PYCCKUN

sy IETCKOM
HEBPOAOT' MU

«ATNac 3NEeKTPOKJIMHUYECKON AUArHOCTUKN
u Tepanuu 3nunencumny». Cugpom [ipase

13 AHBapA 2025 r. 6e3BpemeHHO ywen 13 Xun3Hu KoHctaHTuH IOpbeBuy MyxmuH — JOKTOP MeANLMHCKUX HayK, Npo-
deccop, pykoogmTenb O6beuHEHNA MeAULIMHCKUX YUpeXAeHWI NO ANarHOCTIKe, neveHunio u peabunutauum 3abone-
BaHWIA HEPBHON cMCTeMbl 1 anunencumn nm. Ceatntensa JIykn, MexxgyHapoaHO NPU3HAHHbIA SKCNepPT B ANArHOCTUKeE U fne-
YeHUW SMUNENCUN, BbICOKOKBaNNQULMPOBaHHbIN Bpay-HEBPOJIOF, UMeWUn 6onee yem 38-neTHMIA ONbIT PaboThl
€ 60N1bHBIMU 3NUNENCUER, BNeCTALLMIA YUeHbIin, paboTbl KOTOPOro NONYUYNIN BCEMUPHOE NPU3HAHMWE 1 LIMPOKO U3BECTHbI
KaK B Halllell CTpaHe, TaK 1 3a pyOeKom.

Mpodeccop MyxuH ocTtaBun 6oratoe HayuyHoe Hacnefue, Bkitoyatollee 6onee 400 HayuHbIx paboT, 20 MoHorpaduii,
MHOTOUYMNCIEHHbIE IEKLUMMN U ceMrHapbl. [ocnenHui Tpyn 6necTaLlero yueHoro — «nunencus. ATnac 3n1eKTPOKINHNYECKON
AVNArHoCTUKK U Tepanum» B 2 TOMax — ABMIAETCA BEPLUMHON €r0 HayYHOro TBOPYECTBA 1 0006LaeT pe3ynbTaTthl BCE Hayy-
HOW 1 NpaKTnuyeckon paboTbl aBTopoB. OyHAaMeHTanbHbI TPYL Bbiwesn B cBeT B 2023-2024 rT.: B Aekabpe 2023 r. 6bin
ony6nmkoBaH 1-i1 Tom' 1 oceHblo 2024 r. — 2-1 Tom2. ABTopbl ATnaca: KoHctanTuH IOpbeBuy MyxuH (a.M.H., npodeccop,
Bpay-HEeBPOJOT, SNUAENTONOr; pyKoBoaMTeNb VIHCTUTYTa 4ETCKOW 1 B3POC/ION HEBPONOTUU 1 3nunencumn nm. Ceatutens
Nykun), Napuca lOpbeBHa MyxoBa (K.M.H., AOLIEHT, Bpay-HeBPOJIOr, 3NNNenToNor, Bpay GYHKLMOHaNbHOWN ANArHOCTUKN),
Anekcen AnekcaHaposuy XonuH (4.M.H., npodeccop, Bpay-HeBposor, Bpay GyHKUMOHaNbHOW AUAarHOCTMKM).

C 1-ro Homepa 2025 r. Mbl OTKpPbIN B «<PYCCKOM XXypHane JeTCKON HeBposorum» pyopuky «Hacnegue npodeccopa
K.0. MyxuHa», B KOTOpoI 6yAemM 3HaKOMMUTb YUTaTenell ¢ HayuHbIMK Tpygamu KoHcTaHTHa lOpbeBnya 1 ny6nmkKosatb
YacTb OAHOW rMaBbl N3 «ATaca aNeKTPOKNNHNYECKON ANarHOCTUKN 1 Tepanun aNuaencum.

Buibop gppacmenmos Amaaca daa nybauxayuu 6ydem onpedeasmoca wumameaamu. Hanuwume nam, kaxue memot Bac
uHmepecyrom ¢ nepsyto ouepeos. Adpec pedaxuuu: center @epileptologist.ru

B smom nomepe «Pycckoeo yucypnaaa demckoii Heeépoao2uu» no npocvoam vumameaeli Mol nybauxyem gppazmenmol
u3 2naevt 29 moma 2, nocesawennoii cundpomy Jpaee’.

