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TPAHCIVIAHTALIA IIEYIHKH Y JUTHHU BHACJIIIOK ATPE3Ii
JKOBYOBUBITHUX IJIAXIB: KJITHIYHWUU BUITATOK

ATpesisi )KOBYOBMBIAHMX LIASAXIB — piAKiCHA, ane 3arpos/imea 415 XUTTS YpoakeHa Bafa po3BUTKY renatobiniapHoi cuctemu,
LLLO XapaKTepun3yeTbCs NPOrpecyrUnM 06aiTepaLiiHM NPOLLECOM XOBYHMX MPOTOK i3 PO3BUTKOM X0/1ecTasy, biniapHoro Luyuposy Ta
NeyYiHKOBOT HEAOCTATHOCTI. Y CTaTTi HABEAEHO KNiHIYHMI BUNaAoK 14-piyHOro x/10n4mka 3 aTpesieto XXOBYOBMBIAHNX LLAAXIB, AKOMY
y BiLi 2 MicALiB BUKOHAHO onepadito 3a Metofom Kacai — TaHaki, a B 1 pik 3 MicsLi — OpTOTONIYHY TpaHCnIaHTauilo NeviHkv Big,
TPYMNHOTO AOHOPA Y 3B’A3KY 3 NPOrpecyBaHHAM NeviHKOBOI HeAOCTaTHOCTI. [icnsonepadinHnii nepiog 6yB yCKNagHEHUA YACIEHHUMY
penanapoToMisiMu1, peLavBHUM MEePUTOHITOM, CENCMCOM | TPMBAJIOK pecnipaTtopHoo Tepaniet. 3rofomM cTaH nalieHta crabini-
3yBaBCA. Bunagok nigkpecatoe 3HaYeHHS paHHbOI AiarHOCTUKM, CBOEYACHOIO XipypriYHOro BTPyYaHHs, MynbTUANCLUNAIHAPHOTO
BELEeHHA Ta iHAMBIAYani30BaHOI iMyHOCYNpecHBHOI Tepanii A5 LOBrOTPUBAIOro BUXUBAHHSA AiTel Nicns TpaHcnaaHTavw, i neyviHku.

KniouoBi cnoBa: aTpesisi )X0BYOBUBIAHMX LIASAXIB; onepayis Kacali; TpaHcniaHTawis nediHku; 4iTh; KNiHiYHWi BUNnagok.
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LIVER TRANSPLANTATION IN A CHILD DUE TO BILIARY ATRESIA: A CLINICAL CASE

Biliary atresia is a rare but life-threatening congenital malformation of the hepatobiliary system, characterized by progressive
obliterative process of the bile ducts with the development of cholestasis, biliary cirrhosis and liver failure. A clinical case of a
14-year-old boy with biliary atresia is presented, who underwent Kasai — Tanaki surgery at the age of 2 months, and orthotopic
liver transplantation from a cadaveric donor at the age of 1 year and 3 months due to progressive liver failure. The postoperative
period was complicated by numerous relaparotomies, recurrent peritonitis, sepsis, and prolonged respiratory therapy. The patient's
condition subsequently stabilized. The case highlights the importance of early diagnosis, timely surgical intervention, multidisciplinary

management, and individualized immunosuppressive therapy for long-term survival of children after liver transplantation.
Key words: biliary atresia; Kasai procedure; liver transplantation; children; clinical case.

BCTYI. ATpesis xoBuyoBuBigHNX Wwnsxis (MKBLU) € pia-
KICHOK HEOHaTasIbHOK XOJflaHrionaTieto, Wo TpaniseTbCs
i3 yactotot 1:10 000-15 000 >XMBOHaApPOMKEHNX. 3axBO-
ptoBaHHA 6e3 onepaTyMBHOT KOpPEeKLil WBNAKO NPU3BOANUTb
[0 UMpo3y Ta NeyviHKoBOT HeAOCTATHOCTI MPOTATOM NepLUnX
POKiB XUTTS.

