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Valvular Heart Disease In Antiphospholipid
Syndrome (Review)

Pestome

O630p nocesleH 0cO6eHHOCTAM KnanaHHoi 6onesHn cepaua (KBC) npu aHTudochonmnuaHom cungpome (ADC). Kpome 3nmmaeMMonornyecknx
AaHHbIX U KnaccudurKaLMoHHbix Kputepues ADC, NprBOAATCA CBEAleHNA O PaCNpPOCTPaHEHHOCTH, MaToreHeTUYeCKMX MexaHn3Max, naToMopdonoru-
yecknx ocobeHHocTsax KBC, KOTopas XapaKTepusyeTcs BeppyKO3HbIM SHAOKapAUTOM (1au SHAOKapAUTOM JInbmana-Cakca), yTO/eHeM CTBOPOK
1 anchyHKumen knanaHoB. OCHOBHble NaToreHeTuyeckme cobbitua KBC obycnosieHbl Bo3geincTBMEM aHTUHOCHONUMUAHBIX aHTUTES, TOKaIbHOM
arperauuert TPOM6OLMTOB, MUrpaLMeli BOCMAANTE/IbHBIX KAETOK U OT/IOEHNEM UMMYHHbIX KoMnaekcoB. TedeHne KBC npu A®C HepesKo 0ClokK-
HAeTCA TPOM603MOO/IMYECKUMI OCNOKHEHUAMM, BKAIOYAA 3M60/IM3aLMI0 apTepUil FONOBHOMO MO3ra U KOPOHapHbIX apTepuit. [lnarHoctuka KBC
npu A®C ocHoBbIBaeTCA Ha pesy/bTaTax 3xokapauorpadum (3xoKr), 4To No3BO/AAET BLIABUTL YTO/LIEHME CTBOPOK, BEPPYKO3Hble 06pasoBaHus
1 oueHMTb GYHKLMIO KaanaHHoro annapara. Vcnonb3osaHue ypecnuieBogHon xoKl no3BonfAeT yTOYHUTL 0CO6EHHOCTY KnanaHHOro rnopaxe-
HUA NpY HeybeaUTe/IbHBIX pe3y/bTaTax TpaHcTopakaabHol IxoKI. O6cyxaatoTca Bonpock! BegeHWs 60abHbiX ¢ ADC, nmetowmx KbC, ¢ oueHKom
pe3y/nbTaToB NPUMEHEHUA aHTUTPOMBOLMTAPHO, aHTUKOAryIIHTHOM, MUMMYHOCYTPECCMBHON Tepanuun U XMPYpPruyeckoil KOpPeKLIMKN BbipaXKeHHOM
KNanaHHOM NaTonorMu. BeinonHeHne KapANOXMPYPrityecKmnx BMellaTe/IbCTB aCCOLMUPYETCA C MOBbIWEHHBIM PUCKOM Pa3BUTUA NOC/Ie0NePaLMOHHbIX
OC/I0XHEHWIA, 06y CNI0BNIEHHBIX KPOBOTEHEHUAMM MU TPOMBO30OM, a TaKXKe CMEpPTHOCTY.

KnroueBbie cnoBa: aHmugoconunudHsiii cuHdpom, knanaHHas 6oae3Hb cepdya, sHookapdum Jlubmara-Cakca, BabByAUM, 3X0Kapduo2pagus,
NleyeHue, MpoM60IMB0NUYECKUE OCNOKHEHUS

KoH$AUKT nHTepecos

CoaBTop cTaTbu MrHaTeHko [.A. ABAAETCA Y1€HOM pefaKLIMOHHOrO COBeTa XypHana «ApXuBb BHYTPeHHEN MeAWLMHbI». CTaTbA NpoL/a NPUHATYIO
B XypHa/ie npoLieAypy peLieH3npoBaHusa. MirHaTteHko LA, He y4acTBOBa/ B NMPUHATUM pelleHns o nybamkaumum 31om ctatb. O6 MHbIX KOHPAMKTaX UH-
TepecoB aBTOPbI HE 3aAB/IANN

McTouHuku prHaHcupoBaHus
ABTOpr 3asABAAIOT 06 OTCYTCTBUN ¢MHaHCI/IPOBaHMﬂ npu nposejeHnn nccnenosaHna




Apxusb BHyTpeHHEe! MepArumHbL ® Ne 2 o 2025 OB3OPHBIE CTATbMU

CraTba nonyyeHa 26.11.2024 r.
OpobpeHa pelieH3eHTOM 16.12.2024 r.
MpuHaTa Kk nybankauum 25.12.2024 r.

Ansa UNTUPOBAHUA: WrHaTtenko A, TapaguH I.I., KoHoHerKo JI1.B. u ap. KJIAMAHHAA BOJIE3Hb CEPALA MPU AHTUD®OCOONNMNNA-
HOM CUHAPOME (OB30OP /INTEPATYPbI). ApxuBb BHYTpeHHel MeaunumHbl. 2025; 15(2): 102-116. DOI: 10.20514/2226-6704-2025-15-2-102-116.
EDN: DMBCTW

Abstract

The review concerns special aspects of valvular heart disease (VHD) in antiphospholipid syndrome (APS). In addition to epidemiological data and
classification criteria for APS, information is provided on the prevalence, pathogenetic mechanisms, and pathomorphological features of VHD, which
is characterized by verrucous endocarditis (or Libman-Sacks endocarditis), thickening of the leaflets and valve dysfunction. The main pathogenetic
events of VHD are caused by the effects of antiphospholipid antibodies, local platelet aggregation, migration of inflammatory cells and deposition
of immune complexes. The course of VHD in APS is often complicated by thromboembolic complications, including embolization of the cerebral
arteries and coronary arteries. Diagnosis of VHD in APS is based primary on the results of echocardiography, which allows to identify leaflet
thickening, verrucous vegetations and assess the function of the valve apparatus. The use of transesophageal echocardiography makes it possible
to clarify the features of valvular lesions in case of inconclusive results of transthoracic echocardiography. The issues of management of patients
with and VHD are discussed, with an assessment of the results of the use of antiplatelet, anticoagulant, immunosuppressive therapy and surgical
correction of severe valvular pathology. Cardiac surgery is associated with an increased risk of postoperative complications due to bleeding or
thrombosis, as well as mortality.

Key words: antiphospholipid syndrome, valvular heart disease, Libman-Sacks endocarditis, valvulitis, echocardiography, treatment, thromboembolic
complications
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ADC — antudochommumnbiit curapom, abJI — antudocdonummannie antutena, aKJl — anturena x xapguonumuny, B,ITII — anTuTena x B,-
rkonporenHy 1, BAK — Bomyanounsiii anTukoarymsint, CKB — cucremuas kpachas Bonyanka, KBC — xnanmannas 6osesus cepara, ACR — amepu-
KaHCKas Komerus pesmaronoros, EULAR — EBponeiickas acconmars o 6opb6e ¢ pesmatusmom, 9xo-KI' — sxokapamorpadus, MK — murpanbHbii
xnanal, AK — aopranbubii kmanas, TK — rpuxycnmpanpusiit knanas, 9JIC — supokapaut JInbmana-Caxca, V19 — mHOEKIMOHHDIN SHIOKAPANT,
T30 — tpomboambonyeckne ocnoxuenus, TTO — rpancropakanpaas IxoKI, T — rpancasodareanpuas IxoKI, HBTO — HebakTepnanbHbiit
TpomboTuyaecknit supokapaut, AKT — antukoarynanTthasa tepamms, I'KX — rugpokcuxnopoxus, 'K — rmokokoprikonbr

BBepenn
eae ¢ 100 TbIc. 1 40-50 cmydaeB Ha 100 ThIC. Y€TOBEK COOTBET-

Antudocdomunupneiit cuagpom (ADC) — cucreMHOe
ayTOMMMYHHOe 3ab0JieBaHNe, KOTOpPOe XapaKTepusyeTcs
BEHO3HBIMI, apPTePUATbHBIMU WM MUKPOCOCYAUCTHIMU
TpoM603amMu /M TIaTooruelt 6epeMeHHOCTH Iy 1abo-
PaTOPHBIX [JOKa3aTe/IbCTBAX IEePCUCTUPYIOMNX aHTHHOC-
dommupnsix antuten (adJI), TakuMx Kak aHTUTEN K Kap-
puonumuny (aKJI), anturen x b -rmuxonporenny 1 (b,I'TI1)
1 Bo/T9aHOYHOro anTukoarysanra (BAK) [1, 2].

A®DC moxeT O6bITh IEPBUYHBIM, IIPU OTCYTCTBUM Y IIa-
I[eHTa IIPU3HAKOB Kakoro-mi6o s3abomeBaHus, oo
BTOPUYHBIM, PAa3BUBAONINMCS Ha (OHE [PYroro Iaroso-
TUYECKOTO COCTOSTHMA, HATIPUMEp ay TOUMMYHHOTO 3a6071e-
BaHus (Yalle BCEro CUCTeMHOI KpacHoit Bomyankiu, CKB),
HOBOOOPa30BaHUIT 11 IPKEMa TeKapCTBEHHBIX ITPEapaToB.
ADC MOXeT TaKk)Ke OCTIOXKHATh TedeHe Pas/NIHbIX MH-
(exunOHHBIX 3a60/IEBaHNIL, B TOM YNCI/IE KOPOHAPOBUPYC-
Hout nHpexunu (COVID-19) [1, 3, 4].

CorllacHO [JaHHBIM MeTaaHa/mu3a, 3abo/IeBaeMOCTb
n pacnpoctpaHeHHOCcTh ADC cocraBnAwT 1-2 cry4yas Ha

cTBeHHO [4, 5]. ADC sB/IsIeTCsI OCHOBHOM MIPUYMHON VH-
CylbTa y MOJIOABIX Nofiell, B 33% ciaydaeB — MHCYIbTa
y mux, 1o 50 et u B 20 % cny4aeB — penuanBUPYIOIIEro
BBIKMJIbIIIA IJTOfA [6].

IIpn ADC moXeT OTMeYaTbCs MOpakKeHMe IIPaKTU-
4ecKy TH060ro opraHa, 4To OOYC/IOBIEHO B OCHOBHOM
pasBUTMEM TPOMOOTUYECKMX M aTepOCKIEPOTUYECKUX
nponeccos [1, 2, 7]. Kapguanpaasa naronorus npu AOC
OKa3bIBaeT CYI[eCTBEHHOE BIMAHME Ha KIMHNIECKYI0 Kap-
TVHY, T€4eHMe, IIPOTHO3 3a00/IeBaHMA Y HePeKO IIPUBO-
IUT K TSKEIbIM OCJIOKHEHMAM U CMEPTeIbHOMY UCXOLY.
[Topaxxenus cepaua npu AOC ocTaTouHO pasHOOOpasHbI
¥ BK/IIOYAIOT KIananHyo 6omesus cepana (KBC), rpombo-
TUYECKYI0 U aTePOCKJIEPOTUYECKYI0 OKK/ITIO3MI0 KOPOHap-
HBIX apTepuil, AMCHYHKINIO U OMIATALMIO JKETyLOYKOB,
VHTPAaKapAMAIbHBIL TPOMOO3 M JIETOYHYI TUIEPTEH-
3uio [8, 9]. B HacTosmem 0630pe MpefcTaBIeHbl aHHbIE,
MIOCBSAIEHHbIE PAcIPOCTPAaHEHHOCTM, IATOTeHe3y, IIa-
TOMOP(OIOrNY, AMATHOCTUKE M COBPEMEHHBIM METOHaM
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negenust KBC npu ADC. IIpn pabore ¢ MCTOYHMKAMIU UC-
T0JIb30BAINCh IOMCKOBBIE 3aIIPOCHI IO K/TIOYEBBIM CIOBaM
B 6asax gannpix PVIHII, eLibrary, PubMed. B 0630p 65111
BK/IIOUEHBl QHI/IO- M PYCCKOSA3bIYHBIE CTAThM, OMyO6/m-
KOBaHHbIe 3a nepuop 2014-2024 rr. B aHann3 BKIIOYEHBI
Taxoke (yHaMeHTaIbHbIE MCCIEOBAHIS, BBIIIOTHEHHbIE
B Ooslee paHHee BpeMs, HO IPECTAB/IAMOIINE BbICOKYIO
[IEHHOCTh B VM3Y4YeHUM [JAHHOI Ipobmemsl. KioueBbiMu
C/I0OBaMU [yIsi JIUTEPATYPHOTO MOMCKA SIB/IS/INCH: AHTHU-
dochonunupnsiit cuappom (antiphospholipid syndrome),
KnamaHHas 6one3up cepaua (valvular heart disease), aH-
moxkapaut JImbmana-Caxca (Libman-Sacks endocarditis),
BanbBymuT (valvulitis), axokapauorpadus (echocardiogra-
phy), nedenne (treatment), TpoM609MOOIIYECKIIE OCTIOXK-
HeHus, cobpiTus (thromboembolic complications, events).
B neHTpe BHMMaHWUS GUIYPUPOBAIN CTATHU, OIYOINKO-
BaHHbIe B HAYYHBIX XXYPHAIAX, HPOIIEALINe IPOLEeRypPy
PpelieH3NPOBAHUSL.

