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Pesiome

AKTYanbHOCTb. B KnMHUKe pa3nnuHbix 3abonesaHuin (0cobeHHo remaTonoruyeckunx) cuiapom bagaa-Kuapw 3aHumaer 3Ha-
uMMoe MecTo. Bo3HMKHOBEHE HapyLLeHUA KPOBOTOKA B CICTEMe BOPOTHOM BEHbI MOXET ObITb MaHWUbeCTaLvel N eauH-
CTBEHHbIM CUMMNTOMOM, NPOABAALIMM Cebs B pafe 3a0601eBaHMiA. YunTbiBaa ObICTPOE PasBuTVe NOPTANbHOW rMNepTeH3ny,
JaHHbIFA CUHAPOM TPebyeT ObICTPO ANArHOCTUKY 1 CBOEBPEMEHHO HauaTbiX IeYebHbIX MEPONPUATUI, a Takxe NpoBefe-
HIS KOMMNIEKCHOTO 00CNeJ0OBaHWIA 1715 BbIABIEHWA STUONOTMYECKON NPUUMHBI CHAPOMa baaaa-Knapw.

Llenb: 8 gaHHOM paboTe NpoAeMOHCTPUPOBAH KIMHUYECKMIA Clyyalt MauveHTKr ¢ cuiapomom baaaa-Kuapw, HeobbluHbiM
TeueHVeM 1 CoUYeTaHVeM 3TUONOTNUECKMX GaKTOPOB, MPUBEALINX K HEMY.

Matepuanbl 1 MeTofbl. B kauecTBe MaTepuanoB UCMOb30BaNNCh AaHHbIE U3 UCTOPWM BONE3HU NALMEHTKH, HaXOABLIENH-
CA Ha NeYeHUm Ha OTAEeNeHUM 06LLEeN XPYPIiv TOPOACKO MHOrOMPOGUIbHOM 60MbHHLEI N 2, KIIMHWKY FTOCMUTaNbHO
xupypriv BoeHHo-MeanUMHCKOW akapemun, CaHKT-MeTepbypr.

MonyyeHHble pe3ynbTaThl. I3 aHaMHe3a M3BECTHO, UTO Y NaLMEHTKY Yepe3 3 MecsALla Nocsie POfIOB Pa3BIUNCA BbIpaKeH-
HbIA acUMT, NO NOBOAY KOTOPOro Be3ycnelHo 0bcneaoBanach y r’MHEKONOTOB ANA NCKIOUEHNS ONYXONW ANYHUKOB. 3aTem
B X0fie NPOBe/ieHNs NabopaTOPHO-UHCTPYMEHTASbHBIX MCCNEA0BaHUIA GbiN MOCTABNEH OKOHUATENbHBIN AMarHo3 CMHAPOMa
bana-Knapu (TpoM603 MHTPANEeUEHOUHOMO OTAENA HUXHEN NOMON BEHbI B (ha3e HaCTUYHOM peKkaHanm3aumm) Ha GoHe
XPOHNYECKOTO MUENONPONMdEPaTUBHOIO 3a00NEBAHNA 1 TEHETUUECKI 1eTEPMUHNPOBAHHON TPOMOODUANN.

BbiBoAbI. Kak NoKasbiBaeT fAaHHbIN Clyyaid, Npy pa3BUTHV HELMPPOTAYECKON NOPTanbHOM rvnepTeH3ny Heobxoamumo
MCKNIOYaTb TPOMOO3bI COCYI0B NEUeHY, MPU BbIABAEHUM KOTOPbIX PEKOMEHAOBATb NPOBe/ieHYIe KOMMEKCHOro 06Cnefo-
BaHWA iNA UCKIIOYEHNA BCEX NPUUMH JAHHOrO TPOMO03a (FeHETUYECKMIA aHanmn3 Ha TPOMOOOMAIO, aHTUHOCHONMUNNAHDI
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KnuHuueckmne Habnwopenua | clinical case

