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JlaHo onucanne HeOObIYHOM JIOKAIM3ANMH B 00JACTH BOPOTHOIi BeHbI KABEPHO3HO# TpanchopManuu (KaBpeHOMbI), BbI3BABLIEH KJIH-
HUKO-TeMaTOJIOTHYECKYI0 KapTuHy cunapoma Kazadaxa—MeppuTTa v NOpTaJIbHYIO TMIIEPTEH3UI0 Y MaJIbYuKa 7 JIeT.
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The paper describes the unusual location of cavernous transformation (cavernoma) in the portal vein, which has caused a clinical and
hematologic picture of Kazabach—Merritt syndrome and portal hypertension in a 7-year-old boy.
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Ma/zblmlc H., 7 ner moctynun 22.11.2013 . B 15-¢
otmeneHne MOpPO30BCKOW TOPOJICKOW JeT-
CKOM KJIIMHMYECKOU OOJBbHMIIBI C kajobaMu Ha 60yu
B XuBote. bonu B xuBore ormeuatorcs ¢ 2010 . O6-
cJIeoBaJICS B IMMOJUKIMHUKE I10 MECTY XKHUTEIbCTBA.
ITpu ynbrpazBykoBoM ucciaeaoBanuu (Y3W1) 6b11a 06-
HapyXeHa yMepeHHas rermartociieHoMeranus. B aHa-
N3¢ KPOBM OTKIIOHEHUH OT HOPMBI He BBISIBJICHO.
[Tosrygan depMeHTHI, aHTAIIMABI; OTMEUEHA TTOJIOXKM-
TeJlbHasI AMHAMUKA; B TeUeHUe TocenHuX 1,5 et Xa-
100 Ha 6osim He nipeabsaBisyi. C 18.11. 2013 . BHOBB
cTajn XaJjloBaTbCcsl Ha 6onu B kuBoTe. Ilo maHHBIM
VY3UW renarocrnjieHoMeraausi, MpU3Haku XOJELUCTU-
Ta. B ananuze xpoBu — TpomOouuTorneHus (Uudpbl
HE YKa3aHbl), YBeJIWYEHHE BPEMEHHU CBEPTHIBAHMUS
o CyxapeBy no 11 MuH; peGeHOK OBbLI HampaBjieH
Ha TOCITUTATN3AIHIO.

ITpy moCTyNJIeHUU COCTOSTHUE CPEIHEN TIKEeCTH,
co3HaHMe sicHoe. Temrmeparypa Tejla HOpMaJibHas.
IMynbc 90 B MuHyTy. KOXHBIE TOKpPOBBI W BUAWMBIE
CIIU3UCTBIE O0OJOYKM dYHUCTHIe. [IpU3HAKW TreMop-
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parnyeckoro CHWHIpOMa OTCYTCTBYIOT. [lepudepu-
yeckue JTUMGATUIECKUE Y3JIBI OOBIYHBIX Pa3MepOB.
B nerkux Be3WKyJIsipHOE ObIXaHUE, XpUIOB HeT. Cep-
IIEYHBIC TOHHI SICHBIC, PUTMUYHBIE, IITYMBI HE BBICITY-
muBaTCsA. KWBOT MSATKUI, yMEpeHHO O0o0Je3HEeH
MIpY TajJblaliliy B Me3oracTpuu. [ledeHb HUXE Kpas
pebepHoOi myTu cripaBa Ha 3 ¢M, ceJie3eHKa MaJIbIIupy-
eTcs Ha 4—6 CM HIKe JIEBOTO pebepHOTO Kpasl, OUYeHb
IUTOTHasI, 6e300JIe3HEHHAs, IIOBEPXHOCTD €¢ TJIaaKas.
CTyJl HOpMaJIbHBIN, PETYJISIPHBIA.

