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Llenb pa6oTbl — aHanu3 3PEKTUBHOCTM U NEPEHOCUMOCTU NepamnaHena B AONOJHUTENbHON Tepanuu y nayueHTos
C anunencuen, KOTopble HaAXOAMANCH NOA HabnofeHneM B 06beANHEHNU MeAULMHCKIUX yupexaeHunit um. Ceatutens Jlyku
(Bkntoyas WHcTuTYT peTckoit Hesponoruu u anunencun/NHCTUTYT LETCKO WM B3POCAOI HEBPONOTUW U 3NUAENCUM
um. CaTuTens Jlyku), C aKLEHTOM Ha OYEPEefHOCTb HAa3HAYeHUs nepamnaHena (C BbAeNeHWeM rpynn paHHel U No3gHei
AONONHUTENBHOW TEPANUM NepamnaHenom).

Martepuans! n metopbl. Mo Hawum HabnogeHeM Haxoaunucek 270 nauneHToB B Bo3pacTe 4—43 roga (M3 Hux 125 nayu-
€HTOB MYXCKOro nosia u 145 nauneHTOB XeHCKOro nona; 255 feteit U NOAPOCTKOB OT 4 Ao 18 net; 15 nauueHToB cTaple
18 net; y4uTLIBANCS BO3PACT NALMEHTOB HA MOMEHT Ha3HaYeHMs nepamnaHena; cpegHuit Bospact — 10,8 roga), npuHu-
MaBlMX NepamnaHes, y KOTOpbIX OblK NOyYeHbl KaTaMHeCTMYeCKMe AaHHble 3a nepuog nevyeHns 6 mec u 6onee B 06bve-
OVHEHUM MELULMHCKUX yupexaeHnit um. Ceatutens Jlyku.

PacnpepeneHve nauMeHToB NO 3TUONOFMK: CTPYKTYPHAA U MPEANONOXMUTENbHO CTPYKTYpHas (okanbHas anunencus —
114 naumeHTOB, reHeTMYeCKas W NPepnoNoXuTeNbHO reHeTuyeckas anunencus — 120 nauueHToB (BKIKOYAA CUHAPOMBI
[paBe u AHrenbmaHa, 6onesHb Jladopel, MyTauum B reHax PCDOH19, PHACTR1, CDKL5, ARX, PING, SCN2A, KIAA2022, xpomo-
COMHble MUKpPOAEeNneunu u ap.), pokanbHas 3nunencus HeyctaHoBNeHHOI 3Tnonorum — 36 nauueHToB. Bo Bcex cnyyasx
nepamnaHen NPUMEHsANCS B Ka4eCTBe JONONHUTENLHOMO aHTU3NuAenTuyeckoro npenapara (A3M), yauie Bcero B KOMOUHA-
uuu ¢ BanbnpoatoM. Ha BTopom mecTe Gbiny npenaparbl kapbamasenuH u oKckapbasenuH, BUrabaTpuH, 3TOCYKCUMUA
(B 6ONbWKHCTBE CNYYaeB B COYETAHUM C BaNbNPOATOM), IeBETUPALIETAM, TONUPAMaT; 3Ha4YUTENbHO pexe — apyrue AJM.
TuTpauus npenapara OCylWecTBAANACh COMMACHO PEKOMEHAALMAM B 00LLeN XapaKTepUCTMKe IeKapCTBEHHOro npenapara
(vBennYeHue Bo3bl N0 2 M Kaxable 1-2 Hed) [0 TepaneBTUYECKOI J03bl, KOTOpas cocTaBnsna 4—12 Mr/cyT ojHOKpaTHO
Ha HOYb. BONBWMHCTBO NALMEHTOB NPUHUMANKM NepaMnaHen B fo3e 6 Mr.

06wasn ANMTeNbHOCTb TEpanuK NnepamMnaHesoM BapbMpoBana ot 4 Mec 4o 11 net. MNauueHTbl ObIAM pa3aeneHsl Ha 3 rpynnbl:
1-a rpynna — Ha3HayeHWe nepamnaHena B KayecTBe 2-ro N0 OYepefHOCTU npenapaTta B AOMNOAHWUTENbHOW Tepanuu
(21 nauueHT); 2-7 rpynna — Ha3HayeHWe NepamnaHena B KayecTse 3-ro No OYEPESHOCTU Npenapara B LONOJHUTENbHON
Tepanuu (54 nayueHTa); 3-A rpynna — Ha3HayeHue nepamMnaHena He paHee Yem 4-M 1 bonee no ovepegHoctn A3 B go-
nonHuUTeNbHo Tepanuu (195 nauueHToB). 1-A U 2-7 rpynnbl paCCMaTPUBANUCh KaK rpynnbl paHHel [ONOAHUTENbHON Te-
panuu nepamnaHenom, 3- rpynna — Kak rpynna no3gHein AonoJHUTENbHON Tepanun nepamnaHenom.

Kputepusamu achcekTuBHoCcTM Gbinm fons (B NpoueHTax) pecnoHaepos (NaLMEHTOB, y KOTOPbIX NOJyYeH BbICOKUI Tepa-
NeBTUYECKUN OTBET CO CHUKEHWMEM YACTOTbl NPUCTYNOB He MeHee YyeM Ha 50 % No CpaBHEHMIO C UCXOAHON, BKIOYAA na-
LMEHTOB B PEMUCCHM), LONA NALUEHTOB C JOCTUTHYTON pEMUCCHEN NPUCTYNOB (PeMUCCUEl CYMTaNOCh OTCYTCTBUE NPUCTY-
NOB Ha NPOTAXEHUM He MeHee 6 Mec). MaLMeHTbl, Y KOTOPbIX YACTOTa NPUCTYNOB YMeHbLUANach MeHee YeM Ha 50 %, Obiiu
OTHeceHbl B rpynny «6e3 cylecTBeHHOro addekTa. MaLneHTbl, y KOTOPbIX TepaneBTUYECcKUii 3 dEKT OTCYTCTBOBAN UK OT-
Meyanach arrpaBalus (NOBLIWEHUE YACTOTbl U/WUAW TAXKECTW NPUCTYNOB) NPW BBEAEHWUM NepamnaHena Uau nNpu 3ameHe
apyroro A3 Ha nepamnaHen, GbIIM OTHECEHBI B Tpynny «oTcyTcTBUe 3heKTa unu arrpasauus». TakKe OLEHMBACA NOKa-
3aTenb yAepxaHus Ha Tepanuu yepes 6 u 12 mec neyenus. Kputepusamm nepeHocMmMocTy 6bian YacToTa noboyHbIx 3dhekToB
¥ LONA NALMEHTOB, y KOTOPbIX NepamnaHen Obil OTMEHEH B CBA3U C BblpaXKEHHbIMU N06OYHbBIMU 3dtheKTamu.
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Pesynbrarbl. B 06ueii rpynne nauueHToB (n = 270) gons pecnoxpepos coctasuna 76 % (206 u3 270), [ons nauueHTos
C BOCTUTHYTOI pemuccuein — 21,4 % (58 u3 270), pons naumeHToB 6e3 cyuwectseHHoro addekta — 19,6 % (53 u3 270),
pons nauueHTos 6e3 3tdekTa MK ¢ arrpaBauueit npuctynos — 4 % (11 u3 270). B 1-it rpynne paHHeil JONONHUTENbHO
Tepanuu nepamnaHenom (HasHauyeHue nepamnaHena B KauyecTse 2-ro N0 OYEPeAHOCTU Npenapata B AONOJHUTENbHO Te-
panuu (21 nauMeHT)) peMUCCHUA BANTENBHOCTbIO He MeHee 6 Mec Gbina focTurHyTa y 38 % (8 u3 21) naumeHToB, 06Was
L0/ pecnoHfepoB (C OTBETOM Ha Tepanuio nepamnaHenom He meHee 50 %) cocTasuna 95,2 % (20 u3 21); otcyTcTBUE
cyuecTBeHHoro 3 dekTa oTMeueHo Tonbko y 1 naunenTa. Bo 2-ii rpynne paHHel [ONOAHUTENbHOW Tepanuu nepamnaHe-
nom (54 nauueHTa) fons pecnoHfepos coctasuna 83 % (45 u3 54), fons NaLUEHTOB C JOCTUTHYTOI pemuccueit — 25,9 %
(14 w3 54), pons nauueHToB 6e3 cylwectBeHHoro addekta — 16,7 % (9 U3 54); cnyyaes arrpaBalum He 3aperucTpupoBaHo.
CymmapHbIi aHanu3 3heKTUBHOCTM B 2 rpynnax paHHel AONONHUTENbHOI Tepanuu nepamnaxenom (75 nauneHToB) no-
Kasan, 4yTto fons pecnoHgepos coctasuna 86,7 % (65 u3 75), [ons nNauueHToB C AOCTUTHYTOW pemuccueit — 29,3 %
(22 3 75), pons nauueHTOB 6e3 cywecTBeHHoro addekta — 10 u3 75 (13,3 %); cnyyaes arrpaBaluu He 3aperucTpupo-
BaHo. B 3-i1 rpynne no3gHeil fononHUTENbHOI Tepanuu nepamnanenom (195 nayueHToB) AoNs PECNOHAEPOB COCTaBUNA
72,3 % (141 n3 195), Lons NALWEHTOB C JOCTUTHYTOI pemuccueit — 18,4 % (36 u3 195), fons nauueHTos 6e3 CylecTBEHHO-
ro adderta — 22 % (43 u3 195), nons naumeHToB 6e3 addekTa Mam ¢ arrpasauueit npuctynos — 5,6 % (11 u3 195).

Takum 06pa3om, OTMEYANUCh 3HAYUTENbHBIE Pa3NNyMA No nokasaTtensm 3HEKTUBHOCTM B rpynnax paHHeid U No3gHei
JOMNONHUTENIbHON Tepanuu nepamMmnaHenom: AoNs NaLMeHToB C peMUCCUeEN U fona pecnoHaepos coctasunu 29,3 n 86,7 %
COOTBETCTBEHHO B rpynne paHHel JononHUTeNnbHOM Tepanum u 18,4 1 72,3 % B rpynne no3fHei JONONHUTENbHON TEpPANUK.
XoTs B CBA3M C CYLLECTBYIOWUMI 0OWMMY TEHAEHLMAMYU NEPaMNaHen B GONbLIMHCTBE CyYaeB Obll HA3HAYEH B NO3[HE
LONONHUTENbHO Tepanuu (He paHee YeM 4-m no cyety A3I), U, COOTBETCTBEHHO, FPYNMbl PaHHEN U NO3[HeN [ONONHM-
TeNbHOW Tepanuu 3Ha4YUTENbHO Pa3nnNyanncb NO YNCAY NALMEHTOB, NONYYEHHbIE HAMU pe3yNbTaThl NO3BONAIOT NPOrHO3M-
poBaTb 3HauuTenbHOe noBblweHWe 3thheKTUBHOCTU NepamnaHena npu U3IMEHeHUU TeHAEeHLUMU B CTOPOHY Ha3HAYeHWUS
nepamnaHena B paHHeil AONOAHUTENLHON TEPaNKK, Ha BO3MOXHO 6onee paHHEM 3Tane 3aboneBaHus.

CnepyeT OTMETUTb, YTO, HECMOTPS Ha TO YTO HONbLIASA YacTb NALWEHTOB NOJyYana NnepamnaHen Npu ero HasHa4yeHum B No3g-
Heil [ONONHUTENbHOI Tepanuu, obwue nokasarenn 3heKTUBHOCTU IeYeHMs nepamnaHenom B obuwei rpynne 6uinu Bbl-
COKUMU: JONS PecnoHAepoB coctaBuna 76 % (206 u3 270), LONs NALUEHTOB C JOCTUTHYTON pemuccuein — 21,4 %.
Takxe oTMeyeHa [,OCTaTOYHO XOpOoLas NEPEHOCUMOCTb IeYeH U, KOTOPas CYLEeCTBEHHO He pa3nnyanach Npu Ha3HaYeHun
nepamnaHena B paHHei UAW No3aHei LONONHUTENbHOM Tepanuu. XoTa nobouHble addekTsl (M3) B 06wieit rpynne 3aperu-
cTpupoBaHbl y 129 (47,8 %) u3 270 nauueHToB, B GONbLWMHCTBE C/ly4aeB OHW PacLEHMUBANUCL MO TAXKECTU KaK Nerkue
U yMepeHHbIe, 1, 4TO elle 6osee BaxHoO, B 80 13 3TUX cy4aes 13 pacLleHMBaNUCh Kak XenaTesbHble, BKNOYAA yyylleHune
CHa (cematuBHbI 3ddeKT nepamnaHena B COMETaHUM C NPUEMOM Npenapara nepef HOYHbIM CHOM) U CHUKEHUE MbllLey-
Horo ToHyca (45 % poauTenei feTeit ¢ feTckum LepebpanbHbiM napanuyom (ALIM) oTMeTUAM yMEHbLWEHNE CNACTUYECKO-
ro runepToHyca y pebeHka Ha poHe npuema nepamnaHena). OcHoBHble 13, 3aperucTpupoBaHHble y HabAOAAEMbIX HAMM
NaLMeHTOB, BKIIKOYANN COHNMBOCTb, BANOCTb, CHUXEHME MblLLEYHOTO TOHYCA, FOJIOBOKPYXKEHUeE, CHUXeHue anneTuTa. Cny-
YaeB BbIPAXXEHHOTO YXYALWEHWUs KOTHUTUBHbIX (hYHKLMIA, CBA3AHHBIX C Tepanueli nepamnaHenom, He 3aperucTpupoBaHo.
OcHoBHylo npobnemy npepcTaBnsaau nosegeHyeckue MN3I (arpeccus, Bo36YyRUMMOCTb, NOBEJEHYECKMUE HAPYLIEHUSA), OTME-
yeHHble y 22 (8,14 %) naumeHToB. B 7 cnyyasx faHHble NpOABNEHUA YMEHBLWWANCH NPU CHUXEHUM [03bl NepamMnaHena,
W NaLMEeHTbI NPOAOIKUAN NEYEHME ITUM NpenapaToM. Tonbko B 15 ciyyanx nepamnaHen Obin oTMeHeH B cBasu ¢ M3 (arpec-
cus, BO30YAMMOCTb, NOBEEHYECKUE HAPYILEHUA), YTO cocTaBuno 5,5 % B oblweit rpynne. B Tom yncne 3apernctpuposaHo
2 (0,7 %) cnyyas passutus ncuxosa n 1 (0,37 %) cnyyait NOSBAEHNUS NAHUYECKMUX aTaK W INU3040B Aepeanu3aLuu.
Mokasarenb yaepKaHUs Ha Tepanuu nepamnaHenom >6 mec coctasun 230 (85,2 %) 13 270 nauueHToB B 00Lieii rpynne,
nokasatenb yaepxaHua Ha Tepanun >12 mec — 205 (75,9 %) u3 270.

BbiBopbl. [lepamnaHen BbICOKOI(EKTUBEH NPU FEHETUYECKON U CTPYKTYPHON (DOKaNbHOM 3NUAENCUM Yy NAaLUEHTOB pas-
HOTO BO3pacTa, BKo4as feTeil U nogpocTkoB. Mpenapar omnyaeTcs yaobHbIM pexuMom npuema (OLHOKPATHO B CYTKMY,
nepeg CHOM) ¥ NPOCTHIM PEXUMOM MeAJIEHHO TUTPaLuK, B LEJIOM XOPOLIO NEPEHOCUTCA NpU ANUTENbHOI Tepanuu. Pe-
3ynbTaThl HalWwero HabNAEHUs NoKasanu, YTo 3 dEKTUBHOCTL NepaMnaHesna MOXET ObiTb 3HAUMTENLHO BhILIE NPU PAHHEM
BBEAEHMW Npenapara B CXeMy ieyeHns (B paHHeil ONONHUTENbHOI Tepanuu), Ha 6onee paHHEM 3Tane TeyeHus 3abone-
BaHus, 10 hopMUpPOBaHUA hapMakope3ncTeHTHOCTU. MonyyeHHble pe3ynbTathl N0 napameTpam 3hheKTUBHOCTM cyLiecT-
BEHHO pa3Nnyanuch B rpynnax paHHem 1 no3fHen AONONAHUTENbHO Tepanuu nepamnaHenom. Hawwm pesynsratsl NoOKasanu,
4TO NepamnaHen BbiCOKO3I(dEKTUBEH y NALMUEHTOB C HEKOTOPLIMU hOpMaMm reHeTUYECKO 3Nunencum.

[lepamnaHen fomkeH NPUMEHATLCA He TONbKO NPU PE3UCTEHTHBIX 3NUAENCUAX, HO U B Ka4eCTBE NepBOro ONONHUTENbHO-
ro npenapara B KOMOUHUPOBAHHOI Tepanuu 3NUEncUm, YTo ¢ 6ONbLIOIK BEPOATHOCTbIO MPUBEAET K elle 6onee BbICOKUM
nokasarensim 3cheKTUBHOCTY NeYeHUs U NyJLlleil NepeHoCMMOCTY.

Kniouesble cnosa: anunencus, nepamnaden, 3¢J¢JeKTI/IBHOCTb U NEepeHOCUMOCTb, PaHHAA AONOJIHUTENbHAA Tepanua ne-
paMmnaHenom

Insa uutupoBanua: MyxuH K.10., Meinaesa 0.A., bobbinosa M.H0., Myxosa J1.1H0. HoBble BO3MOXHOCTM NPUMEHEHNs Nepamna-
Henay feTeit. IhheKTUBHOCTL U NEPEHOCMMOCTb NepamMnaHena B ieyeHuu anunencuu (063op nuTepatypbl 1 onbIT 06beaHEHNS
MeAMLMHCKUX yupexaeHuit um. Ceatutens Jlyku). Pycckuil sypHan fetckoii Hesponoruu 2024;19(3):8-32.
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Aim. To assess the efficacy and tolerability of perampanel as an additional therapy in epilepsy patients treated
in Svt. Luka’s Association of medical institutions (including Svt. Luka’s Institute of Child Neurology and Epilepsy/Svt.
Luka's Institute of Pediatric and Adult Neurology and Epilepsy) with a focus on the order of perampanel administration
(in groups of early and late additional therapy with perampanel).

Materials and methods. This study included 270 patients aged 4 to 43 years (125 males and 145 females; 255 children
and adolescents aged 4-18 years; 15 adult patients; mean age at the time of perampanel therapy initiation was
10.8 years) who received perampanel and for whom we managed to collect clinical data for at least 6 months.

The study sample included 114 patients with structural and presumably structural focal epilepsy, 120 patients with genetic
and presumably genetic epilepsy (including Dravet and Angelman syndromes, Lafora disease, mutations in genes PCDH19,
PHACTR1, CDKL5, ARX, PING, SCN2A, KIAA2022, chromosomal microdeletions, etc.), and 36 patients with focal epilepsy
of unknown etiology. In all patients, perampanel was used as an additional antiepileptic drug (AED), primarily
in combination with valproate. The next most common AEDs were carbamazepine, oxcarbazepine, vigabatrin, ethosuximide
(mainly in combination with valproate), levetiracetam, and topiramate; other AEDs were used significantly less often. Drug
titration was performed in accordance with recommendations (dosage increase by 2 mg each 1-2 weeks) up to the therapeutic
dose of 4-12 mg/day taken before sleep. The majority of patients received perampanel at a dose of 6 mg.

Total duration of perampanel therapy varied between 4 and 11 months. Patients were divided into three groups: patients
in group 1 received perampanel as a second drug in additional therapy (n = 21); patients in group 2 received perampanel
as a third drug in additional therapy (n = 54); patients in group 3 received perampanel as at least forth drug in additional
therapy (n = 195). Groups 1 and 2 were considered as groups of early additional perampanel therapy, whereas group 3
was considered as a group of late additional perampanel therapy.

To evaluate perampanel efficacy, we measured proportions of responders (who demonstrated at least 50 % reduction
seizure frequency compared to baseline, including patients in remission) and patients who achieved remission (no seizures
over the last 6 months). Patients with a less than 50 % reduction in seizure frequency were considered as those with
no significant effect. Patients who had no therapeutic effect or had aggravation (more frequent or severe seizures)
in response to perampanel initiation or change of other AED to perampanel were considered as those with no effect
or aggravation. We also assessed 6-month and 12-month retention rates. The main tolerability criteria were the number
of side effects and proportion of patients who discontinued perampanel due to pronounced side effects.

Results. The overall proportion of responders was 76 % (206 out of 270); 21.4 % of patients achieved remission (58 out
of 270). No significant effect was observed in 19.6 % of patients (53 out of 270), while 4 % of patients (11 out of 270)
had no effect or even aggravation. In group 1 (early therapy with perampanel as a second additional drug; n=21), 8 out
of 21 patients (38 %) achieved an at least 6-month remission; the proportion of responders reached 95.2 % (20 out
of 21), while 1 patient had no significant effect. In group 2 (early therapy with perampanel as a third additional drug;
n = 54), there were 83 % of responders (45 out of 54) and 25.9 % patients with remission (14 out of 54); 16.7 %
of patients demonstrated no significant effect (9 out of 54); none of the patients had aggravation. Cumulative analysis
of the data in groups 1 and 2 (early additional therapy with perampanel; n = 75) showed that the proportion of responders
reached 86.7 % (65 out of 75), while the proportion of patients with remission was 29.3 % (22 out of 75). Ten out of 75 patients
from groups 1 and 2 (13.3 %) had no significant effect; none of the patients had aggravation. In group 3 (late additional
therapy with perampanel; n = 195), the proportion of responders and patients with remission was 72.3 % (141 out of 195)
and 18.4 % (36 out of 195), respectively. Forty-three patients in group 3 (22 %) demonstrated no significant effect;
11 patients had no effect or aggravation (5.6 %).

Thus, we observed significant differences in treatment efficacy between the groups of early and late additional perampanel
therapy: 29.3 % vs 18.4 % of patients with remission and 86.7 % vs 72.3 % of responders in early and late therapy groups,
respectively.

Although perampanel was initiated late in the majority of patients (as forth or subsequent AED used) due to the existing
recommendations and, therefore, groups of early and late additional therapy differed significantly in the number of patients,
our findings predict a significant increase in perampanel efficacy if it is initiated as an early additional therapy.

Of note, despite the fact that the majority of patients started to receive perampanel late, the overall perampanel efficacy
was relatively high as demonstrated by 76 % of responders and 21.4 % of patients with remission.
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Perampanel was characterized by good tolerability, which did not differ between the groups. A total of 129 out of 270 patients
(47.8 %) reported side effects, most of them were mild or moderate. Importantly, 80 cases of side effects were considered
desirable, including improved sleep (sedative effect of perampanel in combination with taking the drug before bedtime)
and decreased muscle tone (45 % of parents of children with cerebral palsy reported decreased spastic hypertension
in their children). The most common side effects included drowsiness, lethargy, decreased muscle tone, dizziness,
and decreased appetite. We observed no cases of pronounced cognitive impairments related to perampanel. Behavioral
side effects, such as aggression, excitability, and behavioral disorders, were registered in 22 patients (8.14 %) and were
considered the most problematic. In 7 patients, these side effects were mitigated by perampanel dose reduction.
Perampanel was discontinued in 15 patients (5.5 %) due to behavioral side effects, including 2 patients (0.7 %) who
developed psychosis and one patient (0.37 %) with panic attacks and episodes of derealization.

The 6-month and 12-month perampanel retention rates were 85.2 % (230 out of 270) and 75.9 % (205 out of 270),
respectively

Conclusion. Perampanel is highly effective in patients with genetic and structural focal epilepsy, regardless of their age.
Perampanel is characterized by a convenient mode of administration (once a day, before bedtime) simple slow titration
mode, and is well tolerated during long-term therapy. Our results suggest that perampanel is significantly more effective
if initiated early (as early additional therapy) at an earlier disease stage before the development of pharmacoresistance.
We observed significant differences in perampanel efficacy between the groups of early and late therapy. We found that
perampanel was highly effective in patients with some forms of genetic epilepsy.

Perampanel should be used not only in patients with drug-resistant epilepsy, but also as an additional drug
in comprehensive therapy, which will lead to an improved treatment efficacy and better tolerability.

Keywords: epilepsy, perampanel, efficacy and tolerability, early additional therapy with perampanel
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BeepeHue

HecMmoTpst Ha 3HAYMTENbHBIC YCIIEXU, TOCTUTHYTHIC
B SIWJIETITOJIOTMH,, PE3UCTEHTHBIC SMWIETICUN COCTABIISIIOT
npuMepHo 30 % cpenu Bcex hopM SIUIIETICUN, OCOOEHHO
y MauyeHToB ¢ dokarbHbiMU TipucTyriamu (PIT) [32, 33].
B 11X ciydasix ocoboe 3HaueHUe UMEET CO3MaHNe aHTUITU -
JlenTudeckux rpernapatoB (ADI1) ¢ HOBBIMU, TPUHLIMITUAITb-
HO MHBIMU, MEXaHM3MaMH ACHCTBHSI, a TAKKE PALIMOHAIbHBIC
KoMOMHauuu cyuectsyomuyx ADI ¢ cynpaaqiuTUBHBIM
U CUHEePTUYHbIM 3(hdektamu [19, 20, 32, 33].

IMpumepHo y 50 % nanMeHTOB ¢ SIMWIETICUE MHULIM -
anbHag Tepanus ADI He mo3BoIsIET JOCTUTHYTh CTOMKOI
pemuccuu puctynos [19]. JanpHeilnas TakTUKa y TaH-
HBIX TIAIIMEHTOB 3aKJII0YaeTCs B IEepeXojie Ha ajbrepHa-
THBHYIO MOHOTEPAIIUIO WIX B TOOABJIEHUN BTOPOTO TIpe-
rmapaTta, U B HacToslIlee BPeMs OTCYTCTBYIOT YETKHUE
JI0Ka3aTe/IbCTBA MPEMMYIIIECTBA OMHOM U3 3THX CTPaTeruil
nepen apyroi [14, 43].

