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Peakoe coyeTaHue aptepuonopranbHOM ekt
¢HUCTYNIbI M NOPTOCUCTEMHOrO LUYHTA.

JHp0BaACKYNspHOE NlevyeHue.

KnuHuyeckoe HabniopeHue

P.B. lapby3os, 10.A. lonses, N.A. MbinbHUKOB

Poccuiickas aeTcKas KiMHudeckas bonbHuua — dunnan Poccuitckoro HauMOHaMbHOTO MCCNe0BaTesbCKOM0 MEAULIMHCKOTO YHUBEPCUTETA
uM. H.W. Muporosa, Mockea, Poccus

AHHOTALNA

060cHoBaHue. [opTocucTeMHble WyHTHI (MICLL) — penKo BCTpeyatoLmitcs NOpoK pasBUTKS, NpKU KOTOPOM UMEETCS aHOMaslb-
HOEe COeAMHEHNE NOPTaibHONA CUCTEMBI C CUCTEMHBIM KPOBOTOKOM. ApTepuonopTanbHble guctynbl (AMN®) npepcrasnsior co-
boi1 apTeproBeHO3HbIE COOBLLEHNS MeX Y apTEpPUAMM CUCTEMbI YPEBHOTO CTBOJA M BOPOTHOM BEHOW. [enaTonyNbMOHaNbHbIMA
CMHIPOM OnpejenseTcs AblxaTeNbHOW AUCHYHKUMEN B CBA3M C AedeKTOM apTepuasnbHOM OKCUreHauuu, WHAYLMPOBaHHbIM
pacLUMpeHUEM BHYTPUNETOYHBIX COCYA0B, CBA3aHHBIM C 3ab01eBaHNEM NEYeHM.

OnucaHue KNMHUYECKOro cnyyas. B Hallel KMHUKe Mbl NPOBEIM 3HAOBACKYNAPHOE NedeHune nauueHTa 10,5 neT ¢ peaxum
coyeTaHueM BpoxaeHHoro MNCLL n BpoxaéHHoN ATND, 0CNOXHEHHBIM renaTonyabMoHaNbHbIM CUHAPOMOM. JleyeHne npoBo-
AUNOCb B HECKONBKO 3TanoB. [lepBbiM 3TanoM BbinosHeHa okKo3us AM®. BropbiM aTanoM — 6annoHHO-0KKII03WUOHHbINA
Tect. TpeTbM — okksiosus MCLL. B nocneonepauvoHHoM nepuoge 0TMeYeHbl MPU3HAKK NOPTanbHOM TMNepTeH3MK, B CBA3N
C YeM NpOBENIM aHTUKOAryNAHTHYI0 Tepanuio, Ha GOHe KOTOPOM CUMNTOMBI MOPTaslbHOW MMNEPTEH3UN PErpeccMpoBani.
3akuitoyeHue. pu coyeTaHum apTepuonopTanbHO GUCTYNBI U BPOXLEHHOMO NMOPTOCUCTMEHOIO LUYHTA B NEPBY0 04epefib
HeobxoauMo okktosupoBaTh Al®, panee npoBecTU GaniOHHO-OKKIO3MUOHHBIM TECT M NPU HaJIMYWMM [OCTAaTOMHO pasBu-
TbIX BHYTPMNEUYEHOUHBIX BETBEW BOPOTHOM BeHbl BO3MOXHO npoBefieHue okkno3uv [1CLL. B nocneonepaumoHHoM nepuoje
HeobX0AMMO HasHaYeHUe aHTUKOAryNAHTHOM Tepanuu B NPOGUIAKTUYECKUX LeNsX.

KnioueBble cnoBa: BpoXAEHHbIA NOPTOCUCTEMHBIN LWYHT; ApaHUMEB NPOTOK; apTepuonopTanbHas GUCTyNa; renatonysb-
MOHaJIbHbIN CUHAPOM; KIIMHUYECKOE HabniofeHme.
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A rare combination of arterio-portal fistula
and portosystemic shunt. Endovascular treatment

Roman V. Garbuzov, Yuri A. Polyaev, Ivan A. Mylnikov

Russian Children’s Clinical Hospital — Pirogov Russian National Research Medical University, Moscow, Russia

ABSTRACT

BACKGROUND: Portosystemic shunts (PSS) is a rare malformation in which there is an abnormal connection between
the portal system and the systemic circulation. Arterio-portal fistulas (APF) are arterio-venous connections between the
arteries of the ventral trunk system and the portal vein. Hepatopulmonary syndrome) is defined by the respiratory dysfunction
due to the defect in arterial oxygenation induced by the dilatation of intrapulmonary vessels associated with liver disease.
CLINICAL CASE DESCRIPTION: In our clinic, we treated endovascularly a 10.5-y.0. patient with a rare combination of congenital
portosystemic shunt (CPSS) and congenital APF complicated by Hepatopulmonary syndrome. The treatment was performed
in several stages. The first stage was APF occlusion. The second stage was a balloon occlusion test. The third stage was PSS
occlusion. In the postoperative period, there were signs of portal hypertension (PH), that is why the anticoagulant therapy was
administered which resulted in PH symptoms regression.

