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Pesiome

KpwunTtoreHHbi ambonnyeckuit nHcynst (embolic strokes of undetermined source, ESUS) npencraBnseT cobol npoMexyToyHbIM Ana-
rHO3 Y NaLMEHTOB C HEM3BECTHOM 3TUONOTMEN MHCYNBTa U NOAPA3yMEBAET OTCYTCTBME HONMBLUMX MCTOYHWUKOB Kapano3Mboaum 1 3Ha-
YUMBIX IKCTPA- U MHTPAKPaHUANbHbIX CTEHO30B M BEPOSITHBIN 3MOOMYECKMIA NaToreHe3 nHdapKTa ronoBHOro Mo3ra. B npeabiaymx
YacTax CTaTtby Mbl 06CYAMIM BOMPOCHI AMArHOCTUKM M BTOPMYHOM npodunaktvku npu ESUS Ha doHe noTeHuManbHbIX aopTo-
A0PTanbHbIX MCTOYHUKOB 3MOOMMM, MAPaAOKCaNbHOM 3MBONUKM U NpeacepaHon kapamonatuun. B pamkax Hactoswen nybnukaumm
PaCcCMOTpeHbl BOMPOCHI 3MUAEMUOMNOMUM, NATOreHe3a, ANArHOCTUKM U BTOPUUYHOM NPODUNAKTUKM UILEMUYECKOTO MHCYNbTa Ha GOoHe
aHtndochonmnmaHoro cunapoma (APC) n pak-accounmmpoBaHHOro nHcynbsta (PAM). Oba MexaHM3Ma MHCyNbTa CBSA3aHbI C TMNepKoa-
rynsiumMei, 4acto NposBASKOTCS MHOTOOYAroBbIM NMOPAXEHMEM KOpbI FTONIOBHOTO MO3ra M OTBEYAKOT Ha TEPanui0 aHTUKOAryasHTaMu.
Torpa kak AOC cnesyeT Nofo3peBaTh B NEPBYHO OYePeb Y MOMOLbIX XEHLLMH C naTonormern bepeMeHHOCTH, apTepuanbHbIMU U BEHO-
3HbIMM TpOMBO3amu, a Takxke ¢ cetyateiM ineeno (livedo reticularis) rpo3neBmaHbIM (racemosa), PAU He umeeT cneumnduyeckon
K/IMHUYECKOM KapTWHBbI, OOHAKO MOXET MaHMdeCcTMpoBaTh pacCesHHbIMU KOPTUKANbHbIMKU MHbAPKTaMK (CMMATOM Tpex 6acceinHoB)
B COYeTaHMM C nosblleHneM ypoBHs [-omumepa. Mpu nogo3pernn Ha ADC HeobxoaMM COOTBETCTBYHOLLMIA reMaToNorMyYeckmMin CKpu-
HWHT C NocneayLwmm npumeHeHnem CMOHENCKUX OAMArHOCTUYeCKnX KpuTepueB. Inardo3 Bo3moxHoro PAU yacto TpebyeT nposege-
HWS YpecnuLLEeBOAHOM 3xokapanorpadum (MckyeHne HebakTepuanbHOro TPOMBO3HAOKApAMTA) U OHKOoMoucKa. BropuyHas npodu-
naktmka ADOC 3akntoyaeTcs B HasHauYeHMn BapdapumHa ¢ uenesbiM MHO 2,0-3,0. Mpu PAM Mcnonb3ytoTcs aHTUKOArysHTbI, Ipy 3TOM
BbIOOp Mpenaparta W [03bl onpeaenstoTcs 6anaHcoM TPOMOOTUYECKMX / TPOMDO3IMBONNYECKMX U TEMOPPArnYeCckMX pUCKOB.
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Abstract

Cryptogenic embolic stroke (embolic strokes of undetermined source, ESUS) is an intermediate diagnosis in patients with
unknown etiology of stroke and implies the absence of large sources of cardioembolism and significant extra- and intracranial
stenoses and probably embolic pathogenesis of cerebral infarction. In the previous parts of the article, we discussed the issues
of diagnosis and secondary prevention of ESUS with underlying potential aortoaortic sources of embolism, paradoxical embolism
and atrial cardiopathy. This article discusses the issues of epidemiology, pathogenesis, diagnosis and secondary prevention
of ischemic stroke with underlying antiphospholipid syndrome (APS) and cancer-associated stroke (RAl). Both mechanisms
of stroke are associated with hypercoagulability, often manifest as multifocal cortical brain lesions, and respond to anticoagulant
therapy. While APS should be suspected primarily in young women with pathology of pregnancy, arterial and venous thrombosis,
as well as livedo reticularis (racemosa), RAl does not have a specific clinical picture, but can manifest as diffuse cortical infarcts
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(symptom of three pools) combined with increased D-dimer level. If APS is suspected, appropriate haematological screening
is required, followed by the use of the Sydney diagnostic criteria. Possible diagnosis of RAI often requires transesophageal echo-
cardiography (ruling out non-bacterial thromboendocarditis) and oncological screening. Secondary prevention of APS consists
in prescribing warfarin with the target international normalized ratio (INR) of 2.0 to 3.0. RAl is treated with anticoagulants, but
the choice of a drug and dose is determined by the balance between thrombotic/thromboembolic and hemorrhagic risks.
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BBELAEHUE

KpunToreHHbIi ambonuueckuit nHcynst (embolic strokes
of undetermined source, ESUS) npeacrasnset coboi npome-
YKYTOUHBIM AMArHO3 y NaLMEHTOB C HEM3BECTHOW 3TUONOMMEN
MHCYNbTA M NOAPa3yMeBaeT OTCYTCTBME BOMbLIMX UCTOYHMKOB
KapaMo3MBOAMU U 3HAUMMBIX IKCTPa- U MHTPAKPaHWANbHbIX
CTEHO30B M BEPOSATHbIN IMOONMYECKMI NaToreHe3 MHMapKTa
ronoBHoro mosra [1]. B npeablayLumx yactax cratbm Mbl 06Cy-
LMK BOMPOChI AMArHOCTUKU U BTOPUYHOM NPODUNAKTUKM NPU
ESUS Ha doHe noTeHuManbHbIX a0pTO-a0pTasbHbIX UCTOUYHM-
KOB 3Mb0mK [2], napagokcanbHon smbonum [3] u npeacepa-
HoW kapauonatuu [4]. B pamkax Hactoswen nybamkauum
6yayT paccMOTpeHbl 0COBEHHOCTH AMArHOCTUKM U BTOPUYHOWM
npodwunaktmkn ESUS npu aHtMdbochonmnmoHoOM CuHApO-
Me (ADC) 1 3n0Ka4eCTBEHHbIX HOBOOOPA30BaAHUSAX.

AHTUOOCOONUNUAHBIK CUHAPOM

A®C npeacraBnseT coboi CMCTEMHOE ayTOUMMYHHOE Hapy-
LWeHWe, XapakTepusytolleecs BblpaboTKOM NaToreHeTUyecku
3HauMMbIX aHTUdOCHONMNUAHBIX aHTuTen (adJ1) ¢ pa3BuTMEM
NPOTPOMBOTUYECKOTO COCTOSIHMS, MPOSIBASOLLErocs TpoMb03a-
MU U akyllepckol natonorueir. GopMMPoOBaHUE KOHLENLUK
A®C n ero MHTEHCMBHOE M3yyeHne oTHocuTcs K 80-M rT. npo-
LUM0ro BeKa, Koraa Obinv pa3paboTaHbl M BHEAPEHbI B KIIMHUKY
PaAMOUMMYHHBIA U MMMYHODEPMEHTHbIA MeToabl onpeanene-
HWS aHTUTENn K kapamonunuHy (@KJT) [5-7]. B Hawen ctpaHe
M3yYyeHne HEBPONOTMYECKMX aACMEeKTOB CMHAPOMA BrepBble
6b1110 HavaTo Takxke B KoHue 80-x B HAM pesmatonorum PAMH
B TeCHOM coTpyaHuyectse ¢ H/AW Hesponorumn PAMH (B HacTo-
duiee BpeMs HayuHbit ueHTp HeBponorum). [podeccopy
J.A. KanawHWKOBOM NpMHaLNeXaT 3HauMTeNbHblE AOCTUKEHMS
B YTOYHEHWU NaToreHe3a, METOAOB NeYeHUs U NPODUNAKTUKK
AaHHoro 3abonesaHuns [8]. ADC MoxeT bbITb MePBUYHBIM (CaMO-
cTosTenbHoe 3aboneBaHWe) WMAM BTOPUYHBIM - BO3HMKATb
Ha ¢oHe Apyroro ayToMMMyHHOro 3ab0neBaHus, Yalle BCero
CUCTeMHOM KpacHoi BonyaHkm (CKB). ADC BcTpeyaeTca y 36%
naumentoB ¢ CKB 1y 5% naumeHToB C BON4aHOYHOMNOAO6HBIM
cuHapomoM [9]. Mccneposarue 1000 naunenTtos ¢ CKB B Teve-
Hue 10 net nokasano, 4to 0bwas cMepTHOCTb cocTaBuna 4,5%,
Hambonee YacTbiMM NpUYMHAMU 9BUAUCL akTUBHAS CKB (28,9%),
nHdekumm (28,9%) n Tpombo3bl (26,7%) [10].