IMepamnanen (Paiikomna®, 000 «Diicaii») — ADII,
MMEIOIIVI IPUHIIMITMAIBHO MHOM MEXaHW3M aHTURITICT-
TUYECKOTI'0 ICHCTBYS, OTIMYalommiics ot apyrux ADII: ato
MOIIIHBII BBICOKOCEJICKTUBHBIN HEKOHKYPEHTHBII MTHTUOM-
TOp MOHOTponHbIX AMPA-peuenTopoB (a-aMHHO-
3-TMIPOKCU-5-MeTUI-4-130KCa30-ITPOITMOHOBOM KUCIO-
ThI) IJIyTaMaTa IMOCTCMHANTHYECKUX MeMOpaH HEIPOHOB

Ha YpOBHE HEOKOpTeKca U B rurokamie. [lepammanen —
MEPBbIM M €IMHCTBEHHBIH Ha HaHHBIM MoMeHT ADII
co crnenubuyeckKuM aeiicTBMeM Ha oOMEH TIjlyTaMaTta
(OCHOBHOTO BO30YXIAIOIIEro HelipoMenuaropa B LIEHT-
paJIbHOI HEPBHOM CHCTEME) 1 OITOCPEIOBAHHOE ITyTaMaTOM
BO30Y>KIIeHME B LIECHTPaJIbHOM HEpBHOI cucteMe. [iryramar
WTPaeT BaXHYIO POJib B TEHEPALlUU U PACIIPOCTPAHEHUHU
snuaenTudopMHoil aktuBHOCTH [15]. [TogoOHbBIM MHTOM-
pyromuil 3pdexT Ha pelenTopsl riayraMarta MpUBOIUT
K YMEHBIICHNIO HEPOHATBHOM BO30yauMocTH [23, 26].
®apmakoKuHeTHUYECKHe napameTpsl. [IepammnaHer mmo-
HOCTBIO abcopOMpyeTcs IpH IepopaibHoM Iipueme. [pe-
rapaT CBSI3bIBaeTCs C OeIKaMu Tu1a3Mbl Ha 95 % 1 MeTa-
6onu3upyercss B medeHu (98 % mpemapara) IyTeM
MEPBUYHOTO OKMCJIEHMS C TIOCICAYIONICH TIIIOKYpOHU3a-
umeit. [1penmosaraercst, YTo MeTabOIM3M MepaMIiaHe a
OCYIIECTBJISIETCS] MIPEUMYIIECTBEHHO TPU MOMOIIU U30-
sH3uma CYP3A4, takke MoxeT yyactBoBaTh CYP3AS2.
B tepaneBTrUecKoli KOHLIEHTpALIMY TiepaMIlaHes He OKa-
3bIBAET MHTMOUPYIOIIETO WM MHAYLIUPYIOLIETO BIUSHUS
Ha ocHoBHbIE M309H3UMBI CYP i UGT, ogHako oka3bl-
BaeT ciabbiii MHrubupymowuii a3¢pdekt Ha CYP2CS,
UGT1A9 u cna6biit uHmyuupytonmii acddexr Ha CYP2B6
u CYP3A4/5. IlpumepHo 2 % nepaMnaHena BEIBOIUTCS
B HEM3MEHHOM BHUJE ¢ MOYOil. [TMKoBasi KOHIIEHTPALIS
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B ma3Me gocturaetcs yepes 0,25—2,0 4 mocse npuema
npenapara [23, 38, 39].

B (dapMaKOKMHETUYECKUX UCCICI0BAaHUSIX BBISIBICH
psI JIeKapCTBEHHBIX B3aMMOIEHCTBII MiepaMIlaHesia C Apy-
rumu ADIT u mpenaparamu Apyrux rpynn [38]. MoiuHble
nHIyKTopbl CYP3A4 criocoOHBI YCKOPSITH META00IM3M
repamiaHesia: PeHUTOMH 1 OKCKapOa3elliH MOTYT YBEJIU -
YUBaTh KJIMPEHC IperapaTa IpMMEpHO B 2 pa3a, YTo IpH-
BOJIUT K CHUKEHUIO CPeIHEro IoKa3aTelssl IUIOIIaau
niox kpuBoit (AUC) Ha 50 %; kapbamMa3enuH — MPUMEPHO
B 3 pa3a, YTO IPUBOIUT K CHIKEHMIO CPETHUX ITOKa3aTe-
neit C,, 1 AUC Ha 26 1 67 % COOTBETCTBEHHO, CPEIHUIA
TIePUOJI ITOJTyBBIBEACHYSI yMEHbBIIIAeTCs A0 25 4, BO3MOX-
HO CHIXKEHME TJIa3MEHHOM KOHIICHTPALIMU TIepaMIlaHe a
Ha 2/3 (B UCClIeIOBaHUSAX Ha 3I0POBBIX JOOPOBOJIbIIAX);
TonMpaMaT — rpuMepHo Ha 20 %, 4TO IPUBOIUT K CHU-
xeHmio cpenHero nmokasaresst AUC Ha 20 %. Ilepammanen
MOXET YMEHbIIATh IJIa3MEHHYIO KOHIICHTPALIMIO Kapba-
MaselrHa, Kiobazama, JaMOTPHUIKMHA M BaJIbIIPOSBOM
KUCITOTHI He 6ojiee yeM Ha 10 %, munasonama — Ha 13 %.
Kimpenc okckapbaszenmHa MOXET yMeHbIIaThcs Ha 26 %,
IIPY 9TOM CPEIHSIS IIa3MEeHHasT KOHLICHTpaIYsl YBEIMYH-
Bajiach Ha 35 % IIpu COBMECTHOM ITPUMEHEHUU C TTepaM-
maHesioM. KmmHuYecky 3HaYMMBbIX (hapMaKOIMHAMHUYEC-
KX B3aUMOJEHCTBMI IepamitaHena ¢ npyrumu ADII
He omnucaHo [38].

B cBs13u ¢ Tem, yTO MHAYKTOPHI ((PEeHUTOMH, OKCKapOa-
3eMuH, KapbaMaselH U B MEHBIIIEH CTeIIeH! TOIMMpPaMaT)
(epMeHTOB TIeYeHM MOTYT BIUSATHh Ha (DapMaKOKMHETUKY
repaMIaHesia U U3BMEHSTh (CHIDKATh) €r0 KOHIEHTPALIMIO
B KPOBM, JUISI OBBILIEHUST 3(PHEKTUBHOCTU JICUEHUS TIe-
paMIaHeI0M MOXeT ITOTPeOOBaThCsT KOPPEKIIUS 10361 B 3a-
BUCUMOCTHU OT comyTcTByoIIUX ADII. DTo o4eHb BaXXHO
YUYUTBIBATh B CBS3U C TEM, YTO B HACTOSIIIIEE BPEMsI IIepaM-
TIaHeJ 3aperMCTPUPOBaH KakK Mperapar ISt JOTOTHUTEIBHOM
teparmu. CorjlacHO 00Iei XapaKTePUCTHUKE JICKapCTBEH-
Horo mpenapata ®aiikomna®, Bambmpoesas Kuciora
HE BJIUSIET Ha YPOBEHb KOHIIEHTPALIMM TIepaMIlaHe1a, a I1e-
paMIaHeJ CHIDKAeT yPOBEHb KOHLIEHTPALIUK BaJIbITPOEBOM
KUCJIOTHI MeHee yeM Ha 10 % [9].

B Tabn. 1 npencTaBiieHbI TaHHBIE JIEKAPCTBEHHBIX B3aK-
MOJIEHCTBUI IIepaMIIaHeIa 10 pe3yJibraTaM IOIYJISIIIUOH -
HOTro (hapMaKOKMHETHYECKOT0 aHaau3a 20 uccaenoBaHui
(aspl I Ha 3MOPOBBIX JOOPOBOJIBLIAX ITPU ITPUEME TIpeTia-
parta @aiikomna® B 1o3e 10 36 M1, a Takke 1 MccnenoBaHus
dassr 11 n 6 uccnemosanmii daswr 111 y gereit, mogpocTkoB
U B3pOCbIX ManueHToB ¢ PIT uam nepBUYHO-TeHepau-
30BaHHBIMM TOHMKO-KJIOHUYECKUMHU TPUCTYIaMU
(IIT'TKI) npu npueme npemnapara Paitkommna® B omgHo-
KpaTHOM CyTOYHOI 103¢e 10 16 mr [9].

ITokazauus K npumenenuio. Ilepammanen (Paitkom-
na®) 6buT onobpeH g neveHus smunencuu B CLIA
u ctpaHax EBponbl B 2012 1. [27, 44]. B 2013 . npenapat
ObLI JTMLIeH3UpOoBaH B Poccum ISt MOTIOJTHUTEILHOM Te-
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panuu y MalyeHToB B Bo3pacTe 12 jieT u crapiiie ¢ (hoKaib-
HBIMU ¥ BTOPUYHO-Te€HEPaIN30BaHHBIMU TTPUCTYIIAMU.
C 29.06.2015 BBemeHO HOBOE ITOKAa3aHUE IS IIepaMITaHe -
JIa: IpMMEHEHKE B TIOJIMTEPaliy TeHepaIu30BaHHbIX TO-
Huko-kiaoHnueckux npuctynon (I'TKII) y mauueHTOB
B Bo3pacte 12 JIeT U cTapilie ¢ MAMONMaTUYECKO TreHepa-
nu3oBaHHoO anunencueit (UTD) [2].

C 07.12.2020 B Poccuu nepammaHea ObL1 0100peH
JUTSL IPUMEHEHUS Y AeTel B BO3pacTe OT 4 JIeT M CTaplie
(¢ maccoii Tena ot 30 Kr) B noautepanuu (poKaabHBIX
1 BTOPUYHO-TeHEPATM30BAaHHBIX TTPUCTYIIOB U B TIOJIUTE -
parmuu I'TKIT y neteit B Bo3pacTe oT 7 JIeT U cTapiie (C Mac-
coii Tena ot 30 kr) ¢ UT'D [9]. 23 mas 2024 1. koMIaHUs
«Diicail» paclvpuia IepedyeHb JIEKapCTBEHHBIX (OpM
11 npenapara @aiikomna® (epammnanes), 3aperucTpupo-
BaB CyCIeH3UI0 TS prema BHYTpb (0,5 mr/mit — 340 mur).
B cBsi3u ¢ perucTpalineii CycreH3uu ObUIO CHATO OTpaHM-
YeHHUe I10 Macce Tejla malueHToB. TakuM o6pa3oM, B Ha-
CTOSIIIEE BPeMsI 3HAYMTEILHO PACIIUPSIIOTCS BO3MOXHOCTH
MIPYMEHEHUsI TIepaMITaHesia y AeTei.

TepaneBTHYecKHe 103bI M CXeMA TUTpPAIMK (115 Ta0Ie-
THPOBaHHOIi hopmMbl NepaMnanena). [Ipenapar BoIITycKaeT-
cs 1 mocTyneH B Poccuu B hopme TabeToK, comepKalimx
2,4, 6 1 8 MI IEICTBYIOIIETO BelecTBa. BaxKHBIM npen-
MYILIECTBOM SIBJISIETCS TIpUEM IIperaparta 1 pa3 B CYTKH
BeuepoM Tepesi cHoM. [leproz mosyBbIBEIEHNSI, COTJIACHO
001111l XapaKTepUCTUKE JIEKAPCTBEHHOT'O IIpernapara, co-
craBisieT B cpeaHeM 105 4, 3T0 MO3BOJISACT MPUMHUMATh
npermnapar 1 pa3 B ieHb (YTO 0OYeHb YIOOHO /151 TalIMEHTOB
1 TIOBBIIIAeT KOMIUIAEHTHOCTD TEPaIi).

[Ipuem nepamiiaHesia B TabJIeTKax CIeayeT HaYMHATh
¢ n03bl 2 Mr/cyT. [lo3a MOXeT ObITh yBeJau4eHa 10 4—12 mr/
CYT B 3aBUCMMOCTH OT KJIMHUYECKOI0 OTBETA U IEPEHO-
cuMocTy. Tutparys epaMIiaHesa J0JKHA OCYIIeCTBISTh-
CsI ¢ IIIaroM He yaiile 2 MT' B HelleJI0 Y MallueHTOB, OJHOB-
PEMEHHO IPYHUMAIOIIX MHIYKTOPBI (PepMEHTOB ITEYCHH,
Y C IIIaTOM He yalie 2 MT B 2 Hell y TTallMeHTOB, He IPUHU -
Maroiux ADTT-UHAYKTOPEI.

Kpatkuii 0030p KIMHHYECKHUX MCCJIe0BAHMII epamia -
HeJla. Db(HEKTUBHOCTh U IIEPEHOCHMOCTD TIepaMIIaHes a
IPU PE3UCTEHTHBIX K MeIWKaMeHTo3Hoil Tepanuu OI1
ObLIa MoKa3aHa B KJIMHUYecKux ucciaenoBaHusx 111 dazbr
[24, 28, 31, 41]. PangomMu3upoBaHHbIE TIaLleO0OKOHTPO-
JIMpYeMbI€ UCCIIEIOBAHYS JOIIOTHUTEIBHOM TepaItiu I1e-
paMITaHeJIOM MPOAEMOHCTPUPOBAJIM, YTO TIPUEM IIperia-
pata B mo3e OT 4 10 12 Mr/cyT DJOCTOBEPHO CHMUXKaeT
yactoty ®I1 y mauieHToB ¢ (hapMaKOpe3UCTEHTHOM 3111 -
JIETICUE TTpY OJ1arONPUSATHBIX TTOKA3aTelIsIX 0€30IacHOCTH
1 iepeHocuMOoCTU. OTKPBITHIE 00CEPBAIIMOHHBIC POCCUT-
CKUe 1 3apyOeXKHbIC UCCSTOBAHMS U UCCIICTOBAHYS TN -
TEJbHOW TepanmuM TakXKe IMPOJeMOHCTPUPOBAIU OJ1aro-
MPUSITHBIC TTOKa3aTeau 3(h(EeKTUBHOCTU U 0€30MacHOCTH
TMIPU JUTUTEILHOM Tepanuu (10 3 JIeT) v ITUTEIbHOE CoXpa-
HEeHHe TepareBThudeckoro a¢dekra [1, 4, 6, 8, 11, 12].
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Tabmuua 1. Jlekapcmeennvie 83aumodeiicmeus nepamnanenda. Bausnue anmusnusenmuyeckux npenapamos Ha kaupenc nepamnarena [ 9]

Table 1. Drug interactions with perampanel. Effect of antiepileptic drugs on the perampanel clearance [9]

Co-administered antiepileptic drugs

Effect of the antiepileptic drug
on the concentration of Fycompa®

Effect of Fycompa® on the concentration
of the antiepileptic drug

Kapbamazenun
Carbamazepine

CHmxeHue B 3 pa3a
Three-fold decrease

CHikeHne MeHee yeM Ha 10 %
Less than 10 % decrease

Kio6azam He Bauser CHuxeHune MeHee yeM Ha 10 %
Klobazam No effect Less than 10 % decrease
Kitonazenam He Bauser He Bauser
Clonazepam No effect No effect
JlaMoTpumIKUH He Bnusier CHuxeHue MeHee yeM Ha 10 %
Lamotrigine No effect Less than 10% decrease
JleBeTupaiieram He Bauser He Bauser
Levetiracetam No effect No effect

OkckapbazenuH CHIXeHue B 2 pasza VYBenuueHue Ha 35 %*
Oxcarbazepine Two-fold decrease 35 % increase*
deHobapouTa CHuxeHue Ha 20 % He Biusier
Phenobarbital 20 % decrease No effect
DeHnTonH CHuxeHue B 2 pa3a He Bmusier
Phenytoin Two-fold decrease No effect
Tonrpamar CHixeHue Ha 20 % He Bnuser
Topiramate 20 % decrease No effect
Baseripoar He Bmusier CHuxeHue MeHee yeM Ha 10 %
Valproate No effect Less than 10 % decrease
3oHucamux He Bnusier He Bnusier
Zonisamide No effect No effect

*be3 yuema akmuero2o memaboauma MoHo2UOPOKCUKApOazenuna.
*Without considering the active metabolite of monohydroxycarbamazepine.

DheKTHBHOCTD U NIEPEHOCUMOCTH NepamMIaHeNa y aereit
B Bo3pacTe oT 4 jetT. [lokazaHus K IPUMEHEHUIO TTIepaM-
MaHesa y AeTeil 1 MOAPOCTKOB ObLIM pacIIMpeHbl Ha OC-
HOBaHUU Pe3yJITaTOB PAHIOMU3UPOBAHHBIX KIMHUYECKUX
HUCCeN0BaHM, MoKa3aBIIUX 3¢ GEeKTUBHOCTD U 0J1aro-
MPUSTHBIE TTapaMeTpbl MEPEHOCUMOCTU IepaMmaHesa
B 3TOM BO3pacTHOM IpyIIe.

J.E. Pina-Garza u coaBt. (2020) onybaukoBaau pe-
3yJIBTaThI post-hoc-aHaau3a 6 paHIOMU3UPOBAHHBIX ABOV-
HbIX cienbix uccaenoanuii 11 u 111 ¢asbl, oleHMBarOILIMX
3¢ hEeKTUBHOCTD 1 6€30IaCHOCTD TOTIOJTHUTEBHOM Tepa-
MK TiepamMmnaHesIoM (B 03¢ 2—12 Mr/cyT) y HOIPOCTKOB
B Bo3pacTte ot 12 o 17 net ¢ pe3ucteHTHBIMEA DI ¢ BTO-
puYHOIi reHepanusanuein uiau 6e3 Hee nubo IMI'TKIIT.
B uccnenoBaHue ObUIM BKIIIOUEHBI JaHHBIE, TOJyYEHHbIE
y TMIOAPOCTKOB, Y4aCTBOBABIIMX B KTMHUYECKUX UCCIIEI0-
Banusx 304 (NCT00699972), 305 (NCT00699582),
306 (NCTO00700310), 335 (NCTO01618695),

235 (NCTO01161524), 332 (NCT01393743). [TapameTpsl
OLIEHKU 3(P(PEKTUBHOCTHU (B 3aBUCUMOCTU OT TUIIA MPU-
CTYIIOB) BKJIIOYAJIU MEIWaHy IPOIEHTHOTO M3MEHEHUS
YacCTOTHI ITPUCTYIIOB Yepe3 28 MHEeH OT UCXOTHOIO YPOBHS
(oT Havaja mpuemMa Iperapara) 1 J0JI0 MallieHTOB, 10-
cturmmx peMuccuu. [lapaMeTpsl OLIeHKK 6€30MacHOCTH
JIeYeHUS (TS BCEX TUIIOB IIPUCTYIIOB B 1IEJIOM) BKJTIOYAJIN
MOHMTOPHHT CBSI3aHHBIX ¢ JiedeHreM [13.

B aHanu3 6e30macHOCTY Tepanuy ObUIM BKIIOYEHBI
372 mamueHTa noapocTKoBoro Bo3pacta (114 moayyanu
miaue6o, 258 — nepammanen). [1oaHbIA aHAaTIN3 JaHHBIX
BKytoyan 346 nauuenros ¢ PI1 (rurane6o — 103, mepam-
naHen — 243), u3 KOTopbIX y 125 Bo3HUKAIU BTOPUYHO-
reHepaJM30BaHHbIC IPUCTYIIHI 10 HaYaJla TepaItiy Ucclie-
JlyeMbIM IIpernapaToM (Ha MCXOIHOM ypoOBHe) (TLialie-
60 — 37, nepammnanen — 88) ny 22 — INI'TKIT (rame6o —
9, nepamnanen — 13). I1o cpaBHeHUIO € T1a11e60 MpY MpU-
eMe IepamMmnaHesa B o3¢ 8§ U 12 Mr/cyT ObLIO MOJTYyYeHO

—_
w
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0oJiee BHICOKOE 3HaYEHME MeAMaHbl PEAYKIIUA YaCTOThI
MpUCTYNOB Yepe3 28 aHeii neuenust st PIT (18,0 % mpo-
tnB 35,9 u 53,8 %; p <0,01) u BTOpUYHO-TeHepaIM30BaH-
HBIX mpuctynoB (24,4 % nportus 72,8 % (p <0,001)
u 57,8 % (p <0,01)), a TakKe 3aperucTpupoBaHa OOJIbIIast
JTOJI TTalMeHToB, nocTurinux pemuccnu (PI1: 7,8 % npo-
B 13,2 1 11,8 % (cTatucTUYeCKU He 3HAYMMO); BTOPUY-
HO-TeHepaJM30BaHHbIe MPUCTYIHL: 8,1 % npotus 40,7 %
(p <0,001) u 41,7 % (p <0,01)). B orHomennu ITT'TKIIT
10 CPaBHEHMIO C IUIaledo MepaMIiaHels B 103¢ 8§ MI/CyT
TakKe acCOLMMPOBAJICS C Oojiee BBICOKUM MOKa3aTeaeM
MeIraHbl PeAyKIIMU YacTOThI IIPUCTYIIOB Yepe3 28 mHei
(29,8 % — nnaue6o, 88,0 % — nepammaHesn) 1 OoblIei
JIOJIEH MalMeHTOB, JocTurimx pemuccuu (11,1 % npoTus
23,1 %). CBazaHHbIe ¢ JleueHUeM [1D ObUIM 3aperucTpu-
poBaHbl y 76 (66,7 %) malieHTOB, TOJYYaBIIKX TUIa1e0o0,
uy 192 (74,4 %) nanyeHTOB, MOJyYaBIIMX IepaMIIaHe
(Hanbosee yactele I1D: TONOBOKPYXEHUE, COHIMBOCTD,
rojioBHasi 60;1b 1 HazogapuHIUT). Cepbe3Hble CBSI3aHHbIE
¢ teueHueM 1D 3aperucrpupoBanbl y 5 (4,4 %) manmeH-
TOB, MOJIyJaBIIMX Iuramne6o, n'y 11 (4,3 %) nmauueHTOoB,
TOJTy4YaBILIKX ITepaMIIaHe].

PesynbraThl aHaM3a IMOKa3ad, YTO TONOJTHUTEIbHAS
Tepanusi nepaMiaHesoM 3GdOeKTUBHA U B LIEJIOM XOPOILIO
MEPEHOCUTCS Y TIAIIMEHTOB ITOAPOCTKOBOTO Bo3pacTa ¢ (o-
KaJIbHBIMU, BTOPMYHO-T€HEePaIM30BaHHBIMU ITPUCTYITAMU
wim [T TKIT u npencrasnsieT co6oii epcrneKTUBHBIN Me-
TOII JIEYEHUST Y TIOAPOCTKOB C HEKOHTPOJIUPYSMBIMU ITPH -
CTYIIaMU.

Lenbto npoBeneHHOro B Kopee MHOTOIeHTPOBOTO MC-
cinenoBaHusi Real-Life Effectiveness and Tolerability
of Perampanel in Pediatric Patients Aged 4 Years or Older with
Epilepsy [27] ObL10 onpeneneHue 3¢ GEeKTUBHOCTU U Tepe-
HOCUMOCTH JUTMTEJILHOTO JICYCHUSI TTEPAMITaHEIOM B ITOJIU -
Tepaluu y IeTel ¢ SMWIeTNICHeld B BO3pacTe ¢ 4 JIeT U cTapIie
B YCJIOBUSIX PeabHOM KIMHUYECKON MPAaKTUKU, a TaKXKe
BBISIBJIEHHE (DAKTOPOB, BIUSIOIINX Ha TepareBTUYCCKUIA
otBeT. [IpoBeeHO MHOTOLIEHTPOBOE PETPOCIIEKTUBHOE 00-
CepBalIMOHHOE MCCICAOBAaHNE C YIaCTUEM SITMJICITOIOT Y -
YEeCKHMX LIEHTPOB [UIS AeTei ITpy 4 HallMOHAJIbHBIX YHUBEP-
curerax Kopeu. B riccnenosanue 6b110 BkmoueHo 220 aeteid,
MOAPOCTKOB U MOJIOJBIX B3pOCbIX (117 — My»KcKoro 1ona,
103 — >xeHcKoro noJja) B Bozpacte oT 4 10 20 jieT. BoiaeneHbl
2 rpynibl naiyeHToB: 4—16 (n = 119) u 1720 (n = 91) set.
Y GosbIIMHCTBA TAalMeHTOB (84 %) MMarHOCTMPOBAHBI
pe3ucTeHTHBIe (hopMbl amuiericud. [1poaoKUTe IbHOCTh
Teparmu repaMIlaHe/IoM CocTaBIIa B cpeHeM 11,5 & 6,9 mec,
crapToBas Ao3a repammnanesna — 2,0 = 0,2 Mr/cyT, TepareBTH-
yeckas no3a — 5,5 = 2,8 Mr/cyr. JloJid MallueHTOB C BHICO-
KM 3¢b¢eKToM JieyeHns coctapma 43,6 % (6e3 cyriecT-
BEHHBIX pa3JIMuuii B 2 IpyIrax), peMUCCHUST JOCTUTHYTA
y 17,7 %. Ilo pe3yabrataM UCCJIeIOBaHUSI aBTOPHI BhIjIE-
JIH (GaKTOpBI, ONIPEAEIIOILME XOPOLIMI TepaneBTUyeC-
KU OTBET Ha IlepaMIiaHes y aeTeil: 1) HopMaJIbHbI MH-
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TeJUIEKT; 2) HeOOJbIIOE YUCIO COMYTCTBYIOMUX ADII;
3) HM3Kasl YacToTa IPUCTYITOB A0 Havyasia JieueHHs Iepam-
ra"esioM. [19 BeisiBieHbI y 88 (40 %) MaleHTOB, BO3HU -
KJI1 Ha (poHe MpueMa mpernaparta B 1o3e 5,3 £ 3,2 mr/cyr,
ITOYTH BO BCEX CIIydYasX ObUIM JISTKMMU U ITPOLIUTH ITPY CHU-
>KEHUU T03bl WM OTMEHe nepamiiadena. Cpenu vaiie
BcTpevatonuxcs [19 oTMeyeHbl COHIMBOCTD (HauboJee
4acTo), TOJIOBOKPYKEHUE, aTaKCHsI, arPECCHsl, arrpaBallyst
MIPUCTYIIOB, OECCOHHMUIIA, TOJIOBHAs 0O0JIb, ACTIPECCHS,
CHIDKEHME allleTruTa, TOITHOTa U pBoTa. COHJIMBOCTD Ya-
1Ie BCTPeYasach y IeTeil, YeM Y OJPOCTKOB U B3POCIbIX,
U B 11e10M ObU1a Hanbosee yacTeM [19. [lanee mo yacrore
BCTPEYAEMOCTH CJICIOBAIN IOJIOBOKPYXKEHUE, aTaKCHS,
arpeccusi, THEB, 3J10CThb, pa3ApaXkUTEIbHOCTb, arrpaBarys
MPUCTYIIOB, OECCOHHMUIIA, TOJIOBHAs 0OJIb, ACTIPECCHS,
CHIDKCHME aIllleTHTa, YXYIIIeHe KOTHUTUBHBIX (DYHKIIUIA,
TOIIHOTA Y PBOTA. 3aperMCTPUPOBaH 1 ciaydail Cynimaaib-
HOM MONBITKM Y MaUMeHTKU 16 JieT (Ipexne y TaHHOM
00JIbHOI He ObUTO CYHILIMIATBHBIX MOMBITOK, OAHAKO paHee
OHa ObUTa KOHCYJIBTUPOBaHa IICUXUATPOM, CTpajaia Tpe-
BOXHBIM PACCTPOICTBOM M HAapyIIECHUEM UMITYIbCMBHOTO
KoHTposis). [Tokazarens yaepxkaHus Ha Tepariuy 4epes 3,
6 u 12 mec coctaBu 85,0; 71,8 1 50,5 % cOOTBETCTBEHHO.
ABTODBI ClIeJIaiM BBIBOIBI O TOM, YTO JOITOJTHUTEIbHAS
Tepanus nepamiiaHe oM 3(hheKTUBHA U XOPOILIO ITEPeHO-
CUTCSl y MALIMEHTOB C SMUJIENCUeil B Bo3pacTe oT 4 JieT
U CTaplIe.

