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[MoparkeHne cepaeYHO-COCYQNCTON CUCTEMDI
npw 6one3nn bexyeTa

Cardiovascular Involvement in Behcet's Disease

Peslome

BonesHb bexyeta (Bb) OTHOCKTCSA K CUCTEMHbBIM BaCcKyNIMTaM, MOpaX<aloLmM coCyibl Iio60oro Kanu-
6pa (Manoro, cpefiHero 1 6onbLlUOro) 1 TUNa (apTepuru, BeHbl U Kanunnapsl). Bb xapakTepusyeTcs pe-
LnAMBYPYIOWMMM A3BaMK B MOJIOCTY pTa U/ NONOBbIX OPraHOB, COMPOBOXAALWMMMNCA BOCNanu-
TeNIbHbIMM NOPAXKEHNAMUN KOXKW, r1a3, CyCTaBOB, XKeyA0YHO-KNLLEYHOro TpaKTa U/unn LeHTpanbHON
HepBHOM cucTeMbl. [aTonorua BeH 1 TPOM603bl ABAAIOTCA OTINUUTENbHBIMK NPU3Hakamu Bb. Tem He
MeHee NopaXkeHve cepaLa 1 apTepuii TakxKe ABNAETCA BaXKHbIM aCNeKTOM 3TOro 3aboneBaHus, yxya-
LIAOLWMM NPOrHO3 NauueHToB. [aTtonorua cepaua BKAYaeT NepuKapanT, MUOKapAWnT, SHAOKapanUT
C pa3BUTEM HEOCTAaTOYHOCTY KNanaHOB, BHYTPUCEPAEUHBIN TPOMO03, SHAOMMOKapaManbHbI ¢u-
6p03, KOPOHaAPUT C NHbAPKTOM MUOKapAa UK 6e3 Hero, aHeBPU3MbI CepAaLa, KOPOHAPHbIX apTepuit
unu cuHyca Banbcanbabl. JleueHne ceppeyHo-cocynmcTol natonorum npu bb B ocHoBHOM amnupu-
yeckoe ¥ HampaBneHo Ha NofaBneHne akTMBHOCTU BacKynuTa. Kpome Toro, no nokasaHuAaM MoXeT
NPOBOANTLCA XUPYPrYECKOE N MHTEPBEHLIMOHHOE BMELLATENbCTBO. B 3TOM 0630pe Mbl paccmaTpu-
BaeMm BOBJIeYEHVEe B MAaTONOrMYECKNin NpoLecc cepaeyHo-coCyamcTon cuctembl npu bb.

KnioueBble cnoBa: 6one3Hb bexueTa, BacKynuT, nopaxeHue cocyoB 1 cepaua, TpPomb603, KOpoHa-
pUT, aHEBPU3MbI, ULeMrYecKan 6onesHb cepaua, neveHue.

Abstract

Behcet's disease (BD) is vasculitis that affects the vessels of different size (small, medium, and large)
and types (arteries, veins, and capillaries). BD is characterized by recurrent oral and/or genital
aphthous ulcers accompanied by cutaneous, ocular, articular, gastrointestinal, and/or central nervous
system inflammatory lesions. Venous pathology and thrombotic complications are the distinctive
features of BD. However, cardiac involvement and arterial complications are also important aspects of
the disease. Cardiac lesions include pericarditis, myocarditis, endocarditis with valvular regurgitation,
endomyocardial fibrosis, intracardiac thrombosis, coronary arteritis with or without myocardial
infarction, and aneurysms of the coronary arteries, myocardial aneurysm or sinus of Valsalva. The
treatment of cardiovascular involvement in BD is mostly empirical, and it is aimed at suppressing the
signs of vasculitis. In this review, we summarize the cardiac involvements of BD.

Keywords: Behcet'’s disease, vasculitis, cardiovascular involvement, thrombosis, coronaritis,
aneurysms, ischemic heart disease, treatment.
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MNopaxeHne cep,qequ-cocy,qMCTon cncTembl npun 6one3Hn bexueta

CeppeyuHo-cocyancTble 3aboneBanua (CC3) ABnAOTCA OQHON U3 OCHOB-
HbIX MPUYMH CMepTV BO Bcem Mupe: oT CC3 exxerofHo ymupaeT 6onbuie
niogen, yem ot NobbIX Apyrux npuuuH. B 2016 r. ot CC3 ymepno 17,9 mnH
yenosek, 4YTo cocTaBnsAeT 31% Bcex cnyyaeB cmepTen B mupe [1]. OgHon 13
NPUYMH NopaxeHna ceppeyHo-cocyaucton cuctembl (CCC), xoTa 1 Heua-
CTO, ABNAIOTCA CUCTeMHble BacKynuTbl (CB), B uacTHocTn 6onesHb bexyeta
(Bb). MopaxeHne KpynHbIX COCYAOB ABNAETCA OCHOBHOW MPUYMHOW CMep-
TV nauneHToB ¢ BB, 0cobeHHO Npr pPa3BUTIM aHEBPU3M JIEFOUYHON apTepun
(JTA), accoummpoBaHHbIX C KpoBoTeyeHuem [2]. MaTtonorma cepgua — ogHo
13 Hambonee TAXenblX NposABneHnin bb, cBazaH ¢ HebnaronpuUATHLIM NPO-
rHO30M [3, 4] 1 ABNAETCA OCHOBHOW NPUYMHON 3a60NIEBAEMOCTU U CMEPT-
HOCTW Takux naumeHToB [5]. MNpn BOBNeYeHUN B NATONOrMYeCcKnin npoecc
CCC cmepTHOCTb IOBOJIbHO BbICOKA U COCTaBnAeT npumepHo 20%. Cnegyet
OTMETUTb, YTO MopaxeHue cepaua npu Bb MoxeT 6biTb 6eCCUMNTOMHBIM
[6] n nHMUManbHBIM NposBneHnem BB, ocobeHHO y myxuuH [4], uTo Moa-
TBEPXAAIOT JaHHble NCCIefOBaHNA, COMMacHO KoTopbiM y 40,9% nauneHToB
nepsbiMn NposasneHnsmu bb 6bina natonoruna cepaua [7]. bb nmeet megu-
KO-COLMaNbHOe 3HauyeHne, Tak Kak 4acTo pas3BMBaeTCA B MPOAYKTUBHOM
TPYAOCNOCOOGHOM BO3paCTe, a MOPaKEHUE a3 MOXeT NPMBOAUTb K NoTepe
3peHus, a ocobble TuNbl BB, Takne Kak cocyancTbIi, »KenyaoUYHO-KMLLEYHbIN
1 HEBPONOTMYECKUIA, MOTYT 6bITb HEMOCPEeACTBEHHON NMPUUYMHOWN CMEPTM Na-
uneHTOB [8]. Y MosiofbIx NaumeHToB My»cKoro nona ¢ bb xapaktepHo 6onee
TAXKENI0e TeYeHMe 3TOro 3a6oNeBaHUA N BbICOKasi CMEPTHOCTb B CPaBHEHUM
C KEHLWMHaMKM 1 NayrMeHTamm noxmnoro Bo3pacta [2]. C uenbio CHMXeHuA
3a601eBaeMOCTU 1 CMEPTHOCTU BaXKeH MeXAUCLUMVHAPHBIA noaxop Ans
paHHel gmarHocTmky nopaxeHusa CCC [9], Tak Kak bb asnaetca mynbtncn-
CTEMHbIM XPOHNYECKMM BOCManuTenbHbiM 3abonesaHunem [10].

