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Pesrome

OneKTpuYecknil INUENTUYECKNI CTaTyc MeaneHHoBOIHOBOro cHa (Electrical status epilepticus of slow sleep — ESES)
npegcrasaaer cobo 33-nartepH npogomxeHHo (85-100%) angheby3Ho anunentughopmMHovi akTuBHocTi Ha 33l cHa.
Mopgponornsa annnentughopmMHbIX KOMIIIEKCOB COOTBETCTBYET TaK HAa3bIBAEMbIM «[00POKAYECTBEHHbIM 3MUIIENTH-
opmHbIM paspagam getcrea» («[43PL»). Snunencusa ¢ ESES («cuHgpom leHenonsi») aBaseTcs 04HON 13 hopm BO3-
pAacT-3aBUCUMbIX 3MTUNENTUYECKUX IHLehanonatnii ¢ heHOMEHOM MPOJOSIKEHHON NUK-BOJTHOBOV aKTUBHOCTU MELJIEH-
HOBOJIHOBOr0 CcHa. 9Ta rpynna 3nuaencuil TakXe BK/IYaeT CUHAPOMbI rceBo-JleHHokca, JlaHgay-KnegHepa,
ayTUCTUYECKUI INnIenTugopmHbIi perpecc u pag Apyrux. larrepH ESES, kak npasuiio, KOPPEmpyeT ¢ TAXECTbIO
KOTHUTUBHOIO gegouuynta B nonynsaynu JeTev ¢ 3nuaerncuen. B ie4eHnn Innnentndeckux dHyeganonatui npuMeHsoT-
CA BasIbNPOAarkl, J1eBeTUpaLeTam, 3TOCYKCUMUL, Cy/IbTUam, Tonupamar, 30HMcamus, a Takxke 6eH3041a3enuHbl B MOHO-
U paLnoHaIbHOW KOMOUHNPOBAHHOM Tepanun. JleBeTupatreram rnokasas BbICOKYH 3¢hheKkTUBHOCTb v 67,6% nayneHToB
¢ ESES (n=23) — gBa cny4as nosiHou KimHNYeCKoN 1 3HLEedanorpagnyeckon pemmccnn 4o JOCTUXKEHUS rnybepTara,
JIEBATL CJ1y4aeB KIIMHNYECKON PEMUCCUN CO 3HAYNTESIbHbIM CHUXEHNEM MPEACTABAEHHOCTU 3NenTUGOPMHbIX Pas-
panos Ha 83l u 12 cryvaeB cyLeCTBEHHOIO CHUXKEHUS MPUCTYIOB U 3NUAENTUDOPMHbIX Pa3psaoB. Huskas aghghexkTns-
HOCTb Habsganack 1oabko y 20,6% (n=7) naymeHToB. OgHaKo arrpaBayns InuaenTudeckux npucTynoB v 3nnaentu-
opmHbIx pa3psgos Ha I3 o6Hapyxusanace y 11,8% (n=4) nayneHToB. Hanbosnee agheheKTUBHbIMU KOMOUHALNAMU
aHTUINUACNTUYECKUX NPENapaToB B/IAIOTCA COYETaHUS JIEBETUPALETaMa C Basiblipoatamu v 1eBETUPAaLeTama ¢ 3TOCYK-
cumugom. [pu Hanu4dum 3nUaenToOreHHoOro CTPYKTYPHOIo AeqheKTa B (hapMaKope3nCTEHTHbIX CI1yYasx 3NUAeNcun ¢ nar-
TepHom ESES Lie16c006pa3Ho X1pypruvyeckoe 1e4eHume.

Knrouesbie cnoBa
anunentnyeckne sHUeghanonatum, 31eKTPUHECKNI CTaTyc MEeAIeHHOBOIHOBOr0 CHa, J0OPOKAYECTBEHHbIE INUIENTU-
opmHbIe pa3paabl gerctea, [JIPL, aHtnanunentudeckue npenaparsl, A3/
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KoHthnuKT nHTEpecos
ABTOp 3asBNS€T 06 OTCYTCTBMM HEOOXOAUMOCTI PACKPbITUS PUHAHCOBOW NOAAEPKKMN NN KOH(IMKTA UHTEPECOB B OTHOLLE-
HUW JaHHOW Ny6nnkaynu.
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Epileptic encephalopathies with electrical status epilepticus of slow-wave sleep (ESES): diagnosis and pharmacotherapy
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Summary

Electrical status epilepticus of slow sleep (ESES) is a sleep EEG pattern with a continuous (85-100%) diffuse epileptiform
activity. The morphology of these 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
continuous spike-wave activity during slow wave sleep. This group of epilepsies also includes Pseudo-Lennox syndrome,
Landau-Kleffner syndrome, autistic epileptiform regression and some others. Usually, the ESES pattern correlates with
the severity of cognitive deficit in epileptic children. The list of anti-epileptic drugs (AEDs) used in pharmacotherapy of
epileptic encephalopathies includes valproates, levetiracetam, ethosuximide, sulthiame, topiramate, zonisamide and
benzodiazepines, those are given in monotherapy or rationalized combined therapy. Levetiracetam was highly effective
in 67.6% of patients with ESES (n=23); among them, two cases of clinical and EEG remission during the pre-puberty
period, nine cases of clinical remission and 12 cases with a significant decrease in seizures and epileptiform discharges.
In 20.6% of patients (n=7), the pharmacotherapy showed low efficacy. In 11.8% of patients (n=4), aggravation of the
disease was noted. Combinations of levetiracetam with valproates and levetiracetam with ethosuximide were found the
most effective AEDs. In the cases of epileptogenic structural defect that underlines drug-resistant epilepsy with ESES,
neurosurgical intervention is recommended.

