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AHHOTAIUS

JKemynouno-kxumreanoe kpoBoreuenne (JKKK) y nereit — BaxkHast 1 4acTo BcTpedaroniasicst mpoodiema. OnHoit
U3 PEIKHUX MPUYHH SIBIsICTCS Maib(opmanus AOCpHETH, MPHU KOTOPOU KPOBOTCUCHUE U3 HIKHUX OTIEIOB JKEIy-
JIOYHO-KUIICYHOTO TPAKTa B KAYeCTBE OCHOBHOTO CHMITOMA ObUTO omucaHo B 8,1 % cimydaeB. Manbhopmarius
AGepHeTH — pejikast aToJIOTHsl CTPOSHUSI MOPTAILHONW CHCTEMBI, 00J1aJafolias MHO)KECTBOM KITMHUYECKHX MPO-
SIBJICHHH, KOTOPBIE HE BCEIZia BOSMOXKHO OIPEJIENIUTh B paHHEM Bo3pacTe. L{esbro mcciie1oBanust sIBIsIeTCS onunca-
HHE KJIMHIYECKOTO CITy4asl y MaJIbdnKa 8 JieT ¢ Masb(opmarmeii AGepHeTr 1 HHPOPMHUPOBAHHE Bpauel 0 TAKTHKE
JIMarHOCTHKN U OCOOCHHOCTSIX BEAEHHs JeTel ¢ JJaHHBIM 3aboieBanueM. [IpoBeneH peTpoCHeKTHBHBIN aHaIN3
ucropuu 0ose3nu narueHTa, npoxonusiiero jeuenue B JIPKb M3PT u PIIKbB (punmuan ®TAOY BO «PHUMY
um. H.U. [Tuporosa M3 PDy). PeOGeHOK COCTOUT Ha ydeTe y Xupypra ¢ 3-X JIETHEro Bo3pacTa ¢ xkaio0oi Ha re-
Maroxe3nio. bruta mpoBeneHa MecTHast Teparnust CyIIO3UTOPUSIMA C METHIIYPAIAIOM B CBSI3H C BBICTABICHHBIM
JIMarHO30M «TpEeIIHHA aHyca». B Xo/ie MoAroTOBKY K INIAHOBOI XMPYPTrUUeCKON ONEpaIii 110 aIeHOUIPKTOMHN
B TeMOIrpaMMe BBISIBJIEHA TPOMOOLMTOICHHS (KOIMYECTBO TPOMOOIMTOB COCTaBIsLIO 10 57-103 x 10%/m). Tla-
[UECHT OBUT FOCIHTAIN3UPOBAH B OTneleHue reMarojorud U ummynonorun /IPKB PT. B xoxe mpoBeneHHBIX
MHCTPYMEHTAJIBHBIX JOMOJTHUTENIBHBIX 00C/IeJOBAHUH BBICTABJICH AMArHO3 «aHTMOAWCILIA3USI TOHKOTO KHIIIed-
HHKa (aHTMOYKTA3UH TTOB3/OIIHOM KHIIKH), OCIIO)KHEHHAs: KPOBOTEUCHNEM. AHEMHUS CpeTHel TSHKECTH BCIIe/I-
CTBHE XPOHMUYECKOH KpoBomoTepH. TpomOoIuTonieHus: BTopryHas (morpednenns)». PeOeHOK ObLT HalpaBlieH B
PJIKB (¢pumman ®TAOY BO «PHUMY um. H.U. TTuporosa M3 Pd») nist nansHelimero qoodcinenoanus. beim
MIPOBEJICHBI AYIUIEKCHOE CKAaHUPOBAaHKE BEH MOPTAILHON CHCTEMBI, KoMnbioTepHas Tomorpadust (KT) OpromHoit
MOJIOCTH C KOHTPACTHBIM YCHUIJICHHEM, NpsiMast (eborpadust cCHCTeMbl BOPOTHOI BeHbl. Ha mociennem uccneno-
BaHMH KOHTPACTHPOBAaHA PE3KO pacupeHHast (10 12 MM) HIDKHSSI OpbDKeedHas BeHa, BIIAJaloIas yepes M3BH-
TYIO IOPTO-CHCTEMHYIO KOMMYHHKAIIMIO B IIPABYI0 BHYTPEHHIOO MOJB3/IOUIHYIO BeHy. B denepansHoM nentpe
peOCHKY YCTaHOBHIM qHarHo3 «Manbhopmarus AdepHeru Il tuna». B otnenennu xupypruun PJIKB Beimonaumm
JIanapoCKOINYECKOe JTUTHPOBAHNE BPOXKIAEHHOTO TTaTOJIOTHUECKOTO TOPTOKABAIBHOTO COYCThs. B cBsizu ¢ Bepo-
SITHBIMH M3MEHCHUSMH T€MOIUHAMUKH B MOPTAIBHOU CHCTEeME ObLIa MPOBE/CHA aHTHKOATYJSIHTHASI TEPAITHsL.
PeGeHok BbITMCaH, HO MPOIOIKACT HAOMIONATBCS y remaronora u cocyauctoro xupypra B PJIKb . MockBbI.
[puBeneHHBIN KIMHIMYECKUI cirydail Manb(opmauyn AGepHETH y peOeHKa I03BOJISIeT aKIEHTHPOBAaTh BHUMa-
HUE XUPYProB, PyHKIHOHAIBHBIX JHATHOCTOB, IEHATPOB HA 0COOCHHOCTSX KJIMHUKH, THATHOCTUKU U JICYCHUS
JIaHHOW PEJIKOM MaTOJIOTHHU.

