Cekuus 10

MyJII)TI/ICI/ICTeMHBIe JAereHepannuu

CyMnToMaTHYECKHE U BTOPUYHbIE PACCTPOICTBA IBHKEHHUI.

CocyaucTbiii TAPKMHCOHM3M

0.C. Jlesun
Poccuiickas meduyunckas akademus nocaeouniomMHoO20 00pa308anusl,
Llenmp sxcmpanupamuousix 3a60sesanuiit Munzopaecoupazeumus Poccuu (Mockea)

Cocynuctblii mapkuHcoHU3M (CIT) — oqHa M3 OCHOBHBIX
(bopM BropmuHOTO MapKMHCOHM3MA, Ha I0JTF0 KOTOPOTO TTPH-
xomuTcs ot 3 1o 8% ciydaeB mapKMHCOHM3MA. JIMarHocTrka
CII HaTankuBaeTcsl Ha ABOSIKOTO poaa ciaoxXHocTh. C ogHoM
CTOPOHBI, CYILIECTBYIOT TPYIHOCTH B A¥ichdepeHINaTbHOM A1~
arHOCTHKE IMapKUHCOHM3MA C IPYTMMHM JIBUTaTeIbHBIMU Ha-
PYIIEHUSIMU, BOZHUKAIOIIMMU Y OOJIBHBIX C 1IepeOpOBacKy-
JSIpHBIMU 3a00s1eBaHusAMU. C Opyroi CTOPOHBI, OTCYTCTBUE
MMAaTOTHOMOHWYHBIX KJIMHUYecKUX rpu3HakoB CII, B ToM
Yyciie BOBMOXHOCTh MOJOXUTETBHOM peakluM Ha Tpera-
parThl JIECBOIOIIBI, @ TAKXKE YaCTOE HAJIMIUE COCYIUCTHIX U3ME-
HEHMI1 B TTIOIKOPKOBBIX OTIeIaX MO3ra y MOXWIBIX 3aTpy/-
Hs10T auddepeHmanbHyto auarHoctuky CII ¢ 6one3Hbio
ITapkuHCOHa 1 MYJIBTUCUCTEMHBIMU JIET€HEPALIMSIMMU.

IIpu cocyaucToM mopaXXeHUu Mo3ra B pe3yJbTaTe pas-
PYIIEHMS CBSI3ei MeXKITy TOOHBIMM JOJISIMU, TIOAKOPKOBBIMU
CTPYKTYpaMHU, MO33KE€YKOM U CTBOJIOBEIMU OOPa30BaAHUSIMU
BO3HUKAET CJI0KHAsT KOHCTEJISLIMS MOTOPHBIX M TICHXOMO-
TOPHBIX HapyIllIeHU, KOTOPYIO HEJIETKO pa3JIOXKUTh Ha OT-
JeJTbHBIE CUHAPOMEIL. JIBUTaTEbHBIN 1e(eKT y JAHHOTO KOH-
KPETHOTO OOJIBHOTO MOXET OBITh CJIIEACTBUEM COYETAHMS
TUTIOKWHE3UW U PUTUIHOCTH C HapyllIeHUEM ITOCTYPaTbHBIX
peakinii 1 Xoab0bl, MMPaMUIHOM HEIOCTATOYHOCTBIO, TICEB-
JI00YIbOApHBIMU HAPYIIEHUSIMU, MO3KEUKOBOI MJT BECTH -
OyJsIipHOIT aTakcueit u T.1. [TapKMHCOHMYeCKre CUMIITOMBI
YacTo JIIIb «BKPAIJICHBI» B 3Ty CJIOKHYIO0 CHHAPOMAJIbHYIO
CTPYKTYpY U He BCETJa ONPENe/SIOT TSKECTh COCTOSTHUS
6ospHOTO. [ToaToMy TepMmuH «CII» 11emecoodbpas3Ho Hc-
OJTb30BaTh JIUIIb B TOM CJTy4ae, KOrjaa MapKuHCOHUYeCKe
CUMIITOMBI JIMOO TIPECTaBJIEHbl U30JIMPOBAHHO, JTM0O H0-
MMHUPYIOT B KTMHUYECKOI KapTHHE, KOTOpast MOXKET HaIlo-
MMHaTh KJIIMHUKY 6oJie3HU [TlapKHCOHA WK OTHOTO U3 Ba-
PUAHTOB MapKUHCOHU3MA-TLTIOC [2].

CII cnemyer oTiMyath OT JOOHON AucOa3uu («ampak-
CHM» XOIIbOBI), KOTOpast UMUTHUPYET HEKOTOPHIE YepThl Ha-
pYIIEHUS XOABOBI TPY MAaPKMHCOHU3ME M B CBSI3U C 3TUM
WHOTIAa 0003HaYaeTCd KaK «[TapKUHCOHNU3M HIDKHEW 9acTh
Tesa». Y TaKUX MallMeHTOB HET TPU3HAKOB IMTapKUHCOHU3MA
B «BEPXHEU YaCTU TEJIa»: MUMHUKA OCTAETCS XKUBOW, JIBUXKE-
HUS PYK TIPY XOAb0E COXpaHEHBI U JaXe YCUICHBI, KpoMe
TOTO, NBMKEHUSI HOTaMU B TTOJIOKEHUM CUI M Jiexa (Ha-
MpUMeED, «KKpydeHUe Neganeit BeJocuriena») oObIMHO He Ha-
pYILIEHBI, 11032 He crudaTeIbHasl, Kak Mpyu NapKUHCOHU3ME,
a cKkopee BbINpSIMJIEHHAs WM pasrubarenbHas. Pacimpe-
HMeE TUIOIIAIN OTTOPHI TTPU XOAb0e, Hapy>KHasl pOTallvs CTOTI,
Manasgd 3POEeKTUBHOCTh KOPPEKIMHU IIara ¢ MOMOIIbIO
BHEIIHUX OPUEHTHPOB, JaHHBIE TIOCTyporpacum M MoIo-
METPUM CBUIETEJILCTBYIOT, UTO, TI0 KpaliHel Mepe, B 3HAUU-
TeJILHOM YacTH CiTyyaeB HapyllIeHue MHUIIMALIMY XOAbObI U
YKOpOYEHUE [UTMHBI 111ara B ITIOMOOHBIX CITy4asix B OCHOBHOM
00BSICHSIETCS] HE TUITOKMHE3UEH, a MOCTypalbHOI HEYCTOM -
4yMBOCThIO. BMecTe ¢ TeM, auddepeHInauus mapKuHCO-
HU3Ma U JJOOHO! nucOa3uu MOXET ObITh 3aTPyIHEHa, Mo-
CKOJIbKY 3TU COCTOSIHUS TIPY COCYIMCTOM MOPaXKEHUU MO3ra
00pasyloT eANHBINA CIEKTP.

OtnenbHbIe TTAPKUHCOHUYECKE CUMIITOMBI, HE TTO3BO-
JISTIONIME COTJIACHO OOINENPUHSTHIM KPUTEPUSIM, AMATHO-
CTUPOBATh CUHIPOM ITAapKUHCOHU3MA, BBISIBJISIIOTCS, TI0 JIaH-
HBIM HEKOTOPBIX MCCIeIOBAaHMI, Y YeTBEPTH TAllMEHTOB,
TepeHeCIIX MHCYIBT. 11 0003HAaYeHMSI 3TUX CUMIITOMOB,
KOTOpPbIE€ MOTYT OBITb CBSI3aHbI HE TOJIBKO C COCYIUCTHIM I0-
paXeHUEM MO3ra, HO U C paHHEl cTaauen HeliponereHepa-
THUBHBIX 3a00JIeBaHUIA, BO3PACTHBIMUA MU3MEHEHUSIMU TIOM-
KOPKOBBIX CTPYKTYP, IO aHAJIOTUH C JIETKUM (YMEPEHHBIM)
HapyllIeHeM KOTHUTUBHBIX hyHKIMI (mild cognitive impa-
irment) TIpeIjIoXXeH TEPMUH «JIeTKUe MapKUHCOHMYECKHE
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Boaesns [Tapkuncona u paccTpoiicTBa ABMKEHUI

3Haku» (mild parkinsonian signs) [3]. B oreyecTBeHHO Mpak-
THKE B MOAOOHBIX CJIydasx MHOTAA YIOTPEOSIA TEPMUH
«JIerkast 9KCTparMpaMuIHas HeOCTaTOYHOCTh». B CBsI3M ¢
3TUM HEOOXOMUMBI YeTKME KpUTEpUH, MU depeHIInpyolme
MapKUHCOHU3M M «JIeTKME MapKUHCOHUYEeCKHUe 3HaKu». K
MOCJAEAHUM TIpeljIaraloT OTHOCHUTh CJIydyad, KOT/Aa BbI-
SIBJISTFOTCST OMH CUMITTOM MTApKWUHCOHM3Ma JIETKOM MJTU yMe-
peHHOI cTerneHu (OlLEHKa MO COOTBETCTBYIONIEH pyOpUKe
wansl UPDRS 1 unum 2 6an1a) am6o aBa uiim 6oJee CUMIITO-
MOB, OIIeHKa KOTOPBIX He TTpeBhIIIaeT 1 6ayut (K aToMy Iipea-
CTaBJISIETCSl HEOOXOMUMBIM TOOABUTH HAJIMUWE OJTATOOpaI-
KWHEe31H He 0oJiee YeM B OTHOM PETHMOHE Teja: aKCUaIbHBIN
OTzIe]1, BepXHUE KOHEYHOCTH, HIKHIE KOHEUHOCTH).

XopouIio M3BeCTHbIe KJIMHUYeckue ocobeHHoctu CIIT
(HarpuMep, TBYCTOPOHHEE Havajo 3a00jieBaHUsI, OTHOCH-
TeJIbHAsi CAMMETPUYHOCTh CUMITTOMATUKH,, OTCYTCTBHUE TpPe-
Mopa IoKosI, TIpeodIagaHre aKUHEe3UU U PUTUIHOCTH B aK-
CUAJILHBIX OTHEeJIaX MU HUXXHUX KOHEUYHOCTSX, paHHee
pa3BUTHE HAPYIIEHWI XOABOBI U MTOCTYPaIbHOM HEYCTOM-
YUBOCTH, NEMEHIIMU, HEMPOTeHHBIX HApyIIEHNI MOYEeHC-
IMyCcKaHUsI, TMPaMUIHbIE, MO3KEUKOBBIE 3HaK1, HU3Kast 3(h-
(beKTMBHOCTH MpenapaToB JIEBOIOIBI) HE ITO3BOJISIOT
omnuuTh CIT OT MyJIBTUCUCTEMHBIX AeTreHepaluii. bonee
Toro, HekoTopsble ciyyau CI1 TpyaHo oTnnddepeHIpoBaTh
u oT BII, ocobeHHO OHa cOMpoBOXIaeTCs LIepeOpPOBACKY-
JIIpHBIM 3a00JieBaHueEM [1].

B cBs131 ¢ 3TUM KITI0YEBOI1 TTPOOIEMOi B AMAarHOCTUKE
CII gBnsieTcsl yCTaHOBJIEHWE MPUIMHHO-CJIEACTBEHHOM
CBSI3U MEXIY COCYIMCTHIM TTOpakeHEeM MO3Ta M KJIIMHUYe-
cKuMH TiposiBeHusiMU. [ToaTBepkKneHne TaKoi CBSI3U MO-
XeT 0a3upoBaThCsl Ha aHaJM3e OCOOCHHOCTEN TeueHUs 1
KJIMHUKO-HEMPOBU3YAIM3ALIMOHHBIX KOPPEJSIUIX. YUeT
KJIMHUKO-HEHPOBU3YATM3aLIMOHHBIX KOPPEJSIIUA TT03BO-
JIIeT TMOBBICUTh MH(POPMATUBHOCTh CTPYKTYPHO# HEMpo-
BU3yaJIM3alluy, MHTEPIpeTalds JaHHBIX KOTOPOI 3aTpy-
HeHa reTeporeHHOCThIo Mopdoornyeckoro cyocrtpara CII,
YacThIM HaJIMIMeM acHMMIITOMHBIX U3MEHEHUIl B 0a3ajib-
HBIX TAHIJIMEB Y TTOXWIBIX JIUI, HEPEIKUM OOHapYyKeHUEM
TEX WM UHBIX COCYIMCTHIX U3MEHEHMI Y TTalIMeHTOB C Hell-
pojereHepaTUBHBIMM 3a00JIeBaHUSIMU, KOTOPBIE MOTYT BJIM-
SITh Ha UX TeYCHUE WJIK OCTaBaThCsS ACUMIITOMHBIMM.

Mopdonornyeckum cyocTpaToM MOCTUHCYJIBTHOTO Ba-
puanTa CI1, 06bIYHO pa3BUBAIOIIUMCS B T€UEHUE 6 MECSILIEB
TTOCJIe TIEPEHECEHHOT0 OCTPOT0 HapyIIEHWsI MO3TOBOT'O KPO-
BOOOpAIlleHUSsI, Yallle BCETO SIBJISIOTCS TepPUTOPUATIbHBIC
WH(apKTHI B TOAKOPKOBOM 30HE OacceiiHa cpeHel MO3ro-
BOI1 apTepuu WM OacceliHe TepeaHell MO3rOBOI apTepUM.

VYV oTaenbHbIX 00JBHBIX OTMEUYAJOCh TaKXKe MOpaxkKeHUe
cpemHero Mosra v Tanamyca. Mopdosornueckum cyocrpa-
ToM Oe3biHCYyJIbHOTro BapuaHTa CII, pasBuBalolierocs: B
paMKax IMCLHUPKYJIITOPHON 3HedaaonaTuy u xapakTepu-
3YIOILIETO ITOCTENEHHBIM HaYaJ oM U ITPOrpeIMeHTHBIM Teue-
HUeM, Yallle BCEro sBJSOTCS AU dy3HOe opaxKeHue Ty-
OMHHBIX OTHEJOB O€Joro BellecTBa MOJYIIApU U
MHOXECTBEHHBIE JJaKyHapHble MH(MAPKTHI, CBSI3aHHBIE C 1ie-
peOpanbHOI MUKPOAHTUOIIATUE.

CpaBHeHue MPT-usmenenuii y 6oabHbix ¢ CIT u quc-
LIMPKYJISTOPHON 3HLedaionaTuei, He UMEIOLIMX CUMIITO-
MOB MNapKMHCOHU3Ma, He BbISIBUIO CTaTUCTUYECKU 3HAYM-
MBbIX pa3Inyuii B CpeaHel UMCIEHHOCTU TePPUTOPUATBLHBIX
U JJaKyHApHBIX 0YaroB, paclpoCTPaHEHHOCTU MePUBEHTPH -
KYJISIPHOTO U CYOKOPTUKAJIbHOTO Jielikoapeo3a. B To xe
BpeMs y 6osibHBIX ¢ CIT yalle, yeM y 00JbHbIX 0€3 apKUH-
COHMYECKUX 3HAKOB, OTMEYAIUCh JJAKyHApHbIEe OYaru B 3a/l-
HUX OTAEJIOB CKOPJIYITbI M HAPY>)KHOTO CerMeHTa OJieIHOro
mapa. Y nmauueHtoB ¢ CIT oTMedyeHa Takke TEHAEHLIUS K
0oJbllell BRIpaXXeHHOCTH JieliKoapeo3a B MPOeKUUHU Ty-
OMHHBIX OTIAEIOB JJOOHBIX J0Jielt U 0ojiee 3HAUUTETHLHOMY
paciupeHuio nepeaHux poros. IInprHa KOMITaKTHOM YacTu
YepHOIt CyOCTaHIIMHU, BBIIBIsIEMOl ¢ ToMolbio MPT-mop-
¢domMetpuu, npu 6ose3Hu [apkuHcoHa, MyJTbTUCUCTEMHOM
arpoduu u CII mmpoKo nepeKphIBacTCsI U HE MOXET CJTy-
KUTb AU depeHInaIbHO-AMarHOCTUYECKUM KPUTEPUEM.

Taxkum 00pa3oM, BepOSITHOCTb pa3BUTUS U TsKecTh CIT B
peniaronieil CTerneHu 3aBUCT He OT 0011ero oobema nopaxe-
HMST MO3TOBOM TKaHM, a OT JIOKAIU3alMU ITOpakeHs B CTpa-
Teru4ecky 3HaUMMBbIX 30HaX (ITOAKOPKOBOe Oes10€e BEIIECTBO,
3aTHUE OT/IENIbl CKOPJIYTIbI, YeUEBUIIEOOPA3HOE SAPO, YepHast
cyOcTaHLIMs, JOOHas 10JisI, TajlaMyc). B cBsI3u ¢ 3TUM Bbije-
JIEeHbl HECKOJIbKO maToreHeTudyeckux BapuaHtoB CII, 00-
YCJIOBJIEHHBIX MOPaKEHUEM Pa3IMYHBIX 3BEHbEB MOTOPHOTO
JIOOHO-TIOMKOPKOBOTO Kpyra ((ppoHTOCTpUapHOTro, CTpUATO-
NaJTMAAPHOr0, HUTPOCTPHUAPHOIO, TAJIaMOMPPOHTAILHOTO) U
HUMEIOLIMX HEKOTOPbIe KIMHUYECKE OCOOEHHOCTH.

JlaHHbII moaxo ObLT peaarn30BaH MpU pa3padoTKe K-
HUKO-HeHpOBU3yaaIu3allMOHHBIX KPUTEPUEB TUATHOCTUKU
CII [1] 1 Ha1en noaKperieHre B MOCAeAYIOIINX KIMHUKO-
naroMmopdonorndyeckux ucciaenopanusix CII [4]. CooTBet-
CTBYIOIIMi€ BapuaHThl KputepueB auarHoctuku CIT npen-
CTaBJIeHbI B Tabauile 1.

HccnenoBaHus MocaeqHEro AeCATUIETUS TOKA3aIU, UYTO
B oinuyue ot 6osie3Hu Ilapkuncona, mias CIT He xapak-
TEePHBI TUTIOOCMUSI U CHUKEHUE HAKOTLJIEHUS B CEPALIE U30-
tona MiBG, cBs3bIBaIOIIETOCS C CUMITATUYECKUMU OKOH-
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Cekmusg 10. CuMnToMaTHIeCKre ¥ BTOPHYHbIE pACcCTPOiiCTBA ABHKEeHHIA. MyJIbTHCHCTEMHBIE IeTeHePAIIH

Ta6uua 1. Kputepun 1MarHoCTHKM COCYAUCTOr0 NapKUHCOHM3MA

Jlesun O.C. (1997) [1]

Zijlmans J.C. u coasrt. (2004) [4]

CHHIPOM NAPKUHCOHU3MA: COUETaHUE TUTIOKMHE3UU HEe MEHee YeM C Ofi-
HUM U3 CJIeAYIONTUX CUMIITOMOB: PUTHIHOCTBIO, TPDEMOPOM TTOKOSI, TT0-
CTYPaJIbHOI HEYCTONUNBOCTBIO/HAPYILIEHUEM XOIbOBI.

CHHIPOM NAPKUHCOHU3MA: OPAJIMKUHE3US U HE MEHEee OTHOTO U3 Clie-
NYIOLIMX CUMIITOMOB (TPEMOP MOKOSI, PUTUIHOCTb, MOCTYpaibHas He-
YCTOMUMBOCTB, HE CBSI3aHHAsI C IEPBUYHBIM HAPYLIEHUEM 3PEHUSsI, BE-
CTUOYJISIPHOM, MO3XEUKOBOW WM MPONPUOLIETITUBHON TUCHYHKIMEN)

LlepedpoBacKyisipHoe 3260/1eBaH)e, BBISBISIEMOE TI0 JaHHBIM aHaM-
He3a, KIMHUYECKOro ocMoTpa U HelipoBusyanusauuu (KT/MPT).

IlepedpoBacKy.asipHoe 3a0oseBaHue, orpenensieMoe o faHHbiM KT 1
MPT unu HaIMYMIO OYaroBOM CUMIITOMATUKU, XapaKTEPHOM ISl MH-
cyabTa win TUA

IIpuunnHO-C/IeACTBEHHAS CBSI3b MEXK/1Y NAPKUHCOHU3MOM U liepedpoBac-
KYJISIpHBIM 3200JI€BaHIieM, T0Ka3bIBaeMasi a) 0COOEHHOCTSIMU TeUCHMUsI
MapKMHCOHM3MAa — OCTPOE WJIM MOJOCTPOe Havyalo, MIyKTyupytoiee
TeyeHue C MePUoNaMU JTUTENbHON CTAOWIN3aLUY U perpecca, Hadauo
B MEPBBIE LIIECTh MECSILIEB MTOC/IE UHCY/bTA; 0) COOTBETCTBUEM MEX/TY
KIMHUYECKMMU U HEWPOBU3YATN3aIMOHHBIMU JaHHBIMU: BBISIBIIECHUE
npu KT u MPT usMeHeHuUi B «CTpaTernyecKux» Uil MIapKMHCOHM3Ma
30HAaX [JABYCTOPOHHUX UIIEMUYECKUX U/UTH TeMOPPArnyeCcKUX O4aroB
B CKODJIyITie U OJIEIHOM IlIape, IBYCTOPOHHETO CIIMBAIOLIErocst CyOKop-
TUKAJIBHOTO JIefiK0oapeo3a, MIIEMUYECKOro UM reMOpParn4eckoro
0YaroB B JIOOHBIX JOJISIX (OOBIYHO C IBYX CTOPOH), TallaMycCe U CpeIHEeM
Mo3ra (C OHOW WM JABYX CTOPOH)].

IIpuunHHO-CIeACTBEHHAS CBSI3b M€KLY MAPKMHCOHH3MOM H epedpoBac-
KYJISIDHBIM 3200/I€eBaHUEM, I0Ka3biBaeMasi: 1) OCTPbIM WJIM OTCTaBJICH-
HBbIM (B TeyeHHe | rozia mocijie MHCY/IbTa) pa3BUTUEM CUMIITOMOB MPU
JIOKAJIM3aLMK ovara B 001aCTH HApy>KHOTO CerMeHTa OJIeIHOTO I1apa
WA YepHOIl cyOCcTaHIIMM, BEHTPOJIaTepaIbHOTO TajaMyca, T0OHOi
JIOJIV C KOHTpAaJlaTepalibHbIM aKTUHETUKO-PUTUIHBIM CUHAPOMOM; 2)
MOCTENIEHHBIM Pa3BUTHEM IBYCTOPOHHUX CUMIITOMOB MapKMHCOHU3MA
NPy OOIIMPHOM MOPaKEHUU OEJI0T0 BEIIeCTBa, C PAHHUM MOSIBIIEHUEM
LIapKalolleid XoAb0bl 1 KOTHUTUBHBIX HAPYLIEHU.

OTcyTcTBHE aHAMHECTUYECKUX, KITMHUYECKUX, HEMPOBU3YyaTU3allMOH-
HBIX TPU3HAKOB, YKAa3bIBAIOIIMX HA MHYIO TUOJIOTMIO TAPKUHCOHU3MA.

Hckouensl: MOBTOPHBIE TPaBMBbI, dHLIE(ATUT, HelipoenTUIecKast Te-
parusi, OnyXoJib, TUaApoLedanus UiK Ipyroe 00bsICHEHKE TapKUHCO-
HU3Ma (Ha OCHOBE TaHHBIX aHAMHE3a U JOMOJHUTEIbHOTO OCMOTPA).

YyaHUSIMHU. B To XXe BpeMs MeToIbl (DYHKIIMOHAIBLHOM Heli-
POBHM3yaTM3alliy, OLICHUBAOIIE PECHHAIITHIECKIE Map-
kepHl (B yactHocTH, ODPDKT ¢ mzorormamu DAT wimu FP-
CIT) nHe Bcerna nmosousitor auddeperuuponats CII ¢
JIpYyTMH (POpMaMU MapKUHCOHM3Ma, YTO ITOKA3BIBACT OIIH-
GOYHOCTB TPAAVIIMOHHEIX MMPEACTaBICHUI O IIOCTCUHATITH -
yeckoM xapaktepe CII [5].

Onpenenenue a3¢ddekTruBHOM cTpateruu JieyeHus CIT Bo3-
MOXKHO JIMIIIb HA OCHOBE PE3YJIbTATOB PaHIOMM3MPOBAHHBIX
KOHTPOJIMPYEMBIX UCCIIeN0BAaHUIA, KOTOphIe y 00mbHEBIX CIT 1o
HACTOSILLIETO BpeMeHU He MPoBoAWINCh. cxons u3 o01IeK -
HMYECKHX COOOpakeHU T, MOXKHO BBIIEIUTh JIBA OCHOBHBIX Ha-
npaieHus B jeueHun CI1: 6a3ucHyio Tepamnuio, HanpaB/ieH-
HyIO Ha TIpeIynpeXaeHre TaTbHEUIIero MoBpexkIeHMs MO3Ta,
¥ CUMITTOMaTUYECKYIO TepaITiio, HATIPaBJICHHYIO Ha KOPPeK-
LIVI0 TTAPKWHCOHM3MA M COITYTCTBYIOIINX IpOosBiIeHMi. ba-
3KMCHAs Teparus JOJKHA BKITF0YaTh KOPPEKIIMIO OCHOBHBIX CO-
CYIMCTBIX (haKTOPOB PUCKA Y TIPOBOIUTHCS C YUETOM BEIYIIETO
MeXaHM3Ma TTOBPEXKACHNS Mo3ra (MUKPOAHTHOIIATHS, 1IepeO-
PaIbHBIN aTepPOCKIIEPO3, KAPANO3IMOOIHS).

