Tom 5. Ne 1 2011 ISSN 2075-5473

AHHAaJIbI
HEBPOJIOI U

Jons
OpuruHa/IbHBIE CTATHH / ;
Kaunuueckas nespoaoeusn :
TpoMm603b1 iEpeOpaTbHBIX BEHO3HBIX CUHYCOB
OIMHOYHBIE M MHOXECTBEHHBIE MH(MAPKTHI TOIOBHOTO MO3Ta
Heiipomopdoorust mpy MoTMHEBPOMATHSIX
BOC-tpenunr no DHMI B HeiipopeaOumuTaimu

Texuooruu

(DYHKLII/IOHEUIbHaSI MarHUTHO-PE30HAHCHAA Tomorpa(bm{
Jexunus

[lepeOpoBacKyaspHbIe HAPYLIEHHS TIPU AHTHDOCHOTUITUIHOM CHHIPOME
Hayunbtii 0630p

W [ RS & Bt I

BropnuHbie mOBpeXAEHHS T0IOBHOTO MO3ra Y OOIBHBIX
C BHYTPUYEPETTHBIMU KPOBOM3IUSHUSIMH

Knnnnueckuii pa3oop

Teuenue OCTpOTo IEpUoOIa MHCYJIbTA ITOCJIEC CUCTEMHOTIO TpOM6OJII/I3HC3
Kadenpa

Kadenpa HeBponoruu daky/isTeTa ycoBEpIIEHCTBOBAHHS Bpayeit
MOHUKHA nm. M.®. Bramumupekoro

ET:1
TR:250

TE: 72
00Nz 0ep iR
4

DG UrcDCM/ B:ip i
W32 L2145 1



JIEKILUA

[lepeOpOBaCKyJISIpDHbIE HAPYLLIEHUS
Mpyu aHTUPOCHOIUTTUIHOM
CUHIPOME

JLA. Kanammnkosa

Hayunwit uenmp nespoaoeuu PAMH (Mockea)

Kmouesbie ¢108a: aHTHTENA K pochoannuaaM, aHTHHOCHOTHIHAHBI CHHAPOM, HIIEMHUECKHIT HHCYIBT, MOOZ0H BO3pacT,
cHuapom CHemtoHa

nrudochonunuanbit cunapom (A®C) npeacras-
asieT coboi CHCTEMHOE AyTOMMMYHHOE Hapylle-
HHE, XapaKTepu3ayloweecs BbipaloTKOM narorexe-
THYECKH 3HQYUMBIX aHTH(HOCHONUITMAHBIX AHTH-
1 (a®@Jl) ¢ pasBuTHEM NPOTPOMBOTHYECKOrO
COCTOSIHHS, MPOSIBASIIOLIErOCst TPOMOO3aMH M aKyLEpPCKOM
naronorueii. @opmupoBanue KoHuenuuu AOC 1 ero HHTEH-
CHBHOE M3YYeHHE OTHOCHMTCS K 80-M roaam npouwioro Bexa,
xorza ObuiH pa3paboTaHbl M BHEAPEHbl B KJIMHUKY paxuo-
HMMYHHBIH H HMMYHO(EPMEHTHbIH METOAbl ONpeaeieHHUs
anTTen K Kapauoaunuuy (aKJl) [19, 20, 32]. CywecTBeHHY1I0
porb B pasButHe ADC BHeC aHMIMHCKMI peBMaronor
Hughes, nmeHeM kotoporo B 1994 . Ha MexayHapoaHOM
CHMMO3HYME TO aHTH(HOCHONMMMAHBIM aHTHTENaM ObLIO
NpeToXeHo 0003HayaTh 3TOT CHHAPOM. B Haweil ctpane
H3YYeHHe HEBPOJOTMYECKHX acClEKTOB CHHAPOMA BMEpBbIE
6buto Hayato Takxe B KoHue 80-x, B Kapamonoruueckom
naysHoM nentpe PAMH u HUMU pesmaronoruun PAMH,
KOTOpbIE paboTaIM B TECHOM COTPYAHHYECTBE.

Mo mepe u3yyeHus mMpoGieMbl H HAKOIUIEHHUS OIbITA, MPO-
HCXONMNO YTOYHEHHE KpuTepueB auarHoctHku AQC.
Mocnennuii nepecmotp K1accudukauuun APC nposBoanics Ha
11-m MexaynaponHom konrpecce no a®Jl B 2006 r. B Cuanee
[34]. Cornacto atoit knaccudukaumuu, auarios AOC moxer
CTABHTBCS MPH HATMYMH Y OOJILHOTO, 110 KpaiHEeH Mepe, OlHO-
10 KIHHHYECKOTO H OHOTO JIab0PaTOPHOTO KPHTEPHSL.

