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Kadchenpa nesponorun n anunenronorun @YB I0Y BI10 PFMY um. H.U. luporosa Poc3gpasa
WHCTUTYT BeTckoi HEBPONOruu n anUnencun umenn Cearurens Jlykn

Pestome: ¢ yenvio u3yuenus anammecmu1ecKux,
KAUHUKO-3NIeKMPOIHUeDanozpaguueckux u neii-
posu3yanu3ayuorHbLX 0CObeHHOCmel nayueHmos
C ANUNNMUYCCKUM He2AMUBHBIM MUOKIOH)COM
(PHM) ¢ 1999 no 2010 22. 66110 06caedosarno 1118
NAayuermos ¢ yCmar08eHHbIM OUAZHO3OM INUJLeT-
CULL C 0COIOMOM NPUCILYNO8 O NEPBBLX CYMOK HCU3-
Hu 00 18 nem. Bcem nayuenmam 66.10 npoeeoeHo
KAUHUYECKOE 00C1e008aHUe HEBPOSIOZOM U PYIMUH-
Hoe DOI-uccanedosanue; maxice 60 6cex CY4anx
npoeoouUnca npoooaIeHHovili 6uUdeo-JII -
MOHUMOPUHZ C BKIIOUCHUCM NOBEPXHOCINHO20 MU-
ozpaguueckozo anexmpooa. Ha ocrosanuu nony-
YCHHBLX OAHHbLX ObLI 6bINOIHEH AHANUS CIMPYKIN)-
oL popm anunencuu, accoyuuposartslx ¢ SJHM,
nooKpensenHoili 0aHHbIMU HelUPOBUOYAIUIAUUL U
pesynemamamu mepanuu. Tax, naubonee spgpex-
mueroti cxemoil ADI 8 newenuu nayuermos ¢ DHM
ObLILA KOMOUHAUUA NPOUIBOOHBLX BABNPOCBOI KILC-
JIOMbL € IMOCYKCUMUOOM, 8 ThO BPeMA, KAK NPU UC-
NOIL306AHUL KAPOAMAZeNUHA UL OKCKapOa3en-
Ha, YACMO OMMEUANACt a22pasauus npucmynos
DHM unu nosaenenue ux de novo. Uccaeoosarue no-
KaA3azo, 4mo noaeaeHue 8 KAUHUYeCKol Kxapmumne
DHM 00212:1c1H0 HAcmMOopaxicusams epaveti 6 naare ce-
pvesno020 npoernosa 6 OMHOUEHUY KYNUPOBAHUA
nPUCMynos, u 603MONHO20 HANUYUAL HADYULCHUL
KOZHUMUBHBLX PYHKUUIL XapaKkmepHoti 0coberHHo-
CMBIO PA3AUUHBLX POPM INULENCUL, ACCOUUUPO-
sannbix ¢ DHM, A6214emca npeumyu,ecmsento pam-
HULL 0e010Mm NPUCILYNO8.

Knrouesole c106a: 3NUNENCUSL, INUNCTINUYECKULL He-
2aMUBHbLIL MUOKJIOHYC, 6U0e0-DDI" MOHUMOpUHL,
anunenmuveckas snyepanonamus, A1

NMUNENTUYECKUA HEeraTuBHbIA MUOKIIOHYC (IHM)

— OAWH M3 pefKux TUMOB ANUNENTUYECKNUX MPU-

cTynoB y pgeteil. OnpenenseTcs Kak BHe3amnHoe
pe3koe npepbiBaHne TOHUYECKOW MbILLIEYHOW aKTUBHO-
CTKW, coBnajaroLLee no BpeMeHu ¢ anuaenTudOpMHbIMU
paspsagamu Ha 33l 6e3 nNpeaLEeCTBYOLLEr0 MUOKITOHN-
yeckoro KomnoHeHta (Guerrini R. u coast., 1993;
Tassinari C. A. n coasT., 1995).

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

Mepnoabl MHrMOMPOBAHMA MbILEYHON AKTMBHOCTH,
CBSI3aHHbIe CO Cnarkamm Ha 3/1eKTpoaHuedanorpamme
(03I, Bnepsble 6bIIM 06HAPY>XeHbI Tassinari 1 CoaBT. B
1968 r. (Tassinari n coasT., 1968). OCHOBHOW K/MHUYe-
CKOM 0cob6eHHOCTbI0 AHM siBnsieTca BHe3anHas Mbllley-
Has aToHUA No rpaguneHTy cunbl TsXxecTn (Myxun K. HO.
1 coasT., 2000; Dalla Bernardina u coast., 1989). Knuuu-
4yecKue MposiBNieHNs MOTyT 6bITb KaK YHMNaTepasnbHbl-
MU, TaKk u 6unarepanbHoiMu (Tassinari C. A. n coasT,,
1995).

BbisiBfieHVEe aNuNenTU4eckoro HeraTUBHONO MUOKJIO-
Hyca TpebyeT 0093aTeNlbHON perucTpauny KinmHUKO-
3NeKTpO3HUedanorpad4yeckoro Koppensata — anu3on
CHMXXEHUNSI MbIWEYHOr0 TOHYCA, BO3HMKAKOLWMA B MO-
MeHT anunenTudopmHoro paspsga (Tassinari C. A. n co-
aBT., 1995). CneayeT nMeTb B BUAY, 4TO B HEKOTOPbIX
CNny4asx KJAWHWYECKME NPOSABIIEHUA 3INWUIENTUYECKOrOo
HEeraTMBHOIro MUOKJIOHYCa MOTYT ObITb BECbMa YMEPEH-
HbIMMW U NPAKTUYECKN HE3AMETHbLIMMU, YTO 3aTPyAHSAeT
ANarHoCTUKY AAHHOMO TUNa NPUCTynoB..