CONCLUSION: In case of the combined arterio-portal fistula and congenital portosystemic shunt, it is necessary, first, to occlude
APF, then to perform the balloon occlusion test, and then -if there are well developed intrahepatic branches of the portal
vein- to perform PSS occlusion. In the postoperative period, anticoagulant therapy is recommended for preventive purposes.
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KIMHHECKIAA CIY YA

Ob0CHOBAHUE

BpocdénHele nopmocucmemHele wyHmel (BMNCL) —
PEAKO BCTPEYAKLLMICA MOPOK PasBUTUS, MPU KOTOPOM
MMeeTCs aHOManbHOe COeAWHeHWe MOopTanbHOW CUCTEMb
C cucTeMHbIM KpoBoTokoM [1-3]. Bnepselie BIICLU onucan
B 1793 . xupypr J. Abernethy [4]. B 70-e roabl XX Beka Ha-
Yanmucb MybAMKaLMM C OMUCAHMEM XUPYPruYecKoil nepe-
BA3KM MOPTOCMCTEMHBbIX LUYHTOB Y B3pOC/bIX M [ETeld,
a ¢ 90-x rofoB Hayanacb 3pa WX 3HA0BACKYNAPHON OKKJIIO-
3UM U JTaNapocKoNuYecKoi nepeBssku. B npouecce nsyyeHus
BINCLU pa3spaboTaHbl pa3nuyHble Kiaccudukauum, B 1994 r.
G. Morgan v coaBT. NpeaioxunM pa3aenuTb UX Ha ABa TUNa:
| TMN, NpU KOTOPOM MOSHOCTLIO OTCYTCTBYET MOpTaibHas
nepdy3us nedenu, u Il TN, nogpasyMeBaloLLMn YacTUHHOE
COXpaHeHWe NopTanbHOM nepdy3uu NeYeHu, TO ecTb UMe-
nacb HopManbHas nopTanbHas CUCTEMa U MOPTOCUCTEMHBIN
WyHT [5]. Take B 3aBMCMMOCTH OT NOKANU3aLMK LLIYHTA Bbl-
LENsioT BHEMEYEHOUHBIE W BHYTPUNEYEHOUHbIE NOPTOCUCTEM-
Hble WyHTbl. B 2011 . T. Lautz u coaBT. Npeanoxunm cBok
Knaccudmrkaumto. Mpu | tune BIICLU HeT BHyTpMNeYEHo4HOMO
noptanbHoro KposoToka. |l Tun BICLU penvtca Ha Tpu nog-
TMna: lla — LWYHT, COOTBETCTBYIOLLWNA BEHO3HOMY NPOTOKY
(HeobnuTEpPUPOBaHHLIN ApaHumes npoToK), Ilb — wwyHT, Bo3-
HWKalOLLMIA U3 OCHOBHOIO CTBOJIA BOPOTHOM BEHbI, BKIIIO-
yas eé budypKaumio M cneHo-Me3eHTepUanbHOe CIUSHME,
# llc — LWYHT, BO3HMUKAIOLMI M3 BPbIKEEYHbIX, KEeNya04HOM
unn ceneseHoyHon BeH [6]. A B 2014 r. Kanazawa u coasr.
NpeLcTaBUnM aHrmorpaduyeckylo Knaccubukaumio, yuuTbl-
BAIOLLYI0 BbIPAXKEHHOCTb FUMOMAA3UM BHYTPUMEUYEHOUHON
noptanbHoi cuctembl (BIIC), oH BbIAEAMA TPU TUNA: NETKWIA
TUN, XapaKTepu3yloLuuiics xopollo Busyanusupyemon BIIC,
CPELHETSHENbIN TUMN, ONPeAeNsieMblii KaK YMEPEHHO BU3Y-
anusupyeMas BIIC ¢ nosBneHneM «kyboB AbiMa», TAXE-
NbliA TUN, ONpeaenseMblit Kak cnabo susyanusupyemas BIIC
(Mnu e€ nonHoe OTCYTCTBUE), KOTOpas XapaKTepusyeTcs no-
SIBNEHMEM «KNybKa AbiMa» B neyenu [7].

B 3aBucumoctyn ot tuna BIICLU BeibupatoTcs pasnnyHbie
TaKTMKK Nevenms. Mpu BICLL | Tuna nposoauTes TpaHcnnaHTa-
uma neyenu. NMaumentsl ¢ BICLL Il Tuna — Kanaupatsl Ha ne-
PEBA3KY LUYHTA WM 3HL0BACKYNAPHY0 amMbonmu3aumio. BICLL
UMEIOT pAL, KIMHUYECKWX MPOSABEHMIA, TaKUX KaK NEro4Has
runepTeHsus, OPMMPOBaHME 0YaroB Y3M10BOK TMMepMIasuu
B MeyeHu, NeYeHoYHas 3Huedanonatus, runepuHCyIMHeMmS
M renatonynbMoHasnbHbI cuiapoM (TTC). AKLeHTUpYeM BHU-
MaHue Ha [TIC, nocKombKy UMEHHO C JaHHbIM OCNOXHEHWEM
CTONKHYNICS HaLl NauMeHT. fenamony/ibMOHG/bHbIU CUHOPOM
onpenenseTca AblxaTeNlbHoN AUCHYHKLUMA B CBA3M C fedeK-
TOM apTepuasnbHON OKCUTEHaLWM, MHLYLUMPOBAHHBIM pacLum-
PEHWEM BHYTPUNErOYHbIX COCYOB, CBA3aHHbIM C 3aboneBa-
HueM neyenun. Hanbonee pacnpocTpaHEHHBIMU KITMHUYECKUMH
cumnToMamu [TIC ABNAKOTCA OAbILLKA, YCUNMBAIOLLAACA B Bep-
TUKaNbHOM MONOXeHUH, W uuaHo3 [8, 9].

