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The paper presents the experience of successful treating a patient with diuretic-resistant ascites associated with Budd—
Chiari syndrome. The authors provide a clinical observation of deceased donor liver transplantation to a patient with
Budd—Chiari syndrome type 1, total hepatic vein occlusion, and diuretic-resistant ascites after portacaval shunt
surgery. The post-transplantation period is observed as stable, with no signs of liver failure; ascites is reduced. The first
experience of surgical treatment of a patient with Budd—Chiari syndrome, as well as the first experience of liver

transplantation after portacaval shunting is appeared to be successful.
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BBenenne

Cungpom bamma—Kwapu — penkoe 3aboseBa-
HHE, XapaKTepu3yolieecs HapylIeHneM BeHO3HOTO
OTTOKA BCJIEACTBHE OKKJIO3UM MEUEHOUYHBIX BEH —
1-if TUm, a Takke HAAIMEYEHOUYHOTO ITOPaXKCHMS
HykHel nosioit BeHbl (HITB) — 2-it Tun. [TpuunHoit
3a0o0JieBaHUsI HauboJjiee 4acTo SIBJISIIOTCS reMaTo-
nornueckue 3aboneBanus (50%), mpuBopsiive
K TpoM0OO03y TIeYeHOUHBIX BeH. MIHOTIa KoMIIpeccust
COCYZIOB OOYyCIIOBJIEHa OOBEMHBIMA HOBOOOpPa30Ba-
HUSMU, TTapa3suTapHO MHBa3KeH, TepeHeCeHHBIMU
nHbpekuusamu. B 25—30% HabmoaeHnit 3TUOJIOTHIO
cuanpoma bamma—Kwapn ycTaHOBUTH He ymaeTcs
[1, 2]. C pa3BuTueM HajarneyeHOYHOro OJ0Ka 3amy-
CKaeTcs MaTOreHeTUYEeCKUI KacKall, KOTOPHIN MpH-
BOJUT K YBEJIWUYEHUIO JaBJ€HUs B CHUHYyCOMaaX
U Pa3BUTUIO TMOPTAJIbHOU runepreH3uu. B KoHeu-
HOM WTOTe IPOMCXOAMT (GOpMHUPOBAHUE LMPPO3a
neuenu [3—5].

3aboJeBaHre MHOTIA MOXKET IPOTeKaTh OeCCrM-
nroMHo. Yaille Bcero KJIMHUYECKWE IPOSIBICHMUS
pa3BUBAIOTCSI TIPU TIPOTPECCUPOBAHMU BHeETIEUE-
HOYHOI TopTajibHOU runepreHsuu. Hawubonee
TUNMWYHBIMU TIpU3HAKaMU 3a00JIeBaHUS CYUTAIOT
IUYPEeTUKOPE3UCTEHTHBIM acIiuT, 00J1b B JXUBOTE,
rernaTocrnjieHOMerajanio, B psijie HaOMOAeHUN —
KPOBOTEUYeHNE W3 BapUKO3HO PACHIMPEHHBIX BEH
nuiieBona. PasBuBatolmuiics mpu  CUHApPOME
bamna—Kwuapu acunt, pe3sucTeHTHBIN K TUypeTHYIe-
CKMM MpenapaTaM, OCTAeTCs CJIOXKHOM 3amadeit 1isi
racTPO3HTEPOJIOTOB M XUPYPTOB [6].

