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AHHOTAUA

Atpesust  kemueBmiBomAmmux —myted  (AXKBII) -  BocmamuTenbHO-
dbubpoTryeckas obnMTepals BHEMEUEHOUHBIX, 4 3aT€M W BHYTPUICYEHOUYHBIX
KETYHBIX TPOTOKOB Y HOBOPOXKIEHHBIX U TPYAHBIX ACTEH. ITO BeAyIIas MPpUUUHA
X0JIECTa3a, MPUBOMSAIIEIO K TPAHCIUIAHTAllMM TEYEHU B JETCKOM Bo3pacre. B
paboTe paccCMOTpPEHBI COBPEMEHHBIE TIpeAcTaBiieHust 00 sTnonaroreneze AXKBII:
BHUPYCHasi, UIMMYHOOIIOCPEIOBaHHAsA, TCHETUYECKAs] U TOKCHYECKas TMIOTE3bI, a
TaKKe€ pOJIb DJMHUTEINATLHO-ME3CHXUMAIBHOTO Tiepexoaa B (HOpMUPOBAHHUU
¢ubpo3za. [lokazaHo, YTO KITFOUEBBIM MPOTHOCTUYECKUM (PAKTOPOM CIY>KUT CPOK
BBITIOJTHEHUS TOpTOAHTEepocToMUU 110 Kacau (ontumaiibHO 10 60-ro AHS KU3HU).
OO0ocHOBaHAa 3HAYMMOCTh paHHEH AMArHOCTUKH, B TOM YHCII€ CKPUHHMHIA C
NOMOILBIO KapThl okpacku cryna (Stool Colour Card).

KaroueBble cjoBa: arpe3uss KEIUYECBBIBOASAIIUX IMYTEH, XOJIECTA3,

HOBOPOXAEHHBIE, TOPTO3HTEpOocTOMHUS 110 Kacau, pubpo3 neueHu, CKpUHHUHT.

Abstract

Biliary atresia (BA) is a progressive inflammatory-fibrosing obliterative
cholangiopathy of the extrahepatic and intrahepatic bile ducts in infants and the
leading indication for paediatric liver transplantation. This paper reviews current
concepts of BA pathogenesis, including viral, immune-mediated, genetic and
toxin-related hypotheses and the role of epithelial-mesenchymal transition in
fibrogenesis. Age at Kasai portoenterostomy (ideally before 60 days of life)

remains the main prognostic factor, which underlines the importance of early
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detection, including stool colour card screening.
Keywords: biliary atresia, cholestasis, neonates, Kasai portoenterostomy,

liver fibrosis, screening.

BBenenue

AXBII Bctpeuaercs mnpumepuo y 1 wu3 8 000-18 000 xuBbIX
HOBOPOXJIEHHBIX, Yalie B cTpaHax Bocrounoil A3zuu. be3 xupyprudeckoro
JedyeHus: 3a0oseBaHue OBICTPO MNPUBOJUT K OWIMApHOMY UHPPO3Y, U JAETH
noru0arT B MEpBble 2 roja *XU3HU. AKTyaJbHOCTH MPOOJEMBbI OMpeaensercs
HECOOTBETCTBUEM MEX]Iy PAHHUM Ha4aJoM HEoOpaTUMOTO MOPAXKEHUS U TO3HUM
oOpallleHuEM 3a MOMOLIBIO: )KENTYXY HEPEIKO MPUHUMAIOT 32 (PU3UOTIOTUUECKYIO.
Leab padoTbl — 00001TUTE COBpeMeHHbIe AaHHbIe 0 nmaToduznonorun AXKBII u

000CHOBaTh 3HAYEHUE PAHHEN TMArHOCTHKHU.

OcHoBHas YacTh

1. KiunHuko-naroreHerudyeckue ¢Gopmbl. BBIIEHAIOT NEpUHATAIBHYIO
(u3ommpoBanHyo0) hopmy, okoso 80—-85 % cimydaeB, u IMOpUOHATBHYIO (hOpPMY C
COueTaHHbIMU TIopokamu (cuHapoM BASM: nonucmiienus, situs inversus,
npeaayoJeHalbHasi BOPOTHAsI BEHA, AaHOMAJIMKM HUKHEH MOJI0U BEeHbI), 0KoJio 10—
20 %.

