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AHHOTALNA

Bpoxa€HHble NOPTOKAaBAIBHBIE IITYHTHl — PEIKUE CQ
C YaCTUYHBIM WJIHM IIOJHBIM OTBEICHHUEM IOPTAIBHON
BpoxnéHHble BHENEYEHOUHBIE IOPTOKABAJIBHBIC IIYHTE
AbGepHern. BBugy HHU3KOH YacTOTBI BCTPEYaEMOCTH H 000pa3usi KIMHUYECKUX
NPOSIBJICHUH BBISBJICHHE JaHHOW MATOJIOTUH MPEACTIRIIACT AUATHOCTUUECKYIO TPOOIeMy.

B crarbe ommcaH KIMHMYECKUH Cilydal M manuu AbGepueru tuma lb y 15-
JIETHEr0 IIAlIMEHTA C JUIMTEIBHBIM aHaMHE30M 0 apTEpPUAIBHOIO JaBJICHUS,
pPEeLUIUBUPYIOIUMHA HOCOBBIMU KPOBOTEUYEH B TPYId, TOJOBOKPYKECHUEM,
OJIBIIIIKOM, HU3KOHM TOJIEPAaHTHOCTBHIO K (u CK rpy3Ke, dIHU30JaMU KPOBHU B CTYIIE,
00JIbI0O B SIUTacTpalbHON 00JacTH, TOIIHO M. B pesynbrare npoBeIEHHOIO
KOMIUIEKCHOTO 00CJIeIOBaHUsl y NalMeHTa OblId “QgarHoCTUPOBaHA AHOMAIMS Pa3BUTHA
IIOPTAJIBHOM  CUCTEMBL:  pacllIupe KOHIYUT BOPOTHOM  BEHBI,  BIIAJAOLIUN
HEIMOCPEACTBEHHO B HIKHIOK 110 . BBIABIIEHBI TaKX€ MHOXECTBEHHBIE Y3Jbl B
[IapeHXUMe I[I€YCHH, DPACIIUPEHU a, runeptpodus MHOKapaa U JErovHas
TUIIEPTEH3UA.  YUMUTBIBas  BBIPAX UMIITOMOB, pasMepsl M TNl  IIyHTAa,
MEKIUCLHUTIIMHAPHBIM KOHCWIMYMOM PE JIOBaHa TPAHCIUIAHTALUs [ICYCHH.

B cratee paccmar FOTCSI PUTMBI UAarHOCTUKU U JAPYTHME€ BO3MOXKHBIE
BAPUAHTBHI JICUCHUSI AaHOM UAMOPTAIBHON CUCTEMBI.
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Kntoyesble cnosa:
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cllyyail; cocynuctbie Manb(opManuu; BpOXIEHHBIE
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ABSTRACT
associated

with partial or complete portal blood diversion into the systg . Congenital
extrahepatic portosystemic shunts, termed Abernethy malfo , are a diagnostic
challenge owing to its low incidence and clinical presentations

We report a case of Abernethy malformation typg ar-old male with a

history of chronic epigastric pain and nausea, high arte
bleeds, chest pain, dizziness, dyspnea, low exercise tolera
Imaging studies revealed a dilated portal vein conduit flowing
bypassing the porta hepatis. Other findings includ
dilatation, myocardial hypertrophy, and pulmonary hyp
the patient’s symptoms and shunt anatomy,
multidisciplinary panel consultations.

Further, diagnostic algorithms and oth atm ptions are discussed.

@od pressure, recurrent nose
hematochezia, and itching.
o the inferior vena cava,
ultiple liver nodules, heart chamber
sion. Because of the severity of
tion was recommended after
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BHETTORE bIC LIIYHTBI C YACTUYHBIM WIM IOJHBIM OTCYTCTBUEM IOPTAJIbHOIO KPOBOTOKA
IEHHbIC BHEMEUYEHOUYHBbIE moprocucTeMHble myHTH! (BBIIIL) Ha3zwBaroT
i Abepretu (John Abernethy), koropslit BiepBbie omucain marojoruio B 1793
KO 3aperucTpupoBanHbix ciydaeB BBIII kpaiine maio.
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OMUCAHUE KIMHUYECKOT O C/TYYAA

O nauuneHTe
[IsaTHaOUATUICTHU FOHOIIA MOCTYNHI B OONBHMILY IJisi 00CIEeIOBaHU
XpOHUYECKOH OO0MM B SHUTacTpalbHOM 007JaCTH M TOIIHOTHI.

Anamne3 Oonie3Hu: 3a 12 5eT 00 TOCTYIJICHUS JMArHOCT
TUIEPTEH3Us (MEIUIIMHCKAsl JOKYMEHTAIHs He TIPEI0CTaBIICHA).