Snudemuosnozus. COrnacHO 3NMAEMUONOTMYECKMM UCCeno-
BaHWSM, NpoBefeHHbIM cpeay Hacenewns CLUA u Utanuu, pac-
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npoctpaHeHHocTb AMC B NONysUMM HAXOAMTCS B AMana3oHe
ot 17-50 yenoBek Ha 100 TbiC. HaceneHus, a exxerogHas 3abo-
nesaemoctb — 2,1 yenoseka Ha 100 Tbic. Hacenenus B rog [11].
Kak v apyrne ayTouMMyHHble peBmaThyeckme 6onesHu, AOC
yalle BCTPEYAETCH Y >KEHLUMH, YeM Yy MYXKYMH (COOTHOLLe-
Hue 5 : 1), 0b6blYHO pa3BMBaeTCs B CpefHEM BO3pacTe (OKOMo
35 ner). MNpu BTopuyHOM ADC COOTHOLLEHME KEHLLMH U MYX-
4nH coctasnseT 7,5 : 1,a npu nepsuyHom - 3,5 :1[9,12].
lMamoezeHe3. AHTndochonMNMaHbIe aHTUTENa NPeaCTaBaAOT
CobO0l reTeporeHHyr0 rpynny ayTOMMMYHHbIX aHTWUTEN Knacca
IgG v IgM, peicTeue KOTOPbIX HaNpaBneHO NPOTUB OCHOBHbIX
KOMMOHEHTOB K/IETOYHbIX MEMOPAH — GocdHOonMnuaoB, a Takxke
docdonmnua-ceasbisatowmx benkos [13]. TecTbl Ha BbisiBNEHWE
a®/1 (BxoasT B KpuTepuu knaccudumkaumn ADC) BkarouatoT
UMMyHodepMeHTHbIN aHanu3 (MMA) Ha aHTUTeNa K Kapamonu-
nuHy (@HTM-KJT; 1gG nnm IgM), MDA Ha aHTUTena K beta2-rmu-
konpotenHy (@Htn-6eta2lTl; IgG nnn IgM) n aHanu3 Ha Bonya-
HOYHbIM aHTUKoaryngHT (BA). CywectsytoT u apyrue adJl,
He BK/OYEeHHble B KpuTepun knaccubukaumm AQC (Hanpumep,
aHTUTeNa, HanpaBNeHHble NPOTMB NPOTPOMOMHA, dochaTnamn-
cepuHa unu pocdaTMamMnIMHO3UTONA), KOTOPbIE HE MCCNeayHTCs
M3-3a OTCYTCTBMSA CTaHAAPTU3MPOBAHHBIX TECTOB M Heonpeae-
NEeHHOCTU MX KNMHKUYeckor 3Haumnmoctu [14]. OcHosol Tpombo-
obpasosanus npu ADC gsnsetca cnocobHocTb adJ1 Bo3aen-
CTBOBATb Ha BOMBLUIMHCTBO MPOLECCOB pErynsauuM remocrasa,
M3MEHeHWe KOTOPbIX MPOSBASETCS  FUMepKoarynsaumen.
HapylweHue KoarynsuMOHHOrO Kackaga, B3auMOAeNCTBUE
€ TpoMbOLUTaMU, MOHOLMTaMKU M SHLOTEANEM COCYA0B NPUBO-
[T K MHAKTMBALWMKM CUCTEMbI €CTECTBEHHOMO aHTUKOArynsHTa
npotenHa C; akTMBaLMm TkaHeBOro dakTopa, KOTOPbIA UHULMK-
pyeT TpoMb6006pa30BaHUE; MOBBILLEHHOMY BbIAENEHWUID aKTU-
BaTOpa TKaHEBOro MIa3MMHOMEHa; YCUNEHMIO arperaLym TpoM-
60UMTOB; BblIAENEHUIO MNPOBOCMANUTENbHbIX LIUTOKMHOB; 3KC-
npeccumn Monekyn afresuu 3HLOTENMEM, @ TakKe HEKOTOPbIM
LPYTUM M3MEHEHUSM B CUCTEME KOAryisaLmm, 4To CnocobCTyeT
pa3BUTMIO apTepuanbHbIX M BEHO3HbIX TpOMB030B [15-17].
Kpumepuu duazHocmuku. B COOTBETCTBUM C NEPECMOTPOM
Ha 11-m MexayHapooHoM koHrpecce no a®/1 B 2006 r.
B CnaHee anarHoctnyeckmmu kputepmsamm AOC (CuaHenckue
KpuTepun) [18] aBngeTcs psa KNMHUYECKUX 1 NabopaTopHbIX
npusHakos. [uarHo3 A®C ycTaHaBnIMBaeTcs MaLMeHTaM,
KOTOpble COOTBETCTBYHOT HE MEHEEe OAHOMY U3 KIMHUYECKMX
M He MeHee 0HOMY 13 N1abopaTopHbIX KpuTepues (mab. 1).
HauanbHoe nabopaTtopHoe TeCcTMpoBaHWe 06bIYHO NPOBO-
[OMTCS BCKOpE nocie KAMHMYECKoro cobbitus — Tpombo3a unm
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® Tabnuya 1. CupHenckMe AMarHoCTMYeckme Kputepmum aHTMdochonmnuaHoro CMHapoMa
@ Table 1. Sydney diagnostic criteria for antiphospholipid syndrome

OBMH WM HECKONbKO 3NM30A0B TPOMB03a BEH, apTepHil M MENKUX COCYAOB (Mepudepuyeckme BEHO3HbIE TPOMBO3bI, UH(BAPKT MMO-
Kapza, ULIEMUYECKUI A MHCYNBT, UHAPKT BHYTPEHHUX OPraHOB W T. .), 0ObEKTUBU3MPOBAHHbIE BU3YaNU3aLMOHHBIMM (YNETPA3BYKOBOE
MCCTIefioBaHMe, aHTMOTpadus) UM TMCTONOTUYECKUMU METOAAMM

CocymucTblii TpoMb03

* HeobwsicHumas rubens nnoga (>1) nocne 10 Hep. 6epeMeHHOCTM Ny OTCYTCTBUM €70 MOP(ONOTMYECKO NATONOMMM N0 AAHHBIM YbT-
pa3ByKOBOrO UCCNEA0BAHNA UK MOPAONOTUM.

* [pexpeBpeMeHHble poabl (1) - no 34-it Hepl. 6epeMeHHOCTM U3-3a IKNAMNCUM (TSHXKENON NPe3KNaMNCuUm) UK NNaLeHTapHO! Hedo-
CTaTO4HOCTM NPY MOPHONOTMYECKN HOPMANLHOM MOAE.

* [NoBTOpHbIe (>3) cnoHTaHHble abopTbl (40 10 Hes. 6epeMeHHOCTY) MY OTCYTCTBUM XPOMOCOMHBIX aHOMaNIHIA, TOPMOHANbHOW UK aHa-
TOMMYECKOI NAToN0rMK y Matepy

Akywepckas natonorus

Hanuuue nosuTmBHbIX
a®J1 2 unm bonee
UCCNen0BaHui

C MHTEpBa/IoM

» [onoxutenbHoro BA, Mccnef0BaHHOro B COOTBETCTBMM C PEKOMEHAALMAMM MEXAYHAPOAHOTO 0BLLECTBA NO TPOMBO3aM W reMOCTasy.

* MonoxutensHbix aHTn-KI1 1gG u/mnm IgM B ymepeHHOM un Bbicokom TuTpe (>40 eannmy, GPL unu MPL cootBeTCTBEHHO, MM TUTP
>99-r0 NpoLeHTUNA ANS AMArHOCTUYECKOM Nabopatopum), U3MEPEHHBIX C NOMOLLbIO CTaHAapTM3upoBaHHoro UMA (ELISA).

* MonoxuTenbHbix aHTM-6e1a2lTl 1gG u/mnm IgM B yMepeHHOM mnm BbicokoM TUTpe (>40 eauuw, GPL uam MPL cootBeTCTBEHHO, MK

He MeHee 12 Hep.