ITepcrieKTUBHBIM HaMpaBJIeHUEM SIBJISIETCS TTPU-
MEHEHME MUWHU-WHBa3UBHBIX 3HI0BACKYJISIPHBIX
TexHosioruii. OgHaKo B JUTepaType UMEITCS He-
MHOTOUYMCJICHHBIE COOOIIEHUS 00 WX YCIEITHOM
MPUMEHEHUU B JIEUCHWUU MALIMEHTOB C HaJlleYeHOU-
HbIM OJI0KOM. D(hGHEKTUBHOCTh MOPTOKABAIBLHOTO
IIYHTUPOBaHUA cocTaBiseT mopsaka 60%. I[lpu
3TOM OIlepalivs UMeeT MHOXKECTBO MTPOTHUBOIOKA3a-
HUI U TpeOyeT TIaTeJIbHOro 0TO0pa OOJbHBIX, MO-
5TOMY MHOTHE M3 HUX BbIHYKIEHbI TOJIYyYaTh JUIIb
MaJlIMaTuBHYO ToMollb [7]. TpaHcmiaHTalus Te-
YeHU, B OTCYTCTBUE 3hdeKTa OT KOHCEPBAaTUBHOTO
W 3HJOBACKYJSIDHOTO JIEUEHUS, SIBJISIETCS €IWH-
CTBEHHbBIM PaJuKaIbHbIM U BbICOKOA(P(PEKTUBHBIM
METO/IOM JIEUEHMSI ITOM KaTeropuu IalUeHTOB,
XOTsl TIopaxkeHue neyeHouHblX BeH u HIIB 3Haum-
TEJbHO 3aTPYIHSIET BBIMIOJHEHUE orepauuu [§].
[TpuBoaMM KIIMHUUYECKOE HaOJIIoIeH .