J1abopaTopHan N NHCTPYMEHTa/IbHaA ANArHOCTUKA

@OyHKIMOHANBHBIE MPOOBI MEUEHH MOKa3alu yMep
aJlaHMHOBOM amuHOTpaHcdepassl (59,8 En/n mpu HOpMg
acmapratamuHoTpancdepassl (67,1 En/n mpu HOpMe 15 ,
(91 En/n npu HOpMe 2-42), menounoit pocdaraszsl (316 Eqfifiipn Hopme 52-171), obiero
ounmnpyouna (39,2 mxmous/n nipu HopMme 3,4-17,1), mpsmoro OWwipyOuna (12,5 MKMOIB/1
npu HopMme 0-5), a Taxke HE3HAYMTEIBHOE CHIKE OHLIeHTpalu ansoymuna (40,2 r/n
npu Hopme 41-55).

OOmwmii aHanu3 KpOBU U KOATYJISIIMOH
a30T MOYEBHHBI KPOBH U CHIBOPOTOUYHBIN KpgaTH
3HAYCHUSIM.

TpancTopakanbHast — 3XOoKapauorpadpus BWJIa JWJIATAllMI0 Kamep Ccepala,
runeprpoduio MuoKapaa (TONIIMHA HOK JIEBOTOY KemyJqouka 1,6 cM), CHCTOIMYECKYIO
JNErOYHYIO0 TUIMEPTEH3UI0 (CUCTOIHU aBjeHue B JErouHoi aprepuu 40 MM PT.CT.).
Habmronanace skTazus aopThl (I
BanscaneBel — 5,1 cMm, Bocxoie
JKEITyI0YKa W TUNOKHHE3Us CTEHKH
JKEITyI0YKa COXpaHeHa.

€HHE AaKTUBHOCTHU
)), TOBbIICHHE YPOBHEH
a-TiryTaMuiITpanchepasst

usi ObUIM B TIpeniesiax HOPMBI,
TaKKe COOTBETCTBOBAIM pePepEeHCHBIM

,0 cM). CTeHO03 BBIXOJHOTO TPAKTa JIEBOTO
Ouka He OOHapy>KeHbl; (YHKIHUS JIEBOTO

PesynbTarsl uccnenoBanust  (Y3U) OpromHON  mosocTu:
YBEJIIMYCHHAs MI€YEHB C U y3€JIKaMH, U3MEHEHUS B CTPYKTypEe MapeHXUMBI;
npusHaku Guopo3a; oTgyTCTBUE a)KEHHOT'0 OPTAJIHHOI'O BEHO3HOTO CTBOJIA I BETBEH B

UPOBAHHBIM COCYIAUCTBIM PUCYHOK II€UYEHHU; CTEHO3
€ MOpTaJbHas THIIEPTEH3US U YMEPEHHOE yBEIUYCHUE

o0JIaCTH BOPOT €Y
NeYEHOYHBIX BeH. OTM
CeJIe3EHKH.

JUist oufHKM 11 YHBIX Y3€JIKOB BBIIIOJIHEH aHAalW3 Ha OIPEACIICHUE YPOBHA
OHKOMapKep a-(heTornpoTeMHa B CHIBOPOTKE KPOBH: KOHIIEHTPAIUS COOTBETCTBOBAJIA
Hopw™me (1,7

JKIACHUSl JMarHo3a M YTOYHEHHS aHATOMHU COCYJIOB IPOBEACHBI
bI€ BU3YAJIM3AI[IOHHBIE UCCIIEJOBAHUSI.

ast Tomorpadus (KT) OpromHoi MOJIOCTH ¢ KOHTPACTHBIM YCHIJIEHUEM U
apHOM PEKOHCTPYKIMEW IMOKa3aja, 4To cele3éHOYHAas BeHa auamerpoM 12 mm
s OppDKeeyHasi BeHa CIIMIIMCh BOSTUHO, 00pa30BaB KOHIYUT BOPOTHOM BEHBI

opoTa me4eHu (| ). HaGmopanuce Takke yMEpeHHOE YBEIMYCHUE TCUCHU H
KA # ciaaboe HEOTHOPOJIHOC KOHTPACTHOE YCHJICHHE MMapeHXUMBbl medeHd. I1o
Tam 00CIIeIOBaHuUs TMarHoCcTUpoBaHa Maib(opmanus AdepHeru Tuna Ib.
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KT-aHFI/IOFpaMMa JIETKUX HE BBIABMIIA AaHOMAJIBHBIX COC AUCTBIX IIYHTOB, OX
MOATBEpAMIIA IUIAaTalui0 JEroyHoro creona (muamerp 40 mm) ( ) u xamep ceppiia, a
Takoke rumneprpoduro Muokapaa (PHEN).

