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Curdpom Jlpase (CI, macenas MUOKAOHUMECKAS SNUACNCUS MAAOCHHECMBA) — SNUACHIMUYECKAs. SHYeharonamus ¢ 0eOmMom Ha Nepeom
200y HCU3HU, NPOABASTIOUAACS (PeOPUNBHBIMU U APeOPUNLHIMU 2EHEPANUZ08AHHBIMU U (YOKANbHBIMU NPUCMYNAMU, C HAAUMUEM MUOKAOHUMECKUX
NapoKcu3mMo8 8 MUNUYHBIX CAYHASX, OMCIMABAHUEM 6 NCUXUHECKOM PA36UMUL U Pe3UCMEeHMHOCMbIO K AHMUINUAeNMU1ecKol mepanuu. 3a-
bonesanue o010 énepevie onucano Ch. Dravet ¢ 1978 e. 60 Opanyuu, 3amem noopobno Ch. Dravet et al. 6 1952 e. B kaaccugpuxayuu 1989 e.
C/l 3anuman ocoboe mecmo, OMHOCACH K hopMam SNUAENCUL, UMEIOUWUM KaK 2eHepanu308anHbie, MaK U (poKanbHble KAUHUYECKUe NPosieAeHUs..
B npoexme cospemennoit knaccugpuxavuuu 2001 e. 3a601e6an1ue OMHOCUMC K INUACNMUMECKUM SHUCHAN0NAMUIM MAAOCHYECK020 803DACMA.
Ocrosnas npuvuna pazeumus CI — mymayus 6 eene SCN 1A, evisensemasn y 6orvuiuncmea (Ho He y ecex) nauuenmos. Ilpeonosaeaemes,
umo cyuecmeyom u Hekomopuie opyeue mymayuu, demepmunupyiougue pazeumue CJH, ¢ vacmnocmu GABRG2-mymauus.

s CJl xapakmepen noaumop@usm Snuienmu4ecKux npucmynos: gedpunvhvie cyoopoeu, poKanbibie MOMOPHbIe (6KAI0UAS 2eMUKAOHUYE-
CKUe U 6MOPUYHO-2eHEPaNU308aHHbIE), 2eHEPANU308AHHbIe MOHUKO-KAOHUYECKUe, AAbMePHUPYIOUUe 2eMUKOHBYAbCUU, MUOKAOHUYEeCKUe,
amunuutbsle abcancol, hoxkarvhvle duarenmuyecKie NPUCMYnbsl, @ Makice NUAeNMU1ecKuil Cmamyc.

IIpoenos 3a6onesanus maxceawii. IIpucmynvl 6 60ablUHCIEBE CAYHACE NPOOOANCAIOMCS 80 E3POCAOU JHCUZHU, XOMS C MEHbULELl YaCOMOIL,
yem 6 demcmee.

Asmopbl no0poOHO paccmampusaiom 0NPoOCyL SMUOAOLUY U NAMO2eHe3d, KAUHUYecKue nposeienus, ouaenocmuxy u seuerue CJI. Ocobwiil
aKyeHm coenan Ha Namoa0UYeCKUX U3MeHeHUsX Ha dnekmposryedaroepamme (9I1) y nayuenmos ¢ C/1.

Omuemausoe 3amedneHue OCHOGHOU AKMUBHOCMU (POHOBOLL 3aNUCU, NPeodAaAdaHUEe MYAbMUPESUOHANBHOU INUACNMUPDOPMHOL AKMUBHOCMU,
DecUOHaNbHOe 3aMe0NeHlUe U BbIPAdCeHHAs (hOMOCEHCUMUBHOCI (RaAMMepPH-CeHCUMUBHOCMb) — Hauboaee npocHOCmu1ecKu Hebaazonpu-
amuvte DI I-nammepnvt npu CJ1.

Karouesnie caosa: snunencus, msiceras MUOKAOHUYECKAs SNUNENCUS. MAAOeHYeCmea, cuHOpom Jlpase, eenemuueckue 0CHOBbL, MymMauusl
6 eene SCNIA, hebpunvrble npucmynst, MUOKAOHUHECKUE NPUCTNYNbL, 2eMUKAOHUYECKUE NPUCYNbL, KAUHUYECKUe NPOsaeAeHUsl, OUAeHO-
cmuKa, aneKkmposHyegarozpaguueckue XapaKmepucmuxu

ELECTROENCEPHALOGRAPHIC CHANGES WITH DRAVET SYNDROME
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Dravet syndrome (DS, severe myoclonic epilepsy of early infancy) is epileptic encephalopathy with onset in the first year of life, manifested
with febrile and afebrile generalized and focal seizures, with the presence of myoclonic paroxysms in typical cases, mental retardation, and
resistance to antiepileptic therapy. The disease was for the first time described by Ch. Dravet in 1978 in France, then, in details, by Ch. Dra-
vetet al. in 1982. In the classification of 1989, DS held a particular place being attributed to the forms of epilepsy that have both generalized
and focal clinical manifestations. According to Proposed diagnostic scheme for people with epileptic seizures and with epilepsy (2001), this
disease is attributed to epileptic encephalopathies of early infancy.

The main reason of DS development is a mutation in the SCN 1A gene revealed with most (but not all) patients. It is assumed that there are
certain other mutations that determine DS development, in particular, the GABRG2 mutation.

Polymorphism of epileptic seizures is typical of the DS: febrile seizures, focal motor (including hemiclonic and secondarily generalized), gen-
eralized tonic and clonic, alternating hemiconvulsions, myoclonic, atypical absences, focal dialeptic seizures, as well as epileptic status.

The prognosis of the disease is severe. In most cases, seizures continue to occur in adult life but with lower frequency than in childhood.

The authors review the issues of etiology and pathogenesis in details, as well as clinical manifestations, diagnostics, and treatment of the DS.
A particular emphasis is given to pathological changes on electroencephalogram (EEG) of patients with DS.

Distinct slowing of background activity, prevalence of multiregional epileptiform activity, regional slowing, and severe photosensitivity (pattern
sensitivity) are the most prognostically unfavorable EEG patterns of the DS.

Key words: epilepsy, severe myoclonic epilepsy of early infancy, Dravet syndrome, genetic basis, SCNIA gene mutation, febrile seizures,
myoclonic seizures, hemiclonic seizures, clinical manifestations, diagnostics, electroencephalographic characteristics
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Cunnpowm [pase (CI, TsoKenass MUOKIOHAYECKAS
SIIUJICTICUST MJIaICHUECTBA) — SIMIICITHYeCKasT SHIIeda-
JIOTTATHSI € IeOI0TOM Ha TIEPBOM IOy XKU3HU, TIPOSIBIISTIO-
masicst heOPMIIBHBIMU 1 aDeOPMITbHBIMU TeHEePATIM30BaH-
HBIMU U (OKATbHBIMU MPUCTYIAaMHU C HaJUdIUEM
MHUOKJTOHNYECKUX MTapOKCU3MOB B TUITMYHBIX CITydasXx,
OTCTaBaHUEM B IICUXUYCCKOM Pa3BUTUM U PE3UCTECHTHO-
CTBIO K aHTUSITIJICTITUIECKON TepaItiu.

B xmaccndukamum 1989 1. CJI 3aHrMai ocoboe MecTo,
OTHOCSCH K (hopMaM 3ITIICTICUM, UMEIOIIINM KaK TeHepa-
JIN30BaHHbBIC, TaK W (DOKAJIbHBIC KIIMHUYCCKUE TIPOSIBIIC-
Hus. B npoekrte xiaccudpukauum 2001 r. 3a06oneBaHne
OTHOCHUTCS K 3MUJICHTUYSCKUM SHIIe(haTOTaTUsIM MJa-
JIEHYECKOTo Bo3pacTa. 3a0oJieBaHNEe OBbLIIO BIICPBEIC OITH -
caro Ch. Dravet B 1978 1. Bo ®paHimu, 3aTeM ITOAPOOHO
Ch. Dravet et al. B 1982 1. [14].