Amargocruka
arTudochorunupHOrO
CHHAPOMA

B HacTosiliee BpeMsi OTCYTCTBYIOT KaK TAQKOBBIE Jya-
rHoctnyeckne kputepuy AQC, 0OgHAKO IINPOKO JICHOJb-
3YI0TCsl KIMacCU(UKALMOHHBIE KPUTEPUM, paspaboTaHHbIe
B OCHOBHOM UIsI IIPOBEEHNsI KIMHUIECKUX VM MEKIVC-
LUIUVIMHAPHBIX WCCIE[IOBAHMII C 1LI€IbI0 BBIABIEHUS TO-
MOTeHHBIX rpynn 6onbHbix [10, 11]. Kmaccndukanyon-
usle kpurepuun ADPC 06BIYHO BKIOYAIOT ero Hambormee
crienmudecKue MPOSBIEHNS: apTePUaIbHBIN, BEHO3HbII
TpoM603, TPOMO03 MEIKIX COCYHOB, HEBbIHALIMBaHNUe Oe-
pemennocty nipu BoisABneHun adJl. IlocTanoBKa auarnosa
«ADPC» 601bHOMY B Ka)XOM KOHKPETHOM CITydae OCHOBBI-
BaeTCs, KpoMe JIabOpaTOPHBIX IIOKa3aTesell, Ha COBOKYII-
HOCTH BCeX KIMHUYECKNX IIPOSIBJICHNIT, YIUTBIBAS TAKXKe
HecrenyuyHble mposiBieHns 3abonesanus [12]. Takum
obpasoM, knaccupukanyonnsle kpurepun AOC B KIMHU-
YeCKOI MPaKTUKe MCIONb3YIOTCs 6osmble my1st 060CHOBA-
HUS ¥ TOATBEP)X/IeHst fuarHo3a [12, 13].

Brepseie kmaccuduKaMoHHble KpUTEpUM ObIIN Ipes-
noxensl nocnte VIII Mexxgynaponuoro konrpecca no AOC,
KoTOpbIit coctosincss B Canmopo (Snonus) B 1998 1. Ilpu
06CyX/IeHIN KPUTEPUEB 9KCIEPThI pabodeli IPYMIIBI OT-
MeyJasiy, YTO HeKOTOpble KIMHu4Yeckye npossnenns APC
(B WacTHOCTM, TPOMOOLNMTOIEHNUSA, TeMONIUTIYECKas aHe-
mus, livedo reticularis, KBC) xots mHOrma u accoumupy-
1orcst ¢ ADC, ofHaKO He MMeEIOT TaKUX CUJIbHBIX acCOIV-
aumif, KaK NPU3HAKM, OTHOCSIIIMECS K IIPEIOXKEHHBIM
KIacCUPUKALMOHHBIM KputepusM. B Hos6pe 2004 . Ha
OT/IE/IBHOM CUMIIO3MyMe, IIOCBSIILIEHHOM OOCYX/IeHIIO
kputepres AOC B pamkax XI MeXyHapOoIHOTO KOHTpec-
ca mo ADC B Cupnee (ABcTpanus), ObUIN IIpeIOKeHb
HOBBIE KPUTEPUM, KOTOPbIE OTINYAIUCH OT MPEeAbIAYIINX
CanmopoBckux GOpMyInpoBKOI TabOPaTOPHBIX KpuTe-
pues [14]. Kpome Toro, npennmosxeHbl GOpMYINPOBKY TeX
KIVHMYECKUX NIpOosBIeHnit, B ToM uncie KbC, koTopbie He
BOIIIY B K/IacCUMKALMOHHbIE KPUTEPUH, HO, 10 MHEHMIIO
9KCIIEPTOB, UX I[eJIeCO0OpasHO VICHONb30BaTh N/ JMa-
THOCTUKY OTHE/IbHBIX IIALMIEHTOB, B Ka4eCTBE BEPOSTHBDIX,

HeKpuTepyanbHbIX npusHakoB ADC mim XapaKTepucTuK,
acconympoBanHbix ¢ ADOC [15].

B 2023 r. omy6mKoBaHbI KIaccuMKalMOHHbIe KpuTe-
pun, paspaboTaHHble AMEPUKAHCKOI KOJUIETHEN PeBMaTO-
noroB (ACR) coBmecTHO ¢ EBpOIerickoit accoryarnyei o
6opnbe ¢ peemaruamom (EULAR), Ha ocHOBe coBpeMmeH-
Horo noHnMauusa ADPC, mo3BOIAIIETO B3BEIINBATh OT-
Ie/bHble KPUTEPUH, C OTIMYHBIMU PAOOYNMU XapaKTepu-
CTMKaMM ¥ MaKCHMAaIbHO BO3MOXHOIN CITennUIHOCTDHIO
kpurepues [2] (Tabm. 1).

Cnemyer OTMETWUTDb, 4TO 5-bIi KIMHUYECKUIT JOMEH
npescTaBieH BapuaHTamu KbBC: yrommieHmeMm cTBO-
POK KJalaHa 1/MaM K/IallaHHOJ BereTalueii, OljeHMBa-
eMBIX 110 OTHOCUTEJIBHO BBICOKOMY BeCcy — 2 u 4 6ajua,
COOTBETCTBEHHO.

ITo cpaBHenuio ¢ Cupneesckumu Kpurepusamu 2006 r.
B kpureprsax ACR/EULAR 2023 r. usmenena dopmynu-
poska KBC [2, 14] (Tabn. 2). B mocnemHux Kpurepusx
IIPeJOCTaBIeHbl 3HAYEHMs TOJIIMHBI CTBOPOK B 3aBUCH-
MOCT) OT BO3pPacTa, JOIOTHEHO OMMCaHNe BereTalnit, Kak
BOpPCMHYATbIE, [OTbYATBle MM OKPYIZIble 00pasoBaHu,
C yKa3aHUeM 4allle BCTpeyaeMoro pasmepa (<1 cMm) 1 Bo3-
MO>KHOCTBIO PACIONOXKEHNs BeTeTaluil He TOTbKO Ha MU-
tpanpHoM (MK) n aopranpHom knamane (AK), Ho 1 Ha i0-
6011 CTOpOHE CTBOPOK /IF060r0 KIamaHa.

Oco6eHHOCTH KAAITAHHOM

GONE3HU CepALla IPU

anTudochornnInAHOM

CUHApPOME

KBC siBrsiercst Hanboee 4acTolt Kap/inanabHOIl 1MaTo-
norueit npu ADC, perncrpupyemas IpPUMEPHO y TpeTn
HanyeHToB. Y OGONbHBIX C IEPBUYHBIM VIV BTOPUYHBIM
ADC ocHOBHbBIe U3MEHEHUA SHJOKapAa IIpefiCTaBIeHbI
YTOJII[eHNeM CTBOPOK KJIAaIlaHOB U Beretanuamy. Ham-
6onee yacto mopaxaercs MK — B 33,3-88,8 % crmydaes,
Heckonmbko pexke AK — 13,1-51,3 %, TpMKycIupaabHbBIN
kranad (TK) — 3-12% u xmamaH 7eroyHol aprepum —
1% [15-22]. Cpeny npuuuH mpeobnafaHys MOPaKeHMI
JIEBOCTOPOHHMX KJ/IAIIAHOB PAcCMATPUBAIT OOJIBIIYIO
YA3BUMOCTb SHJOTENNSA K MUKPOIIOBPEXAEHUAM 3a CYeT
cpesarollero crpecca u 6ojee BBICOKOI Harpy3Ku IIpy CU-
CTONMYECKOM M3THAHVM KPOBU U3 JIEBOTO XKelTymouKa [23].

Kax mpaBuio, HeZOCTaTOYHOCTb KJIAIlaHOB IIpeoba-
JaeT HaJl CTEHO30M I OOBIYHO He COIPOBOXK/AETCS CYIIe-
CTBEHHBIMU 'eMOAVHAMUYECKMMI HapylieHusaMu. Yacro-
Ta reMOAMHAMMYECK! 3HAYVMbIX K/IallaHHBIX IIOPaXKeHMI
npu ADC cocrasiger npuMepHo 1-4% [22]. XapaxTtep
HMOpPaXKEHMsI K/IAIIaHOB MOXKET HPOSIBIATHCA B BUJE IJIO-
6aIbHOTO YTOJNIIEHNUA CTBOPOK, JIOKAQII30BAHHOTIO yTOJI-
[eHUs, 0OBIYHO OXBATHIBAMOIIETO HIPOKCUMA/IBHYIO WM
CPEe[IHIOI0 YacTb CTBOPKM, HEPAaBHOMEPHBIX Y3€TKOB VJIN
BEPPYKO3HBIX BeTeTalMil Ha CTBOPKaX (M3BeCTHBbIE KaK
supokapaut JInbmana-Cakca, 9JIC); mrchyHKuu Kia-
IIaHa OT yMEepPeHHOI! CTemeHn o Tsokenoit [9, 15, 17, 20,
24, 25].

B mpocnextnBHOM nccnefosanuu N. Nagy et al. [26]
cpaBHMBa/m yacrory BapuantoB KBC y 6ompubix CKB,
umeromux a®JI (n=258, 69,9 %) u 6e3 a®JI (n=111, 30,1 %).
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Tabnuua 1. Knaccuguxayuonmvie xpumepuu anmugpocponunuonozo cunopoma (ACR/EULAR, 2023..)
Table 1. Classification criteria for antiphospholipid syndrome (ACR/EULAR, 2023)

Bec, Bec,
Knuuuyeckue Kpurepun 6anmpr Knuunyeckue Kpurepun Gamnsr
Clinical criteria Weight, Clinical criteria Weight,
scores scores
omen 1 — MaKpoOBacKyIsApHbIe HPOABIEHILA o TIpeskmaMIICus C TSOKEbIMY POABIeHUAMY (<34 Hepl.

(BeHO3HBIIT TPOM60aMbONN3M, BTI) 0 AHelT) MM MIALleHTapHAA HeJOCTaTOYHOCTD

o BTO c npodunem BT Bbicokoro pucka 1 ¢ TsDKENbIMU nposiBieHusmMu (<34 Hep. 0 fHelt) c/6e3 3

o BTO 6e3 npodust BT BbicOKOTO prcka 3 CMepTH IJI0a

Domain 1 — Macrovascular o IIpesk/maMIICK C TSOKEMBIMY IPosABIeHnAMY (<34 Hef.

