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PE3HOME

CuHzpom JTeHHOKca—TacTo ABNASETCS 3NUNENTUYECKO dHLedanonaTneid ¢ Ha4anoM B JeTCKOM BO3pacTe. XOpOoLo M3BECTHA
Knaccmyeckas Tpuaga kKputepues guardosa: 1) Hanu4me pa3Hoo6pasHbIX TUNOB pedpakTePHbIX 3NUNENTUYECKUX MPUCTYMOB
(TOHMYECKMX, aTUNNYHbIX 26CAHCOB, MUOKJTIOHNYECKIMX, TOHNHECKUX/AaTOHNYECKIUX MPUCTYNOB NAZEHWNIA, reHepann30BaHHbIX
TOHWNKO-KNOHUYECKMX, (DOKANbHBIX); 2) KOTHUTUBHbIE HAPYLLEHMS 1 4aCcTO NOBEEHYECKME HAPYLIEHNs (He BCeraa 04eBUAHbIE
K Ha4any anunenTu4ecKnX npucTynos); 3) reHepann3oBaHHas meanedHas (<2,5 ) cnank-BosHOBas akTUBHOCTb W reHepa-
NN30BaHHAsA NapoKCU3MasbHas ObICTPAsA aKTUBHOCTH CHA HA MEXTPUCTYMHOI 3NneKTpo3Huedanorpamme. HecMoTps Ha 06bI4-
HOe Ha4yasno nNpucTynoB B Bo3pacTte Ao 8 net (nuk B 3—5 neT), CMHAPOM HacTo UMeeT NOXM3HEHHOe TedeHune. MHorvne nayu-
€HTbl C CUHAPOMOM JleHHOKCa—lacTo BO B3POCNOM BO3pacTe CTpajatT pedypakTepHOW anusiencuein, TeM He MeHee
a[eKBATHbIA CUHAPOMOJIOTMYECKMIA ANArHO3 UM CTaBMTCS JANeK0 He Bceraa. PaclumpeHne Kputepues anarHosa CMHApPoOMa,
06CYyXAaemMbIX B CTaTbe, NO3BOSIUT BbIOPATb NPABWIIbHbLIA anropuTm neveHus. Npenapatom BTOPON 04epean Bbibopa B A40-
MOJSIHUTESIbHON Tepanuu 3NuIenTUHeCKUX NPUCTYNOB, aCCOLMMPOBAHHbBIX C CMHAPOMOM JleHHOKca-lacTo, asnsetcsa pydu-
Hamug. CyuiectByeT npobiema nepeayn nauneHToB ¢ CUHAPOMOM U3 AETCKOM KNWHWKM BO B3pOCnyr. A eKTUBHOE Be-
JeHne 60NbHOro TpebyeT He TONbKO KOHTPONS HAZ NPUCTYNaMu, HO W YAYYLIeHUs Ka4yecTBa XU3HU nayueHTa 3a cyeT
BO3[ENCTBNSA HA €r0 KOTHUTUBHbIE U NOBELEHYECKME MPOBNEMbI, HAPYLLEHNS CHA, NHBASIMAHOCTb (KaK (hn3n4eCcKyH, Tak 1 co-
LmanbHyto), 06pasoBatesibHble NPo6aemMbl U TPYAOYCTPONCTBO.

KJIKOYEBDBIE CJIOBA
CuHapom JleHHOKCca—lacTo, KpUTepun AmarHo3a, Bo3pacTHas 3BOSOLNS, ANArHOCTUYECKUIA anropuTMm, NiedeHune, pydguHamma,.
CtaTtbs noctynuna: 29.07.2022 r.; B gopabotaHHom Buge: 30.08.2022 r.; npuHaTa k neyatu: 19.09.2022 r.

®duHaHCcMpoBaHue
My6nukaums noaroToseHa npu (oUHAHCOBON NOAAEPXKE KOMMaHUK «Jincain». ABTOPbl HECYT NOSIHYH OTBETCTBEHHOCTb 32 CO-
[lepXKaHue cTaTbh U peJakLNOHHbIEe peLleHus.
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Bknap aBTopoB
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SUMMARY

Lennox—Gastaut syndrome is an epileptic encephalopathy with onset in childhood. The classical triad of diagnostic criteria is
well known: 1) presence of various types of refractory epileptic seizures (tonic, atypical absences, myoclonic, tonic/atonic drop
attacks, generalized tonic-clonic, focal); 2) cognitive disorders with frequent behavioral disorders (not always evident by the
beginning of epileptic seizures); 3) generalized, slow (<2.5 Hz) spike-wave activity of wakefulness and generalized paroxysmal
fast activity on sleep electroencephalogram. Despite the seizure onset usually occurring before the age of 8 (peak at 3-5) years
old, the Lennox—Gastaut syndrome is often featured with a lifelong course. Many patients with this syndrome suffer from
refractory epilepsy in adulthood, however, not always being provided a proper syndromological diagnosis. Expanding the
criteria to diagnose the Lennox—Gastaut syndrome discussed here would allow to choose a proper treatment algorithm.
Rufinamide is the drug of the second choice in the adjunctive therapy of epileptic seizures associated with Lennox—Gastaut
syndrome. However, a pediatric-to-adult clinic transition of patients with Lennox—Gastaut syndrome may pose some obstacles.
Herein, an effective patient management requires not only seizure control, but also improvement of patient's quality of life by
influencing cognitive and behavioral issues, sleep disorders, disability (both physical and social), educational problems and
employment.
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BBEJIEHMUE / INTRODUCTION CaHCOB, MUOKJIOHNYECKUX, TOHNYECKUX/aTOHNYECKUX NpU-
CTYNOB NaJeHWii, reHepann30BaHHbIX TOHNKO-KNOHUYECKMX,

Cunzpom JleHnokca—lacto (CJIM) asnsetcs anunentuye- (boKanbHbIX); 2) KOTHUTUBHbIE HAPYLUEHUS W 4aCTO MoBe-
CKOW aHUedanonaTnen ¢ Ha4anom B JeTckom Bo3pacte [1]. JEeHYeCKMe HapyLleHns (He BCeraa 04eBUAHbIE K Havany
XOpowo n3BeCTHA Knaccuyeckas Tpuaga Kputepues gua- ANUNENTUYECKNX NMPUCTYNOB); 3) reHepann3oBaHHas Mea-
rHo3a: 1) Hanu4ue pa3Hoo6pPa3HbIX TUNOB pPedPakTepPHbIX neHHas (<2,5 ) cnank-BosHOBast aKTUBHOCTb M reHepasm-
3NUNENTUYECKNX NPUCTYNOB (TOHUYECKUX, aTUMNYHbIX a6- 30BaHHAs NapoKcM3mManbHas 6bICTPas akTUBHOCTb CHA Ha

anunencua n napokcn3malibHble COCTOAHUA Www.epilepsia.su
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MEXMNPUCTYNHON 3anekTpoaHuedanorpamme (330 [2-4].
HecmoTpsi Ha 06bI4HOE Ha4ano NPUCTynoB B BO3pacTe A0
8 net (nuKk B 3—5 neT), CUHAPOM 4aCTO UMEET NOXKMU3HEHHOE
TeyeHue. [InarHocTnka cuHAPOMA BO B3POCSIOM BO3pacTe
3aTPYAHUTENbHA B CBSA3M C IBOJIOLUNEN KNUHUYECKUX CUM-
NTOMOB, pPa3psaaoB Ha I3 1 HeJOCTATOYHON MHAOPMUPO-
BAHHOCTbO 06 3TOM CMHAPOME BO B3POC/ON CETU OKa3aHus
MeaNLMHCKON nomMoLm [5].

MonynaunoHHas pacnpoCTPAHEHHOCTb CUHAPOMA CO-
ctaBnaeT 26 cnyyasa Ha 100 Tbic. HaceneHnsa. 3abonesae-
MOCTb B nonynsiuuu oueHnsaetcs kak 0,1-0,28 cnyyas Ha
100 TbIC., y peteii — 2 cnyyas Ha 100 Tbic. [6]. CuHAapoM JleH-
HoKca—lacTo oTmevaeTca npumepHo y 1-2% Bcex nauneH-
TOB C anunencuein, okono 20% cny4aes npeacTaBnsoT co-
601 3BOJTIOLMIO M3 CUHAPOMA UH(DAHTUNbHBIX CNA3MOB [7];
OH HECKOMbKO Halle BCTPEYAETCS Y MaJIb4MKOB. Anunencus
4acTo Ha4YnHaeTcs B Bo3pacTe 0T 1,5 4o 8 net (C NMKOM Ha-
yana B 3—5 neT) 1 JOBONbLHO pefiKo B 60/ee NO3AHEM BO3-
pacTe, ByioThb Jo 18 net [7].

ATuonorns cuHapoma pazHoobpasHa, Ho npumMepHo B 1/4
CNy4aeB ee He yaaeTcs ycTaHOBUTH [8]. Y 60/bLINHCTBA Na-
LMEHTOB CMHAPOM SIBNSAETCA CNEACTBMEM CTPYKTYPHbIX NO-
BPEXAEHWIA NN N3MEHEHWUS B CTPOEHUN FOMIOBHOMO MO3ra:
Ty6epOo3HOro CKyiepo3a, MHMEeKLUNIA (MEHUHTUT, 3HUedanuT),
POJIOBOr0 NOBPEXAEHMUA NN TPABMbl, METAB0JNYECKNX 3a-
60J1eBaHNIA 1 NOPOKOB pa3BuTus [8]. AHANN3 JAHHbIX CeK-
BEHUPOBAHNA 9K30Ma 13 KoropTbl 356 naumeHToB ¢ CJ1I 06-
Hapy>Xun B 06LLeil cnoxHoctn 429 myTaunin de novo. Cemb
reHoB 6blUIN NAEHTMMMUUNPOBAHBI KaK MELLLME 3HAYEeHME
B 3TUX anuienTnyeckux aHuedanonatnax: DNM1, ALG13,
CDKL5, GABRB3, SCN1A, SCN2A v STXBP1 [9]. Y nauneHToB
C TPUCOMUEI XpPOMOCOMbI 21 MOXET HabNoAaTbCS NO3AHEE
Havano CJ1I, xapakTepu3yrLieecs 4acTbiMn PedOIEKTOPHbI-
MW Cyaoporamu, B OCHOBHOM BbI3BaHHbIMW BHE3AMHON He-
0XKMAHHOW CEHCOPHOII cTumynaumeii [10].

JUATHOCTHKA / DIAGNOSIS

Kpurepuu THarHo3a B IeTCKOM BO3pacre /
Criteria for diagnosis in childhood

IunarHos CJ1I npeacTaBnseT onpejeneHHble TPYLAHOCTY
He TONbKO BO B3POCJIOM, HO 1 B A6TCKOM BO3pacTe. Kak npa-
BMJI0, MOTYT NPUCYTCTBOBATL [aJiekKo He BCE CUMNTOMbI
KNaccu4eckoi Tpuaabl. MHOrne KNMHMYECKNeE 1 dHUEedano-
rpadymyeckne CUMNTOMbI NOABAAKOTCSA NOCTENEHHO [8].
YcTaHoBneHne gnartosa CJ1I BaXKHO € TOYKM 3pEHUS Ha3Ha-
YeHus onTUManbLHOW hapmakoTepanum, T.K. He BCe NMPOTU-
BoanuienTuyeckme npenapatbl (M3M1) gokasanu cBo ag-
(PeKTUBHOCTb NPU JAHHOM CUHLPOME, @ HEKOTOPbIE MOTYT
NPUBOANTL K YXYALIEHUIO COCTOAHNUA naymeHTa [11].

Heobxoanmo guHamuyeckoe HabnogeHme 3a AeTbMu, no-
CKOJMbKY CUHAPOM MHAHTWUAbHbLIX CNA3MOB (paHee — CUH-
apom Becta) n gpyrue anunentudeckue aHuedanonatum
C PaHHUM Ha4yasioM MOTYT 3BOJOLMOHNPOBATL B CUHAPOM
JleHHOKCa—TacTo. Y Takux 60JIbHbIX CiefyeT Nepuognyecki
nepecmaTtpuearb Kputepum anartosa [7]. Tak, 33l-nattepH
reHepann3oBaHHON MeasieHHON Cnak-BOTHOBOW aKTUBHO-
CTW C 4acTOTON MeHee 2,5 [l MOXEeT nepBoHa4YanbHO He npu-

CyTCTBOBATb y naumeHToB ¢ CJII, KOTOPbIA 3BONOLUOHNPO-
Ban u3 cuHapoma Becta. ccnenosaHue J.R. Hughes et al.
(2002 r.), npoBeaeHHoe y 64 nauymeHTtoB ¢ CJIT B TeveHne
42-neTHEro nepuoaa, nokasano, YTo CPeaHAs NPOAOIIKMN-
TeSIbHOCTb «KNAacCM4eCKNX>» KOMMNIIEKCOB reHepasin30BaHHOM
MeJIEHHOW Cnank-BOJIHOBOW aKTUBHOCTW COCTaBnsAna
8,2 ropa (omanasoH 1-35 net, meauana 5,5 roga) [12].

MexxayHapoaHas npoTMBO3NMNIENTUYECKas nura (aHrn.
International League Against Epilepsy, ILAE) npusoaut cne-
JAylowme o6a3aTenbHble KPUTEPUM AKMATHO3A CMHAPOMA
B AeTCKOM BO3pacTte [7].

A) ToHMYecKmMe NpuCTynbl. B JONONHEHNE K TOHUYECKUM
MpUCTynam JOMKeH ObiTb MO MEHbLUEA Mepe eLle 0OANH A0-
MOJSTHATESIbHBIA TUN NPUCTYNA U3 NEPEYNCTIEHHBIX HIXKE:

— aTUMUYHBINA aBCaHC;

— aTOHUYECKWIA;

— MUOKJIOHUYECKMWIA;

— (DOKAJIbHbIN C HAPYLIEHWEM O0CO3HAHHOCTHK;

— reHepann30oBaHHbIN TOHNKO-KNOHNYECKUN;

— 6eCCYA0POXHbIN 3NUIENTUYECKMIA CTATYC;

— anuNIenTNYecKne cnasmsl.

b) 33l-kputepun:

— reHepannM3oBaHHas MeAeHHas cnak-BoNHOBAs aKTUB-
HOCTb C 4aCTOTON MeHee 2,5 My (NMM60 NPUCYTCTBME 3TOrO
naTTepHa Ha npeablaywen 33r);

— reHepanun3oBaHHas napokcnamanbHas 6bicTpas akTuB-
HOCTb BO CHe (160 NMPUCYTCTBME 3TOr0 NaTTepHa Ha npe-
Abigyuien 33r).

B) BospacTt pe6tota meHee 18 net. [e6toT nocne 8 net
OTHOCWTCH K HACTOPaXKMBAKLMM CUMNTOMAM, T.e. K TEM,
KOTOpbIe MOryT 0TMEYaTbCs y He6O0JIbLLIOW YaCTW NALMEHTOB,
He NCKJTI0YatoT ANarHo3, HO TPeOYHT NOBbLILLEHHOr0 BHUMA-
HUA K AndpepeHunanbHOMy ANarHo3y CUHAPOMA.

I Ncxop 3abonesaHns:

— (hapmakope3uCcTeHTHas aNUNencus;

— NHTENINEKTYasIbHas He0CTaTOMHOCTb CPEHEN CTeNeHN
TSOHKECTN Unu rnybokas.

[lns Bcex anunenTnYecknx aHuedanonaTnini XxapakTepHbl
BbICOKAs 4acToTa NPUCTYNOB M «MaCCUBHAS>» 3MUNENTH-
hopmHas akTMBHOCTb Ha A3l B nepBble rofbl noce aebro-
Ta anunencuu. Ho no mepe B3pocieHns pebeHka Nponucxo-
ANT 3BONIOLUMSA 4ACTOTbl NPUCTYMNOB CO CHUXEHUEM WX
Yyncnau, 4acTo, C U3MEHeHMeM Tuna NPUcTynoB, 3BOOLMUS
93l ¢ yMeHbLIEHMEM 4aCTOTbl ANUENTUHOPMHbIX pa3ps-
[l0B, 11 Ha NEepBbIi NSIAH BbICTYNAKT UHTENNEKTYasbHble
1 NOBeJEHYeCKMe HapyLweHns. B CBA3M C 3TUM 3HA4YNTENb-
Has 4aCTb NALWEHTOB TEPAKT CneunUYecKunii AnarHos
CMHApPOMA Npu Nepexoe BO B3POC/YIO CETb.

