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Pe3rome

OneKkTpudeckuii 3nuenTUYecKknyi cTatyc MeL/IeHHOBOJIHOBOro cHa (electrical status epilepticus during slow-wave
sleep — ESES) npesctasnser cobovi 33-natrepH npogomxeHHon (85-100%) anchgy3How anunentugopmHOA aKTms-
Hoctn Ha 33l cHa. Mopcgboniorusa annnenTughopMHbIX KOMIT/IEKCOB UAEHTUYHA TaK Ha3biBAEMbIM «J00POKAYECTBEHHbIM
annnenTughopmMHbIM paspsgam gercrea» ([JIPL). nunencua ¢ ESES wan «cuHgpom [leHenonsi» ABASETCA 04HOM
13 hopM BO3PACT-3aBUCUMbIX IMTUIIENTUYECKMX IHLEGDAonaTuii ¢ YeHOMeHOM MPOLOJIKEHHOV NUK-BOSTHOBOV aKTUB-
HOCTY MEAJIEHHOBOJIHOBOIO CHA. 3Ta rpyrnna anuierncuii TakXxe BKITKYaeT CUHAPOMbI nceBao-JleHHokca, JlaHpay-Knegp-
Hepa, ayTUCcTU4eCcKnii INunenTugopmMHbIi perpecc n psg apyrux. lartepH ESES, kak npasuio, KOpPesmpyer ¢ TAXECTbHo
KOTHUTUBHOIO AeghuymnTa B nonynsayum 4etes ¢ anunaerncuen. Llesbro uccneno8anus 6b1710 0npeseseHne sgh@ekTmBHo-
CTV 1 6630MacHOCTU NPUMEHEHUS N1eBeTupaireTama y etev ¢ narrepHom ESES Ha 331 Marepuasibl u MeTofibl. 3a nepu-
04 2010-2016 rr. Ha Kagheape HEBPOJIOrUU, HENPOXUPYPIUN U MEANLUNHCKON reHeTukn PHUMY wum. H.U. [Tuporosa
u B otgeneHun [NHO-2 PLKE nog anHamuyeckum HabloeHnem Haxoaunanch 34 pebeHka ¢ natrepHom ESES Ha 33l (14
manb4ukoB u 20 JeB0YeK), Mosy4aBLumx iesetupayeram (33 pebeHka B KOMOUHUPOBAHHON W OAUH — B MOHOTEpanum).
Pesynbrarsl. Y nayneHToB ¢ narrepHom ESES Ha 331 cHa Obliin auarHoCcTupOoBaHbl CEAYIOLNE G)OPMbI IMTUNIENCUN. CUH-
JPOM 3nuiencum ¢ 37eKTPUHECKUM IITUSIENTUHECKUM CTaTyCOM MEAJIEHHOBOJIHOBOIO cHa (ESES) — B 28 crnyyasx (cemb
uanonarndeckux, 13 cuMnToMaTnyeckmnx u BOCEMb CJ1y4aeB TaK Ha3blBAEMOW «BOMHOMA NaTtoa0rnn» ¢ COYeTaHnem nam-
0naTtn4ecKoro KOMMOHEHTA U TNNOKCUYECKU-NLLIEMUNYECKOro nopaxenHns LIHC y fetevi ¢ KIMHU4eCcKoi KapTUHOW JETCKO-
ro 4epebpasabHOoro napanu4a), Tpu naymeHTa ¢ CUHAPOMOM rceBho-JIeHHokca, 4Ba nayneHTa ¢ cuHgpomom Jlangay-
KnechgpHepa n oavnH nayneHT ¢ ayTUCTUYECKUM IMUAenTugopMHbIM perpeccom. Bee getn nonyyanu nesetupayeram
B TepaneBTU4eCcKux [03ax, BapbuposasLumx B npegenax ot 20 go 80 mr/kr/cyT. JleBetupavLeram nokasas BbICOKYH -
eKkTuBHOCTL y 67,6% nauneHToB (n=23) — gBa c/y4as MnojiHou KIANHUYECKON U 3HLEanorpaghmu4eckon pemmccun
10 JOCTUXKEHUSA rybepTarta, JeBATh CI1y4aeB KJIMHUYECKON PEMUCCUN CO 3HAYNTESTbHbIM CHUXEHNEM MPELCTaBIIeHHOCTU
3nunenTMopMHbIX pa3psagoB Ha 33 u 12 cny4aeB CyLECTBEHHOI0 CHUXEHUS NPUCTYNOB U 3NUAeNTUEGOPMHbIX pas-
paRoB. Huskas agpgpexktuBHOCTL Habwhanack y 20,6% (n=7) naymeHToB. Arrpasaumns 3nuaentu4eckux rnpucTynos
u 3nunenTughopmHbix paspsgos Ha 38 o6Hapyxmsanack y 4 (11,8%) nayneHToB. [Ipo4ne HeratusHbIe IGhHEKTbI Obln
oTmeqeHbl b y 4 (11,8%) petedi (3 cnyyas ncnxo-moTopHOro BO30YXAEHUS U HAPYLLEHWUS CHA U O4WUH CrlyYan asiep-
rM4eckou cbiny). 3akdeHue. Takum 06pa3om, 1eBETUPALETAM SIBJIAETCS BbICOKOIPDEKTUBHbLIM NPOTUBOINNUICNTNYE-
CKUM 1penaparom B Ka46€CTBE KOMOUHUPOBAHHOW Tepanuu nayneHToB ¢ ESES B 67,6% ciyvaes. OQHAKo crieayer otme-
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TUTb W arrpaBaynoHHbIVi pucK, coctasuBLumi 11,8%. Hanbosnee aghgheKkTuBHbIMU KOMOUHALNSAMY aHTUINTNIIENTUIECKNX
npenaparos Obi/i CO4YETaHUe JIeBETUPAaLeTama ¢ Basbrpoaramm n 3T0CYKCUMULOM.

