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Pesrome

CUMITOMOKOMIIEKC NPUOOPETEHHbIX HAPYLLEHWU BbICLUNX MCUXUHECKUX QOYHKLMI Y [ETel, accoynnpoBaHHbIi C Bbl-
DaXXEeHHO 3nUAenTNgOPMHON akTUBHOCTbIO HAa 33T, NpefCcTaBaseT cepbe3Hyro npobiemy. Hepeako 3/1eKTpo3HLegano-
rpachnyeckumu natrepHamu 3nNusenTUYeckux 3Hueghasonatnii JeTCKoro BO3pacta, Takux kak cuHApombl JlaHgay-
KnegppgHepa, ncesno-/1eHHOKca, ayTMCTUYECKOIO IMUIeNTUGOPMHOIo perpecca v Apyrux, SBiastoTCs KOMIIEKChl TUna
L3P («go6pokayecTBeHHbIE 3MNENTUGDOPMHbIE PA3PALbl AETCTBA»). [Tpy 3TOM 3rnnenTUgOPMHbIE Pa3PALbl UMET
BbICOKUI MHAEKC U NPUOOPETAIOT CKITOHHOCTL K ANbhy3HOMY PacrnpocTpaHeHuto, 470 0COOEHHO BbIPaXeHo BO BPeMs
CHa ¢ chopmupoBaHuem narrepHa ESES. B nie4yeHnu annnentu4ecknx IHYeganonatnii nPUMEHSIKOTCSA Baibnpoartkl, I10-
cyKeumug, JIeBeTupaLeTam v cysibTmam, a Takxe 6eH3041Mas3envHbl B MOHO- U paynoHaibHOV KOMOUHUPOBAHHOV Tepa-
.

KnroueBbie cnoBa
anunentudeckne aHUeganonatum, 3J1eKTPUYECKNUI CTaTyc MegJ1eHHOBOJIHOBOro cHa (ESES), aHTnanunentu4eckue rnpe-
napars!.
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EPILEPTIC ENCEPHALOPTHIES WITH ELECTRICAL STATUS EPILEPTICUS SLOW SLEEP (ESES)
Kholin A.A.
Pirogov Russian National Research Medical University of the Russian Federation Ministry of Heath

Summary

Complex of acquired disturbances of cognitive functions in children associated with continuous epileptiform activity on
the EEG is a serious problem. Quite often the EEG patterns in epileptic encephalopathies of childhood such as Landau-
Kleffner, pseudo-Lennox syndromes, autistic epileptiform regression etc. are represented by the so-called «benign focal
epileptiform discharges of childhood» (BEDOC, BFEDC, BEDC). Epileptiform discharges are characterized by high index
and diffuse spreading nature, especially during slow-wave sleep, forming the pattern of ESES. In the treatment of epileptic
encephalopathies the following AEDs are applied in monotherapy or rational combined therapy: valproates, ethosuximide,
levetiracetam, sultiame and benzodiazepines.
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epPbe3Hy0 Npo6eMy B HEBPOIOTMM W 3NUIENTO-

NIOrvK LeTCKOro Bo3pacrta npescrasnger CUMNTO-

MOKOMMJIEKC MPUOOPETEHHbIX HAPYLUEHWIA BbIC-
LINX MCUXNYECKNX (DYHKLUWIA Y AeTel, aCCOLMMPOBaHHBbIN
C BbIPDAXKEHHOW  3NWUNENTUPOPMHON  AKTUBHOCTbIO
Ha 33, Npu KOTOPOM Y psifa NauneHTOB Aake MOryT OT-
CYTCTBOBATb KJIMHWYECKNE ANUNENTUYECKNEe NPUCTYMbI.
Mpy 3TUX COCTOAHUAX CTPafalT TPpW COCTaBAAKOLLME:
KOFHUTUBHbIE (DYHKLUM (NaMATb, BHUMaHME, CKOPOCTb
peakunmn 1 BbINONHEHUA KOMaHA, CNOCOOHOCTL K YCBOe-
HWI0 HOBOIO MaTepuana), pe4esble PYHKLMMN (CEHCOPHaA
1 MOTOpHas adasuns), NoBeeHNE.

