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Pesiome

Tpom603 BopoTHOM BeHbl (TBB) — 3T0 UacTvuHas Unm NofHasa OKK03KA KPOBOTOKA MO BOPOTHOW BeHe, BO3HMKaIOLLAsA
BCNeACTBME HanMuWA B ee NpocgeTe Tpomba. B HacToALLee BpeMA B KAMHIKe BHYTpeHHYx 6onesHet TBB cTan BcTpeyatbcA
uatte. MpryrHamm TBB MoxeT 6bITb MHOXECTBO GaKTOPOB, CPeAiM KOTOPbIX BbIAENAT MECTHbIE U CUCTEMHble. CUCTEMHble
GaKTOpPbI BKIIOUAIOT BPOXAEHHDBIE 1 NProbpeTeHHble TPOMOOGUANU. K MeCTHBIM GakTOpam OTHOCAT BOCMANUTENbHbIE,
VHOEKLMOHHbIE, OHKOMOTYecKme 3abonesaHusa opraHoB 6piowHoi nonoctr. OfHow 13 Hambonee BepOATHbIX NpuunH TBB
B HacTOALLEee Bpemsa PacCMaTpUBAIOT LMPPO3 NeYeHU.

B cTaTbe npeacTasneHbl AaHHble NUTepaTypbl, KNMHWYECKMe pekomeHAaLUmnm No BeAeHuio nauneHTos ¢ TBB npum obcyx-
JeHWV Tpex COBCTBEHHBIX KNMHMUYeCKX HabtoaeHnA nauyeHTos ¢ TBB, nprnuunHol KOTOporo cTanu pasnuuHble 3a60neBaHuA.

KnioueBble cnoBa: TpoMO03 BOPOTHOW BEHbI, TPOMOOGUINSA, 3N10KaUECTBEHHbBIE HOBOOOPA30BAHNS, LIPPO3 NeYeHN

Summary

The portal vein thrombosis (PVT) is a partial or complete occlusion of blood flow through the portal vein that occurs due
to the presence of a blood clot in its lumen. Currently, PVT has become more common in the clinic of internal diseases.
PVT can be caused by many factors, among which local and systemic. Systemic factors include congenital and ac-
quired thrombophilia. Local factors include inflammatory, infectious, and oncological diseases of the abdominal organs.
One of the most likely causes of PVT is currently being considered liver cirrhosis.

The article presents the literature data, clinical guidelines for managing patients with PVT in the discussion of three own
clinical cases of patients with PVT, which were caused by various diseases.

Keywords: portal vein thrombosis, thrombophilia, malignant neoplasms, cirrhosis
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Tpom603 BopotHoit BeHs! (TBB) - aTo yacTuuHast wim
II0/IHAA OKK/TI03MA KPOBOTOKA 110 BOPOTHOJ BeHe, BO3-
HMKaIoLas BCIECTBUE HA/IMYNA B ee IIPOCBeTe TPOMOa.
B mporecc MOTYT BOB/IEKaTbCA ee MPUTOKM. B HacToA-
1iee BpeMs B K/IMHMKe BHyTpeHHUX 6ore3Het TBB cran
BCTpeyaThCA He TaK pefiko. Ilo cTaTucTuke pacnpocTpa-
HeHHOCTb TBB B momynauuu olleHNMBAIOT Ha ypPOBHE
0,7-1 ciy4ait Ha 100 000 enoBex [1]. [Iprunnamu TBB
MO>KeT OBITh MHOXKECTBO (PaKTOPOB, CPEM KOTOPBIX
BBIZIEJISIOT MECTHbIE M/IN JIOKa/IbHbIe U CHCTeMHBIe [1].
K y10Ka/nbHBIM paKTOpaM OTHOCHT:

o LMPpO3 [EeYeHN,

o 3/I0KauyeCTBEHHblE HOBOOOPa3oBaHMs (remnaToLen-
JIOTIAIPHAS KapLTHOMA, a7IeHOKAPIIHOMA XXETY/IKa, TIOfi-
SKETYIOYHOM >KeTIe3bl, XOTTAaHTMOKAPLITHOMA, MM$OoMa),

e abpomuHanbHbIe MHGEKIN,

o BOCIIA/NUTENbHBIE 3a00/IeBaHM T OPIOIIHOI OIOCTH
(maHKpeaTnT, XOMELUCTUT, XOTTAHTUT, AIMEH AULNT,
nepdopanys s3Bbl, JUBEPTUKYIUT, BOCIAINTENb-
Hble 3a00/IeBaHMA KUIIEYHNKA),

. TpaBM])I HOpTa}IbHO]‘/‘[ BE€HBI BCII€ACTBUEC a6JIOM]/[-
Ha/IBHBIX ONlepannii (XONMeUCTIKTOMUS, CIJIEHIK-
TOMMUA, KOJIDKTOMU A, TpaHCHHaHTaI_U/IH He‘{eHI/I) nnmm
TPaBM GPIOIIHOI IOTOCTI

CucreMHBIe paKTOPBI BKIIIOYAIOT:

e HacleACTBeHHBle TpoMbopumuy (MyTanus
JleiineHa, MyTanuA reHa IpoTpoMOuHa, fepUIuT
€CTeCTBEHHbIX aHTUKOATY/IAHTOB — aHTUTPOMOVHA,
npoTenHoB C 1 S, I'MIIePrOMOLMCTENHEMIIS),

o mnpuobpereHHble TpoMbodUINK (TepBUYHBIE MU-
enonponudepaTupHble 3ab6oneBanmsA, aHTUPOC-
GONMMIUAHBIA CUHAPOM, OepeMeHHOCTD, TOPMO-
HajbHas Tepamus, MapOKCU3MalbHAs HOYHAs
remornobunypus (ITHT).

CoueraHue ABYX U 60/mee BPOXXJEHHBIX WK IPU-
006peTeHHBIX IPOTPOMOOTHIECKUX PAKTOPOB MIMEET
MecTto B 10% cryuae TBB. JlokanbHbIe U CICTeMHBIE
¢daxropsl 3auacTyo KoMOuHMpyoTcA. I[To faHHBIM
UCCIIelOBaHNUII IPOTPOMOOTIYECKIII areHT 0OHapY-
XKMBaeTCs y 36% GOMBHBIX C MECTHBIM (PaKTOPOM PHCKa
[2]. IToaToMy KNMMHMYECKME PEKOMEHALNM TI0 3a60-
JIeBaHMSIM COCYZOB IledeH), IpUHATbIe EBporelickoii
accoumanueit mo usydenuio nedenu (EASL) B 2016 .,
BKJIIOYAIOT C/IeAYIOLIVIe OMOXeHNUA [2]:

1. Heob6xopumo o6c¢cnemoBaTh manuedTos ¢ TBB Ha
MeCTHBIE Y CUCTEMHbIe IPOTPpOMOOTIYECKIE aK-
TOpBL. BoisiBIeHMe OfHOTO paKTOpa prcKa He OCBO-
60>xaeT OT HoMcKa Apyrux (Al).

2. lmarHocTU4ecKmit MONCK BKI0OYaeT BBIABICHNE
BPOXX/IEHHBIX 1 IPUOOPETEHHBIX (PaKTOPOB CKIIOH-
HOCTM K TpOM6 03y, MuenonponudepaTuBHbIe 3260-
JleBaHNA, IAPOKCU3MAIbHYI0 HOYHYIO FeMOIIo0M-
HYPUIO 1 ayTOMMMYHHBIe 3a6oneBauus (Al).

3. Heob6xopnmo 06cieoBaTh NalieHTOB Ha MECTHbIE
(dakTOpHI pUCKa, BK/I0Yas BOCHANINTENbHbIE 3200-
JIeBaHM U 3710Ka4eCTBEHHbIe HOBOOOpa3oBaHNUs
6prournoi monoctu (Al).

4. CKpMHMHT Ha CKIOHHOCTH K TPOM603aM JOKEH
BKJIIOYATh IpoTenH S, mpoterH C 1 ypOBEHDb aHTU-
Tpom6uHa (AT), nefiJeHCKY0 MYTaliIo, BAPUAHT
rena G20210A u aHTHdOChONMINAHDbIE aHTHUTEIA
(ADA). TIpu nonoxutenpbHoM pesynbrate Ha ADA
aHaJIM3 ClIeflyeT IOBTOPUTDH depe3 12 Hemenb (Al).
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Otnomenne mancos (OIII) passutusa TBB npu Ha-
anauu myTtauun JleiimeHa cocrapinser 1,9, a MyTauumu
reHa nporpomé6uHa — 4,48 [1].