Tak KaK MMOKJIOHUYECKHE TTPUCTYITBI OOBITHO TIPHCO-
SIMHSIOTCS JIUIITH Yepe3 HECKOJIBKO JICT C MOMEHTa Ae0r0-
Ta 3a00JIeBaHMsI, MOTYT OTCYTCTBOBATh ITPU MOTPAaHUYHBIX
CIIyJasix, a TAKKE B CBSI3U C CYIIECTBOBAHMEM Pa3IMIHBIX
(GopM MUOKIIOHMYIESCKUX SIMWICTICUI C TSKETBIM TCUCHU -
€M, MHOTHE aBTOPHI OTHAIOT MPEAIIOYTCHIE UMECHHOMY
HazBaHUIO — cuHApoMm pase [18]. B HeMelKOSI3bITHOM
JINTEepaType TaKKe BCTPEUACTCSI TCPMUH «TsIKeIast UAnuo0-
maTuJecKast SIUJICTICHS ¢ TpucTynaMu grand mal B muta-
neHdecTBe» [13]. SAMoHIBI HA3BIBAIOT JAaHHYIO QOpMY
stitericuy hemi-grand mal miageHyectna [29].

B Hacrosee BpeMsI yCTaHOBJICHO, YTO PUINHOMI
pasButus CJI sBisieTCS MyTallMsI, 3aTparuBaroias ajib-
(a,-cyObeIMHUIly HATPUEBBIX KaHaJIOB HEMPOHOB [1].
DTOT JIOKyC, HAXOMSIINICSI Ha XpOMOCOMe 2(, TTOTYIUIT
MapKupoBKY SCN IA. JlaHHBII TUTT MyTallu¥ OOBIYHO BO3-
HUKAaeT de novo M OTHOCUTCS K TaK Ha3bIBAeMBIM YCEUCH-
HBIM WJIM pexe — K MucceHc-myrtanusm [8, 10, 26]. ITo-
JIaBiisiiollee OOJbIIMHCTBO HanueHToB (Ho He 100 %)
WMEIOT JaHHBIN TUIT MyTarun. [Ipenrionaraercs, 94To cy-
IIECTBYIOT ¥ HEKOTOPHIC APYTUE MyTalllM, ICTCPMUHUPY-
fome passutue CJI, B yactHOCTH GABRG2-myTtanusg [19].
Baxnast ocooenHocTh CII — Hepeakoe HaTMIne SIUJICTI-
cnu Wi (eOPMITHHBIX TIPUCTYIIOB CPEIM POICTBEHHUKOB
mpo6anmoB: ot 25 1o 71 % [15, 28].

CuMnmomamuxa

CornacHo 0000IIeHHBIM JaHHBbIM, yacToTa CJI co-
CTaBJISIET OKOJIO 6—8 % cpeau BceX (OpM SIUIIETICHM C Jie-
0I0TOM Ha ITlepBOM roay xu3Hu [9, 11, 19].

ITo marneM Ch. Dravet et al. (2005), Bo3pacTHOI UH-
TepBaJl Hauaja 3aboyieBaHMUS — OT 2 10 12 MecsiiieB (MaK-
CHMYM B 5—8 MecsI1IeB); B HAIlleM MCCIeIOBaHUM — OT 1,5
1o 10 mecstueB [2, 3]. OTgaromeHHbINH epUHATAIBLHBIN
aHaMmHe3 oTMeuaeTcs B 22—40 % caydaes [17, 32].

Hnst CII xapakTepeH IMoTuMOpGhU3M SMICTITHISCKIX
MIPUCTYIIOB: (peOPMIIBHBIE CYTOPOTH, (DOKATBbHBIE MOTOP-
HbIe (BKITIOYAS TEMUKIIOHUTYECKIE U BTOPUIHO-TEHEPaIH-
30BaHHBIC), TeHEPAIM30BaHHBIC TOHUKO-KJIOHNYECKHUE,

aJIbTepHUPYIOIINE TeMUKOHBYJIHCUN, MUOKJIOHUYECKIE,
ATUMUYIHBIC a0CaHCHI, (POKATBHBIC THATCTITUICCKHE TIPH-
CTYIIBI, a TAKIKE DIMUJICTITUYeCKuii ctaryc [2, 17]. Tonnue-
CKHE TPUCTYIBl B TUIMMYHBIX CIydasX OTCYTCTBYIOT,
HO MOTYT HaOJII0AaThCs y OTAEIBHBIX 00NbHBIX [16]. BoI-
IeJISIIoT 3 cTamguy TeueHUs 3a00JeBaHus: (heOPMIbHYIO
(mo 1-2 ner), kKaractpodudeckyio (2—6 JieT) U OTHOCH-
TeIbHOM cTabmm3anuu (mocie 6—8 ser) [17, 30].

Y 2/3 nmanmeHToB 3aboneBaHue HAUMHAeTCs ¢ de-
OpwIbHBIX TpUCTyNOB. Hepenko dhedpuibHbIE Cy1oporu
HOCSIT aTUIIWYHBIN XapaKTep: BHICOKAs ITPOIOIKUTEIb-
HOCTh TIPUCTYIIOB, (DOKAJIIBHBINI KOMIIOHEHT B CTPYKTYype
IIPUCTYIIOB, AJIETEPHUPYIOLINE FeMUKOHBYIbcUU. Y 25 %
MMAIIEHTOB MTPOIOJIKUTEIBHOCTD (PeOPMITHLHBIX TIPHCTYIIOB
npesbimaet 20 MuH [15], B HEKOTOPBIX claydassx OHU
TpaHchHOPMUPYIOTCS B SIWIETITUYECKUit cTaTyc [33].

VY nereii mociie 3—5 €T XxapaKTepHO TIOSIBIIeHNE (hbe-
OPUIBHO-IIPOBOLIMPYEMBIX KJIIOHMKO-TOHUKO-KIOHWYEC-
CKMX IIPUCTYIIOB M aJIbTCPHUPYIOIINX TeMUKOHBYIbCHIA.
[IpucTyn HauYMHaeTCs ¢ TeHePaTN30BaHHBIX KITOHUIECKIX
IoAepruBaHuil (KOTOPBIE MOTYT OBITh M1 ACMHXPOHHBIMH ),
3aTeM ITPOJOJIKACTCS B KOPOTKYIO TOHMIECKYIO (pa3y u 3a-
KaHYMBAETCS KIIOHMUECKOM. AJTBTEpHUPYIONINE TEMIKOH-
BYJILCUU TIPOSIBIITIOTCS (POKATHHBIMU TEMUKIIOHTYCCKIMU
IMapoOKCU3MaMM, MEHSIIOIIIMMU CTOPOHHOCTD OT IIPUCTYTIa
K MIPUCTYNY WX Ha MPOTSIKEHUM OAHOTO IPUCTYIIA,
YTO MOKET CO3[aBaTh BIICUATICHHE O JIOXKHOTEHEPaT30-
BaHHOM xapakTepe npuctyma [17].

[IpumepHo y 35 % GOJbHBIX IIEPBbIE IIPUCTYIILL ade-
oprtbHBIE. OOBIYHO 3TO (POKATBHBIE TIPUCTYITBI (MOTOPHEIE,
ayTOMOTOPHBIC ¥ BTOPMYHO-TeHEepaIM30BaHHBIC), KOTOPBIC
HaOJIIOIAIOTCS, TT0 JAHHBIM Pa3JIMYHbIX aBTOPOB, Y 43—79 %
6osbHBIX [ 18]. HekoTopble TOHMKO-KJIOHWYECKHE TIPUCTY-
IThI BU3YaJIbHO OMIPENEeNISIIOTCS KaK TeHepaan30BaHHbIC,
HO IIpY IPOBEICHUN BUICO3ICKTPO3HIIe(aorpadmaecko-
ro (Bumeo-931) MOHMTOPUHTA B OOJIBIIMHCTBE CIyJYacB
KOHCTAaTHUPYeTCsT PeTMOHAIEHOE HAYalIo.