ApmepuonopmaneHeie gucmynel (AlI®) npepcTasnsiot
cobol apTepuoBeHO3HbIE COODLLEHWA Mexay apTepusMu
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CMCTEMBI YPEBHOrO CTBOJIA U BOPOTHOW BeHOW. OHW MoryT
ObiTb NpUODOPETEHHLIMU WMAM BPOXAEHHbIMU. ATD B page
C/ly4aeB NpoTeKaT 6eCCMMTOMHO UM MOrYT NPOSBNATLCS
cuMnToMammn nopranbHon runeptensun [10]. Bnepsbie AN®
onucan B nutepatype Weigert B 1886 r. B 1971 r. C. Van Way
U COaBT. BCECTOPOHHE PaCcCMOTPENM KIMHUYECKUE XapaKTe-
puctukm AN® [11]. B 1997 r. J. Vauthey u coaBT. npeacra-
BWIIM COBPEMeHHbIN aHanu3 cuHapoma AN [12]. B 2006 .
Guzman u coaBT. Npeanoxunu pasaenutb ANO Ha Tpu TMNa.
Mpu | TMNE uMetoTca HebonbluMe NepudepuyecKne BHYTPH-
MeYEHOUHbIE CBULLM C MUHUMAJTbHBIMK MocneacTeuamMu. Ham-
bonee pacnpoctpaHéHHas atonorus Takux Al® — npose-
[EeH1e YpeckoXHoi brioncum neyeHu. Yalle Bcero nofobHbIe
AN® camonponsBonbHO TpoMbupytoTca B TeveHne 1 Mec.
Mpu Il TMne uMetoTca bonee KpynHble U LEHTPaNbHO pacmno-
NOXEHHBIE CBULLM C MOTOKOM KPOBM, BbI3bIBAKOLLMM MOBbI-
LUEHHOe MmopTajibHoe AaeneHue. MpumepamMu MOryT CIYKUTb
ANO®, Bo3HMKalOLWME MOCNE MPOHUKAKOLLEH TpPaBMbI KMBOTA
WAM NpU 3p03MM aHEBPU3MbI CENE3EHOYHOM apTepuy B nop-
TanbHylo cucteMy. [laHHbIi TMN ONaceH B CBA3M C BbICOKUM
PUCKOM pasBUTUSA NOPTaNbHOM TMNEPTEH3UN, KOTOpas MOXET
MPOABNSATLCS CMIEHOMEranmei, BapuKo3HbIM PacLLMPEHUEM
BEH MULLEBOAA W XenyaKa, daTtanbHbIMU KpOBOTEYEHMS-
mu. Taroke AN® Il TMNa MoxXeT BbI3BaTb renaTonopTanbHbIi
CKJIEpPO3 M MPOrpeccmpoBath A0 nopTanbHoro ¢pubposa. 3tn
CBULM HeobxoauMo NMKBMAMpoBaTh. [pepnaraeMoe ne-
ueHue — 3MO0NM3aLMSA UM XMpYPruYeckoe pasoblueHue.
[l TMn cambln peaKuiA, oH BKOYaeT B cebsi BPOKAEHHbIE
AN®. Takne cBuWM 0ObIMHO ObIBAIOT BHYTPUMEYEHOYHBLIMY
1 A1ddy3HBIMK, MOTYT BbI3bIBaTh TSKENYH0 MOPTa/bHYIO0 MU-
NepTeH3unio B MNageHyecTBe. JleueHue BKIOYAET NepeBsisKy
MEYEHOUHON apTepu, IHAOBACKYNSPHYI0 OKKIIO3MI0, Pe3eK-
LWK0 MAM TPAHCNAHTaLMIO NEYEHN.

KJIMHUYECKUU CNYYAH

MauveHT X., Ha MOMEHT NEpPBUYHON rOCNUTaNM3aLMM B OT-
LEeNeHNe PEHTTEHXMPYPrUYECKUX METOL0B AUArHOCTUKM U fe-
yeHns PoccuiicKoi JeTCKOM KIMHUYECKON 60MbHULIbI BO3pacT
10 net 11 mec.

