
2022 rona.

PesyabTaTsl: Bce manueHtsl ¢ MB Ha ¢oHe mpoBoAMMON TapreTHOW Tepamuu CyOBEKTUBHO
OTMeYalld yMEHBIIIEHNE Kallllisd, KOJIMIEeCTBA OTACIIeMO MOKPOTHI M YMEHbBIIICHHE YHCIIa 000CTpe-
HE#. Y Bcex 00CIeayeMbIX BEISBICHO TMOBHIMIICHHE KU3HEHHON eMKocTH Jerkux (OKEJI) B cpenrem
Ha 9,84 % u 00beM GopcupoBaHHOTO BhioXa 32 1 cekynay (O®B1) B cpennem Ha 15,1 %. Ha done
Tepanuu snekcakadrop/rezakapTop/uakadrop: Mmennana ODPB1 no Hauana npuMeHeHHUS KOMOHU-
Hauuu cocraswia 74,9 (55-88), mocne kypca npenapara — 95 (70-102,55), menuana XKEJI no
Hayaya MpUMeHeHUs1 KoMOWHaIuu coctabmna 92,65 (54-107,74), mocne xypca mpemapara — 112
(64-112,31). Ha done tepanuu mBakadhtopom meanana ODB1 mo Hauanma mpuMeHEHUs Mpemapara
coctraBmia 101 (96-106), mocne kypca npenapata — 105,725 (105,69-105,76), meauana XKEJI no
Hayaja MpUMEHEeHUs KoMOuHauu cocrasuia 92,65 (97-108), nocne kypca npemnapara — 110,85
(104,63-117,07).

BoIBoabI: TapreTHas Tepanus MyKOBHCIIHI03a TO3BOISET MOBBICUTE TTokazarenn ODBI1 u XKEJI u
3HAYUTEIBHO YIYYIIUTh KAYECTBO KU3HU TAIIHEHTOB.
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