(venous thromboembolism, VTE) 0 gHeit) M ITalleHTapHa s HeJOCTATOYHOCTD C TSKETBIMU 4

o VTE with a high-risk VTE profile 1 nposineHusimu (<34 Hex. 0 gHeir) ¢/6e3 cmepTy 110

o VTE without a high-risk VTE profile 3 Domain 4 — Obstetric

« >3 consecutive pregnancy loss before 10 weeks and/or
omeHn 2 — MaKpoBacKy/IsApHbIe NPOsSBIEHUS 1
; early fetal loss (10 weeks 0 days and 15 weeks 6 days)
(aprepuanpublit Tpom603, AT)
o Fetal death (16 weeks 0 days — 34 weeks 0 days)
o AT c mpodunem AT BbICOKOTO puCKa 2 - o
without preeclampsia with severe features or placental 1

o AT 6e3 npodust AT BBICOKOTO prcKa 4 . . .

. insufficiency with severe features
Domain 2 — Macrovascular [

. . o Preeclampsia with severe features (<34 weeks 0 days) or
(arterial thrombosis, AT) L Linsuffici th p 34 week 3
« AT with a high-risk CVD profile 2 g;centa }I}lls/u . Eencyfl w1ltdse\:re eatures (<34 weeks
o AT without a high-risk CVD profile 4 ays) wit . WIt, out fetal deat

 Preeclampsia with severe features (<34 weeks 0 days)

HMomen 3 — MuKpPOCOCYICTHIE IPOABICHU A and placental insufficiency with severe features 4

IIpennonaraempie (ofuH un 60see U3 CEAYIONMX): 2 (<34 weeks 0 days) with/without fetal death

o MpamopHas KoxKa (0cMOTp)

. Homen 5 — Knananuas 60me3Hb cepana
o VI3MeHeHN 110 TUIY TMBEIOULHOI BACKY/TOIATUN
e YTOJIIEHNE CTBOPKM K/IallaHa 2
(ocmotp)
o BereTalys Ha K/alaHe 4
« Ocrpas/xponndeckas Hedpomnarus, 06ycn1oBIeHHASL . .
Domain 5 — Cardiac valve
a®JI (ocmoTp nu mabopar.) . X
« Valve thickening 2

o JlerouHoe KpoBoTedeHNe (CUMITOMBI UK .

« Valve vegetation 4
BU3ya/TN3aLis)

BriaBnennbie (oayH nn 6ojee 13 ClIeAYOUUX): Jomen 6 — I'emaTonornyeckme npoABIeHNA

o JIuBepouaHas BacKynonarusa (Mopdomorus) 5 o Tpombouuronenus (20-130x10°/JI) 2

« Ocrpas/xponndeckas Hedponarus, 06ycn1oBIeHHASL Domain 6 — haematology
adJI (mopdomnorns) » Thrombocytopenia (20-130x10%liter) 2

« JlerouHoe xpoBoTedenne (BAJI wau Mmopdomnorus)

JIabopaTopHble KpUTEPUK

o TTopaskeHne Muoxapya (BU3yaausarys uiam .

Laboratory Criteria
Mopdomors)

« KpoBousnusumne B HaAMOYeTHNKY (BU3yaTN3aL{s MITH Homen 7 — Onpepenenne a®JI ¢ momMom b0
Mopdonors) (YHKIMOHATHPHOTO AHANIN3a, 0CHOBAHHOTO

Domain 3 — Microvascular Ha KOarynsanumn

Suspected (one or more of the following): 2 o ITomoxutenbuelit BAK (ogHOKpaTHO) 1

« livedo racemosa (by physical examination) o ITonoxurenbunlit BAK (mepcucrupyrommit) 5

« livedoid vasculopathy lesions (by physical examination) Domain 7 — aPl test by coagulation-based functional

« Acute/chronic aPl nephropathy (by physical assay
examination or laboratory tests) « Positive LAT (single-one time) 1

« Pulmonary hemorrhage (by clinical symptoms and o Positive LAT (persistent) 5
imaging) omeH 8 — Onpenenenne a®JI c noMoubIO

Established (one or more of the following): A M " Tpenenenit TOMOTHD

: . TBépRodasHoro uMmyHopepmenTHoro aHanusa (ELISA)
« livedoid vasculopathy (by pathology) 5 aKJT w/wnu p LTI
« Acute/chronic aPl nephropathy (by pathology) 2
o YMepeHHO nm pesko nonoxxurensubie (IgM) (aKJI
« Pulmonary hemorrhage (by BAL or pathology) whwnu B,ITIL)
Y . . 5
» Myocardial disease (by 1m.ag1ng or pathf)logy). X + Ymepenno nonoxurenbubie (IgG) (aKJT n/umu B,ITI1) 4
« Adrenal hemorrhage or microthrombosis (by imaging
thology) « Pesko monoxurenpubre (IgG) (aKJT mwmum B,I'TI1) 5

or pathology. » Pesxo nmonoxwurenpubie (IgG) (aKJT u B,I'TI1) 7

Homen 4 — AKylIepcKye NpOABIEHNA Domain 8 — aPL testing by solid-phase assays:

o >3 c/lefyoluX NOAPAT cMepTH B iepuozie o 10 Hep,. aCL and/or anti-p2GPI antibody enzyme-linked
u/uny panHss $peranbHas rubens mioza (10 Hef. 1 immunosorbent assay
0 mHeit — 15 Hep. 6 mHei) o Moderate or high positive (IgM alone) (aCL and/or anti-

o Tubenpb mnopa (16 Hem. 0 mHeit — 34 Hen. 0 gHEl) B,GPT) 1
NPV OTCYTCTBUY MPEIKIAMIICUY C TAXKEIBIMU » Moderate positive (IgG) (aCL and/or anti- £8, GPT) 4
MIPOSB/ICHUAMU VTN TI/TALIeHTAPHOI HEJOCTATOYHOCTDIO 1 + High positive (IgG) (aCL or anti-$,GPI) 5
C TAXETBIMU TPOABICHUAMM « High positive (IgG) (aCL and anti-f,GPT) 7

HPI/IMC‘IBHMC. ADC KTIaCCI/lClJI/lLU/[pyCTCH ANA UCCNEeNOBATENBbCKUX ueneﬁ, €CIM MMEETCA KaK MUHUMYM 3 6asia Mo KIMHNIECKUM AOME€HAM M KaK MUHUMYM 3 Ganma

110 1a60PaTOPHBIM JJOMEHaM

Coxpamenns: AT — aprepuanbablit TpoM603, BT — BeHosHbIiI TpoM603Mb0mu3M, adJl — anTudochommmuanse antnrena, BAJI — 6poHx0anbBeOIspHBIIL TaBaX,
AJl — aprepuanbHoe aBnenne, BAK — Bonuanounblit anTukoarynaut, aKJl — anturena x kapguonununy, B,ITI1 — anTurena x f,-rmnkonporenny 1.

Apantuposaso us M. Barbhaiya et al. [2].

Note. APS is classified for research purposes if there are at least 3 points from clinical domains and at least 3 points from laboratory domains
Abbreviations: AT — arterial thrombosis, VTE — venous thromboembolism, aPL — Antiphospholipid antibody, BAL — bronchoalveolar lavage, BP — blood pressure,
CVD — cardiovascular disease, LAT — lupus anticoagulant, aCL — anticardiolipin antibody, anti-B,GPI — anti-p,-glycoprotein I antibody. Adapted from M. Barbhaiya et al. [2].
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Ta6nuua 2. Cpasrerue popmynuposox knanannoti 6onesuu cepoua npu AQPC no mamepuanam Konepeccos no AOC

2006 u 2023 ze.

Knaccudpuxannonnsie kpurepun ADC, 2006 r.
Omnpepenenne a®JI-accouunposannoit KbC

Knaccudpukannonnsie kpurepun APC, 2023 r.
Iomen 5. KappuanpHbIil K1anaH

Coueranne a®JI (nabopartopusie kpurepun APC) Hapsify c:
IxoKT-ompesienennem nopakeanit u/mnu Peryprutanmeit -
n/unu crenozom MK u/unu AK nnn no6oit kKombuHaimeit u3 -

BbILIEYKAa3aHHBIX.
K xapakTepHBIM IOpakeHMAM KTallaHa OTHOCAT:
KnananHoe yTonueHne >3 MM.
- JloxanusoBaHHOE yTOMIEHNE, 3aTPAaruBalollee IPOKCUMATbHYIO -
VI CPEJTHIONO YaCTh CTBOPKM K/IallaHa.
- V3e/ku HenpaBUIbHOI GOPMBI Ha IPECEPHOI IOBEPXHOCTH
kpasa MK u/unu cocypucroit nosepxaoctu AK.

Kpurepnit Bkmrouenns u:

KnamanHoe yTonmeHne

Yronumenne MK onpenensercs npu >4 MM B Bozpacte 20-39 siet;

>5 MM B Bospacrte >40 neT; u >3 MM [/ 06010 K1amnaHa B 11060M
Bo3pacte (YTOIIeHIe KTallaH MOXXeT COIPOBOXKAATbCS KIallaHHOII
nycdyHKumeit (perypruTaieii uin CTeHo30M)).

BereTans Ha KyalaHe oIpefie/iAeTCA KaK BOPCUHYATBIE, TOTTbYaThie
WM OKPYT/Ible 00pa3oBaHMsA, 0OBIYHO PACIIONOKEHHbIE HA
HpefiCep/iHOI CTOPOHE aTPUOBEHTPUKY/IAPHBIX KnanaHos (MK

U TPUKYCIINA/IbHBII K/IATIaH) WM Ha XKelTyI04KoBoi moBepxHocT AK,
HO MOTYT TaK>Ke pacIonararbcs Ha mo60it CTOpoHe M060r0 KIamnaHa
(pa3Mep 3HAYNTEIBHO BAPbUPYET, HO 0OBIYHO <1 cM).

Ipumevannsa: AOC — antudochomumuunsii cunapom; OxoKT' — sxoxapmuorpadusa; AK — aopranbubii kmanan; MK — mutpanbubii kmanan; adJT — antudocdonunugnsie

aHTHTeNa. AanTipoBaHo u3 S. Miyakis et al. [14] u M. Barbhaiya et al. [2]

Table 2. Comparison of formulations of valvular heart disease in APS based on the materials of the APS Congresses

2006 and 2023

The 2006 APS classification criteria
Definition of aPL-associated valvular heart disease

The 2023 APS classification criteria
Domain 5 — Cardiac valve

Coexistence of aPL (Laboratory Criteria for APS) along with:

- Echocardiographic detection of lesions and/or Regurgitation -

and/or stenosis of mitral and/or aortic valve or any combination of -

the above.

Defining valve lesions include:

Valve thickness >3 mm,

Localized thickening involving the leaflet’s proximal or middle

portion,

- Irregular nodules on the atrial face of the edge of the mitral valve,
and/or the vascular face of the aortic valve.

Criteria for inclusion and:

Valve thickening

MV thickening is defined as >4 mm between ages 20-39 years; >5 mm
for those older than age 40 years, and>3 mm for other valves for any
age (valve thickening can be associated with valvular dysfunction
(regurgitation or stenosis)).

Valve vegetation is defined as shaggy, lobulated, or rounded masses
typically located on the atrial side of atrioventricular valves (MV and
tricuspid valve) or ventricular side of the AV, but can be located on any
side of any valve (size is highly variable but usually <1 cm).