ATpesisa XXBLLU — o6CTpyKTMBHA XonaHrionaris HeBigo-
MOT €eTIONOoriT, Wo ypaxae sK BHYTPILWHbONEYiHKOBI, Tak i
no3arneyviHKoBi XOBYHI NpoTokM [17]. BoHa nposiBNSETLCA B
HeoHaTa/IbHWUIA Nepiog, CTINKOK XXOBTSHULEK, axoaiYHUMM
BUMOPOXHEHHAMN Ta renatomeranieto [1]. Akwio i He ni-
KyBaTtu, XxBopoba npu3BoAMTb [0 SIeTa/lbHOro pesysnbrary,
3a CTaTUCTUYHMMU AaHUMK, BUXMBAHHSA Y Bili A0 3-X pOKiB
CTaHOBUTbL MeHLwe 10 % [2, 4].

HaligaBHiwa 3ragka npo gaHy natonorito 6ynay 1817 p.,
Konv gokTtop IKoH BepHc onucas 1 Kk HEBUAIKOBHUIA CTaH
YKOBYOBMBIAHOrO anapary. MisHiwe, y 1920 p., nepworo Xi-
pypriyHoro ycnixy gocar goktop Binbam Jlegac, ane atpesis
YKOBUYOBMBIAHUX LUNSAXIB NPOAOBXYBasia MaTl HECNPUSTANBI
Hacnigkm go 1950-x pokis, Konn goktop Mopio Kacai BnepLue
onvcas NOPTOEHTEPOCTOMIIO LLISAXOM PO3TUHY MPOKCUMasIb-
HOrO BiAAINYy O6CTPYKUiT XXOBYHMX LUAAXIB Ta CTBOPEHHS
Y-nopi6Hoi netni 3a Py [12]. CbOrogHi ue BBaXatTb CTaH-
OapTHOI Npoueaypoto Ta NPOMOHYTL YCIM AiTAM, SKAM
34iACHIOTL XipypridyHy KOpeKLito. 13 nporpecom Ta po3Bu-
TKOM TpaHCnaHTauiiHOl Xipyprii TpaHchAaHTauis neviHkn
cTasia AOCTYMHOW A1 AiTel, AKMM He BAa/10Cs BiAHOBUTU
MOTIK )XOBYi Nif Yac no4aTKoBoi onepauii Kacai abo B sikux
PO3BUHYBCS 3anyLeHui LMpo3 neviHku [3, 5].

30/10TMM CTaHAAPTOM JliKyBaHHA € onepauis Kacai —
TaHaki (NOPTOEHTEpPOCTOMIs), MPOTe Y BiNbLIOCTI NaLieHTIB
y NOAasblLIOMY BMHUKAE HEOOXIAHICTb Yy TpaHcnaHTau,ji
neviHkM [16]. YcniWwHicTb TpaHcnaHTauil NediHkM 3a1eXunTb
Bif SIKICHOT goTpaHcnaaHTauiiHoT NigroToBkM goHopa i
peuunienTa [18].

Bigomo, Wwo KkniHivHO B AiTei 3 atpesieto XXBLLU 3arasb-
HWIA CTaH A0 1-ro MiCALS XXMTTS MOXe OyTU He MOpYyLUEHUM
[6], ockinbkn nepoto o3Hakoto atpesii XXBLU € oBTAHMLS
1 YyacTo i po3UiHIOTL K i3i0NorivHy. Y AesKnX XBOPUX
BMPaXKEHA XOBTAHNLS BUHMKAE Ha 2—3 TUXKHI XUTTA. Xapak-
TEePHUM /151 XOnecTasy € 3e/1leHKyBaTWi BiATIHOK LLKIpW Yepes
Hakonu4yyBaHHA B KpoBi GiniBepanHy [11]. Ane Bxe uepes
TWXAEHb MNIC/A NOSIBM axoslivyHNX BUNOPOXHEHb CTaH Pi3Ko
NOripLwyeTbCs, MOXE PO3BUMHYTUCA BiTaMiH D-gediuynTHui
paxiT Ta remopariyHuii CUHAPOM, BHACMIAOK AediunTy Bi-
TaMiH K-3anexHux haktopiB 3ropTaHHsA KpoBi [12]. PaHHsA
AiarHocTuka atpesii )XBLU € BupiwansHo [7, 9], OCKinbkn
LMPO3 MOXE PO3BMHYTUCS A0 2 MICALIB | IporpecysaTty, SKLLO
nedekT He nikyBaTu. udepeHruinHa giarHocTnka oXomn/ite
Gararo iHWKX eTioNori, ane paHHs giarHocTuka aTpesii XXBLLU
€ BUpILLIa/IbHO, OCKI/IbKM MOPTOEHOCTOMIS (nNpoueaypa
Kacai) go 45-60 gHiB XWUTTS fae HEMOBASTI HaiKpaLLi LuaHCcK
Ha BMXMBAHHS 3 PigHot0 nediHkoto [10, 14].