CuMniToMaTidecKast Tepanys IBUTaTeIbHBIX Hapyllle-
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IIcuxoreHHbie IBUraTe/IbHbIE€ PACCTPOICTBA

I'M. Jlroxoea, B.JI. IToayoes
Mockoesckas meduyunckas axademusi um. U. M. Ceuenosa (Mockea)

Ha HeBpoIornueckom npremMe NCTepUUECKIE WY TICUXO-
reHHble HeBposiornyeckue pacctpoiicrBa (ITHP) 3anumator
6-e MecTo cpeau 20 HanboITee YaCThIX AMAarHo30B [7]. B HeB-
posornyeckux KimHukax yacrora ITHP konebiercs ot 3% no
9%. 5, 6]. Cpenn pa3HOOOpPA3HBIX HEBPOJIOTMUCCKUX TIPO-
SIBJIEHUI MCTEPUU (IBUTATEIbHBIX, BETETaTUBHBIX, CEHCOP-
HBIX, SMOIIMOHAIIBHBIX) UMEHHO OgueamenvHble HApYuleHus
MO3BOJISIIOT Yallle BCero M B HaMOOJIbLLIeH cTrerneHu audade-
PEHLIMPOBaTh UCTEpUUYECKHE U OJM3KKME MO cBoel (heHoMe-
HOJIOTUY OPTaHUYECKKE HEBPOJIOTUYECKNE CUHIPOMBI.

B paMkax NmCHXOT€HHBIX IBUTATEIbHBIX PACCTPOMCTB
(ITIP) paccMaTpuBaloT, MpexXae BCero, napaidyu U na-
pe3bl, HapylIeHMs IMOXOAKM (I130a3un) U TICUXOTeHHbBIE
JUCKUHe3uu [8].

IlcuxoreHHble nape3bl H NAPATHIH

IlcuxoreHHbIe Mape3bl ¥ IMapaIudu — HanboJiee YacThie
HUCTepUIYECKe HeBposiorndyeckue heHOMEHbBI, B KOTOPBIX
pedb CKopee UIET O «JIOKAJIBbHOM aKWHe3e», «Iapajnde»
JBIDKEHMS, @ HE MBIIIIIIHI.

Hcxons n3 KIMHUYECKOM MPaKTUKU, MOXHO BBIICUTh
5 hopM IICHXOTEHHBIX Mape30B U MapalnJei:

1. CraObwibHBII U TPyOBIi MOTOPHBIN AedeKT, aedop-

MUPYIOIIUIA MOTOPHBI 00JIMK (TTOBEeICHUE ) OOJTLHOTO.

2. HerpyOble mape3sbl, B paMKaX IMOJTMCUHIPOMHOM HC-
TEPUU, TIPEIbIBISIEMbIE B Xan00ax OOJbHBIX U BbI-
SIBJISIEMBIE TP OCMOTPE.

3. Tlpexoasiuue nceBaonape3bl, BOZHUKAIOILIUE, KakK
MPaBWJIO, TIOCJIE TICUXOTEHHBIX TTPUITAIKOB («Iapa-
Juya Toamar).

4. KpaTtkoBpeMeHHbIe IiceBaonapesbl (Ca1adocTb U OHe-
MEHUE), BOZHUKAOIINE OOBIYHO B PyKe B OTBET Ha
CTPECCOTeHHYIO (AMOLMOTEHHYIO) CUTyalIMIO 1 000-
3HavYaeMble KaK CTUTMBI.

5. Tlape3ssbl, He 3ByYalllMe B XXaJlo0ax U He MpeIbsiBisie-
Mble OOJTBHBIM aKTUBHO, HO BO3HUKAIOIIME BO BPEeMsI
OCMOTpa Bpaya 1 CBSI3aHHbIE C €70 KOCBEHHBIM BHY-
LIEHUEM.

Kacasick KTMHM4YeCKX 0COOEHHOCTE IICUXOTeHHBIX Ma-

pPE30B B CPaBHEHUU C OPTaHMYECKUMU, MOXHO OTMETHUTh
ciemyoliee: TICUXOTeHHbIe OOJIbHBIE Yallle aKTUBHO Xa-

JIyIOTCs Ha caabocTh (62% vs. 18%) [9]; mpu 00beKTUBHOM
HCCIIEOBAaHUHU CJIA00OCTh B KOHEYHOCTSX 3HAUUTEIbHO 60-
Jiee BeIpakeHa 1 IITMpe T10 JIOKATU3allu; IIPY TECTUPOBAHUN
BBISIBISIETCS (DeHOMEH «CTyIleHYaTo cjiaboCTh»; 4acTo
TICeBIOIIape3bl pa3BUBatOTCs Ha (poHe Auddy3HOI MblIIey-
HOM TMITOTOHUY U CUMMETPUYHOM TUIieppedIeKCu, BO3-
MOXHBI ITaTOJIOTMYECKUE MTO3bI 1 KOHTPAKTYPHI; YACThI CO-
YeTaHUs C IPYTUMU TICUXOTeHHBIMU CUMIITOMAMU Ha 3TOU
XK€ CTOPOHE: 00JIEBBIMU, YYBCTBUTEIbHBIMU, TBUTATETb-
HBIMHU (TPEMOP, TMICEBIOTeMHUCTIa3M U TIp.)

OrpeneieHHYI0 TTOMOIIb B TTIO3UTUBHOM TMAarHOCTUKE
TICUXOTEHHBIX Mape30B 0Ka3bIBalOT KJIIMHUYECKUE TIPOOBI 1
JMMarHOCTHYeCKUe TecThl. [IpUHIMIMAIBHOM MX OCHOBOM
SIBJISIETCS] HEBO3MOXKHOCTb OOJILHOTO UCTEpUE BOCIIPOU3-
BECTH T€ HEBPOJOTMYECKUE MATTePHbI, KOTOPhIE XapaK-
TEPHBI JUIsI OpTaHNYECKUX OOTbHBIX. B yacTHOCTH, OOJIBHOM
C MICUXOTEHHBIMM PACCTPOMCTBAMU HE MOXKET BOCITPOU3BE-
CTH T1ape3 OTAEIbHBIX TPYIIIT MBIIIILI, Y HETO HE pa3BUBAIOTCS
JIOKQJIbHBIE aTpO(UM, OTCYTCTBYIOT NATOJIOTUIECKME CUH-
KWHE3UM, TIPU 3TOM COXPAHSIOTCS aBTOMaTU3MPOBaHHbBIE
JIBVDKEHUSI, UTO TIPOSIBIISIETCSI B XapaKTePHBIX THCCOIIMA-
LUAX MEXIY <«HEBO3MOXHOCTBbIO» BBIMOJHEHUS IIPO-
WU3BOJIBHBIX JIBMXKEHUI M COXPAHHOCTBIO HETTPOU3BOJIbHBIX
JBIDXKEHM (OTIOPHBIX, 9KCIPECCUBHBIX, 000POHUTETBHBIX)
B 3TUX XK€ KOHeUHOCTsIX. [TocKobKy 60JbHOI HE 3HAKOM C
HEBPOJIOTMYECKOM TONMUKOM, OH (OHA) MPEAbIBISIET CUMIT-
TOMBI, He OOBSICHUMBIE C TTO3UIIMU 3aKOHOB TONMYECKOM
JIMarHOCTUKU U HE HAOTIOAAIOIINECS] Y OPTAaHUYECKUX O0JTb-
HBIX (HampuMmep, cuMnToM baOGuHCKOro, BhI3BIBAEMBIN C
YPOBHSI TPYIHOM KJIETKH, OTCYTCTBUE BUOPAITMOHHON IyB-
CTBUTEJILHOCTH Ha TTOJIOBUHE Yeperia U T.I1.).

OnHuM M3 HauboJiee M3BECTHBIX Y TTPUMEHSIEMBIX Te-
CTOB, HalpaBJICHHBIX Ha BBISIBJICHKME TTape30B B HOTax, SIB-
qsetcs TecT XyBepa (Hoover C.E, 1908). Tect ocHoBaH Ha
(beHOMEHE (DM3MOOTUIECKUX CUHKUHE3UIA, TO €CTh HEITpO-
WU3BOJIHO BO3HUKAIOIIMX COAPYKECTBEHHBIX IBWKEHUI B
OITHOM KOHEYHOCTH, COIPOBOXIAIOIIMX BHITIOJTHEHUE aK-
TUBHBIX ABVKEHUH B npyroil. Ero Mmomudukaiys, mo3Bo-
JISTIoIIast KOJTMYECTBEHHO OLIEHUTh ITOKa3aTes Iy B IICEBAONA-
PETUYHOI M MHTAKTHOI HOTaX C ITOMOIIIBIO OBITOBBIX BECOB,
TTO3BOJISIET MCIIOJIB30BaTh TECT B PYTMHHON HEBPOJOTUYE-
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ckoil ripaktuke [2, 10]. 151 BbISIBA€HMST ICUXOTEHHBIX Ma-
pPE30B B pyKe UCITONB3YIOT TeCT KOHTpaJlaTepalbHO K1Ba-
TeJibHOM (sternocleidomastoideus) mbiiiibsl (SKM-TecT) [4].
TecT ocHOBaH Ha U3BECTHOM (haKTe, YTO ITOBOPOTHI TOJIOBBI
B CTOPOHBI OCYIIECTBIISIOTCS TTPEUMYIIIECTBEHHO C TTOMO-
IIBI0 KMBATEJIbHBIX MBI, KaXaasi U3 KOTOPBIX ITOIydYaeT
LIEHTPaJIbHYIO MHHEPBAaLIMIO U3 000MX MoJIyIapuii Mo3ra. B
CBSI3U C 3TUM JlaTepaIn30BaHHBIE 1IepeOpabHbIE TTOpaXkKe-
HUS (MHCYJIBTHI, OITyXOJIM, OYary AeMUETMHU3AIIH 1 T1p.) He
TPUBOIIAT K CJIAOOCTU 3TOI MBIIIIIBI M, COOTBETCTBEHHO, He-
CMOTpsI Ha IPyOBIli OMHOCTOPOHHUI OpraHUYeCKUid nedu-
LIUT, IBUKEHUS TOJIOBBI B CTOPOHBI TIPAKTUYECKU HE Hapy-
matoTcs. B MpoTHBOITOIOXHOCTD 3TOMY OOJIBHBIE NCTepUEi
C JlaTepaIn30BaHHBIMU TICEBIONIAPE3aMU MPEIbSIBIISIIOT Clla-
0OCTb MBIIIIL], [TOBOPAYMBAIOIIIMX FOJIOBY B CTOPOHY, POTH -
BOITOJIOXKHYIO TICEBIOTIape3y .

Takum obpa3om, TpUHUMAsE BO BHUMaHWE KIMHUYE-
CKHe 0COOEHHOCTH U TTPUMEHSISI COOTBETCTBYIOIIME MTPOOBI
U TECTBI, HEBPOJIOT IOCTATOYHO HAJIEXKHO MOXKET ITOCTAaBUTh
MMO3UTUBHBII TMArHO3 UCTEPUUECKOTO TTapajnya.

IIcuxorennas 1u30asusd

TpaauIMOHHO B 3TUX CJIydasx TPUMEHSIETCS TEPMUH
acrasusi-abasus (HEBO3MOXHOCTb CTOSITh M XOUTD TP OT-
CYTCTBUHU TIape30B M KOOPIMHATOPHBIX PACCTPOMCTB), Of-
HaKo Ha IMPaKTUKe UCTUHHAS acTa3usi-aba3ursi BCTpeyaeTcs
penKo, yalie peyb UaeT 0 MMEHHO O T130a31H, T.€. pa3ind-
HBIX BapMaHTaX HapyIIeHUS XOIbObI.

Ha ocHoBaHMM TaHHBIX TUTEPATYPhl K COOCTBEHHBIX UC-
clemoBaHMi HaMU OBbLIY BBIIEJIEHBI Hanbojee crenuduy-
HbIe BapMaHTHI TICUXOTEHHOU MU30a3uu, KOTOpPbIE Mpei-
CTaBJICHBI HIXE.

Tlcesdoamarcus (ncuxoeernnas amarcus) (pPUCyHOK 1):

*  CIepeKkpelMBaHUeM HOT;
* ¢ BHE3aITHBIMU IIaTaMU B CTOPOHBI;

Pucynok 2. BojioueHue cTonbl B 3KBHHOBAPYCHOI MO3HIMA

. C BBIPa>K€HHOM TYJIOBUIIIHOMN aTaKCUEH.

Iloxooka c éonouenuem Hoeu (PUCYHOK 2):

* BOJIOYEHHE HOTM 0e3 pa3rubaHusi CTOIIbI;

* TOATAaCKMBAHUE CTOIIBI C €€ ThUIbHBIM pa3ruoaHueM
U LIETUISTHUEM TTaJIbLIEB O IO

* BOJIOYEHHUE CTOIbI B 9KBUHOBAPYCHOM MO3UILIUHU.

Iloxooka ¢ nodeubanuem Konereii (PUCYHOK 3):

* TOCTOSTHHAs X0Jp0a Ha IMOTYCOTHYTHIX UJIN COTHYTBIX
B KOJICHSIX HOTaXx;

*  BMNU30IMYECKOE BHE3AIMHOE MOArMOaHue KOJIEHEH;

* TOSIBJIEHUE MOArMOaHUS B KOJIEHSX B TECTaX.

CrielimanabHbIe UCCeTOBaHUS MOKa3adu, YTO BbIIEICH-

HBIE MAaTTePHbI XOAbObI MOKXHO BBISIBUTH Y 77% OOJNBHBIX C
TICUXOT€HHBIMU HEBPOJIOTMYECUMU PACCTPOMACTBAMU, OJI-
HaKo MpU OOBIYHOM OCMOTPE OHU OOHAPYKUBAIOTCS TOJBKO
B 52% ciy4aeB, a B IpOYMX CIIydassx HEOOXOAMMO aHaTU3H-
pOBaTh CeIyIOIIMe CUTYalluH:

1. aHaJIM3 MOXOAKW B COOTBETCTBYIOIIMX MpoOax
(xompba C 3aKpBHITHIMU IVa3aMU, TaHIEMHas X01b0a,
oer v np.);

2. TOSIBJIEHUE XapaKTEePHbIX (PeHOMEHOB Ha MHTAKTHOM
CTOPOHE;

3. aHaMHe3 00JIbHBIX (110 MPOChOe Bpaya 00JIbLHON MO-

Pucynok 1. IlceBnoaTakcusi ¢ nepeKpeniuBaHueM HOT

Pucynok 3. Iloxonka ¢ nonrudanuem KosieHei
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Ta6auna. DMOLUMOHAIBHO-IKCIPECCMBHOE MOBeIeHHEe 00JIbHBIX C ICMXOTeHHOI qu30a3uei

° T1a4d, BCXJIMIIbIBAHUA, CTOHDI;
° TUIICPBCHTUIIATTMOHHBIC CUMIITOMBI;

DMOIMOHAJIbHO-BereTATHBHBIE CUMIITOMbI B MOMEHT XOIl])ﬁl)lZ

° NOABJICHUE HOBLIX CUMIITOMOB (FOJ'[OBOKpY)KCHI/IC, rojJoBHasA 60)'[B, TOIIHOTa 1 Hp)

DKcnpeccuBHbIE MO3bI 1 MOTOPUKA PYK:

*  WCIIOJIB30BaHME PYK IJIST TIEpEeMEIeHUS HOT B IIPOIIECCE XOMBOHI;

*  CXBaThIBaHUs PYKOI HOT'M KaK MapKHpOBaHUE 00JIM, cTIa3Ma, HEBO3MOXKHOCTH TTepEABIKCHNS;

*  M30BITOYHOE BKJIIOYEHHUE PYK B aKT XOAbObI (PYKM «IETAIOLIME», OLIYIIbIBAIOIIIE IIPOCTPAHCTBO);
*  TpeMOp WIH ICEBIOMNCTOHMICCKAS IT03a B PYKE, TTOSBIISIOIINECS B MOMEHT OCMOTpA.

DKCNpecCUBHO-MOTOPHOE NMOBEJAEHHE:

*  «cOuBaHUE MeOEIN»;

*  MajeHue UCKIIIOYUTEIBHO Ha Bpaya;

*  LEIUISIHUE 3a Bpaya JJis COXpaHEeHUs paBHOBECHUS;
*  LEIUISIHUE 3a OKPYXAIOLIKe IIPeIMEThI.

KET MPOAEMOHCTPUPOBATh XapaKTep MOXOIKU, KO-
Topasi Obljia paHee);

4. TosIBJIEHUE XapaKTepHbIX HapylIeHUN TMOXOAKU

rnocJie mpunanka.

CylecTBEHHYI0 TOMOIb B AMArHOCTUKE TICUXOTEHHOM
I30a31M OKa3bIBAET aHAJIM3 COMYTCTBYIOIIEH CUMITTOMA-
TUKU U SMOILIMOHAJbHO-3KCIPECUBHOTO MOBEIEHUS B MO-
MEHT XO1bObI, OCHOBHBIE MPOSIBJICHUSI KOTOPOTO MpPeCTaB-
JIEHBI B TabuUIIE.

B nuddepeHnanbHON IUATHOCTUKE TCUXOTEHHBIX U
OpraHUYeCcKMX AU30a3uii MOXET ObITh UCIIOJb30BaHa METO-
JIHKa uxHorpadpuu [3].

IIcuxoreHHble TUCKUHE3UH

I'pynna ncuxoreHHbix nuckuHesuit (IT11) BkaovyaeT B
ce0sT TICUXOTeHHBIN TPeMOp, IMCUXOTeHHBIN MUOKJIOHYC,
TICUXOTEHHYIO TUCTOHMIO, IICUXOTEHHBIN TAapKUHCOHU3M 1
psi Ipyrux TMIepKuHe30B. Hanbosee yacTo BCTpeyaroTcs
TICUXOTEHHBIE TPEMOD Y JTUCTOHUU.

JrarHoCTrKa IMCUXOT€HHOIO TUTIEPKIHE3A OCYILECTRIISIETCS
Ha OCHOBAaHUM HIDKECIEAYIOLIEro oolero aaropurMa [1].

O6wuii aszopumm ougppepenyuaavrozo duaznosa
NCUXO2EHHBIX 2UNEPKUHE308:

*  JleueamenwvHulii pucyHox (OTIMYKE OT CTAHAAPTHBIX,
OPUTMHAJIbHOCTb, HEOOBIYHOCTD).

*  Jlunamuka eunepxuresa (IpyU BO3AEUCTBUN HEKO-
TOPBIX SHIOTEHHBIX 1 9K30TeHHBIX (PaKTOPOB: TIIalebo0, pe-
aKIIMsI Ha OTBJIEUEHUE, HETTOCTOSTHCTBO YaCTOTHO-aMITIN-
TYIHBIX XapaKTePUCTUK U PACTIPEICTCHHUST).

*  CundpomanvHoe okpydceHue (CTUTMBbI, MHOXe-
CTBEHHEBIE IBUTATEILHBIC PACCTPOMCTBA, SKCIIPECCUBHOE U
BEreTaTUBHOE COTIPOBOXKIEHME).

. Teuenue 3a6o0ne6anus (BHE3aIMHOE, YaCTO SMOLIMO-
TeHHOEe HavaJlo, BaprabeIbHOCTh TeUEeHUsI, HO He MeJIJICH-
HOE TIPOrpecCUpOBaHUE).

Jleueamenwhblii pucyHoK TICUXOT€HHBIX TMTIEPKUHE30B,
KaKyIo 061 (hopMy MOCIeIHIE HU TIPUHUMAJIN, BCETIa MeeT
OIIHY BaXkKHYIO OTJIMYMTEIBHYIO OCOOEHHOCTh: OH IpeXIe
BCETO MPOM3BOIUT BIIEUATICHNE HEMOX0XKECTH Ha M3BECT-
HbIe (DOPMBI OPTaHUYECKUX THIIEPKUHETHIECKUX CHHAPO-
moB. ITono3penue Ha 1/ oObIYHO 3apoXIaeTcsl y HEBPO-
Jlora, KOrja OH BUIWT CTpPaHHBIC, HEOOBIYHBIC M Jaxe
HeJlenble (C TOYKM 3pSHUS IIPUBBEIYHOM JJOTUKH OpraHude-
CKOT'0 CMITTOMOOOpa30BaHMs WJIV IIPOCTO C TOYKH 3pSHUS
CBOETO KIIMHIYECKOTO OITHITA) TEJIOABIKEHMS 1 TT03bI. Opu-
TMHAJIBHOCTD JBUTATEIbHOTO PUCYHKA, €T0 YHUKAJTEHOCTD,
«HEy3HaBaeMOCTb», KOTIa OH He BITMCHIBACTCS B (heHOME-
HOJIOTHIO N3BECTHBIX HEBPOJIOTUYECKUX CUHIPOMOB, Upe3-
MepHOE CBOoe0oOpas3ue Wi Aake HEIMOBTOPUMOCThb — BOT TO
MepBoe BIIEUATICHNE, KOTOPOE YaCTO MPOU3BOIUT IICUXO-
TeHHBIN TUIIepKIHE3. B TO XXe BpeMsI, HECMOTpPST Ha OTMe-
YEeHHYIO MTOJUMOP(PHOCTh ITICMXOTEHHEBIX TUIIEPKUHE30B, Y
HEKOTOPHIX MaIlMEeHTOB OHU OKa3aJdUCh IMOXOXUMH WA
Jake WICHTUIHBIMU (TTOJTHOCTBIO MJIU TTO OTAEIBHEBIM 3J1e-
MEHTaM, U3 KOTOPBIX CKJIAIBIBAJICS TUIIEPKUHETUIECKUIA
CHHIPOM). DTy KaTeTOPUIO IICUXOT€HHBIX JBUTATEIBHBIX
CHHAPOMOB IO3TOMY OTHOCST K CIeIM(UIecKUM (I1aTor-
HOMOHWYHBIM), JIETKO Y3HaBAaeMBIM TICUXOT€HHBIM (PeHO-
MeHaM. Cioa MOXXHO OTHECTH:

* HEKOTOphIC BapMaHTHI acTa3nN-a0a3un;

* KaMITOKOPMMIO (OHa BKJTIOYAET B ceOsT HAKJIOH Ty-

JIOBHUILIA BIEPEN M aHTPOIIOMIHYIO 1MO3Y, KOTraa To-
JIOBa M TYJIOBUIIE MapasUIeIbHbI 3eMJIe, a PYKH CBU-
CaloT ¥ CBOOOHO pacKauuBaloTCs);

* Ty0O-sI3BIYHEIN crtasM bpucco;
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* HEKOTOpbIe BApMAHTHI TUTIEPKMHETUIECKOM TTOXOIKHI
(«canbTaTOPHBIN cra3m» — XoAabba ¢ mepuoguye-
CKUMMU TTOIITPHITUBAHUSIMU WUJTU TIPUCEAAaHUSIMU JTMOO
0oJiee CIOXHBIMUA TaHUYIOUIUMU JIBUXCHUSIMU,
«chorea salutante» — xonbpba ¢ MOKJIOHAMU);

* (beHOMEH «MOTOPHOM OypU», MPUOIMKAIOIIMIACS 110
CBOEi (heHOMEHOJIOTMU K UCTEPUUECKOMY TTPUTIAIKY;

*  «KUBaTeJbHO-KayaTeJbHbI» TUTIEpKUHE3 (heHOMEeH
«HaAE3IHUKA»).

Hanuuwne 31ux peHOMeHOB obsierdaeT nuarHoctuky I1/1.

Ecnm ncuxoreHHbIN TUIIEpKUHE3 HOCUT PUTMUYHBIIN Xa-
pakTtep (Harmpumep, IICUXOTeHHBII TPEMOP), TO BECbMa TH-
MMMYHA BapuabeIbHOCTh YaCTOThI, aMIIUTYIBI M pacTpese-
JIEHUST B T€UEHUE OJHOTO OCMOTpA WJIM IPU ITOBTOPHBIX
BU3MTAX K Bpauy, MHOTJA C MUTPUPYIOLIUM UJIU aJIbTePHM -
PYIOIIIMM pacIpenesIeHueM 110 CErMEeHTaM TeJla, YepeaoBa-
HUE CMHXPOHHBIX U aCMHXPOHHBIX MaTTEPHOB. DTa 0CO-
OEHHOCTb TUIMEPKUHE3a XapaKTepH3yeT He TOJBKO ero
PUCYHOK, HO U IMHAMUYHOCTb.

Junamura eunepkuresa. BonbIIMHCTBO (DOPM OpraHUYe-
CKUX TUTIEPKUHE30B IMPOSIBJISIIOT HEKOTOPYIO TMHAMUYHOCTh
B 3aBUCMMOCTH OT (ha3bl CyTOYHOTO ITUKJIA, TIOJIOXKEHHS Tella,
3AMOIIMOHAIBHOTO COCTOSTHUS U T.I., U 3Ta AMHAMUYHOCTb
OorpaHUYeHa XOPOIIIO U3BECTHBIMU paMKaMu. MIcKmroueHueM
SIBJISIETCST AUCTOHUSI, KOTOPOI CBOMCTBEHHA BeCbMa pa3HO-
obpa3Has, sipKasi, He CBOWMCTBEHHAs IPYTUM KCTparnupa-
MUIHBIM CUHIPOMaM M3MEHUMBOCTb CBOMX IposiBiieHnit. He
CJIyJyaiiHO UIMEHHO JMCTOHUIO Yallle BCEro OlMrb0oYHO auar-
HOCTHUPYIOT KaK IICUXOTEHHOE PaCcCTPOMCTBO.