cnHapoM, Jak-2 v617f ana ucknioueHna Mrenodrbposa 1 noamuuTeMin, 06CneaoBaHne Ha OHKonaTonoruio). MaHndecTa-
LMeit N eANHCTBEHHBIM CYMNTOMOM TPOMOOGUANK 1 MAVONATUYECKOTO MENoG1OP03a MOXET ObITb OCTPO BO3HUMKLLMIA
cmHapom baapa-Knapw, kotopeiid TpebyeT KOMMNEKCHOTO MeAMKaMEHTO3HOTO U XMPYPriYecKoro neyeHns, AanbHelLero
HabnoaeHNsA 1 B 0COBEHHOCTY NIeYeHNS NMPUUMHHBIX 3300NeBaHMIA.

KntoueBble cnoBa: cuHapom bapa-Kuapu, Mrenodnbpos, Tpombodunmns, HeuMppoTiyeckas nopTanbHas runepTeH3us

Summary

In the clinic of various diseases (especially hematological) Budd-Chiari syndrome occupies a significant place. The occurrence
of blood flow disorders in the portal vein system can be a manifestation and the only symptom that manifests itself in a
number of diseases. Given the rapid development of portal hypertension, this syndrome requires rapid diagnosis and timely
initiated therapeutic measures, as well as comprehensive research to identify the etiological cause of Budd-Chiari syndrome.

Objectives: In this paper we demonstrated a clinical case of a young patient with Budd-Chiari syndrome, an unusual course
and a combination of etiological factors.

Materials and methods. Data from the medical history of the patient who was on treatment at the surgical department of
the City Multi-profile Hospital N 2, Military-medical Academy St. Petersburg were used as materials.

Result. The patient developed severe ascites 3 months after delivery, for which she was unsuccessfully examined by gyne-
cologists to exclude ovarian tumors. Then, in the course of laboratory and instrumental studies, a final diagnosis was made
of Budd-Chiari syndrom (thrombosis of the intrahepatic part of the inferior vena cava in the phase of partial recanalization
against the background of chronic myeloproliferative disease and genetically determined thrombophilia.

Conclusion: As this case shows, in the development of non-cirrhotic portal hypertension, it is necessary to exclude hepatic
thrombosis, in the detection of which it is recommended to conduct a comprehensive examination to exclude all causes of
this thrombosis (genetic analysis for thrombophylia, antiphospholipid syndrome, Jak-2 v617f for exclude polycythemia and
myelofibrosis, examination for cancer pathology). Manifestation and the only symptom of thrombophilia and idiopathic
myelofibrosis may be acute Budd-Chiari syndrome, which requires complex medical and surgical treatment, further obser-

vation and especially treatment of causal diseases.

Keywords: Budd-Chiari syndrom, myelofibrosis, thrombophilia, non-cirrhotic portal hypertension

BBepeHune

3aboeBaHMA COCY/IOB MEUYEHM ABIAIOTCA HEYACTOI,
HO Ba)XXHOJ IIP06/IeMOJi TeIlaTo/IoOT Uy BO BCEM MMpe.
BonbINHCTBO 3TUX 3a60/I€BaHMIT XapaKTePU3yeT-
Cs HEMPPOTUYECKON NOPTaAbHOI TUIEPTEH3UEN,
CBSI3aHHOJI C BHICOKOIT 3a00/1eBaeMOCTBIO U CMEPTHO-
cTbi0. [IoaTOMY CBOEBpEMEHHA A VIATHOCTHKA JAHHO
IIATOIOTUM CIOCOOCTBYET ONTUMMU3ALNY IIPOTHO3a
y nanueHToB. OCHOBHbBIE 3a00/IeBaHM s COCYIOB Iede-
Hu: cuaapoM bang-Kuapu, HenmppoTndeckuit Tpom-
603 BOPOTHOI! BeHBI, UAMOMATUYECKA S IOPTaNTbHas
TUIIePTEH3M s, CUHAPOM OOCTPYKLMM CHHYCOUIOB,
ManbGOpMaluy COCYLOB MeYeH! NPV HACTIeCTBEH-
HOJI TeMOPPAarn4YecKoil TeIeaHTMIKTA3UM U TPOMO03
BOPOTHOIJ BEHbI IPK LUPPO3e.