Y 90 % nauieHTiB 3 aTpesieto XXBLL cnocTepiratoTs i30-
NboBaHy hopmy 6e3 iHLWKNX No3aneyviHKoBUX aHoManiin [15].
OpHak y 65113bko 10 % Big3HavaroTb 04HY abo Aekinbka
aHoMarnii, BK/YauM nonicnnaeHito/acnneHito (CMHAPOM
GiniapHoi aTpesii Ta cenesiHkoBoi Manbgopmauii [BASM])
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y 50 %, ypomkeHi Baan cepus y 6nm3bko 15 %, atpesito
KMweyHuka — go 5 %, situs inversus Ta HMPKOBI aHOMarii
[8, 13].

OnucaHuii BUNaaoK AeMOHCTPYE CKaaHuin nepebir 3a-
XBOPIOBaHHS Ta 0CO6/IMBOCTI 6araTopiuHOro CNOCTEPEXEHHS
3a AMTUHOLO MNICAs TpaHcnIaHTaw,ii.

KniHiyHul sunadok: nauieHT M. Bikom 14 pokiB.

AHaMmHe3 xummsi. XNoM4vK HapompKeHuii Big, Apyroi Ba-
riTHOCTI, Apyrux nonoris. Ha 30-My TWXHi BariTHOCTI B MaTepi
OyB rocTpuii TOH3UNIT, 3aCTOCOBYBaUIN aHTUGIOTMKOTEPAnito
uecbanocnopuHom Il nokoniHHsA (9 ai6). Monorn — nnaHoBwiA
KecapiB pO3TVH Y 3B’A3Ky 3 HECMPOMOXHICTHO nic/isionepawiii-
Horo py6us. Maca npu HapogkeHHi — 3600 T, 3picT — 50 cwm,
OLjiHKa 3a Lwkasioto Anrap — 8/9 6anis. o rpyai npuknageHnii
yepes 2 rof nicns HapomKeHHs.

AHaMHe3 3axB0proBaHHs. Ha 2-ry goly XuUTTS BUHUKNA
YKOBTSIHULA, NPOBeAEHO hOoTo- Ta iHpy3iliHy Tepanito.

OuiHKa pisHs1 3a2a/ibHO20 6inipy6iHy 8 AuHamiyi: 3-TS
poba — 252 mkmonb/n; 5-ta goba — 168 MKmonb/n; 7-ma
poba — 157 MKMonb/n. Y ABOMICAYHOMY Bili Masna micue
rocnitasiisauisi B XipypriuHe BiA4i/IeHHS yepes NporpecuBHe
NOripWeHHS CTaHy: NOCUMEHHS XXOBTSAHML,i, axoniyHi BMMNO-
POXHEHHS, TEMHY Ceuy.

[Mpu 02/190i: WKipa ikTepuyHa, neviHka +5 cm, cenesiHka
+1 cm, 6inipy6iH — 190 MKMoOnb/.

Y3/] opaaHis 4epeBHOI MOPOXXHUHU: 03HAKMN aTpPe3ii OB-
YOBUBIAHMX LUMSAXIB.

JiazHo3: ypogxeHa Baga po3BMTKY renatobiniapHoi cuc-
TEMU — aTPe3ist )KOBYOBMBIAHMX LUMSAXIB, HEKOPErOBaHWIA TUM.

XipypaidHe niKkyBaHHSsI. YPreHTHO Oyn10 NpoBeAeHO one-
pauito Kacai — TaHaki 3 6ioncieto neviHku, a yepe3 5 gHis —
penanapoTomito. lMicnsonepauiinHo cnocTepirann cknagHe
BiHOB/IEHHS, MPOrpecyBaHHs XOBTAHMLI, TinoTpodito,
TSDKKWIA paxiT.