[Tpumepom pasputua TBB npu cucteMHBIX Hapy-
MIEHNAX KOATYIALMN MOKET CTY>KUTb KITMHIYECKUIt
cnydait manueHTKu b., 35 11eT, KoTOpas o6paruiack 3a
MeIUIIMHCKON MoMolbio B Mmae 2015 1.

Mornopyto XeHIIMHY BIIepBbIe ITOC/Ie CTPecca CTaIn
6eCIIOKOUTD IIePUOAMIECKY BOSHMKAOLE MHTEHCUB-
Hble 60NN TAHYIEro XapaKTepa B IIPaBbIX OTAeIaxX
>KMBOTA, He CBsI3aHHBIE C IPMEMOM Uiy unn Gpusn-
4eCKOJl HarpysKoi. bonepoit cuHApOM KynupoBaics
IIpUeMOM HO-IIIIBI, HECTEPOUTHBIX IPOTUBOBOCIIA-
JINTE/IbHBIX IIperapaToB Ha KOPOTKUI CpoK. B Teue-
Hue 3 Helelb CMMIITOMAaTHKa ITOCTETIeHHO HapacTaa.
Ha TOoT MOMEHT perucTpmupoBanich He3HaYNTETbHbIE
OTK/IOHEHNA B O10XMMMUYecKoM aHanu3se kposu: ACT
72,6 en/n, AJIT 75,6 en/n, ITTII 180 en/n, menounasn
docdarasa 240 en/n. IIpu Y3V oTMedanach CIIeHO-
Merasus 5o 63 cm* CocTosiHMe YXYALIMIOCHh B KOHIIE
¢despans 2016 roga, nocie nepenecennoit OPBY, mo
IIOBOJIY KOTOPOIJI JIeYN/Iach 3propepoHOM, KOIpeK-
com, tepadio. Crana oTMe4aTh yBelTnYeHNe B 00b-
eMe XXMBOTA, HOWII1e 6O/IN B IPaBOM mofpebdepbe,
TOIIHOTY, Kaln1e06pasHbiii CTyIL. [Ipy KOHTPOTBHOM
Y3/ opraHoB 6pIOIIHOI OJIOCTH 1 JOIIIeporpaduu
(Y3QAT) renaro-nyeHanbHOT0 KPOBOTOKA BBISIBIEHO
pacmpeHne IOPTaNIbHOM U CeIe3eHOYHOM BEH, 3Ha-
YyUTeNbHasA ClIIeHoMeranns (maomaab 114 cm?), aciut.
IMTanyeHTKa 6bl/Ia TOCIUTATN3NPOBaHA B JIe>KYPHBIIT
CTallMoHap, TAe JMaTHOCTYPOBAH LUPPO3 IIeYeHN
KpUIITOTeHHOI! aTnonoruu, kinacc C no Yanng-Ilsro.
ITpn ckaHMPOBaHMM NeYeHN BBLISIBIEHO YMeHbILICHNE
ee pa3MepoB, IPU3HAKY UPPO3a, CIVIECHOMeTanus.
ITposenena 6uoncus nedenn. [Ipu mopdonorndeckom
MCCTIeIOBAaHNY TIO/TyYeHa KapTIHa XPOHMYECKOTO Te-
HaTUTa HeyTOYHEHHOI STHOIOTUY MATKOTO TeYeHM A
C He3HAYUTEbHBIM IIOPTO-IIOPTATBHBIM PrOPO3OM.
Omnupasicp Ha JaHHbIe MOPOTIOTUY, LUPPO3 IeYeHN
OB MCKITIOUEH, U JaTbHeIIIa s SUarHOCTIKA IPOLOI-
>Kmaach B okTs16pe 2016 ropa. Ilpu V3T Bucuepans-
HBIX COCYZIOB B BOPOTHOII 1 JMCTAaTbHOM CeIrMEHTe
Ce/le3eHOYHOI BeHbI ObI/IN BIlepBbIe BBISBIEHBI TUIIO-
9XOTeHHble TeTeporeHHble TpoMbomacchl. Juamerp
BOPOTHOM BEHBI HA TOT MOMEHT COCTaBJAMI 15 MM,
CTEHKM) ee HeofHOpoxHbIe (Gpubpo3), MMeny MecTo
crteHoMmeranua u acuut. Ha OI'TIC Brepsble 6b11n
obHapy KeHbl BapMKO3HO-paciInpeHHble BeHsl (BPB)
nuieBopa I cremenn. I[To ZaHHBIM TabOPATOPHBIX MC-
C/IefOBaHUI PerUCTPUPOBaNaCh HOPMOLUTAPHAS HOP-
MOXPOMHas aHeMUs JIeTKOJ CTeleHN, B O1oXxuMmye-
CKOM MCCIIeIOBaHNUY OTK/IOHEeHMTI He ObiTo. ITaruenTke
muarHocTuposaH TBB, nogneuyeHoyHas nmopTanpHas
runepTeH3ns (CIieHoMeranus, aCuT, TUPOIepu-
Kapjf, TUAPOTOPAKC, BAPUKO3HO-PACIIMPEeHHbIe BEHBI
(BPB) nuuieBoga I crenenn), CMHAPOM TUIIEpPCIIIe-
HU3Ma (aHeMU JIETKOJ CTEeNeHN, TPOMOOLMTOTICHIS).
B xoarynorpamme npotpombuHosoe Bpem: (I1B) - 14,5
CeK, MeX/[yHapOlHOe HOPMa/IM30BaHHOE OTHOLIEHE
(MHO) - 1,33, akTUBMPOBaHHOE YaCTUYHOE TPOMOU-
HoBoe BpeMs (AUTB) - 38,0 cek, TpoMOMHOBOE BpeMst
(TB) - 21,2, nporpom6buHOBBIit nHAEKC (IITH) - 67%.
IMTanneHTKe HasHaYeH puBapokcabaH 15 Mr 2 pasa
B cyTKu. ClefyoOUINM 3TallOM AMATHOCTUKY ABM-
JIOCh OTIpefieneH e IpuYnHbI TpoMb03a. C 3TOlI 11e/bIo
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6orpHas1 6112 06cenoBana Ha aHTI(OCHONNITUHBIE
aHTHUTeNa, HAaCJeJCTBEHHYI0 TPOMbOoduINIo, Mue-
nonponudepaTuBHble 3a601eBaHNA. VI3 aHaMHe3a
JKM3HM CTAJI0 M3BECTHO, YTO KEHIIHA B Te€YE€HVIe MHO-
TMX JIeT IpMHYMaNa KOMOMHMPOBaHHbIE Opa/IbHbIE
KOHTpAI|eNTHBbI.