B HacTosLee BpeMs HE CYLLLECTBYET TOHYHOW AeuHULMN
[aHHOW rpynnbl COCTOAHWUIA, MPU3HAHHON BCEMMW HEBPOO-
rMYecKUMK WKonammn. OHN OTINYAKTCA OT TAXKESIbIX 3Mn-
nencuin MnageH4eckoro M paHHero AeTCKOro BO3pacTa,
BK/THO4AEMbIX B FPYNMy 3NWNenTUHecknx aHuedanonaTui
(cungpombl  OTaxapa, Becta, [pase, JleHHOKca-lacTo
1 Op.), Npy KOTOPbIX KOTHUTWBHbLIE HAPYLUEHUS B 3HAYU-
TeSIbHOV CTeneHn 06YC0BEHbI YaCTbIMMW ANUNENTUHECKM-
My npuctynamu. J1.P. 3eHKOB NpUMEHWUN ANS AaHHbIX CO-
CTOAHU TEPMUH «3MunNenTU4eckas ANCHYHKLNA rONI0BHO-
ro Mo3ra», a TakKXe «MNPUOBPETEHHbIA ANUIENTUYECKN
HEeMpOncMxonorniecknin - cUHAPOM», npeanonarakLwmi
HENPONCUX0N0OrN4eckne HapyLLeHNs, CBA3aHHbIe C MOCTO-
AHHbIMW  paspagamy  3NuNenTUPOPMHON  aKTUBHOCTYU
B 93l [2]. B.A. KapsnioB B onpefenieHnn «3nnnentTu4eckoro
3abonesaHns» NOAYEPKNBAET, YTO «KJIMHUYECKINE MPOSsB-
NEHNs B 3HAYUTENbHON CTEMEHWN UM UCKITHOYUTENBHO SB-
NAKTCA CNeaCTBMEM aKTUBHOIO 3NWNenToreHesa, To ecTb
TUNEPCUHXPOHHBIX HEPOHHBIX pa3psLoB» [3].

Ewe B 1939 r. R.S. Schwab, a 3atem W.M. Landau
n F.R. Kleffner B 1957 r. nokazanu B0O3MOXXHOCTb BIUSHNSA
Ha BbICLLME MCUXNYECKMe PYHKLMUN NPOLOJIKEHHbIX UHTE-
PUKTanbHbIX 3NUNenTUOpPMHbIX pa3panos Ha 33l [10,16].
Mapcenbckas rpynna anunenTonoros cdopmynupoBana
KOHLENUMIO «3nunencum 6e3 anunenTu4eckmx npucTynos»
B Cny4asx, korga «anddysHas, bunarepanbHas n nocTo-
SHHAsA MUK-BONTHOBASA aKTUBHOCTb, MPOAO/KAKOLLAACA B Te-
YyeHue BCcex cTaamin pasbl MeASIEHHOr0 CHA MHOIMe Mecs-
Libl N FOAbl, HECCOMHEHHO, 0Ka3bIBAET NOBPEXAAIOLLEE BO3-
[encTBre Ha MO3r, AaXke B OTCYTCTBUU 3MUIIENTUYECKUX

anunencus n NapokcnamMasibHble COCTOSHUSA

npuctynos» [13]. Takum o06pa3om, 3nuenTUYECKNX npu-
CTYNOB MOXET He OblTb, & 3NUMeNncus QUarHoCTUPYyeTcs
Ha OCHOBAHUW HANM4YUs NPOAOCIKEHHON AN dY3IHON anu-
nenTMdOpPMHOI akTUBHOCTM Ha Q3l 1 adhaTmyeckmx pac-
CTPOWCTB JIN60 KOTHUTUBHbIX HAPYLUEHUIA.

