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BeepeHune. HecmoTps Ha 3HauuTenbHble ycnexu, AOCTUTHYTLIE B ANUAENTONOMMY, BKAOYAA NOABAEHWNE Pa3NNyHbIX HOBbIX
MeToA0B 3(EKTUBHOIO TeYeHUs pe3nCTEHTHbIX HOPM INUNENCUN Y AeTel, NO-NPeXHeMy 0CTaeTCAa AOCTaTOYHO BbICOKOM
A0/1A NaLMeHTOB, KOTOPbIE He ABNAIOTCA KaHAUAATAMU ANS XUPYPTrUYECKOro eYEHNA U Y KOTOPbIX HEBO3MOXHO NpUMeHe-
HWe anbTepHaTUBHbLIX METOA0B (CTUMYNALMA BAYKAAIOWEro HepBa U KeTOreHHas AueTa). Pe3ncTeHTHble 3nunencum co-
cTaBnsioT npumepHo 30 % cpenu Bcex OpM 3nMUNencuu, 0CO6eHHO y NaLUEHTOB C oKanbHbIMU NpUCTYnamu. B aTux
cny4asnx ocoboe 3Ha4eHWe UMEET MOUCK HOBbIX aHTU3NMAENTUYeckux npenapatos (AJM).

Mepamnanen (daitkomna®, 000 «3iicait») oTHOCMTCA K HoBbIM AIM. Mpenapar MMeeT NPUHLMNUANBHO MHON MEXaHW3M
aHTWU3ANUNENTUYECKOTOo AENCTBUA, OTANYAIOLWMIACA OT TakoBOoro y Apyrux A3MN. MepamnaHen — MOLHbIN BbICOKOCENEKTUBHbIi
HEKOHKYPEHTHBbI MHTMOUTOP MOHOTPONHbLIX AMPA-peLenTopoB NOCTCUHANTUYECKUX MEMOPAH HEPOHOB HA YPOBHE HEOo-
KopTekca u B runnokamne. IPHeKTUBHOCTb U NEPEHOCUMOCTb NepaMnaHena npu pe3nCTeHTHbIX K MeAKaMeHTO3HON Te-
panuu hoKanbHbIX NpUCTyNax Gbina foKasaHa B KNuHUYeckux uccnepgosanusx 11T dasbl. PaHgoMusnposaHHsle nnalebo-
KOHTpONMpyeMmble UCCnefoBaHna AONONHUTENLHONM Tepanuu nepamnaHenom NpoAeMOHCTPUPOBAY, YTO MpMeM npenapara
B f103€ OT 4 40 12 Mr/cyT AOCTOBEPHO CHUKAET 4acToTy (OKanbHbIX NPUCTYNOB Y NaLMEHTOB C apMakope3nCcTeHTHOM
anunencueit npu 6naronpuUATHLIX NOKa3aTensix 6e30nacHoCTU U nepeHocumMocTu. OTKpbITbIE 06CcepBaLMOHHbIE UCCNEfO0Ba-
HWS, a TaKXKe UCCNef0BaHUA AIUTENbHON Tepanum Toxe NPOAEMOHCTPUPOBANY GnaronpusTHble Nokasatenn 3hdeKTUBHOCTH
1 6e30nacHOCTU NpU [ANTENbHON Tepanuun (Ko 3 NeT) U [ANTENbHOE COXpaHeHWe TepaneBTUyeckoro addekTa. BaxHbiM
npenMylLeCTBOM ABAAETCA NpuUem npenaparta 1 pas B CyTKW, BeYEPOM, NEPef CHOM, YTO OYeHb YAOOHO ANA NaLMeHTOB.
Mepamnawen (Paiikomna®) 6bi1 0fo6peH ans nevenns anunencum B CLUA u ctpaax Esponsl B 2012 r. B 2013 r. npenapat
Obln NMLEeH3KMpoBaH B Poccum Ans LOMONHWTENbHOI Tepanuu y naluMeHToB B BO3pacTe 12 neT u cTapue ¢ GoKanbHbIMU
¥ BTOPUYHO-reHepann3oBaHHbiMu npuctynamu. C 29.06.2015 BBeAeHO HOBOE NMOKa3aHWe AiA nepamnaHena: npuMeHeHue
B NONUTEPANUM reHepasn30BaHHbIX TOHUKO-KNOHMYECKMX MPUCTYNOB Y NaLMeHTOB B BO3pacTe 12 neT u cTaplue ¢ uguonaru-
YEeCKOW reHepann3oBaHHON anunencue.

€ 07.12.2020 B Poccun nepamnanen 6bin ofoGpeH Ans NnpuMeHeHUs y feTeit B Bo3pacTe 0T 4 net (c maccoi Tena >30 Kr)
B nonuTepanuu GOKanbHbIX U BTOPUYHO-TEHEPANM30BAHHbLIX NPUCTYNOB 1 B MOAUTEPANUN FeHEpasn30BaHHbIX TOHUKO-
KNOHMYECKUX NPUCTYNOB Y NALMEHTOB B BO3pacTe 7 NeT 1 CTaplle C MANONATUYECKO reHepanu3oBaHHOI anunencueit.
Ony6n1KoBaHHble Ha TEKYLMI A MOMEHT iaHHbIE MO MPUMEHEHMIO NepaMnaHena B pOCCUIICKOM NONyNsALMN AeTelt OrpaHUYeHs.
Lienbio Haweit paboTbl Gbin aHanu3 3 EKTUBHOCTU 1 NEPEHOCUMOCTH nepamnaHena y aeteit (4—11 neT) U NoapoCTKOB
(12-18 net) c anunencueil, KOTopble HaXOAUAUCh NOA HabNOfeHWEM B VHCTUTYTe AETCKO HEBPONOTMN U 3NUAencumn
um. CBT. Jlyku.

Martepuans! u meToabl. Mof Hawum HabnoAeHneM Haxoaunoch 136 nauneHToB (4—18 net; 75 — MyxcKoro nona u 61 —
XEHCKOro nona), NpUHUMaBLINX NepaMnaHen, y KoTopbix Gblan NoayYeHbl KaTaMHeCTUYeCKUe AaHHbIe 33 NEPUOJ eYeHUs
6 Mec 1 Gonee B HaweM MHcTuTyTe. MayueHThl ObINM pasfeneHbl Ha 2 rpynnbl: Aetn (4—11 net; n = 105) U nofpocTKy
(12-18 net; n=31).

JTMonornA aNUNencum BKNtoYana cnepyolime Gopmbl: CTPYKTYpHaA hoKanbHas anunencus — 60 naLneHToB; reHeTuyecKas
anunencus — 61 nauneHT (BkAoYas cMHApoMbl [ipaBe u AHrenbMaHa, 6onesHb Jladopbl, MyTauuu B reHax PCDH19, PHACTRI,
CDKL5, ARX, PING, SCN2A, KIAA2022, xpoMoCOMHble MUKpoAeneuun n ap.); hokanbHas 3NUNencus HeycTaHoOBAEHHOI
aTnonoruu — 12; nanonatuyeckas snunencus — 3 nayneHta. Bo Bcex cnyyasax nepamnaHen NpUMEHANCA B KayecTBe [0-
nonHuTenbHoro A3, 4acTo B KOMGUHALMY C BanbnpoaTom. TUTpaLus npenapara OCyLecTBAANACh COMNACHO PeKOMeHAa-
LMAM B MHCTPYKLMK NO NpuMeHeHuto (YBeNnyeHue Ao3bl N0 2 Mr Kaxable 1-2 Hepy) A0 TepaneBTUYECKOW A03bl, KOTopas
cocTaBnsna 4—12 mr/cyT ofHOKPATHO Ha HOYb.
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Pesynbrartbl. Y feteit (4-11 net; n=105) pemuccus npuctynos 6bina gocturHyta B 29 (27,6 %) cnyyasx, 3pdeKTBHOCTb
>50 % -y 55 (52,4 %) naumMeHToB, CHUXKEHMe YacToTbl NpucTynoB <50 % unu otcytctue addekta —y 17 (16,2 %), ar-
rpasalus npucTynos —y 4 (3,8 %) nauyueHToB. Takum 06pas3om, B LLesIOM BbIpAXKEHHbIN TepaneBTUYeckuii 3hdekT (pemuc-
CWS UMY YMeHbLUEHME YacTOTbl MPUCTYNOB He MeHee YeM Ha 50 %) 6bin focTUrHyT y 84 (80 %) naumeHTos u3 105. Mo
CyObEeKTUBHOI OlieHKe popuTeneil B 23 cnyyasx Ha GOHe yMEeHbLWEeHUA YacTOTbl NPUCTYNOB Y feTell Oblnn 0TMeYeHsl
yAyyleHUe pa3BUTUs, NPUOOPETEHE HOBBIX HABLIKOB (U3 67 AeTeil C KOTHUTUBHBIMU HapyleHusmMu — Y 34 %). Y 8 neTeil,
paHee CTpaAaBLNX HapyleHWEeM HOYHOTO CHA (TPYBHOCTM 3acbiNaHus, 6eCNOKOMHbIA COH, YacTble MPOOYXAEHU:), MO
CyObEKTUBHOI OLLeHKe popuTeneit Gbl10 0TMEYEHO YNyYLleHe CHa.

Y nogpocTkos (n = 31) pemuccus npuctynos Obina fOCTUrHYTA B 9 (29 %) cnyyasx, 3hheKkTuBHOCT >50 % -y 15 (48,4 %)
NaLMeHTOB, CHUXEHME 4acToTbl NpUCTYNnoB < 50 % unu otcyTcTBue addekta —y 6 (19,4 %), arrpaBauus NpucTynos —
y 1 (3,2 %) nauuenTa. Takum 06pa3om, B LiesIOM TepaneBTUYeCKnit 3 deKT (PEMUCCUSA UK YMEHBLIEHWUE YACTOTbI NPUCTY-
noB He MeHee YeM Ha 50 %) Obln [OCTUTHYT Y 24 (77 %) nauneHTos U3 31.

3t deKTMBHOCTL NEpamnaHena B o6Lieii rpynne y aeTeit U nogpocTKoB (4—18 net; n = 136) (peMuccus uam ymeHblueHme
4acToTbl NPUCTYNOB He MeHee YeM Ha 50 %) oTMmeyeHa y 108 (79,4 %) naumeHToB U3 136. 06WKil NOKa3aTeNb peMUCccum
NpUCTYNOB B rpynne feTteit n nofpocTkoB cocTaBun 38 n3 136 (27,9 %).

BBefieHve nepamnaHena B nonuTepanumu NpMBENO K CHE3HOBEHUIO 3NUNENTU(DOPMHOI aKTUBHOCTU Ha 3NeKTpo3HLeda-
JlorpaMMme UNK K 3HaYUTeNbHON peflyKUuUn MHAeKca anunentudopMHoi akTuBHOCTU Y 38 13 112 npoLweALwmnx KOHTPONbHOE
3n1eKTpo3Huedanorpaduyeckoe uccnefoBaHne naumeHTos (6onee yem B 1/3 ciyyaes).

MobouHble 3thdekTbl 3apernctpuposansl y 41 (30,1 %) naumeHTa u3 136.

Mpenapar 6bln 0TMEHEH B CBA3M € Npobnemamu nepeHocumocTny 15 (11 %) u3 136 nalMeHToB [ETCKOro U NOAPOCTKOBOMO
BO3pacTa, NpeuMyLLeCTBEHHO B CBA3M C NCUXUATPUYECKUMU NOBOYHbIMYU 3 ekTamu (5,9 % OT 06LIero Yncna naLmeHTos).
Mokazatens yaepxaHus Ha Tepanuu nepamnaHenom >12 mec B o6Lei rpynmne feTeit 1 NoapocTkoB coctaBun 107 u3 136 (78,7 %).
3aknioyeHue. lepamnaHen BbICOKOI((EKTUBEH NPU FeHETUYECKON U CTPYKTYPHON (oKanbHOW anunencuu y petei
W MOAPOCTKOB. lpenapar oTAnYaeTca yAOOHbIM PEXMMOM NPUEMA U MeAJSIeHHON TUTPALIMEN, XOPOLIO NepPeHOCUTCA npy
AnvTenbHOW Tepanuu. PesynbTaTbl Halero HabNoAEHUA NOKa3any, YTo nepamnaHen Takxe 3 dekTuseH y Aeteit fo 12 ner,
B TOM YMCJIE B HU3KOW [l03e 2—4 MT/CyT, XOPOLLIO NePEHOCUTCA B 3TOI BO3PACTHOI rpynne u yaobHo fo3upyetcs. Mokasa-
Tenun 3PeKTUBHOCTY U NEPEHOCMMOCTY CYLLECTBEHHO He pa3Nnyanuch y AeTeit M NofpoCTKOB. Hawu pe3ynbraTbl nokasa-
W, 4TO NepamnaHen BbICOKOI(PEKTUBEH Y NALNEHTOB C HEKOTOPbIMY POPMAMU FEHETUYECKON dnunencum.

MepamnaHen fONKEH NPUMEHATLCA HE TONBKO MPU PE3UCTEHTHBIX IMUNENCUAX, HO U B KAYeCTBE NEPBOTO JONONHUTENbHO-
ro npenapara B KOMOWHMPOBAHHOI Tepannu aNKUNencum, 4To ¢ 6ONbLIOK BEPOATHOCTLIO MPUBEAET K elle 60/1ee BbICOKMM
nokasarensam 3pHeKTUBHOCTM 1 Ny4lleid NepeHoCHMOCTH.

KnioueBble cnosa: anunencus, HOBbI aHTUINUAENTUYECKUI Npenapar, nepamnaHen, 3PdeKTUBHOCTL U NEPEHOCUMOCTb,
y A€Teil 1 NOAPOCTKOB

Ina untuposanua: Myxut K.10., Mbinaesa 0.A., bobbinosa M.1H0. IhdeKTMBHOCTL U NEPEHOCUMOCTL NEepamMnaHena B fe-
YeHWUM anunencuu y aeteit U NoApoCTKoB (onbiT MHCTUTYTa AeTCKON HeBponorun u anunencuu um. Cet. Jlykun). Pycckuit
XXypHan fetckoii Hesponorun 2021;16(4):8-30. DOI: 10.17650/2073-8803-2021-16-4-8-30.
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Background. Despite the significant advances in epileptology, including various new effective treatments for drug-re-
sistant epilepsy in children, there is still a relatively large proportion of patients ineligible for surgery and alternative
treatments (such as vagus nerve stimulation and ketogenic diet). Drug-resistant epilepsy accounts for approximately
30 % of all forms of epilepsy and is particularly common among patients with focal seizures. The search for new anti-
epileptic drugs (AEDs) is critical for these patients.

Perampanel (Fycompa®, Eisai) is a novel AED that employs a fundamentally different mechanism of action compared to
existing AEDs. Perampanel is a powerful highly selective non-competitive postsynaptic AMPA receptor antagonist act-
ing at the level of neocortex and in the hippocampus. Phase III clinical trials demonstrated its high efficacy and good
tolerability in patients with drug-resistant focal seizures. Randomized placebo-controlled trials assessing the efficacy
of perampanel as add-on therapy showed that perampanel at a dose of 4-12 mg/day significantly reduced the fre-
quency of focal seizures in patients with drug-resistant epilepsy along with a good safety and tolerability profile.
Open-label observational studies and studies analyzing long-term therapy also demonstrated high efficacy and safety
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of long-term treatment with perampanel (up to 3 years), as well as good retention rate. The drug has a once-daily dos-
ing schedule, which is very comfortable for patients.

In 2012, perampanel (Fycompa®) was approved for epilepsy patients in the USA and Europe. In 2013, it was approved in
Russia as an add-on therapy for patients aged 12 years and older with focal and secondary generalized seizures. On
29.06.2015, it was also approved for polytherapy of generalized tonic-clonic seizures in patients aged 12 years and
older with idiopathic generalized epilepsy.

On 07.12.2020, perampanel was approved for children aged 4 years and older (body weight >30 kg) as a part of poly-
therapy for focal and secondary generalized seizures and for children aged 7 years and older with idiopathic general-
ized epilepsy as a part of polytherapy for generalized tonic-clonic seizures.

Currently, there is limited evidence of perampanel efficacy in children in Russia.

The study aimed to evaluate the efficacy and tolerability of perampanel in children (aged 4-11 years) and adolescents
(aged 12-18 years) with epilepsy treated and followed-up at Svt. Luka’s Institute of Child Neurology and Epilepsy.
Materials and methods. This study included 136 patients (aged 4-18 years; 75 males and 61 females) who received
perampanel and were followed-up for at least 6 months at our institution. Patients were divided into two groups: chil-
dren (aged 4-11 years; n = 105) and adolescents (aged 12-18 years; n = 31).

The following types of epilepsy were diagnosed in study participants: structural focal epilepsy (n = 60), genetic epi-
lepsy (n = 61; including Dravet syndrome, Angelman syndrome, Lafora disease, mutations in the PCDH19, PHACTR1,
CDKL5, ARX, PING, SCN2A, KIAA2022 genes, chromosome microdeletions, etc.), focal epilepsy of unknown etiology
(n =12), idiopathic epilepsy (n = 3). In all cases, perampanel was used as an additional AED, often in combination with
valproic acid. Dose adjustment was performed according to the package insert (by increments of 2 mg either weekly or
every 2 weeks) up to a therapeutic dose of 4-12 mg/day at bedtime.

Results. In children (aged 4-11 years; n = 105), seizure remission was achieved in 29 cases (27.6 %). Fifty-five chil-
dren (52.4 %) had >50 % efficacy, whereas 17 children (16.2 %) had <50 % reduction in seizure frequency or no effect.
Four patients (3.4 %) reported aggravation of seizures. A significant therapeutic effect (remission or at least
50 % reduction in seizure frequency) was registered in 84 out of 105 patients (80 %). Parents of 23 children also report-
ed better development and improved skill acquisition along with a reduced frequency of seizures (in 34 % of 67 children
with cognitive disorders). Parents of 8 children who had sleeping difficulties (trouble falling asleep, restless sleep, fre-
quent awakenings) reported an improvement of sleep.

Among adolescents (n = 31), we observed the following parameters of treatment efficacy: 9 of them (29 %) achieved
seizure remission; 15 patients (48.4%) had 50 % efficacy; 6 patients (19.4 %) had <50 % reduction in seizure fre-
quency or no effect; one patient (3.2 %) had seizure aggravation. Thus, good therapeutic effect (remission or at least
50 % reduction in seizure frequency) was achieved in 24 out of 31 patients (77 %).

Therapy with perampanel was effective (remission or at least 50 % reduction in seizure frequency) in 108 out of 136 pa-
tients aged 4-18 years (79.4 %). The overall seizure remission rate reached 27.9 % (38 out of 136 patients).

The inclusion of perampanel into polytherapy resulted in suppression of epileptiform activity on the electroencephalo-
gram (EEG) or in a significantly reduced index of epileptiform activity in 38 out of 112 patients who underwent follow-
up EEG examination (i.e. in more than one-third of cases).

Adverse events were registered in 41 patients out of 136 (30.1 %).

Perampanel was discontinued in 15 out of 136 patients (11 %) due to tolerability issues primarily because of psychiat-
ric adverse events (5.9 % from the total number of patients).

The 12-month retention rate in children and adolescents was 78.7 % (107 out of 136 patients).

Conclusion. Perampanel was highly effective in children and adolescents with genetic and structural focal epilepsy.
The drug has a convenient once-daily dosing schedule with slow titration and is well tolerated by patients during long-
term therapy. Our results demonstrate that perampanel is also effective in children below 12 years of age, even
at a dose of 2-4 mg/day; it is well tolerated and is comfortable for use. Its efficacy and tolerability did not differ sig-
nificantly between children and adolescents. Our findings suggest that perampanel is highly effective in patients
with some forms of genetic epilepsy.

Perampanel should be used not only for drug-resistant epilepsy, but also as the first additional drug in combination
therapy for epilepsy, since it is likely to improve treatment efficacy and ensure better tolerability.

Key words: epilepsy, new antiepileptic drug, perampanel, effectiveness and tolerability, in children and adolescents

For citation: Mukhin K.Yu., Pylaeva 0.A., Bobylova M.Yu. Effectiveness and tolerability of perampanel in children and
adolescents (own experience of Svt. Luka’s Institute of Child Neurology and Epilepsy). Russkiy zhurnal detskoy nevrolo-
gii = Russian Journal of Child Neurology 2021;16(4):8-30. (In Russ.). DOI: 10.17650/2073-8803-2021-16-4-8-30.

SIUJIETICUU Y JETEM, TO-TIPEXKHEMY OCTAETCST JOCTATOYHO

HecMoTps Ha 3HauUMTENbHBIC YCIIEXW, JOCTUTHYTBIC  BBICOKOM IOJIS ITAIIMEHTOB, KOTOPHIC HE SIBJISTFOTCS] KAHI -

B SIJICTITOJIOTMN, BKIIIOYAS ITOSIBJICHUE PA3IMYHBIX HOBBIX — JaTaMM JUIST XUPYPIrUIECKOTO JICYCHUSI U Y KOTOPBIX He-
MeToHn0B 3¢ (MEKTUBHOIO JIEUCHUS PE3UCTCHTHBIX (OPM  BO3MOXHO IPUMEHEHUE aJbTePHATUBHBIX METOIOB
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(cTUMYTSAIIIS OTY>KIArOIIeTro HepBa 1 KeTOreHHasI TUeTa).
Pe3ucTeHTHBIE SMMIEIICUM COCTABIISIIOT puMepHo 30 %
cpenu Bcex (hOopM SIMIICTICUM, OCOOCHHO Y MallMeHTOB
¢ boxanpabiMu puctyiamu (P. Kwan, M.J. Brodie, 2000,
2006). B aTux ciayyasx ocoboe 3HayeHHE MMEET ITOUCK
HOBBIX aHTUAIMIIETITUYECKUX ITpernapaToB (ADI) [21, 22].
Eiie onyH noaxoa — paluyoHaibHble KOMOMHALIUY CYILIE-
ctBytomux ADII ¢ cynmpaanguTUBHBIM U CMHEPTUYHBIM
a(pdpexkramu. [dnureabHoe HaOJIOJEHUE ITOKA3bIBAET,
yT10 'y 20—30 % nauueHToB ¢ hapMaKOpe3UCTEHTHO 3111~
JIETICME B JAJbHEWIIEM YIAeTCs OJOCTUYb PEMUCCUU
pu cMeHe pexxuma Teparmu [5, 10, 21, 22].

Mepamnanen (Paitkomna®, 000 «Diicait») — HOBBII
ADBII, nMmeronuii MPUHLMITAAIBHO MHOI MeXaHW3M aHTUD-
MUJIENTUYECKOTO ACUCTBUS, OTJIMYAIOIIANCI OT TAKOBOTO
npyrux ADIT. DTo MOITHBII BEICOKOCEIEKTUBHbBIN HEKOHKY-
PEHTHBI MHTUOUTOP MOHOTPOITHBIX AMPA-penieriropoB
(0-aMUHO-3-THAPOKCH-5-MeTHIT-4-130KCa30J1-TTPOITMOHOBOI
KHCJIOTHI) IIyTaMara ITOCTCHHANTIYEeCKIX MeMOpaH HEPOHOB
Ha YpOBHE HEOKOpTeKca U B rummokamiie. [lepammanen —
MepBbIil 1 eMMHCTBEHHDINM Ha JaHHBIN MoMeHT ADII co crie-
M(UUECKUM JeiCTBMEM Ha OOMeH ITyTamara (OCHOBHOTO
BO30Yy2KAalolLero HeiipomeaaTopa B LIeHTPaIbHOM HePBHOM
cucreme (LIHC)) u ortocpenoBaHHOE TITyTaMaToOM BO30YKJ1e-
Hue B LIHC. [Tono6HbI MHrIOMpyrommii 3¢ deKT Ha perien-
TOPBI IJTyTaMaTa IPUBOAUT K YMEHBIICHUIO HEUPOHAIbHOM
Bo3oyaumoctu [11, 15].

IlepammnaHe1 TTOJIHOCTBIO aO0COPOUpPYETCs MPU T1epPO-
panbHOM npueme. [IpenapaT cBsI3bIBaeTCs C OeJIKaMu
iasMbl Ha 95 % u merabonusupyercst B ieueHu (98 %
Ipenapara) ImyTeM IIepBUYHOTO OKHMCIICHUS C TIOCIeaYI0-
el TToKypoHu3ameii. OCHOBHBIC METaOOIUTHI — TJTI0-
KO3WIMPOBAHHBIN TIepaMIIaHeNl U Pa3IMUYHbIC TIIIOKYPO-
HUA-KOHBIOraThl. Ilpeanonaraercs, 4To MeTabOJIU3M
rmepaMIlaHesJa OCYIIECTBISICTCS TPEUMYIIECTBEHHO
npu nomomn n3osH3uma CYP3A4, Takxke MOXeET ydyacT-
BoBaTh CYP3A52. B tepaneBTUUYECKOIl KOHLIEHTpALIUU
TepaMIlaHeNI He OKa3bIBaeT MHTMOMPYIONIETO WM UHIY-
LIPYIOIIETO BIUSIHUS Ha OCHOBHBbIE M302H3UMBI CYP
i UGT, ogHako oKa3bIBaeT cJIadblii MHTMOMPYIOIIWI
addexr Ha CYP2CS8, UGT1A9 u cnadplii MHIYLIUPYIOIIMI
apdexr Ha CYP2B6 1 CYP3A4/5. ITpumepHo 2 % riepam-
IMaHesa BEIBOASITCSI B HEM3MEHHOM BUIE ¢ MOYoii. [Tnko-
Basl KOHIIEHTpAIs B I1a3Me gocturaercs yepes 0,25—2 9
rocJie mpruemMa npenapara [11, 25, 26].

