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PE3IOME

K/IIOYEBBIE CJIOBA:

AxTyansHOCTS. [Ipy HeaPPEeKTUBHOCTM CTAPTOBOI MOHOTEPA-
MUY STIUJIETICUM OTHOM M3 BO3MOXKHBIX JEJIbHENMIINX CTPATErnit
JIeUeHUsI SIBJISIETCST pallMOHaIbHast KOMOVHALMSI TPOTUBOIIIN -
snentuueckux npemnapatos (I1911). IIpy 9TOM OTCYTCTBYIOT yT-
BepsKIeHHbIe aaropuTMbl Bei6opa 1911 B yCIOBUSIX peanbHOI
KIIMHUYECKOI MTPaKTUKMA.

Ienb. OLeHNTh, B KaKOii CTelleH) ITlepaMIlaHell COOTBETCTBYeT
XapaKTePUCTUKAM, CIIOCOOCTBYIOIINM €r0 BhIOOPY B KaUeCTBe
rperiapaTra JOTOTHUTENbHON Teparnuu 3MUIeTICUY, a TaKkKe
chopmMuUpoBaTh MpeCTaBIEHNS] O MeCTe IlepaMIlaHesia B jjeye-
Huu snusencun B Poccuiickoii @egepanymn.

Marepuan u metonsl. C UCIIOTb30BaHMEM MOAMMUIIUPO-
BaHHOTrO MeTopa Jlesbdnitickoro KoOHCeHCyca OblIa TpoBeIeHa
oleHKa 38 yTBepkaeHuit, cHOpMyIMPOBAHHBIX C yUaCTUEM
13 Bemymiux akcreptoB Poccniickoii IIpoTuBosnmnenTnyeckomn
JIuru, 1 B TIOJTHOV Mepe OXBaThIBAIOUIMX 3HAYMMbIe XapaKTe-
pPUCTMKM TIepaMIlaHea Mpu BbIOOpe MperapaTa B KauecTBe
IIOTIOJIHUTEIBHON Tepanuu 3MuIencun. B xome aHOHMMHOTO
orpoca 80 Bpayeli-HeBPOJIOTOB U IICUXMUATPOB, CIIELIUATU3UPY-
IOIIVXCST HA JIEYeHUY STIVJIETICUU, BBIPAXKAJIU CTETIeHb COTIACHS
C KaKIbIM U3 YTBePKOeHU 1o 9-6aabHoi 1ikate JlaiikepTa.
KoHceHCyC 110 yTBepKIeHUIO CUUTAIN JOCTUTHYTHIM IIPU CO-
rnacuu 180% yuyacTHUKOB. KiMHMUECKYI0 3HAUYMMOCTb KaskK0-
IO YTBEPsKIEHMsI OI[eHMBAJIN C VICTIONb30BaHMEM 3-6a/IbHOI
mkasbl Jlavikepra. Iy 060061eHMsI ¥ aHaIM3a JaHHBIX UCIIOb-
30BaJIM METObI OMMCATETbHOI CTATUCTUKMA.

PesynbraTsl. KOHCEHCYC ObIT JOCTUTHYT I10 BCeM 38 yTBepsKIe-
HMSIM. YHUKAJIbHbI MeXaHU3M JIeiiCTBIS, BbICOKast 3pheKTuB-
HOCTb, YAOBJIETBOPUTEIbHBIN MPOGUIb 6€30MacHOCTH, yMe-
PEeHHBIN MMOTeHI[MAJl MeX/IeKapCTBeHHbBIX B3aMO/IeiCTBIIA,
yO06CTBO MPUMEHEHMUS U ITO3UTUBHOE BIMSIHME Ha KAUeCTBO
SKU3HU MAIMEHTOB CIIOCOGCTBYIOT BHIOOPY MepaMIiaHesa Kak
TepBOTO AOTOIHUTENBHOTO MpernapaTa B KOMOGMHUPOBAHHOM
Tepanum SMUIEIICUN.

3akimoueHue. XapakTepUCTUKM IepaMIlaHesia, paCCMOTPEH-
HbIe B XOJle HaCTOSIIIero KOHCEHCYca, 000CHOBBIBAIOT €r0 Ha-
3HaueHMe B YCJIOBUSIX PeasbHOM KIMHUUECKON MPaKTUKU B
Poccum B kKauecTBe nornoaHuTenbHoro 1911 y maiueHToB ¢ arm-
JIericueit, KOTOPYIO He yOAlIoCh B3SITh O], KOHTPOJIb C UCTIONb-
30BaHMEM MOHOTepanuy, B TOM 4Mcie y alleHTOB C OITyXOJb-
aCCOLMMPOBAHHO WM TeHEeTUYECKOI popMaMy STVIETICUN U
KOMOPOUIHBIMM 3a060/I€BaHUSIMIU.

SMuUJIeTCcusi, mepaMmrmanes, 3pGHeKTUBHOCTb, IEPEeHOCUMOCTb,
Poccuiickuit koHceHcyc, Jenbduiickast cucrema.

Aemop, omeemcmeeHHblill 3a nepenucky: bypn Cepreii ['eop-
rueBuy, email: burds@yandex.ru
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ABSTRACT

Background. If initial monotherapy
for epilepsy is ineffective, one of the
most effective possible treatment
strategies is a rational combination of
antiepileptic drugs (AEDs). However,
there are no approved algorithms for
selecting AEDs in real clinical prac-
tice.

Objective. To assess the extent to
which perampanel meets the charac-
teristics that contribute to its choice
as an add-on therapy for epilepsy,
and to form an understanding of the
role of perampanel in the treatment
of epilepsy in the Russian Federation.

Material and methods. Using the
modified Delphi consensus method,
38 statements were evaluated, for-
mulated with the participation of
13 leading experts from the Russian
League Against Epilepsy (RLAE) and
fully covering the significant charac-
teristics of perampanel when choos-
ing a drug as an add-on therapy for
epilepsy. In an anonymous survey,
80 neurologists and psychiatrists
specializing in epilepsy treatment
expressed their agreement with each
statement on a 9-point Likert scale.
The consensus on the statement
was considered to be reached with
the agreement of 180% of the par-
ticipants. The clinical significance of
each statement was assessed using a
3-point Likert scale. Descriptive sta-
tistics methods were used to summa-
rize and analyse the data.

Results. Consensus was reached on
all 38 statements. The unique mecha-
nism of action, high efficacy, satisfac-
tory safety profile, moderate potential
for drug interactions, ease of use and
positive impact on the quality of life
of patients contribute to the choice
of perampanel as the first additional
drug in the combination therapy of
epilepsy.

Conclusion. The characteristics of
perampanel, considered in the course
of this consensus, justify its use in
real clinical practice in Russia as an
add-on AED in patients with epilepsy
that could not be controlled with
monotherapy, including in patients
with tumor-associated or genetic
forms of epilepsy and comorbid dis-
eases.

Keywords: epilepsy, perampanel, ef-
ficacy, tolerability, Russian consensus,
Delphi system
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BBEQEHUE

K OCHOBHBIM MeTOZaM JIeueHMs SMUIENCUN OTHOCAT
Mpex[e BCero MeJMKaMeHTO3HYI0 Tepanuio — IpYMeHeHe
MpoTUBOdNMIeNTUYecKUX TpernapatoB (I[19I1) B pexxume
CTapToBOI MOHOTepanuy [1]. OgHako Ha GoHe epBUYHOI
moHoTepanuu II911 cToiikoil pemuccumn 3ab6oieBaHuUs 10-
cTurawoT He 6omee 50% manyueHTOB [2], YTO TpebyeT Kop-
peKIVM CXeMbl JIeUeHMS — VICIIONb30BaHye albTepHATUBHON
MOHOTepanuy MUy Iepexor, Ha paHHIO JONOTHUTENbHYIO
tepanuio 1911 [3]. Kom6ruHupoBaHHOe MpuMeHeHKe 1911
nipu He3GeKTUBHOCTY MTePBUYHO HA3HAUEHHOI MOHOTe-
panuy MMeeT MYPOKOe pacrpoCTpaHeHye B KIMHNYECKON
MpaKkTuKe [4, 5], 60/ee paHHee MpUMeHeHMe PalMOHATbHOM
koM6uHatuu IT911 MokeT 0b6ecreunTh KOHTPOIb 3a60/1eBa-
HUS Yy TIAL[MEHTOB C HeZOCTATOYHOM 3 PeKTUBHOCTDIO Mep-
BUYHOJ MOHOTepanuu [6, 7].

