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Boseams Bexvera (BB — cHOTEMHEA BE3CKYAMT HEMABECTHON ITHOADTHM, 431 BCTPE4AIOWMACH B CTPAHEYN, PACTI0ADKEHHE N0
xoay Beankorno weakosono myTH. 33001 eRaHME AMArHOCTHEYETCR MM HAAKMHH Y MEUMEHTA 4 OCHOBHED AHArHOCTHHECKKE NpH-
IHAKOE: APTOIHOMD CTOMATHTA, F38 B O0ASCTH MTEHMTAAHH, NOPAXEHHA Ma3 M KOKH. COCYAMCTaR NaToAOMHE, OTHOCHMAER K Manki
xpuTEpsas BB, xapakTeprayeTcs obpalosaHMes aHEBDHIM H TROMO03I08, NPEMMY IWECTEEHHG B BEHOIHOM pycae. Mpu BeHoaHE:X
HEPYWEHHS TPOMB0aE MOMyT CPOPMHPOBATECR B ADBOM COCYAE, BKANHEN NOABE, LEpelpanEHEE, ABMOHHEE W ATy THE Berb. B
CTaTLe MpHeeseqs 2 kanHsyecc Habuoaesuus BB © BHyTpHCEpaeuHEM TposGo3oM. MNepaui caysal — y nausedTa 24 aeT ©
ADCTOBSHEM AHArHO30M BB NpH 3OKapaRorpagiH B NOACCTH ABBOMD REAYACHED OOHAY KEH GEHMEH CNOHTAHHOTD BOOKOH-
TRRCTHROEIHMS, MCHEIHOBEHHE KOTOPOrD NPOM30WAD Ha (HOHE MMMYHOCYMpeccHBHOR Tepanuk. Bropoe HaGuosexsne — naum-
EHTEa 34 AET, EOTOROA AHarHo3 bBb yOTanoBAEH Ha OCHOBAHHH MEXAYHAPOAHLEX KpHTEPHER GOABIHH ahTOIHOND CTOMATHTE,
NOPEEEHIA KOKH (MCERADMY CTYAES, YIADBEATad IPHTEME) 1 W38 B 0GAACTH reHMTacHiA. [P EDMNBIOTEPHOA ToMOMPathH4eCko
aHMMOrpativK B NOADCTH NPABoro MPescepads OGHapy KeHds obpaiosaHwe (Tposmb) passeposm 3,72, 2 ow. Kpose Torn, TposGs
HAMEAHCE B NEYEHOYHOR W HHRHER NoACH Berax. B obous cay4ans OTEADHEHHA B CBEPTHBAINER CHITEME HE HaRABEHD.

Kasriomne cADBE: GONEIHE BEXHETE, BHYTPHOEDASY HLH TROWMEO3, AHSIHOCTHES, TEPEITHRA.

Behget's disease: Intracardiac thrombosis (a description of two cases and a review of literature)
Z.5. ALEKBEROVA, P.5. OVCHAROV, T.A. LISITSYNA, A.V. VOLKOV, T.V. POPKOVA

WA, Masonova Research Institute of Rheumatology, Moscow, Russia

Behret's disease (BD) is systemic vasculitis of unknown etiology, which is more comman in the countries located along the Great
Silk Road. The disease is diagnosed if a patient has 4 key diagnostic signs: aphthous stomatitis, genital sores, and eye and skin
lesions. Vascular diseases referred to as minor criteria for BD are characterized by the formation of aneurysms and thrombosis,
predominantly in the venous bed. In venous disorders, a blood clot can form in amy vessel, including caval, cerebral, pulmaonary,
and other veins. The paper describes two clinical cases of BD with intracardiac thrombaosis. In one case, a 24-year-old male
patient with a documented diagnosis of BD, echocardiography revealed a left ventricular spontaneous echo contrast phenomenon
that disappeared due to immunosuppressive therapy. The other case was a 34-year-old female patient, in whom the diagnosis was
based on the international disease criteria: aphthous stomatitis, skin lesions (pseudopustulosis, erythema nodosuml, and genital
sores, Computed tomographic angiography showed a 3.7%2.2-cm mass (thrombus) in the right atrium. In addition, blood clots

were present in the hepatic and inferior vena cava. Mo abnormalities in the coagulation system were found in both cases.
Keywornds: Behget's disease, intracardiac thrombosis, diagnosis, therapy.

