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The paper considers different types of epileptic and nonepileptic myoclonus and discusses the problems of their diagnosis and drug

therapy.
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MV[OKJTOHYC — OJIMH U3 HanboJiee yacTo BCTpeya-
IOLIMXCST BUJOB HEMPOU3BOJBHBIX JTBUKEHUIA.
OH mipescTaBIsieT co00il BHe3ammHble, KOPOTKHUE, OT-
DPBIBUCTBIE JBUXXEHUS B MYCKYJaType KOHEUHOCTE,
JIMLIA, TYJIOBUILA, HE COMPOBOXIAIOIIMECS TOTEpEN
co3HaHus [1]. PakTMIECK MUOKJIIOHYC — BTO IIejIast
rpyrmna IBUTaTeJIbHBIX HApYIICHWM, CaMbIX pa3HO-
00pa3HbBIX MO 3TUOJOTUMU U MATO(MU3UOJIOTUYECKOMY
MexaHu3My. BriepBbie MUOKIIOHYC ObLT ontucaH pu-
npeiixom B 1881 1. mom Ha3BaHMeM «paramyoclonus
multiplex».

Beinensior n1Ba BMJa MUOKJIOHYCA: MO3WTUBHBIN,
BO3HUKAIOIIWI B PE3YyJIbTaTe KOPOTKOTO MBIIIEYHOTO
COKpAILIeHUSI, U HeTaTUBHBIN, CBI3aHHBI ¢ BHE3al-
HBIM CHUXXEHUEM MBIIIEYHOTO ToOHyca. HeraTuBHOMY
MUOKJIOHYCY COOTBETCTBYET MEPUOJ DJIEKTPUUECKOTO
MOJTYAHUS Ha 3JIEKTPOMUOTPaAMME.

MMOKIIOHYC MOXET BO3HUKATh B OMHOW U TON Xe
OTAEJIbHOU MBIIIEYHOU TpyIIe, B pa3HBIX MBILIEYHBIX
rpymnmax (OykIaonimii MUOKJIOHYC), B CETMEHTE Tesla
WK OBITh TeHEepaIN30BaHHBIM. Bbinenstor ¢hpusnoso-
TUYECKUIT, 3CCEHUIMANBHBIN (MANOTIaTUICCKUIA), CUM-
MTOMAaTUYECKUI (HEIMWJICITUUECKUI) U SIWICTITH-
YEeCKUI MUOKJIOHYC.

MeToAabl AMarHOCTUKUN MUWOKJIOHYCa

BaxxHbIM [IJISI 1MAarHOCTUKU MHOKJIOHYCA ABJACTCA
C60p aHaMHE3a, IIpU 5TOM BOIIPOCHI MALIUCHTY UJIN €TI0
POOAUTECIIAM HeoO0X0AMMO 3aJaBaThb AKTUBHO, TaK KakK
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MalMEHThI He BCET/Ia PACLIEHUBAIOT HEMTPOU3BOJIbHBIE
MBIIICUHbIE COKpAIIeHUs KaK TpPOsIBIeHUEe OOJIe3HU
(HampuMep, YTPEHHUI TeHepaln30BaHHbBI MUOKJIIO-
HyC B MBIIIIAX IJICUEBOTO IOsIca TIPKW IOHOIIECKOM
MMOKJIOHUYecKoi smtericuu). [Ipn momo3peHnn Ha
3CCEHUMANBHBIE MUOKJIOHYC 00513aTeIbHO Hamo 3a-
JIaTh BOTIPOC O PeaKIIMM Ha aJIKOTOJIb.

HNuddepeHnanbHas AUMArHOCTUKA  SITWJICIITH-
YEeCKOro M HES3MWJIENITUYECKOTO MMOKJIOHYCA MOXKET
MoTpedoBaTh 3JIEKTPO3HIIehaTOrpapuIecKoro Mc-
ciaemoBaHus. KccienoBaHue 00513aTEIBHO TOJIKHO
BKJII0YATh (POTOCTUMYJISILIAIO W TUTEPBEHTUISLIUIO.
0O6e TpoBOLIMPYOIIKME TPOOLI MOTYT BBI3BATh MPH-
CTyI: (DOTOCTUMYJISILIUST — MUOKJIOHYC MBIIIII JIULIA U
TUIEYEBOTO T0sica Yy 00JIBHOTO ¢ (POTOCEHCUTUBHBIMU
SIUIICTICUSIMU;, TUTIEPBEHTUJISILINS — MUOKIOHWUYE-
CKM-aCTaTUYECKUI TIPUCTYN TMPU MUOKIOHUYECCKH-
ACTATMUYECKOM SIWICTICUU WM aTUIUYHBIN abGcaHc
npu cuHapome JlenHokca—Iacro. [y1st JOKyMEHTHU-
pOBaHMSI TIPUCTYIOB 3KEJIATEJBHO TPOBOAUTH MJIN-
TeNbHBIM DD -BUICOMOHUTOPUHT C perncTpanueit
HAKOXHO MuorpamMmbl (TIpy  TeHEepaJIU30BaHHOM
MMOKJIOHYCE — C JeJIbTOBUIHBIX MBIII W MBbILIII
men). [Ipu MMOKJIOHYyCe IeicTBUSI GOJLHOMY B MO-
MEHT peructpaunu DD garoTcs 3anaHus, HaPUMep,
B3SITh PYKO# KapaHIAIl WU UTPYIIKY.

B GoibIIMHCTBE ClyyaeB TMPU SMUJICTITUIECKOM
MHMOKJIOHyCce Ha DD B MOMEHT MBIIIIEUHOTO TIONEP-
TMBAHMS PETUCTPUPYETCST TeHEPATM30BaHHBII pa3psiz
KOMILIEKCOB CITailKk—BoJIHa. MICKITIOUeH1E COCTABIISIET
OJTy>XIaloii MUOKJIOHYC, KOTOPBI MOXET He COBIIa-
JIaTh TT0 BpeMeHU ¢ pas3psaaMu Ha DOTI. biyxnarommit
MMOKJIOHYC BCTpeUaeTcs Mpu psijie GopM IMIIIETICUH,
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TaKNX KaK CHMHIPOM I[paBe (TH)KCI[aH MMHOKJIIOHHNYC-
CKad SIMTUJICIICHUA MJIaJCHYCCKOIro B03paCTa).

Pusmonornyecknii MMOKIIOHYC

K dusmomornaeckoMy MUOKIJIOHYCY OTHOCSITCSI UKOTA,
B3IparmBaHNe MPU 3aChIIIaHUN, JOOPOKAUYeCTBEHHBIN
(br3MoIOTMYECKMIT MUOKIIOHYC MJIaICHIIEB.

Mxota mpencrasisieT co00i HACUJIbCTBEHHBIE T10-
JIepTUBAHMS MBI TracdparMbl 1 MOXKET BO3HUKATh Y
KaXkII0TO 3J0POBOTO YeJIOBEeKa, HalprMep, TIOC/Ie CITUIII-
KOM OBICTPOTO TTPOTIATEIBAHMS TIAIIW MW 3ar/IaThIBa-
HUS BO3Myxa. 3aTsbkHas, MydHMTeIbHasl, YacToO ITOBTO-
PSTIOIIASICST UKOTA MOKET OBITh CUMITTOMOM CEpPhEe3HOTO
3a00JIeBaHMST M BOBHUKATD BCJIEAICTBUE OITyXOJIM MO3Ta
WJIY CAABJICHMSI OITYXOJIbIO OJTy>K/Ial0IIero HepBa.