J. Roger et al. (1998 r.) Habntoganu 38 nauneHToOB C CUH-
Apomom JleHHOKca—lacTo ¢ AeTcTBa 40 B3POC/IOro Bo3pac-
Ta, U TOJIbKO NOMOBKHA B3POC/bIX 60SIbHbIX MMENa Knaccu-
yeckue vyeptbl cuHapoma [13]. V 15% naumeHTOB 0TMeYanach
nepcucTupyrowas mynetudpokanoHas anunencus. Y 37%
60JIbHbIX C OTHOCMTENIbHO 6/1aroNpPUATHLIM UCXOA0M 3a-
donkcupoBaHbl 60ee N03gHee Ha4ano anuaencun (0T 7 4o
11 neT) n KOpoTKoe ee aKTUBHOE TeveHue (0T 2 Ao 6 neT).
[axe B 3701 rpynne 6naronpusaTHoro Te4eHuns 8 20% cny-
4aeB 0CTaBanNCb PoKasbHbIE MPUCTYNbI HA YOHE MOCTOAH-
HOTO HEBPOMOrMYECKOro 1 NMCUXNaTPUYecKoro geduumnta
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[13]. Mo maHHbIM Tex »Ke aBTOPOB, BO B3POC/IOM BO3pacTe
y NaLKUEHTOB Y>Xe He 6bIS10 HYaCTbIX NPUCTYNOB NAAEHWIA, HO
MO COXPAHATLCA TOHUYECKNE NPUCTYNbI BO CHe. CHMXa-
nacb 4acToTa aTOHNYECKMX NPUCTYNOB C NAAEHUAMU — BO3-
MOXXHO, 9T0 ObIf10 CBA3AHO C TEM, 4TO 60JIbHbIE C BO3PACTOM
CTAHOBWUIMCH MANONOABMXHbLIMU 1 YTPa4YMBaNU HaBbIK Ca-
MOCTOSATENbHON X0A4b6bl. KpOMe TOro, aTOHUYecKue npu-
CTYMbl CTAHOBMJINCb MaJI03aMETHbIMU — B BU/E KNBKA r0J10-
BOW. Y 4acTW NaLMeHTOB COXPAHANNCH aTUNUYHbIE a6CAHCbI.
[po6iembl ¢ ANArHOCTUKON TOHUYECKMX NMPUCTYNOB ObINK
Te XKe, 4TO 1 B AETCTBE, NPUCTYNbI ObIN MaNo3aMeTHbIMM
1 4acTO OTMEYasIMCb BO CHe, MOITOMY AJ1S UX ANArHOCTUKM
Tpe60oBanoch NpoBeeHne BUAe0-33-MOHUTOPUHTA CHA.
KapTuHa mexxnpucTynHoii 33 ¢ BO3pacTOM TakxXe Me-
HaeTcs. Knaccnyeckne paspsbl MeANEHHbIX KOMMIEKCOB
«CMNanK — MeAneHHas BONHa» peKko YUKCUPYHOTCS Y B3POC-
NbiX nauneHToB. OCHOBHAsA 6MO3NEKTpUYeckas akTMBHOCTb
MOXET O6bITb 3aMeAJIEHHA, U HA 3TOM (POHE MOTYT peru-
CTPMPOBATHCS MHOXECTBEHHbIE HE3aBUCUMbIE KOMMEKChI
CManKoB UM KOMNJIEKCbI «CMank — MefeHHas BOSTHa», U
pa3psaabl HA 33T 60APCTBOBAHUS MOTYT BOBCE HE 0OHApy-
XuBatbeca. MoryT coxpaHsaTbCa Npobern reHepann3oBaH-
HOI NapOKCM3MaNbHOI 6bICTPOV aKTUBHOCTY BO CHe [5].
BaxxHernwyto npo6nemy BO B3pOCJIOM BO3pacTe COCTaB-
NAT KOTHUTUBHbIE U NOBEAEHYECKME HApyLWeHns. Tsxenas
YMCTBEHHAs OTCTaNnocTb onucbiBaetcs y 43% nauneHToB
C KPUNTOTEHHbIM CUHAPOMOM U B 75% CUMNTOMATU4ECKUX
cnyyaes GJIT co CTPYKTYPHbIMU U3MEHEHUAMN HA MArHUTHO-
pe3oHaHcHon Tomorpamme (MPT) [14]. Mo paHHbIM
E. Ferlazzo et al. (2010 r.), cpegHsas unu TAXeNas CTerneHb
YMCTBEHHOIA 0TCTanocTy 6bina xapakTepHa ans 26 u3 27 na-
LIMEHTOB C CUHAPOMOM, a NOBEAEHYECKINE HAPYLLIEHNs — Ans
14 13 27 [15]. Y B3pOCAbIX 60JIbHBIX N0 CPABHEHWUIO C JeTbMM
HapacTaeT 4acToTa ONMO3NLUOHHOI0 NOBEAEHMSA, BCMbILIEK
rHeBa, TPEBOXKHOCTU W aenpeccuu. [lnarHocTika aTux pac-
CTPOWACTB 0COO6EHHO 3aTPyAHEHA Y NAUNEHTOB C UHTEJSIeK-
TyanbHOM HeJ0CTaTOYHOCTLID. MoryT ycunneatbecs ABura-
Te/ibHble HAapyLeHNs — BO3MOXHbI NpOrpeccupyouee
HapyLeHue NOXoAKW 1 NOSBNEHNE IKCTPanMpamnaHbiX CUM-
NTOMOB. YBEeNN4YEHA 4acToTa YTOMNJIEHUA, 0XKOr0B, Nepeno-
MOB, YLINOOB MArKIUX TKAHE — 3TOT PUCK MOXKET ObITb BbILLE,
4em y Apyrux nauueHToB ¢ anunencueit [5]. MoBbiWeH puck
CUHIPOMA BHE3aMHOo CMepTy Npu anusencui (aHri. sudden
unexpected death in epilepsy, SUDEP) n3-3a BbICOKOW 4aCTO-
Tbl NPUCTYNOB Y 4acTW 60MbHbIX, UX PE3NCTEHTHOCTM, HOY-
HOr0 XapakTepa 1 Ham4usa yMCTBEHHOI oTcTanoctu [16].
Bce BbllLenepevncrieHHoe NPMBOANT K 3HAYNUTENbHbIM
COLMaNnbHbIM OTPaHNYeHNsIM, B T4. U B YPOBHE 3aHATOCTH.
K. Yagi et al. (1996 r.) uccnegoBanu ypoeHb 3aHsatoctn 102
nauneHToB ¢ CJI, n TonbKo y 12 13 HUX Bbina perynapHas
pa6oTa, a 36 60JIbHbIX UMENN HYaCTUYHY0 3AHATOCTb. bosib-
WKMHCTBO (54 naumeHTa) 66111 6€3paboTHLIMU [17].

Kpurepuu 1Uar1o3a 1 aIropuTM JTHArHOCTUKH
CHHIpPOMA BO B3POCIOM Bo3pacre / Criteria and
algorithm of diagnosis in adulthood

HecmoTps HA MHOTOYMCNEHHbIE Pab0Tbl, MOCBALLEHHbIE
CNI y peTeit, nOAX0bl K ANArHO3Y U NIEYEHNUO CUHAPOMA

anunencus n NapokcnamMasibHble COCTOSAHUS

Y B3POCHbIX MOKA He onpeaeneHbl. BO3mMoXHO, 370 06ycnoB-
NeHo npeay6exaeHnemM, 4To cuHapom JleHHokca—-lacTo
NpeyMyLLEeCTBEHHO «AeTCKui». Moatomy B 2020 r. rpynna
3KCNepTOB-3NUNENTONION0B C NOMOLLbIO KOHCEHCYCa Npej-
noXuna cneayrolne KpuTepuyu anarHosa cuHapoma
y B3pocbIx nauyueHTos [18].

A) AHamHe3: BO3pacT Ha4vana anuiencun — Ao 8 net, CuH-
APOM MHAAHTUIbHbIX CNA3MOB B MEPBbIA 04 XU3HK, 3a-
JEepXXKa PasBUTUSA U KOTHUTMBHbIE HAPYLLIEHUS ¢ OeTCTBa
(4acTO B COYETAHWW C NOBEAEHYECKUMU HAPYLIEHUAMUN —
paccTpOMNCTBAMU ayTUCTUYECKOrO CMEeKTpa, arpeccuBHO-
CTbi0, TUNEPAKTUBHOCTbLIO).

B) MpucTynbl: Hanu4ue (B T.4. aHAMHECTUYECKOE) ABYX
1 60nee peddppakTepHbIX TUNOB 3NUAENTUYECKNX NPUCTYNOB
MoMOraeT 3anoo3puTb CMHAPOM. BO3MOXHbIE, HO He eANH-
CTBEHHbIE TUMbI MPUCTYMOB: TOHUYECKNE, aTOHNYECKIE, aTh-
MU4YHble aBCaHCbl, MUOKJIOHUYECKNE, (DOKASIbHbIE, TeHepa-
NN30BAHHbIE TOHWKO-KJIOHMYECKNE, (POKanbHble C 3BO-
noumeii B 6unatepasnbHble TOHUKO-KNOHUYECKNE).

B) 33I: 3amepneHne 0CHOBHON 6MO3NTIEKTPUYECKOI akK-
TUBHOCTK, LMD DY3HbIE CNAiK-BONHOBbIE pa3psa/bl BO BpEMS
60APCTBOBAHMA, BCMNbIWKM ANGDY3HbIX ObICTPbIX PUTMOB
BO CHe. HO MOTyT 6bITb 11 DOKanbHbIE, U MYNbTUGOKaNbHbIE
paspagsbl.

OnpefeneHne KpUTeprUeB AnarHo3a CUHAPOMA C Y4EeTOM
ero 9BOJIOL MM NO3BOANSIO CPOPMUPOBATL AUATHOCTUYE-
CKWIA anropuTm AN B3pocnbix nauueHtos [18]. B moandn-
LUMPOBAHHOM BMAE OH NpefCcTaB/ieH Ha pUCYHKe 1.

GAPMAKOJOI'NMYECKOE JIEYEHUE /
PHARMACOLOGICAL TREATMENT

CuHapom JleHHOKca—lacTo npeacTaBnseT co60M CIOXHYH
ANUNEeNTUYECKYH dHLedanonaTuo 1 aHuedanonaTuo pas-
BUTWSA C KPaiHe NNOX1M NPOrHO30M AN AONTOCPOYHOMO KOH-
TPONS CYAOPOr U KOTHUTMBHOIO uexoaa [19]. Llenn neveHuns
MOTYT pa3nuyaTbCca B 3aBMCUMOCTI OT BO3pacTa nauneHTa
1 cTagum 3abonesaHms. PelweHns no nevyeHno MoryT 6biTh
CJI0XXHbIMU 113-32 PA3SINYHbIX TUMOB MPUCTYNOB N COMYTCTBY-
owmx 3abonesanui, cBsidaHHbix ¢ GJT. [JokasaTenbHas 6a3a
Ans apmMakonornieckoro Ne4YeHns CMHAPOMa OrpaHnyeHHa.
INMOEMUONOrnyeckne faHHble n 0630pbl B3POC/bIX NaLMeH-
T0B ¢ GJIT cBMAETENbCTBYHOT O TOM, YTO NPU CTAHLAPTHOM
NeYeHNn 04eHb HU3KA BEPOATHOCTb PEMUCCUI B AONITOCPOY-
HOM nepcnekTmee [15]. TakxXe BEPOATHbI CNOHTaHHbIE KOJle-
6aHns 4acToTbl U TUNa npucTynos [20], 4T0 HEO6X0AMMO Y4u-
TbIBATb MPW PACCMOTPEHMI OTBETA HA NEYeHue.

KokpeiiHoBCcKuiA 0630p no npumeHeHuto M3M gns neye-
Hus CJ1T, npoBefeHHbli B 2013 r., BKNKOYaN BOCEMb UCCIe-
[OBAHWII CEMU NpenapaTos, UCNONb3YEMbIX B KQ4eCTBE A0-
nonuuTensHom tepanuu [21]. NMokasaHo, 4T0 Hanbonee
3 EKTUBHBIMM B KA4eCTBE AOMOSHUTENbHOW Tepanuu
OblIM TaMoTpUAXUH (aHrn. lamotrigine, LTG), pycouHamung
(aurn. rufinamide, RUF), Tonupamar (aurn. topiramate, TPM)
1 henbamart, 0TMeYeHa Ux paBHas apdeKTUBHOCTb. Kno-
6a3am (aHrn. clobazam, CLB) npogemoHcTpupoBan agdex-
TUBHOCTb NPU NpucTynax nageHuns. He 6b110 4OKa3aHO -
(heKTUBHOCTU AN LMHPOMKULAA U HU3KUX/BbICOKUX A03
TUPEOTPONUH-PUIIN3UHT-FOPMOHA [22].
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of tonic seizures + at least one of the following types

of seizures in childhood:
— fpon-araku / drop attacks

— MIUOKMOHNYECKNEe MPUCTYMbl / myoclonic seizures

— TOHWUKO-KIMOHWYECKMe NpucTynbl™ / tonic-clonic seizures™
— atunuyHble abeaHcbl / atypical absences

— (hokanbHble npuctynbl / focal seizures

B. Bo3pacT pebiota /
Debut age:

<18 ner, Hanbonee

yacTo B 3-5 net/

<18 years old, most

common at 3-5 years

1. UCTOPUA BONE3HU / CASE HISTORY

A. Hanuume 3nu3070B TOHUYECKUX NPUCTYNOB + N0 KPanHeil mepe
O/IHOr0 M3 CNeAyHLMX TUNOB NPUCTYNOB B AeTcTBe / Episodes

C. NutennexT u nosepenue / Intellect and behavior:
— 06bI4HO KOTHUTUBHbIE HapyLeHns / usually
cognitive impairment

— 00bI4HO OTCTaBaHME B Pa3BUTUN C [e6IOTOM

B [IETCTBE + HapyLUeHus B noBefeHnn / usually
developmental delay with onset in

childhood + behavioral disturbances

TpebyeTcs nu fONOAHUTENbHAA MH(IOPMALMA ANS NOCTAHOBKM AMArHO3a Yy B3POCOro NaUMeHTa Npyu Hanuyum 3aKnioYeHuit B IETCKOM Bo3pacte? /

Whether additional information is required for diagnosis in adult patient upon relevant findings made in childhood?

BoisBnstoTes /

Revealed
[nchcpy3Hble MeaneHHble KOMMEKChI
«0CTpas-MefneHHas BONHa»
6oapcTBoBaHms, GPFA cHa /
Diffuse slow acute-slow wave
complexes of wakefulness,

Nla/ Yes

2.33r / EEG

HesicHas kapTuHa /

Unclear picture
HeT yeTkux andcy3aHbIX MeaneHHbIX
KOMNNEKCOB «0CTpas—Me/NeHHas
BOMHA», HO I 6OAPCTBOBAHNS
aHomanbHa, GPFA cHa / No clear
diffuse slow acute-slow wave

33T B Hopme /
EEG is normal

Bueo-33r-MOHUTOPHHT /

Het / No

Cunppom JlenHokca-T'acTo /
Lennox-Gastaut syndrome

BoamoxHo oTcyTCTBIE

cuHapoma

INenHokca-Tacto /

Possibly no

Video-EEG monitoring syndrome

sleep GPFA complexes, but abnormal wakeful

EEG, sleep GPFA
Na/Yes ¢

[innTenbHbIin MOHUTOPUHT (B T.4.
BO Bpems cHa) / Long-term monitoring
(including sleep monitoring)

i Lennox-Gastaut

Bupeo-33r-MoHUTOpUHr /
Video-EEG monitoring

__________________ >

BeposTHbIi CMHAPOM
JlenHokca-Tacto /
Possibly Lennox—Gastaut
syndrome

i3

CuHapom

JNlennokca-Tacto/ <
Lennox-Gastaut

syndrome

* bunatepanbHble TOHUKO-KNOHUYECKWE NPUCTYMbI
(NepBUYHO-TEHEPaNN30BaHHbIE) U (DOKATbHbIE NPUCTYMbI
C 3BONIOLEN B BUNaTepanbHble TOHUKO-KNOHNYeCKne
(BTOPM4HO-TeHepann3oBaHHble) / Bilateral tonic-clonic
seizures (primary generalized) and focal seizures evolving
to bilateral tonic-clonic (secondary generalized) seizures

IndbpysHble MeAneHHbIe KOMMIEKChI
«OCTpas-Me/IeHHas BONHa»

6oppcTeoBanms, GPFA cHa / Diffuse
slow acute-slow wave complexes
of wakefulness, sleep GPFA I

PekoMeH/lyeTcs NPOBECTH AMAarHOCTUYECKME TECTbI (ECIW OTCYTCTBYHOT AaHHbIE HEJLABHUX UCCNIEA0BAHNI),
T.6. HeiPOBU3Yanu3aLuio, reHETHYECKOE TECTUPOBAHME M Ap. /
It is recommended to carry out diagnostic tests (in case of no data from recent studies), i.e. neuroimaging, genetic testing, etc.

