MYKOBICHUJAO3 (Del F508/-) 3 HAHKPEATUYHOIO HEAJOCTATHICTIO
(KJIHTHIYHE CITIOCTEPEKEHHS)
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XapKiBChKHUI HAIllOHATBHUN MEAMYHUNA YHIBEPCUTET, M. XapKiB

AKTyanbHicTh mnpodjgeMu. MyKOBICIIMI03 — 1€ T'€HETHYHE 3aXBOPIOBAHHSA, IO
XapaKTepU3YETbCA TOJICUCTEMHUMH YpaKeHHSAMHU. JlaHa maTONOriss MEepeBaXHO Bpaxae
€K30KPHMHHI 32J103H, OPTraH! AUXAHHS Ta NLIYHKOBO-KHUINKOBUH TPaKT. 3CUJIAIOYICh HA JaHl
The Cystic Fibrosis Foundation (Pona 3 MyKoOBIiCIIHI03Y), MOKHA 3HAWTH CTATUCTUKY KIIIHIYHUX
BUIAJIKIB, sIKa Jocsrae mo3Hadyku monayn 70 tuc. ocib., a ne, mpubmmszHo 1 xBopuit Ha 2500
3JI0POBUX JIITEH.

Meta poboTu. /[unamiuHe criocTepeKeHHs Ta BEIEHHS XBOPUX JIiTe Ha MyKOBICIIHJI03 3
myTariero Del F508/-

Marepiann Ta wMeroau. KiiHidHe crocrepekeHHs IUTHHH Bikom 7 wic. [,
rocmitaiizoBanoi ngo KHIT XOP O6nacHa nuTs49a KIIiHIYHA JHKApHSA Y  BIUIUICHHS
racTPOEHTEPOJIOTIi Ha TJIi CKapr Ha HEJOCTATHIO MPUOABKY MacH TiJia BIIHOCHO BiKY, CT€ATOPEIO
Ta 3aTPUMKY MOTOPHOT'O PO3BUTKY.

Pe3ysabTaTH Aoc/aifKeHHs. 3 aHAMHE3Y JKUTTS Ta 3aXBOPIOBAHHS BCTAHOBJICHO: JTUTHHA
BiJ | BaritHOCTI, nosioru 1, Hapoauiacs B 38 THXKHIB recTallii B pe3yJbTaTl KECapuBOI0 PO3THHY
y 3B’A3Ky 3 IepeAYacHUM BiAlIapyBaHHAM IulalieHTU. Bara mpu nHapomxenai — 2900 r.. Ilpu
IPOBE/IEHHI HEOHATAJILHOTO CKPIHIHTY OYB BUsIBIIEHUH NiBUIIeHNH piBeHb IPT, 3 iboro npusogy
JTUTHUHA CIoCcTepirajgach y IUIBHUYHOTO memiatpa. B 5 wmic. mic. Oyma mpoorepoBaHa Micis
BcTaHOBJIeHH: JiarHo3y - ['TIMK 3a remopariyaum THIoM 3 pOpMyBaHHSIM BHYTPIITHBOMO3KOBOT
reMaToOMH IpaBoi JIOOHOT /10711 TOJIOBHOT'O MO3KY 3 IPOPHUBOM B IIUTYHOUYKOBY CUCTEMY BHACIi0K
po3puBy ABM. B 6 mic. Oyno 3amifio3peHo AiarHo3 MyKOBICIIMI03, (Ha MiJCTaBl aHaMHE3y Ta
cKapr Ha OaraTopa3oBe OJIOBaHHS, MIISIBICTh, 3aTPUMKY IICHXOMOTOPHOTO PO3BHUTKY, HEJOCTATHIO
npubaBKy Macu TiJIa BIIHOCHO BIKY Ta HOSIBY cTeaTopei.), IMTHHA HalpaBiieHa 0 M€HETHYHOT
KoHCcynbTalii. [IpoBeneHi qiarHOCTUYHI AOCIIKSHHS : MijoKapriHoBa npoda — 110,2mMMomb\,
KONporpaMa — TMPHUCYTHI HEUTpaJdbHUN KHUp Ta KXUPHI KHUCIOTH Yy TOMIpHIA KIUIBKOCTI.
MonexynsipHuil aHaIi3 BUSIBUB, 110 Malli€HT € HocieMm MyTalii delF508 3a rerepo3uroTHUM THIIOM.
JuTtuHi 3p0o0JIeH] MEeTIeHHS 3T1THO 3 KaJleHJapeM BaKIIMHAII1.