OnpepeneHne

CornacHo nepecMoTPEHHON HOMEHKIAaType BacKyMTOB, KoTopas Obina
npvHATa B 2012 . Ha MexAayHapOAHOW COrnacuTeNibHON KoHdepeHuun
(Revised International Chapel Hill Consensus Conference Nomenclature of
Vasculitides), k CB 6e3 npeobnagatoLlero Tvina BOBIEYEHHOrO COCYANCTOrO
pycna, nopakatoLmm cocyabl ntoboro Kanubpa (Menkoro, cpefHero u Kpyn-
HOro) 1 TMna (apTepun, BeHbl U Kanuanapbl), oTHOCAT bb 1 cnHppom KoraHa.
Bbb xapakTepusyetca peunansupyowmMMm A3BaMmm NonocTn pta u/mnn no-
NOBbIX OPraHOB, COMPOBOXAALMMUNCA BOCNANIUTENbHLIMY NOPAXKEHNAMMN
KOXW, a3, CyCTaBOB, XeNyOYHO-KULIEYHOro TpaKTa U/WanN LeHTPasbHON
HepBHoW cucTembl. [Tpn BB MoryT pa3BmBaTbCA BaCKyINTbl MENKUX COCYAOB,
TPOM60AHIMUTBLI, TPOMOO3bI, apPTEPUUTBI M aHEBPU3MbI apTepuia [11].

nugemMmuonorus

OTmeyaloT 3HaumTeNbHble reorpaduueckre pasnmuma B pacrnpocTpa-
HEeHHOCTM 3Toro 3aboneBaHna — Hanbonee BbiCOKas OTMeYaeTCA B pPerno-
Hax, pacnonaralwmxca Baonb apesHero LlenkoBoro nytu, npoxoaaLiero
oT CpegmsemHomopba Jo Boctournon Asun [8, 12]. B Typunn pernctpupyiot
caMy10 BbICOKYIO pacnpocTpaHeHHOCTb bb — 20-420 cnyyaes Ha 100 000 Ha-
cenenua [12, 13]. OgHako pe3ynbTaTbl MONYAALMOHHbBIX NCCIef0BaHNUIA No-
Ka3blBaloT, YTO B HACTOALLEe BPEMSA BCIEACTBUE MUrpaLmm reorpadpuyeckas
pacnpocTpaHeHHOCTb 3Toro 3aboneBaHua nameHwunacb 1 bb BcTpeuaetca
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NPaKTNYeCKN NoBCiofy B MUPE, OCO6EHHO B CTpaHax ¢ 6oMbLIUM Konnye-
CTBOM UMMUWIPAHTOB 13 CTpaH apesHero LWenkosoro nyTu [12].

Bbb vawie pa3suBaetca B 20-40 ner [8, 12]. Snuaemmnonornyeckme nccne-
[oBaHWA nokasanu, uto B VipaHe, Kutae, lfepmaHum yale cTpagatoT My»K4uu-
Hbl, B fiNOHMM OTMEeYaloT OAMHaKOBYIO YacToTy 3aboneBaemocTy, a B Kopee
yale 605eloT XKeHWmnHb [12].

3TnonaroreHes

StmonartoreHes bb He AceH 1 o KoHUa He n3yueH [3], HO B pa3BWTKK 3TO-
ro 3aboneBaHuWs UrparoT posb NHbeKUMA (BUPYCHas, 6akTepuanbHas), reHe-
TUYeCKne, UMMYHHble daKTopbl 1 GpakTopbl OKpyxatoweln cpeapl [8, 9]. bb
yalle BCTpeYaeTca B pernmoHax C BbICOKOW pacnpocTpaHeHHocTbio HLA-B51,
KOTOPbIN BbIABAAIOT NpUMepHO y 10% HaceneHua B LenoMm, Torga Kak y na-
umneHToB ¢ bb - B 50-60% cnyuaes [8, 14].

Mpwn bb apTepun nogeepeHbl NepuBacKyNAPHOMY 1 SHAOBACKYIAPHO-
My BOCMaNieHMIO, NPUBOASALLEMY K Pa3BUTUIO CTEHO3a, TPOM603a, aHEBPM3M
1 KpoBoTeueHwuto [15]. BoBneueHne BEHO3HOW CMCTEMbI B OCHOBHOM paccma-
TPMBaeTCA Kak TPOM603 n/nnm Bapuko3s [9].

MaTodur3nonorna npespacnonoXeHHOCTU K TPoM603y nauneHTos ¢ bb
[0 CMX MOP B OCHOBHOM He BblACHEHa. bblno npeaioxeHo HECKONbKO me-
XaHU3MOB, TaKUX KaK MOBPeX[eHne SHAOTeNUA B pesynbrate BOCManeHus
1 pa3BuTre ero ancoyHKLMK, rMnepKoarynauns, CHuKeHne pubprHonunsa,
MOBbILWEHHbIN YPOBEHb MPOTPOMOOTMYECKMX GaKTOPOB, OTNIOXKEHUE UM-
MYHHbIX KOMMJIEKCOB B CTEHKe cocyAoB [16]. Kpome Toro, xpoHuuyeckoe Boc-
naneHne cocyanCTon CTEHKM MOXET NPUBOANTb K OKCUAAHTHOMY CTpeccy,
NMOBPEXAEHNI0 SHAOTENNANbHBIX KNETOK 1 Bbl3bIBAET aKTMBALMIO TPOMOO-
LMTOB, NIeNKOLUTOB, SHAOTENNANIbHBIX KNETOK MNOCPeACcTBOM BbiCBOGOXAe-
HMA NPOBOCNANNTENbHbIX LUTOKMHOB 11 XEMOKMHOB. DT daKTopbl BMecTe
C MOBbILWEHHbIMY YPOBHAMY FOMOLMCTENHA UHAYLMPYIOT SKCNPECCHIO SH-
JotenvanbHbiMy KneTkamn monekyn agresuu (VCAM-1 n ICAM-1) n TkaHe-
BOro ¢pakTopa; BbICBOOOXAEHNE LIMTOKUHOB, PacTBOPUMOI GOPMbI JiNraH-
Ja CD40L, maTpukcHon meTannonpotenHasbl-9, V dakTopa cBepTbiBaHUA
KpOBU; UHIMO6UpoBaHMe GMOPMHONM3A; HapylleHne obMeHa OKCmuaa a3oTa,
aKTUBaLMo TPOMOOUMTOB 1M CBOGOAHOPALAMKANIBHOIO OKUCIEHNA NNMUAOB.
Kpome runepromoLucteMHeMmm, BbIABAAIOT MOBbILLEHUE YPOBHA GUOPUHO-
reHa n MHrMbuTopa akTMBaTOPa MiasMUHOreHa 1-ro TMNa, yYyacTBYIOWNX B
pa3BUTUM NPOKOAryNAHTHOro coctoaHuA npu bb [17].

Cocyguctbim cobbiTnam npu BB cnocobcTByeT BocnaneHue, npu 3Tom
HenTpodubl UrpatoT KIIOUYEBYIO POJib B NaToreHese TpomMOoTMYeCcKnX cobbl-
TWIA; B CBOIO oUepefb, KoarynsaLMOHHble KOMMNOHEHTbI, Takne Kak ¢pnubpuHo-
reH, Tpom6uH, Xa u Vlla pakTopsbl, ycnnmBaT BOCNanuTenbHbIn Kackagd. Mo
MHeHuto G. Emmi et al., npy Tpomb0o3e cocynoB HEOOXOAMMO Ha3HauyeHue
MMMYHOCYNpecCcMBHbIX npenapaTos [18]. Kpome Toro, yTonweHme NHTUMBI
MOXEeT NPUBECTM K MHPapPKTY Muokapgaa (MM), HecmoTpsA Ha aHrnorpaduye-
CKMN Hen3meHeHHble KopoHapHble apTepum (KA). CunTtaeTcs, 4To Takoe Hapy-
weHve GYHKLMM MUKPOCOCYAOB ABAAETCA NPUUYNHON KOPOHAPHbIX COBbITUI
y 3Tux naymeHTos [19].