B 2021 1. MbI OnTy0IMKOBAIU pe3yJIbTaThl HAOIIOAESHUS
136 marueHToB (4—18 setr; 75 — MyxXcKoro 1ona u 61 —
>KEHCKOTO I10J1a), TPUHUMABIIMX IepaMIlaHe, Y KOTOPBIX
OBLIM TOJIy4eHbI KaTaMHECTUICCKME JaHHbIE 3a MEPUOL
JleyeHus 6 mec u Oojiee B HalieM MIHCTHTYTe. DTH Talm-
€HTBI TAKXKe BKJIIOYEHBI B PE3YJIBTaThl HAIIETO MTOC/IeIHE -
rO aHajM3a, OMyOJMKOBAaHHOIO B JaHHOM cTatbe. [larm-
E€HTBI ObUIM pa3lesieHbl Ha 2 rpymnmbl: aetu (4—11 jer,
n = 105) u noapoctku (12—18 net, n = 31). DTHOIOTUS
SIWJIETICUM BKJTIOYAJIa CJIEAYIOIINe KATeTOPUM: CTPYKTYP-
Has (okaiabHas snuencus — 60 MalueHToOB, TeHeTHYe-
cKasl armwIericus — 61 mauureHT, hoKajabHash SMUJICTICUS
HEYCTaHOBJICHHOI 3TUOJIOTUM — 12 MallMeHTOB, UAMOIIA-
THYeCcKas anuiencus — 3 mamueHTa. Bo Bcex ciyyasx
repaMITaHe)T IIPUMEHSJICS B Ka4eCTBE JAOIOTHUTEIBHOTO
ADII, yacTo B KOMOMHALIMM C BaJblIpoaToM. Pe3yabraTel
OBLIM ITPECTABJICHBI IO 2 BO3PACTHLIM KaTeropusMm. Y nie-
teti (4—11 net, n = 105) peMuccust IPUCTYIOB ObLIAa JOCTUT-
HyTa B 29 (27,6 %) cay4asx, a¢ddexkruBHOCTh >50 % —
y 55 (52,4 %) naimeHTOB, CHIKCHUE YaCTOTHI IIPUCTYIIOB
<50 % wnu orcyrcTBue 3ddekra —y 17 (16,2 %) nmaumeH-
TOB, arrpaBanyst mpucTymnoB — y 4 (3,8 %) manmenTos. Ta-
KM 00pa3oM, B 1IeJIOM BBIPaXKEHHBIM TeparieBTUYCCKUIA
3 GeKT (peMUCCHUs U YMEHbIIIEHUE YaCTOThI TPUCTYIIOB
He MeHee yeM Ha 50 %) ObL1 mocturHyt y 84 (80 %)
un3 105 mauueHToB. 1o cyObeKTUBHO OLIEHKE POIUTENIEIH,
B 23 cirydasix Ha (poHEe YMEHBIICHUS YaCTOTHI IIPUCTYIIOB
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y IeTeii ObUTM OTMEYEHBI YIydlleHEe pa3BUTHSI, IPUOOpe-
TEHHE HOBBIX HABBIKOB (M3 67 meTeil ¢ KOTHUTUBHBIMU
HapymeHusIMu — 34 %). Y 8 neTeii, paHee cTpagaBIIUX
HapyLIeHMEeM HOYHOIO CHa (TPYIHOCTH 3achbllaHus, 6ec-
TMOKOMHBIN COH, YacThIe MPOOYKAEHUS ), IO CYyObEKTUBHOMI
OLIEHKE pOAMTEsIcii, ObLIO OTMEUEHO YJy4IleHUEe CHA.
Y noapocTtkoB (n = 31) pemuccus IPUCTYIIOB Obla 10-
cturayTa B 9 (29 %) caydasx, addektuBHOCT >50 % —
y 15 (48,4 %) mallMeHTOB, CHUXKEHHUE YaCTOTHI IIPUCTYIIOB
<50 % wunu orcyrcTBue 3ddekra —y 6 (19,4 %) nanyeH-
TOB, arrpaBaiys npuctymnoB —y 1 (3,2 %) nauuenra. Ta-
KUM 00pa3oM, B 1IJIOM TeparieBTUYecKuii 3(ppeKT (pemuc-
CHSl WM YMEHBIIIEHWE YaCTOThI IMPHUCTYIIOB HE MeHee
yeM Ha 50 %) 6b11 nocTurHyT y 24 (77 %) u3 31 nauyeHra.
BDddeKTMBHOCTH MepaMIlaHesa B o0lLeit Tpymmne y aeTei
M TTOIPOCTKOB (4—18 n1eT, n = 136) (peMUCCHs WITH YMEHb-
IIIEHVE YaCTOTHI IIPUCTYIOB He MeHee YyeM Ha 50 %) Oblna
nponemMoHcTpupoBaHa y 108 (79,4 %) u3 136 nmanueHTOB.
OO011IMif TTOKa3aTeIb PEMUCCHY ITPUCTYITIOB B IPYIIE AeTei
1 IoApOCTKOB cocTaBui 38 (27,9 %) u3 136. BeeneHue 1ie-
paMIIaHesa B MOJUTEPAIIMU IIPUBEIO K UCUE3HOBCHUIO
snIenTUhOPMHOM aKTMBHOCTU Ha 3JIEKTPO3HILIedato-
rpaMMe WX 3HAaYMTEJbHOU PeayKIIMU MHIEKC A ST -
TU(POPMHOI aKTUBHOCTH Y 38 13 112 mpouieanx KOHT-
pOJIBHOE 3JIeKTpo3HIIedarorpaduieckoe Ucciaea0BaHue
nanreHToB (0ojyiee yeM B 1/3 ciayvaes). I19 3apeructpu-
poBaHbl y 41 (30,1 %) u3 136 nanuenTos. [1pemapaT ObLT
OTMEHEH B CBS3M C IpoOJeMaMU IEPEHOCUMOCTH
y 15 (11 %) u3 136 nanMeHTOB IETCKOTO U IMOAPOCTKOBOTO
BO3pacTa, MPEUMYIIIECTBEHHO B CBSI3M C TICUXUATPUICCKU -
Mmu I13D (5,9 % ot ob1iero yucia rmaiueHToB). [Tokazarenb
yaepKaHUs Ha Tepaliuy repaMmIiaHesioMm >12 Mec B o01iei
TpyIIIe AeTeil ¥ moapocTKoB cocTaBwit 107 (78,7 %) u3 136.
Takum o6pa3oM, B paMKax ITPOMEXYTOUHOTO aHaI13a MbI
CJ/IeJIaiv BBIBOJIBI O BBICOKOI 3(D(eKTUBHOCTH M XOPOIIICi
MEPEHOCUMOCTH TIepaMITaHelIa ITPU TeHETUYECKOM 1 CTPYK-
TypHOU (hOKabHOU 3MWIETICUM Y IeTei U MOAPOCTKOB.
[IpenapaT omiMyaeTcs yI0OHBIM PEXMMOM IIpreMa 1 MeI-
JIECHHOM TUTpALIMEil, XOPOIIIO MePEHOCUTCS TIPU JJTUTETb-
HoOU Teparuu. Pe3ybraThl Halllero HaOIIOASHUST TTOKa3a-
JIM, YTO MepamIiaHes Takke apdekTrBeH y nereit 1o 12 ner,
B TOM YHCJIe B HU3KOI 103€ 2—4 MTI'/CyT, XOpOILIO MepeHo-
CUTCS B 3TOM BO3PACTHOM TpyIIle U yI0OHO H03UPYETCSI.
[Momy4yeHHBIe pe3yIbTaThl 110 TapameTpaM 3(pGheKTUBHOCTH
1 TIEPEHOCUMOCTH CYILIECTBEHHO HE Pa3IMYaInCh y NeTei
1 ToapocTKoB. Hatu pe3yasraThl TpoAeMOHCTPUPOBAIA
3 dHeKTUBHOCTH NIepaMITaHe)ia y MallMeHTOB C HEKOTOPbI-
MU (popMaMM F€HETHYECKOI STUICTICUU.

B 2022 1. 6os1b11101 TPYIIOi poccuiicKuX aBTOpoB [11]
ObLTM OIYOJMKOBAHBI JAaHHBIE PETPOCIIEKTUBHOIO aHAIM -
3a 3(heKTUBHOCTHU U IIEPEHOCUMOCTH MepaMIlaHea y Jie-
Teid ¥ TIOAPOCTKOB C 3MUJICTICHE B YCIIOBUSIX IIOBCEIHEB-
HOM KJIMHWYECKO# MpaKTUKU, BKItodaBiune 106 mereit
4—18 net, moJydyaBIIMX MepaMIIaHe B COCTaBE KOMOUHM -
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POBaHHOM TepaIlMy SIWICTICUH B 18 pa3IMUHBIX pOCCUIA-
CKUX LIEHTpaX. AHaJIU3MPOBAJIKMCh YaCTOTa IPHUCTYIIOB
B 1—3-i1 Mecs11, yepe3 6 1 12 Mec JieueHsI, HaTMIue W TUTT
HexxenaTeabHbIX aBieHuit (HA). OcHoBHBIMU OLIeHMBae-
MBIMU ITapameTpaMu 3¢(GEKTUBHOCTY ObLIU KyIIUPOBaHUE
MPUCTYNOB U 3HaUMMoe (>50 %) cHUKEeHMe YacTOThI MPU-
CTYIIOB, BCE OCTaJIbHBIE citydan (<50 % CHMKEHUE UM OT-
CYTCTBUE U3MEHEHWI 4acTOTHI IPMCTYIIOB, ydyallleHUE
MPUCTYTIOB) CYUTATUCH OTCYTCTBUEM 3 ekTa. OLieHBae-
MBIMU TTapaMeTpaMu 6€30IaCHOCTHY OBUTH OIS TTAIUEHTOB
C HaJIMIMeM Win oTcyTcTBreM HSI, yactora oTMeHBI mepam-
naHesa u3-3a HA. g cpaBHeHUs ObUIO BBIAEICHO 3 BO3-
pacTHBIe TpyHIbL AeTh 4—6, 7—11 u 12—17 net. Db dekTrs-
HOCTb NpPUMEHEHHUs TIlepaMIaHena cocraBuia 69 %
(23,6 % — KynupoBaHue MPUCTYIOB, 45,3 % — cHIDKeHUe
YacTOThI IPUCTYIOB Ha >50 %). [1py 3TOM CpeHsist MPOaoI-
JKUTEJTbHOCTh HaOmoneHus 3¢ dexra coctaBuna 7,3 = 4,1 mec.
He BBISIBIEHO TOCTOBEpHOM pa3HUIIBI B 3(P(HEKTUBHOCTU
MeXIy BO3pacTHBIMU IpyriaMiy. OIHAKO HECKOJIBKO 00JIb-
mast 3(pGheKTUBHOCTH IIepaMIlaHea OTMeYajlach B IpyIIe
MOAPOCTKOB: OTCYTCTBHUE 3ddeKTa B BUAEC KyIUPOBAHUS
WJIY 3HAYMMOT'O CHIKEHUST YACTOTHI IIPUCTYTIOB OTMEUEHO
TOJIBKO Y 25,5 % nipotuB 40 % y neteit 4—11 net. Cpenu
MaLKeHTOB ¢ Hea(h(MEKTUBHOCTHIO arrpaBalius IpUCTYIIOB
Habmoganack y 3,8 %. HS ormeuanuck Toabko y 23 %
MMaIMEHTOB, IIPYA 3TOM PEXe BCEro B IPYIINE MOAPOCTKOB
(11,8 %) u yaie Bcero y mereii B Bo3pacte 7—11 Jer
(40 %). Haubonee yacteiM HSI Obl1a 3aTOpMOKEHHOCTD
W/WIM cOHIMBOCTh. OTMeHa nepaMnaHesa us-3a H no-
TpeboBaack B 7,6 % ciaydaeB. ABTOPHI CIeJIaIl BEIBOIbI
0 TOM, YTO IIepaMIIaHe]l B MOBCEIHEBHON KIMHUYECKOMN
MPaKTUKE MPOASMOHCTPUPOBAJ BBICOKYIO 3(h(DEKTUBHOCTh
M XOPOIIYIO IEPEHOCUMOCTb Y IETei ¢ 4 JIeT U TIOAPOCTKOB
¢ mapuuaaIbHBIMU ((POKAIBHBIMI) ¥ BTOPUYHO-TEHEPAJIU -
30BaHHBIMU NipucTyiaMu. BozHukatoiue HS He sBismich
CEpPBbE3HBIMM U KpaiiHe peaKo MPUBOIUIN K OTMEHE TIpe-
mapara. Pe3ybraTbl COIOCTaBUMBI C Pe3yJIbTaTaMU UCCIIe-
noBaHuil 111 da3bl 1 npeablAyIIUMU HaOJIOASHUSIMU
B YCJIOBUSIX TIOBCETHEBHO MPAKTUKMU.

WUccnenoBanue A. Trigg u coasnt. (2021) mokasano Bbl-
COKO€ Ka4eCTBO XXM3HU Y JeTell ¢ (POKaTbHBIMU IIPUCTY-
IMaMH ¥ TTePBUYHO-TeHEPATM30BAaHHBIMU CYIOPOXHBIMU
MPUCTYIaMU, TTOTyYaloIIMX epaMiaHes B TOIOJTHUTEb-
HOU Tepanuu.

HoBble B03MOKHOCTH PUMEHEHHUS NePAMIIAHENa Y IeTeil.
OrpaHUYeHUEM IJIs Tepalliu IepaMIIaHe]IoM B IETCKOM
BO3pacTe SABJISIJICS He TOJIBKO BO3pacT OT 4 JIET, HO U Macca
Tesia pedeHka (ot 30 Kr). DTU orpaHUYeHUST 3HAUUTETbHO
CHITXaJIM BO3MOXXHOCTH ITPUMEHEHUSI TTepaMIIaHesia B Tie-
auaTpudeckoit momyssuuu. [IpakTudyeckre Bpayu 4acTo
BCTpeYaloTcsl ¢ He0OXoAMMOCThIO BhIOopa ADII y nmereit
oT 4 jet, umeronux Maccy Tena <30 K. O4eHb BaXKHBIM
peleHrueM 3TOM MPOoOJIeMbl CTAHOBUTCS BO3MOXHOCTh
MpUMeEHEHWs TiepaMIiaHelia B hopMe OpasIbHOM CYCITEH3MH
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(0,5 Mr/mut), KoTopast ofoOpeHa JUisl IpUMEHeHUs y aeTeit
¢ Maccoii Tesla Takxke M MeHee 30 KT ¥ IIpeIoCTaBIIsIeT
IIMPOKKE BO3MOXHOCTH JJIsT 00JIee MEIJICHHOM TUTPALIUK
1 0oJiee TOYHOTO IToI00pa 03bl. YI0OCTBO JaHHOIM JieKap-
CTBEHHOI (DOPMBI 3aKJTF0YaETCs TAKKE M B TOM, YTO ITPH CO-
XpaHEHMU OIHOKPATHOIO B CYTKU PEXKUMa TO3UPOBAHUS
(CBSI3aHHOTO C UIMTEJIbHBIM TIEPUOAOM ITOJTYBBIBEACHUS
repamIlaHesIa) OHa MOXKET MPUMEHSIThCS Y OOJIbHBIX, 1C-
MBITHIBAIOIIMX 3aTPYAHEHUS IIPU MPOIJIaThIBAHUM TaOJIETOK
(B TO BpeMsI KakK TabJIeTKU MepaMIiaHe a He peKOMEHIY-
€TCSI IEeTUTh U pa3MeIbuaTh).

BuosKBUBaIEHTHOCTD TAOJETUPOBAHHOM (POPMBI U CY-
CIICH3MU TMepaMIlaHesia Obljla IMOATBEPKIeHA B XOIe KIIU-
Huueckoro uccaenoBanus 048 dassr [ (NCT02279485) [34].
YyacTBylolle B WCCIIEAOBAaHUN 3I0POBBIE TOOPOBOJIBIIBI
(B Bo3pacte 18—55 n1eT) ObLTM paHIOMU3UPOBAHBI IS TIpUeMa
npenapara 10 (n = 50) umm nociie enbl (n = 50); Bce y4acTHU-
K1 OIHOKPATHO MOIy4yaliv repamiaHes B o3¢ 12 Mr B (popme
OpaJIbHOI CYCIIEH3UH 1 B TabJICTUPOBAHHOM (hopMe, C MHTEP-
BaJIOM 6 HeI MEXIy BBEIEeHUEM 2 pa3HBIX JIEKApCTBEHHBIX
¢opM npenapata. bBrosKBUBaJICHTHOCTB OLICHUBAJIACh Ha OC-
HOBaHMHU CPaBHEHMSI OCHOBHBIX (DaApMaKOKMHETUIECKIX I1a-
PaMeTpOB: MaKCUMaIbHOM KOHLeHTparwu (C, . ) 1 IUToIamm
o1 KpuBoii KoHLeHTpauus — Bpemst (AUC (0_0). IIpenaparst
CUYMUTAIUCh OMO3KBUBAJIGHTHBIMU, €CJIM P3N TaHHBIX
MapaMeTpOB He BBIXOIWIN 3a Tipeneltbl 80—125 %.

PesynbraThl uccieqoBaHus MOKa3alud, YTO TabICTH-
poBaHHas M Xuikas ¢popMma IepamIilaHen a OMO3KBUBa-
JICHTHBI TP OMHOKPATHOM BBEACHUU 10 MpHUeMa IUIIIN.
I[Tpun BBeneHnu nipenapata mocie easl C  ObuIa HIXE
JUTSL CYCTICH3UH, YeM JIJIST TaOJIETOK (OIHAKO 3T pasIndms
OBLIM paclieHEeHbI KaK KIMHUYEeCKU He3HaYuMBbIe). Takum
00pa3oM, He3aBUCHMMO OT IIpreMa IUIIH, 2 JIeKapCTBEHHBIE
(opmbl mepaMITaHena SIBISIOTCS OMO3KBHUBAJICHTHBIMU
U B3aMMO3aMEHSIEMBIMU.

Y MalMeHToB OT 4 JIeT C MaplUyaIbHbIMUA ITPUCTYIIAMK
C BTIOPUYHO-TEHEPAIM30BaHHBIMU IPUCTYIIAMU W O3 HUX,
y naimeHToB oT 7 jieT ¢ III'TKIT u maccoit Tena ot 30 K,
a TaKKe Y ITOAPOCTKOB 1 B3POCIBIX CXeMa TUTPALIY ITepaM-
MaHesa B CYyCIeH31U O113Ka K aHAIOTUYHOIM JUTS TabIeT -
posanHoii (popmbl. [Tpuem npenapara Paitkomna® ciemny-
€T HaYMHAaThb C 03bI 2 MT/CyT (4 Mi1/cyT). Jlo3a MOXET ObITh
YBEJIMYEHA B 3aBUCMMOCTH OT KJIIMHUIECKOTO OTBETA U T1e-
peHocuMocTH ¢ marom 2 Mr (4 mi) (1 pa3 B Heaeso 1o
1 pa3 B 2 Heql ¢ y4eToM Meproa MOIyBbIBEACHNS ITpernapa-
Ta) 00 MoIAepXXKuBawIleid 1036l OT 4 Mr/cyT (8 mi/cyT)
1o 8 Mr/cyt (16 mi1/cyT). B 3aBUCMMOCTY OT UHAUBUIYaJTb-
HOT'O KJIMHUYECKOTO OTBETa U ITEPEHOCHMOCTH IperapaTa
B o3¢ 8 Mr/cyT (16 MJ1/CyT) BO3MOXKHO HajIbHEHIIIee TTOBBI-
1IeHue 103kl 10 12 Mr/cyT (24 Mi1/cyT) ¢ maroM 2 mr/cyt (4
MJ1/cyt) (Tabm. 2, 3).

OpmHako MaHHas JieKapcTBeHHasl (hopMa MO3BOJISIET
MPUMEHSATh MepaMIaHesI TaKKe Y MallMeHTOB ¢ MacCoit
tesa ot 20 no <30 kr u gaxe <20 Kr (0T 4 JIeT ¢ mapIyaib-
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HBIMM NPUCTYIaMW C BTOPUYHOM TeHepaau3alueit
unm 6e3 Hee u ot 7 jet ¢ III'TKII), u cxema Tutpamuu
B JaHHBIX CyYasX MPUHIUMITUAIBHO OTJIMYAETCS.

V neteii B Bo3pacte ot 4 10 11 jiet ¢ Maccoii tena 20 kr
u <30 kr mpuem ripenapara Maiikomna® cienyer HAUMHATD
¢ no3bl 1 Mr/cyT (2 mii/cyT). H03a MOXET OBITh yBEIMYECHA
B 3aBUCMMOCTH OT KJIMHUYECKOTO OTBETA 1 IIEPEHOCUMO-
ctu ¢ marom 1 mr (2 mii/cyt) (1 pa3 B Heaemto 1160 1 pa3
B 2 HeJl C yYeTOM IepHOoa TOJyBBIBEACHUS IIpernapara),
o moaaepxkuBarlieir no3sl oT 4 Mr/cyTt (8 mi/cyr)
1o 6 mr/cyt (12 mur/cyT). B 3aBUCHMMOCTH OT MHAMBUIY-
aJIbHOTO KJIMHUYECKOTO OTBETA M TIEPEHOCUMOCTH IIperia-
paTa B 1o3e 6 Mr/cyT (12 MJ1/CyT) BO3MOXHO JajbHEHIIICe
MOBBIIICHUE A03bI 10 8 MT/cyT (16 Mi1/cyT) ¢ 1iarom 1 mr/
cyT (2 Mi/cyT).

Y nereit B Bo3pacrte oT 4 1o 11 ner ¢ maccoit Tena
<20 xr npuem npenapara Paiikomna® cienyer HaUMHATD
¢ no3bl 1 Mr/cyT (2 mii/cyT). H03a MOXET OBITh yBEIMYECHA
B 3aBUCMMOCTH OT KJIMHUYECKOTO OTBETA 1 IIEPEHOCUMO-
ctu ¢ mwarom 1 mr (2 mii/cyt) (1 pa3 B Heaemto 6o 1 pa3
B 2 HeJl ¢ YYeTOM Ilepuoja MoJyBBIBEICHUS IIperapara)
o TojAepXuBalolleit 1036l oT 2 Mr/cyT (4 MJ/CyT)
1o 4 Mr/cyt (8 MJ1/cyT). B 3aBUCMMOCTHU OT MHAMBUIYATb-
HOT'O KJIMHUYECKOTO OTBETa 1 IepEHOCUMOCTH IIpernapaTa
B 103¢e 4 MT/cyT (8 MJI/CyT) BOBMOXKHO JajbHEl11Iee MOBbI-
IeHue 103kl 10 6 Mr/cyT (12 mit/cyT) ¢ marom 0,5 Mr/cyT
(1 m7/cyT).

Takum obOpazom, misg aeteit oT 4 JeT ¢ Maccoii Teja
ot 20 po <30 Kr pekoMeHayeMasl IoaAepKuBaloiias 103a
repaMITaHelia cocTaBisieT 4—6 MTI/CyT, a MaKCUMaJbHas
J103a TiepaMIlaHesia — 8 Mr/CyT; IS AeTel ¢ Maccoi Tea
<20 Xr peKOMeHayeMas MoIepXKUBaloIast 103a Iepam-
MaHesa cocTaBisieT 2—4 Mr/CyT, a MaKCUMaJlbHasl 103a —
6 mr/cyT; misd mereit ¢ Maccoit Tena ot 30 Kr (a Takxke
JUISI IOAPOCTKOB M B3POCIIBIX) MOIepKUBAIOIIAsl 103a
nepaMIaHesia cocTaBiisieT 4—8 MI/CyT U MOXET ObITh yBe-
JIMYeHa B 3aBUCMMOCTHU OT 3(P(HEeKTUBHOCTH U TIEPEHOCH -
MOCTH Ipenapara MaKCUMaJbHO 10 8—12 MI/CyT.

Bo Bcex mepeunciieHHBIX KaTeropusix (¢ pa3InyHbIM
BO3pacTOM M MAaccoii Tejia) ISl allueHTOB, OMHOBPEMEH -
HO TI0JTyYaloIInX JIeKapCTBEHHBIE TTpenaparhbl, He yMEHb-
IIalolIre ePUOJ MOJYBBIBEICHUS TIiepaMIlaHesIa, TUTPa-
LIS T03BI TIepaMITaHel1a JOJDKHA TPOUCXOAUTh He Jallle,
YyeM ¢ 2-HeleJbHbIMU MHTepBaaMu. Y MallMEHTOB, Of-
HOBPEMEHHO ITOJIy4YalolIUX JIEKAPCTBEHHBIC TTperaparhl,
yYMEHbBIIAIOIIMe TTepUO MOTYBhIBEICHUS ITepaMIlaHea,
clieyeT TUTPOBaTh (YBEJIMYMBATh) J03Yy IepaMIlaHeIa
He yalie, 4yeM 1 pa3 B Helesto.