B aHamHe3e: 6epeMeHHOCTb 1 poabl NpoTeKanu bes oco-
BeHHocTeil. B rpyaHoM Bo3pacTe BbiSIBNIEHbI BPOXAEHHINA
MOpPOK pas3BuTUS cepaua — AedeKT MexnpencepaHou
neperopogkn. KnuHuueckux nposiBneHuii He bobino. B ceaA3m
C naronoruen cepaua Habnopancs y Kapauvonora, ieyeHue
He npoBoaunock. B 6 neT oTMeyeHbl He3HAUMTENBHO Lma-
HOTMYHbIE HOTEBbIE MAACTUHKM NaJlbLEB PYK, HAUMHAlOLLA-
Aca pedopmaumsa nanbueB no MMy bapabaHHbIX nanoyek.
MauweHT HanpaBneH K MynbMoHosIory. BeinonHeHa KOMMbio-
TepHast ToMorpadumsa opraHoB rpyAHON KNETKU, HAa KOTOpOiA
YCTaHOB/IEHO [ABYXCTOPOHHEE U3MEHEHWUE B NIErKMX MO UH-
TepcTMUManbHOMY TUMY C NPOSIBNEHUSIMM NHeBMOdUbpo3a.
M3MeHeHu B aHanm3ax He obHapyxeHo. o pesynbTatam
UCCreioBaHWM NOCTaBMIEH AMArHO3 UAMONATUYECKOrO MHEB-
Modubposa nop BonpocoM. B Bo3spacte 8 net, ¢ Havanom
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aKTMBHOro pocTta pebéHKka, Hayanacb ofplliKa Npu yMe-
PEHHbIX QU3NYECKUX HArpy3KaX, Taxukapaus Ao 97 ya/MuH.
Co BpeMeHeM fbixaTeslbHasi HE[OCTAaTOYHOCTb YCWMBaNach,
B Bo3pacTe 10 neT uMenach ApixaTeNbHas HEAOCTATOMHOCTb
I-Il crenenm, B nokoe Sp0, 90%, npu du3nueckoii Harpy3ke
Sp0, onyckanacb Ao 80%. HasHaueHa kucnopopoTepanus
B 06bEMe 3 n/MUH ¢ xopowwwum oTBeToM. B Bospacte 10 net
5 MeC nauueHTy BbINOIHEHO YNLTPA3BYKOBOE WUCC/EA0BaHMe
(Y3W) opraHoB bpioLLHOM NOMOCTW, Ha KOTOPOM OBHapyXM-
flacb aHOMasMA CTPOEHWUS BEHO3HbIX U apTepUaibHbIX COCy-
[0B neyeHu. MauneHTy pekoMeHAoBaHo obpalleHue K co-
CYBMCTOMY XMPYPry ONSl YTOYHEHWS [MarHo3a U peLleHus
0 JanbHeLLen TaKTUKE NeYeHus.

PesynbTatbl pu3nKanbHoro, nabopatopHoro
W MHCTPYMEHTaNIbHOT0 UCC/ef0BaHuUs

Mpu MocTynneHUn B OTAENEHUE PEHTTEHXMPYPTUYECKMX
METOI0B AMArHOCTUKW W JIeYeHUs MO aHHbIM 0CMOTpa OT-
MeYaeTcs LMaHo3 HoCorybHOro TpeyrosibHUKa, ryb, HorTeBbIX
MO, MU3MEHEHUA AMCTaNbHbIX GanaHr nanbLes no Tuny bapa-
BaHHbIX NaNoyYeK, HorTeBble NNACTUHKM B BUAE YacoBbIX CTE-
KO, Ha Horax TeneaHruakTasuu. Mynec Ha yposHe 100 ya/MuH.
MauveHT Haxoawncs Ha NOLAEPKMBAOLLEN A0TaLWM KUCIIO-
pogoM 3 n/MuH. To AaHHbIM nynbcokcumetpumn SpO, B Bep-
TUKanbHoM nonoxeHum — 80%, B ropusoHTanbHoM — 92%.
B 6uoxummueckoM aHanuse Kposu: 6unmpybuH obwmin —
23 Mkmonb/n (2-14); 6unmpyouH npsMon 4,5 MKMonb/n
(0-3,4); AnAT — 56 En/n (10-45); AcAT — 89 En/n (10-42).
BoinonHeHa TpaHcapTepuanbHas aHruorpadus, Ha Koto-
pon onpedeneHa runepTpodus 0bLLein NeYEHOUHOW apTe-
puM, MMenacb apTepuonopTanbHas GuUCTyna, Ucxopswas

4 3 2 1

Puc. 1. CxeMatnyHoe u3obpaxeHne aHOManuM CTPOEHUA COCY/0B
neyeHn: 1 — aopta, 2 — NEYEHOYHas apTepusi, 3 — HUXKHASA Nno-
nasi BeHa, 4 — BOpOTHas BeHa, 5 — cerMeHTapHas BETBb IEBOH
MEeYEHOYHOW apTepumn, 6 — NOPTOCUCTEMHBIN LUYHT, 7/ — CErMeH-
TapHasi BeTBb /IeBOW BETBM BOPOTHOM BEHbI.

Fig. 1. Schematic representation of anomalies of liver vessels
structure: 7 — aorta, 2 — hepatic artery, 3 — inferior vena cava,
4 — portal vein, 5 — segmental branch of the left hepatic artery,
6 — portosystemic shunt, 7 — segmental branch of the left branch
of the portal vein.
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U3 cerMeHTapHOW BETBU NIEBOI NEYEHOYHO apTepuu B Npo-
ekumm VIll cerMeHTa 1 BNaaaloLLas B 3KTa3MPOBaHHYIO JIEBYHO
BETBb BOPOTHOM BEHbI W [lanee peTporpajHo B NOPTOCUCTEM-
HbIN LLYHT WU B HWXKHIOK Nonyio BeHy (puc. 1-3).

MNpeaBapuTenbHbIN AUarHo3

Mo pesynbTataM 00CnefoBaHUA AMArHOCTMPOBaH BHe-
MEYEHOYHbINA MOPTOCMCTEMHBINA LWYHT lla TMNa ¢ apTepuonop-
TanbHOM (UCTYNON, OTATOLLEHHLIA renaTonybMOHAbHBIM
CUHJPOMOM.