Key words
Epileptic encephalopathies, electrical status epilepticus in slow wave sleep, ESES, benign epileptiform discharges of
childhood, BEDC, antiepileptic drugs, AED.
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Omnpenenenue

anunenTuydeckne 3JHuedanonaTum ONpenensTcs
KaK NaTosiorM4eckmne COCTOSHUA, NPU KOTOPbIX 3nunen-
TUOPMHAs aKTUBHOCTb cama no ce6e NPMBOAUT K NPO-
rpeccupyowemy HapyweHunio dyHkumm mosra [1]. Ta-
KuM 06pa3oM, He TOJIbKO 4acTble 3MuIenTUYecKue
MPUCTYNbl, HO U cama 3NWuenTU4eckas akTUBHOCTb
Ha 33l BHOCMT CBOW BKJ1a4 B KOFTHUTWBHbIE U NOBEAEH-
YeCKMe HapYLLEHNA, & TaKXXe BO3MOXXHbI BAPUAHTLI C OT-
CYTCTBMEM KJIMHUYECKMUX 3NUNIENTUYECKUX NPUCTYNOB.
Mpy atom rno6anbHbll UNU N30MPATENbHBIA (4acTUY-
HblA/NapumnanbHblii) AedeKTbl YKa3aHHbIX PYHKLUA MO-

ryT HapacTaTb CO BpeMeHeM. [10 TAXeCTu NPOsBIIEHUI
3nunenTUYeckune axHLedanonatum npeacTaBnaoT co6oi
CMEKTP COCTOSHWUIA W MOTYT HabnAaTbCa NPU pasnny-
HbIX (hbopmax anunaencun u B nob6om Bo3pacte. Hanbo-
nee He6MaronpuATHbIMKA NPUCTYNaMKU MO  BIAUSAHUIO
Ha KOTHUTUBHbIE (DYHKLUN ABNAOTCA TOHNYECKUE CMas-
Mbl, aTUMNUYHbIE A6CAHCbI, HEraTUBHbLIN 3NUNENTUYECKUIA
MUOKMOHYC, CTAaTYC MUOKJTIOHNYECKMX NPUCTYNOB U aTh-
MUYHbIX ab6CaHCOB. CTeNeHb BbIPAXXEHHOCTU KOTHUTUB-
HbIX W/UAWN OBUraTeNbHbIX HapYLUEHWIA, KakK npasBuno,
3aBMCUT OT 3KCNPECCUU anunentTuOpMHbIX paspsoB.
OfHako perpecc pa3BuTus UK €ro NaTo MOXeT npea-
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LIeCTBOBATb W 3NMAENTUYECKUM MPUCTYnam, W 3nu-
nenTMGOPMHOA akTUMBHOCTM Ha 33I, NO3TOMy Ha
KoHrpecce MexayHapoaHoi MpoTuBo3nunenTU4ecKon
Jlurm B 2017 1. B bapcenoHe 6bi1 3aKpenyjieH TepMuH
«developmental and epileptic encephalopathy» (3Hue-
hanonatus passuTuA U 3aNUNenTMYeckKas axHuedanona-
T™na) [2,3].

JNEeKTPUYECKHNii INUNenTUYECKUA CTaTyC MEANEHHO-
BOJIHOBOIO CHa

ANeKTPUYECKNIA ANUNENTUYECKUIA CTATYC MEANIEHHO-
BONIHOBOro cHa (electrical status epilepticus of slow
sleep, ESES) npenctaenset cob6oi 33M-naTTepH npogon-
YKEHHON Anpy3HONn anunenTUOPMHOA aKTUBHOCTU
Ha 93l cHa, 3aHumatowen 85-100% 3zanucu (MHAOEKC
anunenTUgOopMHbIX pa3psfoB — Bbicokuid). Mopdono-
rnsa anMNenTugOopPMHbIX KOMNIEKCOB MAEHTUYHA TaK Ha-
3bIBaeMbIM «[0OPOKA4YECTBEHHbIM 3NUAENTU(OPMHBIM
paspsgam pgetrctsa» («O3PL»). dnunencus c¢ ESES
(«cungpom T[leHenonbl») fABNsSieTCA OAQHOW M3 hopMm
BO3PaACT-3aBUCUMbIX 3NMNENTUYECKUX 3HUedanonatui
¢ (heHOMEHOM NPOAOSIKEHHON NUK-BONHOBON aKTUBHO-
CTM MEeANIEHHOBOMTHOBOrO CHa. 3Ta rpynna anuaencui
TakXe BK/HOY4aeT CUHAPOMbI nceBAo-JleHHOKca, JlaH-
nay-Knedpuepa, ayTuctudeckuin 3anunentudOpMHbBINA
perpecc u psg apyrux. 3kcnpeccus natrepH ESES
Ha 39l, KaKk npasusio, KOPPEMpyeT CO CTEMEHbIO TAXe-
CTW KOTHUTUBHOIO aedomumntay geten [4,5].

00630p IPOOIEMBI

CMMNTOMOKOMMNSIEKC NPUOOPETEHHbIX HAapPYLUEHWA
BbICLLUMX MCUXNYECKUX (DYHKUMIA Y AeTel, accounmpo-
BaHHbIA C BbIPAXXEHHON 3NMNENTU(OPMHON aKTUB-
HOCTbO Ha J3l, npeacTaBnseT Cepbe3Hyl0 nNpobremy
B HEBPOJIOrUM W 3NUMENTONOrMM LeTCKOro Bo3pacTa.
Mpy 9TOM y NauneHToB MOTYT faXKe OTCYTCTBOBATb KJn-
HUYeCKue 3NUNenTMYecKme NpucTynsbl.

