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PestoMe: aHTUHOCHONUNUAHBINA CUHAPOM SIBNSIETCA HaMbosee YacTo BCTpeYaroLleincst hopmMoit rmnepkoarynsunoHHoOro
CUHIPOMa U Yallle BCEro Pa3BMBAETCS B MOJIOZIOM BO3PACTE, Y IETEN U AaXKe HOBOPOXKAEHHbIX, MPUYEM Y JIUL| YKEHCKOrO
nofa B 5 pas vallle, 4eM y nvL, My>Kkckoro nona. Ocobo akTyanbHa aTa npobaema Ana 6epeMeEHHbIX XEHLLWH. [MopaxeHne
LEHTPanbHON HEPBHOWM CUCTEMbI MPY JaHHOM CUHIAPOME MOXET MMETb KaK ULLIEMUYECKIIA, TaK U HEULLEMUYECKUI FreHes.
CreKTp HEBPOMOrMYECKMX HAPYLIEHWI, CBSA3AHHbIX C aHTUMOCHONNMUAHBIM CUHAPOMOM, BECbMA LUMPOK: OT HapyLIEHW
MO3rOBOro KPOBOOBPALLEHMS, MATPEHW U MUTPEHO3HbIX FOIOBHbBIX 60MEl A0 XOPEN 1 SMUNENTUYECKUX NPUMaaKOB.
KntoueBble cnoBa: r1nepkoaryasaLUmMoHHbIi CUHAPOM, aHTUHOCHONMINAHbBIA CUHAPOM, aHTUdhOChONMNUAHbIE aHTUTEN],
HEBPOJOTrMYECKME NPOSIBNEHUS, LIEHTPaibHas HEPBHasi CUCTEMA.
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Summary: antiphospholipid syndrome is the most common form of hypercoagulability syndrome, which often develops
at a young age, in children and even infants, with female-male ratio of 5. This problem is especially important for pregnant
women. Central nervous system system damage in this condition may have both ischemic and nonischemic genesis. The
variety of neurological disorders associated with antiphospholipid syndrome is very wide, from cerebrovascular disorders,
migraine and migrainous headaches to chorea and seizures.
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tion, central nervous system.

FMnepKoarynsumMoHHbld  CUHAPOM  MoApasyMeBaeT nof,
CcOB0I HacnefncTBEHHOE (MepBUYHOE) WM MPUOBPETEHHOE
(BTOPUYHOE) COCTOSIHME MOBbIWEHHOrO TPOM6006pPa30Ba-
HUS B apTepuax u/unu BeHax. CnpoBOUMPOBaTb pasBuTUeE
rMnepKoarynaUMoHHOro CUHApOMa Yy 3[0POBOro 4YenoBeka
MOTYT: MPOACIKUTENBHbIN NOCTENbHbIN Nepuof (> 4-X CyTOK),
06e3BMKEHHOCTb MpW Napesax W napannyax KOHeYHOCTeN,
NPUMEHEHNE OpasibHbIX KOHTPALENTUBOB W 3aMECTUTENb-
HOW Tepanun aCTporeHaMu, 3HaunTeNbHoe NnepeoxnaxkaeHne
1 06e3BOXMBaHME, ANUTENbHOE NyTellecTBME C 06e3ABUXKM-
BaHWeM Hor, TpaBMbl (0COB6EHHO, Manoro Tasa u H/KOHeYHo-
cTen), oxxmpenne (npu 3-4-i cTeneHn nocne 40-ka NeT puck
BO3pacTaeT B 5 pas), OHKOMornyeckue 3aboneBaHUsi, 3Ha-
YUTENbHbIM 3MOUMOHAaNbHbBIN CTpece, 6epeMeHHOCTb. AHTK-
hochonunuaHbiin cuHapomM (APC) aBnseTcs Hanbonee 4acTo
BCTpeyatollenca dopmoi 'C, OTHOCKMTCS K Ynciy Hambonee
aKTyallbHbIX MYNbTUANCUUNIINHAPHbIX ﬂpO6ﬂ€M COBpEeMEH-
HOWM MeAMLMHbBI 1 pacCMaTPUBAETCS KaK YHWKanbHaa Mofesb
ayTOMMMYHHOR TPOMBOTMYECKOK Backynonatuun [6]. AGC —

CMMNTOMOKOMIIEKC, XapaKTepnanpyoLWmMinca BeHO3HbIM WK
apTepuanbHbIM TPOMB0O30M, TPOMBOLIMTONEHMEN, BO3HUKAIO-
WMMK Ha doHe runepnpoayKummn aHTuTen K dhochonunuaam
(a®J1) (BONYaAHOUHbBIN aHTUKOArynsHT, aHTUTeNa K Kapamo-
SUNUHY W/MAKN NOXHO-NMONOXUTENbHAA peakumns Baccepma-
Ha) [6]. Pochonmnuabl — 9T0 YHMBEPCabHbIN U BaXKHbI KOM-
MOHEHT MeMbpaH KNeTOK KPOBW, HEPBHOM TKaHW W COCYAOB,
UrparoLLNA BaXKHYO pPOfib B MHULMALIMKM NPOLECCOB CBEPTbI-
BaHMA KpoBK. OHM COMYTCTBYIOT XMpaM B MuLLe U cryat
MCTOYHMKOM POCHOPHOI KMCNOTbI, y4acTBYOT B TpaHCMnopTe
YKMPOB, XMPHbIX KUCIOT 1 xonecTepuHa [20].

[aHHble 3apybexxHbIX 1 POCCUNCKMX aBTOPOB CBUAETENb-
CTBYHOT O TOM, YTO B 06Llei monynsummM runepkoarynsyu-
OHHOe cocTosiHne mpu ADC BcTpevaeTcs y 5% HaceneHus,
cpean KOTOpbIX MNpeobnagatoT Nvua MOMoAOoro Bo3pacTa
[17, 18]. 3a6onesaHune BCTpeYaeTcs y AeTel 1 faxe Y HOBO-
poxaeHHbIX [16). B o6Luei nonynaummn AQC Yalie BbIgBNAETCS
Y SKEHLLMH, YeM Yy My>XUnH (COOTHOLEHNE 5:1), 4TO, BEPOATHO,
obbAcHAeTCA 60nblie NpeapacnoNOXEHHOCTbIO YKEHLLMH



K CUCTEMHbIM 3a60/1EBAHUAM COEAMHUTENbHON TKaHu  [6].
YCTaHOBNEHO, YTO UHCYNbTbl CPEAN MONOAbIX XEHLLMH acco-
ummnposanuncb ¢ AOC B 11,8% cnydaes [18].

MpnumHbl AOC [0 KOHLA He M3BeCTHbl. CyLlecTBYeT MHe-
HVME O reHeTMYeckoW MpeApacnofioKEHHOCTU K AaHHOMY
3aboneBaHunto. 3BecTHbl cemeiHble cnydan ADC, cocTas-
nawowme 0o 2% HabnoaeHW, rae Yalle BCero BCTpeyaeTcs
HocuTenbcTBO fIokycoB DR4, DR7, DRwb3, DRB1 aHTureHos
cuctembl HLA [28] 1 ayTOCOMHO-A0OMUHAHTHbBIN TUM Hacneno-
BaHuA [11]. XapakTepHoi naToreHeTN4eckol 0COBEHHOCTbLIO
ADC sBnseTca 4acToe peunavMBrMpoBaHne TpOoM6O030B. Mpu-
MeyaTeslbHO, YTO ecnv nepBbIM nposeneHnem ADC 6bin ap-
TepuanbHbIl TPOMOO3, TO B MOCAeAYHLEM Y BOMbLUMHCTBA
60/bHbIX HabntoAanMch apTepuasnbHble TPOM6G03bI, a y 60/b-
HbIX C BEHO3HbIM TPOMBO30M Kak nepBbiM cMnToMoM ADC
PELMAMBUPYHOT BEHO3HBbIE [7]. CoCyamnCTble MOBPEXAEHNA MpK
ADC HOCAT XapaKTep HeBOCMannTeIbHOM COCYANCTON BaCKy-
sonatum [17].