KnroueBbie cnosa
JleseTupaLietam, INeKTPUHECKUI IMUAENTUYECKNI CTATYC MEAIEHHOBO/IHOBOIO cHa (ESES), anunentuyeckve saHyegbanonatmm.
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Summary

Electrical status epilepticus during slow-wave sleep (ESES) is an EEG pattern of continuous (85-100%) diffuse epileptiform
activity in the sleep EEG. The morphology of the epileptiform complexes is identical to benign epileptiform discharges of
childhood (BEDC). Epilepsy with ESES (or “Penelope Syndrome”) is a form of age-dependent epileptic encephalopathies
with the phenomenon of continuous spike-waves during slow wave sleep. This group of epilepsies also includes Pseudo-
Lennox syndrome, Landau-Kleffner syndrome, autistic epileptiform regression and some others. In most cases, the ESES
pattern correlates with the severity of cognitive deficit in this population of epileptic children. The aim of this study was to
evaluate the efficacy and safety of levetiracetam in children with the ESES pattern in the EEG. Materials and Methods. During
the period of 2010-2016, 34 epileptic children with ESES patterns in the EEG (14 boys and 20 girls) treated with levetiracetam
(33 in combined and 1 in monotherapy) were studied. Results. Twenty eight of the patients with ESES patterns in the sleep
EEG were diagnosed with the ESES form of epilepsy. Among them, 7 idiopathic, 13 symptomatic, and 8 “symptomatic”
cases of ESES (the latter resulted from “double pathology” of idiopathic + hypoxic-ischemic factors and these children had
cerebral palsy). Among other ESES patients, 3 cases were of Pseudo-Lennox syndrome, 2 cases of Landau-Kleffner
syndrome and one girl with autistic epileptiform regression. All 28 children received levetiracetam at therapeutic doses of
20-80 mg/kg/daily. Levetiracetam was highly effective in 67.6% of patients (n=23); of those, 2 children showed full clinical
and electroencephalographic remission before reaching puberty, 9 children had clinical remission and 12 children had a
significant decrease in seizures and epileptiform discharges. A low efficacy of levetiracetam was seen in 20.6% (n=7) of
patients. Disease aggravation (seizures and epileptiform discharges) was found in 11.8% (n=4) of patients. Other negative
effects were observed in only 4 (11.8%) children (3 cases of agitation and sleep disturbance and one case of allergic rash).
In conclusion, levetiracetam is a highly effective medication (67.6% of cases) in combined antiepileptic therapy in children
with ESES. However, the risk of exacerbation was as high as 11.8%. The most effective combinations of levetiracetam were
those with valproates and ethosuximide.
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BBeaenue

CyliecTByeT CMMNTOMOKOMMJIEKC MNPUOBPETEHHbIX
HapyLleHW BbICLLIUX MCUXNYECKUX DYHKUUIA Yy AeTen,
aCCOLMMPOBAHHBIN C BbIPaXXEHHON 3NUIeNTU(OPMHON
AKTUBHOCTbIO Ha O3, NPy KOTOPOM Yy HEKOTOPbIX NaLu-
€HTOB Ja)ke MOTYT OTCYTCTBOBATb KIMHUYECKME 3MN-
nentuyeckume NpucTynbl. Mpyu 3TUX COCTOAHUAX CTpa-
JalT TpW COCTaBNAKOLWMNE: KOTHUTUBHbIE (YHKLUN
(namsATb, BHUMAHWE, CKOPOCTb PeaKL MM 1 BbINOJIHEHNA
KOMaHf, CNoCO6HOCTb K YCBOEHUK HOBOro Martepua-
na), pevyesble PYHKLUMN (CEHCOpHAA U MOTOpHas ada-
314), NoBeAeHue.

Ewe B 1939 r. R.S. Schwab, a 3atem W.M. Landau
n F.R. Kleffner B8 1957 . nokasanu BO3MOXHOCTb BJUS-
HUS Ha BbICLLME NCUXNYecKne DYHKLUN NPOA0IIKEHHbIX
NHTEPUKTaNbHbIX aNMNENTUOPMHBIX pa3psanos Ha 330
[1,2]. Mapcenbckas rpynna anuientonoros cyopmynu-
poBania KOHUEeNUu «3nunencun 6e3 anunenTu4ecknx
NPUCTYNoB» B CnyYaax, Korpa «auddysnas, éunare-
panbHas u NOCTOSAHHASA NMUK-BOJIHOBAS aKTUBHOCTb, NMPO-
JoKalLwascs B Te4eHne BCex CTagunin dasbl MeasieH-
HOFO CHAa MHOrMe Mecsilbl W rofbl, HECOMHEHHO,
0Ka3blBaeT MOBPeXAatoLLee BO3AENCTBIE HA MO3T, Aaxe
B OTCYTCTBUW 3MWUNENTUYECKMX NpUCTynos» [3]. Takum
06pasom, anunenTU4ecKuX NPUCTYnoB MOXXET He ObITb,
a anunencust AUarHoCTMpPyeTCcs Ha OCHOBAHWUW HANU4mns
NPOAOIIHKEeHHOW Anddy3HOM anunenTUgOPMHON aKTUB-
HOCTM Ha 33l 1 apaTmyecKnX paccTponcTB NGO KOrHU-
TUBHbIX HapyLLUEHWNNA.