Schwab R.S. B 1939 r, a 3arem LandauW.M.
n Kleffner F.R. B 1957 I. nokasanu BO3MOXHOCTb BJINSA-
HWSA HA BbICLUME NCUXMUYECKNEe DYHKLNUN NPOLOIIKEHHbIX
VNHTEPUKTANbHbIX 3NUNenTUMOPMHbIX pa3pagos Ha 33T
[6,7]. Mapcenbckas rpynna anunentonoros (Patry G.,
Lyagoubi S., Tassinari C.A.) ccoopmynupoBana KoHLen-
LUuno  «anunencun 6e3 3nuNenTU4ecknx npucTynos»
B cnyvasx, korga «antdpysHaa, 6unarepanbHas u no-
CTOSIHHAsA NUK-BONIHOBAs aKTUBHOCTb, MPOAOSIKAOLLAS-
CA B Te4YeHMe BCex CTagum asbl MeOJIeHHOro CcHa
MHOTMe Mecsaubl W T04bl, HECOMHEHHO, OKa3blBaeT
noBpexparwlllee BO3AENCTBME HA MO3I, AaXe B OTCYT-
CTBUY 3NUNENTUYECKUX MPUCTYNOB» [8].

Takum 06pasom, annMNenTUYeCcKUX NPUCTYNOB MOXET
He 6bITb, @ 3MUNENCUA MATHOCTUPYETCA HA OCHOBAHUM
HaNM4Ms NPOLOIKEHHON AN py3HON anunenTudopm-
HOM aKTUMBHOCTU Ha I3 B COYETAHWUM C HaApyLUEHWEM
BbICLLUMX KOPKOBbIX (PYHKUMA. [IpyM 3TUX COCTOSAHUAX
cTpajaroT TpW COCTaBfAKOLLME: COOCTBEHHO KOMHUTMUB-
Hble PYHKLUUKM (NamMATb, BHUMaHMe, CKOPOCTb peakuum
1 BbINOSTHEHNSI KOMAHA, CNOCOOHOCTb K YCBOEHMIO HOBO-
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ro marepuarna), pe4esble QQYHKLMMW (CEHCOPHASA 1 MOTOP-
Has adpasnsa) 1 noBemdeHue.

B HacTosLLee Bpems He CYLLECTBYET TOHHOW AedUHN-
LUK JaHHOW rpynnbl COCTOAHUNA, MPU3HAHHON BCEMU He-
Bponorudeckumun wkonamu. K. K. MyxuH npegnaraet
Le(MUHULNIO «KOTHUTUBHAA 3aNuienTuopmMHas Ae3uH-
Terpaumns», Kak CUMNTOMOKOMIMNIIEKC MPUOBPETEHHbIX
HapYLEHNIA BbICLUUX MCUXUYECKUX (PYHKUWIA Yy [OeTen,
aCCOLMMNPOBAHHLIN C BbIPAXEHHON INUIeNnTU(OPMHON
aKTUBHOCTbIO Ha I3l Npy OTCYTCTBMM Y HUX ANUNENTU-
yeckux npuctynos [5]. J1.P. 3eHKOB NnpuMeHUN ans faH-
HbIX COCTOSIHUI TEPMUH «3NunenTuydeckas gucgyHkuns
rOI0BHOM0 MO3ra», a TakXe «npuoBpPeTeHHbIN anunen-
TUYECKNUN HENPOMCUXONOrnYecKuin CUHLPOM», Npeano-
JlaratvlWmnin  Hemponcmuxonornyeckme HapyllueHus, CBS-
3aHHbIE C MOCTOAHHbIMUW Pa3psafamMm anunenTugopmMmHon
akTmHocTu B 33l [9]. B.A. Kapnos B onpegenieHumn
«3MUNEenTMYecKoro 3abosieBaHnsd» NOAYEPKUBAET, 4TO
«KJIMHWYeCKNe NPOAB/IEHUA B 3HAYUTESIbHOW CTENeHu
NNW NCKIYNUTENBbHO ABASAOTCA CNEACTBUEM aKTUBHOMO
3NUNenToreHe3a, T0 eCTb FMNEPCUHXPOHHbLIX HENPOH-
HbIX pa3psgos» [10].

CornacHo KOHUEenuMnm «BPOXAEHHOr0 HapyLleHus
MPOLECCOB  CO3peBaHWs  MoO3ra», MNpeasioXeHHON
B 1989 . H. Doose n W. K. Baier, cyLlecTByeT reHeTn4e-
CKVU JeTepMUHUPOBAHHOE HapylleHWe CO3peBaHus ro-
JIOBHOIO M0O3ra BO BHyTpuyTpo6Hom nepuoge [11]. B ka-
yectBe J3l-MapKEpOB 3TWUX HapyLIeHW A Yy [eTen
paccmaTpuBalOTCS TaK Ha3blBaeMble «J0O6POKA4ECTBEH-
Hble poKanbHble INUIeNTUOPMHbIE paspaabl (naTTep-
Hbl, HApyLleHns) peTcTBa» (COOTBETCTBEHHO abbpeBua-
Typbl «d3PO», «O®IPO», «O3MNMO», «O3HO», siBns-
owecs CUHOHMMaMM U MPUMEHSIEMbIE B Pa3HbIX HEBPO-
JIOTMYECKUX 1 3NUNENTONTIOrMYeCcKunX Wwkosnax). B anrnos-
3bI4HOW NUTepaType Has3BaHWe 3TOr0 MaTtTepHa 3BYHUT
Kak «benign (focal) epileptiform discharges of childhood»
(«<BEDOG», «BFEDC», «<BEDC»).