K Kaunuueckum xpumepusm OTHOCATCS apTepHalbHbE WIH
BCHO3HbIE TPOMOO3BI Pa3THYHOIM JIOKaTU3aLuu (nepudepuye-
CKHE BEHO31bie TPOMOO3bl, MH(APKT MHOKapaa, HLIEMHYe-
CKHii HHCY.1bT, HH(APKT KaKOro-1100 OpraHa u T.1.), 00beKTH-
BH3HPOBAHH biC BU3YATU3ALIMOHHBIMH (Y/ILTPa3BYKOBOE HCCIIE-
JoBaHue, atirHorpadusi) WIM THCTOJIOTHYECKUMH METOLAMH.
Ewe o1xmv K1MHMueCKMM KpHTepHeM CIIyXHT aKyluepcKas
MATONOrHS, 1 HMEHHO:

= HeobbacHiMas rubens miona (>1) nocae 10 Henenn Gepe-

MEHHOCTH MIPH OTCYTCTBHH €ro MOP(OIOrHYECKOI MaTono-

giou 10 JaHHBIM YILTPa3BYKOBOIO MCCAECI0BAHUS HIIH MOp-
IOTHH;

~ ipexaespeMeHHbIe poabl (>1) — 1o 34 Henenu GepeMeHHO-
CTH H3-3a SKJIAMINICHH (TSDXENOM MPeIKIAMIICHH) WIH TUIa-
UCHTapHOI HeXOCTATOYHOCTH TMPH MOP(HOIOTHYECKH HOp-
MaTbHOM noze;

~ ToBTOpHbIe (>3) crionTanHbIe abopThl (10 10 Henenb Gepe-
MEHHOCTH) MPH OTCYTCTBMM aHATOMHYECKOH, TOPMOHAb-
HOH M XpOMOCOMHOI#H TaTONIOTHH Y pOIHTEEN.

K aabopamoproim kpumepusm OTHOCHTCS HATMYHE:

— TMOJIOXHTEJILHOIO BOJYAHOUHOrO aHTukoaryasiuta (BA),
MCCJIEIOBAHHOTO B COOTBETCTBHH C PEKOMEHIALIMAMH MEX-
JyHapoxHoro obuectsa no tpoM6o3am u remocrasy |13, 42];

— MOJIOXHTEIbHLIX AHTHKAPAHOJIHTIHHOBBIX AHTHTEN B THTPE
Gosniee 40 GPL, MPL;

— TIOJIOXNTJIbHBIX aHTHTEN K B2-raukonporeuny I (ap2GP-1)
usorunos G unu M (>99th percentile).

[pu 3TOM 0GS3aTeNbHBIM YCIOBHEM SIBIASIETCS MOXYuCHHE
MO3UTHBHbIX PE3YJILTATOB HE MEHEE YeM TPH IBYX HCCIE10Ba-
HMSIX, NPOBEICHHBIX C HHTEPBAIOM He MeHee 12 Henelb. 310
TpeGOBaHHE MPOAMKTOBAHO HEOOGXOAMMOCTBIO HCKIIOYEHHS
JIOXHOTIOJIOXHTENIbHBIX Pe3yJIbTaTOB. 3HAHHE W CoGMIOaeHHE
3THX JMArHOCTHYECKHUX KPHTEPHEB HMEET MPHHLIMMHAIBHOE
3HAYEHHE, TAaK KAK COIMIACHO HALIEMY OMBITY B HAcTosIIee
BpeMs HabonaeTcst HeonpaBaaHHas runepaHardoctuka AQC
B 06J1aCTH HEBPOJIOTHH.

Aptepnanbhbie TpoMGo3bl y GonbHbix ¢ adJl pasBuBalTCH B
PAITHYHBIX OPraHaX, HO Yalle BCEro (MPUMEPHO B MOJOBHHE
CJyYaeB) — B apTEPHSIX MO3Ta, YTO MPHBOAMT K HILIEMHYECKHM
uHcyasraM (UMW), npexonsiumm HapyweHUsIM MO3rOBOTO KO-
BooGpaueHus (IMTHMK) u cocyamncroit nemenumn |2, 4, 12, 14,
15, 30]. TpoMGO3bi BEH H BEHO3HBIX CHHYCOB FOJIOBHOIO MO3ra
npu AQC pa3BnBaloTcs He 4acto. MMEHHO HEBPOJIOrHYECKHE
HapylweHHs, 00ycIOBNCHHBIE TPOMOO3aMH, BKJIIOUEHBI B AHAr-
HocTHYecKue kKputepin AQC.

Hapsiay ¢ 3tuM, y MHOrHX GonbHbIX ¢ AQC HMEIOTCSt HEBPOJIO-
THYECKHE PAacCTPOHCTBA, OOYCIOBNEHHBIE HE TPOMOO3aMH, a
MEPBHYHBIM, OYEBHIHO, HMMYHONOTHYECKH OMOCPEN0BAHHBIM
TMOBPEXAEHHEM BEILECTBA FOJIOBHOTO Mo3ra. K HHM oTHOCSTCS
SMUIENTHYECKHE TIPHTTAIKH, XOPest, CHHAPOM, HMHTHPYIOLIHIH
pacCestHHbIN CKAEPO3, 3pHTENbHAs W nepHdepHyecKas HeBpo-
natiu M ap. (2, 3, 22, 36]. Caeayer ocobo MOTUEPKHYTD, YTO
npu otcyTcTBHH HieMiyeckux HMK HaH CHCTEMHBIX TpOM-
0030B 3TH MPOSBNCHHS HE MOTYT CIYXHTb KIHHHYCCKHMH
kputepnsimu AQC.

