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AHHoTauMA

B npedcmasieHHbLr KAUHULECKUX HAOA00eHUAX OO0AbHbLM C 0eKOMNEeHCUPOBAHHBLM YUPPO3OM NMeueHU 8 ucrode
TpoHUUeck020 supycrozo zenamuma C, c ycmoluusvblm 6UPY COA0ULECKUM OMEEMOM NOCAE NPOMUBOSUPYCHOU MePanuUU
U Mmaiesoll cmenenvro eemoPuaur A 8bINoAHEHA 0OPMOMONULECKAL MPAHCTIAGHMAYUL NedeHU OMm MOCMePMHOZ0
donopa. O6sem uHMPaONePaAYUOHHOU KPOBONOMepU U meueHue 6AUNCATIUEZO NOCALONEPAYUOHHO20 Nepuoda Ha PoHe
3amecmumenvroli mepanuu pexomdunarmuvim VIII paxmopom ceepmbvléanHus Kposu He OMAUUAACA oM Opyeux
peyunuenmos neuenounozo mpancnaanmama '6Y3 I'KE um. C.II. Bomxuna [J3M. B omdarerHom nocaeone payuoHHom
nepuode Yy 060AbHBIX HOpMaAru3osaacs yposenv VIII daxmopa ceepmuviéaHus KPOBU, UIMO MO3BOAUAO OMMEHUMD
3amecmumensryo mepanuio.
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Abstract

In the presented clinical case reports, patients with decompensated liver cirrhosis resulted from chronic viral hepatitis C,
being stable responders to antiviral therapy and having severe hemophilia A, underwent orthotopic liver transplantation
from a post-mortem donor. The volume of intraoperative blood loss and the course of the immediate postoperative period
on the background of the replacement therapy with recombinant VIII coagulation factors did not differ from other liver
transplant recipients of the City Clinical Hospitaln.a. S.P. Botkin. In the late postoperative period, the level of coagulation

factor VIII returned to normal in patients, which made it possible to cancel the replacement therapy.
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FVII - cakTop ceepTbiBaHua kposu VIl

Temommma A npencrasydeT coO0M TeHETUUECKU
JIeTePMMHMPOBAHHOE pellecCuBHOe X-CIeNJIEHHOe
HapyIlIeHNe CBEePTbIBAEMOCTY KPOBY, BBI3BAHHOE
IedunuToM aHTUreMO(UIbHOrO ryobynnHa (dak-
Topa cBeprhiBanuA Kposu VIII, FVIII) [1], koTopsblit
CUHTe3VpPYyeTCsA KJIETKaMI II04YeK, ceJIe3eHKI, MaKpOo-
charamu, KjeTKaMM KOCTHOTO MO3Ta, OJJHAKO OCHOB-
HBIM MCTOYHUKOM IUpKyIupyomero FVIII apusator-
Cs1 DHIOTENNAJIbHbIE KIIETKY IIepubuapHbIX cOCy-
IVICTBIX CILJIeTeHull nedeHu [2, 3]. B smreparype
BBIJIEJIAETCH «II€YEHOYHBI» U «BHEIEeYEHOYHBI»
nya ¢gaxtopa VIII [2], HOpMaJsbHAA KOHI[EHTpA-
st parkropa cocraBissger 50—100%. o cepenmubl
1980-x romoB Tepanmua y OOJIBHBIX C reMOPUIMNER
3aKJII0Yajiach B TpaHC(y3My KOMIIOHEHTOB KPOBI,
4TO B pAJe CIydaeB IPUBOANIIO K MHMUIMPOBAHNIO
Bupycamu renatutoB B u C, ¢ mocyenyomuM pas-
BUTMEM TEPMIHAJBHON CTa My 3a00JI€BaHNII ITeYeHN