B dapmakokmHeTMUECKMX MCCICIOBAHUSX BBISIBICH
PsII1 JIEKAPCTBEHHBIX B3AUMOIECTBUN MepaMITaHeNa C Ipy-
rumu ADI1 1 ipenapaTamu Apyrux rpymni [24, 25]. Mo-
Hble MHAYKTOPHI CYP3A4 criocoOHBI YCKOPSTH METabo-
JIM3M TlepaMIiaHesa: (PeHUTOMH U OKCKapOa3eIH MOTYT
YBEJIUYMBATh KIMPEHC IIpernapara MpuMepHo B 2 pasa,
YTO MPUBOAUT K CHIKCHUIO CPEIHETO IoKa3aTess TII0-
waau rmox kpusoii (AUC) Ha 50 %; kapbaMaseIiH — Ipu-
MEpHO B 3 pasa, 4TO MPUBOIUT K CHUKCHUIO CPETHMX
nokasateneit C_, 1 AUC Ha 26 1 67 % COOTBETCTBEHHO,
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CPEeIHUI TIEPUOI TTOTYBBIBEICHIS YMEHBIIIAeTCs 10 25 U,
BO3MOKHO CHIDKEHUE IJTa3MEHHOM KOHIIEHTPALINH ITepaM-
rmaHesa Ha 2/3 (B MCCiIeIOBaHMSIX Ha 3[I0POBBIX TOOPOBOJIb-
11ax); TonupaMar — npumepHo Ha 20 %, 4TO NIPUBOAUT
K cHIKeHn1o cpeaHero rmokasaresnss AUC Ha 20 %. Iepam-
IMaHeJI MOXET YMEHBIIATh TUIA3MEHHYIO KOHIICHTPALIMIO
KapOama3zeruHa, Ki1oba3zama, JaMOTPUIKMHA U BaJIbIIPOe-
BOI KUCJIOTBI He Gosiee yeM Ha 10 %, mumaszojama —
Ha 13 %. KiinpeHc okckapbasernuHa MOXeT YMEHbIIATHCS
Ha 26 %, npy 3TOM CpelHsIsl TUla3MeHHas! KOHIIEHTPAIUsT
yBeJM4YMBanach Ha 35 % 1pu COBMECTHOM IIPUMEHEHUU
¢ nepamItaHeoM. Kimmandyecku 3HaYMMBIX (papMaKoaHa-
MMYECKUX B3aMMOIEUCTBUI niepammaHesa ¢ apyrumu ADIT
He ormMcaHo [24, 25].

B cBsi3u ¢ TeM, YTO MHAYKTOPHI (hDepMEHTOB TICUCHU
(cbeHMTOMH, OKCKapOa3eH, KapoaMa3emH 1 B MEHBIIICH
CTEeIIeHU TOIMpaMar) MOTYT BIUATh Ha (DapMaKOKMHETUKY
TepaMITaHeIa U U3MEHSITh (CHIDKATh) €r0 KOHIICHTPALINIO
B KPOBH, ISl TIOBBIIIIEHUS 3(D(OEKTUBHOCTU JICUeHUS Tie-
paMITaHEeIOM MOKET IOTPeOOBATHCSI KOPPEKITUS TO3bI B 3a-
BUCUMOCTH OT comyTcTByomux ADI1. DTo o4eHb BaXXHO
VUUTBHIBATh B CBSA3U C TEM, UYTO B HACTOSIIICE BPeMsI TiepaM-
MMaHeJI 3apeTUCTPUPOBAH KaK IIpernapar JUIsl JOIIOTHUTEIb-
Hoii Tepanuu. CorjlacHO MHCTPYKIUMH T10 TIPUMEHEHUIO
npenapara PaiikoMra, BaJbIIpOeBas KUCJIOTa HE BIUSIET
Ha YPOBEHb KOHIICHTPAIIUK TIepaMIIaHesIa, a IIepaMIlaHesT
CHIKACT YPOBEHb KOHILICHTPAIINN BaJIbIIPOSBON KMUCIOTHI
MeHee yeM Ha 10 % [2, 3].

PesynbraThl HemaBHO TTPOBEACHHOTO aHaIN3a 3P deK-
TUBHOCTU M TIEPEHOCUMOCTHU TIepaMIlaHea B KauecTBe
MepBOI JOTIOJTHUTEIBHOM Tepalmuu y MallMeHTOB C (o-
KQIBbHOM 3MWIETICUEN U UINOTIATUYECKOW TeHEPAIIM30BaH-
HoIi arusericueit, momy4atorux apyrue ASIT (E. Santamarina
1 coaBr., 2020), ¢ yuactrieM 149 manmeHTOB cTapiie 12 yer,
KOTOPBIC HAXOIMJIUCH IOl HAOTIOMEHUEM B TeueHre 12 Mec
IocJie Havajla IIpMMEHEHMsS IIepaMIlaHelsa, MoKa3ad,
4yT0 3(D(EKTUBHOCTL ITepaMITIaHesia Obljla HYDKe ITPY KOMOU-
Hau ¢ ADIT — nnaykropamu ¢pepmeHToB neyeHn. Harpo-
TUB, O0Jiee BBICOKME ToKa3aTesn 3(P(PeKTUBHOCTUA OBLIN
TTOJTy4YeHBI, KOT/IA TE XK€ 03Bl TlepaMIIaHesia IIPUMEHSITUCH
B KOMOMHAIIUM C MHTUOMTOpaMH (DepMEHTOB. ABTOPHI UC-
CJIeIOBaHMS CACIAN 3aKIIOUEHNE O TOM, YTO KOPPEKIIMS
JTO3BI TIepaMIIaHesia B 3aBUCMMOCTU OT €r0 PUMEHEHMUS
B KOMOMHAIIMY C UTHAYKTOPAMU WJIM MTHTHOUTOpaMHu (pep-
MEHTOB IIEYCHU MOXKET OBBICUTD 3(PHEKTUBHOCTS JIeUe-
HUs. YaepKaHue Ha Tepaliiy B TedeHne 12 Mec COCTaBUIIO
85,2 % mauueHTOB. BaxkHO OTMETUTD, YTO IepaMIlaHell
JIEMOHCTPUPOBAJI COIMOCTABUMYIO TIEPEHOCHUMOCTD He3a-
BUCHUMO OT THUITa cOnMyTCTBYIOMMX ADIT [28].

DbHEKTUBHOCTL U MEPEHOCUMOCTh TlepaMIlaHesa
MIPY PE3UCTECHTHBIX K MEAUKAMEHTO3HOM Teparnuu (hoKaib-
HBIX TIPUCTYIIAaX OblIa J0Ka3aHa B KIMHUYECKUX UCCIIEeI0-
Banusx 111 daser [12, 15, 1720, 27]. Pangomu3npoBaHHbBIE
IIIaIe00KOHTPOIMPYEMbIC MCCIIEIOBAHMS TOTIOTHUTEIEHOMN
Tepanuy IepaMIIaHeJIOM MPOAEMOHCTPUPOBAIM, UYTO
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IIpHeM TIpernapaTa B 03¢ OT 4 10 12Mr/cyT TOCTOBEPHO
CHITXAeT 4acTOTy (DOKaIBHBIX IIPUCTYIIOB Y MAIIMEHTOB
¢ (hapMaKoOpe3UCTEHTHOM AMUJIEIICHE TIpU 0JIaronpusIT-
HBIX TTOKa3aTesIsIX 0€30IacHOCTH U IepeHocuMocTh. OT-
KpBIThIe 00CepBallMOHHBIE POCCUMCKUE U 3apyOesKHbIe
HCCIIeIOBaHYsI, a TAKKE MCCIICNOBaHUS IINTEIHLHOM Tepa-
MUY TOXE MTPOIEMOHCTPUPOBAIN OIarONpPUsITHBIC TTOKa-
3aTesi 3MEKTUBHOCTU U O€30ITACHOCTH MPU JJIUTEJTBHOMI
Tepamuu (1o 3 JeT) U JUIMTEIbHOE COXpaHEeHNE TeparieB-
tnyeckoro a¢dekra [1, 4, 68, 23].

IIpemapar BeITycKaeTcst U 1ocTyleH B Poccnu B hop-
Me TabJIeToK, comepKaiux 2, 4, 6 1 8 Mr I€ACTBYIOIIETO
BellecTBa. BaxXHBIM MPEUMYIIIECTBOM SIBISICTCS IIpHUEM
mpenapara 1 pa3 B CyTKH, BeuepoM, repea cHoM. [lepron
MOJIyBBIBEJIeHUS cocTaBsieT B cpenHeM 105 9 [3], aTo 110-
3BOJISICT TIPMHUMATH mpenapaT 1 pa3 B 1eHb (YTO OUYEHBb
YIOOHO IS MAlIMEHTOB U MOBBIIIAET KOMIUIACHTHOCTD
Teparnun).

[Ipuem mepamiaHesna ciaeayeT HaAaYMHATHh C O3B
2mr/cyT. Jlo3a MOXeT OBITh yBeaudeHa 10 4—12Mr/cyT
B 3aBHCUMOCTH OT KJIMHUYECKOT'O OTBETA U IIEPEHOCUMO-
ctu. TuTpanus mepaMIiaHesna DOJKHA OCYIIECTBIISITHCS
C IIaroM He yaiie 2 MT B HeJIeJII0 y TTallueHTOB, OMHOBpPE-
MEHHO MPUHUMAOIINX MHAYKTOPH! (PepMEHTOB IIeYCHH,
U C IIIarOM He Yalle 2 MT B 2 Heql y TTallMeHTOB, HEe IIPUHU-
Matomux ADTT — nHIyKTOpHI (PEPMEHTOB MEYEHM.

Mepammnanen (Paiikomna®) 6b11 0106peH LIS JTeye-
Hug sruaerncun B CILA u ctpanax EBponb B 2012 1 [15,
17, 30]. B 2013 . mpemapar ObuT THLIeH3UpOBaH B Poccun
IIJIST TOTIOJTHUTEJIFHOM Tepaluy y IMallieHTOB B BO3pacTe
12 net u crapiuie ¢ GOKaJTbHBIMU U BTOPUYHO-TEHEPAIM -
3oBaHHbIMM npuctynamu. C 29.06.2015 BBeaeHO HOBOE
IMoKa3aHue IS TIepaMIiaHesia; IIPUMeHEeHUe B TTOJIUTepa-
MY TeHePaIM30BaHHBIX TOHUKO-KJIOHUMYECKUX IIPUCTYITOB
y IMaIlMeHTOB B Bo3pacTe 12 JIeT u cTapiie ¢ MIuonaTude-
CKOI1 TeHepaIn30BaHHOM dIuIeTnicueii [2].

C 7.12.2020 B Poccuum mepammaHes ObL1 0J00peH
IIJIST IPUMEHEHMST Y IeTeii B Bo3pacTe OT 4 JieT (C Maccoit
tena >30Kr) B mojuTepanuu GOKaIbHBIX U BTOPUIHO-
TeHEePAIM30BaHHBIX TIPUCTYIIOB 1 B ITOJIMTEPAIINH TeHepa-
JIN30BaHHBIX TOHMKO-KIOHWYECKUX TIPUCTYIIOB Y TallH-
€HTOB B BO3pacTe 7 JET M CTaplle C MAMOIaTUIeCKOi
reHepajnM30BaHHON snuencueit [3].

MeKIyHAPOIHBII ONBIT IPAMEHEHHS epaMIaHeIa y Jie-
Teii oT 4 JeT 1 moaApocTKOB. [ToKkazaHMs K TPUMEHEHUIO
repaMIlaHeNa y IeTeil M MOAPOCTKOB ObUIM pacIIMpPeHbI
Ha OCHOBAaHUM PE3yJBTaTOB PAaHIOMU3UPOBAHHBIX KIIH-
HUYECKUX MCCIeIOBaHUI, MOKa3aBIMMX 3¢ (GEeKTUBHOCTD
1 OJIarONpUSITHBIC TapaMeTPhl IIEPEHOCUMOCTH TIepaMIIa-
HeJla B 9TOM BO3PAaCTHOM TPYIIIIE.

J.E. Pina-Garza u coasT. (2020) omybaukoBaiu pe-
3yJIBTaThl post hoc aHam3a 6 paHIOMU3UPOBAHHBIX JIBOM-
HbIX ciaenbix uccienoBanuii 11 u 111 ¢asbl, oLieHUBaOIIUX
3((HEKTUBHOCTD 1 0€30IMaCHOCTh AOTIOTHUTEILHOM Tepa-
MUY TIepaMITaHeIoM (B 103¢ 2—12Mr/CcyT) y TOIPOCTKOB

4

B Bo3pacTe oT 12 1o 17 et ¢ pe3ucTeHTHBIMU (DOKATLHBIMUA
MNpPUCTYNaMU C BTOPUYHOM reHepaau3alueil uiu 6e3 Hee
100 MEePBUYHO-TEHEPATN30BAHHBIMY TOHUKO-KJIOHM-
YyeCcKMMMU IpucTynamu. B ucciaegoBaHue ObLIM BKIIIOUE-
HBI TaHHBIE, TTOJYyYEeHHBIC Y ITOAPOCTKOB, y4aCTBOBAaB-
11X B KIIMHUYecKux ucciaenoBanusx 304 (NCT00699972),
305 (NCT00699582), 306 (NCT00700310), 335 (NCT01618695),
235 (NCTO01161524), 332 (NCT01393743). ITapameTpbl OLICH-
K1 3(pheKTUBHOCTH (B 3aBUCMMOCTH OT TUTIA IIPUCTYIIOB)
BKJIIOYAJIM MEOUAaHy IPOLIEHTHOIO M3MEHEHUST YacTOThI
MIPUCTYIIOB Yepe3 28 THeil OT MCXOMHOTO YPOBHS (OT Ha-
yaja IpremMa Iperapara) 1 TOJII0 MallieHTOB, JOCTUTIITNX
pemuccun. [lapamerpsl olLleHKM 0€30ITaCHOCTU JIeUeHUSI
(my1 BceX TUITOB IIPUCTYIIOB B IIEJIOM) BKJIIOYATM MOHU-
TOPUHT CBSI3aHHBIX C JIeYeHUEM ITOOOYHBIX 3(P(PEKTOB.

B ananu3 6e3omacHOCTU Tepanuy ObUIM BKJIIOYEHBI
372 mamnueHTa moIpOCTKOBOTO Bo3pacTa (114 manmeHToB
TOJIy4Jaju miaie6o, 258 — nepammanen). [1oxHbli aHaM3
JMAHHBIX BKJIIOYas 346 mameHToB ¢ (OKaIbHBIMU ITPUCTY-
mamu (totane6o — 103 mamuenTa, mepammnaHen — 243),
13 KOTOPBIX Y 125 BO3HUKAIM BTOPUIHO-TEHEPaTN30BaH -
HbI€ IIPUCTYIIBI 10 Hayaja Teparuu UCCIeAyeMbIM IIperia-
paToM (Ha MCXOTHOM ypoBHe) (I1aie6o — 37 malueHToB,
nepammanes — 88), n'y 22 perucTpupoOBaInCh IIEPBUYHO-
reHepaJu30BaHHble TOHUKO-KJIOHMYECKHUE IMPUCTYIIbI
(rmame6o — 9 maumeHToB, epamnanen — 13). Ilo cpas-
HEHUIO C IUIaLebo Ipu IpueMe epaMmiiaHesa B 103ax 8
u 12Mr/cyT OBUIO IMOJIydeHO 0oJiee BHICOKOE 3HAYCHUE
MeIWaHbl PeayKIIMU YaCTOThI IIPUCTYIIOB Yepe3 28 mHeit
nedeHust 11 (PoKaIbHBIX TprcTyIios (18,0 % mportus 35,9
u 53,8 %; p <0,01) 1 It BTOpUYHO-TeHEPATU30BAHHBIX
npuctynos (24,4 % nporus 72,8 % (p <0,01) u 57,8 %
(p <0,01)), a TakKe 3apeTHCTpUpPOBaHA OOJIbIIAS IOJISI
MMaIleHTOB, TOCTUTIINX peMuccuu ((hoKaabHBIC TIPUCTY-
nbl: 7,8 % npotus 13,2 1 11,8 % (cTaTUCTUYECKU HE3HA-
YHMO); BTOPUYHO-TeHEePaIn30BaHHbIE MIPUCTYIIBL: 8,1 %
npotuB 40,7 % (p <0,001) u 41,7 % (p <0,01)). B otHO-
LIEHUU IIEPBUYHO-TEHEPAIN30BAHHBIX TOHUKO-KJIOHNYE-
CKUX MPUCTYIIOB [0 CPaBHEHUIO C ILIale0o rmepamiiaHe
B JI03¢ 8§ MT'/CYT TaK:Ke aCCOLIMMPOBAJICS ¢ 00J1ee BHICOKMM
rokKasarejieM MeAMaHbl PeIyKIIMU YaCTOThI IIPUCTYIIOB Ye-
pe3 28 nHeii (29,8 % — miaue6o, 88,0 % — nepamiiaHen)
U OOJIblIEeH JoJe MalMeHTOB, HJOCTUTIIUX PEMUCCUU
(11,1 % npotuB 23,1 % coorBeTcTBeHHO). CBS3aHHbIE C Jie-
yeHHeM MoOoYHbIe 3(PPEKTHI ObLIN 3aperuCcTPUPOBAHBI
y 76 (66,7 %) mauueHTOB, IOJydYyaBIIMX ILIaLebo,
uy 192 (74,4 %) nauueHTOB, MOJIYYaBIIKUX IIepaMIlaHes
(HamOos1ee yacTble TOOOYHBIE 3(P(hEKTHI: TOJIOBOKPYKEHUE,
COHJIMBOCTb, TOJIOBHAsI 00J1b ¥ Ha30(apuHIUT). Cepbe3HbIC
CBSI3aHHBIE C JIeueHEeM IMOOOYHBIe 3(D(MEKTHI 3aperucTpu-
poBaHbl y 5 (4,4 %) nmauMeHTOB, MOJIyYaBIIKX ILIale0o,
ny 11 (4,3 %) nauueHTOB, IOJYYaBILIKUX IIepaMIIaHE.

Pesyinbrarhl aHaIM3a IIOKa3aJId, YTO JOIOJIHUTEIbHAS
Tepanus nepamnaHesioM 3GEeKTUBHA U B 1IEJIOM XOPOIIO
MIEPEHOCUTCS y TMAIMeHTOB MOAPOCTKOBOIO BO3pacTa
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¢ (boKaJbHBIMM, BTOPUIHO-TEHEPATM30BAHHBIMU TP~
CTyIaM{ WA MePpBUYHO-TEHEPATN30BaHHBIMU TOHU-
KO-KJIOHMYECKUMU IIPUCTYIIAMH W TIPEICTaBIIsICT cO00it
MePCIIEKTUBHBIN METOI JICUSHUS Y TIOAPOCTKOB C HEKOH-
TPOJIMPYEMBIMU TIpUCTynaMu [26].

B 2020 1. 66111 OITyOJIMKOBAaHBI Pe3yJIBTAThl MCCIIEI0-
BaHus 311 (NCT02849626) — ri106a1bHOr0 OTKPHITOrO
MHOTOILIEHTPOBOTO HECPAaBHUTEIBbHOIO MCCIEIOBAHMS,
OLICHMBAIOIIETO 0€30I1aCHOCTD, IIEPEHOCUMOCTD, (hapMa-
KOKMHETUKY U COOTHOIIeHHE (apMaKOKMHETUIE-
CcKMX/papMaKOIMHAMMYCCKUX ITapaMeTPOB IPU OTHO-
KpPaTHOM B CYTKU IPUMEHEHHUU OPaJbHOM CYCIIEH3UU
repaMIlaHeNa B TOMOJHUTEIFHOM Tepaliii y MallieHTOB
nmerckoro Bo3pacta (o1 4 10 <12 sier) ¢ (hoKaIbHBIMU TP -
CTyImaMu ¢ TpaHchopMalmeil B OmiarepaibHble TOHUKO-
KJIOHWYECKNE TIPUCTYITBI WK 0e3 Hee WU TeHepaanu30-
BaHHBIMUA TOHMKO-KJIOHMYECKMMU mpuctymamu [13].
OcHoBHOe nccnenoBanue 311 BKiIovyano 4-HeaeaIbHBII
MepHoI 1O Havyayla Teparuy rnepamItaHe oM (CKpUHUHT/
HWCXOIHBIN YPOBEHB) C ITOCICAYIONINM 23-HeACIbHBIM I1e-
puomom Teparuu (11-HenenbHast TUTpalys; 12-HeaenpHast
daza rmommepKUBaOIIeil Tepanun) U 4-HeaeIbHBIN ITepr-
O]l KATAMHECTUYECKOTO HabmoneHus. KoHeuHble TOUKu
(ocHOBHBIEC MapaMeTPhI OLICHKHM) BKJIIOYAIN OILIEHKY 0e3-
OITACHOCTH /TIEPEHOCUMOCTH (TIepBUYHASI KOHEYHAS TOU-
Ka), CpeIHUI TPOIICHT U3MEHEHMST YaCTOTHI IIPHUCTYIIOB
3a 28 mHel (Mepro TepaIim) 10 CPaBHEHUIO C UCXOTHBIM
YPOBHEM U JIOJIIO PECIIOHACPOB CO CHIDKEHUEM YacCTOTHI
IPUCTYIIOB He MeHee yeM Ha 50 %, a TaksKe J0JII0 Malu-
€HTOB, TOCTUTIINX PEMUCCUH (TICpHOJ IO P>KUBAIOIIICH
tepanun). [TarmmeHTs! ObUTH CTpaTU(PUIIMPOBAHBI IO BO3-
pacty (ot 4 mo <7; ot 7 mo <12 7eT) U B 3aBUCUMOCTH
oT conyTcTByoniero npuMmenenus ADIl — nHIyKTOpOB
¢depmenToB. B nccienoBanne 6610 BKIIoueHo 180 marm-
€HTOB (¢ (hoKaTbHBIMU IIpUCTyIIaMu — 149; ¢ (pokambHBI-
MU TIPUCTYIIaMU ¢ TpaHchopmalmell B OuiaTepalbHbIe
TOHMKO-KJIOHMYECKIE TIPUCTYIIBI — 54; ¢ TeHepaIn30BaH-
HBIMUA TOHUKO-KJIIOHMYECKUMM TTpUCTyImaMu — 31). OcHOB-
HOe uccienoBaHue 3aBepiuin 146 (81 %) mauueHTOB.
Haubosee yacToii MpuuMHOI BEIOBIBAHUS U3 UCCIIEA0BA-
HUs1 ObLIM o6ouHbIe 3dexThl (1 = 14 (8 %)). Cpennsis
CyTOYHasl J103a nepamimaHesa cocrasmwia 7,0 (£2,6) mr/cyr,
CpeIHsIsI TIPOAOJIKATEIPHOCTD IIpYeMa TiepaMIIaHe a —
22,9 (£2,0) Hex. O0IIas yacToTa BCTPEYAEMOCTH CBSI3aHHBIX
¢ JleueHreM 1000YHbIX 3¢ dekToB (89 %) ObLIa CXOMHOM
y TTALIMEHTOB C (POKAJTLHBIMU TIPUCTYIIaMU (0e3 (POKaTbHBIX
MIPUCTYIIOB ¢ TpaHChOopMaIIreil B OriaTepaabHbIe TOHUKO-
KJIOHWYECKHE TIPUCTYIIBI WJIK C HUMU) U TeHepaIn30BaH-
HBIMU TOHUKO-KJIOHUYECKUMM IIPUCTYIIAMU.