It T1/] xapaktepHa HeoObIMHAS N3MEHYMBOCTD WJIA He-
OOBIYHBINM MUaNa30H AMHAMUYIHOCTUA. TUIMMYHBIMU MPO-
SIBJIEHUSIMU HEOOBIYHOU TWHAMMKMU TUITEPKUHE3a MOTYT
OBITH, HATIPMEP, BHE3aITHOE HAYaJI0 M BHE3aITHOE MpeKpa-
[IeHNEe KIMHUIECKUX ITPOSIBIIEHMIA; CTTIOHTAaHHbIE PEMUCCUU
Ha HECKOJTbKO YaCOB WX JHEM ; KIMHUYECKHE IUCCOIUAIIIN
B BUIIE M30MPATEIbHOI HECOCTOSITEIbHOCTH, KOT/Ia ITAlIMeHT
JEMOHCTPUPYET HEBO3MOXKHOCTh BBIMIOJTHUTh KaKoe-T100
NelicTBUEe, HAIPUMEpP, PacCTErMBaHUe IYTOBUII, TTUBMO U
T.II., ¥ B TO K€ BPEMSI JIETKO BBITIOTHSIET APYTUe AEUCTBUS C
YYacTHEM TeX K€ CaMbIX MBIIII TTOPakEHHON KOHEYHOCTH.
OmHUM U3 MPOSIBJICHUIT HEOOBIYHOM TWMHAMUYHOCTU SIB-
JISIETCSI TAPOKCU3MATbHOCTD TMIIEPKUHETUIECKIX TTPOSTBIIE -
HUI, 4TO BCTpedaeTcs mpuMepHO B 50% BceX IMCUXOTeHHBIX
TUIIEPKUHE30B (MapoKCU3MaJIbHbIE MPOSBICHUS BOOOIIE
ype3BbIUaiiHO XapaktepHbl 111 Beex [11). Hakonerr, cienyer
TIOMHMTD, YTO IICUXOT€HHBIEC TUTIEPKUHE3bI TATOTEIOT K pa3-

BEPHYTBHIM, BBIPAXKEHHBIM U IEMOHCTPATUBHBIM TTPOSIBIIC-
HUSAM, OCOOEHHO MPOTEKAIOIIMUX MapOKCU3MaJIbHO, B TO
BpeMsI KaK OpraHNYeCKHe TMIIePKIHE3BI MOTYT ITPOSIBIISITHCS
KaK BBIPAXKEHHBIMM, TaK U CTEPTHIMU, CYOKITMHUYECKUMU
WU penylIMpOBaHHBIMU (hOpMaMM.

TUNMUYIHBIM 15T ICUXOTEHHBIX TUTIEPKUHE30B SIBJISIETCS
OTKJIMKaeMOCTb Ha I1a1e00, IcuxoTepanuio, CIOHTaHHbIE
peMuccuu. B To Xe BpeMmst HeoObIYHAs TMHAMUYHOCTH MO-
KET TIPOSIBIISITHCST, HA00OPOT, Ype3MepHO (PUKCUPOBAaHHOM
03014, €€ «HEeCIBUTaeMOCThIO» U HE3aBUCUMOCTBIO HU OT
Kakux (aKTOpOB, OTCYTCTBMEM BCAKOI TMHAMUKU, BILJIOTh
110 HOPMUPOBaHUS KOHTPAKTYD (TaK Ha3bIBA€MbIii TICEBIO-
nuctoHnyeckuii BapuaHT I1J1). OnHako B TaKMUX CiIydasix
OTCYTCTBYIOT M TUITMYHO TUCTOHWYECKHE TTPOSIBJICHUS TN -
HAMUYHOCTU (KOPPUTUPYIOIIUE XKECThI, TTapaloKCcalbHbIE
KUHe3uHn, 9 GEeKT HOYHOTO CHA U T.10.).

Cundpomanvroe okpydicerue. B InarHOCTUKE TICUXOT€H-
HBIX TUIIEPKUHE30B CUMHIPOMAaJIbHOE OKPYKEHUE MMeeT
OoYeHb OOJIbIIIOE, MHOTAA pellaloliee, 3HaYeHUe U IMpo-
SIBJISIETCS XapaKTePHBIMU CTUTMaMU U (hYHKIIMOHAJIBHO-
HeBpoJIorMYecKuMHU cheHoMeHaMK. K HUM OTHOCSTCS «KOM
B TOpJie», TICEBIONape3bl, MCeBIONPHUITAAKH, TICEBIOATaK-
cusl, TIceBIo3auKaHue, nucdarusi, MyTu3M, JUCITHOD, pa3-
HOOOpa3Hbie BApUAHTHI IICUXOTEHHOM A1MCOa3nu, 3pUTETb-
HblE U YYBCTBUTEIbHBIC HAPYILIEHUS 110 aMITyTALIMIOHHOMY
WY TEMUTUITY, aJiTideckre (peHOMeHBI (4acTO B 30HE TH-
TEPKUHE3a), CMSTYKA, HATMIUE APYTUX MapOKCU3MAIbHBIX
PacCTpOICTB, a TAKXKEe MHOXXECTBeHHasT comaTu3auus. Ecim
He B cTaTyce, TO B aHaMHe3¢ OHM OOBIYHO MpeICTaBIeHbI 00-
TaThIM «PETEPTYapoM».

Teuenue 3a601e6anus. I1cuxoreHHbIE ABUTATEIbHbIE Pac-
CTPOMCTBA, Y MICUXOTEHHbIC TUTIEPKMUHE3BI B YACTHOCTH, B
TUIAYHBIX CIIy4asX XapaKTepHU3YIOTCsS OCTPBIM, OOBIYHO
SMOIIMOTeHHBIM HavyajioM. Pemuccum u aKk3ainepoanyu Ja-
CTO CBsI3aHBI (HO He BCEraa) ¢ pa3pelieHueM, Ne3aKTyaln-
3amMeit K yXyaeHueM IMCUX0TPaBMUPYIOIIEH CUTYaIH.
HaxkoHel1, mpu ICUXOTeHHBIX TUIIEPKUHE3aX BO3MOXHO
CIIOHTaHHOE BHE3aITHOE BBI3IOPOBJICHUE.

TakuM oOpa3oM, MOXXHO OTMETUTb, YTO IMICUXOTEHHbBIE
JIBUTATEJIbHbIE PACCTPOMCTBA JOCTATOYHO IIMPOKO PacIpo-
CTpPaHEHbI B HEBPOJIOTMYECKOM MPAKTUKE, OJHAKO 0 CUX
TIOP BBI3bIBAIOT 3HAYMTENIbHBIC 3aTPYIHEHUS P MX TUar-
HOCTHKE U JieueHU!. MIcItoIb30BaHne TMarHOCTUIECKUX ajl-
TOPUTMOB U TIpUMEHEHKE Crielu(UIECKUX TTPOoO 1 TECTOB
MOXET CYIIIECTBEHHO TTIOMOYb HEBPOJIOTY B €r0 MpaKTHuie-
CKoli paboTe ¢ MoJOOHBIMU MallMeHTaMU.
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Oco0eHHOCTH JBUTaTEeIbHbIX
1 HEUPOIICUXO0JIOTHYECKHUX PACCTPOMCTB
IpU JEeMEHIMH C TeJbuaMu Jlesn

0.C. Jleéun, H.A. Amocosa, M.A. Kacamoesa
Poccuiickas meduyunckas akademusi nocaeoOuUnI0MHO20 00pa308aHUsl,
Llenmp sxcmpanupamuousix 3a60sesanuii Munzdpaecoupazeumus Poccuu (Mockea)

Hemenuus ¢ teastiamu Jlesu (A TJI) — nporpeccupyio-
1ee HelipoaereHepaTUBHOE 3a00IeBaHKE, TTPOTEKAloIIee C
00pa3oBaHMEM B HEMpOHAX pa3IMYHBIX OTAEIOB TOJIOBHOTO
MO3Ta 0COOBIX BHYTPUKJICTOUHBIX BKITFOUeHMI — Tesell JIeBu
W TIPOSIBJISTIONIEeCs HapacTaloIINMU KOTHUTUBHBIMU Hapy-
IIEHUSIMHA, KOTOPBIE COMPOBOXIAIOTCS TICMXOTUIECKUMH,
SKCTpaITMpaMUIHBEIMU 1 BETeTATUBHBIMU PACCTPONCTBAMH.
ITo pacnpoctpanenHoctu A TJI 3aHUMaeT TpeThbe MECTO B
CIMCKe MPUYMH IeMEeHLIMU, ycTynas 00ae3HU AJbLreiiMepa
M CMeLIaHHOW JeMeHUUM (KOMOMHAUuU 00Jie3HU AJlb-
HreiimMepa ¢ 1epedpoBacKyISIpHBIM 3a00JIeBaHKEM), HO, TTO-
BUIMMOMY, BCTpEYAETCs Yallle, YeM YUCTO COCYIUCTas Je-
MeHms. [To JaHHBIM pa3IMIHBIX MCCIIETOBAHWIA, Ha OO
OTJI npuxonurcs ot 5 1o 25% cinydaes neMeHuuu [2, 3].

IlepBoHavyanbHO onMcaHHOe aToMopdgoaoramu, 3a00-
JIeBaHWE B HACTOsIIIee BpeMsl MOXET OBITh TUArHOCTHPO-
BaHO IPIZKU3HEHHO — G1arogapst CBoeoOpa3HbIM KITMHIYE-
CKUM TIPOSIBIICHUSIM, TIO3BOJIUBIIINM pa3paboTaTh KpUTEPUN
kmmHmdeckoit mnarnoctuky (McKeith 1.G. et al., 1996, 1999,
2005). JlaHHble KpUTEpUU AeIaloT aKUeHT Ha auddepeH-
tuanuu A TJI ¢ 6one3Hblo AlblireiiMepa, HO €€ COOTHOLIE-
HUe ¢ Oosie3Hblo IlapkuHCOHA, KOTOpasi TakXKe CBs3aHa C
(opmMupoBaHuEM B TOJIOBHOM Mo3re Tejiel] JIeBu, octaeTcst
HETOCTAaTOYHO M3YUYeHHBIM. B TeueHme psima JieT CyIecTBo-

BaJ1o «IpaBujio 1 roga»: nuarHos A TJI ycTaHaBavBascs JIUIb
B TOM CJIy4yae, Korja AeMeHIIUS U IpyTre IICUXUIeCKue pac-
CTpOIiCcTBA pa3BUBAJIMCh He TIO3IHEE YeM Yepe3 ToJI TIOCIe TTo-
SIBJIEHVS TIPM3HAKOB MTapKUHCOHM3Ma. B cooTBeTCTBIE C TIE-
pepaboTaHHBIM BapuaHTOM kputepueB [4], ATJI cienyer
JIMarHOCTUPOBATh, €CIW JAEMEHIIMs TIPOSIBIISIETCS 10 Iap-
KWHCOHU3Ma WM OMHOBPEMEHHO ¢ HUM, a 0oje3Hb Ilap-
krHcoHa ¢ geMeHiuelt (BITl) ecnu neMeHUNsST BOSHUKAET
Ha ¢oHe pa3BepHYTOI KapTuHbI 00se3HU [TapkuHcoHa [4].

MpEI IpoBeNY CpaBHUTETLHOE MCCiIe0BaHKe 42 TalueH -
toB ¢ auarHo3om JATJI (cornacHo kputepusim I.G. McKeith,
1999), 48 6ombHBIX BIT 11 36 60BEHBIX O001e3HbBI0 [TapKiH-
coHa 6e3 nemeHuuu. duddepenumanms ATJI u BITI ocHo-
BbIBaJIach Ha «TpaBuiie 1 roma». [IpruMepHo y IByX TpeTeii ma-
ureHToB JITJI KOTHUTUBHBIE W ITBUTaTeIbHbBIE CMIITOMBI
Pa3BUBAIKCH MapalJieIbHO, TOTAa KaK y TpeTu 60JbHbIX I TJI
1 BCeX MalMeHTOB ¢ 00Jie3HbI0 [TapKMHCOHA MePBBIMU TI0-
SIBJISUTMCh TBUTATEIbHBIC HapyllneHust. Y 4 naiueHToB (9%)
kimHU4Yeckue rposisienns A TJI pa3BuBaguch y maeHTOB
¢ mmuTesbHo (ot 1 go 10 jieT) cylllecTBOBaBIIMM MOCTYpaib-
HBIM (TIOCTYpaTbHO-KMHETUYIECKIM) TPEMOPOM B pyKax, Ko-
TOPBIM OBUT YCTAHOBJIEH TMAarHO3 3CCEHIIMATLHOTO TPEMOpa.
B mostoBUHE 3THX ClydyaeB OTMeYasICs TOJOXUTEIbHBIN ce-
MEWMHBIA aHaMHE3 0 3CCEHIIMAaTbHOMY TPEMOPY.
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Cekmusg 10. CuMnToMaTHIeCKre ¥ BTOPHYHbIE pACcCTPOiiCTBA ABHKEeHHIA. MyJIbTHCHCTEMHBIE IeTeHePAIIH

MBI He OOHAPYXWJIN CTATUCTUYECKU 3HAYMMBIX pa3Jiv-
YUIA MEXKITY TPEMsI UCCIIEAyEMBIMU IPYIITIaMU 110 OOILEi BbI-
PaXXeHHOCTH CUMIITOMOB MapKWUHCOHU3Ma. B To e Bpemst
y 6onbHEIX JTJI pexe ormedancst TpeMop mokos (19%),
yeM y 60sbHBIX BIT (58%) u 607e3Hbl0 [TapkuHcoHa 6e3
nemeHuu (78%), Mpu TOM 4TO pas3iu4uii B 4aCTOTE aK-
LIMOHHOTO TpeMopa He ObL10. TpeMop nokost mpu JATJI Ha-
GJrrofasics Jallle B TeX ciIydasix, Korma 3abojieBaHre Hauu-
g0 65 gjer. TumoxuHeswus,

JABUTATCIbHBIC HAPYHICHUA W ITIOCTypaJibHadA HCYCTOPJI‘II/I-

HaJoCh aKCHaJbHbIE
BocTb nipu ATJI u BITJI 6b1M Tskenee, yeM npu 00Je3HU
ITapkuHcoHa 6e3 JeMeHLMU, oqHaKo Mexxay rpyrmnamu JITJI
n BITJl craTmcTMYecKn 3HAYMMEBIX pa3Indvidi B BEIpaXKeH-
HOCTU 3TUX pacCTPOCTB He Obu10. TeMm He meHee, mst A TJI
ObL1a XapaKTepHa TEHIEHIUS K 0oJiee ObICTPOMY Pa3BUTHUIO
AKCHAJIBHBIX JBUTATEIbHBIX HapYIICHWIH MPY YMEpEHHOU
TUTTOKWMHE3UU B KOHEYHOCTSIX, TMCHOHUM, 1ucharuu, Ha-
pylleHui Xonbobl, Oosiee yacTbiM nageHusM. [Tpu A TJI
yalle oTMeyvascs IBYCTOpOHHMIT AedroT, yem mipu BIT u
6ose3nu [TapkuHCcoHa Oe3 TeMeHIINH; TeM He MeHee, V¥ 86%
ooabHbIX I TJI Habatomanach Ta WIM MHas CTeNeHb acuM-
METPpMU CUMIITOMOB, IpMYeM IpeobiagaHue MpaBoOCTO-
POHHE CUMNTOMATUKKU OTMe4YeHO B 43% ciydaes, Toraa
kak nipu BITJI u 6one3nu [MapkuHcoHa 6e3 feMeHIIUU — CO-
OTBETCTBEHHO, B 52% u 67% cnydaeB. [1ape3 B3opa BBepx
JIOCTOBEPHO Yalle BcTpeualics y 6oybHbIX ¢ BITI, yem npu
oone3nu IlapkuHcoHa 6e3 nemMeHUMU, a y 6oabHbIX JTJI
yaiie, 4yeM B o0eux rpymrax ¢ 6ose3Hbio ITapkuHcoHa (co-
OTBETCTBEHHO, 27%, 5% u 59%). Y 23% nauuenTos ¢ JITJI
u 21% manuenToB ¢ BIT]I HaGmomamachk BeIpaxkeHHAST CT-
OaTesbHas Mo3a BILUIOTh A0 Kamnrtokopmuu. ITpu JATJI no-
cToBepHO yaiile (26%) BBISBIsUIACH CIIOHTaHHAs WIK aK-
IIMOHHAsl MUOKJIOHMS, Hambojee 3aMeTHasl B ITaJibllax
KHCTel, KOTOpasi «HacjJanBajlach» aKIIMOHHBI TpeMop B
pykax. OpodanuansHbie auckuHe3uu npu ATJI 6putn no-
cToBepHO yaiie, yeMm npu BITJ u 6one3nu IlapkuHcoHa
0e3 IeMEeHIIUH.

V¥ 21% nauventos ¢ ATJI mepBoHayanbHbIi 3G dEKT Ha
MperapaThl JIEBOAOIBI ObLT XopomuM, Y 50% — ymepeH-
HbIM, ¥ 29% — He3HAUYUTETbHBIM UJIM OTCYTCTBOBa. Y BCex
00JbHBIX ¢ 0oJie3Hbl0 [TapKMHCOHA MepBOHAYAIbHO OT-
Meyvajiach XOpollasi peakiiis Ha IpemnapaThl ieBomoIbl. [1pu
JIUHAMW4YEeCKOM HaOmoaeHun 3a 00JbHbIMU ¢ JITJI MBI OT-
METUJIM HEPaBHOMEPHOCTh HapacTaHUsI CUMIITOMAaTUKN Y
YacTu OOJIbHBIX CKOPOCTh HapacTaHWsl IBUTATEIBHOTO Jie-
(bekTa HECKOJILKO 3aMeIsIach, IIPY TOM, YTO KOTHUTHBHBIE
HapyILIeHMS TIPOAOJIKAIN OBICTPO MPOrPECCUPOBATh.

ITpu HEHPOIICHXOIOTMISCKOM HCCIEIOBAaHUM BO BCEX
TpeX TPyIax O0JBHBIX BRISIBICHBI HEHPOIMHAMNYECKIE U
peryJISITOpHBIE HapyIIeHHS B BUIE CHIDKCHUS] BHUMaHMS,
3aMeJIJICHHOCTH, TTOBBIIIIEHHOM MCTOIAeMOCTH, TPYIHO-
CTel BKITIOUCHUS B 3alaHUS W TEPEKITIOYCHMST OT OJTHOTO
9Tala 3agaHus K APYroMy, KOTOphIe ObIITN 3HAYNUTETHLHO 00-
see BoipaxkeHHbIMU ipu JATJI u BIT[. O6enHeHue CrOH-
TaHHOU peuH, 3aTPyTHEHUS IIPU ITOI00PE CJIOB M ITOHMMAa-
HUH CJIOXHBIX TpaMMaTHYeCKUX KOHCTPYKINHI, HATMIKe
napadgasuii OTCyTCTBOBAJIM y 00JbHBIX 00J1e3HbI0 [TapKuH-
coHa 0e3 IeMeHIIMU, HO BhIIBISUTUCH Y 33% GonbHBIX BIT
" 41% 6onbubix ATJI. ¥V 6ombHbIx ¢ BITI u ATJI mocro-
BEpHO yYailie, YeM npu 6oj1e3Hu [TapkuHcoHa 6e3 JeMeHIINH,
BCTpEYAINCh PacCTPOMCTBA OPTaHU3AIINY CEPUITHBIX IBU-
KXKEeHWI, pelUITPOKHOM KOOpAWHAIINU, ITpaKcuca o35,
KOHCTpYKTUBHOTO mpakcuca. boabHeie JTJI noctoBepHO
Xyxe, yeM 6obHble BT, BBITTOHSIIM TECTH HA BHUMAaHUE,
rpaMMaTUYIECKH M, B MEHBIIIEH CTEIIEHW, CEeMaHTUICCKH
OITOCPEIOBaHHBIE acCOIMAllMU, 3PUTEIbHO-TIPOCTPaH-
CTBeHHBIe (PYHKIIMKM. BMecTe ¢ TeM, HeilpoICHUXOJIoTHYe-
ckuii mpoduiib y nauueHToB ¢ JATJI u BITJI 611 TUOMOTHU-
yecKM cxoneH. Jyist Hero Oblla XapaKTepHa TpoOHas
JIUCCOLALIS:

* MEXIy TpyOBIM CHMKECHUEM PeUYeBOM aKTUBHOCTH

(ocobeHHO B TecTe Ha (hOHETUYECKM OTTOCPEIOBaH-
HBIE acCOLMAIlMi) M OTHOCHTEJIBHO COXpPaHHON
¢yHKIIME Ha3bIBAaHUS,

e MEXIY TSKEIBIM HapylleHUeM 3pUTEIBHO-IIPO-
CTPaHCTBEHHBIX (PYHKLMI 1 OTHOCUTETEHO JISTKUMU
MHECTUYECKIMU PacCTPOMCTBaAMU;

* B CaMOi MHECTHMYECKOIl cepe — MeXIy Hapylle-
HMEM BOCITPOM3BEICHUS, 0COOEHHO OTCPOYEHHOTO, 1
OTHOCHUTEJIEHOIN COXPaHHOCTBIO Y3HABaHUS 3aITOM-
HEHHOT0 MaTepuaa.

V 71% nauuenros ¢ ATJ u 46% GonbHbix BIT/ otMme-
yatoTcsd QIIyKTyalnu MCUXUYECKOro cTaryca — cBoeoopas-
HbIe KOJIcOaHUST IICUXUIECKOTO COCTOSTHHS, BRIPAsKAIOIIECS
B MPEXOASIIINX 3MTU30IaX CIIYTAHHOCTH CO3HAHMS U apeak-
TUBHOCTH, KOrAa 0OJIbHOI OOAPCTBYET, HO HEAOCTATOUHO
SICHO OCO3HaeT OKpYyxKaroliiee. Bo BpeMs Takoro anu3ofa na-
LIMEHTHl HEOXMIaHHO BIAJa0T B CBOETO poja «IIpOoCTpa-
LINI0», BHE3AITHO CTAHOBSICh HEBHUMATEIbHBIMU, COHJIV-
BBIMHM WJIM CIYTaHHBIMU, TIEPECTAIOT BCTYNaTh B KOHTAKT
WX BBICKA3BIBAIOTCS KpaliHe HEBHITHO, MOTYT 0OoJiee WIIN
MeHee IJTUTeIbHOE BPeMST OCTaBaThCS B OMTHOM ITOJIOKEHHMH.

CYMITOMBI JETIPECCUHN BEISIBIISUTMCH Y TIOJIOBUHBI TTAIIH-
eHToB ¢ I TJI u BIT/] — nocToBepHO yalle, 4yeM Ipu 00Je3HU
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ITapkuHcoHa 6e3 geMeHunu. Mexay 6oabHbiMU AT 1
BII He ObUIO pa3auuuii B cpeJHeil oLieHKe Mo 1IKaje Je-
npeccuu beka, onHako npu A TJI aenpeccus yaiilie oTMeva-
J1ach B Je6I0Te 3a005IeBaHUsA (COOTBETCTBEHHO, vV 19% 1 8%
6osbHbIX). [ToBeneHueckue HapyieHus npu ATJI u BITI
ObLIM O0Jiee BhIpaxkeHbl, YeM Mpu 0oJie3Hu [TapkuHcoHa 6e3
nemeHLuu, Ho Mexxay I TJI u BITJI paznuuuii He BBISIBIEHO.

INcuxoTnyeckue paccTpoiicTBa OTMEUEHBI Y BCeX 0O0JIb-
HeIx ¢ ATJI, 52% 6onbHbX BIT/ 1 8% 00JIbHBIX GOJIE3HBIO
ITapkuHCcOHa 6€3 TeMEeHIIMU U Yallle Bcero ObUIU MpeacTaB-
JIEHBI KCTPAKaMITWIBHBIMU WJIW Pa3BEPHYTHIMU 3PUTEIIb-
HBIMM TAJUTIOLMHALIMSIMU. TSIXKEeCTh TICUXOTUIECKUX pac-
cTpoiicTB y 60abHbIX I TJI ObL1a 1OCTOBEPHO BHILE, YEM Y
o6oabHbIX BIT/I. OHa KoppenupoBaa ¢ JaBHOCTbIO 3a00J1¢e-
BaHus y 60oabHbIX ¢ BITM, HO He y 6onbHbIX ¢ I TJI. bpeno-
BbI€ HapyllleHUs1 Habogauch 1o0cToBepHO vaiie mpu JTJI,
yeMm nipu BIT. ITpumepHo y Tpetu nanueHtos ¢ A TJI Ha-
OmromaroTcsl OpenoBble WOEU, CBSI3aHHbIE C HapyIlIEeHUEM
naeHTuGUKan. HampuMep, TaliueHTHl YTBEPXKIAIH, YTO
TepCOHaXM, KOTOPBIX OHM BUIENH T10 TEJIEBU30PY, ITPUXO0-
JIVUIA K HUM goMoii. Y 6 nauueHTos ¢ JATJI u 2 nalumeHTOB
¢ BITJI Habmogancsa cunapoM Kanrpa — He nmoaaatoiasics
nepeyoexaeHuo Bepa 00JbHOI0, YTO €ro PoACTBEHHUKU
WY OJIU3KUE IPY3bsl «ITIOAMEHEHbBI» TBOMHUKaMU. [ajumo-
LIMHALIMY ¥ COTTPOBOXKIAIOIINE NX OPeOBbIE pACCTPOLICTBA
npu A TJI umenu GoJiee CTOMKMIA XapakTep, MepCUCTUPYS Ha
MPOTSIKEHUN HECKOJBbKUX JIET, MHOTAA B TeUeHHME BCeil
octaBiueiics xu3Hu. [1pu BIT Haimuyue NCUXOTUYECKUX
HapylleHUI Koppeaupoaio ¢ nenpeccueid, npu JATJI ana-
JIOTUYHOI 3aKOHOMEPHOCTH YCTAaHOBUTH HE YIaJIOCh.

IIpu mMarHuTHO-pe3oHaHcHoil Tomorpaduu (MPT) y
92% 6onpHBIX ATJI 1 100% 60mpHEIX ¢ BITJI oTMedeHa 11e-

Jlureparypa

pebpaibHas aTpodusi, KoTopas B 00erx rpyImax npeoodJa-
Jiajna B JIOOHOI U TeMEHHO-BUCOYHOM obnactu. [Tpu MPT y
33% mauuenToB ¢ JITJI BBISIBJIEHBI COCYAUCThIE U3MEHEHUST
B rojioBHOM Moare. bonbHbie ITJI ¢ cocynucThIMU U3MeHe-
HUSIMU OTJIMYAJIMCH OT MTAlIMeHTOB 0e3 COCYIUCThIX U3MEHE-
HUI 0oJiee BhIpaXkeHHOM MOCTypaTbHON HEYCTOMYUBOCTHIO,
B TO X€ BpeMsI MeXIy HUMU He ObLIO CYIIIECTBEHHBIX pa3-
JIMYUIA B BBIPAKEHHOCTU HEMPOIICUXOJIOTUIECKHX U TTOBe-
JIEHYECKUX HapYIIeHUH.