TpaHcniaHmayis nedviHku. Y 8 micsuiB mana micue roc-
niTanisauisa go LleHTpy 340poB’a autuHn (M. Bapliasa) 3
METOH NPOBEAEHHS TPAHCMIAHTaLUiT NeYviHKM Bif POAMHHOIO
[O0HOpa, ane 6aTtbky He migiiwnn. CTaH AUTYHU MPOrPeCBHO
noripwyBaBcsl, NPOBOANAN MOLUYK KAiHIKA 4718 TpaHcnaaH-
Tauii neyviHkn. Y Biyi 1 poky 3 MicsUiB CTaH AWTUHW CTaB
KpUTUYHUM: Maca 7,5 Kr, renatocnsieHomMeranisi, KpoBoTeui,
TSDKKA iHTOKCKKauisi. Came ToAj BAa/10CS 3HANTWN CYMICHUIA
OpraH Bif, MOCMEPTHOro A0HOPA, 11 6y/10 MpoBeAeHO OPTOTO-
niyHy TpaHcnaaHTauito [I-111 cermeHTIB NeyiHKu.

MicnsionepayiliHuli nepiod. Mepebir ycknagHwBaBCS
6araTo pasiB:

— peunamBHUiA NEpUTOHIT (13 penanapoToMiii); MHOXWUHHI
roCTpi BUpa3ky TOHKOTO KULLEYHMKA; emboni3auis cenesiH-
KOBOT apTepil; cencuc;

— CTEHO03 BOPITHOI BEHWN (CTEHTYBaHHS);

— aHTMBIOTUKOACOL,iII0BaHWIA KOJIT, KMLLUKOBA KPOBOTEYa,;
rocTpe KNiTMHHE BiATOPTrHEHHS;

— rpaHynioya paHa nepefHboil YepeBHOT CTiHKK (aBTO-
AepMoTpaHcniaHTauis);

— 3aKpUTTHA LEKOCTOMMU.

YcbOoro AUTUHI 6yN10 BUKOHAHO 25 onepaTuBHUX BTPY-
YaHb. 3arasiom, 3a XWUTTS X/10M4MK 6 MicsILiB NPOBIB Y Bif-
[iNeHHi iHTeHcMBHOT Tepanii. OTpumyBaB A0BroTpuBany
pecnipaTopHy NiaATPUMKY, 3arasibHot TpuBasicTio 360 AHiB:
LUTYYHY BEHTUNALIIO NereHb — 70 AHiB, CaMOCTIiliHE AUXaHHS

nig, NOCTiIiHUM NO3UTUBHMM TUCKOM — 120 AHIB, OKCUreHoTe-
panito — 170 gHiB.

YCcKnaOHeHHST: ateneKkTas BepXHbOT YaCTKM MPaBOoi /1ereHi.
Matoun TpuBasty BEHTUNALUINHY MIATPUMKY, X/10MYMK 4acTo
B MOAA/IbLLUOMY XBOPIB HAa GPOHXONEreHeBi 3aXBOPHOBAHHSI.

CnocTepirauy 3a nauieHToM, MU MOXeMOo Budiumu
mpu rnepiodu 3a/1eXHO Bif NOro BiKy Ta pecnipaTopHuX npo-
6newm: o 6 pokis, 6-12 pokiB, NoHaza 12 pokiB.

I. Jo 6 pokis — yacTi enizogn 6POHX00OGCTPYKTUBHOIO
CUHAPOMY, MHEBMOHIT, YacTa aHTMbIOTUKOTEpanis.

Il. I3 6 0o 12 pokis 6yno nigibpaHo cxemy nikyBaHHS,
AKa [03BOMNIA 3MEHLUNTM YacToTy 3anasibHUX MPOLECIB Yy
NIereHsix Ta BunagkiB 6poHX006CTPYKLiN:

— TpuBasie NpPUIiMaHHS asnTPOMILUMHY (3 pasn Ha TUX-
[AeHb) nicnsi Kypcy GicenTony;

— iHransuii (éygecoHig — AOBroTpmMBasio, rinepToHIYHWIA
PO34MH HaTpito xnopuay 3 % — CUMNTOMAaTUYHO);

— KiHesioTeparnisi, APEeHaXHUN Mmacax.

