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llepebpanbHaa 6one3Hb MeNKHX COCY/10B:
Knaccuurauna, KNMHUYECKHEe NPOoABNeHMS,
ANArHoCTHKA W 0COOGHHOCTH NeyeHud

B cmamve paccmampusaemces akmyansHocms npooaemsl yepeopanvroll 6oaesnu meaxux cocydos (LLEMC), komopas cayacum 6ancHoi npu-
YUHOU UEeMUHECK020 U 2eMOPPACUHECK020 UHCYAbMA, CONPANCEHA C PA3GUMUEM KOCHUMUBHBIX HAPYUEHUN U 0CA0NCHEHUTI AHMUMPOMOOmMU-
yeckoli mepanuu. Kpamko npedcmagnenst akmyanstwie 60npocsl SMuoaocuu u namoeeresa 3a60nesanus. C mouku 3peHus KAUHUeCKOll Kap-
MUHbL, HELIPOBUZYANUZAUUU U 0COOEHHOCMell Mepaneemu4eckoll maKmuky no0pooHo 00cycOeHbl cnopaduueckas HeamunrouoHas MUKPOaH-
euonamusi, yepeopanbHas amuiouoHas aHeUONamus U yepeopanbHas aymocoMHO-00MUHAHMHAS APMEPUONAmUs ¢ CYOKOPMUKANbHbIMU UH-
hapkmamu u aeiikosnueparonamueii (CADASIL). IIpedroxcernvt areopumm ouaenocmuru L{BEMC y nayuenmos, nocmynusuiux 6 cmayuo-
Hap ¢ UHCYAbmMoM, U oughghepeHuuposanblil no0xoo0 K ux seueruro. Ommeuaemes, 4mo y4em Helposu3yaIu3auuoHHux nposesenuii I[bMC
Heo0xX00uMm 015 6e30nacHoeo u 6onee hpeKkmuerHoeo neveHus NAUUeHmMo8 ¢ uepedpo8acKyAAPHbIMU 3a001e6aHUIMU.
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The paper considers the relevance of the problem of cerebral small vessel disease (CSVD) that is an important cause of ischemic and hemor-
rhagic stroke, associated with the development of cognitive impairment and complications of antithrombotic therapy. It presents briefly the cur-
rent issues of etiology and pathogenesis of the disease. Sporadic non-amyloid microangiopathy, cerebral amyloid angiopathy, and cerebral
autosomal dominant arteriopathy with subcortical infarcts and leukoencephalopathy (CADASIL) are discussed in detail from the point of view
of their clinical presentation, neuroimaging, and features of therapeutic tactics. An algorithm for diagnosing CSVD in patients admitted to hos-
pital for stroke and a differentiated approach to their treatment are proposed. Consideration of the neuroimaging manifestations of CSVD is
noted to be necessary for the safe and more effective treatment of patients with cerebrovascular diseases.
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Llepe6panbHas 601e3Hb MeaKux cocyaoB (LIBMC) — tep-
MUH, OTHOCSIITUICS K Pa3TUYHBIM MMAaTOJIOTUYECKUM COCTOSIHU-

IMox MeIKMMU 1IepeOpabHBIMU COCYIaMU ITOHUMAIOT BCE
COCYIUCTBIE CTPYKTYpPBl (MelKHUe TepdOopUpyoIIre apTepuu,

apTepuoIbl, KallWUISIPbl, BEHYJIbl U MEJIKME BEHbl) TUaMETPOM
OT 5 MKM JI0 2 MM, PacIOJIOXXE€HHbIE B BEILECTBE TOJIOBHOTO
Mo3ra (TTapeHXMMAaTO3HbIe) U cybapaXHOMIAIBHOM MPOCTPaH-
CTBe (JlenToMeHuHreaibHble) [1]. Menkue aprepuu u aprepuo-
JIBI IETISITCST Ha TIEHETPUPYIOIINe («KOPKOBBIE» U «MEIyJIIsIp-
HBIC» apTepuu) U mnepdopupymolnre (KpoBocHabXarolue 6a-
3aJIbHbBIE S1IPa, 3PUTEJbHbIN OYTOp U CTPYKTYPhl CTBOJIA TOJOB-
Horo mo3sra) [1, 2]. [ToBepxHOCTHBIE U TJYOOKHME apTepUOJIbI
MPEICTaBIISIOT CO00i KOHEYHbIe BETBU, UMEIOT OrpaHUYeHHbIE
KoJIJTaTepaJii M BCTPEUYAIOTCSl B TIOTPAHUTHOM 30HE BOKPYT 60-
KOBBIX XeJTy10ukoB [1].
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SIM M MEXaHM3MaM, KOTOpbIe MPUBOIAT K MOPAXKEHUIO METKUX
COCYIOB 0€JIOro M Ceporo BELIECTBa TOJIOBHOTO MO3ra, M HC-
MOJIb3YEMbIii IS ONMUCAHUS HEHPONaToJ0ornyeckKux, KInHuYe-
CKUX U HEMpOBU3YyaTU3allMOHHBIX (peHOMEHOB. TpynHOCTH U3y-
yeHns:t LIBMC cBsi3aHBI ¢ HEBO3MOXKHOCTBIO TPWXKU3HEHHOM
BU3YaIU3aI[MU MEJIKHUX MO3TOBBIX COCY/IOB, YACTO MPAKTUUECKU
0ecCUMITOMHBIM TeYeHUeM 3a0oJieBaHUsI U HEeIOCTaTOYHBIM
BHEJIpeHNEeM YHU(DUIIMPOBAHHBIX TOIXOI0B K TEPMUHOJIOTUU U
nuarHoctuke [2, 3]. Knuuuueckas 3Haunmoctb LIBMC 3akitio-
YaeTcsl B TOM, YTO OHa CIY>XUT OCHOBHOW MPUYUHON COCYIU-
cThIx KOTHUTUBHBIX HapymieHuit (KH), cBsasana ¢ moctypaib-
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Tabauua 1.
Mapkep

HenaBHuii Meakuit
MOAKOPKOBBIN MH(MAPKT

JlakyHa

TunepuHTEHCMBHOCTD GEJI0r0
BELIEeCTBAa COCYAUCTOrO
MIPOMCXOXKICHUST

TlepuBackysipHbIe
MPOCTPAHCTBA

LlepeOpanbHbIe
MUKDPOKPOBOUBTUSTHUST

KopkoBbiii
TOBEPXHOCTHBIN CUIEPO3

OcTpblii KIMHUYECKU
SIBHBII MUKPOMHMAPKT

He ocTpblit KOPKOBBIIt
MUKPOMHDAPKT

ATtpocdusi mo3ra

MPT-xapakmepucmuxa mapkepoe L[IBMC (no STRIVE vI [11], ¢ donoanenusamu)

Onucanne

HemaBHwmii nHMAPKT B 30HEe KPOBOCHAOXKEHUSI OMHOM MTephopUpyIOIIeii apTeproJIbl ¢ COOTBETCTBYIOIIMMK KIMHMU-
YECKUMU CUMIITOMaMU, BO3HUKIIMMU B TEUCHNE HECKOJIBKUX MPEAbIIYIINX Hellelb, pasMepoM 10 20 MM

Kpyriblii oBanbHbBIN MOAKOPKOBBIN O4Yar ¢ OAHOPOAHBIM M P-curHanom, MAEHTUIHBIM JIMKBOPY, IUAMETPOM
oT 3 10 15 MM, COOTBETCTBYIOIIUI TIPEAIIECTBYIOIIEMY MEJIKOMY OCTPOMY MTOJIKOPKOBOMY MHMAPKTY WIIN KPOBO-
U3JIUSHUIO B 30HE KPOBOCHAOXKEHMSI OTHOM MephopupyIOLIeit apTepruoibl

M3menenue curHana ot 6eJ0ro BelecTBa pa3IMyHOTO pa3Mepa Co CIeNYIOIIUMU XapaKTepUCTUKAMU: TUIIEPUH-
TEHCUBHOCTb Ha T2-B3BELIEHHBIX UMITYJIbCHBIX MocienoBaresbHOCTAX (FLAIR) 6e3 kaBuTauuu (CUrHaj orjauya-
eTcsl OT JIukBopa). Ouaru B MOAKOPKOBOM CEPOM BEILIECTBE WU CTBOJIE HOCSIT Ha3BAHUE «TIOJAKOPKOBAsI TUTIEPUH-
TEHCUBHOCTb»

3aroHeHHbIE XKUIKOCThIO IPOCTPAHCTBA, CJAEIYIOIINE IT0 X0y COCYy/la, KOTa OH IIPOXOAUT Yepe3 cepoe Wi Oe-

Joe BellecTBo. [IpocTpaHCcTBA UMEIOT MHTEHCUBHOCTD CUTHAIA, aHAJIOTMYHYIO JTUKBODY, BO BCEX UMITYJILCHBIX TI0-
ciemoBaTeIbHOCTSX. [IpocTpaHCcTBa KaxyTcsl TMHEMHBIMU TP BU3YATM3aI[MH ITapaUIeIbHO XOMy COCyIa U MMEIOT
OKPYIJIYIO WJTM OBaJIbHYIO (hOPMY, AMaMETPOM OOBIYHO <3 MM, MPY BU3YAIU3ALMH MIEPIIEHAUKYISIPHO X0y COCyaa

He6onbime (00b14HO 2—5 MM B AaMeTpe, HO uHoraa Ao 10 MM) yuactku BbimageHust MP-curnana, onpenesnsie-
MbIe Ha TOC/IeIoBaTeIbHOCTU T2* WM IpyrUX MOCIeI0BATEIbHOCTSIX TPATUEHTHOTO 3X0, YyBCTBUTEIBHBIX ITO
MarHUTHOI BOCIIPUUMUYUBOCTU

YeTko ouepueHHbIe KPUBOJIMHEHBIE TOMOTEHHBIE 30HBI TOHMXKEHUsI CUTHAJA (U€PHbIE) Ha TOCIeI0BATEIbHOCTH
T2* unau gpyrux nocjaenoBaTebHOCTIX IPAAMEHTHOTO 3X0 B TOBEPXHOCTHBIX CJIOSIX KOPBI, CyOapaXHOUIAIbHOM
MpOCTpaHCTBe. Ecv B COOTBETCTBYIOIIEH 30HE OTMEUAETCsI TAKXKE TUIIEPUHTEHCUBHOCTb CUTHAJIA OT Cy0apaxHOu-
nanbHoro npocrpaHcTBa Ha FLAIR (uiu cHukeHue tuiotHocty Ha KT), peKoOMeHyeTcsi TEpMUH «OCTpble KOHBE-
KCUTaJIbHbIE Cy0apaxHOUIATbHbBIE KPOBOU3TUSHUS»

TunepuHTeHcuBHbI MP-curnan Ha JIBU. M30- win runonHTeHCMBHBINM M P-curHan usmepsiemoro koadhduim-
eHra nudodysuu (ADC) (s uckmoueHus addexra T2-npocseunBanus Ha T2-BU). U30- win runepuHTEHCUB-
bt MP-curnan no T2*-BU unu apyroii mociaenoBaTeIbHOCTA TPAAUEHTHOTO X0, YyBCTBUTEIbHON IO MATHUT-
HOIT BocripuMM4uBOCTHU. JIT060€e pacrioiioxkeHue oyara nHdapkTa. Hanbombimmii pazmep <5 Mmm

TunepunTeHcuBHblit MP-curnan Ha T2-BU nocnenosatenbHocTi (FLAIR 1 T2). TunouHnTeHcuBHbI M P-curnan
Ha T1-BU. U3ounteHcuBHbIii MP-curnan Ha T2*-BU nocienoBaTeIbHOCTH WU IPYTOi MOCIEI0BATEIbHOCTHA
IPaMeHTHOTO X0, YyBCTBUTEIBHOM 10 MAarHUTHOW BOCIIPUMMYMBOCTHU. JIOKaM3alus B peaesiax Kopbl FoJ0B-
HOTO MO3ra U HanOobIIui pa3mep <4 MM. OTIMYAIOTCST OT BUAMMBIX IEPUBACKYJISIPHBIX TPOCTPAHCTB. Buanmbl
110 KpailHeil Mepe B ABYX TJIOCKOCTSIX (CAarUTTaJIbHOM, MONEPEeYHOI, KOPOHAJIbHOI)

VYMeHbllleHUEe 00beMa TOJIOBHOTO MO3Ta, He CBS3aHHOE ¢ KOHKPETHBIM MaKPOCTPYKTYPHBIM (DOKATbHBIM TTOBPEXK-
JIeHUeM, TAKUM Kak TpaBMa 1in nHbapkT. MHbapKT He BKII0oYaeTcs: B JaHHOE TIOHSATHE

IIpumeuyanue. BU — B3BemeHHbie n3oopaxenusi, KT — koMmnbiotepHast tomorpacdus, IBU — nuddy3noHHO-B3BeIlIEHHbIC N300paXkKeHUs.