MatoreHe3 popmmpoBaHua aHeBpr3m npu bb yeTko He AceH. OTmeuya-
10T MEPVIBACKYNAPHYI0 MHOUNBTPaLMIO TKaHEN LUTOKMHaMK 1 MeAMaTopamMm
T-numdbounToB. CynepoKcraHble aHNOHHbIE paAuKanbl U IM30COManbHble
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MopaxeHne cep,qequ-cocy,qMCToﬁl cncTembl npun 6one3Hn bexveta

Ta6bnuua 1

depmeHTbI, BbICBOGOXKAaeMble U3 aKTUBMPOBAHHbIX HEWTPO(UIIOB, Bbi3bl-
BalOT AECTPYKTMBHblE 3$PeKTbl, NprBOAALLME K NMMPOLUTAPHON UHOUIIb-
Tpauuy, OKKMIO3MM vasa vasorum 1 TPaHCMypasibHOMY HEKpPO3y CTEeHKU
COCYA0B, UTO BMOCNEACTBMM Bbi3blBaeT paspyLleHne CTEHKWN COCyaa W yXya-
LeHMe MeCTHOro KpoBOTOKa. [lereHepaLma CTEHKN COCyAa NPUBOAUT K pas-
BUTUIO UCTVHHOWN aHeBPV3Mbl, 1, KPOME TOro, MOTyT pPa3BUBaTbCA NCeBAO-
aHeBpu3mbl [20]. CunTaeTcs, YTO MaTPUKCHbIE METaNIONPOTENHA3Hble 6en-
KW, UrpaioLime Ba>kHyl0 poJib B PeMOAENNPOBaHNN TKaHe 1 paspyLueHun
KOMTMOHEHTOB BHEKJ/IETOYHOrO MaTpUKCa, MPYHUMAIOT yyacTve 1 B popmu-
poBaHuM aHeBpM3MbI [21].

MicTonaTtonorusa

lMcTonaTonornyeckue uccneposaHusa npv bb BoiaBnAT Hecneunduye-
CKU Backynut. HabnogatoT MHGUIbTPaLMio CTEHKU COCYOB MOHOHYKIea-
pamun 1 HenTpodunamu, nponudepaLmio SHAOTENUsA, AeCTPYKUMIO SNacTu-
YyecKowm NNacTUHKN, GUOPNHONAHBIN HEKPO3, TPOMOO03 1 Hp16PO3 [9].

KnuHunyeckaa KapTuHa

Kak 6b110 cka3aHo Bblwe, BB — CB, npy KOTOpoM nopakaeTca Koxa,
Ccnn3uncTble 060NI0YKHM, CYCTaBbl, Ias3a, apTepurm, BEHbI, HePBHasA CMCTEMA,
XKenygouHO-KULWEYHbIA TPaKT 1 gpyrue opraHbl U cuctembl [22]. OcHoOB-
HbIMU NposBneHuamn bb ABnATCA adTO3HbIE A3BbI MONOCTW pTa U/MUNN
MoOJIOBbIX OPraHoB, MopakeHure rnas u koxu [10]. Mo gaHHbIM nccnepoBa-
HuA M. Kechida et al., Hanbonee yactoiMy nposasneHnamu bb 6bn A3BbI
nonoctu pTa (98,6%), A3Bbl NONOBbLIX OpraHoB (83,6%) n nceBgodonNnKy-
T (79,3%) [23].

MopaxeHune cocynoBs (apTepuii 1 BeH Noboro Kanmbpa) aBnseTcs pac-
NPOCTPaHeHHbIM ocnoxHeHnem bb [22, 24], accounnpoBaHHbIM C BbICOKAM
ypOBHeM 3a60n1eBaemMoCTn 1 CMepTHOCTY [23-26] 1 yxyALwatowmm nporHo3
[24]. NaTtonoruio cocynos npu bb otmevatoT B 2,2-52% cnyyvaes [12, 13, 23,
26-32] (1abn. 1), yaile — y MykuvH [14, 26].

Ceppaue 1 6onbLuve cocyabl He ABNATCA NEPBUYHBIMY MULLEHAMU NPU
BB, HO X BOBnNeYeHre B MaTONOrMYeCcKWUi MPOLECC CBA3AHO C Hebnaro-
NPUATHBIMW NMPOrHoCTUYeCKUMK nocneactauamu [3]. Mo gaHHbIM paboTh

YacroTa nopaxkeHusa cocygos npu b6

AsTop nccneposanms FoA ny6nuKkaLuu Konuuecrso nayum- "laCTOTi nopaxeHusA co-
@HTOB cynos, %

K.T. Calamia et al. [13] 2009 13 23,0

Y. Fei et al. [26] 2013 796 12,8

F. Alibaz-Oner et al. [27] 2015 936 27,7

P. Davari et al. [28] 2016 26 15,0

F. Davatchi et al.[12] 2017 25459 2,2-50,0

M. Kechida et al. [23] 2018 213 30,0

H. Chen et al. [29] 2019 19 36,8

F. Davatchi et al. [30] 2019 7641 8,9

R.A.Villiger et al. [31] 2019 52 52,0

M. Abdo et al. [32] 2019 164 39,0
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Table 1
The frequency of vascular lesions in Behget Disease
Author of research Year of publication Number of patients The frequency of vascular lesions, %
K.T. Calamia et al. [13] 2009 13 23.0
Y. Fei et al. [26] 2013 796 12.8
F. Alibaz-Oner et al. [27] 2015 936 277
P. Davari et al. [28] 2016 26 15.0
F. Davatchi et al. [12] 2017 25459 2.2-50.0
M. Kechida et al. [23] 2018 213 30.0
H. Chen et al. [29] 2019 19 36.8
F. Davatchi et al. [30] 2019 7641 8.9
R.A.Villiger etal. [31] 2019 52 52.0
M. Abdo et al. [32] 2019 164 39.0

M. Kechida et al., B 12,5% cnyyaes BB 6bina gnarHocTupoBaHa npu passu-
TUW NaTonorMm cepgua nunmn cocynos. ONucaH WVPOKUIA CMEKTP NopaeHns
ceppaua v cocyoB y naumeHToB ¢ bb, 0CHOBHble NPOABNEHNA KOTOPbIX NPW-
BefieHbl B Tabn. 2. Hanbonee yacto AnarHOCTMPOBanM TPOM603 rnyboKmx
BeH — Y 62,5% nauneHToB 1 NOBEPXHOCTHbIX BeH — B 23,4% cnyvaes [23].
HeobxogMmo 0TMETUTDb, UTO apTEPUM MOPAXKAIOTCA PEXE, HEXeNU BeHbl [3],
N COCYAUCTbIE MOpPa)KeHNs KOPPENMPYIOT C BbICOKOWM YacTOTON naTonorum
cepaua v HU3KOWM — NOpaXeHKA rnas, reHUTanbHbIX A3B 1 apTpuTa [26].