Notes: APS — antiphospholipid syndrome; AV — aortic valve; MV — mitral valve; aPL — antiphospholipid antibodies. Adapted from S. Miyakis et al. [14] u M. Barbhaiya et al. [2]

Bce xapananbHble IPOsIB/IEHNsT Yallle BCTPeYannuch B IpyI-
e nmanyeHToB ¢ adJI, HO cylecTBeHHOe pasnudue ObIIO
BBIAB/IEHO [JIA TPUKYCIMJATbHON (31,4% vs. 18,0%,
p=0,008) m MutpanpHOI Hemoctato4HoCTH (33,7% Vs.
21,6 %, p=0,02). Kpome Toro, y nmanuenros ¢ adJl ormeye-
HO CTaTMCTUYECKY 3HaYMMOe IIpeobajaHe TaKNX KINHI-
yeckux nposienennit CKB, kak mopaxenus IJHC (n=73,
28,3% vs n=14, 12,6 %, p=0,001), nepudepndeckoit HepB-
HOII cuctemsl (n=32, 12,4 % vs n=6, 5,4 %, p=0,043) u mcu-
XMaTpUYeCKUX paccTpoiicts (n=60, 23,3 % vs n=14, 12,6 %,
p=0,019), 94TO B OmpeMeNTeHHOI CTEEHN MOXKET OBITh 06-
ycnosneno KbC 1 e€ ocnosxHeHUAMN.

ITo pesynbraraM KpyIHOTO CUCTeMaTU4ecKoro o63zopa
U MeTaaHa/lusa, BbIIOMHeHHOro S. Zuily et al. [27], Hanu-
yne adJI y mannenTos ¢ CKB acconmmpyercs ¢ 3-KpaTHBIM
nosbieHneM pucka passutus KbC, skmiouas 9JIC. [Tomy-
YeHHbIe JAHHBIE SIBJIIIOTCS Haubonee yOenuTeIbHbIMU [O-
KasarenbcTBaMy cBA3M Mexay adJl u nopakeHMAMM Kia-
IIAaHHOTO aIIapaTa cepaua.

B MmeTaananmse 25 mccmemoBaHuii ¢ OOLUIMM KOJIMYe-
crBoM 8089 manmentoB CKB BbIsBI€HO, YTO Hammdue
a®JI cymecrBenHo ysemmuusano puck KBC (OP=2,24,
95% OM: 1,58-3,18, p <0,001) [22]. [IpumevarenpHO, 4TO
13 TabOPaTOPHBIX TIOKa3aTenell Hanbomee BHICOKUI PUCK
KBC xapakrepen pgna BAK (OP=4,90, 95% [U: 2,26-
10,60, p <0,001). ITomoxurenpusiit TecT Ha aKJI ynpan-
Ban puck KbC (OP=2,69, 95% [W: 1,47-4,93, p=0,001),

a Ha BI'TI1 ysenmuusan ero Ha 70 % (OP=1,70, 95% JIV:
1,17-2,45, p=0,005).

ITaTroreunes

ITatorenernyeckne mexanusmbl KbC mpu AD®C B Ha-
CToslllee BpeMs [0 KOHIIA He M3Y4YeHBI, OfHAKO IIOjIara-
I0T, YTO BeAYILIYIO POJIb B IOPAXEHNM SHIOKAPHA UIPAIOT
umenno adJl [9, 17, 28, 29]. O6Cy>KHAITCs BOCIATNATEND-
HbIe U TPOMOOTHYECKIIe MEXaHU3MBbI, 3a/IelICTBOBAaHHbIE 32
cuer Bbipabotkn a®JI [25, 30]. IIpu ADC mospexpeHme
9HJOTeNN BO3SHUKAET B pesy/braTe HeVICTBYS ayTOAHTHU-
TeJI, HAIIPaB/IEHHBIX Ha OTPUIIATENIBHO 3apsDKeHHble (Hoc-
donmmuasl MeMOpaH SHAOTENNs, MUKPOTPaBMATH3AL[UN
9HJOTeNNsA, OOYCIOBIIEHHOM BO3JIEVICTBMEM Cpe3alolero
cTpecca mwm TYpOYIEHTHOCTM KPOBOTOKA, @ TAKXKe Ipo-
DYKUMM ayTOAHTUTEN Onarofapsi MOJEKYISIPHO! MUMMU-
KpUM, BBI3BAHHOI MHQEKIMOHHbIMY areHTamu [9, 19, 25,
31]. IloBpexpeHMe K/IAAHHOTO SHIOTENNs IIPUBOLUAT
K JIOKaJbHOJ arperanyuy TPOMOOLMTOB, MUIPALNU BOC-
I/INTE/IBHBIX MOHOHYK/IEAPOB U OT/IOXKEHII0 MMMYHHBIX
KOMIIIEKCOB, 00pasyolux TpoMO, meperieTeH bl ¢ ¢u-
6puHoM [32]. Heckonbko mccnenoBaHmii IpogeMOHCTPU-
POBa/IN IOJIOKUTE/IbHYI0 KOPPE/LALMI0 MEXIY TUTPaMu
aKJI n tsoxectprio KBC [15-17, 25, 33, 34]. V3HavanbHbIe
BOCIIQ/INTE/IbHbIe M3MEHEHUsA OOYC/IOBIMBAIOT HOCIENY-
oijee  Cy69HAOKAPANONbHOE BOCIATIEHNE, COCYANUCTYIO
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OB3OPHBIE CTATbHU

npommdeparyio, prbpos, KanbLu(UKaLNIO, ITO BBI3bIBAET
YTOJIIeHNe, PUTUAHOCTD CTBOPOK U B 4aCTH CIy4yaeB Cpa-
CTaHUe VX 110 KoMuccypam [35, 36].

L. Ziporen et al. [36] obuapyxumu pemosutsr adJl
U KOMIIOHEHTbI KOMIIIEMEHTa B TKaHM Ae(OPMIPOBAHHBIX
K/IAIlaHOB ceppua y 6ombHbIx ¢ nepBraHbiM ADC 1 acco-
nuyuposaHHbIM ¢ CKB. IlonydyeHHble HaHHbIE CBUIETEND-
CTBYIOT O IIaTOreHeTn4eckoit sHaunmocty adJI B passutum
nopakennit knananos npu AQC. bonee Toro, B mopaxeH-
HBIX K/1anaHaX 601bHbIX ¢ AQC ObIIN BBIAB/ICHBI aHTHUTENA
K b ITI1, cpesu KOTOPBIX 1O MeHbIIEl Mepe /[Ba IeNTu-
fia, cesasannbix ¢ b I'TI1, ABAAMMCH 1eneBbIMYU SIMTONAMY
mnA aTux aHTuten [37]. IlemTupbl MMeny aHaIOTHMYHYIO
AMMHOKUCIOTHYIO IIOC/IHOBATEeNbHOCTD C PasIMYHBIMU
6akTepuaTbHBIMU M BUPYCHBIMM aHTuUreHaMu. Ha ocHoBe
IO/y4eHHbIX NAHHBIX aBTOPbI MPENHIONOXWIN, YTO He-
6akrepuanpubii JJIC MOXKET UMETh OIMOCPEJOBAHHOE MH-
(heKLMOHHOE IPOUCXOXKEHME BCIEACTBIE MOJIEKY/IAPHOI
MYIMUKPMM M NIPOAYKLMYU aHTUTEI, IIePBOHAYa/IbHO Ha-
[IPaB/IeHHBIX Ha MH(EKI[MOHHbIE AHTUTEHBIL.

[Tonarasot, uto adJI 1, ocobenno, BAK, accouunpy-
IOLIMIICS C BBIPaKEHHBIM I'MIICPKOATY/IALMOHHBIM CO-
cTosiHMeM [38], MMeT pelraplee 3HadYeHNUe B I1aTOTe-
He3e HeCTpyKuuu kmamaHos ceppua npu CKB [25, 30].
Obpasosanne JJIC cumrTaeTcsi BTOPUYHBIM IO OTHOLIE-
HUIO K OT/IOXKEHNI0 GUOPUHO-TPOMOOLUTAPHBIX TPOMOOB
Ha MOpaXeHHOM KiamnaHe. Brmonne BeposTHO, uto a®dJl
Cr1oco6CTBYIOT 06pasoBaHNIo TPOMOOB Ha KJIAllaHAX, KO-
TOpBIE Y>Ke ObUIN MOBPEXIEHbI BOCIIATUTETbHBIM IPOLiec-
com [17, 25].

B nccnegoannnu 10.C. baxapeBoit u gp. Ipu U3y4eHUU
ponyu nonmuMopdu3MoB 18 reHOB-KaHANAATOB B Pa3BUTUM
SHIOKApAUTa HEMH(EKIJOHHOTO TIeHe3a Yy IIAIVIeHTOB
¢ ADOC bisABIEHO, YTO HOMUMMOPQU3MbI HEKOTOPBIX TE€HOB
JIOCTOBEPHO acCOLMMPOBAHBI C pasBUTMEM K/IAIIaHHOTO
MOpaXEHN, IpefIonarasg IeHeTUYecKylo IIpefpacIoso-
YKEHHOCTD y TaKux 60/mbHbIX [20].

ITatoMmopdonrorus

Imcronormyeckaa xaptuHa a®dJl-acconumpoBaHHON
BanbBy/Tonmatuy HecrmenmuyHa u BKaYaeT Gubpos,
Ka/bIUKALNIO, TIPOIN(EPALNIO COCYL0B, BEPPYKO3HbIE
06pasoBaHMsl Ha IIOBEPXHOCTY KJIAMAHHOTO SHAOKApHa
U TpoMOO03 BHYTPMK/IAIIAHHBIX KaNWUIAPOB. TUITMYHbIE
BepPYKO3HBIE BereTaluyl IPEJCTABIEHbl HEBBICOKVIMIL,
IVTOCKMMM  OOpOIAaBYATONOZOOHBIMI  0OPA30BAHUAMMU
¢ ¢ubpo3HOI ONAMIKON ¥ 04YaroBO¥ KaabLypyKalyeit.
O6pasoBaHme BereTanuili COMPOBOXKHAETCS BBIPAKEH-
HBIM pyOleBaHueM, paspactanumeM GUOPOSHON TKaHI,
YTO HEpPeNKO IPVUBOAUT K YTOJMIEHNIO CTBOPOK 1 Hedop-
MalMM KJIallaHa C pasBUTHEM B JajbHEIIeM K/IAIIaHHON
mucdyukuuu [9, 31]. Kak npasuio, Bererauyn npu AOC
Majioro pasmepa (1o 10 MM), HO MHOTZA MOTYT OBITH 6O/IB-
mumu (210 MM) ¥ pacronaraiTcs B 1H000M MecTe HJO-
Kap/iMaIbHOI HOBEPXHOCTH, HOI/A IIPUBOJS K BBIPA)KEH-
HOII HEOCTATOYHOCTH KJIAIlaHa. Beretarmm xapakTepHble
nna JIC mpu CKB obHapyxuBatorcs npumepHo y 10%
6OJIBHBIX ¥ KOPPEMUPYIOT C [TNTETBHOCTIO, aKTUBHOCTHIO
3aboneBanus u HamuumeM aKJI [9, 24].

Kannunyeckue IIPOABACHUA

A®DC Hepenxo poTekaeT 6€CCUMITOMHO MU CO CTep-
TBIMM KJIVMHWYECKVMI IPOSBICHUAMY, 4TO 3aTPyHLHAET
CBOEBPEMEHHYIO IMarHOCTHKYy camoro cuaapoma u KbC.
Knnandeckne mposABieHNA U HaHHbIE MHCTPYMEHTaslb-
HBIX METOJIOB JICCTIEJOBAHMA MOTYT HAllOMIHATb KapTUHY
MHQpeKUMOHHOTOo sHpokapanuTa (VD) uam peBMaTudecKoi
6onesun ceppua. Hepenxo kpymubie Bererannu JJIC nmn-
TUPYIOT KapAayuaabHble MUKCOMBI [35, 40]. IIpu passutun
HEeJOCTaTOYHOCTM KJIAIlaHOB VIIM CTeHO3a K/IMHUYECKNe
HpOsiB/IeHNA 00YC/IOB/IEHbI COOTBETCTBYIOIIEI K/IallaHHO
maTosioryeil. DBONbIIMHCTBO IALMEHTOB OCTaloTCsA Oec-
CYMIITOMHBIMU B TeYeHJe JOBOJIbHO J/INTETbHOTO Iepyo-
fla BpeMEHU U JMIIb Y HEMHOTMX Pa3BUBAETCsA CephedHasd
HEJOCTaTOYHOCTb, @ TaKXXe BO3HMKAeT HeOoOXOMVMOCTb
B KapAMOXMPYPIUYecKOM BMelaTenbcTBe [31, 41]. OTcyr-
CTBMeE MIN CITIaKeHHOCTb cumnromoB KBC apnsercsa mpu-
YMHON OTCYTCTBMSA IPUCTATBHOTO BHYMAHNA CO CTOPOHBI
KIVHUIVICTOB Ha IIPeIMeT BePOATHOCTI IIOPaskeHNA 9HTO-
kappa npu ADC [15].