AnunenTudopMHbIi Komnnekc Tuna «03PO» npegn-
cTaBNsAeT co60i NATUTOYEYHbIA ANUMOMb, COCTOSALLNA U3:
1) NPeno3MTUBHOIO KOMMOHEHTA; 2) HEraTUBHOIO NUKO-
BOr0 KOMMOHEHTA; 3) MO3UTUBHOI OCTPO-BONHbI; 4) He-
raTUBHOrO MeASIeHHOBO/THOBOIO KOMMOHEHTA; 5) no3u-
TUBHOIO MeAJIEHHOBOJIHOBOr0 KOMMNOHeHTa. [nda knac-
CMYEeCKOro «pomnaHguyeckoro» komnnekca «O3PO» no
TaHTeHLUMANbHON OCK XapakTepeH MakCUMyM MO3UTUB-
HOCTW Haj BEPTEKCOM U HeratuBHOCTU, BbIPA>XXEHHON
B LLEHTpasibHO-TeMMNOpPasibHOW 0671aCTK, @ N0 JIOHTUTY-
OUHANBbHON OCU OTMeYaeTcs (PpOHTasibHas MNO3UTUB-
HOCTb U 3aTbINOYHASA HEFATUBHOCTb.

Hapsagy ¢ nguonatmyeckumu okasbHbIMU 3nunen-
cusMK OeTCKOro Bo3pacTa nattepHsbl Tuna «[OQ3PO» xa-
paKkTepHbl ANS 3NUIEeNTUYECKUX 3HUedanonatuii geT-
CKOro BO3pacTta, CONPOBOXAAKLLMXCA NPOLOSIKEHHON
MUK-BOJIHOBON aKTUBHOCTbIO MeAJIEHHOBOJIHOBOIO CHa
(natTepH CSWS), a Tak>Ke C ABNEHUAMU 3NEKTPUHECKOr0
3NWNenTM4ecKoro crtatyca MeaSIeHHOBOSIHOBOIO CHa
(nattepH ESES) B cnyvasax andy3Horo xapakrepa no-
JLOOHbIX pa3paaoB BbicCOKOro nHaekca (85-100% sanucn).
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PucyHok 1. bonbHaa M.O, 11 ner.

Cundpom ESES ¢ (popmuposaruem KauHuxu npuodpementozo 1001020 cunopoma. 3anuct O3I cua. B cmpyxmype nammepra ESES
HAON00aemcs nepeoreso0Hoe nPeoosadaHUe CUHXPOHUSUDOBAHHBIX SNUSCMUPOPMHBIX DA3PAO08 O MOPPON0UL MUNA MAK

Hnaswvieaeolx <[9P/,

Figure 1. Patient M.E,, 11 years old.

ESES syndrome with clinical symptoms of acquired frontal syndrome. Sleep EEG activity. The ESES patterns show a frontal
predominance of synchronized epileptiform discharges with the morphology similar to that of BEDC.

3amMeyeHo, 4TO B 3aBUCMMOCTM OT LOMMWHUPOBAHUA
anunenTUgOopMHOi akTuBHOCTM Ha 33l B npoekuun
onpejesieHHbIX 06/1acTe Kopbl 60MbLIKMX NONYyLIAPUIA,
BbIAABJIAIOTCA PA3NMNYHbIE KIIMHNYECKNE (DEHOTUMbI:

— @poHTanbHoe npeobnagarHve pa3pagos (puc. 1) xa-
pPaKTepHO ANS NPpUO6PETEHHOro NOGHOIr0 CMHAPOMA; Ha-
NINYNA NCUXNYECKUX HAPYLLUEHWA B BUAE ayTUCTMKOMO-
[O6HOro, nNcuMxonaTonofo6HOro WM  WU30dPEHO-
noLO6GHOro NOBELEHUS.

— TemmnopaneHoe npeobagaHne (puc. 2) HabnwogaeT-
CA Npu NPpUo6peTEeHHON 3NUNenTuYeckonm agpasnm (CUH-
apom Jlanpay — KnedpdpHepa), a Ttakxe Habnwogaercs
rno6anbHoe HapylleHue peyeBbiX (DYHKUWA B cly4vae
paHHero gebtoTa.

— leHTpanbHoe npeobnagaHne (puc. 3) — MOTOpPHbIE
HapyLlweHns (NepMaHEeHTHbIN Napes, atakcus); Hanu4une
NMPUCTYNOB B BUE HEraTUBHONO MWUOKJIOHYCA (BapuaHT
cMHapoma ncesno-JIeHHOKCA); rnobanbHoe HapyLleHue
KOTHUTUBHBIX (DYHKL A,

— lapunetanbHoe npeobrnagaHne — BO3HUKHOBEHWUE
HapyLUeHWA THO3KUCA U MPaKCUCa; OUCKANbKYNUA, CUH-
npom lepctmaHHa (aucrpadpus/arpadus, auc-/akalnb-
Kynus, auc-/anekcus, nanablesas arHo3us, npaBo-esas
fe3opueHTaums).

— OKuymnutanbHoe npeobnagaHne onpenenser ayTu-
CTUKONOLOGHOE NOBEJEHME W HaNN4YNe KOPKOBbIX Hapy-
LLIEHNI 3PeHNns.

JnunenTu4yeckue CUHAPOMbI ¢ naTTepHom ESES

CUHAPOM 3/1IEKTPUYECKOro 3MuenTUYEcKoro cratyca
MefeHHoBOIHOBOro cHa (ESES) npepctaBnset co6om
3ANUNenTUYeCcKyo aHueanonaTuo ¢ Hanuinem Ha 33l
naTTepHa MNOCTOSAHHOW NPOAOJIKEHHON Anddy3HON
NMUK-BOJTHOBOW aKTUBHOCTM B a3y MeaSIeHHOro CHa,
NpoA0KAOLWMIACA MHOTME MeCcALUbl U rofibl, C HaNn4u-
eM Yy NauMeHTOB BblIPaXXEHHbIX HENPOMNCUXONOrM4ecKnx
HapyLleHnin, Kak NpaBusio, ¢ coYeTaHnemM pasHbIX TUNOB
3NMNENTUYECKMX NPUCTYNOB Kak POKanbHbIX, TakK 1 6u-
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PucyHox 2. BonbHoi J1.D., 6 jier.

