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Beeoenue.  bonesnv  Panoiw-Ocnepa-Bebepa  (unu  HacleocmeeHHas
eeMoppazuyeckas MmeneaHeUuodIKmasus) 5mo peoxas aymoCOMHO-OOMUHAHIMHASA
cocyoucmas aHoOManus, 6CMpeyarwasci 6 obweu nonyiayuu ¢ yacmomou I-
2:100.000 u xapaxmepu3yrowancs Hamuyuem apmepuo-6eHO3HbIX Malbpopmayutll
pasudHou aokanusayuu (koxca, crusucmole, KKT, mose, neckue u op.). I[lewenounas
nokanuzayus evisgnaemca y 8-30% nayuenmog u uacmo sA611emcs NpuduUHou
HCUZHEY2POHCAIOWUX OCNI0dCHeHUul. Bceco 6 numepamype onucano 106 cnyuaes
neuenouHou aokamuzayuu 6Ooneswu Panow-Ocnepa-Bebepa, 30 uz xomopuvix Obviiu
ACUMNMOMHBIMU, 76 UMenU CUMRIMOMBL.

Henw. Ilpooemoncmpupoeams cayuai YCHNewlHo20 JleYyeHus NayueHmKu,
cmpaoaroweti  6onesnvtlo  Panow-Ocnepa-Bebepa ¢ ouggy3uviv neueHoOuHbIM
nopasicenuem 8 8uoe MHONCECMBEHHbIX apmepuo-6eHo3 bl hucmyn (mun 1) nymem
MPAHCNIAHMAYUY neveHy om mpynHo2o OOHOpA.

Knioueevie cnosa: mpancnianmayus nevenu, 6onesusb Panow-Ocnepa-Bebepa
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Introduction. Randu-Osler-Weber disease (or hereditary hemorrhagic
teleangiectasia) is a rare autosomal dominant vascular abnormality, which frequency
in general population is 1-2:100.000. It is characterized by the presence of
arteriovenous malformations of different localizations (skin, mucous, gastrointestinal
tract, brain, lungs etc.). A liver localization is observed in 8-30% of patients with
Randu-Osler-Weber disease and often becomes a cause of life-threatening
complications. There are 106 cases of liver localization of Randu-Osler-Weber
disease, which have been described in the literature, 30 cases from which were
asymptomatic and 76 had symptoms.

Objective. To demonstrate a case of successful treatment of a patient suffering
from Randu-Osler-Weber disease with diffuse liver injury in the form of multiple
arteriovenous malformations (type 1) by means of liver transplantation from deceased
donor with brain death.
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Cayuaii. [lanuentka, 53 net. B 2017 rogy Ha miianoBoM Y3U OBII BnepBeie
ObUIO BBISIBJICHO Hanmuuue AUQPQY3HBIX OOpa3oBaHMI MEYEHH, XapaKTep KOTOPBIX
MePBOHAYAILHO OBLT TPAKTOBAHO KaK JOOpOKadeCTBEHHBIM. TeueHue 3a00JeBaHUS
ObU10 OeccuMITOMHBIM 10 KoHIa 2018 roga, korja oHO BIepBble MaHU(ECTUPOBAIIO
IIOCTENIEHHO HApaCTAalOIIe! MOCTOSIHHON BbIpaXXCHHOW 00JIbI0 B cliMHE, B KOHIE 2019
rojla TIOCTEIIEHHO HAayajad IIOSABIATHCS IIOKEJITEHHE KOXHBIX IIOKPOBOB C
NOBBIIICHHEM TeMIlepaTypsl Tena A0 38C 1mo Beuepam, OTEKH HUKHUX KOHEYHOCTEH
U KUBOTA, peppaKkTepHblE K TEpanuu IUypeTHKaMu, ojpliika. [lanueHTka Obuia
TOCIIUTAIM3UPOBAHA B OTIEICHUE IMOPTAIBHOW TMIEPTEH3MM MMHCKOTO Hay4dHO-
IIPAKTUYECKOI0 LIEHTPA XUPYPIUH, TPAHCIUIAHTOJIOTUN U TemaTosioruu B mapte 2020.
[Tocne mpoBeaeHs 1abOPAaTOPHBIX U MHCTPYMEHTAJIBHBIX 0OCIIEIOBaHHM, OMUPAasCh
Ha pganaele KTA OBIl nuddpenumanbHas AUarHOCTUKA MPOBOIMIACH MEXKIY
aHTHOCAapKOMOM, TeMaHruomaro3oM u Oone3nbio Panmio-Ocnepa-Bebepa, BBUIY
HAIM4YUS B TApEHXMME IME€YeHH MHOXKECTBEHHbIX AB-ducrtyn, 3amomHsomumxcs
KOHTPAcTOM B BEHO3HYIO M apTepHAIbHYIO (a3bl U UMEIOIINX TU(PPy3HBIN XapakTep
JIOKaJIU3ally NalUeHTKe ObLJI YCTAaHOBJIEH AMArHO3 NEYEHOYHOM (POPMBI MOPAKEHUS
6one3snu Panmro-Ocnepa-Bebepa u Oblna mpousBeieHa €€ IMOCTAHOBKA B JIUCT
OKMJIaHUs HAa TPAHCIUIAHTAUWIO nedeHu. Omnepanus 1Mo TPAHCIUIAHTALMM IEYECHH
npousBeneHa  18.04.2020, mocrieonepanMoHHbIM  TEpUoj]; ObUT  OCJIOKHEH
aHACTOMOTHUYECKON OunmapHoil cTpukTypoi, 27.04.2020 mpousBeneHbl OayuiOHHAs
JWIATallMsl M CTEHTUPOBAaHUE CTPUKTYpbl. [lalMeHTKa BBIMCAaHA W3 OTAEJICHUS
TPAHCIUIAHTALMK HA 22 CYTKH I1OCJIE ONEPalU B YIOBIECTBOPUTEIBEHOM COCTOSIHUM.

BeiBoabl. TpaHncriaHTalys N€YEHH SIBISIETCS METOIOM BBIOOpA y MAIlUEHTOB C
TSDKEJIOW TeueHOYHOM (Qopmoit mopaxkenus Oonesnu Panaro-Ocnepa-Bebepa,
CONIPOBOKIAFOIIENCS MOPTATBHON TUIIEPTEH3UEN, XOTAHTUTOM, JKEITYXOM.

Cnucok qureparypbl

1. Bauer, T., Britton, P., Lomas, D., Wight, D. G. D., Friend, P. J., &
Alexander, G. J. M. Liver transplantation for hepatic arteriovenous malformation in
hereditary haemorrhagic telangiectasia (1995). Journal of Hepatology, 22(5), 586—
590.

2. Lerut, J., Orlando, G., Adam, R., Sabb, C., Pfitzmann, R., Klempnauer,
J., Boillot, O. (2006). Liver Transplantation for Hereditary Hemorrhagic
Telangiectasia. Annals of Surgery, 244(6), 854-864.

3.  Azoulay D, Precetti S, Emile JF, Ichai P, Gillon MC, Duclos-Vallée JC,
Visda S, Adam R, Castaing D, Samuel D, Bismuth H. Transplantation hépatique pour
maladie de Rendu-Osler-Weber. Expérience de I’Hdpital Paul Brousse. Gastroenterol
Clin Biol (2002). 26:828-34.

4, Boillot, O., Bianco, F., Viale, J.-P., Mion, F., Mechet, 1., Gille, D.,
Plauchu, H. Liver transplantation resolves the hyperdynamic circulation in hereditary
hemorrhagic telangiectasia with hepatic involvement. Gastroenterology (1999).
116(1), 187-192.

296