B HacTofLLee BpeMS He CYLLeCTBYET TOYHOW fepUuHu-
L1V AAaHHOW rpynnbl COCTOSHMIA, NPU3HAHHON BCEMU He-
BPOJIOrMYECKMMM LWKOoSIamu. J1. P. 3eHKOB NpuMeHWn ans
[JaHHbIX COCTOSIHUIA TEPMWUH «3nuienTuyeckas Aauc-
(OYHKLUSA TOSIOBHOTO MO3ra», a TakXXe «Mpuo6peTeHHbIN
3NMNENTUYECKUIA HENPONCUXONOTNYECKUA CUHAPOM>,
npeanonararLLnii HeMPONCUXONOrnYecKe HapyLLeHus,
CBSiI3aHHble C TMOCTOAHHbIMU paspsgamu AnNuIenTu-
hopmHoi akTuBHocTu B 3T [4]. B. A. Kapnos B onpege-
NEHUN «3NUNenTUYeCKOro 3abosieBaHnsa» NoAYepKUBa-
€T, YTO «KJINHUYECKME MPOABMEHNS B 3HAYUTESIbHOW
CTEMEeHN WU WUCKIYNUTENIbHO SABNAKOTCSA ClEACTBUEM
AKTUBHOTO 3NUNIENTOreHe3a, TO eCTb FMNEPCUHXPOHHbIX
HepoHHbIX paspsagos» [5]. K.H0. MyxuH npegnaraet
Le(PUHNLNI0 «KOTHUTMBHAA 3anuienTugopmHas ge3unH-
Terpauns», Kak CUMMNTOMOKOMMIIEKC MNPUOBPETEHHbIX
HapyLeHN BbICLIUX MCUXUYECKUX DYHKUUIA Yy [eTen,
acCOUMNPOBAHHbLINA C BbIPAXEHHON 3NUNENTUHOPMHON
AKTUBHOCTbIO HA I3[ MpW OTCYTCTBUM Y HUX 3NUNENTHU-
4yeckux npuctynos. lpu 3TOM [OMNYCKaeTcs BO3MOX-
HOCTb HANMNYNA €ANHUYHbIX 3NUNENTUYECKNX NPUCTYNOB
B aHamHe3e. ITOT TEPMUH OTHIOJb He WAEHTUYEH MOHA-
TUIO «3NuUNenTuyeckas aHuedanonaTua», Tak Kak B no-
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CNneIHeM CNy4ae KOTHUTWBHbIE HAPYLLEHUS MOTYT ObiTh
00YyCII0BMEHbI YacTbIMU 3NWUJIENTUYECKUMU NPUCTyNa-
MU, KaK Hanpumep, Npu Takux TSHKENbIX 3nuiencuax
MaZleH4eCKOro N paHHero AeTcKoro B0O3pacTta Kak CUH-
apombl OTaxapa, Becta, [paBe, JleHHOKCa-lacTo u apy-
rue [6].

CorfnlacHo KOHUEeNnuMnm «BPOXAEHHOr0 HapyLleHus
NMPOLECCOB CO3pEBaHMS MO3ra», NPeasioKeHHON Hemel -
KUM OETCKM HEBPOJSIOrOM 1 3NWenTonorom lrepmaHom
[oo3se, CylecTByeT reHeTU4eckn LeTePMUHUPOBAHHOE
HapyLUeHne CO3peBaHNsa roJIOBHOr0 M0O3ra BO BHYTPU-
yTpo6HoM nepuoge [7]. B kavecTBe 33I-mapkepoB 3TuX
HapYLLUEHNA Y fleTel paccMaTpUBatOTCA Tak Ha3blBaeMble
«0006pOKaYeCTBEHHbIE (DOKaNbHble 3NUNENTUGOPMHbIE
paspsagbl (NaTTepHbl, HapyLweHus) geTcTBa» (COOTBET-
CTBEHHO, a66peBmatypsl AOPO, A®3PO, O3MO, O3HL,
SABNAOLWNECT CUHOHUMAMMN U NPUMEHSEMbIE B PA3HbIX
HEBPOJIOTMYECKUX U 3MUNENTONIONMYECKUX LUKONAXx).
B aHrnossbl4HOM NnTepaType Ha3BaHMe 3TOr0 NaTTepHa
3ByunT Kak «benigh focal epileptiform discharges of
childhood» (BEDOC, BFEDC, BEDC).

AnunenTudopMHbIi Komnnekc Tuna «O3PO» npen-
CTaB/AET COBOM NATUTOYEYHbI NATTEPH, COCTOALLNIA N3:
1) NPeno3MTUBHOIO KOMMOHEHTA; 2) HEraTUBHOIO NUKO-
BOT0 KOMMOHEHTA; 3) NO3UTUBHON OCTPOIA-BOJIHLI; 4) He-
raTUBHOrO MeLJIEeHHOBOSIHOBOIO KOMMOHEHTAa U 5) no-
3UTMBHOITO MeAJIEHHOBOJIHOBOrO KOMMOHeHTa. [Ond
KNacCU4ecKoro «ponaHan4yeckoro» komnnekca «43P0»
MO TaHTeHUWaNbHOW OCK XapaKTepeH MakCUMyM MO3u-
TUBHOCTMW HAJ BEPTEKCOM U HEFATUBHOCTU BbIPaXXEHHON
B LEHTPasIbHO-BMCOYHOW 0651acTn, a N0 NOHIUTYAMU-
HaNbHOW 0CU — PPOHTANbHAA NO3UTUBHOCTb M 3aTbINI0Y-
Hast HeraTUBHOCTb.