B 2020 r. 66111 OnTyOJIMKOBaHBI pe3yJIbTaThl UCCIEN0-
BaHus 311 (NCT02849626) — ri106aibHOrO OTKPHITOTO
MHOTOLIECHTPOBOI'O HECPaBHUTEIHLHOIO UCCIEIOBAHUS,
OLIEHMBAIOLIETO 6€30ITaCHOCTD, IEPEHOCUMOCTD, (hapMaKo-
KUHETUKY U COOTHOIlIeHHE (DapMaKOKMHETUYECKUX,/
(hapmakoaMHAMHUYECKHUX TTAPaMETPOB IIPU OMHOKPATHOM


http://clinicaltrials.gov/show/NCT02849626
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Tadmuua 2. Pevcum 0o3uposanus u cnocod RPUMeHeHUs: Nepamnanend 8 (hopme CycneH3uu 8 3asUcUMOCmU Om 803pAcma U MAccyl meaa NAUUeHmog ¢
NapyuanbHeIMU RPUCMYRamu
Table 2. Dosage regimen of perampanel suspension depending on the age and body weight of patients with partial seizures

Children (aged 4 to 11 years) with body weight
Parameter Adult/adolescent
(aged 12 years and older)
>30 kg between 20 and <30 kg <20 kg

PexoMenmyemast

A o, 2 mr/cyT (4 Mi1/CyT) 2 mr/cyT (4 Mi/cyT) 1 mr/cyt (2 Mi1/CyT) 1 Mr/cyt (2 mi1/cyT)
Recommended initial dose Aty (Gt ay) 2 mg/day (4 ml/day) 1 mg/day (2 ml/day) 1 mg/day (2 ml/day)
2 mr/cyt (4 Mi1/CcyT) 2 Mr/cyT (4 Mi/cyT) 1 Mr/cyt (2 mit/cyT) 1 Mr/cyt (2 mi1/cyT)
Temparmu (mran) (He game 1 paza (He vame 1 paza (He vamre 1 pasza (He game 1 paza
Titration (step) B HEIENI0) B HEJIENI0) B HEIleJII0) B HEIIENI0)
2 mg/day (4 ml/day) 2 mg/day (4 ml/day) 1 mg/day (2 ml/day) 1 mg/day (2 ml/day)
(no more than once a week) (no more than once a week) (no more than once a week) (no more than once a week)
PexomeHnmyemast 4—8 mr/cyT 4—8 mr/cyT 4—6 mr/cyT 2—4 Mr/cyT
ToIepKMBarOIIast 103a (8—16 mui/cyT) (8—16 mu/cyT) (8—12 mi/cyT) (4—8 mi1/cyT)
Recommended maintenance 4—8 mg/day 4—8 mg/day 4—6 mg/day 2—4 mg/day
dose (8—16 ml/day) (8—16 ml/day) (8—12 ml/day) (4—8 ml/day)
2 mr/cyT (4 Mi1/CyT) 2 mr/cyT (4 Mi/cyT) 1 mr/cyt (2 Mi1/CyT) 0,5 mr/cyt (1 mi/cyr)
Turpamss (mar) (He vaime 1 paza (He yame 1 paza (He vare 1 pasza (He vare 1 paza
Titration (step) B HEIENI0) B HEJIEJIO) B HEIleJ0) B HEJeJNI0)
2 mg/day (4 ml/day) 2 mg/day (4 ml/day) 1 mg/day (2 ml/day) 0.5 mg/day (1 ml/day)

(no more than once a week) (no more than once a week) (no more than once a week) (no more than once a week)
Pexomenmyemasi Makcu-

MaJibHasl 103a 12 mr/cyt (24 mi/cyt) 12 mr/cyt (24 mu/cyT) 8 mr/cyr (16 mui/cyT) 6 mr/cyt (12 mii/cyT)
Recommended maximum 12 mg/day (24 ml/day) 12 mg/day (24 ml/day) 8 mg/day (16 ml/day) 6 mg/day (12 ml/day)
dose

Tabmua 3. Pevcum 0o3uposanus u cnocob npuUMeHeHus nepamnarena 8 (hopme CycneH3uu 8 3a8UcUMoCmy Om 803pacma u Maccol meaa NAYUEHMOoB ¢ NepeUYHoO-
2€HePAaNU308aHHbIMU MOHUKO-KAOHUMECKUMU NPUCIYNAMU
Table 3. Dosage regimen of perampanel suspension depending on the age and body weight of patients with primary generalized tonic-clonic seizures

Children (aged 7 to 11 years) with body weight

Parameter

Adult/adolescent
(aged 12 years and older)
>30 kg between 20 and <30 kg <20 kg

2 Mr/cyt (4 Mi1/cyT) 2 Mr/cyt (4 Mi1/cyT) 1 mr/cyt (2 Mi1/cyT) 1 Mr/cyt (2 mit/cyT)

Pexomennyemast HauaIb-
Hasl 103a

Rk il dose 2 mg/day (4 ml/day) 2 mg/day (4 ml/day) 1 mg/day (2 ml/day) 1 mg/day (2 ml/day)
2 mr/cyt (4 Mi1/cyT) 2 mr/cyt (4 Mi1/cyT) 1 mr/cyt (2 Mi1/cyT) 1 mr/cyT (2 mut/cyT)
(He yvaiie 1 paza (He yaiie 1 paza (He yaine 1 paza (He yaie 1 paza
%}f;}:ﬁ)ﬁlgtéu)lar) B HEIIEJIO) B HEJIEJIIO) B HEJIEJIIO) B HEIIEJIO)
P 2 mg/day (4 ml/day) 2 mg/day (4 ml/day) 1 mg/day (2 ml/day) 1 mg/day (2 ml/day)
(no more than once a week) (no more than once a week) (no more than once a week) (no more than once a week)
PexomeHnnyemast moz- Mo 8 mr/cyt 4—8 mr/cyr 4—6 mr/cyT 2—4 mr/cyt
NepXXUBAIOLIast 1032 (mo 16 mi/cyr) (8—16 mui/cyT) (8—12 mui/cyT) (4—8 mu/cyT)
Recommended maintenance Up to 8 mg/day 4—8 mg/day 4—6 mg/day 2—4 mg/day
dose (up to 16 ml/day) (8—16 ml/day) (8—12 ml/day) (4—8 ml/day)
2 Mr/cyT (4 Mi1/cyT) 2 Mr/cyt (4 Mi1/cyT) (% :ﬁﬁﬁ) 0,5 mMr/cyT
Thmpatti (nar) (He vamie 1 pasza (He vame 1 pasa (56 wame 1 pasa (1 my1/cyT) (He yare
Titration (step) B HEIlEJII0) B HEJIENI0) B HEJIEITIO) 1 pa3a B Hezeno)
P 2 mg/day (4 ml/day) 2 mg/day (4 ml/day) 0.5 mg/day (1 ml/day)

1 mg/day (2 ml/day)

(no more than once a week)
more than once a week)

(no more than once a week) (no more than once a week) e
Pexomenmyemast Makcu-
MaJibHas 103a (%Z iﬁﬁw) (212 iﬁﬁw) 8 mr/cyt (16 mii/cyT) 6 mr/cyt (12 mii/cyr)
Recommended maximum 12 yT yT 8 mg/day (16 ml/day) 6 mg/day (12 ml/day)
dose mg/day (24 ml/day) 12 mg/day (24 ml/day)
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pssi' IIETCKOM
HEBPOAOT UM

B CYTKU IPYMEHEHUH OPajIbHOM CYCIIEH3UHU TIepaMITaHesIa
(0,5 Mr/mMi) B JOMOJHUTEILHOU Tepanuu y MalKeHTOB
nmerckoro BozpacTa (ot 4 mo <12 yet) ¢ ®II B couetaHun
¢ @OIT ¢ TpaHcdopmarmeii B OmiaTepaibHbIe TOHHKO-KITO-
Huuyeckue npuctynbl (BTKIT) win 6e3 Hux amu6o I'TKIT
[22]. OcHoBHOe uccinenoBanue 311 BKiItovanao 4-Heaelb-
HBIN Tepuroj 10 Havyala Teparuy IepaMnaHe oM (CKpu-
HUHT/UCXOOHBIN YPOBEHbB) C MOCIEAYIOIIUM 23-Heaeb-
HbIM TepuogoM Tepanuu (11-HeaenbHas TUTpaLus;
12-HenenbHas (pa3a monaepKMBalolleit Tepanuu) u 4-He-
JIEJIBHBIN MTeproJT KaTaMHeCTUIeCKOoro HabmoaeHust. Ko-
HEYHBIE TOYKU (OCHOBHBIE MMTApaMETPhl OLIEHKH ) BKJTIOYa-
JIX OLIEHKY 0€30ITaCHOCTH/TIEPEHOCUMOCTU (IIepBUYHAS
KOHEYHasl TOYKa), CPEIHUIA TTPOLIEHT M3MEHEHHSI YaCTOThI
MPUCTYTOB 3a 28 AHei (1epuo Tepanru) Mo CpaBHEHUIO
C UCXOIHBIM YPOBHEM U JIOJTIO PECIIOHIEPOB CO CHIKEHUEM
YacTOTHI IIPUCTYIIOB He MeHee yeM Ha 50 %, a TakKe J0JII0
MalMEeHTOB, JOCTUTIINX PEMUCCUU (ITEPHOJ TOIIEPKIUBa -
fouiei Tepanuu). IlamyeHTs ObLIM CTpaTU(GULIMPOBAHBI
1o Bo3pacty (0T 4 1o <7; ot 7 1o <12 j1eT) ¥ B 3aBUCMOCTH
OT conyTcTByomero npuMeHeHusst ADIl — nHaIyKTOpOB
¢epMeHTOoB. B nccnenoBaHue 66110 BKIroYeHo 180 maru-
eHTOoB (¢ DIT — 149; ¢ DII ¢ Tpanchopmanumeii B BTKIT —
54; ¢ I'TKII — 31). OcHOBHOE HUCCeA0BaHNE 3aBePILIIA
146 (81 %) manmenToB. Hanboee yacToit MpUIMHOM BbI-
ObIBaHMS U3 MccienoBaHus obutn 11D (n = 14 (8 %)).
CpenHssi cyTouyHasl 103a IepaMIlaHesa cocTaBuJja
7,0 (£2,6) Mr/cyT, cpemHsIs TPOAOIKUTEILHOCTD ITpHeMa
nepammanena — 22,9 (+2,0) Hen.

Oo6u1as yacrora HA, Bo3HUKIIMX TTOC/IEe Havaa jieye-
Hust (89 %), 6buta cxomgHoit y manueHToB ¢ PIT (B coue-
tanum ¢ @I1 ¢ tpanchopmanueit B BTKIT ninm 6e3 HUX)
u I'TKII. HS npuBenu K 1OCPOYHOMY MpeKpalleHUIO
JIeYeHus ML Y 9 % u3 Hux. 66,7 % HS pacueHuBaauch
KaK CBsI3aHHBIE C IPMEMOM IepaMIaHena, U OoJee
yeM B 90 % ciaydaeB OHU OBUIM JICTKOM WMJIM YMEPEHHOM
cTeneHu TsokecTH. Hanbosiee yacThble CBSI3aHHBIC C Jieue-
HUEeM M000YHBIe (P dEKTHI BKITIOYAIA COHIUBOCTD (26 %)
u HazodapuHrut (19 %). Ha doHe neyeHrs oTcyTCTBOBA-
JIM KJIMHUYECKU 3HAYMMbIe M3MEHEHMSI KOTHUTHBHBIX
GbyHKIIMI, TabOpaTOPHBIX ITOKAa3aTesielt, moKas3aresei aieK-
TPOKApAMOIPaMMBbI 1 XKU3HEHHO BaXKHBIX (DYHKIIVIA.

CpenHuii ITPOLEHT PEeayKIIMU YaCTOThI IIPUCTYIIOB
yepe3 28 mHelt oT Havaja iedeHus coctaBmi 40 % (PI1),
59 % (BTKIT) n 69 % (I'TKII). Jonst pecioHaepos ¢ 50 %
CHMDKEHUEM YaCTOTHI MPUCTYIIOB U TOJISI MAllMEHTOB, 10-
CTUTIINX peMUccun, coctaBuian: npu PI1 — 47 u 12 %;
rnpu BTKIT — 65 u 19 %; npu I'TKIT — 64 u 55 % coor-
BETCTBEHHO. YJIyYllleHUE TepaleBTHMYECKOro OTBeTa/
YMEHBIIEHUE YaCTOThI IIPUCTYITOB IO CPaBHEHUIO C HC-
XOJIHBIM YPOBHEM He 3aBUCEJIM OT BO3pacTa U COIYT-
cTByIOLIETO MpuMeHeHusT ADI1 — MHAYKTOPOB (hepMEHTOB.
PesynbraThl ocHOBHOro McciaenoBaHus 311 mokazanu,

3

YTO TOITOJIHUTEJIbHAS Tepanus IepaMITaHeJIoM B CyCIIeH-
31U IS TIEPOPaIbHOTO MPUMEHEHUsT 6e30I1acHa, XOpoIo
nepeHocuTcd 1 3pdeKTrBHA y aeTeii ot 4 mo <12 jet ¢ @I
(¢ BTKIT unu 6e3 Hux) unu I'TKII. I1pu 3T0M KOHTPOJIb
MPUCTYITOB HAOJIIOAAJICSI B OTHOIICHUM BCEX THIIOB IIPH-
CTYNOB, BO BCEX BO3PACTHBIX I'PYNIIaX ¥ HE3aBHMCHUMO
OT MPUMEHEHUS COMYTCTBYIOIIUX (hePMEHT-UHIYLIUPY-
fomux ADT1. BaxkHO OTMETUTh, YTO pe3yabTaThl UCCIIEI0-
BaHUS TTOKa3aJIM OTCYTCTBHE 3HAYUTEIbHBIX U3MEHEHUIA
KOTHUTUBHBIX (DYHKIIWIA TTO CPABHEHUIO C UCXOMHBIM YPOB-
HeM 4Jepe3 23 Hell TOTIOJTHUTEIBHOM Teparuu rnepamIiaHe-
JIoM, coriacHo m3MepeHusM 1o mkaie ABNAS. Takxke
He OBLJIO OTMEUYEHO KIMHMYECKU 3HAYMMBIX U3MEHEHUIMA
3HAYEeHUI 1TabOpPaTOPHBIX ITOKa3aTesIeil, OCHOBHBIX ITOKa-
3aresieil 3JIeKTpoKapauorpaMMBbI K 23-ii Hezelle o cpaB-
HEHUIO C UCXOAHBIM MEepUoIoM [22].

R. Flamini u coant. (2020) onyb6auKoBaiu JaHHbIE
aHanu3a 3(pGeKTUBHOCTU U 6E30MaCHOCTH IJIUTEJIbHOMN
(ITPOAOJIKUTEIBHOCTBIO 1 TOf) TOMOJHUTEIBHOM Tepanuu
repaMIIaHesIOM Y IeTei, IPUMHUMABIINX Y9aCTUE B UCCIIE-
noBaHuu 311. B aHanu3 ObUIM BKIIOYEHBI KYMYJISITUBHbIE
JIaHHbIE BCEX MAllMEHTOB, YYACTBOBABIIMX B OCHOBHOM
uccaenoBaHuu (23-HeaesbHas Teparusl) U Mpoao/KeHHOMN
daze A (52-HenenbHbIN nepuon Tepanuun). OLieHUBAINChH
YyacToTa CBSI3aHHBIX ¢ JiedeHueM [1D, cpegHuii IpoLeHT
M3MEHEHMSI YaCTOTHI IPUCTYITOB 3a 28 THEH 110 CPaBHEHUIO
C MCXOIHBIM YPOBHEM, a TAK3KE JIOJISI ITallMEHTOB-PECITOH -
JIEPOB C YMEHBIIICHWEM YacTOThI MPHUCTYIIOB HE MeHee
yeM Ha 50 %. W3 180 manieHToB, BKITIOYEHHBIX B OCHOBHOE
uccaenoBanue (¢ ®IT — 149; ¢ PII ¢ TpaHchopMaLmeit
B BTKII — 54; ¢ I'TKIT — 31), 136 mauueHTOB TTEepeLnTn
B ha3y nponosrkeHHo Teparu A. I3 Hux 14 BBIObLIN U3 UC-
CJICIOBaHMST IPOIOJDKEHHOM Tepanuu A, TIpY 5TOM OCHOBHbBI-
MU MPUYMHAMM OTMEHBI Iipenapara obm [19 B 3,7 % cinyda-
€B U HemocTtatoyHas 3¢hdeKTUBHOCTh B 2,9 % ciy4aes.
o BBemeHuUs TepamIiaHena 55,6 % NallMeHTOB MOIyJain
2 conyreTBytommx ADI. CesizaHHble ¢ teyeHueM HA Obun
3aperucTpupoBanbl y 162 (90,0 %) nanmeHToB, M3 HUX Hau-
0oJiee 9acTo BCTpedanach COHMMBOCTE (27,2 %). CpemHmit
nporieHT yMeHblneHns yactotel @1, BTKIT u I'TKII B me-
pvioxn 1—13 Hen teparmn coctaBui 43,0; 57,91 79,3 % coot-
BETCTBEHHO; 3TU ITOKAa3aTeJu COXPAHSUIUCh B IIEPUOL
40—52 Hen Teparmu y 69,4; 73,8 1 100 % narmeHTOB COOT-
BercTBeHHO. [Tokazaremm pemuccun ®I1, BTKIT u I'TKIT
B iepurion 40—52 Hex Teparn coctaBwm 13,0; 24,4 38,5 %
COOTBEeTCTBeHHO. [IpoBeneHHOE MCClienoBaHUe TTOKAa3aio,
YTO JUTUTENIbHAST TOTTOJIHUTE/IbHAS Teparysl IIepaMIIaHeIoM
y nereit ot 4 o 12 ner ¢ ®I1, BTKIT vmm I'TKIT apdexTns-
Ha, 6e30IMacHa 1 B 1IEJIOM XOPOIIIO ITEPEHOCHUTCSI.

BesycioBHO, BHeIpeHUE OpalbHOI CYCIICH3MHU TTepaMIia-
HeJla B IMPOKYIO KIIMHUYECKYIO TIPAKTHUKY ITO3BOJIUT PEIINTh
LICJIBIIA psia TIPOOJIeM, paHee OCTAIOIIMXCS HepellleHHBIMM,
U TTOBBICUTB KA4€CTBO XKW3HU MALIMEHTOB C SMUJICTICUCH.


https://www.neurology.org/doi/10.1212/WNL.94.15_supplement.413#con1
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IIpenMyliiecTBO NepamMianesia B paHHei JONOTHATEIbHOM
Tepamuu. [lepamnanen orHocutes K ADII, 3apeructpupo-
BaHHBIM JIJI51 JOTTOJIHUTEIILHOM Teparnyu pa3IuIHbIX TUTIOB
SIWIETITUIECKUX IPYCTYIIOB, IIO3TOMY Ha IMPAKTHKE Mpe-
Trapar BBOAMTCS B CXEMY JICUEHUS YKe ITOCJIe KOHCTAaTalluKi
¢akTa HeapheKTUBHOCTH 1iesioro psga ADI u npusHaHus
KOHKPETHOTO CiIy4yasl pe3auCTeHTHbIM K Tepanuu ADII.
I[ToaTOMY BO MHOTUX cllydasix olieHKa 3¢ (hEeKTUBHOCTU
repaMITaHelia IIPOBOIUTCS B IPYIIIe HanbOoIee TSKEbIX
MalMeHTOB C yXe copMUpoBaBIIeiicsT (hapMaKOpe3u-
CTEHTHOCTBIO, UTO HE TIO3BOJISIET B IIOJTHOM MepEe PaCKPhITh
noreHuman agpdexkruBHoctn ADI1. MHBIMU cltoBamu, 3¢ -
(beXTUBHOCTD TIepaMITaHe/Ia OLIEHUBAETCS Y MalleHTOB
C yXe Ipu3HaHHON Hed3(h(GEKTUBHOCThIO OOIBIIMHCTBA
npyrux ADII. B HacTosiiiee BpeMst TTOSIBISIOTCS pabOTHI,
HalleJICHHbIe Ha BBISICHEHUE BOIIPOCA, MOBBIIIACTCS JIN
3¢ deKTUBHOCTD TIepaMIlaHesia MPU ero 0oJjiee paHHEM
Ha3HAYeHUU B KAYeCTBE NOIOJIHUTEIBLHOIO Iperapara,
Ha TOM O3Tame, Korma (apMakKope3sUCTEHTHOCTh
enie He cchopMupoBaiachk. HemaBHo rmpoBeneHHOE UcClie-
noBaHue B.J. Steinhoff u coaBt. (2024) no3BossieT yTBep-
JIUTEJILHO OTBETUTD Ha 3TOT BOIIPOC. ABTOPHI U3 [epMaHumn
MPEACTABIISTIOT IIPOMEXYTOUYHbBIE PEe3yIbTaThl UCCIICI0BA -
Husi PERPRISE (uccnenosanue 509; NCT04202159),
olieHMBaloOIIero 3¢ GEeKTUBHOCTH ITepaMITaHela B JOTION -
HUTEJIbHOM TepaluM y B3pOCIbIX MalLMeHTOB (=18 JeT)
¢ (oxkanpHoit snunencuein maum MID (¢ BTKII
nnu I'TKIT). INepammnanen npuMeHsICS B AyoTepaliuu,
B couetaHuu ¢ 1 apyrum ADII; npu aTom 11b0 mepamma-
Hen ObLT Jo6aBiieH K 6azoBomy ADII (B kauecTBe nepBoit
JIOTIOJTHUTEJILHOW TepaIiuu), J10o MPoBoaMIaCh 3aMeHa
paHee BBeACHHOTO JornonHuTeabHoro ASI Ha mepammna-
Hen. PERPRISE — ato mpoposkarolieecs: B HacTosIiee
BpeMsl 12-MecslYHO€ MHOTOLICHTPOBOE MPOCIIEKTUBHOE
obcepBallMOHHOE HEMHTEPBEHIIMOHHOE U3yYeHNE TTepam-
MaHe/la B YCJIOBUSIX peaJbHOM KJIMHUYECKOW MPaKTUKU
B [epManuu. [1poMexXyTOUHBIM aHAINU3 BKITIOYAJT TIEPBBIX
100 marMeHTOB, KOTOPbIE HAvyaIM JIeYEHHE IepaMIIaHeSIOM
Y TIPOIOJIKMITY MJTU TIPEKPATUIIM €T0 10 TIEPBOTO 6-MecsTy-
Horo BusuTa. [lepammanen ObL1 go0aBaeH K cxeme ADIT
(n =43 (43,0 %)), wiu ObLIa IpOBeAcHA 3aMeHa OTHOTO
n3 ADII Ha nepammanen (n = 55 (55,0 %)); B 2 ciydasx
JIAaHHBIC O TOM, B KaKyl0 13 2 3TUX I'PYII OTHOCUTCS Ma-
LIMEHT, OTCYTCTBOBaM. [Toka3aTenp ynepKaHus Ha Tepa-
MUY B TedeHue 6 Mec coctaBui 78,0 % (ripu mobaBieHUN
nepammnanena — 83,7 %; npu 3ameHeH ogHoro ADIT Ha re-
pamrades — 72,7 %). B oGt rpyrine yepes 6 Mec Jiede-
Hug pemuccus ipuctynoB (BTKIT wiu I'TKIT) coctaBu-
na 58,8 % (nmpu nobGaBiaeHuu nepamiiaHena — 72,2 %;
npu 3ameHe omgHoro ADII Ha mepammnanen — 47,9 %),
JTOJIST PECTIOHIEPOB (C YMEHbIIIEHEM YaCTOThI IIPUCTYIOB
He MeHee yeM Ha 50 %) — 82,6 % (npu 100aBIeHUM Tie-
pammanena — 89,2 %; npu 3ameHe ogHoro ADII Ha me-
pammanen —76,6 %). BaxkHo OTMETHUTb, YTO ITOKA3aTeIN
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yaepXaHus Ha Tepanuu U 3(GEeKTUBHOCTU MpernapaTa
OBbLIM BBIIIE, €CIM IIepaMITaHeNl IPUMEHSIICS B paHHEH
JIOTIOJIHUTEIbHOM Teparuu 1o CPaBHEHUIO C ITO3THEN 10~
MOJIHUTEbHOM Tepanueii. CBsg3aHHbIe ¢ JeyeHueM HS
ObUIM 3aperucTpUpoBaHbl y 48 (48,0 %) maleHTOoB; U3 HUX
yalle BCTpevyauCh roJIOBOKpYyXeHue (n = 9), ycTalocTh
(n="7) v pasapaxurenbHocTh (n = 7). B 16 (16,0 %) ciy-
yasx rnepamIiaHesa 0bu1 oTMeHeH B ¢Bsi3u ¢ HA.

CxofHble TaHHBIC OBUTH TTOJTyYeHBI U B 00J1ee paHHUX
HCCJIEIOBAHUSIX TTOC/ICIHUX JIET.

J. Abril Jaramillo u coaBt. (2020) ony6auMKoBaiu pe-
3yJIBTaThl TIEPBOTO HAOIIOAATEILHOTIO ITPOCIIEKTUBHOTO,
NpoBegeHHOro B icnmaHuu, vccaenoBaHus B pyTUHHOM
KJIMHWYECKOM MpaKTUKE MO OlleHKe 3(POEeKTUBHOCTH
U 0€30IMaCHOCTY paHHE! JOMOJHUTEILHOM Tepanuu Ie-
paMIIaHeJIOM Ha MPOTSKEeHUU 12 Mec y MauueHTOB ¢ ho-
KaJbHBIMU (opMaMu BHMIENCcUM (MCCIeloBaHUE
PERADON). ITapamerpoMm 3(p(peKTUBHOCTH ObLIa J0JIST
pecnoHIepoB (IAIMEHTOB C YMEHbBIIEHUEM YaCTOThI IIPU-
CTyIOB He MeHee 4eM Ha 50 % 3a nmocneqHue 3 Mec 1o cpaB-
HEHUIO C UCXOAHBIM YpoBHeM). OuieHKa 3 PEeKTUBHOCTU
MpoBOIMIACh Yepe3 6 1 12 Mec JIeYeHUsT mepaMITaHe oM.
B uccnenpoBanum yyactBoBaio 113 mauueHTOB (CpeaHuUit
Bo3pacT — 40,3 rona, 51,3 % marnmeHTOB MY>KCKOT'O 10J1a)
¢ @I1, nmoxyyaBIIMX TIepaMIlaHes B Ka4eCTBE paHHEM 10-
MTOJIHUTEIbHOM Tepanuu (1-s TOTOTHUTEIbHAST TepaITisl —
37,2 %, 2-s monoJTHUTEIbHAS Tepanust — 62,8 %); cpenHss
JUTUTEJIBHOCTD JiedeHus — 11 Mec, cpemHsis 103a epam-
maHesa — 6,3 Mr/cyt. Yepes 6 Mec JiedeHUs 1011 PECIIOH -
IIepoB M 4yacTtoTa pemuccun coctapuiau 50,4 u 20,4 %,
yepe3 12 Mec meuenust — 68,1 1 26,5 % cOOTBETCTBEHHO.
IMokazaresb ynepxaHus Ha Tepanuu yepes 6 u 12 Mec Te-
panum coctaBui 83,2 u 80,5 % coorBeTcTBeHHO. 05
MMalMEeHTOB, JOCTUTIIINX PEMUCCUM Yepe3 12 Mec JIedeHusI,
ObuTa 3HauuTe bHO BhIlIe (p = 0,033), ecinu nepaMnaHesn
Ha3HayaJICs B KaYeCTBE TIePBOIi TONOJTHUTEILHOM Teparmmn
110 CPAaBHEHUIO CO BTOPOI JOMOJHMTEIbHOM Tepamueil.
Yucno conyreTBytonuyx ADI1 1ocToBepHO YMEHBIIUIOCH
yepe3 6 1 12 Mec JiedeHHsI IO CPAaBHEHUIO C MCXOIHBIM
ypoBHeM (p = 0,001). Y 23,9 % manmeHTOB K KOHILY IIe-
pYio/Ia HaOMIOEHHUS CXeMa Teparuu ObUIa YIIpoIleHa.