Llenb uccnepnoBaHusa: M3y4eHWe aHAMHECTUYECKUX,
KJTMHUKO-3NEKTpo3Huedanorpauyecknx n HepoBu-
3yanun3aunoHHbIX 0COBGEHHOCTEN NaLMEHTOB C anunen-
TUYECKUM HEraTUBHLIM MUOKOHYCOM.

Marepuaabsl U METOABI

B uccnepnosaHue Bownu 1118 nauneHToOB ¢ YCTAHOB-
JIEHHbIM AWArHO30M 3Munencumn ¢ e6oToM NPUCTYNnoB
OT NepBbIX CYTOK XU3HKM 10 18 neT. NauneHTbl HabNOAA-
nnck B IHCTUTYTe JETCKON HEeBPOSIOTMN 1 3NMENcumn ¢
1999 no 2010 rr.

13 1118 nauneHTOB B 39 CNy4asx BbIABEH ANUNENTU-
4YeCKWIN HeraTUBHbIA MMOKMOHYC, 4TO cocTaBuno 3,5%
OT 06Wen rpynnbl NAUMEHTOB C anunencueir. Bo Bcex
cnyyasax IHM 3apermctpupoBaH npu NpoBefeHMn npo-
JOJKeHHOro Bnaeo-33I moHuTopuHra. Bospact nauym-
eHToB ¢ AHM Bapbuposan ot 3 00 22 ner.

MiccnepoBaHue NpoBOAMIIOCH HA KITMHUYECKUX 6a3ax
Kadeapbl Hesponorum u anunentonorun ®YB oY BrO
PrMY um. H. /1. Muporosa n Ha 6a3e IHCTUTYyTa AeTCKON
HeBponoruu u anunencum um. Ceatutens Jlyku.

[narHoctuka anunenTu4ecknx cUHLPomMoB 6a3mpo-
Basiacb COrNacHO KpUTepuam MeXxAyHapoaHON Knaccu-
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dukaumm anunaencuii, aNUNenTU4ecknx CUHLPOMOB U
CX0Xux 3abonesaHuii (1989 r.), a TakKe Ha OCHOBaHUU
noknaga komuccun ILAE no knaccudmkauum m tepmu-
Honoruu (2001 r.).

Bcem naumeHTam 6b1710 NPOBEAEHO KIIMHUYECKOE 06-
clnefoBaHue HEeBpOJIOrom n pPYTUHHOE 99rl-
nccnefoBaHne; Takxe BO BCeX Ciyyasax MpoOBOAMICA
NMPOAOJIKEHHbIV BUAE0-33-MOHUTOPUHT C BKITHOYEHNEM
MOBEPXHOCTHOrO MMOrpacuM4eckoro 3siekTpoga. 310
MO3BOJINMO 3anucaTb CUHXPOHHO 3NIEKTPO3HLedano-
rpaMmmy, 3/IeKTpOMUOrpaMmMy 1 BMAEO B MOMEHT Hera-
TUBHOIO MMOKJTOHYCA A/ YTOYHEHUA XapakTepa napok-
cnm3mMoB. Bcem 605bHbIM 6b110 npoBeaeHo KT unn MPT
nccregoBaHue.

Pe3yiabraTsl

Cpeaun o6cnegoBaHHbIX Hamu 60MbHbIX ¢ AHM oTme-
4anochb 3Ha4MTeNbHOe NpeobnagaHune B rpynne nauueH-
TOB MY>XCKoro nona (59% cny4aes npoTtus 41%).

MpeacTaBnseT WHTEpPeC aHanu3 CTPYKTypbl Qopm
3nunencum, accounmpoBaHHbix ¢ IHM (tabnuua 1). Ham-
60see 4aCTO BbIABAAINCH CUMNTOMATUYECKNE/BEPOST-
HO cumnToMaTmyeckme oKanbHbie/MynbTUOKaNbHbIE
anunencum — B 13 cnyyasx; CUHAPOM MCeBAOIEHHOKCA
— 9 nauymeHTOB; hoKanbHas anunencus AeTCKOro BO3-

pacTta co CTPYKTYPHbIMU U3MEHEHUsIMW B MO3re U fA0o-
6POKA4eCTBEHHbIMY 3NMNENTU(OPMHLIMIU NaTTEPHAMM
Ha 33l (®3ACUM-O3N[) — 9 naymeHToB. Camoi MHOT0-
YUCNIEHHON 0Ka3afacb rpynna nauneHToB C PasfinyHbl-
MU popmMamm 3NUNenTUYecKUx dSHuedanonaTuii get-
CKOro Bo3pacTa, aCCOLMMPOBAHHbIX C JOOPOKA4eCTBEH-
HbIMW 3MMNENTUGOPMHbLIMU NATTEPHAMU AETCKOr0 BO3-
pacta (O9MA) (Bkn4as CUHAPOMbI NCEAO0NIEHHOKCA,
Nanpay-KneddHepa, 3NeKTPU4eCKOro anunenTu4eckKo-
ro ctaTyca MeAneHHoro cHa) — 14 nauneHToB. Mpu aTOM
B 11 cnyyadax oTMedyeHa TpaHcdopmauus ponaHguye-
CKOM 3nunencum B 3NuWienTuyeckme 3Huedanonatuu
JIeTCKOro Bo3pacTa, accouumpoBanHbie ¢ O3M0. gno-
natuyeckas yokanbHas anunencus ¢ NcesaoreHepanu-
30BaHHbIMU NpUCTynamu oTMe4veHa B 1 cnyyae.