CunopomJlanoay-Knegpgrepa. 3anuce DOI" cha. Habnro0aemcs UCOUHOE 1 8UCOUHO-MEMEHHOE NPeoONa0aHIe
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Figure 2. Patient L.E., 6 years old.

Landau-Kleffner syndrome. Sleep EEG activity. There is a temporal and temporal parietal predominance of epileptiform discharges of

the BEDC type in the structure of the diffuse ESES pattern.

narepasibHbIX TOHUHECKUX U TOHUKO-KJTOHUYECKUX Npu-
CTYMNOB, BO3HMKAIOLLNX BO CHE, N aTUMUYHbIX abCaHCOB
B 60APCTBOBAHWUM (MPX 3TOM NPUCTYNbl UMEIKOT TaK Ha-
3blBaeMbIil  «MCEBAOreHepasn30BaHHbI»  XapakTep).
CWMHOHMMBI: 3nNunencus ¢ HenpepbIBHOW MUK-BOJTHOBON
AKTUBHOCTbI Ha O3l BO BPEMS MEANIEHHOr0 CHAa, CUH-
apom ESES (epilepsy with electrical status epilepticus
during slow sleep), cuHgpom Mexenonsl [4].

Curapom riceBfo-JTIeHHoKca — 3a60neBaHne U3 rpynel
BO3paCT-3aBMCUMbIX 3MUIENTUYECKNX 3HUEedanonaTui
C (DEHOMEHOM NPOAOKEHHON NUK-BOSTHOBOW aKTUBHO-
CTU B (pa3y MeANEHHOr0 CHa, NPOABNAOLLEECS YaCTbIMU
NOAUMOPMHBLIMU DOKANbHBIMWU MOTOPHLIMU (MPEUMYLLe-
CTBEHHO (DapuHro-opasibHble 1 aymo-6paxnanbHble)
1 NCeBLOreHepan3oBaHHbIMU NpUCTynaMu (NpenmyLue-
CTBEHHO aTUMMUYHbIe A6CAHCI U HEraTUBHbIN ANUNENTUYe-
CKWUIA MUOKJIOHYC), KOTHUTUBHLIMW HAPYLUEHUSAMU, A TaK-
Ke Hanudmem Ha 33 pernoHanbHon u anddys-
HOM 3nunenTMdOPMHON aKTUBHOCTM MO MOPA0JIOrnm

anunencus n NapokcnamMasibHble COCTOSHUSA

NOEHTUYHON [06POKAYECTBEHHBIM 3NUIENTU(NOPMHBIM
paspsagam pgetctea (O9PL). Bnepsblie AicardiJ.
n Chevrie J.-J. B 1982 r. onucanu cemb Cry4aeB v npej-
NOXWN  Ha3BaHME «aTunu4yHas [J06poKa4yecTBeHHas
anunencusa getckoro sospacta» [12]. B 1986 r. onucan
B HemeuKoA3bl4HOW nuTepatype DeonnaT. u coasT.
C nocneaywwym onpeaeneHnem aeUHNLNAN «CUHAPOM
ncesno-J/leHHokca» [13]. Bospact pge6itota BapbupyeT
o1 1,5 5o 7 net; nuk 3a6onesaemoctn — 3-5 net (4o 70%
cny4vaes). Cnyyan ponaHan4ecKon anunencum y nauneH-
TOB B BO3pacTe A0 7 JiIeT UMeKT PUCK TpaHcdopmauuu
B CUHAPOM nceBao-JIeHHOKCA 1 4acToTa Takoro Hebnaro-
NPUATHOrO TevyeHns cocTasnset 1-5,5% 0T BCcex cny4vaes
MANONATNYECKON (POKANbHON anunencum AeTcTBa C LieH-
TpanbHO-TeMMNopanbHbIMK cnankamu [5,14].

CuHapom  Jlanpay-KnegpghHepa — 3aboneBaHue
13 rpynnbl BO3PACT-3aBUCUMbIX NUSIENTUYECKNX IHLIE-
hanonatuin ¢ (PEHOMEHOM NPOAOIIKEHHOW  MUK-
BOJTHOBOW aKTUBHOCTU B (Da3y MeAJIEHHOr0 CHa, NposB-
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PucyHok 3. bonbnoit I.B., 6 sier.
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nammepra ESES.

Figure 3. Patient G.V,, 6 years old.

Pseudo-Lennox syndrome. Sleep EEG activity. The frontal-central-temporal predominance of epileptiform discharges of the BEDC type
with a trend to diffuse propagation along with the development of the ESES pattern is seen.

naoLLeecsd NPpMoOPETEHHOW CEHCOMOTOPHOW adhasuen,
HapYLUEHNEM BbICLUMX NCUXUYECKUX PYHKLNIA, KaK npa-
BMJ10, B COYETAHUW C PABNNYHBIMU 3MUNENTUHECKUMM
npucTynamu, Npyu 0TCYTCTBUN CTPYKTYPHbIX U3MEHEH W
B Mo3re. CUHOHWMbI: NPUOGPETEHHAs anunenTuyeckas
agpasnd, CUHAPOM MPUOOPETEHHON 3NMIEnTUYeCKon
acha3nm, CUHAPOM NPUOBPETEHHONW adhasun 1 cyaopor.
Yauwle ctpagatot manbyukmn 3-3,8:1 [4,5,15]. AnunenTu-
YyecKue MPUCTYNbl ABAAIOTCA BaXKHbIM, HO He 06sumrat-
HbIM cumnToMoM. BeTpeyatotca y 50-80% 60nbHbIX [16-
18]. Halue npucTynbl NpeALecTBYOT pa3BMTuMio adasum,
KoTopas HacTtynaet B Te4yeHne 10-29 mec. nocne ux ge-
6t0Ta. BO3MOXXHbI BapuaHTbl ¢ adha3uneil, NpeaLlecTByo-
e MaHudecTaumm NpucTynos, 1 6e3 TakoBbIX. ANN-
nenTUYecKne NpUCTynbl 4e6OTUPYIOT B BO3pacTe OT 2,5
[0 6 net (B cpefHem — 4,0 roga). Cemnonorus npucry-
MoOB pasHOO6pa3Ha, NPeuMyLLeCTBEHHO OTMeYalTCs
aTUNUYHbIE A6CAHCbI (B T.4. C MUOKTOHUYECKUM U aTOHW-
4eCKMM KOMMOHEHTamu), dooKasibHble MOTOPHbIE (YaLle