TakumM 00pa3om, IepaMIlaHell IIPOJEMOHCTPUPOBA
BBICOKYIO 3()(EKTUBHOCTb U OJIaronpUsATHBIN NpoGUIb
0e30MacHOCTH IIPU NMPUMEHEHUM B CPeIHEN CYTOYHOM
J103¢ 6 MI'/CyT BHE 3aBUCMMOCTH OT KOMOWHALIVY C APYTH-
mu ADII. HA Obiu cnabo- uiau cpedHeBbIpaXKeHHBI,
3apeructpupoBanbl y 30,1 % maiveHToB, TpU 3TOM Hau-
6osee yacteiMu HS ObuH pasnpaxkuteabHOCTh (8 %) 1 ro-
noBokpyxenue (7,1 %).

E. Santamarina u coast. (2020) npoaeMOHCTpUPOBAIIU
3¢ (HEKTUBHOCTh M XOPOLIYIO TIEPEHOCHMMOCTD IlepamIia-
HeJia IIPY ero MPUMEHEHMH B KaYeCTBE TIEPBOIA JTOITOTHM -
TeJbHOU Tepanuu y 149 nmanueHToB cTapiue 12 jeT ¢ ¢o-
KanbHo#l snuierncueii 1 UT'D, KoTopble HaXOAUIUCH
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W (Bobopa ot npuctynos/Seizure-free
id Pecnonpepbl/Responders
82

93,8

Dlons nauwentos, %/Proportion of patients, %
wun
o

[eHepanu3oBaHHas
snunencus (n = 32)/
Generalized epilepsy (n = 32)

(OokanbHas snunencus (n = 113)/
Focal epilepsy (n =113)

Puc. 1. Dpgpexmuernocms nepamnanena é kauecmee nepgoii 0ONOAHUMENb-
HOUl mepanuu 8 KOMOUHAUUY C PAAUYHLIMU AHMUINUACNIMUYECKUMU Nnpe-
napamamu [42]

Fig. 1. Efficacy of perampanel as the first-line additional therapy in combination
with other antiepileptic drugs [42]

MoJ, HaOIIoAeHEM B TedeHue 12 Mec Iocje Havalia Ipu-
MEHEHUs TepaMIiaHesa. YiepskaHue Ha Tepariu B TeUCHUe
12 mec coctaBmiio 85,2 % malveHToB, CPeIHsIs 103a IepaM-
naHena — 6,2 mr/cyt. Yepes 12 Mec siedeHus y 45,6 % ma-
LIMEHTOB OblJIa JOCTUTHYTA PEMUCCHUSI, Y AOJISI PECIIOHIe-
POB C YMEHBIIIEHUEM YacCTOThI ITPUCTYIIOB He MeHee S50 %
coctaBuia 84,6 %. 3HaunTeIbHAST pa3HMIIA 10 JOJIC Al -
€HTOB, JIOCTHTIINX CBOOOBI OT IPUCTYIIOB, HO HE I10 J0JI¢
pecrnoHiepoB HabJomanach Mexay nauueHtramu ¢ UI'D
Y TTalMeHTaMu ¢ (hOKaJIbHOM anwmiencueil. BaxHo otMme-
TUTb, YTO MEepaMITaHe] JEMOHCTPUPOBAJ COIMMOCTaBUMYIO
MePEHOCUMOCTb HE3aBUCHUMO OT THIIA COITyTCTBYIOIIUX
ADII (puc. 1) [42].

ABTOpBI MYJIBTULICHTPOBOTO UCITAHCKOT'O MCCJIEI0Ba-
HUS 1O MpUMeHeHUIo NepamnaHena npu UI'D ¢ Bkiioue-
HueM 149 nanyeHTOB TakXke cAeaId BBIBOA O TOM, 4TO (-
(beKTUBHOCTD MepaMITaHeia JOCTOBEPHO BHIIIIE, KOTa OH
nobapisieTcst K 6azoBomy ADII panbiie (V. Villanueva
U coaBT., 2018).

B 2021 . B BioMed Central Neurology Bblll1a cTaThs
110 utoraM KoHceHcyca NTanbssHCKHUX 3KCIIEPTOB O PAHHEM
MPYMEHEHUU MepaMIlaHesIa B OTIOJTHUTEIbHOM TepaIvu.
Lenplo uccienoBaHusi ObLJIO YCTAHOBUTh, MOIXOAUT JIN
repaMITaHe]T JUIsl IIEPBOT0 AOMOJTHUTEILHOTO MCIIOIb30-
BaHus. {711 oueHKM uctojb3oBaics Jdenbduiickuii MeTos
(MeToJI KCIIEPTHOI OIICHKM, OCHOBAHHbII Ha TTPUHIIAITAX
3a0YHOCTHM, aHOHUMHOCTH, CTPYKTYPUPOBAHMS ITOTOKA
“HOOPMALIMU, MO3BOJSIIOIINI MOJYYUTh 0000IIEHHOE
MHEHUE 9KCIIePTOB, 00JIaIaIoIIee JOCTATOYHOM CTEIIEHbIO
JIOCTOBEPHOCTU U HajlexXHOCTH). PaboTa ObL1a mpoBeaeHa
B 2 9Tama: Ha 1-M aTane 5 Beaylux 9KCIepToB chopMu-
pOBaJIiv CIIMCOK U3 39 yTBepXKIEeHU I, TPeOOBABIIIMX OLIEH-
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ku. Ha 2-M aTtamne 3Tu yTBepXAeHUS ObUIM OLIEHEHBI Ta-
HeJIblo U3 84 NeTCKUX U B3POC/bIX HEBPoJIoroB. Kaxaomy
YTBEPXKIECHUIO B AHOHUMHOM TOPSIAKE CIIEUATUCThI TTPH-
CBauBaJIi PEUTHHT corjacusi/Hecoraacus 1o 9-6auibHO
mkaye. KinmHuyeckas 3HaUMMOCTh KaxKIOTO YTBEPXKISHUS
OlLICHMBAJIaCh OTIEJbHO IO 3-0ajuibHOM 1Kaie. B utore
KOHCEHCYC ObLT 1oCcTUTHYT 110 37 (95 %) u3 39 yrBepxkie-
HUM CO CpENHEN OLIEHKOM KIIMHUYECKON 3HAYMMOCTH YT-
BepxKIeHUIA, paBHOI1 2 (110 3-0ayIbHOM 11Kaje). OCHOBHBIE
MOJIOXXEHMS TOCTUrHyTOoro KoHceHcyca BKiIrouanuy ciieay-
IollIMe YTBEPKACHUS, YKa3blBalOlIe Ha MperMyllecTBa
nepamMIiaHesia Kak rpernapara epBoi JUMHUU B JOMOJTHU-
TeJbHOM Tepanuu [15].

* Ilepammanen 3¢ ¢heKTUBEH B KayeCTBE JOMOJTHU-
TeJIbHOW Teparuu SMWIETICUHU C 4 JIeT A1 KYTTUpPO-
Banug PI1 u ¢ 7 net ang kynuposanus ['TKIT.

* [lepammanen He yxXyallaeT Te4eHUE APYTUX MPU-
CTYIIOB, TAKMX KaK MMOKJIOHYC 1 aOCaHCHI.

+ [IpuMeHeHue NepaMITaHe a pallMOHAIbLHO Y Talk-
€HTOB C HEYTOYHEHHBIM TUIIOM IPUCTYIIOB.

+ [lepammaHen MMeeT YHUKAIbHbBIA MEXaHU3M Jeii-
CTBUS, JOMOJHSOWIMNA AekcTBUe Apyrux ADII
1 TTO3BOJISTIONINI cOYeTaTh ero ¢ JoobiMu ADII.

+ [lepammaHes He oKa3bIBaeT OTPULIATEIBHOTO BJIM-
SIHUSI Ha 3JIEKTPODU3NOJIOTHIO Ceplia.

+ [lepammaHes He oKa3bIBaeT OTPULIATEIbHOTO BJIM-
SIHUSI HA KOTHUTUBHbBIC (DYHKITUU.

+ [lepammaHes He oKa3bIBaeT OTPULIATEIbHOTO BJIM-
STHUSI Ha KayeCTBO CHa.

+ [lepammaHen uMeeT orpaHMYEHHOE YHUCIIO JeKap-
CTBEHHBIX B3auMoneicTBuil. Het naHHBIX 0 B3au-
MOIEHCTBUSIX, MPUBOMIAIIMNX K YXYIIIEHUIO TIepe-
HOCUMOCTH TIperapara.

» [lepammaHen MpocT B MCIIOJIb30BAaHUM B CBSI3U
¢ nmpuMeHeHueM | pa3 B AeHb (Iepel HOYHBIM
CHOM), UMEET MPOCTOUN PEXKUM TUTPALIMU U TO3U-
pPOBaHMSI; TIpernapar BbIITyCKaeTcsl B Ta0JIETUPOBaH-
HO 1 XXUJKOH (hopmax.

* B cBs3M ¢ npocToToit U ynoOCTBOM NMPUMEHEHMS
repaMmaHe yaydiiiaeT TpuBepKeHHOCTb MallMeH -
TOB JICUCHUIO.

* [lepammaHen MOJOXUTEILHO BJIMSIET Ha KaYeCTBO
JKW3HU TallMeHTa U €ro CEMbU.

ITo cOBOKYMMHOCTHM XapaKTepUCTHK ITepaMIiaHesl MOXeT
OBITh MpenapaToM BbIOOpa B Ka4eCTBE MEePBOM JOMOTHU-
TeJbHOWM Tepanuu [15].

OkcnepraMu Poccuiickoii MpoTUBO3MUIECITUYECKOM
quri [4] chopMynupoBaH MpoduiIb NalMeHTa C MPearnoy-
TUTEJbHBIM Ha3HAaYeHUEM TiepaMIlaHesia B Ka4yecTBe Iep-
BOTO JIOMOJHUTEIBHOIO MpernapaTa B KOMOMHUPOBAaHHOM
Teparnuu:



PYCCKUN

sy IETCKOM
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1. UT'O ¢ HanuuureM cyqopOXKHBIX TPUCTYITOB.

2. I[laueHTHl ¢ (pOKANBHON BMUACIICUEN C HATUYNEM
®IT u BTKII.

3. [ManyeHTHI ¢ TeHETUYECKMMU STUJICTITUIECKUMM 3H-
HedanonaTusMu Ipy HAJIMYUY Y HUX TeHEPaIn30BaH-
HBIX CYJOPOXHBIX IPHUCTYIIOB B codyeTaHuu ¢ PII
¢ spojorueii B BTKII unu 6e3 Hee.

4. [TauMeHTHl ¢ MUOKJIOHWYECKUMU (popMaMU SMUJIEIT-
cuu B couetanuu ¢ I'TKIT.

5. IMarmeHThl, UMEIOIIYE MOKa3aHMs K Ha3HAYCHUIO TIe-
paMITaHeJia ¥ cTpagaloliie KOrHUTUBHBIMM HapyIlle-
HUSIMU.

6. [TaneHTHI, UMEOIIME TTOKA3aHUS K Ha3HAUYEHMUIO T1e-
paMITIaHeJia ¥ CTpajalonie HapyleHUsIMU CHa.

7. IlauyeHThl, UMEIOIIKE TTOKAa3aHUsI K Ha3HAUYEHMUIO TIe-
paMIaHesa U CTpafalolnre KapauoBacKyJIsIpHBIMU
HapyLICHUSMU (CepAeyHast apUTMHKS, YIUIMHEHIE MH-
tepBaia QT Ha snekTpokapauorpamme) [4].
JaHHbBII TpodIJIb OCHOBAaH B TOM YMCJIE Ha ITPEUMY-

1IeCTBaX MepamIlaHena, TAKUX KaK OTCYTCTBUE BIUSHUS
Ha CepAeYHYI0 TPOBOAMMOCTb M KOTHUTUBHBIE (DYHKIIUM.

[IpencrapisieM Halll OIBIT IPUMEHEHMS ITepaMIIaHesia
y HAlIMEHTOB C Pa3IMYHBIMU (hOpMaMU SITUJICTICKU B YCJIO-
BMSIX peaJIbHOM KJIMHUYECKOM TPAaKTUKU B OObe NIMHEHUN
MEIUIIMHCKUX YUpexaeHui uM. Cesatutens Jlyku.

Ieab padoTsl — aHaTN3 3G HEKTUBHOCTH U TIEPEHOCH -
MOCTH TIepaMIiaHela B JOMOJHUTEIbHON Tepaluu y Ta-
LIMEHTOB C 3MUJIENCUel, KOTOpble HaXOAWIUCh MO Ha-
omoneHueM B O0beAMHEHNYU MEIULIMHCKUX YUPEXKICHUI
uM. Ceatutenst Jlyku (Bkiaouas MHCTUTYT AeTCKOM He-
BpoJIOTMH Y anuiencur/ MHCTUTYT IEeTCKOM 1 B3pOCIoii
HeBpoJsiory 1 anwencuun uM. Cearutenst Jlyku), ¢ akiieH-
TOM Ha OYepPeTHOCTb Ha3HaYeHMS epaMiaHena (C Bbljie-
JIGHUEM TPYIIN paHHEH U MO3IHEH JOMOTHUTEIBHOMN Te-
paruu rmepaMItaHeJIoM).

Marepuanbl u metogbl

[Ton HaM HaGMOAEHUEM HaxoawIuch 270 manueH-
TOB B Bo3pacTe 4—43 roga (13 HUX 125 maiyeHTOB MyX-
cKoro 1oJja 1 145 nalyeHToB KeHCKoro nona; 255 nereit
U NOAPOCTKOB OT 4 mo 18 yeT; 15 mauueHTOB cTapiie
18 jieT; yuyuTHIBaJICS BO3pPACT IAllMEHTOB HAa MOMEHT Ha-
3HauYeHMs NepaMIlaHesa; cpeaHuit Bo3pact — 10,8 roma),
MPYHUMABIIUX MepaMITaHe]l, Y KOTOPBIX ObLTH TOJTYyYeHBI
KaTaMHECTUYECKHEe JaHHBIC 3a MEePUOJ JeUYeHUs 6 Mec
u 6osiee B OObeAMHEHUN MEIUIIMHCKUX YIPEKICHUI UM.
Caarutens Jlyku. O011as IuTeIbHOCTh TEpAiy IepaM-
naHeJoM BapbupoBasia oT 4 mec no 11 net. ITauueHTHI
ObLIM paszeieHbl Ha 3 TpYIbL: 1-51 rpynma — Ha3HaYeHMe
repamIliaHesia B KauecTBe 2-TO 110 0YePETHOCTH Iperapa-
Ta B IOMOJHUTENIbHOM Tepanui (21 mauyeHT); 2-5 rpyrra —
Ha3Ha4YeHUe TiepaMIlaHes1a B KaueCcTBe 3-TO 10 0YePeIHOCTH
npernapara B JOMOJHUTEIbHON Tepanuu (54 maiyeHTa);
3-4 rpynna — Ha3HavYeHMe IepaMIiaHesia He paHee 4eM 4-M
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u 0oJjiee 1o ouepeaHoctu ADII B monoaHUTEIbHON Tepa-
M (195 mauyeHToB). 1- 1 2-51 rpymibl pacCMaTpUBaIUCh
Kak TPYyIMIbl paHHEH AOMOJIHUTEIBHON Tepanuy repam-
MaHeJIoM, 3-s IpyIna — Kak rpynma Io3aHei TOIMOJIHM -
TEJIbHOM Tepanuu IepaMIlaHeIoM.

Kputepuu BKIIOUeHYsI B aHAIU3 JTaHHBIX: BEPUDUIII-
POBaHHBIMA OWAarHO3 SIWJICIICUM; BO3pacT MallMEHTOB
oT 4 jieT ¢ Maccoii Tena >30 Kr; npuMeHeHue niepaMIlaHe-
JIa B IONIOJIHUTEJIbHOM Tepany B COYETAHUM C IPYTUMU
ADII (1-3 ABII); peryasipHoe TocelleHre Bpaya ¢ Ipo-
BelleHHeM o0cief0BaHuit; peryasapHblii mpueM ADIT. Mbl
BKJIIOYAJIM B aHAJIU3 ITALIMEHTOB ¢ (hOKATbHBIMU (DOPMaMK
snwiIencuu moboii atuosiorun ¢ ®I1 1 BTopuyHO-reHe-
pan30BaHHBIMU (OMIaTepaIbHBIMM CYIOPOXHBIMU) TO-
Huko-kiaoHndyeckumu npuctynamu — BTKII (¢ 4 net
¢ Maccoit Tena >30 Kr), a TakKe MalMeHTOB ¢ TeHeTuYe-
CKOIl TeHepaJM30BaHHOW BSMuUJjeIcueil (B TOM YHCIIe
¢ UI'D) B Bo3pacTe 7 JieT U cTapiiie ¢ Maccoit Tena >30 Kr
¢ I[II'TKTI, koTopsle mojyyaay repaMIiaHes U peryasipHO
HaXOAWIKMCh TTOJl HAIlIMM HaOJII0eHUEM He MeHee 6 Mec
IOCJIe Ha3HAaYeHUYsI IepaMITaHea.

Kpurepum HCKIIOYEHMS: HEIOCTATOK TaHHBIX
JUTS YCTAaHOBJICHHMS TAarHO3a SMWIETICUI; TeHepaIi30BaH-
Hble ¢opMbl snuiencuu ¢ orcyrersuem I'TKIT; Hepery-
JIIpHOE MOCEeIIEHNE HEBPOJIOTa C OTCYTCTBUEM JOCTOBEP-
HBIX JaHHBIX O KaTaMHe3¢; Hepery/sipHblid mpremM ADIT;
Bo3pacT mjaauie 4 et uau Macca teaa <30 xr (o ¢o-
KaJlbHBIX (pOpM BMUIIETICUN); BO3pacT MJaauie 7 JIeT
nim Macca teja <30 Kr (I1st maluueHTOB ¢ TeHETUYECKOM
smunencueit u UTD ¢ TITTKIT); Habmonenue <6 Mec mo-
cJie Ha3HAaYeHUs TepaMIlaHena.

BceM nmarieHTaM ObUTO ITPOBEACHO 00CIIeIOBaHUE, KO-
TOPOE BKJTIOYAJIO MOAPOOHbIN COOp aHAMHECTUYECKUX JaH-
HBIX, OLIEHKY HEBPOJIOTMYECKOTO CTaTyca, KpaTKoe Helpo-
IICUXOJIOTMYECKOE TECTUPOBaHME (OIlEHKA IaMsTH,
BHUMAaHMS, YPOBHSI Pa3BUTHUSI KOTHUTUBHBIX (DYHKIIUIA),
TMPOIOJDKEHHBIN BUIC03/IeKTposHIIedaorpadrmueckuii Mo-
HutopuHT («Heitpockon 5.4», «brnomnar»; «3DIA-21/26 DH-
uedanan-131-03», mogudukanus 11 («Menukom», Poc-
cus)). BuneoanekrposHuedanorpadpuieckit MOHUTOPUHT
BKJTIOYAJT MCCIIEIOBAaHUE B COCTOSTHUM aKTUBHOTO U TTAaCCUB-
HOTro 0OAPCTBOBAHMS C TPUMEHEHUEM TECTOB Ha OIIpeIeie-
HY€E YPOBHS CO3HaHMs, QYHKLIMOHAIBHBIX [IPOO: TUIIEPBEH-
TUISILIMU, PUTMUYECKOM (GOTOCTUMYIISIIMKA B TMaa3oHe
yactoT 3—40 Ii1, mpoObl OTKphIBAHUS—3aKPbIBAaHMS TJ1a3,
C BKJIFOYUEHMEM HOYHOT'O WJIM/Y JTHEBHOTO CHA.

MeToapl HelipOBU3yaIM3alliy BKJIIOYAIX IIPOBEICHIE
MarHUTHO-pe30HaHCHOI ToMorpaduu (He meHee 1,5 T)
BO BCEX CJIydyasix M BICOKOpa3pelaloiieil MarHuTHO-pe-
30HaHCcHOM TomMorpaduu (3 Ti no 3MUIENTOJOrnYeCKON
IporpamMme) — 1o IMOKa3aHMIM.

Takke 110 MOKa3aHUSM IIPOBOIUINCH TeHETUICCKHE
HCCIeIOBaHM, BKIII0OYasl TAHIAEMHYIO MacC-CIIEKTpOMe-
TPMIO, TTaHeJIb TeHOB «HaceacTBeHHbIe SIIETICUI» , TIOJI-
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HOE CEKBEHMPOBaHMUE 9K30Ma, IMOJHOE CEKBEHUPOBAHME
reHOMa, MCCIICIOBaHMe KapUOTHUIIA, XPOMOCOMHBII MUKPO-
MaTpUYHBII aHaINU3 (B TOM YMCJIE PACIIMPEHHBIN XPOMO-
COMHBIII MMKPOMATPUYHBII aHAIMN3 9K30HHOTO YPOBHS).
[eHeTMYecKMe aHAM3BI MIPOBOAMIIMCH B J1JAOOPATOPUSIX
«IeHomen» u «leHetuko». [1pu BBISIBIEHUM HApYILICHUI
MalMEHTHI ObLIY KOHCYJIBTUPOBAHbI TEHETUKOM.

Jnsa uckmouenus 1D Tepanuu Ha ¢oHE JieYeHUs TTPO-
BOAWIM KJIMHUYECKUI aHAIU3 KPOBU (C OIpeaecHUueM
JIeKOUMTapHOU (OPMYJbI U YPOBHS TPOMOOLMTOB)
1 OMOXMMUWYECKUI aHAJIU3 KPOBU (4epe3 3 Mec mocJie Ha-
yaJia JJeUeHMS U 1ajiee B CPeIHEM KaxIble 6 MecC), BKITIO-
YalollUi clieAyIolye oKa3aTeau: o001t 6e10K, 001t
U TIpSIMOI OMIMPYOMH, 1enodHast pocgarasza, ramMmma-
yTaMuiITpaHcdepasa, aTaHMHaMUHOTpaHchepasa, ac-
nmapratraMuHoTpacdepasa, amuiasa, TJl0K03a, HaTpUid,
KaJuii, KaJabliuif, MOYEBUHA, KPEaTUHWH, MOYeBasi KHC-
JIOTa, XOJIECTePHH. YIbTPa3BYKOBOE MCCIeIOBaHNIE Opra-
HOB OPIOIIHOM MOJOCTH (M TTOYEK) MPOBOAUIOCH B Cpe/l-
HeM pa3 B 12 mec. 1o mokazaHusIM y 4YacTu MalleHTOB
HCCIIEIOBAIMCH ITOKA3aTeM U TOBUIHOM XeJle3bl (TUPEO-
TPOITHBIM ropMoH, T3, T4, aHTUTe1a K TUPEOTIO0YJINHY);
TMIPY BBISIBJICHUM HapyIIeHUI ObUIa pPEKOMEHI0OBaHA KOH -
CynBTalys 3HIO0KpUHoora. [1pu BeISIBIIEHUM HapyIIEHUIA
B aHaJIM3aX U ITOSIBJICHUU XKaJloO Oblla peKOMEHI0BaHa
KOHCy/IbTals neadarpa. [1o mokasaHusM Ha3Hayanaach
KOHCY/IbTalys rcuxuaTpa. [1pu npruMeHeHUM Tiepamiia-
HeJla B KOMOMHUPOBAHHOM Tepanuu B COYETAaHUM C BaJlb-
MpoaTtaMy WJIM IpernaparaMy KapOamaszelrHa BO BCEX
CJTy4asix ITPOBOIMJIOCH ONpeIeICHNE KOHLIEHTPALIUK BaJlb-
MPOEBOI KUCJIOTHI WM KapOaMa3elMHa METOIOM ra3o-
KUAKOCTHOI xpoMmaTorpaduu. KoHlieHTpalum apyrux
ADII (okckapba3zenuH, TolmMpamar, JIeBeTUpaleTam, Ja-
MOTPMIIKMH, 3TOCYKCUMMUII, BUTA0ATPUH) ONPEIAC/ISUINCH
y 4aCTH MalMEeHTOB, 110 Ha3HAYeHUIO Bpaya.

D¢ GeKTUBHOCTD NepaMIiaHesia OUEeHUBAJN 10 BJIUSI-
HMIO Ha YaCTOTY MPUCTYIIOB: M0JIsI HAIIUCHTOB C YMEHBbIIIE-
HMEM 4YacToThl IIpucTynoB Ha 100 % (pemuccust), >50 %
(pecroHAephl, 3HAYNUTEIbHBI TepareBTUUecKuii 3¢pdexT),
<50 % (He3HAYUTENBHBIA TepanmeBTUYECKUIl 3(PdeKT).
OCHOBHBIMHU TTapaMeTpaMu OLIeHKU 3((PEeKTUBHOCTU ObUTU
JIOJIST MALIMEHTOB, IOCTUTIIIMX PEMUCCUM, COXPaHSTIOLIEICS
He MeHee 6 Mec (KIMHUYeCKasi pEMUCCUSI — OTCYTCTBHE
MPUCTYIIOB; KJIMHUKO-3JIeKTpo3HIledanorpadmyeckas
peMuccHsi — OTCYTCTBHME IPUCTYIIOB B TeUEHUE Teproaa
HaOJIIOCHNUST B COYETAaHUM C OJIOKMPOBAHMEM SITUJICIITH -
(GOpMHOI aKTUBHOCTU Ha 3JIEKTpOdHIedasorpamme),
U JI0JI TIalIMeHTOB-PECIIOHIEPOB, OTBETUBIIMX Ha Tepa-
MU0 (CHIDKEHKME YacTOTHI TpUCTynoB Ha 50 % u GoJee).
IMokazaresb BbICOKOM 3G (MEKTUBHOCTY JICUSHUST CYMMM-
pOBaJI IOJTIO TAIIMEHTOB CO CHIXKEHUEM YaCTOThI IIPUCTY-
noB Ha 50 % u 0oJiee M MOJIO MAIMEHTOB, HOCTUTIINX
pemuccuu. Peaykius 4acTOThl IPUCTYIIOB MeHee
yeM Ha 50 % paccMarpuBajiach Kak HU3Kas 3(PheKTuB-
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HOCTb JiedeHUs1. TakKe olieHMBajach A0JIsI MallUEHTOB
C arrpaBallMeil IPHUCTYIIOB.