Hawubonee yacTbie CBsI3aHHbIE C JIeUeHEM MOOOYHbIE
5(heKThI BKITIOYATIN COHIMBOCTE (26 %) 1 Ha30(hapUHIUT

*[Tpemapar Maitkomma®
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(19 %). Ha cdoHe yiedeHUsT OTCYTCTBOBAIM KIMHUYECKU
3HAYMMbIe U3MEHEHUS] KOTHUTUBHBIX (DYHKIIMIA, Tabopa-
TOPHBIX ITOKa3aTeyel, mokKazaTeael 3JIEKTPOKapauo-
rpaMMBbI ¥ KU3HEHHO BaXKHBIX yHKUMi. CpeaHuii IIpo-
LIEHT PeaYKIIMKY YaCTOTHI IIPHCTYIIOB Yepe3 28 mHelt oT Ha-
yajia JiedeHust coctaBui: 40 % (dokanbHble IPUCTYIIbI),
59 % (dokalibHbIE IPUCTYIIbL ¢ TPpaHChOpMaLMeil B Ora-
TepasibHbIe TOHUKO-KIIOHUYECKHE IIPUCTYITHI) 1 69 % (re-
HepaJM30BaHHbIE TOHUKO-KJIOHUYECKHE IPUCTYIIbI). Jo-
J1s1 pecrioHepoB ¢ 50 % CHUKEHUEM YaCTOThI IIPUCTYIIOB
U J0JIs1 MAllMeHTOB, JOCTUTLIUX PEMUCCUM, COCTABUJIL:
(oxanbHbie npuctyiibl — 47 u 12 %; dokanbHble IPUCTY-
bl ¢ TpaHcdopMaLKeil B OuiarepajbHble TOHUKO-KIIO-
HUYECKME MPUCTYIbl — 65 u 19 %; reHepain3oBaHHbIC
TOHMKO-KJIOHWUYECKUE TIPUCTYITBI — 64 1 55 % coorBeTcT-
BEHHO. YiIy4llleH1e TepalleBTUYeCKOro OTBeTa,/yMeHbIIIe-
HUE YaCTOThbI MIPUCTYIIOB 10 CPABHEHUIO C UCXOIHBIM
YPOBHEM HE 3aBUCEIU OT BO3pacTa U COIYTCTBYIOIIETO
npuMeHeHuss ADIT — unaykTopoB pepMeHTOB. Pe3ynbra-
TBI OCHOBHOTO ucciaenoBaHus 311 mokasaiu, 4To J0I0-
HUTEJIbHAS Tepalivs IIepaMIIaHeIOM B CYCIICH3UU IS Tie-
pOpaJbHOr0 IMpUMeHeHus1 Oe3omacHa, XOpOILIO
nepeHocuTcs 1 3 deKTUBHA y eTeit ot 4 1o <12 net ¢ do-
KaJbHBIMU mpucTtynaMu (0e3 ¢GhOoKaabHbIX IMPUCTYIIOB
¢ TpaHcpopMalKeil B OuiaTepaibHble TOHUKO-KJIOHUYE-
CKUe MPUCTYIIbI WA C HUMU) WU FeHepaln30BaHHBIMU
TOHUKO-KJIOHMYECKUMU TIpUcTyIiamu [13].

BuroskBuBaIeHTHOCTD TAOJETUPOBAHHOM (POPMBI U CY-
CIIEH3UM IlepaMIlaHesia IMOATBEPXKACHA B XO[e KIMHUYE-
ckoro ucciaenoBanust 048 daszel I (N. Getzoff, 2016) [14].

Tak Kak MoxkasaHusi K IPUMEHEHUIO IepaMIlaHeia
y HAlMEeHTOB OT 4 jieT ObLIM pacLIMpPeHbl HEIaBHO, ITOKA
OIy0JIMKOBAHO MaJIO UCCIEA0BAHUI, TTOCBSILIEHHBIX 3(-
(EeKTUBHOCTH MepaMITaHena y JeTeil B YCIOBUSIX peaTbHOM
KIIMHUYECKOI MPAKTUKHU.

A. Biro u coaBt. B 2015 . IpoBeJIM HECITOHCUPYEMOE
00cepBallMOHHOE PETPOCIIEKTUBHOE UCC/IeIOBAHKE C yua-
crueM 8 1eHTpoB EBpomnbl. Uccienyemast momymsiins
BKJIIOUasa 58 manueHToB (cpemHuii Bo3pact — 10,5 roma;
nuarnas3oH: 2—17 net*) ¢ pa3saIuYHBIMUA Pe3UCTEHTHBIMU
K MEIMKAMEHTO3HOI Tepanuu (GopMaMu 3IMUIEIICUU,
KJaccU(ULIMPOBAaHHBIMU KaK (DOKaJIbHBIC SMUJICTICUU
(n = 36), HekaccuduLpyeMasi reHepaJll30BaHHAasl DI~
nericust (n = 12), cuanpom JlenHokca—Iacro (n =5), cun-
npom Becra (n = 3) u cunapom Jpase (n = 2). Jomxs pe-
CHOHAEPOB (IMaLMEHTOB C YMEHBIIEHUEM YaCTOThI
MpHUCTYIIOB Gojiee ueM Ha 50 %) yepe3 mepBbie 3 Mec Jie-
yeHus coctaBuia 31 % (18 u3 58 mauueHTOB) B 001t
rpymre. [1oaHbIIA KOHTPOIb Hal TPUCTYHaMU ObLT JOCTHUT-
HYT y 5 (9 %) mauueHTOB. ArrpaBaius SIMUIeITUIECKUX
MPUCTYIIOB oT™MeueHa B 5 (9 %) ciyuasix. Haubosee yacto

omoOpeH K mpuMeHeHnto B Poccun y neteit ¢ 4 sieT ipu GOKaTbHOM STMWIISTICUA U ¢ 7 JIET TIPU TeHepasin30-

BaHHBIX TOHUKO-KJIOHNYCCKUX MPUCTYIIaxX Mpu UAMOTAaTUYECKON FeHepaJH/BOBaHHOI‘;I SIMUJICTICUH.
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BCTpevalomecs modouHbie 3(PdeKThI BKIIIOYAIN CHUXKE -
HUE YPOBHSI aKTUBHOCTHU WJIM YCTAJIOCTh (1 = 16) 1 moBe-
neHJeckue HapyiieHus (n = 14). Pe3ynbraT nuccieqoBaHus
MPOAEMOHCTPUPOBAT 3(P(HEKTUBHOCTD ITepaMIIaHesIa y IeTeit
U TIOAPOCTKOB ¢ (DapMaKOPEe3UCTEHTHOM SMUJIETICUEH TTpU
JIOCTATOYHO XOPOIIIeit MePeHOCUMOCTH JIeUeHU:T [9].
Llenbio HemaBHO MpoBeaeHHOro B Kopee MHOTOLIEHT-
poBoro wuccienoBanus «Real-Life Effectiveness
n Tolerability of Perampanel in Pediatric Patients Aged
4 Years or Older with Epilepsy» (S.K. Hwang u coasr., 2020)
ObLI0 ompeaeneHue 3PPOEKTUBHOCTH U TIEPEHOCUMOCTH
IJTATEJIFHOTO JICUCHUS TIepaMIIaHeJIOM B MOJIUTEPAITUN
y IeTeii ¢ anUJIeTICueli B Bo3pacTe ¢ 4 JIeT M cTaplile B yCI0-
BUSIX p€aIbHOM KIIMHUYECKOU MPAKTUKM, a TAKXKE BbISIB-
JIeHue (haKTOPOB, BIUSIONINX HA TePAIIeBTUICCKIIT OTBET.
IIpoBeneHO MHOIOLIEHTPOBOE PETPOCIIEKTUBHOE o0cep-
BaIlOHHOE MCCJIeI0BAHNE C YIACTUEM BITUICTITOIOTNIe-
CKUX IICHTPOB IS AeTei pK 4 HAIIMOHAIbHBIX YHUBEPCH-
tetax Kopeu. B uccnenoBanue 6n110 BItoueHo 220 nereit,
ITOAPOCTKOB ¥ MOJIONIBIX B3pOCBIX (117 — MysKCKOTO 1oJa,
103 — xxeHckoro 10j1a) B Bo3pacte oT 4 1o 20 neT. Boige-
JIEHBI 2 TPYIIbI MalueHToB: 4—16 ner (n = 119) u 17—
20 net (n =91). Y GonblMHCTBa MaleHToB (84 %) nuar-
HOCTUPOBAaHBI PE3UCTCHTHBIC (OPMBI BIUICIICHU.
[TpomomKnTeIbHOCTD Tepauy TiepaMIlaHeIOM COCTaBUIa
B cpeaHeM 11,5 £ 6,9 mec. CraproBas 103a IepamiaHesia
cocraBwia 2,0 £ 0,2 Mr/cyT; TepaneBTUIecKas 103a — 5,5 =
2,8 Mr/cyT. J1oJIs TallueHTOB C BEICOKUM 3(D(HEKTOM Jieue-
Hus coctaBuia 43,6 % (06e3 CYLIECTBEHHbBIX pa3inyuii
B 2 rpymax), pemuccus gocturayray 17,7 %. Io pe3yiib-
TaTaM UCCJIeIOBAHMS aBTOPHI BBIIEIUIN (DaKTOPHI, OIIpe-
NEJISIONIME XOPOILINM TepalleBTUYECKUIA OTBET Ha IIepaM-
MMaHesN y neTeit: 1) HopMadbHBIN MHTEIIEKT; 2) HeOOIbIIIOe
yucio cormyteTByommmx ADII; 3) Hu3Kast 9acToTa IPUCTY-
OB 10 HavaJja je4eHus nepamiiaiesioM. [TodouHsie a¢-
(exTh! BoisiBIeHBL Y 88 (40 %) mauueHTOB, BOZHUKIIM
Ha (oHe MpUMeHEeHHUs Mo3bl 5,3 £ 3,2Mr/cyT; moutu
BO BCEX CIIyJasiX ObLIN JISTKUMU 1 ITPOIIUIN TIPY CHIDKEHUH
ITO3BI MJIM OTMEHE mepamIiaHena. Cpeay Jaie BCTpevaro-
IIIXCS TOOOYHBIX 3(D(EKTOB OTMEUYCHBI COHJIMBOCTH (Ha-
nboJjiee 9acTo), TOJIOBOKPYKEHUE, aTaKCUsI, arpeccus,
arrpaBalysi IIpUCTYIIOB, 06CCOHHMIIA, TOJIOBHAsI 00JIb, 1e-
Mpeccysi, CHIKeHHE aIIeTUTa, TOIHOoTa 1 pBoTa. [lepam-
raHes ObLT OTMeHeH Y 29,5 % malueHToB, 1 1oKas3arteib
OTMEHBI B CBSI3M C TTOOOYHBIMU 3 (PeKTaMu ObLT BHIIIE
B cTapiieii Bo3pacTHoi rpymniie. COHIMBOCTD Yallle BCTpe-
yajach y AeTeli, YeM Y IOAPOCTKOB 1 B3POCIIbIX, M B IICJIOM
Obl1a HamboJiee YacThIM MOOOUYHBIM 3 dekTom. lanee
10 YaCTOTE BCTPEYAEMOCTH CJICI0BAIM TOJIOBOKPYKECHHUE,
aTakcHsI, arpeccus, THEB, 3JI0CTh, Pa3dpaXkKUTEIbHOCTD,
arrpaBalysi IIpUCTYIIOB, 06CCOHHMIIA, TOJIOBHAs 00JIb, Ie-
Mpeccysi, CHIDKCHUE allleTUTa, YXyAIICHe KOTHUTUBHBIX
(pYHKIIMIA, TOIITHOTA ¥ pPBOTA. 3aperucTpupoBaH 1 ciaydait
CYUMLMIAJbHON MOIBITKU Yy MalMeHTKU 16 jeT (paHee
y JaHHOU 0O0JIbHOI HE ObLIO CyMIMUAAIbHBIX MOMBITOK,
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OIHAKO paHee OHa ObUTa KOHCYJIFTUPOBAaHA IICUXUATPOM,
cTpazajia TPeBOXHBIM PAacCTPOMCTBOM U HapylICHUEM
UMIIYJIbCUBHOTO KOHTpoJist). [lokazaTenb ymepXKaHUs
Ha Tepanuu 4depe3 3, 6 u 12 mec cocrasmr 85,0; 71,8
u 50,5 % CcOOTBETCTBEHHO. ABTOPBI CIejali BbIBOIBI,
YTO JIOMOJTHUTEIbHAS Teparnus repaMrnaHeIoM 3 GeKTUB-
Ha M XOPOIIIO IIEPEHOCUTCS Y MAIlMeHTOB C 3MUJICIICHEH
B BO3pacTe OT 4 JieT 1 cTapiie. PaHHee Ha3HaUeHME TIepaM-
ITaHeIa MOXET YIYIIINTh TeYSHHE SITIICIICUU U Ka9eCTBO
JKW3HU TaueHTos [16].

C y4eToM TOro, UTO OITyOJIMKOBAHHBIC TAHHBIE IT0 TIPH-
MEHEHMIO IIepaMIlaHelIa B POCCUMCKOM NONYJISIIUA OETeH
OrpaHUYEHBI, IIPEICTABIISIEM HaIll OITBIT IIPUMEHEHUS T1e-
pamIaHesa y AeTer U MOAPOCTKOB B YCIOBUSX PealbHOU
KJIMHUYECKOM MPaKTUKU B VITHCTUTYTE NeTCKOI HEBPOJIO-
ruu u smwtenicun (MAHD) um. CBr. JIyku.

Ieasio Hamreit paGoThI OBLT PETPOCTICKTUBHBIN aHa-
13 3(pPEeKTUBHOCTU M MEPEHOCUMOCTHU TIepaMITaHesa
y nereii (4—11 net) u mompocTKoB (12—18 1eT) ¢ armten-
cHeli, KOTOpble HaXoaWiInch o Haomonenuem B MJTHD
nM. CBT. JIykn.

Martepuanbl u meToabl

ITox HaM HAOIOIEHMEM HAXOIWIOCh 136 rarmeHToB
(4—18 neT; 75 — Mykckoro noja u 61 — XXeHCKOro I10J1a),
MMOJYYaBIIMX TIepaMIIaHeN, Y KOTOPHIX OBUIM ITOJTYIeHBI
KaTaMHECTUYECKUE JaHHbIE 3a IIEPUOI JIeueHus 6 Mec 1 60-
snee B HameM MHctutyte. [lauueHTsl ObUIM pa3nesieHbl
Ha 2 rpyrmsL getu (4—11 aer; n = 105) — rpynma I; mox-
poctku (12—18 net; n =31) — rpymma I1.

Kputepun BKII0OYeHHs] B aHAJIN3 JTAHHBIX: BepUDUIIN-
POBaHHBIN AMATHO3 SMMJICTICUM; BO3PACT OT 4 JIeT 1 Macca
Tena >30Kr; peryasipHOe MocellieHre Bpaya ¢ ITPOBeIcHUEM
obcnemoBaHuit; peryasspHbIii mpreM ADI1. MBI BKiroyanmu
B aHAJIM3 TTALIMEHTOB ¢ (POKATbHBIMU (PopMaMU STTAJIETICUMA
JII0001 3TUOJIOTUM ¢ (DOKATBHBIMU M BTOPUYHO-TEHEpa-
JIN30BaHHBIMU (OMJIATePATBHBIMUA CYTOPOXHBIMU) TIPH-
crynamu (¢ 4 jiet ¢ Maccoii Tesa >30Kr), a TakKe MalyeH-
TOB C UIMONATUYECKON TEHEPAIIM30OBAHHOM SMUJIETICUEH
B Bo3pacTe 7 JIET U cTapIlie C IIepBUYHO-TeHEepaIn30BaH-
HBIMU TIPUCTYIIAMH, KOTOPBIE TIOJTYJajIi ITIepamMIIaHeT v pe-
TYJISIPHO HAXOAWJIUCH IO/ HAIITMM HaOJTIOICHUEM.

Kpurepun ncKmodeHns: HEIOCTaTOK TAHHBIX JIJIST yCTa-
HOBJICHUSI IUArHO3a SIWICTICUU; HEPETYISIPHOE MoCeIe-
HHE HEBPOJIOTa C OTCYTCTBUEM JOCTOBEPHBIX JAHHBIX
0 KaTaMHe3e; HeperyasapHblii mpueMm ADIT; Bospact <4 net
i Macca tena <30kr (st pokaabHBIX (DOpM BTUJIETI-
cum); Bo3pacT <7 JeT WIS HallMeHTOB C MIMOIIaTUISCKOM
TeHepaJIu30BaHHOM SNWIEIICUEN ¢ TEPBUYHO-TEHEPAI-
30BaHHBIMU TOHUKO-KJIOHUYECKIMU IIPUCTYITAMU.

Bcem nmanueHTaM ObLIO MPOBEAEHO OOC/eIOBaHUE,
KOTOpPOE BKJIIOYAJIO MOAPOOHBII cOOp aHAMHECTUYECKUX
JMaHHBIX, OIIEHKY HEBPOJOTMYECKOTO CTaTyca, KpaTKoe
HEHPOICUX0JIOTMICCKOE TECTUPOBaHUE (OIICHKA TTaMSITH,
BHUMAaHMSI, YPOBHSI Pa3BUTHSI KOTHUTUBHBIX (DYHKIIUIA),
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MPOJOJIKEHHBIN BUJIE03JIEKTpOIHIe(anorpadudec-
kuii MmonutopuHr (BOM) (Heiipockorn 5.4 («buona»);
DBOIA-21/26 DHuedanan-131-03, moaudukamus 11
(«Menmukom», Poccust)). BOM Bkiouan mcciegoBaHue
B COCTOSSHUM aKTMBHOTO M ITACCUBHOI'O OOIPCTBOBAaHUS
C IPUMEHEHMEM TECTOB Ha OIpe/e/ieHIe YPOBHS CO3HaA-
HUSI, QYHKIIMOHATBHBIX ITPO0: TUIICPBEHTIISIINN, PUTMH-
YeCcKOo# (hOTOCTUMYIISIINK B nuamna3oHe yactoT 3—40 Ii,
MMPOOBI OTKPBIBAHUSI-3aKPBIBAaHUS TJ1a3, ¢ BKIIOUCHUEM
HOYHOTO M /WJIM JTHEBHOIO CHA.

MeTtonnl HeiipoBU3yaIM3alliK BKITIOYAIN TIPOBEICHIIC
MarHUTHO-pe30HaHCHO# ToMorpaduu (MPT) (He meHee
1,5 T) Bo Bcex cimyyasix u BeicoKopaspernaromieit MPT (3 T
I10 SMMJIETITOJIOIMYECKOM ITPOrpaMMe) — 110 TTOKa3aHUSIM.

Taxke 1Mo MOKa3aHUSM IIPOBOIINCH TCHETUUECKIE
HCCeIOBaHMsI, BKITIOYas ITaHeIb reHOB «HacencTBeHHbIS
SIUJICTICUM», TIOJTHOE CEKBEHMPOBAHUE 3K30Ma, ITOJTHOE
CEKBEHMPOBAHME T€HOMA, XPOMOCOMHBIA MUKPOMATPUYHBIA
aHauM3. [eHeTuYecKre aHaaIu3bl IPOBOAWIMCH B JTabopaTo-
pusix «IeHomen» u «IeHetuko». [1pu BeIsIBIEeHUN Hapylle-
HUI MaIMeHTHI ObLIN KOHCYIBETUPOBAHBI TCHETUKOM.

Jnst mckimo4YeHUs MOOOYHBIX 3((EKTOB Tepanuu
Ha (poHe JIeueHUs TTPOBOIIN KIMHUYECKNA aHaI3 KPo-
BHU (C OoIpeaesIeHueM YPOBHS TPOMOOIIMTOB) M OMOXUMU-
YeCKUIT aHaIM3 KPOBU (Uepe3 3 Mec mocyie Havyasia JICUeHMST
U Jajee B CPeIHEM Kaxble 6 Mec), YIbTPa3ByKOBOE UC-
cJIeIoOBaHME OPTaHOB OPIOITHOM MTOJIOCTH, KOHCY/IBTAIINIO
rmearaTpa; Mo IOKa3aHWsSIM Ha3Hadallach KOHCYJIbTAIlNs
ncuxuatpa. [1pu npuMeHeHur riepaMIiaHesia B KOMOMH-
POBAHHOI1 Tepaniy B COYETAaHUM C BAJILIIPOATAMU WJIH TIpe-
rmapaTaMu KapOamaseIlrHa IIPOBOIMIIOCH OTIpeAcICHIE
KOHIICHTPAlLIMU BaJIbIIPOEBOM KMCIOTH MM Kapbamase-
ITMHA METOIOM ra30-XXNIKOCTHOM XpoMaTorpachuu.

DddekTUBHOCTL MepaMIIaHea OLIEHMBAIH 110 BIUS -
HUIO Ha 9YaCTOTY IPUCTYIIOB: J0JIS MTAlIMEHTOB C YMEHbIIIe-
HMeM 4acTOThI TpucTyroB Ha 100 % (pemuccust), Ha 75 %,
Ha 50 %, Ha 25 %. OCHOBHBIMU IlapaMeTpaMy OLEHKU
3G GEKTUBHOCTY OBLUTH JOJISI TALIMEHTOB, JOCTUTIIINX Pe-
MUCCHM (KIIMHAYECKAsI PEMUCCUSI — OTCYTCTBHUE TIPUCTY-
MOB; KJIWMHUKO-3JIeKTposHIIedamorpaguieckass peMuc-
Cusl — OTCYTCTBME IIPUCTYIOB B TeUEHHUE IIepHOIa
HaOJI0AEHUS B COUETAaHUH C OJIOKMPOBAHUEM DITUJIETITH -
¢opMHOII aKTUBHOCTH Ha 3JIeKTpO3HIedharorpaMme
(23TI)), 1 most malMEeHTOB-PECIIOHIEPOB, OTBETUBIINX
Ha Tepanuio — CHIXKEHME 4acTOThl NMpUCTynoB Ha 50 %
u 6oinee. [TokazaTeab BEICOKOI 3(P(PEKTUBHOCTU JICUSHUS
CYMMHUPOBAJI AOJIIO MAIIMEHTOB CO CHIKEHMEM YacTOTHI
npuctymnoB Ha 50 % u GoJjiee 1 J0JII0 ALUEHTOB, TOCTUT-
INX peMUCCUU. PemyKiims 4acToThl IPUCTYIIOB MEHEe
yeMm Ha 50 % paccmarpuBajiach Kak HU3Kast 3(pheKTuB-
HOCTb JiedueHUs. TakKe OlLleHWBAJach JOJISI MAllMEHTOB
C arrpaBall€i IIPUCTYIIOB.

IToxazaTensiMu IIepeHOCUMOCTHU Tepartuu ObLIN 10JIsT
MMAIlMEeHTOB, Y KOTOPBHIX BOZHUKIIM CBSI3aHHBIC C JICUCHUEM
IepaMIIaHeIOM ITO00YHBIE 3(D(MEKTHI, 1 T0JIS MalleHTOB
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C Cepbe3HBIMU MMOOOYHBIMU 3P (PeKTaMU, CTaBIIUMU
MIPUYNHOI OTMEHHI TIpemiapaTa. OlleHMBaINCh YacToTa
BCTPEUYAECMOCTH U 3HAYMMOCTDH OTHEJIBHBIX MOOOYHBIX
3 dexToB.

IMTokazarensamMu, OolLleHMBAIOIMIUMU KaK 3P (PEKTUB-
HOCTb, TaK U TIEPEHOCUMOCTb TepaITii, ObLIN TOJIS Tall-
€HTOB, MPOIOKAIOIINX TEPAIIMIO B HACTOSIIEe BpeMs,
U TI0Ka3aTesib yACpXKaHUs Ha Tepanuy IepaMIaHeIoM
yepe3 6 1 12 mec.

XapakrepucTuka rpymmbi 1 (metn ot 4 et 10 11 et 11 mec).
Ipyrnmna mamnmeHTOB AeTCKOro Bo3pacTta BkJtodana 105 nge-
Teii ot 4 net go 11 et 11 Mec, MpMHUMABIINX ITepaMIIaHe,
n3 HuX 60 MamMeHTOB MYXKCKOTro Ioja, 45 — XXeHCKOro
rmos1a. Bo3pacTt Ha Havyano Teparnuu rnepaMraHeIoM COCTa-
BuJa oT 4 1o 11 net; cpenHuit Bo3pact — 5,7 rona. IMaum-
€HTBHI HAaXOIWJINCh IO/ HAOTI0IeHUEM TTOC/Ie Havasa Ipy-
eMa IepamiiaHesa He MeHee 6 Mec.

Pacnpenenenune no ¢popMe ¥ 3THOJOTHU SMUIETNICHH.
VY manmeHToB aeTcKoro Bo3pacTa (rpyrma ) Obuti mmar-
HOCTHPOBAHBHI CJICAYIOIINE (POPMBI SITMICTICUM (CM. TIpU-
JIOXKEHUE): CTPYKTYpHas (hoKaJlbHasI 3IMIericus — 42 ma-
LIMEHTA; TEHETUYECKAsT Y TTPEATIONIOKUTEIbHO TEHETUIECKAsT
snuyeTnicus — 48 MalMEHTOB (M3 HUX IIPEAIIOIOKUATEIEHO
TeHETUYECKUE SIICIICUU, C HEYCTAaHOBJICHHOM 3THUOJIO0-
rueii — 11, reHeTUYecKue SMWISTICUY C BepUPUIIMPOBaH-
HOI1 3THOI0THEH — 37 IMallMeHTOB); MAMOIaTHYecKas o-
KaJbHasl AIMJICIICUS C IICEBIOreHEepaIn30BaHHBIMU
MPYCTYIIaMU — 3 TIALIMEHTA; SMUJICTICUST HEYCTaHOBICHHOM
STHOJIOTHH — 12 ManKMeHTOB (IIPU IMPOBEISHNN BHICOKO-
paspemaroiieit MPT u paciimpeHHBIX TeHEeTUYECKUX UC-
CJICIIOBaHMIT STUOJIOTHUS HEe ObUTa yCTAaHOBIICHA).

Bce manmeHTHI moy4yany IepaMiaHesT B ITOJINTeparuy
(n = 105). B bonpIIMHCTBE cllyyaeB — B KOMOMHAIIUM
u3 3 ABII (n =67; 63,8 %), 38 (36,2 %) naeHTOB 1O~
JIydasiv TiepamIiaHes B KomouHauu u3 2 ADIT.

