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B cTatbe npeacTaBieH KNMHUYECKUI ClyYait anunenTuyeckoit 3HLehanonatum ¢ 3NEKTPUYECKUM CTaTyCOM MeAsIeHHOro
CHa, Ha NpMMepe KOTOPOro MoKa3aHa aKTyanbHOCTb BOMPOCA CBOEBPEMEHHOW AUATHOCTUKW U HAa3HAYeHWUs afeKBaTHOI
aHTU3NUNENTUYECKO Tepanuu npu faHHOM cUHAPOMe. MoauepKHYTa posib perynsipHoro 3neKTpo3Huedanorpaduyeckoro
MOHUTOPUPOBAHUA CHA C LENbI0 KOHTPONA 3(DEKTUBHOCTU NPOBOAUMBIX TEPANEBTUYECKUX MEPONPUATUI, @ TaKKe npo-
AEMOHCTPUPOBAHbBI OCHOBHblE TPYAHOCTM MpWU YCTAHOBNEHMM AAHHOTO AMarHo3a M BbIGOpe NPaBUILHOrO
aHTU3NUNENTUYECKOTO NIeYeHus.
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The article presents a clinical case of epilepsy with electrical status epilepticus during slow-wave sleep, the example
of which shows the relevance of the issue of timely diagnosis and prescription of adequate anti-epileptic therapy in this
syndrome. The role of regular electroencephalographic sleep monitoring in order to monitor the effectiveness of thera-
peutic measures is emphasized, and the main difficulties in making this diagnosis and choosing the correct anti-epilep-
tic treatment are shown.
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B nocnenxee BpEMs 1OCTAaTOYHO 00JIbIlIOE BHUMaHUE HBIE U MOBENCHYECKUE HAPYIIEHUA PA3IMYHOM CTETIEHU

CTaJIO YIEJSIThCS CIIydasiM SIIESTITUIECKUX HIledasona-  BBIPaXXEHHOCTH, O0YCJIOBJICHHBIE IJIMTSIIBHBIM M MOYTH
THIA IETCKOTO BO3pacTa — CIEKTPY SMWICITUICCKMX CUH-  ITOCTOSTHHBIM TEPCUCTUPOBAaHUEM SITMICTITH(HOPMHOMN
JIPOMOB, OOTMTaTHBIMU MPU3HAKAMU KOTOPBIX SIBJISIIOTCSI  aKTMBHOCTU Ha 2JIeKTposHuedanorpamme (331, mpuBo-
HE TOJIBKO 3MUJIENTUYECKUE MMPUCTYTIBI, HO U KOTHUTUB-  [SIIEi K pa3pbIlBy HEMPOHATBHBIX CBSI3€il M1 HETaTUBHO
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CKa3bIBaloOIIEHCs Ha TICUXUYECKMX (PYHKIMSIX peOeHKa,
YTO HEOTHOKPATHO MOATBEPXKAATOCH B 1IEJIOM Psilie UCCle-
noBaHMil. Ocoboe BIMSIHUE HA CTAHOBJICHME IICUXUYECKMX
¢yHKLMIT peOeHKa UMeeT (heHOMEH MPOIOIKEHHOM 31 -
JIenTUMOPMHON aKTUBHOCTU B a3y MEIJIEHHOrO CHa
(ITBMC; no knaccupuxkauuu ILAE 2022 1. — ¢peHOMEH
cnaiik-BosiHOBoM akTtuBaiuu Bo cHe (CBAC)) — Hecrie-
mbnyeckuit D I-narrepH, 3aKII0YAOITUIACS B JUTUTEIb-
HOM U TIOYTHM MOCTOSIHHOM MNPUCYTCTBUM OUdDY3HOMI
SMUIeNTU(GOPMHOM akTUBHOCTH Ha D3OI, Mmopdosiornye-
CKM TpPEeNCTaBICHHOMN pa3psaaMu KOMILJIEKCOB OCTpasi—
MeJJIeHHasl BOJHA, MISHTUYHBIMU JOOPOKaYeCTBEHHBIM
snuaenTugopMHbLIM natrepHaMm netctBa (ADI1M). Dtu
rpaoseMeHTHI TIPeACTaBISIOT co00it 3-(ha3Hblil 3eK-
TPUYECKUI TUIOJb C TIEPUOAOM OCTPOI BOJHBI >70 Mc
¢ mocenylleil MeaJIeHHO! BOJHOM 1 MOCTOSIHHOM aK-
TUBM3aLMe Bo cHe [1]. B HacTosee BpeMst O0JbILIMHCT-
BO HccJienoBaresieil MpuaepXKUBaloTCs TOUKU 3pEHMST, UYTO
snuenTUdOpMHast aKTUBHOCTD 1o Tuny JADI1/1 saBasiercst
OTpaXkeHUEM «BPOXICHHOTO HapyIIeHUS IIPOLIECCOB CO-
3peBaHUs TOJJOBHOTO MO3Ta»; YCTAHOBJIEHO, YTO JAHHBIN
MaTTepH BCTpeYaeTcsl He TOJbKO Y IETEH ¢ SMuIericueit, oH
MOXKET PErMCTPUPOBATHCS U Y MAIMEHTOB C Pa3IMYHbIMU
HEPBHO-TICUXUUYECKUMU 3a00JI€BAHUSIMU: TIETCKUM Liepe-
OpaJIbHBIM MapajuyoM, ayTU3MOM, TUKaMU, CUHIPOMOM
neduiMTa BHUMaHUS C TUTIEPaKTUBHOCTBIO U TIP., a TaKKe
Y HEBPOJIOTMUYECKU 1 TICUXUYECKU 3MO0POBBIX neTeii [5]. O6-
paiiaeT Ha cebsi BHUMaHUE BbICOKasT YyBCTBUTEIbHOCTD TaH-
HOT'O MaTTepHa K COCTOSIHUIO CHa, BO BPeMsI KOTOPOT'O Mpo-
HCXOMUT yBEeJIMUEHUE TTPENCTABICHHOCTU SMWIETITU(OPMHBIX
paspsinoB Ha DI, Hepenko ¢ siBeHreM aUpGY3HOTO pac-
MPOCTPaHEHUs IMUICNTUDOPMHONM aKTUBHOCTHU IO BCEM
OTBEICHUSIM KOHBEKCUTATIBHOM MTOBEPXHOCTU MO3ra 1 (hop-
MMpOBaHUEM (heHOMEHa BTOPUYHOI OMIaTepabHON CHUH-
xpoHuzauuu (peHomeH Tiokenb—/Ikacriepa).