AHanu3 KkpoBu ot 25.11: 1. 4,2+ 10% op. 4,4+ 10'%;
Hb 132,6 v/m; tp. 110+ 10% 11. 3%; ¢c. 67%; 5. 2%; MOH.
5%; mum. 23%. COD 4mm/4. Bpems cBepTHIBaHUSA
W JUTUTEJbHOCTb KPOBOTEUCHUST B HOPME.

buoxumuueckuii aHanu3 KpoBu oT 25.11: oOuii
U HEMIPSAMOU OUNUpPYOUH, Kanuil, HaTPUil, UOHU3U-
pOBaHHBIN KaJblLMii, 1egaoyHas ¢ocdarasa, TpaHca-
MWHa3bl, TaMMa-TJIyTaMUITpaHCIIeNITHAa3a, aMIIasa,
aHTUCTpeNnToJM3nH-0, C-peakKTUBHBIN OeJIoK 6e3 oT-
KJIOHEHUI OT HOPMHEI.

Koarynorpamma ot 25.11: npoTpoMOWHOBBIN UH-
nekc mo KBuky 59% (pedepeHTHOe 3HaueHHe 79—
140%); MHO (MexayHapoaHOoe HOPMaJIM30BaHHOE
otHomeHue) 1,41 (pedepeHTHoe 3HaueHue 0,85—
1,15); mporpombuHoBoe Bpemsi 15,5 c (pedepeHT-
Hoe 3HaueHue 09,4—12,5 c¢); dubpuHoren mno Kia-
yey 1,48 r/n (pedepenTHoe 3HaueHue 2,4—5,0 r/n);
TpoMOUHOBOE BpeMs 28,2 ¢ (pedepeHTHOE 3HAUYCHUE
15,8—25,0 ¢); akTUBUpPOBAaHHOE YaCTUYHOE TpoMOO-
miactTuHoBoe BpeMsi 47,5 c (pedepeHTHOE 3HAUEHUE
25—36,6 ¢); 3TaHOJOBBII TECT — OTPULATEIbHBI.

HBsAg, antutena k Bupycy remarura C, BUY,
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BUpycy OnuteitHa—bapp He oOHapyXeHbl. AHaIu3
KpPOBM Ha ONMMOPTyHUCTUYEeCKUEe WHdekuuu ot 25.11:
Ch.pneumonia 1gM u IgG, Cytomegalovirus IgM u IgG,
Herpes simplex 1/11 IgM, Herpes simplex II IgG,
Mycoplasma pneumonia 1gM n IgG, Tokcomnnasma IgM
u IgG — orpuuarensHsie; Herpes 1 IgG >200 En/mn
(pedepentHoe 3HaueHue 0,0—22,0 En/mir).

OO01uii aHaIu3 MOYM 6€3 OTKJIIOHEHUIA.

AHanu3 Mouu Ha nuacrtasy 312 E/n (pedepeHT-
Hoe 3HaueHue A0 500 E/n). AHanu3 Kajia Ha CKPBITYIO
KpPOBb OT 25.11 — oTpuUUATETbHBIA.

D3oaroractpoayomeHockonus ot 26.11. Hauwn-
Hast ¢ 25CcM OT pe3l0B B IIPOCBET MUIIEBOAA Ha 3 MM
BBICTYIIaIOT BEHO3HBIEC CTBOJIBI IMUPUHON 1O 5-6MM;
Kapaus COMKHYTa; NP WHBEPCUM CIU3MCTasT TLIOT-
HO OXBaTBIBaeT ammapaT, HO Ha IMUPUHE 10 7 MM BO-
KpyT ammnaparta KOJIbLEBUIHO MPOCBEYMBAET BEHO3-
Hoe crieTeHue. B xenyake HeOOJbIIOE KOJIUYECTBO
KeJyIOUuHOro cojepxxumoro. Cinuszucras nacTto3Has
peIxjas, Tyckias. HepaBHOMepHO YMepeHHO THU-
TepeMUpoBaHa. B JyKoBUIle W HUCXOISAIIEM OTHENe
NBEHAIIIATUIICPCTHOM KUIIKKW CIW3UCTasT IacTO3Ha,
HEepaBHOMEPHO YMEpPEeHHO THUIIepeMUpOBaHa C eIau-
HUYHBIMY BBICHIITAHUSIMY TUTIA «MaHHOM KPYyTbl». 3a-
KJIIOYEHUE: TacTPOAYONECHUT, obocTpeHue. Bapukos-
HOE paclIMpeHne BeH MUIIeBOA.

