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B03MOHOCMU NPUMEeHeHus nepaMnaHena B ieyeHuu
thapmaropesucmeHmHubixX )opm 3nunencuu y gemei

M.IO. bo6suiosa, K.J0. Myxun

000 «Hucmumym demckoil Hespoaoeuu u snuaencuu um. Cesmumens Jlyku»; Poccus, 108840 Mockea, Tpouuyk, ya. Haeopnas, 5

Konmaxmui: Mapus Opvesna bobvinosa mariya_bobylova@mail.ru

Beedenue. Hecmompsi Ha wupoxue 803MONCHOCHU COBPEMEHHbIX MEOUKAMEHMO3HbIX U HEMeOUKAMEHMO3HbIX MeMO0008 AeHeHUs: PapmMaKo-
pe3ucmerHmubIX hopm snuencuu y demeil, 0CMaemcst SHAHUMEAbHAS YACMb NAUUEHMOS ¢ YCMOUYUBOL K NeHeHUI0 Snuaencuel, Y KOMopsix
onepamugHoe aeveHue He03MOJICHO U ANbMEPHAMUBHbIE MEMOObl AeHeHUs (CIUMYAAUUs OAYHCOaroue2o Hepea U KemozeHHas duema) He-
apexmuensl. B 3moii epynne nayueHmos coOXpansem ceor aKkmyanbHOCmy GapmaKxomepanust ¢ NOUCKOM HOBbIX 3PPeKmMUBHbIX aHMU-
onunenmu4eckux npenapamos. B cmamve npusedenvt cobcmeerntbie 0antble no IPHeKmMUEHOCMU U NEPEHOCUMOCMU nepamnanena y oemeil
¢ 3nunencueil.

Mamepuaavt u memooot. IIposedero pempocnekmueroe HabaooeHue 55 demeii 6 sozpacme do 18 aem (33 manvuuxa, 22 degouxu), noay-
yarowux nepamnaren. Hccaedosarnue 8binoaneHo 6e3 CHOHCOPCKOU N000epICKU Ha KAuHUYecKoll 6aze Uncmumyma demckoii Hegpoaoauu
u snunencuu um. Ceasmumens Jlyxu ¢ nepuoo 2015—2017 ze.

Pesyavmamot. Ommeuenst 8bicoKas IhheKkmusHOCms Nepamnanena 6 OMHOUEHUY 2eHEPANU3068aAHHbIX (MUOKAOHUMECKUX U MOHUYECKUX)
npucmynog y demeli u cpedHsis cmeners 3QpgeKkmueHocmu 8 OMHOUeHUU QOKANbHbIX MOMOPHBIX NPUCMYNO08; npenapam 0ol Marodggex -
mugeH npu amunu4HbIX A6Cancax u Heaghghekmuger @ omuHouleHUU amonueckux npucmynos. Ilepamnatnen  yeaom Xopouio nepeHoCcUmcs
nayuenmamu. Cpedu HexceramenvHbix 8AeHU, NOMpPeb08aUIUX OMMeHbl RPeNnapama, Haubonee 4acmo 6CmMpesaniico COHAUBOCMb U NCU-
Xuueckas 6s10cmv — ommena mepanuu npogedena 6 9 (16,4 %) cayuasx uz 55. Pexce ommeuarucoe maxue Hevyceramenvule s61eHuUs,
Kak azepasayus (4 %), ncuxomuueckuii 3nuzod (2 %), uouocunxpasus (2 %), komopwie maxce npuseau Kk ommere npenapama. Tpansu-
mopHbie cocmosnus — amaxcus (21 %), cnuxncenue annemuma (13 %), paccrabaenue moiuy (24,5 %) — ne nompeboganu ommeHsl ne-
pamnanena. dgpgpexmusnocme nepamnanena é Hauem uccaedoganuu cocmasuaa 60 %. B nacmoswee epems 36,4 % nauuenmos npodon-
acarom npuem nepamnauena. Y 20,7 % nayuenmoe ¢ Xopowium mepanesmuueckum 3P@exmom nepamnanens Obii OMMEHeH 8 C6A3U
¢ passumuem HexceaamenbHuix seaeHut. Omcymemeue noA0HCUMenbHo20 gexma u Hexceramenvrlx aéaenuil ommeuerno y 40 % nayu-
eHmo8.

But6oovt. Heobxooumbi danvheliuiue uccaredosanus nepamnatena y demeii 6 ozpacme do 12 nem 6 c8s3u ¢ noayueHHviMu OaHHbIMU 00 3¢~
exmugHoOCMU NPpenapama 6 OMHOUEHUY SNUACNMUYECKUX NPUCMYNO8 NPU (PapMaKOPe3UCMEeHMHbIX POPpMAX SNUNENCUU.

Karoueawie caosa: snunencus, papmakopesucmenmnas snuiencus y oemeli, GHMUINUAENMUYECKUL NPenapam, nepamnanen
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PERAMPANEL IN THE TREATMENT OF DRUG-RESISTANT EPILEPSY IN CHILDREN

M. Yu. Bobylova, K. Yu. Mukhin
Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia

Background. Despite the existing variety of available methods for the treatment of drug-resistant epilepsy in children, there are still many
patients that are not suitable for surgical treatment and have no response to alternative therapeutic measures (vagus nerve stimulation and
ketogenic diet). In these patients, the problem of searching for new antiepileptic drugs is particularly urgent. The article presents original data
on the efficacy and tolerability of perampanel in children with epilepsy.

Materials and methods. Our retrospective study included 55 children (33 males and 22 females) under the age of 18 that received peram-
panel. This study was performed without external sponsor support at the Svt. Luka’s Institute of Child Neurology and Epilepsy during
2015—-2017.

Results. Perampanel demonstrated high efficiency against generalized (myoclonic and tonic) seizures and moderate efficiency against focal
motor seizures. The drug was significantly less effective in patients with atypical absence seizures and ineffective in children with atonic seizures.
Perampanel was generally well tolerated by the majority of patients. The most frequent adverse effects that required the drug to be withdrawn
(9 out of 55 cases, 16.4 %) were psychic exhaustion and apathy. Less frequent side effects that lead to perampanel cessation included ag-
gravation (4 %), psychotic episode (2 %) and idiosyncrasy (2 %). Such transient states as ataxia (21 %), decreased appetite (13 %) and
muscle relaxation (24.5 %) did not require perampanel withdrawal. Our results suggest that the efficacy of perampanel is 58.5 %. Currently,
37.8 % of patients continue receiving the drug, whereas in 20.7 % of children it was withdrawn due to adverse reactions, despite its high ef-
ficacy against seizures. In 41.5 % of patients, we observed neither positive effect nor adverse reactions.

Conclusions. Further studies on perampanel in children under 12 years old are needed, since our results suggest its efficiency for drug-resistant
epilepsy.

Key words: epilepsy, drug-resistant epilepsy in children, antiepileptic drug, perampanel
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BsepeHue

DIUIETICHS — OTHO U3 HanboJiee pacIIpoCTPaHEHHBIX
HEeBpOJIOTMYECKUX 3a00J1eBaHUN Y neTell 1 MOAPOCTKOB
[6]. HecmoTps Ha mporpecc, JOCTUTHYTHIM B JIEUEHUH
snuiencuu, 30—36 % ciyyaeB MUICIICUMU Y IETEH SIB-
nsoTes papmakope3ucteHTHRIME [10]. dapmaxkopesuc-
TEHTHYIO STIUJICIICUIO OIIPEAC/ISIIOT KaK HEBO3MOXHOCTD
MNOCTUXKECHMSI CTOMKOU PEMUCCUY MPUCTYNOB IPU IIPU-
MEHEHUHM 2 XOPOIIIO ITIEPEHOCHUMBIX 1 ITPABWJIBHO BEIOpAH-
HBIX aHTURIMIISIITUYECKUX ITperapaToB (ADI]) (B pexxume
MOHO- WJIM IoymuTepanuu). Ilarorenes popmupoBaHust
¢hapMakope3nUCTEHTHOCTU OOBSICHSICTCS HapyIIeHUEM
(YHKIIMOHMPOBAHMS MUIIICHEH BOJIBTAXK3aBUCUMBbIX OH-
HBIX KaHAJIOB 1 PELIETITOPOB HEMPOMEIUAaTOPOB, a TaK-
Xe 0enKoB-nepeHocunkoB ADII B pe3ynbraTe MyTauuii
B TeHaX JAHHBIX OEJIKOB 100 CTPYKTYPHBIX MJIM BOCIIA-
JIMTENLHBIX U3MeHeHuil [1]. PedpakTepHbie TPUCTYITHI
y AeTeii MJIadiIero Bo3pacTa sIBJISIFOTCSI OTPOMHOM mpobJie-
MO, ITOCKOJIBKY 1 caMa I10 cebe (papmMaKope3nCTeHTHAs
SMIUJIETICHS Y peOeHKa-IOIKOIbHIKA, COITPOBOXKIAOIIA-
sICSI TPYTHOKYpPaOeIbHBIMM TIPUCTYIIAMU C BBIPaXKEHHBI-
MM M3MEHEHUSIMH Ha dJIeKTposHIedaaorpamme (3371),
U e¢ JICUCHHUE ¢ MOCTOSTHHBIM mmoaoopoM ADIT mpuBomsT
K hOpPMHUPOBAHMIO TOBEACHYCCKIX I MHTEJICKTYaIbHBIX
HapyIIeHWH WK (4Jalie) YCYIyouIsTioT yXKe MMEIOIIrecs
HapyiieHus pa3putus. PapmMakope3nCTeHTHAS SITIICTI-
cHs, KaK MpaBUJIO, Pa3BUBAETCS y IeTell JIMOOo ¢ BhIpa-
KEHHBIMH CTPYKTYPHBIMU Je(EeKTaMH TOJIOBHOTO MO3Ta,
JINOO C TEHETUYECKUMU I XPOMOCOMHBIMM CUHIPOMA-
mu. ITo manaeiM K. Aso u K. Watanabe (2000), B rpyIr-
me u3 169 nereit co CTPYKTYPHBIMU (KPUIITOr€HHBIMU
WIA CUMIITOMAaTHYeCKMMU (hOKAJIbHBIMU) (popMaMu
SIWIENICUU CHIDKEHVE MHTE/UIEKTA OTMEYaIoch y 56 %,
JIBUTaTe/IbHbIC HApyleHus: — Y 22 %, CTpYKTYpHbIE U3Me-
HEHUs B TOJIOBHOM MO3I€ IIPH IIPOBEICHNY MAaTHUTHO-PE-
3oHaHcHO# ToMorpacduu (MPT) —y 54 % nauueHros [8].