XBI'C — XxpoHu4eckunit BUpycHbI renatut C

[4]. IIanimenTH! c reMmoduIMeli, MHPUIMPOBAHHbIE
HCV, umetor 6osiee BBICOKMII PUCK Pa3BUTUA Tep-
MIMHAJIBHOM cTanguy 3abojieBaHNA II€YEH) C PVCKOM
nexkommercaryn 1,7% gepes 10 get u 10,8% — yepes
20 jer [5]. EgviHCTBEHHBIM pajgMKaJbHBIM METOIIOM
JIeYeHMA IMPPOo3a IIedeHy ABJAeTCA TPaHCIIJIaHTa-
uusa [6, 7], M X0TaA HaJIM4YMe HApPyLIeHNUs CBEPThIBa-
HIA MOYKET HETaTMBHO BJIMATH Ha TedeHlVe PaHHero
M IIO3JHETO IIOCJIEONIEPAIVIOHHOTO IIepoJa I0CJe
TPaHCIIAHTAIN [TIeYeHY, OTCYTCTBYE TeHeTUIeCKO-
ro fedpeKrTa y JOHOPa OpraHa MOYKET II0JIOMKITEJILHO
CKa3bIBATHCS HA TeUYeHMI TeMOMUIINNL.

Kaunuueckue nHadbaro0enHus

ITanment @., 1969 r.p.; B poxggoMe quarHOCTUPOBA-

Ha remopuiuA A, tsxesnas popma (FVIII menee 1%).
B mocrnenyromiem B ¢BA3M ¢ pelUAMBUPYIOMIVIMU KPO-
BOTEUYEHUAMY, reMapTpo3aMu, aHemuenn 1—2 pasa B
MecHALl IPOBOANUINCE TPAaHC(Y3M KOMIIOHEHTOB KPOBIL.
C 2004 roga mpoBoaMJach 3aMeCTUTEJbHAA Tepalus
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npenapatamu FVIII B noze 2000 ME uepe3 nmeHb.
Brepssie antiHCV Briassens! B 1999 roxgy. B 2005 rony
Ha IPOTAMKEHUM 5 MecALeB IIPOBOAMIIACH IIPOTMBOBI-
pycHadA Tepanud NeTMIMPOBAHHBIM MHTEP(EPOHOM II0
1 MJIH yepe3 HeHb, IpepBaHHAsA 1M3-3a BbIPAXKEHHON!
TPOMOOLMTONEHNN [0 NOCTVLKEHNA BUPYCOJIOTMYIECKOTO
oreera. C 2005 mo 2006 rox 23 pasa rocumMTaIN3UPO-
BaJICA ¢ 0DOCTPEHMEM IeMOPParnvecKoro CUHIPOMa:
2 pasa — reMapTpos3 IPaBOTO T'OJIEHOCTOIIHOTO CyCTa-
Ba, 3 pasa — reMapTpO3 IIPABOrO JIOKTEBOTO CyCTa-
Ba, 3 pasa — reMapTpoO3 IIPaBOTO KOJIEHHOI'O CyCTaBa,
1 pa3 — HOCOBOe KpOBOTedYeHMe, 3 pasa — remMapTpo3
IIpaBoro Ta300eqPEHHOr0 CyCcTaBa, 4 paza — reMapTpo3
JIEBOTO TOJIEHOCTOITHOTO CyCTaBa, 3 pasa — MaKporeMa-
Typusd, 2 pasa — reMapTPO3 IIPABOr'0 IIJIEYEBOrO CyCTa-
Ba, 2 pa3a — KPOBOTeYEHNE U3 JEeCEH.

B 2006 rony BmepBble AMarHOCTUPOBAHO BapMKO3-
HOe pacmupeHye BeH numeBoga. B 2007 rogy npmu
3JacTorpadmy neveHy auarHocTupoBas ¢pudpos F4 mo
METAVIR. B 2007 n 2009 rony npoBoAuICh IIOBTOP-
Hbl€ KyPCbI IPOTMBOBYPYCHON Tepanuy IernaupoBaH-
HbIM MHTepdepoHoM-a-2a. B 2010 roxy BeIIOJIHEHO
9HJIOCKOIIMYECKOe JIMIVMPOBaHye BeH nmieBona. Kypcer
MIPAMOJ IPOTMBOBUPYCHOJ Tepanmy IPOBONUIINCH B
2011—2013 rr., ZOCTUTHYT BUPYCOJOTMUECKUIT OTBET.
B 2015 roxy mo noBony KPOBOTEUEHUS U3 BaPUKO3-
HO-PAaCLIVPEHHBIX BEH JKeJIyJKa IIepeHecC OIepaliio
ITanmopsl, nantee B 2016—2017 rr. BBIIOJHAINUCH DHIO0-
CKOIIMYECKe JIMTMPOBaHNUA BeH NUIEBOAA II0 IIOBOAY
pelyayBa MUIIEeBOJHOTO BaPUKO3a.