JleyeHne 1 NporHos

[Tocne KOHCyNmpTalMiA CO CHEUMATMCTAMHM Y3KOro Npoduist U B CB M3K
3¢ GEKTUBHOCTHI0O KOHCEPBATUBHOTO JICUCHHUS], TSHKECTHIO CUMITOMOB U TOMUEN a
PCKOMCHAOBAHA TpPAHCIUUIAHTAIUg TICYCHU. B HaCTOAIICC BpPCMs 115(9
XUPYPru4e€CKOro BMEIIATECIbCTRA.

OBCYXKAEHWUNE
MexaHn3Mbl BO3BHUKHOBEHMUA

OTHOJNOTHS U Pa3BUTHE BPOXKIEHHBIX U MPUOOPE OPTOCUCTEMHBIX ILIYHTOB
cymecTBeHHO pasimuarorca. BBIIII Bo3HukaroT u3-3a an BHOTO (OPMHUPOBAHUS HITH
MHBOJIIOIUN COCYJMCTOM CHCTEMBI IUIO/A, TOrJa Kak MpuoOpeTeRilble IIYHTH BTOPHYHBI 1O
OTHOIICHUIO K 3a00JeBaHusAM 1eueHu [2]. B murepafigpe npencraieHs! 1Be JOMUHHPYIOIINE
teopun (opmupoBanust BBIIIL: BpoxxaéHHBIE TIOPO 3BUTUS U aHOMAJIUHU BEHO3HOI'O

OXKXKHaacT

IIPOTOKA.

PasButre nopraabHON CUCTEMBI HOCHUT C bl XapaKTep U MPOUCXOAUT MEXITY 4-i
u 10-it memensimu >xu3HM >MOpuona. OO0 s CUCTEMa BO3HUKAET BCIIEJCTBUE
B3aUMOJICICTBU MEpEeIHEN U 3aJHEH KapauHail sMmOpuoHa. [lopranpHas BeHO3Has

cucreMma (I)OpMI/IpyeTCSI N3 KCITOYHBIX BCH, KOTOPbI €CYT KPOBb OT KCJITOYHOI'O MCIIKAa K

BBIIII. DTOT BapuaHT TECHO CB OMHUPOBAaHHBIMH BPOXXJIEHHBIMH MATOJOTUSMHU.
[To nanubeM uccnenoBanus O. Ber , BDOJKJIEHHBIN TTOPOK cepiia — Haubolee
4acTO BCTPEYAIOLIAsCs COIYTCTBYIOIL Tgforust (45 u3 265 cnydaes). B uucne apyrux
3apEruCTPUPOBAHHBIX IIOPOKQB Pa3BUTHUSA €4aJIMCh aHOMAJIMM ITOYEK, KETYHBIX IIPOTOKOB
(BriTIOUast OMIIMApHYIO aTpe3 TEJILHOW CUCTEMBI, KOCTEH U MO3ra.

pyroit  obcyx i n3M  Bo3HUKHOBeHuss BBIIII —  orcyrcrBue

Ka y IUIoJla BCJIEJCTBHE aHATOMUYECKUX Ae(EeKTOB
Ja ¢ HOPMalbHBIM pa3BUTUEM KpPOBb II0 BEHO3HOMY IIPOTOKY
HIDKHIOIO TIOJIYI0, MHHYs Ie4eHb. (DYHKIUOHAJIBHOE
€CTECTBEHHBIM IIYTEM B TEYEHUE IIEPBBIX MUHYT IIOCIIE
KTypHOE — B TEUCHME TEPBBIX HEJNENb KU3HHU y OOJBIIMHCTBA

(YHKIHOHHUPYIOLIETO
WA OKKJIIO3UH. Y
MOCTYMaeT U3 IMyI[oY

o [4]. Ilatomornu BEHO3HOIO IPOTOKA MOTYT IPOBOLMPOBATH
aHOMAJIBHBIX COCYZOB Yy IUIOJA, KOTOpbIE, B CBOI O4YEpEAb, MOTYT
BeaHeMaJIbHbIC LIIYHTHI, YTO MPUBOAUT K I'MIIOIUIA3UU NOPTAIBHON BEHO3HOU

upoko ucnonbzyemas kinaccuduxamus BBIII — 310 cuctema knaccudpukaium,
npemnoxmm G. Morgan u R. Superina B 1994 roxy (ONMM), COrIacHO KOTOpOIA
Maiuss AOepHeTH MJEeNUTCS Ha JBa TUMA B 3aBUCUMOCTH OT MPOXOJUMOCTH
BHYTpHUIICUEHOYHON mopTranbHOi cuctembl [8]. Tum | ompenensercs Kak —IMOJHBIN
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IIOPTOCUCTEMHBIM IIYHT, Torga kak Tul |l omnuceiBaeTcs Kak 4acTUYHOE LIYHTHPOB
KpPOBH B CUCTEMHBIE BEHBI C HEKOTOPOM CTENEHBIO Pa3BUTHSI TOPTATBHONU CUCTEMBI (
3aBucumoctu ot tura BBIIII npennaratorest pa3andHbie BapuaHThl tedeHus [9].