Hapsagy ¢ nguonatmyeckumu okasnbHbIMU 3nunen-
cusMK OeTCKOro Bo3pacTa, naTTepHbl Tuna «J3PLO» xa-
paKTepHbl AN 3NUeNnTUYecKnX dHuedpanonaTunii gert-
CKOro BO3pacTa, CONPOBOXAAMLIMXCSH NPOAOKEHHON
MWK-BOJIHOBON aKTUBHOCTbIO MEAJIEHHOBOJIHOBOIO CHA
(natTepH CSWS nnun NMAMC), a Takxe ABNEHUAMU 3N1eK-
TPMYECKOr0 3MMienTU4ecKoro cratyca MeasleHHOBOJSI-
HOBOro cHa (nattepH ESES) B cny4asax anddysHoro
XapakTtepa noLo6HbIX pa3psaL0B BbICOKOrO MHAEKCA (85-
100% 3anwucu). OnucaH pag anunenTU4ecknux CUHLPO-
MOB, COMPOBOXXAAMLLNXCA BbILUEYKA3AHHbIMU NaTTEp-
Hamu Ha J3r;

CUHAPOM 371IEKTPUYECKOro 3nuenTuyeckoro craryca
menneHHoBosiHoBoro cHa (Electrical status epilepticus
during slow-wave sleep — ESES) npeactasnser co6oi
3ANUIENTUYECKYI0 3HUedanonaTuo ¢ Hanu4uem Ha Jal-
naTTepHa MNOCTOAHHOW MNPOAOIKEHHOR AndysHon
NMWK-BOJIHOBON aKTUBHOCTW B (pa3y MeLJIEHHOTO CHa,
NPOAOIKAIOLMACA MHOTUE MECALbI U TOAbl C HAINYKEM
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y MaUNEeHTOB BbIPAXXEHHbIX HEPONCMXONOrMYECKMX Ha-
PYLIEHWI, KaK NPaBuno, ¢ CoMeTaHMeM pasHbIX TUMOB
3NMNenTUYeCcKNX NPUCTYNoB, Kak )OKasbHbIX, TaK U re-
Hepann30BaHHbIX («MNCEeBOOreHepann30BaHHbIX»), BO3-
HUKAMLWNX BO CHe, 1 aTUNNYHbIX abCaHCOB B 60APCTBO-
BaHUW. CWHOHUMbI: 3NUAENCUSA C HENPepbIBHOW MNUK-
BOSTHOBOW aKTMBHOCTbI Ha 33l BO BPeMS MefJIEHHOr0
cHa, cuHagpom ESES (epilepsy with electrical status
epilepticus during slow sleep), cungpom MeHenone! [8].

Curppom ncesho-JleHHOKca (atunudHas posnaHgnde-
cKas anusericus)) — 3aboneBaHue U3 rpynnbl BO3pacT-3a-
BUCUMbIX 3NUIENTUYECKNX 3HUEeanonatuin ¢ peHome-
HOM MPOAOIKEHHOW MUK-BOSTHOBOWN aKTUBHOCTW B (hady
MELJIEHHOTrO CHa, MPOABMAOLLIEECa 4acTbiMU MOMMU-
MOPMHbIMA  DOKASIbHbIMW  MOTOPHLIMU  (MPEUMYLLIe-
CTBEHHO (DapuHro-opanbHblie U dauno-6paxmnanbHble)
1 MCeBAOreHepann3oBaHHbLIMU NpucTynamm (npevmy-
LLLEeCTBEHHO aTUMNNYHbIE aBCAHChI N HErATUBHbIN 3nunen-
TUYECKUIA MUOKIIOHYC), KOTHUTUBHBIMU HapyLleHUsamm,
a Takxxe Hanu4nem Ha A3l permoHanbHOM U And y3HoN
anunenTUgOPMHO aKTUBHOCTW, N0 MOPONOrnn NaeH-
TUYHON JOOPOKAYECTBEHHbIM 3NUIENTUOPMHbIM pas-
pagam getctea (O9PL). Bnepsbie Aicardi J. u Chevrie J.J.
B 1982 r. onucanu cemb Cry4yaes v NpeanoXunm Hassa-
HUe «aTunuyHas Ao6POKa4YeCTBEHHAA 3nuiencus aet-
cKoro BospacTta» [9]. B 1986 r. onucaH B HeMeLKOA3bIY-
HOW nuTepaType C MOC/AeAYOLWNUM OnpegesieHnem
deuHnunm «cuHgpom ncespo-fleHHokca» [10]. Bos-
pacT fe6toTa Bapbupyet oT 1,5 go 7 neT; nuk 3abonesa-
emocTu — 3-5 net (Ao 70% cny4aes). Cnyyan ponaHau-
4YeCKOM anunencum y nauneHToB B BO3pacTe A0 7 JeT
MMEIT PUCK TpaHcdopMauuu B CUHAPOM NCeBao-J1eH-
HOoKca [6].