Puc. 1. MPT-mapxepvt LIBMC. a — eunepunmencugnocms 6enoeo gewecmea (FLAIR);
6 — nakyna (FLAIR); ¢ — pacuwiupeHtbie enyboKue nepusackyisapHvle npocmpancmeda
(T2); e — kopmukaavuas ampogus (T2); 0 — ocmpulil (Hedasruil) AaKYHAPHYL
ungapkm (ABH); e — ocmpblil KauHu4ecku s6Hblil YepeopanbHblil MUKPOUHDAPKm
(/IBH); nc — enybokue uepebpanvhvie mukpokposoudrusnus (SWAN); 3 — gokanvhblil
KOpKoebLil nogepxHocmHublii cudepos (SWAN)

HBIMM, Ta30BBIMU PACCTPOMCTBAMMU U JIe-
Mpeccueii, a Takke MPUBOAUT K BO3PaCT-
aCcCOLIMUPOBAHHON MOTEpE HE3aBUCUMO-
ctu. LIBMC sBasiercsi HenmocpeacTBeH-
HOW TPUYMHON KaXIOro MATOTO WH-
CyJIbTa, B IBa pa3a IMOBBIIIAET PUCK Pa3-
BUTHUSI MO3TOBOI KaTacTpo(dbl, COMpsi-
JKeHa ¢ reMopparnyecKMMM OCJIOKHEHM -
MU QaHTUTPOMOOTUYECKON Tepanmuu |
cucTeMHoro TpomMmbOosnusuca [2, 3].
[Ipencrapiss coboii mpoliecc, CHUXa0-
LIMA CTPYKTYPHBIN 1 (PYHKIIMOHAJTbHBIN
1epedpanbHblii peseps, LIBMC oka3sbi-
BaeT HEraTMBHOE BJIMSIHUE Ha TEYEHME
JIIPYTMX HEBPOJOTMYECKUX OOJie3Hel, B
4acTHOCTHU 0osie3HU AJblreiiMepa u 60-
sie3nu [apkuHCOHA, M TOKHA paccMaT-
pUBaThCS B KaueCTBe BaXKHEWMIIEH Tepa-
neBruyeckoir muiieHu [4—6]. HBMC
npeacTaBiasieT coboil OCHOBHOM CyO-
CTpaT IMCUUPKYJISITOPHOI sHIIedanona-
TUU, TI0JI KOTOPOI MOHUMAETCSI XPOHU-
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YeCcK! IMpOTEeKarolllee COCyanucToe 3abo-
JIeBaHUE TOJIOBHOTO MO3ra, MPOSIBIISIO-
1Ieecst pacCTPOMCTBOM ero yHKuumii [7].

Knaccunthukaumna

C TOYKM 3peHusi TmaroreHesa
L. Pantoni kinaccudunupyer LIBMC Ha
6 tunos [1, 2]:

1) criopagyyeckasi HeaMUJIOMIHAS
mukpoaHruonartus (CHAMA);

2) criopaauyeckasi U HacJeICTBEeH-
Hasl LepeOpaibHas aMWIOUIHAsT aHTHO-
narusi (LLAA);

3) wHacmenctBeHHas ~ LUBMC
(CADASIL, CARASIL, MELAS, 60-
ne3ub ®a6pu, HBEMC Ha doHe MyTanum
reHa COL4AI v np.);

4) BocnajauTeabHasi U UMMYHO-
onocpenoBaHHast LIBMC;

5) BEeHO3HBI KOJIJIareHO3;

6) npyrve BapyaHThI.

Lenp HacTosiero 0630pa 3aKkito-
YaeTCsl B CPABHUTEIbHOMN XapaKTepUCTH -
ke CHAMA, HAA u CADASIL c no3u-
LU OTUaTHOCTUKM W JIeYCHUS B TIpU-
KJIaIHOM acIleKTe, TOTIa KaK O0IIue BO-
MPOCHI OCBEIIEHBl B MPEIbIIYIINX ITy0-
Jukauusix [8—10].

MPT-mapkepbl

OcHoBHbIMU TIposiBieHUssMU LIBMC 110 1TaHHBIM MarHuT-
HO-pe3oHaHCcHOI ToMorpaduu (MPT) ciykaT 1aKyHapHBIC MH-
dapkrsl (JIN), nakyHbI, THIIEPUHTEHCUBHOCTH 0EJIOTO BEIECT-
Ba (I'bB), pacmupeHue mepuUBacKyJISIPHBIX TPOCTPAHCTB
(T1BIT), uepebpanbHbie MukpouHdapktel (LIMM), a Taxkke
BHYTpUMo3roBbie KpoBousnusiHus (BMK), uepedbpanbHbie MU-
kpokpoBousnusHus (LLMK) 1 KopKoBbIli TOBEPXHOCTHBIN CU-
nepo3 (KIIC; ta6x. 1, puc. 1) [1-3, 11].

Cnopaguyeckas HeamMunoupgHas

MHUKDPOAHTrHonaTua

CHAMA umeeT BO3pacT-acCOUMUPOBAHHbBIN XapakTep U
pa3BUBAETCS IO BIUSTHUEM aTepOCKIIepo3a, apTepualbHON TH-
nepren3uu (Al), caxapHoro auadera (CJ1), a Takke APyrux cep-
JIEYHO-CcOCYnUCThIX (pakTopoB pucka (DP) [1].

M3BecTHO, YTO CpeIHU TPpeMOPOUIHBINA YPOBEHb CUCTO-
JMyeckoro aprepuaibHoro aasiaeHust (AJl) B teuenue 20 jer
CTPOTO acCOLMMPOBAH C BbIpakeHHOCTbIO MPT-mposiBieHuit
LIBMC y mamuenToB (koropta OXVASC) ¢ niieMUIecKUM UH-
cynetoM (MW) mim TpaH3UTOpPHON HIIEMUYECKON aTakoi
(THUA) [12]. Ha aTo0ii ke KoropTe MpoAeMOHCTPUPOBAHO, UTO Y
nui Mojoxe 60 ser MPT-nposiBnenus LIBMC, ocoGeHHO
LIMK, cBsizansbl ¢ ¢pyHkuueii nouek [13]. HeorpanuueHHoe 1mo-
TpeOJIeHNe COJIM paccMaTpuBaeTcs B KadecTBe 3Haummoro ®OP
nporpeccupoBanust UBMC [14]. [Tpu CJ HaGmomnaercst TecHast
B3anMocBsi3b Mexay LIBMC u peTMHaaIbHBIMM MHMKPOBACKY-
JISIpHBIMU aHOMausMu [ 15]. JlaHHbIE B3aMMOCBSI3U MTO3BOJISIIOT
TOBOPUTb O KOHTUHYYME, COCTaBISIIOLIMMU KOTOPOTO SIBJSIIOTCS
AT, xponunyeckas 6ose3npb nouek, CI u HIBMC [16]. [Tomumo
BIVSTHUST TPAIUIIMOHHBIX cocymucThix PP, Bce Gosbliee 3Have-
Hue B maroreHe3e LIBMC oTBoauTcs TeHeTUIeCKUM TIPeIo-
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Puc. 2. Cnexmp MPT-mapkepog y nayuenma 59 nem co cnopaduteckoii HeamuaouoHoi
aHeuonamuetl, nPoSEASIOUecst cocyoucmoil demenyueil Ha QoHe OAUmMenbHO NPOMeKaro-
weil apmepuanvroil eunepmensuu. Pesyrsmam Monpeansckoii wkansl KOZHUMUBHBIX
Gynxyuit — 11 6annos, 6amapeu 100HbIx mecmoe — 6 6a1108. A — UNEPUHMEHCUBHOCHT
benoeo seuwecmea (FLAIR); 6 — aaxyna (FLAIR, JIBH, T2); ¢ — pacuwiupennvie enybokue
nepusackyaapuvie npocmparcmea (T2); ¢ —enybokoe yepedparbHoe MUKpoKpo8oUu3NUs-
Hue (SWAN); 0 — doaesoe yepebpanvroe muxpoxposouzrusnue (SWAN); e — kopmu-

xanvnas ampogpus (T1)

chlIKaM (KOHKPETHBIE JIOKYChI, Harpumep 16q24.2; reHetnye-
CKUE BapUaHTbl, KOTOPbIE PaHEe CYUTAIINCH ACCOLIMUPOBAHHBI-
mu ¢ ceMmeitibiMu popmamu LIBMC, — COL4A2; reteporeHHbIe
MyTalluy MPU PELIECCUBHBIX (POPMax MOHOTEHHBIX BApUAHTOB
LIBMC — HTRAI [17—19]), a Tak:ke MUKpOOHMOMY MOJIOCTU pTa
u 3a00s1eBaHMsIM riepuojionTa (20, 21].

CHAMA BoBJICKaeT MPEeUMYIICCTBEHHO MeJIKHe mepdo-
pupyolIre apTepur B 00JacTh 0a3abHBIX sIAep U TTyOOKOTro
0esoro BellecTBa, KOTOPbIE MOPAXKAIOTCs M0 MEXaHU3MY apTe-
puosiockiiepo3a, GUOPMHOUIHOIO HEKPO3a, JIMIMOTHATMHO34,
NUCTAJILHOTO aTepockyiepo3a U (HOPMUPOBAHUST MUKPOAHEB-
pu3M [1, 2]. BaxHelilnmu 3BeHbsIMUA TTATOTeHEe3a 3a00JIeBaHUS
CITyXaT SHAOTeTuaIbHAsT ANChYHKIINS, IOBLIIIEHNE TIPOHUIIAe-
MOCTHU TeMaTosHIedanudeckoro 6apbepa (I'DB), runonepdy-
3us («IIBMC nenymOpa»), HelipoBocmnajeHHe, HapylleHue
CTPYKTYPbl U DYHKIMI OTIATEHHBIX YYaCTKOB MO3ra (BTOpPHUY-
Hast aTpodusl), 1e30praHU3aIsI CTPYKTYPHBIX U (DYyHKIIMOHATb-
HBIX CBsI3€ii roJIoBHOrO Mo3ra [1, 2, 3, 6, 22, 23].

B xadecTBe OCHOBHBIX HEMPOBU3YATU3AIIMOHHBIX MapKe-
poB CHAMA paccmatpuBatores (puc. 2): JIW, nakyHbl, paciiu-
penue I1BI1, BMK n IMK B rnybokux otaesiax mojyimapui u
CTBOJIE TOJIOBHOTO Mo3ra, a Takxe LIMW u I'BB (neiikoapeo3).

ITox IBIT (BupxoBa—PoOuHa) moHUMAalOT NpOCTPaHCTBA,
OKpY>Kalolllie MeJIK/e MO3TOBbIE COCY/IbI. B TeueHue mmtenbHo-
ro BpemeHu dusuonornueckas pojb [1BI1 u matonornueckas
3HAYUMOCTh UX PaCIIMpPeHusl ocTaBaauch HesicHbiMU. [1BIT siB-
JISIIOTCSI OCHOBHBIM 3JIEMEHTOM orucaHHoi B 2012 1. riaumMdbaru-
Yyeckoil (MaabHO-TUMGbAaTUYECKOI) CUCTEMBI, MOANEPKUBAIO-
1Ieil ToMeocTas B TOJIOBHOM Mo3re. biaronapsi pery/siliiv Toka
1IepeOPOCTTMHATIBHON XUIKOCTU B MapeHxuMe TnMdarnieckast
CHCTeMa OCYIIECTBIISIET KIMPEHC TOKCUIHBIX BEIIECTB U JOCTAB-
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KY CUTHAJTbHBIX MOJIEKYJI, 8 TAKXKe METaOOJIUTOB, HEOOXOMMMBIX
i GyHKIIMOHUPOBaHUST Mo3ra. KimroueBast posib B perymsiiuu
rIUM@aTUYECKOTO TTyTU TIPUHALJIEXKUT aKBarmopuHy 4 (BOIHBIM
KaHaJlaM), a OCHOBHBIM JpaiiBEPOM TOKa KUIKOCTU SIBIISIETCS
MyJIbCallMsl MO3TOBBIX cocyoB. [IpumeuaTenbHO, 4yToO rumdbaTh-
YeCKUil KIUPEHC, B TOM 4MHcjIe OeTa-aMWIouaa, TPOUCXOIUT
TIPEUMYIIECTBEHHO BO cHe [24]. C y4eToM JaHHBIX MpeicTaBie-
Hwii, pactmpenue [1BI1 paciieHrBaeTcst Kak MaTOIOTUUECKOE CO-
CTOSTHUE, TTOCKOJIbKY OHO aCCOLIMMPOBAHO C JJAKYHAPHBIM MHCYJTb-
ToM, 'BB, KH, AT, oT/toxxeHruem amuiaonaa, CMCTEMHBIM BOCIIaie-
HueM, HapyiieHueM ['Db u uepedpanbHoii atpodueit [25].