Cuuppom baga-Kuapu -ato o6cTpyKiust (Tpom603)
NIeYEeHOYHBIX BEH, HAYMHAS OT eYEeHOYHBIX BEHYI J1O
MeCTa BIa/IeHN A HU)KHEl O7I0J BEHbI B IIPAaBOE Npef-
ceppye, KOTOpas IPUMBOAUT K HAPYIIEHUIO OTTOKA KPO-
BU 113 TIeYEeH N, BBI3bIBASA HEI[MPPOTUIECKYIO TOPTaTb-
Hylo runepTensuo. O6CTPyKIMM OTTOKA U3 II€YeH,
CBsI3aHHBIE C 3a60/IeBaHVSIMU CEPALIA, IePUKap/a MK
CHHIPOM CHHYCOUAAaNbHOI 06cTpyKIuu (SOS) nckio-
YeHBI U3 9TOTO ompefenenus [1,2]. Passutue gaHHOrO
CHHJPOMa B OCHOBHOM CBSI3aHO C TeMaTONIOTMYECKIMM
paccTpoiictBamu (MuenonponudeparuBHbie 3abose-
BaHMUs, HOYHAs IapOKCU3MajIbHasA FeMOITIOONHY U,

TpoMb60uUINA), CO 3T0Ka4eCTBEHHBIMY HOBOOOpa-
30BaHMAMM, JPYTUMU IpudnHamMu (6epeMeHHOCTD,
JleKapCTBEHHbIE IpenapaTsl, MHGeKnun), Ha poHe
LUppO3a MeYeHN, Y psifja 60NTbHBIX HUKAKUX CONYT-
CTBYIOLINX 3a00/IeBaHNUII [UATHOCTUPOBATDb He yha-
ercsa (upuomnarnyeckuit cuappom bappa-Kuapn) [3].
Cunppom Bagn-Knapu menntcst Ha mepBIYHBLI, BBI-
3BaHHBII TPOMOO30M B OTCYTCTBHE CLABIEHI A 00 BeM-
HBIMI 06pa30BAHUAMM, IPOPACTAHUEM 3I0KAIeCTBEH-
HOIT OITyXO/IM VI IIapasUTapHbIMU 3a60/IeBaHIAMIL,
Y BTOPMYHBII (IIpM Ha/IM4UY 9TUX Haronoruii). Ilpu
cuHppoMe bappa-Knapu BeHO3Has 06CTPyKLusA, CIIO-
COOCTBYS HAPACTAHUIO JABIEHVSI B CUHYCOMAIBHBIX
IIPOCTPAHCTBAX, IPUBOLUT K HAPYIIEHNIO BEHO3HOTO
KPOBOTOKA B CUCTEMe ITOPTAIbHOI BEHBI, IIOPTa/lb-
HOJI TUIIePTeH3U N U MOP(OIOTYECKUM N3MEHEHUAM
B TKaHM [IEYEH, IIeMIY ¥ HEKPO3Y IellaTOLUTOB. ITO
MOXXET IIPUBOAUTD K LEHTPonobyisapHomMy pubposy,
Y37I0BOJI pereHepaTUBHOM IMIePIIIasuy U/ up-
po3sy. HapymeHne BeHO3HOTO KPOBOTOKA IPUBOJIT
K TeIIaTOMETa/INIL, CIIOCOOCTBYS PaCTXKEHMIO KATICY /I
IeYeH! U BO3HUKHOBeHMUIO 6oreit. Y 9-20% 60/1bHbIX
cunppomoM Banna-Knapu BosHuKaeT TpoM603 BO-
POTHOII BeHbl [4].