B mexabpe 2016 rofa mareHTKa KOHCY/IbTUPOBaHA
B Poccuiickom HayyHOM LieHTpe xupypruu (PHIIX)
nM. akagemuka b. B. Ilerposckoro. Ha ocHoBanun
¢dakTa TpoMO03a, IOBBILIEHN YPOBHA CYMMapHBIX
A®A (IgG, IgM), BOTYaHOYHOTO AHTUKOATY/IAHTA
BbICTaBJIeH uarHo3: Tpombodunus: antudpocdonu-
OUAHBIL cMHAPOM. TpoM603, KaBepHO3Hasl TpaHC-
dbopmanns cTBoNMa, JONIEBbIX BEeTBell BOPOTHOI BEHBI.
CuHJpOM BHEIIeYeHOYHOI IIOPTa/IbHOM IMIePTeH3UM:
BPB numesoja u >xxenyaka 2 ctenenu. Aciuut. Boin
BBIABJICH MYTaHTHBIN reH Jak-2V617F (rereposuro-
Ta), OTMEYa0Ch CHIDKeHNe ypoBHA nporenna C 1o
41%. ITauyeHTKa IIOCTOSTHHO IOy Yajla pyBapoKcabaH
20 mr 1 pas B cyTKM, 6eTa-6/10KaTOpBI, MHIUOUTOPHI
IPOTOHHOJ noMIbl. OFHAKO MMeJI0 MeCTO yCyTry6ie-
Hre BPB numeBoma mo 2-3 crenenu. B 2017-2018 r.t.
HalMeHTKa HaXOMM/IACh IO HaO/MofleHVIeM B Hay Y4HOM
MeJUIMHCKOM MCCTIefoBaTenbckoM tentpe (HMUILT)
reMaTonorun r. MockBbl. BolAB/IeHHasA MyTanus
B reHe Jak-2V617F B 5,8% k1eToK, Mop¢doorndeckas
KapTMHa KOCTHOT'O MO3Ta B BI/Ie MeTaKapyOLMTapHO
TUTIEPIIa3ny TIO3BONIM/IN NMATHOCTUPOBATD 3CCEH-
uajapHylo TpoMbonuremuto. Hasnauena tepanms
rUpoKcuMoYeBHOI. IIpoBeeHHOE 0OCIenOBaHME
BBIABIJIO CYHAPOM I'MIIePCIIeHN3Ma (AaHeM I A 1eTKOit
creneHy (remorno6uH 97 r/m), TpOMOOLMTONEHNUS O
52 ThIC/MKT, NetiKonenns 3,82 Toic/MK1). COXpaHsIach
rUIepKoarynsanus (IoBblleHNe ypoBHA JI-nuMepa
o 1137 ur/mm). OTMedeHa HemomHas peKaHanusa-
1M1 BeH IIOPTAZIbHOM CHCTeMBI, OJHAKO COXpaHAIaCh
BbIpa>kKeHHas MopTanbHas runeprensus (BPB muie-
BOJIA M XKeNy#Ka 2-3 CTeleHu, aCLiuT, T POTOPAKC,
cueHoMeranus). B anpene 2019 rofa manyeHTKa
HaXoJM/Iach Ha cTallMOHapHOM jedyeHuyu B HMMUI]
reMaToJIOTUY, OTHe/IeHNM OppaHHbIX 3a00/IeBaHNIT
U KOHCYZIbTMPOBaHa JUPEKTOPOM, akafiemukom PAH,
I.M.H., mpodeccopom B.T. CaBuenxo. B pesynprate
IVHAMMYECKOJ OLIeHKV KIVHNYeCKOJ KapTUHBI 3a-
6oneBaHMA 1 MOPOIOrMIECKO KapTHHBI KOCTHOTO
MoO3ra AMarHo3 XpOHMYeCcKoro Muenonponndepa-
TUBHOTO 3a00/7IeBaHMA ObIT OTBEPTHYT U LIUTOPEyK-
TUBHAasA TepanusA TMAPOKCUMOYEBMHON OTMEHEHa.
IuarsoctupoBaHa npuobpereHHas Tpombodunns,
BHEIIeYeHOYHas IMOpTajAbHaA I'UIIEPTEH3NUA B pe-
3y/bTaTe TPOMO030B BOPOTHOI! 1 CE/Ie3eHOYHOI BeH
(crireHoMeranus, UTOINIEHU, acuuT. BPB numesopa
M KeNlyaKa 2-3 CTeneHn).

B HacTosmIee BpeMs KEeHIIVHA HAaXOJAUTCH B yOB-
JIeTBOPUTEIBHOM COCTOSAHMM. [Ipy myniekcHOM cKa-
HMPOBaHMY BUCLEPATbHBIX COCYZIOB B anpene 2020 r.
OTMeYaioTCs PU3HAKY HOCTTPOMO0DIeOUTNIeCKOTO
CHUHJIpOMa BOPOTHOJ BEHBI, AMaMeTP KOTOPOM CO-
CTaBJIAeT 9 MM C 1eOPMUPOBAHHBIM IPOCBETOM 32
cyeT TsDKell. Cele3eHOUHAs BeHa paclIMpeHa o 9 MM.
Coxpansercs ciieHoMeranus (mo Y3 go 142 cm?,),
TUPONEPUTOHEYM, HOPTO-KaBa/bHble aHACTOMO3bI
B 3MNUTacTPaabHOI o6macTu. BonbHasa npopomkaeT
MOy 4aTh pyBapoKcabaH, BepOLUINMPOH, KapBeAUIO,
Ipernaparsl JKenmesa.

Taxum 06pa3soM, y aIMeHTKI VIMeT MeCTO TPOM603 BO-
POTHOI1 11 Cele3eHOYHOII BeH, IPMYMHOI KOTOPOTO CTasIa
npuobpeTeHHas TpoMOOdIIVIA, ACCOLMMIPOBAHHAA C Jie-
¢durmrom npotenna C, HamraneMm ADA 1 BOTIaHOYHOTO
aHTMKOATY/IAHTA. TpUrrepHbIM (PakTOPOM IaHHOTO 3260-
JIeBAHNA ABUIACH CTPECCOBAA CUTYALUA U JIUTENbHbIN
IpyieM KOMOMHVPOBAaHHbIX OPabHBIX KOHTPALIENITIBOB.

Merta-ananus yactoTsl passutisi TBB Ha dpone Tpom-
60odummit mokasai, 4ro ge¢urmt AT IIT o6HapyxuBatoT
B 3,9%, HemoOCTaTOYHOCTD ITpoTenHa C - B 5,6%, TpoTenHa
S-B2,6%, myraiusa dpakropa V Leiden - B 3-6% cyudaes.
A®A BriaBnaorca y 18-25% nanmenTos. Takke MOXXHO
BBIAEIUTD PAL APYTHUX IPOTPOMOOTIUECKIX COCTOSHUIL,
KOTOPpBIe IpUBOAAT K pasButuio TBB: ITHT, autudocdo-
bl cuHgpoM (AP C), rUeproMoLCTeMHEMMIO.
ITo maHHBIM pAfja aBTOPOB ¥ 28—62% MallMieHTOB BbLAB-
JII€TCS HECKO/ILKO IIPOTPOMOOTIYECKMX COCTOSHMIA [3].

XpoHndeckue MenonponndepaTnBHble 3abonesa-
HusA (XMII3), BkIoyarone MICTUHHYIO IONMNIINTE-
MILIO, 3CCEHIIMaTbHYI0 TPOMOOLIYITEMIIO 1 EPBUYHBII
ocTeoMyenTopnu6pos, 3aHMMAIOT IEPBOE MECTO CPeln
IIpUOOpPETEHHBIX CUCTEMHBIX TPOMOOGUINIL, OCTOXK-
HyBmuxca TBB. Ota maronorus xapakrepusyercs
IIUTeTbHBIM 6€CCHMITOMHBIM Te4eHMEM U 9aCTO
HebIOTUPYeT TPOMOO3aMI Pa3TUIHOI TIOKAIU3ALINH,
B TOM 4Mc/Ie ¥ nopranbHoi cucremsl. O. Ozturc ¢ co-
aBT., CCBITAsACHh Ha uccnenosanue D. Valla ¢ coasr.,
II0Ka3aJIy, YTo naTeHTHasA ¢popma XMII3 6bina o6Ha-
py>xeHa y 58% 6onbubIx TBB, mpu sTom y 51% 13 Hux
nmarHo3 XMII3 6611 moCTaB/IeH B OTaIEHHBII IEPIOT,
Habmonenus [4].

OpHako nokanbHble GaKTOPHI, NPUBOAAIINE
K ¢popmuposanuio TBB, BcTpevalorca ropasmo
game. OcHOBOMOMaTaIe TPUHINIIBI TATOTeHe-
3a BEHO3HOTO TPOMO03a MOXXHO BBIPa3UTh B TPUAJeE,
KoTopyio chopmynuposan P. Bupxos: TpaBMa BHY-
TPEHHeil BBICTUIKM COCYZIa, 3aMefi/IeHNe KPOBOTOKa
BEHO3HOJ KPOBJ, aKTUBALVA CBEPTHIBAHNA KPOBM.
Tpomb6oo6pa3oBaHMe B BeHe MeET Psifi 0COOEHHO-
cTeil. [l Hero xapakTepHbI TaK Ha3bIBaeMble KPaCHBIE
TpOMOBI, 6oraTbie GUOPUHOM, B KOTOPBIX 3aCTPEBAIOT
SPUTPOLUTHL. AfTe3usi TPOMOOLUTOB, KOTOPAsi B OC-
HOBHOM MMeeT 3HaueHMe npy GOopMUPOBAHNM apTe-
pMaNbHBIX TPOMOOB, B BEHO3HOIT CIICTeMe UTpaeT He
CTOJIb CYILIeCTBEHHYIO pOib. VIHTepeceH BaKT, 4To 3H-
TOTeNNIi BeH Yallje BCEeT0 OCTAeTCs HETIOBPEeXKAeHHBIM,
B TO BpeMs KaK ero pyHKLMOHa/IbHAA aKTUBHOCTD IO
BO37Ie/iCTBMEM CTa3a KPOBY, BOCIIANIEHN I, TUTIOKCUN
IIpeTepIieBaeT Cepbe3Hble U3MEHEHA: SKCIIPeCcCUpYyeT-
51 TKaHeBOI GaKTop, yBeINUNBAETCA CUHTe3 GpaKTOpa
Bunnebpanna, P-cenextuHa, MUKpPOBE3UKyI [5].