JlakyHapubie uHdapktsl ipy CHAMA BaxkHO OTJIMYATh,
BO-TIEPBBIX, OT CTPUOKANCYJISIPHbIX UHGAPKTOB (>20 MM), CBSI-
3aHHBIX C IMOOJTHEl T TPOMOO30M CpeIHel MO3rOBOI apTepuH,
aTepoMOIi B YCThe HECKOJIbKUX TeP(OPUPYIOIIMX apTepHii, a TaK-
e MopakeHreM IMepeaHeil BOpCMHYATOM apTepuu, U, BO-BTOPBIX,
OT JIaKyH Ha (hoHe aTepomaro3a MHTpaKpaHUAIbHON MarucTpaib-
HOU apTepuy WIY TIPOKCUMATTLHOU TIepdOoprpyIONIeit apTeprobl
(branch atheromatous disease — BAD). Ouaru, cBsizannbie ¢ BAD,
VMEIOT OOJTBIITNT pa3Mep, PACTIONIOKEHBI B TPOKCUMATBHOM YacTh
0a3aTbHBIX SIAEP Y YaCTO HE COMPOBOXAAIOTCS IPYTUMU MapKepa-
mu LIBMC. Ha ypoBHe ouara ripu oMol HatuBHoit MPT mMoxk-
HO YBUJIETh OJISIIIKY MarkcTpaibHOM apTepuu [26]. Tak Kak 60J1b-
IIWHCTBO JIAKYH OECCHMIITOMHBI, TO Y TIAIIMeHTA C JIAKyHAPHBIM
uHdapkToM B ocTpoil cranuu Ha ¢poHe CHAMA o6s3aTenbHO
JIOJKHBI OTIPEAENSITHCST JIAKYHBI C TUIMMIHOW JIOKaJIM3anueil Ha
rpanutie BB [27]. YcranoBnenue nuarnosa JIM y marmeHToB 6e3
uneHtudumpoBanHoro npu JIBU MPT xkinHuyecku akTyalib-
HOr0 oYara COMHUTEbHO, KaK U BepydUKals TaHHOTO TUIA UH-
CyJIbTa JIMIITb Ha OCHOBAaHUY HAIMIMS «JITAKyHAPHOTO CHIPOMa»
(BBUy TOTO 4TO y 16—23% TallMEHTOB MMEIOT MECTO KIIMHUKO-
HepoBU3yaIn3allMOHHbIC AUccoannn) [28].

LIMMU cumrarorcs Hambosee pacrpocTpaHEHHOI (hopMoi
LiepedpabHbIX MH(APKTOB, U MX UICHTU(MUKAIWS BO3MOXHA MPU
oMoy 11uddy3nOHHO-B3BEIIEHHON W BBICOKOITOJIbHOM CTPYK-
typHoit MPT. IBU1 no3sossier Busyanusuponats LIMK nuamer-
poM 110 1—2 MM JiiTb B ocTpoM miepuozie. CiydaitHoe BBISIBIIEHTE
Ha JIBU onHoro-aByx LIM U mMoxeT oTpaxkaTb BOBHUKHOBEHUE UX
B TEUEHHE rofia B KOJIMYECTBE HECKOIBbKUX coTeH [29]. ManeHbkue
KJIMHUYECKU siBHbIe oyary Ha JIBU omnpenensiiores y 23—41% na-
IMeHTOB B TedyeHue 3 Mec rocie BMK, y 15% naumenTos ¢ LIAA
u HenasHuM BMK, y 6% maumenToB ¢ MU n 1—4% nanmeHToB ¢
KH u ngementueii [30]. Enmamansnii LIMU o6bemom 0,2 mv® (i
nrameTpoM 0,5 MM) MOXKET HapyIlIaTh HEHPOHATBHYO (DYHKIIMIO B
KOPKOBOI 30He, TI0 KpaifHeil Mepe B 12 pa3 mpeBOCXOmsIIEi pa3-
Mep ouara [31], 4To yKa3bIBaeT Ha BO3MOXKHOCTb paCCMOTPEHUS
LIMU B kauecTBe ogHOrO U3 cyocrpaToB cocyauctbix KH [32].

Hns CHAMA xapaktepHo pacrnionioxeHnue LIMK B riny6o-
KUX TTIONKOPKOBBIX WJIM MH(MPATEHTOPUATHHBIX 001acTsIx. B mmo-
MyJSTIMOHHBIX MCCIeNOBaHUX yacToTa BeisiBineHus LIMK yBe-
JnuauBaeTcs ¢ BospactoM: ¢ 6% B 45—50 ner o 36% x 80 romam
u ctapie. [Ipu atom y nuir 6e3 cocynucteix DP BcTpeyaeMocTh
LMK cocrasisier Bcero 2,3%. Yacrora LIMK B mormyJsiiiiu Jiuit
6e3 uHcynbTa gocturaet 5%. [pu MU LIMK BweIsBISIIOTCS Y
15—35% mnauueHTOB, MPU TeMOPPAaruuyeckKoM HUHCYIBTe —
19—83% 6onbHbix. Cpenu nauuentoB ¢ U LIMK naubonee
4acTO OOHApYXWBAIOTCS TIPU €ro JIaKyHapHOM BapuaHTe
(26—62%) [33, 34].

YV noxuiblx nalnueHToB 0e3 uHcyasra Hanuuue [LIMK ac-
COIIMMPOBAHO C MOBBIIIEHUEM S5-JIETHETO PUCKa KaK UIIeMUJe-
ckoro (2,6%), Tak u remopparndeckoro utcysnbra (0,7%). Hau-
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Ooutblast KamHudeckast 3Hauumoctb LIMK, 6e3ycioBHO, cBsizaHa
C TeM, YTO UX HAJIMUMe TMoBbIIIaeT pyuck pazsutusi BMK, ocodeH-
HO Ha (oHe aHTUTpoMOOTHUYecKol Tepanuu. Hammaue [IMK ac-
COLIMMPOBAHO ¢ yBeanueHueM pucka MU B 2 paza u remopparu-
YECKOro MHCYJIbTa B 6 pa3. Y MalKeHToB ¢ maThio 1 6osee LIMK
puck BMK nossiieH B 14 pas, Torna kak puck M — B 2,7 pasza.
[1pu nanHoM KonmyectBe LIMK aGcooTHbIE PUCKU UIIEMUYE-
CKOTO M TeMOpParMyecKoro WHCyIbTa cpaBHUBatoTCs |34, 35].
Yacrora [IMK y maimeHTOB 1mocjie BHyTPMBEHHOTO TPOMOOJIH -
3uca coctaBisieT 24%, 1 UX OIpeae/icHue COMPSIKEHO C IMOBbI-
LIEHHBIM PUCKOM KJIMHUYECKU SIBHOM reMOopparnyeckoii TpaHe-
dopmaumu u xyamero (pyHKIMOHAJIBHOIO MCX0Ja, OCOOEHHO
npu uaeHTudUKamu 6osee 10 MUKPOKPOBOU3NIUSIHMIA [36].

Kmuanueckue Bapuantel CHAMA reTeporeHHbI M BKITIO-
YaloT KakK OCTphle LiepedpoBacKysipHbie coobiTus (JIM, BMK),
TaK ¥ CUHIPOMBI, XapaKTEPU3YIOLINECH XPOHUUECKUM, 3a4aCTYIO
nporpeccupyloumm teueHreM (cocyauctsle KH, moctypanbHbie
HapylIeHMsI, IeTpeccusi U Ta30Bbie paccTpoiicTpa) [1—3].

LIBMC B HacTostiIiee BpeMsT paccMaTpUBaeTCs B Ka4eCTBE
OITHOU M3 OCHOBHBIX MpMINH cocynuctbix KH 1 moctypanbHbIx
paccTpoiicTB [2], U ¢ JaHHOI maTosoruei cBsa3anbl 45% ciyda-
eB aemeHuuu [1]. IMokazaHo, 4To OOJIbIIEe YMCIO MPU3HAKOB
LIBMC na MPT conpstkeHo ¢ 0ojiee HU3KMM KOTHUTUMBHBIM
CTaTyCOM Y 30POBBIX TIOKWJIBIX JIUII, IIPY 3TOM CHUKEHUE KOT-
HUTUBHBIX QYHKITNH TTPONCXOIUT MAPAJIJIEIbHO C HApaCTaHUEM
MposiBJieHU Taronoruu Oenoro BeuiectBa. Aapom KH npu
LHBMC gBasitorcst 3aMeIieHre CKOPOCTH TICUXOMOTOPHBIX TTPO-
LIECCOB U DPETYJISITOPHbIE HAapyLIeHUs, MOAPOOHas XapaKTepu-
CTUKAa KOTOPBIX MIPEACTaBIeHa B HallleM 0030pe, MOCBSILLIEHHOM
cocynucteiM KH [9].

B xagectBe BocnasintesnsHoro Bapuanta CHAMA mMoxxHO
paccmatpuBaTh Oosie3Hb buHCBaHTepa, KOTOpass ycTaHaBIWBA-
eTcsl TIpU HAJIMYMU KJIMHUYECKOr0 CUHAPOMA, BKITIOUAIOIIETO
rurneppedaeKCcUIo, HapylleHue Xoab0bl 1 peryastopHbie KH.
JlanHble HapyleHus: pazBuBatotcs Ha hoHe Al u/unu CIl u co-
TIPOBOXKIAIOTCS HAIMIUEM HEHUPOBU3YATM3AIIMOHHBIX U JIMK-
BOPHBIX OMOMapKePOB IeMUETMHU3AINHT, BOCITAJICHUS 1 TTIOBpPe-
xaeHust Db [37]. C mpakTU4yecKoil TOUKU 3peHUS BhIICICHUE
nanHoro noasuaa LIBMC He mmeeT GOJBIION TTPaKTUUECKOM
LIEHHOCTH, TaK KaK He BIUsIET Ha TAKTUKY BEJACHUS MallMEHTOB.

Ilepeopanbnas amMuiaonanas anruonartus. CorjacHoO JTaH-
HbeIM ayToricuu, LIAA ompenensiercst y 21% nuip B Bo3pacte
61-70 ner, 42% nuu B Bozpacte 71—80 siet, 57% sl B Bo3pacte
8190 et u 69% nun B Bo3pacte 91—100 et [38]. LIAA pa3Bu-
BaeTcs B pe3ysibTaTe XpPOHUYECKOTO EereHepaTuBHOTO MPolLiec-
ca, MpU KOTOPOM CpelHsIsl 000J0YKa MapeHXMMATO3HBIX apTe-
pPUYOJT TepsieT TJIaIKOMBIIIIEUHbIE KJIETKU C OMHOBPEMEHHBIM OT-
JIO)KEHWEeM 303WHOMDWIBHOTO THATMHOBOTO MaTepuaa, Mpeu-
MYIIIECTBEHHO COCTOSIIIETO 13 OoJiee pacCTBOPUMOTO OeTa-aMu-
nmouna-40, v pa3BUTHEM psiia BTOPUYHBIX U3MeHeHuiU |[39].
B ocHoBe LIAA nexXuT HapyleHue STMMUHALIUY OETKOB BCEI-
CTBHUE MPOTPecCUpyIONIeil HEJOCTATOUHOCTU MepUBACKYISIPHO-
ro MHTepCTULIMaIbHOrO ApeHaxa. [Toaromy pacuimpenue T1BI1
B TIOTKOPKOBOM O€JIOM BEIIIECTBE MPEICTABIISIETCS OMHUM U3 OC-
HoBHBIX MP-mapkepoB LHAA [40]. OTioxeHne aMuionaa Bbl-
3BIBAET SHAOTENUATHHYIO TUCHYHKIINIO, HAPYIIEHUE ayTOpPery-
JISILIMKA MO3TOBOTO KpoBOTOKa U 1LiejjoctHocTu Db [41]. Criopa-
nuueckast LIAA oObIYHO pa3BUBAETCS B MOXMUIOM U CTapYECKOM
BO3pacTe, MPOTeKaeT B JIETKOW (hopMe M OCTaeTCsl KIMHUYECKU
He aKTyaJIbHOM, TOTa KaK y TAallMeHTOB KITIOUeBbIe TTPOSBIICHUS
3a00JIeBaHMST 3HAYUTETHHO BapbUPYIOT. Bo3MoXHO, KITMHUYeE-
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ckag 1 MPT-rereporeHHocTh LIAA, oTpaxaroilasi ee pa3Hble
HEHpOonaToJIOTUICCKUE TIOATHUITBI, CBSI3aHA C OCOOCHHOCTSIMU
11epeOPOBACKY/ISIPHOTO OTJIOXEeHUs ammionna [41] u onpenens-
eTCsl BO3ICCTBMEM TeHETUUECKUX U cocynucThix P [42].