ATunuyHble abCaHChl MPUCOEIMHSIOTCS Moce 1 roaa,
00BIYHO B Bo3pacte 3—5 jiet [17]. XapakTepHO NOsIBIeHNE
ATUMTMYIHBIX a0CAHCOB C aTOHMYECKNUM M OCOOEHHO MHO-
KJIOHUYECKUM KOMIOHEeHTaM1. BO3M0OXXHO BO3HMKHOBE-
HHE cTaTyca abCaHCOB.

Baxxubim posiBiieHremM CJI IBIISIIOTCS MUOKJIOHIYC-
ckue pucTyIbl. OMHAKO OHM PEIKO BO3HUKAIOT B HAUaJIe
3a0oJieBaHus. B Halmx HabGI0AeHUSIX 1€010T MUOKJIOHM -
YeCcKUX MPUCTYNOB BapbupoBa ot 1,5 1o 4 net [2]. [1po-
JIODKUTEIBHOCTD 3a00JIeBaHUSI C MOMEHTA JIe0I0Ta SITH -
JICTICUH 10 TIOSIBIICHUSI MUOKJIOHMYECKUX ITapOKCU3MOB
cocraBisuia ot 1 roma 3 mecsueB 10 3 jeT 9 Mecsies [3].
B uccnenoBanuu T. Ohki et al. (1997) cpeaHuii Bo3pact
MIPUCOSANHEHNS MIOKIIOHNIECKHX TTPHCTYIIOB COCTABIISLT
2,2 roma [30]. B Hauase 3a60JieBaHNSI MUOKIIOHYC KIIMHU-
YeCKHM eIBa 3aMETeH, IIOCTETICHHO HapacTaeT 110 MHTCH-
CHBHOCTH ¥ 9acToTe. Muoxionyc mpu CJ/I mompasnensieT-
cs Ha 2 TWIIA: MACCUBHBIN SMIICHTUICCKUN MUOKIIOHYC
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1 CeTMEHTAPHBIN (HEYCTOMIMBBIN — erratic) HESIMMIICIITH-
yecKuii MUOKJTOHYC [ 16]. HesnumnenTrnyecknii MUOKIJIOHYC
He oTpaxaeTcsa Ha D3I, BoBiIeKaeT MPeMMYIICCTBEHHO
IUCTaJbHbBIC OTHEJBl KOHEYHOCTEH M YCUJIMBACTCS
IIPY BBITIOJITHEHUY TOYHBIX ABIDKCHUI. Y HEOOIBIIION Ya-
ctu 60bHBIX CJI (TTorpaHUYHBIC CIIydaun) SIMMICIITHIC-
CKUII MUOKJIOHYC MOXKET IIOJIHOCTbIO OTCYTCTBOBATH [ 16].

BaxxHO OTMETHTB, YTO IHaXKe y AeTei cTapIero Bo3pa-
cra ipu CJI KoHCTaTUpYeTCs TOSIBJICHUE W YJaIllcHHUE
SMIWICTITUICCKUX TPUCTYIIOB BO BPEMSI JTUXOPATOUHBIX
3a0o0neBaHUil. B 3TOT e nmepro 00bIMHO BO3HUKAET U TS~
JKeJI0e CTaTyCHOE TeUeHUE TIPUCTYTIOB [2].

Hespomornueckoe o6cieoBaHNe BEISIBIISICT HApyIIIe-
Hus1 y 0osbinrHeTBa naureHToB ¢ C/0 (81 % B Habmone-
auu Ch. Dravet et al., 1992 [15]): MbITIIcUHAsI TUTTOTOHUS,
aTakCHsI, MTHTCHIIMOHHBIN TEPMOpP, MOTOPHAsI HEJIOBKOCTb,
MMPpU3HAKU TUPaMHUIHON HemocTaTouHOCTH. OOIMTaTHBII
MMPU3HAK 3a00JICBaHMS — IIPUCOCINHEHNE (OOBIYHO TTOCITe
4 J1eT) HEeAMUJICIITUIECKOT0 MUOKJIOHYCA, YCUIMBAIOIIIE-
TOCSI IIPY BBITIOJTHEHUM ITPOU3BOIbLHBIX IBIKCHUI, KOTO-
pBIi ¢ Bo3pacToM HapacTaeT [16].

HHTeUIeKTyaIbHO-MHECTUYECKIMA IeDUIIUT pas3Ind-
HOI1 CTeIeH! BBIPaXKEHHOCTH TIPUCYTCTBYET Y ITOAABISIO-
mero oompimmHeTBa 001HBIX CI. Ch. Dravet et al. (2012)
YKa3bIBaIOT, YTO B HEKOTOPBIX ITOTPAHUIHBIX CITydastX MH-
TEJUIEKT MOXKET OBITh HEe HapyIleH. B TMITMYHBIX cydasx
WHTEJICKTYaTbHBIN 1eDUIIAT, KOTOPHII 4aCTO COUeTaeTCsI
C TUTIEpAKTUBHBIM ITOBEICHUEM, CTAHOBUTCS 3aMETCH T10-
cyie Bo3pacra 1,5—2 JIeT, moCcTeIeHHO HapacTaeT K IIKOIb-
HOMY BO3pacTy U 3aTeM OCTaeTcs CTabuabHbIM [16, 32, 33].

o 42 % nauyeHTOB 0OHAPYKMBAIOT IIPOSIBICHMS (ho-
TOCEHCUTUBHOCTHU (KJIMHUYCCKON MU 10 TaHHBIM D3T)
[19]. BaxHo, uT0 y 1/3 O0OIBHBIX IPU3HAKU (DOTOCCHCH -
TUBHOCTH WJIY MATTePH-CEHCUTUBHOCTH MOTYT OBITH OT-
Me4YeHBbI yKe Ha epBoM Troay xkus3Hu [11, 22]. Bpau mon-
JKeH YYUTBIBATh HEPEAKYI0 BO3MOXHOCTh IPOBOKAIINH
pucTyIIoB y 0016HBIX C/1 (hOTOCEHCUTUBHBIM MATTEPHOM
(omexxma, 000U M T.II.), IPOCMOTPOM TeJIeTiepeiad, a TakxKe
IMyTeM ayTOMHIYKIIMUA 1 OOBSICHSITH JaHHBIC (DeHOMEHBI
poautensim. JJo 40 % GonbHbix CJ1 0OGHAPYXUBAIOT IIPH-
3HAKW ayTOMHAYKLIWHK [21]: mpu 5TOM BO3MOKHO BBITION -
HEHME MaHEeBPOB C 3aKaThIBAHMEM IJIa3 BBEPX M MEIJICH-
HBIM NPUKPBIBAHWEM BEK C MOSBJICHUEM IIPUCTYIIOB
B BUJIE SMUJIETITUYECKOTO MUOKJIOHYCa BeK [15].