3cceHuunanbHbiii MUOKITOHYC

K acceHIIMaabHOMY MUOKJIOHYCY OTHOCST MOWOTIATH-
YyeCKUIt MUOKJIOHYC, BO3HUKAIOWIMI 0e3 KaKux-J11ubo
JIPYTUX TIPU3HAKOB TIOPaXKCHUS HEPBHON CHCTEMBEI.
DT0 TpymIa 3a00JieBaHUWIA, BKIIIOYAIOIIast ITOMWMO
COOCTBEHHO 3CCEHIIMAJbHOTO MUOKJIOHYCa Haciem-
CTBEHHBIN 3CCEHIMATBHBIIT MHOKIOHYC W MUOKJIO-
HU4YeCKyIo nucToHuo [2]. CyliecTByeT TOUKA 3peHMS,
YTO 3TW 3a00JIEeBAaHUS TIPEICTABISIIOT COOOUM OIHY
00JIe3Hb, TaK KaK pas3UuMs MEXAY 3CCCHIINATbHBIM
MHMOKJIOHYCOM W MMOKJIOHWYECKON HWUCTOHWEH He
MPEBBIIIAIOT Pa3IINil MEXAY IPOSBICHUSIMU 00-
JIE3HU Y YJICHOB OOHOI M TOM Xe ceMbr. OqHaKO MC-
CIICAOBAHUS JTEMOHCTPHUPYIOT TEHETUUECKYIO TeTepO-
TeHHOCTH TTatojiornu. HaciiemoBaHme, Kak TpaBUIIO,
ayTOCOMHO-AOMMUHaHTHOe. [TomymsimoHHas gacToTa
okoso 1 Ha 100 000.

3abosieBaHNs IEOIOTUPYIOT B TICPBBIC IBE ACKaIbl
KW3HW W Pa3INJaroTCsl 0 CTCIIEHW BBIPAXKCHHOCTH
IVCTOHWUM W OTBETY Ha TIPUEM aJKoToIsl. MUOKITOHM -
YecKHe TTOAepTUBaHNUS OOBIYHO OXBATHIBAIOT BEPXHUE
KOHEUHOCTH M aKCHAJIbHYIO MYCKyIaTypy. JducToHus
coYeTaeTcs ¢ MAUOKJIOHYCOM JTOCTATOYHO YacTO W MO-
JKET TIPOSIBIIITHCST KaK TOPTUKOJIIMC M TTUCUMI CTIa3M.
TeueHnne 3a00eBaHNST OTHOCUTEIEHO OJIATOTIPUSITHOE.
JlexapcTBeHHas Teparmst HeAOCTaTOYHO 3(P(EeKTUBHA.

Hesanunentnyecknin MMOKIIOHYC
npuv pa3nunyHbiX 3a6051eBaHUSIX HEPBHOW CUCTEMbI

CuMnTOMaTUIECKUI HESMUIETITUUECKUIT MUOKIIOHYC
MOXXET BCTpeUYaTbCsl TPU PA3TUYHBIX 3a00JIeBaHUSIX
HEPBHOI CUCTEMBI: TIpU AeTEHEPAaTUBHBIX OOJIE3HSIX U
00JIe3HSIX HAKOTUIEHUS, HEKOTOPBIX MH(PEKIIMOHHBIX,
COCYIUCTBIX, TOKCUYECKUX MOPAKEHUSIX MO3ra 1 Jp.
[2]. AuddepeHumanbHbIi AMarHO3 3MUICTITUIECKOTO
W HE3MWIENTUYECKOTO MMOKJIOHYCA B 3THUX CIydasix
3aTpyAHEH, TaK Kak P TPeICTaBIeHHbBIX 3a00yeBa-
HUSIX BO3MOXHBI ¥ SITMJICTITUIECKIE TIPUCTYIIHI.

K HeanuaenTuueckoMy MUOKJIOHYCY TaKXKe OTHO-
CUTCSl CITMHAJIBHBIN MMOKJIOHYC, BBI3BAHHBIN KaKUM-

00 OPraHWYECKUM TTOBPEXKACHUEM CITMHHOTO MO3-
ra. OH mpencTaBisieT cO00M CTOHTAaHHBIE PUTMUYHBIC
COKpAIIeHUsI MBI, MHHEPBUPYEMBIX MTOPaKEHHbBIM
cerMeHTOM. TaKoif MUOKJIOHYC MOXET ObITh CTUMYJIO-
3aBMCUMBIM M MHOT/Ia COXPAHSIETCsI BO BpeMsI CHa.

AnunenTu4ecknini MMOKJIOHYC

DNUIENTUYECKUin MUOKJIOHYC BCTpedaeTcsl IMpu ca-
MBIX pa3HbIX (hOPMaXx SIMUIECTICUM, TTPU STOM BBIIEIISTIOT
HECKOJIbKO OCHOBHBIX MEXaHU3MOB MUOKJIOHYca. [1pn
OHO# (hopMe BMUIETICUM BO3MOXHBI 00Jiee OTHOTO
MeXaHM3Ma pa3BUTHSI MUOKJIOHyca. [lpencramisiem
KJaccuuKaio MUOKJIOHUYECKUX IMUICTICUI B 3a-
BUCUMOCTH OT ITaTO(PU3NOJIOTUA MUOKIOHYca [3]:
— DnuIenTuYeckKne CUHAPOMBI M HEBPOJIOTUIECKUE

paccTpoiicTBa ¢ KOPTUKAIBHBIM MUOKJIOHYCOM
KopTukanbHblii pedieKTOPHBIA MUOKIIOHYC

e [Iporpeccupyoie MUOKJIOHUYECKIE TTUIICTI-

cum

e MMOKIIOHUS BEK C abcaHCcaMu
KopTukanbHbIii MUOKIIOHYC ¢ PUTMAYHBIMU OBICTPBI-
MM BCIIBIIITKAMU

e CunnpoM AHrenbMaHa

e CeMeifHass  MMOKJIOHMYECKas  OMUJIETICHS
(FAME)

e CeMeifHBIII JTOMUHAHTHBIM  KOPTUKAJIbHBIN
muokiionyc (FDCME)

e Henporpeccupyionime sHuedasonatui pas-
JUYHON 3THONOTUKM (TyGEepO3HBI  CKIIEpO3,
cuHapoM [layHa, mocTTpaBMaTU4ecKasl SHILIE-

anonaTus)
e [Iporpeccupyroriue MUOKJIOHNUECKIE STTUICTI-
cuu
BTopuuHO-TeHepaTn30BaHHbIA SIUICTITUYECKU I
MUOKJIOHYC

o TspKenass MUOKJTOHMYECKAS STTAJIETICHS

e Cunnpom Jlennokca—IacTo

o [Iporpeccupyiolive MUMOKJIOHUYECKHE ITTUJIETT-
cum

— DnuienTuyeckne CUHAPOMBI WM HapyIIeHUs ¢
MEePBUYHO-TEHEPAIN30BaHHBIM  (TaJIAMOKOPTH -
KaJIbHBIM ) MUOKJIOHYCOM
o JloOpokauecTBeHHass MMOKJIOHUYECKasl BMU-
JISTICUST MJIaIEeHI€CKOTO BO3pacTa
MuoKIOHUYECKM-acTaTUIeCKas AMIIICTICUS
OHo1eckast MUOKJIIOHMYECKasT SMUIICTICUS

e Jlpyrue, HekJIacCCUDUUIMPYEMbIE «MHOKJIOHU-
YeCKUe» SMUIETICUN

— DnuiaenTudecKue TPUCTYIBI U CUHAPOMEI, TIPHA
KOTOPBIX MEXaHW3M BO3HUKHOBEHMSI MUOKJIOHYCA
He U3BECTCH
e PaHHSII MUOKITOHMYECKas SHIIe(haTomaTus
e MMUOKIIOHUYECKNI CTATyC TIPU HEIPOTPECCH-

PYIOIINX STIETITUUECKUX SHIIe(haTOmaTHsIX
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e MuoxkyioHMUecKre a0CaHChI
e ['eHepayM30BaHHBII MUOKJIOHYC, BBI3BaHHBIN
doTocTumynsAIIMEi

KopTukanbHbiii pednekTopHblii MUOKIIOHYC

KopTukanbHBIN pedIeKTOpHBIIT MIOKIIOHYC BCTpeUa-
€TCs MPU MPOTPECCUPYIOLIUX MUOKIIOHUYECKUX IITU -
JISTICUSIX M TPY MUOKJIOHWM BeK ¢ abcaHcaMu (CUH-
npome JIXKBoHca).