Cuxgpom  JlaHgay-KnegpghHepa —  3aboneBaHue
13 rpynnbl BO3PACT-3aBUCKUMbIX NUIENTUYECKUX SHLIE-
hanonatuin ¢ (PEHOMEHOM NPOAOIIKEHHOW  MUK-
BOJIHOBOW aKTUBHOCTU B (Da3y MeANIEHHOr0 CHa, NPOsB-
naouweecsd nNpuobpeTeHHOW CEHCOMOTOPHON adhasueit,
HApPYLUEHNEM BbICLUMX NCUXUYECKUX PYHKLWIA, KaK npa-
BMJ0, B COYETAHWN C PABSINYHBIMK 3MUNENTUHECKUMM
NPUCTYNamm Npu OTCYTCTBUKN CTPYKTYPHbIX USMEHEHWI
B Mo3re. CMHOHUMbI: NPUOGpPeTEHHas anunenTuyeckas
ahas3uns, CUHAPOM NPUOOPETEHHON 3NUNEeNnTUYECKON
aha3um, CUHAPOM NpUoBPETEHHON adha3nn 1 Cyaopor.
Yaule ctpagaloT manbymkn 3-3,8:1 [8,11]. Anunentuye-
CKWe NPUCTYNbl — BAXHbIA, HO HE 06NUraTHbIA CUMNTO-
mokomnJiekc. Bectpevatotcay 50-80% 605bHbIX [6,12,13].
Yalue npucTynbl NPeALIECTBYOT pPa3BUTUIO adpasni, Ko-
Topas HacTynaeT B Te4eHue 10-29 mec. nocne nx aeoéro-
Ta. Bo3M0OXXHbI BapuaHThbl ¢ acha3uneil, npeALLlecTBYOLLEA
MaHuecTaunmy NPUCTYnoB U 6e3 TakKOoBbIX. ANUMIENTH-
4YecKue NpucTynbl AeO6TUPYHOT B BO3pacTe oT 2,5 Ao 6
ner (B cpegHem — 4,0 roga) [6]. Cemnonorus npucTynos
pasHoo6pasHa, NpPeMMyLLEeCTBEHHO OTMeYakTcA aTu-
NUYHble a6CaHCbl (B T.4. C MUOKJIOHNYECKUM W aTOHWNYe-
CKMM KOMMOHEHTamu), pOKasibHble MOTOPHbIE (4alie
(hapuHro-opanbHble, remmdaynanbHble W FeMUKOH-
BYNbCWBHbIE), AaTOHWYECKWE W aTOHMYECKM-acTatuye-

CKMe (3a CYeT HEraTMBHOMO ANWUJIENTUYECKOrO MUOKIO-
Hyca) 1 BTOPUYHO-TreHepann3oBaHHble [6,14].

anunentnyeckas aAucghasva ¢ PaHHUM  [JE6HOTOM.
Bnepsble onucana Echenne B. et al. B 1992 r. Ha ocHOBa-
HUKM aHannsa 32 cxoXxux cny4aes [15].

[1pNO6OPETEHHbIVE  SMUENTUYECKUIA  ONEPKYIISPHbIN
CUHAPOM  (0PO-/INHIBO-0YKKO-MOTOPHAs  AUCTIPAKCUS).
Bnepsbie onncaHa Fejerman N. & Di Blasi A.M. B 1987 r.
npu HabnaeHnn OByx cry4vaes [16].

AYTOCOMHO-[OMUHAHTHAs PONAHANYECKAs MUencus
c peyeBon aucrnpakcues — onucaHa Schefferl. et al.
B 1995 r. B aBCTpanMinckon cembe (AeBATb NALMEHTOB
B Tpex nokoneHusx). Covetaet B ce6e NpU3HAKM pOSaH-
OMNYeCKON anuiencum n peveBblie paccTponcTea, Haclle-
[yeTcs N0 ayTOCOMHO-A0MUHAHTHOMY Tuny [17].

Letckuii - aytuctuyecknii - anuientTugopmMHbIn - pe-
rpecc — pa3BUTNE TAXKENbIX KOMMYHUKATUBHbIX HapyLLe-
HUIA y fleTe B pe3ynbTaTte NOCTOSAHHOW NPOAONKEHHON
anunenTugopmMHon akTueHocTn Ha 33l [18,19].

[pno6pPETeHHbIN IMUIENTUYECKNUIA JIOOHBIA CUHOPOM.
Roulet-Perez E. et al. 8 1993 r. BnepBble onucann gaH-
HbI CUMNTOMOKOMIMNEKC WHTENNIEKTYaNbHO-MHECTUYE-
CKMUX 1 NOBELEHYECKNX PACCTPOMCTB Y YeTbipexX 60Jb-
HbIX ¢ naTTepHom ESES [20].

HabntogaeTcs Tak>Ke aTUNMYHOe TedeHne psaaa nano-
naTu4ecknx (ooKanbHbIX 3MUMENCUIA C MOBbILEHNEM
MHAEKCa aNuNenTudopMHbIX pa3psaaos Ha I3l 4o BbICO-
KOro ¥ MpUCOeanHEeHNe KOTHUTUBHbLIX Npo6nem. Bo3s-
MOXXHbl TaKXXe aTUMUYHble MUKCT-CPOPMbI U COYETaHME
MANOMNATUYECKOrO U CUMMTOMATMYECKOIr0 KOMMOHEHTA —
TaK Ha3bIBaeMble ABJIEHUS «ABONHON MAaTONOr NI ».

B nevyeHnn anunentuyHeckux aHuedanonatuin ¢ nat-
TepHamu «[JOP» Ha 33T v SABNEHMAMM 3NIEKTPUYECKOr O
cTaTtyca cHa npenaparamu Bblbopa ABSAKOTCA Banbnpoa-
Tbl B MOHOTEPANUK, a TAKXe Tepanus neeeTnpaLeTamom,
3TOCYKCUMUAOM U CY/IbTUAMOM B MOHO- U paunmoHanb-
HON KOMOWUHWUPOBAHHOW Tepanuu. MNpu pe3ncTeHTHOCTK
K YKa3aHHbIM rpynnam — peLleHne Bonpoca 0 Tepanuu
6eH30anas3ennHammn. Takxxe anbTEPHATUBHON ABNSETCS
nynbc-Tepanna Kkoptukoctepongamu. CneayeTr NOMHUTb
0 BO3MOXXHOCTAX arrpaBauuv ssneHnin ESES, anunentu-
4eCKOro MWOKJIOHYCa U aTUMNUYHbIX abCaHCoB (B T.4. de
novo) noj BAUSHMEM npenapatoB Kap6amasenuHOBOW
rpynnbl n okckap6asenuHa [6,21].

