epeOpOBACKYJISIPHBIC HAPYILIECHUS
IIpYU AaHTUPOCPOIUITUTHOM
CUHIpOME

JI.A.Kananmukosa

Hayunbuii yenmp neeponoeuu PAMH (Mocxkea)

KimoueBbie ciioBa: antutena x dpochomumuaaM, aHTU(GOCHOTMIMIHBI CHHAPOM, MIIEMAYECKUI MHCYIIBT, MOJIOAOM BO3DACT,
cuHapoM CHenmoHa

HTHdOochomumuaHbii cunapom (ADPC) npencras-

JsieT cobOil CHCTeMHOE ayTOMMMYHHOE Hapylle-

HUe, XapaKTepu3ylolleecsl BoIpabOTKOI IaToreHe-

TMYECKM 3HAUMMBIX aHTUGHOCHOMUIMUAHBIX aHTH-

ten (a®JI) ¢ pa3BUTHEM IIPOTPOMOOTHUECKOTO
COCTOSIHMSI, TIPOSIBISIONIErOCS TPOoMOO3aMK M aKyILepCKOii
naronorueii. ®opmuponanue koHuenuu AOC 1 ero UHTEH-
CUBHOE U3Y4eHHE OTHOCUTCS K 80-M rogamM MpoIIoro BeKa,
KorJa ObUlM pa3paboTaHbl M BHEAPEHBI B KIMHMKY Paguo-
UMMYHHBIA M MMMYHO(EPMEHTHBI METOIbI OINpeaeICHUs
aHtuTen K Kapauoaununy (aKJI) [19, 20, 32]. CyuiecTBeHHYI0
ponb B pasBute APC BHeC aHIIMIICKMII PEBMATONOT
Hughes, umenem kotoporo B 1994 r. Ha MeXIyHapomHOM
CUMITO3UyMe 10 aHTU(HOCHOMUIUAHBIM aHTUTEIaM OBbLIO
HpeIoXeHO 0003HaYaTh 3TOT CHHAPOM. B Hamieil crpaHe
M3YYCHUE HEBPOJOTMYECKUX ACIEKTOB CHHAPOMA BIEPBbIE
ObI0 Havato Takxke B KoHue 80-x, B Kapauonsoruuyeckom
HayuHoM neHtpe PAMH u HUMWM pesmatonorum PAMH,
KOTOpbIE PaboTajii B TECHOM COTPYIHMYECTRBE.

ITo Mepe u3yyeHMs NpoOJEMbl U HAKOIIEHMS OIIbITA, MPO-
HCXOAMJIO YTOUYHeHWe KputepueB mpuarHoctuku ADC,
Mocneannit nepecmorp kiaaccupukayy APC npoBoauics Ha
11-M MexnynapomHoM KoHrpecce 1o adJI B 2006 . B CunHee
[34]. CornacHo a10ii knaccudukanuu, qruario3 AOC mMoxer
CTaBUThCS MPU HATMYUU Y OOJIBHOTO, IO KpaitHeit Mepe, OqHO-
0 KJIMHUYECKOTO U OHOTO JJAOOPaTOPHOTO KPUTEPHSI.

K kaunuveckum xpumepusm OTHOCSTCS apTepUalibHbIE WIIH
BCHO3HBIC TPOMOO3BI Pa3IITIHOM JTOKATM3aINHK (TIepudepmde-
CKHE BEHO3HBbIE TPOMOO3bI, MH(APKT MHOKapAa, MIIeMuye-
CKUI1 MHCYJIBT, MH(APKT KaKOTO-TH00 OpraHa 1 T.1.), 00beKTH-
BU3MPOBAHHBIC BU3YaIN3allIOHHBIMH (YIBTPa3ByKOBOE UCCIIC-
JOBaHUe, aHTuorpadusi) WM TUCTOJOTUUECKUMU METOAAMMU.
Eme omHuM KIMHIYECKUM KPHUTEPHUEM CIYXUT aKylIepcKas
MTaTOJIOTHS, @ UMECHHO:

— HeoOBbsicHUMas Tubenb mioga (>1) nmocne 10 Hegenb Oepe-
MEHHOCTH TIPH OTCYTCTBUM €T0 MOP(OIOTUUECKOI TaTONO-
TUM [0 JAHHBIM YJIBTPa3BYKOBOIO MCCIEIOBAHMS UK MOP-
(onoruu;

— TpexXIeBpeMeHHbIE ponsl (>1) — 10 34 Henenu 6epeMEeHHO-
CTU M3-3a IKJIAMIICUM (TSDKEJION MPedKIaMIICUK) WM Tia-
LEHTAPHOM HEIOCTATOYHOCTU IPH MOP(OIOTMYECKH HOP-
MaJIbHOM ILIOJIE;

— TOBTOPHbIE (>3) crioHTaHHBIe a0opThl (10 10 Hemeab Oepe-

MEHHOCTHU) TIpU OTCYTCTBUM aHATOMWYECKOM, TOPMOHAJb-
HOW WJIM XpOMOCOMHOM IMAaTOJIOTUN Y POIUTEIIEH.
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K s1abopamopubim kpumepusm 0OTHOCUTCS! HATUYKE:

— MOJIOXHUTEIFHOTO BONYAHOYHOTO aHTHKOoAaryisHra (BA),
HCCNIETOBAaHHOTO B COOTBETCTBUM ¢ PEKOMEHAALUSIMU MEX-
JyHapOJIHOTO 00ILEeCTBa [0 TpOMO03aM U reMocTasy [13, 42];

— TIONIOKMTETbHBIX AaHTUKAPAUOIUIIMHOBBIX AHTUTEN B TUTPE
oonee 40 GPL, MPL;

— TIONIOXKUTENBHBIX aHTUTEN K 2-rmukonporeuny I (af2GP-1)
n3otunos G i M (>99th percentile).