KnuHuueckasa kapTuHa npu AOC MoxeT 6biTb caMoit pas-
HOW W 3aBUCUT OT pa3mepa MopaKeHHbIX cocyAoB (Menkue,
CpeaHve, KpyrHble); CKOPOCTM 3aKynopKku cocyda (Mensex-
HOe 3aKpbITWe ero MpocBeTa TPOMBOM, KOTOPbIN B HEM Bbl-
pPOC, UKW BbICTPOE - OTOPBABLUMMCA TPOMOOM, KOTOPbIN «MK-
rpvpoBasn» B 9TOT COCYA M3 APYroro); ux GyHKLMOHANbHOro
Ha3HayeHust (apTepUM WK BEHbI); MECTOHAXOXAeHWs (MO3T,
nerkve, cepaue, Koxa, nodku, neders) [17]. BoigensatoT cne-
ayroume dopmbl ADGC: nepBuuHblin AGC (MADC), BTOPUUHDIiA
(BA®C), kaTacTpotduueckmin AOC (ocTpas AMCCEMUHUPOBAH-
Hasi KoarynonaTtusi/Backynonatus); MUKpoaHrnonaTuyeckme
CUHAPOMbI (TPOMBOTMYECKas, TPOMOOUMTONEHNYeCKas nyp-
nypa); reMofiMTuKoypemMmuieckmnii cuHapom, HELLP-cuHapom
(reMonun3, NoBbILIEHWE aKTUBHOCTU MeYeHOUHbIX hepMEHTOB,
CHUXEHWe cofiepKaHnsa TPOMBOLIMTOB, 6epemMeHHOCTb); [1BC-
CUHAPOM, rMAONPOTPOMOBUHEMMYECKUA cnHapoM, ADC B co-
YeTaHWW C BacKy/IMTOM, cepoHeraTuHbll AOC (N0 AaHHbIM
R. A. Asherson, 1997).

Cpean 60nbHbIX NMADC B HacTosALee BpeMs YCIOBHO Bbl-
OENstOT TpU rpynnbl: 1) NaumeHTbl ¢ MAMONATUYECKUM TPOM-
6030M [Ny6OKMX BEH FOSIEHUN, KOTOPbIN YaCTO OCIIOXHSAETCS
TPOMB03IMEONMAMN, NPEXE BCErO B CUCTEMY JIEFOYHOW ap-
TEpWK, NPUBOASA K PA3BUTUIO NErOYHON rvnepTeHsuy; 2) nuua
Mosioforo Bospacta (Ao 45-u net) ¢ maMonaTuYecKUMm nH-
CyNbTaMU, TPAH3UTOPHbBIMKU ULLEMUYECKUMUN aTakaMu, pexe
OKKJ/HO3MEN APYrux apTepui, B TOM YMCe KOPOHAPHbIX; CUH-
OpoMom CHeafloHa; 3) KEHLLMHbI C aKkyLIepcKoW naTonoruei
(NpUBbIYHOE HEBbIHALLMBAHWE 6EPEMEHHOCTY, PELIMANBUPYHO-
LMe CnoHTaHHble abopTbl, HEpa3BMBaKOLLIMECSH BEPEMEHHOC-
T, BHYTPUYTPO6Has ruéenb nnoga, npeaknammcus) [6].

Y xeHWmH ¢ ADC, ocobeHHO Ha (hoHe rvnepkoaryaaumMoH-
HOrO CMHAPOMA, BbICOKA YacToTa akyLlepcKol natonorm (1o
80%) 1 pUCK BO3HUKHOBEHUSI HEBPOIOTMYECKOW CUMMTOMATH-
ki [21]. K HUM OTHOCATCH rONOBHbIE 60NN, FONOBOKPYXKEHME,
TOLUHOTA, HapyLLUEHUS 3peHUsT OT 3aTyMaHWUBaHWUS, AUNA0MMN
1 CKOTOMbI (BNIOTb A0 KOPKOBOIW CIEMOTbI); FeHepann3oBaH-
Hble CYAOPOXHble MPUNaAKK; B Hanbonee TAXKENbIX Clyvasax
MOFyT BO3HMKAaTb BHYTPUMO3roBble U cybapxHouAasbHble
KPOBOU3NMUAHNA C NeTallbHbIM UCXOAO0M, TPOMBO3bl CUHYCOB
1 MO3roBblIx BeH [22]. Mpu AGC uepebpanbHblii TPOMG03 MO-
XKET CoYeTaTbCs OLHOBPEMEHHO C TPOMOO3aMu MNaLeHTbl,
4TO, CKOpee BCero, CBS3aHO C MaTOreHeTUYecKMM BO3Aei-
CTBMEM ayTOaHTUTEN Ha SHAOTENNIN COCYAOB, BO3HUKHOBEHU-
eM TPOM6030B Ha (hOoHe MaToNOrMYecKon runepKoarynsunm,
MHAyUMpoBaHHoM a®J1 n UMMYHHBIM CABUIOM B OpraHu3me
6epemMeHHoi [17].

A®Cy peten

BbiseneHne AOC B neanaTpun MMeET BaXKHOE NPOrHOCTU-
yeckoe 3HayeHue, NMOCKOMbKy MpeanonaraeT BbICOKMA PUCK
TPOMBO30B, a TakKe onpefenseT TeYeHre 1 UCXO[ OCHOBHOIO
3aboneBaHus. Bnepsble B3avMOCBA3b MeXY Haluunem ump-
KYNMPYIOLLEro aHTMKOoArynsHTa 1M cocyaucTbiM TPOMBO30M

y Manblllen 6bi1a oTMeyeHa B 1972-M roay y AeTen ¢ cucTem-
HOM KpacHoW BonyaHkol. B 2000-m roay 6bin co3gaH obuum-
anbHbIM canT «EBponeickuin Gopym aHTUOOCHONMANAHBIX
aHTUTEN», rAe PerucTpUpyroTcs AeTU C HanuM4meMm aHTuTen
K dhochonunmaam. Ha ocHoBaHMM aaHHOW 6a3bl B 2006-M
rogy Oblna onybavkoBaHa pabodasd knaccudukauma ADC
y neteit [9]. Anartos A®C ans pebeHka ABnAeTca OCTOBEp-
HbIM MPW HAIUYUKN KIIVMHUYECKOrO KPUTEPUST U XOTSA 6bl OJHO-
ro naéopaTopHoro kputepus (Taén. 1 1 2). MNpu Nogo3peHum
ADC y peTelt BaXHbIM KpUTepMeM 51 MOCTaHOBKM AMarHo3a
ABNAETCA CEMEWHbIV aHaMHe3 1 Hannune y pPoACTBEHHMKOB
peBMaTUyeckmx 3aboneBaHui, peunanBUpYIOLNX WHCYb-
ToB (0cO6eHHO B Bo3pacTe [0 50-M NeT); peumanBmpyHOLLINX
nHbapkToB (0CcO6eHHO B BospacTe [0 50-M NEeT); peunamsm-
pytollero TpoMm6odhnebuta, HeBblHALLIMBAHUSA GepeMeHHOC-
TW, 9KNamncum u npesknamncuun. B nccnegyembix rpynnax
60MbHbIX fAeTein ¢ ADC BbiaBneHbl APC-accoUMMpoBaHHble
Npu3HaKn 3aboneBaHUst: TPOMOOLMTOMNEHUS, MUIPEHb WK
MUrpeHenofobHble roNoBHbIe 601, KPOBOTEUYEHMA 13 HOCAa,
ceTyaToe IMBeO, ANUIIENCUS, HapyLLEeHWA KNanaHHoro anna-
paTa cepaua, acenTUYeckmin HEKPO3 KOCTel, xopes (rmnepku-
Hesbl) U apTepuanbHas runepTeHsus. [aHHble NposBeHUs
He SABNSIOTCA KIVHUYECKMMU KPUTEPUAMMU, HO UX Hanmuyue
B COBOKYMHOCTW C aHTUTeNnamu k dochonunuaam npeacras-
NAeT coboW BaXKHbIA AMArHOCTUYECKUA (hakTop ANs AeTewn
c A®C [4, 9, 29].

HeoHaTanbHbii aHTU(OCHONUNUAHBIN CUHAPOM

HeoHaTanbHbin ADC —pefkas naTonorus, MMmeroulas Mec-
TO Y HOBOPOXAEHHbIX AeTer Mpu nepefade TpomboTUYec-
KUX (HaKTOpoB TpaHCMNauUeHTapHbIM MyTeM OT MaTepen
C BbICOKIMM ypoBHeM a®J1 B kposw [8]. OTMevaeTcs oTcTaBa-
HWe NNoAa B pa3BUTUM, HOBOPOXKAEHHbIE MMEHOT HUBKYHO Mac-
Cy Tena 1 TPOMOOLIMTOMNEHNIO, B PEAKUX CAydasix Y HOBOPOX-
JeHHbIX pa3BMBaAETCS BHYTPMMO3roBoe KposonanusHue [19].
BbinM onucaHbl remMaTonornyeckune, KOoXHble MNPOsBAEHUS,
3aboneBaHnsl CepAeYHO-COCYAUCTON CUCTEMbI Yy HOBOPOX-
JeHHbIx ¢ AQGC. HeBponorunyeckast cMMnToMaTnKa OTMeYaeT-
cs npuMepHo y 20% BonbHbIX AeTeit [12]. Boicokuii Tutp adsl
06yCnoBnMBaeT WNPOKUIA CNEKTP MaToNOrMn LieHTpasbHOM
1 NnepudepryecKor HepBHOM CUCTEM: TPAH3UTOPHbIE MLLIEMW-
Yeckue aTaku, HeMponaTUs 3pUTENbHOIO HEPBA, BHE3aMNHasa Ty-
FOYyXOCTb, NapumanbHble Cyaoporn, SIMCUHAPOM, XOPes, TPaH-
3UTOpHas obLias aMHe3us 1 Ncuxos [4]. XapakTepeH TpPOME03
BEHO3HbIX COCY[OB MOYEK, MEYEHW, I1a3 U Me3eHTepanbHbIX
cocyaoB. [py BEHO3HbIX TPOMO03ax OTMeYaeTCst MopaxkeHue
FNYB6OKMX BEH HMXKHUX KOHEYHOCTEW. ApTepuasibHbld TPOM-
603 y fleTell OTMeYaeTcs B LiepebpanbHblx apTepusx. KnuHu-
yeckasi MaHndecTaums AaHHON NaToforuM — TPaH3UTOPHas
nwemMmnyeckas aTaka rofIOBHOMO MO3ra Wnu 3Ha4YMTeNbHO
pexke BCTpedarolmincs MHeynbT [4]. TpomboTuueckasa BacKy-
NoNaTuA XapakTepHa ANA apTepuit nodek, NeYeHn U Me3eH-
TepanbHbIX COCyAoB. Jlokanusauus apTepuanbHO-BEHO3HbIX
TpoM6030B onpefenseT pa3Hoobpasme KINMHUYECKMX NPosiB-
nexHuin AOC [9].