Jle6tot npuctynos. [e610T anunencumn B rpynne naum-
eHToB ¢ IHM oTmeyancs B LUMPOKOM BO3pPacTHOM Aua-
nasoHe o1 1-ro mecsya )u3uu go 12 net (puc. 2). Cambii
paHHuIn e60T Habnwapancs y 3 nauMeHTOB B Mepuoj
nepBoro Mecsua XusHu. Hanbonee no3gHuii BO3pacT
Ha4vana anunencuun — B 12 net. Mocne 12-n neT BO3HUK-
HOBeHue Bnepsble anunencun ¢ IHM He HabnAaNoCh.
Hambonee 4acto Hayano 3ab6oneBaHUs KOHCTATUPOBaA-
N0Cb B NpeBble TPY rofa XU3Hu (24 nauymeHTa): Ha nep-
BOM rogy »usHu — B 10 cny4yasx; B Bo3pacrte 2-X fieT — B

®dopma anunencum (KONUYECTBO NALUEHTOB) HeiipoBusyanu3sauus (K0NM4ecTBO NaLMEHTOB)
bonesHb YH(peppuxTa-Jlyng6opra 1 OuddysHble aTpopU4ecKme n3MeHeHus 1
bonesHb Jlaghopa 1 Hopwma 1
Nd3-MNrn 1 Hopwma 1
BeposiTHO cumnTomMaTuyeckas gpokarsb- 2 Hopma 2
Has anunencus
Cumntomartunyeckas pokanbHas/mynstu- | 11 Maxurupuns 2
dhokanbHas anunencus OunbdysHas naxurnpus —nuccaHuedpanus 1
Komnnekc Ty6epo3HOro ckieposa 1
MopaHuedanunyeckas kucta 1
Quarosas atpodpus no6HO-BUCO4HOI 06nacTu 2
[M1o3 TeMeHHON Jonun 1
MocTremopparuyeckas Kucra 1
OunddysHble aTpohu4ecKme N3MeHeHMs NepuHaTanbHOro reHe- 2
3a + runonnasus Mo30JIMCTOro Tenam
®3acmMm-gang 9 | Anddy3sHbie aTPOPUYECKNE NUBMEHEHUSA + 30HbI MEPUBEHTPUKY- 5
JIAPHON Nenkomanauuu
Maxurupuns 1
®OKJ1 no6HO-TeMeHHON o6nacTu 1
Cy6aneHanManbHble KUCTbI 2
Cunppom Nanpay-KnedbdHepa 3 Hopma 2
OK[ neBoii TEMEHHOW 40K 1
CuHppom ncesfo-JleHHoKca 9 Hopma 7
K]l BUCO4HOM f0nn 1
PaclumpeHne BUCOYHOIO pora 60KOBOI0 Xenygo4ka 1
CnMHOpPOM 3NeKTPUYeCcKOro cratyca Meji- 2 Hopma 1
JIEHHOTO CHa OKJ1 no6HOW gonu 1
Bcero 39 39

TaGmauma 1. ©opMBI SMTHIENICUH, ACCOLIUUPOBAHHBIE C DHM U Pe3y/IbTaThl HEHPOBU3YTU3AIIUH.

HOD-TITTI — mpnonarudeckas (poKaIbHas MUIETICUA C ICEBAOI€HEPATUIOBAHHBIMU IPUCTYIIAMU

OOACUM-IDIN] - hOKanbHASA SMUIENICHA AETCKOIO BO3PACTA CO CTPYKTYPHBIMUA U3MEHEHUAMHU B MO3T'€ U IOOPOKAYECTBEHHBIMU

ANUIENTU(OPMHBIMU NATTEPHAMHU HA DOT

OK]I - ¢poxanbHasg KOPKOBAA JUCILIA3HA.
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8 cnyvasx; B 3roga—B 6 cny4yasx. B Bo3pactHOM nHTep-
Bane ot 4 go 7 net ge6bwT anunencuu Habnwoaancs y 11
nauneHToB. C 10 o 12 net anunencusa BO3HMUKaNa T0Mb-
KO B 3-X criyyasx, npuyem B ABYX Cry4asx no3gHero ae-
6toTa (B 12 net) BepeduympoBaHbl (OPMbI NPOrpeccu-
PYHOLLNX MUOKSTOHNYECKUX ANUSTENCUIA.

CnefyeT OTMETUTb, 4TO TONIbKO B TPEX CNy4asx cpeam
nauMeHTOB HaWen rpynnbl dnunencus aebroTuposana ¢
3NMNEenTUYeCKOro HeratTuBHOro MUOKNOHyca. Cpeam
Apyrux TMnoB NpuUcTynoB B Ae6toTe Hanbosee 4acTo 0T-
MeYanmncb reMUKOHBYJIbCUMBHbIE NPUCTYNbI — B 14 cnyya-
X, BTOPUYHO-TEHEPann30BaHHble CYy[OPOXHble — B 8
cnyyasx, ookanbHble MOTOPHbIE — B 5 criy4asx. Pexe
BCTPEYANMCb Takue TUMbl MPUCTYNOB, KaK aTUMUYHbIE
abCaHCbl, TOHMYECKME 3MUNEenTUYecKne cnasmbl, ge-
6puSIbHbIE CY[OPOrK, reHepasin3oBaHHbIe CyA0POXHbIE
NPUCTYNbl — M0 2 cNy4as, COOTBETCTBEHHO; Y OHOTO0 na-
uneHTa fe61oT anuaencum 0TMe4asncs ¢ nosBaeHns aTo-
HUYEeCKUX NPUCTYNOB.