B crydae BbIGOpa CTpaTermyu KOMOMHMPOBAHHOJ Te-
panuu 3ab6oseBaHuUs IJisl TOBBIMIEHUS 3PGEKTUBHOCTHU
JleueHUsI M MUHUMMU3AUUM MOO60YHBIX 3(PdeKTOB BbIOOD
JIOTIOJIHUTENIBHOTO TperapaTa JO/DKeH MPOBOIUTHCS C yue-
TOM LIMPOKOTO CIeKTpa (aKTOPOB, KOTOPbIE BKIIOYAIOT He
TOJIBKO OCOOEHHOCTY MPUMEHeHUSs, MeXaHU3M HeiCTBUS
1311 u HanMuMe MOTeHUVaIbHBIX MeK/IeKapCTBeHHbBIX B3a-
MMOJIeICTBUI, HO M MHIMBUAYaJIbHbIE XapaKTePUCTUKU
nanueHTos [8, 9].

B yCcrnoBMsSIX KIMHMYECKO MPaKTUKY AJIs BbIGOpa Jo-
oTHUTeAbHOTO [1911 B KOMOMHMPOBAHHOI Teparmn SIIm-
JIETICUU Y KOHKPETHOTO TIallMeHTa HeOOX0OIMO TOHVMaH1e
TOTr0, KaK CBOJVCTBA KaXXA0ro u3 paccMarpuBaeMbix [1911
MOTYT CITOCOOCTBOBATh WJIM TPEISTCTBOBATh MPUHSTUIO
pewreHus. B ¢BSI3M C BblLIeNepe4YMCIeHHBIM CYIeCTBYeT
HeOoOXOAVIMOCTh BbIPABOTKM KOHCEHCYCa OTHOCUTETbHO
MUHMMaJbHOTO HaGopa OCHOBHBIX XapakTrepucTuk I1311,
KOTOpbIe JOJIKHBI IPMHUMAThCS BO BHMMaHMe. OfHUM U3
[I3I1, KoTOpPBI1 HA3HAYAKOT B KAUeCTBE AOMOJTHUTEIbHOTO
MpY KOMOMHMPOBAHHOJ Tepamuy SIVIETICUN SIBJISIETCS
NepaMIlaHes], OKa3bIBaIOIIMii crienuduyeckoe geiicTBME Ha
obmeH rmytamara [1, 10].

LIEJb

Hacrosiiee mccienoBaHue MPOBENEHO IJIsI OLLEHKU
CTEeTeHM COOTBETCTBUS IepaMIlaHesia XapaKTepUCTUuKaMm,
CITOCOGCTBYIONIMM €ro BhIOOPY B KauecTBe Ipernapara J0-
TTOJTHUTEIbHO Tepamnmi STMWIETICUIA U 1J1sT GOPMUPOBAHUS
TIpeficTaBIeHNsI 0 MecTe MepaMIlaHesa B JieYeHU! SMNIel-
cun B Poccuiickont @epepanyn (PO).

MATEPWUANT N METO/1bl

it pa3paboTKM U OlleHKM Habopa XapaKTepUCTUK,
KOTOPbIE MOTYT IIPUMEHSTHCS TIPU BbBIOOpE MepaMITaHe-
Jla B KayecTBe MOIMOJTHUTENbHON Tepamuy STUIETICUN,
OBIJIO TIPOBENEHO MCCIeoBaHMe C VCIOAb30BaHEM MO-
nudunmpoBanHoro merona enbGuiickoro KoOHCEHCyca
(RAND/UCLA Appropriateness Method man RAM) B coor-
BETCTBUM C METOIMKOI, aHAJIOTMUHOJ OIMCaHHOI B paboTe
A. Gambardella u coast. (2011) [9]. B paMKax 1o3TanHoro

IMUNENCKAA N NAPOKCU3MAJIbHBIE COCTOAHNA NOJ PYKOBOACTBOM B.A. KAPJIOBA | 2025 | N¢1

TOX0Ma MepBOHAYAIbHbIN HAGOP YTBEepKIeHM (06IINX,
a Taxke OTHOCSAIIMXCS K 9(PpheKTUBHOCTM 1 6e30MacHOCTH
nepamrasesa) 6611 chopMUPOBaH € yuacTreM IKCIePTHOTO
coBeTa — 13 5KCIepTOB U3 YMCia BeOyIIMX CIeUaJInuCcTOB
Poccuiickoii TIpotuBosnunaentuueckoii Jivru (PII3JT) B 06-
JIaCTY HEBPOJIOTUM, TICUXOHEBPOJIOTUN, STUIEIITOTOTUN,
negMaTpuUM U MOTPAHUYHBIX cOCTOSIHUIL. COIMCOK yTBep-
sKIeHu 6611 cHOpPMIPOBAH IKCIIEPTAMM UCXOAS U3 COOCT-
BEHHOI'O KJIMHMYECKOIO OIbITa ¥ aHaIM3a JUTePaTyPHbIX
MCTOYHMKOB. 3aTEM C MCIIONIb30BaHMEM web-TiopTasna 1o
KaXXIOMY YTBEPXKIEHUIO MPOBOAMIM aHOHMMMU3VPOBAH-
HBI/ c60p aHKeTHbIX JaHHbIX cpeayu 80 yUaCTHMKOB — Bpa-
Yyeli-HeBPOJIOTOB U TICUXMATPOB U3 PA3JIUYHBIX PETMOHOB
P®, xoTopbie crenuann3upyOTCs Ha BeeHMUN MTallieHTOB
C snuitenicueil. XapakTepucTyKa 3KCIePTOB, yIaCTBYIOMINX
B KOHCEHCYyCe, Ipe/icTaBaeHa B Tab. 1:

Tabnuya 1
XapakTepyCcTHKA 3KCIIEPTOB, yYaCTBYIOUIMIX B OIIpoce
ITapameTp n (%)
KonnuecTBO y4aCTHUKOB 80 (100%)
OnbIT paGoThI ANWIENTOIOTOM
>5 et 80 (100%)
Yacrora rpyema MnaiyeHTOB C SIuIerncuein
50-99 manyueHToOB B MeCsI], 38 (47,50%)
>100 maieHToB B MecI], 42 (52,50%)

YacToTa Ha3HAYEHUS nepamMmiiaHe/ia B COOTBETCTBUN
C YTBEPKAE€HHBbIMM ITOKa3aHUAMM IIPU IIIUIEIICUN

38 (47,50%)

>3 Ha3HAuYeHMii B Mecs1l (IJ1s1 Bpaueid,
npyuHUManmyx 50-99 naumueHToB ¢
SMMIencyeii B MecsL);

>4 Ha3HAuYeHMii B Mecs1 (IJ1s1 Bpaveii,
npuHuMaroiux 1100 manyeHToB ¢ snuern-
cueli B Mecsir)

42 (52,50%)

ITpouecc moguduipoBaHHOTO Je1bpUiiCKOro KOHCeH-
cyca BK/IIO4asl 3 payHia. B PayHne 1 yuacTHMKM Bblpaxkain
CTeIeHb COTTIAacHsI C KaKIbIM U3 YTBEPKAEHMIA, chopMMUpo-
BaHHBIX paboueii SKCIIepTHOI rpymnmoii. CTeneHb Coracust
C K&KOBIM M3 YTBEPXKIEHNI OLI@eHMBAIM C UCIIOJIb30BaHUEM
9-6abHOI HIKaJIbI JIalikepTa B AuanasoHe ot 1 go 9 6an-
JIOB, I7le 1 — IOJIHOCTHIO He corIaceH, 9 — MOAHOCThIO COTJIa-
ceH. CTeneHb COTMIacHs C KaKIbIM YTBepsKIeHeM OlleHM-
BaJlM CJIEIYIOIIMM 06pa3soM: MeAvaHHble 3HAUeHMs B I1a-
rmasoHe 1-3 6aJIJI0B — «He COIIaCeH/He COIIaCHa», 3HaYeHMsI
B IMana3oHe 4—6 6a/lJIOB — «HeompeaeeHHOe Coracuey,
3HaUYeHMs B quarasoHe 7—9 6a/lJIoB — «COIJIaCeH/CoIIacHa».
JlocTiskeHMe KOHCeHCYCa TT0 YTBePXKIEHUIO OTMeuasIn Ipu
cornacuu (OTBEThI B IuarasoHe ot 7 1o 9 6amios) 80% win
6oJiee YIaCTHUKOB. Bo BCeX OCTabHBIX CYYAsSIX CUMTAIIN,
YTO KOHCEHCYC He JOCTUTHYT.