JlaHHbIe HElPOBU3yaTM3ALIMN HeCTICLIM(UUHBL: HEPETKO
KOHCTaTUPYIOTCS TIPU3HAKU I PY3HON KOPTUKAIBHOM,
CyOKOPTUKAJIBPHOM 1 MO3KEUKOBOI aTpohuM, yMepeHHast
BEHTPUKYJIOMETATHS, B PEIKUX CIyJasx — JIOKAJIbHBIC 13-
MeHeHud [2, 17]. I1py1 omHOKpaTHOM MpOBEACHUN MarHUT-
HO-PE30HAHCHOI ToMOTpahry MPU3HAKU TUIITIOKAMITAJIb-
HOTO cKJIepo3a ObuH BeIsIBIIEHBI Y 10 13 14 6oabHBIX CJI,
B Bo3pacrte ot 1,2 10 16 et [34]. YacTora BBISIBIEHMUS CKIIE-
pO3a aMMOHOBA POTa YBEIMYMBAIach C Bo3pacToM. OqHAKO
HM B OTHOM CJTy4ac aBTOPbI HE OOHAPYKWIN KIMHUISCKIX
MIPOSIBIICHUI TTAJICOKOPTUKATBHON BUCOUYHOM STMUJICTICHI

y 6oabHbix CJ. Ch. Dravet et al. (2009) cuuraior,
yTo 11 60sbHBIX CJ1 6oJiee XapaKTepHbI JTIOKATbHBIE aTpO-
duryeckre M3MeHeHNsI Ha MAaTHUTHO-PE30HAHCHON TOMO-
rpacduu ¢ yMEHBIIICHIEM 00beMa BUCOYHOI TOJIH, a HE TH-
MUYHBIN Me3UaJIbHBII TeMITOpa/IbHbIN cKiIepo3. [TpuunHoit
JMTAHHOTO MOP(MOJIOTMIECKOTO CyOCTpaTa MOTYT OBITh [ITH-
TeJIbHBIC 1 YacThie (hbeOPMIbHBIC TIPUCTYIIHI B pAHHEM JET-
CKOM Bo3pacTe. B eqMHMYHEIX CiTydasix oIrmrcaHa aTpopust
onmHoit reMucdepbl y 601pHBIX C/1, Y KOTOPBIX B pe3yJIbTaTe
ITATENIPHBIX YHUJIATEPaTbHBIX (heOPMIHHBIX TIPUCTYIIOB
pasBuica HHE-cunapom (hemiconvulsio—hemiplegia—
epilepsia — reMMKOHBYJILCHSI—TeMUTIIETUSI—3ITMIericus) [6].
CJ1 HeoOxommuMo muddepeHIMPOBaTh MPEXKIe BCETO
¢ METa0OJIMISCKIMU, MUTOXOHIPUATLHBIMI 1 HACTIEACT-
BCHHO-JETeHEPAaTUBHBIMU 3a00JICBAaHUSIMH, a TaKXkKe
¢ IpyruMu (popMaMu SMIICTICUN: CUHAPpOMaMu JICHHOK-
ca—TacTo, nceBno-JlenHokca, Jo3e. CX0XNUM 1O KIIMHU -
YeCKOM KapTHHE 3a00J¢BaHUEM SIBIISICTCS STMICIICUS
C YMCTBEHHO OTCTaJOCThIO, OTPAaHUYCHHAS KEHCKUM
moyioM. DTo 3a0oJieBaHME BBI3BAHO MyTallMeil B TeHe
PCDH 19, xonupyro1iem 0e10K mpoTokoaepuH 19 [12].

Jleyenue

CJl otHOCHUTCS K (hopMaM SMUJICIICUH, PE3UCTCHT-
HBIM K JICUeHIIO. BobIioe KoaTndecTBO aHTUSIIMIICTITH -
YeCKUX IIperapaToB alpoOMpPoOBaHO B JICUCHUHN TaHHOTO
3a00JI€BaHMS C Pa3IMIHBIMU pe3yiabTaTaMu. PekoMeH-
JIOBaHa CTAapTOBasl Tepamus mpeliapaTaMy BaJbIIPOCBOM
kucioTel (30—70 Mr/Kr/cyT) miaud TomupaMaTtom (2—
10 mr/kT/cyT) [2]. [IpuMeHsI0TCST 6apOUTYpaTHI, JIeBe-
THpaIeTaM, 30HUCAMUI, CYKIIMHUMUIBI, O6H301a3CITH -
HBI ¥ 1axe couu opoma [3, 16, 20, 25]. Ch. Dravet et al.
(2012) cynTaroT ONTUMAaJIbHON KOMOMHAIINIO: BaIbIIPO-
aThl, KJ1I00a3aM U CTUPUIICHTOJI. OTMEUeH ITOJIOKUTEIb-
HBI 3 dekT KeToreHHoW aueThl [16]. [IpuMeHeHue
¢deHnTOMHA, TAMOTPUIKMHA U KapObamMas3eInHa,/oKcKap-
0a3ernurHa IMIPOTUBOITIOKAa3aHO BBUIY YaCTOM arrpaBallii
npucTymnos [23].

IIporHo3 3a0oseBaHus Tskebiii. [Ipuctyribl B 00J1b-
IIMHCTBE CJTydyaeB IMPOIOKAIOTCS BO B3POCIION XKU3HU,
XOTsI ¢ MEHBIIIEH YaCTOTOM, UeM B ACTCTBE, U IIPEUMYIIIC-
CcTBeHHO B HOuHOe BpeMs [24]. [To muenuio Ch. Dravet et
al. (2005), 6onpaBIe CJI ¢ hOTOCEHCUTUBHOCTBIO 1 ayTO-
WHAYKIIAEH TIPUCTYIOB TIPEACTABISIOT COOOI caMyto TsI-
JKEJTYI0 M PE3UCTCHTHYIO K TePAITMU ITOATPYIITY CHHIPOMA
[17]. CmeprHOCTh Tiput CJ1 cocrasisiet ot 5,75 o 17,5 %
cllyyaeB, TJIaBHBIM 0Opa3oM 5TO BHeE3aIlHasT CMEPTh
mpu ammernicuu (sudden unexpected death in epilepsy —
SUDEP) [17, 31].

3nexmpo3nuethanorpaduyeckue u3MeHeHus

npu cunapome fipase

XapaxkrepHas ocooeHHocTb DDI ipu CII B MexXTIpur-
CTYITHOM II€pUOJie — COYETAHME PETMOHATBbHOM, MYJIbTH -
pernoHabHOM 1 TN DY3HOIM SIUIETTUHOPMHON aKTUB-
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HOCTHU C HapacTaHUWEM BO CHe. Y HEOOJBIIONW JacTu
MMAIeHTOB, OCOOCHHO P PEAKMX MTPUCTYTAX, SITJICII-
T(hOPMHAST AKTUBHOCTD B MEXKITPUCTYITHOM IIEPHUOIE MO-
KET OTCYTCTBOBATb.

OcHoBHASI AKTHBHOCTD

OtmMmeuaeTcsl 3aMeIIeHUE OMO3JICKTPUICCKOM aK-
TUBHOCTH (D)OHOBOM 3aITMCU U YCTOMYMBOE JOMUHUPOBA-
HHUE TeTa-pUTMa ¢ 4acTtoToil 4—5 Ii1 ¢ BIleTeHUEM enu-
HUYHBIX OebTa-BogH. [IpumepHo y 1/3 OGOJBHBIX
OCHOBHAsI aKTUBHOCTH OCTAaeTCSI B HOPME, HO OOBITHO
JIe30praHn30BaHa BhIPAXKEHHOM TeTa-aKTUBHOCTBIO [22].
CrernieHb 3aMeyIeHUST OCHOBHOI akTnuBHOCTH T1pn CJ1 MO-
KEeT CYIIECTBEHHO (hJIYKTYHPOBATh B 3aBUCHMOCTH OT Ya-
CTOTHI IPUCTYTOB. [1pn WIMTETLHON PEMUCCUN Y HEKOTO-
PBIX MAIIMEHTOB OCHOBHASI aKTMBHOCTBH BO3BpaIllacTCs
K HOPMATUBHBIM JJIST Bo3pacTa nokasatessm [17]. Croii-
KO€ 3aMeIIJICHNE OCHOBHOI aKTUBHOCTHU (DOHA KOCBEHHO
CBHUICTEJIBCTBYET O BHIPAKCHHOM HapyIICHUN KOTHUTUB-
HBIX (QYHKIIMIA.