ComnyrcTByomas Tepanmisi. B kauecTBe COMyTCTBYIOIINX
MperraparoB (C y9eTOM BO3MOXHOCTH Pa3INIHBIX KOMOM-
Haunit ADIT y ogHOro 60JbHOT0) HanboIee YacTo IMpuMe-
HSUICS BasIbIIpoaT (89 maimeHToB), 1ajee 1Mo YacTOTe IMpH-
MEHEeHUSI: JieBeTupaneTaM (54 malyeHToB, B COYECTAaHUM
¢ BaJIbIIpoaToM — 23); Tormmpamar (47 alMeHTOB, B COYe-
TaHWU C BaJbIIpoaToM — 25), okckapbasenuH (34 nauu-
eHTa), KapbamasernuH (21 mauueHT), 3oHucaMun (17 ma-
IIMEHTOB), 3TOCYKCcUMMUL (15, B OOJBITMHCTBE Cly4aeB
B COYETaHUU C BajbpoaTtoMm — B 11 ciyuasix). Pexe nipu-
MEHSIMCh BUrabaTpuH (4 nauueHTa), Kjiodazam (3 mauu-
eHTa), (peHOOapOUTA U ApyTrre OapOUTypaTHI (3 TalMeH-
Ta), cyJpThaM (4 TalpeHTa; U3 HUX y 2 — B COYETaHUU
¢ BajpIipoaToM), chembamar — 1. I1gTeaecsT Tpu mammeH-
Ta 3a BpeMs IIpremMa repamItaHesta mojaydaan pa3IndHbIe
komouHauuu ADIT u3 2 u 3 npenaparoB B cOYETaHUU
C TIepaMIIaHEeJIOM.

Hau6onee acppekTMBHBIMU KOMOMHALIMSMU (TIPY TIPU-
MEHEHUM KOTOPHIX OblJIa TOCTUTHYTa PEMMCCHS WIIN 3Ha-
YUTEIPHOE YMEHBIIICHNE YaCTOThI M TSDKECTH ITPUCTYIIOB)
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OBLIM coOUeTaHUe TepaMITaHesIa ¢ BaJIbIIPOATOM, COUYCTaHE
repamIIaHesIa ¢ OKcKapOas3emTHOM (0OCOOEHHO ITPH Pa3HbIX
BUIAaX (POKATBHBIX IIPUCTYIIOB, BKIIIOYAS TOHUIECKHE TIPH-
CTYIIBI), C BaJbIIPOATOM B COYCTAHUM C 3TOCYKCUMUIOM
(0cOOEHHO MPU aTUITMYHBIX abcaHcaX M MUOKJIOHMYECKIX
MIPUCTYTIAX, TAKXKE B COYCTAHUN C OMIaTepaIbHBIMU CYI0-
POXXHBIMM TIPUCTYIIAMU) WJIA CYJIETHAMOM, C BaJIbIIPOATOM
B COUYETAaHUM C BUTA0ATPUHOM (TP SMIICTITUIECKIX CI1a3-
Max), C BaJIbIIpOaTOM B COYETAaHUU C KJI00a3aMOM, a TaKKe
coyeTaHMe IepaMIlaHela ¢ OKCKapba3enmnHOM /KapbaMa-
3enrHOM (TIpY (DOKAJTBHBIX MIPUCTYIIAX), C BaJIbIIPOATOM
B COUCTAHUH C JICBETUPALICTAMOM (3IJICTITUICCKIE CITa3-
MBI, TOHUYECKIE aKCUATbHbBIC, TUTICPKMHETUICCKIUE TIPH-
crynbl). Y 1 mauneHTa o0bi1a a(pPeKTUBHOM KOMOWHALIYS:
repaMItaHest + Burabarput + reserupareram (IIOCIeacT-
BUs TepuHataiabHoro nopaxenus LHHC, crpykrypHas
¢okanbHas SMWICTICHUS, TIPUCTYITBI: CEpUIHBICE TOHUYEC-
CKHE, aCUMMETPUYHBIC STAICIITUYCCKHIE CTIa3MBbl).

INepammaHen MpUMEHSIICS B 103€ OT 2 10 8 MT B 3aBU-
CHMOCTH OT BO3pacTa M COIYTCTBYIOIIEH TepaIiu: B 103¢
8Mr — y 29 nmauueHToB, 6 Mr — y 25 maiueHToB. QK010
ITOJIOBUHBI ITAIIMEHTOB ITOJIyJaIH IIpernapat B HU3KOM 10~
3e: 4 Mr — 46 manueHToB, 2 MI — 5 MalleHTOB.

Cpeny MalyreHToB, MOTyJYaBIINX IIepaMIIaHesT B HU3KOM
no3e (2—4wmr), B 3 cityJasx 103a He ObLIa yBeJIMYEHA B CBSI3U
C IVIOXOM ITePEHOCHMOCTEIO: B 1 ClTydae — pa3BUTHE TICHX03a;
B 1 ciryyae — BbIpaxkeHHBIC HAPYIICHUS TIOBEACHMS (1aCThIC
WUCTEPUKU, NeOUITUT BHUMAHUS) U peud; B | caydae — TOII-
HOTa, pBOTa, ycujeHue atakcuu. B 1 ciyyae no3a He yBenu-
yMBaJlach M3-3a BO3HMKHOBEHUSI arrpaBauuu. B 1 ciayyae
TIPU TTOBBIILIEHUA TO3BI (C 2 10 4 MT) OBIJIO OTMEYEHO yJallie-
HHE MPUCTYIIOB M yTpaTa KPaTKOBPEMEHHOTO ITepBOHA-
yajabHOTO Xopoiiero a¢gdekra. B 3 ciyyasax mo3a 6bl1a He-
BBICOKOI B CBSI3M C BO3PACTOM IMAITUEHTOB. Y OCTaJIbHBIX
43 manyeHTOB HU3Kasl 103a Obl1a 3 (EeKTUBHOM 1 HE TIOBbI-
1IAJIACh B CBSI3M C IMIPEKPAIICHUEM ITPUCTYTIOB.

Bo Bcex cirydastx MbI IPOBOIIIM MEIUICHHYIO TUTpPa-
o (yBeJIMYECHUE JO3BI TT0 2 MT KaXable 2 Hefd) 10 Tepa-
MMEeBTUIECKOM TO3bI, KOTOpask cocTaBisiia 4—12wMr/cyT
OITHOKPATHO HA HOYb.

Xapakrepuctuka rpynmsi 11 (moapoctkn ot 12 10 18 ser).
Ipyna mannreHToOB MOAPOCTKOBOTIO BO3pacTa BKIIIOYAIa
31 maumenTa (ot 12 mo 18 ner), u3 Hux 15 ManMeHTOB
MY3KCKOTO I10J1a, 16 — xeHckoro 1osa. Bo3pact (Ha Haua-
JIO Tepanuy TepaMITaHeIoM) cocTaBua oT 12 mo 18 ner;
cpenHuit Bo3pact — 14,5 roma. IlamueHTH HAXOIUINCH
1o, HAOJIIOIEHNEM TTI0C/Ie Hadajla mprueMa IepamMIiaHesa
>6 mec. B HacTosiiee BpeMst IIeproj KATAMHECTUYECKOTO
HaO0JII0IEeHUS COCTABIISIET OT 1 10 6 JIeT.

Pacnpenenenue no ¢gopMe ¥ 3THOJOTHU SMUIENICHH.
VY maumeHTOB IOAPOCTKOBOro Bo3pacTa (rpymia I1) 0b1-
JIM IMATHOCTUPOBAHBI CIEAYIONINEe (DOPMBI SIMUICIICUN
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(CM. TIpIIIOXKEHME): CTPYKTYpHast (hoKaIbHAST SITIICTICHS —
18 manmreHTOB; TeHeTUYeCKasd U MIPEAIIOIOXUTEIBHO Te-
HeTHUuecKast Smuierncust — 13 manueHToB (M3 HUX TeHe-
TU4YecKre (POPMBI BIUJIETICUU C BepUDUUIMPOBAHHOMI
STUOJIOTHEH — 9 MAIIMEHTOB; TIPEAITOIOKUTEIPHO TeHETH -
YecKue SMUJISIICUN (C TIpeArioaraeéMoii, Ho He JoKa3aH-
HOI 3THUOJIOTMEI) — 2 TMalMeHTa; MPEeAoI0XUTEIbHO
TeHEeTUYECKUE SMUJICTICUY (C HEYCTAaHOBJICHHOM 3THUOJIO-
rueit) — 2 maiueHTa).

Bce manmeHTHl MMOAPOCTKOBOIO BO3pacTa IOaydan
rnepamMmmanes B noiautepanuu (n# = 31); B OOJBIIMHCTBE
ciyyaeB — B KomOouHaumu u3 3 ADIT (n = 17); 13 manueH-
TOB TOJIy4YaJii TlepaMiiaHesl B KoMomHanuu n3 2 ADII.
Opna naumeHTKa (C., ¢ auarHo3oM 6ose3Hu Jladopsr)
rmomy4asia KomouHarmio u3 5 ADIT (Banbrpoar 2000 Mr/cyT,
stocykeumun 1000 mr/cyt, neBetupanietam 2000 Mr/cCyT,
3oHucamun 100 Mr/cyT, mepamIiaHen 8§ Mr/cyT).

B xauecTBe comyTCTBYIOILIMX MpernapaToB Haubosee
4acTo MpUMEHSIIUCH ciemyrorue ADII (¢ yueTom paszmmd-
HBIX KOMOMHAIIWI TepaInm): BalbIIpoar (22 IMmamueHTa);
okckapbazenuH (11 manumenTton); Tonupamar (11 maruen-
TOB); JIeBeTUpaleTaM (8 malreHToB); pyduHamuz (5 ma-
LIMeHTOB*); 3oHMcamMun (4 TMmanmeHTa); KapbamMa3enuH
(3 maneHTa), TaMOTPUIKUH (3 TTalMeHTa); STOCYKCUMMU
(2 maunenra). Pexe npumensuiich cyiastuam (1 manuenr),
BurabarpuH (1 maumeHT). [eBSITh MaIlMEHTOB 3a BpeMs
IprieMa TepaMITaHel1a MOIyJaan pa3TuIHbIe KOMOMHALINHI
ADII 13 2 u 3 mpernaparoB B COUETAHUM C TTIepaMITAHETIOM.

Haunbonee 3ddekTUBHEIME KOMOMHALIMSIMU (IIpHU
MMPUMEHEHUM KOTOPHIX ObUIa TOCTUTHYTA PEMUCCUST WU
3HAYNUTEIbHOE YMEHBIIICHNE YACTOTHI M TSLDKECTH TIPUCTY-
IT0B) OBUIM COYeTaHME ITepaMIIaHelIa ¢ BaTBIIPOATOM (TAKKe
1 B KOMOMHAIMM U3 3 TIpernapaToB: B COUeTAaHUM C KapOa-
Ma3elMHOM, TOIIMPaMaTOM, JIEBETUPALIETAMOM), COYeTa-
HHE TIepaMIlaHeNa ¢ OKCKapOa3enmnHOM (OCOOCHHO MpH
pa3HBIX BUIAX (DOKATBHBIX IIPUCTYIIOB, BKIIIOYAst TOHMYEC-
CKMeE IIPUCTYIIBI, B TOM YHCJIe Y 1 MAlIMEHTKH ¢ XPOMOCO-
MOITaTheit) 1 KapbamMa3emMHOM (B COYCTaHUM C BaIbIIPO-
atoM — B koMOuHaumu u3 3 ABII), ¢ nreBeTupamneTaMmom
(B 1 cmyyae B KOMOMHALIMY C BaJIBIIPOATOM U B 1 — B KOM-
OMHAITNM C OKCKapOa3eImMHOM), C BaJIbIIPOATOM B COYCTAaHUH
C ATOCYKCUMUIOM (TIpY COYCTAHUY aTUITMIHBIX a0CAHCOB,
MMOKJIOHUYECKUX TIPUCTYIIOB U OMIaTepaTbHBIX CYTOPOXK-
HBIX IIPUCTYIIOB), C BAJILIIPOATOM B COYETAHUY C BUTa0aTpH-
HOM (TP SMWIETITUIECKHUX CIIa3Max), C BAJILIIPOATOM B CO-
YeTaHUM C JIeBeTHpaleTaMoM (TIpM SOMJICHTUYECKUX
cIta3Max, TOHMYECKUX aKCUAIbHBIX, TUIICPKUHETUICCKIX
MpHUCTyIax). Y 1 manueHTa ¢ IpearnoIoKUTeIbHO TeHETH -
YeCKOM ImIIeTicueii ¢ heHoKomnuel cuaapoma JleHHokca—
Tacto Obina ahpekTUBHOI cieayromas KOMOMHALIS: TIe-
pamaHen + cyibriaMm + 1aMoTpuKuH. OnHa alueHTKa
(C., c mmarao3oM 6ose3Hu Jlachops) momyJana KOMOMHALIMIO

*PyduHamua 6611 Ha3HAYEH [UTS Tepaniy SMWIENTUYECKUX MTPUCTYIIOB, aCCOLIMUPOBAHHBIX C cMHApoMoM JleHHokca—TacTo.
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m3 5 ADIT (Bassiipoar 2000 Mr/cyT, atocykcumun 1000mr/cyr,
neetupaneraM 2000 mr/cyT, 3oHucamua 100 Mr/cyr, me-
paMmIiaHes § MI/cyT), Tepanus 3HaUMTEIbHO YIydIlaja
COCTOSTHYME TaHHOU OOJIbHOM.

INepamnanen mpumeHsiiacs B no3e ot 4 1o 12 mr. bosb-
LIMHCTBO MMALMEHTOB I0JIy4a/Iy IIepaMIlaHes B 103e 8 MT
(n =12); B 1o3e 6 Mr — 6 nauueHToB, 10 Mr — 4 naiueHTa,
12 Mr — 3 marumenTa, 4 mr — 6 nauuenTa. M3 6 mauneHTos,
IMOJIyJ9aBIIMX TIepaMIlaHesl B HU3KOM mo3e (4Mr), mo3a
He ObljIa yBeJMYEeHA: B CBSI3U C IUIOXOM IIEPEHOCUMOCTbIO
B 1 ciayyae — BbIpaxXeHHasl COHJIMBOCTb M arpeccus;
B | cayyae — M3-3a BOSHMKHOBEHUS arrpaBaliny (ydJarie-
HUsS IIPUCTYIIOB); B CBSI3U C HACTYIUIEHUEM PEMUCCUM
(TIpekpalleHrueM IIPUCTYIOB) — Y 4 TTAlIMEHTOB.

Turpauus npenaparta OCyLIECTBIUIACH COIJIACHO pe-
KOMEHIALMSIM B MHCTPYKIMH 110 IPUMEHEHUIO (yBeanye-
HUe 03Bl 1T0 2 MT Kakable 1—2 Hel) 10 TepareBTUYeCKO
IIO3BI, KOTOpasi cocTaBisijia 4—12Mr/cyT ogHOKpPaTHO
Ha HOYb.

Pesynbrathbl

D¢ dexrnBHocTs Tepamiu. [pymna I: y neteii (4—11 ner;
n = 105) pemuccust NpUCTYIIOB OblIa JOCTUIHYTa B 29
(27,6 %) cnyyasx, addextuBHOCTL >50 % —y 55 (52,4 %)
MALMEHTOB, CHIKEHNE YaCTOTHI ITPUCTYITOB <50 % i ot-
cyrcTBue apdexra —y 17 (16,2 %) nauneHTOB, arrpaBa-
s pucTynos — y 4 (3,8 %) (tabm. 1, 2).

Tabmma 1. Yuenvwenue vacmoms: npucmynos npu npueme
nepamnarena y demelii ¢ snuaencueti (om 4 n1em do 11 1em 11 mec,
n=105)

Table 1. Reduced frequency of seizures in response to perampanel

in children with epilepsy (aged 4 years to 11 years 11 months, n = 105)

Reduced frequency of seizures

Number of patients,
n (%)

100 % (pemMuccust IPUCTYTIOB)

100% (seizure remission) 29 (27,6)
>75 % 20 (19,0)
>50 % 35(33,3)
225 % 12 (11,5)
be3 apdexra (<25 %)

No effect (<25 %) 5(4,8)
ArrpaBanust

Aggravation 4(3,8)

ITo cyOBeKTUBHOI OlLIeHKEe poauTeseil B 23 ciydasix
Ha (pOHEe YMEHBIIIEHUST YaCTOThI IPUCTYIIOB Y JIeTeil ObLIIO
OTMEUEHO YJIyullleHHe Pa3BUTUSI, IPUOOPETEHNE HOBBIX
HaBBIKOB (13 67 1eTeil ¢ KOTHUTUBHBIMU HAPYLUEHUSIMU —
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y 34 %). Y 8 gereii, paHee CTpalaBLIMX HAPYILIEHMEM HOY-
HOTO CHa (TPYyIHOCTHU 3achIllaHUsI, OECIIOKOMHBIN COH,
YacThIe MPOOYKIACHUSI), TI0 CYOBEKTUBHOM OLIEHKE POMIM-
TeJiei ObLIO OTMEUYEHO YJIyUllleHUE CHA.

Tabmma 2. Dghghexmuernocmos nepamnanena y demeii ¢ snunencu-
eit (om 4 aem 0o 11 aem 11 mec, n = 105)

Table 2. Efficacy of perampanel in children with epilepsy (aged 4 years
to 11 years 11 months, n = 105)

Efficacy

Number of patients, n (%)

Pemuccust IIPUCTYIIOB

Seizure remission 29 (27.6)
Db dextuBHOCTD >50 %

Efficacy >50 % 35 (52,4)
be3s cymiectBeHHOTO

addekra <50 % 17 (16,2)
No significant effect <50 %

ArrpaBanus 4(3,8)

Aggravation
|

Takum o6pa3om, B 1LIeJIOM BbIpaKeHHBIN TepareBTH-
yecKuit 3¢ GeKT (peMUCCUST WM YMEHBIIICHUE JaCTOTHI
MPUCTYIIOB He MeHee 4yeM Ha 50 %) ObLI JOCTUTHYT
y 84 (80 %) maumenToB u3 105.

PeMuccus npucTynoB Ipy BBeAeHUU IIepaMIlaHesia
obl1a gocturnyra B 29 (27,6 %) cnydasx, B 7 ciaydasx
MMpeKpalleHue IMIPUCTYIIOB ObLJIO BpeMeHHBIM (0T 1 Mec
no 1,5 roma). Crenyer yYuTBIBaTh, YTO BO BCEX CIydasx
repamMIlaHe MPUMEHSIICS Y MAaLMEHTOB, Pe3UCTEHTHBIX
K TepaIliu, 1 B IIPOLIOM Y STUX IALMEHTOB paHee He Obl-
JIO CTOJIb IJTUTEJIbHBIX MEXIIPUCTYITHBIX IIPOMEXYTKOB.

JIMTeIbHOCTh MEXITPUCTYITHOIO MHTepBaia 1 Mec —
1 ciryyaii: manuenT I1. JInarHo3: reHeTruecKast SIAJIETICHS,
o0ycioBiIeHHas MyTalueil B rene PING, ¢ MUOKIIOHWYE-
CKMMM abcaHcaMy, HOYHbIMM TOHMYECKMMU U OuaTe-
palIbHBIMU CYIOPOXKHBIMU IIPUCTyIaMu. Jlanee mpucTyIbl
BO300HOBUJIUChH, HO MX 4YaCTOTa YMEHbIIMIACh OoJjiee
yeM Ha 50 % 110 cpaBHEHUIO ¢ McXoaHoi. B 11 jet mpu BBe-
JeHUM MepaMIlaHesla B COYETAHUU C DTOCYKCUMUIOM
M BajIbIIPOATOM Y MAallMEHTa C paHee eXeIHEBHbIMU Ya-
CTBIMU IIPUCTYIIAMHU ObLT JOCTUTHYT OYEHb XOPOLLMii 3¢-
ekT (IpUCTYIIOB He OBUIO OOJIbIIIE MeCsIIIa), HO IIPH IO~
BBILICHUM 03Bl IIepaMIlaHesia 10 6 MI' MU CHUKEHUU J03bI
3TOCYKCUMUIA (B CBSI3U C HEBO3MOXKHOCTBIO IIPUOOPECTH
Mperapar) MpUCTYIbl BO30OHOBWINCE. B HacTosee Bpe-
MsI [TALIMEHT IIPOA0JIKAET IIPUMHUMATD IiepaMilaHes 0oJiee
2 jieT, coxpaHsieTcst 3(PPEKTUBHOCTD JIEUEHUST CO CHUXKE-
HMEM 4aCTOThI IIPUCTYIIOB >50 %.

JTMTeTbHOCTD MEXITPUCTYITHOTO MHTEepBajia 4 Mec —
1 cnyyaii: manuent Y. JuarHos: mociaeacTBUs TepuHa-
TaJbHOU dHIUedaNonaTuu, CTPyKTypHass (okaabHas

3
s O PUTWUHAINDBHEBIE

CTATbWMN
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SIWJISTICHYSI; TIPUCTYTIBL: OMIaTepaaIbHble TOHUYECKHE, OIH-
HOYHBIC U CEpUITHBIC, aCCOIMUPOBAHHBIC CO CHOM, PE3HC-
TeHTHbIe K Tepanuu. [lepammanen ObU1 BBEeH B BO3pacTe
8 et B 103e 8§ MT B coueTaHnu ¢ BUradbatpuHoMm. Hactynu-
JIa peMHCCHS B TeUeHHE 4 Mec, najiee IIPUCTYIThl BO30OHO-
BWINCH, HO MX YAaCTOTa YMEHBIIMJIACh 00s1ee yeM Ha 75 %
10 CPaBHEHMIO C UCXOIHOI; B HACTOSIIIEE BPeMsI peOSHOK
MIPOIOJDKAaeT MPUHUMATh ITepaMnanen >3 eT. OcoOeHHO-
CTBIO TAHHOTO CJIy4ast SIBIISICTCS] BRIPasKEHHOE YIyJIIIeHUE
pa3BUTHS, TOBBIIIICHNE aKTUBHOCTH MAallMeHTa 1 HOpMa-
JIM3aIus CHA TP BBEICHUH MepaMIlaHeIa, 9YTO IIPUBEJIO
K 3HaYUTEJbHOMY ITOBBIIICHUIO Ka4eCTBA KU3HU CEMbH.
Co cioB ponuteneil, Ha ¢oHe IpUeMa IepaMIiaHesa
1 YMEHBIIICHUS YaCTOTHI IIPUCTYIIOB Y peOeHKA YTy I~
CsI aTlIIeTUT, OH CTaJI IIPUOABISATh B MAacCe, OTMEUEHO YIyd-
IIeHWE IBUTATEJbHOTO M PEYEBOTO Pa3BUTHUS, McUe3Ia
paHee OYeHb BhIpaKeHHasI THEBHASI COHJIMBOCTb, HOpMa-
JIN30BAJICS PEXKUM CHa.

PemMuccust MTeIbBHOCTBIO >6 MEC TOCTUTHYTA B 22 CITy-
yasgx. M3 Hux y 15 manmeHToB peMUCCUsT COXpaHSIETCs
>1 roma. B Tom uucie croiikasi u JJIUTEIbHASI PEMUCCHUST
MIPUCTYIIOB CO 3HAYMTEIPHBIM YIyUIIICHHUEM TT0Ka3aTeIeit
DBTI 6buta nocturHyta y anuenTta K., 8 jeT, ¢ xuarHo3om:
CTPYKTYpHas (poKaJIbHasl 3aThUIOYHASI SITMIETICUST. DTUO-
JIOTHUS: MaJIb(hOPMAIIUS KOPTUKAIBHOTO PA3BUTHUS C OJIH -
roneHaporiauanbHoi runepruiazuein (MOGHE) (tun
aHOMaJIUM, paHee HanboJiee YacTO OIMMChIBAeMOit Kak (po-
KajgbHasl KopTukanbHasa aucruiasus (PK/I)) B 3amHeBU-
COYHO-3aThLUIOYHOM 00sacTu ciena. [Ipucrtynbl: ceHcop-
HBIE 3pUTEIIbHBIC, BEPCUBHBIC, (DOKAIBHBIC aTOHNYECKIE
(ukTanpHBle cUHKOIB). [locie BBeaeHMS ITepaMIlaHe a
B 103€ 6 MI' B COYETAHUU C BaJIbIIPOATOM I10JHOCTbIO IIpe-
KpaTUJIMCh MHOTOKPATHBIC B ICHb, €XKeTHEBHBIC TIPUCTY-
nbl. B manbHelinemM oTMedeHo yiydlieHre KapTuHb DT,
Ha naHHBIIT MOMEHT IJIUTEJIBHOCTh PEMUCCUU >2 JIET TIPU
XOpOIIel TTePeHOCUMOCTH Tepanuu. B HacTosIee BpeMst
MMaIleHT MPOO0JIKAeT IPUHUMATD TIepaMIIaHe].