Bospact pe6toTa 3nuienTUHECKOro HeraTuBHOTO
MMWOKJIOHyCa BapbupoBan oT 9 mecsues o 13 net, n B
cpegHem coctaBun 5,5 net. OTMeYeHO ABa NuKa BO3-
HUKHOBEHWS HEraTUBHOIO MUOKIOHYCA — HAaM6ONbLUINIA
O0TMe4arncs B BO3pacTe 0T 2 10 4 NneT, a Takxe B 7-8 net
(puc. 1). Hanbonee paHHuii fe6OT HEraTUBHOINO MUO-
KJIOHyca oTMeYancs npu CUMNTOMaTUYeCcKUX popmax
3anunencumn, u B BO3PACTHOW KaTeropuu AeTen nepsbix
Tpex NeT XWU3HWU cumnTomatnyeckne OpMbl anunen-
cum oTmevanuck y 10 naymeHToB n3 15. B Bo3pacte ot
4yeTbipex 40 NATU NET HeraTUBHbLIA MUOKJTOHYC Ae60TU-
posany aeTei ¢ CUHAPOMOM NCEBAOJIEHHOKCA B 5 cny-
yaax u3 9. 9HM npu cuHgpome Jlanpay-KnedpdHepa
fAeboTupoBan B Bo3pacTte 6-8 net. HeraTueHbIA MMO-
Knonyc npun ®3CM-O3MN[ ognHakoBo 4acTo Aebro-
TUpOBan BO BCEX BO3pACTHbIX rpynnax. Hambonee
NO34HUIA Ae6l0T HEraTUBHOrO0 MUOKJIOHYCA Habnwaan-
CS Npu NPOrpeccmpyrowmx MUOKIOHNYECKUX 3nusen-
cuax: npu 6one3nn Jlacdbopa — B 12 net, npu 6051e3HU
YHbeppuxTa-Jlyna6opra — B 13 ner.

-
L

KonuyecTtBo nauneHToB
O=_2NWAhOONO®OO
I

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

Bospact

—— [e6ioTr 3HM  —=— [e6toT anunencuu

PucyHok 1. Bo3pacT ge610Ta SNUIENCUn U
SMUJIENTUYECKOTO HETATUBHOTO MUOKJIOHYCA.

28,2% 28,29
2% 282% 25,6% 20,5%

Ba)XHO OTMETUTb, 4TO POAUTENN HE BCErAa 3aMedarnm
NPUCTYNbl ANUENTUYECKOr0 HEeraTMBHOr0 MUOKIIOHYCA,
ny 12 naymentoB (31%) 3TOT BMUA NPUCTYNOB BMepBbIe
Obil  BbIIBNIEH  NpuM  NpoBeAeHUM  BMAE0-33M-
MOHWUTOPWHra.

Y BCex NayneHTOB aNUNEeNTUYeCKUiA HeraTUBHbLIN M-
OKJIOHYC 6bIN BEpMULMPOBAH NPy NPOBEAEHUN BUEO-
J0l-moHuTopuHra. G uUenblo BbIABNEHUS ANuUsenTuye-
CKOr0 HeraTMBHOro MWOKJIOHYCA BCE NauueHTbl NPOXo-
AWnun TecTUpoBaHue B Npobe bape; Takxe npoBoannach
npo6a ¢ ANMTeNbHbIM OPTOCTATUYECKUM MOSOXEHNEM
naumMeHTa U CMEHON NOJSIOXKEHUS nauueHTa U3 BepTu-
KanbHOro B ropu3oHTanbHOe. ITO NO3BONSANO BbISABUTb
CKPbITbIA, HE 3aMeTHbIV B JieXXa4yeM MOJIOXKEHUN, 3Nu-
JIENTUYECKNIA HeraTUBHbLIA MUOKIIOHYC, a TakXXe andde-
pPeHUMPOBAaTb HEraTUBHbLIA MUOKJIOHYC OT aKTUBHOTO.

KnuHunyeckn npuctynel 3HM xapaktepu3oBanuch
BHE3aMHbIM CHMXXEHMEM MbILLEYHOr0 TOHYCa U nosiBe-
HWEM aTOHWUW MO FPASNEHTY CUJbl TAXKECTMN B PA3SINYHbIX
rpynnax mbiwy. Ham yganocs Bbigenuts 14 oeHOTUNOB
9HM B 3aBUCUMOCTU OT CTEMEHN BOBJIEYEHNSA CKENTETHOW
MyCKynaTypbl (puc. 2). lMpn 3ToM y 60/bLINHCTBA NaALK-
€HTOB Pa3HOBUAHOCTb AMNUIENTUYECKOr0 HEraTUBHOIMO
MMWOKOHYCa 3HA4YUTENIbHO BapbupoBana u cocTaensnia
oT 1 0o 7 BMAOB y 0AHOro nauueHta. Hanbonee 4acto
BcTpevanca OHM ogHoii n3 BepxHuUX KoHe4yHocTen (y 28
nauneHToB — 71,8 %), KNIMHNYECKN NPOABIIABLUNIACA BHE-
3aMHbIM OMYCKAaHMEM pPYyKW, NPEVMYLLECTBEHHO Mpej-
nneybs Nofd AENCTBMEM CUMbl TSHKECTU B npobe bape,
BbiNaJieHWeM npeaMeToB u3 pyk. Y 11 naumeHToB
(28,2%) oTmeyanock covetaHue IHM B mMblLax weun un
TY/I0BULLA, KIIMHNYECKN NPOSABNSBLUEECS KUBKOM U «3a-
BanMBaHMeM» TyJOBULLA MOA AENCTBUEM CUIbl TSXKe-
ctn. Y 11 naymeHToB (28,2%) Hapsagy ¢ MycKynaTypoii
LLEen B NPOLIECC BOBJIEKANNCH MbILLbI PYKW 1 TYN0BULLA.
Tak>ke 4acTo BbISIBAANCA 3NUIENTUYECKNIA HEraTUBHbIN
MMWOKOHYC, 3aTParmBatoLLMin MbiLLbl Wen (y 8 nauneH-
T0B — 20,5%), KNMHNYECKN BbIPAXKABLUMIACSH KOPOTKUMU
MACCMBHLIMN KUBKAMW BMepen Wian PeTponysibCUBHbIM