THTp >99-r0 NpoLeHTUNS ANA AUArHOCTMYECKON NabopaTopuK), U3MEPEHHbIX C MOMOLLbIO CTaHAapTU3MpoBaHHoro MMA (ELISA)

HebnaronpuatHoro ucxopa bepemeHHocTn. OgHaKo B Ciydvae
MONOXMTENBHOTO pe3ynbTaTa MOATBePXKAAKoLLee TeCTMpOoBa-
HWe AOMKHO BbIMOAHATECS HE paHee YeM 4yepes 3 mecsua
nocne NepBU4HOro, MOCKOSbKY OCTPOe TpOMBOTUYeCKoe Cobbl-
TVe MOXET NPUBECTU K NOXHOM HOPManu3aLmm akTUBMPOBAH-
HOro yYacThyHoro TpombonnactuHoeoro spemeHun (AYTB)
W, COOTBETCTBEHHO, UCKAKEHMSM Pe3ynbTaToB aHanm3a Ha BA.
YonuHeHne AYTB Ha doHe neyeHus aHTMKOArynsHTamMu nps-
MOrO M HEMPSAMOro AeMCTBUS NPUBOAMT K NMOMYYEHWUIO TOXKHO-
MONIOXXMTENBHOIO pe3ynbTaTta Ha BA. Takum 0bpa3om, nposese-
HMe TecTMpoBaHMs Ha BA y naumeHTOB, NPUHMUMAIOLLMX aHTU-
KOarynsHThbl, HellenecoobpasHo. Ha MMMyHonormyeckue aHa-
m3bl (@KJT unn aHtM-6eTa2lTl) octpble TpomboTuyeckume
COOBITUS UK AHTUKOATYNSHTBI BIMSIHUS HE 0Ka3blBatoT. Y nauu-
€HTOB C MEepBOHAYasbHbIM MONOXWUTENbHBIM TecToM Ha adJl
TeCTMpOBaHWe CeayeT NoBTOPWTL Yepe3 212 Hepenb, 4TOOLI
NOATBEPANTb Hanuume nepcuctmpyrowmx adJ1 unm BA. Bpe-
MEHHO MOoBbllWeHHble YpoBHWM adJ1 MoryT ObiTb CBA3aHbI
C BbIpabOTKOM aHTUTEN B OTBET Ha UHPEKLUMOHHOE (bakTepu-
anbHbIM cencuc, cndunuc, boppennos, Tybepkynes, MHMeKLM-
OHHbI 3HOOKAPAMWT, CTPENTOKOKKOBas WHGMEeKUMs; renatu-
Tol A 1 B, uMTOMEranoBupyc, OnosiCbiBAKOLWMIA repnec, BUpYC
dnwrTeiHa - bapp M KOPOHaBMPYC-aCCOLMMPOBAHHbINA TsHKe-
NbIA  OCTPbIA  pecnupaTopHbin  cnHapom 2 (SARS-CoV-2)
W MpOoY.) UK 3N10KaYeCcTBEHHOE 3aboneBaHue (CONMaHble Ony-
XO/U NErkux, TONCTOM KULLIKK, WENKM MATKWU, NPeaCcTaTenbHOwM
enesbl, NoYeK, SMYHUKOB, MOIOYHOM Xenesbl U KOCTeW; nep-
BWYHBIN MMenodubpos, UCTUHHAN NOAULMUTEMUS; MUENOUOHbIE
n numdoumTapHble neikosbl) [19, 20], a Takke npueM nekap-
CTBEHHbIX CPEeACTB (XI0PNPOMasnH, GEHUTOMH, NPOKaUHaMuA,
anb®a-uHTepdepoH, aMOKCULMANUH, NPOMPAHONON, OpasbHble
KOHTpaLenTvBbl U npoy.) [19, 21]. MauneHTsl C TPOMHbLIM Nono-
XUTeNbHbIM pe3ynbtatoM Ha ADC (T. e. npu Hanuumum BA, aHTu-
K1 n aHTM-6eTa2lTl) nMeroT camblii BbICOKMIA PUCK Pa3BUTUS
peLnaMBMpyoLLMx TPOMB030B [22].

B knuHuMyeckoM aHanm3e kposu y naumeHtoB ¢ ADC
MOXeT HabnaaTbCs yMepPeHHas TPOMOOLMTONEHNS C KOAK-
yectBOM TpomboumToB B AManaszoHe oT 100 000 go 140 000
B MK/ [23], B BUOXMMMYECKOM aHaNM3e — NOBbIWEHNE YPOB-

HS KpeaTMHWHA B ClyYae MopaxkeHus noyek (0Co6eHHo npu
ADC Ha doHe CKB). BaxkHbIM SBNSeTCS onpefeneHne ncxoa-
HOro ypoBHS npoTpoMbuHoBoro Bpemenu (MB) u AYTB
[l0 Hayana aHTUKOArynsgHTHOM Tepanuu, 0COBEHHO ecn 3Tu
nokasaTtenu B AanbHewweM ByayT MCNOMb30BaHbI 415 MOHM-
TOPUHIa aHTMKOAryNSHTHOM Tepanuun u uccnegoBaHms BA.

KnuHuyeckass kapmuHa. ApTepuanbHble TpOMO03bl, Npu-
BOLSLLME K MLUEMMYECKMM WMHCyNbTaM (MW), TpaH3UTOPHBIM
nwemmyecknM atakam (TUA) u cocyancTon aeMeHLun, aBns-
0TCS OCHOBHbIMW HeBponornyecknmu nposgsnermamm AQC,
Hona UMW B cTpykType uepebpoBacKynsipHbIX HapyLieHui
npu AOC nocturaet 90%, npuyemM B 2/3 Cy4aeB OH SBNSETCS
nepBbiM MPOsSBAEHWEM LepebpOoBaCKYNSIPHbIX HapyLleHWH
npu A®C. UM n TUA B 6onblUMHCTBE CyyaeB AebLOTUPYOT
B Monogom (18-45 net) Bo3pacTe, 3HAUUTENbHO pexe -
B [eTCKOM wunu 6onee ctapwem Bo3spacte. MW yawe passu-
BAOTCA Y XKeHLWMH (81%), npu 3TOM NpoBOUMPYOLWMMKM daK-
TOpaMM 334acTyl SBASKOTCS TOPMOHANbHblE W3MEHEHUS —
H6epeMeHHOCTb, MNOCNEPOAOBLIA Nepuon, AUCMEHOpes,
NPeKAMMaKC, UrpatoLLMe 3HAYMTENbHYIO POb B peannsauum
MPOKOAryNsHTHOro cocTosHums [8, 15].

MW pasBuBaeTCs B pa3HbiX COCYAMCTbIX BacceirHax, yalle
Bcero B 6acceliHe cpeaHeit Mo3roBoi aptepumn. OTnnunTeNb-
HOM ocobeHHOCTbIO MHCYNLTOB Npu ADC g9BnSeTCs UX CBSA3b
C NMOpaXeHWeM MHTPaKpaHWanbHbIX, 3 He 3KCTpakpaHWanb-
HbIX apTepuit. Kpome Toro, xapakTepHa Hak/IOHHOCTb K peLu-
OMBaM M coyeTaHuto ¢ TUA, yTo 0OYCIOBNEHO HanMunem
y 60AbHbIX NPOKOAryAsHTHOIO COCTOAHMS [15, 24]. OCHOBHbIM
MexaHu3MoM passutus MU u TUA npu ADC aBnsgetcs
Tpomb03 apTepuit MO3ra BCIeACTBME TMNEepKOarynsaLuMOHHO-
ro COCTOSIHMSA, MHAYLUMPOBAHHOrO BbipaboTtkon ad/1. O6cyx-
[laeTCs ponb MOPAXKEHMS KMANaHOB Cepaud — YTONLEHMS
W/VNK y3N0BbIX BereTaLuuin MUTPanbHOTO, Pexe aopTasbHOro
KnanaHoB (HebakTepuanbHbIM TPOMOBOTUYECKUIA SHAOKAPAUT
JinbmaHa - Cakca) [25, 26].

B pamkax ADC Bbigensetcs cuHapoM CHepnoHa [27],
XapaKTepU3YIOLWMIACS coueTaHneM 2 NpU3HaKoB — Lepebpo-
BACKYNSPHbIX HApYLIEHU U pacnpoCTPaHEHHOro MBEAO —
(livedo reticularis nnm livedo racemosa) — HepaBHOMEpPHOW
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CMHIOWIHOM OKPaCKOM KOXM 33 CYeT Cet4aToro pucyHKa
NpOCBEYMBAIOLLMX KPOBEHOCHBIX COCyAoB. B koHue 80-x rr.
XX B. npodeccopom J1.A. KanalwHWKOBOW BnepBble B Mupe
6bI110 NOKA3aHO, YTO Hapsay C LepebpoBacKyNspHbIMU Hapy-
LeHMAMM U TUBEAO Y YacTh BoNbHbIX C cMHApomMoM CHeanoHa
MMEIOTCS M ApYyr1e CUMCTEMHbIE U HEBPOOTMYECKME MPOSiB-
neHns. K HUM OTHOCATCS KapAuanbHasg natonorus (mopaxe-
HWe KNanaHoB cepAaua, uwemuyeckas 6GonesHb cepaua),
nepudepuyeckme BeHO3Hble TPOMB03bl, TPOMOOLMTONEHMS,
M3MeHeHUs Moyek (nerkas NpoTenHypus, UIMeHeHne Moue-
BOrO 0CajfKa), BHyTpuyTpobHas rubenb nnoga MaM CNOHTaH-
Hble abopTbl, rON0BHbIE 60MM, IMMAENTUYECKME MPUMNALKM
M Op. — CNeKTp KAMHWYECKUX MpOSIBNEHMI, aHaNOrMUYHbIX
ADC [28]. HecMOTpS Ha KNIMHM4YECKOe CXOACTBO CUMHAPOMA
CHeppoHa 1 ADC, a®d/1 (aKJl, BA, aHTn-6eTa2lTl) onpenens-
I0TCS NPUMEPHO Yy MNONOBMHbI BOMbHLIX C CUHAPOMOM
CHepnoHa — cepoHeratvBHbIi BapuaHT ADC [29].
KnuHuueckuit npumep cungpoma CHepnaoHa npeacras-
neH Ha puc. 1. MaumeHTtka 46 net. AHamMHe3 cobpaTb TPYyAHO
MO NPUYMHE BbIPAKEHHbBIX KOTHUTUBHBIX HapyLueHui. Co cnoB
My>Xa M3BECTHO, 4TO B TEYEHME HECKONIbKMX NIET Y NaLMeHTKM
CHWXXAIOTCS KOTHUTUBHbIE PYHKLMK. Ha npoTsixkeHun 2-3 net
HabntoaatoTCs anunenTnyeckue npuctynel. U3 6 6epemMeHHoO-
cTeVi 5 HeBbIHOWeHHbIX. [Tpn 06bEKTMBHOM OCMOTpe 0bpalua-
€T BHMMaHMe pacnpocTpaHeHHoe livedo racemosa. MNpu Heit-
POMNCUXONOrMYECKOM TECTUPOBAHUM BbISIBNEHbI HapylleHWe
perynsTopHbix QYHKLMIA, @ Takke nerkas amcdasus, gucinek-
19 U AMCKaNbKyus; NamMaTb MpU 3TOM coxpaHHa. [lpoBeneHa
MPT ronoBHoOro Mo3sra, BM3yanu3uMpoBaHbl MOCNEACTBUS
MH(APKTOB MO3ra U r'MNepUHTEHCMBHOCTb Benoro BelecTsa
B 060MX Nonywapumsx, a Takke LepebpanbHble MUKPOKPOBO-
n3nunaHus. Mo paHHbiIM MP-aHrnorpadumm, BHYTPUMO3roBble
apTepun nNpoxoAumel. [py NpoBefeHUU TpaHCTOpaKanbHOW
3xokapamorpaduu BO3HUKIO MOLO3PEHME HA MMKCOMATO3-
Hble WM3MEeHeHWs CTBOPOK MMUTPANbHOIO K/iamaHa, KoTopble