Ilamsamu Illaparommeur Jpase

Cunapom [pase (C]1) — snunentuyeckas sHiedano-
MaTtusl ¢ 1e0I0TOM Ha IIEPBOM IOy KU3HU, TTPOSIBIISIONIA -
scsl (beOpUIbHBIMU U aheOpUIbHBIMU TeHepau30BaH-
HBIMU ¥ (HOKAJIBHBIMU TPUCTYIIAMH, ¢ HAJTUIUEM MUO-
KJIOHMYECKUX ITAPOKCHU3MOB B TUITMYHBIX CJIyJasiX, OTCTa-
BaHWEM B IICUXWYECKOM Pa3BUTHHU U PE3MCTEHTHOCTHIO
K aHTuanuiaentuyeckoit Tepanuu (Ch. Dravet u coaBr.,
2019).

B xnaccudpukauum 1989 r. CJI 3aHrMan ocodoe MecTo,
OTHOCSICh K (hOpMaM SITIJIETICUM, UMEIOIIINM KaK IreHepa-

JIM30BaHHbIC, TaK ¥ (hOKAJIbHbIE KIMHUYECKUE ITPOSIBIIC-
Hus1. B HOBOI MeXITyHapOaHOM Ki1acCU(MDMKAIIUM SITHTICTI-
TUYeCKUX cuHapoMoB 2022 1. 3a00JieBaHUE OTHOCUTCS
K TPYIIIe 3MWICNTUYECKUX CUHAPOMOB HEOHATAJIbHOTO
M MJIaJICHYECKOTI'0 BO3pacTa U IPEACTABIIICT CO0OI IHIIE-
danonartuio pazButus u snuientuyeckymo (A.T. Berg,
LE. Scheffer, 2011; J. Engel, 2013; E.C. Wirrell u coaBr., 2022;
S.M. Zuberi u coasrt., 2022). CoriacHO COBpeMEHHOI 3TH-
osiormyeckoit Knaccudukanuuu, CI oTHOCUTCS K TpyIIe
reHetudeckux srmerncuii (I. Scheffer u coasr., 2017).

"Myxun K.1O., Diyxosa JI.1O., XonuH A.A. Dnusencusi. ATiac 31eKTpOKJINHIUYecKoi auarHocTuku v teparmuu. T. 1. M.: Pycckuii meuatHslii aBop,

2023.912c.

Myxun K.10., Tiyxosa JI.1O., Xonun A.A. Dnuiencus. ATiac 31eKTpOKIMHUYECKOi anarHocTky 1 Teparmiu. T, 2. M.: Pycckuii meyaTHbIi ABOD,

2024. 884 c.

3SMyxun K.JO. Cunapom Jpase. B kH.: Dnunencus. ATiac 3eKTpOKIMHUYECKON AuarHocTUKy 1 Tepanuu. T. 2. M.: Pycckuii nedaTHblit aBop, 2024.

C. 240-273.
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3aboneBaHue ObLIO BrnepBbie omnucaHo Charlotte
Dravet B 1978 1. Bo ®paHiuu, 3aTeM IoAPOOHOE OIMMCaHKE
obsuto mpencrasieHo Ch. Dravet u coaBT. B 1982 1. Tak
KaK MUOKJIOHUYecKue Tpuctymbl mpu CJ1 00bIMHO TTPHCO-
€IMHSIIOTCSI JIUIIb Yepe3 HECKOJIBKO JIET C MOMEHTA JIe01oTa
3a00JIeBaHMsI, MOTYT OTCYTCTBOBaTh IIPU «IIOrPaHMYHBIX»
Cllyyasix, a TaKXKe B CBSI3U C CYIIIECTBOBAHUEM PA3IMYHBIX
hopM «<MUOKIIOHUYECKUX SMUICTICUIT» C TSDKETbIM TeUSHM -
€M ObIJIO PEILIEHO OTAaTh IIPEANOYTEHUE UMEHHOMY Ha3Ba-
Huto — «cuHApoM dpase» (Ch. Dravet u coasrt., 2005). Ipe-
IbIAyIee HAMMEHOBAHUE <«TsXKeIasd MUOKJIOHUYECKAs
SIWIETICHS MJIaJICHUYECTBa» B HACTOSIIIICE BPeMs HE PEKO-
MEHI0BaHO K MPUMEHEHUIO.