Db HEKTUBHOCTD TEpaATMi B BUIE YMEHBIIIEHHS YaCTOThI
MpUCTYTIOB Gosiee YeM Ha 50 % Oblia otMedeHa y 55 (52,4 %)
JIeTe, TIPY 3TOM HaOJIIOIAIOCh CYIIIECTBEHHOE YMEHBIIICHIE
KaK 4aCTOThI, TaK U TSKECTU MPUCTYIIOB. B 17 u3 atux ciy-
YyaeB TeparneBTUIecKii 3(D(heKT ObITI BpeMEHHbBIM, U B IaJTh-
HEeMIIIeM 4acToTa IPUCTYIIOB BEPHYJIACH K ITPEKHEMY ITOKa-
3aTeo.

TakuMm 00pa3oM, B 1LIeJIOM TepareBTUYecKuii apdekT
(pemMmccHst WM yMEHBIIEHNE YaCTOTHI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) 6bu1 mocTUTHYT Y 84 (80 %) manmeHTOB
u3 105.

VaydieHne pa3BuTys (B COYETAHUN C YMEHBIIIEHUEM
YaCTOTHI IPUCTYIIOB) OTMEUEHO B 23 ciyJasiX. YaydiieHue
1 HOpMaJIn3alus cHa — y 8 MallMeHTOB, YAyJIIeHUE all-
neTuTa, Habop Macchl Tejla — y S MalueHTOB.

Y 17 (16,2 %) nauueHToB 3Ha4YMMOro 3ddexra 10-
CTUTHYTO He 0b110 (0e3 adhexTa mim yMeHbIIICHUE YacTo-
TBI IPUCTYIIOB MeHee yeM Ha 50 %).
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B memom, HECMOTpS Ha OTCYTCTBHUE BEIPAKEHHOTO (-
dexra, 8§ U3 3TUX MALIMEHTOB MPOAOLKAIOT MPUHUMATD
TepaMITaHe)T B HACTOSIIIEe BpeMsI ¥ IIPUHUMAIOT IIperrapaT
>1 roga, Tak Kak pOIUTEIN OTMEYAI0T HEKOTOPOE YMEHbB-
IIEHNE TSLKECTU TIPUCTYIIOB U YIIy4YIIeHHE 00IIeT0 COCTO-
sTHUE peOeHKa Ha (poHe IIpremMa repamIlaHesna.

B 1 ciiyuae HeBO3MOXHO ObUIO OOBEKTUBHO OLIEHUTH
3¢ deKT Tepanu B CBI3U C peIKMMHU IPUCTYITaMU 1 HEOOITb-
LLIOH JUTMTETBHOCTHIO prieMa (TiperapaT ObUT OBICTPO OTMe-
HEH B CBSI3U C BOSHUKHOBEHMEM TTOOOYHBIX 3(PHEeKTOB).

VY namuentkn A.K. (mmarHo3: mauonatudeckas ¢o-
KaJIbHAsI SMAJIETICHS C TICEBAOTEHEPATM30BAHHBIMU TTPU -
CTYITaMU; TIPUCTYTIBI B BUAC aTUITMIHBIX a0CAHCOB) B BO3-
pacte 11 et ipu BBeACHUM TIepaMIIaHesIa B 103¢ 4 MT'/CyT
U CHIDKCHUHU 03Bl JIeBeTHpalieTaMa depe3 HeIeIo Tepa-
ITMH TIepaMIIaHeIOM OTMEUEHO pa3BUTHeE rcuxo3a. [1pu 3a-
MEHe TIepaMIIaHesia Ha KJ100a3aM ICUXUIeCKUe HapyIie-
HUS PerpecCupoOBalIn.

VxymmeHnue (arrpaBaliyisl) IPUCTYIIOB IIPU BBEICHUU
rnepamMmaHesa 0b10 otMedeHo Yy 4 (3,8 %) nmaLKMeHTOB,
B TOM 4YHcJie B 1 ciiyuyae mpu CTPYKTYPHOI STIUJICIICUH,
B 2 — IIpU MPEIITOIO0XUTEILHO TeHETUYECKOM STUTICTICUI
(TIpUCTYIBI STUJICTITUYECKUX CTIa3MOB), 1 Yy 1 marueHTa
¢ cuaapoMoM Jlpase (TmammeHT M.) OBUIO OTMEYEHO yJa-
meHue npuctynoB. M3 Hux B 1 caydae (manmeHT A M.,
4 Toga, ¢ IPeAIONIOXUTETLHO TeHETUIECKOI SIUIIETICUei
HEYCTaHOBJICHHON 3TUOJIOTUHU, IIPUCTYIIBI IO TUITY 3ITH-
JIENTUYECKUX CITa3MOB) TIepaMIIaHell BBOAWJICS B 103€ 4 MT
Ha (poHE CHIDKEHUSI TOPMOHOB, B YCIIOBMSIX CTallMOHApa
B TeUEHME HECKOJIBKUX Heleab — 0e3 3¢ ¢eKTa; OTMEUeH-
HOE YXYIIIEHNE, BEPOSITHO, OBLJIO CBSI3aHO CO CHIDKEHUEM
ropMoHoB. TakuM 00pa3oMm, 3TOT ciiydaii Helab3sl paccMa-
TPUBaTh KaK IIPOSIBIICHNE UCTUHHOM arrpaBallim.

D GeKTUBHOCTD Tepanuu Mo JaHHBIM DI olleHN-
Basiach He BO Bcex cirydasx. B 35 cnygasx D31 He npoBo-
JIIVJIOCH JUIS OLIeHKM 3¢ deKTa 3a mepuo IpremMa mnpera-
paTta B CBSI3M C HEOOJBIION IMTEIBHOCTHIO IIpHeMa
WY 110 APYTUM MMPUYMHAM. 3HAYMMOe yiaydiieHne Ha D9
(Mcue3HOBEHME SMWICIITU(HOPMHOI aKTUBHOCTH Ha DI
WJIM 3HAYMTEJIbHAST PeAYyKLIMSI MHAEKCA SIIIeHITA(MOPMHOM
AKTUBHOCTH) OBLJIO OTMEUYEHO B 32 cyJasix.

ITpuem nepammaHesna He oKa3ajl 3HAYMMOTo 3 deKTa
Ha B3I B 39 ciayyaes. B 2 ciyyassx 331 He mpoBoAMIOCH
B MEPUOI PEMUCCUU UIMTSIBHOCTBIO 4 MEC M B TIEPUOI
CYLLIECTBEHHOTO YJIYYILIEHUS JJIUTEIbHOCTBIO HECKOJIBKO
Mecs1eB. B manpHeiiiem, Korma yacToTa IpuCcTyIIoB Bep-
HyJach K McxonHoi, — DOI 6e3 yiydiieHus.

3HaunMoro yxymiieHuss Ha D3I 3aperncTpupoBaHoO
He OBUIO HM B OTHOM U3 CTy4acB.

Ipymna II (moapoctku ot 12 1o 18 xer). [Tokazare-
JIM YMEHBIIIEHUS YaCTOTHI IPUCTYIIOB IIPU IIpUEeMe TIe-
pamIiaHesa 1 3(pOeKTUBHOCTH TlepamItaHesia B rpymie 11
MpUBEIEHHI B Ta0II. 3, 4.

Y moapocTkoB (n = 31) peMuccusi IIPUCTYIIOB ObLIa T10-
cturayta B 9 (29 %) ciyyasix, apdbekruBHocTb >50 % —
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y 15 (48,4 %) naLMeHTOB, CHUXKEHHUE YaCTOThI IIPUCTYIIOB
<50 % wmm orcyrerBue addekra —y 6 (19,4 %), arrpasa-
uust npuctynoB —y 1 (3,2 %) naiueHra.

Tabmuua 3. Yuenvuienue yacmomo: npucmynos npu npueme
nepamnatrena y noopocmkos c snuaencueii (12— 18 siem, n = 31)

Table 3. Reduced frequency of seizures in response to perampanel
in adolescents with epilepsy (aged 12— 18 years, n = 31)

Reduced frequency of seizures

Number of patients, n (%)

100 % (pemuccust IPUCTYIIOB)

100% (seizure remission) 9(29,0)
>75 % 5(16,1)
>50 % 10 (32,3)
>25% 4(12,9)
be3 apdexra (<25 %)

No effect (<25 %) 2(6,5)
ArrpaBanust

Aggravation 1(3,2)

Ta6muua 4. Dppexmusnocmes nepamnanena y noopocmkos
¢ snunencueil (12— 18 rem, n = 31)

Table 4. Efficacy of perampanel in adolescents with epilepsy
(aged 12— 18 years, n =31)

Efficacy

Number of patients, n (%)

Pemuccust mpuctymnon

Seizure remission 9(29,0)
Db dextuBHOCTL >50 %

Efficacy >50 % 15 (48,4)
Bes cymectBenHOro addexra <50 % 6 (19.4)

No significant effect <50 %

ArrpaBanust
Aggravation

1(3,2)

Takum 0Opa3oM, B LIEJIOM TepareBTUUeCKUil 3 GeKT
(peMuccust WIK YMEHbIIEHKUE YaCTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) O6bu1 nocTUTHYT Y 24 (77 %) nalMeHTOB
n3 31.

Pemuccus npuctynoB Ha GoHe ITpreMa IiepaMiiaHesia
ObL1a 3apeructpupoBaHa B 9 (29 %) ciyyasx y HallueHTOB
C paHee Pe3UCTEeHTHBIMU K MEIMKAMEHTO3HOI Teparuu
npuctynamMu (3 — CTpyKTypHast U 6 — reHeTndecKas
U PEAITONIOXUTEIbHO TeHETUYECKIE DITUIICTICHS ). YMEHb-
LLIEHKE YaCTOThI MPUCTYIIOB Ha 50 % u GoJiee JOCTUTHYTO
y 15 (48,4 %) nauuenToB. B 5 ciydasx npekpalieHue Ipu-
CTy1oB ObLIO BpeMeHHBIM (0T 1—3 Mec mo 1,5 roma).
B 2 ciyuasix y maliMeHTOB ¢ MPUCTYIIaMU HECKOIbKUX TH-
0B ObLIa JOCTUTHYTA PEMUCCHSI CYIOPOXKHbIX IIPUCTYIIOB
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(HanOoJIee TSDKENIBIX U TPAaBMATUYHBIX JUIST TTAIIUCHTA)
MPpU COXpPaHEHWU TIPUCTYIOB Apyroro tuma (B 1 ciaydae
COXPaHSJINCh OAWHOYHBIE MMUOKJIOHUYECKHE abCaHCHI
1 B | — aIMIENITUYECKUIT MUOKJTOHYC BeK). CliemyeT yuau-
TBIBaTh, YTO BO BCEX ATUX CIyYasX IepaMIlaHel TIpuMe-
HSJICS Y TAIIMEHTOB, Pe3MCTEHTHBIX K TepaIiiu, U B 00JIb-
IIMHCTBE CIIy4aeB y 3TUX MMAIIMEHTOB paHee He ObLIO CTOJIb
JUTATETbHBIX MEKTIPUCTYITHBIX TIPOMEKYTKOB.

B 1 cayyae mMTeabHOCTb MEXMIPUCTYITHOTO UHTEP-
Basia coctaBmia 1 Mec — y mauueHTKH O. JIMarHo3s: cTpyk-
TypHas (poKaybHas STTAIETICUS. DTUOJIOTUS SIWIETICUN —
CTPYKTypHas: ¢poKaJbHasg KOPTUKAJIbHAS TUCIIIAa3Us 2-TO
TUIa TEMEHHOU 1oau (IHA 00pO3Abl B 00JACTU IIPABOTO
MpeKyHeyca); MPUCTYIIBL: aypa (TOJIOBOKPY:KEHHUE, OIIy-
IIeHNE HEYCTOMIMBOCTH) — OMJIaTepaIbHBIN CyaI0POXKHBIIN
npuctyn. PaHee y JaHHOM MallMeHTKU HUKOIIA HE ObLIO
CTOJIb JUTUTEJIbHBIX MEXITPUCTYITHBIX UHTepBaIoB. OnHa-
KO OITHOBPEMEHHO C IpeKpaIeHueM IPUCTYIIOB C(hopMm-
POBAJIMCh paHee OTCYTCTBYIOIINE TICUXUIECKIE HapyIIe-
Hu (arpeccusi, HeaaeKBaTHOE TTOBEICHNUE), paClICHCHHBIC
B paMKaxX CHHApPOMa HaCMJIbCTBEHHON HOpMaIW3aluu
Jlanpousbra, ¥ nepamnaHes ObUT OTMEHEH.

B 1 ciayyae miMTeabHOCTb MEXMIPUCTYITHOTO UHTEP-
BaJla cocTaBMJIa 2 Mec — y TanmeHTa P. ¢ paHee exkemHeB-
HBIMU IIPUCTYIIaMu. J{marHo3: CTpyKTYpHasl ¥ IIPEIII0I0-
KUTEJIbHO TeHETUYEeCKas SIUJICIICUS C MPUCTYIaMu
10 TUITY STMJISIITUYECKUX CITIa3MOB, CEpUITHBIMU U OIU-
HOYHBIMU, TOHUIECKUMH, MUOKJIOHMYECKIUMU. DTUOJIO-
T'Usl: IBYCTOPOHHSSI MOJIMMUKpoOTrupus. B manbHeimem
MIPUCTYIIBI BO30OHOBUJIUCH, HO UX 9YaCTOTa YMEHBIIIMIACH
10 CPaBHEHUIO C UCXOAHOI Oosiee ueM Ha 50 %.

B 1 ciryuae (mmamueHT I, nmarso3: MpeanoaoXXuTeb-
HO TeHEeTHUYeCcKasl SIMIICTICUS ¢ OMIaTepaIbHBIMU CYI0-
POXHBIMM TIPUCTYIIAMU M CTaTYCOM MUOKJIOHMYECKMX
abcaHCOB, IIpeAITojaraeTcsl pojb MyTalluM B TE¢HE
GABRB3) 6bls1a TOCTUTHYTA PEMUCCHSI CYTOPOXKHBIX TTPH-
CTYMOB IJIUTEIbHOCTBIO > 1 roa 1 OTCYTCTBOBAJIM CTATy-
chbl abcaHCOB Ha (poHe mpreMa KOMOMHAIIMK BajblipoaTa
n nepamnanena. CoxpaHSJUCh OJMHOYHBIE aOCaHCHI
(exxemHeBHO). PeninanB cymopoKHOTO IMPUCTYIa BOZHUK
yepes ToJ MOCIe CaMOCTOSITEIbHOIM OTMEHBI TTAallMEHTOM
repamiaHesa (He IpUHUMAJI IperapaT B TedeHue 6 JHei).
ITocne Bo300OHOBIEHMS TIpUeMa IepamMmaHesia CyI0pox-
HBIC TIPUCTYIBI OTCYTCTBYIOT IO HACTOSIILIETO BPEMEHHU,
1 K MOMEHTY HaIlMCaHMS CTaTbU IMAIMEeHT IMPUHUMACT
rnepamimaHes >6 JierT.

V¥ 1 maumentku (I, nmarHo3: cuaapom JlpaBe, BbI3BaH-
HbII MyTanueii B reHe SCN 1A) Tipy BBEIEHWH ITepaMITaHe-
J1a ObUTa TOCTUTHYTA PEMUCCHS OMIaTepaIbHBIX CYTOPOK-
HBIX IIPUCTYIIOB >6 MeC, B TOM YMCJIE B [IEPUOI JIMXOPAIKKI
(CoXpaHsUICS SN TUIECKIIT MUOKIIOHYC BEK).

VY naumentku T., 15 neT, ¢ MUKpOOEACLIMOHHBIM CUH-
npoMoM 16p11.2. n reHeTrYECKOI (POKATBHON SMUIIEIICHUEN
(TipucTynbl (DOKaTbHBIE BEPCUBHBIE, C OCTAHOBKOIT aKTUB-
HOCTH, OUJIaTepaIbHbIC CyI0POKHBIC, MUOKJIOHUYECKHE,
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KOPOTKME TOHMYECKME) Ha (hOHE IpreMa IepamIraHesa
ObLI JOCTUTHYT OY€Hb XOpOoLInii 3¢ deKT, B TeueHne 6 Mec
COXpaHsUIaCh PEMUCCHSI TIPUCTYIIOB, Tajiee OTMEUCHBI pell-
KHe MIPUCTYIIbI (YMEHBIIIEHUE YaCTOThI IIPUCTYIIOB >75 %).
[lo BBemeHUS TIepaMITaHes a IIPUCTYITBL Y TaHHOM MallieH-
TKHA BO3HMKAJIM HECKOJIBKO pa3 B ICHb.

VYMeHbIIIeHNEe 9aCTOThI MPUCTYIIOB HE MEHEe 4eM
Ha 50 % 06bL10 oT™MeueHO y 15 (48,4 %) nmanumenTos. Ha-
OJIIOIAIOCH CYIIIECTBEHHOE YMEHBIIIEHNE KaK YaCTOTHI, TaK
U TSKeCTU NpUcTynoB. B 1 U3 aTux ciiyyaeB TepaneBTuye-
ckuii 3¢ ekt ObUT BpeMEHHBIM, M B TaJIbHEUIIIEM 9acToTa
MIPUCTYIIOB BEPHYJIACh K IIPEIBIAYIIEMY ITOKA3aTelio.

Takum oOpa3oM, B LIEJIOM TepareBTUIeCKuil 3 deKT
(pemMuccHsI WM YMEHBIIICHNE YaCTOTHI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) Obu1 nocTUTHYT Yy 24 (77 %) NalimeHTOB
n3 31.

CyiecTBeHHOro 3(deKkra He ObUTO TOCTUTHYTO B 6 CITy-
yasix, IIPA 9TOM 4acTOoTa IPKUCTYITOB YMEHbIIMIAChH Ha 25 %
y 4 MallMeHTOB, U B 2 CIyJasiX yMEHBIISHUS YaCTOTHI TIPH-
CTYIIOB HE OTMEYaJIOCh.

006 yxyaieHnu (arrpaBallii) MPY BBEACHUHU IIepaM-
naHesia cooOl1aaoch B 1 ciiyyae, OJJHAKO Mbl CUUTAEM,
YTO 3TOT CIy4yall HEJIb3sl PaclieHUBATh KaK IPOSIBICHUE
ucTuHHOM arrpaBauuu. ITaunent C. (ctpykrypHas ¢o-
KanpHas srmtericust; @K1 B coueTaHny ¢ MyTaruei B re-
He DEPDCS5, yHacieqoBaHHOI OT OTIIA) TTOIyJall ITlepaM-
ImaHeJx B TedeHHe 1 Mec B go3e 4 MI/cyT B COYCTaHUM
C BaJbIIpoaToM M KapOamasenuHoM. B nmanbHeiliem
IIpY OTMEHE TiepaMIlaHesIa COCTOSIHIE HE YIYyYIIMIOCh.
TakuMm 00pa3oM, MMeJIa MECTO JIOXKHAs arrpaBaius (yxy/I-
IIIEHUE B €CTECTBEHHOM TeUeHMU 3a00jieBaHus). B manb-
HEHIIIeM MBI paccMaTpHUBaeM BO3MOXKHOCTH IIPOOHOTO
ITOBTOPHOTO BBEICHUS TIepaMITaHea.

DdGeKTUBHOCTD Tepanuu Mo JaHHbIM DI olleHN-
Bastach He BO Bcex cirydasx. B 10 ciygasx D31 He nmpoBo-
JIMJIOCH IS OLleHKM 3¢ deKTa 3a epuo/ IpreMa mpera-
paTta B CBSI3M C HEOOJBIION IIMTEIBHOCTHIO IIpHeMa
WY TI0 APYTUM MPUYMHAM. 3HAYMMOe yaydiieHre Ha 391
(Mcue3HOBEHME SMIECIITU(OPMHOI aKTUBHOCTU Ha DI
WJIM 3HAYMTEIbHAST peAyKLIMsI MHAEKCA SIIEHITA(MOPMHOM
AKTUMBHOCTHU) ObLIO OTMEYEHO B 16 ciry4asix.

VYV nanuentku L. (auarHo3: reHeTUYECKasi TeHepaiu-
30BaHHAsI SMWICTICUS C IPUCTYIIAMU B BUAC SITIICTITHIC-
CKOT0 MUOKJIOHYCA BeK 1 OMIaTepaabHBIMU CYIOPOXKHBI-
MU TIPUCTYNAMM; ITUOJIOTUS: MUKpoAeaeuus 2q23.3,
Bkurouasi reH CACN B4) riepammanet ObIT Ha3HAUSH BpauoM
1O MECTY XXMTEJILCTBA C IEJIbIO TOCTUKEHUS ITOJI0XKUTETb-
Horo 3¢ dekra Ha DI, Tak Kak mauveHTKa HaXOAuJIach
B JUIMTEJIBHOI peMuccur Ha (hOHE IMprieMa BajIbIIpoaTa.
ITocne 1 mec mpuema mpenapara Ha DDI ObUIO 3aperu-
CTPUPOBAHO BEIPaXXeHHOE YIIydIlIeHUEe, OMHAKO TIperapar
OBLT OTMEHEH B CBSI3U C BBIPAXXKECHHBIMU ICUXUICCKUMH,
HEBPOJOTUICCKUMHU 1 TIOBEICHUYSCKIMU TOOOYHBIMU 3h-
dekTamMu: ycuamiaach IU3apTpUsI, arpeccus, OTMeJanach
BBIpaxkeHHas COHJIMBOCTD.
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bes acdhdexra mo manabiM DOI — 5 cygaeB. Yxymie-
Hue 1o JaHHBIM D3OI He ObUTO 3aperncTPUPOBAHO HU B O]~
HOM M3 CJIyJaeB.

B uenom npenapat ObLI OTMEHEH B CBSI3U C IIpo0Jie-
MaMM HEeIOCTaTOYHOM 3(P(HEKTUBHOCTH y 6 MALIMEHTOB;
OTMEHa 13-3a UHUIMAJIbHOI Hed(hGEKTUBHOCTY — y 3 T1a-
IIMEHTOB (B TOM UMcCIIe y 1 maruenTa ¢ cuHapomoM Jlpase
nyl —c ®KJ); yrpata BpeMEHHOIO ITOJOXUTEIHHOTO
a¢pdexTa oTMedeHa y 3 MallMeHTOB.

IIepenocumocTs Tepamuu. Ipymma I: y neteit (4—11 ner;
n = 105) mepeHOCUMOCTh paclieHMBajach Kak Xopoiiasi,
mo0oyHbIe 3(P(HEeKTH OTCYTCTBOBAIM y 73 mmaneHToB. [1o-
GouHble 3(pdekThl 3apeructpupoBanbl y 32 (30,5 %) na-
IIMCHTOB.

Haubomnee yacteie mo6ouHBIe 3DDEKTH (Y MHOTUX
MMAIleHTOB COYETAIOCh HECKOIBKO M3 YKa3aHHBIX HApy-
LIEHMI1): COHJIMBOCTDb — 26 CiIydaeB, MbILLIEYHASI TUIIOTO-
HUS — 23, HapyllIeHWe alllieTUTa, OTKa3 OT €16l — 16, o01as
BSLIOCTb, C1ab0OCTh — 8, aTakcust — 6, IICUXOMOTOPHOE
BO30YXKIeHUE — 5, MPOsIBJICHUSI TIcuxo3a — 1, arpeccust — 5,
TPEeBOXHOCTb — 1, yXy/llleHUe TTIOBEACHUS — 5, uepeaoBa-
HIE 3aTOPMOXXEHHOCTH Y TUTICPAKTUBHOCTU — 1, HapyIlIleH1e
cHA — 4, UCTepUKU — 1, MPOSBIIEHUS racTpod30(dareaib-
HOTO pedJioKca, OTpbIKKa — 1, TOITHOTA — 2, IIpeKpalie-
HHUEe CIIOHTAaHHOI peun — 1 (malueHTKa ¢ MyTallieil B re-
He PCDH19; paHee neBoYKa roBOpumia; Imocjie OTMEHBI
Ipernapara pedb yaydIIniach).

Xotenoch Obl 0OpaTUTh BHUMaHKUE Ha TaKOU MOO0Y-
HBII 3 (HEKT KaK CHIDKEHNE MBIIIEYHOTO TOHYCA (MBIIIIEY-
Hasl TUTIOTOHMST), KOTOPBII MBI OTMETHIIN Y 23 meTeit (BbI-
paxXeHHas TUIIOTOHHUSI — 5 ciIydyaeB, TPaH3UTOPHEBIE
HapyieHus: — 1 ciaydait). DTo penkasl cUTyarus, Koraa
MOOOYHBIN 3(PPEKT MOXKET OBITh KeJlaTeJIbHbIM. CHUXKe-
HHE MBIIIIEYHOTO TOHYCA OBLIO XeJaTeTbHBIM 3((HEeKTOM
B 3 caydJasix, TaK KaK OTMEUaJoCh CHIDKCHUE CITaCTHIe-
CKOT0 TUMEPTOHYCA y OeTeH ¢ JETCKUM IiepeOpaIbHBIM
IMapamiIoOM.

CHIDKEeHUE aIllleTUTa TaKXKe MOXKET OBITh JKeJIaTeIb-
HBIM TOOOYHBIM 3 (HEKTOM ITpU M30BITOYHOM Macce Tea,
OTHAKO TPEICTaBIISICT BAXKHYIO IIPOOIeMyY Y IeTel ¢ HU3-
KoIt Maccoii Tenia. OMHAKO CHMKEHME MACCHI TeJIa He ObI-
JIO IPUYMHOM OTMEHBI CPeIM HAOJI0IaeMbIX HAMU TIALIM -
€HTOB.