OcCHOBHBIC HelpoBU3yalu3allMOHHBIE Mapkepbl LIAA
BKJTIOYAIOT: JI0JIEBbIE TeMaTOMbI, MHOXXECTBEHHBIE CTPOTO A0JIe-
Beie LIMK, KIIC, I'bB, kopkoBbie LIMU u MPT-Bugumbie
T1BII B monyoBanbHOM 1ieHTpe [43] (puc. 3).

Knauaunueckue BapuaHThl LIAA mpencraBiaeHbl CIIOHTaH-
HeiMu gosieBbiMu BMK, KH 1 nemeHuumeit, a Takeke TpaH3UTOP-
HBIMU (POKaJTbHBIMKA HeBposiorndyeckumu snusogamu (TOHD)
W aMWIOUI-aCCOIIMMPOBAHHBIM BOCIIA-
JICHUEM.

TOHD accoumupoBaHbI ¢ KOHBEK-
CUTaJbHBIMM  cyOapaxHOUIAJbHBIMU
kpoBouznusHuamMu unu  KIIC [41].
TOHD na6monaiores y 14% mnainueHTOB
¢ LIAA u nipeicTaBisiioT co00i peLuam-
BUPYIOIIME CTECPCOTHITHBIC TPAaH3UTOP-
HbIE (JI0 HECKOJIBKUX MUHYT WJIX 9acOB)
BMU30/bl TMapecTe3nii, OHEMEHUs WU
nape3oB. PacnpocTpaHstonuiicss xapak-
Tep, KOpPOTKasi MPOAOKUTEIbHOCTh W
CTEPEOTUITHOCTD SITM30I0B MOTYT YKa3bl-
BaTh Ha MX SMUJICTITUYCCKUI TeHE3, KOp-
KOBYIO PacITpOCTPaHSIONIYIOCS IEITONSI-
pu3auMio WaM Bazocma3Mm. Hamuuwme
TDOHD cBs3aHO C MOBBIIEHHBIM PUCKOM
CUMNTOMHBIX J0eBbix BMK [42].

VYmMmepeHHass u BblpakeHHast [IAA
acCOIMMpOBaHa C HU3KOW CKOPOCTHIO
BOCTIPUMSITUS ¥ HAPYIIIEHUEM 3ITU30I19e-
ckoii mamsitu [44]. Ot mauueHTOB ¢ BA
yuua ¢ HAA oTinyaroTcs OTHOCUTEIbHO
COXPaHHOW 3MU30IMYECKON MaMSThIO
MPU HAJWYUU PETYJISTOPHBIX Hapylle-
HUI, Toraga Kak oT mauueHToB ¢ U —
0oJiee HU3KUMH WCIIOJTHUTEIBHBIMU U
HEeUpOAMHAMUUYECKUMU ITTOKa3aTessIMU
[45]. C Touku 3peHust CyleCTBYIOLINX
MaTOreHeTUYeCKUX  Kiaccudukaui
LIAA-accounupoBaHusie KH ymectHee
oTHecTH K cocynucteiM KH, HecMOTpst Ha TO 4TO B TeueHUe 60-
JIe3HU HEMUHYEMO TPUCOSANHSIETCS BTOPUYHAsST HeiipoaereHe-
pauus [9, 46].

IMoctanoBka quarto3a LIAA rnmpoBoauTcst ¢ MpuMeHEHUEM
Bocronckux kputepuen 2018 ., corjjacHoO KOTOPbIM AMAarHo3
BeposTHOI LIAA ycTtaHaBiIMBaeTcs TalleHTaM S5 JIeT U cTapiie
npu Hanruuu 1o AaHHbIM KT uiau MPT MHOXeCTBEHHBIX J10J1e-
BBIX, KOPKOBBIX MJIM KOPKOBO-TIOIKOPKOBBIX KPOBOM3IUSHUIA
(BMK, ILIMK, nmomyckaroTcs MO3KEYKOBbIE KPOBOM3IUSHUS)
WM €IMHUYHBIX T0JIEBbIX, KOPKOBBIX MJIM KOPKOBO-TIOIKOPKO-
BBIX KpoBom3nustHUi B codyeTannu ¢ KITC rmpu oTcyTcTBUM Ipy-
TUX MPUYUH KpoBousnusHuii [10, 47].

[MpuxusHeHnHast auarHoctuka LIAA oObIYHO CBsi3aHa C
MaHudecTanueil noxesoro BMK, yacTo 10Kaimn30BaHHOTO B 3a-
TBUIOYHBIX M 33JHUX BUCOYHBIX oOsacTsax [48]. Heiipomarono-
TMYecKre UCCIeIOBaHUS CBUAETEIbCTBYIOT O TOM, YTO YacToTa
LIAA-accounumpoBaHHbix BMK y moxuiibix cocraBisieT ot 2 10
23% |49] u nonsa LIAA cocraBnser 33% B ctpykrype BMK Ha
dbone 6oe3nu Meakux cocynos [50] u 54% B cTpyKType mose-
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BbIx reMaroM [51]. Passutue BMK y maiiueHToB ¢ HeTsKesnoun
LHAA mnpoBoiupyercsas Al © mpyueMoM aHTUTPOMOOTUUYECKMUX
npernapatoB [49]. [TauuenTsl ¢ LIAA-accoumupoBanHbiM BMK,
B CPaBHEHUMU C OOJIbHBIMU C TUMEPTEH3MOHHBIMU KPOBOU3IUSI-
HUSIMU, MoJioxke, Jaile umeror BMK B aHamHese u Huskoe A/l
MpY MOCTYTUIEHUHU, Y HUX O0JIbIlIe pa3Mep reMaToM U PeaKo pas-
BUBAETCS MPOPBIB KPOBU B XKeaynodku [50, 51]. ¥V mauueHToB ¢
LHAA-accouuupoBanHbiM BMK B 5 pa3 Bbillie pucK peldanBa
reMopparnyeckoro MHCYJIbTa, YeM Yy MaleHTOB C TUIIEPTEH3UB-
HeiM BMK; aTOT puck ele 0oJibllie MOBBIILIACTCS MPU MpUeMe
aHTukoaryiasiHToB [52, 53]. B 2018 . npenjioxeHbl DauHOypr-

Puc. 3. Cnexmp MPT-maprepos y nayuenma 73 aem c eeposmuoii LIAA, manugecmupo-
sasuieli 6 2016 2. doaesvim BMK. B gpespane 2018 e. y nayuenma umen mecmo 3nu300
MPAaH3UMOPHOLL 2100aAbHOU AMHe3Ul, 8 HACMOosUWee 8peMs OeCHOKOSM PACCESIHHOCMb,

3a0b164UB0CMb U HEYCMOUHUBOCIb NPU X00bbe. KoeHumueHulil cmamyc 6 npedeaax Hop-
Mbl, Habaodaromes Aeekue nOCMypanbHble HapyuleHus.

a — MUHUMANbHAS cunepurmeHncueHocms oenoeo eeujecmea (FLAIR); 6, 6 — pacuupertbie
NepusacKyasipHbie NPOCMPAHCMea 6 ooaacmu noayosanvHozo uewmpa (T2); ¢ — donesoe yepe-
opanvroe muxpokposousaustue (SWAN); 0 — aokanvhoe pacuiuperue 60po3o 6e3 uzmeHeHus
cuenana (FLAIR); e — duccemunuposarntblii KopKoeblii nogepxHocmHbiii cudepo3 (SWAN)

ckue KT- u reHeTMUeCKre TUATHOCTUYECKUE KPUTEPUU JI0JIe-
BbIX LIAA-acconmmpoBanHbix BMK. CorilacHo TaHHBIM KpUTE-
pusiM, Hajauyue TyoMHHOM rematombl 0e3 CAK, manbleBbIX
BrasneHuit 1 APOE e4-reHotuna rno3BoJjisieT UCKIIOYUTh yMe-
peHHyI0 uiau BblpaxkeHHyIo LIAA, Torna kak BbICOKasi BEPOSIT-
HOCTb YMEpPEeHHOI uiu BbipaxkeHHOU LIAA HaGmonmaercs rnpu
noneBoM BMK B coueranun ¢ CAK v mayibLieBBIMU BIaBJICHUSI-
MM WX TP HAJTMIUU BCeX TpeX MapKepoB [54]. BaxHo oTme-
TUTh, 4yTO LIAA BeICTYMaeT B posin Haubosee YacTol MPUUMHBI
CAK y noxubix maupeHToB [55].

MHoxectBeHHble noJjieBble LIMK sBisiioTcss onHuUM U3
KJII0UeBBIX MapkepoB LIAA 1 MO3BOJISIOT OLIEHUBATh TUHAMUKY
3aboneBanus [41]. Hamuune nonessix LIMK momoraer mporso-
3UpOBaTh €XeroaHbIi puck pasputust BMK, paBublit 5%, Toroa
Kak rogoBoit puck peunauBa BMK npu CHAMA cocrasisieT
2% [56]. OTHOCUTEILHO HeTaBHO ObLI OMKMCAH eIl OIMH KITIO-
yeBoit remopparuyeckuit mapkep LIAA — KITC [57]. BosHukHO-
BEeHUE JaHHOTO (DEHOMEHA CBSI3aHO C MTOBTOPSIOLIUMUCS IMU30-
JaMU TIPOCauYMBaHUS KPOBU B Cy0apaxHOUIATbHOE TTPOCTPAHCT-
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BO u3 nopaxeHHbIX LIAA xpynkux cocynoB. KITC moxet ObITh
mozpasaenieH Ha (pOKaNbHBI U ITUCCEMUHUPOBAHHBIN. Berpe-
yaemocthb KITC y nuir 60 jiet u crapiire 6e3 [eMeHLMN COCTaBIIsI-
et 0,7%, Torma Kak cpeau naiueHToB KabuHera mamsitu KITC
Habmonaercs y 3% [58]. Ilpu Bo3mokHOi#T 1 BepositHoii LIAA
puck BMK B teuenue 4 et y naumentoB 6e3 KITC coctasnsieT
25%, torma xak mpu (okaabHoM KITC oH yBeauMumBaeTcst 10
29%, a npu quccemunupoBaHHoM KITC — no 74%. Puck peuu-
nuBa BMK y mannentos ¢ LIAA-acconuupoBanHeiM BMK yBe-
JIMYUBAETCSl TPU TpUEMe aHTUTPOMOOTHYECKUX TMpernapaTroB
win Hamuuu KITC [59].

LMW wurpatot BaxHeitnyto posib nipu LHAA. Yx Konuye-
CcTBO accolmupoBaHo ¢ BeipaxeHHocThio KIIC m KopkoBoit
aTtpoduu, a TaKKe COTMPSIKEHO C COCTOSTHUEM MCTIOTHUTETbHBIX
U PeryasiTopHbIX yHKLuMit [60].