Ilpoepeccupyrowue muokioHu4ecKue snutencul —
rpynmna 3a0oyieBaHMi, 11 KOTOPBIX XapaKTepHO
HaJIMYMe MUOKJIOHWYECKUX IIPUCTYIIOB, TI'€HEpaIu-
30BaHHBIX TOHUKO-KJIOHMYECKMX CYI0pPOT, HEBPOJIO-
TUYECKOM, MPEeMMYIIECTBEHHO MO3XEUYKOBOM, CHUM-
nroMatuku. [lpakTuueckm I BceX 3a0oJieBaHUM
3TOM TPyHITEl (KpoMe, BO3MOKHO, 00Jie3HN YHpep-
puxta—JIyHa0opra) XapakTepHO ITpOTrpeccHUpyrolee
TeYeHME U JieTalbHbIN ncxon. HacnenoBanue y 60J1b-
mUHCTBA (popM ayTocoMHO-penieccuBHOoe. K maHHoOI
TPYIIIEe OTHOCATCS 00Je3Hb YHMeppuxTa—JIyHIOOp-
ra, 6osie3np Jlapopa, HEMpOHAIBHBIN LIEPOUIIUIIO-
¢ycumHo3, 6one3Hb ['omre, MHGAHTWIBHBIA U I0BE-
HUWIbHBI GM2-TaHIIMO3KMI03, MUTOXOHAPUAIbHAS
sHIIe(haonaTUs ¢ PBaHBIMU KPaCHBIMU BOJIOKHAMU
(HacnemyeTcsi MUTOXOHAPHUAIBHO), CUATUAO3 U JeH-
TapyOponaaiuaoabionucoBa arpodus. MUOKIOHYC
CIIOHTAHHBIN U MUOKJIOHYC IEMCTBUS B XOze 3a00Je-
BaHUSI MOTYT CTaTh HAaCTOJbKO BBIPAXKEHHBIMM, UTO
MIPUBOJIST K 00€3IBUKEHHOCTH.

KopTukanbHbIi MMOKJIOHYC
C PUTMUYHBIMU GbICTPbLIMU BCHbILLKAMMU

KopTHKaIbHBI MUOKIIOHYC C PUTMUYHBIMK OBICTPBIMU
BCTIBIIIKAMU XapaKTepeH Ul CMHApoMa AHTeJbMaHa,
PEeNKUX CeMEMHBIX (hOPM MUOKIIOHMYECKUX SITIJIETICHI
1 psiia HETTPOTPECCUPYIOIINX HIIe(haTOmaTHiA.

Cunopom Amneenvmana Obln onucad B 1965 r. aH-
TJAMCKUM TeauaTpoM ['. AHTeTbMaHOM KakK CUHIPOM
«CUACTIINBOI MapMOHETKW» M3-3a O0IIero GaroayIi-
HOTO HAaCTPOEHMST ¥ 0CO0O0I TTOXOIKHM, COITPOBOXK/IAI0-
meiicst mogepruBanusiMu. Yacrora 3adoseBanust 1 Ha
20 000 HOBOpOXAEHHBIX. [T cMHIpomMa AHrerbMa-
Ha XapaKTepHbl TUITMYHbBIE TU3MOPOUIECKHE YEePThI
JINIIA U TSKEJIOe OTCTaBaHUE B YMCTBEHHOM Pa3BUTHM.
Drunencueit crpanatot 90% aetei ¢ CMHAPOMOM AH-
resbMaHa. [IpucTynbl MOTYT OBITh pa3HOOOPA3ZHBIMU
(MHMaHTUIBHBIE CITa3Mbl, a0CAHCHI, MUOKJIOHYC, Te-
HEepaJIM30BaHHbIE TOHMKO-KJIOHUYECKUE CYIOPOTH,
MmapiuagbHble TTPUCTYITBI). MMOKIIOHYC TIPOSIBIISIETCS
B BUJE OBICTPBIX MOJCPTUBAHUN B AUCTATbHBIX OT/IE-
JIaX KOHEUHOCTEe#, BO3MOXKHBI 3306 SMMJICTITUIC-
ckoro craryca. D3I mipu cmHapOMe AHTETbMaHa UMe-
€T XapaKTePHBI MAaTTePH: BCIBIIIKKA BHICOKOBOJIBTHOM
PUTMUYHOI AEJIbTa-aKTUBHOCTH C TIpeo0jIalaHueM B
MepenHUX WU 3aJHUX OTIeax Mo3ra Ha (hoHe ob1Ie-
ro 3amenjieHust DT,

NMCUXOHEBPOJIOINs

BTopuyHO-reHepannsoBaHHbI ANUAEenTUYEeCKnin
MUOKJIOHYC

BTopuuHO-TeHepaIM30BaHHbBIN STIUIETITUYECKUI
MMOKJIOHYC XapaKTepeH JUIsl TSKeJIO MUOKJIOHWYE-
cKolt anuericuu, cuHapoMa JlenHokca—I'acto u psiaa
MPOrPeCcCUPYIOIINX MUOKJIOHUUECKUX SITUIICTICHIA.

Taxcenas MuokaoHUHeCKasi SnUAENCUsT MAddeH4e-
cKkoeo eo3pacma (cundpom Jlpase) — penkas dpopMma
JETCKOM 3MUJICTICUN, BCTpevatomasics y 6—7% neteil.
3aboyieBaHWE TEHETMYECKM OOYCJIOBJICHO, OITMCAHbI
cJyJau, BbI3BaHHBIC pa3HOOOPa3HBIMU MYTAIIUSIMU de
novo reHa SCNI1A. Cunnpom JIpaBe neOOTUPYET Ha
TepBOM Toj1y XXKM3HU pebeHka. Ha ¢hboHe HopMabHOTO
TICUXOMOTOPHOTO Pa3BUTHs MaHUMECTUPYIOT 3aTSK-
HbIe (heOpMIIbHBIE CYI0POTH MJIK (DEOPUITBHBIN CTaTyC.
Cynoporn MOTYT ObITh KJIOHMYECKMMU WU TOHM-
KO-KJIOHMYECKUMU, TeHEPAIM30BaHHBIMU WJIA YHU-
natepanbHbIMU. K (heOpuiibHBIM cymoporaM OBICTPO
MPUCOCIUHSIOTCST adeOprIbHbIE W HacTymaer (asa
perpecca. K 4-My roay XXu3Hu y pebeHKa UMeeTCsI MAO-
KJIOHYC B COYETAHUM C TTapIUaJTbHBIMU IIPUCTYIIAMU 1
ATUMTUYHBIMU abcaHcamMu. BO3MOXHO coueTaHue ABYX
BUJIOB MUOKJIOHYCA: apUTMUYHBIE TUCTAIBHBIC TIONIEP-
TMBaHUS TaJblEB U TeHEPAIM30BAHHBIM MUOKIIOHYC.
[TocnenHUM TIpEAIIeCTBYET TeHEPAIM30BaHHBIN pa3-
psin cmaiik—BosiHa Ha DI, Haunnas ¢ 4 net 3aboute-
BaHME MMEPEXOAUT B CTAIlMOHAPHYIO (pa3y U MpoTeKaeT
Kak pe3uayaibHast SHIeManonaTus ¢ pe3uCTeHTHBIMU
K JICYSHUIO STUJIETITUYECKUMU TIPUTTaTKaMU.