B HacTosinee BpeMs BBIACASIOTCS CJEAYIOILIUe
IIBMC-accolmupoBaHHbIE SMUIEITUICCKUE CUHIPOMBI:
npuodpeTeHHas anujaenTuyeckas agasus (cuHapom JlaH-
nay—KuneddHepa), atunuunast 1o0pokadyecTBeHHasI AeT-
ckasl pokanbHas snuencus (CUHAPOM rnceBno-JIeHHOK-
ca), anuJenTrYecKas sHIedaronaTus ¢ 3MeKTPUIESCKUM
SMUJIECNTUYECKUM CTaTyCcOM MeajieHHOoro cHa (BOCM)
(ESES-cungpom) [4]. AuckyTabeabHBIM OCTaeTCS BKITIO-
YeHMEe B JAaHHBIN CITMCOK aTUITUYHBIX (pOpM TOOpOKayeCT-
BEHHOM (DOKaJIbHOM METCKOM SMUIEIICUM C LIEHTPAJIbHO-
TEMITOpaJIbHBIMU CMTaiikaMM (polaHaIuJYecKast AMUIeTICUs),
a TaKkXKe CUHAPOMOB BbIPaXKEHHBIX KOTHUTMBHBIX HapyIlle-
HUI, acCOLMUPOBAHHBIX ¢ (peHOMeHOM [IDMC (KorHu-
TUBHas 3MWiIenTUdGOpMHas Je3UHTErpalus U ee pasHo-
BUAHOCTH). Kaxkaplii U3 CHHAPOMOB UMEET MOJTMMOP(PHYIO
KJIMHUYECKYIO KapTUHY, HO OOJIUTaTHBIM MPU3HAKOM $IB-
JISIIOTCS KOTHUTMBHBIC HApYIIEHUS Pa3IMYHON CTeNeHU
BBIPaXKEHHOCTHU, YETKO KOPPEJUPYIIINEe C HaJIudueM
IIDMC Ha B3I, Bo3pacToM ee MOSIBJICHUS U UHACKCOM.

1

®axr Busaaug [IDMC Ha ncuxmdeckue GYHKIMA TTOI-
TBEPKIACTCS MOJIOXKUTETbHBIM 3(h(heKTOM Ha KOTHUTUBHbBIC
(hyHKIIMY MTPpaBUIbHO MTOTO0OPAaHHOTO aHTURITUICITUYECKO-
ro npenapara (ADI1) mia KynupoBaHUs SIUISITAGOPMHOMN
AKTUBHOCTH, a TAKXKE YACTUYHBIM BOCCTAHOBJICHUEM yTpa-
YEHHBIX TICUXUYECKUX (PYHKIIMIA ¢ ncuesHoBeHueM [1OMC
B ImyOepTare.

IIponomxeHnHas snuientudopmMHass aKTUBHOCTb
B (hazy MeJIeHHOTO CHa — BO3pacT3aBUCUMBIN DA -naT-
TePH, BCTPEUAIOIIMIACSI UCKIIOUUTEIbHO B IETCKOM BO3-
pacTe U Mcye3arluil MpU TOCTUXKEHUU MyOoepTaTHOTO
nepuoja.