VY3U opromHo#t monoctu ot 28.11. [leuyeHb: TO-
rmorpacdus He U3MEHEHa, pa3Mephl HECKOJBKO yBe-
maeHsbl. [IpaBast nonst 116 MM (BbIIIe HOPMBI), JTeBas
55MM, mepBbIii cerMeHT 18 cMm, mapeHXuMa OObIU-
HOM 3XOT€HHOCTHU, «3¢PHUCTAsT», COCYIbl M3MEHCHBI:
B TIPOEKIIMY BOPOTHOM BEHBI OTIpeIeIIeTCSI KaBepHO-
Ma, pa3Mmepbl 37x21 MM, TaKxXe OIpeaeaseTcss CTBOJ
BOPOTHOM BeHbI AUaMeTpOM 10 10 MM (Bblllie HOPMBbI)
U ee TIpaBas BeTBb. KpOBOTOK IO CTBOJIY M JIEBOI BET-
BU BOPOTHOW BEHBI HOCUT MOHOMAa3HBIN XapakTep,
cucrtonnueckas ckopoctb 13—15c¢m/c (Hopma 20—
25¢cm/c). KenuHblit my3bIpb 00ObIYHOU HOPMBI, CTEH-
KM YTOJIIIEHBI 10 4 MM, YIJIOTHeHBI. [lomkemymou-
Has XeJie3a: pa3Mepbl He YBEJIWUYEHBI, Tomorpadus
He U3MEHEeHa, KOHTYpPHl YeTKue, poBHBIe. Cene3eH-
Ka: Tororpacdus He U3MEHeHa, MapeHXUMa OOBITHOMN
9XOTeHHOCTH, OXHOpPOAHas. Pa3zMepsl 3HAUYMTEIBbHO
yBenuueHbl 74x44 MM (Hopma 60,5%x30,5mMm). Cene-
3¢HOYHAasl BeHa B MPOCKIIMHM BOPOT AUAMETP A0 7 MM
(HopMma 10 SmMm). bploumiHas monocth: cBOOOAHON
XKUIKOCTU W MATOJOTUYECKUX BKIIOUEHUM HeT. 3a-
KJTIOUEeHHE: 3XO-TIPU3HAKYW TOPTAaJbHOM TUTIEPTEH-
3UM Ha (hoHEe KaBepHO3HOU TpaHCGhOPMAIIMA BOPOT-
HOWM BEHBI.

KoHcymnpranmst remarosnora ot 26.11: yoenuTensb-
HBIX TaHHBIX O TeMATOJOTHYECKOM 3a00JIeBaHUU HET.
ITo pe3ynbraTaM NpPOBEACHHOIO OOCIETOBAHUS BHI-
sBJIeHA TOpTajibHasl TUTIEPTeH3UsI. B HacTosIIee Bpe-
Ms B IPOBEACHUN MYHKIIMOHHON OUOICHUYM KOCTHOTO
MO3ra He HyXIaeTcs.

BoabHoit Beimucan 29.11.2013 r. ayst KOHCyIbTA-
LIUU C XUPYPTOM.

OCHOBHOW JMarHo3: BapuKo3Hasi TpaHcdopMa-
1IMsI BOPOTHO# BeHbI, cuHapoM Kazabaxa—MeppuTra.
Ocyio)XHEeHWE OCHOBHOTrO 3a00J1€BaHUsI: CIIJIEHOMera-
Jvsi, mopTajbHas runepreH3usi. ConyTCTBYIONIUMA Au-
arHO3 — racTpolyoJeHUT, (pa3za obocTpeHUs.