B cnyyasax apmMakope3WCTEHTHOCTM C HaNU4MeM
3MUNENTOreHHOr0 CTPYKTYPHOro Aedekta W, COOTBET-
CTBEHHO, CMMMNTOMATUYECKOM XapakTepe anuientuye-
CKux aHuedanonatuin ¢ natrepHom ESES n CSWS uene-
co06pa3HO paccMOTpeHWe BOMpoca O BO3MOXKHOM
XUPYPru4eckom neveHun. Npu HEBO3MOXHOCTU XUPYp-
rMYeCKON UHTEPBEHLUN pacCMaTpuBaeTcs NPUMEHEHMNe
KETOreHHOW AMeTbl, a TakXe UMMNaHTauns BarocTumy-
naropa.

MarepHuasbl 1 METOABI

3a nepuoa 2010-2016 rr. Ha Kadpeape HEBPONOruK,
HENPOXUPYpPruv N MeaULNHCKON reHetukn n/g PHAMY
um. H.W. NMuporoea n B otaeneHun NMHO-2 POKE npoBo-
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Pucynox 1. [TartuenTka B.M,, 11 net. 93T 601pCTBOBAHUS.

Pezuonanvkole snunenmu@dopmroie pazpaos. no muny /I[P 6 1e60ti 100HOL U nPAasoL 3ambll04HOL 0ONACAX HE3ABUCUMO.

Figure 1. Patient VM, 11 years old. Awake EEG records.

Regional epileptiform discharges of the BEDC type in the left frontal and right occipital regions (occur independenily).

OUNOoCb AMHaMU4eckKoe HabnwoaeHne 34 geten ¢ naTTep-
HoM ESES Ha 33l (14 manbynkos n 20 geBovek), nony-
YaBLIMX B Ka4eCTBe NPOTMBOIMUMENTUYECKOW Tepanuu
neseTtupavetam (33 pebeHka B cocTaBe KOMOUHNPOBAH-
HOW Tepanuu n 04uH — B MOHOTepanuu). Bugeo-33r-mo-
HUTOPWHI NaumeHTam npoBoauncs B otaenenun MHO-2
POKB v Ha kadpejpe HEBPOMOTMM 1 HEMPOXUpPYprum n/g
PIMY nocpenctsom cucTeM nopTaTUBHOIO Buaeo-93r-
MOHUTOPUHra Ha 6a3e anekTpo3Huedanorpada-peru-
crtatopa «3JHuedanan-33rP-19/26» ABI (Megnkom
MT[, Taranpor) n Ha 6a3e aHuedanorpagos Heipockon
NS425 n NS450 (HIM® «buona», Mocksa).

PesyiabraTsr

Y naumeHToB ¢ nattepHom ESES Ha 33l cHa 6binu
JIINarHocTUpOBaHbl cnegywouine ¢OpPMbl  3NUAENCUK:
CUHAPOM 3MUNENCUN C 3NEKTPUYECKUM 3nunenTuye-
CKWUM CTaTycoOM MeJJ1eHHOBOJIHOBOIO cHa (ESES) — B 28
cryvasax (Cemb ugmonatmyeckux, 13 cumnTomaTmyeckunx
1 BOCEMb CJly4yaeB TakK Ha3blBaeMOW «4BONHOI NaTo0-
rMn» ¢ coMeTaHneM NLNONaTUYeCKOro KOMMOHEHTA U T1-
NoKcu4ecku-unwemmyeckoro nopaxeuusa LHC y peten
C KJIMHNYECKON KapTUHOM LETCKOro LepebpasibHoro na-
panuya), Tpy naumueHTa ¢ CUHAPOMOM NCceBA0-JTIeHHOK-
ca, ABa nauueHTa ¢ cuHapomom JlaHpgay-KnedpdpHepa
N OMH NALMEHT C ayTUCTUYECKUM 3NUIENTUEOPMHBIM
perpeccom. Bce fetu nosiy4anu nesetupaseram B Tepa-
NeBTMYECKMX [03aX, BapbupOBaBLUNX B npeaenax oT 20
[0 80 mr/Kr/cyT.

Mopaenstouiee 60NbLWMHCTBO NALMEHTOB Nony4Yanu
neseTupaveram B KOMOUHUpoBaHHou Tepanuu (33 n3 34

anunencus n Napokcn3mMasibHble COCTOSHUSA

nauneHToB — 97,1%), no 60nbLUE YacTu B BUAe AyoTepa-
num (13 petein — 38,2%) 1 B KombuHauuu n3 tpex A3l
(18 peTeii — 53%), uspenka — u3 vetbipex AN (2 peTen —
5,9%), n ofHa [eBOYKA C ayTUCTUHECKUM IMNWUIeNnTun-
(hOPMHBbIM perpeccoM — B Ka4yecTBe MOHOTepanuu
(2,9%). INeBeTupaueTam nokasan BbICOKYH 3PPEKTUB-
HOCTb Yy 67,6% nauneHToB (n=23) — ABa C/iy4as NnosiHoON
KNTMHUYECKOW 1 3Huedanorpadu4eckon pemmuccumn
[0 JOCTMXeHUs nybeprara, AeBATb CNy4YaeB KJMHMYe-
CKON PEMUCCUN CO 3HAYUTESIbHbIM CHUXKEHUEM Mpej-
CTaBNEHHOCTM 3NUNeNTUAOPMHBbIX pPaspsagos Ha I3l
n 12 cny4aeB CYLECTBEHHOrO CHWXEHWA MNPUCTYMNOB
n anunenTudopMHbIX paspsaos. Huskas addekTus-
HOCTb Habnmoganace y 20,6% (n=7) naumeHTOB.