KnnHnyeckne npoAasaeHnAa N OCN0XHEHUA
Knunnyeckue mNposSBICHUS pa3Id4Hbl, 3aBUCAT OT KpPOBOTOKA Y€ YHT
BapbHUPYIOT OT CIy4YalHBIX HAXOJOK Yy OECCHMIITOMHBIX B3pocibiX mnarueitos [10, 0
CIIOKHBIX BPOXKIEHHBIX TTOPOKOB pa3BUTHS [12], THKENON THTIOKCEMUH | danonaTun
[14, 15] wm omyxoseit mnedenu [16]. YV OonpmIMHCTBA Manu
HecrieUn(UYHbIE  CHUMIOTOMBI, TakHe Kak oOCTpas  JIeKOMIIEHCa
HEIOCTaTOYHOCTH WJIM LUppo3 neueHu. B uccnemoBanuu X. Lin '
nanHble 703 maumentoB ¢ BBIIII, mpencraBieHHbie B 451
OOJIBIIMHCTBO TALMEHTOB C Maibpopmanueii AlGepHeTH Obl
moapMu B Bo3pacte a0 18 ner. Tspkénble BpoXIEHHBIE Jid

U WIK MOJOJBIMU
c 0Ooree BBICOKOM
0JI0M BO3pacrte. Y
MalMeHTOB C YaCTUYHBIM IIYHTUPOBAHUEM KpPOBHU AHUE MOXET TMPOTEKaTh
0eCCUMIITOMHO BIUIOTH JI0 3PEJIOr0 BO3PACTa.

[TepBeim mpuznakom BBIIII moxeT ObITh ranakTo3CMlisl, TUATHOCTHPOBAaHHAS B
paHHEM HEOHATaJbHOM IIEPUOJE BO  BpeEMs ckpuHuHra. [‘amakrosza
MeTaboIu3upyeTcs B TeueHH (EPMEHTOM TajlakTo octhar-ypuguntpancdepasza 110
[JII0KO3bl, oxHako y pgered ¢ BBIIII r Ie4YeHb, YTO IPUBOAUT K
MOBBILLIEHUIO €€ YPOBHS B CUCTEMHOM KPOBOTOKE 19]. [1o naHHBIM psiAa UcclenIOBaTeNeH,
runeprajiakrozeMuto umeror 70% HOBOpPO
CUMIITOMBI B pPaHHEM HEOHATAJIbHOM IIEPHO OIpaHMYEHUE POCTA, HEOHATAJIbHBII
XoJecTas, meyéHovHas sHuedanonaTus

