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Pe3rome

MexayHapogHas npotusoanunentnyeckas smra (ILAE) B cBoesi HOBOW Knaccugbukaymm onuckIBaeT 3rnyenTuyeckmne
Crasmbl Kak OTAEJIbHbIA TU NpucTynoB. COrnacHo MeXAyHapoAHbIM DEKOMEHZAUNSM B JIEYEHUN 3MUIENTUYECKUX
CrasmoB (B M1afléH4€CKOM BO3PacTe MHEaHTUIbHbIX cnasmoB — VIG) B Ka4yecTBe nepBbiX NpenaparoB NpUMeHsTCs
rOPMOHasibHbIE MPenapatbl uan BUrabatpuH (npy Ty6epo3HOM ck1epo3e). O4HAKO B 0T€4eCTBEHHOM KIMHUYECKOM npak-
TUKE 4aCTO HEOOOCHOBAHHO NPUMEHSIIOTCA U APYrne aHtuanuientnyeckue npenapatsl (A3M1). Llenb paborel — npoaHamm-
3upoBatb 3(hYEKTUBHOCTb HAZHAYEHUS aHTUINUCNTUYECKUX NIPENAaparoB B JICYEHNM INUIENTUYECKUX crna3moB. Mare-
puanbsl u meroabl. [poaHanuaupoBaHo 175 nctopuii 60/1€3HM NayneHToB ¢ VIC, noctynuBLunx B KanHuku r. MockBbi
u r. benropoga Ha ropmoHanbHyro Tepanui, 59/175 petei (33,7%) 3 Hux crpaganm Ty6epo3HbiM ckiepo3om (TC).
Pesynbrarbi. CambiM H4acTo MPUMEHSEMbIM MPENapaTom sBJSCSA Basbnpoar — 6osee 4em B 80% Bcex criyqaeB VIC kak
accoymmnpoBarHbix ¢ TC (49/59), Tak n 6e3 Hero (102/116). BurabatpuH HasHayvasncsa gaxe npu TC 10/bko B 66% Bcex
cryyaeB (39/59). 3cbghekTBHOCTb BasibNpoaTa 0kasanachk 0XXuAaeMo HU3KON — NPeKpaLLeHne crnasmoB v UCYE3HOBEHNE
runcaputmum yaanock goouteca y 11,2% (12/102) perevi 6e3 TC u y 18,4% (9/49) ¢ ero Hannynem. Takxe npeanpuHu-
Majsnce nonbiTKN NPUMEHEHUS: 3TOCYKCUMUAA, OKCKapbasenuHa, kapbamasenuHa B sieyeHnn VIC. [laHHbie npenaparbi
npoAEMOHCTPUPOBAIN MOJTHOE OTCYTCTBUE KAKOro-nbo aghehekta. 3akaryeHne. AHanm3 nokasasa [0BOJIbHO HU3KYIO
0CBEJJOMJIEHHOCTb BPayesi no Bbi6opy 3¢hheKTUBHOro npenaparta B 1e4eHnn cuHapoma Becta. HeageksatHoe ne4eHmne
YIC MOXHO 00bSICHUTL OTCYTCTBUEM pernctpalum surabatpmHa B P®. Ho ropmoHanbHas tepanuvs VIC BnosiHe 4OCTYnHa
Y BO3MOXHbI Pa3Hble ee BapuaHTbl. [ID0BELEHHbIVI aHA/IN3 JEMOHCTPUPYET HEOOXO0ANMOCTb Pa3paboTku HAUNMOHATbHbIX
pexKomeHgauni o guarHocTuke v iedeHuto VIC, takas pabora cenvac akTMBHO BEAETCH.

KntoyeBble cnoBa
3I7M/76I70Mﬂ, CUHAPOM Becra, MHd)aHTMﬂbele crnasamabl, aHTU3NU1enTn4eckne rpenaparbl, BMFaéanMH.

Crartbs noctynuna: 22.03.2018 r.; B gopa6oTaniom suae: 24.05.2018 r.; npunaATa k nevarun: 19.06.2018 r.
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KoHhnuKT nHTepecos
ABTOpbI 3aABNAIOT 06 OTCYTCTBUN KOH(SINKTA UHTEPECOB B OTHOLUEHWUW JaHHOW Ny6ankaLun.

Bce aBTOpbl caenanu aKBUBANIEHTHbIN BKAa B MOAFOTOBKY My6MKaunu.

LAnsa uuTMpoBaHus

Oxankuna T.T., Wynskosa W.B., Unbuna E.C., KanmbikoBa I B., MpbiTkuHa M. B., benoycosa E.[]. CnekTp n a¢pheKTUBHOCTb
Ha3Ha4YaeMmblX aHTUANUIENTUYECKNX MPEnapaToB B rpynmne pOCCUACKUX NALUEHTOB C UH(AHTUAbHBIMU cnadMamu. Snunencus
u napokcuamarsnbHbie coctosaumns. 2018; 10 (2): 51-58. DOI: 10.17749/2077-8333.2018.10.2.051-058.