Cpeny MeCTHBIX IPMYMH 37I0Ka4eCTBEHHbIE HOBOO-
6pasoBaHus cocTaBuAT 27-44% [1]. BiusHue 3m10Ka-
4yecTBeHHOro HOBooGpasoBanus (3HO) Ha opranusm
Jes10BeKa HOCUT CYCTEeMHBII XapakTep. [Ipy oHkomaro-
JIOTMU MMeeT MeCTO psf, GaKTOPOB, CIIOCOOCTBYOLINX
pasBUTHIO TPOMOO3a:

1. BeHO3HBII CTa3 (KOMIIpeCCUs COCYHOB OIIyXO/IbIo,
MeTacTasaMy WM BHYTPUCOCYAVICTOE PaclpoCcTpa-
HeHIe OIyXOJIN, ACLIUT, OTPaHIYeHNe TTOBIDKHOCTH),

2. IOBpEeXJIeHNe COCYUCTON CTeHKM (MHBA3MUsA COCy-
IMCTOJ CTEHKV OIYXOJIbIO U OllepaTMBHAA TPaBMa,
IIPOTUBOOIYXO0JIeBasl IEKAPCTBEHHAS U JIyueBasd
Tepamnus),

57
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3. cocTOAHME I'MIEPKOATYNIALNY (32 CYeT HaMMINA
CyOCTaHINI C IPSAMOIL IPOKOATY/ISTHTHOM aKTUBHO-
croio: uHTeperikuH-1 (V1J1-1), pakrop Hekposa omy-
xom anbda (PHO-anbda), pakoBbIil HPOKOATY/IAHT
(anmba-LucTenH nporeasa — IpAMOIL aKTUBaTop X
(dakrTopa cBepTbIBAaHUA KPOBU).

Oco6eHHOCTH CHCTeMbI TeMOCTa3a IIPY OHKOIIATO-
JIOTMM CBA3AHbI C HPOKOATY/IAHTHOI aKTMBHOCTBIO
aTUNMYHBIX K/IeTOK. OHY CIIOCOOHBI CHHTE3UPOBATh
TKaHeBOI1 paKTOp, paKOBBII IIPOKOATY/ISAHT, KOTOPbIE
SABIAKTCA OCHOBHBIMM TPUTTEPAMU CBEPTHIBAHUSA
KPOBU B YCTOBUAX OHKOMOIMM. PaKT BO3MOKHOTO
cOYeTaHMsI TPOMOO30B CO 3/10KaYeCTBEHHBIMY HO-
BOOOpa3OBaHMAMM ONMUCAH elle ApMaHAoM Tpycco
B 1856 ropy. Ho spoposble Tkanu npu 3HO Takxe
CIIOCOOHBI aKTMBU3MPOBATh FeMOCTa3, BbIpabaThIBa s
npoBocnanurenbuble HuToKuHb (VIJI-1, DHO-anbda).
[6]. ITponecchl TpOM6006pa30OBaHNs 3HAYUTENBHO aK-
TUBU3UPYIOTCA IPU METACTa3MPOBAHUN. YBe/IYeH e
KOHLleHTpauuy GpubpuHa npu 3ToM oberyaer puxca-
V10 METACTaTMYECKMX KJIETOK K COCY[MCTOI CTEHKe
U 3aIIUIIaeT ee OT BO3eCTBUA KOMIOHEHTOB M-
MYHHOI CUCTEMBI: KOMIIJIEMEHTA, IEKOLUTOB, IM-
MyHOr1oOy1nHOB [7].

TBB uame Bcero BcTpevyaeTcsa IpyU pake OpraHOB
6prourHoit mosocty [8]. Ilpesx /e Bcero, OH BBISABAETCS
y MaLIMEHTOB C relaTole/UII0NAPHOI KaplMHOMOIL,
pasBuBlLIelica Ha GpoHe Uppo3a nedeHn (110 JaHHBIM
PasHBIX aBTOPOB 0T 8,4 110 35%) [9, 10]. ITo pe3ynbraTam
26000 BckpbITHIL, BINO/HEHHBIX B [IIBenun B 1970
1988 rr., HarbosIee YacTON MPUIMHOI TPOMOO3a TaKKe
ABUJIOCH 3/I0Ka4eCTBEHHOE MOPakeHye IedeHn (mep-
BUYHOE — 23%, BTOpMYHOe — 44%) [11]. Pak gpyrux
OpraHOB OPIOLIHOI MOJIOCTY B psAfie CydYaeB OCIOXK-
Hsetcsa TBB, uTo yaiile Bcero siB/isieTCs CAeICTBUEM
OTIepaTMBHOTO BMeIIATeNbCTBA MM JIEKapCTBEHHO
LUTOCTATMYECKON Tepalyy, KOTOpas HOBBIIIAET PUCK
TpoMb6006pasoBaHMs B 6 pas.

ITpumepom passutus TBB Ha ¢poHe oHKOMIATOMO-
TUM MOXKET OBITh cnyyait manuenra P, 68 ner, xoTo-
PBIiT IOCTYNINII B KPaeBYIO KIMHUYECKYI0 OO/TBbHULY
(KKB) r. Yursr B mapre 2020 roga ¢ xxanobamu Ha
MPUCTYIBI YAYLIbA 10 2 pa3 B CYTKY, KallleJIb CO CKY/Ji-
HOJT BSI3KOJI MOKPOTOJT 6€/10T0 11BeTa, OfbIIIKY IIPU
He3HauMTeNbHOI GU3MIecKoil HarpyskKe, mepebon
B paboTe cepplia, IOSBIEHME XXEITYUIHOCTU KOXU
U CKJIep, 061yio cnabocTs. VI3 aHaMHesa cTajio us3-
BECTHO, YTO CTPalaeT XPOHMYIECKOIT 0OCTPYKTUBHOI
60ne3ubio nerkux (XOBJI) B TeyeHMe MHOTHKX JIET, He-
Pery/IsApHO MoMydaeT 6asMCHYIO TePAINIO TUOTPOIIN
6poMuziom. ITo Tpe6OBaHMIO eXKEHEBHO UCIIONb3yeT
6epopyan. [TocnenHee yXylieHue B Te4eHNe MecALa,
KOT7Ia HapOC/Ia OfbIIIKaA, YCUINIOCh OT/HENeHe MO-
KpPOTBHI, 32 3 CYTOK [0 TOCHUTANN3AIUY TTOABUINCH
IPUCTYIB YAYLIbs, cTan HeaddeKTuBeH IpueM be-
ponyana, OTMETVI IOsABIEHNE XEITYIHOCTU KOXM.
B anamHese nmeer mecto VIBC, runepronnyeckas
60e3Hb, GuOpUIIALKA Hpeacepanit okono 1 roxa,
MHGpApPKT MIOKapfia HEM3BECTHOI JaBHOCTH, OCTPOe
HapylleHue MO3TOBOrO KpoBoobpaienns B 2019 r.
ITocTOsIHHO MPUHMMAET pUBapOKcabaH, IUTOKCUH,
SIUIEPEHOH, aMMOAPOH.