70 3penoro Bo3pacta. IIposiBinenu BITh ,00yCJIOBJICHBI CUMIITOMAaMH, CBSI3aHHBIMH C
neu€HOoYHOH >HIedanonaTuei, HO U B [ICYCHU WM JIETOYHOU TUIIEPTEH3UEH.
Y 30% namuentoB c B OmomaeTcst  CyOKJIMHUYECKass Med4EHOYHAs
sHnedanonarus [21]. UlyHt BHOW KPOBU BBI3BIBACT IOBBIIICHUE YPOBHS
aMMOHHUS B CHCTEMHOM KpOB , 00pa3zyeMblil B KPOBH B XKEITyI0YHO-KUIIEYHOM
TpaKkTe, MUHYET IeYCHb CPEACTBEHHO B HM)KHIOIO TOJIYIO BEHY. ACTPOIIUTHI
MeTa0OIU3UPYIOT aMM WHA, KOTOPBIM OKa3bIBA€T TOKCHUYECKOE BO3ACHCTBHE
Ha Mo3r [14]. OmHak HUEMHsI MOXKET HE CONPOBOXAATHCS SHIE(aTONaTUEH,
0COOEHHO B MOJIOJIOM MHHUYECKas HHIe]aIonaTHs Jaiie BCTpedaeTcs y Ooiee
B3POCJIBIX  Malue HO, BCJEICTBHE Oojiee HHM3KMX  KOMIIEHCATOPHBIX
BO3MOXHOCTEHN OCTHKA B TaKHX CIy4asX MOXET ObITh 3aTpyIHEHA M3-32 HU3KOU
[14, 22, 23]. IloBbimieHHass KOHIEHTpAIUs aMMHaKa B
IIPU3HAKOB LIMPPO3a NEYEHU JOJDKHA CTaTh MOBOAOM K JalbHEWIIEY
€ BHETICYEHOUHBIX IITYHTOB.
iTel ¢ BIIIIl CKIOHHBI K pa3BUTHI0 MHOKECTBEHHBIX OIyXOJIEH II€UYEHH.
BePAPYPHBIX JaHHBIX O TUCTOJIOIMYECKUX U3MEHEHHUSAX B MIAPCHXUME MIEUECHHU Y
BIIII orpanuueno. C.De Vito u coaBT. [24] omucamu cepuio ciydacB C
naruentoB ¢ BIII, Bxmrouas 19 mamuentoB ¢ BBIIII, kotopeie Obutn
HaOII0AINCh B X YUPEXKJICHUH B TedeHue 15 ner. CorimacHo moyryuyeHHBIM
HanOosee XapakTepHble T'HCTOJIOTHYECKHE HAXOJIKU B Hepupepudeckoi
MM€ TEeYCHU BKJIIOYAIN HAJIMYKME MOPTATBbHBIX BBIPAKEHHBIX TOHKOCTEHHBIX KaHAJOB,
bHO-OMJIMAPHBIX JIMaJ, YBEIUYEHHBIX apTepPHAIbHBIX Mpoduiaei B MOPTAIBHBIX
TpakTaX M JOJbKaX, a TaKXKe YacToe OTCYTCTBHE (PU3HOIOTMYECKUX IMEPUIOPTAIHHO-
BaKyOJHM3UPOBAHHBIX T€MIATOLUTOB y JIETEH.
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[Tatopuznonorust onyxonu nedyenu y nauuentoB ¢ BBIIII octaércs nescnoit. O
U3 MEXAaHHW3MOB BO3HHKHOBEHHUS OOBSICHAETCS CHIDKCHHEM CHOCOOHOCTH Ted
perenepauyu. Huskuii mopranbHblii KpOBOTOK IIPUBOAUT K CHUIKEHHUIO JTOCTAaBKU UHC
TJIIOKaroHa K TenaTrolTaM, 4YTO YBEIMYMBACT PHUCK HUX TMOBPEKACHUS U DPa3
HOBOoOOpa3oBanuii [25]. bonee Toro, yBenuyeHue me4€HOUYHOrO apTEPHAIHLHOT BOTO
MOXeET OBITh CBSI3aHO ¢ ieAn(PPepeHIUPOBKON MTApEHXUMAIBHBIX KIETOK [16].

V3enKoBble TOPaKEHHs] TMEYCHW — TUIUYHOE SBJICHHE TPH pPasll ™
manbopmarun  AbGepHetu. B OonbiimHCTBE — ciiydaeB  meué u
JN0OpPOKAYECTBEHHBI U BKIIIOYAIOT B Ce0s 0YaroByIO Y3€IKOBYIO THIEPIL
aJICHOMBI, PEreHEepPAaTUBHBIC Y3€IKH. Y OOJNBIIMHCTBA MALMEHTOB 3Ta

OpIOITHOM MOJIOCTH.

Opnako He Bce 00pa3oBaHUS B TI€UECHH JOOpOKad®
AGepHeru | Tuma cBsi3aHa ¢ renaTo0IaCTOMON M TEMaTOICIITIS
lemarobnmacTomMa penko BcTpedaeTcss y jnaeted ¢ B
HEOIaronpUATHBIA MPOrHO3. BONBITMHCTBO OMMCAHHBIX
[emaronenmtonsipHble  KapIUHOMBI Yallle Pa3BUBAIOTCS B3POCIBIX, XOTS OBIBarOT
uckimouenus. Tak, M. Benedict u coasr. [28] omyOnuxoB& ciydail 12-MecsuHOTO
MajgbuydKa C  THUCTOJIOTHYECKH H  UMMY CTOXUMHYECKA  TOATBEPKIAEHHON
rernaTroueUIIJISIPHON  KapUMHOMOM. [[uarHoctuka o JIeii MOXKeT OBITh 3aTPyAHEHA,
MMOCKOJIbKY ~ HEKOTOpBIE  TMOPaXEHHs]  HMeE 9YHBIE  PEHTICHOJOTUYECKHE
XapaKTePUCTUKU U MOTYT OBITh IPUHATHI 32 JI0 JecTBeHHBIC 0Opa3oBaHus [11]. B Takux
ciydasx oObdHO TpeOyercs Oworicus. On 3 B HTOB JICYCHHS] — TPAHCIUIAHTALIMS
nedeHu [29].

