POCCHWCKUA BECTHUK 2014 Tom IV, Ne 4

AeTckon XUpypruy, aHecTeanonoruu U peaHumaTonoruu

®eokmucrosa E.B., Tepewenko I.B., Kauanos [1.10., Yckosa H.I., Bapchonomeesa C.P.

OUATHOCTUKA YMBUAKKO-NOPTANbHOM BEHO3HON MANb®OPMALIMK

NNEYEHW Y PEBEHKA 3-X MECALIEB

®epepanbHbIA Hay4YHO-KMMHUYECKW LIHTP ACTCKOW FeMaTonoruu, OHKONOru M MMyHonoruu umeny [mutpua Porayesa M3 PO, Mocksa

Feoktistova E.V., Tereschenko G.V., Kachanov D.Yu., Uskova N.G., Varfolomeeva S.R.

DIAGNOSIS UMBILIKO-PORTAL VENOUS MALFORMATION OF THE

LIVER IN CHILD 3 MONTHS

Federal Clinical Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitry Rogachev of the Ministry

of Health of the Russian Federation, Moscow

Pe3rome

ITopoxu pa3BuTHS BEHO3HOTO pycJia IEYEHH, BO3-
HUKAIONIKE B MPOIECCe BHYTPUYTPOOHOTO Pa3BUTHS,
BCTPEUAIOTCS OTHOCUTEIBHO PEIKO, TEM HE MeEHee
OHU OTJIMYAIOTCS OONBIIUM pa3HooOpasueMm. B mute-
paType BCTPEYAIOTCS HEMHOTOYHCIIEHHBIE COOOIIIe-
HUS O MPEHATaJbHOW JAMATHOCTHUKE YMOWIIMKO-TIOP-
TOCHUCTEMHBIX BEHO3HBIX Malb(opMmanuii medeHd,
BBISBJICHHBIX HA OCHOBAaHUHM YJIBTPa3ByKOBOTO UCCIIE-
JIOBaHUSI.

OnucaH ciayyail O3TaHON HEMHBA3UBHOU JuUa-
THOCTHKH TIOPOKA Pa3BUTHS IyTIOYHOI BEHBI, MaHH]e-
CTUPOBABILIETO BHYTPHUIPOCBETHBIM KPOBOTCUCHUEM,
y pebenka 3-x MmecsneB. IIpoBenena auddepeHiiu-
aJbHAs JUArHOCTUKA PEIKOW BPOXKICHHON aHOMAalIUU
CO 3JIOKaYeCTBEHHOH OITyXOJbIO MIEYCHU.

Knwowuesvle cnosa: me3enxumManvbHas 2amapmo-
Ma, YIbmpazeykogas OUAzHOCMUKA, ONYXONU NeyeHu,
8pOdICOeHHbIE NOPOKU, Oemu

BenoszHas cuctema redeHn HauMHAET CBOE Pa3BH-
THe Ha 5-i Henene recranuu. [lopramsHoe pyciio op-
MHUpYETCsl B pe3yjibTare CHenu(pHUecKoro mpouecca
WHBOJIOLMY aHACTOMO3UPYIOIIEH CeTH yMOWIIHMKAaJIb-
HBIX U MapagyofeHANbHBIX BUTEUTUEBBIX BeH. [lopo-
KA Pa3BHTHUS 3TOW YacTH KPOBEHOCHOTO pycia, BO3-
HUKAIOIINE B MPOIecce BHYTPUYTPOOHOTO Pa3BUTHA,
BCTPEYAIOTCSI OTHOCHUTENIFHO PENKO, HO OTIMYAIOTCS
OonpmM pazHooOpasueM. B nurteparype BeTpedaroT-
Csl HEMHOTOUYHUCIICHHbIE COOOLICHUSI O MpeHaTaIbHOU
JUAarHOCTHKE YMOWIMKO-IOPTOCUCTEMHBIX BEHO3HBIX
Masb(opMaluil TICYCHH, BBISBICHHBIX Ha OCHOBaHUH
yasTpasBykoBoro uccinemoBanus (Y3U) [1]. Omnako
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Abstract

Hepatic venous bed malformations occurring
during intrauterine development are observed rela-
tively rare but are still rather diversified. Reports
of prenatal diagnostics of umbilicoportosystemic
venous liver malformations revealed during an ul-
trasound study are few in number.