Cunopom Jlennoxca—Iacmo BcTpedaercs B 2—3%
BCEX CJIyyaeB SMWIENICUU y JeTeil. 3abojieBaHUE B
OOJIBIIMHCTBE CiIydyaeB AcOIOTUPYET B Bo3pacte 3—35
JieT, b0 Ha ()oHEe TOJIHOTO 3IOPOBBS, JTUOO TOCe
JNPYyroil snwierncuur, BKJIodas cuHapoMm Becta. [lns
cuHapoma JleHHokca—I'acTo xapakTepHbl TPU OCHOB-
HBIX BHUAA TPUCTYIOB. TOHUYECKUE, aTOHUYECKUE
W aTUTMIMYHBIE aO0CAHCHI. Y 4YacTU TMAlMEHTOB MOTYT
BCTpEYaThCSI MUOKJIOHWYECKHUE, TeHepaIu30BaHHBIC
TOHMKO-KJIOHWYECKUE ¥ TapUUaJIbHBIE TTPUCTYIIBI.
Kpome Toro, xapakTepHbl 4acTble 3MM30bI OeCCyI0-
POXHOTO cTaTyca, OTCTaBaHWE B pa3BUTUU U Hapyllle-
HUS TIOBEICHMSI.

Ha mexmpucrynHoit D91 peructpupyercst mar-
TepH, Ha3bIBaeMBbIii petit mal variant: mennernnsie (1,5—
2,5 T'n) reHepanM30BaHHBIE Pa3psiabl CIIAK—BOJIHA
Ha (oHe ob1iero 3aMeuIeHNsT (POHOBOM aKTUBHOCTH.
Bo Bpemsi cHa perucTpupyroTcs CyOKIMHUYECKUE
puTMUYHBIE pa3psabl yactoroit 10 ', HamomuHalO-
IIMe TTaTTePH TOHMYECKOTO TIPUCTYTIA.

Y HEKOTOpPBIX MAlIMEHTOB PETUCTPUPYIOTCS TeHE-
panv30BaHHbBIE MBIIIIEYHbIE MTOJAEPTUBAHMS, OJTHAKO B
OTJINYME OT TAJTAMOKOPTUKAJILHOTO MUOKJIOHYCA TIpH
MIMOMATUIECKUX TeHepaaM30BaHHBIX OMUJIETICHSIX,
MUOKJIOHYC TIpU cuHApoMe JleHHokca—I'acTo siBjsi-
€TCSI Pe3yJIbTaTOM BTOPUYHOM TeHepain3aiiui KOPKO-
BOTO MMOKJIOHYCA.
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TanamMokopTUKasnbHbIA MUOKJIOHYC
npyu namonaTU4YeCcKnX reHepanm3oBaHHbIX
anunencusax

TamaMOKOPTUKATBEHBIT MHOKJIIOHYC XapaKTepeH IS
psna MONOTIATMYECKUX TeHEpaTM30BaHHBIX SITUIICTI-
CHI, TIPU KOTOPBIX OH SIBJISICTCS ¢TMHCTBEHHBIM CHUM-
TITOMOM WM OOHUM M3 BUIOB SITMJICHITUICCKIX TTPU-
cTynoB. KimHMIecK TposBIIsieTC KaK CIIOHTaHHBIE
TreHepaJIM30BaHHBIC APUTMUYHBLIC MBIIICUYHBIC I10-
IepruBaHus. BBIpaXkeHHOCTh CMMIITOMOB BapbUpyeT
OT KMBKa TOJIOBO 0 MameHnsI. MBIIIIIEI C ABYX CTO-
POH TYJIOBUIIIA BOBJIEKAIOTCS B pa3psil CMHXPOHHO.
Ha D3I pernctpupyercd reHepaIn30BaHHBIN pa3psiz,
KOMIIJICKCOB CITaiiK—BOJIHA, C TIPOIOJKUTEITIBHOCTRIO
cnaiika 20—75 Mc 1 MUOKJIOHMYIECKOTO ITOTEHIIaIa Ha
OMI menee 100 mc. TamaMOKOPTUKAJIBHBI MUOKJIO-
HYC BCTpeUyaeTcs IMpY MUOKIIOHMIECKN-aCTaTUIECKOMN
SIUJIETICUU, JOOPOKAUYECTBEHHON MUOKJIOHWYECKO
STUJIETICUM MJIAJIEHYECKOTO BO3pacTa, IOHOIIEeCKOMU
MUWOKJIOHMYECKOI srmmiericun SIHma.

Muoxkaonuuecku-acmamuyeckas snuiencus onuca-
HaB 19701. H. Doose. 3aboieBaH1e HATTOMWHAJIO CUH-
npom JlenHokca—I'acTo, coBItagast C HUM IO BO3pacTy
ne6roTa (0T 7 Mec 110 6 JIeT) M, YaCTUYHO, 110 XapaKTepy
npuctynoB. OMHAKO B OTIWUYHE OT CUHApoMa JIEHHOK-
ca—Tl'acTo y aTux AeTeil HaCJAeACTBEHHOCTb ObLIa OTSI-
ToIIIeHA 110 SMUJICTICUN 1 (eOpUIIBHBIM cymoporam. B
HacTosIIee BpeMsT CIUMTaeTCs, UTO, 10 KpaiftHeit Mepe,
YacTh CIyJaeB OTHOCUTCS K NINOTIATUYECKIM TeHepa-
JIM30BAHHBIM STTJICTICHSIM.

JIIS MMOKJIIOHMYECKM-AaCTATUIECKON SIMICTICUH
XapaKTepHbl MMWOKJIOHMYECKU-ACTaTUIECKE TIpH-
CTYIIBI, aTWUITMYHBIE aOCAHCHI, TeHepaJan30BaHHBIC
TOHUKO-KJIOHMYECKNE W KIOHWYCCKHUE TIPUCTYITHI,
MAaCCHBHBIN MUOKJIOHYC 1 3TTM30bI OECCYyTOPOKHOTO
craTyca, COIpOBOXIAIONIETOCsl TTIOMYTHEHUEM CO3Ha-
HUS W OJIyXKIArInM MUOKIoHycoM. OCHOBHO# B
MPUCTYIIOB, NaBIIWII Ha3BaHWE 3a00JICBaHUIO, TIPEI-
CTaBJISIET COOOI MAaCCUBHBIN MUOKJIOHYC, TIPEMYIIIE-
CTBEHHO B IPOKCHUMAIBHBIX OTHEIaX KOHEUHOCTEH,
eOIUHWYHBIN uan cepusiMu 11o 2—3. Tlocire ipucTyma
HaCTymaeT KOPOTKWiI mepuon aroHun. [IpuamHoit
nageHnsT pebeHKa MOXKET OBITh KaK MUOKJIOHYC, TaK
¥ TIOCTMUOKJIOHWYECKAs aTOHWUS, TIpUIeM HM3-3a IT10-
clienHei peOeHOK ToCe TIPUCTYITa HEKOTOPOe BPeMs
HE MOXET ITOTHSThCS.