hapuHro-opanbHble, remMudauunanbHble U FeMUKOH-
BY/IbCMBHbIE), aTOHW4YECKME W aTOHWYEeCKU-acTaTnye-
CKMe (3a CYeT HeraTMBHOIo 3NUNENTUYECKOr0 MUOKIIO-
Hyca) 1 6unartepanbHble TOHUKO-KNOHUYeckue [5,18].

Kpome TOro, ony6amMkoBaHbl ONUCAHNS CREAYOLMX
anuienTU4ecknx 3aboneBaHuin (CUHAPOMOB), COMPO-
BOXAAKLWMUXCA PEYEBbIMU U NOBEAEHYECKUMU HapyLLe-
HUAMU:

— 9nunentnyeckaa pucgasvsa ¢ PaHHUM [EGHTOM.
Bnepsble 6bina onucaHa Echenne B. n coasT. B 1992 r.
Ha OCHOBaHWW aHann3a 32 cxoxux cnyyaes [19].

— AYTOCOMHO-4OMUHAHTHAsA POJIaHANYecKas anuser-
cus ¢ peveBon aucrpakcuesi 6bina noLpobHO onucaHa
Scheffer I. n coasT. B 1995 . Ha 0CHOBaHMM HA6NIOAEHNA
aBCTPANIMNCKON CeMbl (0EBATb NALMEHTOB B TPeX NMOKO-
nexmax). JanHas cpopma anunencum co4vetaet B cebe
NPU3HAKN PONaHANYECKON 3NUIENCUM 1 peyesble pac-
CTPOICTBA, HACJIeAyeTCa N0 ayTOCOMHO-A0MUHAHTHOMY
Tuny [20].
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— Metcknii aytuctudecknii anunentugOopPMHbIN  pe-
rpecc — pa3BUTNE TAXKENbIX KOMMYHUKATUBHbIX HapyLLe-
HUIM y AeTen B pe3ynbTate NOCTOAHHOW NPOAONIKEHHON
anunenTUMOpPMHOI akTUBHOCTU Ha I3l [21,22].

— [lpno6pPeTeHHbIV NMUNENTUYECKNUN JI0OHbIN CUHA-
pom. Roulet-Perez E. n coaBT. B 1993 r. BnepBble onuca-
NN JAHHbIA  CUMNTOMOKOMIMEKC WHTENIeKTyaslbHO-
MHECTUYECKMX U NOBELEHYECKUX PACCTPONCTB Y YeTbl-
pex 60nbHbIX ¢ natTepHom ESES [23].

HabniogaeTcs Takxxe aTunu4yHoe Te4yeHue paga Mano-
NaTU4ecKnx OOKanbHbIX 3AMUNENCUA C NOBbILLEHUEM WH-
JleKca anunenTnopmHbIX pa3pagos Ha 33 40 BbICOKOMO
C NPUCOEANHEHNEM KOTHUTUBHBIX NPo6sieM. BO3MOXHbI
TaKXXe aTUNu4Hble MUKCT-)OPMbI 3nusencun, codeTar-
Lne B ce6e reHyMHHbIA U CTPYKTYPHbIA KOMMOHEHTbI —
TaK Ha3blBaeMble AB/IEHUSA «ABONHON MATONOrNmn».

Jleuenue smuaencuu ¢ ESES

B neyeHun anmnenTuy4eckmx aHuedanonatuin ¢ nat-
TepHamm o Tuny Tak HadbiBaeMbix «[J3PO» Ha 33l u aB-
NEHNAMN  3NEeKTPUYECKOro cratyca MeAaJsleHHOBOJI-
HoBoro cHa (ESES) npenapatamu Bbli6opa SABRAKOTCA
Basibnpoarhbl, IeBeTpaLeTam, 3TOCYKCUMUL U CynbTham
B MOHO- 1 paunoHanbHON KOMOUHUPOBAHHON Tepanuu.
B03MOXHO Tak)xe NpUMEHeHMe Tonupamara U 30HKUCa-
muAaa. Npu pe3MCTEHTHOCTY K yKa3aHHbIM rpynnam npu-
HUMaeTCcs pelleHWe BoMnpoca O Tepanuum 6eH304Ma-
3enmHamMmun. AnbTepHaATUBHOW SBNSAETCA NYNbC-Tepanus
KopTukocTepougamu. lMpu pewieHnmn Bonpoca o npume-
HEeHUW MPOTUBOINWUIIENTUYECKNX MPENapaToB y AaHHON
rpynnbl NauneHToB crnefyeT NOMHUTL O BOSMOXHOCTAX
arrpaBauum aeneHuin ESES, annnentn4eckoro Mmokno-
Hyca W aTunuyHbix abcaHcoB (B T.4. de novo) nog
BMMAHMEM nNpenapaToB Kap6amasenuHOBOW Trpynnbl
N OKckap6asenuHa, a TakXe HeraTuBHbIN 3dPdeKT
BbICOKOBEPOATEH HA (DOHE Npuema rmgaHToMHoB 1 6ap-
6utypatos [5,24,25].