DrHojorusa. B Hacrosiee BpeMs yCTaHOBJICHO,
yTO puuMHOM pazputust CJI sABIsIeTcs MyTallus, 3aTpa-
ruBampomast ajibda-1-cyobeIUHUILY HaTPUEBLIX KaHAJIOB
HelipoHoB (C.B. MuxaiinoBa u coast., 2011; R. Nabbout,
2017; D. Steel u coast., 2017). JlaHHBIi JTOKYC, HaxXoIs -
uiicss Ha XxpoMocome 2q24.3, moJaydusl MapKUPOBKY
SCNIA. Mytaiiuu B aToM reHe (6osiee 1200 pa3numuHbIX
BapMaHTOB!) OOBIYHO BO3HUKAIOT de novo U OTHOCATCS
K TaK Ha3bIBaeMbIM YCEYCHHBIM WMJIM, pexKe, MUCCEHC-
MYyTallMsIM; OMHAKO CYIecTBYyeT okoio 10 % manueHToB,
Yy KOTOPBIX TpearnoiaraeTcs MyTalust de novo, HO OHU
HMMEIOT OTHOTO POJIUTEINS, KOTOPBIM SIBJISIETCS MO3aMKOM
no gaHHou mytauuu (L. Claes u coaBr., 2001; C. Marini
U coaBT., 2007; D. Steel u coaBrt., 2017; C.T. Myers u co-
aBT., 2018). [Tongasmsioliee OOJBIIMHCTBO MAIlMEHTOB (HO
He 100 %!) uMeroT maHHbBIM TUN MyTanuu. I1peanonara-
€TCsI, YTO CYIIECTBYIOT M HEKOTOPHIE IPYrue MyTallMu,
nerepMmuHupytoiue pazsutue CI (mau dpaBe-nomo0HbIX
3a00JyieBaHUi1), B YaCTHOCTU MyTaliuu GABRGZ2 (Ha xpo-
mocome 5q34), CHD2, GABRAI, STXBPI ¢ TOMUHAaHTHBIM
TUIIOM HacJeaoBaHus, a Takxke B reHe SCNIB ¢ peliec-
cuBHbIM HaciegoBaHueM (Ch. Dravet u coast., 2009;
A. Suls u coanrt., 2013; R. Nabbout, 2017; D. Steel
U coaBrT., 2017).

BaxxHas ocodeHHocTh CJI — Hepeakoe HaTuuue SIu-
JIeTICUY W (heOPUITbHBIX IIPUCTYITOB CPEAN POACTBEHHU -
KOB T1pobanmoB: ot 25 10 71 % (Ch. Dravet u coaBr., 1992;
M. Nieto-Barrera u coaBnr., 2000). Knunuyeckuii peHOTHT
npu «kjaaccuueckoit» myrauuu SCNIA nmeeT oueHb Ba-
pYabeIbHBIA CIIEKTP MPOSIBJICHUI: OT OTHOCUTEIBHO «I0-
OpOKaYECTBEHHBIX» CITydaeB IPH (PeOPITBHBIX ITPUCTYIIaX
U cuHApoMe (eOPMIBHBIX MPUCTYIIOB TUIIOC 10 KpaiiHe
Tskenbix popm — CJI u SCN IA-accounnpoBaHHOM paH-
Hel MiTafieHYeCKOol sHIIe(atonaTi pa3BUTUS 1 ITHJIETI -
tuuyeckoin (K.FO. MyxuH, A.C. Ilerpyxun, 2020;
G. Berecki u coaBt., 2019; 1.0O. Miller, M.A. Sotero de
Menezes, 2019).

Kmanyeckast kapruna. CoryiacHO 0000IIICHHBIM JaH-
HbIM, YacTtoTa CJI cocTtaBisieT 0Kosio 6—8 % cpeaun Bcex
dbopm snunerncuu ¢ ne6OTOM Ha MEPBOM TOAY XKU3HHU
U He MeHee 1 % cpenm BcexX AETCKUX BIUICIICUIA

3

(C. Chiron u coanrt., 2000; Ch. Dravet u coant., 2009;
Ch. Dravet, Guerrini R., 2011). ITo nanasiM Ch. Dravet
u coabT. (2005), Bo3pacTHOIT MHTEpBal Havyaia 3abojeBa-
HuUs — oT 2 1o 12 mec (MakcuMyM 5—8 Mec); B HallleM uC-
cnegoanuu — ot 2 o 10 mec (K.¥O. MyxuH u coaBr., 1997;
K.}O. MyxuH, 2011); mo kputepusim Jluru — ot 2 no 20 mec
(S.M. Zuberi u coaBrt., 2022).