B reHese yka3aHHbIX COCTOSHUIA UTpatoT posib TPU OC-
HOBHbIE MPUYUHBI:

1. HapylweHune HelipoHanbHbIX CBA3EN 1 afeKBATHOWA
paboTbl (PYHKLMOHANbHO-3HAYUMbIX KOPKOBbIX LEH-
TPOB, 06YC/IOBJIEHHOE MOCTOAHHOW NPOLOIKEHHON 3NK-
NenTUgOPMHON aKTUBHOCTbO Ha J3.

2. TeHeTN4YeCcKn OETEPMUHUPOBAHHOE
NMpoLEeCcCOB CO3peBaHMs MO3ra.

3. Mopdponornyeckne N3MeHeHUs B TOIOBHOM MO3re,
00YCJI0BJIEHHbIE MATONOrMen NpeHaTabHOro Pa3BuUTHS.

CorfnacHo KOHUENuMnM «BPOXAEHHOr0 HapyLlleHus
NMPOLECCOB CO3pEBaHMs MO3ra», MPeaioXeHHON HeMeL -
KUM LETCKUM HEBPOJIOrOM ¥ 3MWUenTosiorom lrepmaHom
[loose, CyLecTByeT reHeTU4ecKn LeTepMUHUPOBAHHOE
HapyLUeHne CO3peBaHNs rOJIOBHOrO M0O3ra BO BHYTPUYy-
Tpo6HoM nepuoge [9]. B kayecTBe 33-MapKepoB 3TUX
HapyLLIeHN y [leTell pacCcMaTpuBatTCA Tak Ha3blBaeMble
«[106p0OKa4eCTBEHHbIE (DOKAlbHbIE 3NUIENTUOPMHbIE
paspsagbl (NaTTepHbl, HapylweHus) geTcTBa» (COOTBET-
CTBeHHO, ab6pesmatypbl 3P, OGIPO, A3NO, O3HA,
ABNAKLWMNECH CUHOHUMAMMN U NPUMEHAEMbIE B PA3HbIX
HEBPOJIOrMYECKUX U 3MUNENTONIONMYECKUX LUKOMAXx).
B aHrnos3bl4HOM NuTepaType Ha3BaHMe 3TOro naTTepHa
3By4UT Kak «benign focal epileptiform discharges of
childhood» (BEDOC, BFEDC, BEDC).

AnunenTudopmHbIi Komnneke Tuna 49P npeacrtas-
NAeT cO60M NATUTOYEYHbIA AMNONb, COCTOALLINA n3: 1 —
NMPeno3MTUBHOIO KOMMNOHEHTA; 2 — HEraTMBHOI0 NUKO-
BOFO KOMMOHEHTa; 3 — MNO3UTWBHOW OCTPON-BOJIHbI;
4 — HeraTMBHOroO MepJIeHHOBOJIHOBOrO KOMMOHEHTA
M5 — NO3NTUBHOIO MeAEHHOBOIHOBOrO KOMMOHEHTA.
[lna Knaccm4eckoro ponaHgmnyeckoro komnnekca 43P
MO TAHTeHUWasIbHOW OCU XapaKTepeH MakCUMyM No3u-
TUBHOCTMW HaJ BEPTEKCOM N HEraTUBHOCTH, BbIPAXXEHHOMN
B LEHTPaNbHO-BMCOYHOW 06M1acTn, a N0 NOHIUTYAM-
HaNbHOW O0CN — (PPOHTANIbHAS NO3UTUBHOCTbL W 3aTbl-
JI0YHAs HEraTUBHOCTb.