EE — Boncaues Boxuera
KT-anrsorpadss — kosMnbioTcpran Tonorpageecckas aHrmo-
rpadus

I — npapoc npeacepmc
oKl — sxoxapn

Bonesue bexuera (BEB) — cHcTeMHBOI BACKYNIMT HEMI-
BECTHOMH ITHOMOIHH, Yallle BCTPeYaloUIHACcA B CTpaHax, pac-
NONOKEHHENX Mo xony Bemuxoro menkosoro myma [1]. 3a6o-
JIEBAHMHE THATHOCTHPYETCH NMPH HATHIHH ¥ MAIHEHTI YETEIPEX
JAHATHOCTHYECKHX NTPHIHAKOE: adToIHOND CTOMATHTA, A3 B
0fGNACTH TeHHTATHE, MOPAKEHHA raa3 M KoK [2].
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Yacrora paserTHa 3adonesanuii cepoua v Soneex BB
xonednerca & npenenax or 1 no 16,5%. HanGonee uacto
BCTREUAIOTCA NEPHEAPIHT, NOPAXKEHHE KIANAHOE, KOPOHAD-
el aprepumT, avespuaIMel, weagaper muokapaa [3, 4]. Co-
CVIHCTAA MATOIOTHA, OTHOCHMAA K MamtkM kpurepuam BE,
XapakTepHIyeTcH 0DpazopaHMeM aHEBpH3M W TpoMbo3oE,
MPEMMYIIECTBEHHO B BEHOIHOM pycae [3, 6].

Kapnuaneukie nposmmedua npy BE ne peerna auarmo-
CTHPYITCH CHOEBPEMEHHO, BCIEACTEHE YEND HASHAYASTCH HE-
ATEKEITHAA TEpanuA. MOPMHPOEAHHE AHEBPHIM H PAIEHTHE
TPoMGO3I08 KPYIHEIX COCYI0R CYIIECTHEHHO YXYIUIAIT Ipo-
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3.C. AnexbepoBa » COABT.

rH03 M nossmanT cqMepTtaocts npu BE [7]. Cpasuurentuan
YACTOTA COCYAHCTON NaToAorHKE B PAZHEIX KOTOPTAX NalHeH-
t1on ¢ Bb kxoneGnerca s npepenax or 14 go 39%, npu arom ne-
HOZHOE WCI0 MOPAEAETCH yame, 4eM aprepuansuee (8, 9].
[Tp# BEHOIHENX HAPYIIIEHMAX TPOMBOIE MOTYT (MOpMHPOBATE-
CH B M000M COCYIE, BEIIOYAR BEPXHION H HHIEHID NOEE
BEHEL, LEPeOPANEHEIE, TETOYHEEE W D,

TposboTiueckie MACCH MOTYT MHTPHPORATE OT MECTA MX
00pasORAHNA N0 BEHAM K NPABEM OTIENAM CEPaUA — Mpeod-
MATAMIIEH TOKATHIAIHK BHYTPHCEpAeYHEIX Tposmboson [ 10].

B neprix oTnenax cepaua TpoMOO3EI BCTPEYAINTCH Kpaiine
penko, omMO0UHO MOTYT TPAKTOBATECH KAK MHKCOMA C MO-
CNEMYIOIIHM XHDYDTHUECKMM BMelraTenseraos [11].