A case of gradual non-invasive diagnostics of
malformations of the umbilical vein manifested
through intraluminal bleeding in a 3-month-old
child was described. Differential diagnosis between
a rare malformation and malignant liver tumor was
made.

Key words: mesenchymal hamartoma, ultra-
sound diagnostics, hepatic tumors, congenital mal-
formations, children

CBEIIEHHA O IOCTHATAJbHOM TEUCHUH, KIMHUYECKUX
MPOSIBICHUAX M BO3MOXKHOCTAX BH3YaJIM3aLMH 3TOM
TPYIIIBI COCYIUCTHIX aHOMAINH Ype3BbIUYaiiHO OTpaHu-
YeHsI [2].

Manvuuk B., 3,5 mec, nocrynun 8 @HKI AI'OU
uM. JImutpusa PoraueBa ¢ HampaBisOIIMM THArHO30M
«remnarobnactoma». bepeMeHHOCTb, poIbl M IEpPBbIE
IBa MECsla JKU3HU MpoTeKatn 0e3 0coOCHHOCTEH.
B Bo3pacte 2,5 Mec Bo Bpems Maccaxa >KHBOTa Mama
3aMeTHIa OMyXOJIEBUIHOE 00Opa3oBaHKE B IPABOM IO~
pebepbe. YuacTkoBbIM memuarp pekomenmgoran Y3U
B IUIAHOBOM IIOPSJKE, OJHAKO uUepe3 HEAENI0 Iocie
oOHapykeHUsI 00pa30BaHUs COCTOSHHE peOeHKa Pe3KO



NOT FOR MEDICAL USAGE

Puc. 1. YnbtpassykoBoe vccnegosatue. O4aroBoe HapyLIeHue
CTPYKTYpb! B IV cermeHTe neyeHu

Puc. 2. YnbrpassykoBoe Uccniefoatme. LinnuHapudeckoi hopmbl
0bpasoBaHve AedyopMUPYET NEPERHION MOBEPXHOCTb MNEYEHN

YXYIUIWIOCH: Ha (OHE BHIPAKEHHOTO O0NeBOro ado-
MUHAJILHOTO CHHJIpOMa OTMEUYEHa KJIMHHKA TeMoppa-
THYECKOTo moka ¢ mageaueM Hb mo 70 /i 6e3 mpuzHa-
KOB KPOBOTEUEHUS B OPIOIIHYFO TIOJIOCTh WX MTPOCBET
JKETMYIOYHO-KHIICYHOTO TPaKTa. DKCTPEHHO T'OCIHTA-
JIN3UPOBAaH B KPAaeBOW OHKOT€MATOJIOTMYECKUIN LIEHTP
MO MECTY JKHTENbCTBA, TJie M HaXOMWICS Ha oOcie-
JIOBAaHWW W JIEYEHUW B TEYEHHE 2-X HeAedb. 3a 3TO
BpeMs COCTOSHHE OOJIBHOTO CTaOMIN3HPOBAIOCH.
Boi1 mpoBeaeH MUHAMUYECKHM YIBTPa3BYKOBOM MoO-
HUTOPUHT W JBAaXAbl BBINOJIHEHA KOMIIBIOTEpHAS
tomorpadus (KT). Tlo pesynbraraM KOMILUIEKCHOTO
PaaroIOTUYECKOTO 00CIEeI0BaHNS 3JI0Kaue€CTBEHHOE
HOBOOOpa30BaHWE TIEYSHH 3aM0JJ03PEHO HAa OCHOBAHUHU
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Puc. 3. MPT ¢ koHTpacTvpoBaHmem. T,-B3BELLIEHHbIE M306paXeHKS.
[MNEPUHTEHCMBHBIN CUTHaN No nepudepun 1 TMNOUHTEHCUBHBIA B
LIEHTPE 04aroBoro 06pasoBaHys B npoekLym IV cerMeHTa neyeHin