OmuentugopMHas AKTHBHOCTh

B nauase 3a6oneBanus (peOpuabHAS CTAoUsI) SITH-
JenTUdOopMHas aKTUBHOCTb OOBIYHO OTCYTCTBYET B (DO-
HOBOI1 3aIICH, HO MOXKET BBISIBJIITBCS IIPU MIPOOE C pUT-
MUYecKoi doTtocTuMynsauueii. B pasBepHyTOit
(karactpoduaeckoit) ctaguu CJI HabIIOmaeTCs cCoueTaHKe
D GY3HOM, perMOHATLHONM U MYJIBTUPETMOHATBLHOM DITH -
JenTU(GOPMHOI aKTUBHOCTH B T€YEHME OJHOM 3anicu
DOTI (70 % B nadmoaenun Ch. Dravet et al., 1992 [15]).
B Gonee penkux ciaydasix KOHCTaTUPYeTCsT TOIBKO ITU(-
¢y3Has (0OBIYHO B HavaJIe 3a00JIeBaHMST) WU TOIBKO pe-
TMOHAJIbHAS/MYJIBTUPETMOHAIbHAS ITMK-BOJTHOBAST aKTHUB-
HOCTH (IIpW AJIUTEIBHOM TeYeHHUM 3a00JIeBaHUSI,
OCOOEHHO Y JIeTeil cTapIliero BoO3pacTa U B3pOCIbIX, — CTa-
IIAST OTHOCUTEIIBHOM cTabunm3anun) (tTabmmia). duddys-
Has aKTUBHOCTH IIPEACTaBIeHAa HEYACTHIMU KOPOTKUMU
paspsimaMy THMK—BOJIHA WJIX MTOJIMITUK—BOJIHA, HapacTa-
IOIIMMU B TIEPUOIT HETIOCPEICTBEHHO TTOCIIE TIPOOYKICHUS

Puc. 1. llayuenm D.A., 1200 11 mecaues. Cunopom Jpage. DII, con. Ha
(hoHe coXpaHHbIX COHHbIX 8epemeH onpedensemcs OUp@dy3Holil OMHOCUMeNb-
HO HeBbICOKOI CMeneHU CUHXPOHU3AUUU PA3PsI0 SNUNENIMUPOPMHOI AKMUB-
HOCmU ocmpas—me0nNeHHAs 80AHA ¢ npeobAadanuem 8 npagoii eemucgepe
(uHmMepuKmanvHo)

MMallMeHTOB, HEPEAKO C MOCICAYIOIINM PeTHOHATbHBIM
3aMenjicHeM. PernoHanbHbIe OCTPhIC BOJHBI M1 KOMITICK-
CBHI OCTpasi—MeUICHHAs BOJTHA Yallle OTMEYaIOTCs 110 BU-
COYHBIM OTBEACHMSIM, C TCUCHUEM BPEMEHM IIproopeTast
MYJIBTUPETMOHAIbHBIN He3aBUCUMBIN xapakTep. [1pu aTom
B DOI 60IpcTBOBAHMS MOTYT ITpeo0JIafaTh peTHOHAIBHBIE
SOUICTITU(OPMHBIC TTATTEPHEI, a IIPH 3aChIIIaHUU U TIPO-
oyxneHun — nud@y3Hbie pas3psasb [2].
ArmaenTudopMHast aKTUBHOCTh (KakK auddy3Has,
TaK 1 peTHOHaIbHAsI) HapacTaeT BO CHE, ITPU 3aChIIIaHUHU
U TIpOOYXKIeHUU. B oTnnyne ot OOJBIIMHCTBA IPYTUX
STMJICTITUYECKUX CHUHAPOMOB OHa HE OJOKMpYETCS
IIpY HacTyIJieHUH ObicTpoBoHOBOTO (REM) cHa [23].
BDBI'-cTpyKTypa cHa, KaK IIpaBujIo, He HapyiieHa (puc. 1).
KowmriekcoB ocTpas—MeaIeHHAs BOJTHA, XapaKTEPHBIX
s cuaapoMa JlenHokca—Iacro, He 6biBaeT npu CJI. H-
TepecHo, uTo B 4 u3 60 caydaeB CJ1, ormcanaeix Ch. Dra-

Yacmoma u xapaxmep mesxcnpucmynnvlx Hapyuwenuti Ha DIy 601bHbIX MANCEN0U MUOKAOHUMECK O dnutencuell Mmaadenyecmea™

M cKIIIounTeIbHO TCHEpaJIn30BaHHasA HI/IK/ TIOJIMTIMK-BOJIHOBasA aKTUB-
HOCTH

Bcerna renepain3oBaHHasi + pernoHaIbHAsI /My IbTUPErMOHATbHAS
anmienTudOopMHast aKTUBHOCTh

[eHepanzoBaHHasH ¢ MPUCOEIUHEHUEM B TIOCIEAYIOLIEM PETMOHATBHOM/

MyJILTHpCFPIOHaJTbHOVI SHHHCHTH(I)OPMHOﬁ AKTUBHOCTH

lenepanuzoBanHast anuaenTUdOPMHas aKTUBHOCTD, 3aMeIIaloniasicst
C TeueHHeM BPeMEHU PerMOHAIbHOM,/MYJIBTUPErMOHATbHOM

Bcerna pernoHanbHasi/MyJIbTUPErMOHAIbHAS SMTUIETTU(DOPMHAST
AKTUBHOCTb

11(17,5 %) 0 (0 %)
12 (19 %) 2(25 %)
4(6,3 %) 4.(50 %)

28 (44,5 %) 2(25 %)
8 (12,7 %) (0 %)

Ilpumenanue. * — y 00H020 nayuenma moxcem 0bimb HECKONbKO U008 HapyuteHuti Ha III.



10

PYCCKUN

sy’ TETCKOM
HEBPOAOT MU

vet et al. (2012), ObuTM OOHAPYXKEHBI IIPOOETH OBICTPOBOJI-
HOBO# aKTUBHOCTHU C ITOCJICAYIOIIMM YILUIOIICHUEM
OMOBICKTPUICCKOM aKTUBHOCTHU WM C TIOSIBJICHUEM TUD-
¢y3HBIX ITOJUITUK-BOJIHOBBIX pa3psnoB [16]. JaHHbIe
DOI'-maTTepHbl KakK pa3 HamoMMHaloT fast activity
mpu cuHnpome JleHHokca—IacTo. B HEKOTOPBIX Cirydasix
BO CHE aKTHUBHMPYETCS PeTHOHAIbHAS SMIIeHTU(GOpMHAs
AaKTUBHOCTb B JIOOHBIX OTAeNaX (0M(POHTATBLHO WIN TOThb-
KO C OITHOIT CTOPOHBI), KOTOpasi B MEUICHHOM CHE MOXKET
NpUHUMATh XapakTep nNpogokeHHol [17].

Jnst 6onpHbIX CI XapakTepHO MOSIBIIEHUE paHHEN
¢doroceHcutuBHOCTU Ha DDI. Bo3HMKHOBEeHME reHepa-
JIM30BaHHO MMMK-BOJHOBOI aKTUBHOCTU IIPY PUTMUUC-
ckoii potoctumysiiu (PAOC) onrcaHo y JaHHBIX TTAL-
€HTOB HauMHas ¢ Bo3pacra 3—6 mecsies [22]. BoamoxHa
TaKXe MPOBOKAIIMS 3MUICITU(DOPMHON aKTUBHOCTHU
B MOMEHT 3akpbiBaHUA ria3 (dpeHomeH fixation of
photosensitivity). CormacHo HaomoneHnsM H. Oguni et al.
(2001), mosgBIeHMEe MapOKCHU3MaJbHOW aKTUBHOCTHU
Ha DBI 3aBUCHUT OOJIBIIIE OT IPKOCTU U CHIBHON KOH-
TPacTHOCTU CBETOBOTO CTHUMYJIa, a He OT 9acTOoTel POC
[29]. Hepenko HabmomaeTcs mpoBokaius DD -aHoMami
U TIPUCTYIIOB TIPU MIPEIBSIBICHUN (POTOCCHCUTUBHOTO
MmaTTepHa, a TakKKe IMPU IIPOCMOTpE Tejerepenay ¢ 0Im3-
koro paccrosHusi. POC o0OBIYHO IMPOBOIUPYET MUOKIIO-
HUYECKUE TIPUCTYIIBI, pexke abcaHChl, (POKATbHBIC 1 BTO-
PUYHO-TeHEPAIM30BaHHBIC ITAPOKCU3MBI.