AnunenTtuyeckas sHuedazonatus ¢ DDCM — pa3Ho-
BUIHOCTb SMWIENITUYECKOM SHIIe(hasoNaTUU IETCKOIo BO3-
pacra, o kinaccupukanuu 1LAE 2022 . oTHocsasicst K
IpyIIrie sH1edatonaTuit pa3BUTHS U,/ UIU SITWIENITUYECKIX
CO CITaiiK-BOJHOBOM aKTUBALIMEl BO CHE, AeOIOTUPYIOLLIAs
B BO3pacTHOM Jyara3oHe oT 2 Mec 10 12 jieT (cpeaHuii Bo3-
pacT nKa 3ab0J1eBaeMOCTH BapbUPYeET OT 4 110 6 J1eT), OCHOB-
HBIMU MPOSIBJICHUSIMUA KOTOPOH SIBJISIIOTCS TTPOTPECCUPYIO-
IKe TICUXUYecKue HapylleHus (B IEepBYIO odepeab
KOTHUTHBHBIE Y TTOBEAEHYECKUE), COMPSTKEHHbIE ¢ (heHOMe-
HoM [ITOMC Ha D3I 1 HeYaCThIMU SMUIEITUUECKUMU MPHU-
CTyIaMu, IIPUyPOYESHHBIMU K COCTOSTHMIO cHa. He MeHee ueM
B 1/3 ciyyaeB sIIENITUYECKHE TIPUCTYIIBI MOTYT HE OTMe-
YyaTbCsl MO0 OYEHb PENKW U HE3aMETHBI IS OKPYKAIOIIHUX
[2]. B HacTostIIee BpeMst MPUHSITO BbIAEIATh 2 BapuaHTa ESES-
CHHIpOMA: UAVOMATUYECKUI M CTPYKTYPHBIN (CUMITTOMA-
TUYECKUIA); IPU CTPYKTYPHOM BapHaHTe OTMeJaroTCs Mo~
CJIECTBUS MEPUHATAIBHOTO MOpaXeHUs LIEHTPpaIbHOMN
HEPBHOM CHCTEMBI, pa3InyHble MaTbhopMalliM BelecTBa
TOJIOBHOI'O MO3ra, MOC/eNCTBUS TePEHECEHHBIX HEMPOUH-
dexuuit B paHHeM AeTCKOM Bo3pacTe. CTOUT 0OpaTUTh
BHMMaHHE Ha TO, YTO CTPYKTYpHbIe (hopmbl ESES-cuHapo-
Ma TpaBWIbHEe paccMaTpuBaTh B KOHTEKCTE «IBOMHOM
IaTOJIOTUM» — COYETAHMSI OPTAHNYECKOTO TOPaKEHMUS TO-
JIOBHOT'O MO3ra C UAMONaTUYECKOM (hOKATbHOM SMUJIeTICH -
eii ¢ DI [3]. [Tpu nedroTe 00Je3HU ¢ SMUIEITUISCKUX
MPUCTYIOB MPOMOKEHHAas SMUJIenTU(hOpMHas aKTUB-
HOCTb BO CHE OOBIYHO TpHcoeauHseTcs yepe3 1—3 roga
rnocjie AedroTa, U ee MpUCOeIMHEHUE 3HAMEHYeT co0oit
aKTMBHBIH ITepuon 3aboieBaHus. B 7 % ciydaeB cuHIpOM
MOXET Je0I0TUPOBaTh C (heOPUIbHBIX TPUCTYTIOB. KOorHu-
TUBHBIE U TICUXUYECKWE HAPYIIIEHWSI MOTYT TOCTUTaTh Ha-
CTOJIbKO BBIPaXKEHHOM CTENEeHU, YTO IMPUBOAIT K 3HAUU-
TEJIbHBIM TPYIHOCTSIM B OOYYEHUM, COIMATU3ALUUN
pebdeHka, BIJIOTh A0 MHBanuau3zauuu. ESES-cuHapom
Bospact3aBucuMblii — B 100 % ciygaeB [IDMC u snvten-
TUYECKWE MPUCTYIIBI UCUE3al0T MPU TOCTUXKEHUM ITyOep-
TaTHOTO Meproia, OJHAKO BOCCTAHOBJIEHUE KOTHUTUBHBIX
(yHKI1IMIT OOBIYHO HEIOJIHOE, YTO CO3AaeT 3HAYUTETbHbIE
TPYAHOCTHU B JaJIbHEHIIIE XXU3HU MallieHTOB. OCHOBHBIM
METOIOM ITUarHOCTUKU CUHIPOMa SIBJISIETCS MPOBEIEHUE
IUTMTEJILHOT'O BUIE03JIeKTposHIIedasorpaduieckoro
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MoHutopupoBaHust (BOM) cHa, KoTopoe Io3BOoJISIET Olle-
HUTb OMO3JIEKTPUYECKYI0 aKTUBHOCTh MO3Tra, 0OHAPYKUTh
SMUIENTU(GOPMHYIO aKTUBHOCTh U (peHoMeH [TOMC,
a TaKXe OLEHUTD 3(hHEKTUBHOCTH TPOBOAUMOIO aHTUAITH -
JIEITUYECKOTO JieYeHUsI. MeToabl HelpoBU3yaln3alnu
(IIpenMyILIECTBEHHO MAarHUTHO-PE30HaHCHAast ToMOorpadust,
M3peIKa PEHTICHOBCKAast KOMITbIOTepHasi ToMorpacdust) BTO-
PUYHBI, TaK KaK HallpaBJicHbl B OCHOBHOM Ha MCKJIIOUCHUE
OpraHMYECKOM IaTOJIOTMH TOJIOBHOTO MO3Ta, KOTOpast MO-
KET YTSKENIATh TeYeHUe SHUEehaTONaTUM UM BIUATH Ha
onpeaeeHHbIC 3BeHbs ITaTOreHe3a CUMHIpOMa (HarpuMep,
MOpakeHUsT TajJjaMyca KMCTO3HOTO JIN0O TOCTreMopparu-
YeCKOTo I'eHe3a, TPUHUMAIOIIET0 HEMOCPEICTBEHHOE yJac-
THE B (QOpMUPOBaHNU (heHOMEHA BTOPUUHOI OUaTepaib-
HO# CMHXpOoHM3aum) [6].

OcHoBHBIM noaxonaoM K Tepanuu ESES-cunapoma
SIBJISIETCSI yMEHbIIIEHUE MHIEKCA 1, TI0O BO3MOXHOCTH, KYy-
MMMPOBaHUE TPOIOKEHHON SMMWIeNTU(OPMHON aKTUB-
HOCTU. DIUJIETITUYECKUE TIPHUCTYITHI OOBIMHO XOPOIIIO IO/~
JIal0TCSl MOHOTepanuu, ogHako 3ddekTruBHOCTh ADIT pu
IIDMC kpaitHe BaprabesibHa, Kak B MOHO-, TaK U B MOJIU-
Tepanuu, He3aBUCHMO OT 3THUOJIOTUY (MIMONAaTUYECKUIA VT
CTPYKTYPHBII BAPMAHT 3MWICHITUIECKOro cuHapoma). [1po-
THO3 IIPU JaHHOM 3a00J1eBaHMU CTOMT OLIEHUBATh IO CTere-
HU KynupoBaHus rprctyrioB U [IDMC, a Takke BbIpaxkeH-
HOCTU KOTHUTWBHBIX HapylleHMil. Eciu B OoTHOIIEHUU
MPUCTYIIOB IPOTHO3 BCETIa OJIarONpPUSTHBIN, TO B OTHOILIC-
Huu [TOMC yaliie Bcero oTMevarorcst 2 porHOCTUYECKUX
BapyaHTa: ITOJTHOE KYITMPOBAaHKE MATTePHA 110 JOCTYDKEHUM
ImyGepTaTHOrO Neproa Jubo TpaHchopMallrs B Perrio-
HaJIbHYIO WJIA MYJIETUPETHOHAIBHYIO SMICITU(DOPMHYIO
aKTUBHOCTH [2]. Bompoc o cTeneHu BocCTaHOBIEHMST KOT-
HUTUBHBIX YHKIIUI ocTaeTcsl OTKPHIThIM. [TogaBnsioiee
OOJILIIIMHCTBO aBTOPOB KOHCTATHPYIOT 3HAYUTEIbHBIC
HapyLIEHUA KOTHUTUBHbIX QYHKLWIHA U OBEAECHUSA Y GOJIb-
HbIX ¢ DDCM naxe CIycTss MHOTHE TOMIbI ITOC/Ie MCYE3HO-
BeHUs ¢peHoMeHa [ITDMC Ha B3I [7].

Hioke npuBeneHo KIMHUYECKOe HaOMoIeHHE TTallueH-
TKU ¢ ESES-cuHapoMoM, XapakTepu3yOLIUMCST BEIPaKEH-
HOI (papMaKOpPE3UCTEHTHOCTHIO HE TOJIBKO T10 OTHOIICHMIO
Kk [I9MC, HO U K COITYTCTBYIOLIUM SIMUJICITUYECKUM TTPU-
CTYIIaM.