LIAA, accomurpoBaHHasl ¢ BocnajieHueM (cerebral amy-
loid angiopathy associated with inflammation — CAA-I), nipen-
cTaBisieT co00ii OTHOCUTENIBHO HEaBHO OIMMCAHHBIM CUHIPOM
0o0paTrMoii SHIIeaTOTIaTHH C OTEKOM M BOCTIaJIEHNeM, Ha0JTio-
JAeMBIii y HEKOTOPBIX HanreHToB ¢ LIAA [61]. Bosbioe 3HaueHye
B Pa3BUTUM 3a00JIeBaHUSI UMEIOT ayTOMMMYHHbBIE MEXaHWU3MBbI.
Knununueckas kaptuHa CAA-I BriepBbie Oblia onucaHa J.A. Eng
u xojuteramu B 2004 1., a B 2016 . E. Auriel u coaBt. [62] npen-
JIOKUJTM HEWHBA3UBHbBIE KPUTEPUM TUATHOCTUKM, O0JIaIarolne
82% dyBCTBUTENLHOCTBIO U 97% criennbuaHocThi0. COracHo
MaHHBIM KpuTepusM, BeposiTHast CAA-I moxeT ObITH ycTaHOB-
JieHa TaluueHTy B Bo3pacTe 40 jieT u cTapiie ¢ HATMIMeM Kak
MMHUMYM OJIHOTO U3 TaKMX CUMIITOMOB, KakK rOJOBHasi 0OJb,
CHVXEHUE YPOBHSI CO3HAHUSI, TOBEJEHUECKME HAapYLIEHWST, WU
0YaroBbIil HEBPOJIOTMUECKUI NeUIINT, MU CYIOpOTH. YKa3aH-
HBIE CUMIITOMBI He TOJIKHBI OBITH CBSI3aHBI HEITOCPEJICTBEHHO C
octpeiM BMK. Tlo pesynsraram MPT HeoOxonumo nokKasaTb
HaJIMYMe MOHO- WJIU MYJbTU(HOKAIBHOTO, aCUMMETPUYHOTO
(acummeTpus He cBsizaHa ¢ BMK) mopaxkeHus 6esoro Beriect-
Ba rOJIOBHOTO MO3ra (KOPKOBO-MOAKOPKOBOTO WU TIyOOKOr0),

Puc. 4. Cnexmp MPT-mapkepog y nayuenmxu 39 aem ¢ eenemuuecku no0meepicoeH-
uotm CADASIL, manugpecmuposasuium ¢ 2018 e. THA ¢ npasocmoporHum eemunapesom.
Koenumuenwiii cmamyc 6 npedenax nHopmul. a, e — T2-BHU; 6, 0 — FLAIR; ¢ — T c eado-

aunuem, e — kapma ADC

PacTIpOCTPAHSIIONIETOCS 0 TIOIKOPKOBOTO OeJIoro BellecTsa, a
Takke HaJIMdre KOPKOBO-TOnKopKoBbiXx BMK, m/umu LMK,
u/wnu KIIC. TTpu aTOM y nmanueHTta He JOJXKHO OMpPenesiTbCs
OMYXOJIEBBIX, WHMEKIMOHHBIX WA IPYTUX MPUUYUH 3abosieBa-
Hus. Cyuraronivecs: peikumu BapuaHTel CAA-accolMMpOBaH-
HOTO BOCHAJ€HUS] MOTYT MPOTEKaTh KJIMHUYECKU MaJOCUM-
TITOMHO, a 3HAYUT, BEPOSTHO, OHU PACIIPOCTPAHEHBI TOPA3NO
Impe, 4eM IMPUHSITO TyMaTh.

lepebpanbHad ayTOCOMHO-AOMHHAHTHAA

apTepnonaTtHa ¢ CYORKOPTHKANDbHBIMMK

MHapKTaMu U nedko3HUedManonaruei

(CADASIL)

Cpenn MoHoreHHBIX BapuaHnToB LIBMC uyale Bcero Ha-
omomaetcas CADASIL, KoTopblii cBsI3aH ¢ MyTalueil reHa
NOTCH 3, pacronoXeHHOro Ha KOPOTKOM ruiede 19-ii xpomoco-
Mbl U Koaupytouiero perentopHsiii 6eok NOTCH3, skcnpec-
CHUPYEMBIH y B3POCIIBIX B TTaKOMBIIIIEYHBIX KJIETKAX W ITePUIIN-
tax [63]. K HacTosiiieMy BpeMeHHM 3a00JIeBaHKE BBISIBJICHO Y Thi-
CsTY ceMeli BO BCeM MUPE, XOTSI, BEPOSTHO, €TO PAaCTIpOCTPaAHEH-
HoCTh 3HaunTenbHO Impe. CADASIL ciyxut npuuyuHoii 2%
JIaKyHapHBIX UHCYJIBTOB B COUETAHUU C JIEHKOApeo30M y Malu-
€HTOB MoOJIOXe 65 yieT [64], TOorma Kak B CTPYKType MHCYJIbTa B
LIEJIOM MOHOTE€HHBIE 3a00JI€BaHUS COCTABIISIIOT OKOJIO 5% [65].
B ocHoBe 3a00JieBaHUsI JIEKUT OTJIOXKEHUE B COCYIaX MEJIKOTO U
CpeqHero Kamnbpa ocMOMWILHOTO TPaHYISIIIMOHHOTO MaTepra-
Ja, cocrosuiero u3 akromroMeHoB NOTCH3. Myranus Biieuer
3a c000It 3HAYUTENbHbIE CTPYKTYPHbIE U3MEHEHUSI CTEHOK MeJ-
KUX apTepuil BCJSACTBUE HapylleHus auddepeHImanim U co-
3peBaHUSs TIIAIKOMBIIIIEUHBIX KJIETOK, a TAKXKE PACCTPOIICTBA ayTo-
peryJsiliii MO3rOBOr0 KpOBOTOKa [66]. ¥V mammeHToB ¢
CADASIL He BBISIBJICHO YETKHMX KOPPEISLMI MEXIY TeHOTH-
oM u (EeHOTUTIOM, 3HAYUTENIbHYIO POJIb UTPAET MOLYIUPYIO-
1ee BIMSTHUE TeHETUYECKUX U CpefoBhIX (pakTopos [67]. Hamu-
que A’ 1 KypeHUsI CONPSTKEHO ¢ 6osiee paHHUM pa3BUTHEM MH-
CyJibTa U ieMeHLMu [68].

OcHoBHoit MPT-mapkep cuHapo-
Ma — oOiupHasi, cumMmerpuuHas ['bB,
KOTOpAasi pa3BUBAETCsI MOCTEIIEHHO C BO3-
pacra 20—30 net u K 35 rogam HabIIOAa-
eTcsl Y BcexX HocuTesiei myrauuu (puc. 4)
[66, 69, 70]. dna CADASIL tunuuHa
I'bB B obGnacTu mepenqHUX OTAEIOB BU-
COYHBIX JOJIeil, HApYXHBIX Kamcyl u
BepxHei JJoOHoM u3BuauHbI [71]. Tlpu
3TOM MNATOrHOMOHMYHBIM MPT-(deHo-
MEHOM SIBJISICTCS JIMIIb TOpaXKeHHe Tie-
PETHMX OTHEJIOB BUCOYHBIX OJIei, obia-
natoriee 90% IyBCTBUTETHLHOCTBIO U CTIE-
muduuHocThio [72]. B orauume ot
LIBMC, npu CADASIL yaie Habmoma-
eTCsl TTopaXKeHue MO30JIMCTOro Tena |[73].
CosokyrnHasi 'bB npu CADASIL cknaibi-
BaeTCsl U3 KOMOMHAIIVM TT0 KpaliHel Mepe
Tpex ee BapuaHTOB: 1) BO3pacT-acCOIMU-
poBaHHast ['bB (oTpaxaer oOmmii oobeM
MopaxkeHHs1 OeIoro BellecTBa); 2) Mmopa-
JKEHUE MUPAMUAHOIO TpakTa M MaJbIX
LIMITLIOB (TSIKeI0e TeueHue); 3) mopaxe-
HWE TTePeTHUX OTIEIOB BUCOUHBIX JTOJICi
Y BEPXHUX U3BWINH (MEeHee TSKeJloe Te-
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yeHue) [74]. LlepeOpaibHble MUKPOKPOBOMBIUSHUST HaOIOna-
torcst y 30—70% nauventoB ¢ CADASIL 1 accolMMpoBaHbI ¢
BO3PAacTOM M HaJUYMEM TUIIEPTOHUYECKOU OOJIE3HM, a TaKKe
pazsutuem BMK [75]. KITC y nauuenToB ¢ CADASIL He onu-
caH. Y 78% maiueHToB HabJIoAat0TCs TIyOuHHbIe, Y 48% — mo-
neBble, y 51% — uHdpateHTOpUaIbHbIe, y 11% — cTporo mone-
Bele LIMK. O6wem I'BB npu CADASIL B 2,5 pa3a 6oblie, yueMm
npu LHAA ¢ KIIC [76].

OcHoBHbIe KTuHMYeckue mposineHuss CADASIL Bkitto-
YaloT: MUTPEHb C aypoil, peluAMBUPYIOIIUE TOIKOPKOBbIE
UIIeMUYECKKE DTMM30/1bl, UBMEHEHUE HACTPOECHUS, TPOrPeccu-
pytowmure KH u octpyto sHuedanonaruto [70, 77, 78]. MurpeHb
0OBIYHO SIBIISIETCS] HanboJiee paHHUM KITMHWYECKUM CHUMIITO-
MOM U pa3BHMBaeTcs y OOJBIIMHCTBA MAllMEHTOB B BO3pacTe
o0kos10 30 set. Y 84% GOoJIbHBIX MMEET MECTO MUTPEHD C aypoid,
KOTOpasi HOCUT 3pUTEJIbHBIN, CEHCOPHBIN MM MOTOPHBIN Xa-
paktep [78, 79]. BaxxHo, 4TO y KaxX10T0 MATOro NMaluueHTa aypa
pazBuBaercs 6e3 rosiopHoit 60su [80]. TUA u MHCYIBTHI Ha-
oonatoTcsl y 85% malMeHTOB U OOBIYHO Pa3BUBAIOTCS B BO3-
pacte 45—50 nmer. Mmemudeckue 3MU30ABI IIPEICTaBICHBI
KJIaCCUYEeCKMM JaKyHapHBIM cuHapoMoM [66, 70, 78]. I1o maH-
HbIM [Tapukcko-MIOHXEHCKOM KOTOPTHI MallMeHTOB, U3 278
naueHToB B TeyeHue 3 jgetr MU pasBuicsa y 55, Torma kak
BMK — nu y koro [68].

Octpas sHIedamonaTusl pa3BUBAETCS W3 MUTPEHO3HOTO
MpUCTYyTa Y Kaxnoro necaroro mamueHra ¢ CADASIL u xapak-

Tabnuna 2.
CHAMA, IIAA u CADASIL [76, 84]

ITAA

OmnoxeHue OGeTa-aMuIOUIa U
CBSI3aHHAs C HUM aHTMOIIaThs B
KOPKOBBIX U JIENITOMEHMHTEAIb-
HBIX COCyIax

XapakTepucTuka

TTaTonorust MenKux COoCynoB

OP Bospact, APOEe4 u 2
AccolMMpoBaHHbIE
KIMHWUYECKUE CUHIPOMBI:

BMK QOueHb YacTo, J0JIeBbIe

(KOPKOBO-TOAKOPKOBBIE)
nn Penxo

JIpyTre KINHUIECKHEe
CUHIPOMBI

TOHD, KH, BocnaiuTeabHast
LIAA

MPT-mapkephr:

MK Crporo noJieBbie

KIIC 40% nipy KIMHUYECKU SIBHOM
LAA

TIBIT [TosyoBaibHBII LIEHTP

I'bB IMpenMyiecTBEHHO 3a/IHss, MSIT-
HHCTast

JIaKYHbI He xapakrtepHbl, 6oJiee moBepx-
HOCTHOE PacIooXeHue B 0e10M
BelecTBE (10JIeBbIC)

JuarHos BocroHckue Kkputepun

NERUWHK

TepU3yeTcs CITyTAHHOCThIO, YTHETEHHEM CO3HAHMSI, CyIopoTa-
MM, KOPKOBBIMU CUMIITOMAaMU U pa3pelaeTcs: CloHTaHHO [81].
KH npu CADASIL B riepByto ouepeib BOBIEKAaIOT CKOPOCTh 00-
paboTKy MHGOPMALIMK U PETYJISITOPHBIE (DYHKIIMU, HE 3aTparu-
Bas anu3oaMyeckyo mamaTh [82]. ¥V 20—41% mnauueHTOB C
CADASIL moryt Ha000aThCsl TICUXUATPUUYECKHE CUMITTOMBI,
Takue Kak aratus u nernpeccus [83].