MopaxeHne BeH

MaTonorus BeH ABnAeTcA Hanbonee yactol npw BB, ee gnarHocTmpyioT
y 14-40% nauneHToB [24]. Mo gaHHBIM APYroro UCcnefoBaHusA, Nopake-
Hue BeH Yy nauneHToB ¢ bb 1 nopaxeHnem coCyf0B BbIABAANN Yalle B CPaB-
HeHuu c apTepuamu (85,9% npoTtus 25,1%) [23], uTo cornacyeTca c pe3synb-
TaTamu paboThl Y. Fei et al. [26]. MNpwu Bb B natonornyeckuin npouecc moryT

Ta6bnuua 2
CepaeyHoO-cocyancTble NPoABAeHNA y naymeHToB ¢ bb [23]
CeppaevHo-cocyaucTbie NPOABNEHNA MaymeHTbl, n (%)
MNMopaxeHwne cocynos 73 (34,27)
Tpom603 rny6oKux BeH 40 (62,5)
—  BepxHAsa KOHeYHOCTb 8(12,5)
—  HwXHAA KOHEYHOCTb 16 (25,0)
—  0O6e HUKHNE KOHEYHOCTU 3(4,7)
—  HwHAA nonasa BeHa 8(12,5)
— Bonee ogHolt obnactu 3(4,7)
— CuHgpom bagpa - Knapun 1(1,55)
— MeseHTepuanbHble BeHbI 1(1,55)
Tpom603 NOBEPXHOCTHbIX BEH 15(23,4)
Imbonua J1A 9(14,1)
AHespu3ma JTA 6(9,4)
AHeBpur3Ma BocxopsALLen aopTbl 1(1,6)
MopaxeHue cepaua 5(24)
—  Nepukapant 1(1,6)
—  Mwiokapaut 1(1,6)
—  BHyTpuceppeyHbIi Tpom603 2(3,1)
- M 1(1,6)
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Table 2

Cardiovascular features in Behget Disease patients [23]
Cardiovascular features Patients, n (%)
Vascular involvement 73 (34.27)
Deep venous thrombosis 40 (62.5)
- Upper limb 8(12.5)
- Lower limb 16 (25.0)
- Billateral lower limb 3(4.7)
- Inferior vena cava 8(12.5)
- More than one site 3(4.7)
- Budd Chiari syndrome 1(1.55)
- Mesenteric vein 1(1.55)
Superficial venous thrombosis 15(23.4)
Pulmonary embolism 9(14.1)
Pulmonary arterial aneurysm 6(9.4)
Ascending aorta aneurysm 1(1.6)
Cardiac involvement 5(2.4)
- Pericarditis 1(1.6)
- Myocarditis 1(1.6)
- Intracardiac thrombosis 2(3.1)
- Myocardial infarction 1(1.6)

BOBJIEKaTbCA N0Oble BEHbI, HAUMHAA OT MOBEPXHOCTHBIX BEH 1 3aKaHUMBas
HWXHeN Nonoi BeHOW Maun rny6oKMMU BEHAMU HUXKHUX KOHEUYHOCTeN C
pa3BuUTMEM TPOMOO3a 1 OKKJIIO3UN. PefKo OTMeUatoT TPOMOO3 HUXKHEN Mno-
NON BeHbl, Me3eHTepranbHbIX BeH, cuHapom bapgaa — Knapw [33]. Cnepyet
OTMeTUTb, UTo cuHApom bapaa — Kuapwm aBnaeTca HebnaronpusATHBIM Npo-
rHOCTUYECKNM GaKTOPOM, YBENNYMBAIOLMM CMEPTHOCTb NauneHToB ¢ bb
B 9 pa3 [24].

MopaxxeHne apTepui

MNopaxeHve apTepuit oTmeuvatoT y 2-17% nauymeHTtoB ¢ bb, KoTopoe
BKJ/10YAET aHEBPM3MbI, OKKJTI03MI0 UNW CTEHO3. AHEBPY3Mbl apTepUii BCTpe-
UaloTCA Yalle, YeM OKKITIO3UM, U ABNAITCA Haubonee TAXKENbIMUA OCITOXHE-
HUAMY, 0OCOBEHHO aHEBPY3MbI aopTbl 1 JIA, KOTOpble acCOUMMPOBaHbI C Bbl-
COKUM PUCKOM MAacCUBHOIO KPOBOTeYeHMA. K OCHOBHbIM MecTam nopake-
HWA apTepuin oTHOCAT aopTy, JIA, 6eapeHHyo 1 NOAB3AOLLHbIe apTepun [24].
Mo paHHbIM nccnepoBaHmna D. Saadoun et al., aHeBpu3ma rpyaHoro otaena
aopTbl BbiAiBNEHa Y 5,4% nauneHTos ¢ bb [34].

AHeBpu3mbl JTA — 0iHa 13 OCHOBHbIX MPUYNH CMePTHOCTW nNpu BB, yun-
TbiBasi BbICOKYIO BEPOATHOCTb MX pa3pbiBa [35]. Tpomboambonusa JIA BcTpe-
YyaeTca pefaKo, XOTA, MO AaHHbIM MCCNeQ0BaHUA, NMOCNEAHIOI OTMeYanu B
14,1% cnyyaes, a aHeBpu3mbl JIA —y 9,4% nauneHTtos [23].

MopaxeHue cepaua

Mo pa3nnyHbIM AaHHbIM, YacTOTa NOpa)keHa ceppua coctasnana 0,6-
7,7% cnyuvaes [6, 14, 23, 24, 30]. NaTtonoruio cepaua valle gnarHoCTMpoBanu
y My>u4uH (86,5%, p<0,01), cpegHNn BO3pacT NauueHTOB Npu NOCTaHOBKe
AnarHosa bb coctaenan 29,3+£10,3 roga, v yalle BbIABAANN NOpPaXXeHUe ap-
Tepuii (42,3% npotus 11,1%; p<0,01) n BeH (59,6% npoTus 35,8%; p<0,01) B
CpaBHeHUW C NauueHTamu 6e3 nopaxkeHus cepaua [14].

MNopaxeHre cepgua BKOYAET: NepUKapaWT, MUOKAPAUT, HapylueHue
pvTMa 1 NPOBOANMOCTY CepALa, KAPANOMMONATUIO, SHAOKAPANT C Pa3BUTK-
€M HefoCTaTOYHOCTM KNanaHoB (HEAOCTAaTOYHOCTb aOPTaNibHOMO KnanaHa,
pexe — MUTpanbHasa HeAOCTAaTOUYHOCTb), SHAOMUOKapAMANnbHbI GrU6PO3,
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BHYTPUCEpPAEUHbI TPOMBO3, KOpoHapuT ¢ nnn 6e3 VIM, 3acToiiHyio cepriey-
Hyto HepgocTaTouHocTb (CH), aHeBpu3mbl cepaua, KA nnmn cnHyca Banbcanb-
Bbl, cTeHO3bl KA [3, 6, 14, 24, 36].

Mo pesynbtatam uccnegosaHus G. Geri et al. (tabn. 3), nepukapanT gra-
rHoctmposanu y 38,5% naumeHToB, SHAOKaPAUT (B OCHOBHOM C pa3BUTNEM
aopTanbHOM HeAOCTaTOUHOCTU) — Y 26,9%, BHYyTpUCepaeUHbI Tpomb03 — y
19,2%, M -y 17,3%, sHOoMrOKapananbHbin Gubpos —y 7,7% v aHeBpu3my
cepaua -y 1,9% [14]. BmecTe ¢ Tem, no gaHHbIM pabotbl M. Kechida et al., y
nauveHToB ¢ bb Hanbonee yacTo BbIABNANV BHYTPUCEPAEYHDBIN TPOMOO3 — Y
3,1%, nepukapgnt -y 1,6%, UM -y 1,6%, mnokapaunt -y 1,6% [23].

Mo AaHHbIM Apyroro uccnepgosaHusa, 84,6% naumeHToB ¢ bb 1 nopa-
xeHrem CCC 6blIM MYXKCKOFO Nona, CPefiHUiA BO3pacT KOTOPbIX COCTaBW
34,249,9 roga, a y 69,23% nauMeHTOB BOBNEYEHNe cepaua 6bifo NepBbim
nposBneHnem 3Toro 3abonesaHus. Matonorus cepaua Bkovana VIM ¢ ane-
Bauuen cermeHTa ST (22,22%), ctabunbHyto cTeHoKapauto (5,5%), npaBoxe-
nypoukosyto CH (11,1%), BbINOT B N0NOCTb Nepukapaa (22,22%), BHyTpucep-
JeuHblii Tpom603 (11,1%), neroynHyto apTepranbHyto runepTeHsuto (22,22%)
N MUTPanbHYI0 HEAOCTaTOYHOCTb (5,5%) [37].