Accounauns Beipaborku a®Jl ¢ TpomGo3zamH pasnHvHOM
JOKATH3ALMK, SBAKIOWANCA OCHOBOM InarHocTHKH ADC,
ONpee/sieTcsi YHHKATbHOI COCOOHOCTBIO MOCACAHHX BMe-
UIMBAThCS B PA3IMYHBIC 3BECHbS KOArYASLUMOHHOIO KacKaaa,
pearnpoBath ¢ TPOMOOLMTAMH, MOHOUHTAMH W 3HIOTCIHEM
COCYZIOB, CJIGACTBHEM YET0 CAYXAT: WHAKTHBALMA CHCTEMBI
€CTECTBEHHOIO AHTHKOATYIsHTa npoTenHa C; aKTHBALMS TKa-
HeBoro axropa, KOTOPblil HHHLMHPYET TPoMGOOOpasoBaHNE,
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MOHMXEHHOE BblAeJeHHE aKTHBAaTOPa TKAaHEBOTO MJIa3MHHOTe-
Ha;, MOBBbILIEHUE arperaluvy TPOMOOLIMTOB; BbiAEJEHHE MpPO-
BOCHIAJIUTENBHBIX LIUTOKUHOB; 3KCIIPECCUST MOJEKYN alre3uu
HAOTEIHUEM, a TAKXE HEKOTOPBIE IPYrHe U3MEHEHUS B CHCTE-
Me Koarynsuuu [17, 21, 33, 35].

Yacrota MU, obycioBieHHoro Beipabotkoit adJl, cpenu mpo-
YUX MPUYMH Y MOJIOABIX MALMEHTOB MO MOCIEIHUM JaHHBIM
cocrasisieT 11-12,5% [1, 29], no naHHBIM GoJiee paHHUX HCClie-
JoBaHMM, oHa mocturana 25% [7, 14, 41, 43]. OTMeyeHHble
OTJINYHSI, TO-BUAMMOMY, OOYCIIOBJIEHbI COBEPILIEHCTBOBAHMEM U
yTouHeHueM KpuTepueB auarHoctuku ADC. [lo pacrnosHaHus
posu a®JI B pa3sBUTHUM TPOMOO30B U YTBEPXIEHHUS B KIMHUKE
noHsaTusa APC npuunHa 3tux ciaydaeB MU octaBaach HesicHOM
(«KpMITTOTeHHbI» UHCYJIBT) WIXM OHU OLIMOOYHO TPAKTOBAIACh
KaK OOYCJIOBJIEHHBIE BACKYJIUTOM.

HapyiieHusi M0O3roBoro KpoBOOOpallleHHMsI, COYETAIOLIMECS C
BbIpaboTkoii adJ1, B GOIBILIMHCTBE CITyyaeB A€OIOTUPYIOT B MOJIO-
oM (mo 45 net) Bo3pacre (CpemHMii Bo3pacT — 33 roaa), 3Hauu-
TEJIBHO peXe — B IETCKOM WM Goinee crapiieM Bospacte [2, 4].
Ilo nanHeiM G. Kenet u coastr. (2009), a®JI, Hapsoy c
JleiineHCcKOI MyTaLMel, CIyXXaT OCHOBHOM TMPWYMHON TPOMOO-
GWIMKM ¥ MIIEMUYECKOro MHCYNbTa Y aeteii [27]. Yarue 3a6orne-
BalOT XeHIIMHBI (81%), 4TO CBA3aHO CO CIIELM(PHUKOI HX TOPMO-
HanbHOTO (hOHa, O1aroNpUsTCTBYIOLIETO Pa3BUTUIO UMMYHOIIA-
TOJIOTUYECKOTO TIpoliecca M MPOKOAryJIsTHTHOTO COCTOSIHUSI.
INposouupyroummu dakropamu HMK npu ADC y XeHIuH
MOIYT OBITb 6EPEMEHHOCTb, MOCIEPOAOBBIM MEPUOI, AUCMEHO-
pesi, NPEKIMMAaKC, YTO KIMHUYECKU IIOATBEPXKIAeT 3HaYeHHUE
TOPMOHAIBHBIX M3MEHEHHII B peau3allMd UMEIOIerocs TpU
A®DC npoKoaryJITHTHOIO COCTOSIHUS [2].

Homa U B cTpyKType LiepeOpOBaCKYJISIPHBIX HapyLUEHWU TIpU
ADC pocrturaer 90%, npuyeM B 2/3 clydaeB OH SIBISIETCS Iep-
BHIM TIPOSIBJIEHMEM LIepeOpPOBACKYJISIPHBIX HAapyLIEHWH IpU
ADC. MieMudeckuii MHCYJIBT pa3BUBAETCS B Pa3HbIX COCYIH-
CThIX bacceifHax, 4allle Bcero B 0OacceifHe cpeaHeil MO3rOBOM
aptepuu. OTinuuTenbHOM ocobeHHocThio U mpu ADC
SIBJIIETCS] KX CBA3b C OpPaXXeHUEM MHTPaKpaHUAIbHBIX, 8 HE SKC-
TpaKpaHUAJIbHBIX apTepUid, B CBSA3M C YEM YIBTPa3ByKOBOE
HCCJIENOBaHUE MarMCTPAJIbHBIX apTePUid rOIOBbl HE OOHAPYXH-
BaeT KaKUX-JIM00 u3MeHeHuii. KpoMe Toro, xapakTepHa HaKJIOH-
HOCTb K peuunuBaM U couetanuto ¢ [THMK, 4ro obyciosieHo
HaJIMYMEM y OOJIbHBIX NMPOKOATryJITHTHOTO COCTOSTHHSI.