KnuHuyeckum cnyyait

Ilayuenmra A., 6 1em. XKanobvr Ha nosumopghusie snu-
Aenmuueckue npucmynsl (QokanbHvle eepcughvle, buiame-
panbible CYOOPOACHDbIE), 3AMOPMONCCHHOCHb, HEYCMOoU1U-
B0CHb GHUMAHUS, YMEPEHHOe KOCHUMUBHOE CHUMNICEHUE.

Anamnes xcusnu: pebenok om 5-il bepemenrHocmu (om
2-it bepemennocmu podunace desouka, 13 nem, 30oposa),
npomexasuieii Ha (oHe yepo3vl NPepblaHus, 0meKos, aHe-
Muu; om 2-x pooog nymem naaHo8020 Kecapesa ceveHus (py-
oey Ha mamke). Macca meaa npu poxcoenuu — 3000 e, ouen-
Ka no wkane Aneap — 7/8 6aanos. Ilocae poscoenus

1

nepesedera 6 omoeneHue namoaocUu HOBOPOICOeHHbIX, 20e
noayuana aeveHue no n08ody NepuUHaAMAIbHO20 NOPANCEHUS
UYeHMPAAbHOUl HepeHOU cucmembl. Pannee ncuxomomopHoe
passumiue cOomeemcmaosano Hopme.

AHnamues 3abonesanus: 8 gozpacme 2 1em HA PoHe AUXO0-
DPAoKu, 8bI36AHHOU OCMPOI PeCnUpamopHoi 8UPYCHOLL UHQDeEK-
yueil (39,9 °C), 603nux npucmyn 6 8ude adsepcuu 20/106bl
C OmpeueHHbIM 832ea00Mm, daumenvHocmoio 0o 1 mun. Obcae-
dosaHue He nPo8ooUAOCH, 3a CNEUUANU3UPOBAHHOU NOMOUBIO
He obpawanucs. Yepes 1,5 eooda, 6 dexabpe 2020 2., na gpone
oCcmpoiil pecnupamopHoil 8UpYcHoll UHgeKyuu be3 AUuxopaoku,
YMpom npu npooyycoerHuy 803HUK NPUCMYN. A08ePCUsl 2010~
8bl 81660 C NOCAEOYHUUM NPUCOeOUHEeHUeM MOHUKO-KAOHU-
YecKuUx cyoopoe 8 KOHeUHOCMSX, OAUMENbHOCIb NPUCMYNA
oK010 15 mun. B cmayuonape obnacmuoii demckoii 604bHUYbL
nposederHo sneKkmposHyeparoepaguueckoe uccredosarue, Ha
DIAI o6Hapyscena snurenmuopmHas aKkmusHocmy 8 euoe
4acmuvlX pazpsa008 KOMHAEKCO8 0CMPAas—MeONeHHAs 80AHA
8 UeHMPAaNbHO-MeMeHHO-3aMblA0YHbIX 004aCMAX C pacnpo-
cmpaHenuem 8 100Hble omadenvl. MaeHumHoO-pe3oHaHCHAS
momoepaghus 201086H020 M032a NOKA3AAA HAAUYUE 2AUOZHBIX
U3MeHeHUil 8 N0OHBIX 004X, A MAKICe NOCMEeMOPPALUHECKYI0
Kucmy manamyca cnpasa (no 0aHHOMY no800y nauueHmKka
0bL1a NPOKOHCYNbMUPOBAHA HEUPOXUPYPOM, ONepamugHoe
JNeveHue NoKa3auo He 0vino) (puc. 1, 2).

Pebenky Obi1 ycmanosaen 0uazHo3 KpunmozeHHou ¢o-
KAAbHOU dNUAeNCUU C 8MOPUHHO-2eHEPANU308AHHBIMU NPU-

Puc. 1. Ilayuenmxa A., 6 rem. Jluaenos: snurenmuueckas suyearonamus
C INEKMPUHECKUM INUAENMUHECKUM CIAMYCOM MeOAEeHHO20 CHA, CMPYK -
mypHbLil 6apuanm. MaeHumHo-pe30HaHCHAS MOMO2PapUs 201086H020 MO32d,
mowHocms 1,5 T, akcuanshbiii cpes. Ha yposne npasoeo maramyca usya-
AU3Upyemcs Kucmosnoe obpasosarue 15 x 7 mm (YyKazano cmpenxoii)

Fig. 1. Patient A., 6 years old. Diagnosis: epileptic encephalopathy with
electrical status epilepticus during slow-wave sleep, structural variant. A 1.5 T
magnetic resonance image of the brain, axial view. A 15 x 7 mm cyst (arrow)
is visualized at the level of the right thalamus
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Puc. 2. llayuenmka A., 6 sem. Jluaenos: snunenmuteckas snyegharonamus
€ 2AeKMPUHECKUM INUAECNMUYECKUM CIAMYcoM MeOAeHH020 CHA, CIMPYK-
mypHbiil apuanm. MaeHUumMHo-pe3oHaHCHAas MOMoSpaus 20A108H020 MO32d,
mowHocms 1,5 T, koponapretii cpe3. Kucma npagoeo manamyca 15 < 7 mm
(ykazaua cmpenkoii)

Fig. 2. Patient A., 6 years old. Diagnosis: epileptic encephalopathy with

electrical status epilepticus during slow-wave sleep, structural variant. A 1.5 T

magnetic resonance image of the brain, coronal view. A 15 x 7 mm cyst
of the right thalamus (arrow)

cmynamu, HA3HA4eH Npenapam 6aibnpoesoil KUcAombl
8 gopme cupona ¢ OanbHeHuUM nepexo0om Ha 8aAbnPOAm
8 mukpoeparyaax 6 doze 750 me/cym. Ilpucmynui He Kynupo-
8aUCD, 8 C853U C YeM PebeHOK Dbl nepeeeder Ha AaMOMPUONCUH
150 me/cym 6 kombOunayuu ¢ smocykcumudom 750 me/cym.