HapyLleHue

www.epilepsia.su
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Hapsgy ¢ nanonatunyeckumu oKanbHbIMU 3NUmen-
CUSIMW [eTCKOro Bo3pacta naTTepHsbl Tna 3P xapak-
TEpHbI AN 3NUNenTUYecKnX aHuedanonaTuii 4eTcKoro
BO3pacTta, COMPOBOXAAOLWMUXCA MNPOLOSIKEHHOW MNUK-
BOJIHOBOW aKTWBHOCTbIO MeAJIEHHOBOJIHOBOrO CHa (naTt-
TepH CSWS unu M3IMC), a Takxxe ¢ ABAeHUAMU INeKTpu-
4eCKOro 3nuienTU4ecKoro crtatyca MmeaseHHOBOSTHOBO-
ro cHa (mattepH ESES) B cny4asax guddy3Horo xapak-
Tepa nofo6HbIX Pa3psaLoB.

CUHAPOM 3/1EKTPUYECKOro 3nuenTuyeckoro craryca
MezJIeHHOBOJIHOBOro cHa (ESES) npepctaBnser co6oi
3aNMNenTUYeCcKyo dHuedanonaTuo ¢ Hanumymem Ha 33l
naTTepHa NOCTOAHHON AUPPY3HON MUK-BOJTHOBOMN akK-
TUBHOCTW B (pa3dy MeANIEHHOr0 CHa, MPOAOSKatoLLencs
MHOrMe MecsLbl U rofbl, C MPUCYTCTBMEM Y NALMNEHTOB
BbIPAXXEHHbIX HEMPONCUXO0NOTNYEeCKUX HApPYLIEHWUI, KaK
npaBuo, C CO4eTaHMEM Pa3HbIX TUMOB 3MNMAENTUYECKUX
MPUCTYNOB KakK (QOKanbHbIX, TaK U reHepann30oBaHHbIX
(«nceBpOreHepasN30BaHHbIX»), BO3HMKAKOLWMX BO CHe,
N aTUNnU4HbIX a6CcaHCcoB B 604pCTBOBAHNN. CUHOHUMBI:
3anunencus ¢ HenpepbIBHOMW MWK-BOTHOBOW aKTWUBHO-
CTbto Ha O3l BO BpeMs MeANIEHHOr0 cHa, cuHapom ESES
(epilepsy with electrical status epilepticus during slow
sleep), cungpom MeHenonsbl [18].

CuHapom ncesro-JleHHoKca — 3a60fieBaHne U3 rpynnbl
BO3PACT-3aBUCUMbIX  3NWUAENTUYECKUX  dHLedanonaTtuii
¢ (OeHOMEHOM NPOAOIKEHHON MNUK-BOTHOBOW aKTUBHOCTM
B (pa3y MeAsIeHHOr0 CHa, NPOABIIAIOLLEECS YaCTbIMK NOMN-
MOPHbIMY (OKaSTbHBIMU MOTOPHbLIMY (MPEUMYLLECTBEHHO
(hapuHro-opanbHble 1 hauno-6paxuanbHble) U NceBpore-
Hepanu30BaHHbLIMU NpUCTyNamn (MPEMMYLLECTBEHHO aTu-
MUYHbIE a6CAHCbI U HEraTUBHBINA 3NUIENTUYECKUIA MNOKII0-
HYC), KOTHUTVUBHbIMU HAPYLLUEHUAMM, @ TaKXXe Hanmymem
Ha 93l pernoHanbHoW U Andcpy3HoW anunenTUdOPMHON
aKTMBHOCTW, NO MOPAONOrnun WAEHTUHHOR [06pOKade-
CTBEHHbIM 3nunenTudopMHbIM paspsaaam aetctea (OOPL).
Bnepsbie AicardiJ. n Chevrie J.-J. B 1982 1. onucanu cemb
CXOXXUX KNMHWYECKMX CNy4YaeB W MPeAsioKUIN Ha3BaHue
«aTUnn4Has go6poKa4ecTBEHHAS ANWUENcUs AeTCKOro BO3-
pacta» [5]. B 1986 r. noao6HbIi CMHAPOM OMUCAH B HEMEL|-
KOA3bIYHOW NuTepaType C Mocnefyrowym onpeneneHnem
JepuHuumn «cuHgpomM ncespo-JleHHokca» [7]. Bospact
[e6toTta BapbupyeT oT 1,5 10 7 neT; nuk 3a6011eBaemMocTn —
3-5 net (po 70% cny4aes). Cnyyan ponaHanyeckon anunen-
CUM Yy MaLMeHTOB B BO3pacTe A0 7 NeT UMEIT PUCK TPaHC-
hopmauum B cuHLpom ncesfo-SlenHokca [4].