OuaroBasi HeBpoJioru4eckas cummnromariuka npu UM oO6pr4HO
pa3BUBAETCsl OYEHDb OBICTPO, CO3HAHUE, KaK MPABUJIO, OCTAETCS
COXpaHHBIM, a TOJIOBHAs1 60JIb B GOJIBILMHCTBE CIYy4aeB OTCYT-
ctByeT. O6BIYHO (OKONO 2/3 CiyyaeB) MPOMCXOIUT XOpolliee
BOCCTAHOBJICHUE HApYIIEHHBIX (QYHKUUH, IOCKOJIBKY
MH(}apKTBl MO3ra, COIIACHO HAaHHbIM HEMpPOBU3yalU3alMH,
KaK MpaBWIO, MMEIOT HeOOJbLIME WIM CpeIHUE pa3MEpHI.
IMocnenHee, B cBOlO oyepenb, OOYCIOBIEHO TPOMOO30OM
HeOOJIBLIMX WIM CPEAHUX MO OUAMETPYy LiepeOpabHBIX apTe-
puii. CTeneHb perpecca 04aroBoro HEBPOJOTHYECKOTO Aedu-
LIMTa NIPYU TTOBTOPHBIX MHCYJBTaX CHIXKaeTcs. [1pu orcyrcTBum
BTOPUYHOM NPOMUNAKTUKY HENPSIMBIMU AHTUKOATYITHTAMH U
aCITUPUHOM UHCYJIBThI pELIMIUBUPYIOT.

B TpeTH ciy4aeB, MO HAIIUM JAHHBIM, HIIEMHUYECKHE UHCYThb-
Tl coyetarorcsa ¢ [IHMK, a y Hekotopbix 60ompHbIx [THMK
SBJISIOTCS €IVWHCTBEHHBIM TIPOSIBJIEHUEM LIepeOpOBaCKYIsp-
HbIX paccTpoiicTB. [THMK BO3HMKaIOT Kak B CUCTEME COHHBIX,
TaKk W MO3BOHOYHLIX apTepUii, IPUYEM Y OTHOTO U TOTO XK€
60JIbHOTO OHM MOTYT pa3BUBAThCS B Pa3HbIX COCYIUCTHIX Oac-
ceifHax, 4To OOYCJIOBJEHO MX TATOTEHETUYECKOH CBH3bIO C
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KOAry/JIsIUMOHHBIMM HapyILIEHUSIMU, @ HE CO CTPYKTYPHBIMH
W3MEHEHUSIMU OTIpeeSIEHHOH apTepuH.

XapakrepHoii ueproit [THMK sBisiercss mapumaabHOCTh U
JIETKOCTh 0YaroBOii HEBPOJOIMYECKOW CUMMNTOMATHKH, YTO
yKa3bIBacT Ha BO3HMKHOBEHHWE MPEXOsiLIeN UILIEMUHU Ha Orpa-
HHYEHHO TEPPUTOPHH MO3ra B OacceiiHe HeOObIIOH MO Ana-
MeTpy apTepru. TUITHYHA KPaTKOBPEMEHHOCTb (MUHYTHI) 04a-
TOBBIX HEBPOJIOTUYECKUX CUMIITOMOB, XOTsI B HEKOTOPBIX CIlIy-
YasgX OHM MOTYT COXPaHSTbCSI B TEUYEHUE HECKOJBKUX 4acoB.
Yacrora Bo3HukHoBeHUs [THMK pasnuyHa: OT exXeaHEeBHbIX
IO ENMHHUYHBIX Ha TIPOTSKEHUUM HECKOJBKUX MECSILEB.
HecMoTps Ha IpeXOoAsIIMiA XapaKTep 04aroBbIX HEBPOJIOTrHYe-
CKMX CUMIITOMOB, Y HEKOTOPBIX OOJIbHBIX ITPY HEXPOBU3YaTH-
3aL[MOHHOM MCCJIEIOBAHUU MOTYT OOHApyXuBaThcad HHPapK-
ThI MO3ra, OOBIYHO HEOOJIBIIOTO pa3Mepa.

OCHOBHBIM MéexaHu3MoM pasputus umemudeckux HMK npu
ADC gBiseTcs TpOMOO03 apTepHii MO3Ta in situ BCIEACTBHE TUITEP-
KOAryJISIlMOHHOTO COCTOSTHHSI, WHIYLIMPOBAHHOTO BHIPAOOTKOIM
a®dJI. HekoTophle aBTOPHI IPUIAIOT 3HAYEHHUE MEXAHU3MY apTe-
pHO-apTepUAIbHOM U KapIuaTbHON 3MO0INY, YYUTHIBAs Hepel-
KO PETMCTPUpYEMBIE NPU TPaHCKPAHWATBHON AOMIuieporpaduu
MUKPO3MO0IBI 1 Hayiyre y 60mbHBIX ¢ ADC o qaHHbM 9x0-KT
TMATOJIOTMH KJIAMaHOB cepaia (YIUIOTHEHUE CTBOPOK, JIOKATBHOE
KpaeBoe YTOJIeHHe, KATbLIMHO3, perypruTaius, CTeHO3 Kiamna-
HoB) [39]. I1o HallleMy MHEHMIO, 3TOT MEXAHU3M HE UMEET CyIle-
crBeHHoro 3HayeHus B reHese HMK npu AQC, Tak Kak ropaxke-
HHE KJIalaHOB CepJLa MPUCYTCTBYET He Y Beex 0ombHbIX ADC ¢
WU, n HamyMe KJIaNaHHOM MAaTOIOTUM He KOPPEJIUPYeET C YacTo-
Toi MeMuyeckux uHeyasroB 1 [TIHMK [8].