PrcyHOK 1. AITOPUTM JAUArHOCTUKU CUHIPOMA JIEHHOKCA—['aCTO y B3POC/IBIX TALIUEHTOB C PE3UCTEHTHOM IUJIEIICUEN
(amanrrrpoBaHo u3 [18]).

DOT - anekrposnuedanorpapus; GPFA (anrn. generalized paroxysmal fast activity) — reHeEpaJIN30BaHHASA TAPOKCU3MAJIbHAS
OBICTPOBOIHOBASI AKTUBHOCTh

Figure 1. A diagnostic algorithm for Lennox—Gastaut syndrome in adult patients with resistant epilepsy (adapted from [18]).
EEG — electroencephalography; GPFA — generalized paroxysmal fast activity

BaxxHo 06CyxaaTb puckn n npeumyuwiectsa VPA u apy-
rNX anbTepHaTUB NleYeHns. BanbnpoaT HAaTpUs AOSKEH
npeasiaraTbCa B Ka4eCTBe Tepanuu NepBon NMHUN SNS CUH-
JPOMOB ANMUAENCUN, NP KOTOPbLIX 3TO Hanbonee addek-
TUBHbI BapuaHT. Y nauueHtos ¢ CJ1I Bbirofa o1 ©cnosb3o-
BaHusa VPA 4acTo nepesewwnBaeT nto60in puck [25].

Baxsnpoar Hatpus / Sodium valproate

Banbnpoart HaTpus, unu Banbnpoesas Kucrnota (aHrm.
valproic acid, VPA), 3apeructpupoBaH B Poccumn gns uc-
nonb3osaHus npu GITy B3pocnbix 1 aeten ¢ 6 mec (B dhop-
me cupona). LUnpokni cnekTp TepaneBTU4ECKON aKTUBHO-
CTW 1N 3)(DEKTUBHOCTb B OTHOLLUEHWUMN FEHEPaNN30BaHHbIX
1 MHOXECTBA JpYrux TUMNOB MPUCTYNOB NO3BONAKT PEKO-
meHgoBatb VPA B kauecTBe npenapara nepBoii IMHAW Y Jie-
Ten, nmerLLnx de novo unu nossnawowmiica CJIr.

[pn 3aTOM HEOOXOANMO YHUTbIBATL CBA3AHHbIA ¢ VPA
TEPaTOreHHbIN PUCK U PUCK Pa3BUTUA 4NiF OYAYLLEro pe-
6eHKa matepm, npuHumatowen VPA [22—-24]. CornacHo py-
KoBoAAwmm npuHumunam ILAE cnefyeT no BO3MOXHOCTU
n36eratb npuMeHeHns VPA y XXeHLWH ¢ penpoayKTUBHbIM
MOTEHLMANOM.

JlamoTpua:xuH / Lamotrigine

JTamoTpuAXnH NuUeH3npoBaH B Poccun ans LONOSHK-
TeSIbHOVi Tepanuu NPpMCTYnoB, cBs3aHHbIX ¢ CJIT, y B3poCsbIX
1 [eTeil OT 2 NeT, a B MOHOTepanuu — ¢ 12 ner.

B nnawue60-KOHTPOIMPYEMOM PaHAOMU3NPOBAHHOM KJIN-
Hu4eckom uccnegosanum (PKIN) 11l dpassl, BkntovmnsLiem 169
naunenToB ¢ GJII, 66110 nokasaHo, 4To LTG adhdpekTuBeH
1 XOPOLIO NEPEeHOCUTCS NPW NEYeHNN JAHHOT0 CMHAPOMA
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[26]. Kpome TOro, B ABOMHOM CJienoM nawLe60-KOHTPONN-
pyeMoM MepeKpecTHOM MCCNef0BaHUMN, NPOBEAEHHOM
c yyactuem 30 negmaTpuyecKnx n NoAPOCTKOBbIX NauneH-
TOB C peddpakTepHOW reHepann3oBaHHOI anunencuei, 20
13 Kotopblx umenu CJII, LTG xopoLlo nepeHocuncs u Ha-
67110aN0Cb CTaTUCTUYECKN 3HAYMMOE CHIDKEHME 4acTOTbl
NPUCTYNOB Y 60J1bHbIX, NPUHUMABLIKX LTG, N0 CpaBHEHUIO
c rpynnoii nnaue6o [27] .

Mpu ncnonb30BaHUN B KA4ECTBE AONONHEHNS K Tepannm
VPA TpebyeTcs cHmKeHue 0o3bl LTG, T.K. VPA nHrnbupyet
meTabonuam LTG [28]. W Hao6oporT, ecnu VPA oTmeHsieTcA,
103y LTG, BO3MOXHO, NOTpebyeTcs yBENN4YnNTb. PEKOMEH-
JlyeTcs MOHUTOPUHT U/unu Koppekumns go3bl atux M3r.

Pydpunamuy / Rufinamide

PyduHamng 3apeructpupoBaH B Poccumn B kKa4ecTse f0-
MONMHUTENbHOW Tepanuu NPUCTYNOB, aCCOLUNPOBAHHBIX
C CMHApPOMOM JleHHOKca—lacTo y naymeHToB cTapue 1 roga.

A dekTneHocTb RUF npu CJIT 6b11a npoaeMOHCTPUpPO-
BaHa B nnaue6o-koHTponupyemom PKI Il dpasbl, B KOTOpOE
sownu 139 nauuenTos ¢ CJIT [29]. Meaunana cHuxeHns
061LLen 4acTOThbl MPUCTYNOB ObiNa NPAaKTUYECKN BTPOE
6onbwe B rpynne RUF no cpasHeHnuto ¢ nnaue6o (32,7%
npotus 11,7%, p=0,0015). Han6onee ApKo 310 NPOABUNIOCH
B YMEHbLUEHNM MeJnaHbl 4ucna npucTynoB NnageHuni: CH-
XeHue Ha 42,5% B rpynne RUF npotus yBenunyeHns Ha 1,4%
B rpynne nnaue60. bbina oTMevyeHa xopowas nepeHocu-
MOCTb Tepanun pyguHammaom. He 6b1510 3apMKCpoBaHo
3HAYMMbIX Pa3NUYNIA N0 HaCTOTE HEXeNaTeNbHbIX ABJIEHWI
(HA) npwn Tepanuu pycomHamnaom u nnaue6o, 3a UCKYe-
HWEM COHMMBOCTM U TOLIHOTbI, KOTOPbIE Yalle BO3HMKANN
B rpynne RUF [29].

3a aToii paboToi NoCNeaoBano JONroCPO4HOE OTKPLITOE
pacLUMpPeHHOE UCCNea0BaHMe, B KOTOPOM Bce 124 nauneH-
Ta nony4anu RUF B cpeaHem B TeveHue 432 gHeii [30]. CHu-
XKEHNE 4acTOTbl MPUCTYNOB COXPAHANOCH HA NPOTSXKEHUN
BCEro 1CC/ie0BaHNA, a XopoLuas NepeHocMOocCTb, Hab -
Jaemas B nepBOHa4YanbHOM UCNbITAHWUK, TAKXXE MOAAEPXKN-
Banacb npu ANuTenbHOM neveHunn. MNocneayowmii cneym-
anbHbIN aHanu3 AaHHbiX 31 B3pocaoro naymeHta (B BO3-
pacte 18—37 neT), BKJIIOYEHHOIO B NePBOHAYaNIbHOE UCCIIe-
nosanue Il chbasbl, nokasan, 4to RUF o6napgaet BbICOKOM
3 PeKTUBHOCTbIO U, KaK MPABWI0, XOPOLIO MEPEHOCUTCS
B [JOMOJIHUTENbHON Tepanuu ny B3pocnbix [31].

A eKTMBHOCTL 1 6€30NacHOCTb pydnHamMnaa B Kave-
CTBE JOMONHUTENbHOI Tepanumn y 605bHbIX ¢ CJTT 66111 oue-
HeHbl B HejasHem (2021 r.) cuctematn4eckom 0630pe 1 Me-
TaaHanuse AecATU UccrefoBaHui [32], B KOTOPbIe BOLLIIN
JaHHble 557 naumeHToB. CpeHas ANNTENbHOCTb Tepanui
RUF B aTux uccneposanmax coctasuna 23,5 mec. GHKeHune
CpeJHen 4acToTbl BCEX NPUCTYNOB B TeYeHue 28 aHeil BO
BPEMS [ABOWHOII CNenoii hasbl Npu neveHnn pyrHammngom
coctauio 29,32% (s rpynne nnaue6o — 8,3%). iameHeHne
4acTOTbl TOHUKO-KNOHUYECKMX npucTynoB: RUF — cHuXeHmne
Ha 47,2%, nnaue6o — ysenunyenne Ha 8,4% (p<0,00001).
Jl0514 NaUMeHTOB C YyMeHbLIeHeM 06LLei 4aCcTOTbl MPUCTY
noB He MmeHee 4eM Ha 50%: RUF — 27,32%, nnaue6o — 15,4%
(oTHOCMTENbHbINA puck (OP) 1,72; p=0,01). Jons nayneHToB
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CO CHVXEHMEM 4aCTOTbl TOHMKO-KJTOHWYECKNX NPUCTYNOB
He MeHee 4em Ha 50%: RUF — 29,4%, nnaue6o — 8,3% (OP
2,12; p=0,003). CB060a OT TOHMKO-AaTOHUYECKNUX NPUCTY-
nos: RUF — 5,2%, nnaue6o — 1,5% (p=0,04). Hexxenatenb-
Hble ABNeHNa oTMedanuch y 60,2% 6onbHbix B rpynne RUF,
npy 3TOM OTMeHa Tepanuu notpeboBanach T0Sibko B 9,6%
cny4aes. bonblwmnHCTBO HA HOCWUITIO NErkni xapakTep, Hau-
60nee pacnpoCTPaHEHHbIMU U3 HUX BbIIN PBOTA U COHJIN-
BOCTb. He 6b1710 BbISIBNIEHO KIMHUYECKN 3HAYMMbIX B3aUMO-
aencTeuia ¢ gpyrumu Man [32].

Takum 06pa3om, pychuHamu nokasan BbICOKYH ahdek-
TUBHOCTb B Ka4eCTBe AOMNOJIHUTENbHON Tepanun y nauneH-
TOB ¢ CJII: cHMXXeHNe nokasaresen 06LLen YacTOTbl NPUCTY-
MOB, YaCTOTbl PA3NINYHbIX TUMNOB NPUCTYNOB (TAaKNUX Kak
TOHUYECKUE, TOHNKO-KJTOHNYECKME, MUOKITOHNYEeCKMe, aTo-
HWYecKne n aTunuyHblie abcaHcbl). bnaronpusatHoe feii-
CTBUE 1 xopowas nepeHocumocTb RUF coxpansanuce aaxe
npw 4ONTOCPOYHOM MPUMEHEHUN.

Tomupamar / Topiramate

Tonnpamart nuueH3npoBaH B Poccum B Ka4ecTBe J0MO0N-
HUTENbHOM Tepanuu npuctynos npu CJ1T y B3pocnbIX 1 ae-
Ten ¢ 2 net.

AddekTuBHocTh TPM B nevenun CI1I 6bina npogemMoH-
cTpupoBaHa B nnaue6o0-koHTponupyemom PKW I dhasbi,
BK/to4mBLLeM 98 naumenTos [33]. [JeBAHOCTO CEMb 60/b-
HbIX, 3aBepwuswux PKU, npogomkunm oTKpbIToe paclun-
peHHOe nccnegoBanmne ¢ rnbkum gosmposaHmem [34]. Cpe-
an 84 nauneHTOB, 3aBepLUNBLUMX 6 Mec neveHust, y 15% He
ObI710 NPUCTYNOB NafeHNs B Te4eHne 6 mec 1 gonbiue. TPM
XOpOLLO nepeHocuncs, 5% y4acTHUKOB COOOLWMNAN O NOBe-
LeH4Yeckux npobnemax [34].

Cnepnyert y4uTbiBaTh, 4TO TPM MMeeT BbICOKYIO CBA3b
C KOTHUTUBHBIMU 1 NOBEAEHYeCKUMM HS.

Kino6a3am / Clobazam

Kno6asam nuueH3npoBaH B EBpone B ka4ecTBe AONOS-
HUTENIbHON Tepanuu npu anunencun n B CLUA B KavecTse
[OMONHUTESIbHOI Tepanun NpUcTynoB, cBa3aHHbIX ¢ GJII.
B Poccuu npenapar 3apermcTpmpoBaH ans LONONHUTENb-
HOVi Tepanum Npu anunencum y nauneHTos ¢ 3 ner.

A dekTneHocTb GLB B neveHun CIIT 6bina npoaemMoH-
cTpupoBaHa B nnaye6o-koHTponupyemom PKU 11l drasbi
c yqactuem 238 nauneHtos [35]. bonbHble, 3aBepLUMBLLNE
3T0 MCCNeA0BaHmMe, y4acTBOBANN B AONTOCPOYHOM OTKPbI-
TOM pacwnpeHHoM nccnegosanum [36]. Boicokas addek-
TMBHOCTb 6blJ1a MPOAEMOHCTPUPOBAHA NPW NPUCTyNax na-
aeHns. 0gHako 14% nauneHTOB, KOTOPbIe ObIN NEPBO-
Ha4yasibHbIMW pecrnoHAepamu (470 ONpeaensanoch Kak CHU-
)XeHue cyaopor Ha 50% 1 60nee 0T MCXOJHOrO YPOBHS B Te-
YyeHue 3 Mec), nepecTany 0TBeYaTh Ha Tepanuto, 4To NOTEH-
UManbHO yKa3biBaeT HA PE3UCTEHTHOCTb.

BaxkHo, 4T0 ncnonb3osanme CLB cBA3aHO C LenbimM ps-
[OM KOTHUTMBHbIX M NOBeAeHYecKux HA, a TakxXe ¢ BbICO-
KUM pPUCKOM PE3UCTEHTHOCTK. [T03TOMYy TepaneBTnyeckas
nonb3a CLB ponxHa 6biTb c6anaHCUpoOBaHa C PUCKOM NpU-
BbIKAHWUA 1 3aBUCUMOCTU NPU LSINTENIbHOM MPUMEHEHWNN.
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CnepnoBaTeNibHO, M3-3a PUCKA PA3BUTUA PE3UCTEHTHOCTM
npuem CLB cnepyet Ha3Ha4yaTb KOPOTKMM KypCcoOM, B Teye-
Hue 3-5 aHen [37].

CLB mM0XHO paccmatpuBaTh A5 NOCTOAHHOIO NPUMEHe-
HUS, OHAKO BaXKHO 0CO3HABATb BOSMOXXHOCTb MPUBbIKAHMS.
Mpuem CLB KOpOoTKUM KypcoMm, No-BMAKNMOMY, HE CBA3AH
C arrpaBauyen TOHNYECKUX MPUCTYMOB UM ANUIIENTUYECKO-
ro cTatyca, B 0TAMYMe oT Apyrux 6eH3oamnasenunHos [21].