OnthdepeHunanobHad aouariocTtuka CHAMA,

ULAA n CADASIL

OcHoBHbie ominuuss CHAMA, LIAA u CADASIL npen-
CTaBJICHBI B Ta0JI. 2.

0COOEHHOCTH AHATHOCTHKHM

B mepByio ouepenpb cieayeT OTMETUTb, UTO BbISIBIEHUE
HelipoBu3yanu3aloHHbIX MapkepoB LIBMC, napaBHe ¢ npu-
3HAKaMU MepPeHeCeHHOro MHcynbTa, npu Hanuuuu KH abco-
JIIOTHO HEOOXOAMMO /IS YCTAHOBJIEHUSI IMAarHO3a «IUCLIUPKY-
nsgTopHas sHLedantonatus» [7]. B ciiyyae urHopupoBaHust Heli-
POBU3YaATN3alOHHOTO MTOIX0Aa Y OOIbIlei YacT GOTBHBIX IO
MacKO IMCUUPKYISATOPHON 9HIIeDATONaTUN CKPBIBAIOTCS APY-
rue 3aboneBanus [85]. [pu nuarHoctuke IBMC u nuddepen-
LMaLMK €€ BApUAHTOB LieJiecooOpa3HO UCIOJIb30BaTh BECh JOC-
TYMHBIA B KJIMHUYECKON MpakTuke crektp MPT-metonuk c
omnmcaHreM MP-MapkepoB B CTPOTOM COOTBETCTBUU C CYIIECT-
BYIOIIIUMHU KPUTEPUSMHU (CM. TaOI. 1).

Kawuegore HeeponamoaocuvyecKkue, KauHuvyeckue u Heﬁpoeu3yaﬂu3auuonﬂble ocobeHHOCMU

CHAMA CADASIL
ApPTEpHOJIOCKIIEPO3,
(GUOPUHOMIHBIN HEKPO3,
TMOBPEXICHUE CTEHKU

OT10XeH1e 0CMOGMUIBLHOTO
TPaHyJIIIIMOHHOTO MaTepurasa

Bospacr, AI, CI, kypeHue AyTOCOMHO-I0OMUHAHTHAsI

myTauusi rena NOTCH3

YacTo, riyouHHbIe: 6a3aabHbIe Penko, GazanbHblie raHIIAN
TaHTJIUH, 3PUTETBHBIN OyTop,
MOCT, MO3X€UOK, NHOT/A 10JIeBbIe
JlakyHapHbIil CMHAPOM JlakyHapHbIil CUHAPOM, Ha 5-M
JIECSITUIIETUN

MurpeHb ¢ aypoii, cocyaucTbie

KH, octpas sHuehanonatus

Cocymuctoie KH

IIpenmyIiiecTBEHHO J0JIEBhIE, VY 34—66%
C JI0JIEBBIMM WJIH G€3 HUX
<5% nipu riyouaHoM BMK 0%

BazajbHble raHIIMN Hawu6onee BbIPa>X€HbI B BUCOUYHBIX

JIOJISIX M CYOMHCYJISIDHOM 30HE

be3 TunuyHoI JJoKanu3aiuu

XapakTepHbl, B 0a3aJIbHbIX TAHT-
JIMSIX WIK TJTyOOKOM OeJIoM Belle-
CTBE

Her nnarHocTMYecKUX KpUTEPH -
€B; aHAJIN3 KIIMHUYECKNX JaHHBIX
u MPT-mapkepoB

Hau6Gosee BoipaxkeHa, nepeaHue
OTEJIbl BUCOYHBIX AOJIEN
TloyoBajibHBIN LIEHTP, TaJlaMyc,
0OasaibHbIE TAHIIMN, MOCT

Het nuarHoctuyeckux KPUTECPU-
€B; YYUTBIBAKOTCS HACICACTBCH-
HOCTb, MUTPEHb B aHAMHE3E,
TIOATBEPXKACHUE ITPU IMMOMOIIN
TEHETUYECKOI'O TCCTUPOBAHUSA
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NERUWHK

[1pu BeIsicHeHUU reHe3a BMK, a Takke mpu Haauuuu
eIVHWYHBIX WA MHOXECTBEHHBIX TOJICBBIX, KOPKOBBIX WA
KOPKOBO-TTONKOPKOBBIX LIMK pekxomMeHmyercss McCIoiab30Ba-
Hue bocroHckux kputepueB 2018 1. u anroputma SMASH-U
[47]. B pyTuHHOI1 paboTe COCYAUCTBIX HEBPOJIOTUUECKUX OTIC-
JIEHW# CliefyeT yAeJdsaTh 0co00e BHUMAHME MalMeHTaM ¢ Tep-
BUYHBIMU JTOJIEBBIMUA T€MAaTOMaMM U TTPOBOIUTH TIIATETbHBIN
anamu3 KT ¢ wmcmonb3oBaHMeM DIMHOYPTCKUX KPUTEPUEB.
JlaHHBIM TIalIMEHTaM, a TaKXXe BCeM OOJIbHBIM C TTOI03PEHUEM
Ha [IAA uenecoodbpa3Ho, Mpy HaJIUYUU BO3MOXHOCTH, OIpe-
nensatb APOE-reHotum.

ITpu cbope aHamHe3a y noxuibix naureHToB ¢ KH, oco-
06eHHo nipu Hamuu MPT-mapkepoB LIAA, 1ienecoo0pa3Ho ak-
TUBHO BHISBIATH TOHD. [Ipn o6HapyXKeHUN TaKUX STTU3010B 1
OTCYTCTBUU JaHHBIX HEMPOBU3yaTU3allMid HEOOXOIUMO TPOBe-
neHve MPT rojoBHOTo Mo3ra ¢ mpuMeHEHUEM MOCIe0BaTEb-
Hoctu SWI ¢ onenkoit KITC. B otiuuue ot apyrux MPT-map-
kepoB LIBMC, KITC marorHomonnyen mjist LIAA [76].

[Momozpenne nHa CADASIL momkHO BO3HUKATh TP HAJIA-
YUK OTSITOIIEHHOTO IO AeMEHIIMU 1/WJIM UHCYJIBTY B MOJIOAOM
BO3pacTe aHaMHE3Y, a TAKXKe KOTa MMEETCS TIMCCOLMAIINS MEXK-
ny 6pemMeHeM cocyaucThix PP, BbIpakeHHOCThIO KIMHUYECKUX
MPOSIBJICHUIA /WK CTETIEHbIO TTOpaKeHUs 0€710ro BellecTBa ro-
JIOBHOTO Mo3ra. OTCYTCTBME MUTPEHU He TTO3BOJISIET UCKITIOUUTD
QIMaTHO3 BBULY HU3KOW UyBCTBUTEIHHOCTU TAHHOTO CUMIITOMA.
B kavecTBe IMarHOCTUYECKOTO MOAX0A, TO3BOJISIIOIIETO OIpe-
JIEISITh MAlMeHTOB, HYXXIAIOIIUXCS B TCHETUYECKOM TeCTUPOBa-
HuM, ynobeH aiaroput™m «The Lombardia GeNetics of Stroke
(GENS) project». CoriacHo JaHHOMY aJrOpUTMY, MCClea0Ba-
Hue Notch3 nmokazaHo namueHTaM ¢ MOJKOPKOBBIMU JIAKyHap-
HBIMU ouaramu Ha T2-BU B couetaHunm 1o KpaitHel Mepe ¢ ofi-
HUM M3 CICOYIOINX TPU3HAKOB: 1) pelMINBUPYIOIINE MHCYTb-
Tl M THUA; 2) MurpeHb ¢ aypoii; 3) nemeHuMsI; 4) GosblIOe
pacCTpOMCTBO HACTPOECHMST; 5) HaJM4ue JAHHBIX COCTOSIHUM B
ceMeiiHoM aHamHe3e. [1py MCcrob30BaHUM TaHHbBIX KPUTEPUEB

mytauus Notch3 BoisiBisiercst y 12,5% mnanveHToB. Y ManyeH-
TOB ¢ KIIMHUYecKUM nomo3penreM Ha CADASIL cekBeHupoBa-
Hue EGFR komupyromux sk3onoB NOTCH3 no Canrepy ciy-
JKAT OCHOBHBIM METOAOM [UIsI MOATBEPKICHUS KIMHUYECKOTO
nuarHosa. [eHeTnyeckoe KOHCYJIBTUPOBAHUE WIPAET BaxKHYIO
pOJib MPU TUIAHUPOBAHUM CEMbU U MPEHATAILHOM TUarHOCTUKE
[86]. AnropuT™M AMAarHOCTMKHU, MCToOJb3yeMblii pu LIBMC B
HallleM IIeHTpe, TIPeACTaBIeH Ha puc. 5.

0coOEGHHOCTH NEYEHHA W NPODUNAKTHKH

Jleuenue ¢ ocmpom nepuoode uncyavma. B KiuHUYECKUX
peKoMeHAaMsIX AMEPUKAHCKUX accollMaluii KapMOI0TOB 1
crienanncToB 1o uHeyasry (AHA/ASA) 2018 1. o BemeHUIo
manueHToB B octpoM nepuone MU nomyckaercst BO3MOXKHOCTh
OoTKa3a OT MpPOBEIEHUS] BHYTPMBEHHOTO TpoMOOIM3Huca MpPU
Haauuuu 10 u 6onee LIMK [87]. [Tpy HaIMYMKU MEHBIIETO YUC-
Jia UMK naiueHT Takxke rmojBepraercsi OBbIIIEHHOMY FreMOop-
parmyeckoMy pUcKy, W TIepCTIEKTUBHBIM BapUaHTOM JUISI TaH-
HBIX OOJIBHBIX B OyAylIEM MOXET ObITh MPOBEIEHUE TPOMOO-
SKCTPAKINU (MTPU OKKITIO3UU KPYITHOW apTepru) WIA UCTIOJNb-
30BaHME MEHbIIEH 1036l anbTernassl. Jleuenue BMK y manum-
eHTOB ¢ LIAA He oTiiMyaeTcsl U TIPOBOJMUTCS COIVIACHO OOIIIe-
MPUHSATBIM pekoMeHmauusaM. [lpu monteepxknenun TOHD
MOTYT OBbITh Ha3HAY€Hbl aHTUKOHBYJIbCAHTHI WUJU TMpenapaThl
st mpodunakruku Mmurperu. [1pu CAA-I mpoBonutcs uMmy-
HOCYTIpEeCCaHTHAsl Teparnusi, OOJTBIIMHCTBO MAIIMEHTOB TIOJY-
YaloT TJIOKOKOPTUKOUIBI, AIUTEIbHOCTh TEPANIUU OTMpeaesi-
eTcsl UHAUBUAYaJIbHO [88].