ITposiBaeHUs TacTpoa3odareasbHOro pedJioKkca, OT-
PBDKKA U TOIITHOTA OTMEUYEeHHI y 1 mammmeHnTa. OgHaKo 3TU
CHMITITOMBI TTOSIBWJIMCH ITPY BBEACHUM TIepaMITaHesa y Ima-
IIMEHTa, paHee TMIPUHUMABIIETO STOCYKCUMMUI, W TIPOIII-
JIU IPU OTMEHE 3TOCyKcuMuaa. Takum o6pa3oM, JTaHHbIE
MIPOSIBIICHUSI MOTYT OBITH CBSI3aHBI C 3TOCYKCHMUIOM,
a He ¢ TepaMIIaHeJIOM, HECMOTPSI Ha TO YTO TTOSIBWINCH
JIIIT Ha (pOHE TIPUMEHEHMSI KOMOMHUPOBAHHOM Tepariu.

XOTs yaiie Bcero BcTpevyanach COHIMBOCTD, 3TOT I10-
OOUHBII 3((HEKT HEYACTO CTAHOBWIICS IIPUIMHON OTMEHBI.
B cBs13u ¢ TeM, 4TO MpenMyIecCTBOM MepaMIIaHesa SIBJIs-
€TCs OMHOKPATHBIN IIPHUEM B CYTKU, MBI PEKOMEHIOBAIN
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KaK MOXHO 0oJiee TIO3MHUIA IIpreM IIperiapara Iepe CHOM;
9TO pelrayo IPodJIeMy B TeX CIyJasix, KOrma COHIMBOCTD
oTMeYaIach yKe Iocje mprueMa Iperapara.

HMHTepecHO, 4TO B HEKOTOPBIX CIy4YasX COHIMBOCTD
TaK>Ke MOKHO CYMTATD XKeJIaTeJIbHBIM ITOOOYHBIM 3 heK-
ToM. B 8 ciyyasgx ponuTen cooOIIMIM 0 HopMaJlIu3alun
cHa Ha (DOHe TIpreMa IepaMIlaHeNa y IeTeil, paHee cTpa-
JTaBIIMX HapyIIeHNEeM HOYHOTO CHa.

B uenom npemnapat ObLJI OTMEHEH B CBSI3U C IIpo0Jie-
Mamu niepeHocumoctu y 10 (9,5 %) nauuenrtos. B 5 ciy-
Yasx MPUUYMHON OTMEHBI CTAHOBUJIMCH ICUXUYECKHUE,
rnoBefeHYecKkre HapyiueHus (4,7 % OoT o0lero yucia jae-
Tel), eIe B 5 — BeIpaXkeHHasl BSJIOCTh, COHJIMBOCTb, aTaK-
cusi. B Tom uncie B 1 ciyuae (<1 % ot obGuiero uucia
MMAIleHTOB) 3apeTUCTPUPOBAH SIMM30 IICKX03a: y Malll-
enTku A. K. (mnarnos: nauomnarudeckas pokaabHast S~
JISTICHSI C TICEBIOTCHEPAIM30BaHHBIMU IIPUCTYIIAMU; TIPH-
CTYIbl B BUJE aTUMMUYHBIX aOcaHCOB) B Bo3pacrte 11 jer
IIpY BBEACHUM TIepaMITaHesa B 03¢ 4 MT'/CYT U CHIDKCHUH
ITO3BI JICBETHUpalleTaMa yepe3 HelIeto TepaIiy IiepaMIia-
HeJIOM OTMEUEHO pa3BUTHE TICKX03a (KPUK, HeaJTeKBaTHOE
MMOBEIeHNE, OTCYTCTBME KOHTAKTa C MAllMeHTKOM, arpec-
cust). I1pu 3aMeHe mepaMIiaHena Ha Ki1o0a3aM ICUXUIe-
CKME HapyIIeHUS OBICTPO PEerpecCupoBaIn.

OTMeHa IepaMiiaHesia 3a repro HabmoneHus (0T 6 Mec
1o 6 net) nposeneHa B 41 (39 %) ciayyae. OT™MeHa U3-
3a HEBBICOKOM 3(D(EeKTUBHOCTH — y 27 TTallMeHTOB, U3 HUX
OTM€Ha B pe3yJIbTaTe MHUIIMAJIBHONM HU3KOM 3(PpeKTUB-
HocTu — y 11 mauueHToB, OTMEHa B pe3yJibTaTe yTpaThl
BPEMEHHOTO MOJIOKUTEIbHOTO 3 dekra — y 16.

OTMeHa 13-3a IUIOXO# MepeHOCMMOCTH IIpOBeIeHa
y 10 mauneHTOB.

VY 4 manyeHTOoB Teparnus IiepaMIiaHeIoM ObLIa OCTAHOB-
JIEHa M3-3a OTCYTCTBUSI BOBMOXHOCTH ITOJTyYUTh IIperapar.

W3 maueHTOB, B JaJIbHEHIIIEM ITPEKPATHUBIINX ITPHUEM
repaMIlaHena, y 8 IIMTeIbHOCTD IIpreMa IIperapara co-
craBuia <6 Mec; oT 6 Mec 10 1 roga mpemnapar IoJrydauan
8 malueHTOB, B 1IeJI0M OoJiee 1 roga — 25 maleHTOoB.

[IpomocxarT MpuHUMATh TIepaMITaHe B HACTOSIIIIEe
Bpemsi 64 (60,9 %) naueHTa.

W3 Hux 7 mauneHTOB NPMHUMAIOT IIpenapar ot 6 Mec
no 1 roga. bojee 1 roga B HacTosiiee BpeMs IiepaMIlaHell
MpPOAOJIXKAIOT IOJIydaTh 57 MaLMeHTOB.

Takum ob6pa3oM, TToKazaTesb yaep>KaHus Ha Tepanuu
y OETEl B HAILlEM aHAJIM3€ IIPU UIMTEIbHOM TEpAIIMU CO-
craBui 64 (60,9 %) nauueHTa, MokKasaTeslb yIepPXKaHUS
Ha Tepanuu >1 roga — 82 (78 %), nokasateib yaepKaHuUsI
Ha Teparuu >6 mec — 89 (84,7 %).

Ipymma II (moxpoctku ot 12 1o 18 mec; n = 31). I1epe-
HOCHUMOCTD TepaIlliM paclieHMBaJach KaK XOpoIasi, mo-
60uHbBIe 3 DEKTH OTCYTCTBOBAJIM y OOJBIIMHCTBA (22
u3 31) marreHToB.

[MoGounble 3¢ dekThl 3aperucTpupoBanbl y 9 (29 %)
nanydeHToB. B OOJBIIMHCTBE CllyyaeB BCTpEYaIUCh IICU-
XHUYECKUE, TTOBEICHUECKIE 1 HEBPOJIOTUUECKHE (TOJI0OBO-

4

KpYyXeHUe, COHJIMBOCTD, IU3aPTPHUsl) HApYIICHUS. Y TaH-
HBIX TTAIIMEHTOB COUYETaIOCh HECKOJBKO M3 yKa3aHHBIX
HapyILIeHUIA: COHJIMBOCTD — 6, arakcus — 4, arpeccust — 3,
HapyIIeHNUE afIeTUTa, OTKa3 OT eIkl — 2, MBIIIIEYHAs TH-
MOTOHUS — 2, THeB — 1, nucdopus — 1, cuibHas pa3apa-
KUTEIBHOCTh — |, HeageKBaTHOe MOBeAcHUEe — 1, au3-
apTpust — 1, roJoBoKpyxeHue — 1.

B 1 ciyuae (mammentka O., nuarnos: @K1, crpykryp-
Has (doKajabpHas SMHUjerncus) Ha (QoHEe MOCTUTHYTOM
IIpY BBEICHUHU TIepaMIiaHea PEMUCCUM JJINTEIbHOCTHIO
1 Mec (paHee y JaHHO# MallMeHTKA HUKOTAa He ObIIO CTOIb
JIJTATETbHBIX MEXKIIPUCTYITHBIX NHTEPBAJIOB) CHPOPMUPO-
BaJIUCh (paHee OTCYTCTBOBABIINE ) TICMXUIECKIE HapyIIIe-
Hu (arpeccusi, HeaaeKBaTHOE TTOBEICHNUE ), paClICHEHHBIC
B paMKaxX CHHApPOMa HACWUJIBCTBEHHON HOpMaIu3allluu
(JIanmonbTa), M mepamMITaHes ObUT OTMEHEH.

B 1 ciygae (maumentka 1., nmarHos: reHeTMIecKast
reHepaIn30BaHHAS STUJICTICHUS C TIPUCTYIIaMU B BUIE SITH-
JIEITUIECKOTO MUOKJIOHYCa BEeK 1 OMmIaTepalbHBIMU CY-
JMOPOKHBIMU TIPUCTYIIAMU; STUOJIOTUS: MUKPOICICIIUS
2q23.3, skmouas reH CACNB4) nepammniaHes ObLT Ha3HAYeH
BpayoOM IT0 MECTY XKMTEJIbCTBA C LIEIbIO JOCTUKCHMS T10-
JIOXXKUTENBbHOTO 3¢ dekra Ha DI, Ha DoHe IUTETbHOM
pemuccuu. Ilocse mpuema rpernapara IJIMTEIbHOCTBIO 1 Mec
Ha D3OI OO 3aperncTpUPOBAHO YIYUYILIeHHUE, OTHAKO
Iperapar ObUT OTMEHEH B CBSI3U C BBIPAXKCHHBIMU IICUXU-
YECKUMU, HEBPOJIOTUIECKUMHU U TIOBEICHICCKIMU IT000Y -
HBIMH 3(deKTaMu: YyCUIWINCh AU3apTPUs, arpeccus,
COHJIUBOCTb.

B 1 cinyuyae (mauuenr I, 16 jieT, 1MarHo3: CTpyKTypHast
oxambHas SIWIETICHUS, STUOJIOTHS — TUIITIOKAMIIAIBHBII
cKJIepo3) Ha (hoHe TIpreMa IiepaMITaHes a B 103¢ 8 MT B CO-
YeTaHUU C BAJIBIIPOATOM B TeUeHUE | roma poauTeaIn OT-
METWJIN BBIpaXXKCHHOE CHIDKCHME amlleThTa, NU3MEHEHNe
MMOBEICHUS: OUCHDb YacThie SIU30JbI arpecCuu, THEBa,
0eCMOKOMCTBO, pa3apaKUTeAbHOCTh. [TaliueHT mpuHUMa
npenapat >1 roga. OTMeuascs TepareBTHYecKnit apdexT
C YMEHBIIIEHUEM 9aCTOTHI (POKAIBHBIX IIPUCTYIIOB C OCTa-
HOBKOI1 aKTUBHOCTU 60Jiee ueM Ha 50 %. OgHako B CBSI3U
C TUTOXOM TIEpEHOCUMOCTBIO TIepaMITaHeT ObUT OTMEHEH.

B niesiom B 5 citydasix riepammaHes ObLT OTMEHEH B CBSI3U
¢ IMoOOYHBIMU 3(peKTaMu, U3 HUX B 2 cITydasx IPUIMHOMN
OTMEHBI CTaja BhIpaXKeHHAasl COHJIMBOCTb, U B 3 CiIydasix,
Ha (poHe coueTaHusT TOOOYHBIX 3 (PEKTOB, OCHOBHOM TTPH-
YIHOM OTMEHBI ObITa arpeccysi, OBENCHUYSCKIE HAPYIIICHIS.
B 3 ciyyasx mipu 1m1oxoii miepeHOCMMOCTH TTepaMITaHe T ObLT
oTMeHeH depe3 1—3 Mec siedenuis, B 1 ciryyae — yepes 6 Mec,
1 B | ciydae mamyeHT MpUHUMAJ Ipenapat > 1 roma.

OrMeHa repamItaHesia 3a repuo/, HaomoaeHus (ot 6 Mec
10 6 niet) nposeaeHa B 10 (32,2 %) ciayuasix u3 31. [1pudnHb
OTMEHBI OB CIIEAYIOIIMMU: HemocTaTouHass 3hPeKTUB-
HOCTb — 5 TIAIIMEHTOB (TIpX 3TOM OTMEHA M3-3a MHUIINATLHOI
Hea(hHEKTUBHOCTH — Y 3 MALIMEHTOB (B TOM YKCIe | aiyeHT
¢ cunapomoM Mpase u 1 — ¢ ®KJI); yrpata BpeMEHHOTO
TMTOJIOXKUTETBHOTO 3h(heKkTa — 2 MaIlMeHTOB).
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OTMeHa 13-3a IJI0X01 nepeHocuMocT —y 5 (16,1 %)
MMaIleHTOB.

B Tex ciyyasix, Koraa rperapaTt ObUI OTMEHEH, IJIU-
TeJIbHOCTh IIpUEMa Mpernapara cocTaBuia < 6 Mec TOJIbKO
y 4 nanmeHToB. OcTallbHbIE MTAllMEHTHI TTOJTyYaii IepaM-
nanen >12 mec.

[IpomoycxarT MpuHUMATh TIepaMITaHes B HACTOSIIIIEe
Bpems 21 (67,7 %) narment us 31.

JIMTeIbHOCTh Tepaluy IepaMiaHeaom: <6 Mec —
4 manmenTa; ot 6 10 12 mec — 2 manuenTa; >1 romga —
25 nmaumeHToB; >2 neT — 12 manueHToB; >3 net — 10 ma-
LIMEHTOB; >4 jieT — 2 mauueHTa; >6 jeT — 1 malueHT.

B 1eroM Ha HacTOSIIIMIT MOMEHT JUIMTEJILHOCTD Tepa-
MU IIepaMIlaHes oM cocTaBuia: <6 Mec — 4 MalueHTa;
ot 6 10 12 Mec — 2 manpeHTa; oT 1 10 2 j1eT — 13 manneHToB;
OT 2 JIeT 10 3 JIeT — 5 MauMeHToB; OT 3 10 4 JIeT — 5 maiu-
€HTOB; >4 JleT — 2 MalKeHTa, U3 HUX | malueHT MpUuHU-
MaerT repamiaHes >6 Jiet.

Takum o6pa3oM, B IIeJIOM MOKa3aTejlb YACPKaHUS
Ha JUINTeJIbHOM Teparuu (>1 roma) B HallleM MCCIeI0BAaHNHI
cocrasu 25 (80,6 %) maumenToB u3 31; >6 mec — 27 (87 %)
n3 31.

Pe3ysnbrarnl B 00'beTMHEHHOI IPyTIIe MAIMEHTOB — JICTH
u noapoctku (n = 136) — npuBeaeHbI B Ta0JI. 5.

Tabmma 5. Dghgexmuernocmo nepamnanena y demeii u noopocm-
K086 ¢ anunencueii (om 4 arem do 18 rem, n = 136)

Table 5. Efficacy of perampanel in children and adolescents
with epilepsy (aged 4 to 18 years, n = 136)

Number
of patients, n (%)

Efficacy

Pemuccust mpuctymnon

Seizure remission 38(27,9)
Db dexTuBHOCTL >50 %

Efficacy >50 % 70 (51,5 %)
Bes cymectBeHHOrO0 3dhdexra <50 %

No significant effect <50 % 23 (16,9)
ArrpaBanust 5(3.7)

Aggravation

B 1ieomM BeIpakeHHBIN TepareBTUYeCKUi 3P hexT
(peMuCcCust WIK YMEHbIIEHKUE YaCTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) nepamiiaHesia B 001LIeii IpyIINe y AeTeit
U oApocTKOB (4—18 net; n = 136) Obu1 fOocTUTHYT y 108
(79,4 %) maumentoB u3 136. O6IIMII TOKa3aTeIh pEMKC-
CHUM IIPUCTYIIOB B IPYIIIE AeTeil U MOAPOCTKOB COCTABUII
38 (27,9 %) u3 136.

CrenyeT yYUTBIBATh, YTO BBICOKME MOKa3aTeanu (-
(beKTHBHOCTHU OBLUIN IIOJYYE€HbI, HECMOTPSI HA BKJIIOUEHME
B aHaJI13 OOJIbIIMHCTBA MAlMEHTOB, PE3UCTEHTHBIX K pa-
Hee TIpoBoaAnMOI Teparuu ADIT.
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BBeneHue nepamMiaHesia B IOJUTEpalMy IIPUBEIIO
K MICUE€3HOBEHUIO SMIEITU(OPMHOI aKTUBHOCTH Ha DO
WY 3HAYUTEIbHOM PeIyKLIMKY MHAEKCa SMUIenTUdOPM-
Holi akTuBHOCTU Y 38 (27,9 %) nauuentoB u3 136. C yue-
TOM TOTO, YTO B 24 cllydyasix KaTaMHeCTUYeCcKasl OlleHKa
93T B nepuox nmpueMa rnepamiiaHesia He TpOBOAUIACE,
ynydiieHue Ha D3OI ObUIO 3aperncTpUpoOBaHO y 38 u3
112 Bowuenimx B MccienoBaHue nauueHToB (y 33,9 %, T. e.
6oustee uem B 1/3 cimydaeB).

[Mo6ouHble 3 dexkTh Habmonamuch y 32 (30,5 %)
u3 105 manueHToB AeTCKOro Bo3pacta u'y 9 (29 %) us
31 maumeHTa IMoAPOCTKOBOrO Bo3pacTa. B 1eom mo6ou-
Hble 3¢ dexThl 3apeructpupoBatbl y 41 (30,1 %) u3 136 na-
LIMEHTOB.

ITpemapaT 6bUT OTMEHEH B CBSI3U C IMpOOJIeMaMU Tie-
penocumoctu y 10 (9,5 %) u3 105 nereit uy 5 (16,1 %)
n3 31 moapocTka. B einom nmpenapat ObIJT OTMEHEH U3-3a
m1oxoii mepeHocumoctu y 15 (11 %) u3 136 naureHTOB
JIETCKOIO ¥ MOAPOCTKOBOIO BO3pacTa.

XoTtg Hanbosee YacThIMU ITOOOYHBIMU 3P deKTaMu
ObUIM COHJMBOCTb, MBILICYHAS! FMIIOTOHUS, aTaKCHs,
OCHOBHYIO IIPO0JIeMy MPEACTAB/ISIIN IICUXUYECKUE U 10~
BeieHUecKue HapyiueHus:. OHU CTald IPUYMHONA OTMEHBI
repamIiaHena B 8 ciaydasx (5 geteit u 3 mompocTKa), 3TO
cocTaBUJIO Beero 5,9 % B obiieli rpyme. TakuM o6pa3oM,
4yacToTa OTMEHbI IlepaMilaHesa B HaOJomaeMoil HaMKu
rpyIIe NalUeHTOB U3-3a ICUXUYECKUX U TOBEACHYECKUX
HapylIeHUIT oKa3anach HU3Koi. Cpeau 3TUX ciaydaeB Mbl
3aperucTpUupoBaiIy 1 ciydaii IcUxo3a Ipu IprueMe J03bl
nepamiiadesia 4 Mr/cyt y aeBouku 11 et (<1 % B oO1weit
IpyIine).

[Moka3arenb yaepxXaHusl Ha Tepaluy IepaMIlaHe-
oM >12 mec cocraBu 25 (80,6 %) marmenToB u3 31
B IpyIire noapocTkoB, 82 (78 %) u3 105 B rpyIine AeTeid.
B o06111eii rpytirie aeTeit 1 oapoCcTKOB MTOKa3aTesb yaepsKa-
HUst Ha Teparmu > 12 mec coctasu 107 (78,7 %) us 136.

BaxkHO OTMETUTD, YTO BCE OCHOBHBIE ITOKA3aTe M 3(h-
(beKTUBHOCTHU U IIEPEHOCUMOCTH CYLIECTBEHHO HE pasjiu-
YaJIICh B IPYIIIIE AeTeil ¥ MTOAPOCTKOB: PEMUCCUSI IIPUCTY-
0B ObUTa oCTUrHYyTa y 27,6 1 29 % nereii U MOAPOCTKOB
COOTBETCTBEHHO; JOJISI TIAIIMEHTOB C YMEHBIIICHUEM Ya-
ctoThl IpucTynoB Ha 50 % u 6onee — 52,4 u 48,4 % nereii
U IOAPOCTKOB COOTBETCTBEHHO; BHICOKAS T€pAIlEBTHUYE-
ckast 3(pHeKTUBHOCTh (PEMMCCHUS WM YMEHBIIICHUE Ya-
CTOTBI TIPUCTYIIOB He MeHee YyeM Ha 50 %) — 80 % nereit
u 77 % nonpoctkoB. [Tokasareb yaepKaHus Ha Teparun
nepamianesioM >12 mec cocrasui 78 % B IpyIine aeTei
u 80,6 % B rpyie noapocTkoB. YacToTa moGOUHbBIX 3¢ -
(ekroB cocraBuia 30,5 % B rpynne aereid u 29 % y na-
LIMEHTOB MOJAPOCTKOBOTO BO3pacTa, a 4acTOTa OTMEHBI
repamIiaHelia B CBSI3U € IPoOeMaMU IEPEHOCUMOCTU —
9,5 % nereii u 16,1 % nonpoctkoB. Takum 0O6pa3oM, Bbl-
SIBJICHO IIPEUMYILLIECTBO B IPYIIIE AETeil 110 TaKUM I10Ka-
3aTesIsIM, KakK o01as 3(p(HeKTUBHOCTh M YaCTOTa OTMEHBI
Teparnuu B CBSI3U ¢ TTOOOYHBIMU 3P PeKTaMMU.
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DTO NMOTYEPKUBAET BBICOKYIO 3((HEKTUBHOCTh U XO-
POIIIYIO IIEPEHOCUMOCTbD ITepaMITaHeNa Y IeTei B YCIIOBUSIX
peabHOM KJIMHUYECKOM MTPAKTUKMU.

06cyxxaeHune

[MonyyeHHBIe TaHHBIC PACIIUPSIOT MPEACTABICHUS
Bpaveil 0 BOBMOXKHOCTH YCTICIITHOTO IIPUMEHEHUS ITIepaM-
naHeaa B pOCCUMCKON MOMYJISILIMU IETEM.

[TomyuyeHHBIC HAMU Pe3yIbTATHl COTJIACYIOTCS C TaH-
HBIMU paHee TPOBEICHHBIX UCCIICAOBAHMIIA.

I1epBblii KIMHUYECKUI ONBIT IPUMEHEHMSI IepaMIia-
HeJla y IeTEU U IMOAPOCTKOB C PE3UCTEHTHOMN SIIWJICTICUEIA
B KJIMHUYECKOM MpakTUKe ObLI IpeacTanieH A. Biro u co-
aBT. B 2015 . B uccliemoBaHUM ¢ ydacTeM 58 MmaluneHToB
(cpennuii Bo3pact — 10,5 roaa; nuamnazon: 2—17 ner) ¢ pas-
JINYHBIMU PE3UCTEHTHBIMU K MEIMKAMEHTO3HOM Teparnuu
dopmamu AMMIIETICUH, BKITI0Yas (DOKATbHBIE STTUICTICUH,
cunapomsl JlenHokca—Iacro, Becta u Hpase. Houst pe-
CIIOHIEPOB (MAIlMEHTOB C YMEHBIIICHUEM YacTOTHI TIPU-
crynoB Ha 50 % u GoJjiee) yepe3 MepBbie 3 MeC JIeYeHUs
cocraBuia 31 % (18 u3 58 martmenToB). [oxyyeHHbIe Ha-
MM ToKa3aresiv OblIM Bbllle. B Halem aHaiu3e nosst pe-
CIIOHIEPOB (PEMUCCHUS VI YMEHbBIIICHNE YaCTOTHI TIPU-
cTynoB He MeHee ueM Ha 50 %) cocraBuia 80 % y neteit
(84 u3 105 mauuentoB) u 79,4 % (108 u3 136) y nereit
1 moapocTKoB. ClieayeT yIUThIBaTh, YTO MBI aHATIM3UPO-
BaJIM TIOKAa3aTesIu, TIOJTyIeHHBIE IIPU ITUTSIBHOM TepaIrin
(ot 6 Mec 110 6 s1eT). [1onHbIII KOHTPOJIb Hall IPUCTYIIAMU
B uccinenoBanuu A. Biro u coasrt. (2015) ObLT JOCTUTHYT
y 5 (9 %) nauueHTOB. Y HALIKMX HALMEHTOB PEMUCCUSI
IPUCTYIIOB ObL1a focTUrHyTa B 29 (27,6 %) ciyvasxy ne-
teii u 38 (27,9 %) cnyuasx u3 136 y gereii ¥ OaApOCTKOB.
ATTpaBalys SIMWICTITUYECKUX IIPUCTYIIOB B UCCICIOBAHUN
A. Biro u coaBr. (2015) ormeuena B 5 (9 %) ciyyasix. B Ha-
IIIeM HCCIIeA0BAaHNY ITOKa3aTe b arTpaBaliiy ObLT 3HAUM-
TeJIbHO MeHee BbicokuM: 4 (3,8 %) — neteit, 5 (3,7 %) —
neTeil 1 moapocTKoB. OCHOBHOM TPOodUIIbL MOOOYHBIX
3 deKTOB B HallleM HAOJIOJEHUU COBITANaJl C pe3yJibTa-
TamMu ucciaenoBaHus A. Biro u coaBT.: Hamboiee yacTo
BCTpevalomecs modouHbie 3(PdeKThI BKIIIOYAIN CHUXKE -
HHE YPOBHS aKTUBHOCTH, COHJIMBOCTb, YCTaJIOCTh, a TAKXKE
MoBeIeHYeCKUe HapyleHus [9].