Ilpn 3TOoM 0OsI3aTeNbHBIM YCIOBUEM SIBISIETCS MOJYdEHHE
MO3UTUBHBIX PE3YJBTATOB HE MEHEe YeM MPHU JIBYX MCCIEN0Ba-
HUSX, TIPOBEACHHBIX C UHTEPBAJIOM He MeHee 12 Hemenb. DTo
TpeOOBaHNE MPOAUKTOBAHO HEOOXOMMUMOCTBIO MCKITIOUEHUS
JIOKHOTIONIOXUTENbHBIX PEe3yJbTaToB. 3HaHKUE W COOJIONEHME
9TUX JUATHOCTMYECKUX KPUTEPUEB MMEET MPUHIUIHUATBHOE
3HaUeHWE, TaK KaK COMIACHO HallleMy OIBITY B HACTOSIIee
BpeMs HabJoaeTcsl HeompasiaHHas runepauardoctuka AQC
B 0071aCTH HEBPOJIOTUM.

Aprepuanbhbie TpoM003bl Y 60onbHBIX ¢ adJl pa3BuBaioTcs B
Pa3MMYHBIX OpraHax, HO yYallie BCero (MpUMEPHO B MOJNOBMHE
CllyyaeB) — B apTepHsIX MO3ra, YTO MPUBOAUT K UIIEMUYECKUM
uHcynsram (M), mpexoasinum HapyIeHUsIM MO3TOBOTO KPO-
BooOpamienust (ITHMK) u cocynucroit nemenumu |2, 4, 12, 14,
15, 30]. TpoM6O3bI BeH ¥ BEeHO3HBIX CHHYCOB F'OJIOBHOTO MO3ra
nipu ADC pa3BuBatoTcst He 4acto. IMEHHO HEBPOJIOTHYECKIE
HapyIeHus1, 00yCIOBIEHHbIE TPOMOO3aMU, BKIIIOUEHBI B IUAr-
Hoctryeckue Kputepun ADC.

Hapsiny ¢ atum, y MHOTHX 60516HBIX ¢ ADC NMEI0TCS HEBPOJIO-
TUYECKME PacCTpOUCTBA, OOYCIOBIEHHBIE HE TpOMOO3aMu, a
MEPBUYHBIM, OYEBUTHO, UMMYHOJIOTUYECKH OMIOCPEIOBAHHBIM
MOBPEXIEHUEM BelllecTBa ToJI0BHOTO Mo3ra. K HuM oTHocATCS
SMUJIETITUYECKUE TIPUTIANKH, XOPEsi, CHHAPOM, IMUTHPYIOLINH
paccesiHHbIIA CKJIepo3, 3pUTeNbHas U nepudepuieckast HeBpo-
natiu u ap. [2, 3, 22, 36]. Cnenyer oco00 MOTYepKHYTh, YTO
nipu otcyTeTBuM uimemudeckux HMK wmm cucteMHBIX Tpom-
0030B 5TH TPOSIBICHUSI HE MOTYT CIYXWUTh KIMHUYECKUMU
kputepusiMu AQC.

Accoumanus Beipadotku a®JI ¢ Tpombo3aMu pasnTUyHON
JIOKaJIM3allny, SIBISIoIIascs OCHOBOM nuarHoctku ADC,
OTpeNeNnsieTcsl YHUKAIbHOU CHOCOOHOCTBIO MOCTETHUX BMe-
IIMBAThCS B Pa3NMYHble 3BEHbS KOATYISIMOHHOTO KacKaja,
pearupoBath ¢ TPOMOOLUTaMU, MOHOIIMTAMU M 3HIOTEIUEM
COCY/IOB, CJIEICTBMEM YEro CIyXaT: WHAKTHBAIMS CUCTEMbI
€CTECTBEHHOTO aHTUKOATYJIsSIHTa MpoTerHa C; aKTHBaIUs TKa-
HeBoTo (hakToOpa, KOTOPHI MHUIIMKAPYET TPOMO00OPa30BaHNUE;
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MOHMXKEHHOE BhIIEIEHUE aKTUBAaTOpa TKAHEBOTO MJIa3MUHOTe-
Ha; TIOBBIIICHWE arperalliy TPOMOOIIWTOB; BBIIENCHUE TPO-
BOCIATUTENBHBIX LIUTOKUHOB, SKCIIPECCUST MOJIEKYI aare3un
SHIOTENUEM, a TAKXKE HEKOTOPBIE IPYTHUe U3MEHEHUS B CUCTE-
Mme Koarysiuuu [17, 21, 33, 35].