JuarHoctuka HMK, accoumupymomuxcs ¢ Beipabotkoit a®Jl,
OCHOBaHAa Ha UX KIIMHUYECKUX OCOOCHHOCTSIX: MOJIONOM BO3-
pacT O0JIbHBIX, UHTAKTHOCTb MAarUCTPaIbHBIX apTEPUHi TOJIOBH,
HeOOoNbLIME WIM CPENHHE pa3Mepbl HH(ApPKTOB MO3ra.
Bornbloe AarHocTHYeCKoe 3HaYeHHe HMEET HaTHYKeE Y 60JIb-
HBIX OCHOBHBIX U JOTIOJHUTENBHBIX CUCTEMHBIX IPOSIBIEHHH
ADC [2, 4]. XoTs1 ObI OTHO OCHOBHOE CHCTEMHOE IPOSIBIEHHE
ADC (HeBbIHAIIMBaHUE OEPEMEHHOCTH Y XEHIUWH — 73%,
nepudepuyecKue BeHO3HbIe TpoM603sl — 29%, UBC — 31%)
UMeNoch y 76% Hammx GoJbHBIX, pudeM B 60% ciaydaeB 3Td
NPOSIBIEHMSI HA HECKOJIBKO JIET WITH MECSLIEB TIPEIIeCTBOBATIH
HMK. 910 moBbilaeT MX DUATHOCTUYECKYIO 3HAYMMOCTH H
YKa3bIBaeT Ha HEOOXOAUMOCTb TIIATEJILHOTO COOpa aHaMHe3a.

Y 6071bHBIX 6€3 OCHOBHBIX CUCTEMHBIX MposiaieHuit ADC yacto
(85%) HabmogaTuCh ero MOMOJHUTEIbHbIE TIPH3HAKH (JIMBEIO',
MUIPEHENONOOHbIE TONOBHBIE OOMM, XOpes, SIMHIENTHIECKHE
NPUNAIKU U IP.), KOTOPBIE O0Jiee YeM B ITOJIOBUHE CITyJaes Mpell-
IIECTBOBATM 1IepeOpOBaCKYISApHBIM HapylieHusiM [2, 4].
Pewaromee 3Hayenne B muarHoctuke AQC y 6onphbx ¢ HMK
nMeeT obHapyxeHue adJl B THTpax, IPeIyCMOTPEHHBIX MEXIY-
HapOIHbIMHU KJ1aCCUGHKAIIMOHHBIMUA KpUTEPUSAMU [34].

B pamkax ADC otnenbHo BbimensieTcss cuHapoM CHeqnoHa
[2,9, 24-26, 31, 36, 38]. DTOT CHHAPOM HOCHUT MMS aHIIHH-
CKOTrO IepMaToJiora, KOTOpHIi B 1965 I. omucal 1mecTsb cIyya-
eB 3a00JieBaHMS, XapaKTEPHU3YIOMIUXCH COYETAHUEM IBYX
NIPU3HAKOB — 11epeOpOBACKY/ISIPHBIX HapYILEHHIT U pacrpo-
ctpaHeHHoro JuBeno [40]. 3acayra 1.B. Sneddon B ToM, 4TO
OH BIEPBHIE MOAYEPKHYI HO30JOIMYECKYI0 CaMOCTOSTE/b-
HOCTb 3a00JIEBaHMS U €I0 OTINYHKE OT THDY3HBIX Hose3Hel
COCIMHUTEIbHOM TKaHM (CHCTEMHOH KpacHOW BOTYAHKH,
Y3€JIKOBOTO IIepUapTepuuTa H Jp.).

" Iusepo npeacTaanseT Co6oi AOCTATOHHO CTOMKME, CHHEBATHE, BETBSILIEHCS (OPMB NATHA Ha KOXE, 0GYCABREHE
HapYLIEHHEM B Heil KpOBOOGDALLICHHA B TOM YCTE, BCIGACTEME PACCTDOWCTEA WHepBaLYM aprepik aepw [11].
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B koHue 80-x Mbl BrepBble B MMpE MOKa3alH, YTO HapsIy C
1lepeOpOBACKYISIPHBIMUA  HapyLIEHHSIMH W JIMBENO, Y YacCTH
00MbHBIX ¢ cHHAPOMOM CHEIOHA MMEIOTCS M IPYTHE CUCTEM-
Hble M HEBpOJIOTHYECKKE NposiBieHUs. K HUM oTHOCSTCS: Kap-
JHanbHas naTojorus (mopaxeHue KJIanaHoB cepila, HleMH-
yeckas 60J1€3Hb cepana), nepudepuyeckue BEHO3HbIE TPOMOO-
3bl, TPOMOOLIMTONIEHHS, UBMEHEHHS TIOYEK (JIerKasi POTEUHY-
pHsi, K3MEHEHHE MOYEBOTO OCaJKa), BHYTpUYTpoOHasi rubeib
1012 WM CIIOHTaHHBIe abOPThI, NOJIOBHBIE OOJIH, AMUIECTTH-
yecKMe MpHUMaaKu U Ap. B 1enoM cnekTp KIMHHUYECKUX TIPo-
siBieHuii cuHapoMa CHelloHa, O HAaIlMM JaHHbIM, OKa3aics
aHanornyHbIM TakoBoMy ipu ADC [9]. Ha 3710 Xe yka3biBajia 1
pabota S. Levine U coaBT., 0ny6IMKOBaHHAs: OTHOBPEMEHHO C
Hamweii [31].

