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SIINJIENTHYECKUN

HETATUBHBIN MUOKJIOHYC

Myxun K.FO., MupoHoB M.b., KBackoBa H.E., KakaynuHa B.C.,
Kysbmuy I.B., [nyxoBa J1.10., Yapaes B.A., boposnkos K.C.

Kacbenpa nesponorun n anunenrtonornn @YB I0Y BI10 PTMY nm. HU. luporosa Poc3apaBa
UHCTUTYT feTcKoi HEBPONOruu n anunencun nMenn Ceatutensa Jlykn

Pestome: ¢ yenvio u3yueHus anammecmuseckux,
KAUHUKO-TIeKMPOIHUePaniozpapuuecKux u Heti-
DOBU3YANUSAUUOHHBLX OCOOCHHOCINET NAUUEHINOE
C INUNENMULCCKUM HEe2AMUEBHIM MUOKIOHYCOM
(PHM) ¢ 1999 no 2010 22. 6vi10 06cnedosaro 1118
NAYUEHNOE C YCMAHOBNEHHBIM OUAZHOIOM INUJLeT-
CULL C 0COIOMOM NPUCTYTIOE O NEPBBLX CYMOK HCU3-
Hu 00 18 nem. Bcem nayuenmam Oulao nposeoero
KAUHUYECKOe 00CNe008aHIEe HEBPOSIO2OM U PYIMUM-
Hoe DII-uccaedosanue; marice 80 6cex CaAYuanx
npoeooUNCA NPOOOAICHHbLIL BUe0-DII -
MOHUMOPUHZ C BKAIOUCHUCM TTOBCPXHOCINHO20 Mit-
ozpaguuecrko2o anexmpoda. Ha ocrnosarnuu noy-
YCHHBLX OAHHBLX ObLL B6INONHEH AHAJUS CIMPYKIY-
Dol popm nunencul, accouuuposanrslx ¢ YHM,
NOOKpenNeHHblil OAHHBIMU HelPOBUOYANUSAUULU U
pesyrsmamamu mepanuu. Tax, naubonee sgger-
mueroti cxemoil ADI 8 newenuu navuernmos ¢ DJHM
ObLIA KOMOUHAUUA NPOUIBOOHBLX BANBNDOCEOLL KUC-
JIOMbL € IMOCYKCUMUOOM, 8 MO 8DEMA, KAK NPU UC-
NONb308aHUL KADOAMAZENUHA UNU OKCKapOa3eni-
Ha, 4ACMO OMMeUANaACt a22pasanus npucmynos
DHM unu nossrenue ux de novo. Hecaeoosarue no-
Ka3aJl0, 4mo NoA6AeHUe 8 KAUHUUECKOU Kapmure
DHM 00a21cHO HaAcmopaxcusams epaueli 8 niare ce-
Dbe3sn020 npoeno3a 6 OMHOUCHUL KYRUPOBAHUA
NPUCMYNO8, U B03MONCHO20 HANUMUAL HADYULeHULL
KOZHUMUBHBLX PYHKUULL XaparxmepHoil 0cO0eHHO-
CMbIO PASAUUHBLX POPM INULCNCUL, ACCOUUUPO-
8annbLx ¢ DHM, A6158mcsa npeumyuecimeerto pam-
HULL 0e010m NPUCIYNO8.

Kniouegoie cnosa: anunencus, Inurenmuueckull Le-
2aMuBHbLLL MUOKAOHYC, 6U0e0-DII" MOHUumopue,
anunenmuueckasn Inyepanonamus, A1

NUNENTUYECKNIA HeratuBHbIA MUOKNOHYC (IHM)

— OOMH M3 peaKux TUMOB 3NUIIENTUYECKUX NpU-

cTynoB y feteil. OnpeaenseTcs Kak BHe3anHoe
pe3Koe npepbiBaHNe TOHUYECKOW MbILLIEYHOW aKTUBHO-
CTW, COBNajarLLee no BpemMeHu ¢ anuIentTugopmMHbIMU
paspsagamu Ha 33l 6e3 npeLlecTBYOLWEr0 MUOKJTOHK-
yeckoro KomnoHeHta (Guerrini R. u coasT., 1993;
Tassinari C. A. n coasT., 1995).

Ten. (495) 983-09-03  mironovmb@mail.ru

Mepunofbl MHIMOUPOBAHWUA MbILEYHON AKTUBHOCTH,
CBAI3aHHbIe CO CMNaikamu Ha 3/eKTpo3HuedanorpamMmme
(93r), BnepBble 661K 06HAPYXeHbI Tassinari n coaBT. B
1968 r. (Tassinari n coasT., 1968). OCHOBHON KNUHMYe-
CKOI 0co6eHHOCTbI IHM aBnAeTCs BHe3anHas mMbiley-
Has aToOHMS NO rpagneHTy cunbl Taxectn (Myxun K. HO.
n coasT., 2000; Dalla Bernardina n coasr., 1989). KnuHu-
Yyeckune NpPosABIEHNSA MOTYyT OblTb KaK yHWUSiatepanbHbl-
MK, TaK 1 6unartepanbHbiMu (Tassinari C. A. n coasr.,,
1995).

BbisiBeHne annnenTn4eckoro HeraTUBHONO MUOKJI0-
Hyca TpebyeT 0053aTefibHON perncrpaunum KINHUKO-
3NeKTPO3HUedanorpanyeckoro Koppenara — anu3oj
CHMXXEHUS! MbILEYHOr0 TOHYCA, BO3HUKAKOLWNIA B MO-
MEHT anunenTudopmMHoro paspsga (Tassinari C. A. u co-
asT., 1995). Cnenyet umeTb B BMAY, YTO B HEKOTOPbIX
Cllyqasnx KIUHWYeCKWe MpOSBIIEHUS 3NMAENnTUYecKoro
HEeraTMBHOro0 MUOKJIOHYCA MOTYT 6bITb BECbMA YMEPEH-
HbIMW MU NMPAKTUYECKN HE3AMETHbIMM, YTO 3aTPYAHSET
ANAarHOCTUKY AAHHOMO TMNa NPUCTYMOB.