YV HekoTopeix nauueHToB ¢ BB
3aTpyIHEHHOE JBIXaHUE W OJIBIIIK
MIPUBECTH K KapIUOTEHHOMY 00
uepedpansuoii mepdysuun [17].
TUTEPTEH3HS.

. Manbdopmarus
apLHOMOl [26, 27].
OMyXOJU HMMEIOT
bUTH JIeTaIbHBIME [25, 26].

HaOronalCs TPU3HAKK JIETOYHOM TUIIEPTEH3UH:
30, 31]. Tsxkénas n€rovyHas TUNEPTCH3US MOXKET

MEYEHHU, COMPOBOXKIAIOUIUMUCA TOPTATBHOM
bHBI CHUHAPOM. Ba3zoakTHBHBIE MEIUATOPBI U3
BOOOpallleHne 4epe3 MOPTOCHUCTEMHBIA IIYHT,
MOCTYITAIOT HEMOCPEACHBEHHO B JE 0€ COCYIHCTOE PYCIJIO, BBI3bIBAs TUCOATAHC MEXKIY
Ba30AMIaTallMOHHBEIMHU TPUKLMOHHBIMU BEIIECTBAMHU, HHAYLUUPYS JETOYHYIO
runeptensuto [9]. B ta AHOMAJIUU NMEYEHOUYHBIX COCYJOB MOAJAIOTCS KOPPEKLIUH.

fiieM ciydae Tpu mpoBeeHun Y3 OpromIHoi MOJI0CTH BO3HUKIIO MOA03PEHHE Ha
gio A6epueru. Kak npasuiio, ynbrpasBykoBble npusHaku BBIII BxmrouaroT
TUIOIUIA3UI0 NOPTAJIBHOIO CTBOJA, COJIMJIHBIE OYaroBbIE IMOPAKEHUS B
YEHH, HEJOCTaTOUHOCTh BHYTPUIIEUEHOUHBIX OPTAIBHBIX COCYJIOB M CUTHAJIOB
runeprpoduro neu€éHouHor aprepun [33]. AHOManuu, BHISBIECHHBbIE B Xoxe Y3U,
1071 OBbITH JOTIOJHUTENILHO TOATBEPIKICHBI C MMOMOIIBIO APYTUX METOJIOB BU3yaTU3aIIH,
takux 'kak KT wimm MarHutHo-pe3oHaHcHas aHruorpadus (MP-anrumorpadms). KT ¢
KOHTPAaCTHbIM YCWJIEHHEM JaéT BaXHYI0 HMH(POPMAIMIO O pa3Mepe, OPUEHTAIMH M THIIE
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IIyHTa, YTO MOMOTaeT B BBHIOOpEe HamOosee ONTUMAIBHOTO MOJXO0Ja K JICUEHUIO Kax
narenta. Kpome toro, KT mo3Bosisier BH3yallm3MpoOBaTh M OLIEHUBATH COIYTCTBY,
aHOMaJIMM, BKIOYas oOpa3oBaHuss B TmedeHd. MP-anruorpapus — Hanéx
HEMHBA3UBHBIN METO]I BU3YyaIM3allMi aHATOMUH MEYEHOYHBIX COCY/I0B, KOTOPBIH HE TP

oOJydeHHUs] U Jydlle KOHTpacTupyer msrkue Tkanu, yem KT. Bornee Toro, au OHH
B3BEILIEHHBIE M300paKEHUSI W KOHTPACTHbIE BEIIECTBa, creuuduyHble s fernat ,
MOTYT JIaTh JOTOJHUTENbHYIO IEHHYI0 HH(pOPMALMUIO JUIS OLEHKH Y3JIOBBI JKEH
IIEYEHU U NOCIICYIOLIETO IPUHATHS PELICHUN.

TepaneBTrueckuii MOAX0/ 3aBUCUT OT THUIIA U pa3Mepa LIyHTa, T UMIITOMOB,
CONYTCTBYIOIIMX AHOMAJIUN U OCJIOXKHEHUH. ACHMITOMATUYECKH OryT
HAXOJUTHCS MOJI MEJUIIMHCKUM HabmroeHueM. Tak, yuuThIBasi pucK HEHUH,

L. Kwapisz u coaBt. [27] pekomennmyror mnamueHtam ¢ BBII JIaHOBBIE
KJIMHUYECKHE 00CIeI0BaHuUs, PErysipHble aHAJTU3bl KPOBH, BKITIgH g
TaK)K€ €XKETOJHYIO BU3YaIN3aLHUI0 IIEYEHU.

OnbIT JeYeHHs MaMEeHTOB C Maibpopmanuein Adep PEKHEMY HEBEIMK.