MennaTpuueckuii perucTp 6onbHbix ¢ AOC (Ped-APS pe-
FMCTP) 3adBM O HaNUYMK accoumaumn Mexay remaTosnoru-
4yeckuMm nposeneHnamMn n BADC y aeten [9]. N3 Hux Gonee
4acTbIMU ABASKOTCA: TPOMOOLMTONEHUS, ayTOUMMYHHasA re-
MOnMTUYecKas 60/1e3Hb 1 KpoBoTeueHns. KnnHnyeckme npo-
ABMNEHNSA MOPaXKEeHWA CepAeyYHO-COCYANCTON CUCTEMbI Bapwa-
6efbHbl 1 XapaKTepuayroTcs NopaXkeHnem KnanaHoB cepaua,
MWUOKapAa, apTepuanbHOM runepTeH3nein U BHyTpUcepaeY-
HbIMK TpoMGamu. KoxxHble nposieneHns AGC pasHoobpasHbl
1 NPOABASAIOTCS B MEPBYHO OYepeab CeTYaTbIM NIMBEA0 — COCY-
[AVCTOWN CETOYKOW B BUAE CUHEBATbLIX MATEH HAa FONEHAX, CTYM-
HAX, 6eapax, KUCTSAX, OCOBEHHO XOPOLUO BbIBASEMON Mpu
oxnaxaeHun [6, 9]. BoamMoxxHa MOBEPXHOCTHAA CbiMb B BUAE
TOYEYHbIX reMopparuii, HanoMUHaKOLWIMX BACKYNUT, U KPO-
BOM3MMSAHWE B MOAHOITEBOE JIOXKE, MOAOLLBEHHAS U NalOHHas
SpUTEMbI U KOXHblE y3enKn. Hanbonee TsKenble KOXHble
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nposineHns AQC — HEKPO3 KOXWN ANCTaNbHbIX OTAEOB HUXK-
HWX KOHEYHOCTEN N XPOHUYEeCKMe A3Bbl roneHen. AQC cneayet
MCKtoYaTh NpU HEOHBLACHUMOM TPOMBO3€e Yy HOBOPOXAEH-
HbIX, B C/ly4anx HeKpo3a KoXM Ha dhoHe nedeHnst HenpsMbIMu
aHTUKOArynsHTaMu 1 y 60MbHbIX C YANMUHEHHBIM aKTUBUPO-
BaHHbIM YaCTUYHbIM TPOMOOMMIACTUHOBBIM BPEMEHEM MpU
CKPUHWMHIOBOM MCCleJ0BaHMM.

Mo paHHbIM EBponenckoi rpynnbl N0 maydyeHuto ADC
y neteit (Euro-Phosphpolipid Project Group), 3 1000-n aeteit
¢ cumnToMamu ADC y 53,1% 6bin anarHocTmupoBaH MADC.
Hanbonee xapakTepHbiMu nposieneHuamu ADGC y aeTen sB-
NAOTCS BEHO3Hble TPOM603bl, TPOMBOLMTOMNEHUS], ceTHaToe
nmBefo. o aaHHbIM uccnenoBarmi, MADC pa3smBancs Yalle
Y Manb4MKOB C OTAMOLLEHHON HAacNeCTBEHHOCTLIO (CMOHTaH-
Hble abopTbl B aHaMHe3e NX MaTepen, MHCYNbT, TMnepToHuYe-
cKas 605e3Hb, BapuMkosHada 60M1e3Hb, MHPapKT Mrokapaa) [9].
B KNIMHMYeCKMX NposiBAeHWsAxX npeobnajany CMMNTOMbI Mopa-
»xeHua LIHC Ha dhoHe 6onee HM3KMX YPOBHEW aHTUKapAMONuW-
NMHOBbIX aHTUTen 1 adJ1 knacca IgG. BA®C xapakTepuaosan-
CA KIMHUYECKMMW MPU3HAKaMU MOPaXKEHWA MOYeK, JIErKuX,
KOXW 1 HanuuneM aHTuTen K JHK [9].

B HacToslLee BpeMsi CEMEHbI aHaMHe3 SIBNSETCS Bax-
HbIM GaKTOPOM, KOTOPbIN HEOOXOAUMO YYUTbIBATbL ANA OLEH-
K1 pucka pasutma AOC y geTeit, NPOrHO3MPOBaHUS TeYeHUs
3aboneBaHnss U WHAMBUAYANU3UPOBAHHON MPOMUIAKTUKN.
[okasaHo, 4to APC valle AVArHOCTUPYETCA Y POACTBEHHU-
KOB MEepBON CTeneHn pPoOACTBa M NUL XKeHckoro nona. Cnepo-
BaTeSIbHO, BEPOATHOCTb MOPaXKeHUs AeBOYEK M BAMKANLLINX
KPOBHbIX POACTBEHHWMKOB Mpu Hannuum AQC B ceMbe NpeBbl-
LIaeT TaKOBYH CPefn MasbyvKOB U POACTBEHHWKOB BTOPOM
1 TpeTbel cTenexen poactsea [12].

TakvM 06pa3om, y aeTei HabntoAarTCA Kak UleMnyeckme
(TPaH3MTOpPHbIE MLLIEMUYECKME aTakKK, UHCYMbTbI), Tak U He-
MeMMYeCKMe HeBposornyeckne nposieneHus ADGC (cpeau
nocneaHnx Havbonee 4acTo BCTpeYatroTea MUrpeHs (7%), xo-
ped (4%) v snunencus (3%)) [14].

Mopa)keHue LLeHTpanbHO HEPBHON CUCTEMbI

CnekTp HEeBPONOrMYECKMX HapyLUeHW Y B3POCHbIX, CBS-
3aHHbIX C npogykumen adJl, BeCbMa LIMPOK K BKItOYaET
B cebq, B 4aCTHOCTU, HapyLLIEHNe MO3roBOro KpoBoobpallle-
HVA N HEBPOMTOTUYECKMNE HapPYLUEHUSA HEULLEMUYECKOTO reHe-
3a, 06yCnoBeHHble He COCYANCTbIM, @ NEPBUYHBIM UMMYHHO-
OMOCPeAOBaHHbIM  MOBPEXAEHNEM  HEPBHOW  CUCTEMDb,
ABNASCb pesynbTaToM B3aumogeicTana adJl ¢ pochonmnua-
HbIMW AeTepMuHaHTaMy MeM6paH HepoHOB, ruK, nepude-
puyeckmx HepeoBs [20]. MoBpexaeHne Mosra 1 nepudepude-
CKOW HEepBHOW CUCTEMbI Y 60MbHbIX C NepBUYHbIM ADC MoxeT
6bITb BbI3BaHO He adJ1, a Apyrumu, napannensHo BblpadaThbl-
BaeMbIMU aHTUTeNaMun Helnpocneumnduyecknx 6ekoB, Takmnx
Kak OCHOBHOW 610K MWenuHa, rMmnodubpuUnnapHbIA KUCAbIN
6enoK nnn Helpocneunbuyeckaa sHonasa n ap. Henwemu-
yeckoe mnopaxkeHue npu neperyHoM APC MoxeT 6biTb CBS-
3aHO ¥ C MHdEeKLMeN, KOTOPOW B HacTosLIee BpeMs nNpuaatoT
60/1bLLIOE 3HAYEHME B UHULIMMPOBaHMM 3a6onesaHus [26).