B mrone 2021 roma Briepsble obpaTumica B 'BY3 I'KB
um. C.IL Borkmua I3M nyda perieHns BOIpoca 0 TpaHC-
IJIaHTaIMY IIedYeHN. Y CTaHOBJeH amarxHos «Ilmppos
IIleYeHN» B JICXOJe XPOHMYIECKOTO BIPYCHOTO TellaTUTa
C (XBI'C) knacc B no Child—Pugh—Turcott, MELD 12.
IlopranbHaa runepreHsuda. BapnukosHoe pacHiipeHue
BeH nuieBoja 3-i cr. IIpn obcsenoBanny He BbIAB-
JIEHO IIPOTMBOIIOKA3aHUI AJIA OIIePATUBHOIO JeUeHNs,
BKJIIOYEH B JIVICT OKMJIaHVA TPAHCIIAHTAIMN IleueHn. B
nioJsie 2021 roza 1mo IOBOAY BapMKO3HOTO PACIIMPEHNA
BeH NNUIIeBOAA 3-1i CTeIIeHN BBIITOJHEHO IIJIAHOBOE 3HI0-
cronmyeckoe juruposaHue. 01.02.2022 rona BbIOTHEHA
OpPTOTOIMYECKasA TPaHCIJIAHTALMA TPYIIHOI ITeyenHn. B
IIepMOIIePAIIOHHOM IIepyoJie IIPOBOAMIIACE CIIeYIoIasd
3amecturenbHada Tepanud: FVIII 4000 ME, nanee FVIII
2000 ME exenHeBHO.

JlaTpaonepanuoHHad KpPOBOIOTEPA COCTaBUJIIA
800 mu. HeocsiosxkHEHHOE TedeHMe II0CIIe0IePalVIOHHO-
ro nepuoja. Beinucan Ha 8-J1 IOCIIEONIePIIVIOHHBII I€Hb.
JIMMyHOCYTIpeccBHAA Tepamusa IPOJOHUTMPOBAHHON
dopmoit MHrMOMTOPa KaJbLVHEBPVHA B MOHOPEIKIUIME.
ITocnenuee BBenmenne FVIII 03.2022 ronpa. Hasee mpu
IMHaAMUYeCcKoM Habionenun yposetb FVIII Hopmasn-
30BaJjicA U B TedeHne 18 MmecaAnes HabuoneHNsa HaxXo-
nures Ha yposHe 50%.

ITanment B., 1973 r.p. B HeTcTBe AMarHOCTUPOBAHA
rsoxenass popma remopuivu A (FVIII menee 1%), o
IIOBOZLY Uero HeOJHOKPATHO IIPOBOAMIIACE TPAHCQY3NUI