JleyeHue

BoinonHeHa 3HpoBacKynspHas okkntoua AMN® cnupans-
MW B [iBa 3Tana, ¢ nepepbiBoM B 3 Mec. Bropoit 3tan notpe-
BoBarcs BBUAY HEMONMHOI OKKIKO3MW NOC/IE NEPBOA MOMBITKY.

Mocne nonHow okkmo3um AM®, yxe B paHHEM mocne-
OMepaLyMoHHOM Nepuoje, NaLMEHT Haya 0TMeYaThb NONOXU-
TeNbHYI0 AUHaMUKY. Bo3pocna TonepaHTHOCTb K GU3UYECKUM
HarpyskaM. YMeHbLlIMnach ofbILLKa. HacTota cepaeyHbix co-
Kpawenun — 90 ya/muH. Sp0, B BepTUKanbHOM MoNOXe-
HUM — 85-90%, B nokoe — 95%. HeobxoaumocTb B AoTaLmuu
KMCNOPOAOM OrpaHnymMnach GU3n4ecKUMM Harpy3Kamu.

Yepes 3 Mec nocne 3akpbitua AM® BbINOAHEHA KOH-
TponbHas aHruorpadus, NaTonorMyecKoro cbpoca Kpoeu
MeXay MOYEYHOW apTepueid MopTanbHOM CMCTEMbI He Bblio
(puc. 4). BbinonHeH 6annoHHO-OKKITIO3MOHHBIN TECT, 3aKJto-
YaBLUMACA BO BPEMEHHOW OKKI03uM bannoHoM obnactu co-
YCTbSA NOPTabHOM CUCTEMBI U HUXKHEV NONON BEHBI, KOHTpAc-
TMPOBaHUW U U3MEPEHUM [ABNEHUS B NOPTaNbHOM CUCTEME.
Mo pesynbratam uccnenoBaHNUA ONpeSenseTcs KOHTpacTMpo-
BaHWEe YMEPEHHO MMONa3vMpoBaHHbIX BHYTPUMEUYEHOYHBIX
BETBel BOPOTHOM BeHbl C KOHTPACTUPOBAHWEM MapeHXWMbI
(Ilc Tvn no Lautz, no Kanazawa — b tun) (puc. 5). Mpamoe
U3MepeHne AaBreHus B BOPOTHOM BeHe — 28 MM BOf. CT.
[lanee pocTynoM uepes npaByld APEMHylD BEHY B Mpo-
CBET BEHO3HOTO LUYHTA MPOBEAEH M YCTAHOBNEH OKKIIOAEP
(Amplatzer™ Vascular Plug I, 22 mm. CLLA) (puc. 6). B paH-
HEM 0CNeonepaLMoHHOM Mepuofe camoyyBcTBue pebéHKa
C NONOXMTENBHON AMHAMUKOM, YacToTa CepAeYHbIX COKpaLLe-
Huit — 90 ya/MuH, Sp0, B BepTUKanbHOM nonoxeHun 94%,
B noKoe 97%. Ha 6-e nocneonepaumoHHble cyTKM (1/c) Ha KOH-
TponbHOM yNbTpa3BykoBoi gonnneporpadum (Y3LAI) cocynos
nopTanbHON CUCTEMbI CTBOJ BOPOTHOM BEHbI 9 MM, He pac-
LUMPEH, KPOBOTOK MO CTBOJTY BOPOTHOM BEHbI (M3MOOMNY-
HbI C YCPEAHEHHOW N0 BPEMEHN MAKCUMasbHON CKOPOCTbHO
KpoBotoka 30 cM/c. CoxpaHsieTcs KpOBOTOK Yepes OKKITIOAEP.
Ha 7-e n/c nauueHT BbinMcaH AOMOI Nof ambynatopHoe
HabniopeHue. Ha 14-e n/c noseunuch nepuopmnyeckue 6onm
B JKMBOTe, CHIKeHuWe annetuta. Ha 19-e n/c BbinonHeHo Y31
MeYeHn 1 coCyLOB NOPTaNbHOM CUCTEMBI, AMAMETP BOPOTHOM
BeHbl yBenmunnca fo 16,0 MM, CKOpOCTb KPOBOTOKA CHU3M-
nacb fio 7 cM/c, oTMeYancs HesHauuTenbHbIN COPOC KpoBH
4epe3 OKKJ/IH3MPOBaHHbIA MOPTOCUCTEMHBIN LWYHT. CeneséH-
Ka M NeyeHb YMEPEHHO yBennumnuch. [laHHble 3a passu-
TMe BapMKO3HO PACLUMPEHHbIX BEH MULLEBOAA OTCYTCTBYHIT.
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Puc. 2. CenekTuBHas aHruorpacms neyéHouHoii aptepuu: 1 — ne-
YEHOYHasa apTepus, 2 — CerMeHTapHas BETBb JIEBOM MEYEHOYHOM
apTepuu, 3 — MOPTOCUCTEMHBIN LUYHT, 4 — CErMeHTapHas BETBb
NeBo BETBM BOPOTHOM BEHBI.