KnnHndeckas KapTuHa HEOZHOPOLHA 1 Komebet-
Cs1 OT OTCYTCTBUSA CYMIITOMOB [JO MOJIHVEHOCHOI!



Cunppom bappa-Knapu y monopnoit xeHwuHbl ¢ Tpombodunueit... | Budd-Chiari syndrome at the young woman with thrombophilia...

Ie4eHOYHOIl HeIOCTaTOYHOCTH. beccuMnToMHOe Te-
YeHMe YacTO acCOLMUPYETCs ¢ Hamm4IyeM 6OMbIINX
[Ie4eHOYHbIX BeHO3HBIX Kostareparei [1]. ITpu ocTpoit
06CTPYKIMY ITeYeHOUHBIX BE€H BHE3AITHO IOSBIAIOTCA
PBOTa, MHTEHCUBHBIE 6OMM B AMIMUracTpanbHON 06/1a-
CTH U B IIpaBOM noApebepbe (BCefcTBIE HAOYXaHMS
IIeYeH U Vi PacTAXKEHNA IIMCCOHOBOI KaICy/Ibl), OTMe-
qaeTcs KenTyxa. [Ipu octpoit popme cuMnTomsl 3a60-
JIeBaHMA BO3HMKAIOT BHE3AIIHO U HOCAT BbIPa>KEeHHbIII
XapakTep ¢ ObICTPBIM IporpeccupoBanmeM. bonesun
6bICTPO IPOTPECCUPYET, B TeYeHVe HECKOTIbKIX JJHEe
pasBuBaeTCs NpU3HAKY HEIUPPOTUIECKOI TIOPTATIb-
Holl runepTeH3un. CaMbIM TPO3HBIM IPOSABIEHNEM
$ynpMUHAHTHOI GOPMBI ABJIAETCS MeYeHOYHO-KIIe-
TOYHas HEeJJOCTATOYHOCTb, KOTOPas IPOABIAETCA
HapylleHueM CuHTe3a 6enka, GPaKTOpPOB Koarys-
LIIOHHOTO TeMOCTa3a U CHIDKEHUEM Je3MHTOKCUKA-
LMOHHOI QPYHKIVY HeYeHN, YTO MOKET HPUBECTHU
K JIeTaIbHOMY MCXOJy. [IMarHos yctaHaBIMBaeTCsA Ha
OCHOBAHMM BbISABIEHNS OOCTPYKIMY IIEYEHOYHOTO
BEHO3HOTO OTTOKa. VlccnemoBanue nepBoit IMHUA —
ponmeporpadus, KOTopas uMeeT AMATHOCTUYECKYI0
4yBCTBUTENBHOCTD 6oree yem 75% [1], PTIC. Ecnu ve
mocTynHo Y3V, BHIIIOTHEHHOE ONBITHBIM CIIeI[May-
ctom, MPT u KT ucnonbsyrotca gnsa noaTBepKAeHN A
nuarHosa. Ilpu obpalieHny manueHTa aCLUT Ipu-
cyTcTByeT y 83% OONBHBIX, TemaroMeranua y 67%,
60 B )XUBOTE Y 61%, BapMKO3HOE paclIMpeHue BeH
nuigesosa y 58% u >Kenygo4HO-KMIIeYHble KPOBOTE-
yeHuAy 5% [5]. IInd McKIr04eH1 s reMaToNIOrMYeCKUX