ITpn ocMOTpe COCTOsAHME TAXKENOe, aCTEHNYECKOTO
Te/IOC/IOKEH A, KOXKa XKeNTYIIHAA, CKJIepbl MKTepId-
Hble. [Ipixanue xxecTkoe, xpunos HeT, I/1]1 20 B MunyTy,
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SpO2 94%. ToHbI ceppilla paBHOMEPHO MPUTTYILIEHbI,
apuTMmU4HbIe 3a cueT pubpunsiuyu npepceppuit, YCC
112 ypapoB B Munyty, AJl 110 1 80 MM pT. cT. A3bIK
o6moxeH cepbiM HaneToM. JKnBoT 6e36071€3HEHHBIIL.
Ileyenn He yBenuyena. Ilanpnanusa mo Kocrosepre-
6panbHbIM yrIaM 6e360/1e3HeHHas. B 06mem aHamuse
KpOBU 06palano BHYUMaHUe YBeTUIeHNe KOMTNYeCTBa
SPUTPOLUTOB 10 8 MIH/MKIJI, 1IeJIKOLUTOB [0 34 Thbic/
MKJI, TemornobuHa 10200 r/m, reMaToKpura fo 64%.
CO3 0,5 mM/4. B xoarynorpamme IIB 69,7 cex, [ITU
9%, MHO 5,95, AYTB He onpepenanocs, pubpuHoreH
2,68 r/n. Tax>ke MMe/Ia MECTO TUIEePOUINPYOUHEMIS
mo 240 MKMoOB/T 3a cueT obeux ¢paxiuit (mpsamoi
6unupy6uH 112 MKMOB/1).

ITposogunach puddepeHnanbHas JUarHoCcTUKa
MEX/y UCTUHHOI MONNINTEeMUeN, BTOPUIHBIM 3PU-
tpouurosoM npu XOBJI, kapguoreHHbIM Gu6pO3OM
nedeHu. brlna uccnenoBaHa KpoBb Ha Ha/IMUMeE MY-
rauun JAK-2, Ha anbda-detonporens, CA 19-9, pa-
KOBO-3MOPUOHA/IbHBII aHTUTEeH, MapKepPbl BUPYCHBIX
remnaTuToB, peakiuio Kymbca.

[TanyeHTy HpOBOAMIACH MH(Y3UOHHAA Tepanus,
JledeHle TelaTONPOTeKTOPAMH, CIA3MONIUTUKAMI,
tepanua XOBJI, remosakcdysunu. Ha sTom ¢pone ort-
Meyasiach MONOXMUTeNbHasl KAMHNYECKasA U FeMaTo-
JorudecKas IMHaAMMKa. YPOBEHDb IeMOITO0MHA CHU-
3ucA fo 126 r/m, apuTpouuTos — 10 4,6 M/IH/MKIIL,
remaTokpura — 5o 40%. Konudectso TpoMb60LMTOB
271 teic/MK1. COXpaHAJCA JIeMKONUTO3 10 29 Thic/
M1, COD 2 mm/4. IlonydeH MONMOXUTENbHBIHA pe-
3ynbrat MyTauuu Jak-2V617F. IlanueHTy AMarHOCTH-
poBaHa ucTuHHaA nonmuuuremus JAK-2 nosutusHas,
BIIEPBbIE BBIABIECHHA, BBICOKMUII PUCK TPOMOOTIYe-
CKUX OCMOXHeHU. HasHaueHa rujpoKcMModeBn-
Ha 1T B cyTku u ajmonypunon 200 mr B cytku. Ilpn
IpOBefeHNY KOMIIBIOTEPHOIT TOMOrpaduy OpraHoB
OPIOIIHOI OMOCTU HONMY4eHbI CIefYIOL[/e Pe3yb-
TaThI: ledeHb YMeHbllIeHa B 06'beMe, KOHTYPHI ee He-
POBHBIe, KPYIIHOOYTPYUCTbIE, CTPYKTYPa MapeHXUMBI
O HOPOMIHA S, BHYTPUIIEYeHOTHBIE )KeTIHbIE IIPOTOKM
U IIeYeHOYHbIe COCY/IbI He pacIIMpeHbl, HapeHXnMa
PaBHOMEPHO HaKaIl/IMBaeT KOHTPACTHOE BeIleCTBO.
JKenunblit Ty3sIpb YyMEPEHHO yBeIMUYEH B pasMe-
pe, CTEHKU He yTOJILIEHb], B IPOCBETE OlHOPOJHOE
NIOTHOE COflep>XMMoe. X0/efloX paclIMpPeH 1o 17 Mm,
0oOpbIBaeTCsA Ha ypOBHE T'OJIOBKM IOJKETYAOIHO
>Kefe3bl. PEHTTeHOKOHTPACTHBIX KOHKPEMEHTOB He
BBIAB/IAETCA. B IOpTanbHOM BeHe Ha BCEM MPOTsKe-
HUM OIIPefie/IAI0TCA KPYIIHBIE TPOMOBI, CY>KMBaIOIL e
ee nnpocseT Ha 80%. Temo 1 XBOCT MOJKETYLOYHO
XeJe3bl aTpodUYHbIE, OHOPOLHBIE, TO(a3HO HaKa-
ITMBAIOT KOHTPACT. [0/10BKa yBenmdeHa B pa3Mepe 3a
CYeT HaM4uMsA B Hell HEOJHOPOHOTO KMCTO3HO-CO-
NMUFHOTO 06pa3oBaHus C 6YTPUCTHIMY KOHTYPaMI,
pasmepoM 36x39MM. CONUAHDII KOMIIOHEHT 06pa-
30BaHNA NOCTENEHHO HAKaN/IMBaeT KOHTPACT UJIEH-
TUYHO C TKaHbBIO JKeJIe3bl, B CTPYKType 00pasoBaHusA
TaK)Xe OTMeYaloTCsA Me/TKNe KaTbIITHATEL.

HecMmoTps Ha runokoaryaanuio (B KoaryorpaMme
AYTB npu nocrynneHun He onpepensanocb, MHO
5,95), 6bl/Ia Ha3HaYeHa jeyeOHas f03a HU3KOMOJIEKY-
JAPHBIX renapuHoB. COCTOAHME NAIlYIEHTa HECKOTBKO
CTabMIN3MPOBAIOCh, Yepes 20 jHeit OH ObI/ BBINNCAH
U3 CTaIlOHapa, OfHAKO Yepe3 1 MecAl] HaCTYIINII Jie-
TaJIbHBIN VICXOJ,.
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JlaHHDI KIMHUYECKUTL CTydall JeMOHCTPUpPYeT
passutue TBB Ha ¢poHe ABYX OHKONOTMYECKNX 3a60-
JIEBaHMIA: OIIyXOJIV TOJIOBKY IO KeNMyJOYHOI XKe/le3bl
U UCTUHHOM MONUIUTeMun Jak-2 momoxxuTenbHOI.
Pap conyrcTBylomux 3abonesannii, Takux kak XOBJI,
UBC ¢ pubpumnsnmeit mpefceppuil u XpOHNIECKOIT
TbIXaTeNbHOM U Cep/ledYHON HEJOCTaTOYHOCTDIO YCY-
ryOuIy TedeHre OHKOMATOIOT MY [IPOrpeCcCHpyoLelt
TUIIOKCHeN], 3aMeflIeHIieM BEHO3HOTO TOKa KPOBM, UTO
MOTJIO CIIPOBOLIMPOBATb TPOMO03.

OpHoit n3 Hamboee BepoATHBIX npuunH TBB
B HACTOsLIee BpeEMS pacCCMaTPUBAIOT LMPPO3 IIEYEHM.
TpomboTryecKue OCTOXKHEH NS, paHee CIUTABIINECS
MaJIOBEpOATHBIMU IIPY IUPPO3e, B HACTOALIee BpeMs
IOKYMEHTa/IbHO 3aMKCYPOBAHBI U COCTABIAIOT 28%
Bcex cnyydaeB TBB [1]. D.]. Harding u coaBT. oTMe-
4aloT, 4To TBB MokeT pasBuBaThca Ipu quUppose
[eYeHM, 0COOEHHO MPH [eKOMIIEHCHPOBAHHOM 3a-
6omeBanuu. Tak, Opy XOPOIIO KOMIIEHCHPOBAaHHOM
nuppo3se yacrora passutus TBB cocrasnser menee 1%,
IIpY IeKOMIIEHCUPOBAaHHOM — 7,4%-16%, y MallIeHTOB,
TepeHeCIINX TPAaHCIIAHTALINIO IIedeHN — 5%-16% [12].

Iuppos neyenu B IPOMIJIOM CYUTAJICA TUIIOKOATY-
NALMOHHBIM cocTossHMEM. O HAKO B IIOC/IeHIE TOJbI
6bI/I0 TOKAa3aHO CMell[eHNie PABHOBECHUS B CTOPOHY
HOBBIIIEHHO CBEPTHIBAEMOCT IpY GOPMUPOBAHNUN
LUPPOTUYECKMX I3SMEHEHUI B IIeYEHN.