CuHgpom  JlaHpay-KneghgpHepa —  3ab0neBaHue
M3 rpynnbl BO3PacT-3aBUCKUMbIX IMUNENTUYECKUX 3HLE-
(hanonatum ¢c peHoOMeHOM NMPOAO0SIKEHHON NMUK-BOJTHOBOMN
aKTUMBHOCTW B (pa3y MeANIEHHOro CHa, MposBfstoLieecs
NpUo6PETEHHON CEHCOMOTOPHON adhasnen, HapyLLEHNEM
BbICLUMX NCUMXMYECKUX (PYHKUWIA, KaK NpaBusio, B COYe-
TaHUU C Pa3NNYHBIMU 3NUMENTUYECKUMK NPUCTYnamum,
MPY OTCYTCTBUU CTPYKTYPHbIX M3MEHEHWI B MO3re. CUHO-
HUMbI: NpuobpeTeHHas anunenTudeckas adas3us, CUH-
JpOM MPUOOPETEHHON 3NMNENTUYECKOW adpa3nm, CUH-
LpoMm npuobpeTeHHoi adpasum 1 cygopor. Haule crpaga-
0T Manbymkm 3-3,8:1 [11,17].

AnunenTuyeckKme NPUCTYNbl — BaXKHbIA, HO He 06uraT-
HbIA cumnTomMokommnnekc. Berpeyatotes y 50-80% 6011b-
HbIX [3,6,8]. Yawie npucTynbl NpeALIecTBYOT PasBUTUID
acdhasnm, KoTopas HacTynaet B TedeHne 10-29 mec. nocne
nx neéroTta. Bo3amMOoXHbI BapuaHTbl ¢ adpasueit, npepLle-
CTBYIOLLE MaHUdecTaLmmn NnpucTynos 1 6e3 TaKOBbIX.

AnunenTUYeckKne NpUcTynbl Ae6OTUPYIOT B BO3pacTe
0T 2,5 10 6 net (B cpeaHem — 4 roaa) [4]. Cemmonorus
NMPUCTYNOB PasHO06pa3Ha, NPEUMYLLECTBEHHO OTMeYa-
I0TCA aTUNUYHble abCaHCbl (B T.4. C MUOKJIOHUYECKUM
N aTOHWYECKUM KOMMOHEHTaMM), OKaJibHble MOTOPHbIE
(4awe dhapuHro-opanbHble, remudaunanbHbie U remu-
KOHBYNbCWBHbIE), aTOHUYECKMNE W aTOHWYeCKM-acTaTu-
Yyeckue (3a CYeT HeraTuBHOro 3NWJIENTUYECKOr0 MUO-
KJIOHYCa) 1 BTOPUYHO-TEHePaIM30BaHHbIE.

Kpome Toro, ony6nmnkoBaHbl ONMCaHNS CNEAYHOLLIMX 3MK-
nenTu4ecknx 3abosieBaHWin (CMHAPOMOB), COMPOBOXKIAK0-
LLIMXCA PEYEBbIMMN 1 MOBEAEHYECKUMU HAPYLLIEHUAMMU:

— [Ipno6pPeTeHHbINI 3NUAENTUYECKUI TTOOHbIVI CUH-
Apom. Roulet-Perez E. n coasT. B 1993 I. BnepBble onuca-
NN [JaHHbIA CUMNTOMOKOMMMEKC WHTENEeKTyabHO-
MHECTUYECKNX U NOBEAEHYECKUX PACCTPONCTB Y YeTbl-
pex 60MbHbIX ¢ nattepHom ESES [14].