KnuHnuecknn cnyvanm

IManmuentxa II. 28 neT, nocTynuna B l'oponckyio MHO-
ronpoduapayio 6onpanny Ne 2 Cankr-Ilerepbypra
¢ )xamobaMu Ha c1aboCTh, YBeludeHe B 06beMe
XKUBOTA, IUCKOMGOPT B IpaBOM HoApebepbe, MO-
TEPI0 MaccChl Tea 4o 2-3 KI 3a 1 MecAl, CHU>XeHNe
amNIeTUTa, CHIDKeHNe KoMndecTBa Moun. VI3 aHam-
He3a M3BECTHO, YTO 3 MecAlla Hasafl popna pebeHKa,
6epeMeHHOCTD U POABI IPOTEKAIN HOPMAIbHO, 6e3
ocnoxxHeHnit. IlanmeHTKa oTMeYaeT, YTO B OTHOM
aHanM3e KPOBY OBIIY HE3HAYUTEIbHO IOBBILIEHBI
TpoMOOLMTEL. JlaHHBIE )KaT0ObI MOABVIINCH B Tede-
HIe TIOC/IefHeT0 MecsAlla, 06paTniach K TepanesTy,
Obl/1a HallpaBjIeHa Ha 00C/efjoBaHye K TMHEKOJIOTY
IJ1A MICK/TIOYEeHU A OIYXO/IN AMYHUKOB. [IMaruos O
uckmodeH. [lanmeHTKka caMOTeKOM IOCTyNM/IA Ha
xupyprudeckoe orpenenue 'MIIb Ne 2, rge Haxo-
punachk 2 Hemenu. IIpu ocMoTpe GBI BBIAB/IEH 3HA-
YUTENbHBI ACIIUT, paCIIMPEHME COCYAUCTON CeTn
Ha IepefiHell OPIONIHOI CTeHKe, CYyOUKTepUYHOCTD
KO>XXHBIX MOKPOBOB. Ilo JaHHBIM KJIMHMYECKOTO
aHa/IM3a KpOBMU BBIABAJCA feiikounTos 11.7x10/9 1,
TpoM601MTO3 698x10/971. B GMoxuMMIecKoM aHaIN3e
KPOBM: IOBbIIIEeHNe 6Mmnpy61Ha 31.2 MKMOJB/T 3a
cuer npamoit pakuum, ITTII 120 Ex, AJIT 135E/7,
ACT 62 E/n, ormeuanocey camxenne [ITU mo 51%,
yanunerue AYTB no 32.7 cex, MHO 1.33, [I-numep
596. MPT opraHoB 6pPIOLIHOI IIOTOCTY, 3aK/II0YE-
Hue: Acuyut. lenatocnnenomeranus. JupdysHore
usMeHeHus nedeHu. C HaubOMbIIel BePOATHOCTDIO
BBIAB/ICHHBIE I3MEHEHVISI COOTBETCTBYIOT CUHAPOMY