bonee yem y 40% naumeHTOB C MOBbIWEHHBIM YPOBHEM
adJ1 pasBMBaOTCA HEBPONOrMYECKME NPOABAEHNA HEULLIEMU-
4YecKoro xapakTepa — anunenTuyeckue Npunagky, ronoBHas
60/1b, XOpPes; CUHAPOM, UMUTUPYIOLLIMA PAaCCEAHHbIR CKNePO3;
HeBponatus (B TOM 4YMcle 3pUTENbHOMO HEepBa), HEKOTOPble
[pyrvie paccTpoicTaa (OCTPbIN NCKUX03, CUHAPOM MUACTEHUN,
NapKMHCOHM3M) [14, 17]. TonosHble 60K, BKIKOYas MUTPeHb,
N WLIEMWUYECKME WHCYNbTbl SBAAKOTCA raBHbIMW HEBPOJIO-
rmyeckumu nposieneHnamu A®C [14, 17]. Bbinn 13ydeHsbl
1 AoKa3aHbl BANSHMA Taknx akTOpPOB Kak Mofl, Hanuyme unm
OTCYTCTBWE MUTPEHN B CEMEVHOM aHaMHe3e, UCMONb30BaHme
OpanbHbIX KOHTPALENTMBOB, BbICOKOE apTepuanbHoe AaB-
JleHNe, caxapHbl AvabeT, 3ab6oneBaHns cepiua W KypeHue
Ha BO3HWKHOBEHWE HEBPOJSIOMMYECKON CUMMNTOMATUKM MpK
ADC [29]. adJ1 aBnaoTcA [OKasaHHbIM PUCKOM Pas3BUTUA
MHCYNbTOB, KOTOPbIA MOXHO AMarHOCTMPOBaTb AOCTATOYHO

NpOCTbIM METOAOM — MO aHanuay kposu. Ctoga BXOAAT MUC-
cnefoBaHWe MnasMeHHOro 3BeHa remocTtasa (onpefdeneHve
aKTVBMPOBAHHOIO BpeMeHu pekanbumdurkaummn, akTUBUpO-
BaHHOrO YaCTMYHOrO TPOMOBOMAACTUHOBOrO BPEMEHM), UC-
cnefoBaHve (QYHKLUMOHANbHOM aKTUBHOCTWM TPOMGOLUMTOB;
onpeaeneHne KonuyectTsa TpoM6OUMTOB; onpeaeneHne adJl
(@HTVKapAMONUMUHOBBIE aHTUTENA, BOMYAHOYHbIA aHTUKOA-
rynaHT). MiccneaoBaHve NnasMeHHOro 3BeHa remMocTtasa He-
06X0MMO MPOBOAWTL BCEM MOJOABIM JIFOASIM C MUMPEHBIO
1 nuuam 1o 50-u NeT ¢ MHCYNbTOM B aHaMHese.

FonoBHas 601b ABNSETCS OAHUM M3 Hanbonee pacnpocTpa-
HEHHbIX HeBpoornyeckmx npossneHnin MADC (65%) n obbiy-
HO HauvHaeTCs B MOJIOAOM UMM Aake AETCKOM BospacTe [5,
17]. K MOMEeHTY ee fie6toTa y YacTu 60SbHbIX Y>Ke UMEITCS
apyrue cucteMHble npossnenns MNADC — valle Bcero nueeso
N HeBblHaLLMBaHWE 6epeMeHHOCTU. TO OT/IMYAET roMoBHbIE
60nu npu NMADC 0T NepBUYHbBIX FOIOBHbIX 6ONEN, SBAAOLLINX-
CA CaMOCTOSITENbHbIMKU 3aboNeBaHNAMK, 1 obneryaeT ycTa-
HOBJIEHWE WX BTOPUYHOrO xapakTepa [5]. [onosHas 60Mb Y
6epeMeHHbIX OTHET/IMBO CBf3aHa C HapylleHWeM MO3rOBOW
nepdy3nn 1 4acTo pacLeHMBaeTCs, 0COHBEHHO Yy GepeMeHHbIX
C recTO30M, Kak MpU3Hak pe3koro yxyALleHnsa TeveHns 3a6o-
neBaHMsa 1 NPUBOANUT K [OCPOYHOMY pogopaspelleHnio [13].
MpoBefAeHHble UCCNeaoBaHUS MoKasanu, YTo 3HaYUTENbHOe
N3MEHEHMEe CKOPOCTM MO3rOBOr0 KPOBOTOKA B CPeAHEeN MO3-
roBOW apTepun NpefLecTByeT NOSBAEHNIO HEBPOSIOrMYECKOM
cumnToMaTuKK [17]. 3TO NofYepKMBaEeT 3HayYeHne TpaHcKpa-
HWanbHoM gonnneporpadun B NPOrHO3MpoOBaHMMN HEBPOSOT -
4YecKUX OCNOXHEeHW y 6epeMeHHblIX. [JJokasaHo, YTO MUTrpeHu
C aypou 1 6e3 aypbl ABAAIOTCA He3aBUCKMMbIMU hakTopamm
Pa3BUTUS MHCYNbTOB cpean 6epeMeHHbIX Y OCOBEHHO >KeH-
LWWH Monoforo sospacTa [17].

FonoBHble 60nm npu ADC valle BCero COOTBETCTBYHOT
MUrpeHn 6e3 aypbl, pexe ¢ aypoit, MnMbo rofioBHON 60K Ha-
nNpsKeHns. TAXecTb FOMOBHOM 60AM pasfnuyHa. Y TpeTu
60NbHbIX HabntoAatoTCA TAXENble MUrPeHO3Hble MPUCTYMbI.
YacToTa NPUCTYNOB — OT PEAKNX A0 EXXEAHEBHbIX. Y XKEHLMH
ronoBHas 60/Mb Hepeako yCWnIMBaeTCst nepea MeHCTpyauw-
ell, COMpPOBOXAAETCHA 3PUTEbHLIMU WM PEYEBbIMU Hapy-
LEHUAMKN, NMMBO TPaH3UTOPHBIMU MLLIEMUYECKMMMN aTakamu.
MpuMeyaTensbHo, Y4TO rofoBHble 60K Npu ADGC BO3HMKAKOT,
Kak mpaBuio, B MOAPOCTKOBOM MepuoAe M 3aTeM MOryT UC-
4esaTb Ha 10-20 NeT c NOBTOPHbIM BO3HUKHOBEHKEM B Gofee
cTaplem BospacTe (30-40 net) [17]. Y 60MblUMHCTBA NaLu-
E€HTOB OTMEYaeTCA HacNeACTBEHHAs NpeapacnoiOXEHHOCTb
K FOSTOBHbIM 60AIAM ¥ MUTPeHU. XOTS FOI0OBHble 60X cy>aT
4acTbIM NPOsIBNEHVEM NepBUYHOro ADC, nwemMmnyeckme nH-
CY/bTbl, Pa3BMBalOLLMECS Y Takux 60MbHbIX, B GONbLUMHCTBE
CJ/ly4aeB BO3HMKAKOT BHE MPUCTYNa rofIoBHOM 6011, NaToreHe-
TWUYECKN C HElN He CBA3aHbl U He OTHOCATCS K MUTPEHO3HbIM
nHdapkTam Mo3ara. B nmatoreHese MUrPeHO3HOW FONOBHOM
60nu npu MA®C, ckopee Bcero, UMeeT 3Ha4YeHne B3aUMOAeii-
ctBue adJ1 ¢ pochonnnuaamm KNeTouHbIX MeMOpaH aHAoTe-
SIS KPaHWanbHbIX apTepuii. Mo-BUAMMOMY, 3TO CHWXXAET Mo-
POr YyBCTBUTENBHOCTW PeLienTOPOB TPUreMUHOBACKYIAPHON
CUCTEMbI, CMOCOBCTBYET Pa3BUTWIO HEMPOreHHOro Bocnarne-
HWA, KOTOPOMY OTBOAMTCS 3HAUYMMARA POJib B reHe3e MUrPeHN.
Kpome Toro, onpegeneHHoe 3HayeHne MMeeT U CBA3bIBaHNe
adJ1 ¢ membpaHaMn TPOMBOLMTOB C NOCNeayHoLEeNn peakLm-
el BbICBOOOXAEHMSA CEePOTOHNHA — BMONOrMYeckn akTUBHOMO
MOHOaMWHa, POfib KOTOPOrO B FeHe3e MUMPEHO3HbIX FONOB-
HbIX 60/1ell XOPOLLO n3BecTHa [4].

CyLlecTBYeT MHeHUWe, 4YTO MOryT UMETb 3HaYeHne N Hew-
POreHHble MexaHM3Mbl, @ UMEHHO HapylleHVe WUHHepBaLum
KpaHWanbHblX apTepuit. [pu 3AEKTPOHHOW MUKPOCKOMUM
O6MONTaTOB MOBEPXHOCTHOW BWCOYHOM apTEpPUM OBHAPYXKMUM
NoBpeXAeHne MHHEePBUPYHOLLMX apTepuo MUeNMHU3NPOBaH-
HbIX BOJIOKOH MPU MHTAKTHOCTU HEMWENMHU3MPOBAHHbIX [5].
HekoTopble nccnenoBaTeny He UCKIOYAOT y4acTe U LeHT-
panbHbIX MEXAHW3MOB B reHe3e ronoBHONM 60/1: NOBbILEeHWe
(yHKLUWOHaNbHOW aKTVBHOCTM HEMPOHOB CTBOJa MO3ra, reHe-



PUPYIOLLMX MIPUCTYM MUMPEHU, Kak pesynibTaT UX B3anMoaewn-
cteusa ¢ ad/1 [4].