Opyrue papmakoaorundeckue cpeacrsa / Other
pharmacological agents

CTeponabl MOTyT MHOrAA ObITb NOJE3HbI AN KOHTPONS
MPUCTYNOB aTUNNYHbIX aBCAHCOB, NPUCTYNOB NAAEHMA 1 He-
KOHBYNbCUBHOIO 3nunentuyeckoro cratyca. OgHako peuu-
AVB NOC/e OTMEHbI ABNISETCA PACNPOCTPAHEHHBIM ABIIEHUEM.
PKW ctepongos npu CJ1T" ewle He npoBogmnucs. Kpome Toro,
ANUTENbHOE UX UCMONTIb30BaHME CBA3AHO C Cepbe3HbiMuM HY,
BKJIt0Yas 3aePXKKY pOCTa, rMNepaunuaemMunio n 0cTeonopos
[37]. PekomeHayeTca KpaTKOCPO4YHOE NPUMEHEHIE CTEPON-
[0B TOJIbKO B NEPUOAbl YXYALIEHNS U C MOCTENEHHOR 0TMe-
HOWi, ANUTENIbHOrO NpMema cnejyet nsberatb.

HE®APMAKO/IOTHYECKOE JIEYEHHE /
NON-PHARMACOLOGICAL TREATMENT

Kerorennas muera / Ketogenic diet

KetoreHHas guerta (K1) — aT0 AneTa ¢ BbICOKAM cofep-
XKaHWEeM XXUPOB, KOTOpas npefHasHavyeHa ans uMuTaunum
MeTabonn4yecknx aeKTOB roI0AAHNSA 1 KOTOPYH MOXHO
BBO/JMTb Pas3finyHbIMK cnocobamu.

0630p 18 nccnegoBaHuii, BKNHOYABLINX JaHHbIE O pe-
3ynbratax npumeHeHus KM y nauymentos ¢ CJII, nokasan,
410 88 13 189 (47%) LeTeil UCNbITANN CHUXKEHWNE HACTOTbI
npucTtynoB 6onee 4em Ha 50% nocne 3—-36 mec Tepanuu
KL [38].

Haubonee pacnpocTpaHeHHbIMy HS 6binn 3anopsl, pBo-
Ta, TONOA W dHepretTuyeckuin gedpuumnt. Kak n B cnyvae
¢ hapMakonoru4yeckMmiu BapmaHTamm neveHmns, s eKTne-
HOCTb Tepanuu K[ 3aBUCWT OT NPMBEPXKEHHOCTU NaLMeHTa,
Ha KOTOPYI0 MOTYT BAIMATbL NULLEBbIE NPEAN0YTEHNS, 0CO-
GEHHO NPW HaNM4YMM CONYTCTBYIOLLMX HAPYLIEHWIA NoBefe-
HUA (HanpUMep, CBA3AHHbIX C ayTU3MOM). [103TOMY NCNOSb-
30BaHue K[ TpebyeT paboTbl cneumnanbHON KOMAH/bI
1 NpefaHHbIX 0NeKyHoB. Kpome TOro, He06X0AMMO Y4UTbI-
BaTb NPOAOIKUTENIBHOCTb JIEYEHUS, @ TAKXKE PUCK U NOJb3Y
[0NrocpoyHoro npumeneHns K [39].

CrumMynasanusa OIy:KIaromero Hepsa / vagus
nerve stimulation

MeToa cTumynaumm 61y>XaatoLLero Hepsa (aHri. vagus
nerve stimulation, VNS) npn dhapmakope3ncTeHTHOR anun-
nencuu xopoLuo n3eecteH [40]. B MynbTULEHTPOBOM peTpo-
CNEKTUBHOM WCCNE0BaHNM OLeHEeHA 3 (PEKTUBHOCTb Te-
panuu VNS y 50 naunentos ¢ GJT, npoBeeHO CpaBHEHKE
4acTOoThbl 0- U MOCTUMMNAHTALMOHHBIX NpucTynos [41]. Me-
JIMaHa CHUXXEHUS 06LLIEro Ynucna npucTynos coctasuna 42%

yepes 1 mec, 58,2% 4vepes 3 mec 1 57,9% 4vepes 6 mec nocne
umnnanTaumm (p<0,0001 B KaXKblii MOMEHT BpemeHu). Me-
[MaHa CoKpaLleHns Konn4ecTsa NPpMCTYNOB NajeHns cocTa-
Buna 47% 4epes3 1 mec (p<0,0001), 55% uepe3 3 mec
(p<0001) n 88% 4epes 6 mec (p=0,0002), aTNn4HbIX a6-
caHcoB — 48%, 73% un 81% 4epe3 1, 3 n 6 mec cOOTBET-
CTBEHHO [41].

AmvepuKkaHckas akagemus HeBponorum (aHrn. American
Academy of Neurology, AAN) ony6nmkoBana 06beNHEHHbI
aHanu3 113 nauymnentoB ¢ CJII, nonyyaswux VNS B yeTbipex
nccneaoBaHNAX, LEMOHCTPUPYS 4aCTOTy 0TBETOB 55% [42].
Ha ocHoBe aTux gokasatensctB8 AAN pekomeHaoBana npo-
BeaeHue VNS y nauneHTtos ¢ CJ1I" (ypoBeHb C), ykasbiBas Ha
npenmyuectsa metoaa: VNS M0XXHO Ncnonb3oBaTh B COYe-
TaHuUK ¢ Apyrumu hopmamm oapMakonornyeckomn n Hedap-
MaKONOrn4ecKoii Tepanuu, BK04as Kanno3oToMUI; OHa He
B3aumopencteyer ¢ M3M; y naumeHTos, nonydawowmx VNS,
Habnt04aeTcsA NOCTOSAHHOE YYYLLEHME C TEYEHNEM BPEMEHM,
a 'y HEKOTOPbIX OTMeYaeTcs ynyyweHue BHUManms [43].

BmecTe ¢ Tem VNS BKMHOYaeT MMMAAHTALUIO YCTPONCTBA,
K KOTOPOMY HEKOTOpble 60MIbHbIE M/MNKN UX poauTenn/one-
KYHbl MOT'YT UMETb HEraTWBHOE OTHOLLEHNE.

Kamro3oromus / Callosotomy

CornacHo MMerLWMUMCS J0Ka3aTeSIbCTBAM U KIIMHNYECKO-
My OMbITY Kanno3oTomusi 0C06eHHO aPeKTUBHA AN ne-
YeHWUs NPUCTYNOB NAAEHUS, MOITOMY PEKOMEHAYETCS y4u-
TbiBaThb €€ y nauneHtoB ¢ CJII, gnsg KOTOPbIX NPUCTYMbI
najeHuns 0CO6EHHO NpobreMaTnyHbl [44].

Kanno3otomus MOXeT paccMaTpuBaTbCA Ha PaHHEN cTa-
IV KNMHUYECKOT0 TeYEHNS TakUX 60MbHbIX UM KOraa
6b111 NCNONb30BAHbI aNbTEPHATUBHbIE BAPUAHTbI NEYEHNS.
Mocne Hee MOTYT TaKXXe NPUMEHATLCA Lpyrue MeTonbl Te-
panuu, ecnu 310 Heo6XxoAnMo, Bkno4as VNS [21].

AJITOPUTMBIJIEYEHUS / TREATMENT
ALGORITHMS

[pynna akcrnepToB ONy6/MKOBaNa KOHCEHCYCHbIE PEKO-
meHaauun no neveHnto CJII, KOTOpble OCHOBAHbI HA J0Ka-
3aTesbCTBAX, NONYYEHHbIX B NOCAEAHUX UCCNEA0BAHUSAX,
N KNMHUYeCcKoM onbiTe [21].

HemxaBHO THATHOCTUPOBAHHBIN (de novo)
cuHApoM JleHHOKca-Tacto / Newly
diagnosed (de novo) Lennox-Gastaut
syndrome

AnropuTtm neveHns NaLWeHTOB C BNEPBble YCTAHOBNEH-
HbIM gnarHo3om CJIT [11] npnBeneH Ha pucyHkKe 2.

B ka4yecTBe npenapara nepBoi NUHWUKU A5 NaLMEHTOB
C HeAlaBHO AmarHoctupoBaHHbiM CJT pekomeHgoBaH VPA
B MOHOTepanuu. Mpu HeapdeKTMBHOCTU MOHOTepanumn VPA
B Ka4eCTBe AOMONHUTENbHOW Tepanun npeanaraetcsa LTG
unn RUF. Mockonbky VPA nHrnénpyet meta6onuam LTG,
cneayeT UCNonb30BaTb YMEHbLLEHHYI 003y LTG ¢ meaneH-
HbIM TUTpOBaHneM. Ecnu VPA oTmeHsieTcs, 1o3a LTG ponx-
Ha 6bITb yBenuyeHa. Mpu go6aenedun RUF Kk KomOGuHauun
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dapmakonoruyeckas tepanus / Pharmacological therapy

HenekapcteeHHas Tepanusa / Non-drug therapy

Nepsas nuuua Tepanun /
First line therapy

Banbnpoat* / Valproate*

Vicknto4uTb y AeTeil/NoapoCcTKOB
)KEHCKOr0 NONa 1 y XeHLLMH
C AeTOPOSHbIM NOTEHLMANOM.
OAIHAKO Y MHOTUX WL, C AAHHbIM
CMHAPOMOM MONb3a MOXET
npesbIwarb puck // Avoid in
female children/adolescents and
women of childbearing potential.
However, benefit may outweigh
a risk in many individuals with
the syndrome

Npumenenne 6onee asyx M3 HexenatenbHo / Administration of more than two AEDs is undesirable

JlononuutenbHas Tepanus /
Adjunctive therapy

JNamotpupxut / Lamotrigine

Vicnonb3oBartb HU3KYHO 03y,
2 KOppeKLyMIo [03bl NPOBOANTL
MeZeHHo, Nockonbky VPA
yrueTaer merabonuam LTG.
B cny4ae npekpalieHns
npumeHeHns VPA moxet
noTpe60oBaTbCs NOBbILLIEHNE
no3bl LTG / Use a low dose and
adjust the dose slowly because
VPA inhibits LTG metabolism.
If VPA'is discontinued, LTG dose
might need to be increased

Bropas pononuutenbHas
Tepanus /
Second adjunctive
therapy

Pydhunamup / Rufinamide

Cnepyet [06aBMTL Npn
HELOCTATO4HOCTN KOHTPONA
NPUCTYNOB C MOMOLLbK
Kom6uHauun VPA n LTG. Mocne
Hayana npumMeHeHUs npenapara
CcnefyeT NonbITaTbCs 0TMEHNTb
VPA vnm LTG / Should be added
if seizure control is not adequate
by using VPA together with LTG.
After onset of drug administra-
tion, you should try to cancel
using VPA or LTG

NapannensHo ¢ npumenesuem N3N / In parallel with use of AEDs

KeToreHHas aueTa: 06bI4HO Nepes Ha4anom Tepanun pycuHamMnaom unu nocne Hee /
Ketogenic diet: usually before or after starting rufinamide therapy

Xupypruyeckas pesekums: B 0TAenbHbIX cny4asx / Surgical resection: in individual cases

CTumynsumMa 6nyxaaroLiero HepBa: MoXXHO MCNONb30BaTb B KOMOMHALN C KETOreHHoi aneToil / lagus
nerve stimulation: can be used in combination with a ketogenic diet

PacceyeHne M0301MCTOr0 TeNa: 415 KynupoBaHus npuctynos nageHuii / Dissection of the corpus

callosum: to alleviate drop attacks

* He umeeT cneumanbHoi nuueHsnm B Poccuiickoii ®eaepaumu ans npUMEHEHNs Npu CUHAPoOMe
TNenHokca-Tacto / No specific license in the Russian Federation for use in Lennox-Gastaut syndrome.

** TsKenoe Te4eHNe — BO3HUKHOBEHUE CEPUiAHbIX NPUCTYNOB UM HEKOHBYMLCUBHOMO SMUNENTUYECKOr0
craryca / Severe form — occurrence of serial seizures or non-convulsive status epilepticus.

*** He nuueH3nposaH EBporenckim areHTCTBOM NIeKapCTBEHHbIX CpeAcTB (anrn. European Medicines
Agency, EMA), He 3apeructpuposaH B Poccuiickoit ®epepaunn / Not licensed by the European Medicines
Agency (EMA), not registered in the Russian Federation.

Mocnepyrowas
NONONHUTENbHASA Tepanus /
Subsequent adjunctive
therapy

Tonupamar / Topiramate

Heo6x0a1Mo y4uTbiBaTh
BO3MOXHOCTb BO3HUKHOBEHMS!
KOTHUTUBHBIX 1AM
NOBEJEHYECKIX HEXXENaTeNbHbIX
aBneHni / Take into
consideration cognitive or
behavioral adverse events

Kno6asam* / Clobazam*

[ins KpaTKOCPOYHOIO KOHTPOANS
(3-5 aHei) npu TAXENOM
TEYEHUN™ * unn ecnm
OTCYTCTBYHOT MPOGNEMbI
C NepeHOCMMOCTbIO Npenapara
[19 S0ArOCPOYHOr0 KOHTPONA
npucTynoB nagexui / For
short-term control (3-5 days) in
severe cases™* or in case of no
problems with drug tolerance for
long-term control of drop attacks

®enbamar*** / Felbamat***

Puck pa3suTis annactuyHom
aHEMUN 1 NEYEHOYHON
He0CTaTO4HOCTH.
icnonb30Barb TOMbKO B Tex
CMnyyasx, KOraa ocTanbHble
npenaparbl 0Ka3anucb
HeadhheKTUBHBIMI 1 eClK
nob3a npesblLuaet puck / Risk
of developing aplastic anemia
and liver failure. Use only when
other drugs are ineffective and
benefit outweighs a risk

AnbTepHaTuBHblE
BapnaHTbl (He
0p00peHb! / faHHbIe
OrpaHuyeHHbl) //

Alternatives (not
approved / limited data)

[lononxutensHas
Tepanus / Adjunctive
therapy

LEV*, ZNS*, PER*:
LUMPOKNIA CNekTp /
wide range

ETX*: npu a6cancax /
in absences

BDZ*: npu Taxenom
TeveHuu / in severe
forms

CBZ*, OXC*, ESL*,
TGB* PHT*:
1CMo/b30BaTh
C OCTOPOXHOCTbIO
(puck ycunexus
npucTynos
napenuit!) / use with
caution (risk of
increased drop
attacks!)

PucyHOK 2. AJIFOPUTM JICUCHHS [TAIMEHTA C BIIEPBbIC YCTAHOBICHHBIM IUATHO30M CUHpOMA JIeHHOKCa—T'acTO (aanTupoBaHo
n3 [11]). CM. TaKKe MHCTPYKIIUH 110 IIPUMEHEHUIO KOHKPETHOI'O IIPenapara.
1911 — IpOTHUBO3MMIEITUYECKUH NTpenapar; VPA — Basbpoat / Banblpoesas KUca0Ta; LTG — 1aMOoTpu/IKuH;
LEV — neserupareram; ZNS — sonucamuyy; PER — nepamnanen; ETX — atocykcumuy; BDZ — 6enzonuasennn; CBZ — kap6amaszenus;
OXC - okckap6asenus; ESL — aciukap6asenuna anerat; TGB — tnaradun; PHT — (pernTonH

Figure 2. Patient treatment algorithm in newly diagnosed Lennox—Gastaut syndrome (adapted from [11]). See also the instructions

for administration of any certain drug.
AED - antiepileptic drug; VPA — valproate / valproic acid; LTG — lamotrigine; LEV — levetiracetam; ZNS — zonisamide;

PER — perampanel; ETX — ethosuximide; BDZ — benzodiazepine; CBZ — carbamazepine; OXC — oxcarbazepine; ESL — eslicarbazepine
acetate; TGB — tiagabine; PHT — phenytoin

VPA n LTG, oauH u3 atux M3l pekomeHAYeTCSA MOCTENEHHO
OTMEHNTb. ECin aieKBaTHbIN KOHTPOb HAJ NPUCTYNaMun He
JIOCTUraeTcsa, cneayroLnin fONONHUTENbHbIA M3 gomKeH
06Cy>XaTbCs C NAUMEHTOM, POAUTENEM WK NNLIOM, OCY-

LLeCTBAAIOLUM YXOA,.

