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AKTyanbHOCTb. BuanapHan atpesuns (BA) — peakoe 3abo-
AEBaHWE, XapaKTepU3YIOLLEECA MPOrPECCUPYIOLLEN XEATYXON,
axoAvel CTyAa W renatoMerasvien, npuBOAALLEE K LMPPO3y
neyeHn 1 NeYeHoYHoM HepocTaTouHOCTH. YacToTa BA cocTaBas-
eT 1 Ha 10-18 TbiC. HOBOPOXAEHHbIX, Npu 3ToM B 20% cAyyaeB
BbIABAAIOTCS CUHAPOMaAbHblE GOPMbI C CONYTCTBYHOLLIMMWU aHO-
MaAMAMU Pa3BUTUSA, UTO YCAOXKHAET AMArHOCTUKY W yXyAluaeT
NpOrHoa3.

Llenb uccnepoBaHua. OnucaHWe KAMHUYECKOTO CAy4as
CUHAPOMaAbHOM GopMbl BA y MAaAeHLa € YCreLHO NPpoBEAEH-
HOW TpaHCNAaHTaUMEN NEYEHMN.

MauneHTbl U MeToAbl. [1POBEAEH PETPOCMNEKTUBHbIN
aHaAu3 uctopun 6oAe3HW naumeHTkn C. KM3yuyeHbl AaHHble
HEOHaTaAbHOrO0 MepUoAa, pPe3yAbTaTbl MHCTPYMEHTAAbHbIX
1 AabopPaTOPHbIX UCCAEAOBaAHWI, FEHETUYECKMX TECTOB M MOCAE-
onepaLmoHHOro HabAAEHHS.

PesyabTaTtbl. M3 aHamHe3a 3aboneBaHWA WM3BECTHO, 4TO
Ha 2-e CyT XM3HW OTMEeYaAnCb HeOHaTaAbHas XEeATyXa, axoAus
cTyna. NabopaTopHo: rMnepbuAMpybUHEMUS (KOHBIOTMPOBaH-
HbIM 6UAMPYOUH (KB) — A0 34,5 MKMOAbL/A) 1 NOBbILLEHWE YPOOU-
AMHOreHa B moue. lpu yAbTpa3ByKOBOM UCCAEAOBaHUM OPraHoOB
6ptoHor nonoctv (Y3U OBIM) BbiBAEHbI NPaBOPACMNOAOXKEH-
HbI XEAYAOK, MOAUCTIAEHUS, CPEAVHHOE PACMOAOXKEHWE NEYEHH.
IxoKapanorpadua: BTOPUUHbIN AeDEKT MEXNPEACEPAHOM Nepe-
ropoAkn. B AMHaMuke — 3ckanauusi KAMHUKO-AabopaTopHOM
KapTUHbI 3aboAeBaHUs: renatocnAeHoOMeranusi, MKTepPUYHOCTb
KOXM U CAM3WCTbIX 060ONOYEK, CUHAPOM LMTOAM3A U XOAecTasa
(anaHMHaMUHOTpaHcdepasa (AAT), acnaprataMuHoTpaHcdhepa-
3a (ACT) — po 5 Hopwm; noBbleHne Kb, LienouHon docdaTassbl
(LL®), ramma-raytamuatpaHcdepasbl ([TT)). PebeHky anarHo-
CTMpOBaH cUHAPOM KMBemapka. MOAHOreHOMHOe U 3K30MHOoe

CEKBEHWPOBAHWE He BbISBUAM NATOrEHHbIX BapWaHTOB.
AoobcaepoBaHWE MO MOBOAY MOPAXEHUsI MEeYeHW He NPOBO-
AMAOCb, Ha3HauyeHa Tepanusa YPCOAE30KCMXOAEBOM KWMCAOTOMN.
HecmoTpss Ha npoBoAMMYHO Tepanuto, HabAoaaAacb OTpuULa-
TeAbHas AMHaMukKa. B 6 mec pebeHOK rocnutaAM3vpoBaH
B PepepanbHbli LEHTP. MpyM 0CMOTPEe — BblpaXeHHasn renato-
CMAEHOMEraAusa U UKTEPUUYHOCTb KOXHbIX MOKPOBOB U BUAMMbIX
CAM3UCTBIX 0B6oAOYEK. NabopaTopHO: aHeEMMUSA (reMOrAObWMH —
91 r/A) 1 noBbileHWe KoHUeHTpauui KB, ITT, LL®, AAT n ACT.
Y3N OBl — aAndOy3Hble M3MEHEHUSA MAaPEHXMMbl MEYEHM,
TMNONAA3WA XeAYHoro nysbipsa. dubpoanactomeTpus: F4 (ump-
po3) no wkane METAVIR. 330¢aroractpoAyoAEHOCKONUS: Bapu-
KO3HOE pacClUMpeHne BeH nueBoAa | cteneHu, ManbpoTtaums
XeAnyaka 1M 12-nepcTHOM KUWKKU. MarHWTHO-pe3oHaHcHasa (MP)
ToMorpadusa: HEemnoAHbI Situs inversus (AeBoe MNOAOXEHUe
neyeHu, npasoe — XeAyaka). MP-xonaHrnonaHkpeartorpadpus:
KOHTPaCTUPOBAHWE XXEAYHOro My3bipA MNpU HEBWU3YaAU3UpPY-
€eMbIX BHYTPUMEUYEHOUHbIX MNpoTokax. PebeHky ObiA BbiCTaB-
AEH 3aKAHOUMTEAbHbIN KAMHWUYECKWMI AMarHos: «LlMppos neue-
HW B UCXOAe OMAMApHOM aTpesuu, CybKOMMEeHCUPOBaHHbIN
(Child-Pugh 8 6annoB, kaacc B) ¢ noptanbHOM runepTeH3ne».
B 7 mec 9 aHel npoBeAeHa TpaHCMAAHTaUMSA CermMeHTa neye-
HW OT POACTBEHHOrO AOHOpa. locAeonepauroHHbIA NepUoA
npotlen 6e3 0CAOXHEHUI. HaszHaueHa NOXW3HEHHaA MMMYHO-
cynpeccuBHas Tepanus. MporHo3 3aboreBaHUsi OTHOCUTEABLHO
6AaronpUATHbIN.

3akaoueHue. BA ocTaeTca OAHOWM M3 BeAylMX MPUYUMH
XONeCTa3a Yy HOBOPOXAEHHbIX. CBOEBpEeMEHHOE BbIABAEHWE
BA, KOMMNAEKCHbIA MYABTUAUCLMNAMHAPHbBIA MOAXOA U ONTUMMU-
3aUMA AMArHOCTUYECKMX MapLUPYTOB KPUTUUYECKU BaXHbl AAA
MOBbILEHUS BbKMBAEMOCTU U KaueCTBa XU3HU NaLUEeHTOB.