AnunenTUYecKuin CUHAPOM

K yactbiM nposiBneHnsam MADC oTHocATCA anmnenTuyec-
KWe NpUnagku, B reHese KOTOPbIX MMEET 3HaYeHNe NepBUYHOE
UMMYHHOE MOBpeXJeHWe HENPOHOB KOPbl FOMIOBHOMO MO3-
ra [25]. Jona snunenTnyeckux NpUCTyrnoB B CTPYKTYpe HEBPO-
nornyeckmx nposienexHnit NMA®C coctasnaeT 23%. Mpunagku
B OCHOBHOM pa3BMBatOTCA Yy XeHLnH (6onee 90% cnyyaen)
n aebroTrpytoT B Bo3pacTe 20-49 neT (B cpeaHem B 35 neT)
C 4aCTOTON OT eAMHNYHbIX B TeUYeHWe roaa o exxeHeaeNbHbIX.
B CTpykType anunenTu4eckmnx NpuUCTynoB MOYTU C OAMHAKO-
BOW 4aCTOTOW NPUCYTCTBYIOT reHepanM3oBaHHble, KOMMeKce-
Hble NapumanbHble NpUnagKuM U nx codetanuve. MNpocTble nap-
uvanbHble NPUNaaKn peakn. AnunenTndopMHaa akTUBHOCTb
Ha 33l npu MADC ¢ anunenTUYecKUMK Npunagkamu perun-
cTpupyetcsa noytn B 90% cryyaes, O4HAKO OHa KparHe peaKko
accoummnpyeTca ¢ nokanuaaumnein MHHapKTOB MO3ra, BbIABASA-
eMbIX MpU HeRpPOBU3yann3auum.

MICTOUYHMKWN TeHepauumn paspsiiHON akTUMBHOCTW, corfac-
HO [aHHbIM MHOrOLAroBoM AMMNOMbHOM nokanuaaumn (Mc-
NONb30BaHWe 3aperncTPUPOBAHHOIO pacnpefeneHns noTeH-
UManbHOro MOMS Ha cKafbne AAA NOUCKa WK HaxOoXAeHUs,
BbIAB/IEHWSA NapaMeTPOB AMMOSbHbIX UCTOYHMKOB ero cdop-
MUPOBAaBLLUMX), B 6OMbLUMHCTBE ClyYaeB pacnofaratoTcs
B BWCOYHbIX WM BWCOYHO-NOBHBIX [ONSX MO3ra, 4TO CO-
rnacyeTca ¢ 4acTbiM HanmMuMem Yy G0fbHbIX KOMIMIEKCHbIX
napumanbHbix Npunaaxkos [21]. Snunentudeckne npucTynbi
npu MADC 06bIYHO XOPOLLO KOHTPOJIMPYHOTCS MPOTUBOCYAO-
POXHbIMW CcpeAcTBaMu. PedpakTepHble K npoTuBoanuien-
TUYECKOMY fleYEHUIO MapoKCM3Mbl BCTpeyatoTes peako (9%
cny4yaes) — 06bI4HO Y 60JIbHBIX C BbICOKMMU TUTPAMU aHTW-
KapaMONUNUHOBbIX aHTUTEN [4].

Cunppom CHepiOoHa

CuHapom CHeppoHa (CC) BktoyaeT B ceba codeTaHue
LepebpoBacKynApHbIX HapyLeHNA ¥ pacnpocTpaHeHHOro
nmBeno. 3aboneBaHne vallle pasBMBAETCS Y XKEHLIMH U Ha-
YyMHaeTcs B MOJIOAOM MNK faxke AeTckoM BospacTe. OTMme-
YyaloT pacnpocTpaHeHHoe HeBOoCMannTeNlbHoe MopaXkeHne
apTepuin HebOMbLIOrO N CpefHero AvamMmeTpa, TPOMbbI B Mpo-
cBeTe cocyaos [20]. BbipabaTbiBaeMble npu ADGC aHTUbOC-
dbonmnnaHble aHTUTEeNa BMELUMBAIOTCA B KOarynsLMOHHbIN
Kackag 1 MHAYUMpYrT runepkoarynsaumnto. adJl BbigBNAOTCA
npnénunantenbHo y 80% 60MbHbIX C cMHAPOMOM CHeaaoHa.
Llepe6poBacKkynapHble HapylleHns npu cuHapome CHeano-
Ha npeAcTaBfAeHbl ULLEMUYECKUMU UHCYNbTaMU U NPexoAas-
WMMM HapYLLEeHUSMM MO3roBOro KpoBoobpalleHns. OcTpble
N XpOHMYECKMe HapyLleHWst KpoBOOGpallleHUs, 0CO6eHHO 6e3
naToreHeTMYEeCKOro NeYeHus, ¢ TeYeHneM BpeMeHn NpmMBoaaT
K Anddy3HOMY nopaxkeHnto Mo3ra — aHuedanonatum. BTo-
PbIM M0 YacTOTe HEBPONOrMYECKMM NPOSIBIIEHMEM CUHAPOMA
CHepaoHa nocne HapyleHun MO3roBOro KpoBOOGPaLLeHMS
ABNAOTCA anunenTudeckne npunagkn. Cpeam CUCTEMHbIX
NposIBNEHMIA CUHAPOMa Haubofiee 4acTO BCTpedvaroTcst ap-
TepuanbHaa rTMNeEPTeEH3NA U KapanasibHada natosiorna (nopa—
KeHWe KanaHoB cepfua, uemMudyeckass 605e3Hb cepaua).
TpoM603bl nepudepryecknx BeH BCTpevaroTCs MpPUMeEPHO
y 1/4 60onbHbIX. OCHOBHOE remMaTofiorM4yeckoe nposiBneHne
cvHapoma CHealoHa — TPOMOBOLIMTOMNEHMS, Yallle YMepeHHas
(70-100x10° /n), KoTopasi He TpebyeT crneunanbHOro ede-
Hua [3].

Xopesi

Xopes — HevacTblil HeBposiornyecknin npusHak MA®C (go
15%), HO HepeaKo CRYXUT ero nepBbiM KIAMHWUYECKUM MPO-
SBMEHNEM W 4YaCTO pa3BMBAETCHA YXXe B TeyeHwe MepBoro
rofa BosHUKHOBeHMA ADC [15]. B 60/1bWIMHCTBE Clyvaes oHa
pa3BMBaeTCs B AETCKOM unu ny6epTaTHOM BO3pacTe, acco-
LUMUPYACH C Ha4YanoM MEHCTPYaLWii UK C HePEryIApHOCTbIO

MEHCTpYyasibHOro LMKNa. Xopes MOXeT BO3HUKATb BO BpeMms
6epeMeHHOCTH, Noce POAOB WK Ha (hOHEe MpUema aCTPOoreH-
cofepyKalliMx KOHTPALENTWUBOB, YTO KIIMHUYECKN CBUAETENb-
CTBYeT 06 onpefenieHHoOM Ponn B ee reHese ropMoHasbHbIX
HapyweHnii. OCHOBHbIM MEXaHM3MOM PasBUTUS XOPeW Mpu
ADC Cry>XmUT UMMYHHO-OMOCPEeA0BaHHOE MOBPEXAEHNE HEN-
POHOB 6asanbHblX raHraveB, NpUBOASALLEE K MOBbIWEHWIO
nx MeTabonunama. Xopes He CBfi3aHa C MHbapKTamMu mMoara
B 0611aCTV NOAKOPKOBbIX FaHIIMEB, TaK Kak OHU He OBHapYXKK-
BaOTCA NPU HEMPOBK3Yyann3aLMOHHOM MUccnefoBaHum [4].

CUHAPOM, UMUTUPYIOLLLUIA pacCcesiHHbIW CKJ1epo3

CUHOPOM, UMUTVPYIOLLUMIA paCCesAHHbIN CKepOo3, BCTpeya-
eTcs NpuMepHo B 12% cnyyvaes MADC 1 npoasnseTcs pasHoo-
6pa3nem HeBpOIOrM4ecKom CUMATOMAaTUKKN: reMunapesbl, Na-
panapesbl, aTakcusi, rOfIOBOKPYXKeHWe, BOEHWE, AN3apTpus,
CHUXEHMWe OCTPOTbI 3peHns [4].