KBC npu ADC TpebyeT HOBBIIIEHHOrO BHUMAHNSA He
TOJIBKO M3-3a Pa3BUTHA JUCHYHKIUM KIAIIAHOB, HO TaKXe
BC/IE[ICTBIE PUCKA apTepUaNbHBIX TPOMOOIMOOMIMYECKNX
ocnoxuennit (T9O), Bxmrovas nHCynwsTH 20, 25, 42]. B ot-
mnarve ot V19, Beretaunu JJIC cTepubHbL, 60/Iee PhIXIbI
U CKJIOHHBI K aMbomusanyn [19, 43]. B cnyyasax AOC ¢ no-
paxxenneM MK gacrora aprepmanpHOit aMbomu3annn go-
cruraer 77 % [23].

B nmpocnektnBHOM mccnenoBannn J. Pardos-Géa et al.
mokasaHo, 4To KBC y 6onpubix ADC acconuupyercs ¢ pu-
CKOM apTepuanbHOro Tpom6o3sa B 8,4 pasa Ooblile B Tede-
Hue 12-meTHero mepuopa [44]. AHa/JOrMYHBIE Pe3y/IbTaThl
HOJYYeHbl B IPOCHEKTMBHOM ucciaegosanun S. Morelli
et al. [45], rie ormeueno, uro KBC neBocTopoHHeit moKa-
NU3ALNYU SIB/SIETCS MOIIHBIM (PAKTOPOM PUCKA PasBUTIS
LepeOpOBacKy/IApPHBIX cobpituit vy 6ompubix CKB. AB-
TOpbl OOHapyxmmm, uyro Hammuue KBC acconumpyercs
¢ 10,8-KpaTHbIM YyBelM4YeHMEM PUCKA UHCYIbTa W/UIK
TPaH3UTOPHOI NIIEMIYECKON aTaKIL.

B 2005 r. C.A. Roldan et al. [46] mpegmomoxunu, 910
KBbC y nanuentoB CKB sBnAeTca MpUUMHON MIIeMude-
CKOTO TIOBPEXJIEeHNs TOJIOBHOTO MO3Ta I CepAeyHO-COCy-
pucroit maronorun. Ilpu o6cnegosannu 37 6onpubix CKB
6b110 ycTaHoBNeHO, 4To BAK, Hammume ymepeHHO-BBI-
paxeHHOro yromumeHnsa cTBopok MK mmm mmrpanbHOM
HeJOCTaTOYHOCTY CONPOBOXKAAMNCH C 10-KpaTHO yBelu-
YeHHBIM PMCKOM pa3BUTHA Mosrosoro nuepapkra. Kpo-
Mme toro, y 6ompabix CKB KBC, BeIsiBlIeHHas Ipu TpaHC-
topakanbHoit OxoKI (TTJ), sBmseTcs He3aBUCUMBIM
IIPEAVIKTOPOM MO3TOBOTO IIOBPEXJIEHNA IO pe3ynbTaTaM
MarHMTHO-Pe30HaHCHOI ToMorpaduu (Mo3roBbie nHbpap-
KTBI, TOBPEXJIeHUsI 0eoro BellecTBa WIM HebOIbIINe
TOYEYHbIe IOBPEX/ICHNA), HEBPOIOIMYECKIX HapYIIeHUI
(MHCY/IBTBI, TPAH3UTOPHbIE MIIEMUYECKNE aTAaKM, KOTHU-
TUBHAsA JUCOYHKILMA) U MCUXMATPUYECKUX PACCTPOIICTB
(ocTpoe cOCTOSHME CIYTAaHHOCTM CO3HAHMA, NPUIIALKN
v ncuxos) [47].

B xpynmHoMm wmccregoBanuu 284 6ompHbIXx ¢ ADC
I. Krause et al. [48] o6Hapy»xumm, uto KBC acconympyercs
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¢ 6071e€ BHICOKMMU YPOBHSIMIL HAPYLIEHNIT MO3TOBOTO KPO-
BOOOpaleHNs, srmtencu u Murpern. CybaHanus BbIABIU
3HauuMylo cBA3b Mexxy KbC (Hammdme Bereraumit u/mm
YTOJIIEHNSA CTBOPOK KJIAIIAHOB) I BCEMM HOPaKeHMAMMU
ITHC y 6onbHbIx ¢ nepBryHbIM ADC, HO Cpeny MareHToB
co BropmuHbiM ADC, accomuuposaHHbM ¢ CKB, Takoit
B3aVIMOCBSI31 BBISIB/ICHO He ObLIIO.

R. Cevera et al. [49] mokasanu, 4yTo y 601bHBIX ¢ ADC
yposHM passutusa TOO B nepsble 5 1 ocnegyomye 5 1eT
HaOmonenusa cocraBummu 16,6 % u 14,4% COOTBETCTBEH-
Ho. CoryacHO pesynbraTaM pAja uccnenosanuii npu APC
Hanbomee d4acTeiMu TOO perncTpupyroTcs UHCY/IBTDI
(19,8-35,2%), nndapkr muoxkappa (7,4-8,64%), TpaHsu-
TOpHBIe nimeMndeckre ataku (4,7 %), TpoM603bI TTy6OKIX
BeH (4,3 %) u TpoMb03M6b0/Ist merouHol apTepun (3,5%)
[20, 48, 49].

JlaHHBIE IPOCIIEKTUBHOTO HAOMONEHNS 32 53 GOIbHBI-
Mu ¢ ADOC B TeyeHne 12-71eTHero mepuopa JeMOHCTPUPY-
10T, uTo Hammume KbC gocToBepHO yalie cCONpoBOXAAETCsA
passutreM TOO [44]. Tak, y 601bHbIX, nMeBux Ix0KI-
HPYU3HAKY Ba/IbBYIONATUY B HaYajle HaO/I0fIeH s, 110 CPaB-
HEHUIO C TPYNIoil manueHToB 6e3 npusHakos KBC snaun-
TE/IPHO Yallle PernCTPUPOBAINCH ApTePUATbHbI TPOMOO3
(69 % vs. 20%, p <0,001), pakTopsl prcka arepocKieposa
(62% vs. 29%, p=0,01), livedo reticularis (48% vs. 16 %,
p=0,01) u murpens (41 % vs. 12 %, p=0,02). Hammune KbC
(yromiieHre CTBOPOK U BEPPYKO3HbIe BEreTallMi) MOXKET
6p1Th (paxTopoM pucka mopaxenus IJHC, panHero passu-
TH aTEPOCKIIEPO3a Y TAXKEIOTO TeUeHNsI OCHOBHOTO 3a60-
neBaHus [44].

Pesynbrarhl He;laBHO OITy6IMKOBAHHOTO MCC/IEOBAHMSA
S.Niznik et al. [42], nocBsileHHBIe M3yYEeHNIO KIMHIYECKIX
ocobenHocreit u ncxopgos mepsuynoro AO®C ¢ KBC, no-
Kas3piBaloT, 4yTo y manueHTos ¢ ADC u KbC cymectBeHHO
Yalle OTMEYaloTCs LepeOpoBacKyIApHble cobbiTuA (56,3 %
vs 25%, p=0,005) u livedo reticularis (24,2% vs 7,8 %,
p=0,013), 4em y 607bHBIX, 63 MOpaXkeH!sI KIanaHoB. bo-
Jiee Toro, o cpaBHeHMIo ¢ 6onpHbIMI ADC 6e3 KTananHO
natonorun, cpeau mauyuentos ¢ AQ n Hamnunem KbC 3nHa-
YNUTENbHO dYallle HaOMIoanoch pasBUTHe KaTacTpodude-
cxoro ADC (12,1 % vs 2,4 %, p=0,034), peunanBUpYIOLIETO
Tpom603a (33,3 % vs 4,7 %, p<0,001) 1 Bo3HMKama HeOOXO-
IMMOCTDb B IpoBefeHNn 9(pPeKTUBHBIX METOJIOB JICYEeHV
(IpuMeHeHMe BHYTPMBEHHOTO MMMYHOITIOOY/IMHA, IIIas-
madepesa nn purykcumaba). Ha ocHoBanum 6ornee tsixe-
noro tedenusa AOC y naumentos ¢ KBC aBTOpEI 071araior,
YTO K/IAIIAHHAs MATO/MOTUS HpeACTaB/isfeT cobolt Karero-
puto 60mbpHbIX ADC BbICOKOTO pucka [42].

JIMarHocTuKa KIaImaHHO 60/e3HN cep/ilia Py aHTH-
dochonunuaHOM CHMHpPOME OCHOBBIBAETCSI HA JJAHHBIX,
npexpe Bcero, TTS, 4yBCTBUTENBHOCTD U CHELNUIHOCTD
KOTOpOI1 cocTaBnAer 35-45% u 75%, COOTBETCTBEHHO.
Hanbonee wacteiMm OxoKI-mpu3Hakamu SBIAIOTCA JIO-
KaJIbHO€ YTOJILIeHME IPOKCUMMAJIbHOM M CpeJHell 4acTu
CTBOPOK, [uddysHOe yBenMdYeHNe TOJILIMHBL CTBOPOK
(> 3 MM), HepaBHOMepHbIEe y3€/lIKM Ha JI000I CTOpOHe
cTBOpKM moboro kimamana (vame Ha MK n/wmn AK), Be-
rerauuy Ha sHpokapge [9]. Hepenko perncrpupyrorcs tak
Has3bIBaeMble «I[eTyIONIecs IOPaXKeHNA», PACIIOIaralom -

ecs Ha IIPOTUBOIIONIOKHBIX CTOPOHAX JIMHMM 3aKPBITUA KaK
MK, rak n AK [25, 50].

ITo panmbIM mnpocnekTuBHBIX IxoKI-uccnemoBanuit
KBC npn ADC coxpaHAIOTCA WM IPOTPECCUPYIOT C Tede-
HJeM BPEMEHU He3aBMCUMO OT MCIIOIb30BaHMA aHTUKOA-
TY/IIHTHOI VIV aHTUTPOMOOLMTapHOIL Tepanu [24, 50].

IIposemenne TTO crmegyeT paccMaTpuBaTbh B Kade-
ctBe nepsuyHoro ckpuumura KbC npu ADC, a Takxe ana
KOHTPO/A 3G (GEeKTNBHOCTY aHTUKOATYIAHTHON TepaIuy
(AKT), xoTopast T03BOJISAET B HEKOTOPBIX CTy4Yasx JOOUTh-
Cs1 yMeHbIIIeHVS VIU MCYe3HOBEHV BereTanuii [9].