B marorenese passutusa TBB npu nuppose urpamor
poJb crenylomye usMeHeHu (1, 2]:

 IIOBBILIEHME JJABJIEHUA B BOPOTHOII BEHE 11 YMEHbD-
IIeHMe CKOPOCTY KPOBOTOKa,

e BO3MOXXHBI TPOMOOMINYECKIe TeHeTUIeCKIe Jie-
¢dexTsl (ren mporpom6buHa G20210A),

o HapylIeHJe CUHTe3a IPOKOATy/IAHTHBIX U IIPOTH-
BOKOAIy/ITHTHBIX O€/IKOB (yBenuunBaeTcs paKkTop
VIII u Bunne6paHTa (CBepTHIBAIOLIVIE) M CHUYKAETCS
yposeHb npoTerHa C 1 S (IpOTUBOCBePTHIBAIOLIILE).

M. IO. HapgmHcKas 1 COaBT. OLeHUIN PaKTOPBI py-
cKka pasBuTtuA TBB y 601bpHBIX ¢ nMppo3oM us 1512
yesioBek 0asbl maHHbIX. O6mias yacrora TBB cocraBu-
na 6,2%. Hanbonee yacto TBB amarHocTupoBaH mpu
BUPYCHOM, a/IKOTOIbHOM IIMPPO3€ 1 HEATKOTOTbHOM
crearorenarute. Hanbomnee sHaunMbpIMM paKTOpaMm
pucka, acconuuposanHbiMu ¢ TBB, aBTopsl orMeTHm
TSKeCTb Iuppo3a kimaccos B-C o Yaring-ITsio, Borpa-
>KEHHYIO IOPTAIbHYI0 TUIIEPTEH3NI0 (Pe3UCTEHTHBIN
aCIUT, HeOOXOAVMOCTD OLIEPATUBHBIX BMEIIATENbCTB
TI0 II0BOJy BAPMKO3HOTO paclIMpeHN A BeH), paclIype-
HJle BOPOTHOI BEHBI, TOPTAIbHY0 racTponarnio [13].

B xIMHMYECKOI KapTHHE IIPU OCTPOM TpoMbo3e
BEIYIIUM NPU3HAKOM SABIAETCA BHe3aIHasA OCTpas
601 B >xuBoTe. IIpn xpoundeckom TBB MoxeT ObITH
IIUTeNbHOE 6ecCHMITOMHOe TedeHme. [Ipu muppose
HedeH) XapaKTePHBIM SBIIAETCS CIydaliHoe 0OHapy-
JKeHMe TpoMba BO BpeMs NIPOBeJeHUs MHCTPYMEH-
tanpHbIX uccnenoBanuit (Y3U, KT, MPT) Ha ¢one
IexoMIeHcaruy 3abonesannsa. TBB yacTo geboTnpyer
KPOBOTeUeHEeM U3 BapMKO3HO PACHIMPEHHBIX BeH
MUIIEBOJIA, JKeMTy/IKa VM MPAMON KMIIKK, aCLIUTOM
[14]. B pyxoBoncTBe EASL pexoMeHyeTCs OLeHUBATh
IPOXOJMMOCTb BOPOTHOJ BEHBI y BCEX MAI[MEHTOB
C IMPPO30OM CPefiVi KAaH[MIATOB U/IM IOTEHIIMATbHBIX
KaHIMAATOB Ha TPaHCITaHTauuio meyeHu (B2), onpe-
IenATb IpoTAKeHHOCTh TBB c nomompro KT mm MPT

(Al), ckpuHUpPOBATh Ha TeHeTNYeCKIe TPoMbOobIIN-
yeckue cocrossaud (B2) [2].

TBB aBnAerca npusHaAKOM IJIOXOTO IPOTrHO3a.
Pesko mporpeccupyer me4eHOYHOK/IeTOIHA A Hef[OCTa-
ToYHOCTB. CMepTHOCTD cocTaBmsaeT 30-70%. O owe-
HuBawT B 1,99. brino nokasaxo, yto TBB HesaBucnmo
CBs13aH C TIOBBIIIEHHBIM PUCKOM KpoBoTeueHns u3 BPB,
Heyfladeil 3H/JOCKONMYECKON OCTAHOBKM KPOBOTeYe-
HIA Y IOBTOPHBIMY KPOBOTEYEHMAMM, YTO IOBBIIIAET
6-Hefle/IbHYI0 CMEPTHOCTD O0Iblle, 4eM B 2 pasa. Ha
¢one TBB cMepTHOCTDb OT IIOBTOPHOTO BapUKO3HOTO
KPOBOTeYeHM COCTaBAeT 36%, 6e3 TpomMb03a — 16%.
Ecmut TpoM6 IIpofo/KaeTcs B BEPXHIOK OPbDKEeIHYI0
BEHY, TOBBIILIAETCS PUCK MHPAPKTa KMIIeYHIKA U CBS-
3aHHas C HUM CMepTHOCTS [2,14]. Takum o6paszom, pu
TBB Ha ¢oHe IMppo3a NeYeH! POTHO3 CTAHOBUTCA
KpaltHe HeOTaroIpuATHBIM.

IIpuMepOM HEOOBITHOTO U HEOIATOIPUATHOTO Te-
YeHNs LUPPOo3a MeUYeHN MOXKET OBITh CIy4dail malu-
enra C., 59 ner.

[TanueHT MOCTyNuI B pEBMATONOTMYECKOE OT/eTIe-
Hue KKB r. Yutsl B mae 2018 1. ¢ >)xanobaMu Ha BbIpa-
JKEHHYIO OfIBIIIKY ITPY He3HAUMTETbHON PU3MIeCcKOil
Harpyske, yBelmueHne >X1BOTa, OT€KM HMXKHUX KO-
He4YHOCTell, c1abocthb. B 2016-17 rr. o6¢cnenoBacs
y FeMaToJIora 110 TOBOAY TPOMOOLMTONICHU Y, AHEMU
U ejiKoneHuy. bpina guarnocTupoBana uauonaTuye-
CKast TPOMOOINTOMEH NS, Xene3o0- u B ,-nedurmrHas
aHeMus. B aHamM3ax KpOBM PeTNCTPUPOBAICA yPOBEHD
remornobuna 61 1/, neiikonenus 2,5x10°/1, pom60-
nuronenns 43x10°/1, xene3o coIBOpOTKY 4,4 MMOJIB/TI,
06111a5 >Kele30CBA3bIBAIOILAA CIIOCOOHOCTD 2,63 MK-
Monb/11, mpoba Kym6ca (IpsiMast u HempsAMas) oTpu-
IjaTesbHasA. B MuenorpaMme HalIm HOPMOK/IE TOUHBII,
OMMMOPQHBII KOCTHBIN MO3T, Pe3KO Cy>KeHHBI I'pa-
HY/IOIMTAPHBIN POCTOK, C 3aeP>KKOI CO3peBaHMA
Ha CTaJUM MerajoluTOB, TUIePITasupOBaHHbII
SPUTPOLUTAPHBINA POCTOK C 37IEMEHTAMM IUCII033a
(Me>KK/IeTOUHbIe MOCTUKI), HOPMOOIAaCTUYECKIIT TUIT
KPOBETBOPEHN A, OTCYTCTBYE OTIIHYPOBKM TPOMOOI[U-
TOB B MeTaKapmonuTapHoM pocTke. [Ipn BcecTopoH-
HeM 06c/IefoBaHMy OblIa MCK/TI0OYEeHA OHKOIIATO/MOT I,
M3MEeHEHIIT CO CTOPOHBI ITedeH) 0OHAPY>KeHO He ObLII0,
Ie4eHOYHble (epMEHTBI PErUCTPUPOBATUCH HA HOP-
ManbHbIX sHaveHusx (ACT - 31 en/n, AJIT - 24 en/n).
B ¢esparne 2018 r. mpu KOMIBIOTEpHOI TOMOTrpadun
OPTaHOB I'PYAHON KIE€TKV BBIABM/IN MHTEPCTUINATD-
HBIN Ipolecc B erkux, npu IxoKI' - nepukapanr,
IIpY MUMMYHOJIOTMYeCKOM MCCIeOBAHNY He6OIblIIoe
yBeIMYeHNe TUTPA aHTUHYK/TeapHoro dakropa 1:320.
BBl fMarHOCTMPOBaH HeMpdepeHMPOBaHHbIN
KOJIZTaT€HO03, ¥ Ha4aTo JieueHye ITIIOKOKOPTUKOCTEPO-
npamu. OHaKO COCTOsAHME OOTBHOTO YXY/IIAI0Ch,
HapacTa/li AB/I€HNA BbIPa>KEHHOI IbIXaTe/IbHOI HEJ0-
CTaTOYHOCTY, HOABUINUCH OTEKY, ACLIUT, B CBA3M C UeM
nanyeHT 6b11 rocrintanusuposat B KKB r. Yurst. [Ipu
06'beKTVBHOM OCMOTPE NP IOCTYIIEHUM COCTOSTHME
paciieHeHo Kak Tsxenoe. KokHble TOKpOBbI 671eiHbIE,
OTeYHbIe, MATKNE OTEeKV Ha HIDKHUX KOHEYHOCTAX,
B 00/1aCTH HAXOXX/JeH! A BHYTPUMBEHHOTO KaTeTepa Ha
JIeBOM J1y4eBOM CTube reMOpparui ¢ ABTeHUAMHU He-
Kpo3a. Ha koxe /mi1ia B 0671acTy 7162 371eMEHTHI TN -
MEHTALMM, Ha IPABOJ KICTU KEPATOMBI KOXKMU, CyXue
KOpouKkn. [IpIXxaHne 3aTpy/IHEHHOE C BOBIeYeHIEM
MBIILIT OPIOLTHOV CTEHKH, IIPY ayCKY/IbTALIUY XKECTKOE,
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B HIDKHUX OTJeNaX OClableHHoe, pacCesiHHbIe efy-
HUYHbIE CyXMe XPUIIBI, TOHBI Cep/ilia IPUTTyLIeHHBbIE,
purmuyunble, YCC 90 B muH. AJl 110 n 70 MM PT. CT.
JKuBOT yBenmueH 3a c4eT aciuTa, 6e360/1e3HEHHbII.