I1l. Bio 12 pokis 00 cb0200HI. 3 60Ky pecnipaTopHOi
CUCTEMW CTaH AWUTUHWU CTabiNbHUIA. [ecaTb MicsauiB ToMy
nepeHic COVID-19 cepefHbOi TSHKKOCTI 6e3 ycknagHeHb
(rapsiuka, NOMipHI MPOSIBU iIHTOKCKKAL,ii, MOKaLLOBaHHS), Y
NiKyBaHHiI BUKOPUCTOBYBa/IN aHTUMIPETUKK, TiINEPTOHIYHNIA
Po34MH HaTpito xnopuay 3 %. Maca guTuHM 40 Kr, pO3BUTOK
rapPMOHIHWIA.

JlikysaHHS1 Ui criocmepexxeHHsl. Ha aaHuii yac nauieHT
Ma€ Taki pekomeHaaLii:

— Takponimyc — 0,5 Mr x 2 pa3u Ha go0y NOCTINHO;

— METUNPESHI30/10H — 4 MI LOAEHHO;

— ypcogesokcuxosnesa kucnaorta — 250 mr x 2 pasu Ha
£00y;

—3anoTpebu — iHranauji (byaecoHia, rinepToHiYHMIA Po3-
YMH HaTpito xnopuay 3 % — CMMNTOMATUYHO);

— KOHTPO/b GiOXiMiYHMX MOKA3HWUKIB KOXHI 3 MicsLyj;

— WOPIiYHWIA ornag TpaHcnaaHTonorie (M. Bapliasa,
Monbwa).

0O62080peHHS. ATpE3ist )XOBYOBMBIAHVIX LUNSXIB — NPOBIA-
Ha NpyYnHa TpaHcnaaHTawi neviHkn y aiteid. Monpu onepa-
uito Kacai — TaHaki, y 6inbLIOCTi XBOpUX nporpecye ¢ibpo3
neviHkn. OnucaHo piaKiCHWIA KMiHIYHWIA BUNAAoK nauieHTa 3
YPOMKEHOI BaA0 PO3BUTKY renartobisliapHol cuctemu, a
cawme 3 fiarHo30M aTpesii )XOBYOBYBIAHWX LUNSAXIB HEKOPEro-
BaHOro Tvny. Y LUbOMy B/NajKy CBOEYacHa TpaHcnaHTauis
Ta TpMBasia iIHTEHCMBHA Tepanis 3abe3neynsin BMKMBaHHS
nauieHTa. TpuBasie 3acTOCyBaHHS TaKpOsliMycy I [/THOKOKOp-
TVKOIAiB 3a6e3neunno cTabinbHy yHKLi0 TpaHChaHTara,
a npocpinakTnyHe nikyBaHHs iHGeKLUin — cTabisizauio 6poH-
XxoniereHeBoi cuctemu. MysibmuoducyurnsiiHapHe BeOEHHS
(renatonor, aneprosior, NysibMOHO/ION, TPAHCMNIAHTOMOr) €
K/l04eM A0 YCMiLHOro AOBrOTPMBA/IONO pesynbrary.

BUCHOBKW. 1. ATpesisi )XOBY4OBMBIAHUX LUNSXIB NOTpe-
Oy€ paHHbOT AiarHOCTMKM Ta XipypriyHOro BTPyYaHHs.

2. TpaHcnaHTauist neviHkn — MeTod BM6opy mpu npo-
rpecyBaHHi NeYiHKOBOI HegOCTaTHOCTI.

3. MynbTugucumniiHapHe CMOCTEPEXeHHs Ta iHAMBI-
AyasibHa iMyHOCynpecis 3abe3nevyoTb CTabinbHWIA CTaH
i HOopManbHWUIA PO3BUTOK AUTUHK. Yepe3 13 pokiB nicns
TpaHcnaaHTauji nalieHT Ma€e 3a40Bi/IbHUIA CTaH i CTabiNbHY
OYHKLLIO MEYiHKN.
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