HecMoTpst Ha KIMHUYECKOE CXOACTBO cuHApoMa CHeaIoHa U
ADC, a®Jl (aKJI, BA, ap2GP-1) onpenensitorcst He y Beex, a
TOJbKO MPUMEPHO Y TOJIOBMHBI OOJBHBIX C CHHIPOMOM
CHennoHa [2, 6]. Tak KaK KTMHUYECKKE MPOSBIEHUS CHHAPO-
Ma CHemnoHa y OOJIbHBIX, MMEIOLIMX WM HE HMMEIOIIUX
aKJI/BA/ap2GP cxomHbl, a moaxon K mpoduIakTHKe MOBTOP-
Heix HMK o1uHakoB — MOCTOSIHHBIH MpUeM aHTUKOAryJIsIH-
TOB U aHTHArperaHTOB, MBI IIOJIara€M, YTO y OOJBHBIX 63
aKJI/BA/ap2GP-1 Takxe BoIpabaTeiBatoTca a®dJl [26].
[Tocko/bKy MOCTEOHUE MPEACTABISAIOT CO00i reTepOreHHyIo
rpynny a®JI, HeobxomMMa pa3paboTKa METONOB MX OIpe/ee-
HUS C TOCJEAYIOUIEH OLEHKOM KIMHMYECKOH 3HAYMMOCTH.
CymiecTByeT U Apyras TOYKa 3peHHUs, CONIACHO KOTOPOii TPOM-
60361 y aKJI/BA/ap2GP-otpuiiatenbHBIX 60JIbHBIX HE CBS3aHBI
¢ nponykuueit adJl [44] .

LepebpoBacKynsipHble HapylleHus npu cuHapoMe CHenmoHa
10 cpaBHEHHIO ¢ TaKOBbIMU TIpu ADC 6Ge3 TMBENO, XapaKTepH-
3yloTcsi OONMBLIEH TSKECTHIO: Yallle pa3BUBAIOTCS IOBTOPHbIE
WU, ITHMK, nosiBisiioTcsl MpU3HaK¥ XpOHUYECKOW HENOCTa-
TOYHOCTHM KPOBOCHA0XEHHMS TOJIOBHOTO MO3ra B BUJE I'0OJIOBO-
KPYXEHMs, TOLIATHIBAHUSI, CHUXXEHHS NaMSTH, CHMIITOMBI
nud¢y3Horo mopaxeHus: Mosra (3HiedanonaTus) ¢ pa3BUTH-
€M KOTHUTUBHBIX HapyLUIEHHWH DPa3HOM CTENEHH TIXECTH,
BILTIOTb [0 TSDKEJIOM IeMEHLIMM KOPKOBOTO THIIA, a TAKXKE MCeB-
J00yIb0apHOrO M ITOIKOPKOBOrO CUHIpoMOB [2, S5]. Yamie
OTMEYAIOTCS TAKNE CUCTEMHBIE M HEBPOJIOTUYECKUE TIPOSIBIE-
Hug AOC, KaK nopaxeHue KJIalaHOB cepiila, TOYeYHbIi CUH-
IpoM (cieacTBHE MUKPOTPOMOO30B B IOYKAaX), apTepHabHast
TMIIEPTOHUS, MIIeMUYecKas OoJie3Hb cepaua, AeMEHLMH,
ToJIOBHasi 00J1b, XOpesi, SMUIEITUIECKUE TTPUTTALKH.

C nmpyroii ctropoHsl, nipu cuHapoMe CHeIloHa B OTIMYUE OT
cnydaeB AOC 6e3 TuBeno, pexke OTMEYAlOTCs BEHO3HBIE TPOM-
0o3bl (mepudepuyeckue u LepedpanbHbie). OTMEYEHHbIE K-
HUYeckue ocobeHHOCTH cuHapoma CHEINoHa YKa3bIBaloT Ha
TO, YTO VISl HETO XapakTepHO MopaxeHue (Tpombo3bl) boiee
MEJIKUX apTepuii TOJIOBHOTO MO3Tra Y IPYTMX OpPraHoB.

Juarxos cunapoma CHeioHa i depeHIIMpPYIOT, B IIEPBYIO 0Ye-
penb, ¢ cucteMHol kpacHoit BomyaHkoi (CKB), coyeraroreiics ¢
BTOpHYHBIM ADC [10]. MUMEHHO KJIMHMYECKUE TPHU3HAKU
nocienHero (TpoM0O3bl BEH M apTepuid, TPOMOOLMTONEHMS,
HEBbIHALLMBAHUE GEPEMEHHOCTHU, JIMBEIO, U3MEHEHHUE KJIalaHOB
Cepia  1p.) coOmDxaloT 3Tu 1Ba 3aboneBaHusl. KpoMe Toro, y
HEKOTOPBIX 6OMBHBIX ¢ CHHAPOMOM CHEIIOHA OTMEYAIOTCSl HU3-
Kue TUTpbl aHTHHYKJIeapHOTo (akTopa (AH®) u antuten k JIHK,
yekoperre CO9, yro xapakrepHo wisi CKB. Buibop muarHosa
OCHOBBIBAa€TCSl HA OTCYTCTBMU MpU CUHApoMe CHeIIoHa TaKMX
TUMYHBIX 1 CKB KIMHIYECKUX POSIBNIEHU, KaK MOPaXeHHe
KOXu B Buae “0a004yku” M DMCKOMOHOM KpPAacHO BOMTYAHKH,
doToceHCHOMIM3ALMY, CEPO3UTOB, ApPTPUTOB (Y HEKOTODHIX

41

LiepeSposackynspHbIE HAPYLLEHWS ripH aHTUGOCHOTUIMEHOM CHHPOME

OOJIbHBIX MOTYT OBITh apTPaIrMK); OTCYTCTBMM B KPOBH KJIETOK
KpacHoii BomyaHKH, BbicoKUX THTpoB AH® 1 aJIHK.