NOT FOR MEDICAL USAGE

Puc. 4. MPT ¢ koHTpacTipoBaHmem. T,-B3BELLIEHHbIE M306paXeHNS.
HaxonneHve npumoBHCTa N0 BHELLHEMY KOHTYPY PacLU pEHHON
MYNOYHON BEHbI

HAJIMYUS B TIEPETHUX OTAETaX MPABOU JIOJTH THUTIOACH-
CHUBHOTO KHUCTO3HO-COJIMIAHOTO 0Opa3oBaHUs OOIIUMU
pasMepamMu 110 7X3X5 cM ¢ NpU3HAKaMH HAKOTLICHHUS
KOHTpAacTa B OTCPOYCHHYIO (ha3y, paclpoCTpaHsIroIIe-
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TOCS IO/ TEePEAHEH OPIONTHOW CTEHKOM IO IyTIOYHOMH
o0JacTy.

IIpu nocrymnenuu B ®HKI AT'OU um . Po-
rayeBa oOIIee COCTOsSHUE ONIMKE K YIOBICTBOPH-
TeapHOMY. OOIIHI 1 OMOXUMUYECKUN aHAJIN3 KPOBH
B IIpeneiax BO3PAcCTHOM HOPMBI, 3a HCKIIOYEHUEM
YBEJINYEHHS KOJUIECTBA JIEHKOIHUTOB 10 14,6%10°%/71.
Amnanu3 kpoBu Ha oHKoMmapkephl (dhepputua, ADII,
oera-XI'U, NSE) orpumarenvusiii. [lpu mnanbpmna-
nuu o0beMHOE 00pa3oBaHHE B OPIOIIHON MOJOCTH
HE OoIpeeseTcs.

Brmonneno Y3U ¢ 1BETOBBIM JOMILICPOBCKUM
KapTUpOBaHWEM U nomiuieporpadueil B MUMIYIbCHOM
pexume. CTpyKTypa MHEUYEHH OAHOPOAHAs, CpelHEn
9XOT€HHOCTH. BHYTpHU- U BHENEUCHOUHBIE KEIYHbIC
NPOTOKK He pacmmpeHsl. CTBOJI M BETBH COOCTBEH-
HOM IIEYEHOYHOH apTepuH, leueHouHble BeHbl 1 HIIB
chopMupoBaHBl TPABUIBHO, CHEKTpPaIbHBIE M CKO-
POCTHBIE TIOKa3aTeNn KPpOBOTOKa B HOpMe. CTBOIM BO-
pOTHOM BeHBbI aAuameTpoMm 4,5 cM, KpOBOTOK B Mpa-
BHJILHOM HAIPaBJIICHUU CO CKOPOCTBIO O 24 cMm/c,
MpaBas BETBb U €€ OCHOBHBIE JICJICHUSI HE U3MEHEHBI,
TOPU30HTAJIbHAS YaCTh JIEBOM BETBU BOPOTHOH BEHBI
4 MM, yMOWIMKalbHAS YacTh HE BU3YAIU3HPYETCH,
B €€ MPOEKIUU ONPENCNAITCSI TOHKUE BEHO3HBIE
KOJUJIaTEpalu C HEYETKHMMH KOHTYpaMH W Temarorne-
TalBHBIM KpoBOTOKOM. B IV cermenrte ompenenser-
csi oyaroBoe (25x20x20 MM) THIOSXOTEHHOE THIIO-
BaCKyJIIpHOE HapyIllIeHHe CTPYKTYypbl IeueHu (puc.
1). Ilo xomy MymOYHOW BEHBI OT IYMOYHOTO KOJBIIA
JI0 KpyIJIOHM CBS3KHM U S4 ompenesnsercss Uu3BUTAs Ty-
OynsipHasi CTPyKTypa, AehOopMHUpPYIOIIas IEepPEeIHIO0
MOBEPXHOCTh M BEPXHUM Kpall IeueHH, JuaMeTpoM
0 22 MM C yTOJIICHHBIMU CTEHKaMU U HEOTHOPOJ-
HBIM COZIEPKUMEBIM (pHuC. 2).