B xome PayHaa 2 yTBepKIEHMS, 10 KOTOPbIM He ObII
MOCTUTHYT KOHCEHCYC B PayHjie 1, 6bUIM 3allJIaHMPOBAHbI K
IepecMoTpy SKCIIePTHO TPYMIION C yUeTOM KOMMEHTapy-
€B YUaCTHMKOB ¥ IOBTOPHOMY TPeCTaBIeHUIO 1JISI OlLleH-
KU TI0 TeXHOJIOTUM, aHAJIOTUYHOI TakoBoI s PayHpa 1.
B xone PayHna 3 yyaCTHUKM OL€HUBAIU KIMHUYECKYIO



3HAYMMOCTD KaXXIOT0 U3 YTBEPKAEHMI, CHOPMUPOBAHHBIX
10 MTOTaM MPeIbIAYIINX PAYHIOB, IJ1s BbI6Opa Hamboiee
BaXKHBIX YTBEPXKAEHUI C TOUKU 3peHUS KIMHUYECKOI
npakTuKy. OLIeHKY TPOBOAMIIN C UCIIOJb30BaHMeM 3-6aJi-
JIbHOI 1IKanbl Jlaikepra, roe 1 — HMU3Kasi, 2 — cpefgHss,
3 — BbICOKAS KIMHMYECKAsT 3HAUMMOCTb yTBepkaeHus. Ha
OCHOBAHMM aHa/IN3a pe3yabTaToB Mo PayHaam 1-3, BKiiO-
yasi ypoBeHb COIIacusi o KaXkA0MY YTBEPKAeHUIO U OlleH-
Ky KJIMHUYECKO 3HAaYMMOCTH, ObIN CHOPMYIMPOBAHBI
OKOHYATeIbHbIe KOHCEHCYCHbIe MHEHMSI. 17151 060611eHsT
Y aHaJIM3a JaHHBIX MCII0Ib30BaIY METOIbI OIMCATEIbHOI
CTATUCTUKU. AHAJIN3 KaXKIO0TO YTBEPXKIEHMUS TPOBOAUIN
Ha OCHOBaHMM (PaKTUUECKOTO YMC/Ia YUaCTHMKOB KaxkA0TO
PayHpa.

PE3YNbTATbI U OBCYXKAEHUE

Bce 80 skcmieptoB (100%) 3aBepiinan yuyactye B ompoce,
38 yTBepKAeHMit ObIIM olieHeHbI B Xofe PayHzga 1. Corna-
CHO JTaHHBIM CTAaTUCTUYECKOTO OTYETa, KOHCEHCYC ObII 10-
CTUTHYT B OTHOIIEHUY KaXKA0T0 U3 38 yTBepsKAeHMI, TAKUM
06pa3oM, OTCYTCTBOBajia HEOOXOAMMOCTh B TIPOBEIEHUN
BTOpOro payHzga. Ing 2 u3 38 yTBepkIeHUli MelulaHHOe
3HaveHMe OLEHKY COCTaBWIO 8 6a/IOB, Ijist 36 13 38 yTBEp-
KOeHNU — 9 6a/UIoB, YTO COOTBETCTBYET I'PAaIMM «COTIa-
ceH/cornacHa». Cpenyt 42 3KCIepPTOB, KOTOPbIE HA3HAYAKOT
nepamIiaHes >4 pa3 B Mmecs1l (mpyMHMMaT > 100 rmauyueHToOB
C smumIericueli B Mecsir), 6bUT JOCTUTHYT KOHCEHCYC OTHO-
cuTenbHO Beex 38 yrBepskaeHuit. Cpenut 38 Bpaueit, KOTO-
pble Ha3HAvaloT IlepaMIlaHesl >3 pa3 B Mecsl (IPUHUMAIT
50-99 mauyeHTOB C SMUJIETICHel B MeCSIT), KOHCEHCYC ObLT
JIOCTUTHYT COOTBETCTBEHHO OTHOCUTENBHO 37 13 38 yTBep-
>kgeHuii. OLeHKY KIMHUYeCKUIA 3HAUMMOCTY YTBEPKAEHUI
TIPOBEIN BO BCEX CyUasix, MOMyYeHHbIe Pe3yabTaThl MpeJi-
crasieHbl B [Ipunokenun 1. [Ing 23 u3 38 yTBepkIeHUIT
605ee 80% pecroHIEHTOB OLIEHWIM KIVMHUYECKYIO 3HAUM-
MOCTb KaK BBICOKYIO, IIPM 3TOM OIeHKa IpeBbIiaia 2 6a-
n1a (1o 3-6aTbHO mKaste JlajikepTa). Hyoke mpencTaBieHbl
XapaKTePUCTUKY TiepaMIlaHesia, KOTOpbie He06XOAMMO yUn-
THIBAaTh IIPY BbIOOPE Iperapara B KauecTBe JOTOTHUTENb-
HO1 Tepanuy SNUJIETICUN.

06wume yTBEPKAELHMA

BbU1 JOCTUTHYT KOHCEHCYC OTHOCUTENIBHOTO TOTO, UTO
repaMIiaHes IIOKa3aH K IPMMeHEeHMIO B KauecTBe JOI0J-
HUTeJIbHOV Tepanuu snuiencumn. [lepammnanen MOXXHO pac-
CMaTpMUBaTh KakK MpernapaT BbI6opa JJIs OTIOTHUTENbHOI
Tepamnmy 3a60/1eBaHNs, TaK KaK OH OKa3bIBaeT MOIOKUTEITb-
HOe BMSIHME Ha KavyeCTBO JKM3HU MAIVeHTOB 61aromapst
3bdexTUBHOCTY, YIOBIETBOPUTEIbHON IEPEeHOCUMOCTH U
MIPOCTOTe Mcnoab3oBanus [9,10].

Mexanu3m aencreus nepamnaHena

Bce 3KkcmepThl cOmacuiIuch € TeM, UTO IepaMIlaHesl
00/1a1aeT YHUKAJbHBIM MEXaHU3MOM JIeJCTBUSI, KOTOPbBIiL
ornpezesnseT BO3MOXHOCTb Ha3HaueHMsI IIperapara B pa-

llpuMeHeHne nepamnaHena B JONOHUTENIbHON Tepanuu Anuencum:
Poccuiickuin Jenbduinckuit KoHceHcyc

LIMOHATbHOI KOMOMHaLVM ¢ apyrumu I1311, mpeacraBieH-
HBIMU Ha (apMaleBTUUYECKOM pbIHKe. [lepaMmaHesn, sSB-
JISISICh BBICOKOCEIEKTMBHBIM HEKOHKYPEHTHBIM aHTaroHm-
CTOM MOHOTPOIIHBIX PeILeNTOPOB ITyTamMarta (pelernTopoB
o.-aMUHO-3-TUAPOKCH-5-MeTIUII-4-M30KCa30IIPOITMOHOBOI
kucnotsl uin AMPA-penienTopoB) Ha MOCTCUMHANITUYECKUX
HelfpoHax, CHIDKAeT HeiipOHaTbHYI0 BO30YIIMOCTb Y Mallu-
eHTOB ¢ snmerncueii [10]. Kom6MHMpOBaHHOE TpMMeHeH e
[I3I1 ¢ pa3nMyHbIMM MeXaHM3MaMM OeiCTBUS MO3BOISET
OAHOMOMEHTHO BO3J€eliCTBOBAaTh HA HECKOIbKO JIeKapCT-
BEHHBIX MUIIIEHEe, UTO MPOosIB/sieTcss 60iee BbICOKO 3¢h-
(heKTUMBHOCTHIO B OTHOIIEHUY AOCTVDKEHUS PEMUCCUM 3a-
6osieBaHMsI, ueM Ha3HaueHue IIDI1 ¢ aHATOTUYHBIMU WU
TepeKphIBAIIIMMUCS (apMaKOIOrMUeCKUMY CBOMCTBAMM,
a TakKe XapakTepusyeTcst 60jiee HU3KUM PUCKOM Pa3BUTHSI
no6ouHbIx a¢ddekros [9, 11, 12].