® PucyHok 1. KnuHuueckuit npumep cuHapoma CHepaoHa
® Figure 1. Clinical example of Sneddon’s syndrome

BM3yaNn3MpOoBaHbl NPU YPECMULLEBOAHOW 3XOKapAMorpapum.
CKpUHUHT Ha ADC NnpofeMOHCTPUPOBan Ceaytolme pesysb-
TaTbl: aHTUTeNa K kapauonununy 1,4 ME/Mn (Hopma), aHTuTe-
na k 6eta-2-rnukonpotemHy 9,9 ME/mMn (BepxHss rpaHuua
HOPMbl), BOMIYAHOYHbIA aHTMKOAryNgHT He O0OHapyXeH.
KoHueHTpauusa 1-nmmepa cocrasuna 50 Hr/mn (Hopma), npo-
TemHa C 70% (Hopma), aHTUTpoMbuHa III 88% (Hopma).
YCTaHOBNEH CEpPOHEraTMBHbLIN BapuaHT cHapoMa CHenaoHa,
C Lenblo BTOPUYHOM NPOdUNAKTUKU Ha3HauYeH BaphapyH.

Mo Mepe nporpeccupoBaHms 3aboneBaHns B OTCYTCTBUM
[LOMKHOTO NIeYEeHUs Yy NaLMEHTOB HapacTalT KOTHUTWUBHbIE
HapyLleHus, CBA3aHHble C 06pa3oBaHMEM MHOXECTBEHHbIX
MWKPOMH()APKTOB B KOPe W moanexaliem 6enom Bellectse
ronoBHoro mMosra. CneacTsMeM MynsTUMHGMAPKTHOTO COCTOS-
HWS CTaHOBWTCS pa3oblieHne @YHKLMOHANbHO-3HAYUMBbIX
30H KOpbl 60NbWUX NOAYLIAPUIA 1 HAPYLIEHWE BbICLIMX KOP-
KOBbIX ®YHKUMIA. CTeneHb KOTHUTMBHOIO LeduuuTa MOXKET
BapbMpOBaTb OT CYObEKTUBHOM KOFHUTUBHOM OMCHYHKLMM
[0 cToMKoW aemeHumn [30].

HapylieHre BeHO3HOro KpoBOCHabkeHus mosra npu ADC
BCTpeyYaeTcs penko. TpomMb0o3 BEHO3HbIX CUMHYCOB TOMIOBHOMO
Mo3ra U LiepebpanbHbix BeH B 06LLel CTpykType LepebpoBacky-
NFpHbIX HapyweHui npu AQC coctanseT He 6onee 3% [8].
K npyrum HeBponornyeckmum nposenennam AD®C, obycnoeneH-
HbIM He TPOMB03aMK, 3, Hanbonee BEPOSTHO, UMMYHONOTUYECKM
onocpenoBaHHbIM NOBPEXAEHWEM BELLECTBA MOJI0BHOTO MO3ra,
OTHOCSTCS 3NUNENTUYECKUE NPUNAJKM, XOPES, CUHAPOM, UMUTU-
PYIOLLMIA paCcCesHHbIN CKNepo3, 3puTenbHas U nepudepuyeckas
HeBponatin 1 ap. [31, 32]. OgHako cneayeT NOAYEPKHYTb, YTO
npw otcytcteun MA/TUA uam cncteMHbix TPOMB0O30B 3T NposiB-
NIEHUS HE MOTYT CITYXKUTb KIIMHUYeCKMMK KpuTepuamu ADC,

Paduonozauyeckue nodckasku. Mpu nposeaeHnn KT unan
MPT ronoBHOro Mo3ra y NaLMeHTOB BbISBAAOTCS OAMHOYHbIE
MM MHOXECTBEHHble MOBEPXHOCTHble KOPKOBO-MOA-
KOpKOBble WMHMAPKTbl MU O4YaroBble WM3MeHeHus B 6enom

lpumeyanue. A - livedo racemosa. B - MPT FLAIR. C - MPT SWAN. D - TpaHcTopakanbHas axokapanorpadums. E - upecnuiiesogHas axokapanorpadpus.
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BELLEeCTBE rosI0BHOMO M0O3ra, CBA3aHHble C TPOMO030M Lepe-
HpanbHbIX apTEPUI MENKOro U cpefHero kannbpos. MNo Mepe
nporpeccMpoBaHus 3aboneBaHus 1 yBeNUYEHUS KONMYECTBA
NOCTUHDAPKTHLIX MENKO- M KPYMHOOYaroBblX W3MEHEHWH,
obHapyXMBaeTCsa paclmpeHne KOPKOBbIX 6opo3s (Kak oTpa-
XeHWe aTpoduyeckoro npouecca), Haubonee BblpaKEHHOE
B 33[He-TEMEHHO-BMCOYHbIX OTAENAaX rO0BHOMO Mo3ra [33].

BmopuyHas npogunakmuka. 30n10TbIM CTaHAAPTOM Mpo-
dunakTukn TpoMBOTUYECKMX OCnoxHeHU ADC ocTtaertcs
MOXW3HEHHbIN NpUEM aHTaroHncToB BuTaMmHa K. [pn 3TOM
Tak Ha3blBaeEMas «TPOMHAs MO3UTUBHOCTbY», T. €. Hanuuue
3 TMnoB aHTudochonunuiHbix aHtuten (BA + aHtun-KJT +
aHT1-6eTa2lTl), NnoATBEPXKAEHHBIX B MOBTOPHbIX MCCNeA0Ba-
HMSX, accoumMmpoBaHa C ropasfo 6onee 3HAYUTENbHbIM
pUckoM TpomMboobpa3oBaHus, YeM ABOMHAS WM/MAM MOHOMO-
3UTUBHOCTb. [NaLMeHTaM C MOATBEPXKAEHHBIM MPOKCUMaNb-
HbIM TPOM6030M rny6okMx BeH unn TIJTA n ADC ¢ «TpoiHOWA
MO3UTUBHOCTBIO» Ha CTapTe Tepanuu peKoMeHLyeTCs OfHO-
BpeMeHHoe Ha3HauveHne HMI ¢ ABK B TeuyeHne He MeHee
5 nHel unn go poctmkeHns MHO 6onee 2,0 B aByx nocne-
[LOBaTeNbHbIX M3MEpEeHUsX, C NOCNeayllWwmnM nepexoaoMm
Ha MoHoTepanuio ABK [34]. Maunentam ¢ AOC 1 aptepuans-
HbIMW TPOMBO3aMU [/ BTOPUYHOW MNPOMUNAKTUKM peKo-
MEHA0BAHO HasHayenne ABK [34]. B pykoBoacTBax
Esponerickoro obLiecTBa Kapanonoros [35] n AMepUKaHCKOro
obuwectea rematonoros [36] 2020 r. mpsaMble oOpanbHble
anTukoarynaHtel (MOAK) He pekoMeHAyeTCs MCMOMb30BaThb
y Bcex naumeHToB ¢ ADC 6e3 ykazaHus cneumdmky oTHOCK-
TenbHO Buaa MNOAK, xapaktepa TpomMb03a (apTepuanbHbiv 1/
WAN BEHO3HBbIW), KONMYECTBA M BUAA aHTUTeN. [JaHHas nosu-
L1, NO-BUAMMOMY, OCHOBaHA Ha pe3ynbTaTax UCCNefoBaHUs
puBapokcabaHa npu AMC (TRAPS) [37], B KOTOpOe BK/OYa-
JINCb NAUMEHTbI C TPMKAbl nonoxutensHbiM ADOC npu Hanu-
UMM BEHO3HbIX M apTepuanbHbIX OC/IOXKHEHWIA B aHaMHe3e.
TeM He MeHee AaHHble No ucnonb3osaHuto NMOAK y naumen-
ToB ¢ ADC ocTalTcs npoTtuBopeunBbiMM. Ha 0OCHOBaHWM
MCcCnenoBaHWM, NpencTaBneHHbiX B H6a3ax AaHHbix PubMed
n Cochrane, NnpoBefeH cuctematnyeckmii 0630p nuTepaTypsl,
BK/OYaKOWMI paboTbl, B KOTOPbIX M3yyanack ponb [MOAK
y naumenToB ¢ ADC. Cpeaun MOAK yvalwe Bcero HasHavancs
puBapokcabaH (n = 531), 332 HUM CnegoBann gaburatpaH
(n =90) n anukcabaH (n = 46) [38]. Ha ocHOBaHWMM NonyyeH-
HbIX AaHHbIX, EBpONEMCKMiA anbsHC accoumalmm pesmMaTono-
roB (EULAR), bputaHckoe obwecteo rematonornu (BSH)
n MexayHapoaHoe obuwectBo Tpombo3a M remocTta-
3a (ISTH) [39, 40] noctynnpoBanu, 4to BapbapuH ocTaeTcs
npenapaToM nepeoro Bbibopa, ogHako HasHaveHue MOAK
MOXeT OblTb PaCCMOTPEHO B C/lyYae:

CTabuNbHOrO KNMHUYECKOro TevyeHus 3aboneBaHus y na-
uneHToB ¢ ADC HM3KOro pucka (M301MpoOBaHHOE Mepuoau-
4eckoe noBblleHne aHTUHOOCHONUMULHbBIX aHTUTEN) NPU CO-
rnacuu naumeHTa,

HeLoCTaTOYHOM aHTUKOArynaLum npy Tepanum BapdapuHoM,

OTCYTCTBMS BO3MOXHOCTU MOHMTOpMHra MHO,

HanMuMs NPOTMBOMOKA3aHWUI WMAKM CepbesHbIX Hexena-
TeNbHbIX SBNEHWI Npu NpueMe BapdapuHa.

B 2022 r. npoBeneH cncremaTmyeckuin 063op 1 MeTaaHa-
M3 PaHAOMMU3UPOBAHHBIX KOHTPOAMPYEMbBIX UCCIEeLOBAHMA

C yyactmeM 472 nauMeHToB, B KOTOPbIX cpaBHmBanun MOAK
n ABK [41]. HecmoTp4 Ha TO YTO JOCTUXKEHME TepaneBTUYe-
ckoro amanasoHa MHO cpenm naumeHToB, nony4Yaslumnx ABK,
coctaBnano 60%, ucnonbzoBaHue [MOAK no cpaBHeHWIO
¢ ABK 6b110 CBSI3aHO C yBENMYEHMEM BEPOSTHOCTU NOCNEeAY-
IOLLMX apTepuanbHblix cobbituit (10,3 npotme 1,3%, OLU 5,43),
ocobeHHo wuHcynbTa (8,6 npotus 0%, OLW 10,74).
OTCyTCTBOBANM pasnMuMsa B MUCXOAAX Mexay nauuveHTamu
C «TPOMHbIM MONOXMTENbHbIM» W ApyrumMn dopmamm ADC,
a TaKkxke Mexay nauMeHTamu C apTepuanbHbIMU U BEHO3HbI-
MU TPOMBOTUYECKMMMU COBBLITUAMM B aHaMHese [41]. Takum
00pa3oM, faHHbI MeTaaHanu3 NoaLepXKMBaeT UCMONb30Ba-
Hue ABK B kayectBe Tepanuu nepBoi NMHUK Ang BONbLUKMH-
CTBa NauMeHTOB ¢ TpoMboTuyeckum ADC.

MMOMMMO aHTUKOAryASHTHOM Tepanuu ANs nevyeHns nauu-
eHToB ¢ ADC 1cnonb3yeTcs UMMYHOMOAYAUPYIOLWMIA NPOTU-
BOManNApWMHbIA npenapat rmapokcnxnopoxmH (MXX). XX
0bnafaeT CNOXHbIMU NNENOTPOMNHLIMU MeXaHM3MaMK LeWn-
CTBWS, BIMAS HA SHAOTENNANbHBIE, UIMMYHHbIE KNETKU U TPOM-
6oumMTbl, MOSYMPYS BOCMaseHWe U puck TpoMboobpasosa-
Hus [42]. NMpenapat 610KMpyeT B3anMMOLENCTBME aHTUMEH —
aHTUTeNo, NpensgTcTBys 06pa3oBaHMI0 MMMYHHbBIX KOMMIeK-
CoB [43], cHWKaeT BbIpaboTKy BOCNANUTENbHbIX LUTOKUHOB,
Takmx kak TNF-a, IFN-y u IL-6, U3 MOHOHYK/IEapHbIX KEeTOK
nepudepunyeckot Kposu [44, 45], NoBbIWAET YPOBEHb
IL-10 [46], cHwxaeT arperaumto Tpombountos [47]. BaxHo
OTMETUTb, YTO XX He CBS3aH C MOBbIWEHHbIM PUCKOM KPO-
BOTEYEHMS NPU UCMONb30BAHUM B COMETAHMM C aHTMKOAry-
NAHTaMU  MNU  UM30AMPOBAHHO. EBponeiickoe areHTCTBO
Mo NeKapCcTBEHHbIM CPEACTBAM NULEH3MPOBAN0O MCMNOMb30-
BaHuWe XX B KayecTBe [LOMONHWTENbHOIMO NeKapCTBEHHOMO
cpencrea ang nevenns AOC y naumeHToB C pedpakTepHbIM
WAN peunanBupyoWmMM TpoMB0O30M, HECMOTPS Ha afekBaT-
HYI aQHTMKOArynsHTHylo Tepanuio®. penapaTt BK/OYeEH
B CMMCOK NpenapaToB, peKOMeHA0BaHHbIX ans nedyeHns ADC
Accoumaument peematonoros Poccuu.

ANropuT™ AMArHOCTUKM U BTOPUYHOM NPODUNAKTUKK NpK
A®C npencraBneH Ha puc. 2.

PAK-ACCOLIMMPOBAHHbIX MHCYNbT

Pak-accounnposanHbii N (PAWN) npeactasnseT cobon
ocobblt naToreHetTuyeckuit noatun MMy naumeHToB
CO 3/110KaYeCTBEHHbIMKU HOBOOBpa3oBaHuamu (3HO), B pas-
BUTUWM KOTOPOTO BeLyLLyl0 pOfib UrpatoT runepkoarynaumus,
HebakTepuanbHbli TpoMbaHaokapaut (HBT3) m napanok-
canbHas ambonus.

Snudemuonoaus. B cuny BbICOKOM BCTpeYaeMoCTM B Nomny-
nsummn obomx 3abonesanmint MM mn 3HO vacto conyTcTByHOT
LpYyr Apyry: NPUMEpPHO Y KaXAO0ro [ecdatoro nauueHTa
C MHCYN5TOM MMeeTcs pak u Haobopor [48-50]. Cnepyet
Bblaenatb PAUM kak ocobbivi nogTun MIN, B natoreHese KOTopo-
ro 3HO nmeeT peLuatoLLyo posib. M3BECTHO, YTO PUCK MHCYIb-
Ta MOBBIWAETCH YKe Ha paHHux craguax 3HO [51-53],
n naumeHTbl ¢ 3HO mMMeT ABYKPAaTHOE MOBbLILEHME PUCKA
MHCYNbTa B NepBble 6 MecsaLeB Noc/ie YCTaHOBNEHMS AMATHO-
3a [54]. B TeyeHue roga mocne NOCTAHOBKWM AuarHosa MU

1 https://www.ema.europa.eu/en/medicines/human/orphan-designations/eu3161820.
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® PucyHok 2. ANrOpUTM AMArHOCTUKM U BTOPUYHOM NPOMUNAKTUKKM NPU MHCYNbTE Ha HOoHe aHTUdOoCchoNMnNUAHOro CMHAPOMaA
® Figure 2. Algorithm for diagnosis and secondary prevention of APS-related stroke

ESUS

—

-

KnuHuueckne noackasku
3NM30/4bl TPOMOO3a BEH, apTEPUIA UK MENKUX COCY0B, HEOObACHUMas
rM6enb NNoAa, IPEXAEBPEMEHHbIE POLbI, COHTAHHbIE abopTbl, livedo

reticularis unm racemose, nopaxeHue KIanaHoB CepALa, TPOMOOLMTONEHMS,

NatoNorMa NOYeEK, ANUNenTMYECKME Npunaaku, KOTHUTUBHbLIE HapyLIeHUA

Papyonoruyeckue
NOACKA3KM
OZMHOYHbIE MW MHOXeECT-
BEHHbIE MOBEPXHOCTHbIE
KOpKOBO-NOAKOPKOBbIE
UH ApKTLI, aTpodmus

ADC?