CocyaucTas 1eMeHIHs

Cocynuctasi 1eMEHLMS OTMEYaeTcsl MPUMEPHO Y UYETBEPTH
OOJBHBIX C LEpeOPOBACKYNSPHBIMU HapYIIEHUSIMH, 00YCIOB-
nenHbiMu a®J1. Yauie Bcero oHa pa3BuBaeTCs NPH CHHIPOME
CuennoHa — 37%, B ocTaibHBIX Cayyasx (6e3 nuBeno) — 5%
[2, 4, 5, 22]. Mopdonoruueckoit ocHoBo# aemeHLmu npu CC
SBJISIOTCS MHOXECTBEHHbIE MUKPOUH(DAPKTHI B KOpe U MpHJIE-
XaleM 6eJoM BeleCTBe FOJOBHOTO MO3ra, PUYMHOM KOTO-
PBIX CIIYXHT OKKJTIO3UPYIOLLHIA IIPOLIECC B APTEPHSX MIOBEPXHO-
CTU Mo3ra. JleMeHLIMsI B 3TUX CIyyasix KiiacCu(uLMpyeTcs Kak
myasTurHGapkTHas. Kak nokazana MPT B pexume auddy-
3UOHHO-B3BELICHHbIX M300paXeHUil, pa3BUTHE KaXIOro
HeOOJBLION0 KOPKOBOTO MH(apKTa KIMHWUYECKH IPOTEKAET
aCHUMIITOMHO, OJHAKO MX TIOCTeNEeHHAs CyMMALIMs IPUBOIMUT K
MOPaXEHHIO KOPbI TOIOBHOTO Mo3ra. [JaHHOe MopaxeHue MpH
HEHpOBU3yaTU3aLMOHHOM MCCIEI0BAHMU TIPEACTABIEHO pac-
IIMPEHNEM KOPKOBBIX O0OpO31 U HEPEAKO OMIMOOYHO TPAKTY-
€TCs KaK CJIEICTBUE HelpoJIereHEPaTUBHOTO MPOLIECCa.

JleMeHLIMA 0OBIYHO HAYMHAETCS CO CHIDKEHHS MAMATH, K KOTO-
pOMy C TeYEHHWEM BPEMEHHM TNPUCOEOUHSIOTCS HapyLICHUS
cyeTa, MIChMa, Mpakcuca. KOrHUTUBHBIE HApYIIEHHs Hapac-
TAIOT TMIOCTENEHHO, MHorIa yerwuBalotest mocie HMK, B cpen-
HeM, Yepe3 IeBATh-AeCATh JieT nocie aedwota. [Ipy otcyTcTBrM
IATOTEHETUYECKOTO JIEYeH!SI OHU CTAHOBATCS BhIPaXKEHHBIMH,
3aTpyAHAS TPOGEeCCUOHAIBHYI0 W OBITOBYIO IEATENBHOCTD
BOJIBHOTO, TO ECTh JOCTUTAIOT CTENIEHH JEMEHIIHH.

Jemenuus npu AQC, B nepyio ouepenb npu CC, oTHOCHTCS K
KOPKOBOMY THIIY: €€ XapaKTePHBIM KIIMHHYECKMM MPOSIBICHU-
€M SIBJISIOTCSI CHMIITOMBI 04arOBOTO HApYIIIEHHMS BBICIIMX MCH-
XMYeCKUX (PYHKLUH (aKaIbKYIUs, arpadus, anmpakcHs, CEMaH-
THYECKUE U aMHECTHYecKue HapyineHus ). [Ipu HelipoBH3ya-
JIM3AIIMOHHOM MCCJIENOBAHUM OOHApYXWBAeTCS paCIIMpEHHE
KOPKOBBIX 00p03/1, HanboJiee BHIPAXEHHOE B 3aJHE-TEMEHHO-
BHCOYHBIX OTHENaXx TOJIOBHOTO MO3ra, B OCHOBE KOTOPOrO
JieXaT MHOXECTBEHHbIE KOPKOBBIE MUKPOMH(MAPKTHI. Y HEKO-
TOPHIX OOJNBHBIX B 3THX 00JACTSX BBHISBISAIOTCS HWH(APKTHI
cpenHero pasMepa. [locteneHHoe pa3BUTHE IEMEHIIUH, €€ KOp-
KoBbI TUI ¥ Haymwuue Ha KT/MPT muddysHoro pacimpeHus
KOPKOBBIX 060p031 MHOINA SIBJIAIOTCS MPUYMHOM OIMMOOYHOM
JIUArHOCTUKH Gone3Hu AnbureiiMepa. [lpu BhiOOpe aHarHos3a
peliaoniee 3HaYeHUE MUMEET MOJIONON MM CPETHMI BO3pacT
60mbHbIX, HaTMYKe Y HMX [THMK u HieMiud4ecKux HHCYJIBTOB,
JIMBENO HAa KOXE, a TAKXe MPUCYTCTBUE APYTMX HEBPOJIOTHYE-
CKHX U cucTeMHBIX nposiBieHuit AQC [35].