I PeKTUBHOCTL NepamnaHena

BblJI JOCTUTHYT KOHCEHCYC OTHOCUTEIbHO TOTO, UTO
npuMeHeHMe epamnaHena 3¢GeKTUBHO MPU BCeX TUIAX
(doxanbHbBIX (c/6€3 nepexona B GuiaTepajbHble TOHUKO-
knounueckue npuctynsl [BTKII]) n reHepann3oBaHHBIX
TOHMKO-KIoHMYeckux npucrynos (I'TKII) [10, 13, 14], npu
3TOM OTCYTCTBYET arrpaBaliyis IPYTUX TUIIOB MPUCTYIIOB,
B YACTHOCTY MMOKJIOHMYECKUX MPUCTYIIOB U a6CAHCOB.
Brandt u coaBT. (2020) B X0/e altoOCTEePMOPHOTrO aHajaM3a
IaHHBIX PErYCTPaIMOHHOTO MccIenoBaHus 3bdeKTuB-
HOCTM UM NIepeHOCHMMOCTHM IepaMIlaHesa y MalieHTOB B
Bo3pacTte 12 neT u cTapiiie ¢ UAMONATUYECKOl TeHepanu-
30Ba”HHOM snmwmternicueli (MI'D) u I'TKII, KOTOpbIM Ha3Ha-
Yyajay nepaMIaHes B KaueCcTBe JONOJHUTENbHOI Tepanumu
SNWJIENCUM, TaKKe OTMeYaly, YTO IPMMeHeHye Iperna-
paTra He CONMPOBOXIANIOCH YXYALIEHKEM TeueHus abcaH-
COB, KOJIMYECTBO BIIEPBbIe BO3HUKILNUX MUOKIOHNYECKUX
MPUCTYTIOB MM abCaHCOB Ha GhOHe MpUMeHEeHMSI Iepam-
TaHesna Uau miamne6o 6bUI0 cOmocTaBUMBbIM [15]. Bee 9K-
CIIePTHI COTTTACUITUCH C TEM, UTO ITepaMITaHesT MOXET ObITh
s deKTUBeH py eueHn NalMeHTOB, Y KOTOPBIX Juar-
HOCTMPOBAHO COYeTaHMe MUOKJIOHNYECKUX IIPUCTYIIOB U
a6cancoB ¢ I'TKII, a Takke ¢ HOKaTbHBIMU IPUCTYTIAMU.
B cooTrBercTBMM ¢ naHHbiMu Fogarasi u coasT. (2020), B
XOfie TI06aJIbHOTO MHOTOLIEHTPOBOT'O OTKPBITOTO MCCIIe-
IOBaHUS C ydacTUeM JeTeil B BospacTte 4—12 mer 6buta
noaTBepxkaeHa 3¢ GeKTUBHOCTb TepaMIiaHesna B KauecTBe
JIOTIOJTHUTENIbHOM Tepanuy npy (GoKanabHBIX IPUCTYTIaX
(®IT) c¢/6e3 nepexoma B BTKII) unu I'TKII, koTopas 6bl1a
COIIOCTAaBMMOJ He3aBUCMMO OT THUIIAa IPUCTYIOB, BO3-
pacta wiu comyTcTByouero npuema [13I1-MHAYKTOPOB
dbepmeHTOB nevueHu [16]. B cOOTBETCTBUM C pe3yabTaTaMU
POCCUIICKOTO MHOTOLLEHTPOBOI'O PETPOCIEKTMUBHOIO OT-
KPBITOTO HAOMIOAATEBHOTO UCCIeOBAHNS, IepaMITaHesl
abdexTrBeH Mpy JieueHUM NMALMEHTOB C Pe3UCTEHTHBIMMU
dbopmamu poxanbHOI anunencun (MakCMMaabHas JJu-
TeNbHOCTb HabmoneHus — 12 mec.). HazHaueHue nepam-
naHesa B CpefHeli 03e 6 MI/CyT B IOBCEHEBHON KIMHU-
YeCKOii MpaKTyKe B COCTaBe KOMOMHMPOBAHHO Tepanuu
y manMeHToB ¢ GoKanbHO sMMIencueil B Bodpacre 112 et
TIPUBOAMIIO K TIOJIHOV peMUCCUM IPUCTYIIOB BCEX TUIIOB B
22,7% cnyuaes, BTKII - B 60,8% cinydaeB, CHUXeHME 4aCTO-
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ThI TIPUCTYTIOB Ha 50% u 6oyiee oTmMeTHan B 52,8 u 27,8%
CJIy4aeB COOTBETCTBEHHO [14].

CoryiacHO JaHHBIM KOHCEHCyca, IlepaMIaHesl MOKeT
MPUMEHSITBCS U B TeX CJIydasiX, KOTAa MPUCTYIIbl He Kiac-
cnbUIPOBaHbI KaK (GOKATbHbIE WM TeHePATM30BaHHBIE.
B COOTBETCTBUM C UTATbSIHCKMM KOHCEHCYCOM I10 BBIGOPY
nmoronauTenbHOTro I1311, omybnmkoBaHHOM A. Gambardella
1 coasT. (2011), TISIT mupoKoro crekTpa geicTBus ¢ 60Jb-
1Ieji BEpPOSITHOCTBIO 6YayT 3 PEKTUBHBI IIPU OTCYTCTBUMU
BepUdUKAIMM TUTTA CYTOPOKHBIX MTPUCTYTIOB, YTO TIOAYE]-
KMBaeT UX MPeuMyIecTBO B JieueHU HenuddepeHIUpo-
BaHHBIX IIPUCTYIIOB [9].

Taxke B HaIlleM MCC/IeAO0BAHNUY ObLT JOCTUTHYT KOHCEH-
CYyC OTHOCUTEJIbHOT'O TOTO, YTO paHHee Ha3HaueHue repam-
raHesia B KauecTBe JOIMOIHUTEIbHON Tepanuy SIIenCun
XapakTepusyeTcst Haubosee BbICOKOI 3(h(HeKTUBHOCTHIO, ITO
CpaBHeHUIO C ero 6osee MO3OHUM NpuMeHeHMeM [10,17].
Ipu 3TOM 3 GeKTUBHOCTD Tepanmu epamIaHes oM OTMe-
YyeHa Jaxe IIpyU MpUMeHeHUM HU3KUX 03. Santamarina u
coaBT. (2020) B X0[ie MHOTOILIEHTPOBOr'0 HABII0IaTeIbHOTO
MCCIeq0BaHNSI MMOATBEPAUIN BbICOKYIO 3(Q(HEeKTUBHOCTH
MpUMeHeHMsI IepaMIlaHe/ia B KaueCcTBe MepBOii AOMOJ-
HUTEJIbHOM Tepanuu B CpefHeii fo3se 6,2 MI/CyT IIpu Je-
YeHMM IalMeHTOB B Bo3pacTe 12 jieT u crapiie ¢ GpoKasb-
HO1 sarmnernicueit unu UI'D — yepe3 12 MecsiieB JieueHUs y
84,6% manyeHTOB 3aperucTPUpOBaIN CHIDKeHYEe YaCTOThI
npucTymnoB Ha 50% u 6omnee, u3 HUX Y 45,6% MalIeHTOB
Hactynuia pemuccud [18]. HasHaueHne npernapara B f03e
4 Mr/CyT nauyeHTaM B Bo3pacte 12 jet u ctapiie ¢ @I npu
Hamuuu i orcytcrBuy BTKII conpoBoXaanoch cyiecT-
BEHHbBIM CHISKEHMEeM YacTOThI IPUCTYIIOB [0 CPABHEHUIO C
miarne6o [19].

B xome KoHceHcyca oTMeveHa 3(PGeKTUBHOCTD ITepaM-
raHesa y MalMeHTOB C OIyX0Jb-aCCOIMMPOBAHHON 31 -
JIeTICHeI, a TaKKe ITPU PeIKUX TeHeTUIeCKUX HTTMUITETICUSIX
¢ mytauusimu B reHax SCN1A, GNAOI, PIGA, SYNGAPI.
CamconoBa I.T. u coaBT. onTy6IMKOBAIM PE3YJIbTaThl pe-
TPOCIIEKTUMBHOTO aHa/IN3a, COITACHO KOTOPBIM Ha (oHe
MpUMeHeH Vs lepaMIiaHe/ia B MeIMaHHO f03e 4—6 MI/CyT
Kak Ipernapara JOIMOTHUTEIbHOI Tepanuu y maluyeHTOoB C
SMUJIeNCuell MPU IMUATbHBIX OMYyXOJSIX FOJIOBHOTO MO3-
ra ¥ MeTacTasax J0Jisl PeCIIOHJIEPOB Ha Pa3sHbIX CPOKax
HabOmwomenus (3—-6 mecsieB u 6omee 6 MecseB) cpeau
nuy, ¢ @I cocraBuna 83,3-90,9%, cpenyut y4aCTHUKOB C
BTIIK - 86,7-92,3%, moCTVKeHMe CBOGObI OT MIPUCTYTIOB
3apeructpupoBanu B 31,2-50,0% u 56,1-88,5% ciayua-
eB cooTBeTcTBeHHO [10,20]. BiusHmue nepammnaHesna Ha
TPAHCMMUCCUIO TIyTamaTa IMpPU Ype3MepHOi reHeTuye-
CKM-OTIOCPeIOBAHHOM aKTMBALMM PeleNTOPOB JaHHOTO
MeayaTopa MOXeT Takke 06yC/IaBIMBaTh UM OOBSICHUTD
3¢ GeKTUBHOCTb MpemnapaTa Mpu JeYeHUU MalMeHTOB
¢ reHeTuueckuMu snumiencusimu [10,21]. Nissenkorn u
coaBT. (2023) B xoOe peTpOCIIEKTMBHOIO aHaJM3a JaH-
HbIX reHeTnueckoii 6a3pl NETRE (Network for Therapy
in Rare Epilepsies) ormeTuau, uto cpenu 137 manyeHTOB
C TeHeTUYeCKUMMU IMUJIENICUSIMU, KOTOPble TIPUHUMATN
repamIlaHes B CpeHeit go3e 6,45 Mr/cyT, cpemHsist LOs
pecIioHIepOB paBHsIIACh 71%, BBICOKYIO 3G (HEKTUBHOCTD
Tepanuu 3aperucTpupoBaIM y JIUI C MyTalyieit TeHOB
SCN1A, GNAO1, PIGA, SYNGAP1, CDKL5, NEU1, PCDH19,
POLG1, POLG2 [22].
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be3onacHocTb nepamnaHena