IIpeaukTopsl papmakopesucTeHTHOCTH. 10 TaHHBIM pe-
TPOCIIEKTUBHBIX MCCIEIOBaHNI, HA BEPOSATHOCTD Pa3BUTHS
pedpakTepHOCTH YKa3bIBAIOT TaKue (PaKTOphl, KAK CUMITTO-
MaTu4ecKasi (hoKaabHasl SIMIISTICHS, BUCOYHAS JIOKAIn3a-
LIST STAJICITUIECKOTo (hOKyca, XapaKTepHbIC HAPYIIICHUS
Ha B3I (BBICOKMI MHIEKC SMIIECITU(OPMHON aKTUBHOCTHU
B (pOoHOBOI 3amucH, TOAUMOP(PU3M ST TU(HOPMHBIX
W3MEHEHUI, HAJIMYKME HECKOJIbKIX HE3aBUCUMBIX 09aroB,
oyaroBas dnuiIenTu(GopMHasT aKTUBHOCTb B COUCTAHUM
¢ muddy3HOM MemJIeHHONH aKTMBHOCTBIO), HECKOIBKO
THUIIOB IIPUCTYIIOB, IIEPBOHAYAJbHAS BHICOKAS 4acTOTa
IIPUCTYIIOB, CKIIOHHOCTD K CEPUIHOCTU U PA3BUTHIO SITH-
JISTITHYECKOTO CTaTyca, PelIUB IIPUCTYIIOB, YMCTBEHHAS
OTCTaJIOCTh MJIX 3aAepXKa pa3BUTHUS B MOMEHT Jc0I0Ta
snuiernicuu [15]. Bo3pacT neblooTa He SIBJISIETCS SIBHBIM
MIPEIUKTOPOM pedpakTepHOCTU. Bormpeku cinoxuBIeMycst
MHEHMIO, JOJITOCPOYHBIC MCCIICIOBAHUS HE MOATBEPXKIA-
0T Pa3BUTHS 00s13aTeJIbHOM pedpaKTepHOCTH MPU IeOI0TE
MPUCTYIIOB Ha 1-M roay Xu3Hu [14].

®apMakope3nCTEHTHOE TeUCHNE HEPEIKO 3aCTaBIIsI-
€T OMHOBPEMEHHO C ITO00POM TepaIliy IepecMaTpuBaTh
INArHo3, UCKaTh MPUIMHY pe3ucTeHTHOCTU. Cremnyer
MOMHUTb, 4T0 20—30 % mauueHTOB ¢ He MOAIAIOIIMMU-
CsI ICYCHUTO IPUCTYIIAMU MMEIOT HeTIPaBUJIBHO YCTAaHOB-
JieHHbI guardo3 [16]. K HasHaueHuio Head(HEeKTUBHOTO
ADII MoxeT mpUBECTH HepaBUIbHOE KJIacCU(pUIIpOBa-
HHE TUIIA TIPUCTYIIA, DOPMEI srmienicuu. JledeHre MoxeT
OBITh HeA((PEKTUBHO M3-32 OTCYTCTBHUS KOMIUTACHTHOCTHU
CO CTOPOHBI poAuTe/IeH MaleHTa, HEBEPHO MOI00paHHOMI
AHTUSIWICTITUYECKON Tepanuu [4].

JlvarHocTrukKa npu4YuH (papMakope3ruCTEeHTHOM I~
JICTICUM BKJTIOYAET STAITbI:

*  TIIATEJILHBIN COOp aHAMHE3a;

*  MeOMKAaMEHTO3HBIN aHaMHe3 (OLIEHKA aeKBaTHOC-
TH IIPUHUMAEMBIX TIPEIIapaToB U UX 103);

*  KJIMHWYECKUI OCMOTP C UCCIIeIOBAaHUEM KOXKHBIX
IMOKPOBOB (HA IIpeAMET BBISIBICHUSA (paKoMaTo-
30B) U HEBPOJIOTMIECCKOIO cTaryca (HalipuMep,
aCMMMETpPHS TOHYca U peIEKCOB MOXKET CBUJIC-
TEJILCTBOBATH O JIATepaIn3alliM 0J9ara, CEMUOTH-
Ka IIPUCTYIIOB MOXET COOTBETCTBOBAThH TOITMYEC-
KOMY HEBPOJIOTMYECKOMY AUArHO3Y);

*  Buueo-O3I -moHuTopuHr (BOM), mpoBoauMBbIii
B CIIEIIMAIM3UPOBAHHOM SITIICTITOIOTUIECKOM
LICHTPE, TTO3BOJISIET BHIIBUTH U JIOKAJIU30BaTh
SIMMJICITUYECKUI OYar;

*  MPT ronoBHOoro mMo3sra (0030pHBI CHUMOK,
a IIpY OTCYTCTBMY M3MECHEHUI HAa HEM — IIPOBeIe-
Hue MPT ¢ BBICOKUM pa3pellieHreM I10 SIMWIeHTO-
JIOTMYECKOM IIPOTrpaMMe ), TaK KaK ITOPOKH pa3BH-
THSI KOPBI TOJIOBHOTO MO3Ta, CKJIEPO3 TUIIIIOKAMITA
MOT'YT OBITh IPUYNHAMU PE3UCTCHTHOCTH;

+ npabopaTopHbIe MCCICAOBAaHMUS KPOBU, MOYM,
1epeOpOCTIMHABHON XMIKOCTH IJIS BBISIBIIC-
HUS HapylLIeHUi MeTaboau3Ma (0OJBITMHCTBO
HacleACTBeHHbIX 00Jie3HE oOMeHa MPOTEeKaKT
¢ HeKypaOeJIbHBIMU IIPUCTYIIaMU) X ayTOUMMYH-
HBIX IPOIIECCOB (JIMMOMYECKHE DHIIC(hATUTHI,
NMDA-sH1edanuThl, cuHApOoM PacMycceHa);

*  KapHOTHUIIMPOBAaHUE U XPOMOCOMHBIN MUKpPOMa-
TPUYHBIA aHAJIN3;

*  aHa/JM3 Ha Hajuuue cuHapoMa MaptuHa—besn
(IaHHBIN CUHAPOM HE JUATHOCTUPYETCS IIPU IIPO-
BEICHUM KapMOTUIIMPOBAHUS M XPOMOCOMHOTO
MHMKPOMATPUYHOTO aHAJIN3a);

* CEKBEHUPOBAaHUE OTIEJIbHBLIX T€HOB U 3K30Ma
B LesioM [9].

Koncraranmsa dakra peppakTepHOCTH SIMUICTICUA

y JeTeil CIoXHA M MHOTIA 3aHMMaeT HECKOJIBKO JIET,
HO B pe3yJIbTare B psle CIydaeB CTAHOBUTCS BO3MOXHBIM
IMpUMEHEHNE HEMEeIUKAMEHTO3HBIX METOIOB JiedeHUs [2].
doxkanpHOE Hayano npucrtyna B xoge BOM — nmoka3zaHue
K IIPEXUPYPIUICCKOMY 00CIEIOBAaHUIO, BKIIOYAIOIIEMY
MOMCK OYara ¢ mMoMollblo BbicoKopaspeuatoiieii MPT
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10 IIPOrpaMMe BIMICTITUYSCKOTr0 CKAaHUPOBAaHUS, IIPOBE-
JleHre MarHuTosH1Iedanorpacdun, omTHO(POTOHHOI dMHUC-
CHOHHOM KOMITBIOTEPHOM W ITO3UTPOHHO-3MUCCUOHHOM
Tomorpadun, Wada-tecTa.

Crumynsanus OJyXIOaiolnero HepBa IPeICTaBIISI-
eT CO00l XPOHUYECKYIO 3JTEKTPOCTUMYJISIIIUIO JIEBOTO
OJTy>XIaIoIIero HepBa C MOMOIIbI0O UMILUIAHTUPYEMOTO
ctumynsiTopa. TOYHBIN MeXaHU3M JEeICTBUSI HEM3BECTCH.
Paboraromuii ctTuMysiTop OJIyXXAalollero HepBa yCUIM-
BaeT KPOBOTOK B MO3XEUKe, TaJaMyce, KOpe OOJIBIIIOTO
MO3ra, 3HAYUTEILHO TOBHIIIAET BEIPAOOTKY TOPMO3HBIX
HelipoMeauaTopoB (raMMa-aMMUHOMACIISTHAas KUCJIOTa
(TAMK), rmumuH), momaBisieT [IyTaMaTeprudeckKoe Bo3-
OyXIeHHUE, a TAaKXKe BhI3BIBAET AeCMHXpOoHM3auio DOT,
ITOBBIIIAST AKTUBUPYIOIINE BIMSHUS PETUKYIISIPHOM hop-
MaIluu, TeM CaMbIM ITOAABIISISI KOPKOBYIO SIMMICIITU(DOPM-
HYIO aKTUBHOCTbh. VIMILTAaHTUPYEeMBII CTUMYJIITOP OOBIYHO
xopouo nepeHocutcs. ITodbouHbIe 3(p(peKThl BKIIOYAIOT
XPUILIBII TOJIOC, MOKAIIIMBAHUE, TUCITHO3, ITAPECTE3NNU.
CTuUMyISTOP pEAKO MOJTHOCTEHIO N30aBIISIET OT IPHCTYIIOB,
HO MOXET YMEHBIIUTh UX 4acTOTy. MaKCUMaJIbHBIN 3h-
eKT CTUMYJISIINN OJIy>XKAAIOIIero HepBa HACTYIIAeT Yyepes
1—2 rona. I1pu kaTaMHEeCTUYECKOM HAOTIOJeHUH YaCcTOTa
MPUCTYITOB CHUXKAETCST TpuMepHo Ha 50 % [18].

Ketorennas nuera (MogudumpoBaHHas nuera AT-
KMHCAa) OCHOBaHA Ha IMOBBIIIICHHOM ITIOTPEOJICHUN KUPOB
B COYCTAHUM C IOHIXKCHUEM ITOTPEOJICHUS YIIIEBOIOB
u 6enkoB. I[Ipu keToreHHO# AUETe YacTOTa NPUCTYIOB
cHuKaeTcs 6osee yeM Ha 50 % uepe3 3—6 Mec JieueHUsl.
B cpaBHeHUM co cTuMyJsiLiveit 6J1yKIarolero HepBa Ke-
TOT€HHAas IueTa padboTaeT ObICTpee: OOBIYHO YIydIleHUe
3aMeTHO yke uepe3 2—4 Hen. OmHOBpEMEHHO YTy4IlIaeTCs
MOBeACHME U TICUXUYecKoe pa3Buthe. DPPeKT KETOreH-
HOM TMETHI COXpaHseTCs U TIOCJIe BO3BPAICHUSI ITallieHTa
K 00bIYHOMY panoHy. HanGonee BeIpakeHHBINH apdekT
IWEThI OTMEUYECH IIPU aTUIIMIHBIX a0caHcaX, MAOKIIOHM -
YeCKUX M aTOHUYeCcKUX Ipuctymnax; no gaHHeM C.O. Aii-
BassHa (2016), KoIMYeCTBEHHOE CHMXXEHUE MPUCTYIIOB
9TOTO THMIIA OTMeYanoch y 74 % MalMEeHTOB, a TOJIHOE
KynupoBanue —y 8 % [1].