The spectrum and efficacy of antiepileptic drugs in patients with infantile spasms in Russia
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Summary

Recently, the International League Against Epilepsy (ILAE) defined epileptic spasms as a separate type of seizures.
According to the international recommendations, the treatment of infantile spasms (IS) begins with hormones or
vigabatrin (in the cases of tuberous sclerosis complex — TSC). However, in the Russian Federation, other antiepileptic
drugs (AEDs) are often used as the first line medications. Aim: to analyze the current practice of prescribing AEDs for the
treatment of epileptic spasms. Materials and Methods. We studied the medical records of 175 patients with IS (59 of
them with TSC) hospitalized for the treatment with hormonal therapy. Results. Valproic acid was the most commonly
prescribed antiepileptic drug in patients with IS (more than in 80% of cases), both in children with TCS (49/59) and
without TCS (102/116). As expected, the clinical effect (cessation of IS and suppression of hypsarrhythmia) of valproic
acid was insufficient: it was observed in 9/49 (18.4%) children with TSC and in 12/102 (11.2%) children without TSC.
Although ethosuximide, oxcarbazepine, and carbamazepine were known to be ineffective in IS, they were prescribed by
medical doctors and taken by IS patients with no clinical improvement at all. Taking into account the possible limitation
of this analysis (not all of the children were consulted and hospitalized in our clinics), the real efficacy of AEDs might be
some higher. Conclusion. We then conclude that the treatment of IS in the Russian Federation is not in line with the
international recommendations and the worldwide clinical practice. There is an urgent need in updating the national
Standards for the diagnosis and treatment of IS. The work in this direction is now under way in the Russian Federation.
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nuIenTnyeckne cnadMbl — ANUNENTUYECKME MPU- HYIO W TYNOBULLHYK MYCKYnaTypy, KOTOpble 06bI4HO
CTynbl C BHE3anmHbIM CrubaHuem, pasrubaHmem AnuTeNbHee MUOKIOHUYECKNX, HO KOPOYe TOHUYECKNX
NN CMELLAHHOT0 crnbaTenibHO-pa3rnbaTenbHOro npucTynoBs u ansatcsa okono 1 cek. [1]. Anunentuyeckune

ThNa, BOBJiEKawLWme npenmyLectBeHHO NMpPOKCUMalb- cnasmbl, BO3HMKatOLLMe B BO3pacTe 40 1 rofa, HOCAT Ha-
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3BaHMe MHMaHTUNbHbIX. COrnacHo HOBOW Knaccuduka-
unu, MexayHapogHas npoTUBO3NUIenTUyeckas nura
(ILAE) BblgensieT nx Kak 0COO6bIi TUM 3MUAENTUYECKNX
npucTynos [2]. Yaie BCero anuienTu4eckue cnasmbl
BCTpeYalTCcs y AeTeil ¢ cuHapomom Becta. CuHapom
BecTa oTHOCKTCA K (hopmMam anuienTu4ecknx aHueda-
nonaTuii n xapakTepuayeTca B KilacCU4eCKOM BapuaHTe
TpUaZon CUMNTOMOB: UH(PAHTUIIbHBIMU CNAa3MamMm, run-
capuTMuei Ha MexxnpucTynHoi 33I, perpeccom ncmxo-
MOTOPHOro passuTua. B HacTosllee BpemMs B CBA3M
C TPYLHOCTAMU [WArHOCTUKM BCEX TPEX KPUTEPUEB,
no pekomengauuu ILAE, gns nocTaHOBKW AnMarHosa fo-
CTAaTOYHO Hannume ABYX U3 Tpex KpuTepues. HacToTa
BCTpevyaeMocTu cuHapoma Becta: 1 Ha 2000 HOBOPOX-
[eHHbIX geTel [3]. I3BeCTHO, 4TO OH MOXXET pa3BMBaTh-
CA Kak y U3Ha4yanbHO 3[40POBbIX [eTel, TaK U y feTen
C TSXKENOoW OpraHn4eckoi NaTosiornen rofioBHOro Mo3ra
[4]. HacumuTbiBaeTcsa 6onee 200 cambix pasHbix 3abone-
BaHWI, conpoBoXpawuwuxca cuHapomom Becta [5].
B pasButum cuHgpoma BecTta 60nbLIOE 3HAYEHME NpU-
JalT Hanuyuw MyTauuin B crepyrowmx reHax: ARX,
CDKL5, KCNQ2, FOXG1, GRIN1, GRIN2A, MAGI2, MEF2C,
SLC25A22, SPTAN1, STXBP1 [6,7].

CornacHo MmexxayHapoHbIM PEKOMEHAALMAM B fieye-
HUN MH(AHTUAbHBIX CNAa3MOB, Y4UTbIBas UX hapmMako-
Pe3NCTEHTHbIN XapakTep, NPUMeHAOTCA FOPMOHasbHbIE
npenapartbl unu Bura6atpuH [8]. bosiee NoAPOOHO KOH-
KpeTHble rOPMOHabHbIE Npenapatbl K CXembl UX Npu-
MeHeHNs OblIY PaCCMOTPEHbI B yXXe 0My6/IMKOBAHHOM
Hamu 0630pe [9]. B cBA3M ¢ TeM 4TO BUrabaTpuH He 3a-
peructpupoBaH Ha Tepputopun PD, a TakxXe CTpaxom
nepen nNo604HbIMM 3PAPEKTAMU FOPMOHANIbHOA Tepa-
nnuu, B Tepanun MHMaHTUIbHbIX CNAa3MOB B Halleil cTpa-
He 4acTo UCMONb3YKTCA ApYrue (He BUrabaTtpuH) aHTu-
anunentudeckne npenapatbl (A3M). B otnunyne ot
MEXAYHapOHbIX CTAHAAPTOB N€YEHUA UHMAHTUNb-
HbIX CNa3MOB UMEHHO OHU Yallle BCEro fABNATCA CTap-
TOBOW Tepanuein, W NUWb NPU OTCYTCTBMU 3dhdekTa
0T WX NPUMEHEHMNS Bpa4iu nNpuberarT K ropMOoHasbHOM
Tepanuu.