Ha D3I B MOMEHT TIpHUCTyIIa perucTpupyeTcs re-
HepaJIn30BaHHBIN CITaiK-BOJHOBOM WJIW MOJUCHANK-
BOJTHOBOM pa3psin vactoroir 2—4 I, Tpomomku-
TEJbHOCTBIO 2—6 ¢. MUOKJIOHMYECKM-aCTaTUYECKUIA
MPUCTYM Y YACTH MAIIMEHTOB MOXHO CITPOBOIIMPOBATh
GOTOCTUMYIISIIINEHT T TUTIEPBEHTUIISIIIAEH, YTO 00-
JIerJyaeT yCTaHOBJIEHUE MMarHo3a. XapaKTepHON 0Co-
OEHHOCTBIO MEeXTIPUCTYITHOI DD aBIgeTCS HATUUMe
B LIEHTPaJIBLHON M TeMEHHOI 00J1aCTH MOHOMOP(HBIX
pUTMOB YacToToit 4—7 I'11, MOSIBJISIIOIIMXCS B X0/1€ 00-

ne3nu. Ha aToM (hoHEe MOTYT OBITH 3apETMCTPUPOBAHBI
MEXTIPUCTYITHBIE KOPOTKHE TeHepaJnu30BaHHbBIC pa3-
psIibl KOMIUIEKCOB CITaliK—BOJIHA WJIM TTOJIMCTaliK—
BoJiHa yacTtoroit 2—3 I'l1, yeunuBalommecs: BO CHe.

[TporHo3 naHHOI (hopMbI BapuadesieH, y YacTu AeTeit
BO3MOXKHO JOCTVKEHUE TIOJTHON PEMUCCUM, MHTEJUIEKT
He cTpanaeT. B 1o ke Bpems1 y Apyroii 4yacTu MarMeHTOB
WHTEJUIEKT CHIKAeTCsl B Xoz1e 00JIe3HN M BO3MOKHA pe-
3UCTEHTHOCTD K TTPOTUBOCYIOPOKHOM Tepartim.

Jlobpokauecmeennas MUOKAOHUHECKASS SNUAENCUSL
Maadenueckoeo eospacma, omcanHas C. Dravet u
M. Bureau B 1981 1., — penkas ¢popmMa IeTCKOI MU~
JIeTICUH, BCTpevarolasics ¢ yacroroit 0,4—2% cpenu
JIeTell ¢ HavaJoM TPUCTYIOB K 3-JIETHEMY BO3pacTy.
3abosieBaHue neOIOTUPYET B Bo3pacTe OT 4 Mec 110
3 neT Ha hoHE TIOJIHOTO 3M0POBBS. EMMHCTBEHHBIN
TUM TIPUCTYIIOB — MUOKJIOHWYECKHUE TOAECPTUBAHUS
B MBIIIIIAX TUIEYEBOTO II0sICa, M30JMPOBAHHbBIC, WX
cepusiMi 1o 2—3. MbIllIeYHbIEC MOAEPTUBAHUS B Py-
Kax MOTYT COIPOBOXIAThCSl CHUKEHUEM TOHYycCa B
MBIIIIIAX [IeU, U POIUTENIA OMKMCHIBAIOT MIPUCTYI KakK
OBICTPBIN «KMBOK». MHOTIA MPUCTYIBI BBI3BIBAIOTCS
MPUKOCHOBeHMEM. 3a001eBaHKE JIETKO ITOIaeTCsI CO-
OTBETCTBYIOIIEH Teparuu, HeJieueHble TTAallMeHThl MO-
TYT HerpyoO OTCTaBaTh B IICMXOMOTOPHOM Pa3BUTHM.
B moipocTkoBOM BO3pacTe y 4acTH MalMeHTOB MOTYT
Pa3BUTHCS TeHEePATM30BaHHbBIE TOHUKO-KJIOHUIECKUE
CYIOpOTH, OOBIYHO TaKKe TMOIAIOIINeCs] TTPOTHUBO-
AMUICTITUIECKON Teparniu.

Ha mexnpucrtynHoit D3I perucTpupyrorcst reHe-
panu30BaHHbBIE CIAWK-BOJHOBBIE, ITOJUCITANK-BOJI-
HOBEBIE pa3psabl HA HopMaabHOM GoHe (puc. 1), Bepo-
SITHOCTb UX YCUJIMBAETCS TIpU 3anucu DD Ha paHHUX
ctagustx cHa. Okoso 30% manueHToB (hOTOCEHCUTUB-
Hbl. 3anuch DD ipuctyna Bo Bpemst DD -Buaeomo-
HUTOPUHTA C PErMcTpalyeil 3JeKTPOMUOTPaAMMBbI C
MBIIIII €W U AeTbTOBUIHBIX MBIIIL TTO3BOJISIET TOYHO
YCTaHOBUTD TMATHO3.

FOnoweckas muokaoHuueckas snunencust, ONMCaH-
Hag B 50-e romel XX Beka D. Janz, HaobopoT, SBIIS-
eTcs OJHOW M3 HamboJjiee pacnpoCTPaHEHHBIX (HOPM
snunencun. Ee nosist cpenm Bcex ciiydaeB SMUJIETICUIA
BapbupyeT oT 3,4 10 11,9%, a cpean naMONaTUIeCKUX
reHepau30BaHHbIX amwiIencuii cocrasisier 23,3%.
3aboneBaHne IeOIOTHUPYET B ITyOepTaTHOM IIEpHUOJE.
[Tuk ne6rora mpuxoauTces Ha 12—18 jreT, omMHaKo O~
CaHbI cTyyau Havaja 3aboyieBaHMS B BO3pacTe OT 8 /10
30 smer. MUOKIIOHMYECKHWE TIPUCTYMbI BCTPEUYAIOTCS
y BCeX OOJIbHBIX M COYETAIOTCS C TeHEepaJM30BaHHbI-
MM TOHUKO-KJIoHMYeckuMu (y 90%) u abcancamu (y
30%). MuoOKIIOHYC, KaK IpaBWwiIo, OuaaTepabHbIA,
yale BO3HUKAET IO YTpaM M BOBJIEKAET MperuMYIIe-
CTBEHHO BepxHUe KoHeuyHocTU. Co3HaHUE OCTaeTCs
coxpaHHBIM. [TaliMeHTH YacTO He paclieHUBAIOT MUO-
KJIOHYC KaK IMaTOJOTUIECKNIT CUMIITOM, TTO3TOMY JITO-
60ro 60JILHOTO C 1e0ITOM SMUJIETICUU C TeHEePATU30-
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BaHHBIX TOHUKO-KJIOHWUYECKUX CYIOPOT HEOOXOINMO
MPULIETFHO OTIPOCUTH OTHOCUTETLHO HAIMIMS YTPEH-
HUX MUOKJIOHUI.

Ha D3I' B MOMEHT MUOKJIOHYCA PETUCTPUPYETCS
TeHEePaIM30BAaHHBIM pa3psia KOMITIEKca CITailk—BOJI-
Ha WJIN TTOIMCIIaliK—BoTHa yacTotoit 3—5 ' (puc. 2).
ITpomomkuTeTbHOCTD IMMKa Ha DD IprOIM3NTETLHO
100 Mc, TTPOIOIZKATENIBHOCTh MBIIIICYHOTO COKpaIie-
HUS Ha 3J1eKTpoMuorpaMme — MeHee 100 mc.