[MokazareasiMu TepeHOCUMOCTH Teparuy ObUIH OIS
MalMEeHTOB, Y KOTOPHIX BOZHUKJIN CBSI3aHHbIE C JICUEHUEM
nepammnaHesioM [19, nojsg mauneHToB ¢ cepbe3HbIMU 1D,
CTaBIIMMM ITPUIMHOM OTMEHHI MperapaTa. OLieHuBanach
4acToTa BCTPEYaEMOCTU M 3HAYMMOCTh OTIeIbHBIX [1D.

ITokazaTensiMu, OLIEeHUBAIOIIMMU KaK 3 (heKTUBHOCTD,
TaK ¥ IIEPEHOCUMOCTh Tepalliu, ObUIM MOKa3aTe/n yuepka-
HMS Ha Tepalliy IiepaMIiaHe]IoM depe3 6 u 12 mec.

XapakTepucTHKA 00uIei rpynnbl nanueHToB. 270 maim-
€HTOB B Bo3pacTe 4—43 rona (13 Hux 125 mauneHToB MyK-
CKoro nosja u 145 malmeHTOoB XXeHCKOoro Ioia; 255 aereit
U TIOAPOCTKOB OT 4 10 18 J1eT; 15 mauueHToB cTapiie 18 jieT;
YYUTBIBAJICSI BO3PACT MALIMEHTOB HA MOMEHT Ha3HAYeHUsI
nepamiaHesna; cpeaHuii Bospact — 10,8 rona).

PacripeneneHne naimeHTOB 1O 3THOJIOTMU: CTPYKTYP-
Hasl ¥ IPEIOJIOXKUTEIBHO CTPYKTYpHast (poKaIbHAsT ST -
Jiericust — 114 manueHToB, TeHeTUYeCKast U ITPEIITOIOXKM -
TEJIbHO TeHeTudecKas anujerncus — 120 malmueHToB,
(boxapHas 3MMIETICHST HEYCTAHOBJICHHOM 3TUOJIOTUM —
36 mMaLMeHTOB.

B rpymme cTpyKTypHOI U MPEANOI0XUTEIBHO CTPYK-
TypHOI1 (pokayibHOI snunericuu (114 mauueHToB) Tpe-
00J1a1al0IIMMU HO30JIOTHSIMU ObLIN:

— IMepuHaTajJbHOe TopaxkeHue rogoBHoro moara, J LT
(57 mauueHTOB, BKJII0Yas 12 MauueHTOB C ITYHTUPO-
BaHHOW rugpouedanueii u spaeHusimu JLIT);

— TepUHATaJIEHOE ITOPaXKEHVE TOJIOBHOTO MO3Ta, TTOCIe-
CTBUSI BHYTPYKEITYIOYKOBOIO KPOBOMBIUSHUS B TIe-
puHaTtajJbHOM nepuoje, 6e3 npuszHakon JLIT (12 ma-
LIMEHTOB);

— TOCJICACTBUSI OCTPOrO HapyIIEHHSI MO3TOBOT'O KPOBO-
obOpalleHUsI BHE TIepUHATaIbHOro fepuoaa (5 nmamu-
€HTOB) (B TOM YHMCJIe [IOBTOPHBIC OCTPhIC HAPYILICHMS
MO3TOBOI'O KPOBOOOpAIICHUS HEU3BECTHOM ITPUPOIBI
(2 nauueHTa));

— TIOCJICAICTBUS YEPEITHO-MO3IOBOM TpaBMbI (4 TTaLIIEHTa);

— TOCJeACTBUS repreTudeckoro sHuedanura (12 mamu-
eHTOB) (B 1 U3 3TUX cilydyaeB OblJ1a OOHApyXXeHa MyTa-
1ms B reHe CSB (accouuupoBaHHass ¢ UMMYHHBIMU
HapyIIEHUSIMU U IIPEIPaCIIOIOXEHHOCThIO K MH(bEK-
MM C TIOpaXCHWEM HEPBHOM CHUCTEMBI), TaKUM
00pa3oM, JaHHBIN CIydail UMeJT ITPEaITOIOKUTEeIEHO
TeHETHYECKYIO TIPUPOY);

— hokanbHbIe KOpTUKaIbHBIE Auctuiaszun (PK/I) u apy-
rue TOpOoKU pa3BUTUs Mo3ra (18 mauueHToB), B TOM
yucie MajabhopMalusl KOPTUKAJIbLHOTO pPa3BUTUS
¢ onmroaeHaporauanbHoi runepriasuein (MOGHE)
(1 maumenT), ®KJI B coueTaHnM ¢ MyTalleil B TeHe
DEPDCS (1 maieHT), B cCOYeTaHUM € TUITITOKaMITalb-
HBIM cKJIepo3oM (1 mamueHT), IByCTOPOHHSIS TTOJIv-
MUKporupus (2 mauyeHTa), rerepoTonus (2 mauueH-
Ta), TUIIIIOKAMMaJbHBINA CcKJepo3 (0e3 codeTaHUs
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¢ ®K/) (5 nmaupeHTOB), TYOEpO3HBI CKIEpO3 (coue-

TaHHasl CTPYKTypHash W T€HETHYeCKasi 3THOJIOTHS)

(1 mauueHT).

Ipynna reHeTU4YeCKOM M MPEaIOJIOXKUTEIbHO TeHeTHIE-
ckoii armutencu (120 malueHToB) BKJII0Yaja MOArpyIIbL:

— UI'D (5 naieHTOB);

— reHeTn4ecKast (hokaabHas SIMUICTICUS C IICEBIOTeHe-
paJM30BaHHBIMU IpKCTyHaMu (3 maiueHTa);

— JIpyTye TeHEeTUYeCKMe SIMMISTICUM (C HajmrmuueM do-
KaJIbHBIX U TeHepaan30BaHHbIX pucTynoB) (112 ma-
LIMEHTOB), U3 HUX IPEIIOJOXUTETLHO TeHETUICCKIE
STMUJIETICUY ¢ HEYCTAaHOBJIEHHOM 3THoJiorueit (75 ma-
LIMEHTOB), TEHETUYECKUE SITMJIETICUN C BepU(DUIIIPO-
BaHHOW aTHoJoruel (37 mauneHToB) (BKJIIOYasi CUH-
Ipombl JlpaBe u AHTreinbMaHa, 0one3Hb Jlagophl,
mytauuu B reHax PCDH19, PHACTRI, CDKLS5, ARX,
PING, KIAA2022, SCN1A, SCN2A4, SCN8A, TSEN 54,
CACNAI, GNAOI, XpoMOCOMHBIE MUKpPOAEICLIUU
1 MUKPOIYILIMKAIIN).

Ipynma ¢hokaabHOI 3MUICTICMU HEYCTaHOBJICHHOM
STHUOJIOTUHU BKJIIOYasia 36 manyeHTOoB (IIpU MPOBEACHUM
BBICOKOpA3peIaloleii MarHUTHO-PE30HAHCHOI TOMOTpa-
(buu 1 pacIIMpPEeHHBIX TEHETUYECKUX UCCIICAOBaHMI 3THO-
JIOTUS He Obljla YCTaHOBJIEHA).

XapakKTepucTuKa 3MUJIETITUICCKUX TTPUCTYIIOB: (ho-
KaJIbHbIE MOTOPHBIE TIPUCTYIIBI (063 COYeTaHMs C APYTUMM
TUIIAMU IIPUCTYTIOB) — 83; (hoKaIbHbIe HEMOTOPHbIE — 15;
®I1 B couetanmu ¢ BTKIT — 71; 'TKII uzonnpoBanHo — 2;
I'TKII B coueTaHnu ¢ ApyrvM TUIIOM T€HEPATU30BAHHBIX
TIPUCTYIIOB (TOHUYECKUE, AaTOHMIECKHE, KITOHUTIECKHUE, aTh-
nuuHble abcaHchl) — 5; BTKII B coueTanuu ¢ apyrum TUTIOM
TIPUCTYIIOB (TOHUYECKUE, AaTOHMIECKHE, KITOHUMIECKHUE, aTh-
MUYHbIE a0caHChI) — 93; (heOpHITbHBIE TTPUCTYIIBI (MPUCTYIIHI,
accounupoBaHHbIe ¢ uxopankoit: BTKII, remukionnuec-
Kue, oKabHbIe MOTOPHBIE) — 175. Bo3aMoXHO couyeTaHue
MPUCTYIIOB PAa3HOTO TUIIA Y YaCTH TTAIlUCHTOB.

Yactora npuctynos: pexe 1 pasa B mecsi — 27; 1 pa3
B MecsI1 — 72; HECKOJIBKO pa3 B Heaeso — 25; 1 pa3 B He-
nIemo — 67; eXXeIHEeBHO HECKOJIBKO pa3 — 25; eXXeTHEBHO
HECKOJIBKO JIECATKOB IIPUCTYITOB — 25; eXeAHEBHbIC MHO-
TOKpaTHbIE MTPUCTYIHI — 29.

Bo Bcex ciydasix repamItaHes1 IPUMEHSUICS B KauecT-
Be gonoyiHUuTeaAbHOoro ADII.

B GosbiMHCTBE CilyyaeB MaMEHThI TPUHUMANH Te-
paMItaHes B KomouHanmu u3 2 ADII (n = 190); 76 nanu-
€HTOB MOJIyJau TepamMiiaHes B KomouHauu us 3 ADII.
3 mauMeHTa MpuHUMaIU KoMOuHauuio u3 4 ADI1. OgHa
nauueHTKa (C., ¢ amarHo3oM 6oJie3Hu Jlacgopsl) mosayya-
J1a KombuHaimio u3 5 ADII (Banerpoat 2000 Mr/cyT, 3T0-
cykcumun 1000 mr/cyT, neBetupaiieram 2000 Mr/cyT, 30-
Hucamua 100 Mr/cyT, mepamIiaHen 8 Mr/cyT).
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B xauecTBe COMYTCTBYIOIIMX IIpeapaToB HauboJee
yacTo npuMeHsuich caenytonme ADIT (¢ yuetom pazinny-
HbIX KOMOMHALIMI Tepanuu): Bajabipoar (202 nauueHTa),
Jlajiee 1o 4acToTe IIpUMEHEHHMs: KapOaMa3emnH, OKCKap-
6azernuH (35 u 25 nauueHToB); BUradarpu (18), Tonupamar
(18); nesetupaueram (18); 3onucamup (17); aTOCyKCUMU
(15); pexe mpUMEHSIJIUCH: cyabTuam (5), pybuHaAMuUnI
(5 mauuenToB!). 59 maUKMEHTOB 3a BpeMsl IIpYeMa IiepamIa-
HeJia TToJTyJasiv pa3iuuHble KomouHamy ADIT u3 2 u 3 npe-
11apaToB B COYETAaHUM C ITEPAMIIaHEIOM.

TuTpauus npenapara oCylLeCTBIsIaCh COIJIAaCHO pe-
KOMEHIAIMSIM B OOIIEl XapaKTepUCTUKE JIEKAPCTBEHHOTO
npenapara (yBeJu4eHue J03bl 10 2 MT Kaxable 1—2 Hen)
JIO TepaIeBTUYECKOM T03bI, KOTOPAasi COCTABJISIA, B 3aBH-
CMMOCTU OT BO3pacTa M COINYTCTBYIOILIEH Tepamuwu,
4—12 Mr/CyT OMHOKPATHO HAa HOYb. BONBIIMHCTBO MaleH-
TOB IIPUHUMAIX TTepaMIIaHe B 103¢ 6 Mr. [1epammanen rmpu-
MeHsIcs B mo3e 12 mr B 10 ciryvasix, B mo3e 10 Mr B 15 ciryua-
X, B o3¢ 8 Mr B 45 ciyyasix, B 03¢ 6 MT B 125 caydasix.
OcranbHble NalueHTsl (1 = 75) TToyJyanu npernapar B 10-
3¢ 4 mr. Cpeny NalMeHTOB, MOJyJaloluX MepaMIlaHes
B HaMIMEHee BBICOKOM, IIPUMEHSIEMOI B HAIlleM aHaJIM3e,
J03e, B 45 ciyvasix JaHHasI 103a CYUTAIaCh TOCTATOYHOM
C YYETOM BO3pacTa IallMeHTOB U 3(P(HEeKTUBHOCTU Tepa-
nuu, B 30 ciiydasix 103a ObLIa CHUXKEHA ¢ LIeJIbIo Yaydlle-
HMSI IEPEHOCUMOCTH JICYSHUSI B CBSI3M C TTosiBJIeHUEM [19,
KOTOpPbIE MMEJIA T0303aBUCUMBII XapaKTep U YMEHBIIIH -
JIUCh TIPY CHYDKEHUMU T03bI (COHJIMBOCTD M BSIOCTh — 20,
CHUKEHME ammeTuTa — 16, BO30yXICHHE U arpecCUB-
HOCTb — 4).

OO011ast ITMTEIBHOCTD Tepariu IiepaMIlaHeIOM Bapby-
poBana ot 4 Mec 110 11 JeT.

IMamyeHThI OB pa3faeaeHbl Ha 3 TPYIIIbI IO KPUTE-
PUIO PAaHHETO WJIM MO3HETO Ha3HAYEeHMSI TOTIOTHUTEIIbHOM
TepaInuu IepaMITaHe/IoM B TeueHue 3aboieBaHus. PanHeit
JIOITOJTHUTEILHOM TepaIueil epaMIIaHeIOM CYMUTAIoCh
BBEICHUE IepaMIlaHeIa B CXeMY JICUEHMSI BTOPBIM IIpeTia-
paToM nocie nepBoii (HenocTaTouHOo 3((HEKTUBHONM ) MO-
HoTepanuu (T.¢. IIepaMITaHe]l BBOAWICS BTOPBIM I10 OYe-
PEIHOCTY MperapaToM), a TAKKe BBeICHME TiepaMIiaHea
B CXEMY JICUCHUST TPETHUM IIpeNapaToM IOCje BTOpOi (He-
JI0CTaTOYHO 3((HEKTUBHOI) MOHOTEpanuM (T. €. IepaMIia-
HeJl BBOIUJICSI TPETHUM 110 OYEPEIHOCTH IIperapaToM).
Bce cityyau GoJiee o3mHero BBeACHMS IepaMaHesa (4eT-
BEPTHIM U OoJiee MperapaToM 0 OYePEeTHOCTH) ObLIN OT-
HECEHBI K KaTerOpyHY MO3IHEH TOMOJHUTEIbHOMN Teparum
TepaMITaHeJIOM.

TakuM 00pa3oM, MbI BBIIEIWUIN 3 TPYIIIEI MAMEHTOB:
1-g Tpymniia — Ha3HayeHUE MepaMIlaHesla B KayeCTBe
2-T0 1O OYEPEAHOCTH TIperiapara B JOITOJIHUTEIEHOM Tepa-
v (21 mauyeHT); 2-s rpyrnna — Ha3HaueHue repamraHesia

! Py(i)l/IHaMI/l[[ ObLT Ha3HAUEH AJIsI Tepanuu SIMUICITUYCCKUX IIPUCTYIIOB, aCCOUMMUPOBAHHBIX C CAHAPOMOM Jlennokca—Iacto
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B KayecTBe 3-TO M0 OYepeTHOCTH MperapaTa B TOMOJTHU-
TeJIbHOM Tepanuu (54 nalueHTa); 3-5 rpyrnia — Ha3Haue-
HUe NiepaMIlaHesia He paHee yeM 4-M U OoJiee 1o ouepe-
Hoctu ADI1 B nonosiHUTEIbHOM Teparuu (195 manueHToB).
1-5 11 2-51 TpyIIIBI paCCMAaTPUBAIKCH B LIEJIOM KaK IPYTIITbI
paHHEeU JOMOJHUTEILHOM Tepanuu repamIiaHeIoM (Bce-
ro 75 maluueHTOB), 3-4 Tpyllna — Kak TpyIlna Mo3aHei
JIOTIOJTHUTEJIbHOM Teparuu MepaMIiaHe oM.

Kputepusimu a3¢pGeKTUBHOCTU ObUIU JOJISI peCIIOH/Ie-
pOB (ITalIMEHTOB, Y KOTOPBIX MOJIy4eH BhICOKUI TepareB-
TUYECKUI OTBET CO CHMXXEHHMEM 4YacTOThl MPUCTYIOB
He MeHee yeM Ha 50 % 1o CpaBHEHUIO ¢ UCXOIHOM, BKITIO-
yasi MalMeHTOB B PEMUCCUM), NOJIS TTALIMEHTOB C TIOCTUT -
HYTO peMHUCCHell MPUCTYIIOB (peMUCCUeil CUYUTATIOCh
OTCYTCTBHE IIPUCTYIOB Ha IPOTSDKEHUM HE MeHee 6 Mec).
IManueHTsl, y KOTOPBIX YaCTOTa MPUCTYIIOB YMEHbIIAIACh
MeHee 4yeM Ha 50 %, ObLIM OTHECEHBI B TPYIITY «0e3 CyIiie-
CTBeHHOTO 3 (heKTa»; MalUeHThI, Y KOTOPBIX TepaIrieBTHYC-
cKkuii 3¢deKT OTCYyTCTBOBAI WM OTMEYalach arrpaBaliys
(TIOBBIIIIEHHME YaCTOThI U/ WY TSKECTU IIPUCTYTIOB) IIPU BBE-
JIEHUM TIepaMIiaHesia Win npu 3aMmeHe apyroro ADI1 Ha rie-
paMmaHes1, — B TPYIITY «OTCYTCTBHe 3¢hdeKTa 1im arrpasa-
1us». Takeke olLieHUBAJICS TTOKa3aTe b yIepsKaHsT Ha Teparim
yepe3 6 u 12 Mec nedeHuss. KpurepussmMu mepeHOCHMMOCTH
obuIM yacToTa [1D u goast mauyueHToB, y KOTOPBIX MepaM-
MaHeJ ObLT OTMEHEH B CBSI3M C BbIpakeHHbIMU [13.

Pe3synbTathbl

DddekTuBHOCTD Tepanuu. D¢(eKTHBHOCTh Tepanun
B 001LIeii rpynne nauueHToB. B o0Ieil rpymme naiyueHToB
(n=270) gond pecrioHaepoB coctaBwia 76 % (206 uz 270),
M3 HUX MalMEHTHI CO CHDKEHMEM YacTOThI ITpUCTyrioB 50 %
u 6osee — 54,8 % (148 u3 270), malMeHThI C JOCTUTHYTOM
pemuccueit — 21,4 % (58 u3 270), mauyeHTh 6€3 CyIIeCT-
BeHHOro 3ddekTta — 19,6 % (53 u3 270), nameHThI 6e3 3¢-
dexra M ¢ arrpaBanuei mpuctynoB — 4 % (11 u3 270)
(Tabn. 4).

Hau6onee acppeKTMBHBIMU KOMOMHALUSIMU TIPU TIPH -
MEHEHUHU KOTOPHIX OblJIa JOCTUTHYTA PEMUCCUS WU 3HA-
YUTEJIbHOE YMEHBIIICHUE YaCTOThI U TSKECTH ITPUCTYIIOB)
ObLIM COYETaHME MepaMIlaHesa ¢ BaJIbIIPOATOM (TaKxXKe
1 B KOMOMHAIIMK 13 3 MperapaToB: B COYETaHUM C Kapba-
Ma3eMHOM, TOIMpPaMaTOM, JICBETUPALICTAMOM), COYeTa-
HUe TMepaMIlaHeda ¢ oKcKapOaszenmuHOM (0COOEHHO
rpu pasHbix Buaax @I, Bkiovyass TOHMYECKUE MPUCTYIIbI)
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1 KapOaMa3eImMHOM (B COYETaHUU C BAJIBIIPOATOM — B KOM-
ounamuu u3 3 ABII), ¢ neBeTupaneramMmoM (B TOM YUCIE
B KOMOMHALIMK C BAJILIIPOATOM M B KOMOMHALIMN C OKCKap-
6a3enMHOM); C BaJIbIIPOATOM B COYETAHUU C ITOCYKCHMMU-
JIOM (TIpY COYETAHUU aTUITMYHBIX aOCAHCOB, MUOKJIOHH -
YEeCKUX TNPUCTYIOB M OMIaTepajbHBIX CYIOPOXKHBIX
MPUCTYIIOB), BAJIbIIPOATOM B COYCTAHUY C BUTA0ATPUHOM
(TIpu BIMWIENITUYECKUX CIIa3Max), BaJIbIIPOAaTOM B COYETa-
HUU C JIeBeTUpalieTaMoM (TIpM SIMUJICITHYECKUX CIIa3Max,
TOHUYECKMX aKCUATbHBIX, TUIICPKUHETUYECKUX TTPUCTY-
nax). Y 1 manuyeHTa ¢ IpeanojoXuTeIbHO TeHETHUECKO
snuiienicueit ¢ peHokomnuei cuiapoma JienHokca—Iacto
obu1a 3(p(PpeKTUBHON KOMOMHALIMS TIepaMIlaHesl + CYib-
ThaM + JamoTpumkuH. OgHa nauueHTka (C.) ¢ AMarHo3om
6ose3nn Jladgopsl B TedeHue > 10 J1eT mmorydaga KoMOMHA-
uuio u3 5 ABDII (Bambnpoar 2000 Mr/cyT, 3TOCYKCUMUL,
1000 mr/cyt, neBetupatneram 2000 Mr/cyT, 30HUCAMUL
100 mr/cyT, nepammiaHesn 8 MI/cyT), Teparnus 3HaYUUTEIbHO
yJIydiliaja COCTOSIHUE JaHHOM O0JbHOI.

B rpyrmme cTpyKTypHOI 1 PEANOI0XUTEIBHO CTPYK-
TypHOIi (pokanbHOoM sanuiencuu (114 mauueHToB) nepam-
naHen 6b11 3 dexTrBeH y 87 (76,3 %) u3 114 nanueHTOB,
B TOM uncie y 42 (73,6 %) u3 57 nauuenroB ¢ AT uy 12
(66,7 %) 3 18 marmenros ¢ ®KII.

Ipynma reHeTHYeCKOM ¥ ITPEIITOJIOXKUTETLHO TeHETH -
YyecKoi anuiencuu Bkiovasna 120 namueHToB (repamiia-
Hel1 611 3ddextuBer B 92 (77 %) uz 120 ciiyyaeB) u clie-
nyrornye noarpynmsl: UTD — 3 (60 %) u3 5 malMeHTOoB;
reHeTnyeckast (hoKaabHast SMUJICTICUS C TICEBIOTEHEPAJIU -
30BaHHBIMU NpHUCTYnamMu — 2 (66,7 %) 13 3 nalueHTOoB;
Ipyrue reHetnaeckue srmnencun — 87 (77,7 %) ns 112 na-
reHToB. OTMeuYeHa BbIcoKast 3(hGEeKTUBHOCT IiepaMIia-
HeJla TIPY HEKOTOPBIX TeHETUYECKHU 00YCIOBICHHBIX (hop-
Max 3IUJICTICUM, BKITIOYast CUHIPOM AHTe/IbMaHa, 00JIe3Hb
Jladopsl, myrariuu B reHax PCDH19, PHACTRI1, CDKLS,
ARX, PING, KIAA2022, SCNIA, SCN2A, SCN8A, TSEN 54,
CACNAI, GNAO1, XxpoMOCOMHBIE MUKPOAEIeIUN U MU-
kponyraukauuu. [Tpu myramum SCN 1A nepamnaHen ObLT
adektuseH B 4 (50 %) 13 8 ciyyaeB, BKIIIOYEHHBIX B HAIII
aHayu3. [ToTeHanbHast 3aBUCMMOCTD 3¢hdeKTa IepamIia-
HeJla OT XapaKTepUCTUK MyTauuu B reHe SCNIA siBnsercs
MPEAMETOM IS JaJTbHEMILIETO N3YIeHUS.

Ipynma dhokaabHOI 3MUICIICMU HEYCTaHOBJIECHHOM
3TUOJIOTUHU BKJII0OYasia 36 manueHToB (IIpY MPOBEACHUU
BBICOKOpa3peIaloieii MarHUTHO-PE30HAHCHOM TOMOTpa-

Taomuma 4. Dpgpexmuerocms nepamnanena 6 ooweii pynne nauuenmos (n = 270), n (%)

Table 4. Efficacy of perampanel in all patients (n = 270), n (%)

Remission

Efficacy >50 %

No significant effect <50 %

No effect or aggravation LD

58 (21,4) 148 (54,8) 53 (19,6)

11 (4,0) 206 (76,0)
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(buu 1 pacIIMpPEeHHBIX TCHETUYECKUX UCCIICAOBaHUI 3THO-
JIoTUsl He OblIa YCTaHOBJIEHA); MepaMmaHen ObLT 3 dek-
tuBeH B 27 (75 %) u3 36 ciny4aes.

INepammnanen 6b11 Haubosee 3¢ GEeKTUBEH B OTHOIIE-
HUU CJICOYIOIINX TUIIOB MPUCTYNOB: (hOKaJIbHBIE MOTOP-
HbIe MPUCTYIIBI (03 coueTaHusl ¢ APYTMMU TUTIAMU MIPU-
ctymoB) — 63 (75,0 %) us 83 cnydaeB; (doKaabHbIE
HeMoTtopHble — 8 (53 %) u3 15; ®I1 B coyetanuu ¢ BTKIT —
36 (50,7 %) u3 71; I'TKII uzonuposanHo — 1 (50 %) u3 2;
I'TKII B codyeTaHuu ¢ IpyTMM TUTIOM T€HEPATU30BAHHBIX
MPUCTYIIOB (TOHMYECKHUE, aTOHUYECKUE, KIOHUYECKHE,
aTunmyuHble abcaHchl) — 4 (80 %) uz 5; BTKII B coueTanumn
C IPYTIM TUIIOM MPUCTYTIOB (TOHUYECKUE, ATOHUYECKUE,
KJIOHWYECKHE, aTUITMYHBIe abcaHchl) — 38 (40,8 %) 13 93;
(beOpUIbHBIC TIPUCTYIIBI (IIPUCTYITBI, aCCOLIMUPOBAHHBIC
¢ nuxopaakoii: BTKII, reMukioHnyeckue, poKaabHbIe
MOTOpPHBIE) — 56 (32 %) u3 175.