D. Karussis 1 coaBT. B Ka4eCcTBe xapaKTEepHOW YepTbl AaH-
HOro CUMHAPOMA Ha3bIBatOT MOCTEMEHHO MPOrPECCUPYHOLLYHO
MUenonaTuo, 3pUTeNbHYI0 HeBPONaTuio (MK UX coYeTaHue)
W cnuHouepebennapHbiii cuHapom [4]. KnuHnyeckue oco-
6EHHOCTHW, KOTOpble HEOBXOAMMO Y4WTbiBaTb Npu andde-
peHUManbHOM ANarHoCTUKe CUHAPOMA, UMUTUPYHOLLEro pac-
CesiHHbI CKNepo3, M COB6CTBEHHO PaCCEesiHHOro ckepo3a
— K MOMEHTY ero nosiBfeHus, Kak NpaBuso, y Bcex 60bHbIX
y)Ke UMeTCs xapakTepHble Ans nepsuyHoro AQC cuctem-
Hble WA HeBpoONorMyeckne nposBneHna (HeBblHAWMBA-
HWe GepeMeHHOCTM, MHMaPKT Muokapaa, nepudepuyeckme
N uepebpafbHble BEHO3Hble TPOMBO3bl, MUIPEHO3HbIE TO-
nosHble 60n). OHU NPefLIeCTBYIOT NOSBAEHNIO CUMNTOMOB
CUHAPOMA, UMUTUPYIOLLErO pacCesiHHbI CKNepo3, Ha CPoK
OT HECKOJNbKMX MecsLeB A0 8-1 neT. ViHoraa B npouecce 3a-
6oneBaHVA pa3BMBAOTCA INUAeNTUYeCcKMe NPUNaAKKM, YTO
HexapaKTepHO 4719 paccesaHHOro ckneposa. Ovarosble n3me-
HeHwus, BbiABASEeMble B 6e/10M BeLleCTBE rOJIOBHOrO MO3ra
c nomMoubro MPT, npu CUHAPOME, UMUTUPYIOLLEM pacCesdH-
HbI CKNepo3, MO CPaBHEHWIO C M3MEHEHUAMU MpKU pacce-
AHHOM CKNepo3e MMerT HEeCcKOSIbKO MeHbLUMe MacluTabsbl,
pexxe BOBMeKarOT CTBOJ FOMOBHOMO MO3ra W valle coveTa-
FOTCS C HEBOMbLUMMM 0YaraMun B NMOAKOPKOBbLIX raHramax [4].
B reHese noBpexaeHns 6en0ro BellecTBa rOIOBHOrO MO3ra
NPV CUHAPOME, UMUTUPYHOLLEM PACCEAHHbIV CKIEPO3, MOTYT
MMEeTb 3HaYeHWe aHTUTeNa K Helpocneundryeckm Genkam
— OCHOBHOMY 6efIKy MUenHa, rMModuépunaapHoMy Kncno-
My 6enKy, Helipocneunduyeckon sHonase. Henb3as Takxke uc-
KMto4aTb TOro, YTO 3TV aHTUTeNa BblpabaTbiBalOTCA B OTBET
Ha noBpeXxAeHue BelleCTBa Mo3ra noj AenCTBMEM KaKoro-
TO NaTOreHeTUYecKn 3HaUMMOro akTopa. Taknm HakTopoMm
MOXET ObITb MHMEKLMSA, KOTOPOW cevac npuaatoT 6onblioe
3HaueHue B reHese MADC [4].

HeBponaTus 3puTenbHbIX HEpPBOB

BcTtpeuaetcs npu MADC npumepHo B 9% HabntogeHui
[4,14]. CuMNTOMbI HEBpPOMATUM 3PUTENBHOMO HEPBa NPOABISA-
FOTCS CHUXKEHWEM OCTPOTbI, Kak MPaBuso, B BUAE ABYCTOPOH-
Hero mpovecca, NPOUCXOASLIErO MOCTeNeHHO. [MprMeHeHne
AHTUKOArynaHTOB M aHTUarperaHToB He npuoctaHaBIMBaET
ero, xota adhdeKTUBHO B MpeAoTBpaLLeHny MOBTOPHbIX Liepe-
6pOBaCKyNAPHbIX 3MM3040B. OTMEYEHHbIE OCOBEHHOCTH CO-
rnacyroTca ¢ NPeAnonoXeHWeM O PON MMMYHHOMO MOBPEX-
feHvsa (onocpefoBaHHOE VMMYHOMOMMYecKoe NMoBpexaeHne
dochonnnngos MembBpaH), a He ULLEMWUN B FreHe3e 3pUTENb-
HOM HeBponaTun. Kakune aHTUTena onpeaenstoT MMMYyHHOe
noppexaeHne — Hem3BeCTHO.

Mpn OOHOCTOPOHHER OCTPO pPa3BMBAIOLLENCS 3pUTENbHON
HeBpOMaTMM MPUAAETCS 3HaYeHWe TPOMOO3Yy CHabXKatoLmx
KPOBbIO HEPB COCYAOB, MPUYEM OHa MOXET ObiTb MepPBbIM
KAnHnYecknm npossreHnem ADC. XoTa B aTux crydasix
HENb3A NCKTKOYNTb 1 PO OCTPOro MMMYHHOIO BOCNaneHuns,
C 4YeM COOTHOCUTCSI 3HaYUTeNlbHOE BOCCTaHOBMEHME 3peHUs]
nocne nynbc-Tepanuu MeTunpeaom [4].
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MNepudepuyeckan HeBponaTus

[nsa nepudepndeckoin HeBponatum npu MAPC (NpumMepHO
6%) XxapaKTePHO CUMMETPUYHOE NMOPAKEHNE YYBCTBUTENBHbBIX
BOJIOKOH NepudepuyecKkmnx HepBoB Hor, pexe pyk [4]. CumnTo-
Mbl NepudepryecKor HeBponaTuUn He CAy»aT paHHUM NPOsiB-
neHnemM ADC. O6bIYHO OHM BO3HUKAIOT Yepes HECKOJTbKO NeT
nocne BO3HUKHOBEHWA Apyrux npoasneHunii AQC (Tpom603bi,
HeBblHalLMBaHWe HepeMeHHOCTH, LepebpoBacKynsipHble Ha-
PYLUEHWS, SNUNENTUYECKME MPWUNAAKK, NWBENO), HapacTaroT
MOCTENEHHO M BKITKOYAKOT pa3HoobpasHble napecTte3unu, 60mu,
CHWKEHWE MOBEPXHOCTHOW YYBCTBUTENBHOCTY, rMnepnaTuto
B OMCTanbHbIX OTAeNax KOHeYHOoCTelW W Ha nuue. [lBura-
TeNbHble BOJIOKHA CTPafaloT pexe W B MeHblUei CTeneHu:
He3HauuTenbHasA cnabocTb AUCTanbHbIX OTAENOB PyK, jer-
Kas rMnoTpodust Mbill, KUcTel. CHUXKEHME CYXOXMUbHbBIX
N nepuocTanbHbIX pednekcoB HexapakTepHo. Bonee Toro,
OHM 06bIYHO MOBbILLEHbI, O4EBUAHO, BCNeACTBME COMYTCTRY-
FOLLLEr0 MOPaXKeHUst MMPaMUAHbIX TPAKTOB. [1pn 3NeKTPOHHO-
MUKPOCKOMUYECKOM UCCNeloBaHMM 61oNTaToB nervus suralis
OTMeYaroTCs MPU3HAKM XPOHUYECKOW HeBpoMnaTuW C Bblpa-
YKEHHBIMU ABNEHUSAMU pereHepauny U CMellaHHbIM TUMOM
NOBPEXAEHNS HEPBHbIX BOJIOKOH — COYeTaHWEM aKCOHanb-
HOM [JereHepaumMn KaK MUWENUHW3MPOBAHHbIX, TaK K 6e3-
MUWENMHOBbIX BOJSIOKOH M CErMeHTapHON AemMuenvHmusaumen
npu OTCYTCTBUWM MPU3HAKOB BOCMANUTENbHBLIX WU3MEHEHWN
B HepBe [4, 24].

B reHese nepudepuyeckor HeBponaTwuW, MO-BUAVMOMY,
NUrpaeT pofib He MWEMUSA, a NEPBUYHOE UMMYHHOE MOBPEX-
JeHne. Ha 3TO KOCBEHHO yKa3blBakOT MeHbllasi BblpaXKeH-
HOCTb (MM OTCYTCTBME) LlepebpoBacKyNAPHbIX HapyLleHWi
npv MA®C ¢ nepudepuyeckoin HesponaTuei, Yem 6es Hee [4];
[OCTaTOYHO CENEKTUBHOE CUMMETPUYHOE MOCTEMNEHHO Hapac-
TaroLlee NopaxkeHne YyBCTBUTENbHbIX BOIOKOH; OTCYTCTBUE
Tpom603a NUTAKOLMX HEPB apTepuit Mo AaHHbIM MMCTONOMM-
4YecKoro uccnefoBaHns U Hea@OEKTUBHOCTb NeYEHNa aHTH-
KoarynaHTamu u aHTuarperaHTamu [4, 24].