IMonyyeHHbIe TaHHBIE YKa3bIBAalOT HA TUITOJOTUYECKOE
cxonctBo npusHakoB A TJI u BIT/. B cBsi3u ¢ atum ATJI u
Oosie3Hb [TapkuHCOHA clieAyeT paccMaTpUBaTh KaK pa3Hble
TOYKM €MHOTO creKTpa (6ose3Hu Tenell JIeBu), a ux cBoe-
00pa3re MOXeT OOBSICHATHCS HEOAMHAKOBOU MocCienoBa-
TEJIbHOCTBIO BOBJIEYEHMSI T€X MJTU MHBIX MO3TOBBIX CTPYKTYD,
YTO, B CBOIO OYepe/ib, MOXET 3aBUCETh OT MOITU(UIINPYIO-
1IETO BJIUSIHUS BHYTPEHHUX WU 3K30T€HHBIX (hakTopoB [1].

HametuBiimecst B Hay4YHBIX UCCIIETOBAHUSX MTOCIIETHUX
JIET TeHASHIIMU Aal0T OCHOBAHMS IojaraTh, 4TO CYIIe-
CTBYIOIIVE HO30JIOTMYECKUE TPAaHUIIBI B OyIyIIIEeM MOABEePT-
HyTCs BECbMa CYIIECTBEHHOI peKOHCTPYKIMU. Bo3MoxHO,
YTO HO30JIOTUYECKME IPaHMIIBI OYIYT MPOBEIEHBI HE MEXITY
oonesnbio IlapkuHcona u JATJI, a BHyTpu 607e3HM Ilap-
KWHCOHA: B eIMHYI0 (popMy OyayT oobeauHeHbl I TJI 1 yacTb
ciyvaeB OoJyie3HM [TapkrHCOHA ¢ paHHUM pa3BUTHEM Jie-
MeHIIUY (TaToMOpPGhOJIOrMYECKU TSI HUX, TOMUMO HaKOTI-
JieHus Tenell JIeBu B TMMOMYeCKOl cucTeMe U HEOKOPTEKCe,
XapaKTepHBbI OTJ0XeHUus1 amuiaounaa). [lomobHas «mepe-
CTpOIiKa» OYyIEeT NMETb CMBICH, €CJIM YAACTCS BHISIBUTH CY-
IIECTBEHHBIE Pa3IMyus B MAaTOreHe3e 3TUX COCTOSTHUI,
YTOUHSIOIINE HaIpaBJIeHUE MOMCKa HEepOIPOTEeKTOPHOM
Tepanuu [3].

1. JleBun O.C. Amocosa H.A.,, Haitmymna T. B. u 1p. CpaBHuTesbHOE MccienoBanue 6ose3nu [MapkuHcona u iemeH1mu ¢ teablamu Jlesu. ZKypH. Hespoit. u ncuxuatpum uM. C.C.Kopca-

koBa 2004; 1: 37—42.

2. Jlesun O.C. lemeHuust ¢ Teablamu Jlesu. [TpakTideckue BONpochl AMarHoCTUKK 1 jiedeHust. M., 2006.
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4. McKeith I.G., Dickson D.W., Lowe J. et al. Diagnosis and management of dementia with Lewy bodies. Third report of DLB consortium. Neurology 2005; 65: 1—10.
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Bropnunble nepede/LUIsIpHbIE IereHepanuu
N03HEro Bo3pacra

I'.P. Xy3una, 9.H.bozoanoe
Ka3zanckuii eocydapcmeennulit meduyunckuii yrueepcumem (Kazanv)

CrexTp NprUoOPETEHHBIX MO3XKEUKOBbIX 3a00JIeBaHUIA O3~
HEro Bo3pacTta Upe3BblYaiiHoO IMMPOK 1 BKITIOYAET B Ce0sT COCYIIH-
CTbIe, MH(EKIIMOHHO-BOCTIAJIUTE/IbHBIE, TOCTTPABMATHIECKIE,
OITYXOJIEBbIE, TUCIMOPUOTEHETUUECKIE U JIeTeHEPATUBHBIE TIPO-
LIECCHI C [IPEMMYITIECTBEHHBIM TIOPKEHNEM MO3KEUKOBBIX CTPYK-
TYp U1 3aIHeil YeperHoii IMKU. JlereHepaTBHbIE 3a00J1eBaHMST
MO3KeUKa SIBJISIOTCSl Haubosiee YacTol MPUYMHON pa3BUTHS B
KJIMHYIKE CHHIIPOMa ITPOrPECCUPYIOIIEH MO3KEUKOBOM aTAKCHH 1
BKJTIOYAIOT B C€0s1 3 OCHOBHBIE TPYITITHI MO3KEUKOBBIX JIeTeHepa-
LM TTO3THETO BO3pacTa: HacIeCTBEHHbBIE CITMHOIIEpeOeIUISIPHBIC
aTaKCUU, BTIOPUUYHbIE (CUMITOMATUYECKHE) LiepeOesIsipHbIe Jie-
TeHepally 1 UIMONATUIEeCKIE MO3KEUKOBBIE aTAKCHN.

BropuuHble 1epedesapHble TereHepaluu MO3aHETO
BO3pacTa, WM MO3IHUE TPUOOPEeTeHHbIe (CUMIITOMATHYE-
ckue) uepedeisipubie aereHepauuu (ITTTLI), npencras-
JISII0T cO0O0# rpyImny NMproOpeTeHHbIX 3a00JeBaHUN MO3-
KedKa, XapaKTepU3YIOIIUXCs CASIyIIIMMU pU3HaKaMy
[6]: mereHepaTUBHBIM XapaKTePOM IATOJOTUYECKOTO Ipo-
1ecca, MporpeccupyroniuM TedeHUeM, OrpaHMYeHUEM WIN
nmpeobyiagaHreM TaTOJIOTMYECKOro Ipoliecca B 1epebern-
JIIPHOM KOpe, IMTOCTOSTHHOW KIIMHWYECKOI 1 TTaToJIoToaHa-
TOMUYECKOW KapTUHOM, OTHEIbHBIMU 3THOJOTUYECKU
3HAYMMBIMHU (haKTOpaMH naTtoreHe3a. PacrpocTpaHeHHOCTD
TIITLI B cpenHem cocTabiisieT 4,5 ciaydaeB Ha 100 000 Ha-
CeJICHUSI.

CospemenHas kjaccudukaumsa IITHA (E. Mancall,
1975, ¢ nonoaHeHusiMK) [4, 6] ocHOBaHa Ha 3TUOJIOrMYE-
CKOM TIPUHIIUIIE U BKITIOYAET CJICAYIOIIME MIECTh KIIMHNYE-
CKUX hopm:

* aJKOTOJIbHasi KOPTUKaJIbHAs liepeOeuisipHas nere-

Hepawus;

* IIapaHeoruiacTHyeckas (KaplrHOMaToO3Hast) liepe-
OesuIsipHas JereHepauusi;

* DBHIOKPUHHAs liepedesuIsipHas nereHepaims (acco-
IMMPOBAHHAsI C TUTIOTUPEO30M);

* liepeOesuIsIipHas IereHepaliys, acColMUpPOBaHHAs C
3K30T€HHBIMU MHTOKCUKAITUSIMU (JIEKaPCTBEHHBIMU
nmpernapatamMu, COJIIMU TSDKEJbIX METalJIoB, Jie-
TYYUMU XUMUYECKUMU COCTUHEHUSIMM );

* IepebesuIIpHas JereHepalns, aCCOLMUPOBaHHAs C
TIIFOTEHOBOM CEHCUTUBHOCTBIO;

* agucMeTabonmyecKas IepeOelIsIpHast JereHeparms,
acCOIIMMPOBaHHAs ¢ HapyIICHUSIMU MUIIEBOTO I0-
BeZieHYsI (HEPBHOI/TICMXUYECKOI aHOpeKCHueit).

Hawubonee yactoii dhopmoii ITTL ssBnsieTcs nosouss an-

K0201bHAsL KOPMUKAAbHAA YepebeanapHas decenepauus (AKILLI)
— e€ yIeNbHbBIN BeC COCTaBIgeT 0K0s10 60% OT 00I1IEro yucia
JlereHepaTUBHBIX 3a00JieBaHUII MO3XeuKa MO3JHEero Bo3-
pacrta. DTHOJOTUYECKN 3HAYMMEIM (PaKTOPOM B pa3BUTHU
AKII siBnsieTcst XpoHUYECcKasl 3TaHOJIOBas MUHTOKCUKALIMS
(B TeueHue 10 yet u Goisiee). Beayliee maToreHeTUYECKOE
sHayeHne B pa3Butur AKIIL oTBoIMTCS MPSIMOMY TOKCH-
YeCKOMY JeHCTBHIO 3TaHOJIA Ha KJIETKM KOPBI MO3KeUKa C
MMPOTPECCUPYIONINM YMEHBIIIEHHEM KOJIMIECTBA U TUIOTHO-
CTH KJIeToK [lypKrMHBE 4epBsT MO3XKeUKa, KOTOPOe JOCTO-
BEPHO KOPPEIUPYET C YBEIMICHUEM KOJINYECTBA €KeTHEB-
Horo ymnoTpebiaeHus ankoronas [1, 2]. AKLJ 6ojaee
pacrpocTpaHeHa cpeau My>XYuH (B cooTHoueHuu 10:1),
yale pa3puBaetcs nociie 40 et (cpeIHUI BO3pacT Havajia
3aboJyieBaHus coctaBisieT 44,411,4). Hauano HocuT nono-
CTPBIN XapaKTep ¢ HapacTaHWEM CUMIITOMOB B TeUeHUE He-
CKOJIBKMX HeJleIb VI MECSIIeB U pa3BUTHEM MaKCHUMallb-
HOTO HEBPOJIOTMYECKOTrO Je(UINTa B T€UYCHHUE TTOIYroa.
TUNIMYHO IOCTUKEHUE OIPEeICHHOTO KIMHUYSCKOTO
«I1aTO», TI0CJIe KOTOPOTO IIpOrpeccupoBaHe OOJIC3HU TIpe-
KpalaeTcsl, OCTaATOYHBIM KIIMHUYSCKUI IeUIINT Jalne He
MEHSIETCS U TeueHHUe 3a00JIeBaHUS MTPUOOpETaeT CTaIlhO-
HapHBII XapakTtep. MHOIma MOXeT HaOMIOmaThcsl HEKOTO-
poe KIIMHNYECKOe YIIy4YIIeHHEe, KOTOPOE 3aBUCUT OT CTaINH
AJIKOTOJIM3Ma, 0TKa3a OT IMpHEMa aJIKOTOJIS, VIyJIIeHS TTH-
TaHUS U COIYTCTBYIOIEH Tepanuy. KilTmHMIecKast KapThHa
AKIIJI mocTaTOYHO CTEPEOTUITHA U XapaKTEPpU3YyeTCsl coue-
TaHHEM BhIPaXKeHHBIX CTATUKOJIOKOMOTOPHBIX PACCTPOICTB,
ACHHEPTUU Y TUCKOOPIMHAIINY B HIDKHUX KOHEYHOCTSIX TO
€CTh HabIomaeTcss THITMIHBINA TSI 3TOM (hOPMBI CHHIPOM
POCTPaJTEHOTO BepMIca C paclpeaesieHueM KOOPIHHATOP-
HBIX HapYIIeHUI B BUIE TPEYTroJbHUKA (TYJIOBHIIE W HITK-
HUe KoHeuHocTHu). HabtomaeTcs: Takoke MblllIeuHasl TUIIO-
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TOHUSI, TUTYOAMS (OCHMUISILIAM TYJIOBUIIA), TUCIUAT0XO0-
KWHe3 ¥ HucTarM. HapyieHust peuyr He TATTMYHBI 1 HUKOT/Ia
He ObIBaIOT pe3Ko BbipaxkeHsl [4]. HelipoBusyazamoHHbIE
JMaHHBIEe TEMOHCTPYPYIOT ITOpaXkeHUE BEPXHUX OTAEIOB MO3-
KeuKa YK€ C TIEPBBIX MECSIIEB TMOSIBIEHUS] KIMHUYECKOTO
CUHIPOMa MO3XEYKOBOI aTaKCUM 1 XapaKTEPU3YIOTCS CTe-
PEOTUITHOM KapTUHOM aTpo(rUeCcKOro mpoluecca pocTpasib-
HOTO OTZeJIa YepBs MO3XKeuKa W MPUIeXalluX OTACI0B Tie-
penHeit moau moJjymapuii mosdxkeuka. Tepanus AKILJI
GasupyeTcs Ha ITOJIHOM OTKa3e OT MpHeMa ajKoToJIs, yiIyd-
LLIEHUU MUTaHWS U BUTaMUHOTepanuu (ajabda-ToKodepona
anerat 15Mr/Kr/cyt, mmaiuH 10 MT/Kr/cyT, THaMUHA XJIOPHT
IMr/cyT yepe3 aeHb, MUPUIAOKCUH 2,5 Mr/cyT — 60-1HeB-
HBIMU Kypcamu 3—4 pasa B rof).

Kapyunomamosnas (napaneonsacmuueckas) yepedeinsp-
Has deeenepayus (I11]) BcTpeyaetcs y 1% paKoBBIX O0JTb-
HBIX U OTHOCUTCS K TapaHeOoIJIaCTUYECKUM CUHIpOMaM
ayrouMMyHHoro rpoucxoxaeHus. [Tpu T Haubonee ya-
CTO BBISIBJIIIOTCS aHTHU-YO (TTOJMKJIOHAJIbHBIE aHTUTEa
knacca IgG k knetkam IlypkuHbe) u aHTU-Hu (aHTHHEH -
pOHaJIbHBIE HYKJIEApHbIE ayTOAHTUTEIa TUIIA 1) IPOTHBO-
OIyXOJIEBbIE aHTHUTEJIA, KOTOPbIE PACIIO3HAIOT aHTUTECHHI,
00pa3ylollre TPYIbl ¢ MOJIEKYJISIPHOW Maccoil MPUMEPHO
62 1 34 kD, 1 *MMYHHOMDIYOPECLIEHTHO pearupyoT ¢ KIeT-
Kamu IlypkmHbe Mo3xeuka [6, 7]. Hanbomnee gacro TTLI/,
CBsI3aHa C MEJIKOKJIETOYHOM KapLMHOMOI Jierkux (60%) u
6ponaxokapimHoMoit (40%), pexXe — ¢ KapIIMHOMOM STi4-
HuKa (27%), KapuUMHOMOM MOJIOUHOM Kene3bl (12%) v M-
domoii (10% cnyuaes). B 66-70% caydaes IT1J] npexiie-
CTBYET OOHApYXEHUIO OIyX0JIr 3a 36 MecsIeB u bonee, TO
€CTb SIBJSIETCSI nepabim nposeaeHuem ornyxonu (!); moaromy
nuardHoctuka ITIHJI v 3HaHWe npyrux nmapaHeoruiacThye-
CKUX CHHAPOMOB JIEXUT B OCHOBE paHHEN AMAarHOCTUKU
HoBooOpazoBaHuii. ITLJI pa3BuBaeTcs B TO3IHEM BO3pacTe
(55-65 n1eT), XKEHIIMHBI TOPAXKAIOTCS HECKOJIBKO Yallle, YeEM
Myxx4uuHbI (3:1). Havano o6bp19HO MogocTpoe, pexe HabIo-
JAeTCsl OCTPOE Havajio, MAaCKUPYIOIIeeCs IOA COCYIUCTBIMA
npouecc. 3abojieBaHUe OUYeHb OBICTPO, HEYMOJUMO TPO-
TPECCUpPYET, TOBOIsI OOJIBHBIX O BHICOKOM CTEIIEHU WHBA-
Juausauuu B TeyeHue 4-10 mecsueB. KimmHuyeckast MaHU-
decrauums ML — 7o BeIpaxkeHHas1 aTaKCcusl TYJIOBUIIA U
KOHEYHOCTe#, AM3apTpusl, TUTIOTOHUSI, HUCTarM U Hapy-
meHus PYHKIIMY YepeITHbIX HEPBOB; pa3BUBAETCS naHepe-
OeanspHbLil CUHOPOM, KOTOPBIII MOXKET COIPOBOXIATHCS 10-
TTOJTHUTETbHBIMHA HEBPOJIOTMIECKMU PACCTPOMCTBAMU ITPH
couetanuw ITLJI ¢ apyrumu mapaHeorIaCTUIeCKUMM HEB-
POJIOTUYECKMMU CUHAPOMaMHU. XapaKTepHa CepONO3UTHUB-

HOCTh CBIBOPOTKM KPOBH U JINKBOpA IO CHEIU(UIHBIM
ayroanTurenam [3, 6, 7]. HelipoBusyanuzauus Ha 3—5-M
Mecsiiie 00JIe3HU BBISBIISIET aTpOhIeCcKre NU3MEHEHUST MO3-
JXKeJKa OT JIETKOI IO BBIPAaXKEHHOI CTETICHH B 3aBUCHMOCTH
OT CTaaMu Mpoliecca, TUIa HOBOOOPa30BaHUS U CTEEHU
cepono3uTuBHocTU. Jleuenue I oO6b1yHO Headhek-
TUBHO. MeI0TCs COOOLLIEHNSI O MOJIOXKUTETbHBIX 3 peKTax
masmodopesa, B/B UMMYHOIJIOOYJIMHTepAITuM, UMMYHO-
aJIcopOIIY, UMMYHOCYITPECCUBHOI Tepaltii KOPTUKOCTE-
poumamu, a Takxke 5-10% adbdeKTUBHOCTH yaaleHus TTep-
BUYHO onyxouu [8, 9].

Duookpunnas yepebeanapuas deeenepayus (P1L1), nnu
TTO3IHSISI MO3KEUKOBasI IeTeHepallus, aCCOLMMPOBAaHHAs C
TUITOTUPEO30M, XapaKTepU3yeTcsl pa3BUTUEM aTpodude-
CKOTO Mpoliecca, MpeodIaJalolero B liepede/UIIpHOi Kope
y TTAIIMEHTOB C TTOHDKEHHBIM YPOBHEM B CHIBOPOTKE KPOBHU
THPEOUAHBIX TOPMOHOB I TOBUIHOM XXeJie3bl. [ MTIoTHpeo3
MOKET OBITh KaK IMePBUYHBIM, TAK U BTOPUYHBIM (BCIIEI-
CTBHME XpPOHMYECKOTO ayTOMMMYHHOTO TUPEOUANTA, aTpO-
pHUIecKoro TUpEONANTA WM UOUOTATUIECKON aTpodun
IMUTOBUIHOM XeJIe3bl, CYyOTOTAIbHON THUPEONIIKTOMUU,
xpoModoOHoIt aneHoMbl runodusa). DL HaurnHaeTcs mo-
JIOCTpO B mo3aHeM Bospacte (o1 40 10 76 J1eT) U HEBPOJIO-
TMYecKre HapyllleH!s, KaK ITPaBUJIO, TPEAIISCTBYIOT CUMII-
ToMaM rumnorupeosa 3a 10-16 mecsueB. KimHuyecku
HAO0JTI0IAI0TCSl CTAaTUKOJIOKOMOTOPHBIE HApPYIIEHUSI, THC-
KOOPIWHALIMS B KOHEUHOCTSX, aglagoXOKNHE3, HUCTAIM.
XapakTepHo ObICTpOE U MOJIHOE pacceMBaHUE CUMIITTOMOB
MO3XEUKOBOM aTaKCUU y OOJIBIIMHCTBA OOJBHBIX ITOCIIE
paHHell (B TeueHHWe 1-2 JIeT OT Hayajla KOOPIAWMHATOPHBIX
HapyIIeHWT) 3aMeCTUTETHHOI TepaIrTiy TUPEOUTHBIMHU TOP-
MOHaMH, TOTa KaK ITO3IHSSI TUAarHOCTHKA TUITOTHPE03a Y
OOJIBHBIX C HEYKJIOHHO MPOrpecCUpPYIONIMMU KOOpAUHA-
TOPHBIMM HApYIIEHUSIMM TIPUBOIUT K CTOMKOI BBIpaXKeH-
HOM WHBaIuau3anuu. I[Ipu HeWpoBH3yalW3allUd BHI-
SIBJISICTCS pa3INdHasI CTEIIeHb aTpOoGUH YepBs 1 MOTyIIaphii
Mo3xeuka. Tepanus DI BKIOYaeT TOPMOHO3aMECTU -
TeTbHYIO Tepanuio L-tupokcuHoM B go3e 50—100 mr/cyr
(rmoa, koHTposieM cbhiBopoToyHoro ypoBHs TTT, T3 u T4
Kaxnple 3 Mecslla) B COUeTaHWM C BUTaAMUHOTepaItnei
(anmpda-Toko(depona amerat 15 mr/kr/cyr, rauuuH 10
MT/KT/CYT, TUPUAOKCUH 2,5 MT/CYT U TUAMMHA XJIOpHI 1
MTI/CYT 4epe3 IeHb).

T1o30Hs5 yepebenrrapHas decenepauyus, ACCOUUUPOBAHHAS C
9K302eHHbIMU UHMOKCUKAUUAMU (1eKapCMEeHHbIMU Npenapa-
mamu, CoAIMU MANCENbIX MEMANA08, NeMYHUMU XUMUHECKUMU
COCOUHEHUAMU), UAU MOKCUHEeCKAas yepebetsipHas deceHepa-
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yus (TLJ]) — obycnoBiaeHa MPSIMbIM TOKCUYECKUM TOpa-
XeHreM KiieTok [TypKruHbe KOpbl MO33KeuKa, 001aqalonux
M30MpaTebHONM TPOITHOCTHIO K HEKOTOPHIM 3K30T€HHBIM
snaM. Haubosee 3HauMMOIt 1151 BOBHUKHOBEHUS JI€KapCT-
BEHHO MHAYLMPOBAHHBIX MO3KEYKOBEIX CUHIPOMOB SIB-
JIIeTCs POJib aHTUKOHBYJILCAHTOB (MudeHnH, Kapbamase-
MUH, 6apOUTypaThl) TIPA UX JUTUTSILHOM NPUMEHECHUH Y
O0onbHBIX anuiaerncueit [5]. JloctoBepHol 1LepeOeI0TOK-
CUYHOCTBIO O0JIafaloT TaKXKe APYTUe JIEKapCTBEHHbIE Mpe-
napatbl (HUTpodypaHTOUH, S5-Gbioopoypalui, [TUTO3UH-
apabMHO3U, COeAMHEHUS IUTHUSI, OpOMa), ITPOMBITIIUIEHHbBIE
OpraHMYecKre pacTBOPUTEIH (TeTpaxJIOPUI yrjieposaa, To-
JIYMH, TOJYOJI, 3TUJIAleTaT, TPUXJIOPITWIEH, XJIOpOo(heHO-
TaH) U TSDKeJIbIe MeTaJThl (CBUHELL, TepMaHUid, BUCMYT, JIU -
PTYTb,
XapaKTepu3yeTcsl MOAOCTPhIM HaYaJIOM 1 HEYKJIOHHO TTpO-

TUHA, MapraHell). KiaWHWdYecKass KapTWHa
IPECCUPYIOIINM DPAa3BUTHEM ITaHIIEPEOCIIIPHOTO CUH-
JIpoMa, compoBoxknamimmumcs nuddysHoii arpodueil 1e-
pebdeIsipHOI KOpbl MpU HellpoBuayanusauuu. JleueHue
TILJI 3aximtoyaeTcs B MCKIIOUEHUU SK30I€HHOM MHTOKCHU-
KalluM U BUTaMUHOTepanuu. [IpemaparamMu BEIOOpa ISt
MPOTUBOSIIICITUIECKON Tepanuy SIBISIOTCS HOBBIE aH-
TUKOHBYJIbCAHTHI, He 00Jaaatole (eHOMEHOM «MOMYJIsI-
LUK JeTeHEPaTUBHOTO Tpollecca» (TolMpaMar, TharabuH,
JieBeTUpaleTaM, JaMOTPUIKUH, rabareHTUH).
Iniomenosas amakcus (IT'A), vav no3nHsS LiepedesUIsIp-
Hasl iereHeparusi, 00yCIOBIeHHAs IJIIOTEHOBOM CEHCUTHUB-
HOCTBIO, XapaKTepU3yeTcsl MTOAOCTPEIM pa3BUTHUEM KOPTH-
KalbHOro arpodguyeckoro mpouecca Ha  (¢GoHe
MOBBIIIIEHHOTO MMMYHHOJIOTIYECKOTO OTBETa Ha TIIOTEH Y
TeHEeTUYEeCKHU IpeapacioyoXeHHbIX Jull. B Hactosee
BpeMs yOenUTeIbHO JoKa3aHa CIbHAS B3aMMOCBSI3b TJTI0-
TEHOBOI HTEPONATUM U IJIIOTEHOBOM aTaKCUU C ayTOAHTH -
TeJlaMU TUIa UMMYHOIJIOOyarHA A, BKIovaomnx ARIRA
(anti-R1-reticulin antibody), AEA (anti-endomysial anti-
body), AJA (anti-jejunal antibody), ATTG (anti-tissue trans-
glutaminase) [10]. Yka3aHHbIe ayToaHTUTENA SIBJSIIOTCST YHU-
KaJIbHBIMA W CIIEIMOUUYHBIMU IS TIIOTEHOBOM
CEHCUTHUBHOCTH, TIPEICKA3yEMO OTIPEACIISTIOTCS Y OOJIbHBIX,
MMOA03PeBaEMbIX Ha 1IEJIMAKHUIO U TIIOTeH-aCCOLMUPOBaH-
Hble 00JIe3HU, UCUYE3aI0T Yepe3 HECKOJIBKO MECSIIeB CTPOTOi
0E3MIIOTEHOBOM TUETHI U TTOSBIISTIOTCS BHOBB ITPH BKJTIOUE-
HUU TTIOTEHCOAEPXKAIUX ITPOAYKTOB B PAIIMOH (TJIIOTEH CO-
JIEePXUTCI B 3€pHOBBIX KYJbTypax: IMIIICHUIA, SIYMEHbB,
poxb). C apyroii croponsl, AGA (anti-gliadin antibody —
aHTHTEJIa aHTUITIIEHTIHBIX ITPOTEWMHOB) TUIIA UMMYHOTJIO-

6YJ'II/IH3. G He SBASII0TCS NIATOTHOMOHUYHBIMU JJ151 TJIOTEH-

acCOLIMMPOBAHHBIX 3a00/1€BaHUii, He crieIU(bUYHBI U 00-
HapyXuBaioTcs y 6osiee yeM 10% 310pOBBIX JIMLL B ITOITYJISI-
uuu. I'moTeHoBas arakcus HaUMHAETCsS B MO3JHEM BO3-
pacte (35-48 1eT) U KIMHUYECKU MPOSIBISIETCS MOAOCTPHIM
pPa3BUTUEM MPOrPECCUPYIOLIETO MO3KEYKOBOTO CUHIPOMA
CO CTaTMKOJOKOMOTOPHOW M NTWHAMMWYECKOW aTaKCHUeMu,
pEYEBBIMU U 3pUTEJbHBIMU HapylIeHUIMU, eprudepuyde-
ckoii monuHeiponaTuei. IIpu 3ToM XeaymouyHO-KUIIIeY -
HBbIe CUMIITOMEI HAOJIOOAI0TCS JUIDb ¥ 13% GONbHEBIX. Y
80% OOMBHBIX BBISIBISIETCST aTPODUS MO3KEUKOBBIX CTPYK-
Typ MpU HEeWpoBU3yaTU3alMU. Y OOJBIIMHCTBA OOJBHBIX
I'A BeisiBsIeTCss DQwW2-Tun HLA-KoMITIeKCa TMCTOCOBME-
CTUMOCTU. be3rnoTeHoBas AueTa NMeeT pellaliee Tepa-
MEeBTUYECKOE 3HAYeHUE KaK B OTHOIIEHUM OOpPaTUMOCTU
MO3EUKOBBIX CHMIITOMOB, TaK U B OTHOLLIEHUH Helipodu-
3UOJIOTUYECKUX MPOSIBJICHUI COIMYTCTBYIOLIEH nepudepu-
YECKOU MOJTMHENPOTIaTUH.