Fig. 2. Selective angiography of the hepatic artery: 1 — hepatic
artery, 2 — segmental branch of the left hepatic artery,
3 — portosystemic shunt, 4 — segmental branch of the left branch
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3
Puc. 3. BepxHssa MeseHTepukonoptorpadus: ! — nopto-
CUCTEMHBIA LWYHT, 2 — OCHOBHOW CTBOJ BOPOTHOM BEHBI,

3 — BepxHas bpbixeeyHas BeHa.

Fig. 3. Upper mesentericoportography: 7 — portosystemic shunt,
2 — basic trunk of portal vein, 3 — vena mesenterica superior.

of the portal vein.

Puc. 4. CenektvBHas aHrvorpadms neve-
HOYHOI apTepUyW NOCNE OKKJIIO3UW apTepuo-
BEHO3HOIO LWyHTa: | — o0bLwas neyéHouHas
aptepus, 2 — npaBas BEeTBb MEYEHOYHOM
aptepuu, 3 — cnupanbHbIN OKKNOAEP,
YCTaHOBNEHHBIN B CErMeHTapHOW BETBM
NeBON MEYEHOYHON apTepuu, 4 — neBas
BETBb MEYEHOUHO apTepum.

Fig. 4. Selective angiography of the hepatic
artery, after occlusion of the arterio-venous
shunt: 7 — hepatic artery, 2 — right branch
of the hepatic artery, 3 — spiral occluder
installed in the segmental branch of the
left hepatic artery, 4 — left branch of the
hepatic artery.

Puc. 5. bannoHHO-OKK/IO3MOHHBIN TeCT:
] — BopoTHas BeHa, 2 — npaBas BETBb
BOPOTHOW BeHbl, 3 — MOPTOCUCTEMHBIiA
LUYHT, 4 — 6anmoHHbINA KaTeTep.

Fig. 5. Test balloon occlusion: 7 — portal
vein, 2 — right branch of the portal vein,
3 — portosystemic shunt, 4 — balloon
catheter.

DOl https://doiorg/10.17816/ps807

Puc. 6. YctaHoBKa  OKKNlogepa
B MOPTOCUCTEMHBINA LWYHT: | — OKKIoLep
(Amplatzer™ Vascular Plug Il 22 mm. CLLA),
2 — cnupanbHbIii OKKIIOAEP, YCTaHOBMEH-
Hble B CErMEHTapHON BETBW JIEBOM MeYe-
HOYHOW apTepuw.

Fig. 6. Installation of an occluder in a port-
system shunt: 7 — occluder (Amplatzer™
Vascular Plug Il 22 mm. USA), 2 — spiral
occluder installed in the segmental branch
of the left hepatic artery.
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B aHanu3e KpoBu 0TMEYEHO NoBbILIEHWE ypoBeHa D-aumepa
po 807 Hr/mn. B cBA3M € NosSBNIEHUEM CUMMTOMOB NOpTab-
HOW FMNEepTEH3WUW WU PUCKOM pa3BuTUS Tpombo3a naumeHTy
¢ 19-x n/c Ha3HayeHa aHTWUKOArynsHTHas Tepanus npena-
paToM puBapokcabaH B neyebHoin posuposke 15 mr 1 pas
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B feHb. Ha 3-u cyTkM mocne Hayana aHTUKOArynsHTHOI
Tepanuu 60nM B XMUBOTE YMeHbLIMAMCh. Yepes 2 Hep ¢ Ha-
Yana aHTUKOAryNsiHTHOW Tepanuu BbINOSIHEHO KOHTPOJIbHOE
Y3l cocynoB neveHn u uccnepoBaHue ypoBHA D-auMepa
B KpoBu (Tabn. 1, 2). B cBA3M ¢ NONOKMTENLHON AMHAMUKON

Tabnuua 1. [laHHble yNbTpa3ByKOBOIO MCCNeA0BaHUA NOPTabHOM CUCTEMbI M CENE3EHKM [0 M NOC/IE OKKIIH3WUM NOPTOCUCTEMHONO LUYHTa
Table 1. Ultrasound examination of the portal system and spleen before and after occlusion of the portosystem shunt

CkopocTb
[Hn Pasmep [unametp KpOBOTOKA CkopocTb
[lHM OTHOCUTENBHO |  OTHOCUTENBHO cene3éHKU BOPOTHOM no BopoTHoii | CeneséHoyHas | B cele38HOYHOM
onepauum / Havana (Mm) / BeHbl (MM) / | BeHe (cM/c)/ | BeHa (MM) / BeHe (cm/c) /
Days before npuéma AK / Spleen size Portal vein Velocity of Splenic vein | Velocity in the
and after surgery Days of AC (mm) diameter blood flow via (mm) splenic vein
administration (mm) portal vein (cm/sec)
(cm/sec)
Ho onepauun / - 110,0x46,0 73 - 50 -
Before surgery
6 n/o cytku /
6 p/o day - - ? 30 -
16 n/o cytkn / 14,0 (HopMa
16 p/o day - 1390-51.0 10 9,0) - %5 -
19 n/o cytku / 156x48
19 p/o day 0 (94:+14x37+7) 16,0 (6,820.9) 7 8.5 157
35 n/o cyTku / 135x46
35 plo day 16 (94:+14x37+7) 12,0 (6,8+0,9) 20 6,5 (5,30,9) 195
51 n/o cytkun / 144x19
51 plo day 32 (94+14x37+7) 10,0 (6,8+0,9) 23,7 5,3 (5,30,9) 17
70 n/o cytku / Ot™eHa AK / 137x51,7
70 p/o day reversal of AC (94£14x377) 102 (6,8:0,9) 33 52(5,3:0.9) 18
96 n/o cytku / 134x48
% plo day - (94+14x37+7) 10,9 (6,8+0,9) 30 70 (5,310,9) 18,7
143 n/o cytku / 130x42
143 plo day - (94+14x37+7) 10,8 (6,8+0,9) 33 6,8 (5,310,9) 17

lMpumeyaHue. AK — aHTUKoArynsAHTLI, N/0 — NoCNEoNepaUroHHbIE CYTKM.
Note. AC — anticoagulants; p/o — postoperative day.