OBCYXJIEHUE

CHUMNTOMOKOMILUIEKC  TeMaHruoMa U1 TpomoOo-
uuTorneHusi Obl1  BrepBble omnucaH H. Kasabach
u K. Merritt B 1940 1. 1 mojy4usa Ha3BaHUE CUHApPOMA
no uMmeHu aBTtopoB [1]. [eMaHTMOMa MOXET JOKaIM-
30BaTbCsl B pa3HbIX YacTsAX opraHu3ma. Yame Bcero
Ha KOXe, KpoMe TOro, B [I€YeHU, CeJIe3eHKe, OpraHax
nbIxaHus [2—6] u np.

TpoMmOoUUTONEHUS MPU FTEMAHTUOME MOXET OBbITh
HEOOJbIION, CYOKIMHUYECKOU U HE MPOSBISITHCS
KPOBOTEYEHUSIMU, HO MOXET ObITh Mypnypa. B To xe
BpeMsl OMUCAHBI TSXeJble TPOMOOLMTONMEHUYECKHUE
Kpu3bl ¢ npody3HbIMU KpoBoTeueHussmu [7, 8]. Te-
MaHTMOMBI, JIOKIU3YIOLIKECS B I€YEHU, MOTYT CJy-
KUTb TPUYMHONW MOPTAJbHOW TUNEPTEH3UU BCIEH-
CTBME CAABJIEHUSI COCYIOB MOPTaJbHOU cUCTEMBI [7,
9, 10].

B ob6cyxnaemom ciyyae y O01bHOTO OBLIM BBISIB-
JIeHbl MPU3HAKW MOPTAJbHOU TMIEPTEH3UU: CILJIEHO-
Merajius, BapuKO3HOE paclulMpeHUe BeH MUIIEeBOAa,
HEPEe3KO BbIPAXEHHbIE MPU3HAKU CUHApPOMA TUIEep-
cruieHu3Ma (yMepeHHasi TpomOouuTtomneHus). W3-
BECTHO, YTO CPEIU MPUUYMH MOPTAJIbHOU TUIIEPTEH3UU
MOTYT OBbITbh BPOXIEHHbIE AHOMAJUU BOPOTHOI BEHHBI,
Takue Kak cllaBjeHue pyOdlamu, OMyXoJiblo, CTEHO3
WK o0uTepalusl cejie3eHOUYHOl BeHbl. WMwmeercs
onucaHue TpomM0OO3a BOPOTHOW BE€HbI KaK MPUYUHBI
nopTajibHO runepTeHsuu [11].

B Hamem HaGnoaeHUUM Oblia BhISIBJIEHA HEOObIU-
Hasl IpUYUHA NOPTaJbHOU rMNEPTEeH3UU, COOOIIEHNE
0 KOTOPO#l B JOCTYMHOU JMTEpaType HAWTHU HeE yaa-
Jloch, — KaBepHOMa BOpOTHOI1 BeHbl. KaBepHOMa co-
CTOUT W3 Pa3jUYHbIX MO pa3Mepy COCYIUCTHIX MOJO-
cTeil, B KOTOPBIX MPOUCXOAUT pa3pyllleHUe KPOBSHBIX
KJIETOK, B IepBYIO ouepenb TpomoOouuToB [4]. Hanu-
yue y pebeHKa KaBepHOMbI B MPOEKIMU BOPOTHOM
BEHbl COMPOBOX/IAJIOCh PACIIMPEHHWEM CTBOJIA BEHBI
U 3aMeJiJIeHueM KPOBOTOKA MO HEM, YTO CTaIo MPUUK-
HOM MOPTaJIbHOW TMIIEPTEH3UU.

3AKJTIOYEHUE

Takum o6pa3oM, B NMpeACTaBIEHHOM HaOJIOAEHUU
y 60o1bpHOTO MMean MecTo cuHapoMm Kazabaxa—Mep-
puTTa, OOYCJIOBJIEHHBIM KaBepHO3HOW TpaHchopma-
1Mell B MPOEKUMU BOPOTHOW BeHbI (KaBEPHOMOIA),
OCJIOXKHEHHBIM ITOPTATBHOM TMITIEPTEH3NE.
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