HecMmoTpst Ha BO3BMOXKXHOCTY IPUMEHEHUS HEMEIKa-
MEHTO3HBIX METOMIOB JICUCHMSI SIMIIICTICUU, OCTACTCS 3HA-
YUTEIbHAS YACTh MALIMEHTOB, Y KOTOPBIX OIIEPaTUBHOE Jie-
YeHHEe HEBO3MOXHO U aJIbTePHATUBHBIC METOIBI JICYCHUS
(cTuMyIIsIIIMST OJTY>KIArOIIero HepBa M KETOIeHHAs T1eTa)
Hed(deKkTuBHLI. B 3T0# TpyIine mauueHTOB COXpaHsET
CBOIO aKTyaJIbHOCTh (papMaKOTepamnusi ¢ TIOMCKOM HOBBIX
a¢pdexkTuBHBIX ADII. B HacTosiee BpeMs MOSIBUINCH
HoBeimue ADI1 ¢ npUHUMITMATBHO HOBBIM MEXaHU3MOM
NEeMCTBUSA U MEHBIIMM YHMCIOM MTOOOYHBIX 3(p(PEKTOB.
OnnuMm u3 HoBemmx ADIT aBngeTca nepamnanen (aii-
KOMIIa), 3aperucTprupoBaHHbIil B Poccuiickoit @eneparmu
B 2013 r. [Toka3aHue K MpUMEHEHMIO IepaMIaHena — JI10-
ITOJTHUTEIbHAS Tepallnsl y allMeHTOB B Bo3pacTe oT 12 et
U cTapiie ¢ (GOKaJbHBIMM U TeHEpaJnM30BaHHBIMU

npuctynamu [17]. MexaHu3M aHTURIIUIESIITUYECKOIO
JEMCTBUS TIepaMIIaHeIa — BBICOKOCEIEKTUBHOE HEKOH-
KypeHTHoe uHruouposanue AMPA-penenTopoB riy-
TamaTa (OCHOBHOI'O BO30Yy:XKIAIOIIEro HelipoMeauaTopa
LIEHTPaJbHOI HEPBHOI CHUCTEMBbI), PACIIOJOXKEHHBIX
B IIOCTCUHAIITUYECKUX MeMOpaHaX HEMPOHOB Ha YPOBHE
HeokopTekca u runmokammna [11, 17]. baaromapst Beicoko-
CEJICKTUBHOMY MEXaHM3MY ICHCTBUS TIepaMIIaHel 00Ia-
JIaeT OrpaHUYEHHBIM YKCIIOM HeXKeJaTeIbHBIX SIBJICHUIA,
KOTOPBIX MOXHO M30eXaTh IIyTeM YBEIUICHUST BpeMEHHU
TUTpALVU WIN CHUKEHUS 0361 [3].

IIpencraBngeM pe3yabTaThl McclienoBaHUS 3P dek-
TUBHOCTH U IIEPEHOCUMOCTH IIepaMIlaHeNa y JeTei
¢ hapMaKoOpe3nUCTEHTHOM SMUIETICUEit, TIPOBEAECHHOTIO
Ha KJIMHUYecKoil 0aze MHcTuTyTa OETCKOU HEBpPO-
JoTud U smwiencun uM. Cearurensa Jlyku B mepuon
2015-2017 rr.

IHeanio HccaenoBanus SIBIUIOCH M3YICHNE aHAMHEC-
TUUYECKUX, KIMHUKO-3JIEKTpodHIepamorpapruyecKmx,
HENpOBU3YaATU3ALMOHHbBIX U TEHETUYECKUX OCOOEHHOCTEM
MMAIlMeHTOB AETCKOTrO M IMMOIPOCTKOBOTO BO3pacTta ¢ dap-
MaKOpe3UCTEHTHBIMU (popMaMu SMuerncuu, 3G GeKThB-
HOCTH U TIEPEHOCUMOCTH TIepaMITaHesIa B JaHHOM IpyIIIe
IMaIleHTOB.

Mamepuanbi u Memopbl

B uccnenoBaHue BKIOUEHBI 55 MALMEHTOB JETCKOTO
U TIOJPOCTKOBOrO BO3pacTa, 00paTUBLIUXCS B MIHCTUTYT
JIeTCKOM HeBpostorun uM. Cesaturess JIyku B CBSI3U C He-
KypaOeJbHOCTBIO SIUJIECTITUYECKUX TIpUCTynoB. Bee ma-
LIMEHTHI ObUIM 00C/IeN0BaHbl KIMHUYECKA HEBPOJOTOM,
npoBeaeHbl BOM c¢ BkmioueHuem cHa, MPT-uccnenona-
HHE, KOHCYJIBTAIIAS IETCKOT0 IICUXUaTpa, KOHCYIbTAIIsI
TeHeTHKA C BHIIIOJTHEHNEM KapHOTUIINPOBAHMS M HE00-
XOIMMBIX TeHEeTUUECKNX HccaenoBanuii. [lepammanen
(chaiixomIia) Ha3HAYAJIM I10 pe3yJbTaTaM OOCIeIOBAHNUS
B Ka4yeCTBE NOITOJHUTEIbHOM Tepamuu. Bo Bcex ciyda-
SIX POAUTEIIN TTAIIMEHTOB OB MH(MOOPMUPOBAHEI O TOM,
4yTo nepammaHen (daiikomma) 3apeructpupoBaH B Poc-
CHH JUTSI IPUMEHEHUS y TIAIIMEHTOB B Bo3pacTe ¢ 12 Jier,
¥ TaBaad MH(MOPMUPOBAHHOE COTJIAacHe Ha IIPUEM IIpe-
rmapaTa, YIUTHIBas TSOKECTh TeUCHUS SIUJICIICUM, HEKY-
pabeTbHOCTh MPUCTYIIOB NTPU MpUMeHeHun apyrux ADIT
1 HEBO3MOXKHOCTb IIPUMEHEHUSI aJIbTePHATUBHBIX HEME-
JITMKAMEHTO3HBIX METOIOB JICUCHUS.

Pe3ynbmambl

Ilepammanesn Obl1 Ha3HaYeH 65 malMeHTaM B BO3pa-
cre 1o 18 neT ¢ hapMaKope3uCTEeHTHBIM TEUEHUEM SITH -
nericun. 1o pasupiM npuynHaMm 10 MaureHTOB BHIOBUIN
U3 fJajibHelilnero HaomoaeHus. Takum obpa3oM, uccie-
JIOBaHUE BKIIIOUIJIO 55 manreHToB (33 Maipurka u 22 ae-
BOYKM) B Bo3pacTte OT 2 10 18 neT. PernoHsl ux mpoxu-
BaHMs: Mocksa (18 mammeHToB), MOCKOBCKass 00J1acThb
(12), KpacHosipckuii kpait (4), Kypck (2), Kanuaunarpang
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Taomuna 1. /[uaenosvr nayuenmos, 6KAI0OUEHHBIX 6 Uccaedosanue (n = 55)

Table 1. Diagnoses of patients included in the study (n = 55)

Diagnosis

Number
of patients

Cunapom Becta, cumnroMarudeckuii. [TocneacTBue nepuHaTaJlbHOM I'MITIOKCUU 1 achUKCUU (MH(paHTUIbHbIE
CITa3MEI ¢ 1e0I0TOM B Bo3pacte 3—8 Mec), (hapMaKOpe3UCTEHTHOE TeUeHE 16
West syndrome (symptomatic). Consequence of perinatal hypoxia and asphyxia (infantile spasms with onset at 3—8 months),

drug resistance

CPIHI[pOM BCCTa, cumnromatuueckuii. [locnencreue BHYTPH2KEITYJOYKOBOI'O KPOBOUIJIUAHNUA; OKKIIO3MOHHAA

ruaponedanys, IyHTUPOBaHHAS

10

West syndrome (symptomatic). Consequence of intraventricular hemorrhage; shunted occlusive hydrocephalus

XpOMOCOMHbIC U TCHETUYCCKUEC 3360JIeBaHI/ISI, IIOATBEPKIACHHBIC

Chromosomal and genetic disorders (confirmed)

14

BepositHO, reHeTMUYeCKME (DOPMBI SITUIICTICUN, COMTPOBOXIAIONIAECS MHOXECTBEHHBIMUA aHOMAJTUSIMU Pa3BUTHS
U JieiikonaTtueit (BeposITHO, MEPOKCUCOMHbBIE / MUTOXOHIPHUAIbHbBIE 3200JI€BaAHMS) 2
Genetic forms of epilepsy (suspected) accompanied by multiple developmental disorders and leukopathy (probable

peroxisome/mitochondrial disorders)

HOCJ'IG)I[CTBI/IC TEPIIETUYECKOTO MCHI/IHFOSHHC(I)B.JTI/IT&, KHUCTO3HO-TJIMO3Has TpaHC(l)OpMaHPIH TOJIOBHOTO MO3ra 3
Consequence of herpetic meningoencephalitis, cystic glial transformation of the brain

Tlocnenctaue OCTPOI'o HapymeHuda MO3roBOro KpOBOO6pa]J.[eHI/I9I

Consequence of acute stroke

TTocencTBrie YepermHO-MO3TOBOI TPaBMbI
Consequence of traumatic brain injury

CumrniroMaruyeckast (pokaabHasi Snuiercusi, hokaabHas KOpTUKaIbHasK AUCIUIa3Us JOOHO-BUCOYHOM 001acTH b
Symptomatic focal epilepsy, focal cortical dysplasia of the frontotemporal area

CuMnToMaThdecKast (l)OKaJ'[I:HaH SIMUJICTICUA, (bOKaJ'[BHafI KOpTUKaJIbHasd JUCILIa3us TEMEHHO-3aTbUIOYHOMN

obJyacT 4
Symptomatic focal epilepsy, focal cortical dysplasia of the parietooccipital area
OIUIETICHS C DJIEKTPUYECKUM SITMICIITUYECKIM CTaTyCOM MEIJICHHOTO CHA 2

Epilepsy with electric status epileptic during slow sleep

(2 manmuenTa), Tam6oB, TBepb, Bnagumup, YensomuHck,
Hosoky3nenk, Tatapctan, bamkupus, Mypmanck, Huk-
Huit Hosropon, BrmanuBocrtok, Tyma, Pa3ans, bpsHck,
Coun, ToMck — 1o 1 manmeHTy. YcTaHOBIEHHBIE TMArHO-
3bl BKJIIOYEHHBIX B MCCIIEIOBaHUE MTALIMEHTOB IIPEACTaB-
JICHBI B TaOI. 1.

HeBpoaornuecknii craryc. I[lpu mcciemoBaHun
(GYHKIIUM YepeITHBIX HEPBOB Y 9 IMallMeHTOB OTMEUEHO
Kocorjia3ue, y 5 — Huctarm, y 25 — rceBno0yab0apHbIit
CUHAPOM, MPU 3TOM 9 M3 HUX ITOJIy9aJaud dHTEepaIbHOE
MUTaHUE Yepe3 Ha3oracTpajbHblil 30HI. B nBurareib-
HOIi chepe OTMeUYeHBI MMOBBIILIEHNE MbILIEYHOIO TOHYCA
10 crmacTUYeckomy Ttumy (22 mamueHra), nuddy3Has
MBIIIeYHas] TUIIOTOHUSI — CUHAPOM <«BSLJIOTO peOCHKa»
(14 manueHTOB), TUCTOHWUYECKHE aTaku (5 mammeH-
TOB), TUIIEPKMHE3BI 110 TUITY XOpeoaTeTo3a U bauim3mMa
(4 mauumenTa), atrakcus (10 manuenToB). Y 23 mauu-
€HTOB OTMEUYEHBI IBUTaTeIbHbIE CTEPEOTUIIUM B BUIE
MOTUPAHUS PYK, IEPUOIUYECKOr0 00JIU3bIBAHMS PYK,

XJIOTIAHBSI B JIANOIIHN, IOTPSIXMBAaHUS KUCTIMU. [Toguepk-
HEM, YTO pe3yJIbTaThl KCCICIOBAHMS HEBPOJIOTMIECKOTO
craTyca ObIIM B HOpMeE y 17 maleHTOB.