B xofe o6cneoBaHMA BBIAB/ICHA TPOMOOLUTOIE-
Hus (o 5x10°/m), yBenudenne Tpancamnuas (AJIT
129 en/n, ACT 69 en/n), cHuxeHnue 6enka no 44,6 /i,
puctnporenHeMus (anpOyMuH 39,94%, rIOOYIMHBL:
anbppal-2,84%, anppa2-8,17%, 6era — 11,73%, ram-
Mma - 37,32%), noBsiutenne JI-numepa no 3364 Hr/min
(B puuamuke 4010 ur/m). [Tpu TpaHcabgoMuHATBHOM
Y3W obuapysxens! auddysHble U3MEHEHU s IEYeHN
U TOJI>KeNTyJOYHOI XKee3bl, YMeHbIlIeHJe Pa3MepoB
MedeHn, acCluT, CliJieHoMeranus (miomanab 58 cm?).
ITpy aH0CKONMYECKOM MCCIe[OBAHNI INIEeBO/IA
M JKeTyAKa KOHCTaTMPOBAaHBI TOMHKO 3PO3MBHO-Te-
Mopparu4deckye U3MeHEHU C/IM3YUCTON 060/I0UKY
Kenmynka. [Ipy nynnekcHOM CKaHMPOBAHNM COCYTOB
BBIsIBJICHBI IPM3HAKM TPOM603a BOPOTHOIT BEHBI, IIOf-
tBepxeHHble JlaHHBIMU MCKT, OKK/TI03MBHOTO TPOM-
603a Cypa/IbHBIX BeH IIPABOIl HYDKHEI KOHEYHOCTH.

CucreMHble 3a00/1eBaHN A COEAVHUTETBHOI TKaHU
SAIBJIAIOTCA OJHOM U3 BEPOATHBIX IPUYNH TPOMOO-
obpasoBanmst. TpoM603 ABIETCA JOCTATOYHO YaCTHIM
IIpOsIBJIEHMEM CUCTeMHOI KpacHoil Bonmyanku (CKB).
Y manueHTOB ¢ JaHHBIM 3a00/IeBaHUEM PETUCTPU-
pyeTcs HapyleHne GuOPMHOIN3a, KOTOPOE MOXET
Coco6CTBOBATb Pa3BUTHIO TUIIepKOATY ALY [15].
Ho 0CHOBHOII IPUYMHON Pa3BUTHA TPOMOO30B IIpU
CUCTEMHBIX 3a00/IeBaHNAX COEIVHNUTE/NbHO TKaHU
(aamme npu CKB) saBnsercs Hannuue BTopryHoro AOC
(16,17].

Cornacuo ganabiM OI'BY «HUNMP» PAMH, B 54%
cny4aeB pasBuBaercs BTopuuHblit AOC Ha pone CKB
B 84%, peBMaTOMHOrO apTpuTa — B 4%, CUCTEMHBIX
BAaCKY/UTOB — B 5%, ayTOMMMYHHOTO TUPEOUUTA —
B 2%, aHKM/IO3MPYIOLIEro cnonauntoaprpura — B 3%,
IICOPMATUYECKOI apTpomIaTuu — B 4% HabI0geHMIT
[18]. A®C, BuepBsle onucaHHblit B 1986 . G.R.V.
Hughes, E.N. Harris n A.E. Gharavi, aBnsaercs npu-
o6peTeHHBIM TpOMOOPUINIECKUM 3a00TeBaHNEM,
IIpM KOTOPOM IIPOAYLUPYIOTCA ayToaHTHUTeNa K doc-
bonMMNUAHBIM JeTepMUHAHTAM MeMOpaH KIeTOK
nnn pochonunupcBaspIBarOUINM 6e1KaM KPOBMU.
Knunnueckne nposBnenns, ceAasanuble ¢ AOA B Kpo-
BI, BAPBUPYIOT OT 6€CCUMIITOMHOTO HOCUTE/IbCTBA
TI0 YTPOXKAIOIMNX XV3HY IIPOABICHN, CBA3aHHBIX
C pa3MepoM, 4NC/IOM ¥ BUJJOM OKK/TIO3MPOBAaHHBIX
cocypoB. ADC yaie BcTpedaeTcs y XKeHIUH (COOTHO-
IIeHNe KeHIIVMH M MY>KYMH COCTaBIAeT 5:1) 1 06bIY-
HO pa3BUBAeTCA B CpefiHeM Bo3pacTe (0Koso 35 jieT).
ITepBuynbiit n BropnyHbiit AGC 06HApYXUBAIOT 10Y-
THU C O HAKOBOJI YacToroit [16]. Knnunueckue npo-
SIB/IEHMSI TPOMOO30B pas/INYHBIX TOKATN3ALNIT Jallle
Pa3sBUBAIOTCA Y MALMEHTOK C IOBBIIIEHHBIM YPOBHEM
ayTOAHTUTEN K KapAMONUIINHY U P2-ITTMKOIIPOTEHHY
1 xmacca IgG [19,20]. AQA npucyTcTByOT IpUOIN3N-
TenbHO y 40% manuentos ¢ CKB, 13 HUX MeHee yeM
y 40% ecTb snmsonsl TpoM603a [21]. Beicokuit puck
TpOoM6006pa30BaHNUsI OIPeNe/IsIeTCS IPY IO3UTHUB-
HOCTM 10 BOTYaHOYHOMY @HTUKOATYJIAHTY U 11O TPEM
tunaMm AQA (BOTYaHOYHBIT AHTUKOATY/ISHT + aHTHUTe-
J1a K KapAUONUIINHY + aHTUTeNa K P2-ITTMKOIIPOTENHY
1), a Taxoxe s CKB npu n30nmpoBaHHO OCTOSH-
HOJI TO3UTMBHOCTM IO AHTHUTE/IAM K KapUOMUINHY
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B BBICOKUX U CpeZHUX ypoBHAX [16]. Eme ogHuM
NIPU3HAKOM, KOTOpPbIit acconuupyerca ¢ ADA u Mo-
KeT IpeIIecTBOBATh Pa3BUTUIO TPOMOO03a, ABIAETCS
tpoMmbouronenna. Huskuit yposeHb TpOMOOLNTOB
BCTpedaercs B 27,7% cimydaeB IepBUIHOTO 1 B 22,4%
cny4daes BropuaHoro AQC, mpu 3ToM TpoMbOLMTOIe-
HI daille 6p1BaeT yMepeHHolt (50-100x10°/1). B 5-10%
CTy4aeB BBIAB/IAETCSA BbIPa)KeHHOE CHIDKEHMe Komnye-
crBa TpomboruToB. IIpn CKB TpombonuTonenus 1o-
CTOBEPHO Yallle BO3HMKAET Y OOIbHBIX C BOTYaHOYHBIM
AHTUKOATY/IAHTOM (B 55% CrydyaeB) M aHTUTENAMU
K KappuonunuHy (y 29%). B 70-82% cnyuaes 60mbHbIe
CKB ¢ Tpombornuromnenueit, a Takxe 30-40% 6071b-
HBIX C MAMONATHYeCKOI TpoMmborToneHueit (VITII)
sapnsaoTcs APA-nosutTuBHBIMY [16]. My»KcKoit o,
TPOMOOLMTONEHU ¥ 3HAYUTENbHAS I/IUTEIBHOCTD
CKB ABNAITCA MPOTHOCTUYECKY HEONMaronpyATHBI-
MU IPU3HAKaMI, KOTOPbIE TIOBBIIIAIOT BEPOSATHOCTD
penuzanBa Tpom60308 [18].