]

Y

MweMmyeckuii HCynbT Ha doHe
ADC (CupHeitckme Kputepun)

Bepudukaumua MexaHu3Ma HCYNbTa
BO/IYAHOYHbIA aHTUKOArYNAHT, aHTUKAPAUONMNMHOBbIE AHTUTENA, aHTUTENA

ESUS npu Hanuumu autu-
hochonmMnuaHbix aHTuTen

K 6eTa2-ruKonpoTenHy, NOBTOPHaA oLeHKa 23 mec., YM-IxoKT

[Bap(bapvm c uenesbiM MHO 2,0—3,0]

ACK unv knonugorpen ]

Mpumeyarue. Npu HOpManbHbIX 3HauYeHUAX nokasateneit (BA, aHtn-KJ/1 IgG u IgM, antn-6eta2lMl IgG 1 IgM), anarHo3 ADC UCKNIOYAETCS, NPU MOBbILLEHHBIX 3HAYEHUSAX HEOBXOAUM NOBTOPHBIi
aHanu3 TecToB He paHee yeM yepes 12 Henenb. Mpu HOpManbHbIX MOBTOPHBIX 3HAYEHUAX NoKasaTeneit AnarHo3 ADC UCKNIOYAETCS, @ NEPBUYHOE NOBbILIEHWE CUATAETCS OXKHOMONOXKUTENbHBIM.
Mpu Hannunn aHTMHOCHONUNUAHBIX AHTUTEN NPU HeCOBNOAEHUM AuarHocTUuecknx kputepues AQC LienecoobpasHo ocTaBuTb AuarHos ESUS fo nonyyeHus pesynstaToB NOBTOPHOMO aHanM3a.

pasBuBaeTca y 7% naumeHToB C pakom nierkoro [53]. Kpome
Toro, PAU MoxeT cnyxutb nepsoit Manudectaumen 3HO:
puck MW HaumHaeT pactv 3a 5 MecsLeB 40 NOCTAaHOBKM [iMa-
FHO3a W AOCTUraeT nNuka B nocneaHui meca, [55]. PAU moxeT
nmeTb MecTo y 5-10% naumenTos ¢ ESUS [50], Toraa kak ESUS
yCTaHaBAMBAETCS Yy NONOBUHbI naumeHtoB ¢ 3HO [56-58].
Y 2-10% naumentoB ¢ ESUS 3HO BhisBnseTcs B TeyeHue
roga nocne uHcyneta [59-61].

lamozeHe3. PAWN npenctaBnsieT YHUKaNbHbIA MOATUN
MHCY/bTa, B OCHOBE KOTOPOrO JIEXKUT MHOXECTBO MOTEHLM-
ANbHbIX MEXAHM3MOB, YTO ONpefenseT reTeporeHHoCTb Kiu-
HUYECKMX U PagmMonornyecknx npossnenHuin. Haubonee 3Ha-
UUMBIM MEXaHW3MOM SIBNSETCS PaK-aCcCoOUMMPOBAHHAS
rmnepkoarynsaums, kotopas moxet npmeectn k UM nocpea-
CTBOM BHYyTpUcocyamcTon koarynonatuu, HBTS u napapmok-
canbHo ambonum [48-50].

HBT3 conpoBoxaaetcs GOpMUMPOBAHMEM CTEPUIbHbIX
TpoMboumnTapHo-bMbpunHoBbIX Beretaumii. LlepebpanbHas
MWUKpo3aMbonusa umeeT Mecto y 58% naumentos ¢ ESUS
(B8 10 pa3 value, 4eM NpU MHCYNbTE KaK TaKOBOM) M aCcCOUMMU-
poBaHa C MOBbLIWEHWEM YpOBHS [-aMMepa M Hanuunem
afieHokapumHoMmsl [62].Tlo faHHbIM ayToncmun, HBETS - Beay-
was npuunHa UM y naumentos ¢ 3HO [63]. C yyeTom TOTO,
yto y 30-70% naunenToB ¢ ESUS n 3HO oTmMeuaeTcs MHOro-
04aroBOe NopaxeHWe roN0BHOro MO3ra, no MHeHuto B.B. Navi
et al, HBT3 MoxeT 6biTb Takke W OCHOBHOM MPUYMHOM
ESUS [58, 64-66]. [pu 3TOM BereTauuun mMoryT HbiTb He aua-
rHOCTMpOBaHbl Npu nposeaeHumn TT-IxoKI, koTopasg ycrynaert
no vyscTBUTENBHOCTH YUTT-IX0KT [67].

Pak-accouMmnpoBaHHas runepkoarynsaLms MoxeT Bbi3BaTb
ESUS nyteM uepebpanbHOM BHYTPUCOCYAMUCTOM KOArynsumm
¢ dopmmpoBaHneM TpoMboB in situ u, no MHenuto O.Y. Bang
et al,, BbicTynaeT ocHoBHOW npuynHon PAN. [laHHas Touka
3peHna noareepxaaerca Tem, yto y 70% naumerTtoB ¢ PAU
M MHOroo4aroBbiMu LepebpanbHbIMU MHPAPKTaMK He BbIsIB-
ngetca natonoruu knanaHos npu YMM-3xoKr [48]. OpHako,
no MHeHuto B.B. Navi et al., B 3T0# cuTyaumm gomkeH Habnto-
natbca ABC-cuHapoM ¢ TpoMbouuTonennen u runepdunbpu-
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HOrEHEMMWEN, 4TO BCTPEYAEeTCS PpefnKo, He MposBnseTcs
MUKpo3aMbonueit n npotueopeunt onpeaenenuio ESUS [49].

OcHoBHble MexaHu3Mbl PAU npencraBneHsl 8 mabs. 2 [49].

Cpenu onyxonei HanbonbLnii puck passutus PAU HecyT
afeHoKapumMHoMbl: pak nerkunx n XKT (B ocobeHHOCTM nopxe-
NYO0YHOWM Kenesbl) — OMyXoNu, CBA3aHHbIE TaKKe C BbICOKMM
PUCKOM BeHO3HOM Tpomboambonuu. Takxke PAM pa3BuBaeTcs
npu pake SUYHUKOB, MOYEK M MONOYHOM Xene3bl. Kpome Toro,
ans PAM xapakTepHO HannMune MeTacTa3oB Ha MOMEHT pa3Bu-
™" Mo3roBon katactpodbl [48-50]. Mo aaHHbIM peructpa
CHALLENGE ESUS/CS (naumeHTbl C KpUNTOTeHHbIM MHCYMb-
ToM 1 YT-IxoKT), aktueHoe 3HO BbisiBneHo B 6,1% cnydyaes,
HEeaKTUBHbIN pak — B 7,5% cnyyaeB. AKTMBHbIVA pak OKasasncs
ACCOLMMPOBAH C MHOXECTBEHHbIMM MHbApKTaMu, Toraa Kak
HEAKTUBHbIM — C HaNWYMEM ATEPOCKNIEPOTUYECKMX UCTOYHU-
KoB 3mMbonum [68].

KnuHuyeckas kapmuHa. K KAMHMYECKUMM NOLCKa3KaM
MOXHO OTHECTM KypeHMue, HeoDObSCHMMYK MNOTepH Beca,
nosbiweHne C-peakTnBHoro 6enka u/mnu [1-nMmepa, aHeMmto
n runoansbymuHemuto [50]. OCHOBHble XapakTepuCTUKK
PAMN: MeHbwag npencTaBneHHOCTb (aAKTOpOB pucKa
(32 UCKNKOYEHNEM KypeHWUs), TEHAEHUMS K BoMbLUel TIXeCTH
MHCYNbTa, pa3BuTHe Ha GOHE AUCCEMMHMPOBAHHBIX COMUA-
HbIX afeHOKapLMHOM, noBbilweHne [1-AuMepa M BOCNanM-
TENbHbIX MAapKEpOB, BbICOKAs YacToTa PeuuanBOB U BEHO3-
HbIX TPOMB03MBOANYECKMX OCNOXHEHMI [49].

Paduonozuyeckue nodckasku. XapakTepHbl MHOXXECTBEHHbIE
nHdapkTbl paamepom ot 0,5 no 2 cm Ha DWI, BoBnekatowpme
pasHble apTepuanbHble BacceliHbl — CUMMNTOM «Tpex baccel-
HoB» [69, 70]. CoyeTaHue noBbiWEHHOrO ypoBHS [-anmepa
M MHOXECTBEHHbIX 04aroB BblcOKOCNeunduuHo ansa PAU [71].