Hapsimy ¢ cuMIiToMaMy OCHOBHOTO 3a60/1eBaHus y ma-
LIMEeHTOB C SNMJIeNCHel CylleCTBeHHOe HeraTUBHOe BIIMSI-
Hle Ha KaueCTBO KM3HM OKa3bIBAIOT MOGOUYHBIE 3((HEKTHI
MIPOTMBO3NMIENITUYECKOV Tepanuy [9]. SKCHepThl efVHO-
[JTACHO OTMEeTWIU Y OBJIETBOPUTEIbHYIO COMIOCTAaBUMYIO
KPaTKOCPOUHYIO ¥ IOJITOCPOYHYIO TIEPEHOCUMOCTD U 6e3-
OIaCHOCTb MepamIiaHesna. PMcK pa3BuTHs 10303aBUCUMBbIX
HeXXeslaTeNbHbIX siBeHuit (HS) Ha doHe Tepanuu repamra-
HeJIOM MOXKeT ObITh CHVKEH MTPY UCIIOTb30BaHMM TIpernapa-
Ta B HU3KUX 103aX U MeIJIeHHOI CKOPOCTU TUTpauuu. [1o-
CTUTHYT KOHCEHCYC OTHOCUTEIbHO Hambosiee yacThix HY Ha
(boHe nprema nepamIiaHesna — rOJIOBOKPYKEHMSI, TOJIOBHO
6011, COHIUBOCTHU, CIa6OCTH, Pa3IPakKUTETbHOCTU, TIPU
stoM HSI, Bausionye Ha LeHTpalbHYyI0 HEPBHYIO CUCTEMY,
yaie NpOosIB/SIIOTCS B [IepBble Heleny JIeueHUsI U UMeloT
TEHJIEHILMIO K YMEHBIIEHMIO TP MPOJO/DKEHUY TepaInnu.
IpuMeHeHMe MepaMraHesa B KOMOMHAIIMY C MEHbIINM
KkomuuectBoMm IIDII xapakTepusyeTcs aydlieli IepeHoCH -
MOCTBIO.

ITo mauHbIM Zhou 1 coaBT. (2024), Y B3pOC/IbIX Maly-
€HTOB C 3MuIercuei Hanuuue 4 u 60jiee XPOHUUECKUX
3a00/IeBaHN PETUCTPUPYIOT MOYTH B 2 pasa valie, YeM y
nuL, 6e3 sanuiienicuu. B moarpymnie nauyueHTOB ¢ aHAMHe-
30M 3MujIencumn, Kotopele npuHmumanu I191I1 gas KOHTp-
o1 3a6071eBaHMs U/ COOOIIaJM O BO3HMKHOBEHUM
1 1 6osee CymOPOSKHOTO MPUCTYIIA 32 MOCIEHUIT TO 10
ompoca, Haubosiee pacIpoCTPaHEHHbIMU KOMOPOUIHBIMM
COCTOSIHMSIMU ObLIM CHMsKeHMe mamMsTu (55,8%), xpoHnue-
ckuit 60meBoii cuHApoMm (40,2%), oskupenne (38,6%) u ap-
TepuanbHas runeptensus (38,1%) [23]. OkcrepThl 4OCTU-
[JIM COTJIaCUsI OTHOCUTEIbHO TOTO, UTO MPU HAa3HAUYEHUN
repaMnaHena, Kak 1 npu tepanum apyrumu II9I1, BaxKHO
YUUTBIBATh MMeIOIIMeCs COMYTCTBYIOIMe 3ab60meBaHmit
y NalMeHTOB, 0COOEHHO MPU HAIVYUY ITOBeIeHYECKNX U
MICUXUATPUUECKUX TIPOO6IeM. YUUTHIBASI CYIIECTBEHHYIO
pacIpoCTpaHeHHOCTh KOMOPGUIHO MAaTONOTUN Y Tal-
€HTOB C 3MuJIeTicKeli, OTCYTCTBME HeTaTMBHOIO BIVSIHUS
MepaMIiaHesa Ha KOTHUTMBHbIE QYHKIIMM, KaUeCTBO HOY-
HOTO CHA U CepIevyHyI0 IPOBOAMMOCTb, ITOATBEPKAEHHOe
10 pe3ynbTaTaM KOHCEHCYCa, T03BOJsIeT PacCMaTpuBaTh
repaMIiaHes Kak Ipernapar BbI6Gopa B JOTOJHUTETbHOI
Tepanuy SIUIeNCUM y MaueHTOB C pa3JIMUYHbIMU KOMOP-
OMIHBIMM 3200/IeBAaHUSIMIA.

CornacHO pe3ynbTaTaM IIPOBeNEHHOIO0 KOHCEHCyCa, B
HaCTosIIee BpeMsl HefOCTaTOYHO JaHHBIX 0 6€30MacHOCTH
TpMMeHeHus TiepaMIlaHesia BO BpeMsl 6epeMeHHOCTH, a
TaKoKe 0 BO3MOKHBIX HEraTUBHBIX MTOCIEICTBUSX IJIS IUIOLA.

MexnekapcTBeHHble B3aMMOAEACTBNS NepaMnaHena

JKcIepTaMu 6bLT JOCTUTHYT KOHCEHCYC OTHOCUTETbHO-
T'O TOTO, UTO IIPU J06aBIeHNY TIepaMITaHesa K MOHOTepa-
TV STTWJIETICUY HEO6XOIMMO YUNTHIBATh HAMYME B COCTA-
Be CXeMbl JIeYeHMs TpernapaToB-UHAYKTOPOB MeUeHOYHbIX
(dbepMeHTOB, Tak Kak repamIiaHen MeTaboau3upyeTcs B
revyeH! U mojBepraeTcs: hGepMeHTaTUBHON MHAYKIMHK. T1o
uMerInuMcs gaHHbIM 1911 — MHAYKTOPBI M30depMeHTa
uuToxpoma P450 (CYP) 3A4 (kap6amasenuH, okckap6ase-



H, GEHUTOUH U AP.) IPU KOMOVHMPOBAHHOM ITpYMEHe-
HUU C TIepaMIlaHeJIOM IMOTeHIMATbHO MOTYT CTUMYJIUPO-
BaTh METAa60IM3M IOCJIEAHETO, UTO MPUBEHET K CHYDKEHUIO
MJIa3MEHHOM KOHLIeHTpaluyuu nepamnaHesna. KnumHuueckun
3HAYMMBIX MEXIEKapPCTBEHHBIX (hapMaKogMHAMMUYUECKUX
B3aMMOJIeJICTBMI 1151 mepaMIiaHena He onucaso [10, 24],
TIPY 3TOM 10 JaHHBIM arlOCTEPUMOPHOTO aHaI3a PAaHLOMMU-
3UPOBaHHbIX MccnenoBanmii Gidal u coasT. (2015), mpume-
HeHMe repaMIiaHesia B 1o3ax 8 uan 12 Mr/cyT B KOMOMHa-
1y c I1211, He MHAYIMPYIOIMMM TTeYeHOUHbIE PepMEHTHI,
COMPOBOXKIAIOCH Gosiee BbIpaKEHHBIM OTBETOM Ha Tepa-
MU0 Y TIAI[MeHTOB ¢ (apMaKOpe3UCTEHTHOM (HOKaIbHOI
anuerncuei, 4em Mpu coueTaHHOM MPUMeHEeHUU Tepam-
nanena ¢ [19I1-ungykropamm CYP. Boipa)keHHOCTb KIMHU-
yeckoro 3¢ dexra Ha poHe IpMMeHeHNs IlepaMIiaHesa 00-
YCJIOBJIEHA B TOM UMC/Ie KOHLIeHTpaleli mperapara B rias-
Me KpOBHU, yBenmdyeHne 3hPeKTUBHOCTU TEPAITUM MOXKET
IOCTUTAThCS Ha (POHE COOTBETCTBYIOILEH KOPPEKIMM JO3bI
riepaMITaHesa ¢ y9eToM IIpuema ComyTCTByomux 1311 [25].
BbUI TOCTUTHYT KOHCEHCYC OTHOCUTETBHO TOTO, UTO ITPU C-
TTOJIb30BaHMY TIepaMIlaHesia B COCTaBe KOMOGMHMPOBAHHO
Tepanuy MOKET TTOTPe6oBaThCS KOPPEKLVs (YBeJTMUEHME)
JI03bI epamMIlaHesia, OfHAKO KIMHMYeCcKas ITpaKkTHUKa IToKa-
3BIBAET, UTO 3TA HEOOXOMMMOCTh BO3SHMKAET B €IVHNYHBIX
TyYasix ¥ Kak IpaBuio He TpeOyeTcs.