OTsrolleHHBII TIepUHATAIBHBIA aHAMHE3 OTMEYaeTCsl
B 22—40 % cayuaes (F. Ragona u coaBr., 2011; Ch. Dravet
U COaBT., 2019).

Hnsa CJI xapakTepeH MoJuMopdu3M SMUISHTUIECKUAX
MIPUCTYIIOB: (heOPMIbHBIEC CYT0POrH, (DOKaIbHBIE MOTOP-
Hble (BKJIIOYasi TeMUKJIOHUYECKHUE U OuIaTepaibHbIC
TOHUKO-KJIOHUYECKHE), TeHepalu30BaHHbIE TOHUKO-
KJIOHMYECKHUE, aJIbTEPHUPYIOLINE TeMUKOHBYJIbCUM,
MMOKJIOHUYECKHE, aTUIMYHBIC aOCcaHChl, (DOKaTbHBIC
C OCTAHOBKOI aKTMBHOCTH, SIMJICITUYECKUI CTATyC
(K. FO. MyxuH, 2011; Ch. Dravet u coasT., 2012). ToHu-
YeCKHMe MPUCTYIbl B TUIIMYHBIX CIy4asiXx OTCYTCTBYIOT,
HO MOTI'YT Ha0JII0IaThesl y OTaEIbHBIX 00J1bHBIX (Ch. Dravet,
R. Guerrini, 2011). Boiaensior 3 ctanuu Te4eHus1 3a0oJie-
BaHus: dedbpunbHas (1o 1—2 net), KatacTpodudecKas
(2—6 7eT) M OTHOCHTENBbHON cTabuIM3anuu (mocie
6—8 met) (T. Ohki u coaBt., 1997; R. Nabbout, 2017;
Ch. Dravet u coasr., 2019).

VY 2/3 nauneHTOB 3a00JieBaHUE HauYUHaeTcs ¢ (Pe-
OpUJIbHBIX TTPUCTYIIOB. Hepenko ¢pedpuiabHbIe Cya0poru
HOCST aTMIIWYHBINA XapaKTep: BBICOKAsT MPOAOKUTEIb-
HOCTb ITPHUCTYIOB, (DOKAIbHBII KOMIIOHEHT B CTPYKTYPE ITPH-
CTYIIOB, AJILTEPHUPYIOIIE TeMUKOHBYJILCUM. Y 25 % 60JIb-
HBIX ¢ (heOPMIBHBIMU ITPUCTYIIAMM MX IIPOAOJIKUTEIEHOCTh
npesbitiaeT 20 muH (Ch. Dravet u coaBr., 1992), u B He-
KOTOPBIX CJIy4asix OHU TPaHC(HOPMUPYIOTCS B SITUJICTITH -
yeckuii cratyc (E Ragona u coasr., 2010).

XapakTepHbIM 17151 JAHHOTO 3a00JieBaHUS SBJISIETCS
nosiBiieHue (heOPUIbHO-TIPOBOLIMPYEMBIX MUOKIOHUKO-
TOHMKO-KJIOHUYECKMX TIPUCTYIOB U aJbTePHUPYIOIINX
reMUKOHBY/IbcUiA. [IprCTyn HaYMHAETCS C TeHepaIn30-
BaHHBIX MUOKJIOHMYECKUX ITOACPTUBAHMI (KOTOPHIE MOTYT
OBITh M ACUHXPOHHBIMI ) HapaCTAOILIE YaCTOThI M aMILIU -
TYIbI, a 3aT€M IPOIOJIKACTCS B KOPOTKYIO TOHUYECKYIO
¢azy 1 3akaHuMBaeTcs KioHndeckoii (M. Koutroumanidis,
2018). AnsTepHUpYIOLINE TeMUKOHBYILCUU MPOSIBIISTIOTCS
(hoKaTbHBIMU TeMUKJIOHUYECKMMU MTapOKCU3MaMU, Me-
HSIOIIMMU CTOPOHHOCTb OT NpPUCTYNa K MPUCTYITY
WJIY Ha TIPOTSDKEHMU OTHOTO TIPKMCTYIIA, YTO MOXKET CO3/1a-
BaTh BIIEYATIICHUE O «JIOXKHO FreHepaIu30BaHHOM» XapaK-
tepe npuctyna (Ch. Dravet u coasrt., 2019). ITocne miu-
TEJIBHBIX T€MUKJIOHUYECKMX IPUCTYIIOB BO3MOXHO
nosiBjieHue napaanya Tonma.