Tabnuua 2. [laHHble ypoBHA D-AyvMepa B KpoBM NOCE OKKIHO3MW NMOPTOCUCTEMHONO LLYHTA

Table 2. D-dimer levels in blood after portosystemic shunt occlusion

MocneonepauuoHHble CyTKMU /
Postoperative day

[lHu oTHocuTenbHo Hayana npuema AK /
Days of AC administration

D-pumep (ur/mn) /
D-Dimer (ng/ml)

19 0 807 (<243)
33 14 415 (<243)
49 49 359 (<243)
70 51 (otmeHeH) Day 51 of AC cessation 42 (<280)
93 - 42 (<280)
135 - 28 (<280)

[lpumeqarue. AK — aHTUKOArynsHTLI.
Note. AC — anticoagulants.
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KIMHHECKIAA CIY YA

MO [LaHHBLIM MHCTPYMEHTaNbHBIX 1abopaTopHbIX MUcCnenoBa-
HWI 1 NpeKpaLLeHMeM anob Ha 60nM B WBOTE [03MPOBKa
puBapoKkcabaHa CHWXeHa B 2 pa3a, 10 7,5 Mr 1 pa3 B CyTHu.
[lanee Kaxpple 2 Hep, BbINOMHANCSH KOHTPOJIbHBIA KOMMEKC
uccnepnosanus: Y3[I, aHanu3 Kposu Ha ypoBeHb D-gumepa.
B cBA3M ¢ nonoxwuTenbHOW AWHaMWUKOW [O3WMPOBKY aHTUKO-
arynsHTHOI TepanuW cHU3WIK B 2 pasa, A0 3,5 M B CYTKU.
Yepe3 2 Hep pebéHky BbinonHeHo Y3[II cocynoB neyexw,
puBapoKcabaH OTMEHEH.

Ucxop nocnepytowero Habnopenus. [nametp Bopot-
HOM BEHbI, CKOPOCTb KPOBOTOKA HOpPMa30BanuCh, AaHHbIE,
CBWAETENLCTBYIOLLME O KPOBOTOKE MO MOPTOCUCTEMHOMY LLYH-
Ty, OTCYTCTBYHOT.

OBCYXAEHUE

B [aHHOM cTaTbe Mbl XOTENM paccKasaTb O PeaKOM Co-
yeTaHUM [BYX MaTonorui. B oTeyecTBEHHOM M MMPOBOWA n-
TepaType Mbl He HalM OnucaHWMM NopobHOro coveTaHus
apeTpUONopTaNbHOr0 M MOPTOCMCTEMHOIO LLYHTUPOBAaHWS.
EQMHCTBEHHbIN NOXOMUIA KIIMHUYECKMIA CNyYaii NpeaCcTaBneH
E. Chae v coasr. B 2004 r.: ero oTM4mMTENbHAs 0COBEHHOCTD
B TOM, 4TO NaTONOrMYeCcKoe apTepuonopTabHoe coobLeHne
pacnonaranocb B TOHKOM Kuwwke [13].

MockonbKy Mbl cTonkHynmuck ¢ lla Tunom BICLL, nocuw-
Tanu BO3MOXHbIM NPOBELEHWE 3HA0BACKYNIAPHOTO NIEYEHMS.
Mbl BblOpanu ABYX3TanHyl0 TaKTUKY NieyeHus. [epBbiM 3Ta-
noM npoBsefeHa oKkkosnsa AMN®, NocKosbKy Npu 3aKpbITUK
BICLU n coxpaHeHun apTepuonopTanbHoro cbpoca Bo3HUKIIA
Obl TAKENasA GopMa NopTanbHOM MMMNEPTEH3UM M3-3a BbICO-
KOro AaB/eHWs B CUCTEME BOPOTHOM BeHbI. TaKKe 3aKpbiTUe
AN® B panbHeMweM HaM NO3BOAWIO BbINOSHUTL DaNNOHHO-
OKKJTIO3MOHHBIN TECT C NEPEKPLITUEM NMPOCBETA NOPTOCUCTEM-
HOrO LUYHTa AN ONpefeneHns CTeNneHN rUnonnasum BHYT-
PUMNEYEHOYHBIX BEH CMCTEMbl BOPOTHOW BEHbI U U3MepEeHMs
[AaB/eHNs B NOPTaNIbHOW CUCTEME.