Llenb uccnepoBaHusa: M3y4veHWe aHAMHECTUYECKMUX,
KJIMHNKO-3NEeKTPO3HLedanorpadn4eckux n HempoBu-
3yanun3aunoHHbIX 0COOEHHOCTEN NALMEHTOB C anunen-
TUYECKMUM HeraTuBHbIM MUOKTOHYCOM.

MartepHaabl 1 METOLBI

B nccnepnosaHue Bownu 1118 nauneHToB ¢ yCTaHOB-
NEHHbIM JWarHo30M 3nunencun ¢ gebToM NpUCTynoB
0T NepBbIX CYTOK XN3HKU 10 18 neT. MNauuneHTsl Habnoaa-
nuck B IHCTUTYTe [ETCKON HEBPOSIOTMM 1 3MUNENCUN C
1999 no 2010 rr.

13 1118 nauneHToB B 39 cny4yasax BbISAB/EH 3NUENTuU-
4YeCKWUIN HeraTuUBHbIA MWUOKJIOHYC, 4TO cocTasuno 3,5%
0T 06LLen rpynnbl NaunueHToB ¢ anunencuen. Bo Bcex
cnyyasax 3HM 3aperncTpupoBaH npu NpoBeAeHUn Npo-
LOJKEHHOro Bnaeo-33I MoHUTOpMHra. BospacT naum-
eHToB ¢ 9HM BapbupoBan ot 3 g0 22 neT.

ViccnenoBaHme npoBOAUIIOCH HA KIMHUYECKNX 6a3ax
Kadenpbl Hegponoruu u anunentonorun ®YB roY BMNO
PIMY um. H. . Muporosa v Ha 6a3e IHCTUTYTa AeTCKON
HeBponoruy n anunencun um. CeatTutens Jlyku.

[unarHoctuka anuMnenTuYecKnx CUHAPOMOB 6a3upo-
BaslaCb COrNacHO KpUTEPUSM MeXAYHApOLHOW Knaccu-
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ukaumm anunencuin, annnenTU4ecKux CUHAPOMOB W
CX0Xux 3abonesanmin (1989 r.), a Tak)Ke Ha OCHOBaHWUYU
noknapa komuccun ILAE no knaccudpukaumm n Tepmun-
Honoruun (2001 r.).

Bcem naumeHTam 6b1710 NPOBEAEHO KITMHUYECKOEe 06-
cnefoBaHue HEBPOJIOrom n pyTUHHOE 39l
nccnefoBaHune; TakXe BO BCeX Cry4Yasx NpoBoAnsCcS
NPOAOIKEHHbIV BUAE0-33[-MOHUTOPUHT C BKITIOYEHWEM
NMOBEPXHOCTHOrO Muorpadumyeckoro anekTpoga. 3T1o
NO3BONWIIO 3anucaTb CUHXPOHHO 3MEeKTPO3HUedano-
rpaMmmy, 3feKTpoMMorpaMmy 1 BULEO B MOMEHT Hera-
TUBHOTO MUOKJTOHYCA A1 YTOYHEHUSA XapaKTepa napok-
cn3moB. Bcem 60nbHbIM 66110 npoBeeHo KT nnun MPT
nccnenoBaHue.

Pesynaprarsl

Cpeaun 06¢cnegoBaHHbIX HaMK 60bHbIX ¢ IHM oTMme-
4anocb 3Ha4YMTEeNbHOE NpeobnagaHue B rpynne nauneH-
TOB MY>XCKoro nona (59% cny4vaes npotus 41%).

MpenctaBnseT WHTEPEC aHanua CTPYKTypbl hopm
anunencum, accounmpoBaHHbix ¢ AHM (Tabnuua 1). Han-
60Ji1ee 4acTO BbISABAANINCL CUMMNTOMATUYECKME/BEPOAT-
HO cumnToMaTtnyeckne pokanbHble/MynbTU(OKaNbHbIE
anunencun — B 13 cny4asx; CUHAPOM MNCEBA0NEHHOKCA
— 9 nayneHTOB; hOoKanbHasA 3nunencus OeTCKoro Bo3-

pacTa co CTPYKTYPHbIMU U3MEHEHUSIMU B MO3re u [0-
6POKA4eCTBEHHbIMM 3NMNENTU(OPMHbLIMU NAaTTEPHAMU
Ha 33l (®3ACKM-O3MNA) — 9 naymeHToB. Camoin MHOro-
YNCJIEHHON OKa3aflacb rpynna nauveHToB C PassinyHbl-
MK opMamm 3NUNEnTUYeCcKUX 3aHuedanonaTuin get-
CKOro Bo3pacTa, aCCoLMMPOBAHHbIX C JO6POKA4YECTBEH-
HbIMW 3NMNENTUAOPMHBIMU NAaTTEePHAMUN AETCKOro BO3-
pacta (LOMNMO) (Bknto4as CUHLPOMbI NCeROSIEHHOKCA,
Jlanpay-KnedHepa, 3N1eKTPUYECKOro annenTmyecko-
ro cratyca MeaJsleHHoro cHa) — 14 nauneHTos. lNpu aTom
B 11 cnyyasax oTmedyeHa TpaHcdopMauus ponaHgunye-
CKOM 3nunencum B 3NWenTU4eckne aHuedanonatum
JIeTCKOro Bo3pacta, accounmpoBaHnHbie ¢ O3MNMO. Nano-
natuyeckas gpokanbHas anunencus ¢ ncesgoreHepanu-
30BaHHbIMM NMPUCTYNamn oTmeveHa B 1 cny4ae.