Jucmemabonuueckas yepeodennapuas oeeenepavus (ALL1),
o0ycyioBJIeHHass HapylIeHUSIMU IUIIEBOT0 MOBEIEHUS
(HEpBHOI/TICUXMYECKOI aHOPEKCHeil) — 3TO BbIIEICHHasI
HaMU HOBasi KIIMHWYecKas (hopMa Mo3aHel mpruoopeTeHHOM
MO3XEUKOBOM AeTeHepalliu, KOTOpask MOJTHOCThIO YAOBJIe-
TtBOpsieT kputepusaM ITITLHJ, onucannbix E.Mancall, u pa3-
BUBAETCS y JIUII C HAPYIIEHUSIMU TTUILIEBOTO MOBEACHUS 10
TUITYy HEPBHOW WJIM MCUXUYECKOH aHOPEKCUM C MOoTepei
Macchl Tena 25-35% v BeIpaXkKeHHBIMU BTOPUYHBIMU COMa-
TUYECKUMMM Y HEBPOJOTUYECKUMMU HapyllleHUusiMu. Bemy-
LM MaTOTeHETUYECKUM 3BEHOM Pa3BUTUS KOPTUKATIBbHOMN
HepebeisipHoit atpoduu npu AL sBasieTcss BTopuyHas
THIIO- WJIN a-P-JTUITONPOTeMHEMUSI, pa3BUBAIONIasICs Ha
¢oHe pe3Koro CHUXKEHUS YPOBHS OOIIETO XOJeCTepUHa,
TPUIIULIEPUIOB, (i-TOKODEppoia U MOJTHOTO OTCYTCTBUS B
JIMITIONIPOTEMHOBOM Tpoduie JUITONMPOTEMHOB HU3KOU U
O4YeHb HU3KOI muoTHocTu. KimHuueckast kaptuHa JILIJT
3aBUCUT OT TUIIa aHOPeKCUM. [Ipu HepsHoli anopekcuu (ano-
rexia nervosa) HabIOgaeTCsl pe3Koe OrpaHUYeHUE MpUEmMa
nuy (pexe TIOJHBIA 0TKa3 OT €bl) B LIEJISIX MOXYASHUS
WU JUTS TIpoPUIaKTUKY Habopa JIMIITHEro Beca IoJ BIIMSI-
HUEM CBEpXILIEHHBIX WJIX OpeqoBbIX MU COOTBETCTBYIO-
1ero cojaepxxaHus. Yaiie BcTpevaercs y AeBYIIEK B BO3-
pacte oT 13 sner u crapuie. XapakTepHO MeIJEHHOE
HapacTaHUe MO3XXEYKOBBIX HAPYIIIEHU MTOC/Ie JOCTVXKEHUS
nedunmTta Beca B 25-35% M IOCTHKEHUST MEHCTPYaTbHOTO
rnopora (aMeHopeu), C paHHUM pa3BUTHEM HEHPOBU3YyaIH -
3allMOHHBIX TIPU3HAKOB LiepebesusipHoil atpodun. [Tpu
ncuxuveckoil aHopekcuu (anorexia psychica) uMeeT MeCTO
MOJIHBIN OTKa3 OT €/1bl BBUY PE3KOT0 YTHETEHMS allneTuTa

AHHOTHWUPOBAHHBIE IOKJIAblI Yacts I

241



Boaesns [Tapkuncona u paccTpoiicTBa ABMKEHUI

MO/, BAUSIHUEM OpeloBbIX UIEH OTpaBieHUs JUOO Mpu Je-
MPECCUBHBIX U KATOTOHUYECKUX COCTOSTHUSIX. XapaKTePHO
MOJOCTPOE HAYyaJlo U MOCTENEHHOE HEYKJIOHHOE (B Teue-
HUE HECKOJIBKUX MECSILIEB) MPOrpecCUPOBaHUE MO3XKEUKO-
BOIl aTaKCUU 10 TOCTWKEHUSI BBICOKOW CTEIeHU WHBAJM-
nu3anuu. Kpome Toro, y malMeHTOB HaOII0JaeTcsl BECh
CIIEKTP BTOPUYHBIX COMAaTUYECKUX HAPYIIIEHUIA: TUIIOMPO-
TeMHEMUSs], aHEeMUsl, aHALIUAHBIA TACTPUT, aTOHUS KUIIIeU-
HUKa, BTOPUYHBIN CUHIAPOM MaJlbabCOPOIIMU, TUTIOTJIMKE-
MUS, AaBUTAMUHO3, apTepuajbHas  TUIIOTEH3US,
Opagukapaus, TMIIOTEPMUS, TUTIOTUPEO3, TeprucepruIecKre
OTeKU, aMmeHopes (Y KEeHIIWH), CEpIeYHO-COCYAUCTasT He-
JIOCTaTOYHOCTh, Nepudepudeckas Heiiponatust. KT/ MPT
Ha 5-6-M Mecsdle 00Je3HU IEMOHCTPUPYET BBIPAXKEHHYIO
CTeIeHb aTpoduu 1epedeUIIPHBIX CTPYKTYP.

BropuyHble TpuoOpeTeHHbIE 1iepedesUIsipHbIE IeTeHe-

palyy XapaKTepru3yoTcs MOpGOIOTHIeCKIM (PeHOMEHOM

Jlurepatypa

«KOPTUKAJIBHOI MO3XXEeUKOBOM aTpO(r» C MHTAKTHOCTHIO
CTBOJIOBBIX CTPYKTYP Y IPOBOISIIMX TPAKTOB T.€. JIOKaJIb-
HBIM MOpaXXeHVEM LiepeOesUISIpHOM KOpbl, 00Jafaloleit n3-
OupaTesbHONM TPOMHOCTBIO K BO3MEMCTBUIO 1IEJIOTO psijaa
TOKCHYECKMX, UMMYHOJIOTMYECKHUX U OMOXUMUUYECKMX (haK-
TOPOB, BBICTYIAIOIINX B KAUECTBE MOIYJISITOPOB JeTeHepa-
TUBHOTO Tpolecca [4]. YuuTsiBas cTepeoTUNHOCTD JIO-
KaJIbHOTO JIeTeHepaTUBHOTO Mpollecca MpU pPa3IMIHbBIX
3THUOIATOTeHETUYECKUX MEXaHU3MaXx, HaM TPEICTaBIISIeTCS
11eJIeCO00pa3HbIM 0003HAYUTh MPEACTaBICHHYIO TPYIIITY
BTOPUYHBIX TPUOOPETEHHBIX LIEPEOEIISIPHBIX IeTeHepaIuii
Kak cumnmomamuuecKkue yepebearonamuuy — JJIsl pasrpa-
HUYEHUST JaHHOW OOJIBIIION TPYITITHI MO3XXEYKOBBIX aTaK-
CHUif MMO3IHETo BO3pacTa ¢ COOCTBEHHO JeTeHepaTUBHBIMU
HacCJIeICTBEHHBIMU CITMHOIEPEOEUISIPHBIMU JereHepa-
LMSIMA U UAMOTIATUYECKUMU 1IepeOeUIIPHBIMM aTaKCHUSIMU
HEW3BECTHOW STUOJIOTUM.
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reHaTOJIEHTI/IKyJIHpHaH AE€reHepanmm. HOBbIC
ACIICKTbI IATOr¢He3da, IMarHoCTUKMU 1 JiIC4YCHUA

B.B. lloaewyx, H.A. Heanoea-Cmoaenckasa, C.I. Moposos, E.J[. Mapkoea,
A.B. Kapabanos, C.H. Harapuowrun
Hayunwiii uenmp nesponoeuu PAMH, HHUH o6weii namonoeuu u namogusuonoeuu PAMH (Mockea)

T'enaronentukynsipHas neredepauus (I'JI), unv 6oae3Hb
BunbcoHna-KoHoBanoBa — TsKesioe HaclaeICTBEHHOe Ipo-
rpeccupylolue 3a00jieBaHue, XapaKTepU3YIOLeecs] COueTaH-
HBIM TTOpakeHHeM BHYTPEHHUX OPTaHOB M MO3Ta (B IIEPBYIO
ouepeh IeUeHN 1 TTOIKOPKOBEIX Y3710B) BCIIEICTBHIE ITATOJIO-
TUYECKOTro JEMTOHUPOBAHUS MEAU B opraHax-mMuineHsx [11].

B ocnoBe natoreHe3a I'JIJ] 1exkaT HECKOJIBKO OCHOBHBIX
MEXaHN3MOB:

1) myrauus reHa mengHoir AT®-a3p1 P-tuna, pacrosno-

>KEHHOTO Ha 13-if XxpoMocoMme;

2) HapyllleHUe CeKBeCTpalluyu U3 TedyeHUu (pakiuu
MEIM C KeTYbl0 — TaK Ha3bIBaeMOIl PeryasTOPHOM
MeIH, TTOIEPXKUBAIOIIEH B DU3NOIOTHYECKHX YCII0-
BMSIX OTPUILIATENIBHBINM OaJlaHC MEIM B OPTaHU3ME;

3) BTOPUYHO OOYCIAOBJIEHHOE CHUXEHUE CKOPOCTU
BKJTIOYEHUST MEIM B LIEPYJIOIIIa3MMH;

4) mocTereHHOe MopakeHWe OpraHOB-MUINeHe (ITe-
YeHb, ITOYKH, MO3T);

5) mpucoearHeHue dHLIedaTonaTUy CMELIeHHOTo TUIIa
(remaroreHHas sHIedanonarus) + cneurdudeckoe
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Cekmusg 10. CuMnToMaTHIeCKre ¥ BTOPHYHbIE pACcCTPOiiCTBA ABHKEeHHIA. MyJIbTHCHCTEMHBIE IeTeHePAIIH

MopaXkeHue MTOAKOPKOBBIX CTPYKTYP, UMEIOIIMX BbI-
COKY10 ap(PMHHOCTb K MOHAM MeJu;

6) pa3BUTHE ayTOMMMYHHBIX peakIMil ¢ MOSIBICHUEM
MOBBIIIEHHBIX TUTPOB ayroaHTuTeN (a-AT) K Heli-
pocrienuduyeckumM OejikaM, ¢ MoCAeaAyIoLIei ayTo-
VMMYHHOM arpeccueil 1 mpopblBOM reMaToaHI1Ieha-
Jundeckoro dapbsepa (I'DB).

HecMoTpst Ha TO YTO TOKCUYECKOE NEUCTBUE MEIU CBSI-
3BIBAIOT C OJIOKAIOM CYTbMIUAPUIBLHBIX TPYIIIT OKCUIA3, PU-
BOISILEN K HAPYIIEHUSIM BHYTPUKIIETOUHBIX OKUCTUTEIEHO-
BOCCTaHOBUTEIbHBIX MTPOLIECCOB, €CTh OCHOBAHMS I10J1araTh,
YTO B MOPAXXEHUU TKAaHW MO3ra Mpu 3TOM 3a00JIeBaHUU He-
MaJtylo pojib UTPAeT ayTOMMMYHHBI KOMITOHEHT. BBISIBJICHBI
pa3nuyHble U3MEHEHUST MMMYHHBIX Tlokasareneit mpu [J1/]
[1, 2, 7], kOTOpBIE KOPPEIUPYIOT C KIMHUYECKUM T€UEHUEM
3a60s1eBaHUs 1 9 HEKTUBHOCTBIO JIEUEOHBIX MEPOIIPUSITUIA.
B psine paboT ObLIO ITOKa3aHO, YTO 00pabOTKa CPE30B HEPB-
HOW TKaHU ChIBOpOTKaMU narmeHToB ¢ [JIJ1 u mocnenytomee
MpoBeIeHNE HelpsiMoii peakiin KyHca MpruBOIUT K MHTEH-
CHBHOMY CBeYeHUIO cpe30B. K coxkasleH1I0, KOHKPETHbBIE aH-
TUTEHbI HEPBHBIX KJIETOK, SIBJISIOLIMECS MUIIEHIMU ayTO-
anturen nipu [JI1, uneHTrdUIIMpOBaHbI HE ObLIN.

ITpu pa3nuyHOIf MATOJOIrMY HEPBHOM CUCTEMBI HabJTI0-
JAI0TCS MHOTOOOpa3Hble HapyIlIeHUsT KJIETOYHOTO U TyMO-
panbHOrOo MMMyHHUTeTa [1, 3, 5, 9]. OgHaKo posb 3THUX Ha-
pYIIEHUI BO MHOTOM OCTaeTcs HescHoii. B Hacrosiiee
BpEMSI OTHUM 13 KITIOYE€BBIX BOITPOCOB HEMPOMMMYHOJIOTUN
SIBJISIETCS] TTIOMCK CIelM(UIECKUX JUIST OTAETbHBIX HO30JI0-
ru4eckrx opM M3MEHEHU B UMMYHHOM CHCTEMe.

MHoXecTBO paboT MOCBSIIEHO MCCIEI0BAHUIO ayTO-
antutes (a-AT) K 6e1KkaM HEPBHOM TKaHU B HOPME U TIpU
MaTOJIOTUM, a TAKXKE MX BIUSHUIO HA pa3IMyHbie HU3UO0JIO-
ruyeckue v natodusuojornyeckue npoueccsl [5, 13]. B to
K€ BpeMsl JIMIIb U1 HEKOTOPBIX 3a00JIeBaHUA, TAKUX KaK
MMACTeHUs TpaBUC U cuHApoM Jlambepra-UToHa, uneHTuU-
(unmpoBanbl cieuuduyeckue a-AT, runepnpoayKuus Ko-
TOPBIX IIPUBOAUT K Pa3BUTHIO OoJre3HH [6]. 111 GOMBITMH-
CTBa € HEBPOJOrMYECKUX 3a00JeBaHUI BOMPOC O POJU
ayTOAHTUTE B MaTOT€HE3e OCTaeTCs OTKPBITHIM. TeM He
MeHee, TOMCK cienbUIEeKMX 11 KOHKPETHBIX HO30JI0T U -
yeckux hopM a-AT uMeeT repBocTeneHHoe 3HaueHue. Boi-
MOJHEHVE JAHHOM 3a1auy MO3BOJIUT HE TOJBKO PACIIMPUTh
3HAHUS 00 MHTETPALUM ACSITEIbBHOCTH UMMYHHOI 1 HEPB-
HOI1 cCUCTeM OpraHu3Ma, HO M OTKPOET HOBbIE BO3MOXKHOCTU
B pa3paboTke 3P GEeKTUBHBIX METOAOB JICUSHMUSI.

B Hactosiiiee BpeMsi OCHOBHbIE YCWJIMSI MCCenoBaTe-
JIel cOCPeNOTOYEHBl Ha U Ha APYTMX BOIIPOCAX MaTOTEHe3a

I'JI1 1 1x B3aMMOCBSI3U € IBUTaTEIbHBIMU PAaCCTPOMCTBAMM,
B IIEPBYIO O4Yepeb Ha MOJIEKYISIPHO-T€HETHUECKUX acTIeK-
Tax 6omne3nu [8]. [Ipu aToM mpobiemMa UMMYHOOOYCIOB-
JICHHBIX HEWpoaeCTpYKTUBHBIX TipouieccoB npu [JI ocTa-
€TCsI HepeIIEHHOM.

enbio iccnenoBaHmst ObLIO U3YYEHUE ayTOAHTUTEN KJlacca
IgG x anTUreHam rosioBHOro Mosra y 6obHbIX IJI ripu pas-
JIMYHBIX CTAIVSIX M KITMHMYIECKHX (hopMax 00JIe3H!, aHAIM3 UX
B3aMMOCBSI3U C JBUTATEJILHBIMU PAacCTPOMCTBAMU U TIOMCK
MapKEpOB TSLKECTH ayToMMMyHHoro nopaxenus [LIHC.

ITanueHTHI ¥ METOABI HCCJIEIOBAHUS

Mzyyaembie 006pa3iibl TKAHW MO3Ta 1 IeYeHU YesloBeKa
OBLIM MTOJTYYEHBI [0 UTOTaM ayTOTICUIA, 00pa31ibl OPraHOB U
OMOJIOTMYECKUX KUIKOCTENM KPOJUKOB U KPBIC TTOJTyYEHBI U3
BuBapus poHaa «4epHoobU1b-TecT». O0pa3Lbl CHIBOPOTKU
3I0POBBIX TOHOPOB U OOJIbHBIX MOJTyYaau Ha CTAHLIMSIX T1e-
penuBaHus KpoBH, B HayuHoM 1ieHTpe HeBposioruu PAMH,
HUWW napkonornn Munszapasa P®, 'Kb Ne29 Komurera
31paBOOXpaHeHUsI I. MOCKBBI.

11 XxapakTepuUCTUKKU CHIBOPOTOK U aHTUCBIBOPOTOK,
npenapatroB aHTUTeN (AT) u aHTUreHoB (Al') MpUMeHsIIN
METOAbl UMMYHOXMMMYECKOTO aHAJIU3a: UMMYHOOJOTTUHT
u ummyHopepmeHTHBIN aHanu3 (MMPA). C momolpio mo-
CJIEAHUX ONpPEAeNsUIM Takke ypoBeHb/apDUHHOCTD (MM-
MYHOPEaKTUBHOCTb) UCCJIEAYEMbIX CBIBOPOTOYHBIX aHTH-
Tes knacca IgG.

B kauecTBe KOHTPOJIBHOI MCIOJb30BaIN CHIBOPOTKY
3II0POBOTO JOHOPA ¢ YpoBHIMU a-AT KO BceM UCTONIb3ye-
MBIM B paboTe 0enKam, MPUOIKAIOIIMMUCSI K CPETHUM B
MOMYJISILINU.

Pe3yabTaTsi

BrinonHeHre 1TaHHOU pabOThI OBLTO HAYATO C TECTUPO-
BaHUS C TOMOIIEI0 TBepAaodaszHoro MMA pa3mMIHBIX pac-
TBOPUMBIX 1 MEMOpPAHHBIX (ppaKlinii BellleCcTBa rOJIOBHOTO
MoO3ra yejioBeka ¢ cbiBopoTkamu 6osibHbIX I'JI1 ¢ pa3BuB-
LIeiicss HeBpoJornueckoi cuMmnromatukoi. Habmoganu
BBICOKYIO CT€MNIEHb CBSI3bIBAHUSI CHIBOPOTOYHBIX aHTUTE, B
MEePBYIO ouepeb, ¢ ppakuueir MeMOpaHHbIX TelapyuH-CBs-
3bIBaIOLIMX O€JIKOB rOJIOBHOT'O MO3ra YeJoBeKa.

I1Ipu nposiBIEHUM UMMYHOOJOTTUHIA C CHIBOPOTKAMU
nauueHToB ¢ I'JI/] HaGaroganu aBe MHTEHCMBHO OKpallleH-
HbIE MOJIOCHI, OTCYTCTBYIOLLIME ITPU MPOSIBIIEHUU UMMYHOO-
JIOTTUHIA C CBIBOPOTKAMM 3JI0POBBIX TOHOPOB. MojeKy-
JISIpHasi Macca BbISIBJIEHHBIX aHTUTEHOB cocTaBisia 3713
kJla, 4313 kJla. JlaHHbIe BbISIBJEHHBbIE O€JIKU ObLIU 000-
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Ta6auna 1. N-KoHieBass aMUHOKHMCJIOTHAs mocjieaosareabHocTs Hbmp-1

Ne 1 2 3 4 5

6 7 8 9 10

AMMHO-
KHUCII0Ta

Met Val Leu Glu Thr

Gin Ile Glu Val Gly

3HaueHbl Hbmp-1 1 Hbmp-2 (heparin binding membrane
protein 1, 2)

IMocnenyoiiee MposiBIeHNE UMMYHOOJOTTUHTOM C ChI-
BopoTKamu 60abHbIX ['JIJ1 moATBEpANUIO MPUCYTCTBUE CPEU
HUX aHTUTEeHA ¢ MOJIEKY/IsIpHOI Maccoit 3713 k/la, KOTophIit
WHTEHCHUBHO pearupoBall ¢ JaHHBIMM ChIBOPOTKaMu. Ta-
KM 00pa3oM, JaHHBIA aHTUTEH SIBIISIETCS CyObeIMHUIIEH
CJIOXHOTO OeJKa.

beita onpeneneHa N-KOHIIEBass aMMHOKUCJIOTHas
MOoCeI0BaTeIbHOCTh CYyObeAMHULILI ¢ Maccoit 3713 k/la Ha
razodazHoM cekBeHaTope — Oenka Hbmp-1 (tabauua 1).

Ha ocHoBaHWM BBISIBJIEHHOI MOC/IEA0BAaTEIbHOCTH OBLIT
MPOBEICH TTOMCK TOMOJIOTMYHBIX TTOCJIEIOBATEILHOCTE! 110
6a3am maHHbIX Swiss-PRO u PIR ¢ momoliiibio mporpamMmal
DNS-star, oqHako roceaoBaTeIbHOCTelN ¢ TOMOJIOTveit 6oJiee
50% oGHapyxeHO He ObUTO. BBIIO cie1aHO MTPEAIoIoKeHHE O
TOM, YTO JaHHBIN OEJIOK SIBJISIETCST HE OIMCAaHHBIM paHee.

Bropoii 6e10k — Hbmp-2 — cOCTOUT U3 eAMHCTBEHHOM
cyobenHuUIIbI ¢ Maccoii 4313 kJla. Hamu Oblia onpeneneHa
N-KOHIIeBasi aMUHOKMCIIOTHAsI TIOC/Ie0BaTeIbBHOCTh UC-
ciemyemMoro 6esika Ha ra3oha3HoOM ceKBeHaTope (Tabiauia 2).

ITpoBeneH MorcK TOMOJIOTUYHBIX ITOCIIENOBATEIbHOCTE I
no 6azaMm gaHHbIx Swiss-PRO u PIR ¢ momolubo mnpo-
rpamMbl DNS-star. [TocinenmoBareabHOCTe C TOMOJIOTHEH
6oiee 50% obHapyXeHO He ObLT0. BBITO cetaHo mpearo-
JIOXKEHME O TOM, UTO BBISIBJICHHBIN O€JIOK SIBJISIETCSI HOBBIM
U paHee He OTMCaH.

CrenyonmMm 3TaroM padoThl ObLI0 U3ydyeHue hpaKkiuu
COMIOOMTM3MPOBAHHBIX MEMOPAaH TIeUeHHM, TTOJTyIeHHOM TaK
Xe, KaKk M3 BellecTBa Mo3ra. OmHAKO TOJIOC, COOTBET-
CTBYIOIIUX CyObEAMHUIIE C MOJEKYIApHONH Maccon 3713
kJla 6enka Hbmp-1 u 6enky Hbmp-2, BbIsiBIeHO He ObLIO.
Ha ocHoBaHMM TOJIydeHHBIX TaHHBIX OBLIO CAEJIaHO 3a-
KJII0YeHNEe O TOM, YTO JaHHBbIe OCJIKHA, BEPOSITHO, OTCYT-
CTBYIOT B TKaHU TIEYECHMU.

H1st manbHeIero u3ydyeHus ypoBHEN ayTOAHTUTEN K

o6enkam Hbmp-1 1 Hbmp-2 nipu I'JI, a Takzke npu Apyrux
3a00JIeBaHUSIX, ObLIM pa3pabOTaHbl CTaHAAPTHBIE TBEPIO-
¢azHble UMMYHO(DEPMEHTHBIE TECT-CUCTEMBI, OTJIMYAIO-
muecs: cieuUIHOCTBIO, BEICOKO TOUHOCTBIO Y HAIEX-
HOCTBIO.

7151 TOro 4ToOBl YCTAHOBUTD, SIBJISIETCS JIU MTOBBILIIEHUE
ypoBHel ayroantutesa K Hbmp-1 u Hbmp-2 xapakTepHbIM
npuszHakoM [JII viu xe oH HabIroaeTcs U py Apyroi ma-
TOJIOTMM HEPBHOI CUCTEMBI, C MIOMOIIbIO pa3paboTaHHbIX
TEeCT-CUCTEM OBbUIM MCCJIEN0BaHbl YPOBHU ayTOAHTUTEN K
YKa3aHHBIM OejJiKaM B ChIBOPOTKax mauueHToB ¢ [JI]
(n=63), 6051e3ub10 [TapkuHcoHa (n=15), paccesTHHBIM CKJIe-
po3oM (n=12), mm3odpenueit (n=13) u 6ose3nbio llapko-
Mapu (n=13). B kauecTBe KOHTPOJISI UCITOJIb30BAIM 24 00-
pasiia CbIBOPOTKHU 3I0POBBIX TOHOPOB.