20,5%
° 154% 12,8% 12,8%

Hpyka B KMBOK+TyNOBMLLE KMBOK+pyKa+TynoBULL &
BEKM KMBOK N TyrosuLLe

M KMBOK+pykKa M Hora H 2 pyku

W 2 Horu N pyKa+TyrosuLe M KMBOK+TYTOBULL €+HOra

77% 7,7% 7,7% 51% 5,1%
H EH EH = =

B KMBOK+BEKM B KMBOK+BEKU+TynoBuLL e

Pucynox 2. KinHUYeCKUE IPOABICHUSA SIUJICIITUYECKOTO
HETraTUBHOI'O MUOKJIOHYCA.
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3aMpPOKNAbIBAHNEM WAN NIETKUM HAKNOHOM FOf0Bbl B
CTOPOHY (B 3aBUCUMOCTW OT 3aHUMaeMON No3bl B MO-
MeHT npuctyna). Y 10 naumeHToB (25,5%) anunentuye-
CKWU HEraTMBHbIA MWOKNOHYC 3aTtparumean nepuopoéu-
TaNbHYI MYCKynaTypy, 4TO KJIMHWYECKN MPOSBAANOCH
anu3ogamu onyckaHusa Bek. Cnepgyet OTMeTUTb, 4TO
npuCTynbl nageHui otmedanucb y 11 nauumeHToB
(28,2%). Kak npaBusio, nageHnio npeawecTsoBan pac-
NMPOCTPAHEHHbIN ANUNENTUYECKUIA HEraTUBHbIA MUOKO-
HyC, ObICTPO, HO MOCJie40BaTe/IbHO 3aTparuBakLuii
MbILWLUbI LWeWN, TYN0BULLLA N KOHEYHOCTEN, H4TO YETKO pe-
rMcTpupoBanocb  nNpu  npoBedeHun  BuAeo-93l-
MOHWUTOPWHra. YpoBeHb CO3HAHWSA BO BPeMS MPUCTYNOB
3MUNENTUYECKOro HeraTuBHOro MUOKIOHYCA y BCeX Na-
LUMEHTOB 6blN1 HEe U3MeHeH. [Ipyrue KnuHuyeckne peHo-
Tunbl AHM BCTpeYanuch 3Ha4YNUTENbHO pexxe (puc. 2).

SOI-marrepusl D)HM 1 HHTEpHKTAJIbHAA
anmwienTu¢dopMHaAsA AKTHBHOCTH

CWHXPOHHO C 3NMNENTUYECKUM HEraTUBHbIM MUOKITO-
HYCOM pPerncTpmpoBanuch cneaytoime anunentTudopm-
Hble uameHeHusi Ha Q3 amddy3Hbie pa3psifbl KOM-
MJeKCOB «0CTpas-MeasieHHas BOSIHA» Pa3/IM4HON CTe-
MeHN CUHXPOHM3ALUNN C PErnoHaNibHbIM Ha4anom u am-
NANTYAHbIM aKLEHTOM, NpenmMyLLeCcTBEHHO B
NO6GHO-LEHTPANbHO-TEMEHHbIX OTBEAEHUAX Y 24 nauu-
eHToB (61,6% cny4aeB); 6unarepasbHO-aCMHXPOHHbIE
MWK-BOJTHOBbIE pa3psifbl, CKJIOHHble K Anddy3HOMY
pacnpoCTPaHEHUI0, MNPENMYLLECTBEHHO LeHTpasibHO-
TEMEHHO-BUCOYHOW NOKannu3auny ¢ amnanTygHbIM npe-
ob6nagaHmemM no 9neKTpojgam OAHOro nonywapus — B 7
cnyyaax (17,9%); natepanu3oBaHHble pa3psifbl KOM-

MJIEKCOB «0CTpada-mMmenJyieHHaa BOJIHA» C aMNNINTYAHbIM

npeo6nagaHuem B LEHTPanbHO-BUCOYHO-NOBHbIX OTBE-
neHnax B 7 (17,9%), n Tonbko B 0gHOM cny4ae (2,6%) —

pernoHanbHasa SHMﬂeHTVICt)OpMHaFI AKTUBHOCTb
«0CTpaa-mMmenneHHasa BOJIHA», NOKaNnM30BaHHasA B
LEHTPanbHO-TEMEHHO-BMCOYHO-NO6HOKW 06nactm  co

CKJIOHHOCTbI K ANM@Y3HOMY pacrnpoCTPaHEHMIO MO
MEXaHN3My BTOPWUYHOW OGUNATENbHOW CUHXPOHM3ALUN
(BBC) (puc. 3).

B mexnpuctynHoMm nepuoge anunentugopmHas ak-
TMBHOCTb peructpuposanack B 100% cny4yaes un 6bina
npefcTaBfieHa CRnegyloLwumy BapuaHTamu: perunoHanb-
HbIMK, MYJIbTUPErnoHaNbHbIMK, naTepann3oBaHHbIMMN,
AN dy3HbIMKU - anunenTudopMHbIMK - pasdpsagamu. [1o
MOPA0SIOrN KOMNJIEKCbI «0CTpas-MeasieHHas BOSIHA» Y
25 naymneHTtoB (64,1%) cootsetcteosanu A3M. B 29 cny-
yanx (74,3%) Ha 33l perncTpnpoBanoch coHeTaHNe MyJb-
TUPErnOHasnbHbIX N AMdy3HbIX pa3psanos (puc. 4).