Leb6rot npuctynos. [e610T anunencumn B rpynmne nauu-
eHToB ¢ AHM oTmeyancs B WUIMPOKOM BO3PACTHOM Auna-
nasoHe oT 1-ro mecsua xusHu 1o 12 net (puc. 2). Cambliit
paHHUIn pe6rT Habnwganca y 3 nauuMeHToB B nepuopg
nepBOro Mecsua XusHu. Hambonee no3gHuii BO3pacT
Havana anunencun — B 12 net. MNocne 12-n neT BO3HUK-
HOBeHMe BnepBble anuaencun ¢ 3HM He HabnoAanoCh.
Han6onee 4acto Ha4yano 3aboneBaHNs KOHCTAaTUMpPOBaA-
J10Cb B NPEBble TPU roAa XU3HKM (24 nauneHTa): Ha nep-
BOM ropy »u3Hu — B 10 cryyasx; B Bo3pacTte 2-X JIeT — B

®dopma anunencuu (KONMYECTBO NALMEHTOB) HeiipoBu3yanu3sauus (KoNM4ecTBO NALUEHTOB)
bonesHb YH(eppuxta-Jlyngbéopra 1 OunddysHble aTpoduyeckre N3MeHeHNs 1
bonesHb Jlaghopa 1 Hopma 1
N®I-MrMn 1 Hopma 1
BepoaTHo cumnTomatumyeckas pokasb- 2 Hopma 2
Has anunencus
CumntomaTnyeckas okanbHas/mynetu- | 11 Maxurupus 2
doKanbHas anunencus OudbdysHas naxurupus —anccaHuedanms 1
Komnnekc Ty6ep0o3HOro ckfeposa 1
[MopaHuedanuyeckas Kucra 1
Quarosas atpodus n106HO-BMCOYHOI 0611aCTH 2
[Mno3 TeMeHHON Aonu 1
[Moctremopparuyeckas Kucra 1
OubdysHble aTpodnyeckie N3MEHEHNS NePUHATANIbHOMO reHe- 2
3a + runoniasnsa Mo3oancToro Tenam
o3acm-gang 9 OunbdysHble aTpodnyeckrie NI3MEHEHNS + 30Hbl NEPUBEHTPUKY- 5
JIAPHON nekomanaumum
Maxurupus 1
OK[ nobHO-TEMEHHOI 06nacTu 1
Cy6aneHanmanbHble KUCTbI 2
Cunppom JTangay-KneddHepa 3 Hopwma 2
OK[ neBoit TeMeHHON 0NN 1
CvHapom nceao-JleHHOKCa 9 Hopma 7
OK[ BrCOYHON Jonm 1
PaclunpeHune Buco4HOro pora 60K0BOro »enyao4ka 1
CuHAPOM 3NEKTPUYECKOr0 cTaTtyca Mej- 2 Hopma 1
NIEHHOTO CHa OK[l nobHoW gonu 1
Bcero 39 39

Tab6muna 1. PopMbI AMUIETICUHN, ACCOITUUPOBAHHBIE ¢ DHM U Pe3yIbTaThl HEHPOBU3YATU3AIUH.

NOD-III'TI — nauonarudeckas (pOKAIbHAS SIMUICIICUA C IICEBOI€HEPATU3OBAHHBIMU IIPUCTYIIAMU

ORICUM-IDIN - poKaabHAS SMUIEHICUS JETCKOI'O BO3PACTA CO CTPYKTYPHBIMU UBMEHEHUAMH B MO3I'€ U JI06POKAYECTBEHHBIMU

3MUAENTU(DOPMHBIMU MATTEPHAMH Ha DOT

DK]I - poxanpHaAA KOPKOBAS JUCTIIA3UA.

1 34paBOOXpaHeHnd, He Ond nauneHToB. He npegHasHa4YyeHo AnA UCnonb3oBaHUA
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8 cnyvasx; B 3roga—B 6 cnyvasax. B Bo3pacTHOM uHTep-
Basne oT 4 0o 7 net Oe6toT anunencun Habnoganca y 11
nauymeHToB. C 10 go 12 net anunencus BO3HWKana Tonb-
KO B 3-X cllyyasx, npuyem B ABYX C/ly4asnx No3gHero ge-
6toTa (B 12 net) BepeduunpoBaHbl OPMbI NPOrPeccu-
PYHOLLNX MUOKSTOHUYECKNX 3NUNENCUIA.

CnepyeTt OTMETUTb, YTO TOSILKO B TPeX CRyvasnx cpeaun
MauMeHTOB HalWen rpynnel anunencus LebTuposana ¢
3MUNENTMY4ECKOr0 HeraTMBHOrO MuoknoHyca. GCpeawu
Ipyrux TUNOB NPUCTYNoB B Ae6oTe Hanbosnee 4acTo OT-
Me4anuncb reMMUKOHBYJIbCUBHbIE NPUCTYNbI — B 14 cnyva-
AX, BTOPUYHO-T€HEPASIN30BaHHbIE CYAOPOXHble — B 8
cny4asx, pokanbHble MOTOPHbIE — B 5 cnydasx. Pexe
BCTPEYanMCcb Takue TUMbl NPUCTYMNOB, KaK aTWMU4Hble
abCcaHCbl, TOHWYeCKNe 3NnuienTu4eckne cnasmbl, e-
O6pusibHblE CYLOPOrK, reHepann3oBaHHbIe CYA0POXHbIE
MPUCTYNbl — M0 2 CNy4as, COOTBETCTBEHHO; Y OAHOI0 Na-
LUMeHTa Ae6HOT aNMNencun 0TMeYancs ¢ NosIBNEHMs ato-
HUYeCKNX NPUCTYNOB.