CTaTUCTUYECKY 3HAYUMOE TTOBBIIIIEHUE YPOBHEU ayTo-
aHTuTen K 6enkamM Hbmp-1 1 Hbmp-2 BBISIBASIIOCH TOJBKO
y nauueHToB ¢ I'JIJI. ITpu apyroii natojaoruu He ObLIO BbI-
SIBJIEHO 3HAYMMOTO TOBBbIIIEHUs YpoBHell a-AT K uccie-
nyeMbIM 0enkaMm. OnHako, mpuMepHo, y 30% 310pOBBIX 10-
HOpPOB U TalMEeHTOB ¢ Oosie3Hblo IlapkuHCOHa
HabJonanoch MoBbilIeHWe ypoBHei a-AT k Hbmp-2 6onee
15% oTHOCUTENBHO 3TaIOHA.

IMockonbky s I'JIJI xapakTepHO Takke MopaxkKeHue
MEeYeHU, B KaueCTBEe KOHTPOJIS crielubUIHOCTUA Habronae-
MBbIX OTKJIOHEHUI OBLIIO pElIeHO MCCIeI0BaTh C ITOMOIIBIO
pa3paboTaHHBIX TECT-CUCTEM, a TAKXKEe UMMYHOOJIOTTUHTA,
00pa3libl CBIBOPOTKM OOJIbHBIX C Pa3UYHBIMU MOpaxe-
HUSMU MevYeHUu Opyroil stuonaoruv. C 3Toi 1eablo ObUIH
B3SIThI 00pa3libl CHIBOPOTKM 00JbHBIX aikoroauamom I 111
CTaJuu C HUPPO30M IeyeHU (n=12) 1 O0JbHBIX TeaTUTOM
B (n=14). INoBeiuienus ypoBHeii a-AT k 6enkam Hbmp-1u
Hbmp-2 BeIsiBIeHO He O6bI10 HU MeTonoM MDA, Hu ¢ mo-
MOILbIO UMMYHOOJIOTTHHTA.

7151 Toro 4ToObI CeaaTh 3aKI0YeHKE O CIIeLIMGbUIHOCTH
MOBBILIEHUS AyTOAHTUTEN K MTOJTyYeHHbIM Oesikam ripu I,

Tab6auna 2. N-KoHeBass aMUHOKHCJIOTHAS mocjeaoBareabHocTs Hbmp-2

Ne 1 2 3 4 5 6 7 8 9 10
AMHHO- Arg Leu Gln Leu Pro Ile Ile Arg His Lys
KHCJI0Ta
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Taomuna 3. UMMyHOPeaKTHBHOCTb ChIBOPOTOYHBIX AHTHTEJ K PA3JTMYHBIM OeJIKaM Y 37I0POBBIX JIOHOPOB
1 0OJIBHBIX C PA3JINYHBIMA HEBPOJIOTHYECKHMH 3200JIeBAHUSAMHI

Ho3zoaoruueckas popma ATk S-100 AT k GFAP AT xk OBM AT k Hbmp-1 AT k Hbmp-2
IJ1 (ueBposor. ¢popma); n=63 11,9+20,3* 10,3+17,7 5,3%1,3 74,9 10,1 60,1+17,9
bonesnb [NapkuHcoHa; n=15 43,6+21,3 32,44+26,8 46,91+22.3 3,211,3 9,5%£2,7
Bonesus Lllapko-Mapu; n=13 4,7t1,3 0,610,1 6,814,2 0,410,2 0,21+0,1
PaccessHHbliT ckiiepo3; n=12 51,0£34,3 40,1+20,2 63,0+19,4 0,5+0,2 4,5+1,8
Iu3odpenns; n=13 8,7+28.8 2,8+16,4 38,7t14,2 2,3%1,3 0,9+0,1
’;gg“c:’;";eﬁﬁ 51;1:111 grm e up- 37,9+17,2 20,1411, 37,7+12,7 0,7+0,4 1,340,5
310poBbIE JOHOPBI; N=24 0,3+0,1 1,3+0,4 0,610,2 0,41+0,1 9,2+1,4
I'erepo3urotrs o I'JIJ1 3,7+1,3 0,710,1 5,8+3,2 0,6+0,2 0,410,1

Ilpumenanue: * — cmandapmmuosie omxAOHeHUs. BoiderenHbim wpugdmom 0603Ha4eHvl cpedHue noKkasamenu pacnpedeseHuii, 0ocmoeepHo OMAUYAUUXCS

om Hopmut npu p<0,05.

HEoOXOAMMO PacCCMOTPETh BOIPOC O TOM, HabIogaeTCs JIU
MpU JaHHOU MaTOJOTUM MOBKIIIEHUE YpoBHEH a-AT K npy-
ruM 6eaKaM HepBHOM TKaHU. C 3TOM 11eJ1bI0 ObLIUA UCTIOJb-
30BaHbl KOMMepUecKue mpemnapatsl 6eakoB S-100, ObM u
GFAP (Sigma, CIIA), nis onpeaejaeHus: aHTUTEN K KOTO-
PbIM OBLTM pa3paboTaHbl UMMYHOMEPMEHTHbBIE CTaHIAPT-
Hble TecT-cucTeMbl. COTIacHO JIUTEPATYPHBIM NaHHBIM |1,
12, 13], noBbILIEHHbIE YPOBHU ayTOAHTUTEN K JAaHHBIM OeJ-
KaM OIpeIeJISIIOTCS y MallMEHTOB C pa3IMYHbIMU HEBPOJIO-
ruyeckuMu 3aboseBaHUsIMU. [TOCKOJBKY Y MallMEHTOB C
TJIJ1 HaGnromaroTcsl pa3anyHble AECTPYKTUBHbBIE MOpaxKe-
HUS HEPBHOW TKaHU, HEJIb35 UCKIIOUUTh, YTO ayTOUMMYH-
HBII mpoliecc OyAeT 3aTparuBaTh U BhIIENEPEYNCIEHHbIE
HEeHpOaHTUIEHBI U, CIEJOBATEIbHO, B CHIBOPOTKAX IMallv-
€HTOB OynyT HaOIIOAAaThCs MOBBIIIEHHbIE YPOBHU a-AT K
TaHHBIM OeJIKaM.

bbu10 mpoBeneHO KOMILIEKCHOE UCCIeI0BAaHUE C TTOMO-
IIbIO pa3pabOTaHHBIX TECT-CUCTEM ChIBOPOTOYHBIX YPOB-
Hell ayTOaHTUTE K BbIlIIEHa3BaHHBIM O€JIKaM Y MalieHTOB
¢ I'JII u ¢ ipyrumMmu HeBpPOJOTUUECKUMU 3a00JIeBAHUSIMU.

Kak BunHo u3 tabnuusl 3, y nauueHToB ¢ ['JIJ] ypoBHU
ayTOAHTUTEJ KO BCEM BBIIIIENIEPEUNCAEHHBIM OeJIKaM He OT-
JIMYAJIMCh OT 3M0POBBIX JOHOPOB, B OTIMYME OT MAlIMEHTOB
C IPYyTrMMU HEBPOJOTMYECKUMMU 3a00JIeBaHUSIMU. DTO SIB-
JIIeTCS ellle OMHUM U3 J0Ka3aTeIbCTB CIeU(DUIHOCTH MO-
BollieHUs ypoBHelt a-AT xk Hbmp-1 u Hbmp-2 nipu TJI/I.

B xone uccienoBaHuit ObLJIO OTMEYEHO, YTO YPOBHU
ayroaHTuren K 6enkam Hbmp-1 u Hbmp-2 B camoii rpymie

nauueHToB ¢ ['JIJ cymectBeHHO paznuyaioTcs. [Toaromy
OBLTO MPOBEIEHO UCCIEA0BAaHUE 3aBUCUMOCTH MEXITY YPOB-
HSIMM ayToaHTUTeN K 6e1kaM Hbmp-1 u Hbmp-2 u knmuHu-
yecKoit (popMoii 00e3HU, TUTIOM ee TeueHUsl. Pe3yabTaThl
MpuBeAeHbI B Tabaulle 4. Bbuln KccienoBaHbl CHIBOPOTKU
MalXeHTOB ¢ ABYMs (hopMaMU 3a00JIeBaHUS — IPOXKaTeb-
Hoil (n=33) u puruaHo-apoxareapbHoil (n=30). PuruaHo-
JpoxaTesibHast opMa xapakTepu3syeTcs 0ojiee BhIpakeHHOM
HEBPOJIOTMYECKOl cuMmmnToMaTukoi. ITpu kaxmnoi ¢popme
OBUIM MCCIeNOBaHbI TPU TUIA TEYEHUST — IIPOTrPeTUEeHTHO-
PEMUTTUPYIOLIUIA, paBHOMEPHO-POrPeIUEHTHBIN U cTa-
LIMOHApHBIN. OnpenensieMble TapaMeTphl T IBYX MEPBbIX
TUIIOB TEYEHMSI TOCTOBEPHO HE OTJIMYAIMCh, IO3TOMY ITa-
LIMEHTHI C TaHHBIMU TUIIAMU T€YeHUsI ObUTM OObEIUHEHBI B
OJIHY TpYIINy MpU 00pabOTKe pe3yJIbTaTOB.

Hau6onee Boicokue ypoBHU a-AT K UccaenyeMbiM 0e-
KaM HaOJofaluch MpU PUTUIHO-IPOXKATEIbHON (hopme
I'JIJI ¢ mporpeiMeHTHO-PEMUTTUPYIOLIMM U PABHOMEPHO-
MPOrpenvueHTHOM TeueHuu. [1pu cTalimioHapHOM TUITE Teue-
HUS PUTUIHO-APOXKATEIbHON (hOPMBI YPOBHU HUCCIIEqye-
MbIXx a-AT Obuiu 3HauuMMo Huxke. Ilpu apoxaTeabHOM
dopMe ¢ mporpeneHTHO-PEMUTTUPYIOIIMM U PaBHOMEPHO-
MPOTrpeMeHTHBIM TeueHueM ypoBHUM a-AT k Hbmp-1 u
Hbmp-2 6bLIM 3HAYMMO HUXKE, YeM TIIPU PUTUIHO-IpOXKA-
TeJbHOU (hopMe ¢ TAKUM XKe TUIIOM TedyeHus. [1pu cTtanumo-
HapHOI (hopMe TeueHUs UcCaenayeMble oKa3aTeau ObUIU
ele OoJjiee HU3KKME, OMHAKO OHU 3HauuMo (g Hbmp-1)
MPEBBILIATA HOPMY.

AHHOTHWUPOBAHHBIE IOKJIAblI Yacts I
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Taoauna 4. UMMyHOpeaKTHBHOCTb CbIBOPOTOYHBIX aHTHTE] K 6eakaM Hbmp-1 u Hbmp-2 B 3aBucumocTty ot Thna tevenus IJIJ1

AT x Hbmp-1 AT K Hbmp-2
1) 3n1opoBbie 1OHOPBI; N=24 0,410,1 9,2t1,4
2) ApoxatenbHas dopma IJI ¢ HpOFpe[[I/ICHTHi)—peMI/ITTI/Ipy]OI_L[I/IM 75,0481 58.047.5
Y PaBHOMEPHO-TIPOTPEeAMEHTHBIM TedeHreM; n=16
3) ApoxatenbHas opma ['JI[1 co cTalliOHApHBIM TUITOM Te4eHUs; n=17 30,5£7,8 22,0+7.,4
4) IpoxatenbHo-puruaHas opma I'JI ¢
TMPOTrpeIUEHTHO-PEMUTTUPYIOLIMM U PABHOMEPHO-TIPOTPENUEHTHBIM 95,8+18,7 82,2+10,5
TeyeHneM; n=16
5) Purupno-npoxarensHast opma [JI/] co ctanimoHapHBIM TUTIOM TedeHUsT; n=14 56,0+9,1 44,0+6,3

Hpujwettaﬂue: Xe epynnax 2 u 4 03Hauaem cmamucmu4ecku 3Ha4UMoe pasaudue cpealmx nokaszameneii pacnpeaeﬂeﬂuﬂ OmM AHAN02UMHBIX NOKa3amenell
6 epynnax 3u 5, COOmeemcmeeHHo, X — cmamucmuuecku 3Havumoe pasauvue cpet)Hux nokaszameaneii pacnpedeﬂeﬂuﬂ 6 epynnax 4 u 5 om ananouuHwix

noxazameaneii 6 epynnax 2 u 3, coomeemcmeeHHo.

Takum 06pa3oM, ycTaHOBJIEHO, 4TO ypoBHU a-AT K Oe-
kam Hbmp-1 u Hbmp-2 yeTko KoppeaupyloT ¢ GopMoit u
TUIIOM Te4yeHUsl 3aboneBaHusl. BeposiTHO, 9TO KOCBEHHO
CBUAETEIbCTBYET 00 YYaCTUU ayTOAHTUTEJ K MOTYYEeHHBIM
Oenkam, npexae Bcero K 6enky Hbmp-1, B matorenese I'JI/1.

CornacHo JUTepaTypHBIM TaHHBIM, KIIMHUYECKUM ITPO-
SIBJICHUSIM HEKOTOPBIX 3a00J1€BaHUIA TIPEALLIECTBYIOT U3ME-
HEHMS B CIIEKTpe HUPKYIUpyrolmx ayroaHtuten [10]. Mbl
roJiarajii, 4YTo BbISIBJIEHHBIE B Hallleil padorte a-AT, Bepo-
SITHO, cneuuduuHble 1 6oabHbIX [JIJI, MoryT ¢ ogHoit
CTOPOHEI OBITh MapKepaMM-IPeIBeCTHUKAMH ITePBBIX KJIU-
HIWYECKUX CUMITTOMOB TTOpaXkKeHMST HEPBHOM CUCTEMBI IIPU
JAHHOM 3a00JIEBaHNM, a C IPYTOil — HEMOCPEACTBEHHbIMU
YYaCTHUKAMU Pa3BUTHSI COOTBETCTBYIOIINX ITOPasKEHUIA.
TToaTOMy HaMu OBLIO MPOBEACHO MCCIeTOBAaHUE YPOBHEH a-

Jlurepatypa

AT k 6enky Hbmp-1 y 6onbHbIx IJIJI ¢ OTCYyTCTBHEM HEB-
pPOJIOTMYECKON CUMIITOMATUKU.

Hamu o6cnenoBaHa Takke rpynra u3 15 6onbHbix TJIJT
C OTCYTCTBMEM KJIMHWYECKMX MTpU3HaKoB rmopaxeHus LIHC,
Yy KOTOPBIX B MOCAEAYIOLIEM CAEA0BAIO OXKUIATh PA3BUTUS
HEBPOJIOTMYECKON CUMITTOMATUKU. Y 3TUX MallEHTOB ObLIO
BBISIBJIEHO CTAaTUCTUYECKM 3HAYMMOE MOBBIIIIEHUE YPOBHEN
a-AT x BbIsIBIeHHBIM aHTUTreHaM [4]. [TomyyeHHbIEe naH-
HbIE CJTy>KaT SKCIIePUMEHTAIbHBIM MOATBEPKACHUEM TTpeI-
MOJIOXKEHHUS O TOM, UTO MOBbIlIeHHEe ypoBHel a-AT K yka-
3aHHBIM  aHTUTE€HaM  SBJSIeTCS  MPEeIBECTHUKOM
HEBPOJIOTUYECKON CUMIITOMATUKU W JABUTATEbHBIX pac-
ctpoiictB nipu I'JII 1, BO3MOXHO, MaTOreHETUYECKU BO-
BJICYEHO B MEXaHU3MBbI ACCTPYKIIMM HEPBHON TKaHU MPU

JIaHHOM 3a00JIeBaHUU.
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Cekmusg 10. CuMnToMaTHIecKHe M BTOPHYHBIE PACCTPOiiCTBA ABMKEeHHIA. MyJIbTHCHCTEMHbBIE IeTeHePAN

JInddepennuaibHblii AMATHO3 SNMUJIENTHYECKOrO
1 He3NMWICIITUIECKOro MUHOKJIOHYCA Y JeTel

C.0. diieazan, IO.C. Illupses, A.A. Tpouuxuii
Hayuno-npaxmuueckuii yeHmp meOuyUHCKol NOMOUU 0emsm ¢ NOPOKAMU paA36UMusl
YepenHo-AUUeBol 001acmu U 8PONCOeHHBIMU 3a001e6AHUIMU HEPBHOU CUCMEMbL
Jlenapmamenma 30pasooxpanenus 2. Mockewvt (Mockea)

Muoxknonyc (myoclonus; Muo- + rped. klonos 6ecropsi-
JIIOYHOE JBMXKEHUE) — 3TO BHE3aITHOE, KOPOTKOe, TOJU-
KOooOpa3Hoe, HEITPOM3BOJIbHOE TMOACPTMBaHNUE, BhI3bIBAC-
MO€ COKpaIlleHHeM OJHOM VI TPYIIITBI MBI, MBIIIIEYHbIC
COKpAIIEHUSI MOTYT CMEHSITHCS TIEPUOINISCKUMU, HEOXKH -
JaHHBIMU MAJACHUSIMU MBIIIIEYHOTO TOHYCa, MPUBOMAS K
yTpaTe MCXOMHOI MO3bl («HEraTUBHBII» MUOKJIOHYC) [1].
TakuM o6pa3oM, pa3IMyaloT ABE Pa3HOBUIHOCTU MUOKJIIO-
Hyca: «IIO3UTHUBHBIM» U «HeraTuBHBI». O0a BapuaHTa
MMOKJIOHYCa MOTYT HaOJII0aThCsl Y OMHOTO M TOTO Xe Ma-
LIMEeHTA, a TAKXKE B OMHOM M TOM XXe Tpyrie MbIiiil. OgHuM
W3 KPUTEPUEB AMATHOCTUKY MUOKIIOHYCA, UCTIOJIb3YEMbIX B
BIWJIETITOJIOTHH, SIBJISIETCS] TTIPOIOJIKUTEIBHOCTD MBIIIEY-
HOTrO COKpallleHUsI, KOTopas He 10oJKHa rpeBbiaTth 100 Mc
(ILAE). DTOT KpUTEpHUii, 04EBUIHO, KacaeTcs, KOPKOBOIO U
MOAKOPKOBOTO MUOKJIOHYCA, TOTAa KaK CIIMHAJIBHBIN 1, B
0COOEHHOCTH, MepU(EPUIECKUI HEPEIKO UMEIOT OObIIIYIO
npoaokuTeabHocTh (10 400 mc). B 3aBucuMocTu ot npu-
YUH U ApYrux (HakTopoB, MMOKJIOHMY MOTYT BO3HUKATh
MHOTOKPaTHO WJIN U3PeaKa, MOSIBISATHCS IIPU crierudude-
CKUX OOCTOSITENIbCTBAX (HaIpuMep, MPU IMPOU3BOJBHBIX
IBIKEHUSIX WIM B OTBET Ha crielin(prIecKre BHEIITHUE CEH-
COpHBIE CTUMYJbI), a TaKXXe BOBJIEKaTh caMble pa3HbIe
rpymnmsl Mblil. Kak n3BecTHO, MMOKJIOHYC MOXET OBITh HEe
TOJIBKO CHMITTOMOM IITMPOKOTO CITEKTpa 3a00JieBaHUI HEPB-
HOM CUCTEMBI, HO U (PU3UOJIOTMIECKMM COCTOSTHUEM, He
TpeOyIoIUM KOppeKLU. B O0JBILIMHCTBE CllyyaeB XapakTep
MMOKJIOHUU MPAaKTUIECKU HE 3aBUCUT OT MX ITUOJIOTUH,
YTO 3HAYUTEILHO 3aTpyaHseT nuddepeHIIMabHbII T1arHO3
M HepeIKO MPUBOIUT K HEBEPHOU TPAKTOBKE MATOJIOTUYE-
CKUX COCTOSTHUI WJIA K TUTIEPAUAarHOCTHKE.

J1st cucTeMaTU3aluy MUOKJIOHYca ObIIO pa3paboTaHO
MHOXECTBO Kjaccu(uKalii, OCHOBHOI 1I€JIbI0 KOTOPBIX
ObUTa MIeHTUGhUKALMS 3TUOJIOTUM U MaTOMU3NOIOTUN
MMOKJIOHUI, UTPAIOIIMX PEHIAIONIYIO POJIb B BBIOOPE TaK-
TUKU JieyeHus [2].

«Dusnonornyeckast KiaccupuKays» MAOKIOHYca [3]

Ga3upyeTcsl Ha TIPUHILIUIIE JIOKATM3ALKU TTOBPEXICHUS 1
BKJTIOYAET:

1. Kopkoeuvlii MuokaoHyc, TeHEpUPYEeMbIid CEHCO-MO-
TOPHOW KOpoil — HauboJiee 4acThlii BUJ MMUOKJIOHYCA,
OOBIYHO AapUTMUYHBINA, MPEICTaBIseT co00i (hOKaTBEHBIE
WA MYJIETA(GOKATbHBIE MBIIIEYHEBIC COKPAICHMSI, KOTO-
pBble MOTYT OBITh CTIOHTAHHBIMH WJIM MHAYLMPYIOTCS ped-
JIEKTOPHO, VI IBVZKEHUSIMU. Bo BpeMst MUOKJIOHHMIA 9acTo
PETUCTPUPYIOTCS TUTAHTCKUE COMAaTOCEHCOPHBIE BbI3BaH-
Hble TOTeHLMAbl U 3JeKTpo3HLedaorpadpuueckue pas-
psIBbI B CEHCOMOTOPHOM KOpe, KOTOpble OBICTPO MPOBO-
IISITCST TIO TIMPaAMUIHBIM ITyTSIM, U3 POCTPATTBHBIX OTIEIOB K
KaynaabHbIM. KOpKOBBII MUOKJIOHYC OOBIYHO HabJjrona-
€TCSI TP TIPOTPECCUPYIONINX MUOKIOHUIECKUX SITHJIETI-
cusx (5 Hambosiee YacThIX U3 HUX — 00J1e3Hb YH(peppUxTa—
Jlyna6opra, O6one3nnb Jlacdopa, cuHapom MERRE,
HeWpOHaJbHBINA LIEPOUIHBIN TUNOPYCLIMHO3 U CUATUA03),
cuHapoMe AHrelibMaHa, 00Je3HU [ eHTMHITOHA, CUHIpOME
Petta, 6onesnu Kpeiitudenbara—Axkoba, 6one3nu Iome,
OJIMBOTIOHTOIIEPEOEIUISIPHOM TereHepaliu, e IMaKuM, MH-
(EeKIIMOHHBIX, METAOOIMIECKNX W TOKCUYSCKUX ITopaxKe-
HUSX MO3Ta.

2. Ilodkopkosbiii muokaonyc. I1IoIKOPKOBBIMU CTPYK-
TypaMu, TEHEPUPYIOIIMMHM 3TOT BUIl MUOKJIOHYCA, SIBIISTFOTCST
TajaMyc 1 cTBOJI Mo3ra. OObIYHO MOJKOPKOBBII MUOKJIOHYC
HMMeeT T'eHepaJIM30BaHHBIM XapaKTep U YyBCTBUTENICH K pa3-
JINYHBEIM BUAAM CTHMYJIOB. [IprMepaMu 3TOTO SBISIOTCS
TUTIEPIKCIICKCHST M BeJIOMAJIaTUHHBIN MUOKJIOHYC, CBSI-
3aHHBIE C 3aMHTEPECOBAHHOCTBIO CTBOJIA, CUHApOM Lance
Adams, BO3HMKAIOIIMI BCISACTBAE TMITOKCUYECKOTO I10-
paxkeHUs, TeMUETMHU3UPYIOIIE TTOpaxXeHUs B 00J1acTh
MocTa. MUOKIIOHYC, UCXOSIIIINIM M3 TajlaMyca B pe3yJIbTaTe
WHCYJIbTA WJIU IPYTOTO MTOBPEXIACHUSI, YaCTO TIPOSIBIISIETCS
HEpUTMUYHBIM TPEMOPOM B pyKe. TUITMIHBIMYA TTPUIMHAMM
MOJAKOPKOBOTO MMOKJIOHYCA SIBJISIIOTCST TUTIOKCUS U MeTa-
OoJmyecKkre HapyIIeHUsT, HallpuMep BCJIEACTBHE ITOYEUHON
WY TIeYeHOYHOM HETOCTaTOYHOCTH.