Mpw o6cy>xaeHUn ganbHeiiwmnx sBapuantos M3l cneayet
YUUTbIBATbL CReayoLwne moMenTbl. TPM nuueH3npoBaH ans
CIT, HO CBSA3aH C BOMbLINM PUCKOM KOTHUTUBHBIX U MOBE-
JEeHYeCKMX No60YHbIX AP EKTOB, 4eM ApYyrune JOCTYMHbIe
[3M. MoxeT 6bITb PACCMOTPEHO KPATKOCPOYHOE JIe4EHNE
CLB ¢ BpemeHHbIM yBenuyeHnem Harpysku Marl. CywecTy-
eT PUCK Pa3BUTUA NEKAPCTBEHHOW YCTONYNBOCTU, 3aBUCU-
MOCTU N KOFHUTUBHO-NoBefeH4Yeckux HA. CnepgosatensHo,
CLB npenno4TnTenbHO NCNOJSIb30BATb KOPOTKUM KYPCOM
(3—5 nOHei) BO BpeMs MosiBNEHKUs cTaTyca abcaHCoB (Mpo-

anunencus n NapokcnamMasibHble COCTOSAHUS

JOMKUTENbHOCTL 6onee 1 [HSA), KNACTEPHOro TeHeHNs Npun-
CTYnoB 1 6eCCyA0POXKHOI0 ANMNENTUYECKOro cTaTyca. Y na-
LUMEHTOB C NMpMCTynaMmun najeHun, y KOTopbix He popmu-
pyeTcs TonepaHTHOCTb, CLB MOXeT Ha3Ha4aThbCs B KA4ECTBE
aononHutensHoro Marl.

Mpn paccmoTpeHnn BONpoca O JOMONHUTENIbHOW Tepa-
nuu cneayet NPeANPUHATL BCE NONbITKKA MPEKPATUTb NMPUEM
0[lHOTO0 13 ABYX npefblaywwmx M3 nocne BBeeHNS HOBOTO
301, NocKONbKY HET 10Ka3aTeNbCTB 3NEKTUBHOCTH 60-
nee aByx M3l B KoMOGUHALMK, @ MCNONb30BAHME HECKONb-
kux M3M nosbiwaeT puck HA.

Heo6xoanmo m3beratb HagHa4eHWUs Taknx npenaparos,
Kak kapbamasenuH, okckap6a3enuH, acnnkapbaseniH, Tna-
rabuH U PEeHNTONH, T.K. UX NPUMEHEHNE MOXET MPUBECTU
K arrpaBawum npucTynoB nageHui.
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CyLlecTBYIOT OrpaHN4€eHHbIe AaHHbIE 0 MPUMEHEHUN NPU
CJ1T M3MM wwnpokoro cnekTpa AeicTBUS — NeBeTMpaLeTama,
30HMCaMuUAA 1 nepamnaHena, 3Tocykcumunaa npu abcaxcax
1 heHobapbuTana npm TOHUKO-KMOHUYECKUX NPUCTyNax.
9Tu npenapatbl HE 3aperucTpPUPOBaHbI AN UCMONb30BAHMSA
npu CJ1T, TpebyeTca aanbHenwwee ux nydenue [21].

MpumeHeHne HedhapMakonormyeckux NoAxXoA0B (BKN4as
pesekTuBHyto xupypruto, KO, VNS n kannosotomuto) crneay-
eT paccmaTtpuBaTh Hapsay ¢ ncnonb3oBaHuem MAMN n 06cyx-
JaTb C CAMOr0 Ha4ana Kak 4acTb TAKTUKU JTIE4EHNS NALNEHTA.

Cunjapom JleHHOKca-T'aCcTO, pa3BUBIINIICA U3
JPYIroro THIIA 3MHIEIICHH (HAlIpuMep, CHHAPOMA
Becra) / Lennox-Gastaut syndrome that
developed from another type of epilepsy

(for example, West syndrome)

Kak npasuo, Takue 605bHble nosyvanu M3l 4o noctaHos-
Ku anarHo3a GJ1I. bonbLWNHCTBO NALMEHTOB C FeHepani30BaH-
HbIMW CYLOPOXHLIMU MPUCTYNamMu yxxe npuHumanu VPA.

MoXeT 6bITb MCNONb30BAH TOT XK€ aNIFOPUTM JIeYeHUS,
4yTo 1 ans nauywenTa ¢ CJIT de novo (t.e. no6asnexune LTG
B Ka4eCTBe NepBOI AONONHUTENbHOI Tepanuu, ecnu VPA He
o6ecne4ymBaeT afleKBaTHOr0 KOHTPOSA NPUCTYNOB, U T.4.).
Ecnu 60nbHON yxxe nevutcs gpyrum M3l nepsoi nuHMmM, T0
cnenyeT Havyatb Tepanuto VPA, a npnem gpyroro npenapara
COKpaTUTb 1 NpekpaTuTb. [locsie 3T0ro afiropuTm neveHns
TaKom xe, Kak 1 gns naunenta ¢ G de novo. Ecnu ncnonb-
30Basca 6onee 4em oauH N3N M HU OANH N3 HUX He ABNSAN-
ca VPA, To cneayet HavaTtb Tepanuto VPA, a npuem 0gHOro
13 npefblaywnx M3 cokpatuTb 1 NpekpaTuTb. ECNu KoH-
TPONb Cy0POr He AocTuraetcsa nocne seeaeHus VPA n BTo-
poit M3l He aBnsaeTcs LTG, 1o LTG gomkeH 6biTb MHALM-
npoBaH, a npuem apyroro M3, He oTHocAwerocs K VPA,
COKpaLleH 1 npekpatleH. llocne aToro anroputm neyveHns
TaKoW e, Kak 1 ansa naumeHta ¢ CJI" de novo.

Takum 06pa3om, y MHOTUX 60MbHbIX OCHOBHOW LENbI0
neyeHns CJITT aBnsetca He 0693aTeNbHO AOCTUXKEHNE CBO-
60Abl OT NPUCTYNOB, a CKOpPee NOoAaBeHNe UIN YMeHbLue-
HWe 4acToTbl 60J1€€ NHBANMANIUPYIOLLNX TUMOB NPUCTYMOB.
Ba)XKHO y4nTbIBaTb, YTO KOrHUTMBHbIE OYHKLMUW NaLneHTa
MOTYT CHMXXATbCA 0T NO60YHbIX APAEKTOB NEYEHNA — UHO-
raa 6osibwe, 4em ot camux npuctynos [11]. MonuTtepanus
(N3N n conyTcTBYtOLWME Npenapartbl) 4OJKHA ObITb paLno-
Hann3MpoBaHa 1 No BO3MOXHOCTW CBeAEHA K MUHUMYMY.
06oCHOBaHME HEOOXOAMMOCTN NPUMEHEHNS KOHKPETHbIX
MM cneayeT perynsapHoO paccMaTpuBaTh Kak 4acTb AKMHA-
MWUY€ECKOIA OLEHKN COCTOAHUSA NaLmeHTa.

KIMHNYECKHWE HABJIIOAEHUA / CASE
REPORTS

[MpuBOAUM KNMHWYECKNE HABMOAEHNS [BYX NMaLMEHTOB
¢ cuHagpomom JleHHokca—-lacTo, HabnwogaBwuxca B VIHCTK-
TyTe [eTCKOIA HeBponorun n anunencumn um. Geatutens Jlyku.

O6oumM naymeHTaMm NPOBOANUAM NPOAOIKEHHbI BUAEO-
93l-MOHUTOPUHT Ha 3HUedanorpade-perncTpaTope «3JHue-
(hanaH-33rP-19/26» (000 «Megukom MT[», Taranpor, Poc-
cnd), KOTOPbIA BKJOYAN UCCNELOBAHMSA B COCTOAHUN

aKTUBHOMO W NAcCUBHOro 604pCTBOBAHMA C NPUMEHEHWEM
TECTOB Ha OnpejeneHne YpoBHA CO3HaHNA, DYHKLMOHASb-
HbIX NPO6 — rMNEePBEHTUAALMN, PUTMUYECKON )OTOCTUMYNSA-
ummn B ananasoHe 4yactot 3—40 I, npo6bl OTKPbIBAHNSA—3a-
KPbIBAHWS rNa3, C BKIIKOYEHNEM HOYHOMO U/UN AHEBHOIO CHa.

Takxe Boinonuanu MPT (He meHee 1,5 T) 1 BbicoKopas-
pewatowyto MPT (3 T) no anmnenTonorn4eckoii nporpaMme
C MOMOLLbI0 3aKPbITOr0O CBEPXBbICOKOMONbHOrO MPT-
Tomorpada Discovery MR750W (General Electric, CLUA).
MPT-uccnefnoaHus npoBoanInchL B Poccuinckoin aeTcKoii
KnuHn4eckon 6onbHuue ®rAQY BO «PHUMY nm. H.W. Mu-
porosa» Munagpasa Poccuu (Mocksa, Poccus).

Omnucanue cayvasn 1 / Case report 1
MauwnenT E., 2014 r.p. — BO3pacT 7,5 roga.

InarHos

leHeTu4eckas aHLedanonaTua pa3suTua u anNusenTuye-
ckasa sHuedanonatus, Tun 94, 06ycnoBfieHHas MyTaLuen
B reHe CHDZ2. Cunppom JleHHokca—lacTo (G.40.4).

Jrtuonorus
MyTauus de novo B rene CHDZ2 (BepndnunpoBaHa).

MpucTynbl

MpucTtynbl 6unatepanbHbie TOHNYECKNE, aTUMNYHbIE a6-
CaHCbl, MUOKJIOHNYECKME, MUaToHNn4Yeckme. [1e6ioT npucty-
nos —B 4,5 ropa.

AHaMHe3 XU3Hu

PebeHOK OT nepBoii 6EPEMEHHOCTH, CPOYHbIX POAOB.
JKCTpPEHHOE KecapeBo cevyeHme (CnabocTb POAOBON fes-
TeNbHOCTKN), Macca Tena 2,7 Kr, oLueHKa no wkane Anrap
7-8 6annos.

Bckope nmocne poaoB 6bi1 NepeBeeH B peaHuMaLnio:
acnumpaunoHHaa MHeBMOHMA, TUNOKCKS. [bilan camocTos-
TeNbHO, BbiNnUCcaH Yepe3 1 mec. Ha4ano caMoCTOATENbHOM
xoab6bl B 1 roa 2 mec. Mepebie cnoea—B 1 roa. OgHako pa-
nee 0TMe4anach 3afiepXXKa pe4yeBoro passutus: 4o 3 et
roBopun eanHnYHble cnosa. MNocne 3 neT — nocTeneHHoe
pasBuTue KOPOTKOM hpasoson peyn. 1o 4,5 net (gebroTa
NpUCTYnoB) HaboAanach 3ajepXxka pe4eBoro pa3puTus,
Lpyrux xano6 y poguTenen He 6bi10.

HacneacTBeHHbI aHaMHE3: Yy TPOIOPOAHON 6a6yLWKKN No
MaTepPUHCKON NINHMN B AeTCTBE OTMEYaNnch NPUCTYNbI C na-
[leHVeM, Cyaoporamu v noTepei CO3HaHNS.

AnamHe3 3aboneBaHus

[e6T npuctynos — B 4,5 roga, npu 3acbinaHumy BO Bpe-
MS THEBHOTO CHA: KPUK — NOABEM W Hanps>KeHne pyk — 3a-
CTbIBAHWE B 3TOM MOJIOXKEHUN B TE4EHME OKOJI0 NOSTYMUHY-
Tbl, Janee 3acHys. JledeHune He nonyyan.

Yepes 9 mec (B BO3pacTe 5 NeT) NOABMIINCH PErynspHble
MPUCTYNbI B BUAE KNBKOB B YTPEHHWE Yacbl MOCIIe NPO6YX-
neHuns. CHayana oHu 6biny peaKkumu, 3aTem 6bICTPO Hapac-
Tanu no 4acToTe [0 HECKONbKMX Pa3 B CYTKN — OANHOYHbIE
1 CEepWIHbIE, YaLle BO CHe 1 nocne npobyxaeHns. B cTpyk-
Type NpUCTYNOB KPOME KBKOB MOSABUNOCH NPUNOLHAMAHMNE
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nney u pasBejeHne pyk, 3ByKOBOW KOMMOHEHT (KOPOTKWUIA
rOPTAHHbIN 3BYK) MPOAO/IKNTENbHOCTBIO OT HECKOJbKUX Ce-
KYHZ 40 NONYMWUHYTbl — TOHUYECKNE aKCUasbHbIe NPUCTYMbI.
B panbHeiwem npucoeanHUNMCL NPUCTYNbI B BUAE 0CTa-
HOBKM aKTUBHOCTW 1 JIErKOT0 HAaKJ/TOHA FOMI0BbI U TYN0BMULLA
00 10 ¢ — atununyHble ab6cancbl. C 6 1eT 0TMEYarTCH MHOM0-
KpaTHble MUOKJTIOHNYECKME NPUCTYMbl, @ TaKXXe NPUCTYNbI
B BUAE KOPOTKOro NOArMbaHnsa HOr, MHOr4a C najeHnem, —
MUOTOHMYECKME.

Mocne nosBneHns NPpMCTYnoB (K 5 rogam) nauneHT yTpa-
TUN MHOTWE paHee NpuoBpeTeHHbIe HABbIKN C faibHERLLIMM
MOCTENEHHbIM YaCTUYHbIM BOCCTAHOBNEHNEM.

HeBponoru4eckuii cratyc

Macca Tena 22 Kr, NoHWxXeHHoe nutaHue. OuddysHas
MblLLEYHAsA TMNOTOHNA. CyX0XunbHblie peddsIeKChl XXUBbIe,
663 4eTKOI pa3HuMLbl CTOPOH. KoopamHaums YeTkas. 3nm3o-
JOMYeCKN BO3HUKAIOT MaHyasbHble cTepeoTunun. Peyb — Ko-
poTkne gpasbl. KOHTAKTEH, BbINOMHAET NPOCTbIE UHCTPYK-
LK1, BHUMAHNE pacCesHHOe, rnepakTuBeH. 3anac 3HaHui
HUXXEe BO3PACTHON HOPMbI. B LLeN1IOM — yMepEeHHbIe KOTHUTUB-
Hble HApYLLEHNS.

Bupeo-33r-MmoHNTOPUHT

OcHoBHas akTMBHOCTb (DOHA 3amMeAJieHHa, NpeacTaBne-
Ha MeaJIEHHOBOTHOBOM W 3NUNENTUOPMHOI aKTUBHOCTBHO.

UHCTUTYT JETCKOM HEBPONOIMM ¥ IMANENCIHT KMeHM
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B 60apcTBOBAHMU — 3NMNENTU(OPMHasa akTUBHOCTb B BUE
AN DY3HbIX MeSIEHHbIX KOMMIEKCOB «0CTpas—MeaJSIeHHas
BOJIHA» C aMNANTYAHbIM aKLUEHTOM N0 MepefHUM KOpTH-
KanbHbIM OTBEAEHNAM, BbICOKUM UHLEKCOM (PHC. 3).

Bo cHe uHaekc anunenTdOPMHOI akTUBHOCTW Hapac-
TaeT. Pernctpupytotcs 4acTtbie KOPOTKME AN Py3HbIe No-
NNNNK-BOSTHOBbIE PA3PsAabl C OTYETNUBLIM 6UDPOHTANIbHBIM
npeo6nagaHnem: reHepann3oBaHHas napokcuamasbHas Obl-
CTPOBONHOBAA aKTUBHOCTbL (aHrn. generalized paroxysmal
fast activity, GPFA). Tak>xe 0TMe4ar0TCs KOpoTKMe anddys-
Hble NPO6GErn HU3KOAMNAUTYLHOW OGbICTPOA aKTUBHOCTK
(aHrn. low amplitude fast activity, LAFA). ingekc anunentu-
(hOPMHOI aKTUBHOCTW BO CHE KpalHe BbICOKMIA. 3aperu-
CTPUPOBAHbI TOHNYECKNE aKCHaNbHbIe NPUCTYMbI (PUC. 4).