BospacT pe6toTa 3nuienTU4ecKOro HeraTMBHOIO
MUOKJIOHYCa BapbupoBan oT 9 mecdues fo 13 neT, n B
cpenHem cocTtaBun 5,5 netr. OTMe4YeHO [Ba MMKa BO3-
HUKHOBEHWA HEraTUBHOIO MUOKITOHYCA — HAN6ObLUNIA
OoTMeyarncs B BoO3pacTe 0T 2 40 4 neT, a Takxe B 7-8 net
(puc. 1). Hanbonee paHHuit 0e6OT HEraTUBHOIO0 MMUO-
KNOHyca oTMedancs npu cUMnTOMaTMYeckux dopmax
3Muiencumn, u B BO3PACTHON KaTeropuu AeTen nepsbix
Tpex NeT XW3HWU cumnTomaTmyeckue OpMbl anunen-
cun oTmeyvanuch y 10 naymneHToB U3 15. B Bo3pacTe oT
YyeTblpex 40 NATU NeT HeraTUBHbIA MUOKNOHYC AE6HTH-
poBany neTei ¢ CUHAPOMOM NCEBAOIEHHOKCA B 5 CNy-
yasx n3 9. 3HM npu cuHgpome JlaHpay-KnedpdHepa
Je6oTuposan B Bo3pacte 6-8 net. HeratueHbll MUO-
knonyc npun ®3OCKM-O3M oanHakoBo 4acTo Aebto-
TUpOBan BO BCEX BO3pacTHbIX rpynnax. Hambonee
MO34HUIA Ae60T HEraTUBHOIO MUOKOHYCa Habntoaan-
CS Npu NPOrpeccupytomx MUOKIOHNYECKUX anunien-
cusax: npu 6onesHun Jlagpopa — B 12 net, npn 60ne3HM
YHheppuxTta-JlyHpgéopra — B 13 neT.

=

KonuyecTtBo nauneHToB
O=aAaNWARIITOON®OO
|

po 1 2 3 4 5 6 7 8 9 10 11 12 13

Bospact

—— [Oe6iot OBHM  —=— [e6toT anunencum

Pucynox 1. BospacT ne6ioTa anuiencun u
SMUIECHTUYECKOI'O HET'ATUBHOI'O MUOKJIOHYCA.

71,8%

Hpyka

BEKU
B KMBOK+pyKa
B 2 Horu

B KMBOK+BEKU

28,2% 28,2% 25,6% 20.5%

Ba)KHO OTMETUTb, 4TO POAMTENN HE BCeraa 3ameyanu
NPUCTYMbl 3NUNENTUYECKOr0 HEraTMBHOIO MUOKITOHYCA,
ny 12 nauneHtoB (31%) 3aToT BUA NPUCTYNOB BNEpBbIe
6bln1  BbiIBNIEH  Npu  npoBedeHWn  BuAe0-33I-
MOHUTOPUHTa.

Y BCeX MauneHTOB 3MNUNENTUYECKNIA HErATUBHbIA MU-
OKJIOHYC ObIN1 BEpUEULMUPOBAH NPY NPOBEAEHNMN BUEO-
J9l-mMoHuTOprHra. G Uenbio BbIABEHUA dnuUnenTuye-
CKOro HeraTMBHOIO MUOKJIOHYCA BCe MalWeHTbl NPOX0-
OWUnun TecTupoBaHue B Npo6e bape; Takxe NnpoBogunach
npo6a ¢ AJINTeNbHbIM OPTOCTATUYECKUM MOJSIOXEHUEM
nauueHTa U CMeHON MOJIOXKEHUS MauneHTa U3 BEpPTM-
KanbHOr0 B rOPU30HTaNbHOE. 3TO NO3BONANO BbIABUTH
CKPbITbINA, HE 3aMETHbIA B JIEXXA4eM MOJIOXKEHWN, 3NN-
NenTUYeCKNIA HeraTUBHbLIA MUOKIIOHYC, a Tak>Xe gundde-
pPeHUMPOBATb HEFATUBHbLIN MUOKITOHYC OT aKTUBHOTO.

KnuHuyeckn npuctynsl OHM xapakTepu3oBanucb
BHE3aMHbIM CHVXEHMEM MbILLEYHOro TOHyCa 1 NosBIe-
HUEeM aTOHUW NO FPaaneHTY CUJbl TSHXKECTU B PA3NINYHbIX
rpynnax mbiwy. Ham yganocs BbiaenuTb 14 peHOTUNOB
9HM B 3aBUCMMOCTI OT CTENEHN BOBSIEYEHNS CKENETHON
MycCKynatypbl (puc. 2). lNpu 3ToM y 60JIbLUMHCTBA Naymn-
€HTOB PAa3HOBWAHOCTb 3NMIENTUHECKOro HeraTuBHOrO
MMWOK/OHYCa 3HA4YMTENbHO BapbuWpoBana u coctaensana
oT 1 [0 7 BUOOB y OOHOT0O naumeHTa. Hambosee 4acTo
BcTpevanca IHM oHOI 13 BEPXHUX KOHEYHOCTen (y 28
naumeHToB — 71,8 %), KIIMHUYECKN NPOABNABLUNIACA BHE-
3aMHbIM ONYCKaHMEM pyKW, NPEeMMYLLECTBEHHO Mpef-
nyieybs nog BenNCTBUEM CUJbl TSXXeCTU B npo6e bape,
BbiNaJeHnem npeaMeToB u3 pyk. Y 11 nauymeHTtos
(28,2%) oTmevanocb codeTaHne 3HM B MbilILaX LWEN 1
TYNoBULWA, KNMHNYECKN NPOSABNSBLLEECH KUBKOM U «3a-
BaSIMBaHMEM» TynoBuLA NOA LEACTBMEM CWUJIbl TSXe-
ctn. VY 11 nauneHtoB (28,2%) Hapsagy ¢ MyCcKynatypon
LLUEV B MPOLIECC BOBMEKANNCH MbILWULbI PYKU 1 TYNOBULLA.
Tak>Xe 4acTo BbIIBAANCS 3NUAENTUYECKNIA HEFATUBHbI
MMWOKJIOHYC, 3aTparnearoLLnii MbllLbl Wen (y 8 naumeH-
TOB — 20,5%), KIIMHNYECKN BbIPAXKABLUMIACA KOPOTKUMU
NacCUBHbIMW KMBKaMu Brnepeja Wan peTponynbCUBHbLIM