Yacrora UU, obycnoBnenHoro Beipadotkoit a®dJI, cpemu mpo-
YHX MPUYMH Y MOJIOABIX MAIEHTOB IO TTOCICAHUM TaHHBIM
coctapisier 11-12,5% [1, 29], 1o naHHBIM OoJiee paHHUX UCCIIe-
JoBaHuii, oHa gocturama 25% [7, 14, 41, 43]. OTMeueHHbIE
OTJINYMS, TIO-BUIMMOMY, OOYC/IOBIEHbI COBEPILIEHCTBOBAHUEM U
yTouHeHueM KputepueB auarHoctiku ADC. [Io pacrno3HaHus
pom adJI B pa3BUTUM TPOMOO30B M YTBEPXKICHUS B KIIMHUKE
nonsaTus AQOC npuunHa atux ciydaes MU ocraBaiach HessCHOM
(«KpUMIITOTEHHBIA» MHCYJIBT) WJIM OHU OLIMOOYHO TPAKTOBAJIACh
Kak 00YC/IOBJIEHHBIE BACKYJIUTOM.

HapymuieHnst Mo3roBoro KpoBOOOpAIEHHS, COYETAIOIINECS C
BeIpaboTKOoi adJ1, B OOMBLIMHCTBE CTyYaeB JeOIOTUPYIOT B MOJIO-
JIoM (o 45 net) Bo3pacTe (cpeaHuii Bo3pacT — 33 roma), 3Hauu-
TEJIbHO peXe — B IETCKOM WM 0oJjiee cTapiieM Bospacte [2, 4].
[lo manneiM G. Kenet u coasr. (2009), a®dJI, Hapsamy c
JleiineHcKoii MyTallMeid, cyXaT OCHOBHOM MPUYMHON TPOMOO-
vy 1 vemMuyeckoro MHcynbTa y neteit [27]. Yare 3abone-
BAIOT XeHIIUHBI (81%), 4TO CBS3aHO €O CreM(MUKON UX TOPMO-
HaJIbHOTO (hoHA, OJIATOMPUSITCTBYIOIIETO Pa3BUTUIO MMMYHOIIA-
TOJIOTMIECKOTO TIPOIlecca M TIPOKOATYJISTHTHOTO COCTOSTHUSL.
IMposoumpyronmmu dakropamun HMK mpu APC y xeHIuH
MOTYT ObITb OEPEMEHHOCTb, MOCIEPOAOBBIN MEepUo, AUCMEHO-
pesi, TIPEKJIMMAKC, YTO KIMHUYECKH ITONTBEPXIACT 3HAUYCHUE
TOPMOHAJIBHBIX M3MEHEHMI B peann3alldi MMEIOIIErocs Ipu
A®DC npoKoaryIstHTHOTO COCTOSTHUS [2].

Honsg NN B cTpykType 11epeOpoBacKYISIPHBIX HAPYIIEHWIA TTpU
A®C nocturaer 90%, npudeM B 2/3 clydaeB OH SIBJIsIeTCS Tep-
BBIM TIPOSIBICHMEM 11epeOpOBACKYISPHBIX HAapyLICHWI Mpu
A®C. NireMmdecKnii MHCYJIBT Pa3BUBACTCS B Pa3HBIX COCYIM-
cThIX OacceifHax, yalle Bcero B OacceiiHe cpemHell MO3roBOiA
aprepuu. OmimunTenbHOM ocobeHHocthio MM mpu ADC
SIBJISIETCS X CBSI3b C TIOpaXKeHNEM MHTPAKPaHUATbHBIX, a HE 9KC-
TpaKpaHMAIbHBIX apTepuil, B CBSI3U C YeM YIBTPa3BYKOBOE
HCClIeNOBaHNE MarkCTpaabHbIX apTepUii TOJIOBBI He OOHAPYXKM-
BaeT KaKuX-1100 u3MeHeHuii. KpoMe Toro, XxapakTepHa HaKJIOH-
HOCTb K peuuauBaM u codetanuto ¢ IIHMK, uto obycnoneHo
HaJIMYKEM Y OOJBHBIX MPOKOATyISIHTHOTO COCTOSTHMS.

OuaroBast HeBponorndyeckasi cumnromaruka mpu MU odbruHO
pa3BUBaETCs OYeHb OBICTPO, CO3HAHMUE, KaK MPABUIIO, OCTAETCS
COXPaHHBIM, a TOJI0BHAsl 00JIb B OOJIBIIMHCTBE C/Iy4aeB OTCYT-
ctByeT. OOBIYHO (0KOJIO 2/3 cIy4aeB) MPOMCXOOUT XOpOIIee
BOCCTAHOBJICHUE HAPYIIEHHBIX (YHKLUU, TOCKOJIBKY
UH(APKTH MO3ra, COMIACHO HaHHBIM HEMPOBU3YAIU3ALMH,
KaK IIpaBUJIO, MMEIOT HeOONbIIME WM CPEIHUE pPa3Mephl.
IMocnenHee, B cBOW0 ouYepedb, OOYCIOBICHO TPOMOO30M
HEeOOJNBIINX WIN CPETHMX 110 THAMETPy IiepeOpalbHBIX apTe-
puii. CteneHb perpecca 04aroBOro HEBPOJOIMYECKOro aedu-
II1Ta TIPY ITOBTOPHBIX MHCYIIBTaX CHILKaeTcs. [1py oTcyTcTBUI
BTOPUYHOI MPOMUIAKTUKM HEMPSIMBIMU aHTUKOATYISIHTAMU U
ACTIMPMHOM MHCYJIBThI PELUIMBUPYIOT.