Jpyrue THIIbI IPHCTYIIOB

ANuNenTUYeCcKnii HeraTUBHbLIM MUOKIIOHYC B Ka4eCTBe
€IVHCTBEHHOr 0 TUMNA MPUCTYNOB B KTIMHUYECKON KapTun-
He He OTMeYasncs HM B OAHOM cnydvae. [pu aHanuse
aHAMHECTUYEeCKNX JaHHbIX 6bIS10 BbISBEHO 13 pasnuy-
HbIX TUMOB NPUCTYMNOB, aCCOLMNPOBAHHbLIX ¢ AHM (Tabn.
2). YV 4 naumeHtoB kpome IHM Habniogancs TosbKo
OAVH TUMN NPUCTYNOB. B 0CTanbHbIX Ciy4yasx B «pasrap»
3a601eBaHNA PerucTpupoBanncL Tpu 1 60siee pasHbIX
TMnoB npuctynos. Hambonee 4acto 9HM accouunpo-
BaJICA C reMUKIOHUYeckumun npuctynamm (19 naunex-
TOB), aTUNU4YHbIMK ab6caHcamu (18 cryvaes) M BTOPUYHO-
reHepasn3oBaHHbIMKU  CYAOPOXHLIMU  NAapOKCU3MaMU
(16 cnyyaeB). Opyruve Tunbl NPUCTYNOB BCTPEYanuchb
3HAYUTENbHO pPeXKe — TOHWYeCcKNUe MPUCTYNbl, BKKOYas

e

Pucynox 3.

[ManuenT BH,, 5 nerT.

JMarHo3: CUHPOM ICEBAO-JIEHHOKCA

OIUIENTUYECKUHI HETATUBHBIN MUOKJIOHYC BOSHUKAJI
CHHXPOHHO C AU PY3HBIMU OUIATEPATBHO-ACUHXPOHHBIMU
pa3psAAAMHU KOMIUIEKCOB OCTPAA-MeJIEHHAA BOIHA
(CTpenKaMu OKA3aHA CUHXPOHU3ALINA).

‘VM\-"J\VMW&» .-V VL
g MA,J“"‘M«..MJMM N ‘r’-’ ‘AH"':

Pucynok 4.

IMamuenT B.H,, 5 ner.
JMarHo3: CMHAPOM IICEBIO-/IEHHOKCA.

B cocrosannu 604pCTBOBAHUSA PETUCTPUPYIOTCA JU(DDy3HbIE
paspAbl JOOPOKAYECTBEHHBIX SMUNIENTU(POPMHBIX IIATTEPHOB
aetctsa (JOI1/1) BBICOKOHM aMITTUTY/IbL, UMEIOIINE CIIEAYIOMIME
OCOBGEHHOCTHU: PETMOHAIBHOE HAYJIO B IIPABOI LIEHTPAJIbHON
(UEHTPAJIBHO-TEMEHHOH, 4 B PAJIE CJIy4Yd€B — B LIEHTPAJIbHO-
TEMEHHO-BUCOYHOIT) O6/TACTH C MTHOBEHHBIM OUJIATEPAJIBHO-
ACUHXPOHHBIM PACTIPOCTPAHEHUEM HA TOMOJIOTUIHbIE OT/IEIIBI
KOHTPaJIATEPAJIBHOTO NMOMYMIAPUS U Jjasiee — AUPPY3HO.
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OpVIrI/IHaﬂbele cTaTtbm

Kon-Bo
Tunbl npucTynos NaUMeHToB MpumeyvaHue
[eMWKOHBYIIbCUBHbIE 19
ATununyHble abCaHchbl 18
BIrcn 16
TOHWYeCKMe NPUCTYMbl, BKIHO- 6
4yas anunenTu4eckne cnasmol
ATOHMYeCKuNe 4
MWOKNOHNYECKNE NMPUCTYbI 5
®OoKaNbHbIA MUOKITOHYC 4
dnunenTuyeckas aypa 3 1 6oneBas
1 ceHcomo-
TOopHas
1 3putenbHas
TOpMO3HbIe NPUCTYMbI 3
®oKanbHble OKUMNUTasNbHbIE 2
BEPCUBHbIE
®oKanbHble MOTOPHbIE 2
[eHepann3oBaHHbIE CY0POX- 1
Hble
Buco4Hble CUHKOMbI 1

TaGauna 2. TUITbI TPUCTYIIOB, ACCOIUUPOBAHHBIE ¢ DHM.
* Y OAHOTO MAIIMEHTA MOXKET OBITh COUYETAHNUE PAZTUIHBIX
TUIOB IPUCTYIIOB

anunenTU4Yeckune cnasmbl — B 6 cnyvasax; MUOKIIOHNYe-
CKWe NMpPUCTynbl — B 5 cry4asx; POKanbHbIA KOPKOBbIN
MUWOKJTOHYC — B 4 Cry4asx; anunentuyeckas aypa u Top-
MO3HbIE NPUCTYNbl — M0 3 cnyyas; pokanbHbIe MOTOP-
Hble 1 OKUMNUTanbHble BEPCUBHbIE N BereTaTuBHbIE NPU-
CTynbl — M0 2 nauneHTa. leHepann3oBaHHble (Mo onuca-
HUIO poauTeneil) CYAOPOXHbIe MPUCTYNbl U BUCOYHbIE
CMHKOMbI OTMEYanucb N0 OAHOMY CJlyyald COOTBET-
CTBEHHO (Tabn. 2).

HerpoBusyaausanusa

Mpv nposegeHun HenpoBuayanuaauum B 14 cnyyasx
He 0TMEYEHO 3HAYMMbIX U3MEHEHUI B FTOJIOBHOM MO3re
(npenmywecteeHHo npu U®I-MITI, 6one3un Nadopa,
CUHAPOME MCeBAONIEHHOKCA). Y 25 nauneHToB BbISBIIE-
Hbl Pa3sinyHble NIOKasbHble NN And Qy3Hble N3MeHeHNs
B FOJIOBHOM MO3re pas3nunyHoro resesa (Ta6n. 1). Ham6o-
Jlee 4acTO KOHCTATWPOBANNChL MPU3HAKW NepuHaTanb-
HOW TUNOKCUYECKU-ULIEMUYECKO 3JHUedanonatuu, a
TakXXe pasnuyHble KOpTUKanbHble gucnnasmu. B 100%
C/ly4aeB CTPYKTYPHbIE HapYyLLUEeHNA MO3ra BbISBNAINCH B
rpynnax nayuMeHTOB C CMMNTOMATUYECKOW (POKasnbHOM
anunencuei n npu cuiapome GIACUM-O3MNO.