AHHOTHWUPOBAHHBIE JOKJIAbI Yacts I
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3. Cnunanvuwlii MUOKAOHYC OOBIYHO BO3HMKAET B pe-
3yJIbTaTe 0YaroBOTO IMOBPEXIEHUSI CTMHHOTO Mo3ra. [1po-
JIOJDKUTEJIBHOCTh MBIIIIEYHBIX COKpAIleHWI YacTo Gosee
JUTMTETbHAST ¥ BaprabeTbHast, 4eM Py KOPKOBOM WJIM IO -
KOPKOBOM BapHaHTaX MUOKJIOHYyca. BBIIeNsIoT cerMerap-
HBII 1 PONTPUOCTIMHAILHBIN TUITBI MUOKJIOHYca. CerMeH-
TapHBIA CIMHAJTBHBI MUOKJIOHYC OOBIYHO PUTMUYEH U HE
YYBCTBUTEJICH K CTUMYJIaM, PaCIIPOCTPAHEHHOCTh MbIIIIeY -
HBIX COKpAIlleHUil OorpaHWYeHa CMEXHBIMU CErMEHTaMU
crmMHHOTO Mo3ra. CIIMHaJIbHBIE TeHEPATOPHI ITPOITPUOCIIH -
HaAJILHOTO MUOKJIOHYCa, BOZHUKAIOIIIETO B pe3yJbTaTe IMo-
paXkeHUs MOJTUCUHANTUYECKUX TTPONPUOCIIMHATBHBIX ITy-
Teil, HaXOIATCSI OOBIYHO Ha ypOBHE TPYAHOIO OTHeja,
BOBJIEKasl aKCHAJIbHYIO MYCKyJIaTypy. MEBIIIEUHBIE COKpa-
LIEHMS 9acTO OoJiee OOIIMPHBIE, YeM Te, KOTOpbIe Ha0JII0-
JAIOTCs TIPU CETMEHTAapHOM CIIMHAJIBbHOM MMOKJIOHYCE U
MOTYT OBITh PUTMUYHBIMU WJIM apUTMUYHBIMU. JIJ1sT TIpO-
MPUOCTTMHAILHOTO MUOKJIOHYCA TUITMYHBI MEIJICHHBIE, OM-
JlaTepajbHbIe, CHHXPOHHBIE COKPAILIEHUST MBIIIIL CrudaTe-
JIeH TYJIOBUIIA M HYDKHUX KOHEYHOCTEl ¢ yacToToit oT 20 1o
180 B MUHYTY, TPOJOXUTEIbHOCTBIO KaXI0TO COKpalle-
Hus — ot 50 mo 200 Mc, epcucTUpylollMe BO BpeMsl CHa.
OO0bIYHas IPUIMHA — 3TO OYATrOBbIe CITMHAJBHBIE ITOpaXe-
HUSI, TaKWe KaK PacCesTHHBIN CKJIepO3, CUPUHTOMUEHSI,
TpaBMa, MIIEMUYECKass MUeJonaTusT Wi nHbeKuus (Ha-
npumep, Herpes zoster, 6oppennos, Escherichia coli, BUY).

4. Ilepugpepuueckuii muokaonyc. HecMoTps Ha cylle-
CTBYIOIIIe€ MHEHWE, YTO MUOKJIOHYC MOXET UMETh UCKITIO-
YUTEBHO LIEHTpaIbHOE NTporcxoxnenue, FAssal ¢ coaBTo-
pamu (1996) MpoaeMOHCTPUPOBAIT BO3MOXKHOCTD MOSIBJICHHUS
MMOKJIOHYCa B pe3yJIbTaTe MOpaXeHusT nepudepudecKux
HepBoB. [lepudepryecknii MUOKIIOHYC He TTPOBOLIMPYETCS
CTUMYJIAaMU U XapaKTepU3yeTCs] apUTMUIHBIMUA MBbIIIIeY -
HBIMU coKpalleHusiMu. Hanbosee yacTo BcTpeyaromMest
BUIIOM TTeprdepruIecKoro MUOKJIOHYca SIBIIIeTCST TeMuda-
LIMAJTBHBIA CITa3M, 3TUOJIOTHSI KOTOPOTO MOXET OBbITh U0~
MaTUYeCKOM WJIM CUMITOMATUYECKOM, BCIEICTBUE KOM-
MPeCCUM JIUILIEBOTO HepBa. MBbIIIeYHbIe COKpAIIeHMS
nponoxuteabHoCcThio 200-400 MC MOTYT IEPCUCTUPOBATH B
JMaTia30He OT HeCKOJIBKUX JHEN WU HeleNb 10 MecsieB. B
OTJIMYME OT OOJIBIIMHCTBA IPYTUX BapMAaHTOB MUOKJIOHYCA,
nepudeprIecKrii MUOKJIOHYC COXpaHsIeTCs BO BpeMsl CHa.

CylecTByeT TakKKe «KJIMHUYecKas KiaccupuKaims»
MMOKJIOHYCa, 0a3HpyIoIIasics Ha XapaKTEPUCTUKE psiaa K-
HUYECKUX NTPU3HAKOB:

* aHaToMHU4YecKasl paclpoCTpaHEeHHOCTb, X pacIpo-

CTPaHEHHOCTh B Pa3JIMYHBIX MBIIIIEUHBIX TPYITIIaX —

(oKaNbHBINA, CETMEHTAPHBIN, MyJbTU(hOKATBHBINA U
reHepaIu30BaHHbBI MUOKIIOHYC;

*  YyBCTBUTEJIBHOCTH K IIPOBOLIUPYIONIUM (haKTOopaMm —

CITOHTaHHbII, IYyBCTBUTEIbHBIN K CTUMYJIaM (CITyX0-
BbIM, COMECTETUUECKUM, BepOabHbIM), peJIeKTOp-
HBII U BBI3BAHHBIE IBUTATEIbHOM aKTUBHOCTBIO;

*  PUTM MBIIIEYHBIX COKPAIICHN — pUTMUYHBIE, APUT-

MMYHBIE Y OCHUJUISITOPHBIE.

OnHako HanboJsee BaxXHOW U UH(MOPMATUBHON B OTHO-
IIEHUM BIPAOOTKY TaKTMKM JIEYSHUS, SIBJISIETCS, C Halllel
TOYKYW 3peHMsI, KiIaccudukays MUKJIOHYca Ha OCHOBE
atuonoruu [3]. CorjsacHo «3TUOJIOTUYECKOM KilaccupurKa-
LIMW», BBIACJSIOT CIEAYIOIIME BUIbl MUOKJIOHYCA!

1.  @usuonoeuueckuii MUOKAOHYC — 3TO HOPMATBHOE SIB-
JIeHUe, He TIPUBOMISIIee K HapyIIEHUIO KaKUX-JTM00 (hyHK-
uuii. [TpuMepamu GU3NOIOTMYECKOTO MUOKJIOHYCA SIB-
JITIOTCST: a) MBIIIIEYHbBIE COKPAILEHWsI BO BpeMs CHa, MHaYe
M3BECTHEIE, KaK «CTapThl CHAa», HaOMoJaloIpecs, Kak mpa-
BUJIO, TIPM 3aChINIaHNK; 0) MKOTa, BO3HUKAIOIIIAS B pe3yJIbTaTe
PUTMUYHOTO COKpalleHUs AruacdhparMbl U PEAKO TpeOyoIast
BMeIIaTeJIbCTBA; B) JOOPOKAYEeCTBEHHBIN MialeHUYeCKU
MMOKJIOHYC CHa, KOTOPBI OOBIYHO BO3HUKAET B MOCTHA-
TaJIbHOM IT€PHOJIE ¥ YACTO OIIMOOYHO TMAarHOCTUPYETCS KaK
snwiencus. JleueHue 3Toro Gpusnosornyeckoro eHoMeHa
AHTUKOHBYJIbCAHTAMM YacTO TPUBOIUT K O€CCMBICIEHHON
celaluy U, HepeaKo, HapacTaHUI0 MUOKJIOHUA. KittoueBas
0COOEHHOCTh 1I00POKAYE€CTBEHHOTO MJIAJIEHYECKOTO MUOK-
JIOHyCa CHa — 3TO MPUYPOYEHHOCTh B HAYAIy CHA.

2. Bccenyuanvrulil (uduonamuyeckuii) muoxkaonyc. Mo-
KET BO3HUKHYTb CITOHTAHHO WJIM Ha (pOHE HACJIeICTBEHHOM
OTSTOIIIEHHOCTH. THIT HaclleMoBaHUSs, BEPOSITHO, ayTo-
COMHO-JIOMWMHAHTHBIN. JIMarHOCTUYECKUE KPUTEPUU 3C-
CeHIIMAJIbHOTO MMOKJIOHYyca omucaHbl G.Lundemo wu
H.E.Persson (1985), HabG1104aBILIMMU CEMbIO, CTPaAalOLIYIO
MMOKJIOHYCOM B TIATU TOKOJIeHWsIX. KimmHnyeckue mpo-
SIBJIEHM S 3200JIEBaHMST XapaKTePU30BAINCh MUOKIIOHUSIMH,
JIOKQJIU3YIOIIMMHMCST B BEpXHEN aKCUaJIbHON MYCKYJIaType
TYJIOBUIIIA, 1lIe€ W TTPOKCUMAJIbHBIX OTIEIaX BEPXHUX KO-
HEeYyHOCTe# 6e3 Kakux-a1ubo npusHakoB nopaxeHus [THC.

3. Muokaonyc Kak nposieaeHue npocpeccupyroujux Muok-
JAOHUYEeCKUX 3nuaencuili, 0 KOTOPbIX TOBOPWIOCH BBIIIIE, a
TaKKe MUOKAOHUYECKUX dnuiencull ¢ ONpeleIeHHbIM BO3-
pacTom nebloTa.

4.  Bmopuunblii uau cumnmomamu4eckuil MUOKAOHYC
BCTpeyaeTcs Hanbosiee YacTo U SIBJISIETCS CJIEACTBUEM OOJIb-
IIOTO KOJIMYECTBA MATOJOTMYECKUX COCTOSTHUI, TAKMX KaK
BPOXIEHHBIE NeeKThl 0OMeHa BEIlEeCTB, TPAaBMbI, HEHPO-
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JereHepaTuBHbIe 3a0oneBaHus, nHgpekuun [THC, murto-
XOHJpHUalbHbIe SHIIedanonaTuu, HapyuleHus1 MeTabo-
Jm3Ma, papMako-UHAYLIUPOBAHHbIE CUHIPOMBI, TOKCUYE-
CKUe€ TTopaXeHUs, LeJTUaKusl.
5. pyeue ¢hopmbl Muokaonyca:
* HouHoli MUOKJIOHYC, KOTOPbIN MPEeaoYTUTEIbHEE
Ha3bIBaTh «I€PUOJNYECKUE ABUKEHUST KOHEUHOCTEN
BO cHe» (PLMS).
*  MuoKkIOHYC-AUCTOHUS. JIMarHOCTUYECKUMU KPUTE-
PUSIMU SIBJISTIOTCSI 1€0I0T Ha MEePBOIl WU BTOPOIA JIie-
Kaje XU3HU; Y BCeX MallMeHTOB — MUOKJIOHYC, BO-
BJICKAOIIUI TMPEUMYIIECTBEHHO BEpPXHHUE U, B
MEHbIIIe CTeNeHW, HUXKHUE KOHEYHOCTH, Y TOJI0-
BUHBI NALIMEHTOB — AUCTOHMUS; ONMHAKOBAas 3a00Jie-
BAeMOCTb Y My>KUMH U XKEHIIWH; B OOJIBIIIMHCTBE CIIy-
yaeB JNOOPOKaYEeCTBEHHOE Te4YeHUe;
ayTOCOMHO-JIOMWHAHTHBIA TUI Hacleq0BaHUs; OT-
CyTCTBME ApYyrux npusHakos nopaxenuss HHC [5].
*  OICOKJIOHYC-MUOKJIOHYC, TaKXKe M3BECTHBINA Kak
cunapom Kinsbourne, cMHIAPOM TaHIYIOLIMX TJa3
WIM MUOKJIOHMYECKas 3H1edantonaTus MIaaeHIIEB.
HavanbHble CUMIITOMBI BKJIIOYAIOT MPEPHIBUCTHIE
JIBUXKEHMUS INIa3HBIX SI0JIOK B pa3JIMYHbIX HarpaBJe-
HUSIX, HOCSIIME HEMPOU3BOJbHBIN, HEPETYISIPHBIA
XapakTep, MPOBOLUPYEMbIE TTEPEMEHON MOJOXKEHUS
a3, U MUOKJIOHYC B MUMUYECKON MYyCKyJaType,
KOHEYHOCTSX, NajbliaXx U TyjJoBuile. Bo3pacT Ha-
yaJja 3a00JieBaHUsI OOBIYHO /10 2 JIET, XOTSI B HEKOTO-
PBIX clydasiX MepBble MPOSBICHUS MOTYT BO3HUK-
HYTb 1 B 00Jjiee MO3IHEM BO3pacTe, axe y B3POCIIbIX.
ITpuumHamu 3a6071eBaHUS SIBJSIOTCS OIMyX0u (Hew-
pobJacToma, KapLMHOMa), UH(PEKLIMOHHBIE Mopa-
xenus LTHC.

B 6oab1IMHCTBE cayyaeB NaTOQU3UOJIUTUS MUOKJIOHYCA
HEU3BECTHA, XOTSl 3aMHTEPECOBAHHOCTh HEMPOTPAHCMUT-
TePHBIX pELIENITOPOB, BKJI0UYasi cepoToHUHOBEIE [7], TAMK
[8], onmuaTHbBIE U fObaMUHOBBIE, KaXXeTcsl HanboJiee Bepo-
SITHOU npyuyrHoii [9]. [ToMuMo 3TOr0, UTEHTUGDUITMPOBAHBI
TeHbI, MyTall¥ B KOTOPBIX SBJISIIOTCS IPUYMHAMU Pa3BUTHS
MuokJoHyc-auctoHuu (7q21 — dpopma DYT11 [ren SCGE];
18pll — DYTI15), muokioHyc-snuiencuii (cemeitHas
MMOKJIOHMYECKasl MWIETICUs B3pOCJIOro Bo3pacta — Xpo-
mocoma 8q24, MERRF — myraumst G8363A B MUTOXOH/I-
puanbHoii IHK, 6one3nr YHbpeppuxra—Jlynaoopra —
21922.3 [ren CSTB], Gonesnp Jladopa — 6p24 [reHbl
EPM2A, EPM2B] 1 HEKOTOPBIX ApYIUX (HacaeICTBEHHbIN
BapuaHT 60s1e3Hu Kpeiitudenbara—Akoda [reH mpruoOHHOTO

oenka PRNP, myranmus H187R], MELAS — wmyrauusa
3242A>G B mutoxoHapuanbHoi JTHK).

B ximHMYeCKO# TTpakKTUKe AETCKOIO SIMJIEIITONIOra 1
creLuaancTa o paccTpoMcTBaM ABUXKEHUI HeoOXxomauMa
yooOHas M, ¢ IPYroil CTOPOHBI, MH(MOPMATUBHAS KIaCCU-
(ukarus, amanTupoBaHHas K AeTCKoMy Bo3pacty. Kimaccu-
duxkamug N.Fejerman (1991) HauGosiee MOJHOIIEHHO OT-
paxaeT  MH(POpPMALIUIO o
(bU3MOTOTMYECKUX U TTATOJIOTMYECKMX COCTOSTHUIT MMEHHO

IIAPOKOM  CIEKTpe
JIETCKOTO BO3pacTa, COMPOBOXIAIOIIUXCS MUOKIOHUSIMU
pPa3IMYHOIO reHes3a, v moapasaesisieT uxX Ha S TPYIIIL;

1. MuokioHnyc 6e3 aH1LedanonaTuu U snuaerncuu. 9ta
IPYIIa BKITIOYAET pa3IMIHBIC BapUAHTHI (PM3UOJIOTHYE-
CKOr0 MMOKJIOHYCa, B TOM YHCJIEe «T00pOKaYeCTBEHHBIN
MMOKJIOHYC CHAa HOBOPOXKICHHBIX» M «I00POKAYECTBEHHBIN
MMOKJIOHYC PaHHETO IETCTBa».

2. DHUedanonaTMm ¢ HEAMUJIENTUUYECKUM MUOKIIOHY-
COM — OIICOKJIOHYC-MUOKJIOHYC 1 OITpeeIeHHbIC TUITBI TH-
MeP3KIUIEKCUH, BRI3BIBAIOIINE ITIPOOIEMEI pH AuddepeH-
U aJIbHOM JITNAarHOCTHUKE C pedIeKTOPHBIMH
MUOKIIOHNYECKUMH SUJICTICUSIMMU.

3. IIporpeccupyloliiue sHI1edanonaTu ¢ MUOKJIOHUYE-
CKMMU TIPUCTYIIaMH, K KOTOPBIM OTHOCUTCS TPYIINa Mpo-
IPECCUPYIOLTNX MUOKIIOHYC-3TTJICTICHA.

4. Dnunentuyeckue sHIEdaToNaTu ¢ MUOKJIIOHWYE-
CKMMU TIPUCTYIIaMHU, BKJTFOUAIOIIE TSKETbIe (POPMBI ST -
JISTICUH, TIPUBOASIIINE K HApYIIEHWIO KOTHUTUBHEIX (hDYHK-
Wi, TakuWe Kak cuHApoMBl Ortaxapsl, Becra,
JlenHokca—TI'acTo, a Takxke HEKOTOpPbIE APYTUe BUIbI U~
JISTICUIA, MHOT/Ia COITPOBOKIAIOIITNECS MIOKIIOHNIECKIMU
npucTynamu, HampuMmep cuHapoM Jlannay—KneddHepa.

5. «McTUHHBIE» MUOKJIOHUYECKHE SMTUJIETICUM, ITOAPA3-
JeJistolecs Ha uauonaTuyeckue (1o0pokayecTBEeHHast
MMOKJIOHMYECKast SMUJISTICUS IETCKOTO Bo3pacTa, pedieK-
TopHasi (popma 10OpOKaUeCTBEHHOM MUOKJIOHWYECKON K-
JIETICMM JIETCKOT0 BO3pacTa, MUOKJIOHUS BeK ¢ abcaHcaMu,
MepPUOPATBHEI MHOKJIOHYC ¢ abaHcaMW U IOBEHUJIbHas
MHMOKJIOHMYECKasl 3IUJICTICHST), KPUIITOTEHHEIE (TsDKemast
MMOKJIOHMYECKAsT SIUJICTICUST MJTaJeHIeCTBa, MUOKJIOHH-
YyecKas-acTaTHIeCcKast SITUJICTICHS Y SITHIICTICUS ¢ MUOKIIO-
HUYEeCKMMU abcaHcaMM) M CUMIITOMaTHYeCcKue (HEIpo-
rpeccupyloiiasi MUOKJIOHWYecKas IHIIehaaoInaTus).

Hecmotpst Ha cyiecTBOBaHME MHOXECTBa Kiaccudu-
Kallnii, TIpeIaralolnX oIpeaesieHHbIe KPUTEPUN CUCTe-
MaTHU3alliH Pa3INIHBIX BUIOB MUOKJIIOHYCA B KITMHITIECKOMN
MpakThKe, TuddepeHmaIbHas IMarHoCTHKA STVIeTITH-

YECKOI'o 1 HEQMMJICIITUYCCKOTIO MMOKJIOHYCA 4YaCTO BbI3bI-
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BaeT 0oJIbllINne CJIOKHOCTH, YTO HEPECAKO ITPUBOIUT K CEPb-
€3HbIM IMAarHOCTUYECKUM OILLIMOKaM.

Lenn uccaenoBanusi

M3yunTh 9acTOTY U MIPUYMHBI TMATHOCTUYECKUX OIIH-
00K, KacawlIWXCsl MHTEPNpeTalluy pPa3IMIHBIX BUIOB
MMOKJIOHYCa Cpely TMalMeHTOB, IMOCTYIUBIIMX B IETCKUIA
AIMWJIETITOJIOTMYECKUI CTAlIMOHAP C HAITPABJISIIONIUM Jquar-
HO30M <«3MWIETICHST», pa3padboTarh quddepeHInaTbHO- I -
arHOCTUYECKME KPUTEPUU SMWICTITUUYECKOTO W HE3IUIe-
TUYECKOTO MUOKJIOHYCA.

ITIauueHTHI U METOABI UCCJIEI0BAHUS

B kavecTBe AMarHOCTUYECKUX METOIOB MPUMEHSIINCH
KJIMHUYECKOe 00cyeIoBaHe, BKIIOYAtolIee UCCIeJOBAaHUE
HEBPOJIOTMYECKOro craryca u Buaeo-23I" (BOOI')-MoHuU-
TopuHI. Meton BOOI'-MoHUTOpUHTa UCTIONIB30BAJICS JUIS
MPOIOJIKUTEILHOM HeTpephIBHOM peructpanyu D3I u mo-
BeleHUs nanuyeHTa. McciienoBaHue BBITOTHSIOCH Ha 000-
pynosanuu BMSI 6000 u «Nic-One» (“Nicolet”, CIIIA).
B3I peructprpoBaiach Ipy MOMOLIM 32-KaHaJIbHOTO KOM-
MBIOTEPHOTO 3J1eKTposHIIeatorpada c ucronb3oBaHueM 2 1

KaHaJla o MeXIyHapoJHOU cucteMe oTBeaeHU N «10—20» ¢
MPYMEHEeHNEM JOTOTHUTEBHBIX OJUTpauIecKrx KaHa-
JioB — OMI u OKT'. [TpoaokKuTe1bHOCTh HENPephIBHOI 3a-
mucK Kosiebanach B npeaesax ot 6 1o 96 yacos. CpegHsis
MPOJOJXUTENbHOCTh 3anucu BODT coorBeTcTBOBasia 10
yacaM. JleTaqbHbBIi, TOCTPAaHUYHBINA aHAJIU3 Pe3yIbTaToB
BO3I no3BoJisis1 noapoOdHO UCCien0BaTh XapakTep KIMHM -
YeCKUX MapOKCU3MaTbHbBIX COOBITUI 1 X DD -naTTepHOB.

Uccnenyemas rpymmna cocrosiia u3 1914 mauueHToB, 1o-
CTYNMBIIMX B OTHEJIEHUs TICUXOHEBPOJOIMU HAIIEeTO
LenTtpa 3a nepuon ¢ 2003 mo 2007 roasl ¢ HAMPABJISIOLIUM
JIMaTHO30M «3Muiencusi». Bo3pact naureHToB BapbUpoBal
B nuamnasoHe ot 1 Mecsua ao 21 roga. [TaiyeHThI ObLIM pas-
JIeJIeHBl Ha cienyroniMe Bo3pacTHble rpymnmsl: 0—3 roga —
paHHMI Bo3pacT, 3—7 JIeT — AOLIKOJBHBIN, 7 JIET U cTaplie
— IIKOJIbHUKHU Y TIOAPOCTKMU.

Pe3syabTaTsi

B pesynbTaTe 06cieqoBaHMs MAllMEHTHI OBLIU pacmpe-
JeJieHbl Ha 3 rpynnbl: I — nuMarHo3 anuaencuu MmoaTBep-
nquiicst; 1T — nuarHo3 anuiencusi UCKI0UYEH, alMeHThI pU-
3HaHbI 3010poBbIMU; I11 — nMarHO3 AMUIETICUN UCKITIOYEH,
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Pucynok 1. ITamuent K., 6 jer. /Inarno3: cumnroMaTyeckas okaibHas Jo0Has smuiencus. [IpucTynbl: HeraTuBHbIN, (hOKAIbLHBIIA,
SMUJIENTUYECKUI MHOKJIOHYC B paBoii Hore. DDI mpucTyna: peruoHajbHbie MUK-BOJHOBbIE KOMILIEKCDI,
HCXOSIIME U3 JIEBOI IIEHTPAJILHOI 00JaCTH
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JIMAarHOCTUPOBAHbI Pa3IMUYHbIE HEBPOJIOTMUYECKIE,/COMATH -
YECKUEe pacCTPONCTBA, UMUTHUPYIOITUE SITUIIETICUIO C MMOK-
JIOHUYECKUMU TTPUCTYTIaMU.

I. JInarHos «amuierncusi» ObUT MOATBepKaeH y 1469 ma-
ueHTOoB (76,8%). Cpeay HUX SITUAJIETICUM Pa3IMYHOM 3THO-
JIOTUM C MUOKJIOHMYECKUMU TIPUCTYIIaMU HaOTIONaINCh y
139 narmenToB (9,5%), B 4nciie KOTOPBIX TTOYTH TTOJIOBUHY
cocCTaBJislIa CUMITTOMaThyeckasi oKajabHasl SMUJIETICHS
(BKITIOYast CHHIPOM MH(AHTWIBHBIX CIIA3MOB) C IIPEMMYIIIe-
CTBEHHOI JIoKaM3almeit (hoKyca B IIepeIHUX OTaeJax Moy~
mapuit. Bo Bcex ciydassx MUOKJIOHMYECKHE SIS THYC-
CKM€ TIPUCTYIIBI HMEJM BIIOJIHE  OIpeae/ieHHBIE,
cnenuduyeckue nposisieHuss Ha DDT. Kak npaBuiio, sH1Ie-
dayorpaduueckue maTTepHbl MPEACTAaBISIN CO00il perno-
HaJIbHBIE WY TeHepaIM30BaHHbIE (B 3aBUCIMOCTH OT (POPMBI
AIMUJICTICKIM ), BBICOKOAMIUTUTYIHBIE TTMK-, TTOJITTUK-BOJTHO-
BbI€ KOMILIEKCHI (puc. 1, 2). MckimoueHre cocTaBIsii MUOK-
JIOHMYeCcKne MHMAHTUIbHBIE CIa3Mbl, TIPOSIBIISIBILIMECST Ha
OBI" KOPOTKMM Pa3psIIOM ObICTPOIt HU3KOAMILIUTYIHON aK-
TUBHOCTU U «3JIEKTPOJAEKPEMEHTOM» (pucC. 3).

I1. ¥ 211 naumenToB u3 1914 (11%) nuarHos «3musier-

cusl» ObLT UCKJIIOUEH U OHU IIpU3HaHbl 310POBLIMUA. Ota
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IpyIIa BEI3BIBAET OCOOBIN MHTEPEC, TaK KaK O0JIbIIast YacTh
W3 HUX, a UMeHHO 124 genoBeka (58 %), mpuHUMaiu ot 1 10
6 TIPOTUBOSIIIIEITUIICCKUX TTPEapaToB OMHOBPEMEHHO,
OyIy4Yu COBEpIIEHHO 310POBBIMU JIIOAbMMU.