B cooTBeTCTBUM C pe3yibTaTaMy UTATbSIHCKOTO KOH-
ceHcyca, mpeacraBieHHoro A. Gambardella n coasr. (2011),
MOTeHLIMa MesKIeKapCTBEHHbIX B3aMMO/IeiCTBUI SBISIeT-
CsI OOHUM 13 OCHOBHBIX (DaKTOPOB, KOTOPbIe HEOOXOIMMO
YUUTBIBATH IPU BbIGOpe TIII 17151 OTIOHUTENIbHOI Tepa-
iy anuitericuy [9]. B xome HacTosIIero KOHCeHcyca Bee 9K-
CIIePThI COTJIACUIIUCH C T€M, UTO B YCIOBUSIX KIMHUUECKO
MPaKTMKM KOMOMHMPOBAHHOE ITPYMeHEeHNe ITepamMIIaHesia ¢
onpenenenHbiMu [1911 unn kinaccamu IT311 He accouumpo-
BaHO C yBenmmueHueM pucka HS. [Ipu aToM ipu Ha3HauUeHUN
rnepamIiiaHesia B KauecTBe JOIMOTHUTEIbHON Tepanuy Bo3-
MOYKHO CHVKEHME JO3bI COIMYyTCTBYIOIIMX MeHee 3 (HeKTUB-
HbIx [1211 gjis1 ynydiieHus mepeHoCUMOCT Tepanuu. Takke
He 3aperucTpupoBaHbl JeKapCTBeHHbIe B3aMMOIeICTBUS,
KOTOpbI€ MOTYT CYIIeCTBEHHO YXyJUIATh ITePeHOCUMOCTh
nepamMiaHena. b1 JOCTUTHYT KOHCEHCYC OTHOCUTETbHOTO
TOTO, UTO TlepaMIlaHesl MMeeT MUHMMabHOe KOJINYeCTBO
JIeKapCTBEHHBIX B3aMMO/ENCTBUI, KOTOpPbIe, KaK MPaBUJIO,
XapaKTepU3yITCSI HU3KOM WM YMEePEeHHOV KIMHUYEeCKON
3HAYMMOCTBIO.

Ypo6CTBO NpUMEHEHNS U NPUBEPXKEHHOCTb
K IeYeHNI0 NepamMnaHesiom

CornacHO pe3ynbTaTaM KOHCEHCYca, YI06CTBO peXuMa
rpueMa nepamIiaHesa CIoCOGCTBYET MOBBILIEHNIO YPOB-
HSI IIPMBEPKeHHOCTY MallMeHTOB K jedyeHuo. Cpegu co-
OTBETCTBYIOIINX XapaKTEPUCTUK HEOOXOOMMO OTMETUTD
IIPOCTYIO CXeMYy [L03MPOBaHMs Iperapara — IepaMIlaHes
Ha3HAy4alwT 1 pa3 B CyTKU (AJ1S1 KaXKA0TO YPOBHS NO3MPOB-
KI), UTO OOYCJIOBJIEHO JJIMTENbHBIM [1€PUOIOM IOTYBbI-
BelleHMs COeJMHEeHMS] U3 IUIa3Mbl KPOBM; BO3MOSKHOCTb
npueMa rnepamiiaHesa Inepej CHOM; BO3MOXHOCTb MpH-
MeHeHMs MepaMIiaHe/la B HU3KUX MO epXMBaIoIIX J10-
3ax (4 Mr/cyT) ¢ owienywuiei TuTpauueii. Y nauueHTos ¢

llpuMeHeHne nepamnaHena B JONOHUTENIbHON Tepanuu Anuencum:
Poccuiickuin Jenbduinckuit KoHceHcyc

SMUJIENCKeli MOBbIIeHVe KOMIUIA€HTHOCTY K ITPOBOAMMOIL
tepanuu II3I1, koTopasi coCcTaBsIeT B CpefHeM OKOJo 29—
39%, npencTasisieT co60i BasKHYIO KIMHUYECKYIO 3a/1a4y,
TaK KaK HecobmoaeHne pesxuma mpuema I1911 accormmpo-
BaHO C yBeJIMUYEeHMeM PyMCKa TOCMIUTANN3auy, B TOM YMCTIe
B OTJeJIeHSI HEOTJIOKHOI TTOMOIIY, TPaBM, ITIepPeIoMOB, a
TaKXe C YBeJIMUEHUEM CMEPTHOCTU U HEOIaronpusiTHbIMU
KIMHUYECKVMM UCXOAaMU — SNUJIeNITUYECKMM CTaTyCOM U
CMHAPOMOM BHE3aIlHO cMepTu [26, 27].

OTCyTCTBUE HEOOXOOMMOCTYU DPETYISIPHOTO MOHUTO-
pUHTa 6MOXMMIUYeckoro aHanu3sa Kposu, KT u apyrux a-
60paTOPHBIX UCCIeIOBAHMIL, KaK U HalUuMe HeCKOIbKUX
JIeKapCcTBeHHBIX GopM (TabiaeTKM, CycrieH3us1 AJis prema
BHYTPb) TAKKe SIBJISIETCS OCHOBAHMEM, CIIOCOGCTBYIONUM
BBIGOPY MepaMIiaHesia B KauecTBe JOIMOJHUTEIbHOI Te-
panuu smunencun [9]. IosiBneHne Ha dapmaueBTHye-
CKOM pbIHKe IepaMIlaHesia B BUjie CyCIIeH3UM AJid puemMa
BHYTPb CITIOCOOCTBYET H0Jiee MMPOKOMY ITPUMEHEHUIO ITpe-
napara B KJIMHMYECKO} MpaKTuKe, B TOM 4ucC/ie y JeTel, a
TaKKe y MaIMeHTOB 0COOBIX TPYII (HalpUMeD, Y maleH-
TOB C HapyluieHueM rmotanust). CycrneH3us nepaMIiaHesna
LIS TIpYieMa BHYTPb MOKeT ObITh Ha3HaueHa JeTsIM C Mac-
coii Tena <30 Kr (B oTIMuMe OoT TabaeTMPOBAHHOI JieKap-
cTBeHHO¥ hopmbl). Hanuume yka3aHHOI JIeKapCTBEHHO
(opMmbI TO3BOMISIET OCYIIECTBISITh 60JIee TOUHOE T03MPOBa-
Hue [19I1 1 MeajieHHYIO TUTPAIMIO NO3bl, YTO MPUHIUTINU-
aJIbHO Ba)KHO B YCJIOBUSIX ITePCOHAIM3MPOBAHHOTO IIOAX0/1a
K teyenuo [10].

3AK/TIOYEHUE

IpencraBiieHHbIT HAG0D YTBEPKIEHMIA, TOATOTOBIIEH-
HbIN Benymymu skcrieptamu PIIDJI, oTHOCUTENBHO Xapak-
TEPUCTUK TTepaMIlaHesa, MOKET IIPUMEHSITbCS B PeaibHOM
KJIIMHUYECKOI TTpaKTHKe IJIsl ONTUMM3alMK BbI6OPA TOTI0J-
HuUTeNbHOTrO I19I1 B ye10BUAX He3(PGHEKTUBHOCTY MOHOTE-
parnuu anwtericun. [lepaMmiasesn CTOUT pacCMaTpPUBAThD AJISt
paHHero Ha3HayeHMs B KauecTBe MperapaTa BbI6opa mpu
KOMOMHMPOBaHHOI Tepanuu nanyeHToB ¢ OI1, BTKII min
I'TKII, B TOM 4uMcCiIe IpU COYETAaHUN C MUOKIOHNYECKUMU
MPUCTYIIaMu U/Miu abcaHcamMiu, a TakKe Yy IMalMieHTOB C
OITyXOJIb-aCCOIMMUPOBAHHOI WM TeHEeTUYecKoi hopmamMmm
SMWIETICUY, HATUYMEeM KOMOPOUIHBIX COCTOSIHMIA. [Ipu
Ha3HaueHUM TperapaTa B KauecTBe JOTIOHUTEIbHO Te-
panuy sMuIercu Hy>KHO YUYUTBIBATh HAJIMUME B COCTaBe
cxembl Tepanuu [13I1 — MHOYKTOPOB MMUKPOCOMAaIbHbBIX
dbepmeHTOB MeyeHn. Takke HEOOXOAVMO YUUTHIBATH IO-
TeHILMaJbHbIe PUCKU BO3HUKHOBEHMUS IMOBENEHUYECKUX U
TCUXMaTPUUeCKUX Mo60UHbIX 3¢ deKToB, B MepPBYIO ove-
penb y MalMeHTOB ¢ COOTBETCTBYIOIIMMM HAPYIIeHUSIMU
B aHaMHe3e; OTCYTCTBME JOCTATOYHOI MHbOPMAIUU O
6e30MacHOCTH Mperapara 1js1 6epeMeHHbIX U TIofa. bia-
rogapsi yHUKaJIbHOMY MeXaHU3MY JIeiCTBUSI, BBICOKOM 3¢-
(hekTMBHOCTH, YIOBIETBOPUTEIBHOMY MpoduIio 6e3oma-
CHOCTU, YME€PEHHOMY IIOTe€HI My MEeX/JIeKapCTBEHHBIX
B3aMMOJENCTBUIT U yOo6CTBY NMPUMEHEHMS, Ha3HAYeHMe
repaMiiaHesia B kKauecTse gornoaHuTenbHoro 1911 nmo3so-
JISIeT YYUTHIBATh MHAUBUAYATbHbIE OCOOEHHOCTH TIAl[eH-
Ta OJ1s1 TOCTMKeHUST ONITUMaJIbHBIX Pe3y/IbTaTOB B JIeUeHUU
SIINJIETICUM U YIIyUYIIeHV KaueCTBa JKU3HA.
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Tpunoxcerue 1
PesynbraThl [Jenbduitckoro KOHCEHCYca OTHOCUTEbHO YTBEPXKAeHMIT 0 IPMMEeHeHNH epaMIiaHesia Kak npemnapara
JIOTIOTHUTEIBHO Tepanuu 3MImIerncnun