Hensmo myGnMEaHmM ARISeTCH VIVIIIEHHE THATHOCTHKH
penkux npoarnenuit BB, ana gero npencrarnaesM onHcaHAe
ABYX KMHHHYECKHX CIYYaeR BHYTPHCEPISYHEIX TpoMGOI0B
np# 31oM 3abonesannn. B oreuecToenHolt nHTepaTy pe Mu HE
OOHAPYXIUTH TyOAHKALNEN, AHATOTHIHEIX ITPeACTARTHE MO,

Habmonenne 1. Bonkaodt 24 aet, yabex, nauano sabomne-
BaHHA B |8 ner, c apTPHTOR KPYIHBIX H MENKHX cycTason. C
19 meT npucoemMESIOTCH GONEIHEHHEIE S3BEI B MOIOCTH PTa H
Hi NEHHTATHAX, Yepe3 rol — ABYCTOPOHHH NAHYBEWT, a 3a-
Tem yanoearad spurema. [Juarnos Bb yeranomnnen wa ocnona-
HHH MEPETHCIEHHEN MPHIHAKOR, 4 TAKKE MOIOKHTENEHOMD
TecTa narepriad M HocHrenecTea HLA-B51 — reperiueckoro
mapkepa 3af0IeBAHHHE B COOTBETCTHMH C MEMIYHADOIHOM
knaccumkanmei [2].

JlaBopaTopHEE NOKAZATENN: CKOPOCTE OCENAHME IPHTPO-
o 70w, mefkomas 12,2 10°/ 0, tpomBommres 346- 107/,
tubpuroren 10,05 r/n, Domaneep 2,11 sr/n. Anmichocdoms-
MAIHEIE AHTHTENE, 4 TAKKE CKPHHHHT Ha HACTIEICTBEHHEIE
TpoMBOGHTHHE OTPHIEATELHEE.

Ha snexTpokaprrorpaMMe CHHYCOBAH TAXHEAPIHA, TH-
NATALMA JNEBEX OTAEN0H CEPAUA M NPABOID [TPENCEpIHA
(TTIT). Mpn sxokapmaorpadem (SxoKD) B nonoctd nesoro
WEMY A0UKA 00HAPY KMBANCH (eHOMEH CIIOHTAHHOID JXOKDH-
rTpacTwposanuA. [Ipu pyImexcHOM CKAHMPOBAHHH BEH HIX-
HHX KOHEYHOCTEH MaronorHyeckmy HIMeHeHH i He odunapy-
weHo. B pansneiimes ua chone MMMy HOCYTIpECCHEHOM Tepa-
MHH OTMEYANACE HOPMATHIAMA NaGopaTopHMX MOKA3ATE-
nedt, mpy DxoKl — uoueanorenme eHOMEHA COOHTAHHOTD
INOKOHTPACTHPOBAHHA.

Habmonenwe 2. Bonkmas 34 ner (Mams pycckas, oTen
YEPAHHEL), B TEUEHHE MOJIA CTPANANA AdTOSHEIM CTOMATHTOM.
[Mours opHOBpPEMEHHO NOSBMIHCE GONESHEHHEE, MHOME-
CTBEHHHE H3B0OYKH HA TEHHTATHMAX, TEPNETHYECKas HH{peK-
maa wemouena. [Ipn ocMOTPE B KIHHHKE M3 KOKE CITHHE
ONPENENAINCE MHOKECTBEHHEIE NCERNOIYCTYIR, YiI0BATAR
IPHTEMA HIDKHHMX TpeTed roneneit. B naboparopuix nokasa-
TEJIAN, BEINYAS CEEPTHBAIMEN CHCTEME! KPOEH, METONOTH-
YECKHX CABHTOE He obHapyxeno. BonkHOM npopeneHEl Mar-
HHTHO-PEIOHAHCHAN TOMOTPAQHA CEPALA W KOMIBIOTEPHAR
ronorpadsueckan anruworpadms (KT-anrmorpadma) rpyn-
HOil KneTkH | GponmHoil nonocTH.

B mmecsmx otnenax [111 ¢ pacnpocrpasenmes Ha HMx-
MO TIOOTYI BEHY ONPEAeNHeTCH HEIHAUMTEIRHOE TOIBHK-
HOe 0bBEMHOE 00pAI0EAHHE, COCTOAILIEE H3 HECKOIBKHMX ¥3-
noe. Boneimit mo pasmepam vien pacnonokes B [0, na sa-
CHOHKE HHKHER monof peHM, MPHEPHBAET YCTHE KOPOHAPHO-
ro cHHyca. MeHBImMil y3en pacnmonoXeH B TEPMHHATEHEX
OTHENax HIKHER NonoH peHs, MaTeHEKHE YNkl pACIPOCTRa-
HAITCH HA YCTEA MEYEH0IHEY BEH.