Hcexond U3 ONMCAaHHBIX  CIIy4acB, COBPEMCHHBIC CHUSL ~ BKJIKOYAIOT
MHTEPBEHIIMOHHOE WM XHUPYPrUYECKOE 3aKpBITHE IV [PaHCIUIAHTALMIO IICYECHHU.
Bapuantsl nosnrocpoyHoro jedeHus Inpu [ tume orpaHu TCS IEPECANKON IIEYEHU C
MOAJIEP)KUBAOIIEH Tepanuel B oxugaHuu onepauuu. Y ndimentoB c¢ BBIIII Il tuna
umeeTcs: OOJbIINN BEIOOp BApHAHTOB TEPANUU B 3a MOCTHU OT Pa3BUBLIUXCS OCJIIOKHEHUN
U CONYTCTBYWOIIMX aHoOMaiuid. OnamH U3 HHX WIM  3aKpbITHE
IIOPTOCUCTEMHOIO IIYHTAa C IIOMOLIBIO UHTEPB orpauu (¢ MCIOJIb30BaHUEM

MPEUIOKUIM HOBYIO KiacCH(pHKa
yMepeHHas U TsDKENast), HCXO0sl U3 pe3
BHYTPUIIEYEHOUYHOU  IOPT
JABJICHUEM IIPU OKKJIIO3UH
IIOCJICONEPALIMOHHBIM 11
MI0JIE3HA JUISl IPUHATH IIPOBEJICHUHU OAHO- WJIN JBYXITAIHOI'O 3aKpPBITHS LIyHTa
WM TPAHCIUIAaHTALUU

TecTa Ha OKKJII03uIo IryHTa. Knaccupukarms
KOPPEIUPYET C NOPTAIBLHBIM  BEHO3HBIM
bTaTaMH THCTOIATOJIOI'MYCCKUX HCCHGHOB&HHFI,

anus pPHETM — peaKas MaToJIOrus, CBS3aHHAs C TSKEIBIMU
aronpusTHeIMU ucxoaamu. Jluarnocrtuka BBIIII npencrasisier coboit
HU3KOW pPacrpoCTPaHEHHOCTH, HECMENU(UIHBIX CHUMIITOMOB,

bHBIA MTOAXOJ, K JICUCHHIO MMEIOT pellarollee 3HA4eHHWE JUIA IPEAOTBPAIEHUs
TpeOyroTcst AnuTeNbHOE HAOMIOJCHHWE 3a MAIMeHTAMH M MOHUTOPUHI Ha

HUTE/TbHO

Hcrouliuk  ¢uHaHCHUpOBaHMA. ABTOpPHl  3asBISIOT 00  OTCYTCTBHM  BHELIHETO
(buHAHCHPOBAHUS MIPH MTPOBEACHNUHU MTOMCKOBO-aHATUTUYECKOH paboThI.


https://doi.org/10.17816/DD289714

Digital Diagnostics. 2023;4(2): XX—XX.
DOlI: https://doi.org/10.17816/DD289714

KoHpuuKkT HMHTepecoB. ABTOpHI ACKIAPUPYIOT OTCYTCTBHE SIBHBIX M MOTEHIIMAJD
KOH(JIMKTOB HHTEPECOB, CBA3AHHBIX C MyOIMKaLMEeH HACTOAIICH CTaThU.

Bxaax aBTopoB. Bce aBTOphl TOATBEPXKIAIOT COOTBETCTBHE CBOErO  aBTOPC
MexayHapoaHsiM kputepusiMm ICMIJE (Bce aBTOpbl BHECIM CYLIECTBEHHBIH B B
pa3paboTKy KOHIICTIINH, IPOBEJICHUE IOMCKOBO-aHAIUTUYECKOM padoThl U
CTaThH, IPOWIN U 0A00pHIN (PUHATIBHYIO BEPCHUIO Tepel My OInKaIuei).
HNudopmupoBanHoe corjacme Ha nyoaukanuio. [laiment 100poBoJb
nH(GOPMHUPOBAHHOE COTJIacue Ha MyOIMKAlKI0 MePCOHANBHON MeIUIMHCKQW nHbOp
obe3nuueHHoi Gopme B xxypHane Digital Diagnostics.
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Tab6aunua 1. Knaccudukaius mopTOCHCTEMHBIX aHOMAJTHI rgan i R. Superina [8]
Ileuens He nepdy3upyercs NOPTATLHOM KPO OJIHBIN IIYHT
la: BepxHsst OpbDKeeuHast BeHa U ceNe3¢HOYHAask BEH HUPYIOTCSL OTACIBHO
Tunm | B cucTEeMHBII KPOBOTOK