[NammenTka 44 j1eT TOCIUTAIM3UPOBAaHA B XUPYPIruie-
ckoe otaeneHue YensiOMHCKONM 001aCTHON KIMHUYECKOM
oompHMLBEI (HOKDB) ocennro 2022 1. ¢ XXamobaMu Ha yBe-
JIMYeHWe B pa3Mepax KWBOTA, OTCYTCTBHME AallleTHUTA,
OIBIIIKY IIPY HEOOIBIION PU3NUIECKO Harpy3Ke. 3a Mo~
roga noxyzaena Ha 16 xr. bonbHa ¢ Hauana BecHbl 2022 .
B nebGrore 3aboeBaHus oTMeuana ObICTpOe yBeJIMUYEHUE
B pas3Mepax JKMBOTa, BBIpaKEHHYIO €1abocTh. B cBsI3m
C BBIpaXXEHHBIM acIIUTOM M TIpU3HAKaMU OOBEMHOTO
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00pa3oBaHUsI OMHOTO W3 SIMYHUKOB MCKITIOYAJIOCh €T0
3JI0KaYeCTBEHHOe HOBOOOpa3oBaHUe. B TeueHMe momy-
rofa IBaXIbl TTPOBeAeHa AMATHOCTUYECKasT JIalapoCcKo-
KIS ¢ 9BaKyalreil OKOJIO 5 TUTPOB aCIMTUUYECKON KU~
KOCTH, TIpPOBeicHA OMOTICHS SMIHUKA U TTeueHU. OTyXoJTb
SIMIHUKA WCKIoueHa. [Ipy JTarmapocKomuy OTMEYeHO
HeOOJIBIIIOe YBETMUEHIE, HEOMHOPOIHOCTh OKPACKH TIeue-
HM, TTIOBEPXHOCTD IJ1aaKasi. Pe3ysrar Guorncum — XpoHU-
YeCKUII HU3KOAKTUBHBIN TermaTuT, TMCTOJIOTMYecKast Kap-
THHA Iuppo3a. B cBsa3u ¢ TpoMOoLMTO30M (B OOIIIEM aHa-
J3e KpoBu TpoMOo1uToB 1387 x 10°/71) KOHCY/IBTMPOBaHA
rematosioroM. Ilpu obcnemoBaHM oOHapy:KeHa MyTallHs
V617F rena JAK2 — 7,2%, 9to siBIsieTcss MapKepoM TIpH-
obpeTeHHOI TpoMOopmmu. JIMarHoCTUPOBAHO XPOHUYIE-
cKoe MuesorpoaudepaTuBHOe 3abojieBaHNe, Ha3HaueH
ruapokcukap6amun no 1000 Mr B cytku. 1T yTOUHEHMS
MPUYMHBI  acliuTa TAlMEeHTKa TOCIMUTAIN3UpOBaHa
B YOKDb B oktabpe 2022 r. [ToBTopHo BhImomHeHa KT
C KOHTPACTHBIM ycwiieHreM. [ledeHOouHBIe BEHBI He 3a-
TTOJTHSTIOTCS KOHTPACTHBIM MPETTapaToM, BISIBJICHBI reTia-
TOMETaJIN, BEIPaXKeHHBIN aclUT, OTMeYeHa HEOTHOPOI-
HOCTb KOHTPacTUpOBaHUs TiedeHHW. [TpoxXoamMocTh BO-
pOTHOM BeHBI COXpaHeHa, cejle3eHKa He yBeJIudeHa
(puc. 1). [Ipu DI'/IC He 00HApPY:KEHO BApUKO3HO PACIIIH-
PEHHBIX BeH IMUILEeBOAA 1 XKeynka. HecmoTpst Ha KoMOu-
HUPOBAHHYIO TUYPETUYECKYIO TepaIruio, BO BpeMs Java-
THOCTUYECKOTO TTOMCKa B CBSI3M C HapacTaHWEM acIuTa
MOSIBMJIACH HEOOXOMMMOCTh B 3BaKyalluM aClIUTUYECKOM
)xuakocTu. [lyHKTMpoBaHa OplolHAs TOJIOCTh, ACLUT
VCTPaHSUIA JI03UPOBAHHO, B Te€UeHUE HECKOJBKUX CYTOK.
JMCTaHIIMOHHO KOHCYJIBTMPOBAaHA BEIYIIUM HAayYHBIM
COTPYIHUKOM J1TabOpaTOpUM SKCTPEHHON XUPYpruu
u noptanbHoi runepreHsun ®IBHY PHIUX uM. akan.
B.B. IletpoBckoro. YunteiBasg cunapom bamma—Kuapu
I-To TMMa ¢ TTOJHOM OKKIIIO3Mel TeYeHOYHBIX BeH, BbI-
pakeHHBIN aCIUT, HEBO3MOXKHOCTb BBITIOJIHEHUST SHJIO-
BACKYJISIDHOI oriepaiiuu, MpUHSITO pellieHne od orepa-
TUBHOM BMemaTeabcTBe. OOCyX/IeH IJIaH orepauuu
U TOMYCTUMBIM YPOBEHbB MOKa3aTesiell B 00IIeM aHaIu3e
KpOBU I TPOGUIAKTUKNA TPOMOOTUUYECKUX OCJIOXHE-
HUIi B MocjieonepalMoHHOM Tiepuose. B Hosiope 2022 1
MaiyeHTKa orepupoBaHa. BbllojHeHa BepxXHeCpeauH-
Has JanmapoTOMUs, YyAaJeHO 6 JUTPOB acCHUTUIECKOMN
sxuakocTu. [lpyu peBU3WU Te4eHb OOBIYHONW OKpPACKH,
TUIOTHAsi, HECKOJIbKO yBeJIuveHa. BbliesieHO 1Be BETBU
BepxHeil OpbDkeeuHoil BeHbl (BBB) Ha mporsskenun
5—6 ¢CM ¥ MeCTO MX CIIMSIHMS: JTUaMETP PacIioJOXKeHHON
onmvxe K HITB BeTBu — 10 4 MM, AuaMeTp pacrionioXeH-
Hoil nanbiie ot HITB BetBu — 8 MM, myiMHa ee mopsiaka
20 MM, 9ero HeJOCTaTOYHO i1 (POpPMUPOBAHMUS aHACTO-
Mo3a “0ok B 60k” (nmnacta3 30 Mm). B cBsI3U ¢ 3TUM BBI-
JleJieHa 1 pe3eliMpoBaHa OoJiblast MOAKOXHAs BEHa Ha
JIeBOM Oenpe, ayTOBEHO3HbBI TpaHCIUIAHTAT (IuameTp
7 MM) pa3MellieH Mexny BeTBbio BBB noctaTounoro nua-
metpa 1 HIIB — chopmupoBan H-o0pa3Hblit Me3eHTEpH-
KOKaBaJbHbII aHacTOMO3. Bpemst onepariuy — 5 4 45 MuH
(puc. 2). Ilocne onepanuu Mo ApeHaxy U3 MaJoro taza
OTIEJISIIIOCH 10 4 TMTPOB aCHUTUYECKOM XKUIKOCTH C ITPU-
Mechlo nMdbl. Ha doHe cobtoneHust queTbl U mepuo-
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Puc. 1. KommnsiotepHble ToMorpaMMbl. OTCYTCTBME KOHTpA-
CTUPOBAHUS TIEUEHOUHBIX BEH, BBIPAXKEHHBIN aCIUT, HEOM-
HOPOAHOCTb KOHTPAaCTUPOBAHUSI MeUeHU: a — (DPOHTAIbHAS
MPOeKIIUsl; © — caruTTajabHas MPOEKIWS; B — aKCcHUaIbHas
MPOEKIIHS.