Hepes 6 mec nocae ycmanogaeHus: OUaeHo3a NPo8eoeHo
BOM cna — pecucmpuposanace snusenmupopmHan aKkmue-
HOCMb cyMMaphoim undekcom 60 epems cha 30—40 %,
Ha omoenvHvix snoxax 3anucu — 0o 70 %. B meuenue 2ooa
OMMEHANUCH NPUCTYNbL, NPEUMYULECINBEHHO HOUHbIE U NPU
npobyscoenuU, 6 sude adéepcuul 20108bl 61€60, 0e8UAUUU 21a3
61€60 U MOHUKO-KAOHUHECKUX CYOOpOe 8 HUNCHUX KOHEYHO-
cmsx, oaumenvHocmoio 00 15 mun; maxkice pooumenu omme-
Yanu nosiéaeHue HapyuweHui nosedelus 8 sude NOBbIUEHHOU
IMOUUOHANBHOU 8030Y0UMOCMU, HEYCUOUUBOCMU, HEGHUMA -
menbHOCmU, NosieAeHUe HeHemKOCmU 8 pedll, a maKice 3a-
MOPMONCEHHOCTU.

B dexabpe 2021 e. 6vinonneno pymuHnHoe 31eKmposHye-
ganoepaghuueckoe uccaedoganie — pecucmpupo8anics Ya-
cmole INUAENMUGOPMHbIE KOMNACKCbL OCMPAS—MeOAeHHAS
B0IHA 8 UEHMPANbHO-MEMEHHO-3AMbLA0OYHbIX 001aCmaX
¢ pacnpocmpaneHuem 8 106Hble 0moenbl, Mecmamu npooo-
JcerHbvle (00 7 ¢), KAuHu4ecKu nposeaasuiuecs nodepeusa-
HUuem KOHeuHocmeil; Moppoaoeus KOMNAEKCo8 COOMBEmC -
soeana JI2I1JI. Yeeauuena doza aamompudxncura do 300 me/cym
— Ha 3MoM hoHe nPUCMYnvl CIMANU exlceOHedHbIMU, 00 3 pas
8 cymku, dnumenvHocmoio 2—4 mun. Ilpucmynst Kynuposa-
AUCH 88e0CHUEM PeAAHUYMA.

B gespane 2022 2. nocae daumenvHoil cepuu npucmynos
(7 3nu30008) ommeuaics NOCMAPUCMYNHbLIL 1e80CHOPOHHULL
eemunapes Todda. [lposedena 3amena samompuoxicuHa
Ha cynvmuam; 8 mapme 2022 2. pebeHOK NPUHUMAA CYAbMUAM
100 me/cym, aamompudxcun 200 me/cym, smocykcumuo
750 me/cym. BOM cna 6 mapme 2022 e.: pecucmpupyemcs
BBIPANCEHHAS FINUACNMUPOPMHAS AKMUBHOCMb 8 sude Ya-
Ccmbix 0AUmMenbHbiX bunamepanvHoix paspados JAI11/-axmue-
HOCIU ¢ aMAAUMYOHbIM NPeodAadanuem 6 MmemMeHHO-3ambl-
J0MHO-BUCOHHBIX 001ACMSX 20108H020 MO32a,; NO Mepe YenyoneHust
cHa ommeyaemcs Hapacmarue uxoexca 0o 80—90 %, na om-
OeavHbix anoxax — 0o 100 % (penomen [IIMC). Ha gone
66e0eHUsL CYIbMUAMA OMMEUANOCH YPEICeHUe YACHOMbL NPU-
cmynoe, Haba0an0ch NoseAeHUe NPUCMYNOE 8 8UOe INU30-
006 urcayuu 830pa, mpemopa pyK (RpeumyuecmeenHo Ha
ghoHe s3MouLOHANbHO20 8030YJICOeHUs), a mMaKice 830pacuéa-
Huii 60 cre. DII 6 utone 2022 e.: 3apecucmpuposan npucmyn
6 6ude uKcayuu 630pa 6 COMEMaHUU ¢ 08YCMOPOHHUMU CY-
dopoxcrvimu nodepeusanusamu, Ha DI conposoxcoasuiuiics
nosigAeHUeM BMOPUHHOLU OUAAMEPANbHO-CUHXPOHHOU AKMUG-
Hocmu ocmpas—meodneHHas eoana yacmomoii 2,5—3,0 Iuy.

C nema 2022 2. nossuaucy nCUxomMomopHbie NapoKCcUmMbl
6 8ude 6030ycoerHuUs (pebeHoK nodbeeaem u 208opum, 4mo ee
«BCHO MpsICcens; UBMEHeHUe MUMUKU) ONUMEAbHOCMbIO 00 5 MUH.
Toeda rce nayuenmia ObL1a KOHCYABMUPOBAHA HEBDPOAOCOM
hedepanvHoll KAUHUKU, YCIMAHOB8ACH OUACHO3 INUNECNMUYECKOL
axueparonamuu ¢ gpenomerom I1IMC, pexomendosaro é6e-
JeHue 6 mepanuio KA00a3ama ¢ OMMEHOU SMOCYKCUMUOQ.
Ha gone nonvimku ommervt SIMOCYKCUMUOG OMMEUANCS 03HO-
00n00o0HbLIL Mpemop, écaedcmeue veeo npogedeH 8038pam
K npexcreli doze npenapama. Ilpu nonvimie ommenvt K100a-
3ama NOABUAUCH U YHACIUAUCH NPUCHIYNbL 8 U0 3AKAMbIBAHUS
21a3 ¢ 3amupanuem onumenbHocmoio 2—5 ¢ 0o 4—5 pa3z 6 denb.
BOM onesnoeo cna 6 Hosiope 2022 2.: 00unouHble u cepynnu-
posanHble dughaztvie ocmpbie G0AHbL, PaA3PsAdbl KOMHAEKCO8
ocmpasi—meoneHHas 80AHA, NUK—MeONeHHAs G0AHA, NOAU-
NUK—MeONeHHAS! BOAHA 8 YEHMPANbHO-IMEMEHHbIX U BUCOUHBIX
omeedenusx, boavle cnpasa, ¢ pacnpocmpaneruem 8 100Hble
U 3amula0YHble obaacmu obeux eemucgep mosea, UHOEKCOM
0o 80—90 % (puc. 3). B ces3u c neaghghexmusrocmoio 6azo-
ebix ADII npunamo peuwienue o npoeedeHUU NYAbCMEPAnUU
2AHKOKOpMuUKocmepouoamu (MemuanpeoHu3010H).