IIpu yrny6/1eHHOM MMMYHOJIOTYeCKOM 06 CIeoBa-
Huy naunenTa C. MOMydeH OTPULIATENbHbIN pe3yb-
TaT Ha HaJM4Me aHTUTeI K 6eTa-2-T/IMKOIPOTENHY
Ig G+A+M, x kappuonunuHy. K rpombouurtam. He
BBIAB/IEHO cHIDKeHMe mpoTtenHa S u C. Ilpu mposene-
Huu guddepennmanproit guarsoctviku ¢ ITHT cpepu
apuTpounToB u neitkounuTos knoH ITHI BpisiBNEeH He
6b11. ITpy MOJIEKYIAPHO-TeHETUYeCKOM MCCIeOBAaHIM
BOCbMU IOTMMOP(QHBIX MapKepoB, aCCOLUNPOBaH-
HBIX C PUCKOM pa3BUTUA TPOMOOPUINY, BbIABICHBI
HOMMMOP(V3MBL TeHa TPOMOOLITAPHOTO PeLenTopa
(nuTerpmua) ITGB3(1565C), reHa akTuBaTopa Ijas-
munoreHa PAI-1(5G/675/4G) v reHa KOAry/IsALIOHHOTO
¢dakropa [(G455A) (dubpunoren). OgHako MyTaLmit
reHa npotpombuHa G20210A, G1691A (Jleiizen) 06-
Hapy>keHO He Ob1710. DTV reHeTHYecKyie 0COOEeHHOCTI
He MOTJIV CTaTh OCHOBHOJ puunHol TBB. Yunteipas
yMeHbIIeH)e pa3MepOB IeYeH!, CIIJIeHOMETannio,
OTEYHO-aCLMTHYECKMIT CUH/IPOM, IIPU3HAKM Hapylle-
HuA QyHKIUIT nedeHy (061mit 610K B KpoBy 44,6 r/11,
anpbymuH 17,8 r/m, I1B 20,6 cex, MHO 1,90, ITTY 37%),
AMarHOCTYPOBAH LMPPO3 HeYeHM, KOTOPbI J/INTENb-
HOe BpeMs Y 60/IbHOTO ObIT KOMIEHCHPOBaH. Peskas
IeKOMITIEHC AN ITIPOM3OLITIA TPV Pa3BUTUM TPOMOO3a:
HOSABUJICA OTEYHO-ACLUTUYECKMIT CUHIPOM, JKeNTYyXa,
061t GMIPYO6MH MOBBICUICA ¢ 17 MKMOb/1 Ko 107,4
MKMOJIb/T1, 06111111 610K CHU3MICA ¢ 62 /11 1o 49,2 1/11,
IITU - ¢ 75% o 23%, TpoMboLuTHI ynanmu ¢ 73x10°/n
mo 17x10°/n B punamne. Yepes Mecs1 mocie pa3BUTHA
TBB nactynuna cmepTh nanuenTa. Ilpu maronoro-
aHATOMMYECKOM MCCIIe/JOBAHNY JMArHOCTVPOBAH
MEJIKOY3/I0BOJl MOHONOOYIAPHBI LIUPPO3 ITeYeHNI
(macca megenn 900 rp, mpu HopMe 1600 rp.). Cungpom
HOPTA/IbHON TUIIEPTEH3MM: CIJIeHOMeranns (Macca
cenesenku 340 rp. npu Hopme 90-120 rp.), acuut (700
Mi1). [IpUCTEHOYHBII 04aroBbIit TPOM603 BOPOTHOII
BeHbI. O611as >xenTyxa. IIpy rMcTONMOTM4eCKOM Mc-
CIeOBaHNY ITeYeHY OOHAPY)KeHa Pe3KO HapyIIeHHa s
TMCTOAPXUTEKTOHMKA MeYeHN C HapYIIeHNeM CTPYK-
TYPpbI JoTeK, GOPMUPOBAHMEM Y3/I0B-pETeHEePATOB,
PpasfieNleHHbIX MeX/Y CO60I IV POKMMI IPOCTIOKAMIU
COENVHUTENbHOM TKaHM, IOPTOKaBa/IbHbIE, TOPTOLIEH-
Tpa/bHbIe CENTHI, IOXKHBIE JONMbKY 6e3 LIeHTPaIbHOI
BEHBI B cepefiVHe. BrIABIeHa 3epHMCTaA fUCTPODUA
u 1 PysHO-04aroBast MeNKO-KpyITHOKAIIe/IbHA S XU~
poBas AucTpoduA renaTouuToB.
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JaHHBII CIy4ail feMOHCTPUPYET HeOOBITHOE Te-
JeHMe IMPpo3a MedeHn ¢ GOopMUpOBaHMeM B GpuHase
TSKE/IOTO PEKOTO OCTIOKHEHNU .

Jleauerne TBB npu iuppose edeHy ABIAETCS CITOXK-
HOII 3a/1adeii. HoBas KoHIENINA JONyCKaeT leueHne
AHTUKOATY/IAHTAMM, XOTs paHee 3TH NpeNapaTsl CUn-
TAJIVCh IPOTUBOIOKa3aHHbIMMI. CHCTeMaTU4eCKIIT 06-
30p U MeTa-aHanus, nposefieHHblit L. Loffredo 1 coasT.
(2017), cBumeTEIBCTBYET O MOTTHON peKaHaIN3aLIN
TBBy 53% marueHTOB, HOMTy4YaBIINX aHTMKOATy/IAHTHI,
npoTuB 33% 6e3 aHTUKOaryNAHTOB. OTHOIIEHNMe IIaH-
cos (OII) cocraBuio 3,4 (95% OW: 1,5-7,4; p=0,002).
ITporpeccuposanne TBB numeno mecto y 9% nmanu-
€HTOB, II0yYaBIINX AHTUKOATYNAHTHI, IPOTUB 33%
HesleyeHHbIX 60mbHbIX (OIII 0,141; 95% IO1: 0,06-0,31;
(p=0,0001). ITpyu 3TOM 9aCTOTA CIIOHTAHHBIX BAPUKO3-
HBIX KPOBOTeYeHNIT 3aUKCUPOBAHO y 2% JINLL, TIOTY-
YaBIIMX AaHTUKOATYAHTHI 1 y 12%, He MIOMyYaoLUxX
atu ipenapatsl (OI11 0,232; 95% IV: 0,06-0,94; p=0,04)
[22]. EASL B cBoeM pykoBogcTBe 2016 I. peKOMEH/yeT
HaYMHATh AHTUKOATY/NAHTHYI TEPANINIO IOC/Ie IPO-
BeJIeHMsI COOTBETCTBYIOLIEI TPO(PUIAKTUKI KPOBOT-
euenua u3 KKT (A1), kak MMHUMYM, Ha ntonroga (B1).
Korfa mpoxoanMocTs BOPOTHOI! BeHbI IIpH TPOMb03e
BOCCTaHOB/IEHA, AHTUKOATYNAHTHYIO Tepanuio pe-
KOMEHZIYeTCsA MPOJO/KUTD ellle HECKONbKO MecsIleB
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