MarHuTHo-pe3oHaHcHas Tomorpadius

Mpn MPT-nccnenoBaHnm 0TMe4eHo andpdysHoe pacim-
peHne cybapaxHonaanbHbIX NPOCTPAHCTB KOHBEKCUTANbHOM
MOBEPXHOCTI KOPbl FONOBHOr0 MO3ra. Jlerkas cuMMeTpuy-
Has BEHTpUKynomeranus. fiunonnasus 4epss Mo3xeyka. Mo-
TeHUWUaNbHO ANUIENTOreHHbIX CTPYKTYPHbIX HAPYLIEHWUNA He
BbISIBNEHO.

leHeTUyeckue uccneaoBaHus

[pn npoBeaeHNN MONIHOTO CEKBEHMPOBAHNSA 3K30Ma Bbl-
SIBNEHA reTepo3nroTHas myTtauus B reHe CHD2, accouuu-

CeaTurenn Nyku. 8(495)669-83-93.
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PucyHoOK 3. PparMeHT MEKIPUCTYITHOHN 3NEKTPOIHLEDATOrPAMMBI 60APCTBOBAHNA NanuenTa E., Bo3pact 7,5 roga. PoHosas

AKTUBHOCTD MPEICTABJICHA IPAKTUYCCKU ITOCTOAHHBIMH, CJICAYIOIHUM

U IPYT 32 IPYTOM C PA3JIYHON PETYIIPHOCTBIO

U PY3HBIMU MEJVIEHHBIMU KOMIIIEKCAMH «OCTPas—ME/JIEHHAsI BOJIHA» € 4ACTOTOM OKOJO 2 ', OTMeuaeTcst GMppOHTANIBHOE
npeobaaJaHue AMUIENTU(OPMHOI AKTUBHOCTH C HEKOTOPBIM AKIIEHTOM CJIEBA

Figure 3. A fragment of interictal wakefulness electroencephalogram in patient E., 7.5 years old. The background activity is
represented by virtually constant diffuse slow acute-slow wave complexes following one after another with varying regularity
at the frequency of about 2 Hz. A bifrontal predominance of epileptiform activity, slightly accentuated on the left
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Pucynok 4. PparmenT aneKTposHIedanorpaMmel (3017 reHePaIM30BAHHOIO TOHUYECKOI'O IIPUCTYIIA BO CHE ManueHTa E.,

BO3PACT 7,5 roga. ITocie KOpOTKOro NEPUOZA ANEKTPOSEKPEMENTA (TITAIEHUE AMIUIATY/IbI) BOSHUKAET IPOAOJ/IKEHHAA AU dy3Has
OLICTPOBOIHOBAs AKTUBHOCTD, MACKUPYEMAs 3HAYUTEIbHBIMU JIBUT'ATEbHBIMU apTeakTamu. Ha CBOGOAHBIX OT apTe(aKTOB
(pparmMeHTax OTYETIUBO PETUCTPUPYETCS PETY/SPHASL ObICTPOBOIHOBAS AKTUBHOCTD YACTOTOM 0KOJIO 20 I'11 ¢ HUBKOH aMITIUTY/I0M
U IOCJIEAYIOMNM YBEITMYEHUEM AMILIMTY/BI M CHIDKEHUEM 4aCTOTHI 10 10 I'r, 06mmeit npogoKATEIBHOCTBIO OKOJO 25 €

(anrv. epileptic recruiting rhythm). ITpu Buie0-93I-MOHUTOPUHI€ CUHXPOHHO C PA3PA/IOM PETUCTPUPYETCA F€HEPATM3OBAHHbIN
TOHMYECKUI IIPUCTYII B OJIOKEHUU JIEXKA HA OOKY (TOPTAHHBIN 3BYK, KUBOK, HAKJIOH TYJIOBUIIA; IIPUIIOJHUMAHHE IIEY C OBEMOM,
HETIONHBIM BBITATUBAHUEM BIIEPE] 1 PA3BECHUEM PYK; PA3BEJCHUE, TIOABEM U TIOMY(PIEKCHA HOT) TTPOJOKUATENBHOCTBIO OKOMO 20 C.
CHHXPOHHO IPUCTYITYy OTMEYAETCA MOABIEHUE YCTOMYHUBOIM MBIIIEYHON AKTUBHOCTH Ha JIEKTPOMHUOIPAMME

Figure 4. A fragment of sleep electroencephalogram (EEG) of generalized tonic seizure in patient E., 7.5 years old. After a short
electrodecrement (amplitude attenuation) period, a continued diffuse fast-wave activity emerges, masked by significant motor artifacts.
Artifact-free fragments are linked to clearly recorded regular fast-wave activity with a frequency of about 20 Hz and low amplitude
followed by increased amplitude and decreased frequency to 10 Hz, with total duration of about 25 sec (epileptic recruiting rhythm).
During video-EEG monitoring, a generalized tonic seizure lasting about 20 sec is recorded in the supine position (guttural sound, nod,
torso tilt; shoulder raise with lifting, incomplete forward arm extension and spreading sideways; leg spreading, lifting and semi-flexion)
synchronously with the discharge. A stable muscle activity emerges on the electromyogram simultaneously with the seizure

pOBaHHasA C 3HUedanonaTuen pa3BuTMs U anunenTnye-
ckon aHuedanonartumeit, Tun 94 (OMIM 615369). MyTauunu
B 3TOM reHe ONNCaHbl y NALUEHTOB C CUHAPOMOM JIeHHOK-
ca-lacto. Mpu nccnepgosanum no CeHrepy AaHHas MyTauns
y 060MXx pOAUTENeN OTCYTCTBYET — NaTOreHHas myTauus
de novo.

Tepanus

JleyeHune Ha4aTo B BO3PACTE OKONIO 5 16T CO CTApTOBOM MO-
HOTepanuu Banbnpoatom B 4o3e 500 mr/cyT (KOHLEeHTpaums
69 mKr/mn) — 6e3 cyllecTBeHHOro adekTta. KombuHaums
Ba/nibnpoara ¢ TonMpamaToM B [103e 75 MI/CyT NpuBena K He-
3HAYUTENbHOMY YMEHbLUEHWUIO NPOLOMKNTENIbHOCTU TOHMYE-
cKux npuctynos. [lo6aBneHune K Banbnpoaty 1 tonupamary
3ToCcyKCcUMMUaa B pacTBope B 4036 650 Mr/cyT mo3BONMMO Ky-
NUPOBATb aTUMUYHbIE a6CAHCbI U MUATOHUYECKME NPUCTYMbI,
HEMHOI0 YMEHbLUUTb TAXECTb TOHUYECKMX NPUCTYMNOB.

BBuay 0TCYTCTBMA CYLECTBEHHOrO adhekTa Tepanum
Ha TOHMYEeCKMe NPUCTYNbl N ANS ycuneHus adpdekta no
ApYruM TUNam NpUcTynoB 6bIs10 NPUHATO pelLeHne aoba-
BUTb pychmHaMua K Banbnpoarty 1 3TOCyKCUMMAY, NocTe-
NeHHO OTMeHMB Tonupamar. [lpenapaT BBOAWCA Ha4yMHas
c0 100 Mr 0fHOKPATHO Ha HOYb, Yepe3 AeHb — 100 mr 2 pasa
B CYTKW, C NOCTENEHHbIM YBeN4YeHnem Ao3bl 1 pa3 B Hefie-
o no 200 mr/cyT. KoHe4wHas no3a—400 mr 2 pasa B CyTKN.
Ha po3se 600 mr/cyT cpasy 6bifl OTMEYEH BbIPAXKEHHbIN NO-
NOXNTENbHbIA 3DEKT HA TOHNYECKME MPUCTYNbI B BUAE NX
MOMHOr0 KYNMpPOBaHUS.

Bo Bpems npuema Banbnpoara (700 mr/cyT), 9T0OCYKCK-
muaa (650 mr/cyT) n pycdounamuga (600 mr/cyT) B TeHeHuMe
6 Mec y naumeHTa NosHOCTbIO KYNMPOBANUCh TOHNYECKME
MPUCTYNbl U PETUCTPUPOBANIUCH UCKIOYNTENbHO peaKue
MWUOKJ/IOHUYECKIE NPUCTYNbI, CYLLECTBEHHO HE BNAOLLME
Ha Ka4eCTBO XWU3HU pebeHKa 1 ero cembh. Mob604YHbIX (-
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hekTOB pydhrHammuaa 0TME4EHO He 6b10. becnokounu cHu-
)KEHHbIA anneTuT, 36MpaTeNbHOCTb B e 1 NI0Xas npu-
6aBKa Maccbl Tena, 4T0 C BbICOKOW BEPOATHOCTbIO ObI0
CBSI3aHO C NpMeMoM dTocyKcumuga. Pogutenn otmetunmn
CYLLECTBEHHBbI MPOrpecc B pa3BuTinm pebeHka, yny4LieHune
BHUMAHWNS U CHUKEHNE TUMEePAKTUBHOCTH.

Mpn HabnwopeHnn B kKatamHe3e B TevyeHue 1 roga y na-
LMeHTa BO30OHOBUINCL HEYACTble KOPOTKME TOHUYECKMe
NPUCTYMbl, BOSHUKAOLLME NPENMYLLECTBEHHO BO BpeMs
CHa unu cpasy nocse npobyxxaeHus (8 noctenu). Mpu no-
NbITKE YBENNYEHUS 103bl NpenapaTos, B TY. pynHammnaa
10 800 mr/cyT, NnOSABUANCH TOLIHOTA M 0TKa3 OT eabl. Jo-
3upoBky M3 ocTanuch npexxHuMu'.

BbiBop

MpeacTaBneHHas uctopus 6051€3HN UNIKOCTPUPYET TU-
NUYHyt0 KapTuHy CJIT reHeTU4ecKoin aTNONOrMKU COrnacHo
06s3atenbHbIM KpuTepusam ILAE 2021 r. MpucTynbl: TOHK-
YeCKne akcnanbHble + no6on apyroi sua; A3 auddysHas
MeJJIeHHasa aKTUBHOCTb «0CTpasi—MeAeHHas BOMHA» +
npo6ern LAFA n GPFA BO CHe; KOTHUTUBHbIE HApYLIEHUS;
PE3NUCTEHTHOCTb K Tepanuu.

[lobaBneHue pypuHamnaa K Banbnpoary n 3TOCyKCMmu-
[y MO3BOJINIO NPAKTMYECKN NOSTHOCTbIO KYNUPOBaTh BCE
NMPUCTYNbI B Te4eHne 6 Mec ¢ nocneayoLwnm BO306HOBIE-
HUEM HEYaCTbIX TOHUYECKMX NPUCTYNOB. 3TO NPUBENO
K YNY4LIEHNIO NCMXOPEYEBOro pa3BuTMS pebeHka, CHUXe-
HUI0 TUNEPAKTUBHOCTM 1 3HAYMTESIBHOMY YNYHLLEHUIO Ka-
4eCTBA XMN3HU BCEX YJIEHOB CEMbMU.

Onucanue cnryuas 2 / Case report 2
MauymnenTka K., 2003 r.p. — Bo3pact 18 ner.

Hnarvos

CTpykTypHas chokanbHasa anunencus. CuHapom JIeHHOK-
ca—lacto (G.40.2).

JTtnonorus

CTpyKTypHas — NOpOK pa3BUTMSA FONIOBHOI0 MO3ra B Bije
CUHIPOMA «ABOWHOW KOPbI». He NCKIOYeHa TakXe A0Mon-
HUTENIbHO FTeHeTNYecKas nNpuynHa.

MpucTynbl

Anunentuyeckmne cnasmbl, TOHUYECKNE aKCUaSibHbIe, TO-
HWUKO-BMOPATOPHbIE, GuniatepanbHble TOHUKO-KNOHUYECKNE
NPUCTYNbI, aTUNKUYHbIE a6CaHCbl. [1e6t0T NPUCTYNOB B BO3-
pacTe 6 mec.

AHaMHe3 XU3HU

Pogunacbk ot BTOpPON 6€pEMEHHOCTU (NepBas 6epemMeH-
HOCTb — AeBo4ka, 1997 r.p., 3gopoBa). Bo Bpemsi 6epemeH-
HOCTW Npwn yNnbTpa3BYKOBOM MccrenoBaHnn anarHoCTupo-
Ba/v yBENMYEHNE XXENYyL04KOB M0O3ra niofja Ha Cpoke 6 Mec
recrauuu.

Poabl BTOpbIE, CPOYHbIE, PU3NONOTMYeCKIe, Macca Tena
4 kr, oueHka no wkane Anrap 8-9 6annos. CocTosiH1e no-
C/e poAoB YA0OBIETBOPUTESIbHOE, BbINMUCAHA B CPOK.

PaHHee pa3BuTie ¢ 3a1eP>KKON, KOTOpas cTana 3amMeTHOIA
yXXe C NepBbiX MECSLEB XM3HU. Havano camocTosTeIbHON
Xxoab6bl B 2,5 roaa. lepeble cnoBa nosBUAKCH NOCNE roaa
YKM3HU, OIHAKO KOPOTKMe dopasbl TONbKO nocne 3,5 net. [le-
BOYKA MeJNeHHO npnobpeTana HOBble HaBbIKW, YTPaThbl Ha-
BbIKOB HE 0TMEeYasiocb. HacneacTBEHHbIi aHAMHE3 He 0TH-
rOLLEeH.

AnamHe3 3aboneBaHus

B Bo3pacTe 6 MeC B CBA3M C 3aA€PXKKO Pa3BUTUS BPA4OM
M0 MECTY XXMTeNbCTBA OblN NPOBEAEH KYPC UHbEKLMNIA KOP-
TekcuHa. Mocne 8- nHLEKUMM fe6TUPoBaNN NuIenTuye-
CKUe NPUCTYMbl B BUAE CEPUIAHbIX CNAadMOB. bbin anarHocTu-
poBaH cuHApom BecTa. B 604pCcTBOBaHMI OTMEYANCA Pe3Kuii
KMBOK — CrmbaHne TynoBuLLa — NPpUBELEHNe PYK 1 HOT, rpu-
maca. CepuiiHble 3NUIENTUYECKNE cna3Mbl 06LLEeA NpoLon-
XKUTENbHOCTBIO A0 2 MUH, 40 4 cepuil B CYTKW, Halle B nep-
BOW NOM0oBMHE AHA. MpucTynbl 6611 6ICTPO KYNUPOBAHbI
rMAPOKOPTU3OHOM B CTauyoHape. MpoaomKuTeIbHOCTb Npu-
CTYNHOro nepuoaa — 3 HeA. B manbHeiwem poauTenu oTka-
3anuch ot Tepanun M3MN. MpucTynbl 0TCYTCTBOBANN A0
4,5 net 6e3 fieveHus.

B 4,5 roga BO BpeMs AHEBHOI0 CHA BO3HUK 6unareparnb-
HbI TOHWKO-KJIOHNYECKUIA NPUCTYN NPOAOIIKUTENbHOCTbIO
okono 10 muH, KynupoBaH anasenamom. Ha cnepytowimi
[eHb nocne Npo6y>XXAeHMsA NOSBUINCHL CEPUIiHbIE anuen-
TUYECKNE CMa3Mbl: MITHOBEHHbI KNBOK — HAKMOH TYNOBU-
Wa — npunogHuMaHue n pa3BefeHune pyk.

C 5 neT NoABUAKCH PerynsapHble CepuiiHble anuenTnye-
CKMe cna3mbl (4ae npu Npoby>KAeHnn) N euHNYHbIE TO-
HWYECKNe aKcKasibHble MPUCTYMbl, 06bIYHO BO BPEMS CHa.
YacToTa npucTynoB KatacTpohmyeckmn HapacTana HecMoTps
Ha Tepanuto. MosBMANCH BO CHE NMPOLOJIKUTESIbHbIE FeHe-
pasin30BaHHbIe TOHNYECKME MPUCTYMbI C MESTKUM APOXKAHU-
€M PYK 1 CTON — TOHNKO-BMOPATOPHbIE NMpUcTynsl. B 60ap-
CTBOBAHMM OTMEYAJINCh 3MN30bl 3AMUPAHMIA C OCTAHOBKONM
AKTUBHOCTW, 3aTOPMOXXEHHOCTbIO, JIETKUMU KUBKAMU, Ha-
K/OHOM TyNoBULA KNepean, NOATEKAHMEM CITHOHbI, (OITHOK-
Tyaumen ypoBHS CO3HAHMS — aTUNYHbIe abCaHCbl. HacToTa
MPUCTYNOB — MHOTOKPATHO B CYTKMU.