KOMIIOHEHTOB KpoBu. Jlajiee HaxoamicAa Ha 3aMeCTV-
TenpHO) Tepamuy FVIII ¢ MecayHOl ITOTPEeOHOCTBIO
45000 ME. Xpounuecknit BupycHslii renatut C BIiep-
Bble AyarHocTupoBaH B 1989 rony, nmpormBoBUpycHas
Tepamnmsa He nposogmiack. B 2018 roqy auarsoctupoBaH
IPPO3 IeYeHN, NopTabHasa runeprensusd. B 2019 rony
HEOZHOKPATHO HaXOIWJICA B PA3JIMYHBIX CTAIlMOHAPAX
T10 TIOBOAY PeLMIMBUPYIOIMX KPOBOTEUEHNIT 13 Bap-
KO3HO-PaCIIMpPeHHbIX BeH muireBona. B 2020 roxy mpo-
eI IIPOTUBOBUPYCHYIO Tepalnio AaKJIaTaCBUPOM U
coocOYBMPOM C PasBUTMEM YCTOIUMBOIO BUPYCOJIO-
rudeckoro orsera. B 2019 roxy BrepBble rOCIUTAJIN-
supoBal B 'BY3 I'KB nwm. C.II. Borknna JI3M ¢ cumn-
TOMaMM JeKOMIIeHCalM) [IIPPO3a [IeYeH. Y CTAaHOBJIEH
Inar"os: nuppos nedenu B ucxoge XBI'C kiacc B mo
Child—Pugh—Turcott, MELD 17. IlopraJsibpHada rumnep-
TeH3UA. Bapuko3HOe paclmpeHne BeH INUIeBOja 2-i1
ct. CriteHOMeraJsys, TUIIePCIIEHN3M, TPoMOonuTOIIe-
Hus (45x10°/01). TenaTore/unoisipHasi HeI0CTaATOYHOCTh
(runonpoTpoMOMHEMMs, TUIIOANbOYMIHEMNS, ITapeH-
XJMIMaTO3Has JKeJITyXa JIeTKoil crernenn). [leuenounas
suIedpasnonatua 1-it cr mo West—Haven. I'emodpminsa
A, tsxenada gpopma. Ha dpore KOHCepBaTUBHOI Tepannnu
JOCTUTHYTA IIOJIOYKUTEJIbHA AVHAMIKA, 00CJIeIOBaH 1
BKJIIOYEH B JIVCT OYKMIAHNA TPAHCIIAHTAIY TPYITHOM
rnedeHn. B cBA3M C BBICOKMM PMCKOM KPOBOTEUEHUII
BBICTABJIEHBI IIOKA3AHUA JJIA IIPOBEIEHNA TPAHCBIOTY -
JIIPHOTO BHYTPUIIEYEHOYHOTO ITI0PTO-CHCTEMHOTO IITyH-
TUPOBAHNUA ¥ OJHOMOMEHTHON sMOoymM3anum cejese-
HOYHOJI apTepunu (puc. 1).

B cenrabpe 2021 rozma BbINOJIHEHA YCTAaHOBKA
TIPS (transjugular intrahepatic portosystemic shunt)
(puc. 1).

v

Puc. 1. Moptorpamma, yctaHoBka TIPS. CchopmupoBaH BHYTpuU-
NeYeHOYHbI aHacTOMO3 MeXAY CUCTEMON BOPOTHOM BeHbl U
npaBoW Ne4YeHOYHON BeHOM

Fig. 1. Portogram, TIPS placement. Intrahepatic anastomosis
between the portal vein system and the right hepatic vein has
been formed

Yepes 3 mecdAna mnocse BMemmaTesnbeTsa npu KT
OBII onpenenseTca NOPTOCUCTEMHBIA UIYHT B TUIINY-
HOM MecTe, IIPM3HAKM HapyIIeHUs KPOBOCHAOKeHM
cese3eHKU (puc. 2). Kauundeckn yepes 2 Heesm oce
BMeIIIaTeJbCTBA OIpefesideTcA MOBBIIIeHNEe YPOBHA
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TpombormToB no 80x10°/1, ¢ mocsiexmyroeil ero HOp-
MaJaaryeil yepes 6 vegesn (167x10°/).

Puc. 2. MynbTucnupanbHasi KOMMbIOTEpHass TOMOrpamma

OpraHoB 6pPIOLWHOW MNONOCTU C BHYTPUBEHHbIM KOHTpac-

TUpoBaHMeM. MOPTOCMCTEMHBIA LIYHT B TUMWYHOM MecTe.
MocneonepalnoHHble U3MEHEHUS CeNle3eHKU

Fig. 2. Multislice spiral computed tomography of the abdominal
organs with intravenous contrast. Portosystemic shunt in a
typical location. Postoperative abnormalities in the spleen

B ampesie 2022 roga BBIIOJHEHa OPTOTONNMYECKasd
TpaHCIIaHTanuA. Vcosb3oBasack caeqyromnasa cxeMa
3aMeCTUTEJbHOM Tepanmy — BBeJeHMe KOHI[EHTpaTa
FVIII 8000 ME, ganee FVIII 2000 ME esxenHeBHO.