Tepanusa

Mpu Ha3HA4YeHUN AHTUANUNENTUYECKOW Tepannm Kak
B MOHOTEpanuu, Tak M B MOMMTEPAnuu B Pa3fN4HbIX
KOMOMHAUMSAX MOJTHAS PEMUCCUA BCEX TUMNOB NPUCTYMOB
6blna gocturHyta nuwb B 15 cnyyasx (38,5%). CHuxe-
HMe 4acToTbl NpucTynoB Ha poHe A3 Habnganoch y
18 nauneHToB (46,2%). Pe3ancteHTHOCTb K AJI oTMeve-

Ha B 6 cny4asx (15,3%). TonbkKo B 04HOM Criy4ae npum Ha-
3Ha4yeHUM MoHoTepanumu Banbrnpoatamu (KoHBYNeKc-
petapn) oTmeveHa pemuccus. Hanéonee appekTMBHON
cxemoui A9l B neveHun naymeHToB ¢ IHM 6bina Komou-
HauMa NPOM3BOAHbIX BaNibMPOEBOW KUCNOTbI C 3TOCYK-
cumungom (Cykcunen, MeTHUAAH), HA POHE KOTOPOIA 6bl-
f1a AOCTUrHYTa pemMuccuns y 7 nauneHTos us 11, 4to co-
cTaBuno 63,6%. Takxxe 9 PEKTUBHbIMI NOKa3anu cebs
cnegytowe komouHaumm A3M: Banbnpoartbl+TONMpamar,
BasibNpoaTbl+NaMOTPUIXKUH, BaNbnpoaTtbl+CcynbTnam. B
12 cnyyYasx M3HavyanbHO NauueHTam HasHa4Yanuchb npe-
napartbl rpynnbl Kap6amasenuHa uam okckapbasenuHa,
n3 Hux B 10 cny4vasax (B 83,3%) oTme4yeHa arrpaBauus
npuctynos AHM unu nosBneHune nx de novo.

O6cy:xaeHue

Halwue nccnenosaHme nokasarsno, 4To NosIBIEHWE B KJN-
HWYECKON KapTWUHe 3NnUnenTu4ecKoro HeraTMBHOro MUO-
KNOHyCa OO/KHO HAacTOpaXkmBaTb Bpadvel B MiaHe ce-
PbEe3HOro NPOrHo3a B OTHOLLUEHWUMN KYMUPOBAHUA MPUCTY-
MOB, U BO3MOXXHOI0 Hannyus HapyweHWn KOTHUTUBHbIX
yHKUMIA y naumneHnToB. IHM MOXET BO3HMKATbL Kak npu
NANONaTNYeCKNX, TaK 1 NPu CUMNTOMATUHECKUX/KPUNTO-
reHHbIX popmax anunencum (Tassinari n coast., 1995). B
rpynne nanonaTu4ecknx anNUIencuin OH 06bI4HO HA6NIO-
JlaeTcsl y OeTeil ¢ aTUNMYHOW (DOKaNbHOW anunencuen
JleTCKOro Bo3pacTta (CMHAPOM MCeBAO0JIEHHOKCA), KOTO-
pas, KaK U3BECTHO, OT/INYAETCS PE3UCTEHTHOCTbLIO U KOT-
HUTUBHbIMM HapyweHusamu (Dalla Bernardina u coasr.,
1989; Tassinari n coasT., 1995; Capovilla n coast., 2000). B
JeTckom Bo3pacTe IHM Tak>ke MOXKET HabngaTbCcs npu
cuHapome JlaHgay-KneddpHepa, anunentm4eckoii aHue-
hanonatuy ¢ ANEKTPUYECKUM INWUNENTUYECKUM CTaTy-
COM MeJJIEHHOI0 CHa, a TaKkxXe Npy NANONATUYECKON ¢o-
KasnbHOWA 3anunencun ¢ NceBaoreHepann3oBaHHbIMU Npu-
cTynamm n ooKanbHOW anunencun JeTckoro BO3pacra co
CTPYKTYPHbIMU W3MEHEHWAMU B MO3re U [o6pokaye-
CTBEHHbIMM 3NWUNENTUOPMHbIMI NaTTepHaMn Ha J3l
(MyxuH K.HO. n coasrt., 2000; MyxuH K.H0., 2009; Myxux n
coaBT., 2010; Tassinari n coasT., 2002). 3HM mo>xeT BO3-
HWKaTb NPW CUMNTOMATUYECKUX (DOKaNbHbIX (hopmax
anunencum ¢ )eHOMEHOM BTOPUYHOWN GunaTepasibHON
CUHXpOHM3auun Ha 3T, yale npu NO6GHOK Nokanuaayum
o4ara (Kapnos B. A. n coasr., 1987; MyxuH K. 0. n coasr.,
2006). K atmonornyeckum dpaktopam BO3HUKHOBEHWUSA
cuMmnTomaTuyeckux dpopm anunencum ¢ IHM oTHOCAT B
TOM YKCIIe U MATOXOHAPMWANbHbIE 60N1€3HU, NOCNeLCTBME
nepuHaTanbHON TMNOKCUYECKM-ULLEMUYECKON 3HUeda-
fionatum, cocyancTble MmanbdopmMaLnm, nNporpeccmpyo-
LMe MUOKNIOHYc-anunencumn (npexae Bcero — 60s1e3Hb
JTacbopa n HelipoHanbHble LepPOnaHbIe MMNOGYCLUNHOSbI),
(bokanbHble KopkoBsble aucnnasum (Werhahn K. J.,
Noachtar S., 2000; Nabbout R., Dulac 0., 2003). OnucaHsl
KOpTUKanbHble Manbopmaunm, accounmpoBaHHbIE C
dokanbHbiM OHM (Guerrini n coasTt., 1993; Guzzetta F. n
c0aBT., 2002; Tassinari n coasT., 1995).