B natmonenun Ch. Dravet et al. (1992) cpeau 63
6ompHBIX CJI hoToceHCUTUBHOCTL Ha DD KoHCTaTHUPO-
Bajiach B 49 % ciyyaeB, 1eOIOTUPYSI B MHTEPBaJIE OT 3 Me-
CSILIeB 10 5,5 Toma, IMOCTEIIeHHO rcue3ast y OOIbITMHCTBA
OOJIBHBIX B MOAPOCTKOBOM U B3pOCJIOM Bo3pacte [15].
[1pu 3TOM MaTTEPH-CEHCUTUBHOCTh OTMeuaiach y 11 %
OOJBHBIX; TTOSIBIICHUE SMMUICITU(GOPMHON aKTUBHOCTH
IIpY IPOCMOTpe Tejenepenad — y 1,5 %, npu 3aKpbIBaHUK
a3 —y 16 %. AyTouHIyKLMs IIPUCTYIIOB Ha0I01a1ach
B 16 % cnyudaes. F. Ragona et al. (2010) koHcTaTHpOBaIK
narTepH-ceHcuTUBHOCTD y 30 % Gonbhbix C/1, E. Fontana
etal. (2004) —y 17 % |21, 32]. B cBs13u ¢ 9TUM MbI 0Opa-
1Ia€M BHUMaHUE Ha HEOOXOAMMOCTb MPEAbSIBICHUS pa3-
JIMYHBIX (POTOCCHCUTUBHBIX MATTEPHOB IIPU IIPOBEICHUN
DOI-uccnenosanus BceM 00abHBIM CJI.

DddekT TunepBeHTIIIINA Ha DD BapuabeseH.
BoamoxkHa mpoBokanmst nudGy3HON SIS THOOPMHON
AKTUBHOCTH U TTOSIBJICHNE aTUITMIHBIX a0CAHCOB BO BpEeMsI
TUTICPBEHTUJISAIIAM, YTO, OMHAKO, HAOIIOMaeTCs HeJacTo.

HkTanbHas 3j1eKTpo3HedasorpamMmma

HxTanpHBIC XapaKTepUCTUKHI TeHEPATN30BaHHBIX CY-
IOpOoXHEIX ITpuctyrnoB npu C/ o4eHb pa3HOOOpPA3HHI,
4YTO, OE3yCIOBHO, CBUACTEIBCTBYET 00 X MaTO(U3NOJIO-
rmyeckoM pasnnunu. Ch. Dravet et al. (2012) Ha ocHOBa-
HUM KJIMHUKO-DDI-uccinenosanust 60 6onpHbIx CJI
B Llentpe Cenrt [lonp uMm. [enpu Iacro (Mapcens, @pan-
1MsT) BBIACAMIN 4 BapMaHTa CYOOPOXHBIX IPHUCTYIIOB
IIpY JaHHOM CHHIpPOME: NCTUHHOTEeHEepaIM30BaHHbIC,

JIOXXHOTCHEepaJIU30BaHHbBIC, YHIJIaTepaJbHbIC U HECTa-
OMJIbHBIC CYTOPOXXHBIC TIPUCTYITHL. CTUHHOTEHEepaIn30-
BaHHBIC TOHUKO-KJIOHWYECKHE TIPUCTYIIBI XapaKTepU3y-
fotcs Ha D3OI mosiBJIeHHEM TeHepaIM30BaHHOM OBICTPOIt
aktuBHOcTH 20—40 Ii1 ¢ HapacTaoeilt aMIIMTYI0M (TO-
HU4ecKas dasa) ¢ MOCIeaYIOIINMA PETYISIPHBIMUA PUT-
MHMYHBIMH TTOJIMCTIAiKaMU WJTA KOMITJICKCaMU ITMK—BOJTHA
(k1onmueckas ¢dasza). [Tocime mpucryra B TeueHUE He-
CKOJIBKMX YaCOB U JaXe JHEH MOXET peruCTpUpOBaThCS
3aMeIJICHNEe OCHOBHOI aKTMBHOCTHM (DOHOBOI 3aITMCH.
[Tpu yHmmatepaabHBIX MPUCTYIIaX UKTaJbHBIE DI -T1aT-
TEePHBI, KaK IIPaBUIIO, JIATePaAIM30BaHbBI IO KOHTpajIaTe-
paJbHOM TIPUCTYIY TeMHucdepe, HO B OTACIBHBIX CIIydasiX
MOTYT OBITh ¥ AU(PDY3HBIMU C OMHOCTOPOHHMM IIpeodIa-
nanuem [17]. Jlarepann3zoBaHHOE 3aMeJIeHUE OOBIYHO
PETUCTPUPYETCS B TCUCHNE HECKOJIBKUX THEH TocIe TIpo-
JOJDKUTEIIBHBIX YHUJIATEPAIBHBIX IIPUCTYIIOB, OCOOCHHO
IMPOTEKAIOINX ¢ ITape3oM Tomma.

JloxkHOTeHEepaIn30BaHHBIC CYTOPOXKHBIC MPUCTYIIBI
UMEIOT TUCCOIMAIINI0 MEXIY KIMHUICCKOW KapTUHOM
1 TaHHBIMU UKTanbHOU DI, OHM MOTYT HAaUYMHATHCS
C KJIOHMYECKMX MTOACPIUBAaHUMA JTUIIEBOM MYCKYIaTypPHI
(0cOOGEHHO TIEPMOPOUTATILHOI ), TTOBOPOTA TOJIOBHI, aCM-
METPUYHBIX TOHNYCCKHUX IIPUCTYIIOB C TOCICAYIOIIUMU
KJIOHWUYECKNMU ITOJACPTUBAHUSIMHU C IIpeobIamaHueM
Ha ogHoli ctopoHe. K manHoMy Turty ipuctymnos Ch. Dra-
vet et al. (2012) OTHOCSIT ¥ TIPUCTYIIBI C AJTBTEPHUPYIOIIH -
MM TeMUKOHBYJIbCUSIMU. OTMEUArOTCS pa3IMIHBIC CIIeHA-
pumn DD Bo BpeMsT JaHHBIX MPUCTYTIOB:

1) Havyamo ¢ TUDOY3HBIX PUTMUIHBIX MEIICHHBIX
KOMIIJIEKCOB OCTpasi—MeUICHHAs BOJIHA C TIOCJICAYIOIINM
MMafieHueM aMILUIMTYIBI M 3aTeM TOsIBIeHeM Tuddy3HO
OBICTPOI aKTMBHOCTH, 3aKAHUMBAFOIIICIICST BBICOKOAMILUIH-
TyIHBIMHM MEIJICHHBIMUA BOJTHAMMU,

2) Havayno ¢ nuhY3HBIX MEIICHHBIX KOMILIEKCOB
ocTpasi—MeIJIeHHas BOJIHA C TTOCICIYIOIINM OTYCTIMBBIM
ImpeobIagaHueM JaHHBIX ITATTEPHOB 10 OMHOM reMucde-
pe (YHHJIaTepaIbHO);

3) Hayvajo ¢ OMIaTepaabHBIX, HO ACUHXPOHHBIX ITHK-
BOJIHOBBIX KOMIUIEKCOB C OTYCTIUBBIM aMILIUTYIHBIM
npeodagaHueM.

BaxxHo OTMETUTBH, 9YTO MKTaJbHBIC DD -TIaTTepHBI
JIOXKHOTEHEPaJIN30BaHHBIX IMPUCTYIIOB BCeraa Ouiare-
panbHBI (Iddy3HBI), HO OOBITHO HAOIIOMACTCS X OTYCT-
JIMBasi aCHMMETPHS C CaMOT0 Havaja WK II0 Mepe IIpo-
IOJIXKEeHUS TpucTyma. I[IpucTynmbl OKaHYMBAIOTCS
I GY3HBIM YIDIOMIEHEM OMO3JIEKTPUICCKOI aKTUBHO-
CTH Y/WU TIOSBJICHUEM BBICOKOAMIUIUTYIHBIX MEIJICH-
HBIX BOJH. OKOHYaHME MPUCTyIa Mo JaHHBIM DO
HE BCerma JICTKO OIpeaeIuTh, OCOOCHHO €CIIM MPUCTYIT
BO3HMKACT BO CHE.