JlntepaTypHble AaHHble Mo adpdekTuBHOoCcTU AJM
B JIEYEHUWN UHPAHTUNbHBIX CNAa3MOB NMPOTUBOPEYUBBI.
CornacHo uccnegosaHuam Lotze T.E. ¢ coasT. (2004),
Hassanzadeh R.A. ¢ coaBT. (2017) obwas apekTns-
HOCTb (MpekpalweHne WHAAHTUIIbHBIX CMasMoB) Ha
pasHbix AJI (nckntoyas BurabaTpuH) coctasunia 26
n 25% cootsetcTBeHHo [10,11]. B npoTuBoBec 3aTuMm
pesynbratam B pa6ote Mitchell W.G. B 2002 r. oTcyT-
cTBMe addpekTa OT npumeHeHus A3I Habnaanoch
nmwb y 10% uccnegyembix [12]. B 10 e Bpems ap-
(PEeKTUBHOCTb BUrabaTpuHa B le4eHUN MHAHTUIbHbIX
cnasmoB 6e3 y4veTa 3TUONOTMM 3HAYUTENbHO BbILUE,
yem 3aphekTBHocTb apyrux A3[, u cocTaBnserT,
no gaHHbiMm Ohtsuka Y. ¢ coaBT., 66,7% [13]. B 3apy-
6€XKHbIX INTEPATYPHbIX NCTOYHUKAX BCTPEYAIOTCH YKa-
3aHMA HAa MCNONb30BaHMWE caMbiX padHbix AJM: Basb-
NpOeBOM KUCNOTbI, NeBeTupaLeTama, kapbamasenuHa,
Tonamakca, 3oHucamuaa, knoHasenama [14,15].

anunencus n NapokcnamMasibHble COCTOSHUSA

Takum 06pa3om, AaHHble Mo 3PAPEKTUBHOCTU pas-
nuyHbix AJM (Kpome BuUrabaTpuHa) B NeYeHUU WHAaH-
TUJbHbIX CMA3MOB M10X0 U3Y4eHbl 1 4acTO NPOTUBOpE-
4at npyr apyry.

Llenb uccnegoBaHusa - OLEHKA CMeKTPa Ha3HaYaembix
A3 1 nx acheKTUBHOCTN B NEYEHUN UHAAHTUNbHbIX
CNasmoB B rpynne poCcCUNCKNX NaLNeHTOB.

Marepuajabl H METOABL

HacToslee nccnegoBaHme aBnsiocb peTPOCNeKTUB-
HbIM, OblX NpPOAHANU3UPOBaHbI UCTOPUN 6ONe3Hel
JleTein, Kotopble rocnutanuaumposanuce B HUKW ne-
anatpun umenn H.E. Benbtuwesa ®rey BO «PHUMY
um. H.H. Muporosa», ®I'b «Poccuitckas getckas KInHu-
yeckasa 6onbHuua» n HAM ben I'Y r. benropoga ¢ 2011
no 2017 r.

B aHanua 6biny BKIKYEHbl UCTOPUK 60NE3HN feTeil
C cuHapomom BecTa, To ecTb feTen ¢ 4e60TOM anusien-
TUYECKNUX CMa3MOB [0 LBYX NeT, 3alepXXKONn n/unu pe-
rPeccom NCMXOMOTOPHOrO PasBUTUS U TUNCAPUTMUEN,
B T.4. C ee MOAMMDUUMPOBAHHHBIMWN BapuaHTaMu Ha
MEXNPUCTYNHOW 3eKTpo3HuUedanorpamme (33r). detu
obcneposanucb No 06bIMHOMY Ans cuHppoma Becta
nnaHy 06cnegoBaHNa — UM NMPOBOAMMIACL 3NEKTPOIHLE-
hanorpamma (nHorga BuAe0-33M-moHMTOpUHT), MPT
rOSIOBHOMO MO3ra, KNMHNYECKNE N BUOXUMUYECKUE aHa-
Nn3bl.

HasHa4veHne ASI npoBOoAMNOCH NeYalmnmm Bpadamu
Mo MECTY XMUTeNbCTBa, NPU rocnuTanu3aunn B ykasaH-
Hble Y4Y4peX[eHus Tepanus MeHsinacb B COOTBETCTBMM
C MeXAYHapoAHbIM CTaHAApPTOM Ha BUrabaTpuH wnu
ropMoHanbHyt0 Tepanuto. lVickno4eHus coctaBnsanu
netun, y kotopbix A3l y>xe BbI3Baa NpekpalieHme npu-
CTYMOB.