Cnyyau arrpaBauuu (11 maupeHTOB) ObUIM OTMEUYEHBI
B oTHolIeHUM ToHn4yeckux (3 cayyas), BTKII nzonupo-
BaHo iy B couetanuu ¢ DIT (8 ciryuaes). Cayyaes arrpa-
BallM1 MUOKJIOHUYECKUX ITPUCTYIIOB M aOCAaHCOB B HAIlleM
HaOJII0ICHUY 3apETUCTPUPOBAHO He OBLIO.

CpasHenne 3¢)(peKTUBHOCTH TEPANUM B TPYNNAX PAHHEH
H TI03/IHel! I0NOJIHUTE/TbHOI Tepanuu nepammnanesiom. B tad. 5
MpenCcTaBeH aHaIu3 3¢OEKTUBHOCTY MepaMIlaHea B 00-
Il TPYIIe U B 3 TPYIIAX, BhIACASHHBIX I10 04€PEIHOCTH
BBEICHMS TIepaMIIaHeIa B CXeMY JICUCHUSI.
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B 1-ii rpynine paHHel TOMOJIHUTENbHOM Teparuu re-
paMnaHejaoM (Ha3HayeHMWe MepaMmIiaHeja B KayecTBe
2-T0 0 0YePEeAHOCTH Tpernapara B JONOTHUTEIbHOMN Tepaniu
(21 mammeHT)) peMUCCHs TTUTETLHOCTRIO He MeHee 6 Mec
ObU1a octurHyta y 8 (38 %) u3 21 narmeHTa; oo1ast 0t
PECTIOHIEPOB (C OTBETOM Ha Teparivio repamMIiaHesIoM He Me-
Hee 50 %) — 95,2 % (20 u3 21 nauyeHTa); OTCYTCTBUE CYIIIe-
CTBEHHOTO 3(h(PeKTa OTMEUEHO TOJIBKO Y 1 MmarMeHTa.

Bo 2-ii rpynne paHHeil JOMOJMHUTENbHON Teparuu
rnepaMIiaHesioM (Ha3HaueHME TepaMIilaHe]a B KauecTBe
3-r0 IO 0YEepPEeTHOCTU MpernapaTa B JOMOJHUTEIbHON Te-
parmu (54 marnueHTa)) 1oJist pecrioHaepoB cocTaBmia 83 %
(45 u3 54 MauMeHTOB), AOJIS MAlUEHTOB C JOCTUTHYTON
pemuccueit — 25,9 % (14 u3 54), nos MaueHToB 6e3 cy-
mecTBeHHOro 3 dekra — 16,7 % (9 u3 54); caydaes ar-
rpaBalliy He 3apETUCTPUPOBAHO.

CymMapHbIii aHau3 3¢@eKTUBHOCTU B 2 TpyIIiax paH-
Hell JOTOTHUTEILHOM Tepanuu repamIiadesioM (75 mamu-
€HTOB) IT0KAa3aJl, YTO JI0JIs PECIOHIEPOB cocTaBmia 86,7 %
(65 13 75), mOJSI TALIMEHTOB C JOCTUTHYTOM peMUCCUEN —
29,3 % (22 w3 75), nojst MalMeHTOB 0e3 CYIIEeCTBEHHOTO
apdexkra — 10 u3 75 (13,3 %); cnydyaeB arrpaBaliuy He 3a-
perucTprupoBaHo (TabiI. 6).

B 3-ii rpynme nmo3gHel DOMOJHUTEIbHON Teparnuu
nepammasesoM (195 manreHToB) H0JI peCIOHAEPOB CO-
craBuia 72,3 % (141 u3 195), 1ot nallMeHTOB C TOCTUT-
HyToll pemuccueir — 18,4 % (36 u3 195), no1s1 maleHTOB

Tabmmua 5. Ananusz sghdexmusrocmu nepamnanena é obuell epynne u 6 3 pynnax, 8bl0eAeHHbIX HO 04epeOHOCIU 88e0eHUsl NEPAMNAHENA 8 CXeMY AedeHus (n =

270)

Table 5. Analysis of perampanel efficacy among all patients and in three groups depending on the time of perampanel therapy initiation (n = 270)

Line of therapy when
perampanel was initiated n

Remission, Efficacy

>50 %, n

No significant
effect <50 %, n

Proportions of responders and patients

No effect . o
with remission

or aggravation, n

2 (n=21) 8 12
3 (n=>54) 14 31
4 u 6onee (n = 195)

>4 (n = 195) 36 LK
HUmoeo 58 148

Total

Pecmionznepsr: 95 % (20 u3 21)
Pemuccusi: 38 % (8 u3 21)
Responders: 95 % (20 out of 21)
Remission: 38 % (8 out of 21)

Pecnionnepsr: 83 % (45 u3 54)
Pemuccust: 25,9 % (14 u3 54)
Responders: 83 % (45 out of 54)
Remission: 25.9 % (14 out of 54)

Pecnionnepsr: 72,3 % (141 u3 195)
Pemuccust: 18,4 % (36 u3 195)
Responders: 72,3 % (141 out of 195)
Remission: 18.4 % (36 out of 195)

Pecnondepui: 76 % (206 uz 270)
Pemuccusi: 21,4 % (58 uz 270)
Responders: 76 % (206 out of 270)
Remission: 21.4 % (58 out of 270)

43 11

53 11
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Tabdmuna 6. Cymmapnuiii ananu3 sghghexmusrocmu 6 2 epynnax panHeii onosHUmMensHoll mepanuu nepamnanesom (n = 75)
Table 6. Summary analysis of perampanel efficacy in 2 groups of early additional therapy (n = 75)

Line of therapy when
perampanel was
initiated

Remission, n

2 (n=21) 8 12 1
3 (n=>54) 14 31 9
Hmoeo 22 43 10

Total

No significant
effect <50 %, n

Proportions of responders and patients

No effect or . o
with remission

aggravation, n

Pecniornepsr: 95 % (20 u3 21)
Pemuccust: 38 % (8 uz 21)
Responders: 95 % (20 out of 21)
Remission: 38 % (8 out of 21)

Pecnionnepsr: 83 % (45 u3 54)
Pemuccust: 25,9 % (14 u3 54)
Responders: 83 % (45 out of 54)
Remission: 25.9 % (14 out of 54)

Pecnondepui: 86,7 % (65 uz 75)
Pemuccus: 29,3 % (22 uz 75)
Responders: 86,7 % (65 out of 75)
Remission: 29.3 % (22 out of 75)

0e3 cyliecTBeHHOTo addekrta — 22 % (43 u3 195), mons na-
LIMEHTOB 0e3 »ddeKra WM C arrpaBauven — 5,6 %
(11 u3 195).

TakuMm 006pazoM, OTMEYATMCh 3HAYUTETbHBIC Pa3TUIMS
o mokasateisiM 3GhGEKTUBHOCTA B I'pyIlax paHHeu
U TIO3IHEW MOIOJHUTEIbHON Tepanmuu nepaMIiiaHeIoM:
JTOJIS1 TALIMEHTOB C PEMUCCHUEN 1 OJIsT peCIOHAECPOB CO-
craBuin 29,3 u 86,7 % COOTBETCTBEHHO B IPYIIIIE paHHEH
JOTIOHUTENBHOM Tepanuu 1 18,4 1 72,3 % B rpymie no3i-
HEW AOTOJTHUTEIbHOM TEPAITUU.

Takxe ciaenyeT OTMETUThb, YTO, HECMOTPSI Ha TO
YTO OOJIbIIAS YaCTh MALIMEHTOB IoJiydyasa repaMIiaHes
MpY €ero Ha3HAYEHUM B MO3IHEN JTOMOJTHUTEIbHOUN Te-
panuu, obiiue nmokasaTeau 3(P¢GeKTUBHOCTH JIeUeHUS
rnepaMImaHesIoM B OOLIel IpyIine ObLTM BHICOKMMU: JOJIS
pecnoHaepoB coctaBuiaa 76 % (206 us 270), mons ma-
LIMEHTOB C TOCTUTHYTOM peMmuccueir — 21,4 %.

DD deKTUBHOCTD TEpaAIIMM Ha BJIEKTPO3HILIe(haIorpaM-
Me OLIEHMBaJIach He BO Beex ciaydasix. B 65 ciydasx siiek-
TpoaHI1edanorpadus He MPOBOAUIACH AJIsT OLICHKHU 3¢~
¢ekra 3a epuo rpueMa rnpernapara B CBSI3U ¢ HEOOJIbILION
JUTUTEbHOCTBIO TTPYUEMa WJTH 10 APYTUM NMPUIUHAM. 3Ha-
YyUMOe yay4yllIeHUe Ha 3JIeKTposHIedhatorpamMmme (Mcyes-
HOBEHUE SIWIeNTUHOPMHOI aKTUBHOCTH WU 3HAYUTETb-
Hasl pedyKIUs MHAeKCA SMWIeNTU(MOPMHON aKTUBHOCTH)
OBbLI0 OTMeYeHO B 112 ciryyasx.

IIpuem nepamnaHesia He oKa3all 3HAYMMOT0 3 deKkTa
Ha rokasaTejiu 3JIeKTposHIedasorpaMMsl B 93 ciyyasx.

3HaYMMOro YXyAIlIeHUs Ha 3JIeKTpo3HIIedasorpaMmme
3apeTUCTPUPOBAHO HE OBLIIO HU B OJHOM U3 CJTyYaes.

ITepenocumocTs Tepanuu. OTMEUYeHA JOCTATOYHO XO-
polas IepeHOCUMOCTb JIEYeHM ST, KOTOpasl CYIIeCTBEHHO

He pa3inJajiach IpY Ha3HaYeHUU MepaMIlaHesIa B paHHeH
WY TIO3IHEN TOTIOJTHUTEIbHOM TepaItii.

Xota I1D B oOuieil rpyrrme 3aperucTpupoBaHbI
y 129 (47,8 %) u3 270 nauuueHTOB, B OOJIBILIMHCTBE CJTy-
YyaeB OHU PaclieHMBAIMCh IT0 TSKECTHU Kak JIETKHE U yMe-
peHHBIE, U, UTO ellie 0oJiee BakHO, B 80 U3 3TUX Cy4yaeB
I1D paciieHMBaIUCh KaK XeJaTeJbHbIE, BKIIIOUast yiayd-
IeHne cHa (cemaTuBHBIN 3 deKT IepaMnaHesa B code-
TaHMU C TIPUEMOM IIpelapaTa mepel HOYHBIM CHOM)
U CHIXKEHUE MBIIIEYHOro ToHyca (45 % pomuTeeii neteit
¢ ALIT oTMeTHUIM YyMEHbIIIEHUE CITACTUYECKOTO TUIIep-
TOHyca y pebeHKa Ha poHe npuema nepamianena). Oc-
HoBHBIe 1D, 3aperucTpupoBaHHBIC ¥ HabJII0IaeMbBIX
HaMM MMallMEHTOB, BKJIIOYaJIU COHJIMBOCTD, BSAJIOCTh, CHU-
JKEHME MBILLIEYHOTO TOHYCa, TOJIOBOKPYXEHME, CHIKECHE
anmnetuTa. Tonbko B 15 ciaydasix nepammnaHes ObLI OTMe-
HeH B cBs3u ¢ 1D (arpeccusi, BO30yaUMOCTb, TTOBEIEH -
yeckue HapylieHus1) — 5,5 % B oOuueit rpymnme. B Tom
yucie 3apeructpupoBaHo 2 (0,7 %) ciaydas pa3BUTHUS
ncuxo3a u 1 (0,37 %) cnydail MOSIBJICHMS MTaHUYECKUX
aTak ¥ 3IM30/I0B Jepeaanu3aliiu.

B 30 cimyyasix 103a nepamraHesa obuia CHIDKeHa (C 6—8 MT
MIEPBOHAYAJIBHO) 10 4 MT C LIEJIbIO YIy4IIEeHUS TIEPEHOCUMO-
CTH JICUEHUS B CBSI3U C TOsIBJIeHHEM [1D, KoTopbie MMeIu
JI0303aBUCUMBII XapaKTep ¥ YMEHBIIWIUCH ITPU CHIDKEHUN
JTO3BI (COHJTMBOCTB 1 BSUTOCTh — 20, CHIDKEHNE areTnTa — 16,
BO30YKIIEHUE 1 arPECCUBHOCTDb — 4).

06cyxxaeHune

B o6uieii rpynne nauueHToB (270 MauueHTOB) OO
pecrioHaepoBs coctaBuia 76 % (206 uz 270), U3 HUX AL~
€HTBI CO CHIDKCHMEM 4acTOTHI TpUcTyroB 50 % u Gonee —
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54,8 % (148 u3 270), malMeHTH! C JOCTUTHYTOM PEMUCCH-
eit — 21,4 % (58 u3 270), nauueHTb! 6e3 CyIleCTBEHHOTO
addekra — 19,6 % (53 uz 270), mauyeHTs 6e3 adhdexTa
uu ¢ arrpaBauveit — 4 % (11 u3 270). I[Noka3zatens yaep-
>KaHWsI Ha Tepalliy IiepaMIiaHesioM >6 Mec cocTaBui 85,2 %
(230 maumenToB 13 270 B 001LIel Tpy1IIie), MoKa3aTelb yaep-
>KaHUg Ha Tepanuu >12 mec — 75,9 (205 uz 270).

[Mony4yeHHBIC TaHHBIE COMIACYIOTCS C pe3yibraTaMu
HAIIIeTo MPOMEXYTOYHOTO aHanu3a 3¢ (MEKTUBHOCTH Tie-
paMmaHeJsia y JeTeid U MOJPOCTKOB, OIyOJMKOBAaHHOTO
B 2021 1. m BKmovaromero 136 mamueHToB. Dh@PeKTUB-
HOCTb IepaMITaHelia B O01Iel TpyIIie y IeTeil U ToapoCT-
KoB (4—18 net, n = 136) (peMuccHust WIU YMEHbBIICHUE
YacCTOTHI IIPUCTYIIOB He MeHee YyeM Ha 50 %) Oblta mpoje-
MoHcTpupoBaHa y 108 (79,4 %) u3 136 nareHToB. OOIIMii
IoKa3are/Ib PEMUCCUU IPUCTYIIOB B IPYIINE AETSi U MO -
pocTkoB coctaBmi 27,9 % (38 u3 136), mokasareib yaep-
XaHMSI Ha Tepaluu IepaMnaHenloM >12 Mec B oOuieit
TpyIIIe neTeil 1 moapocTkoB — 78,7 % (107 u3 136). Takum
00pa3oM, IpY MIPAKTUICCKU 2-KPATHOM YBEIMUECHUH YU -
cJ1a HaOJIIoIeHU I TToKa3aTen 3(p(eKTUBHOCTY Mpernapa-
Ta CYIIIECTBEHHO HE CHU3UJIUCH.

B uccnenoBaHny GOJIBIION IPYIIITBI POCCUMCKUX aB-
TOpoB [11] ObLIM OIyOJMKOBAaHbI JaHHbIE PETPOCIIEKTUB-
HOro aHajm3a 3¢ (GEKTUBHOCTU U IEPEHOCUMOCTH TIepaM-
MaHeJa y JeTei U IMOAPOCTKOB C SMWICTICUEH B YCIOBUSIX
IMOBCETHEBHOM KIIMHUYECKOM MPAaKTUKM, BKIIOYABIINE
106 meteit 4—18 et MoOTyYaBIINX MTEpaMITaHEN B COCTaBe
KOMOMHMPOBAHHOM Tepanuu 1uaencuu. DhGEeKTUBHOCTD
MepaMIiaHesta B 0011Iei rpyre cocraBmia 69 % (23,6 % —
KYITMPOBAaHUE TIPUCTYIOB, 45,3 % — CHIDKEHUE YaCTOThI
MPUCTYITOB Ha =50 %).

Jlpyroii rpyIIoi oTe4yeCTBEHHbIX aBTOPOB [12] ObLIU
OITyOJIMKOBaHbBI JaHHBIE PETPOCITEKTUBHOTO aHaIM3a 3¢-
(beKTUBHOCTH/TIEPEHOCUMOCTH AOITOJIHUTEILHOM Teparnuu
IepaMIlaHeJIOM B peallbHOM KIMHUYECKOW IPaKTHKE
y 51 mauyeHTa ¢ 3MWIENICHeil, acCOIMUPOBAHHOM C TJIN-
aJbHBIMU OITyXOJISIMU TOJIOBHOT'O MO3Ta M MeTacTa3aMM.
Y 48 (94,1 %) nauyeHTOB OTMEUEHO CHIDKEHME YaCTOThI
npuctynoB Ha 50 % u 6onee (pecoOHIEPHI), U3 HUX
y 36 (70,6 %) nocturnyra pemuccusi. Cpean OOJBHBIX
¢ @II mong pecrioHAEpOB COCTaBUJIa Ha pa3HbIX CPOKax
Haomonenus 83,3—90,9 %, B ToM umuciae y 31,2—50,0 %
ob11a JocTUrHyTa pemuccus. Cpenu nauueHToB ¢ BTKIT
pecnionaepamu ctaau 86,7—92,3 %, B ToM uucie 56,1—
88,5 % mocTuriam ocBoOOXIeHUs OT IpucTtyroB. HS oT-
MedeHbl 'y 7 (13,7 %) GONbHBIX, CAaMbIM PACIIPOCTPaHEHHBIM
Obl1a arpeccust — y 4 (7,8 %) naumentoB. Hu B ogHOM
cJydae He ITOTpeOOoBaIOCh CHIDKEHMS T03bl UJIU TTpeKpa-
LIEHMUS MpHeMa Ipernapara. Y OOJIbIIMHCTBA MAallMeHTOB
Ha cpokax >1, >3, >6 Mec MeauaHa 103kl COCTaBMIa 6 Mr/
cyT. Ilo MHeHUI0O aBTOpPOB, BbicOKasg 3(HEKTUBHOCTD
1 0€30IaCHOCTh IPUMEHEHMS TTepaMIIaHesia B TOITOJIHM -
TEJIbHOM Teparnuy 3MUIEIICHI, aCCOMMPOBAHHBIX C TJIM-
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aJbHBIMU OITyXOJISIMM TOJIOBHOTO MO3ra M MeTacTa3aMu,
B COBOKYITHOCTHM C HU3KHM ITOTEHILIMAIIOM MEXJIEKapCT-
BEHHBIX B3aMMOJIEHCTBI ITO3BOJISIET PEKOMEHI0BATh IIpe-
rapaT JaHHOMY KOHTMHTEHTY IallUeHTOB.

B HamreM HaGIIOACHUM OTMEYaIUCh 3HAYMTEIbHbIC
pa3IMyuMs 10 MoKa3aresiM 3(GEKTUBHOCTH B TPYITIIaxX
paHHEH U MMO3IHEH JONOJIHUTEILHOM Tepany IepamIia-
HEJIOM: I0JIs MalleHTOB C PEMUCCHEN U J0JIsSI pECTIOH e~
poB noctaBuau 29,3 u 86,7 % COOTBETCTBEHHO B IpyIIIie
paHHel TONMOJTHUTEIBHOM Tepanuy 1 18,4 n 72,3 % B rpy1-
I1e TTO3AHE TOMOJHUTEIBHOM TepaIvu.

[TosryyeHHbIE HAMM TaHHbBIE TTOATBEPXIAIOT PE3Yib-
TaThbl PaHee MPOBENCHHBIX 3apyO0eKHBIX UCCICIOBAHMIA.

XOTsl B CBA3U C CYIIECTBYIOIIUMM OOIIUMM TEHACH-
LIMSIMU TIepaMIiaHesT B GOJIBITMHCTBE CJy4aeB ObUT Ha3Ha-
YeH B IMO3IHEI NOIMOJIHUTEIbHOM Tepanuu (He paHee
yeM 4-M o cuety ADII), U, COOTBETCTBEHHO, TPYIIIIbI
paHHEl ¥ TTO3IHE JOTIOIHUTEIBHOM Tepalii 3HAYUTE b~
HO pa3INyaIiCh MO YUCITY TAllMEHTOB, ITOJyYeHHbIC HAMU
pe3yJbTaThl MO3BOJISIIOT ITPOTHO3UPOBATh 3HAYUTETHLHOE
TMOBBIIIIeHUE 3(PGHEKTUBHOCTY TIepaMITaHe 1a ITPY U3MeHe-
HUW TEHIECHIIMU B CTOPOHY Ha3HAUYCHMS IepaMIlaHea
B paHHEI TONOTHUTEILHOM Tepanuy, Ha BO3MOXHO 0oJice
paHHEM 3Tarie 3a00JIeBaHUsI.

D heKTUBHOCTD U IEPEHOCUMOCTD NepaMIaHeIa y na-
IMEHTOB C reHeTHYECKMMH 3NMujiencusavMu. B Hatirem Hao110-
JIEHUM OTMEYeHa BhICOKast 3(D(heKTUBHOCTh NiepaMITaHe1a
IPU HEKOTOPBIX TEHETUIECKU OOYCIOBICHHBIX (popMax
SMIUJICTICUU, BKJIIOYasl CUHAPOM AHrelIbMaHa, 00JIe3Hb
Jladopsl, mytauuu B reHax PCDH19, PHACTRI, CDKLS,
ARX, PING, KIAA2022, SCNIA, SCN2A, SCN8A, TSEN
54, CACNAI, GNAO 1, XxpoMOCOMHBIE MUKPOAEJIELIUU U MU~
kponayrukanuu. [pu myrauuu SCN 1A nepamriiaHes ObLT
addekTuBeH B 4 (50 %) u3 8 ciryyaeB, BKIIOYEHHBIX B HAIII
aHanu3. [loreHuuanbHas 3aBUCUMOCTD 3 eKTa repam-
MaHeJa OT XapaKTepucTUK Mytaiuu B reHe SCN 1A saBis-
€TCS IPEIMETOM JUIS JaJIbHEMUIIIeTo N3YUYeHMSI.

I[TorenumnanbHass 3¢ @EKTUBHOCThL IepaMIlaHesa
IPY TEHETUYECKH O0YCIIOBJICHHBIX SIMICTICUSIX, OCOOCH-
HO CBsI3aHHBIX C HapyllIleHHUeM 00OMeHa HeiipOMeTaTOpOB,
00cyXmaercs B psijie UCCIeTOBAHMIA.

Boubiiioit MHTEpeC MpeACcTaBIseT HeJaBHO OMy0JIH-
KOBaHHOE 0OJIbIIIOE MEXIYHAPOIHOE MCCIICIOBAHME TTPU-
MEHEHMS TIepaMIiaHesia TPy pasJIUuYHbIX TeHETUISCKUX
bopMmax snuiencuu, B KOTOPOM Mbl TaKXKe MPUHSIIH
yuactue [37].

YHUKaIbHBIN MeXaHU3M JCUCTBUS ITepaMIlaHesa, Ha-
MpaBJIeHHBII Ha ITOAaBJICHUE aKTUBHOCTU IJIyTaMara —
OCHOBHOT'0 BO30YyXXIalOIEero MeauaTopa LieHTpaJIbHOM
HEPBHOU CUCTEMBI, MpeIojaraeT MOTeHIUAIbHYIO
3(heKTUBHOCTD JAHHOTO TIperapara y MaleHTOB ¢ U30bI-
TOYHOI aKTUBALIMEl PELICTITOPOB IITyTamMaTa, 00yCIOBICHHOM
TeHeTUYECKUMU MeXaHu3MaMu. K 1aHHO# KaTeropum MOryT
OBITh OTHECEHBI (DOPMBI SIMIETICUU CO CHIDKEHHEM aKTUB-

27

OPUTUHANDbHBIE CTATbHU



OPUTUHANDBbHBIE CTATbHU

28

pssi' IIETCKOM
HEBPOAOT UM

HOCTY raMMa-aMMHOMACJISTHOM KUCIIOThI (HalTpUMep, MyTa-
uu B reHe SCN1A), ¢ upe3aMepHoli akTUBaLei BO30y»K1a-
IOIIMX HEMpPOHOB (HampuMep, MyTaluu B reHax SCN2A,
SCNSA), a Takke ¢ MyTallUsSIMU B TeHaX, KOTUPYIOIIUX TTy-
TaMaTHbIe peLienTopkl (Hanpumep, GRIN2A).

IIpoBeneHO MHOTOLIEHTPOBOE PETPOCIIEKTUBHOE MC-
cJenoBaHNe TaHHBIX, BKIIOUEHHBIX B TCHETMUECKYIO Oa3y
NETRE (Network for Therapy in Rare Epilepsies), coznaH-
HYIO JETCKMMU HEBPOJIOTaMU 13 Pa3HBIX CTPaH, 3aHMMa-
IOIIUMUCS JICUeHUEM peakux dopM snuierncuu. beum
000011IEHBI PETPOCTIEKTUBHBIE JAHHBIE O TTALIUEHTaXx C Te-
HETUYECKMUMU SIUJICTICUSIMU, TTOJIyYaBIINX TIepaMIIaHe.
Kputepusmu aphekTHBHOCTU OBLIN I0JIsSI PECIIOHIEPOB
(manMeHToB, TOCTUTIINX He MeHee 50 % pemyKIuy 4acTo-
ThI IIPUCTYIIOB) M ITPOLIEHT PEAYKIIMU YaCTOTHI IIPUCTYIIOB
yepe3 3 Mec JieueHus1. B aHann3 naHHBIX OBUIO BKIIIOYEHO
137 mauueHToB ¢ 79 pa3IMYHbBIMU FeHETUYECKUMU 3a00-
JieBaHUSIMU (cpenHuit Bo3pacT — 15,48 £ 9,9 roga). Cpen-
HSIJ 103a TIepaMIlaHesia cocTaBmia 6,45 + 2,47 mr, mim-
TeJbHOCTh JeueHus — 2,0 *+ 1,78 roma (ot 1,5 Mec 1o 8 ner).
Y 62 (44,9 %) nalmeHTOB IJIMTEILHOCTD JICYCHUST TIepaM-
IaHeJIoM TpeBbIaia 2 roga. Joyst peclioHIepoB cocTa-
Buia 71 % (98 manuenroB), u 93 (67,4 %) npuHsIN pe-
IeHUWe O IMPOAOKEHUM Tepaluy IepaMIIaHEeIOM.
CpenHuii ToKa3aTeslb PeAyKIIMK 9aCTOThl IPUCTYIIOB CO-
cTaBui 56,61 + 34,36 %. Y 60 (43,5 %) nauyeHTOB coxpa-
HsUTaCh PEAYKIIUS YacTOThI IPUCTYIIOB >75 %, BKimovas 38
(27,5 %) naumentos ¢ >90 % pemykiireit YacTOThbI IPUCTY-
MOB. ABTOPbI OTMETUJIN BBICOKYIO 3(h(PEeKTUBHOCTD MepaM-
MaHesa TPU TeHETUYEeCKUX SIIJIETICUSIX, 00YCIOBICHHBIX
MyTausiMu B reHax SCNIA, GNAOI, PIGA, PCDH19,
SYNGAPI, POLG1, POLG2vu NEU1.Y 11 (64,7 %) u3 17 na-
LIMEHTOB ¢ CUHAPOMOM JlpaBe, acCOIMUPOBAHHBIM C MY-
Tauueii B reHe SCN 1A, TIOCTUTHYT BHICOKUIA TepaneBTUYeC-
KW OTBET Ha JICUeHUE NiepaMmnaHesioM; y 35,3 % u3 Hux
YyacToTa IMPUCTYNOB yMeHbIuIach Ha >90 %. Breicokmii
TepaneBTUYCCKUIT OTBET C YMEHbBIIICHUEM YaCTOTHI IPH-
ctynoB Ha >90 % TakxKe ObLI JOCTUTHYT IPU MYTALIUSIX
BreHaXx GNAOI u PIGA. Y 14 w3 BKJIIOYUEHHBIX B MCCJIEI0-
BaHME MAIMEHTOB C TEHETUYECCKUMHM SIUJICTICUIMU
Ha 3JIEKTPO3HIIedaIorpaMMe perucTpupoBacs (heHOMeH
CITaiiK-BOJIHOBOM aKTUBAIIMU BO CHE, U 'y 6 U3 HUX Ha (o-
HE JICUCHUs TTepaMIIaHeJIOM OTMEYaJloCh YMEHbBIICHME
WHIEKCa M TU(GOPMHOI aKTUBHOCTU Ha 3JICKTPOIH -
LedasorpaMmme. ABTOPHI CAEIAIN BbIBOI O TOM, YTO U30M-
paTesIbHOE BIMSIHUE TlepaMIlaHe]a Ha oOMeH IiTyTamaTa
00ycoBIMBaeT BhICOKUI 3 deKT mperaparta Ipu psijie
PENKUX TEeHETUYECKUX SIUJICIICUIA, U TIepaMITaHe]I MOXET
CUYMTAThCS TAPTETHBIM IIperapaToM Ipy MyTaILUsIX B JaH-
HBIX TE€HaX.

