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Summary

The authors presented their own clinical observation of an aneurysm of the left portal vein branch in a teenager with a long-

term asymptomatic course. Reduced serum concentrations of ceruloplasmin and a-1-antitrpsin made diagnostic search
difficult, which could lead to incorrect therapeutic decisions. However, the results of imaging methods allowed us to establish
the root cause of liver damage and its cirrhotic transformation. Vascular aneurysms of the portal vein system are a very rare
pathology, and it should be taken into account in the differential diagnostic algorithm while excluding other, more obvious

causes of liver pathology.
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BBepgeHue

AHeBpy3Ma BOpPOTHOI! BeHbI IIPEfICTAB/IAET COOOIT aHO-
MaJIbHOE pacuIMpeHie BOPOTHOII BEHBI, IPEBbILIAIOLIEe
19 MM y MalMEeHTOB C BUPPO30OM Ile4eHN 1 15 MM ¢ He-
M3MEHEHHO MevYeHpo [1-3].

Bniepsble 5Ta maTonorusA 6bUIa omyucaHa B 1956 T.
R. Barzilai u M.S. Kleckner Jr., u ¢ Tex nop 6»110 3ape-
TUCTpUpOBaHO okomo 500 cyvaes [2-4]. OmucpiBaeMast
AHOMasNsA COCTaB/IAeT MeHee 3% BCeX BUCIEPaTbHbBIX
aHEBPU3M, a €€ STUONIOTHA [0 HACTOAILIETO BPEMEHM

HeU3BECTHA, XOTS 1 PACCMATPMBAIOT [{BE TEOPUU 3THUO-
JIOTVI: BPO>KAEHHYIO 11 IpuobpeTeHHyo [2, 6].
OCHOBHBIMY IIPIYMHAMIY IIPUOOPETEHHBIX aHEBPU3M
SIBJISIIOTCSL XPOHMYECKasl IATO/IOTVIS TIeYeH ) Ha CTa-
AUU LUPPO3a, & TAKKE OCTPBIIT IIAHKPEATHT, XOJIeIN-
THa3, TPAaBMBI, IePUOAUIECKIe TPOMOO3bI BOPOTHOI!
BEHBI 11 3/I0KaYeCTBEHHbIe HOBOOOpasoBaHus [7-9].
Bpos/ieHHbIe aHEeBPU3MBI CBSI3aHBI C HAPYIIEHUSIMU
B I1epMOJi SMOPUOHAIBHOTO PAa3BUTHS IIPYU 3aK/IafiKe
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BHYTPMOPTaHHOI CUCTeMbl BOPOTHOI! BeHBL. [Ipeamonaraercs,
YTO B CBSA3Y C HEIIOJIHOI perpeccieli AUCTaNbHbIX BeH MPaBoil
YacTU IPYIMUTUBHOI XKEITOYHOI BeHbI, QOPMUPYETCA COCYRU-
CTBIJI AUMBEPTUKYII, KOTOPBI B KOHEYHOM UTOTe IIpeobpasyeTcs
B aHeBpU3MY [1,2].

ITo hopme aHEBpU3MBI BOPOTHOII BEHBI MOTYT OBITh BEPETEHO-
06pasHbIMU (BCTpedaeTCs dallle) MM MEIIOTIaTHIMI, KOTOPbIe
Yaile BbI3bIBAIOT OCIOKHEHMA [3, 4].

KnuHnyeckuninn cnyyan

Masnpurk C., 14 net. Pe6eHok oT I 6epeMeHHOCTH, IPOTEKABLIEN
6e3 ocobeHHOCTeIT, I caMOCTOsITeIBHBIX POJOB. Macca Tena npu
poxpenuu 3650 1, gmuHa — 50 cM. Onenka nmo mkanze APGAR —
8/9 6amnoB. PanHee pasBuTie 1o Bo3pacTy. HacneqcTBeHHOCTD
He oTsroieHa. [lepeHeceHHble 3a60eBaHMs: BETPsIHASL OCIIA,
OCTpble pecryparopHble MHGeKIM 2 pa3a B TOf,.