Moa aghdheKTUBHOCTbLIO MoApasyMeBanoch npekpa-
weHune NC n nopgasneHne runcaputMmun. Nog HeMonHoOM
3 (heKTNBHOCTLID NOAPa3yMEBaNOCb WCYE3HOBEHNUE
runcaputTMum n cokpatlenme yucna i€ Ha 50% wn 6onee.
Tak>xe YUKCUPOBANMChL NALMEHTbI C YBEINYEHMEM YUC-
na UC. AHann3 9 heKTUBHOCTM NPOBOANNICS pa3felb-
HO B [BYX rpynnax —y aeten ¢ Ty6epo3HbIM CKI1Ep030M
1 6e3 Hero.

[poaHanuauposaHo 175 nctopuin 601e3HN NaLMEHTOB
¢ C, noctynueLwnx B KNuHuKKM r. Mocksbl 1 I. benropoga
Ha ropMOoHanbHyto Tepanuto; 59/175 peteit (33,7%) 13 HUX
cTpaganu 1y6epo3HbimM cknepo3om (TC). BospacT gebroTa
VIC BapbupoBan ot ABYX AHel xu3um 1o 1 r. 11 mec. [letu
6bInn NoAeneHbl Ha Age rpynnsl: aetu ¢ G, ctpapatowme
TC n getn ¢ UC 6e3 TC. C uenbto nevennsa NG HasHava-
NUCb Takune nNpenapaThbl Kak: BanbnpoeBas KMUcnoTa, Bura-
6aTpuH, neseTupauetam, Tonupamart, 6eH304Ma3ENNHbI,
Kapb6amasenuH, oKkckap6asenuH, NanoTpuaKnH, 3TOCYK-
CMMUA, 30HNCAMIJ, UHOBEOH.

MpoBeneH aHanu3 agpdpekTuBHocTn A3l B ABYX
rpynnax u CpaBHUTENbHbIA aHann3 3 MEKTUBHOCTH
A3l B 3aBUCUMOCTU OT 3TUONOTUN WHAAHTUIIBHBIX
cnaamoB (MC) B rpynnax nauymMeHTOB C Ty6epO3HbIM
cknepo3om (TC) n 6e3 Hero.
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Ta6auna 1. AHTUAINUNENTIYECKHE TPenapaTsl (ADIT) 1 NX KOMOUHAINH: 3((EKTUBHOCTD B I'PYIIIE JIETEi C HH(PAHTUILHBIMH

CIa3MaMHU, CTPA/IAIOMUX TYOEPO3HBIM CKIepo3oM (N=59).

Table 1. Efficacy of antiepileptic drugs (AEDs) and their combinations in children with infantile spasms associated with tuberous

sclerosis (N = 59).

Yucno nauuentos ¢ C / Number of patients with IS
Mpenapat (Kopuaop CyTO4HbIX [03: H C npexpawennem UC Mg 20'“:7"*8""6"' <L ¢ i UG
T TR — DR T Aaanﬁau-lr_mtml " nonanner*ue%.m >50% u nuj‘:;z::euuem arn:“asojuueu
cyTouHas Bo3a) / Drug (Daily dose / Tota runf:apumuu / Wi .runcapummzl ith cessa- ) (%) / )
range: min to max) No. of cessation of IS and suppres- | tion of IS >50% and suppres- | With IS aggravation
patients* sion of hypsarrhythmia** sion of hypsarrhythmia N (%)
N (%)
Banbnpoesas kucnota (200-1000 mr) / o o
Valproic acid (200 to 1000 mg) 49 9 (18,4%) 0 1(2%)
Bura6arput (50-2500 mr) / o o
Vigabatrin (50 to 2500 mg) & (I @ (=) v
JleseTupaueram (100-2000 mr) / o o
Levetiracetam (100 to 2000 mg) 23 4 (17,4%) 0 1(4.3%)
Tonupamar (25-300 mr) / 19 0 0
Topiramate (25 to 300 mg)
beHsoanasenuHbl (KnoHasenam 2 mr,
kno6asam 5-40 mr) / o
Benzodiazepines (Clonazepam 2 mg, 18 1(5,5%) 0 0
Clobazam 5 to 40 mg)
Kap6amasenuH (200-400 mr) / 10 0 0
Carbamazepine (200 to 400 mg)
Okckap6asenuH (600 mr) / 9 0 0
Hydroxycarbamazepine (600 mg)
JTamoTpupxuu (65 mr) / 5 0 0
Lamotrigine (65 mg)
dtocykeumug (200 mr) / 4 0 0
Ethosuximide (200 mg)
3onucamug (100 mr) / 2 0 1
Zonisamidel(100 mg)
Banbnpoesas kucnota + Tonupamar /
Lo ) 1 0 0
Valproic acid + Topiramate
JleBeTnpaueram + Tonupamar /
. . 1 0 0
Levetiracetam + Topiramate
MnosenoH (400 mr/cyT.) / 1 0 0
Inovelon (400 mg/day)

* Obuyee uucao nayuermos 6oavie 59, mak Kax MHo2ue U3 Hiux nocie008ameibHo Noayyua 06a u 6onee ADI

“TIpu cmere mepanuuy peberra dghexm om Ho8020 Npenapama oUeHUBALCS 3AHO0BO.