JuazHocmuka. Bonpoc 0 uenecoobpasHOCTU TOTanbHOro
OHKOJIOTMYECKOro MoMcka y mauneHtoB ¢ ESUS He pelueH.
C 0fHOM CTOPOHbI, CYLLECTBYIOT AaHHble, 4TOo ckpbitoe 3HO
MMEET MeCTO Y KaX[0ro AecsToro naumMeHTa ¢ HecnpoBoOLMPO-
BaHHOM BeHO3HOM TpoMmboambonueit [72]. C apyroit CTOPOHLI,
B KpynHom npocnektuBHoM PKWM SOME uvactota BbisiBNEHMS
3HO B TeyeHue rofa nNocne HeCnpoOBOLMPOBAHHOM BEHO3HOM



Tpomboambonum coctaBuna Bcero 3,9%, n crpaterns OHKOC-
KpuHuHra npu nomowm KT He npes3owwna no 3@ekTMBHOCTHU
CTaHAAPTHbIM NOAXOA, C MPOBEAEHWEM aHaIM3a KPOBU, pEHTTe-
Horpaduu nerkux u Bo3pacT- / non-cneundUUYHOro Mnomcka
paka MOMIOYHOM >Xene3bl, WenKM MaTKu M npeactaTenbHOM

® Tabnuya 2. OCHOBHblEe MEXaHU3Mbl pak-accounMmnpoBaHHOro

MHCYNbTa

® Table 2. Main mechanisms of cancer-associated stroke

HbI/ TPOMB3H0-
KapauT

Llepe6panbHast MosbiweHue [-nuMepa, MHOXECTBEHHbBIE CUCTEMHbIE
BHYTpUCOCYAMCTan | 1 LepebpanbHble MHAAPKTI, AMCCEMUHMPOBAHHDIi
koarynsums pak, cencuc

Beretaumuu npu 3x0-KI 6e3 nepdopauum cTBopok,
Hebaktepuanb- | noBbileHue [l-1MMepa, MHOXECTBEHHbIE CUCTEMHbIE

u uepebpanbHble MHDAPKTbI, MUKPO3IMOOAKS NpK
MUKPO3MOOOAETEKLIMM, AUCCEMUHMPOBAHHBIA PaK,
afleHOKapLMHOMa

MapapokcanbHas
ImMbonus

losbiweHue [1-aumepa, NOCTOSIHHbIA BEHO3HbIN KaTeTep,
TIB v T3/1A B aHamHe3e, uMMobuAn3auus [3]

Arepoma aopTbl

KypeHue, cocynuctble GakTopbl pucka, 061yyeHue
TPYAHON KNeTkM [2]

LKA atepocknepo3

MpencepaHas YBenuyeHue NeBoro Npefcepams, NM3oabl

kapavonartus HaKenyno4uKoBOM TaxMkapauu 1 fip. Mapkepsl [4]
X1MMOTEPANMS aHTPaLMKIMHAMM U TPACTy3yMabom,

Kapanomuonatus | obnyyeHue rpynHoON KNeTku, ONyxoneBoe nopaxexue
cepaLa, ConyTCTBYIOLas natonorms cepaua

NHdeKuMoHHbIA | [OCTOSHHBINA BEHO3HbIN KaTeTep, CeNcuC, HeflaBHue

3HOOKapANT WHBA3MBHbIE NPOLLeYpbI

HecteHosupyto- | KypeHue, cocyanctble hakTopbl pucka, 0bnyyeHue

rONOBbI, Len unn prﬂ,HOl‘/’I KNeTku

LleHTpanbHbi# pak Nerkoro, TopakanbHas Xupyprus,

Onyxonesas
3M%' onms nocesytoLiee BO3HMKHOBEHWE MeTaCTasa B 30He
WHGapkTa
MMMyHoTEpanus, rpubkoBas Unu 30cTep-uHPeKLMs
Backynut yHOTepanus, rp p-uHdEKLMS,

BHYTpUCOCYAMCTan IMMpoMa

xenesbl [73]. lloMMMo cTaHpaapTHoro obcnenoBaHns Heobxo-
[MMbI oLeHKa ypoBHs [-omumepa, UT-IxoKT, Mukpoambonoge-
TEKUMS NPY HAMUMK BUnaTepanbHbIX MHGAPKTOB, «My3bIPbKO-
Bas» Mpoba, AynnekcHoe CKaHWPOBaHME BEH HOM, a Takxe
(B HekoTopbIx cuTyaumuax) MPT BeH Ta3a u KT nerkux Ha npea-
MeT TpoMb03Mbonumn neroyHon aptepum (TIJ1A) [49].
Knunuuecknit npumep PAM npencrasneH Ha puc. 3.
MaumeHT 50 net, BOAUTEND, KYpUT B TedeHue 25 neT. B anpene
2022 1. HAXOAMNCSA Ha NEYEHMM C OMArHO30M KULLEMUYECKUM
(nakyHapHbIR) nHCynbT B BacceriHe npasoi CMA ot 24.04.2022.
Jlerknii neBOCTOPOHHMI remunapes. Ousaptpusy. K MOMeHTy
BbINMUCKM HEBPONOrMYECKUA AeduunT perpeccupoBan, nauu-
eHT BepHyncs K pabote. 25 uioHg 2022 r. Bo BpeMsi paboTbl
[anbHOBOMLWMKOM NOSBUMAKCH Kallenb 1 cybdebpunbHas TeM-
nepatypa. MonHoueHHoro obcnefoBaHMs He MPOBOAMNOCH,
HaxoAMNCA Ha JIMCTe HEeTpyJoCnoCOBHOCTM C [AMarHo3amu
«MHEBMOHUA?», «Tybepkynes?». 20 uona 2022 r.nocne Bo3Bpa-
LeHus ¢ BaxTbl BbinonHeHa KT nerkmMx ¢ KOHTpacTMpoBaHUEM,
MONYYeHO 3aK/IYEHUE O HaNMYUKM AMCCEMMHMPOBAHHOMO
Tybepkynesa, daza MHOUALTPaLMM M pacnaja, a Takke oCyM-
KOBaHHOrO MNjeBpuTa cnpaga. Haxoauncsa Ha neveHuu y Tepa-
nesTa No MeCTy xuTenbcTea. 5 asrycta 2022 r. B CBS3M C NoOsIB-
NEeHUEM KOTHWUTUBHbIX HApYLUEHWI MO HACTOSHUIO POACTBEH-
HMKOB 0BpPaTUICS K HEBPONOTY, 3aM0L03PEH MHCYNbT, FOCMUTa-
NIM3MPOBaH B COCyaMCToe oTaeneHwue. BeinonHena MPT ronos-
HOro MO3ra, BbIIBNEHbI MHOXECTBEHHbIE MH(DAPKTbI FONIOBHOIO
Mo3ra (cMMnToM Tpex 6acceliHoB). Bo BpeMs rocnutanusaumm
HapacCTaHWe HEeBPONOrMYecKoro AeduuMTa, pa3BUTUE KIMHU-
Yyeckon KaptuHbl T3JIA M OCTpPOro KOPOHApHOro CMHAPOMA.
lNepeBeneH B permoHanbHbIv COCYAMCTbIM LEeHTP. 10 AaHHbIM
TT-2x0KT BbisiBNEHbI rMNepaxoreHHble 06pa3oBaHus Ha CTBOP-
Kax MWTPanbHOrO KnamaHa, NOA03pUTENbHbIE B OTHOLLEHWM
Tpombo3HaoKapawmTa. [MosTopHas oueHka KT nerkux nossonu-
Na YCTaHOBWUTb LEHTPanbHbIM pak cpefHenoneBoro HpoHxa
cnpaBa. HecMoTps Ha NPOBOAMMOE NleyeHue y nauueHTa npo-
rpeccupoBana runokoarynsumorHas cragus OBC-cuHopoma
M MONMOPraHHas HefoCTaTOMHOCTb, HACTYMWA NEeTanbHblIi
ucxod. Aytoncus MoATBepaMna Hanuuue HebakTepuanbHOro
TPOMO3HA0KAPAWTA MUTPANTbHOIO KianaHa.

® PucyHok 3. KnuHuueckuit npumep pak-acCoLMMPOBAHHOIO MHCYNbTA
® Figure 3. Clinical example of cancer-associated stroke

lpumeyarue. A - MPT DWI ronoBHoro mMo3ra. B, ocHOBHas 4acTb pucyHka — TpaHCTOpakanbHas axokapauorpadus. B, B pamouyke - pesynbratbl aytoncuu. C - KT nerkux.