Ha momenm npoeedenus nyavscmepanuu (aneaps 2023 e.)
navuuenmka npunumana cyasmuam 200 me/cym, smocykcu-
mud 750 me/cym, kaobazam 20 me/cym; cOXpaHAAUCL NPU-
cmynol 6 sude 3aKambl6AHUSL 2143 C HAPYUIeHUEM CO3HAHUSL,
ukcayueii 83opa do 1 paza ¢ 2—3 onsa. Ha gpone nposedentoii
nyavcmepanuu MemuonpeoHU30N0HOM CYUeCmEeHH020 3¢~
ghexma nosayuero ne obi10.

Ilposedeno eenemuueckoe uccaedosanue pebenka (noa-
HO9K30MHOE CEKBEHUPOBAHUE) — 0OHAPYICEHA 2emepo3Ueom -
Has mymayus é eene SCNSA. B gpespane 2023 e. nayuenmra
NOBMOPHO KOHCYAbMUPOBAHA INUAENIMOA020M PedepanbHOll
KAUHUKU, OUA2HO3 OblA USMEHEH Ha AMUNUMHYIO (POKANbHYIO
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Puc. 3. llayuenmxa A., 6 rem. Jluaenos: snunenmuueckas sHyeparonamus
€ INEKMPUYECKUM INUNCHMUMECKUM CIAMYCOM MeOAeHHO20 CHA, CIPYK-
mypHbiil gapuanm. Budeosnexmposruegpanoepaghuueckoe monumopuposanue
cHa, gaza 60dpcmeosanus. Ha pone Hepeskoeo 3amednenus KopKoeoi pum-
MUKU 8 NPABOLL UEeHMPAAbHO-MEMEHHOU 00Aacmu ¢ pacnpocmpaneHuem no
omeedeHusM npasoil eemucghepsvl Mo32a u ¢ danrvHeliwum ouggysHoim pac-
NpPOCMpaHeHUeM NO MEXAHU3MY 6MOPUHHOU OUAAMEPANbHOL CUHXPOHU3AUUU
pecucmpupyemcs pecuoHANbHAs SNUAERMUPOPMHAS AKMUBHOCMb MUNA
ocmpasi 60AHA—MeONeHHAs B0AHA, NUK—MeONeHHAs 80AHA, OONbUIUHCMEO
KOMNAEKCO8 N0 MOPGoAo2UU COOMEemcmayom d00pOKauecmeeHHbIM SR~
AeNnMUGOPMHbIM nammepHam 0emcmea

Fig. 3. Patient A., 6 years old. Diagnosis: epileptic encephalopathy with electrical
status epilepticus during slow-wave sleep, structural variant. Video-electroen-
cephalography monitoring during wakefulness. Mild slowing of cortical rhythmics
in the right centroparietal region spreading along the leads from the right hemi-
sphere with further diffuse spread via secondary bilateral synchronization; region-
al epileptiform activity represented by sharp-and-slow-wave and peak-and-slow-
wave discharges matching benign epileptiform discharges of childhood
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Puc. 4. Iayuenmra A., 6 aem. Juaenos: snusenmuueckas sHyegaronamus
C 2NeKMPUHECKUM INUNENIMUHECKUM CINAIMYCOM MeONEHHOR0 CHA, CPYKMYPHbII
eapuanm. Pymunnas anexmposnueganoepaghus. Hepesxoe samednenue gporo-
6ol axmuerocmu. Peeucmpupyemcs pecuonanvras snunenmugopmHas aKmue-
HOCMb 6 8U0e OOUHOHBIX U CSPYNNUPOBAHHBIX PA3PA00E KOMNAEKCO8 0CMpas
601HA—MeONeHHAS 601HA, NUK—MEONEHHAs 60HA 6 NPAGOLl UeHMPANbHO-Me-
MeHHOI 0baacmu ¢ pacnpocmpaneHuem 6 npagvie A0OHYI0, 3aMbIIOUHYIO U 6U-
counyr obnacmu, mMopgoaoeus KOMAIAEKCO8 cOomeemcmeayem 0o0pokauecm-
BEHHBIM NUAENMUPOPMHBIM NAMMEPHAM Oemcmea

Fig. 4. Patient A., 6 years old. Diagnosis: epileptic encephalopathy with electrical
status epilepticus during slow-wave sleep, structural variant. Routine electroen-
cephalography. Mild slowing of background activity. Regional epileptiform activ-
ity represented by single and grouped sharp-and-slow-wave and peak-and-slow-
wave discharges originating from the right centroparietal region spreading
to the right firontal, occipital, and temporal regions. This activity is considered
as benign epileptiform discharges of childhood

1

anunencuro demcmea (cundpom nceedo-Jlennoxca), peko-
MEHO08AHA OMMEHA IMOCYKCUMUOA C NOCTENEeHHbIM NepPexo-
dom Ha ganvhpoam 6 mukpoepanysax. IlIpu nonsimie omme-
Hbl IMOCYKCUMUOA U HAZHAHEHUS 8AAbNPOAMA OMMEUAN0CH
pe3Koe yxyouieHue COCMOSAHUS 8 8ude cepuu NpUCMYNos
¢ 3aKambvleanuem enas, KAOHUHeCKUMU nodepeusanusmu Ko-
HeyHocmell 6 meyeHue HeCcKOAbKUX OHell nodpsad. B ceasu
¢ HeB03MOICHOCHbI) OMMEHb! IMOCYKCUMUOA OblA nposedeH
6036pam K npedxcteil dose (750 me/cym), a makce yseauuena
doza cyavmuama (250 me/cym) — cepuiinble npucmynwl 0biau
Kynupoeansl. Ha ghone 6106 usmenennoli mepanuu ommeua-
AUCH NPUCMYNbL 8 BUOe 3AKAMbIBAHUS 2Aa3 ¢ HENPOOOANCU-
menvHol QuKcayuei 830pa u HapyueHuem YemxKocmi pedu
0o 8—10 ¢ om 6 do 16 npucmynos 6 denv. Hesponocom-snu-
AeNMOA020M Pe2UOHANbHOU OONbHUYb! ObLI0 PEKOMEHO08AHO
86ederue 6 mepanuto pypuHamuoa ¢ ommeHol kaobazama.
BIM cua 6 mae 2023 e.: dughgy3znas snusenmugopmuas ak-
muenocms 6 eude Komnaerxcos AT unoexcom 80—90 %.
B cé53u ¢ coxpanarowumcs 8b1cOKUM UHOCKCOM INUACNMU-
@opMHOU aKmusHoCmU ObLA0 NPUHAMO PeuleHue 3aAMeHUMb
DPYy@duHamMuo Ha 30HUCamuo.