Ib: BepxHss OppDKecuHas BeHA U CeJIe3EH
CTBOJI BOPOTHOI BEHBI, KOTOPBIH APEHUPYETCS

s BeHa (POPMHUPYIOT eIUHBIN
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Ileuens nepgy3upyercs NOPTaIbLH
(HampuMep, MOPTAIbHO-TICYEHOUHEIE, BE
I1a: Bposxx néHHBII

I1b: mpuoOpeTéHHbIN

ACTHYHBIA IIYHT
1€ AaHACTOMO3bI)
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Puc. 2. KommbioTepHass Ttomorpadus ¢ KOHTpacTUpOBaHHEM, HopTanbHas ¢(aza, (poHTaIbHAS
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npoekuust: ceneséHounas (SV) u BepxHsst OpbpkeeuHas (SMV) BeHBI clnuBaloTcs BOSAWHO, 00D
KOHJIyHT BOPOTHOH BEHBI (CTpEsKa).

aKCHuaJIbHas1

paCTUPOBAHNUCM, TMOpPTaJIbHAA (1)333,
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Puc. 4. Kowmmbtotepras Tomorpadust ¢
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, TopranbHas ¢asza, (QpoHTAIbHAS
HHO B HIDKHIOIO TIOJIYIO BEHY (CTpenka);
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Puc. 5. KomnbrorepHo-Tomorpaduueckast aHruorpadusi JIErkux, akcualbHasl MPOEKIMs: IUIaTa
JErO4YHOT0 CTBOJIA.

MHOKapaa.
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IVC
PV
SV
SMV
IVC
Y
SM
Puc. 7. Hopmanbaass anatom
AQHATOMHsI BOPOTHOU BEHBI; b —
BpOKIEHHBI BHEMCUYEHOU
MOPTOCUCTEMHBIN IIIYHT,

Ipumeuanue. IVC (infe
SV (splenic vein) — cen

BeHa; Shunt — myH\

C

Shunt

BOPOTHOW BCHBI WM KJIAacCU(UKAIUs IIYHTOB. g — HOpMallbHAs
NIEHHBEY BHETICYEHOYHBIN MOPTOCUCTEMHBIN MIYHT, TUI 1a; C —
piii 1ryHT, THN 1D, d — BpOKAEHHBIN BHEMEYEHOUHBIN

— HIWKHA nonas BeHa; PV (portal vein) — BopoTHas BeHa;
a; SMV (superior mesenteric vein) — BepxHsisl OpbbKeeyHast
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Abernethy Malformation suspicion

CT or MRI for

v

confirmation

Consider prophylactjc

shunt closure

Evaluation of CEPS
complications

Hepatic
Encephalopathy

Pulmonary
complications

Baseline brain MRI
Ammonia levels annually
Covert HE every 2 years

Reevaluation after shunt closure
dyspnea

Baseline ecocardiography,
gasometry and Swan-Ganz
Anually Sa02 screening

Reevaluation if desaturati

if adenoma/HCC suspected

Abernethy Malformation suspicion

03

¢ Ha Maib(opManu AGepHETH

CT or MRI for confirmation

TOTCPHAA NN MArHUTHO-PC30HAHCHAA
TOMO (1)1/151 JJId TOATBCPIKACHUSA

Consider prophylactic shunt closure

PaCCMOTpeTB BO3MOXXHOCTb HpO(bI/IIIaKTI/I‘{CCKOFO
3aKPBITUSA IITYHTA

Evaluation of CEPS complications

CHKa BpO)KI[éHHBIX BHEIECUYEHOYHBIX
OPTOCUCTCMHBIX OCJTIOKHCHUH

Hepatic Encephalopathy

[Teuénounas >HIEaATONATHS

Baseline brain MRI

Ammonia levels annually
Covert HE every 2 years

Reevaluation after s

BbazoBast MarHUTHO-pe30HAHCHAs TOMOTpadus
TOJIOBHOTO MO3ra

YpoBeHb aMMUaKa €XErogHO

CkphITas neuéHovHas 3HIe(anonaTis Kaxase 2
roja

[ToBTOpHAs OLIEHKA MOCJE 3aKPBITUS ITYHTA

JIErouHbpIe OCIIOKHCHUS

BazoBast sxokapauorpadus, razoMeTpusi, Karerep
Cana—Ianna

Esxeropnsrii ckpunuHT Sa0;

[ToBTOpHAs O1EHKA B ciyyae
JlecaTypanuu/oabIIIKH

[Teu€HoUHBIE y3ENKH

VY IbTPa3BYKOBOE HCCIICAOBAHHUE KA IBIC

6 Mecs1eB

MarsuTHO-pe30HaHCHas ToMorpadus npu
M0JI03PEHHUH Ha aJieHOMY / TeMnaTOEIUTIOIAPHY IO
KapIHHOMY
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