80

Jns yrouHeHHA XApaKTeps NOPAXEHHN COCYI0E TIPOEE-
peua KT-anrmorpadwn opranos rpyayodl B OpomHod nono-
cti. B nonoca [N11 onpenenserca ofpasopanme, cocToAies
M3 HECKONBENX yanos mHaMerpoM ot 0.5 no | oum, ofnmw pas-
mepon 3,7 2,7 o, bonkinas 4acThy ana PACTIONOKEHA B HEK-
neit yacTr [111 ¢ pacnpocTpaneneM B HHEHIDD NOTYI BEHY
N0 IATHEMEIHATEHOH CTEHKE HA NPOTAKEHHH W JANee B Ne-
EYI0 MEUSHOYHYID BeHY Ha nporTmsenmd 5 owm. [MammenTtie
yeTaHomnen cnemyionmi guarmos; BB penmmmBHpyionm
AfTOIMENY CTOMATHT, A58 MEHATATHI, NopaxeHHe KoxkH (y3i-
NOBATAEA IPUTEMA, TCERAMOIYCTYNED), MOPAKEHHE CEPIEUHD-
cocymucTol cucremil (Tposmtoa T1T1, mmoxmedi nonodl sem,
MEUEHOYHEN BEH ).

[Mpupegermmue 2 cmyuan bb 3acmyameanT sHMMapm,
NOCKOALKY © TakoH COCYIHCTOH NaTonorded MorvT crof-
KHYTECH CTIEIHATHCTE PAIHLX npodpmeil, npH IToM coppe-
MEHHAH IHATHOCTHES TOZB0IHT HI0EMAaTh TSKENLI OpraH-
HEIX CMEDTENLHC ONACHEX OCI0MKHEHH.

Mo nanmem dpasiysccux wmecnenosatened, w3 807 ma-
urenTor ¢ BE v 535 (6%) MMENHCE CEPIEYHO-COCY IHCTRE OC-
mossieHHa W ammk v 10 ofHapykeHs BHYTPHCEDOEUHEIE
TposOe [12].

B mpyroit pafore, B KxoTopOil HIYUATACE PACTIPOCTPAHEH-
HOCTE KAPIHANTLHEX ocnoHerHd v 469 Gomeamx ¢ BB, Tom-
Koy 2 13 |8 BnSRnsncH BHYTPHCEpIeUHENH TpomGoa [13].

Mo namuHEmM THTEPATYPEL, TOCERALLIEHHOH XHDYPIHYECKHM
pMeraTeEcTeaM Ha cepaue np BE ¢ 2000 no 2013 r., npea-
crapneHnbM B Kurae, w3 22| omemamenscTea Ha cepmne
Tokko 23 (10,4%) sanoiHeHs B CRAIH © BHYTPHCERIEUHEM
TpomGosom [14].

[Tpu BE myTpHCcepneanil TPOMBO3 BCTPENAETCH MPEH-
MyIECTEEHHO ¥ My#umH B soapacte or 20 no 40 ner. Tak, v
HCCNENOBAHMH, NMpoReteHHOM B TypLMH, CpengHMEl BOIpacT
22 nanmendron coctasua 29,1 roga [153). B apyrodt paGore
CpenHHi BOspacT GONEHRIX C BHYTPHCEDIEYHEM TROMOO30M
coctamsn 28,5 rona [ 16]. Ananns mHreparypel, NpoBeIEHHEL
g XM r., nokazan, uro BB ¢ ocnoxMeHHEM BEHYTPHCEDIEY-
HEIM TPOMOO30M HYANIE BCTPEUAETCHA ¥ ML, NPOKHEIBIIHX B
cpemuIeMHoMopckoM Baccefine u Ha brvoxnes Bocroxe [17].