Y 7% nauyeHTOB HA0II0AA0TCS STTU301bI MUOKJIO-
HWYECKOTO CTaTyca, KOTOPBIIf MOXET IMPUBECTH K pa3-
BUTHUIO TEHEPATU30BAHHOTO TOHWKO-KIIOHUTYECKOTO
npuctyna. [ eHepaim3oBaHHBIC TOHNKO-KJIOHNYCSCKIE
MPUCTYIBI MOTYT 3aIyCKaThCsI M CepUEil OTHETBbHBIX
MMOKJIOHMI (TaK Ha3bIBaeMbIe KIOHUKO-TOHUKO-
KJIOHWYEeCKNWe TIPUCTYITBI). IlallMeHT ¢ IOHOIIIECKOM
MMWOKJIOHNYECKOM SIMUJICTICUE CITOCOOCH YacTUIHO
3aITOMHUTh MOMEHT Hayajla TaKoro IIPHMCTYIIa, YTO
clleyeT YIMTHIBATh NP TpOBeIecHUN O depeHIIn-
aJTBHOTO IMArHO03a ¢ MapIiiaIbHON STTAICTICUEH.

AOCaHCHI TPU IOHOIITECKO MUOKJIIOHWUECKO 31T~
JIETICUM PEIKHWE, MOTYT COIPOBOXKIATHCS HEIOJHOM
nmoTepeit Co3HaHMSI, HEPETYIIPHBIM U aCUMMETPHY-
HBIM TeHEepaJIn30BaHHBIM pa3psimoM Ha DT

Ha mexmpuctymHoin DD Ha HopMaimbHOM (hoHE
PETUCTPUPYIOTCST TeHEPaTM30BaHHBIE Pa3psabl KOM-
TUIEKCOB TTOJTMCITaiiK—BoIHa yactoToi 3—5 I'm. Oko-
710 30% Bcex mauueHToB U 40% auLL KEHCKOIO I10J1a
($OTOCEHCUTUBHHEI.

Puc. 1. 3T peouku 6,5 et ¢ 106pOKAYECTBEHHON MHOKIOHHYECKON SMIIENCHe i MIaieHIecTBa.

MMOKJIOHUYECKUIA IPUCTYII 3apETUCTPUPOBAH IIPY YyacToTe oTocTumystsiuuu 6 I'ir.

AJIleKBATHOE JIeUeHUE TT03BOJISIET JOOUTHCA CTOM-
Kot pemuccun y 80% marnmeHToB. OQHako IIpH I10-
IIBITKE OTMEHBI TEPAIIUU Yepe3 3 JIET 4YaCTOTa PELIUIM -
BOB mocTuraeT 80%.

AnunenTuyeckne NPUCTYmbl U CUHAPOMBI,
NPy KOTOPbIX MEXAaHM3M MUOKJIOHYCa HEM3BECTEH

K smmrentruecKuM CMHApPOMAaM, IJISI KOTOPBIX MeXa-
HU3M MMOKJIOHYyca Hem3BecTeH, R. Guerrini m coasr.
[3] oTHOCAT paHHIOI MUOKJIOHMYECKYIO SHIIe(halo-
TaTHUI0, MUOKJIOHMYECKWIA CTaTyC TIpY HETIpOTpeccu-
pYIOIINX 3HIIe(MATONATUIX W SIMWICTICUI0 ¢ MUOKIIO-
HUYEeCKMMU abcaHCaMM.

[IpennoxeHnne BIIEIUTD MUOKAOHUYECKUL CIAMYC
npu Henpoezpeccupyrouux Hyedharonamusx B CaMOCTO-
SATETBHYI0 (POPMY SIUJICTICUM TOSIBUJIOCH B TIPOEKTE
«JITarHOCTUYECKOM CXeMBI IJTs OOJTBHBIX SITUIICTICUEH
W SIWIETITHIeCKMMEU cuHApoMaMmi» [4]. CocrossHme
BO3HUKAET Y JETEH C TSKEIBIMU SHIIC(ATOaTUIMH,
TITyOOKO# 3aIepsKKOM MCUXWISCKOTO Pa3BUTHUS U TH-
TIOTOHMEH 1 XapaKTepu3yeTcss MUOKIIOHMISCKIM CTa-
TYCOM B COYETaHWY C TUTIOTOHMEH. MMOKIOHNIECKIi
cTaTyc TIPeICTaBiIsIeT COOOi codeTaHMe aOCAHCOB C
ONyKmarolunM, OUCTAIBHBIM, MYJIBTH(OKAITBHBIM
MUWOKJIOHYCOM, MHOTa 00Jice pUTMUYHBIM U 1D y3-
HBIM. MUOKJTOHYC MOKET COUYETAThCS C TTapIIAaIbHBI-
MU MOTOPHBIMM, TeHepaIN30BaHHBIMA WA YHUJIATE-
PATBHBIMM KJIOHMYECKIMHA CYTOPOTaMU.
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Puc. 2. DOT neBouku 12 et ¢ 0HOMECKOH MHOKIOHHYECKOI SMUIENCHEN.

Cepus OuaTepabHbIX CMHXPOHHbBIX Pa3pPsiIOB IIPU PUTMUYECKON (DOTOCTUMYJISILIMU C 4acTOTOM 16 I'1] cOnmpoBOKIaeTCSI MUOKJIOHUS -

MU B pyKax.

JleyeHue anunenTUYeCKOro MMOKJIOHyca

JleyeHne MUOKIIOHYCA MO-TIPEXKHEMY SIBJISICTCSI CJIOXK-
Holt 3amaueii. CormacHo J. Whelles, R. Sankar [5], aTo
CBSI3aHO CO CJIEAYIOIINMU 00CTOSITETbCTBAMMU:

He BCe MPOTUBOMUOKIOHNYECKHE TIpernapaThl OKa-
3bIBAIOT ITPOTUBORIMIETITUYECKOE ACCTBUE;
TOJIBKO 4acTh MPOTUBOSIMUICIITUIECKUX TIpernapa-
TOB SIBJISICTCSI aHTUMUOKJIOHUYECKUMU;

MHOTME MUOKJIIOHUYECKUE STUICTICUNA PE3UCTEHT-
HBI K JICYCHUIO;

HEKOTOpbIe TPOTUBOSIMMICTITUIECKHE TIpernapa-
ThI YCUJIMBAIOT MUOKJIOHYC WJIM TIPOBOLIUPYIOT €TI0
pas3BuUTHE.

JledeHrie MMOKIIOHYCA TTIPOBOIUTCS TI0 OOIITAM TIPUH-
IUIIaM COBPEMEHHOTO JICUCHUS SIMICTICUH: BasKHO
VUIUTHIBATh HE TOJILKO TUIT MUOKJIOHYCa, HO 1 (popMy
STIJICTICUM, W, €CJIA BO3MOXHO, ee 3Thojoruio. J1o
60-x rogoB XX Beka MPOTHMBOCYIOPOXHBIX Ipernapa-
TOB, 00JIATAOIINX aHTUMHUOKIIOHUTIECKON aKTUBHOC-
THIO, HE CYIIECTBOBAJIO. B JIeueHNM MIOKIIOHUYECKUX
STAJICTICHI NCITOJTb30BAJINCEH 0apONTYpaThl M (PEHUTO-
WH, TIPU 3TOM CITOCOOHOCTH (DeHUTOMHA arrpaBUpO-
BaThb MUOKJIOHYC U YXYALIaTh TEYEHNE MUOKJIOHUYEC-
CKMX BIWJICTICUIA T0JITOe BpeMs He OBlJIa paclio3HaHa.
A TI031HEee 3Ta 0COOEHHOCTE ObllTa BRISIBJIICHA U Y Kap-
OamasenuHa.