— JleTckuii ayTUCTUYeCKnii 3nnaenTugopMHbIi pe-
rpecc — pa3BUTNE TAXKESbIX KOMMYHUKATUBHbIX Hapy-
LWEeHUN y feTell B pe3ynbrarte NOCTOAHHON NPOLOJSIKEH-
HOM 3aNuIenTUPOPMHON aKTUBHOCTM Ha I3 [12,19].

— AyTOCOMHO-[OMUHAHTHAs POJiaHANYEecKas anuern-
cus ¢ peyeBoui aucrpakcuen — onncana Scheffer I. u co-
aBT. B 1995 1. B aBCTpanuMinCKon cembe (0eBATb NALUEHTOB
B Tpex nokosieHnsx). Coyetaet B ce6e NMPU3HAKN POJIAH-
[NYECKON anunencum 1 peyesble paccTPOCTBA, Hacle-
JlyeTcs No ayTOCOMHO-A0MUHAHTHOMY Tuny [15].

B neyeHun anunentuyeckux aHuedanonatuin ¢ nar-
TepHamu 03P Ha 33T n ABNEHUAMM 3NEKTPUHECKOrOo
cTaTyca CcHa rnpenaparamu Bbibopa ABNSKTCS Banbnpoa-
Tbl B MOHOTEpANUK, a TakXXe Tepanus 3TOCYKCUMUIOM,
neBeTMpaLeTamomM 1 CynbTMaMoM B MOHO- 1 paLnoHasb-
HOM KOMOMHUPOBAHHOM Tepanuu. Cnepyer y4uTbiBaTb,
4TO y AeTel ¢ 3aNUenTMYeCcKUMK aHLEedanonatusiMm oT-
[laeTca npeanoyTeHme yaobHbiM Ans ynotpebneHns dop-
MaM aHTUINUNENTUYECKMX NPenapaTos, TAKUX Kak CUpo-
nbl, Kanau u xpoHocdepbl [1,3]. Mpn pe3nCTEHTHOCTK
K YKa3aHHbIM rpynnamM npuHUMaeTCcs pelleHne Bonpoca
0 Tepanuu 6eH30AMa3ennHamMmn. Tak)Ke anbTepHaTUBHON
ABMAETCS NynbC-Tepanus KopTukocTepouaamu. Cnegyet
NOMHWUTb O BO3MOXHOCTAX arrpaeauuun ssneHuii ESES,
3MNUEeNTMYECKOr0 MMOKJIOHYCA W aTUNWNYHbIX abCaHCOB
(B T.4. de novo) nof BNAHWEM Npenaparos kapbamasenu-
HOBOWA rpynmnbl U OKCKap6asenuHa.

B cnyyasx dpapMakope3ncTeHTHOCTM C HANMYMEM 3NU-
NEenTOreHHOro CTPYKTYPHOro Aedekta v, COOTBETCTBEH-
HO, CUMNTOMATMYECKOM XapakTepe 3nunenTu4yecKux 3H-
uecanonatuin ¢ nattepHom ESES n CSWS wueneco-
006pa3HoO paccmMoTpeHNe BONPOCca 0 BO3MOXHOM XUPYPri-
4ecKoro ne4veHuns. Npn HEBO3MOXHOCTU XUPYPrU4eCKOn
MNHTEPBEHLMN PaCCMaTPUBABTCA NMPUMEHEHE KETOTEHHOMN
JINETbI, @ TAKXKe UMMNaHTaLns BarocTuMynsTopa.
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