Bapn-Knapu. ITanueHTKa O6bl1a IPOKOHCY/IBTUPOBaHA

3a6omeBaHMIl, KaK HEPELKO IPUIMHBI Pa3BUTUS
cuHppoma banpa-Kuapu, Heo6X0MMO IPOBOAUTH
pAn uccaefoBaHnit (KIMHUYECKNIT aHaNU3 KPOBY,
reHeTMYeCKe aHa/IM3bl Ha TPOMOOUIINIO, aHTUTENTA
K poconunupam, muenonponndeparuBHble 3a60-
nesauus (myranus JAK-2 V617F) [3]. Heobxomumo
MCKITIOUNTD 3/T0KaYeCTBEHHbIE 3a6071eBanmA. JledeH e
cunpgpoma bagna-Kuapu npoBoguTcs TONbKO B CTa-
[MOHape MeJMKAMEHTO3HBIMY M XU PYPru4eCKUMI
MeTofaMu. B 0CHOBe Tepammuu neXnT nedeHne mop-
Ta/TbHOVI TUIepTeHN Y (JledeHne aCiUTa, TUTMPOBaHNUe
BEH NNILEBOJa), aHTMKOATY/IAHTHaA Tepanns (Ha-
3HaYeHIe HIM3KOMOJIEKYIAPHOIO relnapuHa 5-7 gHen
B COYETAaHMU C 6eCCPOYHBIM Ha3HAUYEHMEM HEeIPSIMBbIX
AHTUKOATY/IAHTOB C noapepxxanueM MHO 2.0-3.0),
OIIBIT IPUMEHEHN S TPOMOONTNTIYECKUX IIPEMAPATOB
orpaHndeH [1,6]. B page ciy4aeB MOXXeT HPYMEHATD-
cs1 6annoHHasi AaHTMONIACTUKA M CTEHTUPOBAHNE,
TPaHCBIOIY/ISIPHOE IIOPTO-CUCTEMHOE LIYHTUPOBaHME
(TIPS), Hano>XeHMe COCYANUCTHIX aHACTOMO30B (IT0p-
TOKaBaJIbHBII, CIVIEHOpeHaNbHbIN) [7]. Y 60/1bHBIX
¢ cuappomomM Bapgma-Kuapu, kotopsie fanrenpHoe
BpeMs OCTAIOTCA 6e3 JiedeH N, IPOrHO3 Hebmaromnpu-
ATHBIN, CMEPTDb HACTYIIAeT B Pe3y/IbTaTe MPOrpeccu-
pYyIolleil IeYeHOUHO He[OCTATOYHOCTI B MEPUOS,
OT 3-X MecAIEeB [0 3-X JIeT ¢ MOMEHTA IOCTAHOBKM
nuarHosa. [6]. TpaHcITaHTaL M ITeYeHM [TOKa3aHa
npu ocTpoM tedenun cuugpoma bagn-Kuapu nnn
pY XPOHMYIECKOM TE€YEHNU C Pa3BUTHEM LMppo3a
nevenu [8].