IIcnxnyeckoe pa3BuTHE OLICHUBAJIY C IIOMOIIBIO TECTA
Bekcnepa (Bep6anbHOTO M HeBepOaJbHOIO BApUAHTOB).
JIve y 3 maumeHTOB YPOBEHD IICUXUIECKOTO Pa3BUTHUS
COOTBETCTBOBAJI HUXHEH I'paHULIC BO3PACTHOU HOPMBI.
OTU IeTU 00YyJaIUCh II0 IIPOTrpaMMe MacCOBOM IIKOJIBI
Ha J0MY (C YIETOM IIPOIOJIKAIOIINXCS SMICIITUICCKIX
npuctymoB). [ToaHoOe OTCYTCTBME MOTOPHBIX, PEUYEBBIX
¥ TICMXO3MOIIMOHAJIbHBIX HABBIKOB OTMEYEHO y 22 Ta-
[UEHTOB. YMCTBEHHASI OTCTAJIIOCTh CPeIHEH U CpeaHe-
TSKEJIOM CTEeNEeHM NUarHOCTUpOBaHa y 25 MalMeHToB,
paccTpOMCTBO ayTUCTUYECKOTO criekTpa —y 11. ¥V 5 ma-
IMEHTOB OTMEYCHEI 3aIepKKa IICUXOPEICBOTO PAa3BUTHS
W TUTIEpIMHAMUYECKII CHHIPOM.

OTaenbHO OLIEHUBAJIM pedb: B 3 ciIydasx peyeBoe
pa3BUTHE COOTBETCTBOBAJIO HOpPME, CKYIHAsI arpaMm-
MaTU4YHasI pedb CO CIOBAapHBIM 3aIllacOM B IIpeaeiax
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Ta6muna 2. Cemuonoeus npucmyno8 y nayueHmos, 6KA0UeHHbIX
6 uccaedosanue (n = 55)

Table 2. Semiology of epileptic seizures in study participants (n = 55)

Type of seizures Number
of patients
[eHepanu3oBaHHbIE:
Generalized:
TOHUYECKHE 20
tonic
MUOKJIOHUYECKUE 15
myoclonic
aTOHUYECKUE 4
atonic
TOHHUKO-KJIOHNYECKIE 15

tonic-clonic

DokanbHEIE:

Focal:
doxarbHBIE MOTOPHEIE ((DapUHTOOPATTLHBIE 22
WJIA TeMUKJIOHUYECKIE)
focal motor (pharyngooral or hemiclonic)

OKYJIOMOTOPHBIE 5
oculomotor

BEpCHUBHbIE 5
versive

ATUTTMIHBIC a0CaHChI 6

atypical absence seizures

ONUIESITUYIECKUI CTaTyC reHepaTM30BaHHbIX
TOHUKO-KIIOHUYECKUX ITPUCTYIIOB 5
Status epilepticus of generalized tonic-clonic seizures

100 cnoB oTMeuyeHa y 7 mauveHTOB. Y 37 mallMeHTOB
9KCIIPECCUBHAS pedub IMOJHOCThIO OTCYTCTBOBAJa, OHU
He IOHMMAaJIM OOpalleHHYIO PeYb M HEe BBIMOJHSIIN UH-
cTpykKuuu. Y 8 malmMeHToOB peyb He Oblia chopMupoBa-
Ha, HO IPUCYTCTBOBAJIH JIeneT U JuddepeHIUPOBAHHBIE
SMOILIMOHAJIbHBIE peaKLUy (HAIIpUMED, IETU pa3indain
CBOUX U YYXMX, PadOBaIUCh IIPpU OOpallleHUN K HUM,
(bukcHrpoBany B3LJIsII Ha JIMLE B3POCJIOI0, pearupoBaii
Ha OKpyXalolee).

XapakrepucTuka npuctynoB. CeMHUOJIOTHS IIPUCTYIIOB
npeacTaBieHa B Ta0JI. 2.

YacToTa mpUCTYIIOB BapbMpoBaia OT 1 pa3a B Hele-
0 10 1000 pa3 (ToHMYecKue cra3Mbl M aTUIIMIHBIE a0-
caHCHI) B cyTKH (Tabi. 3). B nccienoBanuu npeobiaganm
MALMEHThI, Y KOTOPHIX OTMEYaIOCh HECKOJIBKO IECATKOB
IPUCTYIIOB B CYTKU.

ITpoBoiupyiomme GakTophl: y 5 NallMeHTOB ITPUCTY-
IbI IPOBOLIMPOBAIMCH JTUXOPAIKOI, Y 3 IIPUCTYIIbI BO3HU-
KaJIU IPU IPOOYKIEHUHU U (POTOCTUMYJISALIMN.

HN3menennsa nva DBI. Ha DOI mpeobiaganu perno-
HaJIbHblEe U3MEHEHMSI, peXe BbISBJISIach OUaTepaaibHast
CUHXPOHM3ALIMS, a TAKXKE TeHepaJIM30BaHHbIEC MATTEPHbI
(MMK-TOJUIKK-BOJIHOBas 3NuaenTUuoOpMHas aKTUB-
HOCTB) (TabI. 4).

4

Taomua 3. Yacmoma snunenmuecKux npucmynos y NayueHmos,
BKAHOUEHHbIX 6 uccaedosanue (n = 55)

Table 3. Frequency of epileptic seizures in study participants (n = 55)

Frequency of seizures Number of patients
1 pa3 B Heneno 5
Once a week
1—10 pa3 B neHb 10
1—10 times a day
10—20 B meHb 9

10—20 times a day

30—500 pa3 B neHb 20
30—500 times a day

1000 u 6osee pa3 B IeHb 11
Over 1000 times a day

Janasie MPT ronoBHoro mo3sra IIpencTaBJcHBI
B Ta6n. 5. CienyeT OTMETUTD, UTO CJIyYau SIUJIECTICUU,
pa3BUBLICICS B pe3yJibTaTe epUHATAIBHOIO HOPaXKeHUsI
rOJIOBHOTO MO3ra TMIIOKCUYECKH-UIIEMUYECKOI0 reHe3a,
cooTBeTcTBOBaIM Ha MPT mepuBeHTpUKYISIPHOM JIeii-
KOMAJISILIMKM X KOPKOBO-IIOAKOPKOBOM aTpoduu, KaK JIo-
KaJlbHOH, Tak U nuddy3HOI (cymmMapHO 27 ciaydaeB),
a MepuHaTajabHOE MOpaXeHre rOJI0OBHOTO MO3ra, OCI0XK-
HUBILLIEECS KPOBOUBIMUSIHUEM, — KUCTO3HOI TpaHChOp-
Manuu 1 ruapouedanuu (cymmapHo 17 ciydaeB). Takum
00pa3oM, armuiencusi, hapMakope3UCTEHTHAs B pe3yJibIa-
Te TIepUHATAJIBHBIX (paKTOpOB, cocTaBmiia 44 cirydas u3 55,
T. €. IToAaBJIstolIee 0OJbIIMHCTBO. Bee ciiydan HopMaiib-
Ho¥#t kKapTuHbl MPT cooTBeTCTBOBaIM TeHETUUECKMM Ha-
pyieHusM. B psie ciydaeB MUMeI0Ch cOuyeTaHue HECKOJIb-
KUX TUIIOB CTPYKTYPHBIX U3MEHEHUIA.

MeauKaMeHTO3HbIii AHAMHE3 BKJIIOYaJ IIPUMEHECHUE
ot 4 o 11 ABII (puc. 1).

[NepammaHes Ha3HA4YaIu B Ka4eCTBE AOMOJHUTE/Ib-
HOTo mperiapaTa: y 2 mallMeHTOB — 4-M IpernapaTom,
y 32 — 3-m mpenapaTtoMm, y 19 — 2-M nipemaparoM (IIpoun3-
BOAWIACH 3aMEHA IIPEIbIIYIIErO TOMOJIHUTEIBHOTO IIpe-
mapara). TepameBTrdecKas mo3a IepaMIiaHesia Bapbrupo-
Bajia OT 2 10 12 MT/CyT B 3aBUCUMOCTH OT IIEPEHOCUMOCTH
1 KJIMHIYIEeCKOoTro 3ddekra (puc. 2).

MakcuMaibHas IPOJOJIKUTEIbHOCTh TEPAIlUU I1e-
paMIIaHeJIOM B IIpOliecce KaTaMHECTUYECKOro HabJIo-
JIIeHUs cocTaBuia 2 roga 8 Mmec, MUHUMAaJIbHas — 1 Mec
(B 3TOM cCJlydae IpernapaT ObLI OTMEHEH B CBSI3U C BbI-
paXkeHHBIMU MOOOYHBIMU 3(pdeKTaMu B BUJE COHIIU-
BOCTH).

DdderruBHOCT. DPDEKTUBHOCTHL IepaMIIaHeIa
(puc. 3) onleHMBaIN CTAHAAPTHBIM METOIOM — IO YMEHbB-
LIEHUIO YaCTOThI MPUCTYIIOB (COKpallleHUe IIPUCTYIIOB
Ha 25 % — He3HauMTeJbHOE yiydlueHue, Ha 50—75 % —
yay4diieHue, Ha 75 % u GoJiee — 3HAYUTEIbHOE YJIy4dilie-

11
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Tadmuna 4. Hzmenenus Ha sneKkmposnyedharoepamme y NAyUeHMOo8, BKAHHEHHbIX 6 uccredoganue (n = 55)
Table 4. Changes in the electroencephalogram in patients included in the study (n = 55)

Type of epileptiform activity Number of patients

PernonanbHast snmienTopMHast aKTUBHOCTD:
Regional epileptiform activity:

JIOOHO-BUCOYHAs 22
frontotemporal
TeMEHHO-3aThUTOYHAas 16
parietooccipital

MynbsrupernoHaabHast SnuaenTud@opMHasi akTUBHOCTh 2%

Multiregional epileptiform activity

BunatepaibHO-CUMHXpOHHAS SIMWIENTH(HOPMHAS aKTUBHOCTD ¢ TU(G(Y3HBIM pacpoCTpaHEHUEM 13
Bilateral synchronous epileptiform activity with a diffuse spreading

TToJMIuUK-BOJIHOBEIE paspAaabl 6
Polyspike-and-wave discharges

HaTTepH «BCITbIIIKA—IIOAABJICHUEC» 5
Burst—suppression pattern

JloOpokavyecTBeHHbIE AMUIENTU(MOPMHBIE MTATTEPHBI AETCTBA, SJEKTPUUECKUIA SMUIECITUYECKUIA
CTaTyc MEIJIEHHOTO CHa 6
Benign epileptiform discharges of childhood, electric status epileptic during slow sleep