B Bospacte 13 jeT 8 Mec pe6eHKY BBIIIOTHEHA aIlIIeH/[PKTOMIUS,
4epes 2 Heflenu MOC/Ie KOTOPOIT MOSIBUIMCD YKa/I00bl Ha Iepyo-
Audeckue 60N B SMUTaCTPaIbHOI M OKOIOIYIIOYHOI 06/1acTsX,
TOJIOBHBIE 60N, ITapecTe3ny B HIDKHIX KOHEYHOCTX, C1aboCTb,
IIOBBILIIEHHAs Y TOM/ISIEMOCTD, B CBA3Y C 4eM 00C/IefjOBaH 0 MECTY
SKUTENIbCTBA.

B xnmHu4YeckoM aHanuse KpoBu — 6e3 maromoruu. [To pe-
3yJIbTaTaM OMOXMMMUYECKOTO aHa/ln3a KpOBM, KOHIIEHTPAIL[UN
AJIT, ACT, y-r1y TaMuITpaHCIeNTU IasbL, enodHoit pocdarassl,
6unupy6uHa B HopMe.

ITo faHHBIM Y/IBTPa3ByKOBOTO yccnenoBanus (Y3V) opraHos
OpIOIIHOI OIOCTY, IIeYeHb He YBEe/IMYeHa, Kpail ee 3aKpyIJIeH,
MOBEPXHOCTh HEPOBHAsA, IAPEHXMMA aKyCTUYECKN YITIOTHEeHa,
HEOJHOPOJIHA, IMEeeT KPYIIHO-Y3/I0BOJI IIaTTePH; BOPOTHAA BeHa
pacimpena; CryieHoMerausi; He60/Ibloe KOIM4ecTBO CBOOOHO
SKUIKOCTY B OpIOIIHOI 110710CcTH. Pedynbrarsl pubposnacTromeTpun
coorBercTBoBany crapuy F4 (nuppos) no mkane METAVIR (me-
nuaHa 17,6 kI1a).

Inst goo6cnenoBanms HanpasyieH B OefjepanbHblil LEHTP.

ITpu Pu3nKaIbHOM MCCIEHOBAHUM COCTOSIHME CPEIHEN CTere-
HU TSDKECTH, TOJIOKeHMe akTuBHOe. Macca tena 44,7 Kr, pocT —
154 cm. dusndeckoe pasBuUTHE CpefHee, rapMoHuYHOe. KoskHble
TIOKPOBBI CMYTJIbIE, YICThIE, yMEPEHHO BIIasKHbIe. BuayMebre cm-
31UCTBIe 060/I04KY PO30BbIe, YncThie. CepaedyHo-/1eroYHast fe-
ATENbHOCTD Y/IOBIETBOPUTENbHAA. ATIETUT COXpaHHEH. 3bIK
yMepeHHO 06710)KeH cepo-6e/IbIM Ha/leTOM Y KOpHsL. JKuBOT 06bI4-
HOIT GOPMBI, CUMMETPUYHBII. [Ipy IepKyCcCcum HIDKHSA TPaHu-
Ija IleYeHN ONpefe/sieTCst Ha + 2 CM HIDKe Kpast pebepHOit Kyru
T10 TIPaBOil CPeFHEKTIOYNYHON JINHIN, Kpall IIeYeHN HeCKOTbKO
HEepOBHDII1, 3aKpyI/IeH, 6e30one3HeHHblIT. Cene3eHKa He MaJIbIn-
pyercs. Pusnonorndeckye OTIPABIEHN B HOPMe.

3HaYMMBIX OTKJIOHEHMI B KIMHIYECKOM aHa/Il3€ KPOBU He BbI-
SIBTIEHO. B 6MOXMMMYeCKOM aHanu3e KPOBY JaHHBIX 32 CUH-
ApOMBI IIUTONN3A U XOJecTasa He nonxydeHo. OfHaKo oTMe-
YajMCch HavyaabHble MPU3HAKM TMIOKOATYIALNN: CHIDKEHNe
IIPOTPOMOMHOBOTO MHJeKca 10 67% (Hopma — 70-100%) u yx-
JIMHEeHNe MPOTPOMONHOBOro BpeMeHu fo 17,3 cex (Hopma —
12,7-16,1 cek).