KOHKpETHbBIN BWA MaTOrEHETUYECKM 3HAYUMbIX aHTUTeN
He ycTaHOBneH. Accouuauma nepudepuyeckon HeBponaTum
C aHeMuvel JaeT OCHOBaHWe mpeanonaraTbh, YTO Bbi3blBato-
LMe UX aHTUTeNa UMeLoT OBLLME aHTUreHHble AeTEPMUHAHTbI.
Elle ogHOM NOTeHUManbHOW NPUYMHON MOBPEXAeHUs nepu-
(heprnyecknx HepPBOB MOXET ObITb NMEPCUCTMPYHOLLAA HERpO-
TponHasa UH eKLMS.

CUHAPOM MUacTeHUn

CVHOPOM MuacTeHUM pa3BMBaeTcs y 60MbHbIX ¢ TADGC
OYeHb PefKO: ero 4acTota cpean HEBPONOrMYECKMX HapyLle-
HWIt cocTaBnaeT MeHee 1% [5]. CUHOPOM MUACTEHUU npeq-
CTaB/eH NaTOIOrMYECKOM YTOMIIAEMOCTbHO NepundepruyecKmnx
MblILULL, HAPYLLUEHWEM PeYu, FOTaHUs, AblXaHWA C NOATBEPXAe-
HVEM MO AaHHbIM 3EKTPOHepoMumnorpadmm, BkItodas npoby
C NPO3epnHOM. Ero nosBneHme CBA3aHO C BbIpaboTKON aHTK-
Ten K aueTUNXOSIMHOBBIM pelienTtopaM, o6Hapy>KMBaeMbiMU
npv ABYKPaTHOM UCCNeA0BaHWUN CbIBOPOTKM KPOBWU. Hanuyne
AHTUTEN K aUEeTUIXONNHOBbBIM pelentopam npu MADC ykasbl-
BaeT Ha TO, YTO MPOrpeccnpoBaHne MMMYHOMAaTONOrMYECKO-
ro npouecca NpUMBOAUT K MOSIBAEHNIO KNoHa B-numdbounTos,
NpOAYUMPYIOLLIMX aHTUTeNa, He oTHocALMecsa K adJ] [4].

CUHAPOM NapKMHCOHU3MA

CVvHAPOM MapKWMHCOHW3Ma HEeCOCYAMCTOro reHesa peako
pasBuBaeTcs y 60MbHbIX ¢ MADC, cocTaBnAs cpen HEBPOJIO-
TUYECKMX NPoABIeHNA MeHee 1% [4]. OAHOBPEMEHHO C CUHAPO-
MOM MapKMHCOHM3Ma BO3MOXHO pa3BuTue nepudepryeckom
CEHCOPHOWM HeBpoMnaTUM AeMUenvHu3mpytowero Tuna. lMpu
MPT ronoBHOro Mo3sra obHapy>KMBaeTCsa nopaxeHue 6enoro
BELLECTBA (f1eiikoapeos), YTo HETUMYHO [/151 AMONAaTUYECKO-
ro NapknHcoHnsma [4]. CBAsb Nenkoapeosa ¢ UWeMUein Mos-
ra ManoBEPOSATHA, TaK Kak B Cy4Yasx Haauums B KAMHUYEC-
KOW KapTuHe CMHAPOMAa NapKMHCOHM3Ma OTCYTCTBOBaM Lie-
pebpOBaCKYNsAPHbIE HapyLIEeHWS, apTepuanbHas rmMnepToHma

N aTepocknepos. lNpegnonaraetcs, YTO B reHese MapKuH-
COHW3Ma WMEeEeT MEeCTO MNEPBUYHOE, OYEBWAHO, UMMYHHOE
NoBpeXAeHne CTPUOHUIPanbHON CUCTEMbI U MyTel, CBA3bI-
BaOLWMX ee ¢ NOBHbIMU AONAMMU MO3ra. Bo3aMOyKHa 06LLHOCTb
MMMYHHbIX MEXaHW3MOB, NeXallMX B OCHOBE MOPaXXeHUst ro-
IOBHOIO MO3ra v nepndepruyeckoin HEpBHOM CUCTEMBI, ECNN
y4yecTb GakT 04HOBPEMEHHOMO PasBNTUS CUHAPOMA MapKWH-
COHM3Ma ¥ CUHAPOMa Nepuhepryeckoin HeBponaTum [4].

MaToreHetnyeckas ponb adJl ManoBeposATHa Npu yyeTe
peaKoCTU CUMHAPOMa MapKWMHCOHWM3Ma CpeAn HeBposioruye-
ckux nposinexHnit MADC. Mo-BUANMOMY, MMEKT 3HayeHue
elle He naeHTUOUUMPOBaHHbIe Helipocneunduyeckme aHTu-
Tena [4, 23].

OcTpble NCUX03bl U KOTHUTUBHbIE HAapYLUEHUSA

KOrHWTUBHbIE HapyLleHWs SBNAKTCS OAHUM 13 BapuaHTOB
HeBPONOrM4eckon cumntomMaTnkn npu APC, BO3HMKaKOLLEN
He3aBMCMMO OT mpealecTBytoWmx 3a6oneanHnin LIHC. CeT-
4yaToe NMBEeAO U MHOXEeCTBeHHble MUKPOUHMAPKTbl B Kope
N npunexalwiem 6e0M BeleCTBE FOIOBHOMO MO3ra, mnpu-
UYMHOW KOTOPbIX CIY>XXWUT OKKKO3MPYHOLWMIA NpoLecc B ap-
TepusiXx MOBEPXHOCTM MO3ra, AMArHoCTUpOBaHHble Ha MPT,
MOBbLILWAKOT PUCK PasBUTUS KOMHWUTUBHbBIX HapyLLUEHUA Yy 1L,
c ADC [27]. OcTpble NCUX03bl TakKe OTHOCATCH K PEAKUM He-
BPOJIOrMYECKNM MPOSIBAEHUAM Y 60sbHbIX ¢ MADC (MeHee
2%) W NpefcTaBneHbl HEMOTVMBMPOBAHHBIM CTPaxoM, Kiayc-
Tpodhobuen, CRyxoBbIMU W 3PUTENBHBIMK FaIOLMHALMSAMM
yCTpallatoLLero xapakTepa, AenpecCcuBHbIM COCTOAHUEM [4].
KpuTuKa MNO OTHOLWIEHMIO K MCUXMYECKMM paccTponcTBam
y MaUMEHTOB, KaK MPaBusIo, OCTaeTCA COXpaHHoM. [cnxmyeckme
PacCTPOMCTBA He CBA3aHbI C OCTPbIM HapyLUEHNEM MO3rOBOIO
KpPOBOOOPALLIEHNS, @ HEMPOBMU3Yyann3aLmMOHHOE 1cceaoBaHne
(B M3BECTHbIX ClyYaax codeTaHnsa nepsruHoro AOC 1 ocTpbIx
MCUX030B) HE BbISBWIIO 04AroBbIX M3MEHEHWI B (DYHKLMOHANb-
HO 3HAYMMBbIX 419 NCUXMKM 30HaX Moara. [pegnonaraercs, 4To
naToreHes OCTPbIX NCUMX030B Npu NepBryHoM ADC obycnosreH
nepBUYHBbIM UMMYHHbBIM NOBPEXAeHNEM Mo3ra. B To e Bpems
naToreHeTUYEeCKN 3HAYMMbIX aHTUTES He YCTaHOBNEHO [4].

WHcynbTbl

B HacTosiwee Bpemsa M3BecTHO, 4To ADC aBnseTcsa ogHom
M3 rNaBHbIX W YacTbIX MPUYUH BO3HUKHOBEHWUS WHCYSbTOB
y Monoabix nui [4]. KNMHUYeCcKnin cnekTp UWemMmn4eckmx mno-
paxkeHnin mo3ra npn ADC obLuMpeH 1 BKIOYaET B cebst Mpo-
ABNEHNS OT TPAH3UTOPHbBIX ULLIEMUYECKMX aTaK A0 04aroBbIX
NOopaXkeHWI, Takmx Kak amaBpo3s, 06LLIMpHble NHDAPKTbI MO3-
ra, aTakcum v aemeHumn [21]. Yalle Bcero cocyamcToe nopa-
eHne npu AQC 3aTparuBaeT 6acceiH cpegHel MO3roBOK
apTepuu [24]. OTMeyaeTcs CKIIOHHOCTb K peLnanBUpOBaHMIO
nHcyneTa Npy AQC, eMy 4acTo NpeALlecTBYOT TPAH3UTOPHbIEe
MwemMmnyeckne aTaku. XapakTepHo 6bICTpoe perpeccupoBa-
HMEe CUMNTOMaTUKN. HeKOTOpble HapyLIEHNST MO3rOBOro KPo-
BOOGpallleHNsT MpOTeKatoT 6e3 CUMMTOMOB M OKa3blBatoTCS
chnyyarmHon Haxoakon npu MPT. PeumnamBupytowme UHCYAb-
Tbl MPUBOAAT K PasBUTUIO MYNbTUUMHMAPKTHON AeMeHUMK
[1,2, 70]. MIMeHHO CKNOHHOCTb K MHCYNbTaM (apTepuanbHbim)
BblaensieT n anddeperHumpyet AGC oT Apyrux MeHee onac-
HbIX FMNepKoarynauMoHHbIX CUHAPOMOB, TakMX Kak MyTauus
takTopa V JlengeHa [21].