KoroueBnie cioBa: remaroxesus, Maiabdopmanust AGEpHETH, BPOXKICHHBII BHEIIEUCHOYHBINH OPTOCHCTEM-
HBIH IIYHT, HOpTaJIbHAs CHCTEMA, JKETyAOYHO-KHIIIEYHOE KPOBOTEUCHHE.
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Abstract

Gastrointestinal bleeding (GIB) is a significant and frequently encountered clinical problem in pediatric
practice. One rare etiologic factor is Abernethy malformation, in which lower gastrointestinal bleeding has been
reported as the primary presenting symptom in 8.1 % of cases. Abernethy malformation is an extremely rare
congenital anomaly of the portal venous system, characterized by diverse clinical manifestations that may be
difficult to recognize in early childhood. The aim of this report is to describe the clinical case of an 8-year-
old boy with Abernethy malformation and to inform clinicians about the diagnostic strategies and management
considerations for this condition. A retrospective review of medical records was performed for a patient treated
at the Children’s Republican Clinical Hospital of the Ministry of Health of the Republic of Tatarstan (DRKB
MZRT) and the Russian Children’s Clinical Hospital, a branch of the Pirogov Russian National Research Medical
University (RDKB, RNIMU). The child had been followed by a pediatric surgeon since the age of three for
complaints of hematochezia. Local therapy with methyluracil suppositories was initiated following the diagnosis
of an anal fissure. During preoperative evaluation for elective adenoidectomy, laboratory testing revealed
thrombocytopenia (platelet counts ranging from 57-103 x 10%/L). The patient was admitted to the Department
of Hematology and Immunology at DRKB for further evaluation. Subsequent diagnostic investigations resulted
in the diagnosis of small intestinal angiodysplasia (ileal angioectasias) complicated by gastrointestinal bleeding;
moderate anemia secondary to chronic blood loss; and secondary (consumptive) thrombocytopenia. The patient
was then referred to the RDKB (RNIMU) for advanced diagnostic workup. The following studies were performed:
duplex ultrasonography of the portal venous system, contrast-enhanced abdominal computed tomography, and
direct portal venography. Portal venography demonstrated a markedly dilated inferior mesenteric vein (up to 12
mm) draining via a tortuous portosystemic communication into the right internal iliac vein. At the federal center, the
patient was diagnosed with Abernethy malformation, Type II. Laparoscopic ligation of the congenital portocaval
shunt was performed in the Department of Pediatric Surgery at DRKB. Given the anticipated hemodynamic
changes within the portal venous system postoperatively, anticoagulant therapy was administered. The child was
discharged in stable condition and continues to receive follow-up care with hematology and vascular surgery
specialists at the RDKB in Moscow. This case highlights the importance of recognizing Abernethy malformation
as a rare cause of gastrointestinal bleeding in children and underscores key considerations in its clinical
presentation, diagnostic evaluation, and surgical management. The report aims to increase awareness among
pediatric surgeons, radiologists, and pediatricians regarding this uncommon but clinically significant anomaly.

Keywords: hematochezia, Abernethy malformation, congenital extrahepatic portosystemic shunt, portal
system, gastrointestinal bleeding
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Beenenne

JKenynouHo-KHIIeUHbIE KPOBOTEUEHHS SBJISIIOTCSl PaclpOCTPAHEHHBIM 3a00JICBAHUEM Yy JIETEH,
gacTora KoTophix coctaniset 6,4 %. JKKK gacto conpoBoxaar0TCs HaTHYHEM a00MHHAIBHON 00JIH.
I'emaroxe3ust (NMOSIBICHNE HEM3MEHEHHOW KPOBH B CTYJIC) yKa3bIBaCT HA KPOBOTEUECHHE M3 HIDKHUX
OT/ZIEJIOB JKEITY/IOYHO-KUILIEYHOTO TpakTa. I'emaroxe3ust 0e3 O0IEBOTO CHHAPOMA MOXKET CBHIETEINb-
CTBOBATh O HAJIMUMH JMBEPTHKYIa Mekkesst u cocynuctoi Manbhopmarmu [1].