C uenbio nrddepeHINANbHOI FUATHOCTUKM HOPaXKEHNS TIe-
YeH) MPOBeLeHo yrnybneHHoe foobcnenosanne. [1o maHHBIM
PpacIIpeHHOr0 61OXMMIYECKOTO CKPUHIHI'A BBIAB/IEHO CHIDKEHIE
CBIBOPOTOYHBIX KOHIIEHTpauuil a-1-aHTuTprncuHa fo 88,9 mr/
mn (Hopma — 90-200 Mr/p1) u Lepynomia3Muta fo 15,7 Mr/pn
(Hopma > 20 Mr/mm), a TaK)Ke MUHMMA/IbHOE IIOBbILIEHNE YPOBHA
a-deronporenna — 4,24 En/n (Hopma — 0-3,2 Ex/n).

ITpu nccnegoBaHMYM CYTOYHOI SKCKpeIMM MeIV C MOYOIA ITOTTY-
YeH HOPMaJIbHBbIif pe3ynbraT — 11,2 MKr/cyT (HopMa < 50 MKT/CyT,
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AHEeBPU3MBI CHCTEMBI BOPOTHOM BeHbI B 30% clydaeB MpoTeKa-
10T 6@CCUMIITOMHO, a B 50% — ¢ IepHOANYeCKN BO3HUKAIOVIMY
60/AMU B XXMBOTE HEOIIPe/le/ICHHOI JIOKaIM3aLM Y VHTEeHCUB-
HOCTH [2, 5].

Mbl coobIaeM 0 CTydyae MeNIOTYaTOl aHeBPU3MEI JIEBON BET-
BJM BOPOTHOII BEHBI y 14-7IeTHETO MOAPOCTKA, OCTOXHUBIIEICS
1uppo3oM nedenn. CKopee BCero, aHOMas GblIa BPOXKAEHHOI!
U [UINTE/IbHOE BpeMsI IIPOTeKana 6eCCHMITOMHO.

IMAarHOCTUYECKMIT opor ayst 6one3un Bunbcona-Konosanosa
>100 mkr/cyT).I1o ZaHHBIM MaTHUTHO-Pe30HAHCHOI TOMOrpaduu
TOZIOBHOTO MO3Ta, TaTO/IOTUM HE BBIABJIEHO.

ITo maHHBIM Y3V opraHOB OpIOIIHOI IIOOCTH, IIeYeHb YBEIN-
4eHa (eBast gosst 80 mm; I cerment — 40; mpaBast gorst — 142 mm),
KOHTYP ee HepOBHbIIi, BblpaxkeHHas An¢ dy3Has HEOFHOPOTHOCTD
U TUIIEPIXOTeHHOCTh IaPEeHXMMbl; BOPOTHAA BEHA pacUIMpPeHa
10 13 MM, CKOpPOCTb KPOBOTOKA CHIMKEHA — He 6o1ee 7,5 cM/cex
MM; JieBas BETBb BOPOTHONM BEHBI pacllMpeHa o 18 MM ¢ Typ-
Oy/IeHTHBIM XapaKTepOM KPOBOTOKA; IIe4eHOYHbIE BeHBI — XOJf
HECKOIbKO HEPOBHBIN, KPOBOTOK 3-X (baSHbHZ HU3KOCKOPOCTHOI,
TpajieHT C HIDKHEI HOJI0j BeHbl He 6omee 0,2 MM; BEHbI XKey-
Ka I IUIeBOojja MPU IBETHOM JIOI/IEPOBCKOM KapTUPOBAHUNA
He BU3Ya/IM3UPYIOTCS; Cele3eHKa CpefHMX pasMepoB (124x69 Mm),
MapeHXMMa OfIHOPOJHas, CpeJJHell 9XOT€eHHOCTH; CeNe3eHOYHasd
BEHa He PaclIMPeHa, CKOPOCTh KPOBOTOKA HECKOTIBKO CHIKEHA —
10-12 cm/cex MM.

