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Llenb: NnpencraBuTb KNMHMYECKOE HabnoaeHne cnigpoma AGepHeTu.

OcHoBHble nonoxeHus. CuHaopom AbepHeTu, peakas CoCyamcTas aHoManus, 00yCNoBEH BPOXOEHHbIM OTCYT-
CTBMEM MOPTA/ILHOM BEHbI, MPY KOTOPOWM BEHO3HAA KPOBb OT KULLEYHUKA N CENE3EHKN HE MPOXOaUT Yepes NeYveHb,
a BC/IeCTBME PA3/INYHbIX LUYHTOB NOCTYNAET CPa3y B CUCTEMHbIN KPOBOTOK. B nogaenaowiem 60bLINHCTBE Cy4a-
eB cMHApoM AGepHETN MaHNGECTUPYET B NEPUOS HOBOPOXOEHHOCTU CUHAPOMOM XENTyXu, rMnepranakro3eMunen,
aHUedanonaTnen, B peakux crydasx ara cocyaucrtas manbdopmMaumnsa ouarHoCTMpyeTcs y vy, CTapLuero Bo3pacTta
B XO[4€ yNbTPa3BykKOBOro CKpuHMHra. MaumeHtka 31 roga obpatnnacb Ha KOHCYNbTATUBHbIN NPUEM C Xanobamu Ha
HapyLleHWe CHa, BbIPAXEHHYIO YTOMASEMOCTb. B X04e MHCTPYMEHTaNbHOIO UCCNeL0BaHNS BbiSIBNIEHbI 9XOMPU3HAKN
Manbdopmaumm (areHesnr) BOPOTHOM BEHbI, KOTOPbIE Obln NOATBEPXAEHbLI JAHHBIMY KOMMbLIOTEPHOM TOMOrpa-
duu, pedynstatamMmm rMCTONOrMYECKOro nccnenoBaHms GmonTtatoB nedeHn. BoiseneH reHotun UGT1A1°28, uto noa-
TBEPAMNO cuHApoM Xunbbepa. HentponeHus (0,8x10%/51) ¢ nageHnemM ypoBHS CErMEHTOSIAEPHbIX HENTPOdUNoB
00 27 % pacueHeHa Kak LIyHTOBas HerMTponeHusa. TecT CBA3M Yncen CBUAETENLCTBOBAN B MOJb3Y LLYHTOBOW 3HLIE-
danonatmn. HazHayeHa KOHCepBaTUBHAA Tepanus A KOppekunm ne4eHOYHON sHuedanonaTtum ¢ NocneayoLLmm
OVHaMN4YeCckUM HabniogeHneM 3a COCTOSSHUEM MaLMeHTa.

3aknoveHue. [JuarHoctuka cuHapomMma ABepHeT BaxkHa ANs Bbibopa NpaBuibHOM TakTUKN BEAEHUS NALNEHTOB
011 CBOEBPEMEHHOM KOPPEKLMU OCNOXHEHMI 3aD0NIEBAHUS N PAHHETO BbISIBIEHUS aAEHOMbI UM renaToLento-
JNIAPHON KapLMHOMBI.

KnioueBble cnoBa: cuHapoM AGEpHETU, MOPTOCUCTEMHOE LLYHTUPOBaHUE, HEMTPOMEHUS, LUYHTOBAs SHUedanonatus
KOoH®NUKT nHTEepecoB: aBTOPLI 3as9BNAIOT 00 OTCYTCTBUM KOHPIMKTA NUHTEPECOB.
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Aim. To present a clinical case of the Abernethy syndrome.

Key points. Abernethy syndrome is a rare vascular anomaly associated with a congenital absence of the portal
vein, as a result of which portal blood from the intestines and spleen drains directly into the systemic circula-
tion bypassing the liver though a complete or partial shunt. In the vast majority of cases, Abernethy syndrome is
manifested during the newborn period by jaundice syndrome, hypergalactosemia and encephalopathy. In rare
cases, this vascular malformation is diagnosed in older patients during ultrasound screening. A 31 year-old pa-
tient sought medical attention with the complaints of sleep disturbance and fatigue. The conducted instrumental
observation revealed echo-signs of malformation (agenesia) of the portal vein, which was further confirmed by
both X-ray-contrast computed tomography and the pathohistological analysis of liver biopsy slides. The genotype
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