HeBponoruyeckwuii cratyc

Macca tena 51 kr. iucnnactuyHa. BoipakeHa cyXoxumb-
Hasi runeppednekcus ¢ paclwnpeHnem pedieKCOreHHbIx
30H, 0COBEHHO C HUXKHUX KOHEYHOCTEN, 6€3 pasHuLbl CTO-
POH. BbINOMHAET NPOCTbIE MHCTPYKLUMU. Pedb — KOPOTKUE
npocTbie ppasbl. [pyn OPNEHTUPOBOYHOM TECTUPOBAHUN
YPOBEHb 3HAHWIN 3HAYUTESIHO HIXKE HOPMbI.

Bupeo-33r-mMoHMTOPUHT

3amefsieHne OCHOBHOW aKTUBHOCTU POHOBOM 3anuUCH.
MocTosAHHAs NPOAOJSIKEHHAA aKTUBHOCTb B BUE MeANeH-

'Y nauueHToB B BO3pacTe 4 NeT 1 cTapule ¢ Maccoii Tena meHee 30 Kr, NPUHUMAIOLLMX BaSIbMPOEBYO KNCMOTY, Nle4eHune creayeT Ha-
YnMHaTb C CYTO4YHOW A03bl 200 Mr. B COOTBETCTBUU C KIIMHNYECKUM OTBETOM M NMEPEHOCUMOCTbIO 403y MOXHO NOBbIWATbL He paHee
4yem vepes 2 fHA Ha 200 Mr/cyT 40 MakCcMMasibHON peKOMeHA0BaHHOW A03bl 600 mr/cyT [45].
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HbIX KOMMNJIEKCOB «0CTpas—Me[sieHHas BOJSIHa» ¢ 6UPOH-
TanbHbIM Npeo6nagaHnemM N 3Ha4YMTENbHbIM HapacTaHMeM
BO CHe. Bo cHe 4acTbie pa3psaabl GPFA. ®usnonornyeckue
naTTepHbl CHAa NPaKTUYECKM NOMHOCTbIO OTCYTCTBYIOT 13-32
KpaiiHe BbICOKOr0 MHAEKCA aNunenTMOpPMHOA aKTUBHOCTH.

MarHuTHo-pe3oHaHcHas Tomorpadusa

[poBeaeHo BbiCOKopaspeLlatowee MPT-uccnenoBaHue
no 3NMNPOTOKONY. B KOHCMNIMYMe y4acTBOBaN LOKTOP Me-
auuuHbl X. XonbtxayseH (fepmanus). BoisiBneHbl 0T4eTNU-
Bble MP-npu3Haku nopoka paseBuTus rofioBHONr0 Mo3ra —
CUHOPOM «[BOMHOWN KOPbI».

leHeTUyeckue uccneaoBaHus

MpoBeeHbl MOMHOE CEKBEHMPOBAHME 3K30Ma U XPOMO-
COMHBI MUKPOMATPUYHbIA aHAN3 3K30HHOT0 YPOBHSA. 3Ha-
YMMbIX MyTaLUWiA, CBA3aHHbIX C JaHHbIM 3a60N1eBaHUEM, HE
BbISIBNIEHO.

Tepanus

B 6 mec 6bi1 Ha3Ha4YeH rMAPOKOPTU30H NepopasibHo
C MOJIHbIM KYMUPOBAHWEM UHGAHTUNbHbIX cna3moB. OT
JaJibHenLlen Tepanuy POAUTESNIN 0TKA3aNINCh.

C 5 neT Ha4aTa Tepanus Banbnpoatom B o3e 500 mr/cyT
C MUHUMaNbHbIM 3(PAEKTOM, 3aTeM KOMOUHALMA Ballb-
npoata c namoTpuxuHom B go3e 100 mr/cyT — HebonbLIOe
CHUXXEHWE 4acTOTbl U MPOLOMKUTENBHOCTU TOHUYECKNX NPK-
CTynoB 6e3 BAMAHWA HA 3NUNENTUYeCKne cnasmbl. JleBeTu-
paueTtam B fo3e 750 Mr/cyT B KOMOMHALMK C BaNbNpoaToM —
6e3 acphekTa. CnegyeT OTMETUTb, HTO POAUTENN NALNEHTKN
HaCTPOEHbl KpPaHe HeraTBHO Ha yBenuyeHune 0o3 scex Marl.

B M3paune 6bin Ha3Ha4eH cynbTMam (He 3aperncTpupo-
BaH B Poccuiickoit ®epepaunn) B gose 300 mr/cyT — 6e3
3hhekTa, C BbIpAXXEHHbIMI NO6OYHbIMYN ABNIEHUAMN. [lanee
OblJ1 Ha3Ha4eH BMrabaTpuH (He 3aperncTpuposaH B Poccuin-
ckon ®epepauunn) B fose 1000 Mr/cyT — 0THETNNBOE YpeXe-
Hue (6onee 50%) 4acTOTbl ANUNENTUHECKUX CNA3MOB. [1pu
no6aBneHun aTocykcuMmunaa B oo3e 750 Mr/cyT 0TMe4anoch
3HAYNTeNIbHOE YPeXXeHne aTunuyHbix abcaHcos. Hambonee
3Ha4YnMoNn Npo6sieMoii 0cTaBanach BbiCOKas 4actoTta buna-
TepasibHbIX TOHNYECKMX NPUCTYNOB, 3NU30ANYECKN C NPO-
LO/MKEHNEM B TSXKENble TOHMKO-BUOPATOPHbIE.

B cBa3u ¢ otcytcTBuem adpdpekta MIM Ha ToHWYeCKue
NPUCTYNbl N AN ycuneHns agdpekTa Tepanuu no Apyrum
TUNam NPUCTYNoB 6bif HAa3HA4YeH pyUHaMKU Npu 0HOBpe-
MEHHOIi 0TMeHe Banibnpoara. PyduHamug BBOANCA M0 CXe-
me?: ctapToBas go3a 100 mr 2 pa3a B AigHb, 4epes 3 AHA
200 mr 2 pasa B AeHb, 4epe3 3 aHa 300 mr 2 pa3a B [i€Hb,
4yepe3 3 aHs 400 mr 2 pasa B eHb, 4epe3 3 aHs 500 mr
2 pasa B aeHb (1000 mr/cyT). [anee 4yepe3 2 Hep fo3a 6bina
yBenimyeHa ao 600 mr 2 pasa B aeHb (1200 mr/cyT). Mpu go-
6asneHun pycpuHammaa B gose 1200 mr/cyT K BUrabaTpuHy
(1000 mr/cyT) n atocykcumugy (750 mr/cyT) Habn0AaN0oCh
3HA4YNTENIbHOE YPEeXXeHne BCeX TUMNOB NMPUCTYNOB, NPexXae
BCEro TOHMYeCKMX Ha 75%. OTCYTCTBYIOT NPOLOJIKNTESb-

Hble TOHWYECKME 1 TOHUKO-BNOPATOPHbIE NPUCTYNbI. Poan-
TSN 0TMEYatoT y [o4epu ynyylleHne cHa n noseaeHus. Mpu
HabM0AeHNN B KaTaMHe3e BbICOKWIA NONOXUTENbHbIA (-
ekt Tepanuu npopomkaeTcs 6onee 6 mec. 3Ha4NTENbHO
MOBbLICMJIOCh KA4€CTBO XXM3HM NALNEHTKN N €€ CEMbMN.

BbiBop

MpenctaBneHHas nctopusa 601e3HN JEMOHCTPUPYeET
TUNWUYHbINA cryyqan CIT CTPYKTYPHOW 3TMOSIOTMN C TPaHC-
dopmaumen 3 cMHAPOMA UHAAHTUIbHbIX cna3moB. [1o-
MOJSIHUTENbHO NPEAN0JIaraeTcs reHeTUYeCcKas NpuynHa 3a-
6onesanus. Mog6op M3 NO3BOANA YMEHbLINTbL 4acTOTY
HEKOTOPbIX TUNOB ANUNENTUYECKNUX NPUCTYMOB, HO TAXe-
fible TOHWYECKME NPUCTYNbI 6bIM a6CONOTHO PE3UCTEHT-
Hbl K Nie4eHuto. NMocne no6aBneHns pyduHammaa B 003e
1200 mr/cyT 4acToTa TOHUYECKMX MPUCTYNOB CHU3MMACh
Ha 75%, YMEHbLUNMIACh UX BbIPAXXEHHOCTb 1 MPOAOSIKN-
TeNbHOCTb. AP EKT Tepanum 6bis1 CTONKUM, C OTCYTCTBU-
€M NOB6OYHbIX SABNIEHUIA N 3HAYUTENbHbBIM MOBbILIEHNEM
Ka4yecTBa XMN3HW.

CTPATEIUA NIEPEBOJA ITAITUEHTOB

C CHHIPOMOM JIEHHOKCA-TACTO

BO B3POCJIYIO AMBYJ/IATOPHYIO CETb /
STRATEGY FOR TRANSFERRING PATIENTS
WITH LENNOX-GASTAUT SYNDROME

TO AN ADULT OUTPATIENT NETWORK

Mepexon M3 negmaTpumyecKon NpakTUKM BO B3POCNYIO
amOynaToOpHYH CeTb NPeAcTaBNseT CO60M ANUTENbHbINA
npouecc NoAroTOBKMW [eTeil C XPOHUYeCKuMu 3abonesa-
HUAMU, @ TAKXKE UX CEMEN K NepeBoay BO B3POCIYHO CUCTE-
My 3[1paBOOXPAHEHUSA.

MoApOCTKOBLI BO3PACT — Nepnoj 6bICTPbIX U3MEHEHUI,
Kak on3nyecknx, Tak n ncuxocouunanbHbIX. B cBA3n ¢ aTum
npoLecc nepexoja naumeHToB U3 NegnMaTpu4eckon ciyxosbl
BO B3POCJIYH CETb 4aCTO ABMAETCA NOJIMKOMMNOHEHTHOW 3a-
Jadven, TpebyloLei TwaTenbHoro nnaHUpoBaHnus 1 KOopan-
HaLWUU MyNbTUAUCLMUNIMHAPHOK 6puragoi. OH 3HAYUTESNbHO
OCIOXHSAETCS B Cly4ae TXeblX 3a60J1eBaHUN, CBA3AHHbIX
C MOCTOSAHHBIM MELNLNHCKM HabMOAeHNEeM U NCMXOCOLN-
anbHOW NOAAEPXKKOIA. B HaCTHOCTU, NPW HANUYUK Y NALMEH-
Ta anNUNencum Heo6XoaANM y4eT JUHAMUKI Te4eHus 3abone-
BaHWA, UHAMBMAYANbHbIA NOAX0L K BbIOOpY (hapmako-
Tepanuu B COOTBETCTBUM C 3TUONOTrMUEN 1 TUMOM MPUCTYNOB,
KOMOPOWAHLIMW COCTOSAHMAMMU, PENPOAYKTUBHbIM NOTEHLM-
anom. bonee Toro, xapakTeponorn4yeckme 0CO6eHHOCTH
60/bHbIX AMUMENCUEN 1 3a4aCTY0 NX 3aBUCMMOCTb OT Ha-
6/1101eHNS 1 NOMOLLYM CeMby TPeOYIOT aganTauun npowecca
nepexoa BO B3POC/YO ambynaTOPHYO CETb C MCUXONOrn-
YECKOI 1 coLnanbHON TO4EK 3peHns [46].

bonbwuHcTBO B3pOCbIX ¢ CJII HE MOryT XUTb camo-
CTOATENIbHO 13-32 YMCTBEHHOW OTCTANOCTU, a TaKXKe npu-
CTYNOB, KOTOPbIE 06bIYHO MPOAOKAKTCSH BO B3POC/IOM

2V B3pocnblX, NOAPOCTKOB K feTen ¢ Mmaccon Tena 50,1-70,0 Kr, He NPUHMMAIOLLUX BaNbNPOEBYIO KNCNOTY, NEYeHne CefyeT Havyu-
HaTb C CyTO4HOW J03bl 400 MT. B COOTBETCTBMM C KNUHUYECKM OTBETOM U MEPEHOCUMOCTbIO L03Y Py(UHAMMAA MOXKHO NOBbILLATH
yepes AeHb Ha 400 mr/cyT [0 MakCMMasibHON peKOMeH40BaHHOW f03bl 2400 mr/cyT [45].



Hay4Hble 0630pbi1 / Review articles

Bo3pacTe. bpems 3a60Tbl 0 TaKUX NALMEHTAX MOXET OTPU-
LlaTesIbHO CKa3aTbCs Ha (PU3NYECKOM, MCUXNYECKOM M 3MO-
LMOHaNbLHOM 3[0POBbLE Y4NEHOB cemby [47]. Kpome Toro,
CJII accoummpyeTcs ¢ CyL,eCTBEHHbIMU 3KOHOMUYECKMMU
npo6nemamu 1 UHAHCOBbLIMMW 3aTpaTaMu, CBA3aHHbIMU
C YXOA0M 32 TaKuMI 60JIbHbIMMW 1 KOMMIEKCHBIM MOAX0A0M
K Tepanuu hapMakope3ncTeHTHbIX NpucTynos [48].

Takum o6pasom, y naumeHtoB ¢ GJIT npouecc nepexoaa
13 NeAnaTpU4eCcKon NPakTKM BO B3POCYH0 ambynaTopHY0
CeTb OCJIOXKHAGTCA HANIM4MeM YMCTBEHHON OTCTAaN0OCTH, pe-
3UCTEHTHOWM K JIEYEHUIO 3NUSIENCUN N NOBELEHYECKUX pac-
CTpoiicTB. PazpaboTka onpeAeneHHbIX CTpaTeruii nepesoaa
MO3BONNT ONTUMMU3NPOBATL 3TOT NPOLECC U CAeNaTb ero
MaKCcUMasnbHO KOMOPTHbIM AN8 TakuX 60MbHbIX [48].

IIpoGaemsl mepexona / Problems of transfer

MaumneHTbl, He NepeBeAeHHbIe JOMKHbLIM 06pa3oM BO
B3POCIy0 aMOYNaTOPHYIO CeTb U He NepefaHHble COOTBET-
CTBYIOLLMM CreymanncTam, MOryT CTOSIKHYTbCS C HENPUAT-
HbIMW nocnencTBMAMN. BONbHOM MOXKET ocTaTbes 6e3 cne-
LUManu3npoBaHHOW NomoLwm, T.K. BONpockl nevenns CIT
1 COMYTCTBYIOLINX COCTOSAHUIA SABNAOTCA CNOXHbIMU ANS
Bpaya obulen npakTuku. bonee Toro, B JaHHOM Cnyyae na-
LMEHTbI He MoJlydaT JOCTyna K HOBEMLWMUM MeToAaMm Jieye-
Hns [49]. KOrHUTBHbIE 1 NOBEAEHYECKNE PacCTPOICcTBA
y 60JIbHbIX C HAPYLIEHNSIMU PA3BUTUSA, KaK 3TO 4acTO OblBa-
eT npu CJII, MOryT 3aTpyAHMTb NPOBELEHNE ONATHOCTMYe-
CKMX UCCNIe0BAHMNIA 1 OLLEHKY KOHTPONSA Ha NpucTynammu
[50]. Kpome Toro, no604Hble AeACTBUA NPenapaToB TPYAHO
OLIEHUTb B 3TOW rpynne nauneHToB U3-3a YMCTBEHHOW OT-
CTaNoCTV U TPYLHOCTEA C KOMMYHUMKauuen [51].