20,5%
% 15,4%
° 12,8%128% 77% 7,7% 7,7% 51% 51%

H KVBOK+TYNIOBULL € KUBOK+pyKa+TynoBuLLe
KMBOK H TyroBuLL e

M Hora B 2 pyku

H pyka+TynoBuL e H KVMBOK+TyNOBWLL €+HOra

B K/BOK+BEKU+TyroBULLLE

PucyHOK 2. KIMHHUYECKUE TPOABICHUS AMUICTITUYECKOTO
HET'ATUBHOI'O MMOKJIOHYCA.
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3aMpoOKMAbIBAHNEM WN JIETKUM HAK/TOHOM TrOJSI0Bbl B
CTOPOHY (B 3aBUCUMOCTM OT 3aHMMaeMoOW No3bl B MO-
MeHT npuctyna). Y 10 naunenTtos (25,5%) anunentuye-
CKWI HeraTuBHbIA MWUOKIIOHYC 3aTparusan nepuopoéu-
TaNlbHYH MYCKynaTypy, 4TO KJIMHWYEeCKWU NPOABAANOCH
anu3ogamu onyckaHusa Bek. CnenyeT OTMETUTb, 4TO
npucTynbl nNageHnWin otmevanucb y 11 nauyueHToB
(28,2%). Kak npasuo, najeHuto npeaLecTsoBas pac-
NPOCTPAHEHHbIA 3NUNENTUYECKNIA HEFraTUBHbI MUOKI10-
HYC, 6bICTPO, HO NOCJIeA0BATE/IbHO 3aTparuBaroLLmnii
MbILWULbI WEeW, TYIOBULLA U KOHEYHOCTEN, 4YTO YEeTKO pe-
rMCTPMpoBasiocb  Npu  NpoBefeHMn  BuMAeo-93l-
MOHUTOPUHIra. YPOBEHb CO3HAHWNA BO BPEMs NPUCTYMNOB
3MNMNENTUYECKOr0 HeraTMBHOr0 MMOKIOHYCA Y BCEX Ma-
LNEHTOB Obl1 He U3MEHEH. [lpyrue KMHNYecKne OeHo-
Tunbl AHM BCTpeYanncb 3HA4YNTENIbHO pexxe (puc. 2).

OOI-marrepusl DHM H HHTEpHUKTAIbHAA
anmwienTu(OpMHAA AKTHBHOCTD

CMHXPOHHO C 3NMenTUY4eCKUM HeraTUBHbIM MUOKJI0-
HYCOM PerucTpupoBanuch cneaytoLue anunenTugopm-
Hble n3meHeHnsa Ha I3l anddysHble paspsagbl KOM-
NSIEKCOB «0CTpas-mMeAsieHHas BOSHA» Pa3fIM4HON CTe-
MEeHN CUHXPOHM3ALUN C PEernoHaNIbHbIM Ha4yanoMm 1 am-
NANTYLHbIM aKLeHTOM, npenMyLLecTBEHHO B
NO6HO-LEHTPANbHO-TEMEHHbIX OTBEAEHUAX Y 24 nauu-
eHToB (61,6% cny4yaes); 6unartepanbHO-aCUHXPOHHbIE
NWK-BOMHOBbIE pa3psafbl, CKNOHHbIe K And)pysHOMY
pacnpocTpaHeHuto, NPEeUMyLLEeCTBEHHO LeHTpasibHO-
TEMEHHO-BVCOYHOI NOKanu3auum ¢ amninTyaHbIM npe-
obnafaHueM no 3fieKTpoAam O4HOro nonywapus — B 7
cnyyaax (17,9%); natepanu3oBaHHble paspsafbl KOM-
NNEKCOB «0CTpasf-MeAneHHas BOMHA» C aMNINTYAHbIM

npeo6nafaHnem B LEHTPasbHO-BUCO4YHO-NO6HbIX O0TBE-
neHunax B 7 (17,9%), n Tonbko B OAHOM cny4ae (2,6%) —

pervoHanbHas anunentugopmHas aKTUBHOCTb
«0CTpada-MmenneHHas BOJIHa», JIOKaNnn3oBaHHaa B
LLeHTpasibHO-TEMEHHO-BNCOYHO-NOOGHON 06nactm  co

CKJIOHHOCTbIO K AWMEY3HOMY pacnpoCTPaHEeHUo Mo
MEXaHW3My BTOPWYHON OUNATENIbHOW CUHXPOHM3ALMUM
(BBC) (puc. 3).

B mexnpuctynHom nepuoge anunentudopmHas ak-
TUBHOCTb peructpuposaniacb B 100% cny4yaeB u 6binia
NpeAcTaBfieHa CNejyLwumMi BapuaHTaMmmn: peruoHanb-
HbIMW, MYJIbTUPErnoHaNbHbIMK, naTepasn3oBaHHbLIMY,
ANOAY3HbIMU - 3nunenTudopMHbIMu  paspsagamu. [lo
MOPAI0JIOTMN KOMMJIEKCHI «0CTPpaf-mMeaieHHas BOJHa» y
25 nauueHTos (64,1%) cootsetcteosanu A3MNMO. B 29 cny-
yanx (74,3%) Ha 33l perncTpnpoBanoch CoO4eTaHne Myfb-
TUPErnoHanbHbIX N AN AY3HbIX Pa3psafos (puc. 4).

Jpyrue THIIbI NPHCTYIIOB

ANuNenTUYeCcKNin HeraTuBHbLIA MUOKJSIOHYC B Ka4eCTBe
€MHCTBEHHOr 0 TUMA NPUCTYNOB B KJINHNYECKOW KapTu-
He He OTMe4asica HU B OfHOM crny4ae. [lpu aHanuse
AHAMHECTUYeCKNUX JaHHbIX O6b110 BbIABIEHO 13 pasnny-
HbIX TUMOB NPUCTYMNOB, aCCOUUNPOBaHHbIX ¢ IHM (Tabn.
2). Y 4 naumentoB kpome IHM Habnopancs TonbKo
OAVH TUM NPUCTYNOB. B 0CTanbHbIX CNy4asnx B «pasrap»
3260/1eBaHNA PErMcTpUpoBanuChL Tpu 1 605ee pasHbx
TMnoB npuctynos. Hambonee 4acto IHM accoummpo-
BaJICA C reMUKJIOHMYeckummn npuctynamu (19 nayumeH-
TOB), aTUNUYHbIMU a6caHcamm (18 cnyyaes) u BTOPUYHO-
reHepasn30BaHHbIMU  CYJOPOXHbIMU  NAPOKCU3MaMU
(16 cnyvaes). Opyrve Tunbl NPUCTYNOB BCTPeYasnucChb
3HA4YUTESIbHO PEXXe — TOHUYEeCKUe NpPUCTynbl, BKIOYasA
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PucyHok 3.