JIHTpaonepalnoHHas KPOBOIOTEPsS COCTaBUJIA
1200 mi1. HeocstosxHeHHOe TeueHMe pPaHHEero IocJeone-
pamnmonHoro nepuona. Bemmcka Ha 10-71 mocsieonepa-
LIMOHHBI KOJKO-IeHb. JIMMyHOCYIIpecCUBHA S TepaIus
IIPOJIOHTVPOBAHHON (DOPMOIL MHIMONTOPA KaJIbIHEBPYI-
Ha B MOHOpexxkume. Jlasee mpu ArHaMUYIecKoM HabJro-
IeHuy yposeHb pakTopa VIII HOpMmasmsoBajca u B
HacTodAllee BpeMs Haxoaurcea Ha yposHe 60%.

0Gcy:raeHue

PazButme 3amecTuUTesBHON Tepanmy peKoM-
O6MHAHTHBIM (PAaKTOPOM IIPOM3BEJIO PEBOJIIOLVIO B
JedeHun remodpunaun. B Hacrodllee Bpema mpo-
BeJleHNe OIIePaTUBHBIX BMeNIaTeJIbCTB Pa3JIMIHOM]
IPOJOJIXKUTEJIBHOCTI U CJIOYKHOCTY Yy IalMeHTOB
¢ remMouvell He COIPSAMKEHO C BBICOKVMM PVICKOM
reMopparn4ecknx OCJIO}KHEHUI. B mpexcraBiieH-
HBIX HaMJ KJIVHMYECKNUX HaOJIONeHMAX OOJbHBIM
IIPOBOAMJIVIC HEOQHOKPATHBIE MMHI-JIHBA3VBHbBIE
VI OTKPBITBIE XVPYPIMUECKE BMEIIATEJbCTBA, HE
COIIPOBOSKIABIINECH VNHTPAOIIEPAIIOHHBIMY KPOBO-
TeyeHUsAMN. TeMm He MeHee, y4MTbIBadA, 4YTO IIporpec-
CUPOBaHMe IMPPO3a edeHN Hen30eKHO IPUBOAUT K
ycyry0JeHno KoaryJonaTmuy 1 TpoMOOIMTONIeHN,

PUICK Pa3BUTUA FeMOPPATNIECKUX OCJIOKHEHUN y
JAHHBIX OOJIBHBIX ObLJ KpajiHe BBICOK.