I[Tpu mposegenun Tpancasodareanspuoit IxoKI' (TII)
JyBCTBUTEIBHOCTb Bo3pactaeT (73-97%), opfHako Ipu
9TOM CHIDKaeTcs eé crienyduanocts (37 %). [Ipumenenne
T33 onpasgano mst yrouneHus ocobennocreit KbBC, ms
BBIABJIEHVS T€X M3MEHEHUII, KOTOpble He MAeHTUPUIUpY-
fotcst ¢ momoipio TTD [18, 41, 51, 52]. Bonee Bbicokue pe-
3y/IbTAaThl BU3yaIU3alii BepPyKO3HOTO SHIOKApAUTA IpU
TOD 00ycnoBIEeHB! KCIOIb30BAHMEM BbICOKOYACTOTHBIX
JATYMKOB, TO3BOJLIOIIVX [TOTYYNTh U300 PasKEeH IS Ty dlle-
ro KauyecTBa ¢ oOHapyXeHMeM 6oJee METKUX M3MeHEeHMIL.
ITo pesynpraTtam MeTaaHanmsa 11 mccrnemoBaHMii 9acToTa
KBC y 60ompubix CKB no manusiv TTD un Hamruanem adJl
TOCTOBEPHO BBIIIE, YeM Cpefyl MAalJEeHTOB C OTPUIIATeNb-
HeiMy adJI: 131/300 (44 %) vs 120/488 (25%), p <0,0005
[41]. B TOo ke BpeMms, OOHapy>KeHa CpaBHUMas YaCTOTa
npusHakoB KBC o ganupiM TI3 y 6onpubix CKB ¢ 1 ot-
cyrcraueM adJl: 30/50 (60 %) vs 26/41 (63 %), p=0,9. Takum
obpasom, TOI meMoHCTpUpYeT 6OMee BBICOKYIO UyBCTBU-
TEeJIBHOCTb B BBIABJIEHMM KJIAIIAHHOJ ITATOJOIUK Y GOJb-
ubeix CKB BHe 3aBucumoctu ot a®JI: B 44 % 1o JaHHBIM
TT3 no cpaBHenuto ¢ 60 % 110 pesynbraram TID y manuen-
toB ¢ CKB u nanmunem a®JI (p < 0,04) u B 25 % 10 JaHHBIM
TT3 mo cpaBHeHMIO ¢ 63 % ¢ nomorpio TID y 60IbHBIX
CKB 6e3 ad]JI (p < 0,0005).

[Tpn npumenenun TTO yame ymaeTca BBIABUTH Kila-
HaHHYIO Iatonoruio y 6ompHbIx ¢ ADC, yeM cpepy 350po-
BBIX 1 ¥ 55 13 137 (40 %) m y 3 u3 125 (2 %), p <0,0001,
cootBeTcTBeHHO. Cpenn 607mbHBIX ¢ epBuYHbIM ADC OoT-
MevaeTcs 6oree BbicoKas yactoTa perucrpauyu KbC npu
npumenenn T3, wem mpu TTD: y 132 us 180 6onpHbIX
(73%) m y 61 u3 157 (39%), p <0,0005, cOOTBETCTBEHHO
[41].

JmarHoctuka HebGaKTepMaIbHOTO TPOMOOTNIECKOTO
sugokapputa (HBT3J), x xoTopomy ornocurcsa IJIC, mo-
JKeT OCTIOKHATBCA 3a CUET YMEHbIIEHNA B pasMepax pbIX-
JIBIX BeTeTalMil Ipy MX 9SMOONU3ALNY, YTO HEPELKO IIPU-
BOJUT K JIO)KHOOTPULATE/IbHBIM pe3y/IbTaTaM IIePBIYHON
Ox0oKI'M. A. Zmaili et al. [18] Habmomanu 47-1eTHION
nanueHTKy ¢ CKB u BbIpa)keHHOII MUTpaIbHOI perypru-
tanueit mo maHHeIM TTD m TOJ 6e3 sIBHBIX NMPU3HAKOB
sHgoKapauTa. OFHAKO MpY TMCTONATONIOIMYECKOM JICCIe-
moBaHMM Tocne mnpoTesupoBanna MK 6bin o6HapyskeH
HBT3. Takum obpasom, auarnocrruka KbC npu ADC Tpe-
OyeT BBICOKOTO YPOBHS KIMHMYECKON HACTOPO>KEHHOCTH
[18, 53].

VmeroTcst myOMMKanuy, IOCBSIEHHbIE UCIOIb30BA-
HUI0 TpexMmepHoii TOD B pexxmme peanbHOr0 BpeMeHM
B KayecTBe JOIOTHUTEIbHOTO MeTO/ja BU3Ya/I3aliiM Y I1a-
nyeHToB ¢ nogospenneM Ha KBC npn ADC [24, 25, 54].
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Pucynox 1. BonvHoii 66 nem ¢ aHmu@ochonunuoHvim cUHOPOMOM.

A. Oxoxapouozpagus, napacmepHanbHAT NOZUKUS N0 ONUHHOL ocy. TemKo 6U3YaTUSUPYIOMCS <UeTLYIOULUECST»
sezemavuu (ommeuervl GenbiMU CIMPENKAMU), PACNOLOINEHHbIE HA CB0000HVLX KPAAX 00eUx CIBOPOK MUMPAnbLHO20
knanana (MK), konmaxmupyioujue 0pye c 0py2om 80 8Pemst CUCHIONDL.

B. Maenummo-pe3oHancHas momoepadus no napacmepHanvroil kopomxoii ocu. Cmpenkoti omme4eHo
JIOKAZU308AHHOe ymonuseHue (memHozo0 ygema) OucmanvHoi wacmu cmeopku MK. Adanmuposaro us

S. Zuily et al. [25].

Ilpumeyanne: JIIT — nesoe npencepnue, Ao — aopra, IDK — nmpassrit sxenynouex, JIDK — neBbiit xxenyaouex
Figure. 1 66-year-old male patient with APS:
A. Echocardiography, parasternal long axis view. The “kissing” vegetation is clearly visualized (marked with white arrows),
located near the free margins of both mitral leaflets come into contact during systole.
B. Cardiac magnetic resonance imaging parasternal short axis view. The arrow indicates a localized thickening
(dark color) of the distal part of the MV leaf. Adapted from S. Zuily et al. [25].

Notes: RV — right ventricle; LV — left ventricle; LA — left atrium; Ao — Aorta

F# 56 - - _ F#154
Dist 1.51cm

TEE T: 395C ¢ Dist 1.08cm LURIE 2 + Dist 1.03cm

A

BATT 37 OCVI‘ Dist 0.763 cm

Pucynox 2. bonvras 44 200a, 6mopuunulii aHmu@ocPonunuorvlii CUHOPOM, ACCOUUUPOBAHHDLIL C CUCTMEMHOL KPACHO
sonuarkoii. Tpancazopazeanvhas axoxapouoepagus. Cnesa: HebakmepuanvHas eecemayus (ommeuena cmpenkoti)
Ha nepedHeti CMeopke mpexcmeopuamozo knanana 1,51x1,06 cm. Cnpasa: 6u3yanusupyemcs éezemayus maxaice

Ha 3a0Heii cmeopke mpexcmeopuamozo kaanaua 0,76x1,03 cm. Adanmuposaro u3 T. Nagi et al. [43]

Figure 2. A 44-year-old female patient, secondary antiphospholipid syndrome associated with systemic lupus
erythematosus. Transesophageal echocardiogram. On the left: non-bacterial vegetation (marked with an arrow)

on the anterior leaflet of the tricuspid valve measuring 1.51x1.06 cm. On the right: vegetation is also visualized

on the posterior leaflet of the tricuspid valve measuring 0.76x1.03 cm. Adapted from T. Nagi et al. [43]
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Pucynox 3. dndoxapoum /lubmana-Caxca npu
BLINOTIHEHUU MPeXMePHOL MPAHCIZ0PazeanvHoil
axX0KAPOUOZPAPUU 6 PercuMe PeanbHO20 BPeMEHU.
CHUMOK MUMPAnvLHO20 KNIANAHA ¢ npedcepoHol
cmoponvl. Ommeuaiomcs 6yepuctmoie 6v.CHYNbL
(ommeuenvl cmpenKamu) Ha Kpasx nepedHeii crMeopKu
(IICMK) u 3a0Heii cthB0pKU MUMPATILHO20 KIANAHA
(B3CMK). AK — aopmanvHouii knana. A0anmuposano
us H. Shroff et al. [54]

Figure 3. Libman-Sacks endocarditis in the performance
real time 3D transesophageal echocardiography.

Face view of the mitral valve seen from the left atrial
perspective. Mitral valve Libman-Sacks endocarditis
appears as mound-like protuberances (arrows) on

the tips of the A2 scallop of the anterior leaflet and

the P2 scallop of the posterior leaflet. AV — aortic valve;
AML — anterior mitral leaflet; PML — posterior mitral
leaflet

Yro KacaeTcs [PYIMX METOLOB BU3Ya/IM3aLUy, TO KOMIIbIO-
TepHas ToMorpadus cepylla 1 MarHUTHO-Pe30HaHCHAsI TO-
Morpadus cepaLia ABIATCS a/IbTePHATVBHBIMY METOLAMU
BBISIBIEHNST CEPAEYHO-COCYANUCTBIX 3a00/I€BAHUIL, B TOM
YJCTIe [/1S1 BBISIB/ICHVS BHY TPUITONIOCTHBIX TPOMOOB, a Tak-
xe st puddepeHanbHON UAarHOCTUKY XapaKTepa Mo-
paxenus sujoxapaa (Puc. 1-3) [24, 25, 40].

Neuenue

ITpy ADC mnoBpllleH PUCK NEPBUYHBIX M IMOBTOPHBIX
T30 Bue 3aBucumocty, umeercsa m y anx KbC nm Her,
HO3TOMY IIPM BefEHUN TaKuX OOIBHBIX HEOOXOMMO 00-
CyXHeHMe MpodIIaKTUIeCKUX Meponpuatuii [55]. Yuu-
TBIBasl, YTO OL|EHOYHBIE PUCKM B MCCIEHOBAHMAX LIMPOKO
PasHATCA, NPEeJIOKEHO HeCKOIbKO MOJIesiell IIPOrHO3Mpo-
BaHus pucka ADC ¢ nenpio ugeHtnduKanuy OOIbHBIX,
KOTOPBIM [TOKa3aHa aHTUTPOMOOTHYECKas IPOPUIaKTHKa
[56, 57].

B 2003 r. mexxpyHapopHblit KoMurer sKkcrepros omy-
O/1MKOBa/I peKOMEHJALINY II0 IeYeHNUI0 KapAManbHOI [IaTo-
noryu, Bknodasa KbC, y 6onpabix ¢ AOC [58]. B wacTHOCTH,
CUMITOMHBIM OOJIbHBIM C IpPUSHAKAMHU Ba/IbBY/IOIATUN

pexoMennyercsa HasHadeHne AKT. AHTUTpOoMOOLMITapHEIE
Hpenaparsl MOTYT PacCMAaTPUBATbCS /I 6€CCUMITOMHBIX
HaLMEeHTOB ¢ IPOGUIAKTUYECKOI LIeJIbIO.

ITpu Bemennu 6ompubix ¢ ADC 1 KBC npumensiorcs
UMMYHOCYIpeccuBHasd, anTurpombonurapHasn, AKT u xu-
pyprudeckas KoppeKius KIalaHHbIX fedexTos [17, 40, 43,
51, 59].