Annex 1
The results of the Delphic Consensus on the statements about the use of perampanel as an add-on therapy for epilepsy
Cornacue ¢ Knuanueckasi 3Ha4YMMOCTb,
YTBepKIeHUeM IOJISI OTBETOB
YTBepKaeHue (monss oTBETOB

C OLl€HKOM Huskas | Cpepnsis | Boicokast

7-9 6a/U10B)
1. TlepamriaHes roKas3aH K MPMMEHEHMIO B KAUeCTBE JOTMOHUTETbHOI Teparmmn 96,25% 1,25% 10,00% 88,75%
2. llepamriaHes o6ecrieurBaeT Xopolilee KaueCTBO KM3HY Gy1aromapst CBOeii 96,25% 1,25% 22,50% 76,25%
3¢ derTUBHOCTM, TEPEHOCUMOCTY U ITPOCTOTE UCIIOIb30BAHMS
3. [lepammnanen s pexTVBeH Mpu BceX TUIaX HOKaNIbHBIX U reHepaTn30BaHHbIX 88,75% 1,25% 33,75% 65,00%
TOHMKO-KJIOHNYECKNX ITPUCTYTIOB
4. Tloka3aHo, 4TO NepaMIIaHeN He arrpaBupyeT APyrue TUIIbI IPUCTYIIOB, TaKue 93,75% 1,25% 17,50% 81,25%
KaK MMOKJIOHMYECKYe MM abCaHChl M MOKET ObITh 3heKTHBeH IIpu coueTaHmnm
MMOKIOHMYECKUX ITPUCTYIIOB M a6CAHCOB ¢ (HOKATBbHBIMM W/MIIM TeHePaau30BaH-
HBIMU TOHUKO-KJIOHNYECKUMU ITPUCTYIIaMU
5. TlepaMmaHesn MOXKeT MPUMEHSIThCSI, KOTA MPUCTYIIBI He qubdepeHIPOBaHbI 91,25% 0% 18,75% 81,25%
Kak (hoKaJIbHbIE U/ T€HEePATV30BaHHbIE
6. ViccnepoBaHusI okasay, YTO IiepaMIiaHell, UCII0/Ib3yeMblii B KaueCTBe OO0~ 95,00% 1,25% 11,25% 87,50%
HUTEJIbHOJ Tepanuu, MOXeT GbIThb YKe 3((GEKTUBHBIM M XOPOIIO MTePeHOCHMbIM B
HU3KUX 03aX, TAKUX KakK 4 U 6 MT/CyTKU
7. UMerotimecst JaHHbIE O MeXaHM3Me IeiiCTBIUS IiepaMIlaHesa M pe3yIbTaThl 96,25% 1,25% 12,50% 86,25%
KIIMHUYECKUX VICCIIeNOBaHMIT YKa3bIBAKOT HA €ro 3(hPeKTUBHOCTD U XOPOIIYIO
MePEeHOCHMOCTb Y TMALMEHTOB C OITyXO0JIb-aCCOLMUPOBAHHON SMMIeIICeit
8. [lepamraHes ToKa3aj BbICOKYIO 3G (GeKTBHOCTD B JIEYEHUY MAIIEHTOB C 93,75% 1,25% 28,75% 70,00%
peaKMMIm reHeTUuUYeCKMMM SMMIETICUSIMU, 0C068HHO BbI3BAHHBIMM MYTalVISIMU B
SCN1A, GNAO1, PIGA, SYNGAP1, uTo 00BSICHSIETCS €T0 BJAMSIHMEM Ha TPAHCMMC-
CUIO TITyTamaTa
9. IlepammaHesn 3¢ GeKTUBHBIN ¥ XOPOIIO ITepPeHOCHMBIN IIperapar Ipy paHHEM 95,00% 0% 23,75% 76,25%
WJTY TI03[ITHEM MPUMEHEHUN B KaUueCTBe JOTIOHUTEIbHO Tepanmn
10. TIpeamouTnTENIBHO HA3HAUEHME TIepaMIlaHesia B paHHe! JOMOTHUTEeTbHOM 96,25% 0% 16,25% 83,75%
Teparnuy, KOrga OH JeMOHCTPUPYeT HauIyuIyio 3¢ deKTMBHOCTb ¥ IepeHOCUMOCTh
11. TTokasaHo, YTO KPATKOCPOYHASI M JOIATOCPOYHAS TEPEHOCUMOCTD 1 Ge301a- 91,25% 0,00% 20,00% 80,00%
CHOCTb SIBJISIFOTCSI Y/IOBJIETBOPUTENIbHBIMMU. [IpY IIUTETbHOM MPUMEHEHUU HE
BO3HMKAJIO SITPOTEHHBIX (BIMSIOIMX HA Pa3BUTHE U KOTHUTUBHbIE QYHKIIVN) WU
HEe)KeJIaTeNbHbIX SIBJIEHUIA, KDOME TeX, KOTOPbIe HAaOTI0aICh ITPY KPaTKOCPOUHOM
MIpMMeHeHUn
12. IlepaMnaHesn, Kak ¥ MHOTME APYTHe JTeKapCTBEHHbIE CPEeLCTBA, MOKET BbI3bIBATh 97,50% 0% 12,50% 87,50%
J10303aBUCUIMbIE HeKelaTeTbHbIe siB/eHsI. ICTIob30BaHMe HU3KYX 103 U MeIJIeH-
Hast CKOPOCTb TUTPOBAHMSI CHIDKAET PYUCKM TIOSIBJIEHNS HEXKeTaTeNIbHBIX SIBIIEHNIA
13. HambGosiee 4acThIMU HEXKeaTeIbHbIMU SIBJIEHUSIMMU TIPU TIPUEME TTepaM- 90,00% 0% 23,75% 76,25%
raHesia sIBJISIIOTCST TOMIOBOKPYKEeHMe, COHIMBOCTD, TOMIOBHAsI 60JIb, C1ab0CTh,
Pa3apaskUTeNbHOCTD. [lepeHOCMMOCTb JIy4llle, KOTja lepaMIaHes IPUHMMAeTCs B
KOMOMHAIIMM C MEHBIINM KoymuecTBoM [1911
14. Yro xacaercst mpoduis HepeHOCMMOCTY [TepaMIIaHeNa C TIOBeAeHYeCcKoit 1 86,25% 5,00% 26,25% 68,75%
MICUXUATPUIECKOI TOUKM 3peHMsl, Harbosee YacThIM HekelaTelbHbIM SIBJIeHMEeM
SIBJISIETCS Pa3APakKUTETbHOCTD
15. Kak u mjist muorux I1911, HexkeaTe/bHbIe SIBJIEHMs [IPY MIpUieMe [TepaMItaHea, 87,50% 3,75% 30,00% 66,25%
0COBEHHO Te, UTO BJIUSIOT Ha IEHTPAIIbHYIO HEPBHYIO CUCTEMY, Uallle MTPOSIBIISIOTCS
B IIepBble HeJleny IpreMa U MMeIOT TeHIeHIMIO K YMeHbIIeHMIO (YTy4IIeH IO
T1epEeHOCUMOCTH) TIPU MPOJO/KEHUY Teparnn