Manbdopmanust AGepHETH, TaKKe Ha3bIBaeMasi BPOXKICHHBIM BHETIEYEHOUYHBIM MTOPTOCHCTEMHBIM
mryntom (nanee — BITIII), siBisieTcs penknum 3a0oiieBaHUEM, ITPU KOTOPOM TOpTalibHasi KPOBb IOTIa-
JIaeT B CUCTEMHBIH KPOBOTOK B 00XO0[] IeueHr. He MporcXoanT «04nCTKay MOPTaIbHOIM KPOBH, U BO3-
HUKAIOIINE KIMHUYCCKHUE TPOSIBJICHUS 00YCIIOBICHBI 3TUM (peHOMEeHOM [2, 3].

JIxoH AGepHeTH BIiepBbIe onucall 3Ty aHoManuio B 1793 roxy. Onnako ciryyaes BIII onmcano
KpaifHe Maio: mpu aHammze 451 crTarTbu, BKITIOYArOMUX JaHHBIE 703 MarMeHToB, cOOOIASTCS, YTO
OOJIBIITMHCTBO U3 HUX OBUTH IETHMH WM TIOAPOCTKAMU B Bo3pacte 1o 18 net [4].

Manbdopmanust AGepHeTH AENINUTCS HA JBA THIIA B 3aBHCUMOCTH OT HAJIWYUs BHYTPHIICUEHOU-
HOI'O IOPTaJbHOrO KpoBOTOKAa. Tun I Xapaxkrepusyercs IOJHBIM OTCYTCTBHEM BHYTPUIIEUEHOUHOM
MOPTAIEHON CUCTEMBI C TTOJTHBIM BHETICYCHOYHBIM IITYHTHPOBAHUEM ITOPTAILHON KPOBH B CUCTEMHBIC
BeHbl. Tumn Il onuceIBaeTCs Kak 4aCTMYHOE IIYHTUPOBAHHE KPOBU B CUCTEMHBIE BEHBI C Pa3IMYHON
CTENEHBIO PA3BUTHS IOPTAIBHOMN cUCTEMBI [2].

[Toxazarenn pacnpOCTPaHEHHOCTH BPOKICHHBIX IMOPTOCHCTEMHBIX ITyHTOB (manee — BIIII) B
Pa3HBIX PErMOHAX MHUPA, COITIACHO Pe3yabTaTaM MCCIIEIOBAaHHM, IIMPOKO BapbUpPYIOT. DTO CBSI3aHO
C TeM, YTO KIMHUYECKHE CUMIITOMBI Y HEKOTOPBIX ITAI[HEHTOB BIEPBBIC BOSHUKAIHU B ITOXKUIOM BO3-
pacte. Yacrora BIIIII cocrasmsier 1:30 000 HOBOpoxkaA&HHBIX 1 1:50 000 cpenn marueHToB CTapIiero
Bo3pacTa [4].

Knnanueckue nposiBIeHnst MHOT00OpasHbI, B PAJIE CIIy4aeB OTCYTCTBYIOT. Y MAIllMEHTOB MOTYT Ha-
OrofaThCs THIIEPrajakTO3eMHUsI, TIEUeHOYHas SHIIe(haIonaThs, HOBOOOPA30BaHUs B TICUCHH, JIETOUHAS
runepreHsus, rumokceMusi. Kobayashi ¢ coaBTropamu paszpaborany KIMHHYECKYIO KIACCHPHUKAINIO
BPOXKICHHBIX BHCIICYCHOYHBIX IMMOPTO-CUCTEMHBIX IITYHTOB. Omna Obl1a OCHOBaHA Ha KOppe/siqun Me-
CTa IPEHUPOBAHUS IIyHTA C CUMIITOMAaMH (KEITyJOYHO-KHIIEYHOEC KPOBOTEUEHNUE, dHIEhanonarus,
OITyXO0JH TeueHn). JKenmynouHo-KHIIeuHOe KPOBOTEUEHHE B Ka4ECTBE OCHOBHOTO CUMIITOMA OBbLIO 3a-
peructpupoBano B 8,1 % ciaydaes ¢ BIIIL. B GonbIIMHCTBE 3TUX CIy4aeB KOHCYHBIMHU CUCTEMHBIMHU
BEHAMH IITyHTa OBIIH ITOJB3/IOIIHbIEC BEHBI, UTO IIPUBOANIIO K BAPUKO3HOMY PACIINPEHHIO BEH TOJIICTON
U TIpsAMOMN KUIIKH [5].