IIpoBeneHHoe B Kopee MHOTO1LIEHTPOBOE MCCIea0Ba-
HUe 3G GEKTUBHOCTU U MEPEHOCUMOCTHU IJIUTEIHLHOTO
JICYSHUS TIepaMITaHEeJIOM B MIOJIUTEPAIIMU Y IETEH C DITH-
JIeTICUEI B BO3pacTe ¢ 4 JIET U cTapille B YCIOBUSIX PeaTbHOM
KnuHn4Yeckoii mpaktuku «Real-Life Effectiveness u Tole-
rability of Perampanel in Pediatric Patients Aged 4 Years
or Older with Epilepsy» (S.K. Hwang u coast., 2020) Bki1t0-
yajio 220 nereit 1 moAPOCTKOB B Bo3pacte oT 4 no 20 JieT.
BoizenieHpl 2 TpyIiibl MaleHToB: 4—16 et (n =119) u 17—
20 net (n =91). Y GonblMHCTBa MalneHToB (84 %) nuar-
HOCTHPOBAHBI Pe3UCTeHTHBIE (hopMBI ammtencuu. [1po-
MOJDKUTEIBHOCTh TepaIMM IIepaMIaHeIOM COCTaBMJIa
B cpeaHeM 11,5 £ 6,9 Mmec, 10181 MALMEHTOB C BHICOKUM
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adexrom neueHust — 43,6 % (6e3 CylIeCTBEHHBIX pa3iin-
4yuii B 2 rpymiax), peMuccust nocturuyray 17,7 %. Y Ha-
IIKUX [MalKMEHTOB HOJISI PECIOHIEPOB (peMUCCUs WK
yMEHbILIEHHE YACTOThI IIPUCTYIIOB He MeHee yeM Ha 50 %)
cocraBuia 80 % y nereii (84 u3 105 nmanueHToB) u 79,4 %
(108 13 136) y nereii ¥ MOAPOCTKOB; PEMUCCHSI IIPUCTYIIOB
ObL1a gocturHyra B 29 (27,6 %) ciaydasix y neteit u B 38
(27,9 %) cnyvasix u3 136 y nereit 1 moapocTKoB. Mbl Tak-
K€ He IOJIyYMJIU CYLIECTBEHHBIX Pa3IMUMii MEXIY IPYyII-
MaMu JeTeil U IMOAPOCTKOB: PEMMCCHSI IIPUCTYIIOB ObLia
pocturnyta y 27,6 u 29 % neteit m moapoCTKOB COOTBET-
CTBEHHO; JI0JISI TAIIMEHTOB C YMEHBIIIEHNEM YaCTOTHI ITPU-
crymnoB Ha 50 % u 6osee — 52,4 % nereit u 48,4 % nox-
POCTKOB; BBICOKasl TepaneBTudeckas 3(POEKTUBHOCTD
(peMuccust WIK YMEHBIIEHHUE YACTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) ormeuena y 80 % mereit u 77 % non-
POCTKOB.

B ucciaenoBanum S.K. Hwang u coasr. (2020) mo604-
Hble 3(peKThI BbIsIBIEHBL Y 88 (40 %) maLueHToB, B 00JIb-
IIMHCTBE CJIy4aeB OHU ObLIM JIETKUMM U IPOLLIU IIPU
CHUXKEHMU J03bl WM OTMEHE IepamiiaHena. B Halem
a”Hanu3e 1modouyHsle 3pdekThl Habmomanuch y 30,5 %
neteii u 29 % noapoctkoB. B LiesoM mo6ounbie 3¢ deKTh
3apeructpupoBanbl y 41 (30,1 %) u3 136 nauueHToB. B mc-
caenoBanuu S.K. Hwang u coaBrt. (2020) cpenu HamnboIee
YaCTBIX ITOOOYHBIX 2 (PEKTOB OTMEUEHBI COHJIMBOCTD (Ha-
nboJjiee 4acTo), rOJIOBOKPYKEHUE, aTaKCusl, arpeccus,
arrpaBalysl IIPUCTYIOB, OECCOHHMIIA, TOJIOBHAsI OOJIb,
JICIIPeCCHsl, CHIDKEHHUE allleTuTa, TOLIHOTa 1 pBoTa. [1po-
(1Ib MTOOOYHBIX UCCICIOBAHNI B HAIIIEM aHaJIM3¢ COBITa-
aeT ¢ ATUMU NaHHbIMU. [lepaMmnaHen ObLT OTMEHEH
y 29,5 % nanueHTOB, U MOKa3aTe/lb OTMEHbI B CBSI3U C IO-
6ouHbIMU 3(deKTaMu ObUI BBILIE B TPYIIIE B3POCIbIX
nanudeHToB. B Halem aHaiu3e npenapaT ObLI OTMEHEH
B CBsI3U ¢ mpobieMamu riepeHocumoctu y 10 (9,5 %) neteit
u3 105y 5 (16,1 %) nonpoctkoB 13 31. MHbIMU CcI0BaMU,
IOKa3aTejb OTMEHbI ObLI TAKXKe HUXE B IPYIIIe AETE.
Kak B HalleM MCCJIeIOBaHMU, TaK U B UCCJICIOBAaHUU
S.K. Hwang 1 coaBr. (2020) COHIMBOCTB yallle BCTpevaaach
y JeTeil U B 1LieJioM Oblj1a HanboJiee YaCThIM IT0OOUYHBIM
appexTomM. OgHAKO MMPUINHOM OTMEHBI Yallle CTAHOBU-
JIUCh IICUXUYECKUE U ITOBeIcHYECKIE HAPYLLIEHUSI, BCTPE-
Yalollurecs ¢ HeBBICOKOM yacTtoToit (5,9 % oT obiuero
4ycla NalMeHTOB — B HallleM aHaiu3e). B ucciaenoBanumn
S.K. Hwang u coasr. (2020) 6611 3aperucTpupoBaH 1 ciy-
yail CyMUMAaJIbHOM IOMBITKY Y TALMEHTKHU 16 JieT (paHee
y JaHHOI 00JIbHOU He ObUIO CYMUMIATbHBIX IOIBITOK,
OJIHAKO paHee OHa ObLIa KOHCYJBTUPOBAaHA IICUXUATPOM,
cTpajajia TPEBOXHBIM PACCTPOMCTBOM M HapylleHUEeM
HMMIIYJIbCMBHOI'O KOHTPOJISI; TAKUM 00pa30M, MallMeHTKa
rorajajia B TpyIIly pUCKa U MMeJia B aHaMHe3€ IICUXU-
yecKMe HapylleHus). B HamieM HaOI0meHUM ObLI 3a-
perucTpupoBaH 1 ciydail ricuxosa y aeBouku 11 jer,
410 coctaBuiio <1 % B oO1wueii rpymie. [TokasaTesns yaep-
KaHUS Ha Tepamuu depe3 6 u 12 Mmec Tepamnuu
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B ucciemoBanum S.K. Hwang u coaBt. (2020) cocTaBui
71,8 u 50,5 % coorBeTcTBeHHO. B Haillem HabJi0neHUN
TaHHBIN ITOKa3aresb yepe3 12 mec coctaBmi 78 % — y ae-
teit, 80,6 % — y moapocTKoB, 78,7 % — B 0OLLEi rpyIie
JIeTeil ¥ IoapOCTKOB [16].

B pamkax Haulero HaOJIIOAeHUS MepaMIlaHe]l TIpu-
MEHSJICS Y PE3UCTEHTHBIX K Tepanuu ADI] malyeHToB,
OOJIBIIIMHCTBO 13 KOTOPBIX paHee IIPUHUMATIN MHOXECTBO
conyrctBylomux ADIT Kkak B MOHOTepaInunu, Kak ¥ B KOM-
ouHauuu. [1o naHHBIM MCClIeNOBaHUI, TIPUMEHEHUE Te-
paMIlaHesia B Ka4eCTBe IepBOro JOIMOJHUTEIbHOro ADIT
MIPUBOAUT K CYIIECTBEHHOMY YIYYIICHMIO TTOKa3aTeeit
3(HEKTUBHOCTU U O€30MACHOCTU. DTO OBLIO IMTPOJEMOH -
ctpupoBaHo B pabotre E. Santamarina u coaBt. (2020).
ABTOpBI OlleHUBaIN 3(POEKTUBHOCTb U TIEPEHOCUMOCTh
nepamMIlaHesa B KaUeCTBE NEPBOU TOIIOJIHUTEIbHOMN Tepa-
MU Y TALIMEHTOB ¢ (POKATbHOM SMUIETICUEe U Mauoma-
TUYECKOU reHepaTn30BaHHOM SMMJIETICUEN, TTOTydalOINX
npyrue ADII. TIpoBegeHO MHOTOLIEHTPOBOE PETPOCITEK-
TUBHOE KaTaMHECTUYECKOE UCCIIeI0BAaHUE C JUTUTSIHHO-
CThI0 HaOmoneHus 1 rom. ABTOPHI MPEICTaBUIM aHAIN3
JMIaHHBIX MALIMEHTOB (>12 JIeT), y KOTOPBIX ITepaMIlaHeT
ObLT Ha3HAUCH B KAaYECTBE IEPBOIO JOMOJTHUTEIHHOTO
mmperiapara. B mccienoBaHMM y4acTBOBaJIM ITAllMEHTHI,
Y KOTOPBIX IMPOAOJIKATNCH IIPUCTYIIBI TP MOHOTEPAITHT
ADII 1 otmMeueHa HeadGeKTUBHOCTD <3 ADII B MOHOTE-
parnuu 10 BBeAeHUs repaMnanena. [IpumeHsutach Monesb
MHOTOBapUAHTHOM JIOTUCTUYECKOM pErpeccruu ¢ KOPpeK-
LIMeil Ha 9aCcTOTY W TUII SIIICTITUYECKUX ITPUCTYIIOB, TN~
TEJIbHOCTb 3a00JIeBaHMsI U TUOJIOTUIO armwiencun. M3 149
BKJIIOUECHHBIX B MCCIICAOBAaHKE ITAIIMEHTOB (CPeIHUIT BO3-
pact — 41 ron; 54,4 % nauuMeHTOB — MYXCKOTo 1mosa) 118
(79,2 %) nponosoKaay MPUHUMATD IIepaMIlaHe B KauecT-
Be TIepBOTo AonoHuTeIbHOro ADIT uepes 12 Mec Tepanmu.
CpenHsis 103a epaMIiiadesia coctaBuia 6,2 Mr/cyt. Yepes
12 mec y 45,6 % nauueHTOB OblIa JOCTUTHYTA PEMUCCUST
U ToJIs pecrioHiepos cocTasiia 84,6 %. Ipu cpaBHEHUM
MalMeHTOB ¢ (DOKATILHOM SIUJIETICUE M NINONaTUIeCKOM
reHepaar30BaHHOM ATMWIEIICUEll ObUIY TTOJIyYeHbl 3HAYM-
MBbI€ pa3IMYMs IO YaCTOTE PEMUCCHH, HO HE I10 J0JIe pe-
crnoHIepoB. DPdeKTUBHOCTD IepaMmaHesaa Oblia HIKE
npu KomomHaumu ¢ ADIT — uHnykTopamu (pepMeHTOB™;
HaIIpOTUB, OoJiee BEICOKME MoKa3aTeau 3PPeKTUBHOCTA
ObUIY MTOJIyYEHBI, KOTIA T€ X€ J03bI IepaMIaHesia puMe-
HSUTUCh B KOMOMHAIIMM ¢ MHTUOUTOpaMu (DEPMEHTOB.
Hawnb6oiee yactbie mooouHbIe 3 GEKTHI BKIIIOYAIN TOJIO-
Bokpyxkenue (15,4 %), paznpaxutenbHocts (14,1 %) u coH-
JmBocTh (14,1 %); Ipy 3TOM pa3Ivyus O MEPEHOCUMOCTHI
He HaOJIIoIaach pu KomorHaunu pasHeix ADI. Uccre-
JIoBaHME TT0Ka3aj10 3(PHEKTUBHOCTD U XOPOIIYIO TIepeHO-
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CHMOCTb TIepaMITaHesIa IIPU ero IPUMEHEHUN B Ka4eCTBe
MepBOI JOTIOTHUTEILHOM TepaIinu y IMallieHTOB ¢ Head-
(beKTUBHOCTBIO MOHOTepanuu. KoppeKIins 1035l ITepaM-
IMaHesIa B 3aBUCUMOCTH OT €0 IPUMEHEHUST B KOMOMHALINH
C UHAYKTOpaMM WM MHTHOUTOpaMH (DEpMEHTOB IIEUCHU
MOXET MOBBICUTH 3(PPEKTUBHOCTH JieueHUs [28].

HecMmotps Ha BKJIIOUeHUE B Hallle HaOJloAeHE TIpe-
UMYIIECTBEHHO PE3MCTEHTHHIX K JICUCHUIO MAllMEHTOB
(TrepaMIiaHes He TIPUMEHSUICS B Ka4eCTBE IepBOii JOMOJI-
HUTEIHHOM Teparuy HU B OTHOM M3 CITy4JaeB), TIOJyIeHHbBIC
HaMU TaHHBIE COTJIACYIOTCS C pe3yJbTaTaMU 3TOTO MCCie-
JTIOBAHMSI, TAKXKE OLIEHUBAIOIIETO (P (PEKTUBHOCTD TUTE b~
HOIt Tepanuu nepamnaHenoMm. B uccnenoBanuu E. San-
tamarina 1 coanT. (2020) 1ToKasaTesb yaep:KaHUs Ha Teparin
repamIianesiom >12 mec cocrasun 79,2 % (118 w3 149) [28].
B Haiiem HaOJt0IeHMM TTOKA3aTe b YAep:KaHUsl Ha Teparniu
repammanesiom >12 mec coctaBui 78 % (82 u3 105) y getei,
80,6 % (25 u3 31) B rpynme nonpoctkoB u 78,7 % (107
u3 136) B o01Lei rpymnme (IeTh U IOAPOCTKH).

B uccnemoBannu E. Santamarina u coast. (2020) uepes
12 mec y 45,6 % nauueHTOB OblIa JOCTUTHYTA PEMUCCHUS
[29]. ¥V HammXx IManMeHTOB peMUCCHUsS TIPUCTYIIOB OblIa
pocturnyta y 27,6 u 29 % neteit u moapoCTKOB COOTBET-
CTBEHHO; 3T0 cocTaBujio 27,9 % B o06lieii rpymme (1eTu
U moapoctkm). B nccnemoBanum E. Santamarina 1 coaBT.
(2020) yepes 12 mec moutst pecrioHAepoB cocTaBua 84,6 %
[28]. Honst pecrioHaepoB (peMUCCHUS UJIN YMEHbBIISHUE
YaCTOTHI ITPUCTYITOB He MeHee yeM Ha 50 %) cpean Hallmx
nanueHToB coctaBuia 80 % neteit u 77 % moapoCcTKOB.

Takum oOGpa3om, HalllK JaHHbIE HE OTJIMYAIUCH I10 T10-
Ka3aTeJIsIM «I0JIsI PECIIOHIEPOB» U «I10Ka3aTeb yaepKa-
HUS Ha Tepanuu >12 Mec», OIHAKO [0Sl MallMeHTOB, 10-
CTUTIINX PEMUCCHHU, OblIa BBIINIC MPU NMPUMEHECHUU
nepaMIlaHesa B Ka4eCTBE MEPBOU TOIIOJIHUTEIbHOMN Tepa-
muu [28] Mo cpaBHEHMIO ¢ Hallleil TPYMIIOi MaleHTOB,
13 KOTOPBIX ITIepaMITaHe]I BO BCeX CIydasx ObUT MOTKITIOUCH
Ha 6oJiee Mo3HEeM ATare JICYEHUSI.

C 00JIBII01 BEPOSTHOCTBHIO MOXKHO ITPEAToJaraTh, YTo
PE3yJBTaTHI JICUCHUSI ITIepaMIIaHeIOM MOTJIA ObI OBITH eIIIe
JIy4ile y HaOJIIoJaeMbIX HAMM TTAIIMEHTOB IIPY BBEICHUU
Iperapara B CXeMy JieUeHUs Ha 0oJjiee paHHMX STallax.

OkcnepramMu Poccuniickoii TpoTUBONUIEITUYECKOM
qru (K. }FO. MyxuH u coaBr., 2021) chopmyampoBaH mpo-
(uIb MalMeHTa ¢ MPeaInoYTUTEIbHBIM Ha3HAYCHUEM I1e-
paMIiaHejia B Ka4eCTBE TIEPBOTO MOIOIHUTEIBHOTO Mpe-
ImapaTta B KOMOMHUPOBAHHOM Teparu:

1. MapnonaTuyeckasi reHepal30BaHHAas SITUJISTICUSI C Ha-

JINYMEM CYIOPOXHBIX IIPUCTYIIOB.

2. IMaumeHTsl ¢ (OKAJbHOM 3MUWIETICUE ¢ HAaTUJYUeM

OuIaTepabHBIX TOHMKO-KJIOHUUYECKUX IPUCTYIIOB.

*CorIacHO MHCTPYKLINH 110 IIPUMEHEH IO npernapara PaiikoMIia Ipy IpMMEHEHUH ITepaMIIaHesia COBMeCTHO ¢ ADIT—MHIyKTOpaMu
MeYEeHOYHBIX (hePMEHTOB MCITOJIB3YIOTCsI 60Jiee BRICOKHME T03bI MepaMITaHesia It TOCTHXKeHUs addekTa, 1 103y TiepamIiaHesia peko-

MEHIOBAaHO YBCJIMYMBATD.
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3. [TalmmeHTHI ¢ TeHETUYSCKUMU SITICIITUISCKIUMHU 3H-
1edayonaTUsIMU MPY HATUINHI Y HUX TeHEPaT30BaH-
HBIX CYTOPOXKHBIX IIPUCTYIIOB WX (POKAIBHBIX C 9BO-
JIOLMEN B OumjIaTepaabHbIie TOHUKO-KJIOHUYECKHUE
wiu 6e3 Hee.

4. TTanyeHTH ¢ MUOKJIOHUYECKUMU (DOpMaMU STTAJIETI-
CHHM B COYETAHMU C TeHEpaIM30BaHHBIMU TOHUKO-
KJIOHUYECKUMU TIPUCTYIIaMH.

5. [TauMeHThl, UMEIOILIME TOKa3aHWs K Ha3HAuYE€HUIO
TepaMIlaHeNIa M CTpaJarolie KOTHUTUBHBIMU Hapy-
IICHUSIMU.

6. [TauueHThl, MMEIOLIME IMOKA3aHUS K Ha3HAYEHUIO
TepaMIlaHelNa v CTPalaliue HapyleHUsIMHU CHa.

7. IlaliueHThl, MMeEIOIIMe IOKa3aHUsl K Ha3HAYEHMIO
repaMIlaHelNa U CTpaaalolie KapauoBacKyJIIpHBIMUI
HapyLIeHUSIMHU (CepaeuHasi aputMusi, yiymmHeHne QT -
WHTEpBaja Ha 3JIeKTpoKapauorpamme) [4].

JaHHBI TpodUIbL OCHOBAH, B TOM YMCIIE, Ha TIpen-
MyIIIeCTBaX IepaMITaHesia, TAKUX KaK OTCYTCTBUE BIVSTHUS
Ha CepICYHYIO IPOBOAMMOCTD M KOTHUTUBHBIC (DYHKIINH.

B xauecTBe mpuMepa YCIIEITHOTO IIPUMEHEHMUS TIe-
paMmItaHeNa y OeTeil mpeacTaBseM UCTOPUIO OOJIe3HU
Ha0JIF01aeMOT0 HaMM MallMeHTa ¢ (DOKaJIbHOM CTPYKTYp-
HOI 3IMJIEICUEN, Y KOTOPOTO BBEACHUE B TEPAIIUIO O0O-
ITOJTHUTEJIbHBIM IIperrapaToM IepaMItaHesna (B COYeTaHUI
C BaJIBIIPOATOM) B BO3pacTe 8 JIeT MPHUBEJIO K CTOMKOI
pPEMUCCHUY TTPUCTYIIOB, MPOAOJIKAIOLIECS >2 JIET, Yiayd-
LIeHHIOo IToKa3aTeseit DI, mpu xopolieit mepeHOCUMOCTH
Teparnuu.

KnuHuueckum cnyyaii

Iayuenm K., 10 nrem, naxodumcs nod HabaodeHuem
6 UITHD um. Cem. Jlyxku c Hos6ps 2016 e. (¢ 5 nem) ¢ duae-
HO30M: CMPYKMYPHAsL (DOKANbHAS 3AMbLAOMHAS INUNENCUS
(G40.2) caesa.

Dmuonoeus: marvghopmayus KOpMUKAaIbHO20 pa3eumus
¢ oauzodendpoenuanvroii eunepnaasuei (MOGHE) 6 3adue-
BUCOHHO-3amblI04HOLL 001acmu caesa. [Ipucmynsi: cencoprole
3pumensHble, 6EPCUBHbLE, (POKANbHbIE AMOHUYeCKUe (UKMANb-
Hble CUHKONDL).

Ilepunamanvuoiii anamue3 He omsaeoueH. Pebenok
om I-ii, HopmaavHo npomekasuieil bepemeHHoCmU; POObl
6 Cpok, usuonoeuteckue; oyenka no uikase Aneap — 9 ban-
A08; macca meaa npu podxcdenuu — 3800 e.

Hacaedcmeennocms no snunencuu He oms2oueHa; y om-
ya — cHoxodxcoeHue @ demcmee.

Pannee pazeumue no 6ozpacmy. B nacmoswee epems
paseumue coomeemcmeyem go3pacmy. Yuumces 6 obueoopa-
308amenbHOll wKoe.

Anamnes 3abo0aeeanus. Jlebrom npucmynos 6 eozpacme
1 200: 6 bodpcmeosanuu, cmompen 8 OKHO — «caedsuiee 08u-
JHceHue» enas, Yuanos 2y, ceramol8anue — ONUMeNbHOCbIO
okono 10 mun. Ilpucmyns: 3mo2o muna NOBMoOPsAUCH € Ua-
cmomoii 1 pas 6 200, 3apecucmpuposaro 3 npucmyna 3a 3 eo-
0a, 3-ii npucmyn omau4ancs CO4emaHueM ¢ PBOMoll U 20108HOLL

4

001610, nocAeOYIOWUM 00MAKAHUEM, DOABULOL OAUMENbHO-
cmoio (14), nocae npucmyna — CoH.

Ilposedennvie DI u BOM no mecmy icumenscmea
He 8blAGUAU HADYUEHU.

B 4 200a noseuauce npucmynst dpyeoeo muna: 6 600p-
Ccmeosanul (6 pasHoe apems 6 meuerue OHs U ecau Oyounu —
Houblo) 206opum: « Huueeo ne eucy». Bzenso éneped u enpa-
60, HUCMA2M 6 00HY CMOPOHY, 6 CO3HAHUU, OMEe4an Ha
eonpocsl. B danvheiiuiem 3penue 6o apems npucmyna coxpa-
HSA0Cb, HO NOSABUAUCH 3DUMENbHbIe 2ANNOUUHAYUL — YBen -
Hble Kpyeu 6 nesom noae 3peHus. Hnoeda nogopom 2010661
u 2na3z enpago. Bo epems npucmynos moe xooums u 20860pums
(omeeuan c 3adepiuckoil, meonenHo). numensHocms — om 5
do 30 c.

IIpu 66edenuu oxckapbazenuna — aeepagayus: nosuU-
AUCH cepulinble npucmynst ¢ unmepganrom <1 mum, do 15—25
npucmynos 6 cymku. Oxckapbazenun ommeneH uepe3 3 Hed,
66edeH 6anbnpoam (RpUCMynsl NPeKPamuAucy U Omcymcm-
6osaiu 6 meuvenue 6 mec (Ha @oHe npumeHeHus 003bl
600me/cym)). Ilocae 6sederus 6mopvim npenapamom 1amo-
MPUONCUHA 8 COMEeMAaHUU C 0eNaKUHOM 8 C853U C COXPAHSIO-
wumucs HapyueHuamu Ha DI uepes 2 mec 60300H08UNUCD
KOpOmKUe npucmynsl, ¢ NOBbIULEHUEM YACHOMbl U UHIMEH-
cusnocmu. Tonupamam 6 couemanuu ¢ 8a1bNPOAMOM — ae-
peccusi, be3 aghgpekma Ha npucmynel.

Banvnpoam (noegvluenue 003bt) 6 couemanuu ¢ negemu-
payemamom — 6e3 s¢ghghexma.