BoBneueHne B natonorunyeckun npouecc KA asnaetca peknm, HO no-
TeHumanbHo daTanbHbIM ocnoxHeHnem bb [6, 24, 29] n MoxeT NPoABNATL-
CA CTeHOKapAauen (cTabunbHOW 1y HecTabubHON), HapyLWeHUAMY prUTMa
ceppua, IM n BHe3anHon cepgeyuHomn cmepTblo [6, 29]. CnegyeT OTMETUTD,

Ta6bnuua 3
OCHOBHbIe XapaKTepuCTUKN BoBleYeHNA cepaua y 52 naumneHtos c 6B [14]

XapakTtepucrtuka MauweHTbl, n (%)

XapakTtep BoBneyeHusa cepaua
—  Nepukapant 20 (38,5)
— CTamnoHagon cepaua 1
SHAoKapa 14 (26,9)
— HepocTaTouHOCTb aOpTaNbHOIO KnanaHa 9
— HepocTtaTouHOCTb MUTPaNbHOro KnanaHa

— HepocTtaToyHOCTb TPMKYCNMAANBHOMO KanaHa
— [ponanc MuTpanbHOro KnanaHa

— HepocTtatouHocTb KnanaHa J1IA

—  MHoXecTBeHHOe NopakeHne sHAoKapaa
BHyTpuricepaeuHblii TpoM603

— [paBbIn xenygouek

— [paBoe npepcepave

nm

— [lNepepHas mex»enyaoukoBas apTepua

— [paBas KA

— Orunbatowan aptepus

SHAOMMOKapAnanbHbIn Grbpo3

Apyrve

— AHeBpu3ma ornbatoLlen aptepumn

—  AHeBpu3sMa xenygouka

— Kapavomuonatua
SnekTpokapanorpadulyeckre fjaHHble

— BHopwme 21
—  Vi3meHeHus 31
— TMepukapgut 17
—  WNwemnyeckune nsmeHeHns 10
HapyLueHve BHYTpmKeny[ouKkoBON NPOBOAMMOCTA 4

w==NWw

(17.3)

7.7
(5.8)

__m = wWwhANWOBLLO LWL
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Table 3
Main Features of Cardiac Involvement in 52 Behget Disease patients [14]

Feature Patients, n (%)

Type of cardiac involvement

- Pericarditis

—  With cardiac tamponade
Endocardium

—  Aortic valve insufficiency

20 (38,5)

1

1

9
Mitral valve insufficiency 3

2

1

1

3

0
4(26,9)

Tricuspid valve insufficiency
Mitral valve prolapse

Pulmonary valve insufficiency
Multiple endocardial involvement
Intracardiac thrombosis

- Right ventricle

- Right atrium

Myocardial infarction

- Anterior interventricular artery

- Right coronary artery

—  Circumflex artery
Endomyocardial fibrosis

Other

- Circumflex artery aneurysm

—  Ventricle aneurysm

—  Myocardiopathy

- Electrocardiographic findings
Normal 21
—  Abnormal 31
- Pericarditis 17
- Ischemic findings 10
Intraventricular conduction failure 4

——moswhANWLOULN

YTO AaHHble 0 nopaxeHun KA B nuTepatype orpaHuyeHbl. YactoTta cteHo-
Kapauu coctasnaet 0,12-5,5% [30, 37, 38], UM - 0,17-8% [14, 23, 30, 37, 38],
OfHaKO MMEITCA CBefleHNs O 6onee BbICOKOW YacToTe 3TUX 3abosieBaHUi
[14, 29]. No paHHbIM nccnepoBaHusa G. Geri et al., UM gnarHoctupoBanu y
17,3% naumnentoB ¢ bb n nopaxeHunem ceppua [14], pa3BuTtre KOToporo
yawe otMeyanu npu Taxenom TeuyeHuun BB [6]. CpegHAa npogomknTenb-
HOCTb OT Hayana 3aboneBaHua Ao nopaxeHus KA coctaBuna 2,8-4,7 ropa
[29, 38]. C nomoLLbio MyNbTBapPUAHTHOIO aHasnM3a NoKasaHo, YTo peakuma
natepruy ABRAETCA He3aBUCMMbIM dakTopom pucka (OP) nopaxeHusa KA
(oTHoweHwme waHcos [OLW] 3,81; 95% poseputenbHbin nHTepsan [AN] 1,08-
13,47) [29].

Kpome kopoHapuTa, NpeasioxKeHbl JONOSHUTENbHbIE MEXaHU3Mbl Pa3-
BUTWSA nwemmyeckon 6onesnun cepgua (MBC) npu BB: cybKnMHUuYecKkun ate-
pocknepos, cnoHTaHHas gnccekuma KA [2]. Mpegnonaratot, YTO NaumeHTb C
BB, Kak 1 naumeHTbl C APYrMMU peBMaTUYECKUMIN 3a00N1eBaHNAMM, TaKUMU
KaK pPeBMATOUAHbIN apTPUT U CUCTEMHAA KpPacHaA BOMYAHKa, UMEIT TeH-
AeHumio K passutuio MBC B 6onee monofom Bo3pacTe, Yem B obLieit nomny-
naumm [39, 40]. Heo6xoAMMO OTMETUTb, YTO He A0 KOHLA M3y4YeH BOMPOC O
ToM, nopakeHme KA cBA3aHO C aTepOoCKNepo30OM UM BacKyIMTOM, TaK Kak
B IuTepaType AaHHble 06 aTepocknepose y nauneHToB ¢ bb orpaHunyeHbl
1 NpOTUBOPeUNBbLI. Pe3ynbTaThl MCCNefoBaHUA He NOATBEPAUIN rMnoTesy
O paHHeM pa3BUTUM aTepocKiiepo3a y nauneHTos ¢ bb, cornacHo KoTopbim
paHHee pa3BuUTME aTepPOCKIepo3a 1 NOoBbIWeHKe ero YactoTbl npu bb He xa-
paKkTepHbl AnA nauneHToB ¢ bb [41]. BmecTe ¢ Tem umeloTca faHHble, CBUAe-
TeNIbCTBYIOWME O CYyOKNMHMYECKOM aTepocKiepo3e y naumeHTos ¢ bb npu
otcyTtcTBum QP aTtepockneposa [42].