B tpetu ciyyaeB, o HalIMM JaHHBIM, UIIEMUYECKME UHCYJIb-
Thl codeTatotcd ¢ [THMK, a y Hekotopbix 60bHbIX [THMK
SIBJIIOTCS. €IMHCTBEHHBIM IIPOSIBICHHEM IIepeOpOBaCKYJISIp-
HbIX paccTpoiictB. [IHMK Bo3HMKAIOT KaK B CUCTEME COHHBIX,
TaK M MO3BOHOYHBIX apTepuii, IPUIEM y OTHOTO U TOTO Xe
0O0JIPHOTO OHM MOTYT Pa3BUBATHCS B Pa3HBIX COCYIMCTHIX Oac-
ceifHax, 4To 0OYCJIOBJIEHO MX MATOr€HETUYECKON CBS3bIO C

40

KOAryIslMOHHBIMUA HApYLIEHUSIMU, a HE CO CTPYKTYPHBIMHU
M3MEHCHMSIMU OTIpeeICHHON apTepuH.

XapakrepHoit ueproit [THMK siBnsieTcss mapiuuaibHOCTb U
JIETKOCTh 0YaroBOl HEBPONOIMYECKON CHMIITOMATHKH, UTO
yKa3bIBaeT Ha BO3HUKHOBEHHUE MPEXOASIIEH UILIEMUU Ha orpa-
HUYEHHOU TeppUTOPHM MO3ra B 6acceiiHe HeOOMbILON Mo Aua-
MeTpy apTepud. TUITMYHA KpaTKOBPEMEHHOCTD (MITHYTHI) 04a-
TOBBIX HEBPOJIOTUUECKUX CUMIITOMOB, XOTSI B HEKOTOPBIX CJIy-
YasiX OHM MOTYT COXPaHSIThCSl B TeUeHUE HECKOJIbKUX YacOB.
Yacrora Bo3HuKHOBeHUs1 [IHMK paznuuHa: oT exeaHeBHBIX
N0 eIMHMYHBIX Ha TPOTSKEHUM HECKOJbKHMX MeECSIEB.
HecMoTps Ha mpexoasuuii xapakTep 04aroBbIX HEBPOJIOTHYE-
CKHX CHMITTOMOB, Y HEKOTOPBIX OOJIBHBIX TIPH HEHPOBU3YaIIH-
3allMOHHOM HCCJIeIOBAHMM MOTYT OOHapyXuBaThcsl MHMAapPK-
Thl MO3ra, 00BIYHO HEOOJIBIIOTO pa3Mepa.

OcHOBHBIM MexaHU3MoM pa3utus uinemudeckrx HMK mpu
ADC apsercs TpoM003 apTepHii MO3ra in situ BCJIEACTBIE TATIED-
KOAryJISILIMOHHOTO COCTOSIHUSI, MHIYLIMPOBAHHOIO BbIPAOOTKOM
a®dJI. Hexotopbie aBTOPBI MPUIAIOT 3HAYCHWE MEXaHM3MY apTe-
pHO-apTepUabHON 1 KapaualbHON SMOOIUK, YIUTHIBASI HEpe-
KO perucTpupyeMble Mpy TPaHCKpaHUAIbHON AOMILIeporpahun
MUKpPO3MO0JTh! M Haymure Y 00mbHBIX ¢ ADC 110 TaHHBIM Dx0-KT
MATOJIOTMM KJIAMAaHOB cepala (YIUIOTHEHUE CTBOPOK, JIOKATbHOE
KpaeBoe YTOJILEHNE, KaTblIMHO3, perypruTaius, CTeHo3 Kiara-
HoB) [39]. [To HalleMy MHEHMIO, 3TOT MEXaHU3M He UMEET CyILIe-
creeHHoro 3HaueHus B renese HMK npu ADC, Tak kak mopaxe-
HUeE KJIallaHOB Cep/lia MPMCYTCTBYET He Y Beex 00ibHbIX ADC ¢
NW, v Hanrume KianaHHOM MaToJI0TUU He KOPPeIUpYET C YacTo-
Toi nmemmdeckux uHcyasroB u [THMK [8].

Huarnoctiuka HMK, accoruupyromiuxcs ¢ Beipadotkoit a®dJl,
OCHOBaHA Ha MX KIMHUYECKUX OCOOSHHOCTSIX: MOJIONIOI BO3-
PacT OOJTBHBIX, THTAKTHOCT MaruCTPaIbHBIX ApTEPUIA TOIOBEL,
HeOONbIIME WM CpeIHUE pa3Mephl MHGApKTOB MO3Ta.
Borbioe muarHocTnyeckoe 3HaYEHUE UMEET HAJTMIKE Y 00JTb-
HBIX OCHOBHBIX ¥ JOITOJTHATEbHBIX CHCTEMHBIX IIPOSIBICHUIT
ADC [2, 4]. XoTs1 61 0JHO OCHOBHOE CUCTEMHOE ITPOSIBIICHIE
A®C (HeBbIHAIIMBaHWE OEPEMEHHOCTH Y XeHIIMH — 73%,
nepudepudeckue BeHo3Hbie TpoM603sl — 29%, UBC — 31%)
uMeoch y 76% Hanmx 60JbHBIX, pudyeM B 60% ciyyaeB aTu
TIPOSIBIIEHMST HA HECKOJIBKO JIET MJIM MECSILIEB MPEIIeCTBOBATN
HMK. D710 moBHIIaeT WX OMATHOCTUYECKYIO 3HAYMMOCTD M
yKa3bIBaeT Ha HEOOXOAUMOCTb TLIATEIBHOTO cOOpa aHaMHe3a.