NMuTHpOBaIM MUOKJIOHMYECKIE TIPUCTYITHI B TPYIIIE
3M0POBBIX JETEM, B 3aBUCUMOCTHY OT BO3pacTa, CJIeAyIolne
GU3MONIOTUYECKUE COCTOSIHUS:

Bospacm om 0 do 3 rem:

— @usnoyornyeckune pedreKchl HOBOPOXICHHOTO (29
MalMEHTOB), B IIEPBYIO 0Uepeab, pediekc Mopo, KOTopblii
OIIMOOYHO TPAKTOBAJICST KaK MUOKIIOHNIECKUIA VT TOHU -
YeCKUI 3MIIeNTUIeCKniA cra3M. [ToMuMo 3Toro, rurep-
JTMaTHOCTHKA Kacalach: aCUMMETPUYHOTO IIEHHO-TOHNYE-
CKOTO pediekca, CXOXKero ¢ aCMMMETPUYHBIM TOHUYECKUM
TIPUCTYIIOM; COCaTeIbHOTO peduiekca, KOTOPHI pacleH-
BaJICI B paMKax ONepPKYJISIPHOTO MPUITagKa ¢ OPOaTMMEH-
TapHBIMM aBTOMATWU3MaMM; XBaTaTeIbHOTO pedieKca, CHU-
B Bor
BBISIBIISITACh HOPMaJTbHas (POHOBasi pUTMHKA, IBUTATEIbHEIE

MYJIMUPOBABILICTO TOHUYECKUI npumnaaok.

U Muorpaduyeckue apredakThl.
— Hpoxanwue, Tpemop (20 mauueHToB). BodHukanu
CIIOHTAHHO, HO Yallle MPOBOLMPOBAIUCH TAKTUIBHBIMU WIX

Nyl
/‘r’\
2
l%
|
ey
Vax i
N

Syl
7N

Sl ﬂ{%é??/f {
|

£:24°51 Runanan A0 mskie: 30 naxRinana 700 T 0 016 T S0 T

B = i\srav

Pucynok 2. ITanuent C., 5 jer. JIuarno3: MUOKJIOHMYECKasg-acTaTHueckas smuiencusa (cuaapom dyse). DO renepain3zoBaHHOro
MHOKJIOHMYECKOTO NMPUCTYNA: FeHePATN30BAHHDII, BHICOKOAMILIUTYIHBIN PA3ps/l MHK-BOJTHOBBIX KOMILIEKCOB
¢ nocaenyomum aud¢y3HbiM 3aMeieHHEM
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Pucynok 3. Ilanuent B., 7 mecsnes. /Iuarso3: reHepainzoBaHHasi CAMITOMATHYECKAS SMUJIENCHs, CHHIPOM MH(AHTHIBHBIX cia3mMoB. Ha
DT npeacTaBjieH NATTEPH MUOKJIOHHYECKOT0 HH()AHTHIILHOTO Cria3Ma (Bble/ieH MPSAMOYTOJbHIKOM) — KOPOTKHMIA pa3psa ObICTPOii
HU3KOAMILTUTYHO!N AKTUBHOCTH HA (DOHE «3/IeKTPOJeKPeMeHTa»

3BYKOBBIMU CTUMYJaMU. MOTYT MTOAABISATHCS «CAEPXKUBA-
HUEM» 3TUX JBUXEHUMN WIU MEepeMEHOU MOJOXEHUSs, YTO
OTJIMYaeT UX OT SMUIEIITUYECKOro MUOKIIOHyca. B B3I —
HopMaJibHas (pOHOBasi pUTMMKA, IBUTAaTEIbHbIE 1 MUOTPa-
duyeckue aptedakThl.

— JloGpokayecTBEHHbII HEOHATATbHbBIA MUOKJIOHYC CHa
(9 naurenToB). [ToBTOpHBIE MMOKJIOHUYECKUE MTOAEPTHUBA-
HUs, Bo3HMKawue B (aze non-REM cHa. MuokioHuu
00BIYHO MaHUGECTUPOBAIN Ha TIEPBBIX HEACJSIX XKU3HU U
ucyesanu B Bo3pacTe 2—3 mecsleB. Kak npaBuiio, oHU HO-
CWIM OuaTepaibHbI U CHMMETPUYHBIN XapakKTep, BOBJIE-
Kasi pyKu ¥ HOTY, HO Hapsiy ¢ 9TUM MOIJIU ObITh (hoKasb-
HBIMM M MUTPUPOBATh OT OJHOM I'PYIIITHI MBIIIIL K IPYTOM.
IIpu nuddepeHIManbHONR TUaTHOCTUKE C MUOKJIIOHUYE-
CKMMU MPUCTYIaMU CJIeAyeT YYUThIBaTh, YTO JOOpOKaye-
CTBEHHbBIII MUOKJIOHYC BO3HUKAET TOJBKO BO CHE, OTCYT-
CTBYIOT ApPYTrWe BMIBl IPUCTYIIOB, HET OTKJIOHEHUI B
HEBPOJIOTMYECKOM cTaTyce pedbeHka. B DOI" — HopMaibHast
puTMUKa (ha3bl MEIJIEHHOIO CHa, BO3MOXHO COBMaleHue
JBUTaTeIbHOU aKTUBHOCTU ¢ K-KoMILiekcaMu, MHOTAA —
JBUTaTeIbHbIE apTehaKThI.

— JIoGpoKayeCTBEHHBIN MJIaICHYECKU I MUOKIIOHYC CHa
(26 manmenToB). B DOI' — HopManbHas puUTMUKa (asbl
MEIJIEHHOTO CHa, KIMHWYECKNE COOBITUS MOIJIM COIpO-

BOXJIAThCs MosiBIeHueM K-KoMruiekcamu, MHorna — JIBU-
rateJIbHbIMU apTedakTaMu.

Bospacm om 3 aem u cmapwe:

— BanoparuBanus npu 3aceimanuu (59 nanuveHrtos). B
OBI' — HopManbHasl puTMUKa 1—2-i1 (pa3 MeaJIeHHOrO CHa,
KJIMHUYECKHE COOBITHSI MOIJIM CONPOBOXIATHCS MOSIBJIC-
HueM K-KOMIUIEKCOB M BEpPTEKCHBIX MTOTEHIMAI0B, UHO-
r1a — ABUTraTeJIbHbIMU apTedakTaMMu.

II1. V 234 nmauvientoB (12,2%) AvarHo3 «3MUJIENCHSI»
He ObLT MOATBEPKACH, HO SMUJEICUIO B JAaHHOM TpyIlne
WMUTHAPOBAIUA Pa3IUYHbIE HEBPOJOTMYECKME U COMaThYe-
CKUe€ pacCTPOMCTBa, Cpeay KOTOPHIX MPOSIBIISIIIN CXOACTBO C
MUOKJIOHWYECKUMMU MPUCTyHaMU U TpedoBaiu AudhepeH-
LIMAJIbHOTO IMarHo3a CJAenyIolIie COCTOSIHUS B 3aBUCUMO-
CTHU OT BO3pacTa:

Bospacm om 0 do 3 rem:

— INaTonornyeckuii HEAMUIENTUYECKUIT MUOKIIOHYC (43
nanuenTta). Habmonancs y nereit ¢ Tsokeaoi epedpalbHOM
MUCHYHKIIMEN, BBI3BAHHOM TMITOKCUYECKU-UIIIEMUYECKO
sHLedatonarueit, HeiipouHdekuuei. MUOKIIOHUM MOTJIU
OBbITh (hOKATBHBIMU, MYJIbTU(DOKATBHBIMU, TEHEPATN3O0-
BaHHBIMU. Bo3HMKamM Kak B 00ApCTBOBAaHUH, TaK U BO CHE.
s malueHToB Obl1a XapaKTepHa BbIpakeHHasi TUIIepCeH-
CUTUBHOCTb K Pa3JMYHOro BUAA CTUMYJaM (BbIpakeHHOE
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Cekmusg 10. CuMnToMaTHIeCKre ¥ BTOPHYHbIE pACcCTPOiiCTBA ABHKEeHHIA. MyJIbTHCHCTEMHBIE IeTeHePAIIH

MOBBILLIEHUE «CTapTI-pedekcar).

— PanHwuit MimageHYecKuii 10OpoKaYeCTBEHHbIA MUOK-
JoHyc (2 mauueHTta). MUMeHyeTcs elle Kak AoOpokKaye-
CTBEHHBIE HEAMWJIENITUYECKe MH(MAHTUIbHBIE cria3Mbl [11].
JBuraTenbHble (heHOMEHBI OBUIM aHAJIOTUIHBI CEPUITHBIM
(byreKcOpHBIM WJIM 3KCTEH30PHBIM MHMAHTWIBHBIM CIIa3-
MaM, 4TO KpaitHe 3aTpyaHsio nuddepeHIMalbHbIM quar-
HO3, HO 0e3 MaToJiornyeckux nposisiaeHuit Ha D3OI, VY oxa-
HOTO rmanueHTa OTMEYajoch HapylieHue
HEPBHO-TICUXWYECKOTO PAa3BUTHS BCAENCTBYE IPENHATATb-
Horo nopaxeHusi LIHC. HelipoBusyanuszamnust He oOHapy-
KMBajla 3HAYMMBIX TTATOJIOTUIECKMX M3MEeHEeHU. JlaHHbII
BUJII MUOKJIOHYCA CaMOTIPOM3BOJIBHO McYe3aeT Ko 2—3-My
rojam X13HU BHE 3aBUCUMOCTH OT ITPOBOIMMOTO JICUEHMSI.
B HaireM HaGmomMeHNM TaKKe He OTMEYaJIOCh peaKIMK Ha
JieYeHUe BAJIBIIPOATOM, OeH30AMa3eTMHAMU.

— Omncokytonyc (27 mauueHToB). CyTb ONCOKJIOHYCA 3a-
KJTI0YaeTcsl B 0€CIOPSIIOYHBIX, KOHBIOTMPOBAHHBIX, KOJIE-
GaTeJIbHBIX IBVKEHUSIX 713 («IUISILIYIIIE T1a3a» ). DT IBU-
ratejbHble (PeHOMEHBI YacTO JUIMTEJIBHO MEePCUCTUPYIOT,
MOTYT YCHJIMBAThCS M O0cabeBaTh 1I0 MHTEHCUBHOCTHU, HU-
KOrjJa He BCTpeyaloTcs Bo cHe. B ciydae orncokiioHyca cia-
00lf ”THTEeHCMBHOCTY BO3MOXKHA HETTPOIOJKUTEIbHAST (DUK-
calus B3opa Ha oObekTe. B maHHOW IpyriIe ONCOKJIOHYC
OTMeYaJICs U30JIMPOBAHHO, 0€3 MUOKJIOHYCA, U Haboaacs
npeuMylIecTBeHHO y aeteit ¢ nopaxkeHusmu LIHC pazany-
HOM CTETIEHU TSKECTH.

— IIpuctynsl npoxanus («Shuddering attacks«) — 5 ma-
1eHToB. ebroT Habmoaacs B MIaJeHYECKOM U paHHEM
neTckoM Bo3pacTe. [TapoKcu3MBbl XapaKTepru30BaTUCh ObICT-
PBIM TPEMOPOM TOJIOBHI, ILIEY, TYJIOBUINA, HATIOMUHAIO-
UM KPYITHO-aMIUTUTYIHBINA 03HOO. [1pomosKuTe IbHOCTh
MPUCTYIIOB APOXAHUS HEBBICOKAST, OKOJIO HECKOJIbKUX Ce-
KYHI, B TO € BpeMsI 4acTOTa MX B TeUeHME THS BEJIUKA.
ATaKM 4acTO OBLIU CBSI3aHBI C TIpUeMoM nuiiy. [laToreHes
MPUCTYIIOB IPOXaHUsI, BEPOSITHO, CBSI3aH C ITePEU30bITKOM
CTUMYJMPYIOIIUX BO3AEHCTBUI Ha peOeHKa paHHEro BO3-
pacra [12]. OTcyTcTBOBaIM KaKue-a1u00 JOMOIHUTEIbHbIE
HEBPOJIOTUYECKUE CUMNOTOMBI. [lapoKCcHU3MBI He TpeOyoT
JIeYeHUST ¥ CITOHTAaHHO MCUYE3at0T ¢ Bo3pacToM. [1o maHHBIM
JIUTEPATyphl CEMEWHBI aHaMHe3 Y MHOTUX JIeTell ¢ Tpu-
CTyIIaMU IPOXKAHUS OTATOLIEH 3CCEHIIMATbHBIM TPEMOPOM,
OJIHAKO B HallleM cjiyyae He ynajoCh BBISIBUTH HacJel-
CTBEHHYIO OTSATOLIEHHOCTh. DI — HopMaibHast (poHOBasI
PUTMUKA.

Bospacm om 3 aem u cmapue:

— I'unepakrmutekcust (6 maiieHToB). [TposiBisieTcs B BUIe

Ype3MEePHO BhIPAKEHHBIX, 3aIUTHBIX PeaKIMi Ha HeTpeI-
BUJICHHbIE CEHCOPHBIE CTUMYJIbI (3pUTEbHBIE, aKyCTUYE-
CKUe, TaKTUJIbHbIE). [TapoKCU3MBI XapaKTepU30BaIUCh CO-
KpalleHMeM MBIIII IIeu, TYJOBUIA, KOHEYHOCTEH,
MIPUBOISIIUM K MPBIKKaM, MHOTIA MaJeHUsIM U HeTpo-
MU3BOJILHOMY KpUKY. B ciiydae BbIpa’k€HHBIX MPOSIBICHUMA
MOXKET Pa3BUThCSI CUHKOIIE. 3a001€BaH1e TeHETUYEeCKM 00-
YCJIOBJIEHO, XapaKTepU3yeTcsl ayTOCOMHO-TOMUHAHTHBIM
TUIIOM HacJieJOBaHUsI, UMEIOTCS TakxKe CIopaaudyecKkue
ciayvyau. B O9I' — orMevanachk HopMasibHast (hOHOBAsI PUT-
MMKa, B MOMEHT MTapOKCU3Ma — JABUTaTeJbHbIE 1 MUOIpa-
uuecku apredakThl. O6paliaeT Ha ceds1 BHUMaHUE BbIpa-
JKEHHOE CXOJCTBO ¢ pedieKTopHOI anunerncueii. [Toxanyii,
€AUHCTBEHHBIM MU bepeHIIMATbHO-IMarHOCTUYECKUM Te-
CTOM MOXET CIYXUTb 3anuch DD B MOMEHT mapokcu3ma.

— Tuku, Bxatoyasa cuHapoMm Typerrta (9 malMeHTOB).
OBI' B MOMEHT TUIIEPKUHE30B — HOpMayibHasi (hOHOBasI
pUTMUKA, IBUTaTebHbIe apTedakThl. OCHOBHBIM nudbe-
PEHIIMATbHO-IMAarHOCTUYECKUM KpUTEepreM, HoMumMo DT,
SIBJIIETCS BO3MOXHOCTb BPEMEHHO KOHTPOJIMPOBATh I'M-
MEepKUHE3bl yCUJIUEM BOJIU.

— HouHoit MUOKJIOHYC, WM TTePUOANYECKIE IBUKECHUS
KOHEYHOCTel BO cHe (29 manueHToB). BoabIIMHCTBO U3
HUX He TpeOOBaI0 MEAUKAMEHTO3HON KOPPEKIINHU.

Oo6cyxknenue

VY 23,2% (445) HabnromacMbIX HAMU MMAlLIMEHTOB ObLIA
BBISIBJICHA TUIepAUardHocTuka snuirencun. CoCTOSTHUS,
AMUTHPYIOIINE MHUOKIIOHMYECKHE TIPUCTYIBI CPeIr 3THX
MalleHTOB, OTMEUYaInuch y 59% (264 genoBeka) M Mpen-
cTaBieHbl B Tabauue 1. Haubosnee yacTo olIMOOYHBIN AU-
arHo3 «3MUJICTICAS ¢ MUOKJIOHMYECKUMU ITPUCTYTIaMIT» BbI-
CTaBIISUICS B CIICAYIOIINX CITydastX:
* B3AparvBaHM IPH 3aChITaHUU («CTapbl CHa») — 59
MMaIeHTOB;

*  TaTOJOTWYECKUI HEIMMICITUIECKIIA MUOKJIIOHYC —
43 nalyeHTa;

+ ¢usnomorndyeckre pedaecKchl HOBOPOXICHHOIO —
29 malMeHTOoB;

* HOYHOI MUOKIJIOHYC (TIepHOIMIECKIE TBIDKEHMS KO-
HeYyHoCTel Bo CHe) — 29 naleHTOB;

*  I0OGpOKAavYeCTBEHHBIN MJIaJcHIeCKII MIOKJIOHYC CHa
— 26 MaLMEHTOB;

*  OMNCOKJOHYC — 27 MalleHTOB;

* JIpoxkaHue, TpeMop y MilageHleB — 20 MauueHTOB.

O4YeBHIHO, YTO MHOTHE M3 MEPEUNCITICHHBIX COCTOSTHHI
He TpeOYIOT MeIUKaMEHTO3HOro jedeHus. OgHako, Kak
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Taommua 1. usnosnornyeckue U HEBPOJIOTHYECKHE COCTOSIHHUS/PACCTPONCTBA, HMMUTHDYIOIME MUOKJIOHHYECKHE MPUCTYTIBI

Yucio maimeHToB

Jemu om 0 do 3 sem
Dusnonorunyecke pedIEKCh HOBOPOXKIAECHHOTO .......ccveereeeennenns ...29

Jlo6poKavecTBEeHHBI! MIaeHYeCKIii MUOKIIOHYC CHa .26
DuU3NOIOTNIECKIE COCTOSTHUS, UMUTHPYIOIIAE MUOKJIOHUIECKIE

HpoxaHue, TpeMop .20
npuctymnsl (n=211) " .

J106poKavYeCTBEeHHBI! HEOHATATBHBIN MUOKITOHYC CHA ....vveeueveeeeeennveeenenens 9

Jemu 3 200a u cmapuie

BanparuBaHust IpU 3aCHIMTAHUY (CTAPTBI CHA) ..vvveeneveeneeeenneeeaeeeeieeenereennnes 59

Hesposornueckue paccTpoiicTBa, UMUTUPYIOIINE MUOKIOHIYE-
cue IpucTymbl (n=234)

Jemu om 0 do 3 sem
[MaTonornveckuii HEAMUIENTUYECKU T MUOKIIOHYC
OIICOKITOHYC ...vvvveeeeirieeeeeiieeeeessseeeessneeeeannrseeeeenns
[Mpucrynsl npoxanus («Shuddering attacks«)
PaHHMiT MylageHUeCKUit 1OOPOKaUYeCTBEHHBI MUOKJIOHYC («100pOoKaye-
CTBEHHBIE HEAMMWIETITUUECKUE UH(AHTUIILHBIE CITa3MbI»)
Jemu 3 200a u cmapuie
Hounoit Muokiionyc (PLMS)
[UNEPIKIIEKCHUS ...
Tuxku, Bkovast curapom Typerta

YKa3bIBaJIOCH BhIIIIE, 124 COBEPILIEHHO 3A0POBBIX MallMeHTa
MPUHUMAJIM aHTUKOHBYJIbCAHTHI B KOJIMYECTBE OT 1 110 6
ofHOBpeMeHHO. B mopapisionemM OOJbIIMHCTBE CIydyaeB
MPUYUHBI TUIIEPAUATHOCTUKU SMWICTICUM OCHOBBIBUINCH
Ha HEeJOCTaTOYHO ITOJTHOM U TOYHOM cOOpe aHaMHe3a, He-
MPpaBWIbHOU TPaKTOBKe pe3yabTaToB DI, a B psjie ciyyaeB
—IICUXOJIOTMYECKOM JaBJICHUU POACTBEHHUKOB IMallMeHTa
Ha Bpaya. XOT$ C ApPYroil CTOpPOHBI, TaKHMe PacCTPONCTBA
KaK «paHHUI MJIaleHYeCKUi TO0OpOKayYeCTBEHHbIA MUOK-
JIOHYC» («T100pOKaYECTBEHHBIE HEAMMWIENTUYECKIE UH(baH-
TWIbHBIE CITa3Mbl»), a TAKXKe TUIEPIKILIEKCHS, MaTOJOTU-
YECKU HEBMUJIENITUYECKUI MUOKIIOHYC U OICOKJIOHYC
YacTO KIIMHUYECKU HEOTJIMYMMbI OT MUOKJIOHUYECKUX 3T~
JIEITUYECKUX TTPUCTYTIOB U TpeOytoT BODI-MoHuUTOpUpO-
BaHU4. [l paMaTu3M CUTyallMK, B KOTOPOU SMWIETICHS AUar-
HOCTUpPYETCSl OIIMOOYHO, 3aKJloyaeTcs B TOM, 4YTO
MPOBOAMMOE TPOTUBOCYAOPOXKHOE JieueHHe aOCOTIOTHO He
3¢ GEeKTUBHO, a B OOJIBLIMHCTBE CIy4aeB HAHOCUT Bpe/l 3110-
POBbIO ManeHToB. OTCcyTCcTBUE d(hPeKTa MpU JeYEHUU O~
HUM IIperapaToM BbIHYKIAaeT Bpaya Ha3HayaTb KOMOMWHa-
1Mo U3 2 1 0oJiee aTUKOHBYJIbCAHTOB, YBEJIUYUBAThH JO3bI
npenapaToB. B KoHeYHOM MTOre MalMeHT OIIMOOYHO IO-
nagaeT B rpynmny ¢papMakope3ucTeHTHbIX 060abHBIX. [To-
MUMO yiepba 3I0pOBbI0 HAHOCUTCS SKOHOMUYECKUM
yIepo ceMbe, a BO MHOTUX CIyJasix ¥ TocyaapcTBy (MHOTME
NalueHTHl MOoJIyJaloT JieKkapcTBa OecriaTtHo). Poaurenu u
POACTBEHHMKHU MallMeHTa, HAIyTaHHbIE JUArHO30M U OT-
cyrcTBUEM 3 deKTa OT MPOBOAUMOTO JIeUeHUs, CTpaaaloT
He MEHbIIIE CaMOTr0 MallMeHTa U B TaHMKE HAYMHAIOT «Opo-
caTbCsi» OT OJHOTO Bpaya K IpyroMy, oopaliarTcs K HeTpa-
JTUIIMOHHBIM METO/aM JieueHus 1 T.4. B pe3ynbrare B cembe
WHAYyLIUpPYETCS TpeBora, hopMUPYETCS TUIEporeKa Haf

MceBa000NbHBIM YesioBeKoM. He ciienyeT HenoolleHuBaTh
TakXXe MOpaJbHBIN yIIepO, UCIILITHIBAEMBIIA BpayoM, I10-
CKOJIbKY BCE€ YCUJIUS, HalpaBJIeHHbIE Ha JieueHrEe, HE MMEIOT
ycnexa. Bo3HMKaeT HeyBepeHHOCTh Bpaya B COOCTBEHHBIX
cunax. HeobxoammMo oTMETUTB, YTO, HEPEAKO, THUIepauar-
HOCTHKA TIPOBOLIMPYETCS POAUTESIMU peOeHKa (IIperMy-
IIECTBEHHO MaTepsiMK). B HEKOTOPBIX CITydasix yBepeHHOCTD
MaTepy B HAUIMYMHU Y peOeHKa SIMWISTICUY ITPUOoOpeTaeT Xxa-
paxkTep CBepXIIEHHOI UIeH, YTO B CBOIO ouepeb (hOpMUPYET
cuHIpoM MiIoHxay3eHa, PU KOTOPOM 00JIe3Hb KyJIbTUBU-
pyeTcs UCKYCCTBEHHO.

C apyroit CTOPOHBI, OJHAKO (3TO BCTPEYaIoch ropasao
pexe), Mbl HaOJIIoIaIu CTyYaud TUITIOAUATHOCTUKY STTUJIEeTI-
CHY ¢ MUOKJIOHMYECKUMM TIPUCTYIIaMU, KOT/1a 3a00JieBaH1e
OIIMO0YHO KBaTM(PUIIPOBAIIOCH B pAMKaX TUKOB, pediieK-
COB HOBOPOXIEHHBIX U «CTapT»-pedaeKcoB (hoKaaTbHbII
HETaTUBHBIN 3MWJIETITUYECKUI MUOKIIOHYC, TeHepaaIn30-
BaHHBIN SMUJIENITUIECKUIT MUOKIIOHYC, MUOKJIOHMYECKIUE
WH(MAHTWIBHBIE CTIa3MBblI).

BriBoapl

1. O1LIMOOYHBIN IUATHO3 «3MUJIETICHSI C MUOKJIOHUYECKUM
MPUCTYaMu» ObLI BeICTaBIeH B 13,7% ciydaeB (264 4eioBeK)
u3 1914 nauueHToB, HAMPaBJIEHHbIX C AUArHO30M «3MUJIEII-
cusl». DTO HamboJiee yacTasl MpMIMHA TMIIEepAMarHOCTUKH.

2. BOJBITMHCTBO COCTOSTHUI, UMUTHPYIOIINX MUOKIIO-
HUYECKUE SUICTITUYECKIE TIPUCTYITHI, SIBJISTFOTCST (PU3HO0-
JIOTUIECKUMHU U He TPEOYIOT JICUSHUS.

4. OcHoBHBIM AuGdDepeHIIMATBHO-IUATHOCTUYECKUM Me-
TOJOM ITpU 00C/IENOBAHUM MMALIMEHTOB C MOI03PEHUEM HA MUOK-
JIOHWYECKME AMWIETITUIeCKUe MpUunaaku sipyisiercst BOBI-mo-
HUTOpUHT. KpuTepreM NCKITIOUeHNS STICITIIECKOTO TeHe3a
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Cekmusg 10. CuMnToMaTHIeCKre ¥ BTOPHYHbIE pACcCTPOiiCTBA ABHKEeHHIA. MyJIbTHCHCTEMHBIE IeTeHePAIIH

MapOKCU3MOB SIBJISIETCSl OTCYTCTBUE SMWIENTUGOPMHBIX pa3-  MpU cOope aHaMHe3a, UIEHTUYHOCTh MapOKCHU3MOB SMUWJIETT-
psinoB Ha DD B MOMEHT KIIMHUYECKOTO COOBITHSI. TUYECKUM, HETTpaBWIbHas MHTeprpeTalus DI, a B psiae City-

5. IlpyurHaMu OIIMOOYHOM TUArHOCTUKHU B OOJIBILIMHCTBE ~ 4YaeB — «IaBJeHNe» POJCTBEHHUKOB MallMeHTa Ha Bpaya.
CJTy4yaeB SIBJISIIOTCS HEOOCTaTOK OOBEKTUBHON MH(pOopMavu
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