2023;17(10x21-31 | MEDITSINSKIY SOVET | 27

(%]
(3]
(%}
©
(3]
A
©
—_
©
—
=
O
(%}
©
>
o
—
o
(3}
—_
(3}
(9




=
=
T
©
o
[F]
=
(@]
O
©
™
o
o
T
(a}
E
=N
<
(@]
©
o
o
Q.
O
[B]
Q.
(5]
o |

® PucyHok 4. AnropuT™M AMarHoCTUKM U BTOPUYHOM NPOMPUNAKTUKM NPU PaK-acCOLMMPOBAHHOM MHCYNbTE
® Figure 4. Algorithm for diagnosis and secondary prevention of cancer-associated stroke

Knuhnueckue nopckaskm — ESUS > p
< > Papuonoruveckue

PeLMaMBUPYIOLLME UHCYNbTBI; CTyNEHe0bpa3Hoe ————

pa3BUTHE HEBPONOTMYECKOTO AeduLnTa;
1 [-oumepa, dubpuHorena, CPIT; cHuxeHue Beca, - PAN? _ cwg:zzg;;g&ex

aHemus; TpoM603 rny6okux BeH v TIJA ~ : D

Bepudmkaums MexaHu3Ma MHCyNbTa
TT-3xoKT, YM-3xoKT, AC BeH, ny3bipbkosas npoba, Y3U/KT HBTI ]-> AHTUKOArynsHT
ESUS OpIOLLHOI NONOCTH (MH(APKTBI MOYEK W Cene3eHkM) (HOT, HMT, TI0AK)

Ha doHe 7

B 3aBMCUMOCTH

HEaKTUBHOro
3HO

OHKonouck

KONIOHOCKONMS; OHKOMapkepbl; M3T

KT nerkux, ®IC, KT/Y3W 6prowwHoi NonocTv u Manoro Tasa,

OT KOHKPETHO
CUTYaLMK C Y4ETOM
pucka
KPOBOTEYEHMUiA

PAM MapapokcanbHas ambonus ]—>

LlepebpanbHas BHyTpUCoCy-
JMCTas rMnepKoarynsums

Bmopuyras npogunakmuka. B HacTosiee Bpems He cyLle-
CTBYET CTPOrMX pEKOMEHAAUMM MO JIeYEHUIO U BTOPUYHOWM
npodunaktnke PAU [50]. B npocnekTMBHOM MCCIenoBaHUM
OASIS-Cancer study OTMeYeHO YyBenMyeHWe BbKMBAEMOCTU
B TeyeHue 1 roga Npu NpUMEHEHUM aHTUKOAryNSIHTOB Y NaLu-
€HTOB C aKTMBHbIM PAaKOM U UHCYNETOM, eCn Ha GOHe Tepanum
CHWXKancs yposeHb [1-aumepa [74]. B HenaBHeM peTpocnekTuB-
HOM MCCNEeR0BaHUM NOKA3aHO, YTO MPUMEHEHWE aHTUKOAryNsH-
T0B nNpu PAN C uenbto cHWxeHus ypoBHS [-ovmepa MoxeT
YNyULWaTh KpAaTKOCPOYHbIV (B TeyeHune 1 mecaua) ucxoq, 3abone-
BaHus. [pu 3TOM 3 dheKTUBHOE CHMXEHMe ypoBHS [I-oumepa
6e3 noBbILEHUS pUCKa reMopparMyeckux CobbITuii gocTura-
Nnocb npuMeHeHnnem renapuHa [75]. CylwecTBylT OaHHble
06 3hdEeKTMBHOCTM renapuvHa B [AOATOCPOYHOM BTOPWMYHOM
npodunaktrke PAN [76]. HakonneHHble CBeAEHMS CBUAETENDb-
CTBYIOT 0 TOM, 4TO HMI, pekoMeHayemble naumeHTam ¢ 3HO ang
NpodUNaKTMKX BEHO3HOM TPOMB03IMBONMK, TaKKe MOTYyT BbITb
MCMOMb30BaHbl 4718 NpefoTepaLLeHns nosTopHoro PAU. OgHako
cnocob BBeLeHWs MapeHTepaNbHbIX aHTUKOAMYASHTOB Cylue-
CTBEHHO CHWXXAET NPUBEPXKEHHOCTb Tepanuu. C y4eToM natore-
Hesa PAM, npenapatamu Bbibopa MoryT 6bimb TOAK [77].
B Hebonbwom uccnenosanum (n = 48) npoLeMoHCTPUPOBaHO,
yto HMT (n = 41) n MOAK (n = 7) MeKT 0AMHAKOBYH KIMHUYE-
CKyt0 3DDEKTUBHOCTb M 6E30MACHOCTb B IEYEHUM KPUMTOrEH-
HOrO MHCY/bTA Y NALMEHTOB C aKTUBHbIM pakoM [78]. B cootseT-
CTBUW C MeXAYHapOAHbIMU NPAKTUYECKMMK pPEKOMEHAALMAMU
no NevyeHnto u npodunakTnke BEHO3HOW TpombBo3MbBonum
y naumeHToB ¢ pakoMm, NMOAK MoryT Ha3HauaTbCs B KayecTBe
MHULMANBHOM M NOALEPXKMBAIOLLEN Tepanuu pak-accoLmMmnpo-
BaHHOrO TPOMB03a Y MaLMEHTOB, HE UMEKLLMX MOBbILEHHOTO
pUCKa XeNyA0YHO-KMLIEYHBIX M YPOreHWUTanbHbIX KpoBOTeYe-
HUW, NPU OTCYTCTBUM 3HAUMMbIX MEXEKAPCTBEHHbBIX B3aUMO-
[LEeACTBUM Unn HapylweHns abcopbumnm B XKT; oamtenbHoCTb
Tepanuu A0/MKHA COCTaBNATb He MeHee 6 Mecsues [79]. Mpu
omarHoctvke HBTD kak mpuumHbl PAM noka3aHo BHYTpUBEH-
HOe BBedEHWe renapuHa WAM MOAKOXHOe BBeaeHue HMI
B TepaneBTuyeckon fo3se [80]. C gpyrov CTOpPOHbI, NOArpynmno-
Bov aHanm3 NAVIGATE ESUS npoaeMoHCTprpoBan, 4to naum-
€HTbl C aHaMHE30M paka MMeT OAMHAKOBbIN PUCK MOBTOPHOIO
NN n cmepTn BHe 3aBMCMMOCTM OT BuAa Tepanun (ACK mnam
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puBapokcabaH). Mpu 3tom ACK okasanacb 6e3onacHee aHTUKO-
arynsHTa B OTHOLWWEHMM BonbLlMX KpoBoTeyeHur [81]. Mo3tomy
NpUHATUE pelleHns 0 BUAEe Tepanum TpebyeT yyeTa reMopparu-
Yyeckmx pmckoB. bonblume kposoTeyerus npu 3HO accouumpo-
BaHbl C MOXW/bIM BO3PacTOM, KOMOPOUAHOCTbIO, raCTPOUHTE-
CTUHANbHBIM U YPOrEHWUTANbHLIM PaKoM, a TaKKe MeTacTa3aMy,
4TO Hepeako Habntopaetcs npu PAM [82]. C yueTom MHOrodak-
TOpHOCTM natoreHe3a PAM MOXHO Takxke MpeanonoXuTb Nosb-
3y OT Ha3HaYeHMS HEKOTOPBIM NaLMeHTaM (be3 akTMBHOIO paka,
C HU3KMM PUCKOM KPOBOTEYEHWI) ABOMHOW aHTUTpOMBOTMYe-
ckovt Tepanum ACK v puBapokcabaHoMm B HM3Kow Jo3e [50].

JuazHocmuyeckuli anzopumm. ANrOpUTM  AMATHOCTUKM
W BTOpMYHOM npodwmnaktukn PAU npencraBneH Ha puc. 4.

3AKJTIIOYMEHME

Takum o6paszom, ADC-accoummnpoBaHHbii 1 PAU umetot
paf CXOXMX YepT: 06a MexaHun3ma ESUS cBs3aHbI € runepko-
arynsiumMen, 4acto NPosBASIOTCS MHOMOOYaroBbIM NMOPaXeH!-
€M KOpbl rOfIOBHOrO0 MO3ra U OTBEYAKOT HAa Tepanuio aHTMKOa-
rynsHtamu. Toraa kak ADOC cnemyeT noao3peBaTtb B NepBYH
oyepenb Y MONOAbIX XEHLWMH C natonornein bepeMeHHOCTH,
apTepuanbHbIMKM M BEHO3HbIMM TPpOMOO3aMu, a Takxe livedo
reticularis / racemosa, PAV He nmeeT cneunduyeckon KnmHm-
YeCKOW KapTUHbI, 04HAKO MOXeT MaHMbeCTMPOBaTb paccesH-
HbIMW KOPTUKaNbHbIMU MHPAPKTaMK (CUMNTOM Tpex bacceit-
HOB) B COYeTaHMM C TMOBbIWEHWEM YpoBHA [-ouMmepa.
Mpn nogo3peHun Ha ADC HeobxOLMM COOTBETCTBYHOLLMA
remMaTosIorMyYeckmnii CKpMHUHT C NoCneayoWwmMM NpUMeHeHUEM
CUAaHENCKMX AMArHOCTUYECKMX KpuTepueB. narHo3 BO3MOX-
Horo PAM vacto tpebyet nposenerus YMM-IxoKI (mcknove-
HWe HebakTepuanbHOro TPOMO3HAOKAPAMTA) M OHKOMOMCKA.
BropnyHaa npodunaktrka AQC 3akno4aeTcs B Ha3sHAYEHUM
BapdapuHa ¢ uenesbim MHO 2,0-3,0. Mpu KAN ncnonb3ytot-
€9 aHTuKoaryngHtsl (HOT, HMI, MOAK), npu 3Tom Bbibop npe-
napaTta 1 A03bl onpeaenatoTcs 6anaHcoM TpoMboTUYeCKnX /
TpoM603MBONNYECKMX M TEMOPPArMYecKmnx pUCKOoB. e
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