Y GonbHBIX 03 OCHOBHBIX CUCTeMHBIX TposiBieHnin APC yacto
(85%) HabmOmaIMCh €ro TOTIOMHUTEIBHEBIC TIPU3HAKK (JIMBEIO',
MWTPEHETIONO0HBIC TOJIOBHBIC OONH, XOpesl, SIMICITUYECKIE
MIPUTIAIKHY U Jp.), KOTOpbIe 00Jiee YeM B MOJOBUHE CTydaeB Mpeji-
IIECTBOBAIM 11epeOpPOBACKYISPHBIM HapylleHusMm [2, 4].
Pematomee 3navenue B muartoctuke ADC y 6ombHbx ¢ HMK
nmMeet obHapyxenue a®dJI B TTpax, MpeaycMOTPEHHBIX MEXITY-
HapOAHBIMU KJIacCU(PUKALMOHHBIMU KpUTepusiMu [34].

B pamkax ADC otmenbHO BhimensieTcs cuHapoM CHemmoHa
[2,9, 24-26, 31, 36, 38]. DTOT CUHAPOM HOCHUT UM aHIJIUii-
CKOT0 JIepMaToJjIora, KOTopblid B 1965 T. omucan mecth ciyva-
eB 3aboJieBaHMS, XapaKTEPU3YIOIIUXCS COYETAaHMEM [BYX
MPU3HAKOB — IIepeOPOBACKY/ISIPHBIX HAPYIICHUI M PacIIpo-
ctpaHeHHoro auBeno [40]. 3acayra [.B. Sneddon B Tom, uto
OH BIIEpPBbIE MOMYEPKHYJ HO30JOTMYECKYIO CAMOCTOSTENb-
HOCTH 3a00JICBaHUS U €TI0 OTIMYKe OT T (GY3HBIX 00JIe3HEH
COEMHUTENbHOM TKaHU (CUCTEMHON KpacHOW BOJYaHKH,
Y3€JIKOBOTO MepUapTepuuTa 1 JIp.).

' Jusepo npencTaBnseT co6oit JOCTATOYHO CTOVKME, CHHEBATHIE, BETBALLLEVCA (ODMbI MATHA Ha KOXE, 00YCNIOBNEHHbIE
HapyLLUEHEM B Heil KDOBOOBPALLIEHWS B TOM YUCAE, BCNECTBME PACCTPOVCTBA MHHEDBALIMM apTepHiA iepMbl [11].
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B xon1e 80-x MBI BrepBbIe B MUpE ITOKA3ald, YTO HApSILY C
LepeOPOBACKY/ISIDHBIMM HApYIIEHUSIMU U JIMBEAO, Y YacTu
00JIbHBIX ¢ cuHAPOMOM CHe0Ha UMEIOTCS U IPYTUE CUCTEM-
HBIE ¥ HEBPOJIOTMUYeCKHe TIposiBieHus1. K HUM oTHOCSTCS: Kap-
JMajibHas maTonorus (mopaxkeHue KiIamaHoB Cepalla, UIeMu-
yeckasi 00J1e3Hb cepjlia), nepudepruyeckrie BEHO3HbIE TPOMOO-
3bI, TPOMOOIIMTOIIEHHS, U3MEHEHMS TIOYEK (JIeTKasl TPOTeHHY-
puisi, U3MEHEHME MOUEBOTO 0cajaKa), BHYTpUYTPOOHasl THOETb
TUTIO/Ia WM CIIOHTaHHBIE a00PTHI, FOJIOBHBIE OOJIM, SMUIETITH-
YecKue IPHUIAIKU U Ip. B 1eoM criekTp KIMHAYECKHX TIPo-
siBJeHUi cuHapoMa CHeloHa, 10 HallliM JaHHBIM, OKa3ajcs
aHanornyHeIM TakoBoMy ripu ADC [9]. Ha 310 Xe yka3biBana u
pabota S. Levine 1 coaBT., ONyOIMKOBaHHAS OMHOBPEMEHHO C
Haiueit [31].

Hecmotpst Ha KIMHUYeCKoe ¢XoncTBo cuHapoMa CHennoHa 1
ADC, a®JI (aKJI, BA, ap2GP-1) onpenensitorcst He y Beex, a
TOJIBKO IPUMEPHO Y IIONOBUHBI OOJBHBIX C CHHAPOMOM
CHengona [2, 6]. Tak Kak KIMHAYECKHE TTPOSIBIEHUST CHHIIPO-
Ma CHemmoHa y OOJNBHBIX, MMCIOIINX WIM HE HMMCIOIINX
aKJI/BA/ap2GP cxomHbl, a moaxon K mpouiakTuke MoBTOP-
HeiXx HMK omyHakoB — MOCTOSTHHBIN MPUEM aHTMKOATYJISH-
TOB W aHTHMATPETaHTOB, MBI ITOjlaTacM, YTO Y OOJBHBIX 0Oe3
aKJI/BA/aB2GP-1 rakxe BbipabatbiBatotcs a®dJl [26].
ITockosibKy mociaenHue MpeacTaBisioT coOOW TeTeporeHHYo
rpynmy a®JI, HeoOxonMMa pa3paboTka METOIOB UX OTpesIeNne-
HUSL C IOCICAYIOIIEH OLEHKOM KIMHMYECKOW 3HAYMMOCTH.
CyuiecTByeT U Ipyrast TOYKa 3peHHUsI, CONIACHO KOTOPOIl TpOM-
003b1 y aKJI/BA/aB2GP-oTpuiiateTbHbIX OOTBHBIX HE CBSI3aHBI
¢ npoaykuueit a®JI [44] .