IpumepHo y 35 % GOIBHBIX ITEPBBIC IPUCTYIIBI — ade-
OpuabHbIe. OOBIYHO 3TO (POKAJBbHBIE MPUCTYIHI (MOTOP-
HbIE, C OCTAHOBKOI aKTUBHOCTHU U OMJIaTepabHbIC TOHU -
KO-KJIOHMYECKHUE), KOTOphle HAOIIOMaI0TCs, MO TaHHBIM


https://www.ncbi.nlm.nih.gov/pubmed?term=Miller IO%5BAuthor%5D&cauthor=true&cauthor_uid=20301494
https://www.ncbi.nlm.nih.gov/pubmed?term=Sotero de Menezes MA%5BAuthor%5D&cauthor=true&cauthor_uid=20301494
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pa3IMYHBIX aBTOpPOB, y 43—79 % GonbHbIX (Ch. Dravet
u coanT., 2005; FE Ragona u coast., 2010). HekoTopnie
TOHUKO-KJIOHUYECKUE MPUCTYIBI BU3yaIbHO ONpEaesi-
I0TCSI KaK TeHepaIM30BaHHbIC, HO ITPU ITPOBEICHUN BUICO-
9JIeKTpo3HIIeDaTorpachuyeckoro MOHUTOPMHTIA B 0OJIb-
IMMHCTBE CJIy4aeB KOHCTAaTUPYETCS MX PEerrMOHaJIbHOE
Hayvajo (M. Koutroumanidis, 2018).

ATHIIMYHBIE AOCaHCHI TTPUCOEAMHAIOTCS ITocie 1 rona,
00b1yHO B Bo3pacte 3—5 jieT (Ch. Dravet u coabr., 2019).
XapakTepHO TOSIBJICHHE aTUITUMYHBIX aOCAaHCOB C aTOHU-
YeCKUM M 0COOCHHO MHOKJIOHUYECKUM KOMITOHEHTOM.
Bo3MOXXHO BO3HUKHOBEHHE CTaTyca aOCaHCOB.

BaxubiMm nposiBieHreM CJI SBISIIOTCS MUOKJIOHUYE-
ckue npucTynbl. OMHAKO OHU PEIKO BO3HMKAIOT B Havaje
3a0oJyieBaHus. B Hammx HaOMomeHUSIX Bo3pacT AedroTa
MMOKJIOHMYECKUX MPUCTYIIOB BapbUPOBa OT 1,5 10 4 jieT
(K.}O. MyxuH, 2011). ITpomomKkuTeIbHOCTb 3a001eBaHUST
C MOMEHTa J1e0r0Ta SMWIETICUN IO TIOSIBJICHUS] MAOKJIOHU -
YEeCKMX NTapOKCH3MOB COCTaBIsuIa oT 1 roma 3 Mec 1o 3 JieT
9 mec (K.}O. MyxuH u coasr., 1997). B uccienoBaHuu
T. Ohki u coaBr. (1997) cpenHuit BO3pacT NMpUCOSAMHEHMS
MMOKJIOHMYECKHUX MIPUCTYTIOB COCTaBIsLI 2,2 rona. B Hava-
Jie 3a00J1eBaHUST MUOKJIOHYC KJIMHUYECKHU €1Ba 3aMETEH,
ITOCTETIEHHO HapacTaeT 10 MHTEHCUBHOCTH 1 YacTote. Muo-
kionyc nipu CJI mompasnensieTcsl Ha 2 TWIa: MaCCUBHbIMN
SIUJICTITUMECKHMI MUOKJIOHYC U CETMEHTAPHBIN («HEYCTOM -
YUBBI» — «erratic») HE3MWJICNTUYECKUN MHOKJIOHYC
(Ch. Dravet, R. Guerrini, 2011). Heanunentuyeckuii Mu-
OKJIOHYC HE OTpaXaeTcsl Ha 3JIeKTpo3HIiedhaaorpaMme
(D3TI'), BoBaeKaeT MpeuMyIIECTBEHHO TUCTAIbHbBIE OTAEbI
KOHEYHOCTE! M YCUJIMBAETCS TIPU BBITIOJTHEHUHU TOYHBIX
JIBYKEeHUI. Y HeOoubLIoi yacTu 601bHbIX CJI («rmorpaHmny-