HectabuibHbIe CYyTOPOKHBIC TPUCTYITHI HATTIOMUHAIOT
JIOXKHOTEHEePAJIM30BaHHBIC IT0 KWHEMATHUKE, XapaKTepH-
3ysICh PA3IMYHBIMU OMJIaTepaIbHBIMU, HO aCUMMETPHI-
HBIMM TOHUYECKUMU M KJIOHWYECKUMU (HDeHOMEHAMU,
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a TaKXKe aJIbTePHUPYIOIIMMU FeMUKOHBYIbCUSIMU. OqHa-
Ko DOTI-nposiBiaeHus pa3nuyHbl. OCHOBHOE OTIIMYME —
M3MEHEeHUe JIOKAIN3aLUK UKTaJbHIX DD -1arTepHOB
B T€YEHUE OJHOTO IpucTyma. [IpucTyn MoxXeT HayaThCst
HUKTaJIbHBIM DD -1IaTTepHOM, HaIIpUMED B IIPaBOIi BUCOY-
HOI 00J1aCTH, C IMOCIEAYIOLINM PacIpOCTPaHEHUEM KIIe-
penu B mpenenax cBoeit reMucdepsl, WK ¢ BOBJICYCHUEM
IIPOTUBOIIOJIOXKHOTO ITOJIYILIAPpKs, WJIA C OujiaTepalbHbIM
ACMHXPOHHBIM pacipocTpaHeHueM. OKOHUaHME pa3psiaa
MOXeT OBbITh KaK B 30HE Hauajia IIPUCTYIIa, TaK 1 B JIIOOOM
JIPYTOM Y4acTKe KOphI, BKJIIOUast IIPOTUBOIIONIOXHOE 10~
nymapue. [1ytu pacnpocTpaHeHUs STMIeNTU(OOPMHOR
AKTMBHOCTU BapbUPYIOTCS OT IIPUCTYIIA K IIPUCTYITY JaxkKe
y omHoro u toro ke namueHTa. Ch. Dravet et al. (2012)
OTMEUaloT OTCYTCTBUE YETKOM KIMHUKO-DIDI -Koppes-
LI TIPYA HECTAOMIIBPHBIX CYTOPOXKXHBIX IIPUCTYIIAX.

Bo BpeMst MUOKJIOHMYECKUX IPUCTYIIOB Ha DD KOH-
cratupyroTcst Kopotkue (0,5—3 ¢) BBICOKOAMITIUTYIHBIC
pa3psiabl TeHepaIM30BaHHOM MUK~ WM ITOJUITNK-BOJIHO-
BOI aKTUBHOCTH, HEPEAKO ¢ OM(POHTAIBHBIM WU Bep-
TEKCHBIM IIpeodiiaganueM. B penkux ciaydasx mpomaosLKu-
TEJIBHOCTh Pa3psiIoB MOXeET noxoauTh a0 10 ¢ [24]. Touno
CHMHXPOHM3WPOBATh TaHHYIO aKTUBHOCTD C SITJICTITHIC-
CKUM MUOKJIOHYCOM BO3MOXHO TOJIbKO IpU Bruaeo-DDI -
MOHUTOpUpPOBaHUU. CienyeT oOpaTUTh BHUMaAHUE,
YTO HE BCe MUOKJIOHMYecKue npuctyIibl pu CJI orpaxa-
1oTcst Ha D3OI, Tak Kak Ipy JaHHOM 3a00JIeBAHUU BO3MO-
>KEH U HEeRNMICNTUYECKUIT MUOKJIOHYC. PekoMeHa10BaHO
00s13aTe/IbHOE HAJIOXKEeHNE MUOTrpahUIeCKUX 3JIEKTPOIOB
IIpU IIPOBeACHUU BUIe0-DD -MOHUTOPUHTA.

[Ipu aTunu4HeIXx abcaHcax Bo3HUKaeT Auddy3Has
MMMK-BOJIHOBasI aKTUBHOCTb PA3/IMUHOM CTEIIEH! CUHXPO-
HU3ALKUK, YacToToi 2—3,5 i1, MpoaoIKUTEIbHOCThIO
3—10 ¢ [17]. B psime caygaeB DO -maTTepHBI MOTYT OBITH
BeCbMa CXOXXUMM C TAKOBBIMU IIPU AETCKOM abCaHCHOM
SIWJICTIICKH, HO HAOJIIOAETCS X MEHbIIAS CHHXPOHU3ALIMS

Puc. 2. Ilayuenmrka M.A., 3,5 eoda. Cundpom Jpase. D3I npucmyna (no-
cne npobyxcoenus). Ommeuaemcs pazpsao cepynnupo8anHsvix Ouppy3Hvix
RUK- U NOAUNUK-B0THOBbIX KOMNAEKCOB HEebICOKOU CMENeHU CUHXPOHUBAUUU
¢ aKyenmom 8 npasoii N06Hol obaacmu, npodoaxcumenvHocmoio 2 ¢. Kiu-
HUYeCKU COOmeemcmeyem KOpoOmKOMY amunuuHomy abcancy

u peryisipHocTb ipu CJ1. MoryT oTMedaThesT OIMCIaiKu
B CTPYKTYpe IMK-BOJHOBBIX KOMILIEKCOB (puc. 2). OT™me-
yeHa Kak OM@poHTaIbHasl, TaK 1 OMOKILMITUTAIbHAS aK-
LIEHTYyaIMs TeHePaTM30BaHHBIX ITMK-BOJTHOBBIX ITATTEPHOB
MpU aTUIWYHBIX abcaHcax y 6ombHBIX CI [29, 30].

Hkranpable DO -natTepHbl (POKATBHBIX TPUCTYITOB
MOTYT HAaYMHATBCS U3 JTOOHBIX, BUCOUHBIX MJIN 3aThLIOU-
HBIX OTBEICHUIN; IPUUYEM Y psina OOJBbHBIX UX HAYaJI0 MO-
JKeT MEHSITBCS OT IIPUCTYIIA K TIpUCTyMy [22].

ToHMgyeckue MPUCTYITBI IPOSIBIISTIOTCS Ha D3I KopoT-
KM TICPUOIOM YIUTOIIEHMST OMO3IeKTPIUYECKOM aKTUBHOCTI
C TIOCJICIYIOIIMM BO3HMKHOBEHNEM HU3KOAMIUTUTYIHOM
OBICTPOIT aKTUBHOCTH. BO3MOXeH BapraHT, KOTIa IPUCTYIT
HaunHaeTcst Ha DT muddy3HO0it BRICOKOAMITIUTYIHO# ObI-
CTPOI AKTUBHOCTBIO C MOCJIEAYIOIINM YIUIOIIEHUEM (JIEK-
TPOIEKPEMEHT) B TeUeHUE 2—3 C WY TTOSIBJICHIEM KOPOTKHX
HEePEeTY/ISIPHBIX pa3psiioB BEBICOKOAMIUTUTYIHBIX MEUTCHHBIX
BOJIH TI0 BCEM OTBEICHMSIM, MHOTIA YePESIYIOIITNXCS C HU3-
KOAMIUTUTYIHBIMU criaiikamu [4, 29].