Anmueunepmen3usnas mepanus. B xauecTBe Haubosiee
MOIIHOW U3 CYIIECTBYIOIIUX cTpaTeruii npoduiaktuku LIBMC
u cocynucthix KH paccmaTtpuBaetcst koppekumst Al [89]. [Toka-
3aHO, YTO Y HeJIeYeHBIX OOJBbHBIX ¢ HeoCToXHeHHON Al 1—2-1i
CTEIEHU ¢ HEOOJBbLION JIMTEIbHOCTBIO 3a00I€BaHUsI OTMEYa-
I0TCS1 HapyllIeHe MUKPOCTPYKTYPbl HEKOTOPBIX 30H OEJI0ro Be-
LIECTBA TOJIOBHOTO MO3ra (HWXHSIS JIOOHAsE U3BWJIMHA) U CHU-

IToxku0¥i n cTapyeckuii Bo3pacT | II TC

KM WIH T

HYECKUM HHCYJIETOM

PP

| Mosonoii 1 cpeHuii Bo3pact

Tunepronnyeckas 001e3Hb,
CHIDKEHHe YPOBHS
CO3HAHMU, TIOBeleHYeCcKue
HapyHieHns, 04aroBblii HeB-
poJiorHyeckuii Aeunmr,

KT ns BMK

AHaMHe3 M KJIMHHYeCKast KapTdHa

Murpens, KH, nenpeccus, anatusi,
HACJIEICTBEHHOCTh

MPT ana U u BMK

cyaoporu Jlokanu3auus reMaTombl
(1yOMHHAsA, 10J1eBast),

OnuHOYpreKue Kputepun

JIN, nakynsi, MU,
TBB, IIBII,
MK, KIIC

Honesoe BMK, IIMK, IIBII, nakyusi,
CAK (y noxmisix), KITC

AcummeTpus
TBB

JIN, ryounnbie gakynsi, [IBIT, IIMK

T'BB nepeaHux OT€/I0B BUCOYHBIX

J10J1eii, HApYKHOM KamncCyJbl

Juccoumanns mexny OP
u MPT-kapTunoi

l'eHeTnueckoe TE€CTHUPOBAHUE

BocTroHckue Kputepum

- Myranus Notch3

Puc. 5. Aneopumm duaenocmuku [[EMC y nayuenmog c uncynsmom
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xKeHue uepedpanbHoii nepdysuu [90, 91]. CortacHo pekomMeH-
nmauusiM AHA/ASA 1o BropmuHoit mpodunaktuke pu MU y
nanneHToB ¢ JIM B KauecTBe 11eJ1eBOTO MOXKET pacCMaTpUBAThCS
cuctonuyeckoe A/l He Boiie 130 MM pT. cT. [92]. ArpeccuBHas
AHTUTUNEPTEH3UBHAS Teparusl OKa3bIBaeT CAEPKUBAIOLIEE BIN-
sitHUe Ha mporpeccupoBaHue ['bB, He cHMXXast mpu 3TOM 11epeo-
panbHyto iepdysuto [93, 94].

Hecmotps Ha To uTo pasButre LIAA He cBsI3aHO Harpsi-
Myt ¢ Al, pekoMeHmyeTcsl cTporuit KOHTpoiab A/l B HOpMaib-
HOM Juana3oHe, 0Co0eHHO Tochie nepeHeceHHoro BMK, koro-
PBIif CBsI3aH CO CHMXKEHUEM pucka peuuansa LIAA-accouuupo-
BanHoro BMK nHa 77% 3a 4 roga HaOJIoieHAs, TOTAA KaK Heaje-
KBaTHBIN KOHTPOJTh A/l MPUBOMUT K TTOBBIIIIEHUIO PUCKA PEIIH-
nuBa nosnesoro BMK B 3,5 paza [95, 96]. Kpome Toro, cBoeBpe-
MeHHast Koppekiusi Al, BeposiTHO, CITOCOOCTBYET COXpaHEHUIO
KOTHUTUBHOIO pe3epBa, YTO MOXKET OTCpOYUTh pasButue KH
npu LIAA [97]. LleneBbie 3HaueHus Al mpu BTOpUYHOI npodu-
naktuke BMK ocTaiorcsi HEeU3BeCTHBIMU, MO3TOMY LIEJIeC000-
pasHo MPUOIMKEHKE eT0 K HOpMaJIbHOMY Tuara3ony [56].

AddextuHoro neueHuss CADASIL B Hacrosiiee BpemMs
He cyliecTByeT. JleueHre MUTPEHU MPOBOAUTCS TIO OOIIUM
NpUHLMIIAM; TIPUMEHEeHHEe TPUMTaHOB Oe3omacHo [79]. Bax-
Helilliee HampaBIeHue JeYeHUsI CUHAPOMa 3aKII0YaeTCsl B CTPO-
TOM KOHTpOJIe cepaedHo-cocynucToix @P, B ToM uncie moctu-
JKEHUM 11e1eBoro A/l M KaTeropieckom OTKas3e OT KypeHUsI.

Anmumpombomuueckas mepanus. HaszHaueHue aHTH-
TPOMOOTHMYECKOM Teparuu MpeacTaBisieT cOO00M CIOXHYIO TH-
JeMMy y nanueHToB ¢ LIBMC, Tak Kak CreKkTp ee KIMHUYECKUX
MPOSIBJIEHUI BKIIIOYAET IBa TMOJSIPHBIX COCTOSIHUSI — JIAKyHap-
HBII M TeMopparmyeckKuil WHCYJbT. KimHUYeckoe perieHue
TOJIKHO TIPUHUMATRCSI C yIeTOM OajlaHca MeXIy CHIKeHUEM
pucka MW u noseiieHueM pucka pazputusi BMK.

H3BecTHO, YTO AnUTENnbHAs ABOWHAS aHTUATpPEeraHTHast
Tepanus (acmUpuH 325 MT U KJIONUAOTPesT 75 MT) y MallueHTOB C
HenaBHUM MPT-BepudunuposanHbim JIW conpsixkeHa ¢ MoBbI-
IIEHWEM pPUCKa TeMOpparndecKrux OCJIOXKHEHWI U He CHWXaeT
puck peuausa uHcynsta (SPS3) [98]. [1pu aTOM B nccienosa-
Hun POINT mponeMoHCTpUPOBAHO, YTO y MAIIMEHTOB C MaJbIM
NN u TUA xoMOuHaLMs acliMpvHa U KJIOMUAOrpesa, Ha3Ha-
yeHHas B TeueHue 90 qHeit, CHUXaeT pUCcK UILIEeMUYECKUX COObI-
it (B ToM unciie M), HO MOBBIIIAET PUCK OOJIBIIIMX KPOBOTE-
yeHUiA. BaskHO OTMETHUTD, YTO YacTOTa pa3BUTHS TeMOpparude-
CKOT'O MHCYJIbTa He pazauyanack [99]. CHUXeHue nieMmnyecko-
ro prcKa, BO3BMOXHO, HabJtoganoch y mauueHToB He ¢ LIBMC,
a C MajJbIM aTepoTPOMOOTHYECKUM HWHCYJIBTOM, UTO TMOATBEP-
JKJIaeTcsl pe3yJbTaTaMy MOArPYIIOBOrO aHAIM3a UCCIEA0BAHUS
CHANCE, cormacHO KOTOpOMY HauOOJIbIIYIO KIMHUYECKYIO
TTOJTh3Y OT IBOMHOI aHTUATPeTaHTHOM Tepanuu 6e3 MTOBbIIIICHMS
TeMOPParnuecKNX PUCKOB UMEIOT MAlIMEHTHI C MHOKECTBEHHBI-
mu nH@apkramu [100]. Meraananu3 37 uccieqoBaHMI MTOKa-
3aJ1, YTO MPUMEHEHHUE aHTUATPETAaHTOB ACCOLIUUPOBAHO C MTOBBI-
ILIEHHBIM PUCKOM BO3HUKHOBeHUs AoJieBbix IIMK 1 BMK y na-
uueHToB ¢ UMK [101]. Takum oGpa3oM, Ha OCHOBaHUM CYIlie-
CTBYIOIIMX JAHHBIX, NIPUMEHEHNUE ITBOMHON aHTUMArperaHTHOW
teparu y narmeHToB ¢ LIBMC ckopee HetnenecoobpasHo, 3a
WCKITIOUEHUEM OCOOBIX TTOKA3aHU I, TAKNX KaK HaTN4re KOHKY-
pUPYIOIIETO MHTpaKpaHUAIbHOTO aTepockiepo3a. C npyroit
CTOPOHBI, MPU HaIUYUU ToJbKo JIM mpu oTcyTCTBUM Apyrux
mapkepoB LIBMC uenecoobpasHa npuueibHas MP-oueHka
MaTepUHCKOTO cocya B 00JIaCTH KPOBOCHAOXKATIOIIETO 30HY MH-
dapkra niepdopanTa mus uckmoueHust BAD [102]. B uccneno-
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Banuu PICASSO (A3us) mokazaHo, 4TO IpUMEHEHUE IIMIIOCTa-
30j1a C ILIEJbI0 BTOPUYHON MPOMPUIAKTUKH CEPACTHO-COCYIM-
CTHIX COOBbITUIT y marmeHToB ¢ MW u BeicokuM prickom BMK
(BMK B anamHe3se uiau >2 LIMK) Ha ypoBHE TeHISHLIMU COTPSI-
JKEHO ¢ MeHblel yactotoii pazsutusi BMK o cpaBHeHuro ¢ ac-
rnupuHoM [103].

JiteibHasi aHTUKOATYJISTHTHAST Teparivsi TPOTUBOIIOKA-
3aHa nanueHTam ¢ LIBMC-acconmnpoBanHbiM BMK 1 momkHa
OBITh UCITOJIB30BaHa JIMIIb B KpaitHeM ciydae ripu LIBMC-acco-
LIMMPOBAHHOM JIaKyHapHOM MHcyibTe [56]. Hu B ogHO U3 mc-
CJIeZIOBAHUI MPSIMBIX OPATbHBIX AHTUKOATYJISTHTOB HE BKJTIOYA-
ek nauueHTsl ¢ BMK B aHaMHe3e, o3ToMy B HacTosIIee Bpe-
MsI IIPOTHO3UPOBATh MEPCIIEKTUBBI MX MCIIOJIB30BAHUS Y TTALM-
eHtoB ¢ HBMC He nipenctaBisieTcss BO3MOXHBIM.

B Benennu nauneHToB ¢ LIAA Haubosee CI0XHO TIPUHS -
THE€ B3BEILIEHHOTO PEIICHUS] O HEUCMOJb30BaHUM aHTHUArperaH-
TOB M aHTUKOATYISTHTOB. CyIIECTBYIOIIME IIIKAIbl pUCKa KPOBO-
TeYeHUl Ha oHe MprueMa aHTUKOAryIsHTOB, Hanmpumep HAS-
BLED, He yuuThIBalOT LiepeOpalibHbl (haKTOp, CBSI3aHHBIN C
LAA. Puck passutust UM Ha doHe pubprasiiiuuy npencepauii
(DIT) nokliaeTcs ¢ BO3pacToM u mocturaet 23,5% y 1uil cTap-
mwe 80 jeT, 4yTo onpeaesasieT HeOOXOIUMOCTb MPOMUIAKTUKU.
C npyroii CTOpoHbI, MOXWIbIe MarueHTsl ¢ M1 Takke UMeEIoT
BoIcokuii puck BMK, cBsizanHbIli ¢ HanuuueM LIAA, B ocobeH-
HocTu npu Hanuuuu aojeBbix BMK, MHoxecTBeHHbIX LIMK 1
KIIC [104]. M3BecTHO Takke, 4To pucK pa3Butus BMK Ha do-
He TpueMa BapdapuHa Bbllie y Hocuteaeir amiens APOEe2
[105]. Ucxonst u3 atoro, nposeneHue MPT ronosHoro mosra
MOXeET ObITh MMOJIE3HO Jaxe MpU pelieHU BOIpoca O Ha3Haye-
HWY aHTUKOATYJISTHTOB ITOXKWIBIM ITAIIMEHTaM C 1IeJIbIO TIEPBUY-
Hol TipodwtakTiku uHCyabra [104]. BBumy TOro 4To CpemHsst
yacrora peunauBa BMK Ha done LIAA coctaisier 9% B rof, a
Ha3HaueHUEe aHTUTPOMOOTMYECKMX IIperapaToB yBEIWYMBACT
OTHOCHUTEJIbHBII pUCK GoJiee ueM Ha 50%, reMopparnyecKue pu-
CKU 3HAYMTEJILHO ITPEBOCXOST MOJIb3y B OTHOIIIEHUU TTpoduia-
KTHKH TpoMOOOOpa3oBaHus gaxe y rauueHTos ¢ DIT [106].