CremaHo 3aKJIIOYEHHE O BO3MOXXHOM COOTBET-
ctBud DXO-NPHU3HAKOB COCTOSHUIO IOCHIE IHepe-
HECEHHOTO KPOBOTEUYEHHS B MPOCBET HeoOIHTe-
PUPOBAaHHON NYMOYHOH BeHBI ¢ (HOPMHpPOBaAHHEM
BHYTPHUIIEYEHOYHOM remaromel. Ha MOMeHT ocMoTpa
TEMOJIMHAMUYECKH 3HAYMMBIX HapyMIeHHH KPOBO-
TOKa B COCYAHCTOM OacceifHe MeYeH! He BBISBICHO.
HcTouHNKOM KPOBOTEYEHHSI MOTNA CIY)XHTh YMOH-
JUKaJIbHAas NOPLUMS JIEBOM BETBU BOPOTHOW BEHBHI,
BEPOATHO COXpaHUBLIAs SMOPHOHATbHBIE KOMMYHH-
KalU{ C IIyIIOYHOU BEHOM.

C nenpi0 OKOHYATENIBHOTO HCKIIOYEHHS OITyXO-
JIEBOIO MOPAXEHUs U ACTAJbHON OLEHKHU COCTOSHUSA
aHATOMO-(PU3NOIOTUYECKOTO COCTOSHUSL TApPEeHXU-
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MbI neuyeHd BeinonHeHa MPT ¢ KkoHTpacTUpOBaHUEM.
B kBazgparHOii 1one meyeHN MPUCYTCTBYET 00pa3oBa-
HUE HEOIHOPOJHON CTPYKTYPHI C HEUYCTKHMMH KOHTY-
pamu pa3mepamu a0 24x18x17 MM (IIpu CpaBHEHHUH
¢ nanubiMu npeasiaymux KT pa3Mmeps cyiiecTBEeHHO
cokparuiuck). O0pa3oBaHHe UMeeT MPEUMYIIECTBEH-
HO TIOBBIIIEHHBIA CHTHAJ Ha MEPU(PEPUN W CHIKEH-
HbI B LEeHTpe Ha T,-B3BEIEHHBIX M300paKEHUSX,
MOCJIe BHYTPUBEHHOTO BBEJEHUS IPUMOBHCTA TaKKe
OTMEUEHO €ro HEHTPUIETAIbHOE HAKOIUICHHE C T'H-
MEPUHTCHCUBHBIM CUTHAJIOM 10 niepudepun uzoodpa-
JKCHHS M THUIIOMHTCHCHUBHBIM B IIEHTPAJILHOW YacTH.
B remarocnenududeckyo Gazy KOHTPACT MOIHOCTHIO
BEIMBIBaeTCSl M3 30HBI HWHTepeca (puc. 3). Mexmy
nepeHel OPIOIIHON CTEHKOW W MepeaHe MOBEPXHO-
CTBIO MIPABOM JTOJU MIEUYEHHU ONPEACISIOTCS TpyOUaThie
CTPYKTYpPHI JUaMETpPOM 10 28 MM, BEPOATHO Mpel-
CTaBJsAIONME cO00M enuHOe oOpasoBanue. JlaHHbBIC
CTPYKTYpbl Ha T,-B3BEIICHHBIX H300PAKECHUAX HUME-
10T TIOHMKEHHBIA Ha TIepu(epun U B IIEHTPE CUTHAIL
[Ipu koHTpacTUPOBaHUY OTMEUYEHO HAKOIUICHHE TIPH-
MOBHCTA 110 KOHTYPY (puc. 4). ITo pe3ynbraram uccie-
JOBaHUsS C/eJaH BBIBOJ O HATUYHU JIM3HPYIOLIEHCS
reMaTtomsl B S4, a TakKe 0 HAIMYUHU paccachiBaroIIe-
Csl KpOBHU B TIPOCBETE TyOYISIpHOM CTPYKTYpHI, COOT-
BETCTBYIOIIEH TOMOrpaUIecKOMy pPaCHOJIOKESHHIO
MYyIMOYHOU BEHBI.