LepebpoBacKynsapHble HapylieHus: pu cuHapoMe CHenmoHa
IO cpaBHEHUIO ¢ TakoBBIME TIpr ADC 0e3 TMBe0, XapaKTepH-
3yI0TCSl OOJBILEH TSKECThIO: Yallle Pa3BUBAIOTCS TTOBTOPHbBIE
WU, ITHMK, nospnsitoTcsl mMpU3HAKKA XPOHUUYECKON HEJOCTa-
TOYHOCTH KPOBOCHAOXEHMS TOJIOBHOTO MO3Ta B BHJIE TOJOBO-
KPYXEHMUSI, MOLIATHIBAHUS, CHIKEHUS MaMSITH, CUMITOMBI
M dy3HOro mopaxeHus Mo3ra (3HiedanonaTus) ¢ pa3BUTU-
€M KOTHMTUBHBIX HapyIIeHUI pa3HOM CTENMeHU TKECTH,
BILIOTh JI0 TSDKEJIOM IEMEHIIMU KOPKOBOTO THIIA, a TAKXKE IICEB-
JI00yIB0APHOTO M TOIKOPKOBOTO cUHApoMoB [2, 5]. Yaie
OTMEYAIOTCS TAKKME CHCTEMHBIC M HEBPOJIOTHMUECKUE TIPOSIBIIE-
Hust ADC, Kak nopaxeHye KIamaHoB Cep/lia, OYeYHbIA CHH-
JIpoM (CeacTBMe MUKPOTPOMOO30B B IOUYKAX), apTepUanbHast
TUIIEPTOHMS, WIIeMUYecKast OOJNe3Hb cepila, IeMEHIHS,
TOJIOBHASI 00JTb, XOpes, SMIICTITHICCKIC TTPUTIAIKI.

C npyroii cTopoHbl, pu cuHApoMe CHeNIOHA B OTIMYKE OT
ciydyaeB ADC 6e3 1MBeIo, pexke 0OTMEYAIOTCSI BEHO3HBIE TPOM-
00361 (Mepudepudeckue u 1epedpaibHbie). OTMEUEHHbIE KIK-
HUYeCcKre 0co0eHHOCTH cuHapoMa CHeIJOHA YKa3blBalOT Ha
TO, YTO JJISI HETO XapaKTepHO MopaxeHue (TpoMOo3bl) Ooee
MEJIKMX apTepHil TOJIOBHOTO MO3Ta M IPYTHX OPTaHOB.

Juarno3 cunapoMa CHenoHa augepeHLIUpyIoT, B IEPBYIO Oue-
penb, ¢ cucTeMHOI KpacHoit BomuaHkoii (CKB), coueTarormerics ¢
BTOpmYHBIM ADC [10]. MMeHHO KIMHWYECKUE TPU3HAKU
nociaeaHero (TpomM6o3bl BeH M apTepuil, TPOMOOLMTOMEHMS,
HEBbIHAILMBAHKE OEPEeMEHHOCTH, JIMBENO, U3MEHEHUE KIIaIIAHOB
cepaua v ap.) cOmDKaloT 3Ty 1Ba 3a0oseBaHus. Kpome Toro, y
HEKOTOPBIX OOJTbHBIX ¢ CMHAPOMOM CHEITOHA OTMEYaloTCs HU3-
KM€ TUTPBI aHTHHYKIeapHoro dakropa (AH®) n antuten kK THK,
yckopenue COD, uto xapakrtepHo misi CKB. Bribop amarHoza
OCHOBBIBAETCSI HA OTCYTCTBUU TIpU cuHapoMe CHeIIoHa TaKux
mrmaHbIX Ui CKB KiMHIIecKix mposiBIeHIiA, Kak TIOpaXeHIe
KOXHu B BUAe “0abOUKM” W OMCKOMIHOM KPacHO BOMYAaHKH,
(boToceHCHOMIM3AIIMU, CEPO3UTOB, apTPUTOB (Y HEKOTOPHIX
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OOJIbHBIX MOTYT OBbITb ApTPAITUK); OTCYTCTBUM B KPOBM KIIETOK
KpacHO# Bom4aHKH, BeicokuX THTpoB AH® n aTHK.

CocymucTas JeMeHIus

Cocymucrasg JeMEHIIMS OTMEYAeTCS MPUMEPHO Y YeTBEpPTU
OOJIbHBIX ¢ 1IepeOPOBACKY/IIPHBIMU HapYIIEHUSIMU, 00YCIOB-
nenasivMu a®J1. Yarme Bcero oHa pa3BUBaeTCs IIPU CHHIPOME
CHennoHa — 37%, B ocTajibHbIX CiIydasx (6e3 nuBeno) — 5%
[2, 4, 5, 22]. Mopdonoruyeckoii ocHoBoit feMeHIuu pu CC
SIBJITIOTCS. MHOXECTBEHHBIE MUKPOMH(MDAPKTEI B KOpE U ITpHUIIe-
KarieMm 0eloM BeIlecTBE TOJOBHOTO MO3ra, MPUYMHON KOTO-
PBIX CITYXHUT OKKJTIO3MPYIOLINI TTPOLIECC B apTEPUSIX TIOBEPXHO-
¢! Mo3ra. JIeMeHIIs B 3TUX CIyJasx KiacCuPUImpyeTcst Kak
mynsturH(apkTHada. Kak nmokazana MPT B pexume muddy-
3MOHHO-B3BEIIEHHBIX W300paXeHUi, pa3BUTHE KaxXIoTro
HeOOJIBIIOTO KOPKOBOTO MH(MApKTa KIMHUYECKH IIPOTEKAET
ACHMIITOMHO, OJHAKO UX MOCTeIEHHAs: CyMMAIlMs TIPUBOIUT K
TOpakeHHMIO KOPBI TOJIOBHOTO MO3Ta. JlaHHOE MopaXeHue Tpu
HeHpOBU3yaTN3aIMOHHOM HCCICIOBAaHUHN TIPEACTABICHO pac-
IIMPEHUEM KOPKOBBIX 00pO31 U HEPEIKO OIIMOOYHO TPaKTy-
€TCsI KaK CJIeICTBUE HelpoIereHepaTuBHOTO TpoIiecca.