Fig. 1. CT scans. No contrast enhancement of hepatic veins,
massive ascites, heterogeneity of liver contrast: a — frontal
view; 0 — sagittal view; B — axial view.

Puc. 2. UutpaonepanmonHoe ¢poto. H-o0pa3Hblii Me3eHTEPUKOKABAJIbHBIN LIYHT.
Fig. 2. Intraoperative image. H-shaped mesenteric-caval shunt.
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Puc. 3. MutpaonepannonHoe ¢oro. TpaHCIIaHTaT NeYeHu Puc. 4. Makpocdoto. [TeueHb perunueHTa. OTCyTCTBUE MPO-
TToCJIe 3aIrycka KpOBOTOKA. XOJIMMOCTH MEeYEHOUHBIX BEH.

Fig. 3. Intraoperative image. Liver transplant after starting  Fig. 4. Macrophotograph. Liver of the recipient. No patency
blood flow. of the hepatic veins.

Puc. 5. KomnbioTepHble TOMOrpaMMbl. McciienoBaHue yepes
3 mec mocie orepaiuu. OTCYTCTBHME acLUTa, KOHTPACTU-
poBaHUE IEYEHOYHBIX BEH: a — (PpOHTAIbHAS MIPOEKIINSI;
0 — caruTTajibHas MPOEKLIMsI, B — aKCUaJIbHasl TIPOSKIIMSI.

Fig. 5. CT scans. 3 months after the surgery. No ascites,
contrast enhancement of hepatic veins: a — frontal view;
0 — sagittal view; B — axial view.
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JMIMIECKOTO TIepekaTusl ApeHaxka KOJTUIeCTBO acIluTUIeC-
KOTO OTIEISIEMOTO C TIPUMECHIO JUMGBI TOCTETIEHHO
YMEHBIIIWIOCH, 3aTeM TTpeKpaTuiach TuMdopes. JpeHaxk
yoajaeH, acllMT He HapacTaj, Ho coxpaHsuics. Yepes
Mecsir, B saBape 2023 I, BHOBb OTMEUEHO BBEIpAaKEHHOE
yBeIMYeHNE B pa3Mepax KuBoTa. [TOBTOpHO TOCTIUTAIN-
3UpOBaHa, BBITIOJHEH JIarapolieHTe3, TO3UPOBAHHOE yIa-
JIEHWE acIUTUIEeCKON KUIKOCTH, TOCNIe Yero JApeHaxk
yoaneH. HecMoTpst Ha TIpOXOAWMOCTH IIYyHTa, HEIOCTa-
TOYHBIN TEKOMITPECCUOHHBINM 3(PhEKT onepalnu, MpuHSsI -
TO pellieHre O BKIIOYCHUN MATUEHTKA B JINCT OXUIAHUS
TpaHCIDIaHTauuy nedeHn. B dpespane 2023 1. BeImoHEHA
JIaITapoTOMUsI, pacceueHre CIaeK M CpallleHUi, yaaJeHo
12 TUTPOB acCUUTUYECKOM KUIKOCTU. [leueHb HECKOJIBKO
yBeJWYeHa B pa3Mepax, TUIOTHOBATOW KOHCHCTEHIIWU,
rnankasi. BeimeneH Me3eHTepUKOKAaBaJIbHBIN IIYHT B 00-
JIACTU KOPHSI OPbIKEHKU TOHKOW KUIITKU — IIYHT ITPOXO-
UM, (YHKIIMOHUPYET, TepeBsi3aH MeXIy 3aKMMaMHu W
repecevyeH. BrImonHeHa remaTakToMusl ¢ pe3eKiiueit pe-
TporeueHoyHoro cermeHTa HIIB. Arematnueckuii mepu-
on — 48 MuH. BbinojiHeHA TpaHCIUIAHTALIUSI TIEYEHU OT
IMMOCMEPTHOTO JOHOpa KJIACCHMYECKHUM  CIIOCOOOM.
XomnomoBast umeMust — 5 4 16 muH. bunmnapHast pekoH-
CTPYKIIMSI BBITIOJIHEHA (DOPMUPOBAHUEM XOJIETOXO-XOJIe-
JIOX0AHACTOMO3a C JPEHUPOBAHUEM 4Yepe3 KYJbTIO ITy-
3BIPHOTO TIPOTOKA JOHOPCKOM TieueHu. KpoBoroTepst —
1500 mn. Bpemsa omepauuu — 9 u 10 mun (puc. 3).
Ilpun ocmoTpe Mmakpompernapara Te4eHb TUIOTHAsl, He-
CKOJIbKO YBeJIMYeHa, CTeHKU TeYEHOYHbIX BEH 3HAuU-
TEJbHO UH(UIBTPUPOBAHbI, YIIJIOTHEHBI, TTPOCBET CYKEH
(puc. 4). bawxaiiuii TocjieonepalMoOHHbIN TIepUO]
rnporekan 0e3 3HauYMMbIX ocobeHHocTteil. KonanuecTBo
OTIEJIsIeMOTO 10 JipeHaxkaM — B mpenenax 500 M ¢ He-
00JIbIIION TTPUMECHIO TUM(MBI. JIpeHaXXu Mo3TarHo yaajin-
JIU. ACIIUT HE HapacTaj, HO COXPaHsUIOCh HEOOJbIIOoe
KOJINYECTBO KUIKOCTU B OPIOIIHOM MOJOCTU TIO TaHHBIM
Y3U. BoinucaHa B yIOBAETBOPUTETbHOM COCTOSIHUU.
Cpok HabmoaeHus — 3 mec. Acuura HeT (puc. 5).