Iesnb ncciieoBaHust — ONMCAHUE KIMHUYECKOTO CIIydast y MaJbuuKa § JIET ¢ BPOXKAECHHBIM I1Op-
TOCHUCTEMHBIM IIYHTOM (MasibopMarineii AGepHeTH) ¢ Lelibl0 MHPOPMHUPOBAHUS Bpadel O TaKTHKE
JNIMArHOCTUKU U 0COOEHHOCTAX BeneHus aereit ¢ BITII.

Marepuajibl 1 MeTOAbI HCCJIEI0BAHUS

[TpoBeneH peTpOCHEKTUBHBIN aHAIU3 MCTOPUU OOJE3HM TAIMEeHTa, MPOXOAMBIIETO JICYCHUE B
JPKB M3PT u PIKB — punmman ®IAOY BO «PHUMY um. H.U. [Tuporosa M3 PD».

Pe3yabTaThl M 00cyKAeHUE

[Manment X, poxaeH ot 2if 6epeMEeHHOCTH, poTeKaBIIel 6e3 ocodeHHoCcTel. Pospl 2-¢ cpounble
(1 — meBouka 310poBa), macca — 3880 1, ymHA — 57 cM, oreHka mo mkane Anrap 8-9 6amnos. He-
OHaTaJbHBIH CKPUHMHT Oe3 maronoruii. Panuuii nepuoy 6e3 ocobennocreii. Poc u pa3suBascs coor-
BETCTBEHHO BO3pacTy. [IpodunakTudeckue MpUBUBKHY M0 HHANBUyaIbHOMY IpaduKy. AieproaHam-
He3 He oTsroiieH. HacnencTBenHblil anamue3 He otsiroineH. Co ciioB Marepu, pedeHok oomen ¢ 2020
roza (3 rozxa), Korna Hadajay 3aMedarh KpoBb B cTyie (cTysl o(OpMIIEHHBIH, eXeqHeBHBbIH, 1-2 pasa
B JICHb, C MPUMECSIMHU ajioi kposu). Habmomancs y Xupypra Mo MECTy JKUTEIbCTBA, ObUT YCTAHOB-
JICH TMarHo3 «TpelirHa anyca». HazHadanace MecTHas Tepariust Cynro3uTOPUSIME C METHITYPALIUIIOM,
6e3 a¢pdexra. [To naHHBIM aMOyIaTOPHON KapThl B TeMOTpaMMe TPOMOOIMTHI HE TIOCYUTHIBAIHCE.
B mapre 2024 rona npu SKCTpaknuy 3yOOB OTMEYaIach JJIMTENIbHAs KPOBOTOYMBOCTHL OKOJIO | vaca,
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KyIHpPOBaJIOCh TEMOCTaTHYECKON T'yOKO#, BIepBbIe B reMorpamme 3auKcupoBaHa TpoMOOLUTOIIE-
Hust 10 123 x 10%/n (mpu mHopme 150-300 x 10°/1n) u aHeMust cpeqHel CTEeHH TSDKECTH (II0Ka3a-
Teau reMonioOnHa CHXKeHsl 10 92 r/im). B anpene-mae 2024 roma mepen MpoBeACHHEM ILJIAHOBON
aJICHOMIPKTOMHH B TEMOIPaMMe KOJHYECTBO TPOMOOLIUTOB COCTABIUIO 10 57-103 x 10°/1, ypoBens
remorioouna-10 90 r/in. KoHCy/bTHpOBaH reMarosioroM, HarpasieHbl Ha TOCITUTAIU3AIIIO B OT/IEIe-
Hue rematonorun 1 ummynosnoruu JIPKb PT st yctaHoBKHM anarHo3sa.