Tlepuonuyueckoe perMoHaIbHOE 3aMeIJIEHUE 10
Regional periodic slowing

Tabmuua 5. /JJannsie MmacHumMHO-pe30HAHCHOL MOMO2PAGUU 20108HO20 MO32a NAUUEHMO8, BKAIOHEHHbIX 8 uccaedosaHue (n = 53)

Table 5. Findings of magnetic resonance imaging of the brain in study participants (n = 55)

Findings of magnetic resonance imaging Number of patients
CTpyKTypHBIX UI3BMEHEHMI HE BBISIBJICHO 13
No structural changes have been detected
KopkoBo-tionkopkoBas arpodust (nuddy3Has 1 JoKaIbHas) 2
Cortical-subcortical atrophy (diffuse and local)
KucTosHas tpaHchopMalius roroBHOro Mo3ra 11
Cystic transformation of the brain
MHoroypoBHeBasi ruapoLedanns 6
Multiloculated hydrocephalus
TlepuBeHTPUKYISIpHAS JTEMKOMATSIIMS 5
Periventricular leukomalacia
TunmoxaMmanbHBIN CKIEPO3 2
Hippocampal sclerosis
JlokasnbpHBIN TIO3 2
Local gliosis
Ty6epnt 2
Tubers
Juccanuedanusa 2

Lissencephaly

®dokanbHass KOPTUKAIbHAS QUCILIA3US 1
Focal cortical dysplasia
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Jlakocamng/Lacosamide
Kap6amasenuH/Carbamazepine
NamoTpugxut/Lamotrigine
3oHncamng/Zonisamide
Cynbtnam/Sultiam
Stocykeumma/Ethosuximide
BeH3opmasenuHbl/Benzodiazepines
fopmoHbl/Hormones
Okckap6asenuH/Oxcarbazepine
®eHobapbuTtan/Phenobarbital
JleBeTupauetam/Levetiracetam
Tonnpamat/Topiramate

BanbnpoeBas kucnota/Valproic acid

0 5

10 15 20 25 30

Puc. 1. Anmusnusenmuueckue npenapamesl, hoay4yaemole halyueHmamu, 6KAH4YeHHbIMU 6 uccredosarue

Fig. 1. Antiepileptic drugs administered to study participants

4% 4%

B 2wmr
4 mr
I 6wmr
8 mr

M 10mr

Puc. 2. Maxcumanvrvie mepanesmuyeckue 003l nepamnanena, NPUMeHs-
suLlecs y BKAHUEHHbIX 8 UCCAe008aHUe NAUUEHIMO8
Fig. 2. Maximum therapeutic doses of perampanel used in study participants

CHWKeHVe YacToTbl MPUCTYNOB:
Seizure frequency reduction:

HO0%

W25%
W50 %
75 %
100 %
1,8%
Puc. 3. Dghghexkmusrnocmos nepamnanena y 8kaoHeHHbIX 8 UccAe008aHUe NA-

YueHmos
Fig. 3. Efficiency of perampanel in study participants

Hue). He orMedeHo TepaneBTUIecKoro 3¢ dexra mpu npu-
eMe repamianeina y 22 (40 %) malueHTOB, B OCTaJIbHBIX
33 (60 %) cnyyasx mepaMmaHesl CHU3UJI YaCcTOTY IIPH-
ctymoB: Ha 25 % —y 1 (1,8 %) nauuenra, Ha 50 % —y 7

(12,7 %), na 75 % — y 17 (31 %), 1 NONHOCTBHIO KYIIULPO-
Bau1 npucTynbl y 8 (14,5 %) nalmeHToB.

IIpu ananu3se 3¢pHEeKTUBHOCTH ITIperapaTa B 3aBU-
CHMOCTHU OT THUIIA NPUCTYNHOB (TabJ1. 6) ObLIO BBISIBJICHO,
4YTO HanboJIee YyBCTBUTEIbHBI K IIepaMIIaHey TeHepalv-
30BaHHBIE TPUCTYITbI; MAaKCUMAJIBHBIN 3 (HEKT OTMEUeH
B OTHOILLIEHMY TOHUYECKUX M MUOKJIOHUYECKUX MIPUCTY-
noB. CpenHssa 3(p(HeKTUBHOCTD MepaMIlaHesia BhISBIeHa
1pu POKaIbHBIX MOTOPHBIX IIPUCTYHAX U AaTUIIMYHBIX a0-
cancax. [lepammanen 0bl1 Hed(hGHEKTUBEH B OTHOIIEHUN
ATOHUYECKUX IIPUCTYIIOB BO BCeX HAOJI0JaeMbIX HAMU
ciay4dasix. UIHTepeCHO OTMETUTD, YTO IOC/Ie Ha3HAYEHUS
rnepamMimaHesa y MallMeHTOB, MMEBIIMX B aHAMHE3€e 11K~
JIENTUYECKUI CTaTyC, OH OOJIbIIEe He TIOBTOPSIICS, a 'y 2 Ma-
LIMEHTOB ¢ (heOPUIbHO-IIPOBOLMPYEMbIMU IPUCTYIIAMU
Ha (poHe mepaMIlaHesa IIPU MOBBILIEHUN TeMIIepaTyPhl
MIPOBOKALIMU IIPUCTYIIOB HE OTMEYAJIOCh.

ITonpoGHee paccMOTpUM Ciydald MOHOT€HHBIX 31~
JIETITUYEeCKUX 2HIedamonatuii (Tadu. 7), MOCKOJBKY
B 9TUX CJIy4Yasix MOXHO MpOaHaJIM3UPOBATh ACHCTBHE I1e-
paMIlaHesIa IpYU U3BECTHOM MeXaHM3Me 3IUJIeITOreHe3a.
Ha ¢one npuema nepamMmnanesia JOCTUTHYTA peMUCCUS
B OTHOLIEHUM BEAYILIEro TUIIA IPUCTYIOB (ciayyau 1—6).
TeHepanu3oBaHHbIE MPUCTYIHI KYIMPOBaJINCh Ha (poHe
Tepanuy MepaMIilaHeJIOM y MaJlbuuka 4 JIeT U IeBOYKU
2 JIeT ¢ paHHEN MIaAeHYECKOM SIMUIECNITUUECKON DHIIE-
danmomarueit 11 Tuna (myrauus reHa CDKL5), a Takke
y Masibunka 16 jer u neBouku 12 et ¢ cuHapomom pa-
Be, TIpAYEM IIPU 000MX 3a00JIeBAHUSIX ObITN KYITMPOBAaHbI
MMEHHO reHepain30BaHHbIE IIPUCTYIIbI, HO COXPAHMINCH
aTUITMYHBIE a0CaHCHl Yy MaJIbuMKa ¢ BEpUGULINPOBAHHOMN
mytauuein CDKLS5 n ¢pedpuiibHbIe (DOKaJIbHBIE MOTOPHBIE
TIPUCTYIIBI y 000UX aeTeii ¢ cuHapoMoM JIpaBe. Tem He Me-
Hee [IpUeM IepaMiiaHesia YIydII KaYeCTBO XU3HU CeMeil
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Table 6. Efficiency of perampanel depending on the type of seizures

Type of seizures

Number of patients

[eHepanu3zoBaHHBIE:

Generalized:
TOHUYECKHE 20
tonic
MUOKJIOHUYECKUE 15
myoclonic
aTOHUYECKUE 4
atonic
TOHUKO-KJIOHUYECKIE 13
tonic-clonic

®dokajbHEIE:
Focal:
(oKaJIbHbIE MOTOPHbIE 20
(bapuHTOOpATHHBIE
WA TeMUKJIOHUYECKIE)
focal motor (pharyngooral or

hemiclonic)

OKYJIOMOTOPHEIE 5
oculomotor

BEPCUBHBIE 5
Versive

ATUTIMYHbIE a6CAHCHI 6

atypical absence seizures

DebpunbHbBIE 5
Febrile
DNUICNTUIECKUIA CTATyC 5

Status epilepticus

Number of patients achieved a therapeutic response to perampanel (efficiency, %)

14.(70,0)
9 (60,0)
0(0)
5(38,5)

9 (45,0)

1(20,0)
2 (40,0)
2 (33,0)

2 (40,0)

5(100)

9THX MALMEHTOB. Y MajburKa 2 JIET C SIMMICIITUIEeCKOMN
sHIedaronaTuei, acCOUMUPOBAHHOM ¢ MyTallMeil reHa
PNKP, Ha ¢oHe TIpreMa IepamItaHesia ObUIH ITOJTHOCTBIO
KyIMpPOBaHBI TeHePAIM30BaHHBIC IIPUCTYIIBI, HO COXpa-
HsTUCh YacThie (1o 20 pa3 B ieHb) (poKaJTbHBIC MOTOPHBIE
npuctynbl. OgHaKo y Bcex 5 mauueHToB (ciydau 1—4, 6)
Ha (oHe IIpueMa rnepamIiiaHena 0oJbllie He OTMEYaJioch
Pa3BUTHS SMUJICTITUYECKOTO cTaTyca (I0 Hadaja Teparun
IepaMITaHeJIOM B aHaMHe3€ Y KaXIIOro 13 IMepedrcaeH-
HBIX TTALIMEHTOB 3apeTUCTPUPOBAHO HECKOJIBKO 3IM300B
SIUJIEIITUIECKOTO CTaTyca, KYIIMPOBABIINXCS B OTACIIC-
HUU peaHUMAaIlii U UHTCHCUBHOM TepaItiy TUOTICHTAJIO-
BBIM HapKo30M). Beicokast 2¢eKTUBHOCTD MepaMIiaHe a
B OTHOIIICHUY OMIaTepaIbHBIX TOHMKO-KIOHMYECKIX ITPH-
CTYIIOB OTMEUeHa y malueHTa ¢ Mmyrauueit rena GABRB3,
koaupyioiero 6enok TAMK-penieniropa (ciny4aii 9). ¥ na-
LIMEHTKU ¢ CUHIpOoMOM AHrenbMaHa (cirydait 10) Ha ¢oHe
ImpreMa IepaMiiaHeIa OTMEYSHO 3HAYMTeIbHOE YpeXKeHUe
¢oKaTbHBIX MOTOPHBIX IIPHUCTYIIOB, JOCTUTHYTA PEMUC-
cHs OMIIaTepaIbHBIX TOHUKO-KJIOHUYECKHUX IIPUCTYIIOB
u Ha 50 % cHMU3UIACh YaCTOTA ATUIIMYHBIX A0CAHCOB.
Ecmu o6patuth BHUMaHMe Ha (PYHKIIMUA TEHOB, TO MPO-
nykt CDKL 5 ssnsiercs monudukaropoM rpoaykra MeCP2,