ArrpaBauus anunenTUYeCcKMX NPMCTYNOB 1 3NuenTun-
hopMHbIX pa3psanoB Ha 33l obHapyxusanacb y 11,8%
(n=4) nauMeHToB, 4TO CKa3bIBAJIOCb HA TAKUX TUMNAX NPU-
CTYNOB KaK aTunn4Hble abCaHCbl, MUOKTOHNYECKME, He-
raTUBHbIA 3NUNENTUYECKUA MUOKMOHYC U BTOPUYHO-Te-
Hepann3oBaHHble  (6unaTtepasibHble  TOHUKO-KOHM-
yeckue) npuctynbl. Mpu 3TOM cnegyet OTMETWUTb, HYTO
B OJIHOM Clly4ae Ha (poHe 3PPEeKTUBHOCTM B npenenax
HU3KUX TepaneBTUYECKNX 3HAYEHWIA Ha (DOHe nocneayto-
e TUTpauMm npenapara oTMeYasnacb [0303aBucmmas
arrpaBaums. ArrpaBaunoHHbIA 3EEKT HUBENMPOBANCS
OTMEHON neBeTMpaleTama, a B ciy4yae [0303aBUCUMON
arrpaBaumm — CHUXeHWEM [03bl npenapaTta. lpoyne He-
ratusHble 3 deKTbl ObIN 0TMeYeHbl Nuwb vy 4 (11,8%)
JeTen: TpU cny4vas NCMxo-MOTOPHOI0 BO3OYXXAEHNA 1 Ha-
PYLIEHNSA CHA, OAMWH Cry4ai MosBNeHUs annepru4yeckon
Cbinun Ha boHe BBeAeHNUS AJT.

www.epilepsia.su

25



2017 Tom 9 No2

SAMNAENCUA

M NAPOKCU3MAJIbHbIE
COCTOSAAHMSA

26

o P (v

L \‘L”‘ Yo
SNUE WAk M Y|

PucyHok 2. [TanuenTtka B.M,, 11 net. 90T cHa.
THammepn ESES — A61eHUA 3neKmpureckozo
SNUNNMUHCCKO20 CINANYCA MEONCHHOBO/IHOB020 CHAL.

Figure 2. Patient VM, 11 years old. Sleep EEG records.
The ESES pattern is a phenomenon of the electric epileptic
status of slow-wave sleep.

B ka4yecTBe unncTpauum Nno3nTUBHOMO achhekTa nese-
TupaueTama npuBedeHa Cepus 3NIEKTPO3HLedanorpaMm
nauunenTtkun B.M., 11 net (puc.1-4). V nesoukun Habnoaercs
aTUNUYHLIA 3NUNENTUYECKUA CMHLPOM KaK BapuaHT Tak
Ha3blBaeMON «ABONHOW NaTofiorMm»: MynbTUOKaNbHaA
anunencus ¢ CoYeTaHNeM UAMONATUYECKOrO KOMMOHEHTa
(cuHppom [Mananortonysnoca) U CUMNTOMATUYECKOTO KOM-
MOHEHTA KakK CJleCTBME TMUMNOKCUYECKN-ULLEMUYECKOrO
nopaxeHuns LIHC, a Takxe ¢ deHomeHom ESES Ha 99r.
YMepeHHbIn MPaBOCTOPOHHWIA remunape3 ¢ BO3MOXHO-
CTbHO CaMOCTOATESIbHON NOXOAKM 6€3 BCNOMOrartesibHbIX
npucnoco6sieHnii. MapumnanbHbin KOTHUTUBHLIN Aeduunt
C ABJIEHNAMU LMCKANbKYNNW 1 NIEBO-NPABOIA [e30pueHTa-
uven. CuHapom geduuuta BHUMAHWUSA C FUNEPaKTUBHO-
cTeto (COBI). B knuHMKe HabntoaaoTcs BereTaTBHO-BUC-
LiepanbHble MPUCTYMbl C TOLIHOTOW, PBOTOW, TOJIOBHOM
60/1bt0, NPENMYLLECTBEHHO N0 yTpam. OTMe4aeTcs oTAro-
LLIEHHbIA CeMelHbI aHamMHe3 Mo 3NUNencum — KInHu4e-
ckas KaptuHa cuHapoma [laHanoTonynoca oTmedanachb
y 0TUa 1 CTapLUei CecTpbl C YXO40M ABJIEHWIA K ny6epTary.
dapMakosiorm4eckunii aHaMmHe3 — Ha (DOHE NPUMEHeHMS
OKCkap6asenuHa Habnoganacb arrpasauus npucTynos,
a TakxXe no604Hble 3ddeKTbl B Buae 60Jeil B XXeNykKe,
Taxukapauum, apuTmMumn, NoALEMOB apTepuasibHOro Aassie-
HUSA, Pa3apaXKMTeNbHOCTH, TOLHOTLI, PBOTHI; HA TONMUpa-
MaT — 0TMeYasiacb OKCanypusi CO CKITIOHHOCTbIO K KaMHe-
06pa30BaHN0,  aMHe3Usi,  CHWKEeHWEe  KOTHUTUBHbIX
(OyHKLMIA, TMNOTEPMUSA, @ HA (DOHE NPUMEHEHUS OCMOoJIo-
Ta — pasBuTME OTEKOB, YTO NOTPE6OBAJIO CHVKEHWE [03bl
npenapara. HeratusHoe OTHOLUEHME POLUTENEN K npume-
HEHUIO BaJIbMPOATOB M3-3a pucka Mo60YHbIX 3P eKTOB
Ha 9HLOKPUHHYIO 1 PENPOSYKTUBHYHO (DYHKLMIO He NO3BO-
JINN0 NPUMEHATL NpenapaTbl AaHHOW rpynnbl. TakXXe He-
raTBHO BOCMPWUHUMANOCh NPEANOXKeHNe MNPUMEHEHUs
rOPMOHasbHO Tepanun Ans KynuposaHus aeneHuin ESES.
Ha doHe npumeHeHus neseTupaLeTaMa C NMOCTEMNeHHbIM
HapalumBaHuem 0o3nposku 4o 40 mr/kr/cyT. (1000 Mr B CyT.
no cxeme 500 mr 2 paza) HabnOAAETCA peayKLUua anunen-
TUMOPMHbIX Pa3pagoB B 604PCTBOBAHNMN 1 3HAYUTESIbHOE