Jannbie 00beKTHBHOTO 0cMOoTpa 1ipH noctyruteHnn: Al 102/76 mm.pr.ct., YCC 98 yn/mun, Y1
20 B muH, SpO2 99 %, T 36,7, Bec 22 kr (- 0,93 Z), poct 124 cMm (-0, 65 Z), UMT 14,31 (nopma
Uit 7 JIeT — Ha JaTry nepBUYHON rocnuranusanun). CocTosHUE cpeHel CTEIeHH TSDKECTH 3a CUeT
reMaroxe3ur, aHeMHH, TpoMOoruToneHnd. KoykHble MOKPOBBI YUCThIC, (DU3UOIIOTHUECKOH OKPACKH,
TYProp YJIOBJIE€TBOPUTEIbHBIN. [101K0OXKHO-)KNPOBas KJIeTYaTKa Pa3BUTa YIOBIETBOPUTEIBHO, pacipe-
JeneHa paBHOMepHO. JInMpaTrudeckue y3ibl: TaTbIUPYIOTCsS MOAYETIOCTHBIC, 3aIHEIICHHBIE OKOJIO0
2,5%2,5 MM, 6e306o0me3Hennble. [{nanosa, oTekoB HeT. BUuauMble CIIM3UCTHIC YUCTHIE, BIAXKHBIC. 3€B HE
THIIepeMHAPOBaH. MUHIATNHBI THIIEPTPOGUPOBAHEI 10 2-U CTENICHU, TOBEPXHOCTD PHIXJIAs, HAJIOKE-
HUM HeT. 3yObl CAHUPOBAHBI, SI3bIK BIAXKHBIN, YUCTHIN. B JIETKUX IbIXaHHE BE3UKYISIPHOE, XPUIIOB HET.
ToHs! ceplia sicHbIE, pUTMHYHBIE, ITYMOB OPTaHUYECKON TPUPOABI HeT. JKMBOT IpH ITOBEPXHOCTHOM
TaJTBIIAIIH MATKHUH, 6e30071e3HeHHbINA. [leuens He yBenmueHa. Cene3eHka He yBenndeHa. [lampmanus
B TOUKE JKEITYHOTO My3bIps Oe30one3nenHas. Cumnrom ['pekoBa-OptHepa, Kepa, boaca orpurnarens-
uele. Cumnrom [lacTepHAaIKOTO OTpHUIIATENBHEIN ¢ 00enX cTOpoH. Mouencyckanne He HapyIIeHo,
6e36oneznennoe. Ctyi, 0o(OpMIICHHBIH C TPUMECHIO AJIOH KPOBH, @ TAKKE CIM3bI0 aJIoTo 1BeTa 1 pa3
B CyTKH, 3 Tun 1o bpucronsckoit mkane (puc. 1, 2).

Puc. 1. I'emaToxe3us Puc. 2. I'emaTtoxe3us

Fig. 1. Hematochezia Fig. 2. Hematochezia

ITocne mpoBeaeHHs AOMONHUTENBHBIX JUATHOCTUYECKUX MEPONPHUATHH B BHIE 330(aroractpo-
JTyO/ICHOCKOIIMH, KOJIOHOCKOIIMH, BU/ICOKAIICYIIbHOM dHI0CKOTHHY B nione 2024 roga ObIIM HCKITIOUE-
HBI CIICAYIOIIME AUArHO3bl: BOCIAINTENbHbIC 3a00JeBaHNs KUIIEYHHKA, OIyXOJeBble 3a00IeBaHuUs
HKEJITYIOUHO-KHIIEYHOTO TPaKTa, AMBEPTHKY/ISIpHAst 00JIe3Hb 000/I0YHOW KHIIKH, SI3BEHHAs! OOJIe3Hb
JKEeJyKa ¥ IBEHAIIaTUIIEPCTHON KUIIKH. PeOEHOK ¢ AMarHo30oM «aHTHOMMCIUIA3Hs TOHKOTO KHIIeY-
HUKa (AaHM'MOJKTa3UH MOIB3JOIIHON KHUIIIKH), OCIOXXHEHHAss KpOBOTEUEHHEM. AHEMUS CPEHEH TshKe-
CTH, BCJI/ICTBHE XPOHHYECKOH KpoBomorepu. TpomOonuroneHus: BTopudHas (oTpedieHus)» Obul
narnpasieH B P/IKb — ¢umuan ®TAOY BO «PHUMY um. H.U. [Tuporosa M3 PDy». Haxonuics B
OT/ICJICHUH TE€MaTOJIOTHH M XMUMHOTEpaluy B TeueHne Mecsina (uionb- aBryct 2024 r). 1o gaHHbIM
MHEJIOrPaMMBbl, UTOTCHETHYECKOT0 U BHPYCOJIOTMYECKOTO MCCIIEJOBAHMNA KOCTHOIO MO3ra JaHHBIX
3a OCTpBIH JICWKO3, allIa3ui0 KPOBETBOPEHUSI M MUEIIOANCILIACTHUECKHIA CHHIPOM HeT. J[aHHBIX 3a
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cUCTeMHBbIe 3a00J1€BaHMsl, MAPOKCU3MAIbHYI0O HOUYHYIO TeMOINIOONHYypHIo, anemun Jlaiimonna-biek-
¢dena n @aHKOHN, UMMYHHBIH TeMOIN3, NoNMuAeUIUTHBIE aHeMuH, bosesns Buinedpanna, remopu-
o A u B, TpoMOonMTONaTHH HE TOJTyYEHO.