KOTOPBHIl, B CBOIO OUEPEb, SIBISICTCSI BHYTPUKICTOYHBIM
0eJIKOM, OTBEYAIOIIMM 3a aKTUBHOCTH OOpa3oBaHUS
MEXKHEMPOHAJIBHBIX CBSI3€i aKCOHOB. HBIMU Cl10BaMH,
u3 niponykra reHa CDKLS5 He cTposATCS pelieNITOPhI KJIeT-
ku. bonee Toro, 3ToT 6€710K MAKCUMAIBLHO 3KCITPECCHUPO-
BaH TOJIKO BO BpeMsI CHHAIITOreHe3a. TakKuM o0pa3om,
CHITPaB CBOIO TEPATOTCHHYIO POJIb B BUAEC HEIOPA3BUTHUS
apbopusaumu y aereii crapie 1 roga, cam mpoaykt CDKLS
He BIMsIeT Ha MOHHBIC KaHabl. COBepIIIeHHO MHOM Mexa-
HU3M 3MWJICNITOTeHe3a Ipy cuHApoMe JIpaBe: MyTaHTHBIA
reH SCNIA nocTossHHO (TTOXXM3HEHHO) BIMSICT HAa TTOTOK
HaTpys 1 pabOTy KaJIneBO-HATPHEBHIX KAHAJIOB HEPOHOB.
Iennr cemeiictBa GABRB oTBeyalor 3a (PyHKIIMOHMPOBaHWE
BaXKHEHIINX TOpMO3SIINX cBsa3eil — TAMKepruyeckmx.
ITepaMmmanel oka3sajicsl IOJIHOCTBIO Hed((PeKTUBEeH
B OTHOIIICHUM STUJICIICUU IIPU TYOEpO3HOM CKJIEpO3e
(cmygau 7 u 8). 3mech yMECTHO 3aMETUTD, UTO B 00OUX CITy-
Yasx MOIBITKA BBECTH IepaMITaHe]I BMECTO BUTa0aTprHa
IIPOBOIMJIACH TI0 TIPOCHOE POIUTENIEH B CBSI3U C TPYIHO-
JMOCTYITHOCTBIO TIOCJIEAHETO IIpernapara Ha TeppUTOPUN
Poccuiickoit @epepanun. Y obeux aeBoyex (8 u 6 yer)
¢ TYOEpO3HBIM CKJIEPO30M Ha (hoHE MPUMEeHEHUS BUTaba-
TPMHA OTMEYAJIUCh peaKue (poKaaIbHBIE MOTOPHBIE (TTepel
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Table 7. Efficiency of perampanel in patients with verified genetic predisposition to epilepsy

Patient Gender Genetic trigger for

epilepsy

Seizures, completely stopped by
perampanel

TOHI/I‘ICCKI/IC, MUOKIOHNYECKUEC

Seizures that were not stopped by
perampanel (frequency reduction, %)

Arunmmanasie abcaHchl (50)

CDKLS Tonic, myoclonic Atypical absences (50)
2 Ken CDKLS5 Muoxkionmyeckue _
Female Myoclonic
3 Myx SCN1A ®DokanbHbIE MOTOPHBIE q)eﬁmeHLIe
Male Focal motor Febrile
4 Ken SCNIA ®DoKaabHBIE MOTOPHBIE q)eﬁmeHLIe
Female Focal motor Febrile
5 Ken CACNAI MI/IOKJ'IOHI/I‘-I.GCKI/IC _
Female Myoclonic
Myx ToHuuyeckune, MUOKJIIOHUYECKUE ®dDokaabHbIE MOTOPHBIE
6 PNKP ; .
Male Tonic, myoclonic Focal motor
®DoxaabHBIE MOTOPHEIC, TOHMYECKHUE,
Ken
7 TS — aTUMUYHBIE a0CaHCHI
Female . .
Focal motor, tonic, and atypical absences
®okanbHbIE MOTOPHBIE, TOHMYECKHE,
XKen
8 TS = ATUMUYHbIE aOCaAHChI
Female . .
Focal motor, tonic, and atypical absences
Myx bunarepanbHble TOHUKO-KJIOHUYEC- ATHmHUHEE a6caHcH (50)
9 Male RB3 e Atypical absences (50)
Bilateral tonic-clonic
GABRBZ, i bunarepanbHbIe TOHMKO-
10 Ken (CMHIPOM AHTEJb- KJI'I) OHIICCKIE ATunuaHbIe abcaHChI (25)
Female MaHa) . 8 . Atypical absences (25)
Bilateral tonic-clonic
(Angelman syndrome)
11 Myx KCNMAI ArrpaBaL[m{ TPUCTYTIOB ®dokaabHbIE MOTOPHBIE
Male Aggravation of seizures Focal motor

MMpOOYXIeHNEM) M HOYHBIC TOHUIECKUE IIPUCTYIIBI, a TaK-
XKe eXeIHEBHbIC aTUIIMIHbBIC a0CAHCHl. 3aMeHY TepaIrnu
IIPOBOAMJIN B 2 3Tala: CHavajla BBOIWIM IIepaMIIaHell,
a 3aTeM IOCTeNeHHO OTMeHIM Buradbarpu. Ha 1-m aTa-
IIe TIpY BBEACHUM MepaMIlaHe/la HUKaKUX U3MEHEHUH,
B TOM YHCJIe HeXeJaTeIbHBIX SIBJICHUI, He Ha0II0IaIOCh.
Ha 2-M sramne 1o Mepe CHUXeHUSI 1036l BUTabaTprHa OT-
MEYaIoCh YBEIMUECHNE JaCTOTHl (POKATbHBIX MOTOPHBIX
1 TOHUYECKUX MIPUCTYIIOB, KOTOPHIE CTAJIN ITOYTH €XKe-
nHeBHBIMU. [ToaToMy majnee npueM BUradbaTprHa ObLUT BOC-
CTAaHOBJICH B MPEXHEU 03¢, a IIepaMIlaHe]l — OTMEHEH.
JlanHoe HabI0IeHNE TTOKAa3bIBaeT HE CTONBKO Hed(hek-
TUBHOCTH IIepaMIiaHea, CKOIbKO 3(P(PeKTUBHOCTb BUTa-
GaTpUHa, SIBJISIOLIEroCs «30JI0ThIM CTaHIAPTOM» (hapMma-
KOTEepanuy py TyOEPO3HOM CKIIEPO3e.

IIpencTaBisger nHTEepec ciayvyail mamueHTa 11,
Y KOTOPOTO BO3HMKJA arrpaBanus IMPUCTYIIOB, —

Majabyuka 7 JeT ¢ (eHOTUIIOM YMCTBEHHOM OTCTa-
JIOCTHU CpelHel CTeleHU, OTCYTCTBUEM BepOalbHOM
KOMMYHHUKAIIUY M HEAOCTaTOYHOUN c(hOPMUPOBAHHO-
CTHIO HaBHIKOB CaMOOOCIYXMBaHUsS. Y 3TOro maim-
eHTa OblJla TUAaTHOCTUPOBaHA AIMMJICITUYECKAS DH-
nedanonatusa BcieacTBue myrauuu reHa KCNMAI,
KOIMPYIOIIEro KajarueBbie KaHambl. Jlo BBeOeHUS IIe-
pamMmnaHeaa ¢apUHIOOpaJbHBIE MIPUCTYIHI, BO3HU-
KapIIue BCKOpPE IOCJe 3achlllaHUs, HaOII0malnuch
c yacToToil 1 pa3 B Mecsl1l, Ha (pOHe IIpUeMa IepaM-
ImaHeJaa IPUCTYIIbl YYaCTHINCH T0 1 pa3a B HeIeIlo.
He ncknmoyeHo, 4To MeXaHU3M JCHCTBUSA IepaMIia-
HeJla KaKUM-TO 00pa3oM CBsI3aH ¢ ITOTOKAaMU MOHOB
KaJIus WIA KaJMeBbIMU KaHaJaMM.

B kayecTBe KiImHMYecKoro npuMmepa 3pGEeKTUBHOCTI
rnepaMITaHesa TP XPOMOCOMHOM ITaTOJIOTUH TIPEICTaB-
JISIEM MCTOPUIO OOJIC3HU TTAallMEHTKU 13 NeT ¢ AMarHo3oM

15
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«CUHIPOM AHTeTbMaHa, CUMIITOMATUYECKAsT MYJIbTU(O-
KaJIbHAsT STTUIETICUSI».

U3 anamuesa: pebenok om 1-ii husuonoeuvecku npome-
Kasuweil 6epemenHocmu, 1-x cpourbix podos. Eduncmeennuolii
pebeHoK 6 cembe; HacaeocmeeHHOCMb He omszouena. Mo-
MOopHble HABBIKU GOPMUPOBANUCH HO 803DACHHBIM HOPMAM.
Hauana camocmosimensto xodums 6 11 mec, c 3moeo 603pa-
cma u 00 HacCMosAWe20 8peMeHl COXPaHAemcs amakmuye-
ckas noxooka. Ilcuxopeuegoe pazeumue c 3adepickoii. Om-
denbHble C108a HA4AAA NPOU3HOCUMb 8 803pacme 2,5 eoda.

Dnunsenmuueckue npucmynst 0e6r0mupo8as 6 603-
pacme 5 mec. Ommeuanucy eepcugHole NPUCMYNbL BNPABO
U 2eMUKAOHUHeCKUe NPasoCmMOPOHHUEe NPUCMYHbL, SRU300U-
yecKu ¢ nepexodom 6 busamepanvhvie MOHUKO-KAOHUYEC-
kue npucmynst (BTKII); wacmoma — do 1—2 npucmynoe
6 Hedento. Haznauen kapbamasenun. Yacmoma npucmynog
3HAYUMEAbHO YMEHbUUAAC, 00HAKO NOABUAUCH NAPOKCU3-
Mbl 8 gude «3amupanus» oarumenvHocmoio 0o 30 c. Jlobasaen
eanvnpoam ¢ HavanvHoim 50 % sghdhexmom; 6 meuenue no-
caedyroueeo 200a 8anbnpoam ympamun 3ggexmusHocmo.
B 1,5 200a nosigunuce npucmynst ¢ GAbMepHUPYIOUWUMU 2eMU-
Kousyavcuamu, yuacmuauce bTKII. B danvheiluiem noayuana
8a1bNPOAM 8 KOMOUHAYUYU C MONUPAMAMOM (8DeMEHHbLL NO-
A0JCUMenbHbLil ghghexm), anrvnpoam 6 KOMOUHAYUU C 1ede-
mupayemamom (pe3Kas azepagauiis cex munog NPUcmynog)
u namompuodxcunom (aeepagayus bTKII). C 7 1iem yuacmu-
AUCH «3AMUPAHUS> (NPEUMYUeCBEHHO 8 YMPeHHee 8peMs),
8bIpadcasuilecs: 8 0CMAaHosKe 0essmeabHOCMU, UNOMUMULL,
AN€2KOM HAKAOHe MYA08UWA U 20/108bl, CAIOHOMEYeHUlU, OMm-
CYmcmeuy peakyuy Ha 6HewlHue CMUmMyasl (amunu4nsie
abcancot). B danvueiiwem 6 mewenue pada nem noayuana
KombuHayuto denakuna xpoHo 6 dose 47 me/Kke/cym u smo-
cykcumuoa 6 doze 33 me/ke/cym. Y4acmoma bTKII cocmag-
asna 1—2 pasa é Hedento, abcancobl 803HUKAAU Kadcdoe Ympo
U OHem nocae cHa.