T/ yTOYHeHNU A BbIABIEHHBIX M3MEeHEHMI ObIIV IIPOBEIEHBI J10-
IIOJTHUTE/IbHbIE METOAbI BUsyamusanun. 110 maHHbIM KOMIIbIOTEP-
HOJT ToMOrpaduyu OpraHoB OPIOLIHON HOTIOCTU ¢ BHY TPUBEHHBIM
KOHTpacTupoBaHueM (puc. 1 A-I') oTMeueHO: TeyeHb YMEPEeHHO
yBenM4eHa B pa3Mepax (monepeynsle pasmepsl 110 MM X 209 M,
BEPTUKAIbHBI — 141 MM), KOHTYPBI IIe4eHM O HVDKHUM OTfe-
JIaM KPYIIHO OYTPUCTBIE C HaM4MeM JYCIPOIOPIMOHATbHOCTI
CErMEHTOB JIEBOJ JJO/IN, TaPEHXMMA TP KOHTPACTUPOBAHNI HETO-
MOT€HHas, PEHTTeHOBCKas IJIOTHOCTD He M3MeHeHa. B mpoekium
VIII cermeHTa oIpeie/IAI0TCA efYIHNYHbIe Ka/IbLIMHATHI [IaMeTPOM
2-5 MM. OneMeHTBI BOpoT fuddepeHIpoBaHsl. [laMeTp IpaBoii
BETBM NOPTabHON BeHbl 10,5 MM, neBoit — 11,5 MM. B gucrans-
HBIX OTZe/aX JIEBOIl BETBY IIOPTA/IbHOI BEHBI (B IPOEKINN ee
Ie/leHNs Ha CeTMEHTapHble BETBU) OTMEYAEeTCA ee BapUKO3HOE
pacmupenue fio 23 MM B fiuaMeTpe. CerMeHTapHble HOPTaIbHbIe
BETBM IIPABOI U JIEBOI JOJIEl PacHONOXKeHbl TUIIMYIHO, IPOCTIe-
JKMBAIOTCA [0 Hepudepun, 6e3 yIacTKOB BApMKO3HOTO PACIIN-
penus. IleueHoYHbIe BEHBI ytameTpoM 7-14 Mm. HyoxHAs nonas
BeHa AnameTpoM 20-25 mM. CernedaéHKa OOBIYHO PacIIONIOXKEHa,
¢dbopMa 1 IJIOTHOCTD ee He M3MEHEHBI, II0IepeYHble pa3Mephbl —
55 MM x 113 MM, BepTukanbubiii — 122 mm. IlopTanbHas BeHa
IuaMeTpoM 16 MM, ceneseHOYHas 10 12 MM. BeHO3HBIX KomaTe-
pareif He BbIABIIEHO.

AHamornuHble M3MEHEHMUA OOHAPY)XEHBI U IO JAHHBIM
MarHuTHO-PE30HaHCHOI ToMOrpaduy OpraHoB OPIOLIHOI IO/IO-
cu (puc. 2 A, B).

BoinonHeHa fuarHocTuyeckas aanapockonus (puc. 3): npu
PeBM3UY OPTAaHOB OPIOIIHOI TOIOCTH JIeBast JOJIA IeUeHN YBeTn-
JeHa B 00'beMe, MIMeeT CHHIONIHO-6arpoBBIil LIBET, OTeUHa, Kpait ee
3aKpYI/IEH, TPY Ia/IbIIAlMM 3a5KMMOM IJIOTHO-9/1aCTYHO KOHCHK-
CTEeHIIMM, CTPYKTYpa AudPy3HO-HEOFHOPOHA € TOAKAIICYIBHBIMMU
KpOBOM3IUAHMAMY; IIpaBas NONA IeYeH) B pasMepax He YBe/lIn-
YeHa, Kpail HepOBHBIIl, IOBEPXHOCTb MENKOOYTPUCTaA, CTPYKTypa
HeofHOpofHa. B3sita KpaeBast 6MOICHSA MEUeHN.