HekoTopoe 3HaueHHe B pa3BHTHM KOTHUTHBHBIX HapyIIEHHi
npu ADC MoXeT UMETh MEPBHYHOE UMMYHHOE MOBPEXIEHHE
TOJIOBHOTO MO3ra, a He YXY/IIIeHHE ero KpoBocHabxeHus [37].

Tpom003 CHHYCOB 10JI0BHOTO MO3ra

Hapymenune BeHosHoro KpoBocHaOxeHust Mosra npu ADC
BCTpeyYaeTcsl penko. Tpom603 BEHO3HBIX CHHYCOB TOJIOBHOIO
MO3ra U liepedpaTbHBIX BEH B 00IIIE# CTPYKTYpe LiepedpoBacKy-
nspHbIX HapymeHuii mpu AQC coctaBisier, M0 HAlIUM JaH-
HBIM, 3% [2]. TpoM003 BEHO3HBIX CHHYCOB MOXET Pa3BUBATLCS
B nercree (12—14 ser), aBassack nepBeM mposiBieHUeM ADC,
WIK B Oolee Mo3IHeEM BO3pacTe, KOIa yXe UMEIOTCS IpyTHe
nposiBaenus AOC.
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Yawe Bcero TpoMGHPYIOTCH BEPXHHI CATHTTAIBHBI M none-
PeYHBI CHHYCH Mo3ra. Kannnueckas kaptina oGnyHoO npea-
CTARICHA CHHAPOMOM BHYTPHUYCPCITHON THICPTEHINN: NONOB-
Has Goab, TOIOBOKPYXEHHE, TOWIHOTA, PBOTA, CHIXCHHE W
ABOCHHE 3PCHHSA, MUICIITHYCCKHE NMPHNAAKK (peaKo), otex
JAMCKOB 3PHTCABHHIX HEPBOB HA IMA3HOM 1HE, NOBHILICHHE
JHKBOPHOINO AARACHHS NPH HOPMATBHOM KJIETOYHOM COCTaBe
AMKBOPA H CYWECTBEHHO HE HIMCHEHHOM YpoBHe Genka.

[TpH3HAKH BHYTPHYCPETIHOM MHNEPTEH3IUH HHOTA COYETAIOTCH
C NEerKHMH OYAaroBHIMH HEBPOIOTHYCCKHMH CHMIITOMaMH, B
OCHOBE KOTOPBIX J€XaT MHKPOKPOBOHITHAHHS H HEKpO3b,
00YCIOBICHHBIE Pa3phIBOM TPOMOHPOBAHHBIX BEH W 3aTPYIHE-
HHEM BEHO3HOTO OTTOKa. CHMNTOMB TpOMGO3a BEHO3HBIX
CHHYCOB MO3ra BO3HHKAIOT HIH J0CTATOYHO OCTPO, HIH Hapac-
TAlOT HA MPOTSLXCHHH HECKQIBKHX YACOB WM JAXe Helelb.
banbinoe 3HaYeHHE B AHATHOCTHKE TPOMGO3a CHHYCOB IOJIOB-
HOIO MO3Ta B HACTOSLISE BPeMs MPHHALIEXHT HEHHBA3HBHO-
My MeTory — MPT ronioBHOTO MO3ra, BRITOIHEHHOM B PEXHME
BEHOCHHYCOTpaHH.

Jleyenne u npopunaxtika HMK npu AQC cBsizaHbl ¢ OCHOB-
HBIMH MeXaHH3MaMH aeicTBHs adJl — MX BMEIIATEILCTBOM B
KOAryIsiMOHHbIH Kackaa. OCHOBOI IeYeHHS W MPOQHIAKTH-
KH MIOBTOPHBIX HIIEMHH MO3ra CTYXHT NPHMEHEHHE aHTHKOA-
TVISIHTOB HEMPAMOTO ACHCTBHSA, aCIHPHHA K renapuHa [2,4, 7,
23, 28, 33]. B ocTpoM nepHoae HHCYIbTa IPHMEHSIIOTCS AHTH-
KOQrysHTHl MPSAMOro NCHCTBHA — TeMapHH, (pakCHMapHH,
KiekcaH. [Ins mpodunaktuku nosropHsix HMK u [THMK
HCTIONIB3YIOTCS AHTHKOATY/ISHTH HEMpsSMOro AeHCTBHS (Bap-
¢dapuH, QeHWIHH, CHHKYMap, KyMalHH), HeQombliHe N03bI
acnupuHa (TpoM60-ACC, KapaMOMarHwi) WiH HX KOMOMHa-
1. [IpH 3170M 3¢)(EKTHBHOCTb aHTHKOATY/ITHTOB 3HAYHTENb-
HO BBIIIIE, YEM aCTHPHHA.

JleyeHHe aHTHKOATVITHTAMH HENPSIMOTO JEHCTBUSA POBOIMTCS
101 KOHTPOJIEM MEXIYHAPOIHOTO HOPMATH30BAHHOIO OTHOILLIE-
Hust (MHO), koTopoe pekoMeHIyeTcs MONAePXHBATL Ha YDOBHE
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