B ornomenun sapdexrusrocty AKT, HanpasieHHON
Ha yMEHbIIEHNE Pa3MepOB BereTalMil ¥ CHIDKEHME PICKa
T30, nonmy4eHsl HeOFHO3HAYHBIE pe3yabTatel [15, 18, 60].
[To maHHBIM OFHMX ONIMCAaHWII CIydYaeB M CepUM Cayda-
eB IIpMMEHEHNe AaHTUKOATy/ISHTOB, IMIPOKCUXIOPOXIHA
(TKX) u rmroxoxoptuxongos (I'K) crmoco6Ho yMeHbIINTD
00BbEM BereTaluil WM HOOUTLCA MX VICYE3HOBEHMA B Te-
yeHne oT 1 Hefl. 7o 1 rofa, BKIOYasA perpeccuio JOBOIbHO
KPYIHBIX 00pa3oBaHMil (C MCXOLHBIM pa3MepoM 2-4 cM)
(Tabm. 3). B To >ke BpeMsi, B HEKOTOPBIX COOOIIEHNSAX OT-
MEYeHO OTCYTCTBUe 3¢deKTa mocie MpOBefeHNA aHTHU-
tpomborurapuoit u AKT [40, 52, 79, 80]. VintepecHo, 4T0O
IOBOJIBHO 4YaCTO B pe(paKTepHBIX [/Is1 KOHCEPBATUBHOIL
tepanuu cnydasx JJIC, Bererauun pacnonaramch Ha TK,
HECMOTPsI Ha CPAaBHUTETBHYIO PEJKOCTD ITOPAXKEHNUA IIpa-
BOCTOPOHHMX KamaHoB 1o oTHoureHno K MK u AK [40,
79, 80].

[Ipn neyernun HBTS mcnonpsyroTcsa Takke MMMYHO-
cynpeccuHble npenaparel: KX n I'K. KX, Bo3aeiicTBya
Ha TPOMOOLVITBI, S9HJOTe/IMANbHbIe ¥ MIMMYHHBIE KJIETKI,
YMEHbIIIAeT BHIPAKEHHOCTb BOCIAICHNSI U PUCK TPOMOO-
obpasoBaHus. B psapme nccnenosanuit 6bIT IPOXEMOHCTPU-
poBan OnaronpuATHbll apdext 'KX B cHIDKeHMU pucka
Tpom6b03a y 601bHBIX ¢ ADC 11 Y 6€CCUMIITTOMHBIX HOCUTe-
neit adJl [72, 76, 81, 82]. CiefyeT OTMETUTD KpajiHe HU3-
KNI PUCK TeMOPpParnm4ecKux OCTOXKHEHMII IPU JeYeHNUN
KX [81, 82].

[Tonaratot, yro HasHaueHue I'K ompaspaHo 60IbHBIM
¢ KBC npn Bropnunom ADC Ha (oHe ayTONMMYHHOTO 3a-
6oreBaHNsA, HECMOTPS Ha IIPOJIO/DKAIOINECs TUCKYCCHM 06
ux 1mosb3e [73]. B HeKOTOpBIX paboTax OTMEYaeTCs CIOCO6-
HocTb 'K cyIlecTBEHHO MOHIDKATh aKTMBHOCTD 3a60/IeBa-
HYIS B LI€JIOM, YTO IPUBOAUT K KIMHIYECKOMY YIYYIICHUIO
CO CTOPOHBI CTPYKTYpbI U (PyHKUMM KIanaHoB [83, 84].
HecmoTps Ha oTMedyeHHbIe IOJIOXKNUTENbHbIE Pe3yIbTaThl,
CYIIECTBYeT HEOIpefeNeHHOCTb IIPY PELIeHNM, CTOUT JII
HasHavaTh ['K, yunTbIBas nx KapAanoBacKyIspHble M0604-
Hble 9(p(eKThI (apTepuanbHYIO TUIIEPTEH3NIO, YBeIYeHNe
IIOCT- ¥ TIPeJHArPYy3Ky, YCUIEHNUe IIPOLEeCCOB aTepPOCKIIe-
posa i ap.). ViMeeTcs Taxoke Majo I0Ka3aTe/lIbCTB B IO/Mb3Y
I'K npu neuennu KbC npu nepsuunom ADC [15, 73]. Ilpn
U3YYEHNN VICXOHOB OO/MBHBIX, IIEPEHECIINX KAPAUOXUPYP-
TMYecKye BMellaTe/IbCTBa Ha KTAIIaHHOM aIlllapare cepylia,
T. Eviatar et al. [85] ormeTnn 60/1ee BLICOKII YPOBEHD OC-
JIOXXHEeHNUI1 B TpyImie 60nbHbIX, noay4dasmnx K B mepuo-
HepalMOHHOM IIepHofie, 10 CPAaBHEHMIO C IAllMeHTaMy, He
IpMHMMABIINX cTepoupsl. [lomaraoT, uto 'K HasHauarorcsa
KaK pa3 manueHTaM ¢ 6ojee TsDKETbIM TedeHreM 3aborie-
BaHUA C IIOPaKEHNEM BICIepaIbHBIX OPTAaHOB, YTO TAKXXe
BJIVIAET HAa YPOBEHDb OCIOKHEHWIT IIPY KapAUOXUpPyprude-
cKMX BMemarenbcTBax. Kpome Toro, I'K npenpacnonaraot
K pasBUTHIO MH(EKIMOHHBIX U FeMOPPAarn4eckKnx OCIOX-
HeHwmit [85].
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Ta6nuua 3. Pesynvmarmol 1eKapcmeenHoll mepanuu npu re4eHuu eeeemauuti npu aHmupochonunuoHom cunopome
Table 3. Results of drug therapy in the treatment of vegetations in antiphospholipid syndrome

Pasmep Bpemasa uc-
Bospacr,
3a6oneBanne | Kmaman | Bereranun Ye3HOBEHU A
ABTOp Top 1)) § IIpoasnenne . JIeuenune .
Ne . . Autoimmune | Affected (cm) BereTaumin
First author | Year Age, Presentation . . Treatment . .
disease valve | Vegetation Time to disso-
gender . .
size (cm) lution
1. Skyrme-Jones 1995 16, x MHCynbThI nAPC MK 0,8x0,5 ABK 9 mec
R [61] 16, F strokes PAPS MV VKA 9 months
2. ONeill D.[62] 1995 40, x MucynbTor nAD®C MK H/o ABK 7 Hep,
40, F strokes PAPS MV NA VKA 7 weeks
3. O’Neill D. [62] 1995 47, x K/usn. Horr. nA®C MK H/o Temmapus, ABK 6 Hep
47, F Splinter PAPS MV NA heparin, VKA 6 weeks
hemorrhages
4. AgirbasliM.A. 1997 56, % Nud. Mnoxk. nADC MK 0,3u0,8 ABK 4 mec
[63] 56, F STEMI PAPS MV VKA 4 months
5. Ebato M. [64] 2002  62,% TIJTA nA®C TK 1,7x1,8 lemapun, ABK 7 IHeit
62, F PE PAPS TV heparin, VKA 7 days
6. TomcsanyiJ. 2004 58,x Nu. cenes. nADC MK, TK H/0 AHTHMKOATyIAHTBI, 6 Hepy
[65] 58, F Splenic infarct PAPS MV, TV NA Anticoagulants 6 weeks
7. Brito F.A.[66] 2004 34, x ym CKB, A®C MK H/0 ABK 6 mec
34, F Murmur SLE, APS MV NA VKA 6 months
8. Ruan. [67] 2008  43,x THNA Cepomer. MK 1,0 AcnupuH, renapuH, 42 pHs
43,F TIA ADC MV Bapdapuu 42 days
Seroneg. APS Aspirin, heparin, warfarin
9. SalzbergS.P. 2009  30,m VIHCynbT nADC AK 4x2,0 Tenapun 4 mec
[68] 30, F Strokes PAPS AV heparin 4 months
10 Prashanth P. 2011 27, X Cnyd. HaxozKa Ceponer. PA, MK, 2,0 TemapuHh, ¢ mocnegyouumM 4 Hepy
[69] 27,F npu TTO CKB, A®C KIIA npuemom ABK (MHO 2-3) 4 weeks
Incidental TTE ~ Seroneg. RA, MYV, PAV heparin, with subsequent
SLE, APS reception VKA (INR 2-3)
11 StevanovicD. 2014 33, x OpuremMarosHas nAOC MK H/O ABK, TKC, niutocTaTukmu 1rop
[70] 33,F CBIIIb PAPS MV NA LMWH, CS, cytostatics 1 year
Erythematous
rash
12 RachwanR.J. 2017 38, x THUA, mrym nADC AK 3,7%2,1 HMTI 4 mec
[71] 38, F TIA, murmur PAPS AV LMWH 4 months
13 Yuriditsky E. 2018  36,m VHCynbT nADC AK 2,7 HMT 21 meHp
[59] F Strokes PAPS AV LMWH 21 days
14 Yuriditsky E. 2018  29,m Wncynbr CKB, AOC AK 2,8 Tenmapun 9 mueit
[59] 29, F Strokes SLE, APS AV Heparin 9 days
15 Sirinvaravong 2018 65, % Cryd. HaxofiKa nA®C MK 1,4x0,7 HMI, T'KX, I'KC 6 mec
N. [72] 65, F npu TTD PAPS MV LMWH, HCQ, CS 6 months
Incidental TTE
16 GranowiczE. 2018  43,x Borb B rpynHOit CKB, A®C AK 2,0 1. PuBapoxcaban 1. 0 appexr
[73] 43,F KJIETKE, OJIbIIIKA SLE, APS AV 2.TKX, T'KC 2. 24 nepgenu
Chest pain, 1. Rivaroxaban 1. 0 effect
dyspnoea 2.HCQ, CS 2. 24 weeks
17 Kitano T.[74] 2019 51, x TonmoBokpyxenne, CKB, AOC AK H/0 1. Anukcaban 1. 0 appext
51,F NIPaBOCTOPOHHAA SLE, APS AV NA 2. lemapun 2.7 nHen
aTakCcus 1. Apixaban 1. 0 effect
dizziness, right- 2. Heparin 2.7 days
sided ataxia
18 Shipman]. [75] 2020 64, x Cryd. HaXofiKa nA®C MK 1) 1,4x0,9 ABK 8 Hept
64, F npu TTS PAPS Mitral 2) 1,3x0,8 VKA 1. monHOE
Incidental TTE paspelnrenne

full resolution
2. yMeHbII. 10
1,2x0,3
8 weeks
1. full resolution
2. reduced to
1,2x0,3
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Ta6nuua 3. (Oxonuanue)
Table 3. (The end)

Pasmep Bpemasa uc-
Bospacr,
3a6onesanne | Knanan | Bereramun Ye3HOBEHM
ABTOp Top nonx IIpoaBnenne . Jleuenne .
Ne . R Autoimmune | Affected (cm) BereTanuin
First author | Year Age, Presentation . . Treatment ) .
disease valve | Vegetation Time to disso-
gender . .
size (cm) lution
19 Haertel F. [76] 2021 27, K IlotnuBocTy, nA®C MK 1,6x0,9 ABK (MHO 2-3), 'KX, 3 mec
27,F noreps Beca, PAPS MV I'KC 3 months
CHIDKeHIe pabo- VKA (INR 2-3), HCQ, CS
TOCIIOCOOHOCTH,
TOTIOBOKPY KeHIe
night sweats,
weight loss,
reduction in
performance,
dizziness
20 Bahar AR.[77] 2024 47,m XpoHmyeckas nAPC AK 0,61x1,2 ABK, puBapoxcabas, 2 mec
47,F crmabocts, morepst PAPS AV maburarpaH 2 months
Macchl Tena VKA, rivaroxaban,
Chronic weakness, dabigatran
weight loss
21 Bowden A [78] 2024  60,m WHcynbr CKB, AOC MK 0,4 x 0,4 HMI, ABK 25 mHeit
60, F Strokes SLE, APS MV LMWH, VKA 25 days

Coxpamenus: TVIA — rpansurTopHas unremnyeckas araka, TT9 — rpancropakanbnas sxokappuorpadus, TIJIA — Tpom60aMbonIs IETOYHOI apTepuiL,

K/usn. Hort. — KpoBousnusaHue nog Horresoe oxe, ADC — anrudocdonnnupnpiit cungpom, nAOC — nepsuunsiit ADC, Ceponer. — ceponeratnsrbiit, CKB — cucremnas
KpacHas Bomyanka, PA — pesmaroupubptit aprput, AK — aopranbublit kranan, MK — murpanbubtit knana, KJIA — knanau nerounoit aprepun, TP — TpukycnupganbHblit
KJ1anaH, H/0 — He onucbiBaercsa, MHO — mexiyHaposinoe HopmanuzosanHoe oTHomenne, ABK — anraronucr Buramuna K, HMI' — HI3KOMO/IeKy /1A PHbIi remapyH,

I'KC — rmokokopTtukocrepoujsl, KX — rugpoxcuxnopoxus, 0 apdexr — orcyrcraue apdexra.