Psit aBTOpPOB OTMEYAIOT, YTO TIepaMITaHe T He BbI3bIBa-
€T arrpaBaluio abcaHCOB U MMOKJIOHUYECKUX IIPUCTYIIOB
[15, 17].
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Oco0ble acneKThbl IEPEHOCHMOCTH Nepamianena. BaxxHo
cesaTh aKIIEeHT Ha HEKOTOpbIe 0COObIEe aCTIeKThI IIEPEHO-
CHMOCTH TiepaMIIaHesIa, YKa3bIBAIOIIKME Ha ITPEUMYILECTBA
rpenapara, B TOM YUCJIE B IETCKOM SIS TOJIOT M.

Bimsinue Ha KorHuTHBHBIE hyHKIMK. B Haillem Ha6r0-
JIEHUU He ObUIO 3aperMCTPUMPOBAHO CIyYaeB 3HAYMMOTO
YXYIILIEHUS KOTHUTUBHBIX (QYHKIIMI MallMeHTOB Ha (hoHe
Tepanuy mepaMIIaHeIoM Kak 10 JaHHBIM CyObeKTUBHOI
OIICHKM TTallMeHTOB 1 POIUTEJICH AeTeil, TaK 1 110 JaHHBIM
HEWPONCUXOJIOTMYECKOTO UCCAeA0BaHUSI B TMHAMUKE.
Haimm HaGmoneHMst ITOATBEPKIAIOTCS pe3yibTaTaMy paHee
MPOBENCHHBIX UCCIIEIOBAHUIA.

K.J. Meador u coaBr. (2016) n3y4ain BIUSTHUE TIepaM-
NaHeJ1a Ha KOTHUTUBHbBIE (YHKIIMK Y TTALIMEHTOB MOAPOCT-
KoBoro Bo3pacTta (12—18 ieT) B pamKkax IBOITHOTO CJIeTO-
ro uccnegosanus (NCTO01161524). 133 mamuenra ¢ ®II,
npojoskatoMucs Ha doHe nmpuema 1—3 ADII, OblIn
PaHIOMU3MPOBaHbI B COOTHOILIEHMU 2:1 IS IpreMa Iie-
paMmmnaHesia win mame6o. Tutpauys nepamiiaHena mpo-
BOAMJIACH T10 2 MT' B HEIENIO A0 TePalleBTUYECKOM JO3bI
8—12 Mr/cyr (McciaemoBaHMe BKIIIOYAIO 6-HemebHBII
TePUO TUTPALIMKU U 13-HeOeNbHBINM ITepUo TOIIePKM -
Baolieii Teparuu). Heitporcuxoornyeckoe uccienoBa-
HUE B AIMHAMUKE ITPOBOAMIIOCH B KOHIIE ITeproa Moaaep-
>KuBarolel Tepanuu. MccnenoBaHue nokasaao OTCYyTCTBUE
pa3IMyrii MeXIy TpymIaMu repammanena (n = 79) u mia-
1e60 (n = 44) no GOABLIMHCTBY MPUMEHSIEMbIX TECTOB
JUTSL OLIEHKW KOTHUTUBHBIX (DYHKIIMI, TAMSATU U BHUMA-
Hus. JIumpb HeOosblIMe pas3audusl ObUIM ITOJYYEHBI
110 3 mapaMeTpaM: IepamIaHesI BEI3bIBaJl HEKOTOPOE YITyd-
IICHUE SMU30IMIECKOM MaMSITH, CHIDKEHUE JJTUTeIbHOCTH
MOJICPXXKaHUSI BHUMAHUS M CKOPOCTH 3allOMUHAHMUS.
ITo octanbHBIM MTapamMeTpaM (T. €. o OOJBIIMHCTBY Mapa-
METPOB) 3HAYMMBIX pa3jIM4yuil MoJydeHo He ObLI1o. Hau-
oosiee yacteiMu HS nmepammanena ObLIM FOJIOBOKPYKEHUE
(30,6 %) u connmuBocth (15,3 %) [35].

ITo nanHbIM KOHCEHCyca MTaNbIHCKUX 3KCIIEPTOB
[15], mepaMmaHen He OKa3bIBaeT OTPULIATEIHLHOTO BIVSIHUS
Ha KOTHUTUBHBIC (PYHKIIMU MTAIIUEHTOB.

ITo maHHBIM COBPEMEHHOIO CHCTEMaTUIEeCKOro 0630pa
Y.-A. Witt u Ch. Helmstaedter (2022), nepamnaHe;a uMeeT
HEUTpaJIbHOE BIMSHYE Ha KOTHUTUBHEBIE (pyHKIMK. B crcTe-
MaTUYeCKHi 0030p ObLUTY BKITIOYEHbBI JaHHBIE 0 241 maiueH-
Te (46 % TaIMEHTOB IETCKOIO BO3pacTa), IMoJTyJaBIiieM Tie-
paMmaHesN B JONOJTHUTEIbHOM Tepanuu. Bce BKIIOYEHHBIE
HCCIIEIOBAaHMSI aHAJIM3UPOBAIM JUIMTEJILHYIO TeParMio Iie-
pammaHesioM (1o 1 roma); B paMKax JTaHHBIX UCCIICIOBAHUIA
MPOBOAMJIACH HEMPOIICUXOJIOTMYECKasl OLIeHKA B TMHAMMKE
(TIpY 3TOM KOJIMYECTBO M XapaKTEePHUCTUKN HEMPOIICUXOJIO-
IMYECKUX TECTOB 3HAYMTEIBHO BapbUpOBaM). TOJBKO
B 1 paHIOMU3MPOBAHHOM IUIAIIe00KOHTPOIMPYEMOM MCCITe-
JIOBaHWY ObUIO OOHAPYKEHO TPAH3UTOPHOE CHIDKEHUE He-
KOTOPBIX ITapaMeTPOB BHUMaHMS 1 TTaMsIT! (CKOPOCTH 3ario-
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MUHaHMS) yepe3 19 u 52 Hen jedeHust. OnMHAKO B 1IEJIOM
JIAHHBIC 3TOTO CUCTEMATHMYECKOTo 0030pa MOATBEPXKIAAIOT
HeHUTpaabHbIN 3¢ deKT nepammnaHesia Ha TpoduTb KOTHUTHB-
HBIX (DYHKIIMI MTAIMEHTOB B TMHAMUKE C OTCYTCTBUEM 3Ha-
YUMOT'O YIYYIIICHUS WX YXYIIIEHUSI.

Biusgnue Ha KavyecTBO cHa. BaXHO OTMETHUTBH, 4TO
y 80 malMeHTOB BO3HMKAIOIIME IIPY NIpHeMe IepaMItaHesIa
I1D 6bUIM paciieHeHBI Kak kesatesibHble. K HuM oTHocuTCS,
B YaCTHOCTH, CHIKEHUE CIIACTUYECKOTO TUIICPTOHYCA Y IeTei
¢ AT, yto orMeuasioch B 45 ciaydasx. A TakKKe B KauecTBe
keJaresbHoro 19 paclieHMBaIOCh yiIydilieHUe 3aChIITaHus
y TalMEeHTOB C UMEIOIMMMUCS 10 BBEICHUS TepaMIlaHe a
»KajobaMu Ha HapylieHue cHa. COHTMBOCTb — OCHOBHOM 1D
nepammaHesa. [ToCKonbKy IIUTeIbHbBIN TepHO IOTyBbIBE-
JIEHUsI TTO3BOJISIET TIPMHUMATh IIepaMIIaHe]l OIHOKPAaTHO
B CYTKH, JIJIsl TOTO YTOOBI CBECTU K MUHUMYMY 3(GHEKT Co-
HJIMBOCTY B IHEBHOE BpeMsl, TIpenapar PeKOMEHIyeTCs TPy -
HMMAaTb HETIOCPEICTBEHHO TIepell CHOM Be4epoM. 35 poiuTe-
JIeii OTMETWIIM, YTO TI0CJIe Havajla IIpreMa IepaMiaHesia
y AeTeid YIYJIIICs HOYHOM COH U COKPaTUJIOCh BpeMsI 3a-
chinanust. TakuM 00pa3oM, B JaHHBIX CITydasiX sKeJIaTeIbHbII
[1D nepammaHesa 3HaYUTEIHHO MOBBIIIA KAYECTBO KMU3HU
MAalMEeHTOB U poauTesieit 00MbHbIX AeTeid. [TomyyeHHbIe HaMu
HaOJIIONCHMSI COTTIACYIOTCS C JaHHBIMM JINTEPATYPhL.

ITo nanHbIM KoHCeHCyca UTATbIHCKUX 3KCIIepToB [15],
repaMItaHesl He OKa3blBaeT OTPMIATEIBHOTO BIMSHUS
Ha KavyecTBO CHa.

ITo nanHbIM 0030pa A. Strzelczyk u coaBr. (2022), nie-
paMITaHeJI MOXET YJIy4IlIaTh COH y IAlIMEHTOB ¢ 3HIle(ha-
JIonaTheli pa3BUTHS 1 SIMJICIITUYECKOM (BEPOSITHO, B CBSI-
3M ¢ CeIaTUBHBIM MOOOYHBIM 3(h(HEKTOM — KeJIaTeTbHBII
I19). B otinuume oT nepaMmnaHena JaMOTPUIKUH, HATIPO-
THB, HEPEIKO BBI3BIBACT BhIPaXXEHHOE HapyllIeHWE CHa
B 9TOM KaTerOpWH MMalleHToB [46].

IlepaMIraHes UMeeT MHOTOYMCIICHHBIE IPEUMYIIECT-
Ba 110 nepeHocuMocTr. OgHAKO BO3MOXHBIMU ITPOOJIeMa-
MM OCTalOTCSI PUCK Pa3BUTUS MOBEACHYCCKUX U TICUXMYE-
CKHUX HapylleH!i (0COOCHHO NP yKa3aHWM Ha TaHHBIC
HapylIeHWs] B aHaMHe3e OOJIbHBIX) U OTCYTCTBUE TaHHBIX
0 0e30IacHOCTH Mperapara Bo BpeMsi 0epeMeHHOCTH [15].

B Haiem HaGII0AeHUM TOJIBKO B 15 ciiyvasix repam-
naHes ObLI OTMeHeH B cBa3u ¢ 1D (arpeccusi, Bo30yau-
MOCTb, ITOBEICHUECKIE HApYILIEHHs ), YTO COCTaBWIIO 5,5 %
B oOmieil rpymme. B ToM uwmcie 3aperucTpupoBaHO
2 (0,7 %) cnyuas pazButus nicuxosa u 1 (0,37 %) cnyuvaii
MOSIBJICHMSI ITAHNYECKUX aTaK 1 3IM30/I0B JepeaTn3aliiim.
B 30 ciygasx no3a repamitaHesia 6bl1a CHIKeHa (¢ 6—8 Mr
IePBOHAYAJIEHO) 10 4 MT C LIEJIbIO YIYYIIEHHS IePEHOCH -
MOCTH JICUEHHs B CBSI3U C TTosiBIeHreM 1D, KoTopble nMe-
JIV 10303aBUCUMBI XapaKTep U YMEHBIIUIUCH ITPU CHU-
JKEHUM J03bl (COHJIUMBOCTD U BsLIOCTh — 20, CHUXKEHUE
anmeTuTa — 16, BO30y:XKIeHNE U arpecCUBHOCTD — 4).

CrenyeT OTMETUTD, YTO T10 CPAaBHEHUIO C TaHHBIMU
HaIlleTo MPOMEXYTOYHOTIO aHaIn3a, OMyOJIMKOBAaHHOTO

3

B 2021 1., 4MCIO cly4aeB CepPbEe3HBIX MOBEACHYECKUX
U MICUXWICCKUX HApYIICHUI HE YBEIMYMUIIOCh, U 4YacTOTa
TICHX03a, CBSI3aHHOT'O C IPYEMOM IIepaMIlaHe a, OCTaeTCsI
OUYeHb HU3KOM Y CHU3WIACh, TTO TaHHBIM HAIIIETO aHaJIn3a,
B CBSI3M CO 3HAYUTEIHHBIM YBEIMYEHUEM OOIICH TPyIITbl
MalUEeHTOB IIPKY OTCYTCTBMU PETUCTPALIMKM HOBBIX CITyYacB
TICHX03a.

Ilo manHBIM UccnenoBanuii, [1D nepaMmmnaHena MoryTt
HWMETh J0303aBUCUMBII XapaKTep U YMEHBIIIAThCS IIPU CHU -
>KEHUU JT03bI; B MpoIiecce JeueHNsT HeOOXOIUM TTOMCK OII-
TUMAaJIbHOM 103bl B KaXIOM MHAUBUIYaIbHOM CJIydae.

KoxkpeitHoBckuit 0030p (2023), NOCBSAIIEHHBIN 3¢-
(beKTUBHOCTU TOMIOJHUTEIBLHOM TepaIu IepaMItaHe oM
npu (hapMaKoOpe3UCTeHTHON (DOKAIbHOM SIMHUICIICHU,
BKJTIOYAJI PaHIOMU3UPOBAHHBIC IBOMHBIC CJIETIBIC TIIalle-
OOKOHTPOJIMPYEMBIE UCCIICIOBAHMS, B KOTOPBIX IIPOBOIM -
JIOCh CpaBHEHHUeE TIepaMIlaHesia U Tiaie0o, M IPOIOIKM -
TeJIbHOCTD JIeYeHMs cocTaBwia oT 12 1o 19 Hen. B 0630p
ObLIO BKJIIOUEHO 7 UCCIIe0BaHUI ¢ ydacTueM 2524 nauu-
eHToB crapie 12 net. Hau6onee yacteimu HA nmepammna-
HeJla OBLIM TOJIOBOKPYXKEHUE, aTaKCUsl U COHJIMBOCTD.
XOTs mepaMmIiaHes B 1LIeJIOM XOpolllo NepeHocurcs, 19
3HAYUTEJBHO Yallle PEerMCTPUPOBAINCH IIPU IIpUEMeE Tie-
pamMIiaHesia 1o CpaBHEHMIO C Iuiale0o. AHaIU3 Mo IMojI-
IpYIIaM IToKa3a, 4YT0 3HAYMTEIbHO OOJIbIIIe TAalleHTOB,
MPUHMMABIIHX TIepaMIIaHell B 103¢ 4 MT/CyT (OTHOCHUTEIb-
Hb1i puck (OP) 1,38; 95 % noepurtenbHbiii uHTepBai (J1M1)
1,05—1,83; 2 uccnenoBanusi, 710 ydacTHUKOB), 8 MI/CyT
(OP 1,83; 95 % AN 1,51-2,22; 4 ucciaemoBaHus,
1227 ywyactHukoB) wimn 12 mr/cyr (OP 2,38; 95 % AU
1,86—3,04; 3 uccnenoBanus, 869 y4aCTHUKOB), JOCTUIIN
50 % wnm GoJiee penyKIMK YaCTOThI IIPUCTYIIOB IO CPaB-
HEHMIO ¢ TUIa1e00; OHAKO JICYCHUE ITepaMIlaHEeIOM B J10-
3¢ 12 Mr/cyT Takxke acCollMMpOBajOCh C MOBBIIICHUEM
YacTOTHI OTMEHEI TTperapaTa B cs3u ¢ [1D (OP 1,77;95 %
AW 1,31-2,40; 3 uccnenoBanus, 869 yaacTHrKoB) [18].

IIpocroTa 103MpOBaHUS U OTCYTCTBUE HEOOXOIUMOCTHI
KOHTPOJISI KOHIIEHTpAllMM TIepaMIlaHesia B IIpoliecce Jie-
YEHMSI, C OHOM CTOPOHBI, 0€3YCIIOBHO, SIBJISIIOTCS ITPEH-
MYILIECTBOM Nepammnanesa. C Ipyroit CTOpoHbI, UCCIIENO0-
BaHUE KOHIIEHTPAIIMU IepaMITaHesIa BO MHOTHX CIIydasix
OBLIO OBI 1IeJIECOO0Pa3HBIM, OTHAKO TAaKOE MCCIIETOBAHUE
TpyAHOAOCTYIHO [15], U mepamIiaHea UMeeT OUYeHb M-
POKMIA TAaTIa30H KOHIIEHTPAIINiA, OTHECEHHBIX K TepareB-
TUYECKOMY YPOBHIO.

I1o manHbIM KoHceHcyca UTanbssHCKIX SKCIepToB [15],
VIIYUIIEHHMIO TIEPEHOCHMOCTH IIepaMIIaHesIa CIIOCOOCTBYIOT
Takue (haKTOphl, KAK MUHUMAJIbHOE YHUCIIO COIMYTCTBY-
fommx ADII, Hu3kue no3nl (4—6 MI/CyT) U MemaIeHHas
TUTpaLWS.

BbiBoabl
INepamnaHen BbIcOKO3GhGEKTUBEH TIPU CTPYKTYPHOM
¢okanbHoit snuaerncuu, UI'D ¢ I'TKII u reHeTnyeckux

29

OPUTUHANDbHBIE CTATbHU



30

IIETCKOM
HEBPOAOT UM

SITUIIETICUSIX C HATMYKMEM (hOKATBHBIX U TeHEPATN30BaHHbIX
MPUCTYITOB y MAILMEHTOB Pa3HOrO BO3pacTa, BKIIIoUast IeTeit
¥ moapocTKoB. [Ipenapar oTanyaeTcst yI0OHBIM PEXUMOM
npuemMa (OQHOKPATHO B CYTKM IEped CHOM) M IPOCTBIM
PEXUMOM MeIJIEHHOW TUTPALIMK, B LICJIOM XOPOLIO Tepe-
HOCHUTCS TIPU JUTUTEIbHOM Teparuu. Pe3ynbraTel Hallero
HaOJIIOACHUS ITOKA3aJIU, YTO 9(DPEKTUBHOCTD MepaMITaHe-
J1a MOXeT ObITh 3HAYMTENILHO BBIILIE TTPU PAHHEM BBEICHUM
repamMITaHesa B CxeMy JiedeHusT (B paHHE! JOMOTHUTEb-
HOI Tepanuu), Ha 6ojice paHHEM 3Tarle TeueHUs 3a00Jie-
BaHUs, 10 (HOPMUPOBAHUST (hapMaKOPE3UCTEHTHOCTH.
[TonyueHHBIE pe3y/IBTaThI 110 MapameTpam 3(pGheKTUBHOCTH
CYIIECTBEHHO Pa3InYalkiCh B IPYIIIax paHHEN 1 MO3IHEN
JIOTIOTHUTEIBHOM TepaIiiy riepaMIiaHe oM.

Harm pesynsraThbl oKasaiu, 4To repamriaHes BbICO-
K03(h(EKTUBEH y MALIMEHTOB C HEKOTOPBIMU (hopMaMu
TeHETUYECKOI DIUJICTICUM.

HeiiTpanbHoe BIUsIHUE Ha KOTHUTUBHBIE QYHKIUN
¥ BO3MOXHOCTD 0JJarOMpPUSITHOTO BIMSIHUSI Ha COH Y Ta-
LIMEHTOB C MPEALIECTBYIOLIMM HapyIIeHUEM CHa SIBJIsI-
IOTCST BaXXHBIMU acIeKTaMU MEPEHOCUMOCTHU TepaM-
rmaHej a M OOMOJHUTEIbHBIMU MTPEUMYIIECTBAMHU TIpe-
rmapara.

1. boosutoBa M. 10., Myxun K. 0. Bo3MOXHOCTH TpUMEHEHUS Tie-
pamriaHesa B JJedeHUH (HapMaKope3UCTEHTHBIX (hOPM SITUTICTICUN
y aeteit. Pycckuii XypHan netckoit HeBposoruu 2017;12(4):7-20.
DOI: 10.17650/2073-8803-2017-12-4-7-20
Bobylova M.Yu., Mukhin K.Yu. Perampanel in the treatment
of drug-resistant epilepsy in children. Russkiy zhurnal detskoy
nevrologii = Russian Journal of Child Neurology 2017;12(4):7—20.
(In Russ.). DOI: 10.17650/2073-8803-2017-12-4-7-20

. MHCTpyKIIMSI TT0 TPUMEHEHUIO JIEKAPCTBEHHOTO MpeTiapara
11 MeAMLUMHCKOro puMeHeHus Paiikomna® (mepammanen).
Fycompa® (perampanel) medication package insert. (In Russ.).

. Kpatkast MHCTpYyKIIHSI IO TPUMEHEHUIO JIEKAPCTBEHHOTO TIpera-
parta @aiikommna® (mepammnanen), ¢ uameHeHusamu ot 07.12.2020.
HoctynHo no: https://grls.rosminzdrav.ru/Grls_View_v2,
aspx?routingGuid=af1b55d0-26eb-4fe3-b594-db3792189ef&t=.
Fycompa® (perampanel) short medication package insert with
amendments from 07.12.2020. Available at: https://
grls.rosminzdrav.ru/Grls_View_v2. aspx?routingGuid=af1b55d0-
26eb-4fe3-b594-db3792189ef&t=. (In Russ.).

Myxun K.1O., benoycosa E. /1., bypn C.TI. u ap. [lepamnanen

B IOTIOJTHUTENILHOM Tepany (POKaTbHBIX U TIEPBUYHO-TeHEPaTN-
30BaHHBIX TOHUKO-KJIOHUIECKUX TIPUCTYTIOB y neTeit 4—12 net:
KIMHWYECKUE TaHHbBIE, OTIBIT TPUMEHEHUS 1 MTPAKTHUECKUE PEKO-
MEHIAlUW. DTUIETICUS ¥ TTapOKCU3MabHbIe cocTosTHUST 2021;
13(2):180—7. DOI: 10.17749/2077-8333/epi.par.con. 2021.087
Mukhin K. Yu., Belousova E.D., Burd S.G. et al. Perampanel as
additional therapy for focal and primary generalized tonic-clonic seizures
in children aged 4—12 years: clinical data, application experience and
practical recommendations. Epilepsiya i paroksizmalnye sostoyaniya =
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INepammnaHen 1OKEeH MPUMEHSITHCS HE TOJIBKO NP pe-
3UCTEHTHBIX AMUJICTICUSIX, HO U B KaueCcTBe MEePBOTo J10-
MOJTHUTEJIBHOTO TIperapaTa B KOMOMHUPOBAHHOM Tepanuu
SIUJIENICUU, YTO C OOJIbIION BEPOSITHOCTHIO MPUBEAET
K ellle 0oJjiee BHICOKMM MoKa3aTeJsM 3(P(PeKTUBHOCTU
U JTy4llieit TepeHOCUMOCTH.

BHeapeHue cycnieH3uu nepamMnaHena JIjis nepopajib-
HOTO MpHeMa B IIMPOKYIO KITIMHUYECKYIO TTPAKTUKY IT03BO-
JIMT PelINTh LEbIi psa mpobjieM, paHee OCTaIOIIMXCS
HEepelIeHHBIMU, U TOBLICUTh KAYECTBO XKU3HY MALlMEHTOB
¢ snuierncueit. [IpeuMyiiecTBaMu XUAKo (opMbl Te-
pamMIiaHena SIBJISIOTCS BO3MOXKHOCTh IIPUMEHEHUSI TIperia-
partay geteii ¢ Mmaccoit Tena <30 u gaxe <20 Kr, BO3MOX-
HOCTh TOUHOTO JO3UPOBAHUS U MEIJICHHOW TUTpallUu,
a Takke Ha3HaueHUe mpernapaTa namyeHTaMm, He CIoco0-
HBIM IJIOTaTh TAOJETKU, MPU COXPAaHEHUU OJHOKPATHOTO
npueMa npenapara B CyTKHU (YTPOM, Mepel CHOM).

PaHHee Ha3zHaueHUe MepamIlaHeaa MOXET YIYYIIUTh
TeUYeHME SMUISTICUN 1 KAYeCTBO KM3HU MalUeHTOB. Dddek-
TUBHOCTb T€paIiM MepamMIaHes oM 3HAUUTEbHO MOBBIIIIA-
€TCsl PV BBEACHUH Mperiapara Ha Kak MOXKHO 0oJjiee paHHEM
aTare JeUeHUs, 0COOEHHO B CJTyJasix ero Ha3HauUeHMSI B Ka-
YEeCTBE MePBOI TOMOJTHUTENBHON Tepanuu.

Epilepsy and Paroxysmal Conditions 2021;13(2):180—7. (In Russ.).
DOI: 10.17749/2077-8333 /epi.par.con.2021.087
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