Mpwn Bb aHeBpU3MbI, CTEHO3bI U OKKNO3MK KA aBnAtoTca Hanbornee ya-
cTbimy npuunHamu VIBC [4, 6, 20], HO nHoraa y nauneHTos ¢ MM oTmevaloT
Heun3meHeHHble KA [6]. AHeBpu3mMbl KA yallie BCTpeyatoTCA B CPAaBHEHMM C UX
CTeHO3aMM 1 MOTYT 6bITb MPUUYNHON OCTPOTO KOPOHAPHOTO CUHAPOMA [4, 6,
20], BMecTe C TeM B HEKOTOPbIX CJyYasix OHU MOTYT ObiTb 6€CCMMMITOMHBIMU
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[4, 20]. AHeBpu3Mbl KA 06bIYHO HabnoZalT B NPOKCUMANbHbBIX OTAEenax
[14], oHK 6bIBaAOT OAMHOYHbIE NN MHOXeCTBeHHble [29]. B cooTBeTCTBUM
¢ pesynbratamu uccnegoanus H. Chen et al., nopaxeHue KA ¢ nomouibio
WNHBA3UBHOWN KOPOHAPHOW aHrorpadum unm KOMnblTEPHON ToMorpadpuin-
aHrnorpadnm gmarHocTpoBaHo y 4% nauneHToB, U3 KoTopbix 15,8% 6binn
aCMNTOMATMYUHbI, @ Ha 3NeKTpoKapAMorpaMmMme BbIABAAIM ULEMUID MUO-
Kappa [29]. Hanbonee yacto mopakaloTca nepefHAA MeXXKenygoukosas
BeTBb neBoi KA 1 npaBas KA, 3atem — orubaiolyas BeTBb neBoit KA 1 ctBon
nesont KA. Y 68,4% nauneHToB ¢ nopaxxeHuem KA BbiaBunu cteHos KA, npu
3TOM MHOXeCTBEHHble cTeHO3bl KA (47,4%) 6binn 6onee YacTbiMu, Yem cTe-
Ho3 ogHon KA (21,1%), a okknto3nio KA grnarHoctmposanu B 15,8% ciyuasx.
AHeBpu3mbl KA otmeyvanu y 47,4% nauneHTos, a y 15,8% 13 HUX — MHOXe-
CTBEHHbIE aHeBpKr3Mbl [29]. B nuTepaType nmetoTcA cBeileHUs 06 yMmeHbLue-
HUW B pa3mepax aHeBpu3M KA 1 nx pesonouumn nocne MMMyHOCYNpeccmB-
HoW Tepanuun [36].

Mo paHHbIM paboTbl U. Vural et al., cpegHuin Bo3pacTt nauumeHToB ¢ bb u
nopakeHmem KA coctasun 38,5 roga, 13 KOTopbix 23% Obinn XeHWwunHbI. He-
06xoMMO OTMEeTUTb, UTO 54% naumeHToB 6binn 6ecCMMnTOMHbIMU. Y CUM-
NTOMHbIX MaLMEHTOB BbiABIEHA CTeHOKapANA (31%), OCTPbI KOPOHAPHDIN
cuHApoM (8%) n HapyLweHna putma cepgaua (8%). NMatonorna KA Bkntovana:
y 31% nauueHTOB OOCTPYKTUBHbIE M3MEHeHWA AWUCTanbHbIX oTaenos KA,
aHeBpPM3Mbl 1 NceBaoaHeBpusmbl — y 31%, TPOMO03 NPOKCMMasbHbIX Cer-
meHTOB KA -y 15%, XpOHNYECKNI CTEHO3 1NN OKKNo3MA — Y 31%. PaHHAA
cmepTHOCTb (15% cnydaeB) 6bina 06ycnosneHa MM, B TO BpemA KaK Nno3gHaAn
CMepTHOCTb (15%) — LepebpasnbHbIM U XeNyoYHO-KULIEYHbIM KpOBOTEYEe-
Huem [38].

B nccnepgosaHun, cpasHuBatowem yactoty MBC y naynentos ¢ bbb n B
obueli nonynAumm, nokasatenu 6oinm Boiwe npwu bb (10,9% npoTus 7,52%,
p=0,001). Mpn npoBeaeHNN MyNbTUBaPUAHTHOIO aHanM3a BbiABNEHa CBA3b
B6 1 MBC (OLL 1,485;95% AW 1,106—-1,982) [20]. Mo faHHbIM paboTbl H.S. Ahn
et al., puck UM (OLL 1,72; 95% AW 1,01-2,73) n nHcynota (OLL 1,65; 95% AU
1,09-2,50) 6bin 3HaUMTENbHO BbILLE Y NaUMeHToB ¢ BB, uem B KOHTPONbHOW
rpynne. MauneHTbl ¢ BB Takxe umenun 6onee BbICOKUI PUCK CMEPTM OT BCEX
npuumH (OLL 1,82; 95% AW 1,40-2,37) No cpaBHEHWIO C KOHTPObHOW rpyn-
now [43]. Tem He meHee aaHHble o cBA3n bb n NBC aBnsaTca HeAOCTaTOUYHbI-
mMn [40].

Mo pe3ynbratam uccnepoBanua G. Geri et al., sSHaOMWOKapananbHbIn Gpu-
6po3 oTmeyanu y 7,7% nauueHTos ¢ BB, KoTopebiii B 3,85% cnydyaeB coueTan-
CA C BHYTPUIXKENY[OUYKOBbIM TPOM6030M [14].

Y 26,9% nauuneHToB ¢ Bb 1 nopaxeHnem cepaua AMArHOCTUPOBANU
naToniorvio KnanaHoe ceppua. Yale nopaxanca aopTanbHbll KnanaH — B
17,3% cnyyaeB, pexke MUTPanbHbIN KnanaH — B 5,8% 1 TpukycnuaanbHbIn
KnanaH - B 3,9% [14], yto noaTBepPKAAOT AaHHbIE NCCNeA0BaHMA, COrNacHO
KOTOPbIM aopTasibHYl0 He[OCTaTOYHOCTb AnarHoctuposann y 15,8% nauu-
€HTOB, HeJOCTaTOYHOCTb MUTPAJIbHOIO KNanaHa — B 7,9% cnyyvaes [9].

Mpu Bb ¢dopmupoBaHme aHEBPU3IM MEXMNPEACEPLHON Meperopoaku
HabniopatoT peako [14], ogHako no AaHHbIM nccneposaHua T. Aksu et al., y
nauuneHToB ¢ bb B 44% cnyyaeB OTMeYany aHEBPU3MbI MeXNpeacepaHon
neperopoKmn B CPaBHEHMM C rpynnon KoHTpona (4%, p=0,007) [44]. Kpome
Toro, npu bb moryT pa3BnBaTbCA aHeBpPU3Mbl CMHYCa BanbcanbBbl, KOTOpble
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KOTOpble BCTpeYatoTcA B akTUBHOM pa3e bb 1 yalye gnarHoctupytotca nocne
nx paspbisa [6].

B nutepatype nmetoTca coobuieHns o GopMUPOBaHMM BHYTprCEPOEY-
HOro Tpom6a, KOTOPbI MOXeET NpeALecTBOBaTb APYrM npossneHnsm bb
[3, 6, 14] n ABNAETCA O4HMM U3 CePbE3HbIX NPOABIIEHNI NMOPaXeHUA cepaLa
npw BB [3, 36]. Mo aaHHbIM NCCefoBaHNIA, BHYTPUCEPAEYHbI TPOMOO3 Bbl-
agnaoT y 1,54-19,2% naumeHTos ¢ bb [14, 36, 44], KOTOpbIN Yallye noKanu-
3yeTcA B NPaBOM XeJlyaouKe 1 npaBom npegcepauu [3, 6, 7, 10, 36], pexe —
B fleBoM enygouke (JIXK) unm B obomx xenygoukax [7]. CornacHo pesysnb-
TaTam paboTbl, CPeHUIA BO3PACT NALMEHTOB C BHYTpUCEpAeUYHbIM TpomMbo-
3om cocTaBnan 29,1 roga, npeobnaganm My>XUrHbl C COOTHoLeHneM 20:2.
BHyTpucepaeuHbii Tpomb603 06HapyeH B MpaBbix OTAenax cepaua B 77%
CJlyyaeB, B NeBbIX OTAenax cepaua — y 9% nauMeHToB 1 B MPaBbIX U IEBbIX OT-
Zenax ceppaua — B 13,6% cnyyasx [7]. CnegyeT OTMETUTb, YTO BbIiBJIEHA acCo-
Lmaumsa Mexay BHyTpUcepaeUYHbiM TPOMOG030M M TPOMO030M MOoSbIX BeH, JTA
[6, 10, 14, 36], aHeBpu3moli J1A [6, 36], uTo noATBEPKAAOT AaHHbIE PaboTb
H. Emmungil et al., B cooTBeTCTBUM C KOTOPBIMUK Y 72% NaLMEHTOB C BHYTPU-
ceppaeyHbIM TPoM6030M AnarHocTmpoBanu BackynuT J1A. Kpome Toro, y 45%
MaLMeHTOB BbIABAAIN NMOPaXKeHNe BEHO3HOWN CUCTEMbI, BKlOYasA rnybokne
BEHbI, H/KHIOIO MONYI0 U NeyeHoYHyto BeHbl [7]. G. Geri et al. y 60% nauueH-
TOB C BHYTpUCEpAEUYHbIM TPOMO0O30M OTMeuanu Tpomboambonuto J1A [14].
MmeloTca cBefeHUA, YTo pe3ontounsa BHYTpUCepaeUYHOro Tpomba BO3MOXKHa
nocne MMMYHOCYNPEeCcCUBHOMO JleyeHna (NpefHn30moH, asatnonpuH) [10,
36] n aHTUKOarynaHTHon Tepanuu [36, 44]. 3-3a BbicoKow cneunduyHocTn
dopmrpoBaHUs Tpomba B NpaBbix oTAenax cepaua npu bb, npu nx BoisBne-
HUW cnefyeT NCKNIoUUTb aAnarHos bb [6].