DMIWIENTUICCKUI CTaTyC 3aTOPMOXKEHHOCTH (obtun-
dation status epilepticus) xapakTepusyeTcsl HapyIIeHHUEM
CO3HAHMSI Pa3IMIHON CTEIIEHN MHTEHCUBHOCTH, OTCYTCT-
BUEM WJIM 3aMEIJICHHOCTBIO PEaKIIMU Ha OKPYXKAIOIINX,
OTCYTCTBUEM KOHTaKTa, B TOM 4McJie U pedeBoro [17].
[1pu mTaHHOM COCTOSTHMY BO3HUKAIOT aTUITMYHBIC A0CAHCHI
B COUYETAHUU C SMUJICTITUYECCKUM MUOKIIOHYCOM 1 KOPOT-
KMMHM TOHUYECKMMM MpUCTynamMu. B MoMeHT cTaryca
Ha D3I peructpupyercs BHICOKOAMIUIATYIHAS TUddy3-
Hast HI3KOCMHXPOHU3MPOBaHHAsI MeIJICHHAsI aKTUBHOCTD,
yepenymiasicsa ¢ HU3KOAMIUIMTYIHBIMU cIlaliKaMu
1 OCTPBIMU BOJIHAMU, TTEPUOANYECKU (POPMUPYS MUK~
BOJTHOBBIC KOMITJICKCHI, BO3HUKAIOIINE MYJIBTUPETOHATb-
Ho (vame) unu auddysHo. OTMedaeTcs mpeodaagaHue
maTojormIeckux DD -maTTepHOB B T0OHO-BEPTEKCHBIX
OTBEACHMSIX. B HEKOTOPHIX cydasx oIpemesieTcsT -
¢y3Has MeIJIEHHOBOTHOBASI aKTUBHOCTD, a CIIAWKM SITH-
30IMYECKN 3aMETHBI TOJBKO B MEPEIHNX OTBEICHMSIX.
H. Oguni et al. (2001) onucanu mpeobiagaHue MeIJIeHHO-
BOJTHOBOI1 aKTMBHOCTH B 3aJHNX OTBEICHUSIX ¥ HECKOJIb-
knx 60sbpHBIX CJI Bo Bpems ctatyca [29]. [TaTomornueckue
BDOI-naTTepHBI IPU SMIICHTHICCKOM CTaTyCce 3aTOPMO-
JKEHHOCTH MOTYT He IIpeTepIieBaTh KaKNUX-JIM00 U3MEHE-
HUIA, TIPOI0JKAICh YacaMU U THSIMU; TIpAYEeM TIpsMast
KOPPEJAINS MEXKIY TIPUCTYIIaMK, BOSHUKAIOIITMMH B TIe-
puon cTaTyca, 1 pe3yabraramu D3I B 3TOT MOMEHT Hepe-
JIKO OTCYTCTBYeT [5].

Men/1IeHHOBOJTHOBAS AKTHBHOCTh

Ch. Dravet et al. (1992) onucanu y 6ombpHBIX CJI 110-
SIBJICHUC TICPUOANICCKOI pPUTMHYECKON TeTa-aKTUBHOCTHU
¢ yacrortoii 4—5 I ¢ mpeobamanneM B LIEHTpaIbHO-TIa-
pUETAIBHBIX OTBEACHMSIX WX OT BepTekca. JlaHHas ak-
TUBHOCTh YMEHBIIIACTCS WU OJIOKUPYETCS ITOJTHOCTHIO
IIPY 3aIIMCH C OTKPBITBIMU TJIa3aMU U, KaK TIPaBWIO, 3a-
METHa y OOJIBIIIMHCTBA ITaIlMeHTOB YXe C CaMOTo Havaja
3a0oJjieBaHus [5].
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[IpomomkeHHOE permoHaabHOe 3aMemieHre Ha DD
MOXKET PETUCTPUPOBATHCS TIOCTIC TSKEITBIX CEPUITHBIX SITH -
JISTITUYECKUX TIPUCTYIIOB, 0OCOOCHHO TeMUKOHBYJIbCUBHBIX
¢ mape3om Tomma, B TedeHNE HECKOJIBKUX THEH WM He-
neab. Hanuuue cToiKoro nponomkKeHHOrO perMOHaIbHO-
IO 3aMEIIJICHUS B COUCTAHNHU C PETMOHATBHOM SIUJICTITH-
(GOpMHOI aKTMBHOCTbHIO MOXKET ObITh Y HEOOJbIIOKN
TPYIIIIBI TTAIIMEHTOB, NMEIOIINX JJOKAIBHBIN CTPYKTYPHBII
nedeKT MOo3ra Mo JaHHBIM HelpoBU3yanu3auuu [S5], oa-
Hako TpeOyeT nuddepeHIINaTbHOTO IUarH03a ¢ CUMIITO-
MaTHU4YeCKOi (DOKAITbHON SMUIICTICUEIA.

JIunamuka 3jexkTpo3nuedanorpaduyecKux NnaTrepHoB

ITpu CJI maTonorndeckas akTUuBHOCTb Ha DI mpe-
TepIIeBacT OTYCTIMBBIC U3MCHECHUS B PA3IMYHBIC CTAINN
3a0oseBaHMs. Ha caMbIX HaYaIbHBIX 3Tariax OIpeacIsieT-
CsI JIUIITh JICTKOE 3aMeIJICHIEe OCHOBHOM aKTUBHOCTHU (PoO-
HOBOI1 3aIMCH, a TAKXKE TeTa-aKTMBHOCTH B IICHTPAJIbHO-
ImapueTaIbHO-BEePTEKCHBIX OTBEICHMSIX, BO3HUKAOIIAS
MpY 3aKpbIBaHUM 17143 [ 5, 27]. Hanee nosiasieTcs nuddys-
Has smuIenTudopMHasi aKTUBHOCTb, HapacTaromast
Bo cHe. C TeueHMeM BpeMeHU Ha DOI BO3ZHUKAIOT BCe
0oJice YCTOMYMBBIC peTUOHAJIBHBIC SIMUICITU(GOPMHBIC

IMaTTePHBI, KOTOPBIC IIPH OOJIBIION TTPOIOKUTSIFHOCTI
3a00J1eBaHUSI MOTYT ITOJIHOCTBIO BEITECHUTH TeHEPATN30-
BaHHBIC [19]. BasxkHO OTMETHTB, UTO C Bo3pacToM (y AeTeit
CTapIIIero Bo3pacTa 1 B3POCIIBIX) MHACKC SIS TU(DOPM-
HOI1 aKTMBHOCTH CHITXAETCSI, ¥ Y HEKOTOPBIX IMAIlIeHTOB
ITaTOJIOTMYECKAst aKTUBHOCTD ITOJTHOCTBIO MICUE3aeT B MEXK-
MIPUCTYITHOM TICPUOJIE VUIM BITU30ANICCKHI PETUCTPUPYET-
cs1 1u1b Bo cHe [17].

VY nomaBsIoIero 0OJbITMHCTBA MOAPOCTKOB M B3PO-
cibIx 60mbHBIX C/I MocTenieHHO HapacTaeT 3aMeIJICHUE OC-
HOBHOI1 aKTUBHOCTH (DOHA C 3aMeIIeHEM TeTa-PUTMOM |[7].
BDBI'-cTpyKTypa CHa, KaK MPaBUJIO, OCTACTCS COXpaHHOM
JTaxke TIPH JTUTEIbHOM TeueHNHU 3a00seBaHusI. C BO3pacToM
CTAHOBATCS MEHEE BBIPAKEHHBIMHU (POTOCEHCUTUBHOCTD
1 TATTePH-CEHCUTUBHOCTDH, KOTOPHIE KOHCTATUPYIOTCS
y 0obHBIX TT0CITE 18 J1eT jtnib B 12 % ciy4daes [5].

OTYeTIMBOE 3aMeIJICHINE OCHOBHOM aKTUBHOCTH (hO-
HOBOM 3amnucu, npeobiagaHue MyJbTUPETMOHATIbLHOMU
SIUICTITUDOPMHON aKTUBHOCTH, PETHOHATIBHOE 3aMe/I-
JICHUE U BBIpakeHHast (POTOCCHCUTUBHOCTD WIIH TTATTEPH-
CEHCUTMBHOCTH — HamboJiee IPOrHOCTUYECKN HeOJI1aro-
npugTHble DD -natrepHsl mpu CI.
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