Abbreviations: TIA — transient ischemic attack, TTE — transthoracic echocardiogram, PE — pulmonary embolism, APS — antiphospholipid syndrome, PAPS — primary

APS, Seroneg. — seronegative, SLE — systemic lupus erythematosus, RA — rheumatoid arthritis, AV — aortic valve, MV — mitral valve, PAV — pulmonary artery valve,

TV — tricuspid valve, NA — not available, INR — international normalized ratio, VKA — vitamin K antagonist, LMWH — Low-molecular-weight heparin, CS — corticosteroids,

HCQ — hydroxychloroquine, 0 effect — no effect.

IToxasaHMA K KapAMOXUPYPIUYECKOMY BMEIIATe/IbCTBY
npu JJIC ocTaroTcs HEYyTOYHEHHBIMM, @ PE3YIbTaThl IIPO-
Te3MPOBAHNA K/IAIIaHOB OTPAaHNYEHbI KIVHUYIECKIUMI CITy-
qassMu wan cepusamu cnydaes. [To muenuio Y. Le Ho et al.
[31] omHO3HAUHBIMM IOKa3aHMAMU K XUPYPrUYECKOMY
BMemnarenbcTBy npu ADC ABIAIOTCA TsOKenas KIalaHHAas
mucYHKIMA, Hamu4me OOMIMPHBIX BereTaluil U MOBTOP-
HBIX 9Mbomm3annit, HecMoTpsi Ha nposefenne AKT. Kpo-
me toro, HBTD B ommnune ot M9 accounupyercs ¢ 6omee
BBICOKMM XVPYPIMYECKMM PUCKOM SMOOIM3ALINY LeTbIMU
BereTausIMI WIN UX (pparMeHTaMy BCIE[CTBUE GObIeit
npenpacmonoxeHHoctn AOC k TOO [86]. B ornmune ot
V19, npu KOTOpOM KJalaH HeOOXORMMO IIOJTHOCTBIO VIC-
ceKaTb A/ yHameHVst MHUIMPOBaHHON TKauu, mpu IJIC
MHOT/A JOCTATOYHO OTPAHMYMUTLCA IIACTUKOI M BOCCTa-
HOBJICHVMEM KJIallaHa, 4TO 1M30aB/IAeT OT HeoOXOJUMOCTHU
B no>kusHennon AKT [31].

Y 6onbHbix ¢ ADC, mepeHecmINX KapAMOXUpPyprude-
CKNe BMeIIATeIbCTBA, OTMEYAETCA IIOBBIIMIEHHBIN PUCK
PasBUTHUA ITIOCTEONEPALOHHBIX OCIOXKHEHMI 1 YPOBEHb
CMEepPTHOCTY, OOYC/IOB/IEHHbIE KaK IIPaBIJIO KPOBOTEYECHN-
ssvu wn Tpombosom [15, 51, 85, 87]. Kpome kpoBoTedeHmit
U TPOMOO030B, Cpey YaCTBIX ITOC/IEONEePAIIVIOHHBIX OCTTOXK-
HEHMIT OTMEYAI0T Pa3BUTHUE CETICHCA, TelapyH-NHAYLINPO-
BaHHOI TPOMOOLUTOIIEHN N, HAPYIIEeHNsI PUTMA 1 TIPOBO-
mumoctn [88, 89]. Ilo mauusim T. Eviatar et al. [85] cpenn
26 60mbHBIX, IpoonepupoBaHHbix Mo mosoxy KBC mpu
ADC, TsoKenble 0CTIOKHeHUs Habmoganuch v 14 (53,8 %),
U3 KOTOpbIX ymepno 4 (15,4%) mauyenros. N.B. Chalvon
et al. [89] mabmomanu 23 6onbubix ¢ CKB n/wm ADC,

KOTOPBIM BBINONHAMNCh KapAMOXMPYpPrUYecKue BMela-
tenbcTBa. Y 9 (39%) maimeHTOB OTMeYeHbl paHHMUE IO-
CTIeoTIepaLlMIOHHbIE OC/IOKHEHN:A, BKI0Yas 3 cryJas Kara-
crpoduueckoro ADC 1 cMepTeIbHBII MCXOR.

S. Masoumi et al. [91] onuchiBarOT 32-71€THIOKN MAL-
eHTKy ¢ nepsuyHbiM ADPC, y KOTOPOI IIpy IPOBENEeHUN
T33, HapAy ¢ BbIpaskeHHOI MUTPAJIbHOI perypruranme,
BoraBiieH DJIC MK. O6Hapy>keHBI IBe BereTalyu: OFHA
pasmepoM 30x5 MM, IpUKPeEIIEHHAasA K OCHOBaHUIO IIepefi-
HeMeJaIbHOl CTOpoHbI 3agHel cTBopku MK, u Bropas
Gorbliero pasmepa 26x12 MM y Kpast IepefHell CTBOPKI
MK. BonbHOI! BBIIIONHEHO KapAMOXUPyprudeckoe BMela-
TEJIbCTBO C MICCEUEHMEM BeTeTalMil X YaCTUYHON KOpPpPeK-
et MK ¢ ucronb3soBanneM ayTOIOTMYHOTO IIepUKapra
U OJHOII Maphbl MCKYCCTBEHHBIX Xopg. CrycTa 4 Mec. y Ia-
LVEHTKN TOSBVINCD IPMU3HAKYM JIETOYHOI TMIEepTeH3NN
U TIPaBOXENMYAOYKOBON HegocTaTouHOCTH. [Ipn TID 06-
Hapy>KeHbI TspKenass HegoctatouHocTh TK u MK, a Taxoke
nepdopanusa NepuKapAnaJIbHOTO JTOCKYTa Ha BOCCTAHOB-
nerHoM MK, 4To morpe6oBano HOBTOPHOI KapAMOXUPYP-
IMYECKOil OIlepanyy IO MMIUIAHTAIMM MCKYCCTBEHHOTO
MK u koppexunn TK.

B perpocnextuBHOM aHanu3e 32 nanueHtos ¢ ADC, ko-
TOPBIM OBIIO IPOBEICHO IPOTe3NPOBaHNE KIAIIaHOB, PaH-
HSIs1 CMEPTHOCTH cocTaBuia 7 %, otamenHas — 12,5 % [92].
JIuub y 42 % OONbHBIX, HepeHeCIINX KapAuOXupyprude-
CKMe BMEIIATe/lbCTBA Ha KJIAIIAHHOM aIlllapare, OTMEYeHO
BBI3JIOpOBJIeHIe 6e3 ocnoxxHeHuit. boree BbIcOKue, JOCTHU-
raromye 20 %, 1MoKasaTenu CMEPTHOCTY OTMEYEHbI B [IPY-
rux mccnepoBanusax [87, 93]. OmeHka TpPOMOOTHYECKUX
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U TeMOPpParn4eckmx pIUCKOB, a TaKXe TIIATe/bHBII MOHM-
TOPUHI COCTOSIHMA OOIBHOTO M OljeHKa (YHKLMM KIama-
HOB B IIepUOIEPALIOHHOM IIepIOfie SABIIAITCA 00513aTeb-
HBIMU JUIA CHIDKEHUA YpPOBHA oclmoxHeHui1 [51, 85, 87].
BcnepcTBre OTCYTCTBMA Pe3yNbTaTOB HOATOCPOYHBIX Ha-
O/mIoileHNnIt, OCTaeTcsi HEYTOYHEHHON IO3MIus BbIOOpa
K/IAIIAaHHOTO TIPOTe3a: MEXaHMIECKIIT MM OVOTOTTIeCKIIL.
Y manueHToB ¢ nepBUYHbIM Wau BropudHbiM APC cunra-
eTCsl He OIIPABIAHHBIM Ha3HAdYeHMe aHTUOAKTEPUaIbHOI
Tepanuu Ans npegoTspaienns V9 [15, 88].

JaKAOUYEeHUueEe

KBC siBrsiercst Hanboiee 4acTol Kap/imanabHOI 11aTO0-
rueit upu ADC, koTopas HabMOgAETCS IPUMEPHO Y TPETH
IIALMEHTOB, M XapaKTepU3yeTCs JIOKANIbHBIM, AU y3HBIM
YTOJIIIEHNEM CTBOPOK, Pa3BUTVEM BEPPYKO3HOTO 3HJIO-
KapfuTa, HeflOCTaTOYHOCTY ¥ PeXKe CTeHO03a KanaHa. [na-
rHoctuka KbC ocHOBBIBaeTcs, pex/ie BCETO, Ha Pe3yIbTa-
tax IxoKI, Bxmouasa gannsie TOI. Teuenne KEC Hepenko
conpoBokaeTcs pasmuuHbiMm TOO, B 4acTHOCTH, Hapy-
IICHNAMYU MO3TOBOI'O KPOBOOOpallleHNs, pa3BUTIEM apTe-
PMATBHOTO ¥ BEHO3HOTO TpoM603a, nHpapKTa MIOKapHa,
MUTPeHH, ICUXMATPUIECKIX pacCTpPONICTB. Befenne 60ib-
Hpix ¢ KBC mpu AOC npeficTaB/isfeT CI0XKHYIO 3a/jady, y4u-
ThIBasA OTCYTCTBYE YOCIUTEIbHBIX JOKA3aTeNbCTB B IIO/Ib3Y
IIPUMEHEHNUA MMMYHOCYIIPeCCUBHOM, aHTUTpOMOoIMTap-
Hoit u AKT. IIpu pasBuTum CyuecTBEHHOrO HapyLIEHN
¢dyukuyn xnanasa, 6onpHEIM ¢ ADC TpebyeTcss KOHCYIIb-
TAIVsT KaPAMOXVMPYpra Ajisi pelieHusi BOIpoca o6 omepa-
TUBHOM JIe4eHIM, KOTOPOE CONPSKEHO C BBICOKIM PICKOM
IIOC/TeOIePAIIVIOHHBIX OCTIO>KHEHMIA.

Bknap aBTOpOB:

Bce aBTOpbI BHEC/IM CYILLECTBEHHBIV BK/1aZ B NOATOTOBKY paboThl, MPO4/n
1 0406pUnM GUHaNbHYIO BEPCUIO CTaTbk Nepes ny6anKaLmveit
UrnaTeHKko .A. — naea cTaTby, OpraHu3aLma u MHTerpaLua aBTOpCKoro
KO/NNIEKTMBA, OKOHYaTe/IbHOe PelaKTUPOBaHWMe U YTBEPXAeHNE PYKONUCK
TapaguH I.T. — c6op, aHann3 1 MHTepripeTauma gaHHbIX, GOpPMYIMPOB-
Ka BbIBO/0OB, peAaKTUPOBaHME PYKOMUCK; coriacue aBTopa 6bITb OTBET-
CTBEHHbIM 3a BCe acMeKTbl paboTbl

KoHoHeHKo J1.B. — c6op, obpaboTka MaTeprana, 0630p aMTepaTypbl
Pakutckas U.B. — HanuncaHue 1 peakTMpoBaHue pyKonucm

Karutuna 10.C. — cbop MaTepuana, 0630p NUTepaTypbl, MOArOTOBKa
1 opopmsieHne paboTbl

MpeHaepract b./[l. — Han1caHWe OTAe/bHbIX Pa3fe/oB PYKOMMUcK
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