BeinonHeHo MOpOIOrnYecKoe NCCIeOBaHMe TelaToONoNnTaTa
(puc. 4 A, B): Kanicyna yMepeHHO yTOJIIeHa 3a CYeT CKIepo3a,
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TIOfI, KAIlCy/oit — 30Ha KpoBousnuAHuit. IlopranbHbie
TPaKThI IIMPOKHeE 3a cueT puOposa, MHOXKECTBEHHBIE
HOPTO-TIOPTA/IbHBIE CeNThI. LleHTpanbHble BeHbI XOPO-
o pas3nnuuMbl. [IperMyLiecTBeHHO B CyOKaINCyIAp-
HBIX OTHE/IaX BCTPEYAIOTCS HOMbKM Oe3 LIeHTPaIbHBIX
BeH. B mopTa/bHBIX TpaKTax onpepenanTca cado mpo-
nudepupyrolie >KelTdHble IPOTOKI, IPOCBET B HEKO-
TOPBIX IUIOXO PA3/INYMM, IPOTOKY AeOPMUPOBAHBI,
BOKDYT eJMHIYHBIX — HepUAYKTaIbHbII Pubdpo3s. B or-
TebHBIX MOPTa/NbHBIX TPaKTaX — IIMPOKNME CTEHKM
LIEHTPaJIbHBIX BeH. B OT/e/IbHBIX MOPTa/IbHBIX TPAKTaX
OIIpefIeTIAIOTCS pacCessHHbIE MMMQOIMCTIONNTaPHbIE
MHOUIBTPATH, HOTPAaHNYHAS IIACTVHKA COXPAaHEHa.
TemaToILUTEI OOBIYHBIX Pa3MepOB, GOPMBI, 6aTIOUHOE
CTpPOEHME PAa3NUYMMO B OT/JE/IbHBIX IIONAX 3PEHMA.
HeMHorounucneHHble renaTonuThl GOPMUPYIOT afie-
HOMAaTO3Hble CTPYKTYpbL. IIMTOIIa3Ma TenaTonuToB
MEJ/IKO3€PHICTasA, CBEeT/IasA, B YaCTY TelaTOLMTOB OIIpe-
IeNAITCA IpOo3payHble BaKyonyu (Kuposas JUCTPO-
¢us remaronyros). Hakornenne IVK-no3utuBHOrO
BelljeCTBa HEPaBHOMEPHOE, IIOJTHOCTHIO BHIMBIBAETCS
mpu 06paboTke aMuIa3oi (JaHHBIX 32 HEOCTATOY-
HOCTb a-l-aHTuTpuncuna Her). XKenesa npu okpacke
ITeprncy He 06Hapy KeHO (FaHHBIX 32 FEMOXPOMATO3 HET).
HabyxaHie KyndepoBcKux KIeTOK. 3aK/T0ueHNe: B IIpe-
I1apaTax MedeHy MIPUCY TCTBYIOT IPU3HAKM XPOHUYECKO-
IO NIepUIIOPTAIbHOTO TeIIaTNTa HU3KOJ CTEIIeHN) TUCTO-
JIOTMYeCKOVl aKTUBHOCTH 6e3 yueTa ckeposa. MHmekc
TMCTOJIOTMYECKO CTeNeH) aKTUBHOCTY IIO LIKaje
Knodell — 4 6amna (I- A, II-C, III -B). iapexc ckiepo-
3a 1o 1mkajne Desmet — 4 6asna (bopmupoBanue Lup-
posa). Cabo BeipaskeHHas Iposidepariys XeTIHbIX
1poToKoB. CK/Iep03 CTeHOK ITe4YeHOYHBIX BEH Y apTepMit.
KomuuecTBeHHOE cofiepykaHMe Meay B OMoONTaTe Iede-
HU — 7,76 MKT/T (HopMa < 50 MKT/T, BMarHOCTNYECKIIT
nopor 1pu 6ome3sun Bunbcona-Konosanosa >250 MKr/t
CYXOTO BellleCTBa).

ITo maHHBIM MOJIEKY/IAPHO-T€HETUYECKOTO JMCCIIe-
JOBaHMUs, TATONOTMYECKUX BapuaHToB reHoB ATP7B
u SERPINA1 He BBIABIIEHO.