Takum o00pa3oMm, mepBOHAYaIbHOE MPEATOIO-
JKCHUE TONYYWJIO HAISIHOE IOKyMEHTalbHOE IOJI-
TBEpPXKJICHHE, JIOCTYITHOE pedepeHCHON OlCHKe.

3a Bpemsi 1000CIemOBaHUS W  HAOIIONCHUS
B ®HKI] AI'OU obmiee cocrosiHue peOeHKa ocTaBa-
JI0Ch CTaOMIIBHBIM, OTMEUEHBI JINIIb KPATKOBPEMEHHBIE
NOABEMBI TeMIeparypbl 10 cyOheOpunbHbIX [HP.
Jluxopaaka Moria HaliTu cBoe OOBSCHEHHE B CYIle-
CTBOBaHHHU OPraHU30BaBIIEHCS TEMATOMBI, U JJISl TIPO-
(hUITAKTUKY BO3MOXXHOTO HH(PHIIMPOBAHUS OBLI TIPOBE-
JIeH KypcC Ta3OIMHA.

Jnst MCKIIOueHUsT BO3MOXKHBIX COYETaHHBIX CO-
CYIUCTBIX aHOMaJIM{ B BUCLEPAJIHLHOM KPOBEHOCHOM
pycie BEINONHEHa aHTHOrpadusi, He OOHapy>KUBILIAS
JIOTIOJTHUTENTLHBIX 0COOCHHOCTEH apTepHalbHBIX U Be-
HO3HBIX COCYIOB OpraHOB OpIOIIHOW TOJOCTH U 3a-
OpIOIMMHHOTO MMPOCTPAHCTBA.

[Ipu sranueix Y3 ¢ nepepsiBoM B 3—5 nHell na-
TOJIOTMYECKHE OYaru MOCTENEHHO COKPAIIaIiCh B O0b-
eMax. B yIOBIETBOPHTEILHOM COCTOSIHUM MAalBuMK
OBLT OTITYIIIEH JIOMOU C pEKOMEHIAIUSIMI HAOITIOICHIS
Y CIIEIMAIMCTOB B IEKPETHPOBAHHBIE CPOKH.
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O6cy:xaeHue pe3yabTaTOB MCCJIeI0BAHUS HAIOTCsl TaKWe BUABI OPOKOB, KaK arcHe3ns apaH-

BurennueBbl, win omdanoMe3eHTepHaibHble,  IMeBa NPOTOKA, IEPCUCTUPYIOMIAs IpaBasi MynoyHas
BEHBI, HECYT KPOBb OT JKEITOYHOTO MEIIKAa K NMEYeHW  BEHA WJIW Pa3JIU4YHble BaApUAHTHl BHYTPU- U BHEIeE-
U B JanpHeleM (GOpMHUPYIOT €€ MUKPOLUUPKYIATOP-  YCHOYHBIX MOPTOKABAJIBHBIX MW apTepUOTOPTANb-
HOE€ pyciio, T.€. CHHycOuAaidbHylo ceTb. Kpome Toro,  HbIX myHTOB. [Ipy 3TOM KIMHHYECKHE TPOABICHUS
9TH XK€ BEHBI ABJSAIOTCS NPEAIIECTBEHHUKAMH TMOp-  3a00JeBaHUS MOTYT WIH ITOJHOCTBIO OTCYTCTBOBATh
TaJIbHOTO CTBOJIA M €T0 OJIEBBIX M CETMEHTApHBIX BET-  KaK y IJIOJA, TaK U y HOBOPOXKIEHHOTO, HO MOTYT

Bel [3]. U B 3aBUCHMOCTH OT 00bEeMa IIyHTHPOBAHUS MIPUBO-
B I rpumecTpe BHYTpuyTpOOHOH XKU3HU HaJlM4e-  JWUTH K MEYCHOYHOH W/WIU CEeplIeYHON HEJ0CTaTou-

CTBYIOT JIB€ yMOWJIMKaIbHBIE BEHbI — [IpaBasi M JieBas.  HOCTH WJIM CTaTh NPUYMHOHN aHTEe- WU MOCTHATANb-

B mporiecce co3peBaHus NPOKCUMabHBIC YacTu 00e-  HOU rudenu [5—7].