B Heaponoeuueckom cmamyce: nape3sl OMcymcmeyom.
Hugpgysnas moimeynas eunomonus. Iloxooka amaxmuye-
ckas. Crogaprutii 3anac — oxkono 20 cros. Unempykuyuu no-
HUMaem 4acmu4Ho, 8blNOAHSAEM U30UPamMensHo, ¢ O0AbULUM
mpyoom, nocie MHO2OKPAMHO20 NOGMOpPeHUs. XapakmepHoe
«cuacmausoe», «yavlbaroueecs» gvipaxcenue auya. Macca
mena — 30 ke.

MPT: ymepennas kopmukxaavHas ampogus. BOM
C BKAIOUEHUEM CHA: 3amedneHue OCHOBHOU aKmMueHocmu
@ona, wacmeie dnumenvHvle npobecu 8biCOKOAMNAUMYOHOU
deabma-aKkmueHoCmi ¢ 8KAIOYEHUeM CRAiKo8, OUOKUUnU-
manvHo, ¢ npeobaadanuem caeea, ¢ HapacMaHuem 8o cHe.
Hrmepukmanvro u304uposaHHo 6 aeeoll 100HoU odaacmu
peaucmpupyemcs pedKas nUK-801H084s1 AKMUBHOCHb.

B cea3u c xapakmepHbim gheHOMUNOM, pe3UCmenmHbIMU
InuUAenMUYeCKUMU RPUCMYNAMU U CReyuduuecKumu usme-
Henuamu Ha DI nayuenmka Hanpaeiena Ha MOAEKYAAPHO-
eeHemuueckyro duaeHocmuky. O6Hapyxcena mymauyus de
novo 6 aoxyce 15q11 — eepugpuyuposarn cunopom Aueens-
Maua.

B eo3pacme 12 nrem npunamo peuwerue o 0odasreHuu
K 8aabnpoamy u 3mocyKkcumudy nepamnanend, HauuHas
¢ 0036l 2 Me/cym Ha HOUb C yeeauueHuem Ha 2 me Kaxicovie
2 Hed. Koneunas doza — 8 me/cym 00HOKPAMHO HA HOYb.
Jlobasaenue nepamnanena nocie 8bixo0a Ha NOAHYH 03y
HeMmedneHHO 0Ka3ano Ihgekm Ha wacmomy snusenmuue-
ckux npucmynos u peyrsmams. BOM: ¢ meuenue 4 nocae-
dyrouux mecayeé KOHCMamupo8aiocs NOAHOe OMCYmcm-
sue gokanvHolx MomopHoix npucmynos u bTKII, yacmoma
amunu4ubix abcancoe ymeHvuwuaacy 6onee yem Ha 75 %.
Cnedyem ommemumes, umo npaKmu4ecKu 8 meyeHue gceil
JHCUBHU NAyUeHMKU He 0bl10 nepuodoé omcymcmeus go-
KanbHblx npucmynos 6 meuerue 4 mec. BOM c exaouenu-
eM CHA nPO0eMOHCMPUPOBAN NOAHOe DA0KUposaHue gokyca
InuIenmupopMHOL aKMUBHOCMU 8 1e60il 100HOI obaacmu
U 3HaA4UmMenvHoe YMeHbUleHUe UHOeKca Namoao2u4eckoll
ouokyunumanvroi akmusrnocmu. Cnycms 4 mec mepanuu
nepamnanenom oKaibHvle MOMOPHbLE NPUCMYHbL 80300HO-
suaucs. B nacmosuee apems nayuenmra npodoadcaem no-
AYHaAmMy nepamnanen, 00uwas npoooaICUmMenbHOCMy mepa-
nuu — 16 mec. Yacmoma ok anbHbix MOMOPHBIX NPUCMYNOE
cocmasasem 1—2 paza é mecay, bTKII cmoiiko omcym-
CMBYIOm, YMEeHbUUAAC, HACMOmMa amUnU4HbIX A0CanCo8.
Ilobounvie 3gpghexmovr mepanuu He ommeueHbl.

HexenarebHbie 3(¢eKThI ITIepamMIiaHesa, HadIoaaB-
1IIMECS B HAIIIEM UCCIIEIOBAHUM, TOAPOOHO MPENCTABICHBI
B TaOII. 8.

IIpuyuHbl OTMEHBI MEpaMIaHea IPENCTABICHBI
Ha puc. 4. YUuTsiBass BHICOKYIO 4aCTOTy MPUCTYMOB
y BKJIIOYEHHBIX B MCCJIENOBAHME MALIMEHTOB, NIPU OT-
cyrcTBUM 3¢d(dexra B TeueHUe 3 Mec mpernapar Ipu-
3HaBaau He3PPEKTUBHBIM U OTMeHsIU. [Togo6Has
KapTHHA TOJHOTO OTCYTCTBUS 3d(deKTa oT mpuema
nepamMIiaHesia Habmiomanach y 22 mauueHToB. Clie-
JIyeT OTMETUTh, UTO J03a MepaMIiaHesia MOBBIIIAIACh
o 8§ MT'/CYT, HO IIpX 3TOM HU B OTHOM CJIy4dae cpeau 22
MalMEeHTOB 03 MOI0XUTEIHLHOro 3(p(eKTa He OTMEYEHO
1 TOOOYHBIX 3(ppekToB. JInib y 4 malMeHTOB B Havaie
MOBBILIEHUS 103l OTMEYaIach HEOObIIAs COHJIUBOCTD,
KOTOpasi perpeccupoBaiia Mo Mepe JalbHEeUIIero mpu-
eMa mepamMraHena.

Jpyrue nmpu4nHbl OTMEHBI BKITIOYAIN Cly4au, KOT-
Jla Ha HU3KUX N03ax mpernapata 3¢ dexTa B OTHOIIEHU N
MPUCTYTIOB HE OTMEYAI0Ch, 2 TIPU MOBBIIIEHUU TO3bI
MPUCTYIIBI KYMTUPOBAIUCH, HO Pa3BUBAIACh PE3Kasl CO-
HJIMBOCTH (8 ciydyaeB). Tsokenrass COHIUBOCTD C Pa3BU-
THEeM coropa, Aucharuu, IUCIHO3, MpUBEAIIas K He-
MEIJICHHOW OTMEHE MepamIlaHesna U MoTpedoBaBIIas
TOCMUTATU3AIIMN B OTACJCHUE PeaHUMAIlUU U UHTEH-
CHUBHOIi Tepanuu, oTMe4eHa B | ciyyae — y MaiueHTKu
¢ mytauueit CDKL5. B 2 cnyyasgx poauTesu MalueHTOB
OBLTM BBIHYXICHBI OTMEHUTH MIPETIapaT B CBS3U C €TO0 BbI-
COKOM CTOMMOCTBIO.

B Hacrosiiee Bpemst 20 (36,4 %) naLyeHTOB IIPOAOJI-
JKaloT TIPUEM TiepaMIiaHena.
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Table 8. Adverse effect of perampanel in study participants

Adverse effect

COHJIMBOCTh
Drowsiness

BsinocTb,
Oe3bIHUIIUATUB-
HOCTb

Apathy, passivity

MpblmregHast
TUITIOTOHUS
Muscle hypotonia

Arakcust
Ataxia

OTKa3 OT elIbl
Refusal to eat

Number
of patients

10

17

11

Comment

Kemaembiit mo004HBIN 3(D(HEKT, TaK KaK paHee IeTU MaJio CIaju,
OBLTM BO30YKIEHBI, TUIIEPaKTUBHEBL. Ha oHe mpuema mepammaHena
YIAYyUYIIWJICA COH, IE€TU CTAJIM YCUAYMBEEC, BHUMATEIBHEC, ITOSIBUIACH
BO3MOZKHOCTb BBCJICHHU A pa3BUBarOIIUX 3aHITUNR

Drowsiness was a desirable adverse effect, because these children used to be
hyperactive and agitated, slept very little. The use of perampanel improved their
assiduity and attentiveness, allowed developing lessons, and normalized sleep

Tpan3uTopHasi COHJIMBOCTb, ITpoxosias yepe3 S—10 qHeit npuema
WJIW TIPY CHUXKEHUU 03Bl (KaK MPaBUiIo, ¢ 6 10 4 Mr)

Transient drowsiness, eliminated during 5—10 days after starting perampanel
or after dosage reduction (usually, from 6 to 4 mg)

BBIpa)KeHHa?[ COHJIMBOCTbD: JE€TU CIIaJIM HOYbIO U THEM. Bo Bcex
CJTy4yasix IPUCTYIIbI ObLIM KYyMMPOBAHBI, OHAKO U3-3a PE3KOW
COHJIMBOCTH TIperapaT OTMEHEH IO MPOCch0e poauTesieit, HO C UX CO-
XaneHueM: «OueHb XOpOoILuii penapaT B OTHOILIEHUU TTPUCTYIIOB,
HO peOeHOK Bce BpeMst CITUT. JIydiire mMpruCTyIbl y aKTUBHOTO PeOeH-
Ka, YyeM TIOCTOSTHHBIN COH»

Pronounced drowsiness during the day and night. In all patients, seizures were
stopped; however, the drug was ceased due to severe drowsiness upon parents»
request. Parents stressed that the drug was “very good in terms of the seizures,
but it made the child sleep all the time”. They declared that they would rather
have an active child with seizures than constantly sleeping child

BripakeHHast mocTosiHHAs (HOYHAsI U THEBHAS) COHJIMBOCTb,

HE 1Ipoxoadiias CoO BpEMEHEM

Permanent and pronounced drowsiness (during the day and night), which
does not disappear over time

BeIpaxkeHHas COHJIMBOCTb, MOSIBJIEHUE CTA00CTH MBI TIIOTKH,
I[I/IC(baI‘I/IH, JUCITHOOS. HpOBe)leHa HEMEIJICHHAasd OTMEHA II€paMIlaHe-
Jla U I€BUHTOKCUKAIIUA B OTACJICHUN pCaHUMallun 1N WHTEHCUBHOM
Tteparmu. BoccraHoBieHNE (PYHKIINY TIIOTAHUS M1 CAMOCTOSITEIEHO-
T'O IbIXaHUA YEPE3 48 4 mocyie OTMEHBI nepamMiiaHenaa

Pronounced drowsiness, weakness of the pharyngeal muscles, dysphagia, and
dyspnoea. Perampanel was immediately ceased; patients underwent
detoxification in the intensive care unit. Swallowing function and spontaneous
breathing were restored within 48 hours after perampanel cessation

HOpMaJII/IBaLII/Iﬂ COCTOAHUA ITOCJIE CHU2KEHUS J1O3bI
Normalization after a dosage reduction

CHUXeHue 103bl He TIOMOTJIO
Dosage reduction was ineffective

Bo Bcex ciryuasix apekT paciieHeH Kak MOJIOXUTEIbHBIN, TaK

KaK YMEHBIIWIACh UCXOAHAS CITACTUKA

In all patients, the effect was considered positive, because perampanel reduced
initial spasticity

B GosbIIMHCTBE cilyyaeB YMEHBIIWIACH IO MEPE MPUBBIKAHUSI.
W3onupoBaHHast aTakcust (0€3 COHJIMBOCTA) HY B OMMTHOM CJIydae
He TOCTyXX1J1a TPUUYUHONM OTMEHBI MpenapaTa