* The total number of patients exceeded the 59, since many of them consistently received two or more AEDs.

" If the therapy was switched, the effect of the new drug was evaluated from that point.

Pesynaprarst

Cpefv npoaHanu3npoBaHHbIX MALWEHTOB Y ABYX fe-
Tel 0TMeYanacb CaMOoNnpou3BO/bHAasA peMuccus 6e3 Ha-
3Ha4veHuUs AJM B TedeHne 2 HeJ. OT HavYana MHgaHTUb-
HbIX CNasmoB. Y 04HOro pebeHKa, y4ymTbiBas Hanuyue
CTPUAOPO3HOI0 [blXaHWA, N3MEHEHNUSA HA KOXe r0JI0Bbl
B BMUJE «Ce60peiHbIX KOPO4YeK», B Tepanuto Obin BBEAEH
6uotnuH 3000 mKr/cyT., Ha DOHe Tepanunm OTMEYEeHO
yfiyyleHne COCTOAHUA pebeHKa B BUAE NMOAABIEHUA
rMNcapuTMnn, COKpalleHUs Yucna WHMAHTUNbHbBIX
CnasmoB [0 OAHOr0 B TEYEHWe HOYW, HUBENIMPOBAHMWE
cTpuaopa, nosBieHne aMOLMOHANbHOCTN U YaCTUYHOTO
KOHTaKTa ¢ pe6eHKoM, TO eCTb MMeJia MeCcTo HeaocTa-
TOYHOCTb 6UOTUHUAA3BI. [JaHHBIMW MO FeHeTU4eCKOMY

NoATBEPXAEHMIO Aedhuumnta 6MOTUHNAA3LI Mbl HE pac-
nonaraem.

HasHavyaemble AeTCKUMW HeBposioramu npenapatbl
N nx 3peKTUBHOCTb B rpynne MauMeHToB C WHMAH-
TUNbHLIMKU CMa3mamu, 06YC/OBSIEHHbIMU TY6EepPO3HbIM
CKIlepo30M, NpuBeaeHbl B Tabnuue 1.

3 npuBeAeHHbIX AaHHbIX CTAHOBUTCA O4YE€BUAHbLIM
nonHasa HeadpdekTuBHOCTb Takux Al Kak kapbamase-
NUH, TpUenTan, NaMoTPUAXKMNH, 3TOCYKCMMUA, 30HNCA-
MWJ, NHOBEJIOH.

HasHavyaemble AeTCKUMW HeBposioramu npenapatbl
N nx 3(peKTUBHOCTb B rpynne MauuMeHToB C WHMAH-
TUNbHLIMK cna3mamu 6e3 Ty6epo3HOro ckKieposa npu-
BeJeHbl B Tabnuue 2.

HaHHas uHTepHeT-Bepcus ctatbu 6bina ckauaHa c cauta http://www.epilepsia.su. He npegHasHa4YeHo ANsA UCNONb30BaAHUSA B KOMMEpPUYECKUX LiensiX.
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Ta6mmmna 2. AHTH3NIIENTHYeCKHe npenaparsl (ADIT) 1 ux KoMOMHAITNN: 3(PPEKTUBHOCTS B TPYIIIE AETEH ¢ MH(AHTIIBHEIMU
crazmamu (C), He crpajiaiomuMu Ty6epo3HbiM CKiiepo3oM (N=116).

Table 2. Efficacy of antiepileptic drugs (AEDs) and their combinations in children with infantile spasms (IS) without tuberous

sclerosis (N = 116).

Yucno nauuentos ¢ C / Number of patients with IS

C npekpawexuem NC C cokpalwyeHmem yucna C arrpasa-
MNpenapart (kopuaop CYTOYHbIX A03: Ha panHom 1 nofassieHnemM NC>50% u nopasneHuem uev": uc
MUHMManbHasa - MakcumanbHas cyTo4Haa | A3M* / Total runcaputmun ** / With runcaputmum / With cessation N (l;l) / With IS
Ao3a) / Drug (Daly dose range: min to max) No. of cessation of IS and suppres- | of IS >50% and suppression . .
n " 0 . . aggravation
patients sion of hypsarrhythmia of hypsarrhythmia N (%)
N (%) ** N (%) .
Banbnpoesas kucnota (200-1000 mr) / o o o
Valproic acid (200 to 1000 mg) 102 12 (11,7%) 2 (1,96%) 2 (1,96%)
Bura6atput (50-2500 wmr) / o o o
Vigabatrin (50 to 2500 mg) 42 7 (16,6%) 6 (14,2%) 1 (2,4%)
JleseTupaueram (100-2000 mr) / o
Levetiracetam (100 to 2000 mg) 32 16.1%) 0 0
beH3oanasenuHbl (KI0Ha3enam 2 mr,
kno6asam 5-40 mr) / o o o
Benzodiazepines (Clonazepam 2 mg, .l 8 (k) 1 ez U (i)
Clobazam 5 to 40 mg)
Tonupamar (25-300 mr) / o o o
Topiramate (25 to 300 mg) 24 3 (12,5%) 1(4,2%) 1(4,2%)
JTamoTtpuaxun (65 mr) / o
Lamotrigine (65 mg) ve v L 1 )
3tocykcumung (200 mr) / o
Ethosuximide (200 mg) 16 0 1(6,25%) 0
Okckap6asenuH (600 mr) / 15 0 0 1
Hydroxycarbamazepine (600 mg)
Kap6amasenuH (200-400 wmr) / o o o
Carbamazepine (200 to 400 mg) 13 1(7.7%) 1(7.7%) 3 (23%)
3oHucammg (100 mr) / Zonisamider (100 mg) 2 0 0 0
JTakocamup (po3a He U3BeCTHa) / 1 0 0 0
Lacosamide (dose not known)