Pazpnrie Tpombosor v GonkmmHcTEa GonsHex BE acco-
UHHPYETCH C BEICOKHMH YPOEHAMM SHTHTEN K KapIHOIHITH-
HY, B,-rmuxonporenna I, HAPYIIEHHAMHE B CHCTEME TEMOCTA-
34, YT HAAMOIEeTeH MpH AHTHROCHOIMITATHOM CHHIPOME.
¥popens npotennoe C | S, aHTHTPOMGHHEA H MOMOIIMCTEHHA ¥
foneHex BB Taicke, kax npapumo, mopsansskii. Ocuonaod
BxAN B paindTHe Tpombozor npu BB srocaT socmanense co-
CyIHCTOl CTEHEHW, ETHAHHE MEIHATOPOR BOCIIATEHHS, IHC-
Yy HKITHA SHO0TENHA W OKHCTHTENRHET cTpece [18].

B GonmMuMBECTEE CTVYSED BHYTPHCEDIEYHEE TROMOR 06-
HAPYXEHH B Npaskx oraemnax cepaua. Tax, n Typumm vy 17 u3
22 nanmeHTOR TROMG OHADYEEH B MPABKIX OTIENAX CEPILA, ¥
3 HAXOIMAN KK B NPABLX, TAK W B JIEERX OTIENIX CEPIUA, ¥
2 — ToneEo B neprx otoenax. Hamm naGmonensn sadmkcH-
POEATH TPOMOGOS AEEEIX OTIEN0E CEPILE B OIHOM CITY43e, B0
gropom — y seHnmukl ¢ BE v [T, Cremgyer ormerHrs, uto v
0 nmauMeHTOR BHYTPHCEPIEUHEIT TPOMOO3 AEMICH NEDBEM
cummroMom BE 3a 6— 12 mec no nosmmesss apyrMx cCHMITTO-
mope sadonesanss [15]. Tlprusniil, no KOTOPEM NOpPAXEHHE
MPABKIX OTIEA0E CEPIIA NPecinalaeT Hal NEBEMH, HESCHEL
XapaKTepHEMH CHMITOMAMH TOPAKEHHH NPABEIX OTISA0B
cepnua npe BB sanmores nuxopanka, onesmmea, 6ok B rpya-
HOit KNeTEe W KpoBsoxapkanke. HecnemdwamocTs cumMnmo-
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bosedne bexweTa: BHYTPHCEPASIHEA TROMBOZ

MATHKH MOXET BECTH K cinnGounbiM nwarnosas. Hepenxo
TAKHM MAIHEHTIM VCTAHARLTHEATH THATHDI HADEeKIHOHHOND
IHADKANIATA, M B 3TOM CIYYAE B OTCYTCTEHE OTBETA HA AHTH-
DAETEPHATRHYID TEQANHID IHATHOI NNDEEH OHTh MEpPECMO-
Tpen. Kposme Toro, eMyTpHCcEpIeuHER TPOMBOI RHAYATE MO-
WET MPOTEKATE GECCHMITTOMHO W ORITE CAyvdaiHoi Haxnmkoit
npu SxoKl, B Typume on@can nauMedT ¢ XanoGaMH Ha pe-
IHIHEMPYIOIIHE H36L B NOMOCTH pra, cybdedpiriLayio Tem-
NepaTypy Tend, NOTepi0 MACCH! TENA M VCTAIOCTE, ¥ KOTOPOTrD
1a FxoKT 8 npanosm xemynouke OKAIAMACE «MACCAs , KOTOPYED
PacLEHHIH KAK MUECOMY HeoOsmMBoi nokcamras, [Tpm xm-
PYPIHYECKOM BMENIATENLCTEE W3 CEPAIE HWIRTEHEH Tpomb.
MManmenTy HATHAYEHA AHTHEOATYIAHTHAR TERAITHA, HO YEDes
5 mec npi moaropaoit SxoKI snoss oGuapyxen tpowt n [T
Bepudmmponan muwarnos BB, npopeneHo neveHHe MMMyHD-
cynpeccuHo# Tepanmueil. Eme wepes 5 Mec npuanaks TpoM-
Go3a [ orcyrereosamm [19].