JAs1 TIpUHSTHSI TAKOTO pelIeHMST HEOoOXOAMMO MAaKCH-
MaJIbHO TOYHOE OTpeie/IeHNE MPUYMHBI TeMOPParndecKoro nH-
cyJibTa ¢ MpUMeHeHUueM BoCTOHCKUX M DAMHOYPIrCKUX KpUTe-
pueB, a TakKe MHTerpajbHasi oleHka MapkepoB LIAA npu mo-
Mol cooTBeTcTBYIoMX MPT-mikan. boablmHCTBO 3KCmep-
TOB CXOJISITCS BO MHEHHU, UTO Yy MAIIMEHTOB C JOJEeBBIMU TeMa-
TOMaMHM B aHaMHe3e CJieyeT n30eraTb MPpUMEHEHUST aHTUTPOM -
OOTMUYECKUX MpernapaToB, HACKOJIBKO 3TO BOBMOXKHO MCXOIS U3
cylecTBymoieit KomopouaHoctu [41]. AHA/ASA pekomeHayeT
u36eraTh NMpUeMa aHTUKOATyJSHTOB MallMeHTaM C JOJEBbIMU
BMK, HO no3BoJIsIeT BO30OHOBUTD MX Ha3HAYEHME MOCTe repe-
HECEHHOT0 He J10JIEBOro reMopparuyeckoro uHeyssra. Coriac-
HO peKoMeHmanusM EBpormeiickoro WHCYJIBTHOTO OOIIecTBa
(ESO) mo neuenuto ®I1, Bo3aMOXeH OTKa3 OT BO30OHOBJICHUS
MpyeMa OpajibHbIX aHTUKOATYJISIHTOB mnocie pa3sutus BMK, B
YaCTHOCTH, TMPU HAJIUYUM KOPKOBOTO KPOBOMBIMSIHUS W/WUIU
oosee 10 LIMK. B naHHOM ciiyyae MOXET paccMaTpuBaThCs Ba-
PMaHT OKKJII03MM yliKa jieBoro rnpeacepaus (OYJIIT) [47] unu
Ha3HAYEHMST HOBBIX OPAJIbHBIX AaHTUKOATYJISTHTOB.

E1ie 6osiee HeoueBMIHO pellicHHE BOITPOca 0 Ha3HAYeHU N
AHTUTPOMOOTHUYECKOI Tepanuu MaluueHTaM ¢ 0eCCUMITOMHBI-
mu UMK wnu KIIC, ynosierBopsitoiiumMm bocToHCKUM KpuTe-
pusim LUAA. TToka OTCYyTCTBYIOT pe3yJbTaThl paHIOMHU3UPOBaH-
HBIX KJIMHUYECKUX MCCIIeNOBaHUI, JiedueHre U MpoduIakTuKa
MPOBOSTCS COIIACHO OOIIMM peKoMeHAalusM. Tak Kak Ipu
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Tabauua 3.
Ha ¢one pazauunbix eapuaumoé L[BEMC

THAA

XapakTepucTuka

Jleyenue B ocTpoMm nepuoze
PenepdysnonHas Tepanust

OcobeHHocmu neveHUs UHCYAbMA 8 OCMPOM nepuode U 6MopuuHol npodurakmuku npu UH

CHAMA CADASIL

Bosmoxen otka3 ot nmposeneHust BTJIT npu nanuunu > 10 LLMK. AnsrepHaTiiBa — MexaHu4yeckast

TpoMbosKkcTpakiys. CTporuit KOHTpob AJL

Kontponb Al
u <140 mm pt. cT. ipu BMK

Bropnunas npouiakTuka
Konrpoas ®P
AHTHarperaHTHasi Tepamnusi
AHTUKOAryJISTHTHAsI Teparust

BosMoxeH oTka3

(BMK, KIIC, CAK) u Hantnyuu
ansrepHaTuBbl (OYJIIT); Bapdapun
nporuBonokasaH; [TOAK uau OVJITI
mpu LIAA ¢ LIMK?
Tunonunuaemmyeckast

Tepanusd Teparuu CTaTUHaAM1

[IporuBomoka3aHa Mpu BHICOKOM PUCKE

C 0CTOPOXXHOCTBIO, U30eraTh arpecCUBHOM

Bouee paHHee TOCTHXKEHME LIEJIeBbIX 3HaUeHUi — cuctonnueckoe AJl <130 mm pt. cT. mpu JIU

Crporuii KOHTpoJb AJl, OTKa3 OT KypeHUsI, KOPPEKIIMS YIJIeBOIHOTO OOMEHa

He uzBectHO
He usBectHO

MoHoTeparnust
IIporuBonokaszana nmpu BMK

M HeXeJsaTesbHa Mpr
JakyHapHoM uHcysbre; [TOAK?

ITo 061IMM oKazaHUSIM He uzsectHO

IIpumeyanue. BTJIT — BHyTpuBeHHas1 TpomoOoauTrueckas tepamnus, [IOAK — npsimble opajibHble aHTUKOATYJISTHTBI.
|

umeMudeckom uHeyasre uan TUA nanuuue <5 LIMK accouu-
UpOBaHO ¢ mpeobyiagaHueM pucka peuuauba MU Han puckom
BMK, uameHeHus aHTUTPOMOOTUYECKOM Teparuu He TpeOyeT-
cs [34]. Y naumenToB ke ¢ HanmuueMm >5 LIMK abcomiotHbie
PUCKU UIIEMUYECKOTO U TeMOPParuyeckoro MHCyabra CpaBHU-
BAlOTCS, YTO MO3BOJISIET B DS/ CUTYallMid OTKa3aThCsl OT UC-
MOJIb30BaHUSI aHTUTPOMOOTUYECKUX MpernaparoB. [lpu Hamu-
yuu goJieBbix LIMK wiu KITC HaGnonaercs 3Ha4YUTENIbHOE T10-
BbIIEHUE prcKa pa3Butusi LIAA-accormupoBanHoro BMK, no-
3TOMY, BEPOSITHO, CJIenyeT n30eraTb MpUMEHEHUST aHTUTPOMOO-
TUYECKHUX MPENnapaToB y TAKUX MaIlMEHTOB.

B naHHOM KOHTEKCTE HEKOTOPBIM TEOPETUUYECKUM TTPEeU-
MYIIECTBOM ITepel IPYTUMU MPSIMBIMU OpaTbHBIMUA aHTUKOATy-
JITHTaMU MOXeT 00J1afaTh JaburaTpaH, Tak Kak IS JaHHOTO aH-
TUKOATYJISTHTA CYIIECTBYET HEHTPAIU3YIOIINI areHT UIapyLn3y-
mab [107]. C mpyroit croponsl, B uccienoBanuu AVERROES
MOKa3aHo, YTO MPUMEHEHHEe anrMKcabaHa U acCUpuHa HEe OTJIH-
yaeTcsl B oTHoleHuu popmupoBaHust HoBbix LIMK y manueH-
toB ¢ DIT [108]. OVJIII npexncraBiseTcss MEPCIEKTUBHOM TeX-
HoJiorueit npodunakTuku y naureHTos ¢ LIBMC, B ocobeHHO-
ctu ripu LIAA, Tak Kak Mo3BoJIsieT M36eXaTh JJIUTEIbHOTO TTPH-
eMa aHTukKoaryasiutos [ 104, 109].

R.J. Cannistraro u J.E. Meschia [110] npemaraioT anro-
PUTM BbIOOpA AHTUKOATYJISIHTHOUW CTpaTerMu y TMalMEeHTOB C
mapkepamu LIAA. CoriiacHo JaHHOMY aJITOPUTMY, HEOOXOAUMO
BeINoOIHUTL MPT ronoBHoro mosra ¢ oueHkoir BMK, [IMK,
KIIC u CAK. I1pu HaTnInuy BO3MOKHOM MU BeposITHOI LIAA,
nposBisionelicss Toapko LIMK, aBTOpbl peKOMEHAYIOT n30e-
raTh Ha3HaYeHUs BapdapurHa, oTaaBask MPeANnoOUYTeHUE MPSIMbIM
opajibHbIM aHTUKoaryasiHtaM uiau OYJIIT; npu BbISIBIEHUU BO3-
moxkHoi v BepositHoii LIAA ¢ BMK, CAK unu KITC nomyc-
KaeTcsl 0TKa3 OT aHTUKOATYJISTHTOB B M0JIb3Y HehapMaKoJoruye-
CKOro JieueHus; mpu Hasimuuu rydookux LIMK wnm ogHoro no-
snesBoro LIMK, a takxxe nmpu OTCYTCTBUM yKa3aHHBIX MapKepoB
IIAA HeoOXoaMMO OILICHUTh COOTHOIIEHWE PHCKa pPa3BUTHS
MIIEMUYECKOTO M IeMOpparnyeckoro MHCYJIbTa, OT KOTOPOTo
OyIeT 3aBUCETh HAa3HAUYEHUE OPATbHbIX AHTUKOATYJISIHTOB.

He pemieH Bompoc o Ha3HAYeHUM AHTUATPETaHTOB MPU
CADASIL, Tak KaK TPOMOOTHUYECKUI TeHEe3 MIIIEMUICCKIX DITH -
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30/I0B HE OYEBHIIEH, a HATMIMEe MUKPOKPOBOUBITUSTHUI OTpee-
JISIET PUCK TIepeOpaTTbHBIX TeMOPPATNIEeCKUX OCTOKHEHUT.

lTunoaunudemuueckas mepanus. Ponb cTaTUHOB B Jieue-
Hun nauveHtoB ¢ LUBMC okoHuarelbHO HE yCTaHOBJICHA.
[MpenmocelikaMu AIs1 CKENMTUYECKOTO OTHOIIEHUS K TPUMEHe-
HUIO CTATUHOB MPU JAaHHOM 3a00JIEBAHUM CJIy>KaT HeOOJIbIlIast
BBIPAXKEHHOCTb aTePOCKJIEPO3a U BBICOKME TeMOpparuyeckue
pucku. B uccnenoanuu SPARCL nokasaHo, 4To arpeccuBHas
JIMTIAJ-CHYDKatomas tepanus (80 mr atopBactatuHa) mpu MU
COTpsIKEeHA ¢ HEKOTOPBIM MOBBIIICHUEM PUCKA TeMopparnie-
ckoro uHeyawra (¢ 0,6 10 2,8% y nauuenros ¢ IBMC-acconu-
WPOBAHHBIM JIAKYHAPHBIM MH(APKTOM), KOTOPOE HUBEIUPO-
BaJIOCh 3HAYMTEJIbHBIM CHIDKEHHEM PUCKa PelUInBa UIIEMU-
yeckoro uHcysbta [111, 112]. TloBbllieHUE prcKa TeMopparu-
YeCKOIo MHCY/IbTa Ha (DOHE MpreMa CTATUHOB MOATBEPKIACHO B
MeTtaaHanuse ucciaenoanuiit SPARCL u HPS [113]. Tennen-
M1 K HAIMYUIO B3aMMOCBSI3M MEXIY MPUEMOM CTaTUHOB U
pasputueM nosieBoro BMK xapakTepHa misi MalMeHTOB C
ApoE €4/e4 unu ApoE €2/¢4 reHoTUTIOM, @ HAUOOJIBIINI PUCK
pasButuss BMK Ha c¢hoHe HabtonaeTcs y MalideHTOB C 10JIeBbI-
mu LIMK [114, 115]. C apyroii CTOpOHBI, MTPOAEMOHCTPUPOBA-
HO, 4TO NMpuMeHeHue 10 MT posyBacTaTHHA COIPSIKEHO C 3a-
MemsieHrueM nporpeccupoBanust BB 0e3 BausiHusl Ha yacToTy
passutusa LIMK [116] (Ta6i. 3).

Hemeoduxamenmosnoe aewenue. IlpodunakrTuka cocyau-
cteix KH mpu LIBMC ocHoBbIBaeTcst Ha MoaubUKauu o0-
pasa XM3HU, KOHTpoJie cocynucTeix ®P, meyeHnn conmyTcTBy-
IOIIMX COCYAMCTBIX 3a00JIeBaHUI 1 TIPEAOTBPAIIEHUN MHCYJIb-
Ta. BaxHeiiliee 3HaueHUE UMeET HOpMaIU3alus yrIeBOIHOTO
oomeHa. Y nauueHToB ¢ CHAMA 1enecoo6pa3Ho noaaepxa-
HUE JOCTATOYHOIO YPOBHS (PU3MUYECKON aKTUBHOCTH, COOJIIO-
JIIEHUE CPeIU3EMHOMOPCKOM TUETHI CO CTPOTUM OTpaHUYCHU-
€M COJId, OTKa3 OT KypeHHUs, a Takke 3P PeKTUBHAST KOPPEK-
LIS BOCTIAJUTENbHBIX 3a00JeBaHUii, 00JIEBBIX CUHIPOMOB U
rUTMeHa 1oJjiocTu pra [7].

Takum ob6pa3om, jeyeHue nauueHToB ¢ LIBMC npen-
CTaBjIsIeT COOOW MYJbTUAUCIUIUIMHAPHYIO MpobJiemy, peliie-
HUE KOTOpOil TpeOyeT ydacTWsl HeBpoJiora, Kapauojora u
HelipopaauoJiora.

Hesponoeus, neiiponcuxuampus, ncuxocomamura. 2019;11(Ilpua. 3):4—17
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