o KHIT XOP Ob6nacHa muTsva KJIiHIYHA JIKapHS JATUHA HaOidmoia y Bimi 7 mic amis
MOJAJIBIIOr0 JOOOCTEKEHHsI Ta KOHCEpBAaTUBHOTO JIiKyBaHHs. [Ipu orysaai mkipa 67iga, yucra.
['onosa rinpouedansHoi Gopmu, Ha MIKipl JOOHOI AUISHKM Micisonepaiiinuii pyoeus 6iim0-
pokeBoro koibopy. JIiBoOIuHMI Teminape3. [omoBy Tpumae He [0Bro, HE CHIUTh, HE
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nepeBepTaeThes. JKUBIT Tij yac mampmarii M’skuid, remaroMeramis. Y3/[ opraHiB dpeBHOL
NOPOXXHHUHU: 301TIbIIEHHS JIHIMHUX po3MmipiB meuinku g0 +1 cMm. Hesnauni nudysni 3MiHu
nedinku BignoBigarore F1 cramii ¢ibpo3y 3a mkamoro METAVIR. [lomnepoKI: momipna
JsATaIls npaBux kamep. JliBo-npaBuii myHT B neHtpaibHid yactuni MIIIT d=3.1 mMm. Jlyxna
docdaraza - 6400 On/n. Kanpiit — 0.43 Mmmob/1.

I'ematutr B(HBV) anTutina Ig G no HBcAg 1.48. 'ematut B(HBV) cymapHni anTurina go
HBsSAg — 11.3. OrpumyBaB JlikyBaHHS IPOTSITOM 2 TH)KHIB: KPEOH, HyTPUTHHHA MiATPUMKA —
iHpaHTpiHi, ypcodasbK, KiHe3loTepalis, MoJiBiTaMiHHUN KoMiuieke. I[linTBep/pkeHO iarHo3:
mykoBiciuao3 (Del F508/-) 3 mankpeaTnyHO0 HEIOCTATHICTIO

BucHoBok. OcCOONMBICTIO JaHOTO CIIOCTEPEKEHHS € Te, IO y AWTUHU 3 JI1aTHO30M
MYKOBICITI/I03 Ma€ MICIle OpraHiYHa HEBPOJIOTIYHA TATOJIOTiS, BHACTIIOK PO3PUBY aHEBPH3MU
CYIMH TOJIOBHOTO MO3KYy, IIPOBEJICHO OICpaTHBHE BTPYYaHHsA. TakoX 3 ypaxyBaHHSIM
BUIIIE3a3HAYCHOTO aHAMHE3Y, HE MOXKHA BHKJIFOUMTH IEepPeHeCeHHi renatut B abo xponizaiito

HBYV y BakuunoBanoro natienTa (05.2021; 07.2021) .

3MIHU PEHAJIbHOI OKCUTEHAIIII Y NEPEJYACHO HAPO/[)KEHUX JIITEN 3
IFEMOJAUHAMIYHO 3HAUYYIIOIO BIJKPUTOIO APTEPIAJIBHOIO TIPOTOKOIO
O6ononcvra O.10"., Obononcwxuii O.1.

1.113 «IlninponerpoBchka MeanyHa akagemis MO3 Ykpainn» Kadenpa nemiarpii 2
2.KIT « 1O AKJI» 1OP»
Binninenns anecresionorii Ta peanimailii HOBOHapO )KEHHX.

MeTa po60TH- BUSHAYUTH 3MiHU PEHATHHOT OKCUTEHAIIIl y TIEpeYacHO HapOHKEHUX
IiTel 3 TeMOANHAMIYHO 3HAYYIIOK apTepianbHoio npoTokoio ('I3BAII).

Marepianu Ta metoam. IIpoBeneHo KoroprtHe, crpaTuikalliiiHe, MPOCHEKTHBHE
JOCHIKEHHS. OOcTexxeHo 74 HENOHONIEHHMX HOBOHAPO/DKEHUX, SKI HATIANUIM i
CTHIOCTepeKEHHs B mepiry 100y kuTts. Cepenus Bara-1998,2+56,55 (1950; 1660-2300),cepemiit
recranidHuii Bik — 32,94+0,22 (33; 32-34). [auienTn Oynu po3zisieHi Ha TPH IPYNHU B 3AJICKHOCTI
BiJ] HasSBHOCTI BiAKpUTOI apTepianbHoi npotoku (BAII) 1 11 remoauHaMigHOi 3HauymocTi: I rpymna
- 40 nmiteit 3 [3OAIL Il rpyna - 17 nmiteii 3 BAII 6e3 remoaunamiunux posnaais, 111 rpyna - 17
JiTed 3 3akputoro aptepianbHOl0 TpoTokoo (3AIl). Posmip BAII ma 1-my no6y 1 rpyma-
2,36+0,834, Il rpyna- 1,11+0,154.

PesyabsTaTn. Po3mipu BAIl y I rpyni neprumii 1eHb 3HAUHO NMEPEBUIITYBAIH 1IeH MOKa3HUK
y I rpymi (2,36+0,834 mpotu 1,11+0,154)(p <0,001). Ha Tpertiii nens xkuttst po3mip BAII 3HauHO

3MEHIIUBCS B 000X rpymnax, ane y | rpyni 3anuiuaBcs 3Ha4YHO OUIBIIMN, HUK y ApYTid rpymi (p
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