AunarHocTuka

Ons A®C TunuuHa TpomboumToneHma. OB6bIYHO KOMu-
4ecTBO TpombouMTOB Konebnetca ot 70 go 100x10°%n
N He TpebyeT cneumanbHoro nedexHus. PasBuTue remoppa-
FMYECKMX OCIOXKHEHMI HabNtoJaeTCa peaKko W, Kak npaBunio,
CBSAI3aHO C COMYTCTBYOWMM AedekToM cneundmryeckmnx dak-
TOPOB CBEPTbIBAHWUS KPOBM, NaTONOIMEN NOYEK UKW Nepeso-
3MPOBKOWM aHTUKOarynsHToB. Hepeako HabntogaeTcs Kymoc-
nonoxuTenoHas remonuTudeckaa aHemus (10%), pexe
BCTpeyaeTcs CMHAPOM 3BaHca (codeTaHue TpoMoGoumUTone-
HUW U TEMOSIUTUYECKON aHeEMUN).



A®C cunTaeTcs AOCTOBEPHBIM MPU COYETAHUM MO KpaHel
Mepe OfHOro KJMHWUYECKOro U OAHOro NabopaTopHOro npw-
3Haka (Tabn.1 n 2).

Ta6nuua 1. KnuHuyeckue kputepumn AGC [30]

1. CocyancTbin
Tpom603

OavH nnn Gonee cnyyaes:

- apTepuanbHOro, Mnm

- BEHO3HOr O, NN

- TpOM603a MeIKMX COCYAOB, B THOG0OM
opraHe Wnn TKaHu, NOATBEPXKAEHHbIN
Y3W, AonnnepoBCKMM UCCnefoBaHNEM
WUnn rucTonormdeckn. Ans
FMCTOIOMMYECKOrO NOATBEPXKAEHNS
TpoM603a He A0MKHO ObITb
3HaAYMTENbHbIX BOCNANNTENbHbIX
N3MEHEHWI B CTEHKE cocyaa

2. MNatonorus
6epeMeHHOCTN | - 3 1 6onee HeoObACHUMbIX
nocnefoBaTeNlbHbIX NpepblBaHNA
6epPeEMEHHOCTY C UCKITKOYEHNEM
AHATOMMWYECKUX, FEHETUYECKMX,
rOPMOHANbHbIX MPUYNH, NN

- 1 n 6onee HeEOGBACHUMbIE CMepPTH
MOP@ONOrnMYecKkn HopManbHOro nioaa
B cpokax 6onee 10-u Hefenb, Unu

-1 1 6onee HeJOHOLLEHHbI pebeHoK
N MopdOoNornyeck HopMasnbHbINi
HOBOPOXAEHHbIN, POXAEHHbIA A0
34-n Hefenb recTauum, NpoTeKatoLLeln
C TSKENMbIM reCTO30M WK TSXKeNon
nnaueHTapHoOM HeaoCTaTOYHOCTbIO

Ta6nuua 2. Nla6opaTopHbie Kputepun ADC [30]

1. AHTUKapAno- - Hanu4yme nsoTnnos IgGn M B
SIMNVHOBbIE aHTWTeNa CPEefHNX UK BbICOKUX TUTpPaX,;
(AKA) - NOBTOPHO 06Hapy>eHHble AKA
He MeHee YyeM Yepes 12 Hefenb
1 BbISIBIEHHbIE C MOMOLLbIO
CTaHAapTu3oBaHHoOW NDA-TecT
CUCTEMDbI,

- 06Hapy>keHue knaccos IgG
n/vnu IgM B CbIBOPOTKE N
nnasme B TUTpe 6onee 99-

ro NepLeHTuIS 340p0oBOM
NONyALMK, BbISBIIEHHbIE C
MOMOLLbIO CTaHAAPTU30BAHHOW
N®DA-TecT cucTems;

- 06HapY>KMBAOTCA B N1a3me
KPOBM B [iBYX W 6osiee cy4vasix ¢
12-HefenbHbIM NMPOMEXYTKOM

2. AHTUTEna K 6eTa-2
FNVKOMPOTENHY

- onpegenenne BA

COrnacHoO peKoMeHaaLmsaM
MexayHapoaHoro obliecTsa
TPOMGO30B U reMocTasa
(nccnepoBaTenbckas rpynna no
BA/dochonmnmnasaBucumMbimM
aHTMTENaM);

- UCKJTFOYEHWe Apyrx
KoarynonaTtui, Hanpumep,
Hanuywve nHrnéutopa VIl haktopa
nnu renapvHa (YanMHaroLWwmx
dochonnnua-saBncrMble TeCTbl
CBEPTbIBAHWSA KPOBK)

3. BonyaHo4yHbIN
aHTuKoarynaHT (BA)

N3meHeHns B o6LuemM aHanmnse kKposu npu AGC BKKOYAIOT:
YBENIMYEHNE CKOPOCTW oceaaHuns aputpoumToB (CO3), yme-
PeHHYto TpomboumToneHuto (70—120-10°%/n), KoTopas AoKHa
6bITb 3aperucTpMpoBaHa He MeHee 2-X pas; NenKouuTos;
KyM6C[‘IOJ’IO)KVIT€J'IbHyI—O reMOJINTNYECKYHO aHEMUIO.

3KCnepTbl peKoOMeHAYT OTAeNbHO KnaccuduuMpoBaTb
60nbHbIX ADC Ha cneaytollme KaTteropuu: 1) npucyTcTeyeT

6onee 1-ro NnabopaTopHOro KpUTEpPUS B NOHBOM KOMBMHAaLMK,
2) N30/IMPOBAHHbIN BONYAHOYHDBIA aHTUKOATYNAHT, 3) TONbKO
aHTWTena K KapavonunuHy, 4) TonbKo aHTuTena K 6eTa-2-
rnvkonpoTeunHy [30].

Takum o6pasom, ADC, kak Hanbonee yactas dopma C,
nNpu KOTOPOM HEepeaKO OAHOBPEMEHHO BbIABASIOTCA Mopa-
YKEHUS HEPBHOM CUCTEMBbI U akyllepckas natonorus, Tpebyet
0CO60ro BHUMaHUS A9 CBOEBPEMEHHONM U paHHEN AmnarHoc-
TUKW, OCOBEHHO Y NNaHWUPYHOLWMX BEePEMEHHOCTb U BepeMeH-
HbIX >KEHLLUWH, C Lefbto NPOMUNaKTUKK TSXKeNblX OCOXHe-
HWI, KaK y CaMOWN pPOXEeHWLbl, Tak 1 y nnoga. B HacTosuwee
Bpemsi [aHHbl CUHAPOM OMUCaH WM AMarHOCTMPOBaH Kak
y B3POCAbIX, TakK Y AeTeN U HOBOPOXAEHHbIX. [Tpocnexunsa-
eTCA CBA3b MeX[y BbICOKUMU TuTpaMm adC y 6epeMeHHO
XKEHLUMHBI N POXKAEHVEM pebeHKa C NMOoCnefyroLMMN OCIOXK-
HEHUAMW N KITMHUYECKUMU NposaBieHnamMn AQC, B 4aCTHOCTK
CO CTOpOHbI LIHC. BaxkHol 1 Hambonee pacnpocTpaHeHHOM
YKanobow y TakMX >KEHLWMH CO CTOPOHbl HEPBHOW CUCTEMbI
ABNAeTCA ronoBHas 60Mb, KOTOPas MOXET ObITb CYOKIMHU-
4YEeCKUM MpOsIBNIEHMEM MLLIEMUYECKOrO MOpaXKeHUsi COCyAoB
FONOBHOMO MO3ra, a Hanbonee 4acto npu AGC nopaxaeTcs
CpeaHsis MO3roBas apTepus C NOCNeayoLWMM Pa3BUTUEM UH-
CynbTOB. [JJOKa3aHo, YTO 3Ha4YUTENbHOE U3MEHEHNE CKOPOCTH
MO3roBOr0 KPOBOTOKA B CpeAHelt MO3roBolr apTepuun npef-
LWecTBYeT MOSABMEHUO HEBPOSIOTMYECKON CUMMATOMATUKM.
3To noavepkMBaeT 3Ha4YeHWe TpaHCKpaHWanbHoOM fonniepo-
rpacdumn B NPOrHO3MPOBAHUM HEBPOJSIOMMYECKMX OCTTOXKHEHNI
y 6epeMeHHbIX.
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