* Obuyee wuca0 nayuermos — 6ovie 110, Mma Kai MHO2Ue U3 HUX 110C1e008AMENbHO NOLY AU 08d 1 Ooee ADIT.

“IIpu cmere mepanuiy peOEéHKa, 3pghexm om Ho8020 NPenapama OUeHUBAJICA 3AHOBO.

* The total number of patients exceeded the 116, since many of them consistently received two or more AEDS.

I the therapy was switched, the effect of the new drug was evaluated from that point.

Ta6mmna 3. CpaBHUTEIbHAA XAPAKTEPUCTUKA 3(P(PEKTHBHOCTH aHTHIMUIEN THYECKUX IIPEMAPATOB B 3aBUCHMOCTHU OT 3THOJIOTHH
nH(aHTUIBHAIX cr1a3MoB (MC) B rpynnax naluenTos ¢ Ty6epo3HbIM ckaeposoM (TC) u 6e3 Hero.

Table 3. Efficacy of antiepileptic drugs in patients with infantile spasms (I8) of different etiology with or without tuberous sclerosis

complex (TSC).
Mpouent naunentos / Number of patients (%)
C npekpawennem UC v nogaBneHnem C cokpaweHuem yucna NC>50%
Mpenapart / Drug runcaputmum / With cessation of IS and n nopasnexuem runcaputmum / With cessation
suppression of hypsarrhythmia of IS >50% and suppression of hypsarrhythmia
be3 TC** / Without TSC TC / With TSC be3 TC / Without TSC TC / With TSC
Bura6artpuH / Vigabatrin 16,6 56,4 14,2 10,2
Banbnpoesas kucnota/ Valproic acid 11,7 18,4 1,96 0
Tonupamat / Topiramate 12,5 21 4,2 0
JleBeTupauetam / Levetiracetam 3,1 17,4 0 0
beHsoanasenuHbl / Benzodiazepines 9,7 55 3,2 0
Kap6amasenuH / Carbamazepine 7,7 0 7,7 0
dtocykcumung / Ethosuximide 0 0 6,25 0

Ipumeuarue. Kopuoop cymounsix 003 yxazar 6 maodauyax 1 u 2.

Note. The daily dose range is shown in Tables 1 and 2.

anunencus n NapokcnamMasibHble COCTOSHUSA

www.epilepsia.su
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SAMNAENCUA

M NAPOKCU3MAJIbHbIE
COCTOSAAHMSA

PesynbTat cpaBHeHUs 3pEKTUBHOCTN pasHbix AJM
B ABYX rpynnax nauneHToB ¢ MH(AHTUNIbHBIMY Cnasma-
MU (C TY6EpPO3HbIM CKJIepO30M 1 6e3 Hero) nNpeLcTaBieH
B Tabnuue 3.