[To pesynpraTamM JyIIeKCHOTO CKAHUPOBAHMS BEH IOPTAJIBHOM CHCTEMBI B OOJACTH AIUTACTPHS
BU3YaJIN3UPYETCS COCY, OTXOISIINHI OT KOH(II0IHCA BOPOTHOM BEHBI, ANAMETPOM 110 12 MM B sriura-
CTpaJIbHOM 00JIaCTH U CKOPOCTHIO KpoBOTOKA 10 27 cm/c. Cocy pacuiupsieTcst B Kay/lalbHOM Hallpas-
neHnn 10 16-17 MM, 06pa3yeT MHOKECTBEHHBIE H3THOBI BOKPYT MPaBhIX ITOIB3IOITHEIX BEH, a TAKXKE,
BEPOSITHO, IPEHUPYETCA B HUX (TIpaBble MOAB3AOIIHBIC BEHbI paciIupeHsl). OTMeUaroTcs Takke pac-
MIMpEeHHbIE 10 12 MM BEHO3HBIE COCY/bI apapeKkTaabHoN obnactu. Takum 0Opa3oM, ObUIO BIIEpBEIC
BbICKa3aHo npeanonokenue o Hanuanu BIII y manuenTa ¢ remaroxe3ueif. AHOMaINH, BHISIBICHHBIC
B xo1¢ Y3U, 10KHBI OBITH JOMOIHUTEIHLHO MOATBEPXKIACHBI C IOMOIIBIO APYTUX METOIO0B BHU3yaJIH-
3aI1H, TAKMX KaK KOMIBbIOTEpHAst TOMOrpadus ¢ KOHTPACTHBIM YCHICHHEM, WIIM MarHUTHO-PE30HAHC-
Has aruorpadust [4].

Kommnstoteprast Tomorpadus (KT) OpromHoii moiocTi ¢ KOHTPACTHBIM YCHIEHHEM M MYJIBTUILIA-
HapHOW PEKOHCTPYKIMEH IMoKa3ana H3BUTOCTh U rpyOyIo 9KTa3nio HIKHeH Opbixeednoil BeHs! (HBB)
— 10 14 MM B BepXHUX OTAENaX, A0 18 MM — B HIKHUX, BIIaJAIOUIEH yepe3 U3BUTYI0 KOMMYHHKAIHIO
B IIPaBYI0 BHYTPEHHIOIO MTOB3IOMIHYIO BEHY; PACHIMPEHNUE apapeKTaIbHBIX BeH 10 4 MM (puc. 3).

Puc. 3. KT OpromHoii moiocTi ¢ KOHTPACTUPOBAHUEM U MYJIBTHIUIAHAPHON PEKOHCTPYKIIHEH.
Cmpenxkamu ommeueHsvl U36UmMocms u epyoas skmasus HudxcHell opvidceeunoll eenvl (HBB)
Fig. 3. Computed tomography of the abdomen with contrast and multiplanar reconstruction.
Arrows indicate tortuosity and severe ectasia of the inferior mesenteric vein

B pesysbrare npoBeeHHOrO 00CIe0BaHus Y peOeHKA ¢ MAHIUTONEHHUEH, PELUINBUPYIOIIUMHE
KHIICYHBIMH KPOBOTCUCHHUSIMH, BBISBICH BPOXKICHHBIN MOPOK Pa3BUTHS COCYAOB — Malib(hopMarius
Aobepretu Il Tuma. AHEMHS HOCHUT MOCTTEMOPPArHUCCKUN XapaKTep M CBs3aHa C KUIICYHBIM KpO-
BoTeueHneM Ha (oHe Maibpopmanuu. [TaleHT MONydHi Kypc MapeHTepaabHOro xeje3a (Kypc
700 mr). BeisiBiieHBI abcotOTHAsT HEUTponeHus | cTerneHu 06e3 MPU3HAKOB PEIUAUBHUPYIONIMX OaKTe-
pHATIbHBIX HHPEKINH, KOTOpasi HOCUT TPAH3UTOPHBIN xapakrep. TpoMOOIUTONeHUs! TOTPEOICHUsSI Ha
¢done manbhopmanuu AOEPHETH, YTO TPEOYeT JMHAMUYECKOTO HAOIIOICHHSI.

Xupypruueckoe jedcHne ManbhopManuu AOCpHETH 3aKITIOYACTCs B pa30OIMICHUH MOPTAIBHOTO
U CHCTEMHOT'O KPOBOTOKA. DH/IOBACKYJISIpHAS SMOOJIM3ALIUS SBISICTCSl HAOoJiee pacrpoCTpaHEHHBIM
METOJIOM JICUCHUS 3a00JICBaHMUS, IIPH HEBO3MOKHOCTH BBIMTOJHICTCS OKKITFO3USI IIYHTA ITyTeM XHUPYP-
THYECKOTO JIMTUPOBAHHSI.