ITanuenT B.H,, 5 ner.

Jnarnos: CHHAPOM IICEBAO-JIEHHOKCA

DNUIENTUYECKUN HEIATUBHBIN MUOKJIOHYC BO3HUKAJL
CHUHXPOHHO € TP Y3HBIMU OUIATEPAIBHO-ACUHXPOHHBIMU
pa3psaaaMu KOMIIIEKCOB OCTPAsA-MELJIEHHASA BOJIHA
(CTpenKaMU MOKA3aHA CHHXPOHM3ALINS).
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PucyHnokx4.

[MamuenT B.H,, 5 ner.

Jnrartos: CMHAPOM I1CeBAO-JIeHHOKCA.

B cocTossHNM 604PCTBOBAHUSA PETUCTPUPYIOTCS JUPPY3HbIE
Pa3psbl JOOPOKAYECTBEHHBIX AMMICITU(OPMHBIX TATTEPHOB
jgercrsa (IADI1]) BBICOKOM AMIUIUTY/IbL, UMEIOLIUE CIIEAYIOINIE
OCOOEHHOCTH: PEIIOHAIBHOE HAYAJIO B TIPABOM IIEHTPAJIBHOMN
(LEHTPAILHO-TEMCHHOM, A B PAJIC CJIYYACB — B IICHTPAIbHO-
TEMEHHO-BUCOYHOIT) OOIACTH C MTHOBEHHBIM OUJIATEPATIBHO-
ACUHXPOHHBIM PACIPOCTPAHEHUEM Ha TOMOJIOTMYHBIE OT/IEIbI
KOHTPAJIATEPAIILHOTO MOJMYMIAPUA U Jasee — AUPQPy3HO.
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OpI/IFI/IHaﬂbeIe cTaTtbu

Kon-Bo
Tunbl npucTynos NalMEHTOB Mpumeyvanue
[eMWKOHBYNbCUBHbIE 19
ATUNNYHbIE aBCaHCbI 18
BIrcn 16
ToHMYecKmne NpUcTynbl, BKIO- 6
4yas anunenTuyeckne cnasmol
ATOHMYeCcKue 4
MnOKNOHMYEeCKNE MPUCTYMbI 5
®oKasbHbIN MUOKITOHYC 4
dnunenTnyeckas aypa 3 1 6oneBas
1 ceHcomo-
TOpHas
1 3putensHas
TOpMO3HbIE NPUCTYMbI 3
doKanbHble OKLUMUMNTANbHbIE 2
BEPCUBHbIE
doKanbHble MOTOPHbIE 2
[eHepanun3oBaHHbIE CyO40pPOXK- 1
Hble
B1COYHbIE CUHKOMbI 1

Ta6Gauna 2. TUTIbI TPUCTYIIOB, ACCOIIMUPOBAHHBIE ¢ DHM.
* Y OJJHOT'O AITUEHTA MOXKET OBITh COYETAHUE PABIUYHBIX
THIIOB IPUCTYIIOB

anuienTu4eckre cnadmbl — B 6 Clydasnx; MUOKIIOHNYe-
CKUWE NpUCTynbl — B 5 cnyyasx; okanbHbIi KOPKOBbIN
MUOKOHYC — B 4 Cry4asx; anunentuyeckas aypa um Top-
MO3Hble NMPUCTYNbl — Mo 3 cny4asn; pokasnbHble MOTOP-
Hbl€ N OKLMUNUTANbHbIe BEPCUBHbIE 1 BEreTaTUBHbIE NPU-
CTynbl — M0 2 nauneHTa. l[eHepann3oBaHHble (M0 onunca-
HUIO pOAWTEnen) CYAOPOXHbIE NPUCTYMNbl U BUCOYHbIE
CUHKOMbI OTMeYanucb Mno OJHOMY Clly4al COOTBET-
CTBEHHO (Tabn. 2).

HeitpoBu3yanu3anusa

Mpn nposepeHun Henposuayanusauum B 14 cnyyasx
HEe OTMEYEeHO 3HAYUMbIX U3MEHEHUI B TOSIOBHOM MO3re
(npenmywectseHHo npu N®I3-MITI, 6one3nn Jladopa,
CUHAPOME MCeBAONIEHHOKCA). Y 25 nauneHToB BbisiBIe-
Hbl P3JINYHbIE NOKaNbHbIE UK AUDAY3HbIE USMEHEHUS
B rOJI0BHOM MO3re pa3finyHoro reHesa (Taén. 1). Han6o-
Jiee 4acTO KOHCTATUPOBANINCL MPU3HAKW NepuHaTanb-
HOW TUNOKCUYECKU-ULIEMUYECKON IJHUedanonatuu, a
TakxXe pasfinyHble KopTukanbHble gucnnasuu. B 100%
CNy4YaeB CTPYKTYPHbIE HAPYLLUEHNS MO3ra BbIBAANNCH B
rpynnax nauueHToB ¢ CUMNTOMATUYECKON (POKaNbHOM
anunencuei n npu cuigpome GIOCM-03MA.