HbIe» CJIydau) SIMUJICITUYSCKUI MUOKJIOHYC MOXKET I1OJI-
HocTblo oTcyTcTBoBaTh (Ch. Dravet, R. Guerrini, 2011).

BaxkHO OTMETUTB, YTO JaXe Y AeTel CTapIliero Bo3pa-
cta npu CJ1 KOHCTaTUPYeTCs MOSIBJICHUE Y YIallICHUE 3111 -
JISTITUYECKUX MPUCTYIIOB BO BPEeMsI JIMXOPAaTOYHbBIX 3200~
JieBaHUI. B 3TOT Xe mepron 0ObIYHO BO3HUKAET U TSDKEI0e
crarycHoe TeueHue npuctymnoB (K.}FO. Myxun, A.C. Ile-
TpyxuH, 2020).

Juarnos. CJ1 Heooxoaymo auddepeHINPOoBaTh IIPEXKIe
BCETO C METa0OIMIECKMMK, MUTOXOHIPUAIBHBIMU 1 HACTIC/I-
CTBEHHO-JIETCHEPAaTUBHBIMU 3a00JICBAHMSIMU LIEHTPATbHOM
HEPBHOI CHCTEMBI, a TAKXKE C IPYTMMU (hOpMaMHM SITJICTICHH,
a MeHHO cuHapoMamu JleHHokca—IacTto, nceBao-JIeHHOK-
ca, Jloze. Hepenxoe npeobianaHue (hoKaTbHBIX TPUCTYTIOB
y MalMEHTOB CTapIIIero JETCKOro Bo3pacTa v B3pOCIbIX TUK-
TyeT HeoOxonumocThb nuddepeHLmposatb CJI co CTPYyKTYp-
HOM (poKanbHOI sMuIericueit (Harpumep, o0yCIOBIEHHOM
¢ oKaTbHOI KOPTUKATBHOM AUCILIA3UEit).

CX0XMM 110 KJIMHUYECKO KapTuHe 3abojieBaHUEM
SIBJISIETCSI BIIMJICTICHS C YMCTBEHHOM OTCTaJIOCThIO, Orpa-
HUYeHHas xkeHckuM 1osioM (C. Depienne u coanr., 2009).
3JT0 3ab0JeBaHUe BbI3BaHO MyTauueil B reHe PCDH 19,
konupywieMm 6enok npotokoaepuH 19 (K.JO. Myxun
u coasT., 2016; R. Nabbout, 2017). lnarHo3 BepubuIInA-
pYyeTCs TIpU MPOBEACHUN MOJICKYJIIPHO-TEHETUIECKOTO
uccaenoBaHust. ONTUMAaIbHBIM i1 nuarHocTuku CJI siB-
JIseTcs MIOJTHOE CEKBEHMPOBAaHUE 9K30Ma, a P OTpUILIa-
TEJIbHOM PEe3YJIBTaTe — XPOMOCOMHBI MUKPOMAaTPUYHBII
aHau3 3k30HHOoro ypoBHs (D. Steel u coaBr., 2017).

[MpuBoaMM HOBEiIIME TUATHOCTUYECKME KPUTEPUU
CJl no kinaccuduKkauuy 3MUISHTAYECKUX CUHIPOMOB
2022 1. (S.M. Zuberi u coasr., 2022).

O6sa3aTenbHble Kputepumn

Bospact gebiora: 1-20 mec.

Hactopaxunsalowme npnsHakum

2 NeT XKN3HW.
Bospact gebiora: 1-2 unm 15-20 mec.

MUHUPYIOLWKX pa3BuTrEe 3aboneBaHus.

1 GEHUTOVH).
Kputepun ncknioueHmsa

BOAALLME K SNUNENCUN.