[Ipu npoBeaeHNH MpsIMOit Guiedorpaduu CUCTEMBI BOPOTHOW BEHBI B OTACICHUN PCHTTCHXUPYPIH-
YECKHMX METOJIOB JIMArHOCTHKH U JiedeHus B jiekadpe 2024 roa KOHTPACTUPYETCS PE3KO PACIIUPEHHAS
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(mo 12 MMm) HIDKHSIS OpbDKeeuHast BeHa, BIaJaroniasi yepe3 U3BUTYIO MOPTO-CHCTEMHYIO0 KOMMYHHKa-
LU0 B TIPaBYI0 BHYTPEHHIOKO MOAB3IOIIHYIO BeHY (puc. 4). BopoTHast BeHa cpopmupoBana. BHyTpu-
[IeYeHOYHbIE BETBU HE3HAYUTEIbHO IMIIOIIa3UPOBaHbl, KPOBOTOK I10 HUM aHTerpaanslil. [Iposenenue
PEHTICH-XUPYPTrUYECKOi JIeueOHO-THarHOCTHIECKOM Onepanny 1MoKas3aso, 4TO BBITIOIIHEHNE SH/I0Ba-
CKYJSIPHOW OKKJIIO3MH MOPTO-CHCTEMHOTO IIYHTAa TEXHUYCCKH HEBO3MOXKHO M3-3a HEBO3MOXKHOCTH
IIPOBEJICHUs] OKKIIIOZEpa B LIEJIEBYIO BeHy. PexoMeHJ0BaHa XUpyprudeckas HepeBsi3ka [aToloruye-
CKOM KOMMYHHKaIMH Ha 6a3e MPOQHIEHOTO OTIEICHHS B INIAHOBOM HOPSIKE.

Puc. 4. llpsimas ¢nedorpadus cucremsl BopoTHOU Benbl. BITIII:

a — GacceliH BOPOTHOI! BEHBI; O — MOPTO-TTOB3IOIIHBIH IIIYHT
Fig. 4. Direct phlebography of the portal vein system. Extrahepatic portosystemic shunt:
a — portal vein basin, b — portoiliac shunt

B suBape 2025 rona B otaenernn xupypruu PJIKB BeimomHeHO Janapockonudeckoe JINTHPOBAaHHE
BPOXKAECHHOTO IMATOJIOTHYECKOTO MMOPTOKABAILHOTO COYCThsl. B CBSI3M ¢ BEpOSTHBIMU M3MEHEHUSIMH
TeMOAVHAMUKHY B TIOPTAJbHOM CHCTEME Ha3HaueHa aHTHUKOAryJsHTHas Tepamus. Ilo JaHHBIM KOH-
TPOJILHOTO JYIUIEKCHOTO CKaHMPOBAHMUSI BEH MOPTAIBHON CHCTEMBI B ITOCIICONEPAMOHHBINA TIEPHOL
BBISIBJICH TPOMOO3 BETBEH BOPOTHOH BEHBI. B CBsI3H € 3TUM 110 COITIACOBAHMIO C TEMATOJIOIOM yCHIIEHA
AHTHKOATYJISIHTHAsI Teparnus 10 JedeOHbIX 103, Ha (JOHE KOTOPOW TPOMOO3 BOPOTHOW BEHBI paspe-
LIWJICS, TIPOXOAMMOCTh BOPOTHOHM BEHBI BOCCTAHOBJIEHA MOIHOCTHIO. PeOCHOK moyyal JenTanapus
Harpust 100 Ex/kr 2 p/n n/x no aBrycra 2025 rona. B okrsi0pe nauuent rocnutanusuposad B PIIKb
. MOCKBBI ISl TMHAMHYECKOTO 00CIIEe0BAHUSL.