Tepanusa

Mpn Ha3HA4YeHUM aHTUINUENTUYECKOW Tepanumn Kak
B MOHOTepanuu, Tak W B MNONUTEpPanuUu B PassinyHbIX
KOMOUHALMNAX NONHAA PEMUCCUS BCEX TUMOB NPUCTYMNOB
6bina gocturuyta nuwb B 15 cnyvasax (38,5%). CHuxe-
HWE YacTOTbl MPUCTYNOB Ha droHe Al Habnoganoch y
18 nauneHToB (46,2%). Pe3ancteHTHOCTL K A3 0TmevYe-

Ha B 6 cny4asx (15,3%). TonbkKo B 04HOM Clly4ae npu Ha-
3Ha4yeHUn MoHoTepanuu Banbnpoatamu (KoHBYNeKc-
peTtapz) oTMedeHa pemuccus. Hanbonee addeKTUBHON
cxemon A3l B neveHunn naymneHtos ¢ IHM 6bina kKomou-
HaLuua NPOM3BOAHbIX BaNbNPOEBON KUCIOTbl C 9TOCYK-
cumugom (Cykcunen, MNeTHuAaH), Ha OOHE KOTOPOK Obl-
na JoCTUrHyTa pemMmmuccunsa y 7 naumeHTos u3 11, 410 co-
cTaBuno 63,6%. Takxe 3 DeKTUBHbIMU NMOKa3anu cebs
cnenywmne komouHauum A3MN: Banbnpoartbi+ToONMpamar,
BaNbNpoaTtbl+NamMoOTPUAKMH, BanbnpoaTbl+CynbTuam. B
12 cny4asx M3HavyanbHO NauMeHTaM HasHavanucb npe-
napatbl rpynnbl Kap6amasenuHa unnM oKkckapbasenuHa,
n3 Hux B 10 cny4aax (B 83,3%) oTmeveHa arrpasauus
npucTtynos 3HM nnu nossneHune nx de novo.

0O6cy:xkaeHue

Halue nccnefoBaHme nokasasno, 4To nosBsieHne B KIn-
HWYECKON KapTuHe 3NUIeNnTUYecKOro HeraTuBHOr0 MMUo-
KNOHyCa AO/DKHO HAcTOpaXkuBaTb Bpadel B niaHe ce-
PbE3HOM0 NPOrHO3a B OTHOLUEHWW KYNUPOBAHUS NPUCTY-
MoB, N BO3MOXHOI0 HanM4ns HapyLeHNA KOrHUTUBHbIX
yHKUMIA y nauneHToB. 3HM MOXeT BO3HMKATb Kak npu
MANONATUYECKMX, TaK U NPU CUMMITOMATUYECKMX/KPUNTO-
reHHbIX dhopmax anunencuu (Tassinari u coast., 1995). B
rpynne nauonaTu4yecknx anumencuit OH 06bIYHO HabMHo-
JlaeTcsl y OeTeil ¢ aTunu4Hoi (POKanbHOM 3nunencuen
[eTCKOro Bo3pacTa (CMHAPOM MNCeBAOSIEHHOKCA), KOTO-
pas, Kak U3BecTHO, OT/IN4AETCA PE3NCTEHTHOCTBIO U KOT-
HUTMBHbIMM HapyweHuamu (Dalla Bernardina n coasr.,
1989; Tassinari n coaBt., 1995; Capovilla n coasT., 2000). B
neTckom Bospacte AHM Takxxe MOXKeT HabnLaTLCS NpK
cuHgpome Jlanpay-KnedppHepa, anunenTu4eckom aHue-
hanonatum ¢ 3NeKTPUYecKUM 3nNUNenTUHeCcKUM crary-
COM MEJJIEHHOr0 CHA, a TakXKe Npu ngnonaTnyeckom gro-
KanbHOM anunencuy ¢ NceBoreHepann3oBaHHbIMK Npu-
cTynamm n poKasibHOW 3NuUIencumn 4eTCKoro Bo3pacra co
CTPYKTYPHbIMWU W3MEHEHUAMM B MO3re 1 [o6poKaye-
CTBEHHbIMW 3NUIENTU(OPMHBIMA NaTTepHamu Ha 33l
(MyxwuH K.H). n coasT., 2000; MyxuH K.H., 2009; MyxuH 1
coast., 2010; Tassinari u coast., 2002). 3HM moxeT BO3-
HWKaTb NpW CUMNTOMATUYECKMX (PoKaNbHbIX opmax
anunencum ¢ (PeHOMEHOM BTOPUYHON OunartepasnbHOm
CUMHXPOHM3aummn Ha 3T, yaile npn NO6HON NloKanm3aumum
o4ara (Kapnios B. A. n coasr., 1987; MyxuH K. 0. n coasr.,
2006). K aTtuonormyeckum ¢aktopam BO3HUKHOBEHMS
cumnToMaTtuyecknx dopm anunencun ¢ IHM oTHocAT B
TOM YUCJIe 1 MATOXOHAPMWANbHbIE 60/1€3HU, NOC/IEACTBYE
nepuHaTanbHOM TUNOKCUYECKU-ULLEMUYECKON 3HUeda-
nonaTum, COCyAUCTble ManbopmaLun, nNporpeccupyto-
LiMe MUOKIIOHYC-3anuencun (npexae Bcero — 60se3Hb
JTacbopa 1 HelMpoHanbHbIE LepouHbIE NMNOMYCLNHO3bI),
(hokanbHble Kopkosble Aaucnnasum (Werhahn K. J.,
Noachtar S., 2000; Nabbout R., Dulac 0., 2003). OnucaHbl
KOpTUKanbHble ManbopmMauun, accouunpoBaHHble C
hokanbHbiM 3HM (Guerrini n coasT., 1993; Guzzetta F. n
coasT., 2002; Tassinari n coasT., 1995).
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ViccnepoBaHue nokasano, 4TO XapakTepHON 0CO6eH-
HOCTbK Pa3nunyHbIX QOPM 3INWUMENCUN, acCOLMMPOBAH-
HbiX ¢ AHM, aBNsETCA NPeUMYLLIECTBEHHO PaHHUI Ae60T
npuctynos. pn 3TOM B MoaaBnstoweM O0NbLINHCTBE
cny4aeB AHM nosABNANCA B KMMHNUYECKOW KaPTUHE MO3XKE.
[laHHOe 06CTOATENbCTBO MOXET NPUBOAUTL K OLWING0Y-
HOM AWarHOCTUKe W HenpaBuiibHOMY HasdHadeHuto A3,
0C06eHHO KapbamasenuHa, B cyvae aebtoTa 3abonesa-
HUA ¢ POKaNbHbIX NPUCTYNOB. Hawwy pe3ynbTathbl, a Tak-
Ke nybnukaumm apyrux aBTopos, NokasbiBatoT, 410 IHM
HanboJiee H4acTo NPUCOELNHAECTCA K FTEMUKIIOHUYECKUM 1
BTOPMYHO-TeHepasn30BaHHbIM CYAOPOXHbLIM MPUCTynam
(Guzzetta n coaBr., 2002), TO €CTb K «KNnaccu4ecknm» ¢o-
KanbHbIM npucTynam. ba3oBbiMK npenapatamu B feye-
HUW hOKanbHbIX DOPM 3nusencum TPaguLMOHHO ABNA-
H0TCA KapbamasenuH uam okckapbasenuH. OgHaKo Ha3Ha-
YyeHue ykadaHHbIx AJI nayueHTam Haweii rpynnbl npuse-
N0 K arrpaBawuuun UM NOSIBNEHNO ANNNENTUYECKOro Hera-
TUBHOI0 MUOKNOHyca de novo B 83,3% cny4vaes! Hawe
HabNaeHNe cornacyeTcs ¢ nybnukaumamm, nokasasLwm-
MU BO3MOXHOCTb arrpasauum npuctynos 3HM npenapa-
Tamu rpynnel kap6amasenuHa (3eHkos, 2005; Nanba Y, n
coaBT.,1999; Hahn A. 1 coaBT.,2004; Parmeggiani L n co-
aBT.,2004). Hanbonee adppekTuBHom cxemoi A3I B neve-
Hun nauyneHToB ¢ AHM 6bina KOMOUHALMSA NMPOU3BOAHbIX
BaJIbMPOEBOW KUCIOThI C 3TOCYKCUMU0M, HA hOHE KOTO-
poii 6b111a 4OCTUTHYTa pemuccus B 63,6% cnyyaes. Bbico-
Kast 9P PeKTUBHOCTb CYKLUMHUMUAOB B OTHOLWEHUM IHM