Ha ocHOBaHMK aHanm3a apeKTUBHOCTM 1 Ge3onac-
HOCTV NPUMEHEeHNs Tonupamara y 60J1bHbIX 3nunencuen
(722 naumenTa) 3a nepuog 2002-2012 rr. Ha Kadpeppe
HEBPOJSIOr UK, HEMPOXMPYPIUN U MEANLNHCKOWA FeHETUKM
n/¢p PHUMY um. H.W. NMuporosa u B otaeneHun MHO-2
POKE kacatenbHO crny4YaeB anufencuii ¢ natTepHOM
ESES 6b1111 nony4yeHbl cnegytowme pesynbrarbl:

» CuHapom ncepo-JleHHokca (n=9) — pemuccus npm-
CTYNoOB Habnaanach y Y4eTbipex NauuneHToB, ype-
YKEHMe NpuUcTynoB —y 0JHOr0, OTCYTCTBUE 3D dhek-
Ta — Yy [OBYX, arrpasauus nNpucTtynos — y [ABYX
NauneHToB;

CuHgpom JNanpay-KneddHepa (Tonupamar npume-
HANCA TONbKO Yy ABYX NALWNEHTOB) — YpeXXeHue npu-
CTYMNOB U pa3psfoB — Y OLHOIO U OTCYTCTBUE 3D~
hekTa —y Opyroro pebeHka;

Cunppom anunencum ¢ ESES (n=12) — pemuccus
NpUCTYnoB Habnwganach y ABYX NauMeHTOB, ype-
YKEHMWe NpuUcTynoB 1 pas3psanos — Yy Tpex, 0TCYTCTBUE
addekTa — y WeCTK, arrpaBauns npucTynos v anu-
nenTMgOPMHbIX pa3psaaoB — Yy OAHOI0 NaLMeHTa;

anunencus n NapokcnamMasibHble COCTOSHUSA

KOrHMTUBHbIE 3NUNEeNTUGOPMHbIE [Ae3UHTerpauun
¢ ESES (n=11) — cywieCcTBEHHOE CHMXEHME anunen-
TUOPMHBIX PaspstoB — Y BOCbMMW NaLUEHTOB, OT-
cyTcTBMe ahbhekTa — y 0QHOr0O M arrpaBaums pas-
panoB — Yy ABYX fneTeit [26].

BbisiB/ieHHble pe3ynbTaTbl CBUAETENbCTBYET O HEO06-
XOAMMOCTMN OCTOPOXHOW TAaKTUKN NMPUMEHEHUS TONKUpa-
mara npu anunencusx ¢ ESES.

A HeKTUBHOCTb 11 6630MACHOCTb MPUMEHEHMS NeBe-
TupaueTama npu oopmax anunencuu ¢ aspneHnsamm ESES
ObIIM NPOLEMOHCTPUPOBAHbI B XO4e WCCIief0BaHMS,
npoBogmeLierocs 3a nepnog ¢ 2010 no 2016 r. Ha kKadhe-
Jpe HEBPONOrnK, HEMPOXUPYPrUM N MeAULMHCKON reHe-
Mk n/dp PHAMY wum. H.W. Muporosa n B OTAENEHMN
MHO-2 POKB. bbino npoBefeHO AMHAMUYECKOE HA6IHO-
AeHue 3a 34 pgetbmu ¢ nattepHom ESES na 39l (14
mManbymka un 20 geBoYeK), Nosy4aBLIKNX fieBeTUPaLeTaMm.
Y nauveHToB ObINMM AMArHOCTMPOBAHLI CRejyroLne
(hopMbI 3MMNENCUN: CUHAPOM 3NUIIENCUN C 3NTIEKTPUYe-
CKUM 3NuNenTu4ecknm cTaTycoM MeAsIeHHOBOJIHOBOIO
cHa (ESES) — B 28 cny4aax (cemb mamnonatuyeckux, 13
CMMNTOMATUYECKNX U BOCEMb CJly4aeB Tak Ha3blBaeMom
«[JBOMHOWN NaTonornm» ¢ CO4eTaHNMEM namonaTtun4eckoro
KOMMOHEHTA U TUNOKCUYECKN-ULLEMUYECKOr0 Nopaxke-
Hua LUHC y petell ¢ KNMHUYECKOW KapTUHOW OeTCKOro
LepebpanbHOro napanuya), Tpu naumeHTa ¢ CUHLPOMOM
ncesno-J/IeHHOKca, ABa MauueHTa ¢ cuHgpomom JlaH-
nay-KnedpHepa v ogHa feBo4ka ¢ ayTUCTUYECKUM dMNn-
nenTUMOPMHbIM perpeccom. Bce aetn nonyyanu nese-
TMpaueTaMm B TepaneBTUYECKMX [03aX, BAPbMPOBABLLUX
B npeaenax ot 20 go 80 mr/kr/cyT. Mopgasnsatowiee 60Mb-
LUMHCTBO NAaLMEHTOB Monyvanu nesetnpaletam B KOM-
6uHnposaHHoi Tepanun (33 n3 34 nauneHToB — 97,1%),
no 6onblwen Yactu B Buae pyotepanuu (13 peten —
38,2%) n B kom6uHauuu n3 tpex A3M (18 peten — 53%),
n3penka n3 vetoipex A3MN — asoe geten (5,9%) n ogHa
J1eBOYKA C ayTUCTMYECKMM 3NMNENTUOPMHbLIM pPerpec-
COM — B Ka4ecTBe MOHoTepanum (2,9%). JleseTupaveram
noKasaJs BbICOKY a(p(peKTMBHOCTb y 67,6% (n=23) na-
LMEHTOB — [1BA Cry4ast NONHOW KNUHUYECKO 1 3HUeda-
fiorpadonyeckoii pemuccun o AOCTUIXKEHUS nybepTarta,
[eBATb C/ly4aeB K/IMHNYECKOW PEMUCCUN CO 3HAYNTENb-
HbIM CHVXEHWEM NpeacTaBiIeHHOCTU anNuenTudopm-
HbIX pa3psgoB Ha 33 n 12 cny4vaes CyLIECTBEHHOrO
CHUXXEHWNS MPUCTYMOB W 3NUNenTUGOPMHbIX Pa3psiioB.
Huskasa adhhekTUBHOCTL Habnoganacs nuwb y 20,6%
(n=7) naymnentos. OgHako y 11,8% (n=4) nayneHToB 06-
Hapy>XMBanacb arrpaBauus anunenTu4ecknx NpucTynos
N anunenTudOpPMHbIX pas3paaos Ha J3l, 4TO ckasbiBa-
JIOCb HAa TaKUX TUNax NPUCTYMNOB, KakK aTUMNn4YHble abcaH-
Cbl, MWOKJIOHWYECKNE, HEraTuBHbIA 3NUIENTUYECKUN
MUOKOHYC W BTOPUYHO-TeHepann3oBaHHble (6unate-
pasibHble TOHUKO-KJSIOHMYeCKue) npuctynbl. Mpu aTom
cnefyeT OTMETUTb, 4TO B OLHOM Cny4Yae Ha (oHe ad-
(heKTUBHOCTW B Mpegesiax HU3KUX TepaneBTUYECKUX
3Ha4YeHWi Ha (boHe nocneayoWen TMTpauuy npenapaTa
oTMevanacb Jo303asucumMas arrpasaumd. JaHHbIn hakT
CBUIETENIbCTBYET O HEOOXOAMMOCTMN Hanbosiee paHHero
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KOHTPOA pe3ynbTaToB Tepanuu neseTupalerama y gaH-
HOI0 KOHTUHIeHTa 60MbHbIX. ArrpaBaLUOHHbIA 3 dEKT
HVWBENMPOBAsca OTMEHON fieBeTMpaLeTama, a B ciy4vae
[0303aBUCUMON arrpaBaunm — CHUXKEHUMEM [03bl npe-
napara. [1po4ue HeraTuBHbIe 3P EKTHI ObININ OTMEYEHbI
nuwb y Yetbipex geten (11,8%) (Tpu cnyy4as ncuxomo-
TOPHOI0 BO36YXXAEHNA N HAPYLUEHNA CHA U OAUH CiyYan
annepruyeckon coinu). B xone nccnegosaHus 610 no-
KasaHo, 4To Hanbonee adPeKTUBHbBIMU KOMOUHALUAMM
AHTUINUNENTUYECKUX TNpenapaTtoB npu  3nunencun
¢ ESES 6bin1 coveTaHnsa neeseTupaverama ¢ Bajibnpoa-
Tamu 1 aTocyKcumugom [27].