OxoHuaHue npunoxceHus 1

oracue ¢ JIMHUYECKasi 3HAYMMOCTb,
C K asi 3Ha'
YTBepKIEHNEM I0JISI OTBETOB
VTBepKaeHue (mosss OTBETOB
€ OneHKON Huskas | Cpenmsisi | Beicokast
7-9 6a/17I0B)
16. Kax u B ciryuae ¢ gpyruvin [1911, mpu mcnonb30BaHNUM ITepaMITaHesia BasKHO 91,25% 6,25% 22,50% 71,25%
YUMUTBIBATh COMYTCTBYIOLIVE 3a00/IeBaHMS MAIIEHTA HA UCXOLHOM YPOBHE
17. PekomeHIyeTCsI TIIATeNIbHO OL[EHUBATH U MTOJIBEPTaTh MOHUTOPUHTY 91,25% 1,25% 18,75% 80,00%
JCIIONIb30BaHMe ITepaMIIaHesia y MalyeHTOB C TOBeIeHUeCKOM U CUXMaTPUIeCcKoi
npobieMamMy Ha UCXOLHOM YPOBHE WM B aHAMHE3€e
18. meronmecs: HayuYHbIe JaHHbIE HE TTPOAEMOHCTPUPOBAIN 3HAUNUTEBHOTO 92,50% 1,25% 11,25% 87,50%
HeO6IaronpuUsITHOTO BO3AECTBIS TepamIiaHesia Ha KOTHUTUBHbIE PYHKIVM B
KPaTKOCPOYHOIi ¥ CpeTHECPOUYHOIT TIEPCIIEKTUBE HU Y TIOAPOCTKOB, HU Y B3POCIBIX
19. HecMOTDpSI Ha TO, UYTO COHIMBOCTb SIBJISIETCS] HEXKeIATe/IbHbIM SIBJIEHUEM, 95,00% 0% 20,00% 80,00%
CBSI3aHHBIM C ITPMMEeHEeHVeM IepaMIlaHesna, UMelonecs: HayJdHble JaHHbIe,
OCHOBaHHbIE Ha MCCIEIOBAHMSIX, OLIEHMBAIOIINX COH C TIOMOIIbIO CIIEIMaTbHBIX
TeCTOB, I0KA3aJIy, YTO [TepaMITaHesT He YCWJIMBAeT COHIMBOCTD B TeUeHNMe THS U He
HapylIaeT KaYeCcTBO HOYHOTO CHA Y GOJIbIIMHCTBA MMaleHTOB. TakKe eCcTh JaHHbIE
0 MTOJIOKUTENIbHOM BIMSIHMY TIepaMIlaHesia Ha apXUTeKTOHMKY CHa
20. [TepammiaHes MeTaboMM3UPYeTCsI B TIEYeHN U IogBepraeTcs: pepMeHTaTUBHOM 90,00% 7,50% 25,00% 67,50%
VHIYKIUA
21.TlepamMmiaHes He OKa3bIBA€T OTPUIIATETHHOTO BIMSHUS Ha CEPIEUHYIO ITPOBO- 97,50% 1,25% 5,00% 93,75%
IuMocTh. ETo mpuMeHeHNe B paMKax PeKOMEeHIOBaHHBIX 103 U CXeM TUTPaLU He
TpebyeT MpoBeeHNsI PyTMHHOTO MOHUTOpUHTa KT
22. B HacTos11iee BpeMsi HET AOCTaTOYHBIX JAHHBIX O 6€30IMaCHOCTH MpMeMa Trepam- 90,00% 3,75% 30,00% 66,25%
MaHesa BO BpeMsi 6epeMeHHOCTH, ¥ BO3MOXKHBIX HEsKelaTeTbHbIX SIBJIEHNI Y TUI0Aa
23. [Ipu mo6aBieHnu epaMIiaHesia K MOHOTEePAIM CTOUT YUUThIBATb MHOYIIMPO- 90,00% 5,00% 25,00% 70,00%
BaHMe MeYeHOUHBIX (hepMeHTOB 6a30BbIM MTperapaToM, YTO MOKET ITOTPe6OBATh
KOPPEeKIMIO TO3bI ITepaMITaHesia B CTOPOHY MOBBILIEHNST
24. TIpu “cnonb30BaHUM TiepaMIlaHesia B KauecTBe AOTOJIHUTEIbHOM Tepanumu 90,00% 2,50% 36,25% 61,25%
BO3MOXKHO CHVDKEHME T03bI COMYTCTBYOMMX [TII1 1j1s1 YTy dIiieHys IepeHOCUMOCTHI
25. Tlepamnianesn o6/afgaeT MMHUMMATbHBIM JIEKAPCTBEHHBIM B3aMMO/IEVICTBMUEM, U 91,25% 1,25% 15,00% 83,75%
OHO, KaK IIPaBWJIO, MMeeT YMePEeHHYI0 KIMHUYECKYI0 3HAYMMOCTb
26. TToBbILIIEHHBIV PUCK HEXeJTaTebHbIX SIBJIEHUI IIPY cCOYeTaHUM TlepaMIiaHesa C 90,00% 3,75% 23,75% 72,50%
onpenenedHbiMu [I3I1 man kinaccamu 1911 B KIMHMUYECKOI TTPAKTUKE HE OTMeUYeH
27. Ha cerogHsIIHMIT IeHb He MOJTyYeHO T0Ka3aTeIbCTB JIeKapCTBEHHOTO 87,50% 2,50% 23,75% 53,75%
B3aMMOZENCTBYS, KOTOPOE MOIJIO ObI IIPUBECTHU K YXYILIEHUIO TIePeHOCUMOCTI
rnepamiaHesna
28. [lepamriaHes MO JAHHBIM JIMTEPATYPbI 006/1a1a€T YHMKATbHbIM MEeXaHU3MOM 97,50% 0% 2,50% 97,50%
TleliCTBYMSI, OTIpeeSIIOIIMM BO3MOKHOCTD €T0 Ha3HAUEHMSI B PAI[IOHAJIbHOM
KoM6uHauuu ¢ apyrumu 1311, npefcTaBIeHHbIMY B HACTOSIIEe BPEMS Ha PhIHKe
29. [lepammiaHes UMEET JJIUTEIbHbIN TePUO, TIONTYBbIBENEHNS U3 IJIa3Mbl, UTO 98,75% 0% 1,25% 98,75%
MO3BOJISIET IPMHMMATh €r0 B OVH Pa3 B CYTKU
30. [lepammniaHesn MMeeT MPOCTYI0 CXeMY J03MPOBAHMS: TIO O HOI TabieTKe OOUH 98,75% 0% 1,25% 98,75%
pas B CYTKM /ISl KaKAOTO YPOBHS TO3MPOBKI
31. BO3MOXHOCTb ITpMeMa fepaMIlaHesia repef CHOM yAo6Ha [Jis maleHTa 98,75% 0% 2,50% 97,50%
32. [IpenMy1ecTBO IepaMIiaHesa COCTOUT B TOM, YTO €ro MPUHMMAIOT OJVH pa3 B 98,75% 0% 2,50% 97,50%
CYTKU
33. [lepamraHes He TpeGyeT MHOTOKPATHOIO MpyeMa: Kaskablii ypOBEeHb JO3MPOB- 98,75% 0% 2,50% 97,50%
KM IIpefyCMaTpyBaeT IpMeM OHOV KOHKPeTHOi TablIeTKM
34. XapakrepucTuky 3G beKTUBHOCTY IepaMiiaHesia (M Hajjiesxkaliee TUTPOBaHe) 95,00% 2,50% 20,00% 77,50%
MO3BOJISIIOT BO MHOTMX CJTy4astX VICIIOJIb30BATh €T0 B HU3KUX IO 1€ PXKMBAIOLINX
[103ax, HauMHas ¢ 4 MI/CyT
35. [lepammiaHes He TpeGyeT peryisipHOro 6MOXMMIMYECKOT0 aHa/M3a KPOBYM WK 95,00% 1,25% 13,75% 85,00%
J1a60paTOPHBIX MCCIEN0BaHMIA Y GOBIIMHCTBA MMAL[MeHTOB
36. I[losiB/ieHMe Ha PbIHKE MepaMIiaHesna B popMe OpabHON CyCIIeH3UU PACIIUPUT 97,50% 1,25% 10,00% 88,75%
BO3MOXKHOCTY €T'0 YCIIOIb30BaHUS
37. [losiBIeHMe Ha PbIHKe TlepaMIiaHena B (hopMe OpaabHOM CYCIIeH3UM PACIIUPUT 97,50% 0% 5,00% 95,00%
BO3MOXKHOCTH €r0 MCIIOIb30BaHMSI B IE€TCKO MOMYJISIIINY (BO3MOKHOCTD ITpUMe-
HeHus y geTelt Becom <30 Kr)
38. OpasibHas CyCITeH3Msl [TepaMITaHe/ia MOKET MMETh ITPeMMYIIeCTBa B Teparmmu 98,75% 0% 5,00% 95,00%
0COOBIX I'PYIII MAIMEHTOB (HAalpUMep, C, HapyluIeHueM JIOTaHUS U IP.)

IpumeuaHue : [I3I] - IPOTUBOIMMUIETITYECKHUIL TTPETIAPAT.
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