O6cy:xxaeHne

13BeCTHO, 4TO NpenapaTomM Nepeoro BbI6Opa B fieve-
HAW WHMAHTUIBHBIX CNAa3MOB ABJAIOTCA TOPMOHbI,
M TONbKO MPW OTCYTCTBUM 3pdeKTa OT UX NPUMeEHeHNs
B Tepanuu WCMNONb3yeTcs BUrabaTpuH (UCKIHOYEHUe
NPeacTaBNAT WHAAHTUIbHbIE CMa3Mbl Npu Ty6epo3-
HOM CK/epo3e, Npu 3TOM MepBbIM BbIGOPOM ByeT UMEH-
HO Bura6arpuH) [16]. HegaBHee MexxAyHapoAHOE Uccne-
Jl0OBaHMe nokasano eLle 60MbLUYH 3(PPEKTUBHOCTb Npu
COBMECTHOM MPUMEHEHUN BUrabaTtpuHa n ropmoHab-
Hol Tepanuu [17]. Y10 kacaetca octanbHbix AJ[, 70, Kak
NpaBWs0, OHW NPUMEHSATCS NpKU OTCYTCTBUM 3 dheKTa
OT [IBYX Bbille NepevyncrieHHblX BapuaHToB. Ham npea-
cTaBnsetcs, 410 B PO cutyaumsa HeCKOSIbKO MHAsA — BUTa-
6aTpMH M TOPMOHbI NMPUMEHAOTCA [AJIeKO He BCerAa.
[M03TOMY Mbl pELUUNN YTOYHUTL, YTO MMEHHO Ha3Ha4atoT
Hesponoru nauveHtam ¢ IC B P®. Kpome T0ro, Hac mo-
TUBMPOBAN TOT (PAKT, YTO LaAHHbIE N0 3PPEKTUBHOCTM
apyrux (kpome Burabatpuna) A3l1, kak nokasan aHanus
MeXAYHApPO4HOW nuTepaTypbl, CYLWECTBEHHO Bapbupy-
0T [10-13]. MbI Xxopowo npeacTasnisem cebe orpaHuye-
HUA [AHHOr0 MCClief0BaHUA, CBA3aHHbIE C ero Ausan-
HOM, W 0TYacTWM MpUCYLiNe BCEM PETPOCMNEKTUBHbLIM
nccnenosaHuam. Mpexae BCcero, JaHHOe UCCreaoBaHune
HOCUT ABHO HE 3NWUAEMUOSIOrMYECKUNIA XapaKTep 1 0Tpa-
)KaeT TOJIbKO Ty 4acTb NaLMeHTOB, KoTopas obpaTtunach
B Hawu KJAWHUKW. BO3MOXXHO, 4TO 4acTb NaLMEHTOB
C ycnewHbIM Jieq4eHnemM (npekpawieHmeM npucTynoB.)
He coobwmnm 06 atom. Takum obpasom, 3aPAEKTUB-
HOCTb NPOTMBOCYLOPOXXHOW Tepanuu MOXXeT 6bITb He[0-
OLeHEHHOMN N 0Ka3aTbCA HECKOJIbKO Bbille. XOPOLLO N3-
BECTHO, YTO 3P(PEeKTUBHOCTb JIe4YEeHNS B 3HAYUTESIbHOMN
CTENneHn onpeaensieTcsa 3TUONOMMEN WHAAHTUNbHbIX
CNasmoB, B JAHHOM Clly4yae Mbl ee urHopmposanu. Mc-
K/04YeHe COCTaBfAN Tyb6epo3HbIA CKJIep03, TaK Kak
B HUKW neanatpun um. K. E. BenbTuilesa Habnogaetcs
60/bLLIOE KONNYECTBO NALMEHTOB C JaHHbIM 3a605eBa-
HVUEM, ¥ Mbl MOCHUTANMN BAXKHbLIM HE NOTEPATb 3Ty 4acTb
JaHHbIX.

HecmoTps Ha BCe MMEIOLMECS OrpaHNYeHns Mbl MO-
)KEM cAenatb OnpefefieHHble BbIBOMbl U3 MOMYYEHHbIX
JaHHbIX. Bo-nepBbIX, FOPMOHaNbHas Tepanuns B IeHeHUn
NUHMaHTUNbHBLIX cNnadamoB B P® peako ABNSeTCS NepBoi
04epenblo Bbi6opa. Bo3MOXHO, 3TO CBA3AaHO CO CII0X-
HbIM 1 ANIUTENbHbIM NyTeM (MapLupyTu3aunei) naumneH-
Ta — CHayana OH NPUXOLUT K HEBPONOTY, KOTOPbIA Ha-
npaBnsieT ero Ha 9neKTpo3Huedasorpammy, MnoTom
K 9NnenTonory, KOTopbIi, Kak NpaBmno, CTPEMUTCA 0-
CNMTanM3mpoBaTb Takoro nauuWeHta, u T.4. Bugumo,
VMEHHO NMO3TOMY HEBPOJOr HA NMePBOM-BTOPOM MpuUeme
Ha3Ha4yaeT NMPOTUBOCYAOPOXHbLIA npenapat. o Hawum
JaHHbIM, Yallle BCEro aTUM npenapaTtom SBNSETCA Baslb-
npoesass kucnota — B 88% cry4aeB MH(AHTUIIbHbIX

cnasmoB 6e3 Ty6epo3Horo ckneposa u 83% cry4vaes
60/bHbIX TYOEPO3HbIM CKNEPO30M. YANBNAET NepeyeHb
ocTanbHbIX npumeHsemblXx A3M. Mbl MOXeM MNOHATb
060CHOBAHHOCTb Ha3Ha4YeHUs 6eH304Ma3ennHOB, TONU-
pamara u 30HUcaMua, Ha orpaHuyeHHyr 3EKTUB-
HOCTb KOTOPbIX €CTb CCbIIKW B MEXAYHApPOLHON 1 0Te-
yecTBeHHoW nutepatype [15]. Ho aBTopam cTaTbm
TPYZLHO HaNTN 06BACHEHNE LLeNeco0bpasHOCTN Ha3Have-
HUA Kap6amasenuHa, okckapbasenuHa, NnaMmoTpUaKMHA
npu NC. CneayeT OTMETUTb, 4TO BPayu, UX Ha3Hayato-
Lune, BMNOJIHe OTHAIOT cebe OTHET B TOM, Y4TO OHW Jleyart
nmeHHo C, a He hokanbHble NPUCTYNbI. TaKXXe He 04eHb
fCHa Lenecoo6pa3HOCTb Ha3HadYeHWs 3ToCyKCcumupaa
B MoHoTepanun B 14% cny4aeB UH(AHTUNbHbIX cnas-
MOB 6€3 Ty6ep03HOro ckneposa. Ham He yaanocb HanTu
HU OJHOT0 OMMCAHWA NauueHTa ¢ yCnewHbIM feYeHnem
NC sTocykcmnaom B MeXXAyHapOAHON NuTepartype.