EnuHCTBEHHBIM paiMKaJbHBIM CIIOCOOOM Jiede-
HIA JaHHBIX [TAlJIeHTOB ABJIAETCA OPTOTOINYECKA I
TPaHCIJIAHTAIMA IedeHy. B MupoBoii intepaType Ha
CETOJHAIIHNI JeHb HeT PeKOMEeHIalMii 110 BeJJeHNIO
PELMIIIEHTOB ¢ TeMO(UNEel B IIePHUOIePAIOHHOM
IIlepuozie, OOHAKO €CThb ITyOJIMKAIMy, IIOATBEPIKIa-
IOI[/e I1eJIeco00Pas3HOCTh TPAHCIJIAHTAIIUY 3TUM
6osbaBIM. B nicciienoBannm S. Yokoyama et al. (2011)
PeLMIMEeHTsI ¢ reMopuimeil A U IPPO30M IIeUeHN B
ncxone XBI'C 6e3 xoungexkuun BVIY nmenn cpaB-
HUMBIE OTJAJIEHHBbIE Pel3yJbTaTbl C 00IIell momy-
Januen penunueHTosB nedenu [8]. Kak coobiaror
aBTOPBI, Y BCEX MAIMIEHTOB YPOBHM (DAKTOPOB CBEP-
TBIBAHNSA [IOBBICUJINCH JO HOPMAaJIbHBIX 3HAYEHMUIL
yoKe depes 72 daca 1mocJie ornepaimun, u norTpedbHoCTH
B 3aMeCTUTEeJbHOI Tepalyy Hi Y OJJHOTO U3 PeLiI-
eHTOB 0oJiee He BO3HMKAJO. AHAJIOTMYHO U B CEPUM
rkyHN4Yecknx Habmonmenmnit C. Alonso Madrigal u
et al. (2018), kxax Tpoe GOJBHBIX ¢ reModuineit A,
TaK U NalyeHT ¢ bose3Hbio Buiiebpanna 3-ro Tuma,
Ilocjie TPaHCIJIAHTAIMY ITeYeHU He HYKIAJNCH B
3aMecTuTeabHOI Tepanuu [9]. B obcepBaimonHOM
uccaenoBauuyu M.V. Ragni et al. (2018), xak u B
paboTax BBINIEYIIOMAHYTBIX aBTOPOB, OTMeYaeT-
cA, 94To Ha (POHe IpUeMa COBPEMEHHOI 3aMeCcTU-
TeJbHOI Tepanuy pPeKoMOMHATHBIMM (haKToOpaMm
CBEPTBIBAHNA, HAJM4Me reMO(UINY HE OKa3bIBAET
3HAYMMOTO BJIMAHNUSA Ha Pe3yJbTaT TPaHCIJIAHTa-
1y redeHn. IlocTTpaHCIIaHTAIIOHHAA BBIXK/BaE-
MOCTB ObLJIa 3HAYMMO HUIKE TOJIbKO B rpymne BIIY-
VH(PUIMPOBAHHBIX PEIUINEHTOB C reMO(pUINen,
OIHAKO OHA He OTJMYaJiach OT OTHAJIEHHON BBIXKM-
BaeMmocTy y BIY-uH(puimpoBasHHbiX 60JbHBIX Oe3
remocpmaium [10].

Takum o006pasoM, MCXOAA U3 JIUTEPATYPHBIX
IaHHBIX ¥ I[IPEACTABJIEHHBIX HAMMU KJIMHUYECKUX
HaOJIIOIeHNIT TIPY MICIIOJIb30BAHNY 3aMEeCTUTEIbHOI
Teparmmu npenapataMmu daxropa VIII onepanmsa mo
OPTOTONNYECKON TPAHCIIAHTAINY [TIeYeH) Y JaHHBIX
OOJIHBIX HE COIPAYKEHa C JIOIIOJHUTEJbHBIMU TeX-
HIYECKVIMI CJIOKHOCTSMM ¥ He IIPUBOJANUT K yBeJ-
4eHUI0 00'beMa MHTPAOIIePallIOHHO! KPOBOIOTEPH
U TIOCJIEOIIEPAIMOHHBIX OCJIOMKHEeHMIL. BaskHOoIT oco-
OEHHOCTBIO TeUeHUsA I[I0CJIEONIEePAIMOHHOIO IIepPIo-
Ia ABuMJack HopMmasmaalnma ypoBHA VIII daxTopa
CBEPTBIBAHNA KPOBU M OTCYTCTBME MOTPeOHOCTH B
IIPOBEEHNY 3aMECTUTEJBHON TePaIIL
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IIpn pasButun mupposa nedeHn y OOJBbHBIX C
remModuaMen A oproronuyeckas TPaHCIJIaHTAIA
IIeYeHN He COIPAMKEHa C JIONOJHUTEJIbHBIMI PUC-
KaMM KPOBOTeUeHUdA IIPU IPUMEeHEeHUN IIperapaToB

FVIIIL ITomumo KOppeKUMy NOPTaJIbHONM I'UIIEPTEeH-

3N U pa3penmeHnusa CUMMIITOMOB IIeYeHOYHOI HeJo-

CTATOYHOCTY, BO3MOKHO BOCCTAHOBJICHME KOHIIEH-
Tpauuy B KPOBM aHTUTeMO(MUIBHOTO I'JIOOyJIMHA C
IOCJEeAYIOIIMM OTKa30M OT IIPOBeJEeHMA 3aMeCTl-
TeJIbHON Tepalnm.
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