IIpenacraBieHHOe KIMHUYECKOE HabJogeHUE
HarJISIIHO JIEMOHCTPUPYET HEOOXOAUMOCThL OoJiee
JleTaJbHbIX MCCIEeOBaHUM TIpu cuHApoMe banga—
Kuapu. ITopTokaBajibHOE IYHTUPOBAHUE Ha TTO3/I-
HUX CpOKax O9TOT0o 3a00JieBaHUSI — TEXHUUYECKU
CJIOXHasl 3ajJaya, U BMELIATEIbCTBO HE BCErJa CO-
npoBoxaaeTcs 3¢gdekroM. B Takoit curyaumnn
€IMHCTBEHHBIM METO/IOM JIEUEHHUSI OCTaeTCsl TpaHC-
rutaHTauus rnedyeHu. [Tpu aToM TpaHCIJIaHTAT MOI-
BepKeH PHCKY HEIOCTaTOYHON BEHO3HOU mepdy-
3uu. [Ipy HaTMUKMKU HECEJIEKTUBHOIO TTOPTOKABAb-
HOTO LIIyHTa BO BpeMsl TpaHCIIaHTallu HEOOXOAUMO
€To TIepeBsI3aTh I MOIIepKaHNs aleKBaTHOTO Be-
HO3HOTO KPOBOTOKA 10 BOPOTHOU BeHe. Berencraue
aToro ¢opmupoBaHue H-o0pa3HBIX aHACTOMO30B
MPpU BO3MOXHOI TpaHCIJIAaHTAllMKU TMeYeHU B Oymy-
LIEM SIBJISIETCSI MIPENNOUYTUTEbHBIM, MOCKOJIbKY MX
TepeBs3Ka HanmMeHee TpaBMaTWYHA IS IalldeHTa
U MPEICTaBIISIET MEHbIIIE TEXHUUECKUX TPYIHOCTEMH
JUISI XUPYPTOB.

ABTOPBI BBIPAXAaOT OJarogapHOCTb PYKOBOACTBY
u corpynHukaM OI'BY “HauunoHaabHbIN MeIUILIUMHCKUIA
HCCIeIOoBATEILCKUI IEHTP TPAHCIIAHTOJIOTUU W UCKYC-
CTBEHHBIX OpraHoB nuMeHHU akageMuka B.W. IllymakoBa”
3a TIOMOIIb Ha 3Tare MPUHSTUS PEIIeHUsI O TpaHCIIIaHTa-
IIMM ¥ B ITOCIEOTIEPAIlMOHHOM TIEPUOJIE.
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