Ha momenm nocaedneil KoHcyasmayuu pebeHoK npUHU-
man 3onucamud 150 me/cym, smocyxkcumud 750 me/cym,
cyavmuam 250 me/cym. Ha pone dannoil mepanuu oHesHbie
NPUCMYnbL HOAHOCMbI) KYNUPOBAAUCD, COXPAHANUCH eOUHUY -
Hble HouHble nodepeusanus KoneuHocmamu. BOM cua 6 urone
2023 2.: ommeuaemcss MyAbmupe2uoHanbHas SNUtenmugopm-
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Puc. 5. llayuenmxa A., 6 aem. Juaenos: snusenmuveckas snyegaronamus
C 2NeKMPUHeCKUM INUACHIMUECKUM CIAMYCOM MEOAEHHO20 CHA, CIPYKMYp-
Hblil 6apuanm. Budeoanexmposnyeghanroepaguueckoe moHumopuposatue cHa,
1 cmaodus a3zl mednenroeo cha. Ha dannom ghpaemenme ommeuaemes ge-
HOMEH 8MOPUHMHOL OUAAMEPANLHOU CUHXPOHUZAUUU C (POKANbHBIM HAYANOM
8 NPABoLl YeHMPAaNbHO-MEMeHHO-3amblA04HOU obaacmu. MHdekc npedcmag-
AeHHocmuU anunenmugopmuoi akmuenocmu 60—70 %. Obpawaem Ha ces
BHUMAHUE ACUHXPOHUS Pa3ps006 Mexcdy npasoil U 1e6oli cemucepamu mo3ea,
HepeOdKo 6cmpenarowasics npu nPo0oANCeHHOU INUAENMUPOPMHOU AKMUBHO-
cmu 6 ghasy medneHHo20 cHa

Fig. 5. Patient A., 6 years old. Diagnosis: epileptic encephalopathy with
electrical status epilepticus during slow-wave sleep, structural variant. Video-
electroencephalography monitoring during the first stage of slow sleep.
The fragment shows secondary bilateral synchronization with a focus located
in the right central parietooccipital region. The index of epileptiform activity
is 60—70 %. Asynchronous discharges from the right and left hemispheres,
which is typical of prolonged epileptiform activity during slow sleep
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Puc. 6. [layuenmka A., 6 aem. uaenos: snusenmuueckas sHyedparonamus
€ INEKMPUMECKUM INUACHMUHECKUM CIAMYCOM MEONeHHO20 CHA, CIPYKMYp-
Hblil apuanm. Budeosnexmposnyepanoepaghueckoe MOHUMOpUposarue cua,
11 cmadus ghaszet mednerHoeo cha. DeHomer nPOOOANCEHHO SNUNCRMUPOPMHOIL
aKmueHocmu 6 (aszy MeoreHH020 CHa (UHOeKC SNUAenMUPOPMHOL AKMUBHO-
cmu >80 %). B cmpykmype oughgysnoii snusenmughopmuoil axmueHocmu
npocaexcugaemcs POKanbHbIl KOMROHEHM 8 NPABOLL UEHMPAAbHO-MEMEHHOL
obaacmu, a maxice obpaujaem Ha cebsi GHUMAHUE ACUHXPOHUS. pA3PSI008 KaK
Mexcoy noAYumapusimu, max u é npedeaax Kaxicooi eemucgepol
Fig. 6. Patient A., 6 years old. Diagnosis: epileptic encephalopathy with elec-
trical status epilepticus during slow-wave sleep, structural variant. Video-elec-
troencephalography monitoring during the second stage of slow sleep. Pro-
longed epileptiform activity during slow sleep (epileptiform activity index
>80 %). There is a focal component in the right centroparietal region within
the structure of diffuse epileptiform activity. Asynchronous discharges
from the two hemispheres, as well as within one hemisphere

Has akmueHocms 6 sude [l DI1] 6 npasoii u ne6oii uenmpanbHo-
MEeMEHHO-8UCOUHOIL 00AACTSX, NPEUMYUECINBEHHO HE3ABUCUMO
dpye om dpyea, ¢ A8ACHUSMU BMOPUYHOU OUNAMEPANbHOU CUH-
XPOHU3AUUL, NPEUMYUIECMBEHHO U3 04aea 8 NPasoll eemucgepe
20/1086H020 MO32, UHOCKC dNUACNMUPOPMHOU AKMUBHOCIU
Me0neHH0604H068020 cHa 60— 70 %, Ha omdenvbHbIX IN0XAX —
0o 90— 100 % (puc. 4—6).

Hespoaoeuueckuii cmamyc: y nayueHmKu Omme4armces
Juppysnas moluieunas 2UNOMOHUS, HEPE3KO BbIPANCCHHAS
opaduxunesus. Heiiponcuxonoeuueckoe uccredosarnue vis-
BUN0 3A0ePIHCAHHBLI MUN PA3GUMUSL BbICULUX NCUXUMECKUX
@yHKyuil ¢ npeobaradanuem HedopazgumMus pecyasimopHo2o

1. Epmonenko H.A., Byunesa U.A., 3axaposa E.!. KiinHuKo-Heii-
podusmronornyeckre 0cOGeHHOCTH SMUIENTUYECKIX CUHAPOMOB,
aCCOLMMPOBAHHBIX C TOOPOKAYECTBEHHBIMU MU TU(OPMHBIMU
paspsiiaMu IeTCKoro Bo3pacta. HeBposorusi, HeiiporicuxuaTpusi,
ncuxocomaruka 2014;(1):9—12.