6bina oTMeYveHa u B gpyrux nyonukaumax (MyxuH K. H0. n
coaBT., 2006; Oguni H n coasT., 1998; Capovilla G 1 coasT.,
1999).

Ba)XHO OTMETWUTb, 4TO Y OHOIO M TOr0 e MnauneHTa
CTeNeHb BbIPAXXEHHOCTW HEraTMBHOIO MMWOKIOHYCa W3
npucTyna B NMPUCTYN MOXXeT BapbupoBaTtb (Tassinari un
coasT., 1995). B xofe Halwero uccnefoBaHuns 6bii0 Bbl-
ABneHo 14 knuHuyecknx gpeHoTunos AHM, npu aTOM Yy
OAHOr0 NauMeHTa BO3MOXXHO Hanu4ime A0 7 pasHoBU[-
HocTen AHM, 4TO MOXKET 3HAUYNTENbHO 3aTPYAHATL BU3Y-
aJIbHYH0 OLEHKY 6€3 3/1eKTPO-K/IMHNYECKOro NoATBEPX-
JeHns npun Buaeo-33-MOHUTOPUHTE.

ToT hakT, 4TO INUNENTUYECKUIA HEraTUBHbLINA MUOKJIO-
HYC 4acTo HabnoaaeTca Npu aNUIenTUYecknx aHueda-
f10NaTUsAX, CAMNTOMATUYECKUX DOKASbHbIX 3MUENCUAX
C heHOMEHOM BTOPUYHOW 6unaTepanbHON CUHXPOHM3A-
UMM AUKTYEeT Heo6X0AMMOCTb MAKCMMAaNbHO TLlATENb-
HOro yrny6neHHoro o6cnefoBaHus nayneHtos. O6cene-
JI0BaHME OO0J/HKHO BKIIKOYaTb MPOAO/MKEHHbI BOM no
crneunanbHoMy cueHapuio B guHamuke, MPT ronosHoro
MO3ra, reHeTU4eCKOe KOHCYNbTUPOBAHME. B cBA3M C Bbl-
COKMM NMpoLeHTOM arrpaBauuv npuctynos IHM cnegyet
OrpaHMYnTb Ha3Ha4YeHMe npenapaTos rpynnbl kKap6ama-
3enunHa. B page cnyyaes oTMeHa kap6amMasenuHa MOXeT
NPUBOAUTL K CYLLECTBEHHOMY COKPALLEHWUID YacTOThI
npuctynos IHM, gake 663 U3MeHeHUs pexxnuma npuema
apyrux A3M.
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INCIDENCE RATE OF DIFFERENT FORMS OF IDIOPATHIC CHILDHOOD FOCAL EPILEPSY
Mukhin K.Yu., Mironov M.B.

St. Luke Institute of pediatric neurology and epilepsy, Moscow

The structure of idiopathic focal forms of epilepsy was investigated on 1118 patients with diagnosis of epilepsy, and aged from
the first days of life to 18 years. Their age enabled to monitor the debut of seizures. The methods of investigation included
clinical examination, video EEG-monitoring, testing by neuropsychologist and, when necessary, neurovisualization. In 189
cases (16.9% of the total number of patients with the debut of seizures before 18) the idiopathic focal epilepsy forms were
diagnosed. In 99 cases (8.8% of patients) the diagnosis was “Idiopathic focal epilepsy (IFE) with central temporal spikes”. The
idiopathic occipital lobe epilepsy (IOE) was found in 47 patients (4.2 % of cases). IFE with pseudo-generalized seizures (IFE-
PGS) was observed in 31 patients (2.8% of cases). The idiopathic focal epilepsy of infancy (IFEI) was seen in 5 cases which
equals to 0.5% of the total patient group. The idiopathic focal epilepsy with affective symptoms (IFEAS) was diagnosed in 7
patients (0.6%). Rolandic epilepsy was most frequently found in the IFE group (52.4% of cases). The idiopathic occipital lobe
epilepsy was diagnosed in 24.9% of cases. The IFE-PGS was seen in 16.4% of patients, IFEAS —in 3.7% of cases, and IFEl —in
2.6% of cases. By and large, the results are in line with those obtained in the majority of foreign studies on the incidence rate
of the idiopathic focal epilepsy forms.

Key words: idiopathic focal epilepsy, incidence rate.
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