B nHayuHoli JIuTepaType onucaH aHaJOTUYHbIN KIMHUYECKUH cilydaid B IHIMU y MaJlbuuKa ¢ remMa-
toxesueii pu I Tune manspopmanuu AdepHer. Ha koMmribrorepHoi ToMorpaduu OpIoIHON HOJIOCTH
Obli1a BUJTHA ITOPTAJIbHAS BEHa HOPMAJIEHOTO pa3Mepa co 3HaYNTEIbHO PAaCIIMPEHHON HIDKHEH Opbhke-
€YHOIl BEHOI, 00HapYKEHO COOOIIEHIEe MEXK/y HIKHEH OpbDKECYHOW BEHOW M MPaBOi BHYTpPEHHEH
TIO/IB3/I0IIHON BEHOM M YTONIEHHAsS CIIM3UCTasi 000104Ka NpsiMoit kumiky. [Tocie sHg0BacKy IIpHOM
SMOOIHM3AMU ATOIOIUIECKOTO0 COyCThs, IOMUMO OCHOBHBIX MOKa3aTeNeil )KU3HEASSTeIbHOCTH T1a-
LIMECHTA, B TEYCHUE HEAENIU MOCIE MPOLEayphl KOHTPOINPOBAIUCH (PYHKIIMOHAIBHBIE MapKephl Iie-
YEHH M YpOBEHb TeMOIIOOMHA. Y TAalMEeHTa YIyYIIMINCh KIMHHYECKHE MOKA3aTen M TOKa3aTeln
CBEPTHIBAEMOCTHU KPOBH, YMEHBIIMIOCH PEKTalIbHOE KpoBoTeueHue. [locie nanuent Obll BBIIUCAH U
HaOroancs uepes 3, 6 u 12 MecsreB. 3HAYUMBIX SMTU300B PEKTAITBHOTO KPOBOTEUCHHS HE OBLITO [6].

B GonbiinHCTBE CilyyacB KIMHHKA B BHJE I'€éMAaTOXE3HMM BCTPEUACTCS MPH LIYHTAX, BIAJAIOUINX
BO BHYTpPEHHHE MOJB3/IOIIHBIC BEHBI. DTO K€ MOATBEpXkIaeTcsl B crarbe n3 Kuras, rne n3 11 nereit
¢ KKK 6 nanmeHTOB OBUTH ¢ TMarHOCTUPOBAHHBIM BHETIEYEHOUHBIM ITOPTOCHCTEMHBIM IIYHTOM, CO-
€IMHEHHBIM C BHYTpEHHE! MOJAB30NIHOM BeHoil [7]. ['emaToXxe3ust BCTpeyaeTcs U MpH IPYyTUX YPOB-
Hsx apenuposanus BITII [8].
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Takum 00pa3zom, B HalleM KIMHHYECKOM Ciydae AMArHo3 «Maibpopmanus AGepHeTH» ObUI BbI-
CTaBJICH TOJIBKO B 7 JieT. [IpoBenieHue AyIUIEKCHOTO CKAaHUPOBAHUS BEH MOPTAbHOW CHCTEMBI JIETSIM
¢ KHIIEYHBIMHM KPOBOTEUEHHAMH HeoOxoxumo 1t uckiarouenus BIIIIL, a eciau maronoruio ynanocs
3a10/103pHUTh, BAYKHO MOATBEPANTH ee ¢ momonibio KT OpromHoi moiocTn ¢ KOHTPacTHBIM YCHIICHUEM
Y MYJIBTUIIAHAPHON PEKOHCTPYKLHMCH, TaK KaK TeMaTOXe3HsI MOKET ObITh €JMHCTBEHHBIM CHMITOMOM
Malb(opManni. MexIMCIUIUITMHAPHBIA TTOIX0/1, 00bEANHSIONHH 00IEKIMHNYECKoe 00CIIe/I0BaH1E,
HaJIC)KHBIC METO/IbI BH3YAIN3aLUH H XUPYPIHUECKOE JICYCHHE HMEIOT BaKHOE 3HAYCHUE JJIsI ONTHMH-
3allUK PE3yJIbTATOB JICUCHUS! AIIUEHTOB.

BriBoabI

Xorst manbdopmars AGepHETH BCTpedaeTcsl KpaifHe peniko, 3a0oieBaHue ciaeayeT BKIIYaTh B
muddepeHInanbHyI0 TMarHOCTHKY TTAIMEHTOB C KETyJ0YHO-KHIICYHBIMU KPOBOTeYEeHUsIMU. [ emaro-
xe3us1 0e3 a0TOMUHAIEHON 00T BO3MOXKHA TIPH MajbGopmMar AGepHEeTH B clIydae HaJINIWs IIyHTa
BO BHYTPEHHHE IOB3/IOLIHbIC BEHBI. [lociie mocTaHOBKH JMarno3a HeoOXouma ornepanus 1o pazoo-
IICHUIO MMOPTAJILHOTO M CHCTEMHOTO KPOBOTOKA, YTOOBI MPEIOTBPATUTH Pa3sBHTHE JAJIBHEHIINX OC-
noxxkHeHu#. [lociae 3akpbITHA IIyHTa HAMEHThl JOJDKHBI HAXOAUTHCS IOJ A0ITOCPOYHBIM Haluone-
HUEM JUTS BBISIBICHHS JIIOOBIX OCIIOXXHEHUH WM PELUINBOB.
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