3aKknuyeHune

OmnucaHHBI CTydalt MHTepeceH TeM, YTo 3abo/IeBaHIe
B TeueHMe JIIUTeTbHOTO BpeMeHM IPOTeKaao 6eccuM-
IITOMHO, ¥ XKaJI00BI Y TMal[eHTa IOABVINCH TONBKO
K 14 rogaM noce anneHgsKTOMMUM ¥ HOCU/IY HeCIIeIN-
¢duruecknit xapakrep. He MCK/II04€HO, YTO B OTCY TCTBUM
OIEpaTHBHOTO BMELIATeNbCTBA KaK TPUITEPHOTO (ak-
TOpa MOABICHNs CUMIITOMATUKM TIATOMTOTHs GblIa Obl
IMArHOCTUPOBAHA TOpasfio M03fHee — Ha CTafluM Jie-
KOMIIeHCAIIM IIMPPO3a IeYeHM, YTO OTPULIATEILHO OB
CKa3aJ10Ch Ha IPOTHO3€ 3a00/IeBaHNA.
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K crarbe

AHeBpu3Ma JIeBOJI BETBU BOPOTHOI BEHBI Y MOAPOCTKA — PeIKOe KIMHIYeCKoe Hab moaeHe
(cTp. 134-138)

To article

Aneurism of the left portal vein branch in a teenager — a rare clinical case (p. 134-138)

Puc. 1A-T.

Pe3ynbTathl KOMNblOTEpHO TOMOrpadum opra-
HOB GPIOLIHON NONOCTU NaUneHTa (aKcranbHas
NN0CKOCTb): A — HaTuBHaA da3a uccnefoBaHus,
KOHTYpbl MeYeHn KpynHobyrpnucTble, Lucnponop-
LIMOHaNbHOCTb CErMEeHTOB NeBol fonu; b — npu
KOHTPACTUPOBaHMU B ANCTaNbHbIX OTAENaX
NeBO BETBY NOPTanbHON BeHbl (B MpoeKLumn

ee leNneHns Ha CerMeHTapHble BETBY) OTMeYa-
eTcA ee BapuKo3Hoe pacwupenue; B, — MIP-

1 3D-peKoHCTPYKL MY, HArNALHO JeMOHCTPUPY-
loLLMe NaToNornyecKoe paclunpeHe Ha GoHe
Hen3MeHEHHOW CETN NeYEHOUHbIX BEH.

Puc.2A, b.

Pe3ynbTaTbl MarHUTHO-pPe30HAHCHON TOMOrpa-
G opraHoB 6pIOLLIHON MONOCTY NaLMeHTa:

A — T2-B3BelueHHOE 1300pakeHune B aKcuanb-
Holi nnockocTn, b — T2-B3BeLeHHoe n3obpaxe-
HUe BO GPOHTAIbHOW MIOCKOCTU.

Puc. 3.
BHewWwHWI B neBoi Aonn neyeHmn
npu nanapockonuu (onucaHue B TEKCTe).

Puc.4A,b.

Pe3ynbTatbl CBETOBOW MUKPOCKONMUM B1ONTaTa NeyeHu
nayumeHTa: A — pacluMpeHHbIA MOPTaNbHbINA TPAKT C pacce-
AHHOM NMMOrUCTNOLUTAPHON UHPUNBTPALIMEN C COXPaHe-
HWEeM NOrPaHMYHON NNACTUHKK, BANIOYHOE CTPOEHNE pa3-
NNYKUMO B OTAENbHbIX NOMAX 3peHus, B YaCcTV renaToLMToB
onpepenaoTcA Npo3payHble BaKyonu, CnaboBbipaxeHHan
nponndepaumnsa XenuHblx NPOTOKOB, OKpacka reMaToKCu-
JINHOM 1 3031HOM, YB. 100; b — fonbKa 6e3 LeHTpanbHow
BEHbl, MHOXKECTBEHHbIE MOPTO-NOPTabHble CeNnTbl, OKpacka
NUKpPodyKCMHOM No meToay BaH-Tu3oHa, yB. 100
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