IlepBeIMU TIpeTIapaTtamMu, peabHO 3(PQPEKTUBHBI-
MU TIpM MHOKJIOHYCE, OBUIM BaJbIIPOaThl M KIIOHA-

POCCUNCKWIA BECTHUK MEPUHATOJ1I0M N Y MEANATPY

3ermaM. DGGEKTUBHBIM TIPA PsIie MAOKIIOHMYSCKIX
AMWJICTICUI OKa3ajiCsl TakKe IMpareTam, He SIBIISI-
IOIIUIACS TTPOTUBOAMMWICTITUICCKUM IIpernaparoM. B
JMaJbHEMUIIeM K IIPOTUBOCYIOPOXHBIM CPEICTBAM C
AHTUMUOKJIOHWYECKUM JIEeMCTBUEM JI00aBWICS psiI
HOBBIX IIperapaToB. DTO JaMOTPUIKWH, TOIIMpAMar,
neBetuparneTam. OnHaKo MX MPUMEHEHUE UMEET CBOU
0COOEHHOCTH TIpH psifie (hOPM MUOKIOHUIECKUX DITH -
nericuii. JIpyras 4acTb HOBBIX MPOTUBOCYIOPOXKHBIX
mnperaparoB (BUTAOATpWH, THArabWH, OKCKapOase-
MMMH) arrpaBUPYIOT MUOKJIOHYC MOI00HO (heHUTOMHY
M1 KapbaMa3enuHy M HU IIpU KaKuX 00CTOSITeIbCTBAX
HE JIOJDKHBI Ha3HAyaThCs MAlMeHTaM ¢ MUOKJIOHWYE-
CKMUMMU snmienicusMu. [laee IpuBOaSTCS ITOKa3aHMS
¥ TIPOTUBOIIOKA3aHUSI K TPMMEHEHUIO IIperaparos,
o0JagaloX aHTUMUOKJIOHUYECKON aKTUBHOCTBIO
MIPY Pa3IMYHbBIX SMWICTITUICCKUX CUHAPOMAX.

[IpenapaTsl BaJIbIIPOEBOIl KUCIOTHI MOTYT OBITh
Ha3HAYeHbI TTPAKTUIECKU TPU JIIOOBIX (hopMax MUO-
KJIOHWYECKUX OSMWJICTICUI, OTHAKO OHM KaTeTropu-
YeCcKM IIPOTMBOIIOKA3aHbl TIPU MUTOXOHAPHUAIBHBIX
3a0ojeBaHusIX. 151 KynmupoBaHUST MUOKJIOHUYECKO-
TO CTaTyca MOXET OBITh MCITOJIb30BaH BaJbIIPOAT IS
BHYTPUBEHHOTO BBeaeHHUs. Jlo ero mosiBIeHUsT MC-
TOJIb30BAJICS TUA3EIIaM.

OnHUM 13 BBICOKO3(D(MEKTUBHBIX aHTUMUOKJIOHM-
YECKUX JIEKAPCTBEHHBIX CPEICTB OCTACTCS KJIOHA3eTIaM.
Kak 1 BajbIipoar, oH MOXeT ObITh Ha3HAYEH ITpaKTUUe-
CKU TIpU JTII000#1 (hopMe MUOKJIIOHMYECKOM STMICTICUH,
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HO, KaK TpaBWIO, B AOMOJHEHME K TperapaTy I1po-
KOTO CrieKTpa AeicTBust. [ToMrMO XpOHUYECKOTO Jieue-
Hus kioHazenamoMm C. Panayiotopoulos pekoMeHIyeT
0OJIbHBIM IOHOIIECKON MUOKJIIOHUUECKON anuiencuei
MpY pa3BUTUN MUOKJIOHWYECKOTO CTaTyca MIpUMHUMATh
pa3oByI0 103y KiIoHa3enama (1—4 Mr 11 B3pOCibIX) ¢
LIEJbI0 MPO(MWIAKTUKY TeHEPATM30BAHHOTO TOHUKO-
KJIOHMYECKOro npumnanka [6].

DhhEeKTUBHOCTD JTAMOTPUIKMHA TIPU CUHIPOME
Jlennokca—I'acTo O6bLIa TOKa3aHa B KIMHUYECKUX UC-
neiTaHusx [S]. [Ipenapat MoxkeT Takxke ObITh Ha3HAYEH
MPY MUOKJIOHMYECKM-aCcTaTUIeCKOM aruiericuu. s
JICYEHUST ITUX IBYX COCTOSTHUI OOBIYHO JTAMOTPUIKIH
Ha3HavaeTcsl BMECTe C BaJbIIPOATOM, JaHHass KOMOM-
HaIlMs CYUTAETCS CUHEPTUYHOMA.

ITpu TsKEJT0M MUOKIIOHUYECKOM SMUIETICUN MJla-
JIeHYeCcKoro Bo3pacta (cuHapoMe [lpaBe) JaMOTPUI-
KWH, HA0o0OpOT, arrpaBUpyeT IPUCTYMbI, 3aMETHO
yxyaumas TeyeHue Oosie3Hu. Bompoc 00 arrpaBauuu
MMOKJIOHYCA JIAMOTPUIDKMHOM TIPW  IOHOIIECKOMU
MUOKJIOHMYECKOUW STUJIETICUU OCTA€TCSI OTKPBITBHIM.
MMOKITOHYC TIPH 3TOM pacIpocTpaHeHHO popme ar-
rpaBUpPYETCs KapOaMa3enmMHOM, B MEHBIIEH CTEIeHU
¢eHuTonMHOM. B OTHOIIIEHNM JIAMOTPUIKMHA B JTUTE-
paTtype UMEIOTCSI CBEICHHSI O €T0 CITOCOOHOCTH YCUJTH -
BaTh MUOKJIOHYC, a TaKKe PEKOMEHAAIIUM T10 TIPUME-
HeHU1o npernapara [7].

EcTh coobuieHuss 006 MCnob30BaHUUM JaMOTPUI-
KWHA TIpU  JTOOPOKAYECTBEHHONW MUOKJIOHUYECKOM
STUJICTICUM  MJIaJIEHYeCKOTo BO3pacTa, CHHAPOME
TaccuHapu (3MUIETICUM ¢ MUOKJIOHUYECKMMU abcaH-
camm), cuHapoMe JIXXuBoHca (MUOKJIIOHMHU BeK ¢ ad-
caHcaMM) M HEHPOHAJIbHOM 1IePOUUTUITO]YCIIMHO3E.
OmHaKoO 3TU COCTOSIHMSI IOCTaTOYHO PENKM, M KOH-
TPOJIMPYEMBbIEC UCCIIEAOBAHUS HE TIPOBOIMUIINCH.

TonmpamaT — ere ogHO HOBOE TTPOTUBOSITUIICTI-
TUYECKOE JIEKAPCTBEHHOE CPEJCTBO IIMPOKOTO CITEeK-
Tpa IeMCTBUsI, HaIIeIIee CBOE MECTO B JICUEHUM BCEX
hopm MuoKIIoHMYeCKUX snuiiericuii. [TokazaHus K ero
MMPUMEHEHUIO IIIMpe, YeM Y JIAMOTPUIKMHA, TIperiapaT
MOXeT ObITh 3hpekTrBeH Tpu cuHapoMe JIpaBe. Het
CBelleHMIT 00 arrpaBallii MUOKJIOHYCAa TONTMPaMaToOM
MPU IOHOIIECKON MUOKJIOHWYECKOH armierncuu. To-
nmupamMaT MOXET OBITh MCIOJIb30BaH TPU CUHAPOME
AHTeIbMaHa HapsIIy ¢ BaJIbIIpoaTaMu, OEH301Ma3eTu -
HaMU U JIEBEeTUPAIIETAMOM.