In most of the patients, it steadily decreased. None of the patients stopped
perampanel due to ataxia alone (without drowsiness)

HopMmanu3aiius anmeruTa mo Mepe npuBbikaHus. B nanbHeiem
OTMEYEHO YMEPEHHOE CHUXXEHUE alllleTUTa
Steady normalization of appetite with subsequent moderate reduction of it

[IpomoikaroT mprem
IepamMIiaHeaa
Continue treatment with
perampanel

IMponomxkatot puem
IepaMIiaHeaa
Continue treatment with
perampanel

OtMmeHa nepamMIiiaHenaa
Withdrawal of perampanel

OTtMeHa IepaMIiaHeia
Withdrawal of perampanel

OTMeHa nepamMiiaHenaa
Withdrawal of perampanel

[MponomxaroT npuem
repamIiaHena
Continue treatment with
perampanel

OTMeHa TepaMIaHesia
Withdrawal of perampanel

INponomxkatot mprem
repamMIanesa 13 manueHToB
Continue treatment with
perampanel (13 patients)

IMponmomxalot mpuem
epaMIiaHeaa
Continue treatment with
perampanel

IIponokaroT mpyueM
Continue receiving
perampanel

17

cmambpu

meessss O pUTUHANDHEDLE
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Oxonuanue mabauupt 8
End of the table §

Outcome

OtMeHa IepaMIiaHeaa
Withdrawal of perampanel

OTtmeHa IepamMIiiaHeaa
Withdrawal of perampanel

Adverse effect Num‘ber S
of patients

ArrpaBanus
TIPUCTYTIOB ) _
Aggravation
of seizures
Bozoyxnenue, OTMeyannch y AeBYIIKM-TIOAPOCTKA, KOTOPast IO 1e0r0Ta STMIeT-
TIOSIBJIEHUE cu B 16 eT HaGIoAaIach MICUXUATPOM C TMArHO30M «PaCCTPOMCT-
HaBA34YUBBIX BO ayTUCTUYECKOTO CIIEKTPA, IIU30TUIINYECKOE PACCTPOUCTBO».
MBICIIEN Dddexr KynupoBaH 100aBlI€HUEM aHTUTICUXOTHUKA (IT0 Ha3Haye-
M BbICKa3bIBa- 1 HUIO TICUXUATPA)
HUU The effect was detected in a 16-year-old girl, which was earlier (prior to
Excitation, epilepsy onset) under the supervision of a psychiatrist due to an autism
obsessive thoughts spectrum disorder and schizotypal disorder. The adverse effect was eliminated
and sayings by a antipsychotic (prescribed by a psychiatrist)

m OtcytcrBue 3ddeKTa B OTHOLIEHUN
npuctynos/No effect against
seizures

m CoHnnueoctb/Drowsiness

m Uanocnnkpasua/ldiosyncrasy

Bblcokas ctoumoctb/ High cost

Puc. 4. [Ipuuunsr ommenvl nepamnanena y 6KAOHEHHbIX 8 UCCAeD08aHUE
nayuenmos
Fig. 4. Reasons for perampanel withdrawal among study participants

06cy:xneHue

Ha MomeHT HanmmrcaHus JaHHOM CTaTbU OMYyOJIMKO-
BaHO HECKOJIBKO MCCIIeIOBaHMIA, Kacaomuxcsa 3hdek-
TUBHOCTH NiepaMiiaHena y gereit [11, 19], B Tom ducie
HCCIeAOBAaHUI POCCUIICKMX aBTOPOB [3, 7].

MynbTULIEHTPOBOE PETPOCIEKTUBHOE HECIIOHCUPY-
eMOe UCCJIe0BaHue KOJUIEKTUBA aBTOPOB U3 ABCTPUH,
ITepmanum 1 JlaHuuM BKITI0O4aJo 58 IMamMeHTOB B BO3-
pacte ot 2 mo 17 net (cpemHuii Bo3pact — 10,5 roma)
¢ ¢hapMaKOpe3UCTEeHTHBIM TeUeHUEM aTuiiencun. B uc-
CJIeAyeMYIO IPYIIY BOLLIM MallMeHThI CO CIEAYIOIIUMU
dopMaMu STIWIETICUN: CUMITTOMaTHYecKast (poKabHast
snwencusi (36 ciiyyaeB), reHepaJln30BaHHAs! SIUICTICHUST
(12 cnyuaeB), cunapom JleaHokca—IacTo (5 ciydaen),
cuHapoM Becta (3 cimywas), cuaapom dpase (2 caydas).
YMenbliieHre npuctynoB Ha 50 % u Gojee yepe3 3 mec
Mmocje Hayvajla mpueMa IiepaMIlaHenaa oTMedeHo y 18
(31 %) nauMeHTOB, IOJIHbII KOHTPOJIb HaJ IPUCTyIaMU
JOCTUTHYT Y 5 (9 %) nmauueHTOB, arrpaBaLiisl IIPUCTYIIOB
otMedeHa B 5 (9 %) ciydasx. 3 no6oyHbIX 3(pheKToB
oTMeyYaiu Bo30yxaeHue (16 ciydyaeB) U HapylleHUeE 10~
BeneHus (14 ciygaes) [12].

Bropoe MyJIBTHLIEHTPOBOE UCCIeA0BaHUE IIPOBEACHO
B Utanuu. O6¢cnenoBanbl 62 nmauueHTa (53 % Maab4uKOB)
B Bo3pacte oT 6 1o 18 net (cpennuit Bo3pact — 14,2 ro-
na), BKiouas 8 mereit mo 12 yet. Kputepun BKIIOYSHMS
MalMEeHTOB B MCCIeqOBaHME: Bo3pacT 10 18 jet, papma-
KOPE3UCTEHTHOE TeUEeHUE SIMMUICIICUM, IIPOAOJIKUTE/Ib-
HOCTb HEIIPEPBHIBHOTO IIpMeMa IepaMIilaHesia — 5 Mec.
Kpurtepun UCKII0YEHMSI: UAMONATUYECKHE TeHEPAIN30-
BaHHBIE (DOPMBI SIWIEIICUU, OTMEHA IiepaMIlaHesa B Te-
yeHue TepBhIX 4 Hen npuema. CpenHUi Bo3pacT nedroTa
STUICTICUU cOCTaBuUI 3,4 roma, cpelHsisa JIUTETbHOCTh
3a60seBanus — 10 (1—16) net. OT™MeYaoch OT 2 MPUCTY-
OB B MECSII J0 HECKOJBKUX IPUCTYIOB B IeHb. CUMII-
ToMaTHU4ecKast (pokaabHasl SIIIETICUs BepuprIpoBaHa
B 62,9 % cnyuyaeB. CpeaHee 4MCI0O paHee MpUMEHsIE-
Meix ADIT — 7. CpenHsist no3a nepammanena — 7 (2—12)
wmr/cyT. [TonoxurenpHBIN 3¢ dEKT IepamMIiaHesia OTMEICH
B 50 % ciyudaeB. [1pucTyIibl KyIIMpoBaHbl y 5 % marueH-
TOB, YMEHbBIIIEHUE YaCTOTHI IIPUCTYITOB Ha 75 % u Gojiee
oTMedeHOo y 16 % maumeHTOB. ATrpaBaliisi MMejIa MECTO
B 9,7 % ciyuyaeB. HexenarenbHble SIBIIEHKS OIIMCAHbBL Y 19
(30,6 %) nauyeHTOB U IPUBEIM K OTMEHE IepaMIlaHeia
B4 (6,5 %) cnyuasax. YacTele HeXeaTeJbHbIE STBICHUS
BKJIIOYAJIMA NIOBEACHYECKNE HapyllIeHus (Bo30yXIeHue,
arpecCMBHOCTbD), COHJIMBOCTD, BSIOCTH [13].

BbiBoAbI
IIpoBeneHHOE HaMU MCCIeAOBAaHUE TTO3BOJISIET CHE-
JIaTh CJICOYIOIINE BHIBOBL:

* TIepaMIaHeN BHICOKO3(h(GEKTUBEH B OTHOIIEHUN
TeHEPATM30BaHHBIX (MUOKIOHUTYECKIMX M TOHUYE-
CKUX) IIPUCTYIIOB Y AeTell M B CpeIHEl CTelIeHN
3P (PEKTUBEH B OTHOLIEHNN (POKATBLHBIX MOTOP-
HBIX IPUCTYIIOB U aTUITMIHBIX a0CAHCOB;
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nepaMnaHen Hea(PeKTUBEH B OTHOILIEHUH aTO-
HUYECKHUX IIPUCTYIIOB;

repamiiaHes] B 1LI€JIOM XOPOILO MEPEeHOCUTCS
nauveHTamu. OTMeHa IepaMIaHeaa o Ipu-
YyHE HeXeJIaTe/bHbIX SBJICHUI (COHIUBOCTh +
MCUXMUYeCcKas BSUIOCTh) IpoBeneHa B 9 (16,4 %)
ciyvasix u3 55. KpoMe 3Toro, ormMevyaauch Takue
HexXeJlaTeJIbHbIE SIBJIEHMS, Kak arrpaBaiust (4 %),
MCUXOTUYECKUI 311304 (2 %), UIMOCUHKpa3Us
(2 %), KoTophle Tak:Ke MPUBEIN K OTMeHe. TpaH-
3UTOPHBIE COCTOSIHUSI — aTakcus (21 %), cHu-
xeHue anmetuta (13 %), pacciaabaeHue MBI
(24,5 %) — He noTpeOOBaIU OTMEHEI MpeIapaTa;
3(HeKTUBHOCTH TIepaMIIaHela B HallleM MCClie-
nmoBaHuu coctaBwia 60 %. B Hacrosiiee Bpems

MPOJOJIKAIOT ITpUEM TepaMmnanena 36,4 % naun-
eHToB. Y 20,7 % malKeHTOB ¢ XOPOILKM TepareB-
TUYeCKUM 3P PeKTOM nepaMIiaHes ObLI OTMEHEH
B CBSI3U C pa3BUTHEM HeXKeIaTeJIbHBIX SIBJICHUIA

*  OTCYTCTBME MOJIOXHUTEIbHOTO 3ddeKTa u He-
JKelaTeNbHbIX ABJIeHNI oTMedeHo v 40 % na-
IECHTOB.

Takum oOGpa3zoM, aHTURMUICTITUYECKUI MpenapaT
nepaMmnaHelsl JOCTaTOYHO Oe3omaceH U 3PdeKTuBeH
IS NallMEHTOB AeTCKOro Bo3pacra. Heobxonumel gajib-
HEUIIME UCCIIeNOBAHMS ITepaMIlaHeia y IETe B BO3pacTe
1o 12 j1eT B CBSI3M C TTOJIyYeHHBIMY JTaHHBIMU 00 3 deK-
TUBHOCTHU IIpeliapaTa B OTHOIICHUM AIIICIITUYECCKUX
MIPUCTYIIOB IIPU (papMaKOpe3UCTEHTHBIX hopMax dIU-
JICTICHH.
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