DOI: 10.14412/2074-2711-2014-1S-9-12

Ermolenko N.A., Buchneva I.A., Zakharova E.I. et al. Clinical
and neurophysiological characteristics of epileptic syndromes
associated with benign epileptiform discharges of childhood.
Nevrologiya, neiropsikhiatriya, psikhosomatika = Neurology,
Neuropsychiatry, Psychosomatics 2014;(1):9—12. (In Russ.).
DOI: 10.14412/2074-2711-2014-1S-9-12

2. MyxuH K.1O., I'nyxoBa JI.1O., Makuesckas E.P. Dnunerncust
C 3JIEKTPUYECKUM SMUIENTUYECKIM CTaTycOM B (ha3y MEAJIEHHOTO
cHa ¢ (hoKycOoM Ha asiekTposHILiedaniorpadueckue KpUTepuu.

1

U IMOUUOHANBHO-801€6020 KOMNOHEHMO8, YPOBEHb UHMEN -
AEKMYANbHO20 pa3eumus Obll HUMCe YCAOBHOU G03PACMHOIL
Hopmot. Ha ocnosanuu anamuesa, xapakmepa snuienmuye-
ckux Hapywienuii, usmenenuil Ha III, dannbix Hellposusya-
auzayuu (nocmeemoppazu1eckas Kucma maiamyca), a mak-
Ice BbIPANCEHHOIL (hapMarKope3UcmeHmHocmu Obll YCMAaHOBAeH
duaero3: snunenmuueckas sHyegaronamus c I9CM, cmpyk-
MYpPHLLIL 86APUAHM.

Ha maHHoM KIMHMYECKOM IpUMepe HAIJISTHO ITOKa3aHo,
C KaKUMH CJIOKHOCTSIMU MOXKHO CTOJIKHYTBCS TIPY TUArHO-
ctuke ESES-cunapoma. HetunmuHoe Havano, oouiive mo-
JIMMOPMHBIX IPUCTYTIOB, CMEHSIBILIVIX APYT ApYyTa ¢ TeYCHUEM
3a00JIeBaHUS 1 UI3MEHEHUEM TePaIiu, Hepe3Kast BIPaXKEH-
HOCTb IICUXMYECKMX HapYILIEHW, ponopKeHHast mudy3Hast
snuienTugopMHast akTuBHOCTh Thna DI/ cxoxu ¢ cuMm-
MITOMaMH1 CUHIpoMa IiceBno-JleHHokca. OMHAKO pe3uCTeHT-
HocTh [IODMC, ee mimTenbHOE TIepcUcTUpoBaHue (Dosee
rofia), COXpaHsIIOIINICS BEICOKUIA MHAEKC SMUICITUDOPM-
HOI1 aKTUBHOCTH TTPY OTCYTCTBUM MPUCTYIIOB, HAJTMYWE Op-
TraHMYECKOrO MOpaXKeHUs TajlaMmyca SBWIMCH KITIOYEBBIMU
KpUTEepUsIMU YcTaHOBJIeHUS auarHoza ESES-cunapoma.
K coxajeHuto, B CBSI31 ¢ HEKOPPEKTHOM MHTEpIIpeTalneit
JIMarHo3a, 3arro3aajioi BO3MOXKXHOCTBIO IIPOBEICHMST HEOOXO0-
JIUMOTO McclienoBaHusl (MOHUTopupoBaHue DDI cHa), He-
perynsipHbiM DBOI-KoHTpoaeM 3¢hGEKTUBHOCTY JICYEHUS
B IIPUBEICHHOM MpHUMEpe MMela MECTO MOJIMITparMasusi,
BEPOSITHO, SIBUBIIIASICS OMHUM 13 IJIaBHBIX (haKTOPOB B (hop-
MUPOBaHMHU (pPapMaKOPE3UCTEHTHOCTH, a TAKXKE HA3HAYCHUST
ADII, He sgBsTIOLIMXCS 6A30BBIMU B TEPAITMM SITMICTITUYEC-
Koit sHLedatonatuu ¢ ODCM (Kak U CMHApPOMA TICEBAO-
JlenHokca): naMOTpUIKMHA, pydUHaAMKIA, 30HUCAMUIA.
O6paimaer Ha cebs] BHMMaHMe UTHOPUPOBaHKME B JaHHOM
KJIMHUYECKOM CJIydae MCIOJIb30BaHUS TaKMX IIPEaparoB,
KakK JIeBeTUpalleTaM M TOIMpaMart, KOTOPbIe TTOKAa3hIBaIOT
JIOCTaTOUHYIO 3((PEeKTUBHOCTD y AeTeit ¢ DDCM.

Pycckuit xxypHan nerckoit HeBpoJioruu 2017;12(1):21-35.
DOI: 10.17650/2073-8803-2017-12-1-21-35
Mukhin K.Yu., Glukhova L.Yu., Makievskaya E.R. Epilepsy
with electrical status epilepticus during slow-wave sleep with a focus
on electroencephalographic criteria. Russkiy zhurnal detskoy
nevrologii = Russian Journal of Child Neurology 2017;12(1):21-35.
(In Russ.). DOI: 10.17650/2073-8803-2017-12-1-21-35

3. MyxuH K.1O., ITetpyxun A.C., XoarH A.A. DrujienTuyecKue 3H-
LedanonaTuu 1 cxoxue cuHapoMsl y neteit. M.: AprCepsuc JlTx.,
2011. C. 366—389.
Mukhin K.Yu., Petrukhin A.S., Kholin A.A. Epileptic
encephalopathies and similar syndromes in children. Moscow:
ArtServis LTD, 2011. Pp. 366—389. (In Russ.)

4. XonuH A.A. Drinjentuyeckue sHuedanonaTum ¢ 3JIeKTpUIeCKUM
SMWIENTUYECKUM CTaTycOM MeJieHHOBoJIHOBOro cHa (ESES):
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JIMarHOCTUKA U (hapMakoTepanusi. DMUIETCUs U TapOKCU3Malb- 6. Sanchez-Fernandez 1., Takeoka M., Tas E. et al. Early thalamic lesions
Hble cocTostHust 2018;10(1):63—71. in patients with sleep-potentiated epileptiform activity. Neurology
Kholin A.A. Epileptic encephalopathies with electrical status 2012;78(22):1721-7. DOI: 10.1212/WNL.0b013e3182582ft8
epilepticus during slow-wave sleep (ESES): diagnosis and 7. Tassinari C.A., Cantaluppo G., Dalla Bernardina B. et al. Encephalo-
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