IIpu ommene nesemupayemama npucmynsi Cmaiu pedice,
a npu cHuxicenuu 003vl denakuHa 00 npedvidyujeil 003bl
(600me/cym) npucmynst npekpamuauce ¢ okmsaops 2016 e.
Pemuccus coxpansnace 2,5 eoda Ha ¢hone npuema 6anrvhpo-
ama 700me/cym. B éo3pacme 8 nem, b6e3 uzmenenus mepa-
nuu, 6110 OMMeUeHO CHUJICEHUEe KOHUEHMPAUUU 8aabnpoama
(56 mKe/ma; panee pemuccusi COXPAHANACH HA POHe KOHUeH-
mpayuu >80 mke/mn). Hecmomps na mo umo nposedeHHblil
BIM 6 smom nepuoo He nokazan yxyouteHus, 0bi10 peKomeH-
dosaro yeeauuums 003y eanrvnpoama. Oduaxo euje 0o yse-
AudeHus 003bl npucmynsl 60300Ho8uuUcy. [Ipu noswiuenuu
0o3b1 anvnpoama do 1000 me/cym npucmynst omcymcmeosanu
6 meueHue 2 OHell, danee 60300HOBUNUCH, U UX HACMOMA Y8enll-
yunacy do 10—20 6 cymiu, onumenvHocms — om 1 0o 4 muH.

Xapakmepucmuka npucmynos: HeuemKoCcms 3penusl,
6 HeKOMOPbIX CAYHAsX omaaneHHble npeomemsl NPUOAUICA-
omes U 3amem 6He3anHO 0MOANsIOMCs, NAUUEHM He MOJICem
6epHO OUEHUMb paccmosiHue, Ha KOMOPOM PACHOAOICEHbL
npedmemsl. Bo epems npucmyna omeedenue ena3 u unoeda
U 20/106bl BNPABO, MOP2AHUE 2AA3AMU, OULyUleHUe HeyCmOli-
YUBOCMU 8 C853U C HeHeMKOCMbIO 3PEeHUsl.

B nespoaoeuneckom cmamyce: uepentole Hep8vl — Ne2Kasl
nedocmamournocms VII, XII cnpasa. Motweunboiii monyc gu-
3uonoeuyen, napesog Hem. HesnauumenvHoe npeobnadanue
CYX0JUCUNbHBIX pedaeKco8 cnpaga, MOMOPHAs HEA0BKOCHb
npaeoii kucmu. Aduadoxokunes. Ilauyuenm neswa. Ipu opu-
eHMUPOBOHHOM MeCMUPOBAHUL PA38UMUE COOMEEMCmayem
603pacmy.
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Pezyavmamut o6caedosanuii. MPT (lepmanus, «Illon
Kaunur»): marvgpopmayus KopmukantbHo20 pazeumusi ¢ 04u-
200eHOpoenuanvroll eunepnaasueil creea (MOGHE) (mun
amomanuu, pavee Haubonee yacmo onucvieaemoil kax PKI)
8 3a40HesUCOHO-3amblA04HOL obracmu (puc. 1).

Anaauz dannvix BOM. [Ipu panee nposedennvix BOM
6 000pcMBoBaHUU — NepUOOUUEeCKOe PeUOHANbHOe HepUum-
Muyeckoe 3amedaeHue, 8pemMeHamu npUHUMarouee xapakmep
NPOOOANCEHHO20, NO NBbIM 3A0HEBUCOUHO-3AMbLIOYHBIM OM -
sedenusm. Bo cre 6 cmpykmype 3ame0neHus pecucmpupy-
romcest uacmole paspaodbl cnaikog, NOAUCHAUK08, 4 MAaKice
LAFA (sapuaum FEDOILS — uacmole snurenmugopmHoie
paspsdel 6 cmpykmype nepuoouteckoeo 3ameonerus). OcHos-
HAsl 30HA AOKAAU3AUUU SNUAENMUGOPMHOU AKIMUBHOCU —
T5—P3 (puc. 2).

B3M Ha ghone cpviea pemuccuu, 8 6ospacme 8 nem: npo-
0049iCeHHOE Hepe2yAsapHOoe, 8PeMeHaMU PUMMUUHOe, 3aMe0-
JIeHUe N0 1e8bIM JOOHBIM OMEEOeHUSIM, ¢ PACNPOCHPAHEHUEM
Ha Ae6ble GUCOUHbIE 0MEEOeHUS ¢ BKAKUEHUEM OCIPbIX GOAH
60 che. B meuenue uccaedosanus orumenvrnocmoio 24 u
6 b00pcmeosanuu u 80 cHe 3apeeucmpupogaro 49 npucmynog
6 000pcmeoeanul U 60 CHe, NPEUMYULECIMEECHHO 80 CHEe —
C Ha4anoMm ¢ 1e8bix 3amuli04HbIX omeedeHuil (makcumym O1),
¢ BHE3ANHBIM OMKDPLIGAHUEM U OMEeOeHUeM 2143 6NPAgo.

aTAe0N Kmm

Puc. 2. llayuenm K. Jluaenos: cmpyxmypnas goxanvras 3ameirounas snunencus (G40.2) caesa. Dmuonoeus: marsgopmayus KOPMUKaIbHO20 pa3eumus
¢ onueodenopoanuanvroil eunepnaasueii (MOGHE) 6 3a0uesucouno-3amulnounoil ooaacmu caeea. Daekmposnyedanroepaghus, con: nepuodusecKoe Hepum-
MuuHoe 3amednenue 6 omeedenusx TS—P3. Yacmoie snurenmughopmmoie paspsaovt (MOAUCNALKU, KOMNACKCbl NOAUCNATIK—B0AHA) 8 CMPYKIYpe Hepe2yasp-
HO020 3amednenus, ¢ MaKcumymom ¢ omeedenuu TS

Puc. 1. llayuenm K. Jluaenos: cmpykmypHas (hoKanbHas 3amulA0MHAs SNU-
sencus (G40.2) cresa. Dmuonoeusi: Marbopmayuss KOPMUKANbHO20 PA36U-
mus ¢ oaueodenopoeauanvhoil eunepnaasueii (MOGHE) 6 3adnegucouno-
3amolaounoli  obnacmu caeéa. Maenumno-pe3onancuas momoepaghus,
KOPOHApPHbLIL cpe3: 601bULas 30HA ¢ HAPYUIEHHOI CyabKayuell u Omcymcmeu-
eM YemKoll epaHuybl MeAcoy OenbiM U CepbiM 6elyeceom 6 3a0He8UCOUHO-
3amblA04HOL 00aacmu creea

Fig. 1. Patient K. Diagnosis: left-sided structural focal occipital epilepsy (G40.2).
Etiology: malformation of cortical development with oligodendroglial hyperplasia and
epilepsy (MOGHE) in the lefi posterior temporal occipital area. Magnetic resonan-
ce image, coronal view: a large area with abnormal sulcation and no clear boundary
between white and gray matter in the left posterior temporal occipital region

ittt
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Fig. 2. Patient K. Diagnosis: left-sided structural focal occipital epilepsy (G40.2). Etiology: malformation of cortical development with oligodendroglial hyper-
plasia and epilepsy (MOGHE) in the left posterior temporal occipital area. Electroencephalography during sleep: periodic irregular slowing in the T5—P3 leads.
Frequent epileptiform discharges (polyspikes, polyspike-and-wave complexes) in the structure of irregular slowing with a maximum registered in the TS5 lead
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Panee 6 dunamuke kKoucyasvmuposan npogh. Xoavmxay-
senom (lepmanus). Ilayuenm s6asemes kanduoamom Ha npe-
Xupypeuueckoe obcaedosanue, 00HAKO NPU OMCYMCcmeuu
npucmynog u nepedpoca snuienmupopmMHoi aKmueHoCmu
Ha DII pexomendosarvl HabawoOeHUe, MeOUKAMEHMO3HAs
mepanus. Pexomendosano noddepiicueams KOHYEHMPAYULO
6anvnpoesoil kucaomsl Ha ypogre 70—80 mxe/ma.

[losmopHo KoHcyabmuposar (koHcuauym ¢ npogh. Xoavm-
xaysenom, lepmanus) 6 éo3pacme 8 1em @ C833U CO CPbIGOM
pemuccuu.

B céa3u ¢ npodoaxcenuem 4acmuix npUCMyno8 nocie
yeeauterus 003vl ganrvnpoama do 1000 me/cym 6bin0 pexo-
MEHO0BAHO 88edeHUe BMOPbIM NPENAPAMOM NEPAMNAHENd.

Tumpayus nposodusace no 2 me 6 2 Hed, cmapmosas
003a — 2 me Ha HOYb, mepaneemuteckads 003a — 6 Me Ha Houb.

Ilpu esedenuu nepamnanena é dose 6 mMe Ha HOYb NPU-
CMynbvl NPEKPamuaucs.

B nHacmoswee epems pemuccus coxpausemcs >2 nem.
Beisenena nonoxcumensras dunamuka no dannsim 3391
Baxcro ommemumo, umo panee, HecCMOMpPsL HA OMCYMCMEUE
NPUCMynos8 Ha QoHe MoOHOmepanuu OenaKuHoM, no OaHHbIM
DII He ommeuanocs yayHuieHus.

BOM na ¢one npuema nepamnanena: evipaiceHHas no-
A0AUCUMENbHASL OUHAMUKA NO CPABHEHUI) C NPedblOyUUM UC-
cnedosaruem (6 8 nem, do esedenus nepamnatena). nunen-
muyeckue npucmyns. omcymcemeyrom, III-nammeprol
NPUCIYRO8 He peUucmpupyomcs.

Ilepuoduuneckoe 3amednenue 6 1e60ii UCOUHOU 0OraCMU
¢ GKAIOUEHUeM eOUHUUHBIX CNALIK08 6 000PCMBOBAHUU U NUK -
B0AHOBOU AKMUBHOCIU 80 CHE NO N€8biM N0OHO-8UCOUHBIM
omeedenusM.

HHdekc snunrenmugopmHoil akmueHocmu HU3Kuil (3Ha-
YUMEAbHO CHUZUACS NO CDAGHEHUI) C NPedblOYUUM UCCAL00~-
eaHuem).

B Hacmosuyee epems noayuaem eanvnpoam 500 me ympom
u 500 me eeuepom (1000 me/cym), nepamnanen 6 me Ha HoUb.

Tpucmynut 6 Hacmosiuwee epems omcymemeyiom. Jleuenue
neperHocum Xopouio, NoOouHble hpermol OMCymcmeyom.

3aknoueHue

ITpoBeneHHbI HAMU aHAIW3 JAHHBIX NALIMEHTOB JIE€T-
CKOrO0 U IOAPOCTKOBOIO BO3pacTa, MoayJyarouiyx nepamria-
HeJI, MIOAYEPKUBAET BEICOKYIO 3(P(HEKTUBHOCTH 1 XOPOIIIYIO
MEePEHOCUMOCTb MepaMIaHesia He TOJIbKO Y MOJPOCTKOB,
HO My JIET€N B YCJIOBUSIX peaIbHOU KIIMHUYECKOM IIPAKTH-
KU, B TOM 4YHMCJie B HU3KOM m03¢e 2—4 mr/cyT. [TokazaTenu

4

3((HEKTUBHOCTU U TIEPEHOCUMOCTH TIepaMIlaHesIa ObLIN
CXOIHBIMM y A€Tel U IMOAPOCTKOB: PEMUCCHsI IIPUCTYIIOB
ObL1a qocTurHyta y 27,6 u 29 % neteii 1 HOAPOCTKOB CO-
OTBETCTBEHHO; I0JIsI IIALIMEHTOB C YMEHBIIEHUEM YaCTOThI
rpuctymos Ha 50 % u 6onee — 52,4 % nereit u 48,4 % non-
POCTKOB; BBICOKasl TeparneBThdeckas 3(PQPeKTUBHOCTD
(pemMuccust WM yMEHbIIIEHYE YaCTOThI IIPUCTYIIOB HE MEHee
yem Ha 50 %) — 80 % meteit u 77 % moapoctkoB. YacToTa
mo6ouHbIx 3¢ dekroB cocraBmia 30,5 % y nereit u 29 %
y TAalIMEHTOB ITOIPOCTKOBOTO BO3pacTa, a YaCTOTa OTMEHBI
repamiaHesia B CBSI3U C MpobIeMaMy IIEPEHOCUMOCTH —
9,5 % y nereii u 16,1 % y ogpoCTKOB.

B Halllem aHanu3e [0JIs1 peCIOHAEPOB (MalMeHTOB
C BBICOKUM TeparieBTUUeCKUM 3(P(PeKToOM — peMuccueit
WIM yMEHbIICHUEM 4YacTOThl MPUCTYIIOB HE MeHee
yeM Ha 50 %) B oOlieil Ipymie y AeTeil U MOAPOCTKOB
cocraBuia 79,4 % (108 u3 136), a peMuccusi IPUCTYIIOB
ObL1a gocturHyra B 38 (27,9 %) ciayvasix u3 136. BaxHo
OTMETUTh, YTO Mbl AHAJIM3UPOBAIIN [IOKA3ATE/IU, [IOTyYECH-
Hbl€ IIPU JJIATEIbHOMI Tepanuu (10 6 JeT).

CrenyeT y4YuTbIBaTh, YTO BBICOKME IMOKa3aTeau 3(-
(beKTUBHOCTU ObUIM IOJY4YE€HBI, HECMOTpPSI Ha y4acTue
B MCCJIeIOBAaHUHU MALMEHTOB, PE3UCTEHTHBIX K paHee IIpo-
BoauMoii Teparuu ADIT.

BBenenue nmepaMiiaHesia B IMOJMTEpaIllMU IIPUBEIO
K MCYE€3HOBEHUIO SMUICNTUMOPMHON aKTUBHOCTHU
Mo JaHHBIM DT MM K 3HAYUTEJTBHOM PEAYKIINY MHIEK-
ca 3amwIenTU(OpMHOI aKTUBHOCTH Oosiee ueM B 1/3 ciry-
4aeB.

Haiuu pe3yibraThl IOKa3ajiu, 4To IepaMIIaHesl BbICO-
K03(pDEKTUBEH Y IMAIIMEHTOB CO CTPYKTYPHO STIUJICTICH-
el 1 HEKOTOPBIMU (DOpMaMU TeHETUYECKOM DITUIICTICUU.

[Mokazaresb yaepKaHusl Ha Tepaluy nepaMIiaHe oM
>12 mec ObUT BBICOKUM U cocTaBu 80,6 % B rpyiiie momi-
poCTKOB, 78 % B rpyIlle AeTeil, a B 00LLel IpyIIe AeTei
1 oapoctkoB — 78,7 % (107 u3 136).

Bricokuii 1oka3sartelib yaep:KaHus Ha Teparuy MO-
XKeT OBITh 00YCIOBJIEH BHICOKOM 3(h(HEKTUBHOCTHIO U XO-
polleii MEPEeHOCUMOCTbIO IIPU JIUTEIbHOM IIPUMEHE-
HUU, a TAKKE YIOOHBIM PexKMMOM IpreMa (0QHOKPAaTHO
Ha HOYb).

C y4yeToM y4yacTus B JTaHHOM HAOIIOACHUU TOJBKO
MALKUEHTOB C PE3UCTEHTHBIMU (hOpMaMU SITMICTICUI MOX-
HO IIpeAIojararth elie 0ojiee BHICOKYIO 3(h(MEeKTUBHOCTD
repamIiaHesia B CJIlydae ero IpuMeHEHUsI B KaueCTBe Ipe-
naparta nepBoii JONOJHUTEIbHON TepaInu.
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Ilpuaoxncenue
Supplement

Pacnpenenenue nayueHToB B rpynnax no 3TMoJIoruu snunencuun

Ipynna I. ¥ nanueHTOB A€TCKOro Bo3pacta ObLIu Av-
arHOCTUPOBAHBI CIIEAYIOIINE (POPMBI STTUIIETICUN:
1) cTpyKTypHas (poKanbHasI SNUICTICUS — 42 MAIlMEeHTOB:

* (okanpHast KoptukaiabHas mucrmiazus (OKJI) —
3 manueHTa;

* MabhopMaIns KOPTUKAJTBHOTO Pa3BUTHUSI C OJIUTO-
neHaporiauanbHoii runepruiasueit (MOGHE); do-
KaJIbHBIC TIPUCTYIIBL: CEHCOPHBIE 3pPUTEIbHBIE, BEP-
CUBHBIC, (DOKaJIbHBIE aTOHUUYECKHE (MKTaJIbHBIC
CUHKOIIBI) — | MalyeHT;

* TIOCJICACTBUSI TEPIIETUICCKOrO dHIIedanuTa — 7 ma-
LUEeHTOB; B 1 U3 3TUX ciydaeB ObLia OOHapyXeHa
myTaius B reHe CEB (acconmmpoBaHHAsI ¢ UMMYH-
HBIMU HapyIICHUSIMH U TIPEAPACIIONOXEHHOCTHIO
K MH(EKIIUSIM ¢ MopakeHueM HEPBHOM CUCTEMBI),
TaKUM 00pa3oM, JaHHBIN clydail UMes IPearioao-
KUTEJIbHO TeHETUYECKYIO IIPUPOY;

* TIOCJICACTBMS MEepUHATAIbHON 3HIedanronmaTum —
29 manneHTOoB;

* TIOBTOPHBIC OCTPBIC HAPYIIIEHUS MO3TOBOTI'O KPOBO-
0o0palIeHUsT HEU3BECTHOM PUPOIBI — 2 MALIMEeHTA;

2) TeHeTHYeCKasl M TIPEAIIOJIOXUTEIbHO TeHeTUYeCcKast

SmIercus — 48 marnueHToB:

* IIPEAIOJOXUTEIbHO TEeHETUYCCKHNE OSIMICIICUN
(c HeyCTaHOBJIEHHOI 3THOJIOTHEl) — 11 TTAlIMEeHTOB;

* TeHeTHYecKue (hOPMBI MMICTICUM ¢ BepUDUILIIPO-
BaHHOM 3THONIOTHEeN — 37 TAllMEHTOB;

— cuHapoM JIpaBe, FTeHETUYECKMIT BeprUDUIIMPOBaH-
HbIl (MyTaums B reHe SCN IA) — 4 manveHTa;

— TeHeTHYeCcKas 3IWICTICHsI, BbI3BaHHASI MyTallei
Brene PCDH19, — 2;

— XpPOMOCOMHasI aHOMAaJIASI — YaCTUIHAST TPUCOMMST
XpOMOCOMBI 15 (MynbTU(OKaIbHAS STAJICTICUS
C IPUCTYIIAMU 10 TUITY TOHUIECKMX (DIIEKCOPHBIX
cnasmoB) — 1;

— TeHeTUYeCKasl SIUJICTICHS, OOYCIIOBJICHHASI MyTa-
nuei B reHe PING (MUOKIIOHMYECKHE aOCaHCHI,
HOYHBIC TOHUYECKME 1 OMIaTepaibHBIe CyT0POXK-
HbI€ IPUCTYIIBI), — 1,

— TeHeTHYeCcKas 3IWICTICHsI, BBI3BaHHASI MyTalluei
B reHe KIAA2022 (benotun cuHapoma JIeHHOK-
ca—lacro), — 1;

— BO3MOXHASsI poJtb MyTaimii BreHax MEF2Cu SYN1—1;

— TeHeTHYecKasl SIIICTICHUS, CBSI3aHHas C MyTalll-
eil B reHe SCN2A (cepuiiHble SIMIETITUYECKIE
CITa3Mbl, aTUIIMIHBIE a0CAHCHI C AaTOHUYECKUM
KOMIIOHEHTOM, TIPUCTYITBI eXXeTHEBHBIC, PE3UC-
TEHTHBIE K Tepanun), — 1;

— TeHeTUYeCcKas SIUJICTICHS, CBSI3aHHAs C MyTalluei
BreHe PHACTRI de novo ((poxasibHbIE IPUCTYIIBI:

BEepCUBHBIC, ACUMMETPUIHBIC TOHMYECKUE, TUTIO-
MOTOpPHBIE, PE3UCTEHTHOE TeUeHUe), — 1;

— TeHeTHYeCKas SIMIETICHS ¢ (PeOPMITbHBIMU TIPUCTY-
TIaMH TUTIOC, BBI3BaHHAsI MyTaleii B reHe SCN9A, — 2;

— TeHeTHYecKasl SIIeTnicus Ipu cuaapoMe Kiaii-
HpenbTepa 47, XXY — 1;

— TeHeTHYecKasl SIWICTICHUS, CBSI3aHHAs C MyTalll-
et CDKLS, — 2;

— TeHeTHYecKasl SIWICTICHUS, CBSI3aHHAs C MyTalll-
et KCNMAI, — 1;

— TeHeTUYeCcKas SIMIWICTICHSI, CBSI3aHHAs C Ty0epo3-
HBIM cKJiepo3oM ¢ mytanueit 7SC1, — 2;

— TeHeTHYecKasl SIUJICTICHUS, CBSI3aHHAs C MyTalll-
eit CACNAIH, — 1;

— TeHeTHYecKasl SIWICTICHUs, CBsI3aHHasI C MUKPO-
neneuneit 19q13, — 1;

— TeHeTHYecKasl SIUJICTICHUS, CBSI3aHHAs C MyTalll-
et TSEN, — 2;

— TeHeTHYecKasl SIUICTICHS, CBSI3aHHas C MyTalll-
et ATRX, — 1,

— TeHeTHYecKasl SIUICTICHS, CBSI3aHHas C MyTalll-
et ARX, — 2;

— TeHeTHYecKasl SIUJICTICHS, CBSI3aHHAs C MyTalll-
et GNAO, — 5;

— TeHeTHYecKasl SIUJICTICHS, CBSI3aHHAs C MyTalll-
et KCNTI, — 1;

— TeHeTHYecKasl SIUJICTICHS, CBSI3aHHAs C MyTalll-
et MECP, — 4;

3) uouornaruyeckast (poKaabHasl SIUICTICHS C TICEBIOTe-
HepaJU30BaHHBIMU MPUCTYIIAMU — 3 TTallMCHTA;

4) srIericusl HEYCTaHOBJIEHHOM 3TUOI0TUY — 12 matm-
eHTOB (IpU MpOBeIeHUN BblcOKOopa3peluatouiein MPT
1 PacIIMPEHHBIX TeHETUICCKUX MCCIeI0BAaHNI 3THO-
JIOTUsI He OblJ1a yCTAaHOBJICHA).

Ipymna II. Y naunreHTOB NOAPOCTKOBOTO BO3pacTa Obl-
JI AMarHOCTHUPOBAHBI CJIeAYIONINe (POPMBI STTUAJICTICUN:

1) crpykTypHas (poKaabHas SMUICTICHsI — 18 maleHTOoB:

* OKJI — 4 nmanuenTa. M3 Hux B 1 cinyyae — OK]]
B COYECTAHMU C TMIITOKAMIIATbHBIM CKJIEPO30M, B 1 —
O®OK]JI B couetannu ¢ myraumeit B rene DEPDCS
(YHaclemoBaHHOI OT OTIIA);

* TUNIIOKaMITaJIbHBIN CKJIepo3 — 3;

* IBYCTOPOHHSIS IIOJUMUKPOTUPUS — 1;

* TIOCJICACTBUS TICPUHATATHBHOTO TUTTOKCUYECKI -UIIIe-
mudeckoro nopaxenust IHC — 6;

* TIOCJIeCTBUE HeliponH(peKIIUu — 2;

* TIOCJIEACTBHME OCTPOTO HAPYIIEHMS MO3TOBOIO KPO-
BooOpamieHus — 1;

* TyOepO3HBII CKIepo3 (codyeTaHHAs CTPYKTypHast
¥ TeHeTU4YecKast 3TUoorTust) — 1;
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2) TeHeTHYeCKasl M TIPEAIIOJIOXUTEIbHO TeHeTUIeCcKast TIPUCTYIIBL: (hOKATbHBIC BEPCUBHBIEC, C OCTAHOBKOI

smierncusd — 13 manueHTos:

* reHeTu4eckye GOPMBbI SIWIENICUU ¢ BEpUPULIIPO-
BAHHOM DTHOJIOTUEN — 9 TTallEHTOB:

AKTUBHOCTH, OMJIaTepaIbHbBIE CYTOPOXKHBIC, MU~

OKJIOHMYECKHE, KOPOTKME TOHNIecKue) — | ma-
LIMEHTKA;

— cuHapoM JIpaBe, rTeHETUYECKMIT BeprUDUIIMPOBaH- * TMIPEATIOJOXUTEIbHO TeHETUYECKHE SIICIICUN

HbIl (MyTaums B reHe SCN IA) — 4 maneHTa;

— cuHapoM Jladpopsr — 1;

— TeHeTUYeCKasl SIUJICTICHSI, OOYCIIOBJICHHAS MyTa-

ueit MECP2, — 1;

— XPOMOCOMOTIATUM — 3 MallMeHTa: a) MUKPOILIe-
st 2q23.3, Bkmovast reH CACN B4 (reHeTr4yecKas
TeHepaan30BaHHAsl BIWICIICUS C IIPUCTyIaMU
B BUC SIMIICITUIECKOTO MUOKJIOHYCA BEK U Te-
HepaTM30BaHHBIMM CYTOPOKHBIMU IIPUCTYIIAMH), —
1 mauyeHTKa; 6) CMHIPOM KOoJblieBoii 20-it xpomo-

(reHetnueckasg ¢dokanbHasg JoOHasg

SOujercus) — | MalueHTKa; B) MUKPOICICITUS

16p11.2 (reHetuyeckast oKaabHas SIUIEIICHSI,
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