JleMeHIIsI 0OBITHO HAUMHAETCS CO CHIDKEHMS ITAMSTH, K KOTO-
pOMY C TeYEeHMEM BpeMEHM IIPMCOEIMHSIOTCS HAPYIIEHUS
cyeTa, ImUcbMa, Ipakcuca. KOrHUTMBHBIE HapyLIEHWs Hapac-
TaloT MOCTeNneHHo, MHoraa ycuausatotcs nocie HMK, B cpen-
HeM, uepe3 IeBATh-IeCsATh JIeT Iocie aedoTta. [1py oTcyTcTBIM
MaTOTEHETUYECKOTO JICYCHUSI OHU CTAaHOBSITCS BRIPAXKEHHBIMH,
3aTPYOHSS TIPOPECCUOHANBHYI0O U OBITOBYIO AESTETBHOCTD
00JIbHOTO, TO €CTh JOCTUTAIOT CTEIEHH JEMEHIIUH.

Hemenumsa mpu AOC, B mepsyio oyepens npu CC, oTHOCUTCS K
KOPKOBOMY THITY: €€ XapaKTePHbIM KIMHUYECKUAM MPOSIBICHU-
€M SIBJISIFOTCSI CUMITTOMBI OYaroBOTO HapyLIEHUS BHICIIUX TICH-
XUYeCKMX (DYHKIIWI (aKaIbKyIus, arpadus, alpakcys, ceMaH-
TUYECKWe U aMHecTHyeckue HapyuieHus). I[lpu HelipoBusya-
JIM3aUMOHHOM HUCCIENOBAHUM OOHAPYXMBAETCS paCHIMPeHUE
KOPKOBBIX 00p03/1, Hauboiee BhIpaXXeHHOE B 3a[IHEe-TEMEHHO-
BUCOYHBIX OTAENaX TOJOBHOIO MO3ra, B OCHOBE KOTOPOIO
JIeXaT MHOXECTBEHHbIE KOPKOBbIE MUKPOUH(bAPKTHL. Y HEKO-
TOPHIX OOJIbHBIX B 3THX 00JACTSX BBISBISIOTCS MH(aPKThI
cpenHero pasmepa. [locteneHHOe pa3BUTHE IEMEHIIUH, €€ KOp-
koBbiit TuT 1 Hammaue Ha KT/MPT nuddysHoro pacumpenust
KOPKOBHIX 00pO3I MHOTIA SBISIOTCS MPUIMHON OLIIMOOYHOM
JIMarHOCTUKY Oone3Hu AnblireiiMepa. [Tpu BhIOOpe nuarHosa
peliaioniee 3Ha4eHUE UMEET MOJIOAON WM CPeHUI BO3pacT
0onbHBIX, Hanuuue y Hux IIHMK u uiemMmuueckux MHCYJIBTOB,
JIMBENIO Ha KOXe, a TakKe MPUCYTCTBHE APYTUX HEBPOJIOTMYE-
CKUX U cucTeMHBIX TposiBneHnit AOC [35].

Hekotopoe 3HaueHUe B pa3BUTUM KOTHUTMBHBIX HAapyIICHUI
npu ADC MoxeT UMeTh TTepBUYHOC UMMYHHOE TTOBPEXIECHNE
rOJIOBHOTO MO3ra, a HE yXyAlLIeH!e ero KpoBocHaoxeHus [37].

Tpom003 CHHYCOB r0JI0BHOTO MO3ra

Hapymienue BeHO3HOro KpoBocHaOXeHMst mosra npu ADC
BCTpeyaeTcsl penko. TpoM003 BEHO3HBIX CMHYCOB TOJIOBHOTO
MO3ra 1 LiepeOpaibHbIX BeH B 00ILei CTPYKTYpE 1iepeO0pOoBacKy-
JIapHBIX HapymeHuid mpu AD®C cocTaBisieT, 10 HAIIUM JaH-
HbIM, 3% [2]. TpoM003 BEeHO3HBIX CHYCOB MOXET pa3BUBAThCSI
B metcTBe (12—14 net), sBysisich epBBIM TposiBieHIeM ADC,
Wi B 0ojiee MO3MHEM BO3pacTe, KOTma yXe UMEIOTCS APYrue
nposineHnss ADC.
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Yamie Bcero TpOMOMPYIOTCSI BEPXHUI CAaTUTTAIbHBIN U TIOME-
PEUHBIN cMHYCHI Mo3ra. KimmHnYecKast KapTiHa 0OBIYHO Tpe-
CTaBjIeHa CMHAPOMOM BHYTPHYEPENHON TMIIEPTEH3UM: [OIOB-
Hasg 00J1b, TOJOBOKpPY:XEHME, TOIIHOTA, PBOTA, CHIDKECHHE U
IBOCHUE 3PCHMS, SMUICTIITHICCKUE TPUITAIKU (PeIKo), OTeK
IMCKOB 3PUTENBHBIX HEPBOB HA IJTa3HOM JHE, IOBBIIICHNE
JIMKBOPHOTO NaBJICHUS IPU HOPMAJIbHOM KJIETOYHOM COCTaBE
JIMKBOpA U CYIIECTBEHHO HE U3MEHEHHOM YpOBHE OeJrka.