lMomuMo BHYTPHCEpIEYHEX TPOMOOE ¥ NALHEHTOR C
BE mmarHocTMpyoT SHEHPHIME NENOUHLL ApTepHil WM
JAPYTHX ASTOUHEIX COCYI0R; M3PEAKA BCTPEYATCA AHEBPHI-
ME 30PTH, B YACTHOCTH g€ Gpiomporo ornend. 9ta cepaed-
HO-COCYIHCTAN MATONOrHA — YACTad NPHINHA TeTAnhHLX
MCXOAOR BCIEACTEHE PaipuBa aHespisMe. Kpome Toro,
MpH CPARHEHMHA DEYX rpynn — 13 93 Gonkrsx BE ¢ aryTpe-
CEpIegHEM TpoMO03oM ¢ nomyaaneed namenton ¢ BE »
HETOM, ¥ TIEPEEI YAIE BRESRHIHCE MOPAKEHNE TErkmx (56
1 0,7% COOTBETCTBEHHO), BEHOIHKE TpoMGos — v 42 n 10%
u aprepuit — v 38 w 0,.8%, nosromy B ciyuas BRIMRNEHHA
BHYTPHCEPAEYHE TpoMGoR v nammenTon ¢ BE neofxonmmo
nposegenne KT oprasos rpymHoil KIETKH W CKaHHPOBAHHE
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BEH HHAKHHX KOHEYHOCTEN ILH MPeryIpesicHis BO3MOK-
HEX ocnoaHenHi [20, 21].

Bropas npobaema — nrbop Taxracs nedenHn. [pue-
HEHHE AHTHKCATYIAHTOR GE3 MMMYHOCYTIPECCHBHOI TEpanuu
neade iR, BT0 IEMOMCTPHYIOT HE TOABKD HALTH, HO M
HAGMINAEHHA APYTHX AEToponR [4, 6], KOTOpRIE MOTYEPEHBAIOT,
YT0 HATHAYEHWE AHTHECATVIAHTHON TEPANMMHA MAUHEHTAM C
BHYTpHCEpIEYHEM TpoMGozoM npu BE Ges comyreraymoumeit
HMMYHOCYTIPECCHBHOM TEPANHH HE NPHBEOIHT K HCUE3HOBE-
umMio Tposmbon. B mccaenosanmm ¢ yuacmem 17 manueHTOR
[15] moem Gez MCKMIOUEHHA NPOBOIMIACE IIYILC-TEPAITHA
NPETHHZOIOHDM B TESeHHEe 3 THel ¢ MOCTIE Ty I0MIHAM ITPHERMOM
IMINKOKOPTHEOCTEPOHIOE B BHCcoKHX no3ax (1 mr/er/oyT); 18
MANMEHTOR Momyuam mvciodocdammn, 3 — azarMonpam.
[Mocne paspelneHHA AHEBPHIME! TETOUHOH apTepun & naum-
EHTaM NPOBOIHNEACE AHTHKOATYIAHTHAA TepanuA papdapH-
noM. B pesyanrate MMMyHOCYIPECCHEHOH TEPANTHA HA NPO-
TaseHHH 6—12 mec B 13 covuasx TpoMOGOIE! NOMTHOCTRID HC-
YEINH, 3 B 7 YMEHBIIHIHCE MX passepsl. [lo nanuesma wccme-
IOBAHHA, MpoBeneHHoro B KuTae, n3 7 GONBHEX B pesyILTaTe
TEPAIHH NPETHHINI0HOM H HMMYHOCYIIPECCAHTAMH B Teue-
une 6—42 mec (B cpenued 14,8199 mec) v 5 manmenTon
TpoMOLL HCUEAIH, 4 Y 2 OCTABAMHCE CTa0MILHENH [22].

Taxum ofpazom, nporaos v GoneHeX BE ¢ TpoMGoTIIE-
CKMMH OCNOKHEHHAMH B LEN0M HeQnaronpHaTHeE B 0ToyT-
CTEHE TEPAmHMH ocHOBEHOTO Zabonenauma. [Ipuedcnme npu
EE mmMyHoCynmpeccHBHOM TEPANHE BEIET K HCUEIHOBEHHID
TpomboR naxe Ge3 AHTHKOATY THHTOR,
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