Ocobo cnepyetr noOAYEepPKHYTb, 4TO MNOSiBMNACH
Xupgkas Qopma nesetupauLetramMa OTEYECTBEHHOTO
npou3soactea — JleBeTuHON B cupone. 370 BaXHO
ANA NpUMeHeHWs npenapata y MajleHbKuUX peTen
M NaunmeHTOB C HapyweHnem 6ynb6apHOMW MHHEpPBa-
uuMm npu npobremax npuema TabneTUpPOBaAHHbLIX
opm npenapartos.

s1BNiseTCa BecbMa [LUCKYCCUMOHHbIM BOMPOC LIESIeco-
06pasHOCTU U 3MAEKTUBHOCTU NPUMEHEHNUS HOOTPON-
HbIX NpenapaTtoB y faeTeii ¢ natTtepHom ESES. Tem He me-
Hee B XoAe uccnenoBaHus 3EKTUBHOCTM M 6e30-

COCTOSAAHMSA

MACHOCTN NMPUMEHEHWUs NenTUAIPru4eckoro npenapara
KopTekcuH npu feTckoM LepebpanbHOM napanuye B Co-
YyeTaHUM C ANWNencuen y rpynnbl AeTei ¢ anunentTnye-
cKoi aHuedpanonatnenn ¢ ESES (n=7) 6b1n1 nonyveHsbl
cnepymoline pesynbTaTbl: YPeXKeHne npucTynos WU/wunu
anunenTugopmMHbIX paspsaos Ha 33 B coyveTaHuU
C YnyylleHUuem ABUraTenbHbIX (YHKUUIA OTMEYEeHO
y Tpex (42,8%) OeTen, ypexkeHne npuctynos 6e3 Bus-
HWUA HA MOTOPHbIe (PYHKLMKN — Y oaHOro (14,3%) pebeH-
Ka, ynydileHune ABuraTenbHbIX QYHKLNUA 63 BNUAHUSA Ha
npucTynbl U 3NUNEeNTUOPMHbIE paspsaabl — Y OJHOr0O
(14,3%), oTcyTcTBME OTBETA Ha Tepanui — y ABYX
(28,6%) peten; arrpasauum anunenTM@OPMHbIX pasps-
[I0B 1 MPUCTYNOB HE 0TMeYanoch [28].

B cnyvasax ¢apmakope3MCTEHTHOCTU C Hanu4ymem
3NUNIENTOreHHOr0 CTPYKTYPHOro Aediekta u, COOTBeT-
CTBEHHO, CUMNTOMATUYECKOr0 XapakTepa anunentnye-
CKMX aHuedanonatuin ¢ nattepHom ESES n CSWS uene-
c006pa3Ho paccMOTpeHWe BOMpPOCa O BO3MOXHOM
XUPYPru4eckom fiedeHnm. Mpu HeBOSMOXXHOCTU XUPYpP-
TMYECKON MHTEPBEHLMMN PACCMATPUBAETCS NPUMEHEHNE
KeTOTeHHOW AMETbl, a TaKXe UMMNaHTaLnusa BarocTuMy-
nsaTopa.
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