[Mpu3sHaky BHYTpUUYEPETTHON TMIIEPTEH3MM NHOTIA COYETAIOTCSI
C JIETKAMU OYaroBBIMM HEBPOJOTMYECKUMU CUMIITOMAMU, B
OCHOBE KOTOPBIX JieXaT MUKPOKPOBOM3IMSHUSI M HEKPO3BI,
00yCIIOBIIEHHBIE Pa3phIBOM TPOMOMPOBAHHBIX BEH U 3aTPyIHE-
HUEM BEHO3HOTO OTTOKAa. CHMMTOMBI TpoM003a BEHO3HBIX
CHHYCOB MO3Ta BO3HUKAIOT WJIM JOCTATOYHO OCTPO, UM Hapac-
TAlOT Ha MPOTSKEHUU HECKONBKMX YacOB WM JaXe HEIeNb.
Bonbioe 3HaueHNE B ANATHOCTHKE TPOMOO3a CHHYCOB TOJIOB-
HOTO MO3Ta B HACTOSIILEE BPeMsI MPUHAIIEXUT HEMHBA3UBHO-
My Metony — MPT rosioBHOTO MO3ra, BBITIOTHEHHOM B pexKnuMe
BeHOCHHYcOTpaduu.

Jleuenne n npodunaktrika HMK npu ADC cBsi3aHbl ¢ OCHOB-
HBIMU MexaHu3MaMu aeiicTBus adJI — ux BMEIIaTeIbCTBOM B
KOaryJISIIMOHHBIN Kackan. OCHOBOI JledeHUsI ¥ IPOMIITaKTH-
KM TIOBTOPHBIX MIIIEMMIA MO3Ta CTyXXKUT IIPUMEHEHNE aHTHKOa-
T'YJISIHTOB HEMPSIMOTO JIeCTBYSI, acIMpUHA U TenapuHa [2, 4, 7,
23, 28, 33]. B ocTpom mepuoie MHCYJIbTa TPUMEHSIOTCS aHTH-
KOAryIsHTHI MPSMOTO AEHCTBUS — TemapuH, (hpakCHIIapHH,
knekcaH. [na npodunaktuku nosropHbix HMK u [THMK
UCIIONB3YIOTCS AHTUKOATY/ISIHTHI HEIPSMOTO HeicTBHS (Bap-
(bapuH, GeHWTMH, CMHKYMap, KyMaauH), HeOOJbIIME HO3bI
acniupuHa (TpoM00-ACC, KapaMOMarHui) Wid ux KOMOMHa-
1us. [Ipn 3ToM 3¢ (heKTUBHOCTh aHTUKOATYITHTOB 3HAUNTEITh-
HO BBIIIIE, YeM aCIHMpPHHA.

JleueHue aHTHKOAryIsIHTAMU HENPSIMOTO JICHCTBUS TIPOBOIUTCS
TI0l KOHTPOJIEM MEXITyHapOIHOTO HOPMATM30BaHHOTO OTHOIIE-
Hust (MHO), koTopoe pekoMeHyeTCsI TIOIePKUBATh Ha YPOBHE
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3(h}eKToB OT IMpHeMa yKa3aHHBIX IMpenapaToB, 3(h(EeKTUBHBIM
ObL10 IeueHue TaBukcoM. [IpodunakTueckoe aHTUTPOMOOTH -
YecKoe JISUeHUE MPOBOIMUTCS MOCTOSTHHO U €10 OTMEHA COMpPsKe-
Ha pa3ButrieM 1mopropHseix HMK.

HeobGxomuMmo crienuanbHO MOAYEPKHYTh: HECMOTPS Ha TO, YTO
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CHIIXEHUS UX BeIpaboTKy [2, 23]. Bosee Toro, Ha3HaueHMeE mpe-
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€M, a TaKXKe TPernapaToB, HATPABJIEHHBIX IPOTUB HEKPO3a OITy-
xoJieit TpombouuToB [23, 33].

B 3akmouenun emne pa3 orMetuM, 9to ADC gBsieTcs OTHOIM U3
npuunH nmemudeckux HMK, TIHMK, mynstunHdapKTHOIM
JEMEHIIM W TpoM003a BEH M CHMHYCOB TOJIOBHOTO MO3ra Y
0O0JIBHBIX MOJIOIOTO BO3pacTa. JIMarHoCTKa OCHOBaHA Ha KOM-
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a®dJI. PaHHSS OMarHOCTMKA M CBOEBPEMEHHOE Ha3HauyeHHe
AHTMKOATYJISTHTOB TO3BOJISIET IPEIOTBPATUTh Pa3BUTHUE
MTOBTOPHBIX MHCYJIETOB 1 IeMEHIINN.
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