[Mpn Bb moxeT pa3BmBaTbCA MeMnYecKkas, Hevwemmnyeckaa nm Boc-
nanvTenbHaa KapanommnonaTna 1 NPOABAATLCA CUCTONNYECKOW U/ vnun gua-
cTonnyeckon ancoyHkumen JIXK [45]. HapyweHne ¢yHKUuun npasoro u JIK
BbIABNEHO Y NaumeHToB ¢ bb ¢ nomoLbio TKaHeBOW fonnepaxoKkapanorpa-
burm, B TOM Yncne n y acMnTomMaTyHbIX NaumneHTos [44].

Y nauyueHToB ¢ bb moryT pa3smBaTbca HapyLeHua putma [29, 38], B Tom
yncne XenypouvkoBas Taxukapgua [46], n nposogumoctu cepaua [5, 14],
BO3MOXHO, BC/IeCTBME BOBJIeUEHNA B BOCNANMTESbHbIN NpoLecc NpoBo-
AAwen cuctemol cepaua [5].

JleyeHune

Llenbto neueHus sBnsetca 6biCTpoe NofaBneHvie BoCcnaneHns n npodu-
NaKTUKa peuuauBoB Ans NpeaoTBpalLeHns HeobpaTMOro NoBpeXaeHUs
OpraHoB. MeXancuUnIMHaPHbIA NOAXOA C BKIIOUYEHMEM Bpayei BHYTPeH-
Hel MeZMLVHbI, PEBMATONOrOB, EPMATONIOroB, OGTasibMOSIOrOB, HEBPOJIO-
roB, COCYAUCTbIX XMPYProB U APYruX CNeLnanncToB Heobxonum Anis onTu-
MaJIbHOTO BEAEHUS TaKMX MaLMeHTOB. JleyeHne AOMKHO ObiTb MHAVBHAYA-
NN3UPOBAHHBIM B 3aBUCMMOCTM OT BO3pPacTa, Nona, TUNa, CTeNeHn nopaxe-
HVA OpraHoB ¥ MpeanoYTeHNs nauueHToB. EBponeiickas aHTUpeBMaTMue-
ckas nura (EULAR) pekomeHayeT ncnosib3oBatb rtokokopTukougbl (MK) npu
nopakeHWu rnas, apTepuin, pedpakTepHbLIX/TAXKENbIX MOPAKEHNI XKenyaou-
HO-K/LLIEYHOro TPaKTa, HEPBHOWM CUCTEMbI U NMPY TPOMOO3e rMyOOKMX BEH.
Kpome Toro, no mokasaHusam WCMOJb3yIOT a3aTVOMNPUH, LUKIIOCMOPUH A,
MuKopeHonat modetun, umknodochammni, MeToTpeKcaT, a3aTMOMNPUH,
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nHTepdepoH-anbPa, MOHOKIOHaNbHbIE aHTUTENA K PpaKTopy HeKpo3a ony-
xonen-anbda (PHO-a), a TakKe Gronorvyeckne npenapatbl [22].

Mpun Hannunn aHeBpu3m JIA pekomeHAylOTCA BbiCOKMe f03bl [K n un-
knodochamug, a B pedpakTepHbIX CIyHasix MOXKET ObITb PaCCMOTPEHO Ha-
3HaueHne MOHOKMOHasbHbIX aHTUTen K OHO-a. MauneHTam ¢ aHeBpU3MOIA
aopTbl Unn neprdepuryeckmx aptTepuin nokasaHa tepanua MK n yuknodoc-
dammnpgom nepepn BMeLLaTeNIbCTBOM, HO NPV HAIMYMKN CUMINTOMOB He criefyeTt
OTKNafblBaTb OMepaTVBHOE BMELIATENbCTBO WM CTEHTUPOBaHe. [1na neve-
HVA ocTporo Tpombo3a rny6oKkux BeH npu bb pekomeH[oBaHO Ha3HayeHne
'K 1 uMMyHOAENpPeccaHToB, TakUX KaK a3aTMonpuH, unknodocdamua unm
umknocnopuH A. MNpwu pedpakTepHOM BEHO3HOM TpomMb03e MOXHO paccma-
TPMBaTb Ha3HauYeHVe MOHOKOHaNbHbIX aHTUTeN K ®HO-a. AHTUKOarynaHTbl
MOTyT 6blTb UCMOMb30BaHbl NPV HNU3KOM PUCKE KPOBOTEUEHUA 1 UCKIOYe-
H1K aHeBpm3mblI J1A [22].

Mpwn natonorun cepaua pekomeHAOBaHO npumeHeHune K, gpyrmx mm-
MyHOCYMNpeccMBHbIX npenapaTtos (unknodpocpamma) u konxmumHa [14, 23].
Takne cxeMbl neYeHNA € BKIIIOUEHNEM NepopasibHbIX aHTUKOArynAaHTOB, M-
MYHOCYMNPECCMBHbIX NpenapaToB M KONAXMLMHA acCOLMUPOBaHbI C NOAHOM
pemunccumenn 3abonesaHua [14]. HasHaueHMe UMMYHOCYNpPeCCUBHbIX Mpe-
MapaToB NMOKa3aHO W MpPU BbiBIIEHUU BHYTPUCEPAEYHOTO TPOMOO3a, yuu-
TbiBas,, YTO COCYAUCTOE BOCMaNIeHVEe NrpaeT rMaBHYo posb B 06pa3oBaHUn
Tpomba [23], TaK KaK MMeITCA JaHHble, YTO KOMOMHMPOBaHHAsA UMMYHOCY-
npeccusHas Tepanua MK unknopochammaom unm asaTronprHOM ABnAeTCA
3¢ deKTBHO NpY BHYTpUCcepaeuHom Tpombo3se [10, 14, 36], Tak Kak yMeHb-
LaeT pa3mepbl TPoMba, BbipaXKeHHOCTb aopTanbHON HegocTaTouHocTn 1 CH
[36]. Mo mHeHwio G. Geri et al., BHyTpucepaeyHble TPomMbbl HeE06X0AMMO Jle-
UNTb KOMOMHaLWeR aHTMKOAryNAHTOB U IMMYHOCYNPECCUBHBIX NpenapaTos
[14]. Mo paHHbIM uccnegosarua H. Chen et al., nauneHTbl ¢ B6 1 nopaxxeHu-
em cepaua, B Tom uncne n KA, nonydanu MK n nMmyHocynpeccusHble npe-
napaTbl 1 MHANBMAYaNU3NpoBaHHoe nevyeHne natonorum CCC. B TeueHne
CpeaHero nepuopaa HabnogeHus (15 mecsAues) 78,9% naunMeHTOB AOCTUMN
KNUHNYecKkon pemmccum [29].