..... ORI P | L7 o ol PN o A LA N o i p NN SIS N
4 gt /"“'\MANWMW,«M e O g i J«\D\M\‘Mv‘*\«"‘m ot g
v A AP PN

= n\,ewmw‘mwxw\'w_/""w.«rf-w\*"w-»m Ao,
[ _,\_/M.N-Wf\ APRARAT i, N AR e e
1 e it et P o i, A ol

Pucynoxk 3. ITanuenTtka B.M,, 11 iet. DOT 601pCTBOBAHUS
CITyCTS 2 MEC. OCJIE BBEAEHU S B TEPAIIHIO JIEBETUPALICTAMA
B 103€ 40 MI/KI/CYT.

Habniooaemcs yxo0 dnuaenmugpopmioLx paspaoos 6 xooe
3anuci O00PCMBOBAHU, HAPACMAHUE UHOEKCA ANbpa-
pumma u Hapacmanie Yacmommblx Xapaxmepucmux
CeHCOMOMOPHO20 PUMMA.

Figure 3. Patient VM, 11 years old. Awake EEG, 2 months after
the introduction of levetiracetam at a dose of 40 mg/kg/day.
In the time of awake EEG recording, epileptiform discharges
disappear, and the alpha-rbythm index increases as well as the
presence of the frequency characteristics typical of the
sensorimotor rhythm.
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Pucynoxk 4. [TaijuenTtka B.M,, 11 sieT. O30T cHa crrycTs 2 mec.
IIOCJIE BBEICHUS B TEPAIIHIO JIEBETUPALIETAMA B 103€

40 MI/KT/CyT.

Habmooaemca pedyxyus nammepn ESES, 3uauumensnozo
CHUINICCHUA UHOCKCA SNUNCTIMUPOPMHBIX DA3PAO0E MUNG
LIDB/> 0m 661€0K020 00 YPOBHA HUICe CPEOHe20, a MAaKice
CHUICCHUC AMNIUIMYOHBLX XADAKMEPUCUI PA3PA00S.

Figure 4. Sleep EEG, 11 years old. 2 months after the
introduction of levetiracetam at a dose of 40 mg/kg/day.
There is a reduction in the ESES pattern, a significant decrease
in the index of epileptiform discharges of the BEDC type from
bigh to below-average, and a decrease in the amplitude of the
discharges.

CHVKeHWe NpeAcTaBeHHOCTN pa3psaos Ha I3l Bo Bpems
CHa ¢ peaykumen sasnennin ESES (puc. 3-4). B knuHnyeckon
KapTuMHe Ha )OHe NPUMeHEeHNs NeBeTMpaleTama y 1eBoY-
KW, MOMUMO yX0fla BEreTaTWBHO-BUCLEPASIbHbIX MPUCTY-
noB, HabnaaeTcs ynyyleHne noBeaeHNs 1 KOTHUTUBHbIX
YHKLNNA.
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3akiarouyeHnue

JleBeTupaueram ABNSETCA BbICOKOIMEKTUBHbLIM
aHTMANUNeNTUYeCKUM npenapaToM B Ka4ecTBe KOMOW-
HUPOBAHHON Tepanuu NaALUEHTOB C ABNEHNAMU 3NEKTPU-
4eCcKOro anunenTM4ecKoro cratyca MeaeHHOBOJIHOBO-
ro cHa (ESES) B 67,6% cny4aes. OgHako cneayet
OTMETUTb 1 arrpaBaLMOHHbIA PUCK, COCTaBUBLLWIA
11,8%. lNpu aTom B cnyyasax 4030-3aBUCUMMON arrpasa-
Luuy uesiecoobpas3Ho CHM3MTbL [03Yy feBeTupalerama

[0 3(P(PEKTMBHON B COCTaBe KOMOWHMPOBAHHOW Tepa-
MWK, a He NONIHOCTbI0 0TMeHATL A3I. Habnoaaetcs Tak-
)Ke BO3pacT-3aBUCUMbIN 3 DEKT neBeTupaLlerama c no-
BbILUEHWEM  MO3WTMBHONO  OTBETA HA  Tepanuio
N CHUXXEHMEM arrpaBalMOHHOr0 puUcKa C BO3PaACTOM.
Han6onee adpdeKTUBHbIMU KOMOWUHAUUAMU AHTUIMNU-
nenTUYecKUx npenapaToB npu nevyeHun ESES 6binn co-
yeTaHue neseTupaleTama ¢ BanbnpoaTaMu u nesetupa-
LetaMa ¢ 9TOCYKCUMULOM.
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