2. OCHOBHBIC 3BEHbA MATOIreHE3A.

Mexanusm CyTtb

BupycHas runoresa [lepunatanpHass wuHbpekus (CMV,

peoBupyc 3 Tuma, POTABUPYC)

3aIyCcKaeT NOBPEXKICHNE

XOJIAHTHOLIUTOB
NmmyHOoOMOCcpenoBaHHOE AKTUBanus Th1/Th1l7-otBerTa,
MIOBPEXKAECHUE uTotokcnueckux CD8*-nmumdoruton

u NK-KkIeTok, MNnpoBOCHAIUTEIbHBIE

uuTokuHbl (IFN-y, IL-17A)

['enernyeckue GpakTopsl [Monmumopdusmel renoB ADD3, GPCI,
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Mexanuszm CyTb

HAapyHICHUA PCCHUYCK XOJAHTHOLIUTOB

(mpu BASM)

Tokcuyeckast rumoTesa N3odnaBoHOUA OUIMaTpPECOH:
n30upaTeabHOe MOBPEXKICHNE
BHETICUEHOYHBIX MIPOTOKOB B

OKCIICPUMCHTAJIbHBIX MOJICIIAX

®dubporexes ONUTEIHATBHO-ME3ECHXUMaJIbHbBIN

epexos,  aKTHBalUWs  3BE3AYATHIX
KJIIETOK,  XOJIeCTa3,  Beayluh K
OPTAIBHOMN TUIIEPTEH3UU u

OMIIMapHOMY LIUPPO3Y

3. Auarnocruka. Xenryxa Oonee 2 HeJenb y JTOHOUIECHHBIX, aXOJIUs CTYJA,
TéMHass  Modya, renatomeranus. JlabopatopHo —  KOHBIOTUPOBAHHAS
runepOunnpyouHemus (mpsmoit ounupyOoun 6osee 17 Mmxmounb/n unu 6omee 20 %
or ob6mero), mnoBbimeHue I[TT. Y3U: cuMnToMm «TpeyrojibHOTO TSKAY,
W3MEHEHHBI WA HE BU3YAIM3UPYEMBIN KETUHBIA MMy3bIpb. J[OMOTHUTENBHO —
renatoOuiIrapHasi cuuHTurpadus, ouorncus nedeHu (mpoiudepaiuss MpPOTOKOB,
XKEMUHbBIE TPOMOBI, NOPTANbHBINA (PUOPO3), MHTpaAOIIEpAlMOHHAS XOJIaHTUOTpadus.

4. Jleuenue u mMporuo3. Metos BeIOOpa — moptosHTepocromus no Kacawm.
[Ipn onepamuu 1no 30-45 nHEN KW3HU BOCCTAHOBIICHHE KETYEOTIECICHUS
JIOCTUTAEeTC 3HAYUTEJIBHO Yalle, 4yeM npu onepauuu mnociae 60 gueit. [lpum
HEA(P(EKTUBHOCTH BMEIIATEIbCTBA WM MPOTPECCUPOBAHMU LIUPPO3a MOKa3aHa

TPpaHCIUIaHTalusA IICUCHU.

BuiBoabI
1. AXBII — nonustnonornuyeckoe 3ad0yieBaHUE, B OCHOBE KOTOPOTO JIEHKHUT
UMMYHOOIIOCPEIOBaHHBIN BOCHAIMTENBHO-GUOPOTHUECKUN MTPOLECC B KETUHBIX
MIPOTOKAX.

2. IlporHo3 omnpezaensieTcsi CPOKOM XHUPYPruYECKOro BMEIIATENbCTRA.
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3. Bueapenue ckpununra (Stool Colour Card) 1 HACTOPOKEHHOCTH METUATPOB

B OTHOIIICHHUH 3aTsKHOM JKCIITYXH ITO3BOJIAKOT CHU3WUTDH A0JITO ITO3AHUX JHATHO30B.
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