Xupypruuyeckoe n MHTEPBEHLMOHHOE fieYeHne

Mo nokasaHuam npu natonormn CCC MoxKeT NPOBOANTLCA XMPYypruye-
CKO€ 1 NHTePBEHUMOHHOE BMeLaTenbCcTBo [4, 47, 48]. MeHee nHBa3uBHble
MeTOfbl IeyeHs ABNAITCA NepBbIM Bbibopom npu nopaxeHmn CCCy naym-
eHToB ¢ bb [2]. MprHMMana Bo BHUMaHMe, uTo npu bb HabnoaatoT BbICOKMI
PUCK pa3BUTUA NCeBAOAHEBPM3M, PELIVANBOB aHeBPU3M, TPOMOOTNYECKMX
OKKJ/I031I 1 APYrMX NocneonepauroHHbIX OCNOKHEHWUI, MPY BO3MOXXHOCTMN
UMMYHOCYNpeccMBHaa Tepanua Npu Haauyuuy BOCNaseHUA AOMKHa Mnpo-
BOAMTbCA Mepef 1 nocne onepauuu [8, 48], B CBA3M C UeM Xnpypruyeckoe
neyeHue He criepyeT NPUYMEHATb B aKTUBHOWN ¢ase 3aboneBaHua [26]. Og-
HaKo pa3pbiB UM Yrpo3a paspbiBa aHEBPU3MbI ABNAETCA NOKasaHueM AnA
HEeOT/IOKHOro onepaTMBHOIO BMmellaTenbcTea [48]. B nutepatype nmeiotca
JaHHble 0 XOPOLKMX pe3yfbTaTax XMpypruyeckoro BMeLaTebcTea npu Npo-
BefieHn npeponepaLyoHHON n/nnu nocneonepaumoHHon Tepanun MK n
APYrMM/ UMMYHOCYNpeCccUBHbIMU Npenapatamu [4, 47, 48], koTopasa AomK-
Ha NPOBOAMNTLCA He TONMbKO NPU XMPYPruyeCckom BMeLLaTeNbCTBE, HO 1 NpU
SHAO0BACKYNAPHOM NleyeHun [47].
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MNopaxeHne cep,qequ-cocynMCTon cncTembl npun 6one3Hn bexueta

Mo paHHbIM nccnegosaHma O. Balcioglu et al., umnnaHTayma cteHTa B
COYETaHUU C VMMMYHOCYNPECCUBHOI Tepanueil siBnsieTca 6e3omnacHoin u
3¢ deKTMBHON NpoLeaypori Npu feyeHUn NnopaxKeHnsa aopTbl. B TeyeHue
cpefHero nepvoaa HabnoaeHns, KoTopbli cocTaBnAan 40116 mecsues, pe-
Lunamea aHeBpU3Mbl He Habnogany, BMecTe € TeM UcciieoBaTeny oTMeYatoT,
4TO Heo6XxoAMMbI AaNbHeNLINe NCCIeA0BaHMA MO U3YUYeHWIo STOFo Bonpoca
[48]. H. Chen et al. 15,8% nayuneHTam NpoBenn NepKyTaHHYIO KOPOHaPHY!IO
peBackynapusauuio [29], a, 10 gaHHbIM ApYyroro nccneposaHus, 44,4% na-
umeHTtam ¢ IM npoBeaeHo nepKyTaHHOe KOPOHapHOe BMeLLaTeNbCTBO (6e3
CTEHTMPOBAHUA), NPV 3TOM NPU3HAKOB PecTeHo3a 1 ob6pasoBaHNA aHeB-
pu13Mbl He Habnoganm [14].

MporHos

ExxerogHaa cmepTHOCTb Npu BB coctaBnsaet 2-4% [3]. MNopakeHune rnas,
COCYZOB, HEPBHOW CUCTEMbI U XKeNTYAOYHO-KMLLEYHOrO TPakTa accoummpyeT-
cA ¢ HebnaronpuaTHLIM NPOrHo3om [22]. Mpu nopaxkeHUn apTepuin cMepT-
HOCTb cocTaBnana 13,5%, 0CO6GEHHO NpPW BOBMEUYEHMM B MATONOMMYECKUIA
npouecc JIA n rpyaHon aopTbl [34]. KpoBoTeueHne us aHespu3mbl J1A, pas-
pblB aHEBPM3MbI 1 MOPaXXeHue cepaua ABNATCA Hanbonee YacTbiMy Npu-
YMHamy cMepTuK nauneHTos ¢ bb [49].

MporHo3 npu nopaxeHnn cepaua naumneHToB ¢ bb HeGnaronpuATHbIN
1 yAyuyllaeTca Npu nepopanbHON aHTUKOArynaumm, MUMMyHOCYNpPeCcCBHON
Tepanum 1 Ha3HavYeHUn KONXmumHa. MNATUNeTHAA BbIXXMBAEMOCTb (CM. pUcy-
HOK) cocTaBuna 83,6% un 95,8% (p=0,03) y nauueHToB ¢ bb ¢ n 6e3 BoBneye-
HWA B NAaTONOrMYeCKUn NpoLuecc cepaua COOTBETCTBEHHO [14].

Mo paHHbIM nccnepoBanms M. Kechida et al., kK nporHoctuyeckum dakTo-
pam, accoummnpoBaHHbIM ¢ nopaxeHnem CCC, OTHOCAT My>XCKOW Nof, y3n10-
BaTYI0 3pUTEMY 1 NMOPaKeHNe HepBHOM cuctembl [23].
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B 3AKJ/TIOYEHUE

Bb aBnAeTca 3aboneBaHMeM C MynbTMOPraHHbIM NOPaXKeHNem, No3Tomy
MYABTUANCLUNNINHAPHDIN NOAXOA BaXeH ANA CBOEBPEMEHHON ANArHOCTUKMN
1 neyeHns nayneHToB. Hanbonee pacnpocTpaHeHHbIMU Npr3Hakamm BB aB-
NATCA peunanBmpyoLme A3Bbl MOAOCTU PTa U/UW NONIOBbIX OPraHOB, HO
OHW He Bcerga MoryT 6bITb UHMLMANbHBIM CMMITOMOM 3aboneBaHus. Mpu BB
B MaTONIOMMYECKUA NPOLeCcC BOBMEKAOTCA COCYAbl Pa3NYHOro Kanubpa, B
TOM YMCJIe BEHbI M apTepnK, @ Hambonee PacnPOCTPAHEHHBIMU OCNOXKHEHU-
AMUN ABNAIOTCA TPOMO03bI ryOOKMUX BEH. K OCHOBHBIM MPOABNEHNAM Mopa-
XeHuA cepAua OTHOCAT: NePUKAPANT, MMOKAPAWT, SHAOKapAMUT, HeJoCTaTou-
HOCTb aOPTaNIbHOTO KJlanaHa, BHyTpucephAeUHblli TPOM603, nopaxeHue KA
(TpOoM603, aHEBPU3MbI, pa3pbiBbl). BegeHre nauneHToB ¢ bb 1 nopaxeHnem
cepiua Ao CUX NOop He CTaHAAPTU3NPOBAHO U JleyeHre BCe elle OCHOBaHO
Ha HM3KOM YPOBHe foKa3aTenbcTB. [1aTonorma cepaua yxyAlwaer NnporHos
nauneHTos c bb, HO paHHAA MMyHOCYNpeccrBHaA Tepanua yny4yliaeT npo-
rHO3 TaKMX NaLNEeHTOB.
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