JleBeTuparierTaM — HOBBIN TpenapaTr IITMPOKOTO
CITeKTpa MEWCTBUS, XMMUIECKM CXOMHBIN C TTMpalieTa-
MOM, 4TO, BUIMMO, OOYCJIOBIMBAET €TI0 aHTUMUOKIIO-
Hudecknii 3 dekt. CoobInanock 0 ero 3(hHeKTUBHO-
CTU TIpY TTOCTAaHOKCUMYECKOM MHUOKJIOHYCE, OO0JIe3HU
Yudeppuxra—JlyHadopra, mpy pe3MCTEHTHBIX CITyda-
SIX IOHOILECKOM MHUOKJIOHMYEeCKOU anuierncuu [5]. B
OT/IeJIe TICMXOHEBPOJIOTMH 1 NI TOJIOTU MOCKOB-
ckoro HWUW neauarpuu u aetckoii xupypruu Pocmen-
TEXHOJIOTHI TIpernapaT ObLT Ha3HaueH NIeBOYKe 4 JIeT C

NMCUXOHEBPOJIOINs

CUHIPOMOM AHTeJbMaHa C IIeJIbI0 CHYDKEHUST MHTeH-
CHUBHOCTHM MUOKJIOHYca. Ha ¢oHe yiedeHrst nBUTaTEITH-
HbIE BO3MOXKHOCTH YIydIIInch. [T000UHBIX eiicTBUIA
HE OTMEUYEHO (HEOITyOJIMKOBAaHHBIE CBEICHUS).

Cpenu mpemnapaToB, He 3aperMCTpMPOBAHHBIX Ha
CerogHsmHui neHb B Poccuu, Moryt ObITh 3dhdek-
TUBHBI KOMOMHAIIMSI CTUPUIICHTOJIA C BAJILIIPOATOM 1
Kmo6azamoM ripu cuaapome dpase (9 n3 21 mammeHTa
CBOOOIHBI OT MPUCTYIOB) [8], 30HM3aMMI IPU CHUH-
npome JleHHokca—I'acTo, mporpeccupyrommx MHUO-
KJIOHUYECKUX SIMWJIETICUSIX, HEOHATAIbHBIX SITHIICTI-
TUYECKUX HIIe(aronaTusx.

MpumeHeHne npenapaTos, He 061agalLWmX
NPOTMBO3NUAENTUYECKMMU CBOCTBAMMU

[Tpu 601e3Hu YHpeppuxTta—JIlyHaoopra u psiae apy-
X (GOPM MUOKJIOHWYECKUX SIMICTICUIA aHTUMUO-
KJIOHWYECKU 3 (PeKT mocTuraercss MpuMeHEHUEeM
JIEKapCTBEHHBIX CPENCTB, HE O0aNaloIInX MPOTUBO-
SNUJIENTUYECKUMU cBolicTBamu. Haubosiee mn3Bect-
HBIN TIpUMEp — Ha3HauYeHWE OUYCeHBb BHICOKMX 103 -
patietama (9—24 T B CyTKM TS B3POCJIOTO TTAIIMEHTA).
[Ipemapar B 3HAUUTEIBbHOM CTETIEHW CHMXXAeT BbIpa-
>KEHHOCTh MUOKJIOHYCA U YBEJIMUMBAET ABUTATCIIbHBIC
BO3MOXHOCTH O0JbHBIX. COBMECTHOE TpPUMEHEHUE
JIeBeTHpaleTaMa 1M mupaleraMa Mo3BOJIsSIeT CHU3UTh
o3y mociemaHero [9].

CriettmuyeckuMm 11 6one3Hn  YHbeppuxra—
Jlynnoopra cpeactBoM siBisieTcss N-alUeTUILIMCTENH,
wnu ALLL. TIpemapatr B3pocjoMmy MauMeHTy Ha3Ha-
yaeTcs B 103€ 10 3 T, OMHAKO BaprualeIbHbIN OTBET 1
MOOOYHBIE NEWCTBUS IJIWTEILHOW Tepanuu IearoT
N-aneTuaucTenH mpenapaToM TpeThelt ouepean Bbl-
Oopa rpu 3ToM 3abojieBaHUM [J].

[Ipr MMOKJIOHMYECKOW SIWIECTICUA C PBaHBIMU
kpacHbsiMu BosilokHamMu (MERRF) kapHuTiH 1 KosH-
3uM Q,, CIIOCOOHBI B HEKOTOPOW CTENEHU YJIYYIIUTh
KOHTPOJIb HaJl PUCTYIIaMH.

Hedapmakonormyeckue nogxoabl
K JIe4eHUI0 MUOKJIOHYCa

DoKaNbHbII KOPTUKATbHBIII MUOKIIOHYC BCJIEICTBUE
OITyXOJIM, aHTMOMBI WJIW 3HIIe(haTuTa WHOTAA MOXET
OBITh M3JIEYEH HEUPOXUPYPTUICCKUM BMeEIIaTeIhb-
ctBoM. [lokazanueM K omepauuu (yHKIIMOHAIbHOMN
reMuc@epaKToOMun sBisgeTcs sHiedanut Paccmycena
(epilepsia partialis continua KoxkeBHUKOBa TIpH 3TOM
CHUHJIpOME MPECTaBIIsIeT CO00I Pe3UCTeHTHYIO (hopMy
KOPTUKAJIbHOTO MUOKJIOHYCA).

CruMyssaiyst OJTyKIaroIiero HepBa MOXET ObITh
addexTuBHa pu cuHApoMe JlenHokca—Iacro, npy-
TUX CUMIITOMATUYECKUX TeHEPaTU30BaHHbIX SITUJICTI-
cusIX u 6onesHn YHbpeppuxta—Jlynmoopra [5]. CuH-
npom JleHHoKca—I acTo TakKe SBISIeTCS TTOKa3aHUueM
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Epmaxoe A.10., Kopoorckas U.C. nunentnieckuin  HeanunenTuieckuin MMOKIIOHYC y eTei

K TIpUMEHEHWIO KeTOTeHHOU nneThl. HemaBHO ObLTa
MPOJEMOHCTpUpPOBaHa 3(P(HEKTUBHOCTh KETOTCHHOM
IWETHI TIPU CUMIITOMATHYECKUX MHUOKIOHMYECKUX
STJICTICUSIX Y TIpU WH(MAHTUITBHBIX CITa3Max.

3AK/IIOYEHUE

Ha cerogHslHUI JOeHb BOITPOCHI KJTaCCI/I(i)I/IKa[II/II/I
MUHOKJIOHYCa OCTaroTCd HCAO0CTATOYHO pa3pa60TaH-
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UsieHbl AMEpUKaHCKON akaJeMUU TeAMaTpoB pa3paboTaiu CrelMalbHble KPUTEPUU, HAMpaBJIeHHbIe Ha yaydle-
HUE KauyecTBa 3[PaBOOXPAHEHMST U OKa3aHMS TTIOMOIIM HOBOPOXACHHBIM JETSIM, ITOAPOCTKAM M B3pocibIM. JlaHHast
MyOIMKaus MpeaHa3HaueHa s TeANaTpoB KaK MPAKTUIECKOe PYKOBOJACTBO IO MTPUMEHEHHMIO OCOOBIX KPUTEPU-
€B YJIy4llIeHUs] KauecTBa 3ipaBoOXpaHeHus1. [IpuBoasaTcs pe3ybTaThl OCYIIECTBICHUS HAIIMOHATbHBIX MIPOEKTOB MO
MPOBEPKEe TaHHBIX KPUTEPUEB IS YIYUIIIEHUS 3M0POBbSI IETEi 1 JETCKOTO 3ApaBOOXPAHEHUS B 1IeJIOM. AMEpUKaH-
CKasl akaJIeMUsl TIeIMaTPOB PEKOMEH/IyeT MCITOIb30BaHUE B CTCKOM 3IPaBOOXPAHEHUN HAYYHO MOATBEPXKIACHHBIX U

IIPAKTUYCCKHU BBIITOJHUMBIX KPUTEPUECB.

Pedepent A. Y. Acmanos
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