reIaToNIorOM-raCTPOIHTEPOIOTOM, 3aK/II0UYeHe:
Cunppom baga-Kuapu (Tpom603 medeHOYHbIX BeH)?
Tpombodunus? MuenonponudeparuBHoe 3aborne-
BaHMe? PeKOMEHIOBaHO NMPOBeJeHMEe TPUIITIEKCHO-
TO MCCIeOBaHVe HYDKHEI MOJI0J BeHBI, IIeYeH0Y-
HBIX BEH, BOPOTHOII BEHBI, TeHETUIECKIUIT AHAIN3
Ha Tpombodunuio, Jak-2 v617F. IlpoBenseno Y3AT
COCYZOB IeYeHN: HIDKHS I0JIasi BeHa IPOXOAMMA,
paciimpeHa, fuaMeTp 21 MM, KpPOBOTOK 3aTPy/JHEH.
CeneseHouHas BeHa IMaMeTpoM 8,7 MM, KDOBOTOK
3aTpyAHeH. BopoTHas BeHa [uaMeTpoM 9 MM, Npo-
XO[MIMa IPOCBET CBOOOKHBIN, KPOBOTOK aHTErpaj-
HBIIi, TMHEHasdg CKOPOCTh KPOBOTOKA 16 cM/cek.
ITeyeHOYHbIE BEHBI IOLUPYIOTCA B IPOKCUMAIbHOM
OTHesle Ha MPOTSDKEHUN 3,5 CM, fasiee KPOBOTOK II0
He4eHOUHBIM BeHaM He KapTupyertcs. Jlonqupyrorcs
JNeBast, CPeHAA VM IPaBas Ie4eHOYHas BeHa, IPOCBeT
Cy>X€H HEpaBHOMEPHO 0 2—-5 MM, KPOBOTOK IIO TUILY
peKaHa/IM3MPOBAHHOTO (IIeYeHOYHBIE BEHbI CHaBIIe-
HbI?). JIoqMpyITCA MOPTOKaBaTbHbIE AHACTAMO3BL.
3akmodeHne: TpoM603 MeueHOUHBIX BeH, HIDKHEII
oot BeHsl ¢ cunapomoM bann-Kuapu B dase va-
CTUYHOJ peKaHanu3anuyu u GOpMUPYIOLIETocs KO-
JlaTepasbHOTO KPOBOTOKA. [laljieHTKe Ha3HaYEeHBI
HeIpsAMble aHTUKOATY/IAHTHI (BapdapuH), neueHue
He4YeHOYHOI HIledaronaTUy 1 MeYeHOYHO-KIIe-
TOYHOII HeJOCTaTOYHOCTH (flodanak, rema-mMepi),
acuura (BepormnupoH). Ha ¢oHe neyenus cocros-
HYe IallMeHTKNU YIyYIINI0Ch- YMEHbIINICA aCLIUT,
[IPOSIBJIEHNS [Te4€HOYHOM 9HI[e(aIONATUN, YIYI-
mnnuch nedeHouHsie TecTol (AJIT, ACT, bunupy6un).
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Amnanus Ha Jak-2 oKa3ascs MOMOXUTEIbHBIM, TeHe-
TUYEeCKUIT aHa/Iu3 Ha TpoMboduuio 65171 B paboTe.
Jns manpHeiero Xupypruyeckoro jedyeHns nauy-
eHTKa Obl/Ta HallpaB/ieHa B KJIIMHUKY TOCIUTAIbHO
xupypruu BMegA um. C. M. Kuposa, rpe 6bi1a Bbl-
[O/THeHa KaBorpadus ¢ MaHOMeTpIHell. 3aKII0deHIe:
Cy60KK/II03MsI BHYTPUIIEYEHOTHOTO OT/e/a HIK-
Heil 1010/l BeHbl. MHOXeCTBeHHbIe 3a0PIONITHHbIE
KaBa-KaBa/jbHble Konnarepanu. KapanbpHas runep-
TeH3Ms. bplsla 3amofo3peHa, a B jaJIbHellIIeM HOj-
TBep)XaeHa Tpombodunus. ViccnegoBanue KpoBu
IS BBIABJIEHUS TeHeTUYeCKMX MONMMOP(PU3MOB,
acCoLMMPOBAHHBIX C PUCKOM Pa3BUTUA TPOMODUIUN
BBISAABU/IO MYTaliMM B FeHaX IPOTPOMOMHA, PpaKTo-
pa JleitneHa u ¢pakTOpOB CBepTHIBaHUA KpoBM — F2,
F5, F7, F13Al, FGB, Serpine 1 (PAI-1), ITGA2-a2,
ITGB3-b. KoncynprupoBaHa remaronorom BMenA,
6bI/Ia IpOBefjeHa TPEMaHOOMOIICHS KOCTHOTO MO3Tra:
IepBuunbi Muenodpubpos, npepubpornyecas cra-
pus. [IpoBesieHO NOBTOPHOE UCCTIE/OBaHMeE KPOBY Ha
Hanmuuue Mmytanun JAK-2. Bpina BeisiBeHa MyTanus
V617F. B knuHMKe OBIIO TPOBeAEeHO KOHCEPBATUBHOE
JledeHMe, HallpaB/IeHHOe Ha yMeHbIIeHMe acliuTa
U IIpefoTBpalljeHre PasBUTHs peuANBa TPoMO03a.
A TaxXe npoBefieHa KOHCYIbTAallMA XMPYProB IO