WX BEH W BCs IpaBas yMOWJIMKaJIbHAs BEHA MpeKpa- VY Halero manuMeHTa UCTOYHMKOM KPOBOTEUCHUS

IIar0T CBOC CyHIE€CTBOBAHUC. Jlemas IIymnmo4yHas BCHa B IIPOCBET HeO6HHT€pHpOBaHHOfI HynO‘lHOfI BCHHEI,
OCTacTCA OCHOBHBIM H CIHMHCTBCHHBIM HCTOYHHUKOM 10 BceH BCPOATHOCTHU, CTAJIM KOMMYHUKAHTHBIC COCY-
I‘eHaTOTpO(bHOI‘O KpOBOCHa6)KeHI/I$I neuyeHu. [TocTHa- Abl, IOAACPIKUBABUINEC IIOCIIC POKACHUSA CBA3bL MCKAY
TaJIbHO UMCHHO JI€Basd MynOo4YHas BE€HA YIIOMHUHACTCA YMGI/IJ]I/IKaJII)HLIM pycioMm u JIEBOM BETBBIO BOpOTHOﬁ

KIMHUIUCTAMU KakK mymo4yHas BeHa. [lo mepe yBe-  BeHbl. KpoBou3nmusHUE U MOCTEAYIONIEE aCENTHICCKOE
JUYEHUS TJIAICHTAPHOTO KPOBOTOKAa (OPMHUpPYETCS  BOCHAJICHHWE NPHBEIH K IMPEKPAIeHHI0O BEHO-BEHO3-
¥ HauMHAaeT (YHKIIMOHHPOBATH BEHO-BEHO3HAs KOM-  HBIX KOMMYHHKAIIHA, TIOCTEIICHHOMY, 110 ME€pe OpTaHU-

MYHUKallMsl MEXAY MyNOYHON M HWKHEH IOJIOM Be-  3allUM I'€MaTOMBbl, 3allyCTEBAHMIO M OKOHYATEIHHOMY
HaMH — BEHO3HBIM, WM apaHIUEB, NPOToK. OMHAKO  3aKPBITHIO MIPOCBETA MYMTOYHON BEHBI.

y)Ke HauuHas ¢ 6-i HeJgenu KU3HU SMOpUOHA yCTa- KirroueBbIMM MOMEHTaMH, MO3BOJIMBIIMMHU YCTa-
HaBJIUBAeTCs COOOIIEHHE MEXIy yMOWIMKAaIbHOH  HOBUTH NPABHJIBHBINA AWArHO3, CICAYET CUMTATh HAJH-
BEHOM, IEUEHOYHBIMU CUHYCOUJIaMH U JIEBOW BETBBIO  YME PACIIMPEHHON M3BUTOM LUIUHAPUYECKON CTPYK-
BOPOTHOHN BEHBI. JTOT IIyTh [103BOJIAET APEHUPOBATh  TYpPbl, PACHOJOKEHHOW B MPOCKLUMUH ITyIOYHON BEHBI

M30BITKH IJIALEHTapHON KPOBH, MPENOXpaHssl CepA- W PaclpOCTPaHSIOMICHCS OT MyMOYHOH A0 MPEnoo-
e OT NOTEHIHAIbHON Yrpo3bl 0ObEMHOU Meperpy3-  JKUTCIbHOW MO3UIMK KPYIJIOW CBSI3KH IIEUEHH, B CO-
Ku [4]. BOKYIIHOCTH C KJIMHUKOH MAaCCHBHOIO KPOBOTEUEHMS

B nutepatype, Kacaromeics aHoMaTiui pa3BUTHS W OCOOCHHOCTSMH CTPOCHHS JICBOM BETBH BOPOTHOM
BEHO3HO CHCTEMBI ITeYeHN, HanOOoJIee 9acTO YIIOMH-  BEHBI.
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