B HeKOTOpbIX CrydYasax poaMTeNin HeJ0BOJIbHbI HA610-
JIeHNEeM BO B3POCNOI amMOynaToOpHO CeT 1 NPOCHAT Bep-
HYTb NauueHTa B negmaTpuyeckyto cnyxoy. OaHako 601b-
Hble, HE MoJiyqarlme ONTUMAJNIbHOTO HabnwaeHus
1 NeYeHns BO B3POCSION CeTH, MOTYT 0CTaTbCA 6€3 Haase-
XKaLLero neyveHns KomopouaHbix 3abonesaHuin [52]. Mepe-
XO[ 13 AeTCKOM BO B3POC/YH0 ambynaTOPHYH CeTb TaKXe
4aCTO OCJIOXKHSAETCS TEM, YTO NALNEHTbI U POAUTENN YAO-
BNIETBOPEHbI 06CNYXBAHNEM B NEANATPUYECKON Cryx6e
1 0MacarTca No NOBOAY AaNbHEMLWMX TepaneBTUYeCKNX
TaKTWK HOBbIX cneyunanncToB. Onpoc 60JbHbIX 3NUnencuei
M UX Cemeli noKasars, 4To OHW 3a4aCTyt0 JOBOMbHbI CyLLe-
CTBYIOLLMM MOJIOXKEHWEM BELLE N 04eHb NMPUBA3AHbI K CBO-
e negmaTpuyeckon cnyxo6e. Ix oTHOLWEHNA ¢ negnaTpu-
4eCKOW HEBPONOTMYECKOV KOMaH/0M, Kak NpaBumno, 6binu
ANNTENbHbIMK, 6TM3KUMU 1 KOMAOPTHbLIMUW, @ BOJTHEHUE
BO BpeMs nepexofa BO B3POCNYL0 CeTb — 3TO CTpax nepeg
HEN3BECTHOCTbIO N HEYBEPEHHOCTb B Byayuiem. bonbHble
6eCnoKOATCA, YTO Ka4eCTBO 06CNYXMBaHNA He OyaeT Ta-
KUM K€ XOPOLLUMM BO B3POCNOI KJINHUKE WK YTO Meau-
LMHCKas NoMoLLb 6yfeT He TaKoi J0CTynHOI [52]. Kpome
TOr0, CaMOCTOATENbHOCTb U HE3ABUCUMOCTb Y 6ONbLUNH-
cTBa nauneHToB ¢ CJIT orpaHn4eHHbl N3-3a UHTENNEKTY-
anbHoro geduunta (T.6. NALKUEHT 0CTAETCA «PeOEHKOM»),
M 3TO MOXXET CO3[1aBaTb Y POAUTESIEN BNeYaTieHne npe-
)KOEBPEMEHHOro 1 Heuenecoobpa3HoOro nepexoga BO
B3pocunyto ceTb [49].

anunencus n NapokcnamMasibHble COCTOSAHUS

[lonrocpo4yHoe B3auMOLENCTBME C TAKUMU 60NbHbIMM
1 HabnoaeHne 3a onpeneneHHbIMN TepaneBTUHeCcKUMM pe-
3ynbTatamu MOXeT AeflaTb CNeLmanncToB neanaTpuyeckoro
npouns 3anHTEPECOBAHHLIMM B AalibHENLLEM BEJeHUN CBO-
UX nauneHToB. lMegnatpbl MOTYT CYUTATb, YTO B3POCIIbIE
CIYX0bl MEHEee KOMMETEHTHbI B BeleHNI 60JIbHbIX, 0COOEHHO
B MCUXO0COLMANIbHBIX BOMPOCAX, N 6ECNOKOUTLCA, YTO UX Na-
LMEHTbI He NOony4aT afieKBaTHOr0 1 COBPEMEHHOTrO Jie4eHus
BO B3pocsion cetu [53]. McuxocouunanbHble 1 3TUHECKIE NPo-
61eMbl MEXAY NeanaTPUYeCcKoi 1 B3pOCOi MeANLIMHON TaK-
)Ke YCIIOXHAT npoLecc nepexofa. Meanarpmyeckas noMoLLb
TPAANLMOHHO OPUEHTNPOBAHA HA CEMbO: POLMTENN NPUBOAAT
pe6eHKa Ha Npuem K Bpayy, 1 BU3UT B PaBHOI CTENeHU Kaca-
eTCH KaK POANTENA, Tak 1 naumeHTa. B otnmyne ot 91010 Npu-
€M BO B3POCJIOii CETN OPUEHTMPOBAH Ha Camoro 60MbHOTO:
NaLneHT, KaK NpaBuio, NpUxoauT Ha npuem 6e3 poguTens,
11 BU3NT COCPEAOTOYEH UCKITIOYUTENBHO Ha HeM [49].

OnTuMu3anusa COIfHAJIbHBIX ACIIEKTOB /
Optimization of social aspects

bonblumHcTBo geteii ¢ CIIT umetoT NI0Xoi coumnanbHbIn
MPOrHO3 M 3aBUCMMbI OT OKPYXXAKOLWMUX B €XKeHEBHOI aK-
TUBHOCTW [54]. [pOBeeHHbIE UCCNELOBAHUS M0 U3YYEHNIO
NpeANKTOPOB XOPOLLEro CoLKaibHOro NporHo3a Anas nayu-
€HTOB C YMCTBEHHOM OTCTANOCTbO NOKa3anu, 4To Hanbonee
MONOXNUTENbHbIE NPOrHOCTUYECKME (PAKTOPbI — COLMasbHAsA
noAdepXxka, camoonpefenexune, akTUBHasA AeATENbHOCTb/
paboTa n aganTUBHOE NOBEAEHNE.

Hannume nogaepxunsarowmnx coumanbHbiX paboTHUKOB,
CeMbMN 1 Apy3ei ABNAETCA BaXKHbIM NPEAMKTOPOM yCneLl-
HOW coumanbHOW agantauumn. HeckonbKo neenefoBaHmii no-
Kasasnu, 470 NauueHTbl, KOTOPbIE YYBCTBYIOT, 4TO MOTYT KOH-
TPONMPOBATH U YNPABNATL N0 KPaHEN Mepe HEKOTOPbIMU
acrneKTamu CBOEN XMN3HU, UMEIOT NyHLLIee Ka4eCTBO XU3HU.

B coumanbHOM acnekTe nMpu3HaHbl NPenMyLLECTBA KOH-
KYPEHTOCMOCOOHOA MHTErPUPOBAHHOW 3aHATOCTU Nepej
paboToi B cneunanbHbIX WHTEpHATaX unu goma. Kpome
TOrO, 4eM Nyylle y nauymeHTa afanTueHoe nosepexune (T.e.
HaBbIKWN CAMOCTOATENbHO XKN3HU, COLMAbHbIE N aKaLeMu-
YecKue HaBbIKK, CNTOCOBHOCTb K KOMMYHUKALK), TEM Ny4Lue
COLMASIbHbINA MPOTHO3.

9T BbIBOAbI CO3JAK0T ONpPeesieHHbIe NPeANOChITKM Ans
pa3paboTKu cTpaTernii nepexona nauneHtos ¢ GJ1I Bo B3poC-
Nyt aM6ynaTopHY0 CeTb, KOTOPbIE MOTYT MOMOYb KaXXAOMY
60/1bHOMY AOCTMYb CBOEI0 MaKCUManbHOro TepaneBTUYecKo-
ro NoTeHunana v yny4wmuTb Ka4ecTBo XuU3uu [55].

IIporpaMMsI IEPEBOAA IAITUEHTOB BO B3POCTYIO
aMOyIaTopHYIO ceTh / Programs for transferring
patients to an adult outpatient network

[MepBblIii LWAr NporpamMmMbl Nepexofa — NOHATb, K KOMy 6y-
JeT NepeBeleH MONOJO0A Yen0BeK. ATO MOXET ObiTh Bpay
B3POCII0/ amByNnaToOPHO CETW HEBPONOTrMYeCcKOro npocuns
NN cneymanncT NCMXOHEBPOJSIOTMYECKOro agmcnaHcepa,
rNIaBHOE — er0 rOTOBHOCTb MPWUHATbL TAKOr0 NaLMeHTa U B3au-
MOJeiicTBOBaTb B JAHHOM MpPOLECCe C NeanaTpuyeckon
CNy>X60ii. INMNENTONOrN MOryT 6bITb 60M€e rOTOBbI K y4a-
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CTUIO B TAKOW NpOrpaMme, 4eM B3POC/ble HEBPOJIOTM 06LLe-
ro npodouns. Meanarp-HeBPOSIOr U B3POCIIbIA HEBPOJIOT MO-
ryT NOHSATb peanuu NpPakTUKW Apyr Apyra, nepuoanvyecku
nocelyas BMecTe B3POCYH U JETCKYH KIUHUKKA N 06CYX-
[as BO3HUKLUWE BOMPOCHI N0 Npo6iemam npeeMCcTBEHHOCTU.
Lpyroit nogxoa — npurnawaTte B3POC/bIX NPAKTUKYOLLINX
Bpa4en-HeBPOJSIOrOB Ha CEMUHApPbI C LeNbl 3HaKOMCTBA
4NEeHOB JIe4e6HON KOMAHLbI ApYr C APYrOM M 06CYXAeHMUA
BOMPOCOB Nepexoja nauneHToB U3 NefnaTtpuyeckon BO
B3pOCNYyt0 ceTb [52].

Bo Bpems nepexogHoro npouecca npeacTaBnseTcs Bax-
HbIM 4aCTO FOBOPUTL C MALWUEHTAMWU U CEMbAMU O LONIO-
CPOYHbIX 3a[ja4ax, yaensas 0co60e BHMMaHMNEe 06pa3oBaHuio,
YCTPOMCTBY HA paboTy W eXXeAHEBHON aKTUBHOCTW. Takxxe
He0ob6X0AMMO NMPOBOAMTbL UCCEL0BAHMA ANF U3YYEHNS TOrO,
4TO MPOUCXOAUT C 6ONbHBIMU C AETCKMMU DOpMaMm 3nu-
nencum BO B3pOCSIoM Bo3pacTe. Kpome Toro, crnegyer no-
CTOSHHO 3HAKOMMTb NALMEHTOB C HOBbIMU pa3paboTKamu
B 06nactu tepanun ux 3abonesaHus. Moatomy KnuHULN-
CTaM peKOMeHAYeTCs BHUMATENbHO ClenTb 32 06HOBNE-
HUSMU nHGopmaumm ot ILAE n cneymann3mpoBaHHbIX CO-
o6uwwecTs. Eule oanH BaXKHbIA KOMMOHEHT NEPEXOAHOI0
nepuoaa, 0CO6EHHO AN NIOAEN C KOTHUTUBHBIMI HapyLle-
HUAMU, 3aKTHYAETCS B TOM, YTOObI HACTOATH HA 0pOpMIIe-
HUW ONEKYHCTBA 11 [JOBEPEHHOCTM A5 HAASIeXaLLero peLe-
HUS MELNUNHCKUX 1 OPUANYECKNX BONPOCOB [49].

MynbTUaANCUMNANHAPHBIA NOAX0A MOXET ONTUMU3NPO-
BaTb yXo0[ 3a nauueHtamu ¢ GJII, Korga oHW CTaHOBATCA
B3pocnbiMu. COCTaB KOMMNIEKCHOI 6puraabl B ugeane fon-
)KeH BK/OYaTb CMELnanncToB 34paBO0OXPaHEHNs, coLnanb-
HbIX PAOOTHWKOB M 06LLECTBEHHbIE OpraHu3auuu. K cne-
Umanuctam, y4acTBYHOLLAM B Bel€HUN TaKUX BOJIbHbIX, OT-
HOCATCS TaKXe COLManbHble pabOTHUKKM B 06/1aCTW HEBPO-
norum, MeacecTpbl, NCMXonoru, gapmakonoru n ap. [49].

JIUTEPATYPA:

1. Kapnos B.A. 3nunencus y feteil n B3POCbIX KEHLLUH N MYXUUH.
PykoBoAcTBO Ans Bpayeil. 2-e u3g. M.: bunom; 2019: 221-8.

2. MyxuH K.K0. KnuHuko-aHuedanorpaduyeckme n3MeHeHNs npu
cunpapome JTeHHoKca—lacTo. Pycckuii XypHan JETCKON HEBPOIOrnH.
2015; 10 (2): 19-31. https://doi.org/10.17650/2073-8803-2015-10-2-
19-31.

3. Asadi-Pooya A.A. Lennox-Gastaut syndrome: a comprehensive review.

Neurol Sci. 2018; 39 (3): 403-14. https://doi.org/10.1007/s10072-017-
3188-y.

4. Camfield P.R. Definition and natural history of lennox-gastaut
syndrome. Epilepsia. 2011; 52 (Suppl. 5): 3-9. https://doi.org/10.1111/
j.1528-1167.2011.03177.x.

5. Samanta D. Management of Lennox—Gastaut syndrome beyond
childhood: a comprehensive review. Epilepsy Behav. 2021; 114 (Pt. A):
107612. https://doi.org/10.1016/j.yebeh.2020.107612.

6. Trevathan E., Murphy C.C., Yeargin-Allsopp M. Prevalence and
descriptive epidemiology of Lennox-Gastaut syndrome among Atlanta
children. Epilepsia. 1997; 38 (12): 1283-8. https://doi.
0rg/10.1111/j.1528-1157.1997.tb00065.x.

7. Specchio N., Wirrell E.C., Scheffer L.E., et al. International League
Against Epilepsy classification and definition of epilepsy syndromes
with onset in childhood: position paper by the ILAE Task Force on
Nosology and Definitions. Epilepsia. 2022; 63 (6): 1398—-442.
https://doi.org/10.1111/epi.17241.

8. benoycosaE.[., lopuxaHosa 3.K., Jopodeesa M.H0. Moyemy Tak
peLKo CTaBUTCS ANarHo3 cuHapoma JleHHokca—racto? XypHan

10.

11.

12.

13.

14.

15.

16.

COCTOSAAHMSA

YnyudleHne KOMMYHUKALUU Mexay OeTCKUMU 1 B3pOC-
NbIMW HEBpOJiIOramMu KMeeT pellatoulee 3HaveHune. Cospa-
HWE MHOTOMPOMUNbHBIX CNEeLNann3MpoBaHHbIX KINHUK,
BK/THO4AIOLLMX B3POCIbIX U LEeTCKUX HEBPONOroB, Ncuxua-
TPOB, M3y4arwLWMX BCe HO30M10rnn, BhidbiBatowme GIT
U Apyrue TsSXKenbie ()OpMbl anNunencumn, ABNSETcs Becbma
nepcneKTUBHbIM.

[MocTeneHHbI Nepexon U3 NeanaTpuy4eckon B0 B3pOCy0
CeTb A0JKEH HA4MHATLCA HA PAHHUX CTaamMaX 3a60J1eBaHNS.
Y naumneHtoB ¢ CJII 3TOT NpoLecc MOXET ObiTb MHULMUPO-
BaH C MOMEHTA MOCTAHOBKM AnarHo3a. OxxugaHusa u ueam
MOTyT 6bITb ONPeAeNieHbl C CAMOro Havyana u Bpems oT Bpe-
MeHU nepecmaTpuBaTbCcs. Bpayn negmatpuyeckon cetu
0653aTe/IbHO JOSHKHbI MIHOPMMPOBATL CEMbMU, HTO OHU BY-
nyT Habnwaate 60N1bLHOrO 40 ONpPeaeNieHHOro BO3pacTa,
a 3aTeM OpraHm3ytoT nepejayy K B3pocnomy HeBpoJsiory.

Mepexoa nauneHToB ¢ CJ1T M3 negmaTpuyeckoii cry>osl
BO B3POC/YK ambynaTopHy CeTb NpeAcTaBnseT co60oi
CNOXHYIO KNMHUYECKYIO 3afady. [JaHHble nuTepaTypbl No-
Ka3blBaKT, 4TO AETCKME HEBPOSIOTW, HEBPONOr B3POCIION
CEeTW 1 Apyrue cneunanncTbl 34PaBO0OXPaHEHNS HYXXLaKTCS
B 00pa30BaHUN 1 PYKOBOACTBE ANA 06J1er4eHns aT0ro npo-
ecca. bapbepbl Kak €O CTOPOHbI MauMeHTa U Cembl, Tak
11 CO CTOPOHbI Bpada MOryT npensTcTBOBATb NMEPEBOAY, 0CO-
6EHHO 9TO KacaeTcs 60JIbHbIX C YMCTBEHHOI OTCTaN0CTbIO.
HakonneHHble faHHbIE CBUAETENbCTBYIOT O TOM, YTO CO3/a-
HUE «MepexoHbIX KINHUK» MOXET NMOMOYb B MOAAEPXKKE
naumeHToB ¢ CJII, ycTpaHnTb TPEBOTY CaMux 60MbHbIX 1 X
POLCTBEHHWNKOB 1 MUHUMWU3MPOBATL OMACEHNS JETCKMX Bpa-
4ell N0 NOBOAY KayecTBa 06C/YXXUBAHUA B Y4YPEXAEHUAX
L1 B3pocnbiX. Pa3paboTka onTUManbHON MOAENN NePexo-
na nauuenToB ¢ CJIT BO B3pocny amOynaTopHyH CeTb He-
06xoauma ans obecnevyeHns Ka4eCcTBEHHON MeANLUHCKON
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