BbiBOAbI

1. Kak moxasblBaeT JaHHbII cny4ait MaHndecTany-
el U eAMHCTBEHHBIM CUMIITOMOM TpoMbodumnu
U MAMOIIATIYeCKOTro Muenoduéposa MoxKeT OBITh
OCTpO BOSHMKIINIT cuHAPOM Banna-Knapn.

2. Cunppom Bapna-Kuapu Tpebyer cBOeBpeMeHHOI
IMAarHOCTUKM, KOMIIIEKCHOTO Me[JMKaMEHTO3HOTO
Y XUPYPIUIECKOTO JedeH s, HaTbHelIIIero Habmo-
IeHUs U, B 0COOEHHOCTI, IeYeHN I BBI3BABIINX €TO
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IIOBOLY XMPYPTUUECKOro IedeH s (9HFOBACKYIApHOE
CTEeHTMPOBaHIe HIDKHell I0JI0N BeHBI.

OKOHYaTeNbHBII [gMAarHo3 MalMeHTKMN:
Vipnonatuyeckuit Muenopubpos 2 crafus (MyTanms
JAK-2 V617F). Tpombodunus, accouunpoBaHHas
¢ monuMopdn3MOM B reHax nmporpom6buHa, pakropa
Jleitnena u pakTopoB cBepThIBaHMA KpoBH — F2, F5,
F7,F13A1, FGB, Serpinel (PAI-1,ITGA2-a2,ITGB3-b).
Ocnoxuenns: TpoM603 MHTPaIIE4€HOYHOTO OT/eNa
HIDKHeI 11071011 BeHBI ¢ cuHapoMoM bannma-Kuapn
B (pasze yacTuuHOM pexaHanuzauuu u GpopmMupy-
I0IIerocs KoJlaTepalbHOTO KPOBOTOKA Ha (oHe
cHaB/IeHNs 3a cueT PUOPO3HO-Y3TOBBIX U3MEHEHNI!
nedeHu. ProTupyroLKit TPOM6 IO IEYEHOIHOTO OT-
Iena HIDKHeT ool BeHbl. CyOKOMITEHCHPOBaHHA
nmopTajabHasA runepTeHsusa. [ematomeranams.
JuypeTUKOKOHTpONMpyeMblit acuuT. Ilpu Boimmcke:
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OpaHa [03a aHTUKOAryIAHTOB (BapdapuH). Beiro
HPUHATO pellleHNe 0TKa3aTbCs OT CTEHTUPOBAHUS
HIIB B cBA3K ¢ HanM4MeM CIOXKHOI reMaTo/IoTnye-
ckoit natonoruu. Havato nedenue mmenopnubposa
(anbda-uHTepdepoH). PekoMeHI0BaHO: UypeTude-
cKas Tepanus (TopaceMus, Bepounupo), I'ema-Mepu,
JTAKTY/IO34.

3a6oneBaHuIl: TPOMOOGUINY U USUOIATUIECKOTO
Muenodpubposa.
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CTOPOHHMII AMATHOCTUYECKUI TOVCK IPUYINHHOTO
3aboneBaHuA (KIMHMYECKMIT aHanmu3 Kposy, Y 3T
COCY[IOB IIeYeH, TeHeTIIeCKOoe UCCIeJoBaHMe Ha
tpombodunnio, Jak-2 v617f).

7. Komus B.H., Anenmuves C. A., JJaudzasa V. V. u coaem.
OHIOBACKY/IAPHbIE BMEIIATeIbCTBA B KOMIIEKCHOM
nedeHnM 60MbHBIX ¢ cuHApoMoM Bapma-Kuapu. JJoktop.
Py, 2016, Tom 118, Ne 1, C. 104-110.

Kotiv B.N., Alentiev S. A., Dzindzava I.I. et al.
Endovaskulyarnye vmeshatelstva v kompleksnom lech-
enii bolnyh s sindromom Badd-Chiari [Endovascular
interventions in the complex treatment of patients with
Budd-Chiari syndrome]. Doctor.ru, 2016, vol.118, no.1,
pp-104-110.

8. IHoovimosa C.[]. Cocynucreie 3a60/1eBaHMA TIeYEHU
C HapylIeHMeM BEHO3HOIO OT-TOKa: cuHpoM banma-
Kywapu u CMHIPOM CHHYCOMAATbHON OOCTPYKIIUN.
ITpakTryeckas meguunHa, 2014, Tom 77, Ne 1, C. 30-34.

Podymova S. D. Sosudistye zabolevaniya pecheni s
narusheniem venoznogo ottoka: sindrom Budd-Chiari
i sindrom sinusoidalnoj obstrukcii [Vascular liver
diseases with impaired venous outflow: Budd-Chiari
syndrome and sinusoidal obstruction syndrome].
Prakticheskaia medicina-Practical Medicine, 2014,
vol.77, no.1, pp.30-34.