19
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MccnepgoBaHue nokasano, 4TO XapakTepHOMW 0CO6EH-
HOCTbIO Pas3NuMyHbIX )OPM 3NUNENCcUmn, acCoLMNpPOBaH-
HbiX ¢ HM, ABNsSeTCA NPeNMyLLeCTBEHHO PaHHWUIA fe6l0T
npuctynos. lNpn 3TOM B nopgasnsitoLiemMm 60JIbLUMHCTBE
cny4aeB 3HM nosiBNSANCA B KIIMHNYECKON KAPTUHE NO3XKeE.
[laHHOe 06CTOATENbCTBO MOXET MPUBOAUTL K OLLIMGOY-
HOM OWArHOCTMKE M HeMnpaBUNbHOMY Ha3HadeHuto A3,
0c06eHHO Kapb6amasenuHa, B cryyae ae6rTa 3abonesa-
HUS C POKaNbHbIX NPUCTYNOB. Hawu pe3ynbTathl, a Tak-
Xe ny6nuKauum apyrux aBTopos, nNokKasbiBaoT, 410 AHM
Han6osee 4acTo NPUCOEANHAETCA K FTeMUKITOHUYECKUM ©
BTOPUYHO-TEHEPANIN30BAHHBIM CYLOPOXHbBIM NPUCTYNAM
(Guzzetta n coasT., 2002), TO €CTb K «KJlacCU4eCKUM>» ()0-
KanbHbIM npucTtynam. baszoBbiMu npenapartamu B ne4e-
HUM POKaNbHbIX POPM dNUNENCUN TPAZULNOHHO ABNS-
I0TCA KapbamasenuH unu okckap6asenuH. OgHaKo Ha3Ha-
YyeHue yKasdaHHbIX AQI naymeHTam Hallen rpynnbl npuBee-
110 K arrpaBavuu Uv NosBAEHNIO 3NMIeNTUYeCKOro Hera-
TUBHOTr0 MuoknoHyca de novo B 83,3% cny4yaes! Hawe
HabnoaeHne cornacyercs ¢ ny6amKaumamm, nokasasLm-
MW BO3MOXHOCTb arrpasauuv npuctynos 3HM npenapa-
Tamu rpynnbl Kap6amasenuHa (3eHkos, 2005; Nanba Y, n
c0aBT.,1999; Hahn A. n coaBT.,2004; Parmeggiani L n co-
aBT.,2004). Han6onee adppekTnBHoM cxemon A3MM B neve-
HUM nauneHToB ¢ IHM 6bina KOMOMHALMA NPOU3BOAHBIX
BasibNPOEBON KUCIOTbI C 3TOCYKCMMMAOM, HAa (DOHE KOTO-
poi 6blna JOCTUrHyTa pemuccus B 63,6% cnyvaes. Bbico-
Kas a(p(PeKTUBHOCTb CYKLUMHUMUAOB B OTHOWEHUN IHM

6blna oTmeyveHa u B gpyrux nyonukaumsax (Myxux K. . un
coaBT., 2006; Oguni H n coasT., 1998; Capovilla G n coasrT,,
1999).

Ba)XHO OTMETUTb, 4TO y OAHOrO U TOFO e naymeHTa
CTeNeHb BbIPAXXEHHOCTW HEraTMBHOrO0 MUOKOHYCa U3
npucTyna B NPUCTyn MOXXeT Bapbuposatb (Tassinari u
coaBT., 1995). B xoae Hawero nccnefoBaHns 6bin10 Bbl-
ABneHo 14 knuHnyeckmx deHotunos IHM, npu atom y
O[HOTrO MauMeHTa BO3MOXHO Hanuyiue Ao 7 pasHOBMA-
HocTel AHM, 4TO MOXKET 3HAYNTENbHO 3aTPYAHATL BU3Y-
aNlbHYH OLEHKY 6€3 3NeKTPO-KIMHNYeCKOro NOATBEPXK-
JIeHus npu Buaeo-33-MOHUTOPUHTE.

ToT hakT, 4TO ANUNENTUYECKNIA HEFaTUBHbLIM MUOKII0-
HYC 4acTo HabnaaeTcs nNpy aNUIenTMYecKMX aHueda-
nonaTusax, CAMNTOMaTUYeCKNX DOKaNTbHbIX ANUENCcUsax
¢ heHOMEHOM BTOPUYHOI 6unaTepanbHON CUHXPOHN3a-
LM AnKTYeT HE06X0AMMOCTb MAKCMMaJibHO TLaTeslb-
HOro yrny6neHHoro o6cnenoBanust nauneHTos. 06cne-
JI0BaHNE OO/KHO BKIKYaTh MPOAO/MKEHHbIA BAM no
cneymanbHoOMy cueHaputo B guHamuke, MPT ronosHoro
M03ra, reHeTU4eCKoe KOHCYNbTUpoBaHue. B cBA3M C BbI-
COKMM MPOLUEHTOM arrpaBauuu npuctynos 3HM cnegyet
OrpaHMyYnTb Ha3Ha4YeHMe npenapaToB rpynmnbl kapbama-
3enuHa. B page cnyyaes oTMeHa kap6amasenmHa MOXKeT
NPUBOANTL K CYLECTBEHHOMY COKPALLEHMID 4acTOThbl
npuctynoB IHM, nake 663 U3MEHEHUsI pexxuma nprema
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 (I0OE) 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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