Mocne nonHom okknto3umn AN® npoBeaéH 6anIoHHO-0K-
KJI03WOHHBIA TECT, KOTOPbIA MOKa3an Hajuuue J0CTaTouHO
Pa3BUTBIX BHYTPUMEYEHOUHbIX BEH (CPEAHETSENOro TUna
no Kanazawa). B cBfiau ¢ nosy4eHHbIMM [aHHLIMU Mbl pe-
LUMNM NPOBECTM BTOPOM 3Tan onepaLuu B 06bEME OKKINH3UK
BICLL. B nocneonepaunoHHoM nepuofe Ha GoHe OKKNIO-
3umn BIICLL ocHoBHOI TOK BEHO3HOW KPOBW MO MOpPTanbHOM
cucteMe Bbin GU3MONOrMYHBLIM, YTO MOLTBEPXKAANOCH AaH-
HoiMu Y3[I. Yepe3 2 Hen nocne BTOpPOro atana je4yeHus
OTMEYEHO CHUWXEHWEe CKOpOCTW KPOBOTOKA B MOPTasbHOM
CUCTEME U YBENIMYEHWE CENE3EHKU. 3T [aHHbIE Mbl UHTEp-
NPeTMpOBaN KaK NOBbILLEHNE AaBNeHUs Ha (oHe GopMu-
pytoLierocs TpomMb03a B CUCTEMe BOPOTHOM BeHbI. YUnTbIBas
KJIMHWYECKYH0 KapTUHY WU PUCK MPOrpeccMpoBaHusa Tpombo-
33, HasHayeHa aHTMKoarynsaHTHaa Tepanus. locne Tpéx-
HefeNbHOro Kypca aHTUKOarynsHTHOWM Tepanun no LaHHbIM
Y3/ nopTanbHOM CUCTEMbI OTMEYEHO YBENIMYEHUE CKOPOCTH
KPOBOTOKA, YMEHbLUEHWE CENIe3EHKN WU CHUXEHME YPOBHS
D-anMepa B KpoBw.

Tom 29 N2 1, 2025
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3AKJIO4YEHUE

Mopno6Horo covetanus AM® u BICL Mbl He BcTpeyanu
B Me[IMLMHCKOI iutepatype. lpu fieYeHnn LaHHoM naTonorum
BHayane Heobxogumo okknosuposatb AM®. [lanee nposo-
AvTCA 6aNNOHHO-OKKIIO3MOHHBIN TECT U MPU HaMuUK [oCTa-
TOYHO PasBMUTLIX BHYTPUMEYEHOUHBIX BETBEW BOPOTHOM BEHbI
Heobxoaumo nposepeHne okko3um BIICL. Mol cuntaem,
4TO NOCSie BbINOSIHEHMS 3HAOBACKYNAPHOM oKKo3um BICL
naum1eHTaM, y KoTopbIX ecTb pUCK GopMUpoBaHUs TpoMbo3a
COCYL0B CUCTEMbI BOPOTHOM BEHbI U, KaK CNeLCTBUE, pa3Bu-
TUS TUNEPTEH3MU B MOPTaNIbHOW cucTeMe, HeobxoauMo B no-
CeonepaLMoHHOM Nepuofe HasHauYeHNe aHTUKOArynsHTHO
Tepanuu B MpoGUIaKTUIECKUX LIENAX.

AOMOTHUTE/IbHAA! UHOOPMALUA

WUcTouHuk duHaHcupoBaHus. ABTOpL 3asBNAOT 00 OTCYTCTBUM
BHELLUHero (WHAHCMpOBaHWA NpU MPOBEAEHWM WCCNea0BaHus
1 MOAroToBKe NybnMKaLmm

KoHdnuKT uHTEpecoB. ABTOpbI [EKNApVPYIOT OTCYTCTBME ABHbIX
1 NOTeHUManbHbIX KOHQMKTOB MHTEPECOB, CBA3aHHBIX C Mybnuka-
LiMer HacToALLEN CTaTby.

Brnapa aBTopoB. Bce aBTopbl MoATBEpAAIOT COOTBETCTBME CBOEID aB-
TOPCTBA MeXAyHapoaHbIM KputepusM ICMJE (Bce aBTopbl BHECM CYy-
LLIECTBEHHbIN BKI1AA B pa3paboTKy KOHLENUMM, MPOBeLeHne 1CCreao-
BaHWA W NOAFOTOBKY CTaTbu, MPOYIM 1 0A06pUIM QUHAMBHYI0 BEPCUI
nepep nybnuKkauyen). Hanbonblumi BKNaA pacnpeneneH Creayowmm
obpa3oM: PB. lapby30B — xupyprudeckoe neyeHye nawlmneHTa, 063op
N1TepaTyphl, pefaktvposaHue cTatbm; H.A. Monses — xupyprudeckoe
NleYeHWe MaumeHTa, pefakTvpoBaHue cTatbk; WA, MbinbHUKoB —
XMPYPruYeckoe NiedeHne MaumeHTa, cbop M aHanm3 nMTepaTypHbIX
MCTOYHWMKOB, MOATOTOBKA W HamMCcaHWe TeKCTa CTaTby.
WndopmMupoBaHHoe cornacue Ha nybaukaumie. ABTOpbl Mony-
UMM MMCbMEHHOE COMTacke 3aKOHHBIX MPefCTaBWTeNen MmauveHTa
Ha aHanM3 1 nybnuMKaumio MeUUMHCKUX AaHHbIX. [lata nognuca-
Hust: 02.02.2024.
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