O6pawiatoT Ha ce6s BHUMaHMe NPUMeHseMble [03bl
npenapatoB. Okosno 20 neT TOMy Ha3ag AenCTBUTESIbHO
CYyLLEeCTBOBasIa NPAKTUKA MPUMEHEHMS JOBOJIbHO BbICO-
KUX 03 Banbnpoara (4o 200 mMr Ha Kr maccol Tena).
Ho 3a4em npuberatb K [03am BasibNPOEBOW KUCIIOThI
B 100 mr Ha 1 Kr maccebl Tena Tenepb, Korga ecTb BO3-
MOXHOCTb FOPMOHanNbHON Tepanun? MopaxkaT n 403bl
nesetupauetama B 200 mr Ha 1 Kr maccol Tena y He-
CKOMbKMX NALWUEHTOB, NPU TOM HYTO €ro 3(pPeKTUBHOCTb
OblN1a MUHUMASIBHOM (CM. 06CYXXEHNE HUXeE).

OueHka 3 EeKTUBHOCTI NPOTMBOCYLOPOXKHbIX Mpe-
naparos (cm. Tabsn. 1-3) NOATBEPXKAAET UX HU3KYIO a-
dekTnBHOCTL. O4eBMAHO, 4TO 3P (DEKTUBHOCTL (Npe-
KpaleHune NpucTynos U runcapuTmMumn) Npu npUMeHeHnmn
BasibNpoeBo kucnotol (B 18,4% BCex crny4aesB npu Ty-
6epo3HoM ckriepose u B 11,7% Bcex cny4aes 6e3 Hero)
He conocTtasumMa C 3(PeKTUBHOCTbIO FOPMOHAJIbHON
Tepanuu. ITOCYKCUMUL He BbI3Basl NpekpalleHns npu-
CTYMNOB HM Y OAHOrO0 nauuneHTa. 0XKnaaemo HU3KoW Obina
3P PeKTUBHOCTL OKcKap6asenuua (0% B obeux rpyn-
nax), kapbamasenuHa (0% y naumeHToB ¢ Ty6EpO3HbIM
CKJ1ep0o30M U 7,7% 6e3 Hero). JleBeTupavuetam 6bi1 ad-
hekTuBeH B 3% BCEX CNy4aeB, Npu Ty6epo3HOM CKIepo-
3e — B 17,4%. Takxxe obpalyaeTt Ha ce6a BHMMaHUe Ao-
CTaTOYHO HM3Kaa 3(PEEKTUBHOCTL BUrabaTpmHa — Kak
npu Ty6epo3HOM cknepose (56,4%), Tak n 6e3 Hero
(16,6%). CuuTaetcs, 4T0 3MPEKTUBHOCTb BUrabaTpmHa
npu NG, accoummpoBaHHbIX ¢ TY6epO3HbIM CKITEPO30M,
gocturaet 95% [18]. Bo3M0XXHO, 3T0 CBA3AHO C TEM, 4TO
K Ham o6palwianncb NpPenMyLeCTBEHHO Te NaLueHTbl,
Yy KOTOpbIX npenapaT 6bl1 He3MEKTNBEH. Tak)Xe BO3-
MOXHO, 4TO HEeA0CTaTO4YHO BbICOKAs 3(MHEKTUBHOCTb
BurabaTpuHa 6blna cBA3aHa C HELOCTATOYHO BbICOKOM
[1030i4 BUrabTpuHa, Tak Kak neyebHas no3a Konebnercs
o1 20 no 150-200 mr Ha Kr Beca [19].

B Lenom TakTMKy NpOTWBOCYAOPOXKHOW Tepanun MH-
(haHTUNbHBIX CNAa3MOB, MO HALIWM LAHHbIM, Mbl MOXEM
OLEHUTb Kak HeadekBaTHyt. Mbl oTaaem cebe OTHET
B CNOXXHOCTAX MPUMEHeHWUs BuUrabatpuHa, Tak Kak OH
He 3aperucTpupoBaH B P®. Tem He MeHee, OH MOXEeT Ha-
3Ha4aTbCA MauMeHTam Mo XXU3HEHHbIM NOKa3aHMAM pe-

AaHHan nHTepHeT-Bepcus ctaTtbu 6bina ckauaHa c cauta http://www.epilepsia.su. He npegHazHa4eHoO AN UCNONbL30BAHUA B KOMMEpPUYECKUX LiensiX.
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LUeHMeM Bpa4yebHOr0 KOHCMNMYMA Ha YPOBHE KpaeBblX
1 061aCTHbIX 60M1bHULL. B Nt060M cryyae cyluecTByeT Ao-
CTynHasi BO3MOXHOCTb FOPMOHaNbHO Tepanun He ToMb-
KO JOpPOroCTOALL MM TETPAKO3aKTULOM, HO 1 60Jiee JeLle-
BbIMV NpenapaTamu —npeaHN30/I0HOM, AEeKCAMETa30HOM,
rMAPOKOPTM30HOM. OTBMEKasicb Ha He3dEKTUBHYIO
NPOTUBOCYAOPOXHYIO Tepanuio, Bpay TepsieT TO Aparo-
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