AvarHocTtnyeckne kputepun CJ] no HoBoml KnaccupuKaynm snunenTuiecknx cuHapomos MexgyHapogHom
npoTuBo3NuaenTuYeckon nuru or 2022 r. (S. M. Zuberi n coasr., 2022)

[prcTynbl: NOBTOPHbIE FEMUKIIOHNYECKIE (YacTO MEHSAIOLLME CTOPOHHOCTb OT MPUCTYMa K NPUCTYY); GOKanbHbIe C MEPEXO-
[OM B GunatepasnbHble TOHUKO-KNOHUYECK/E U/UNU reHepann3oBaHHble TOHNKO-KIIOHNYECKNe.

TeueHne 3aboneBaHusA: papMakope3NCTEHTHAA SNUencus. YMCTBEHHas OTCTaNoCTb.

MpucTynbl: OTCYTCTBME B aHaMHe3e AnnTeNbHbIX NpucTynos (6onee 10 MuH). OTcyTcTBrE PebpMbHON NPOBOKaLIMN MPUCTYMOB.
I3[: HopmanbHaA OCHOBHAaA aKTMBHOCTb poHa Ha I3 1 OTCYTCTBUE MHTEPUKTaNbHOW 3NnMnenTMdopMHOI aKTUBHOCTU Noce

Pa3BuTre Ha MOMEHT febtoTa: 3afiepKKa Pa3BuTHA B AebroTe MPUCTYrOoB.
HeBponornyeckuii Ctatyc: o4aroBble HEBPOJIOrMYeCKe CUMNTOMbI (3a UCKNoUeHneM napesa Togaa).
Jpyruve 3HaunMble nccnefoBaHuA (reHeTUYECKMe): OTCYTCTBME NaToreHHbIX MyTaumii B reHe SCNTA nnn apyrux reHax, fjetep-

TeueHvie 3aboneBaHus: BbicoKas 3PpdEKTUBHOCTb 6I0KAaTOPOB HATpMEBbIX KaHanoB (kapbamasenuH, oKckap6asenuH

nQVICTyI'IbIZ anunenTnyeckne cnasmbl. PaHHAA MnageHyeckas SCN7A-3HU,E¢aJ'IOI'IaTVI$| Pa3BuUTUA N anmnnenTnyeckan.
HeMpoamsyanmsauMﬂ: JIOKaJibHbl€ CTPYKTYPHbI€ N3SMEHEHWA B MO3re No AaHHbIM MaFHVITHO-pe3OHaHCHOI7I TOMOFpad)VIVI, npu-
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BepositHocTh pasButust C/I BbicOKa y aeTeit ¢ aiu-
TEJbHBIMU TeMUKIOHUYECKUMU WU OUJIaTepaTbHBIMKU
TOHUKO-KJIOHMYECKUMU MPUCTYIIaMK Ha (pOHE JTUXOpaIKu
B Bo3pacTe muaiie 12 Mec mpu OTCYyTCTBUM IPYTrou Mpu-
yuHbI 3a00j1eBaHMs. [loBTOpEHME Y NeTeit Gotee cTapiie-
IO BO3pacTa CyIOpOXKHBIX ITPUCTYITOB (0OBIMHO Ha (DoHe
JIMXOPAJKHU, HOCSIIUX MPOIOKUTEIbHBIA WM TeMUKJITO-
HUYECKUIT XapaKTep) ITO3BOJISIET 00JIee TOCTOBEPHO IMAar-
HoctupoBaTh CJ/I. JInarHo3 MoXeT ObITh MOATBEPKACH
IPY TIOMOIIYA MOJIEKYJIIPHO-TEeHETUYECKOT0 aHaIu3a,
OOHapyXXUBILIETro MaToreHHble MyTauuu B reHe SCNIA
(S.M. Zuberi u coasr., 2022).

B okoHYaTenbHbBINM BApUaHT MEXKIYHAPOIHOM KIaCCH-
(ukaiy BHeCEHO YTOYHEeHUE (OTCYTCTBYIOIIIEE B ITPOSK-
Te kinaccudukauuu): guario3 CI TpedyeT TUIMHUYHBIX
KIMHUYECKUX TTPU3HAKOB I HE MOXET OBITh YCTAHOBJICH
TOJIbKO Ha OCHOBAaHMU I'€HETUYECKOro aHaim3a. Takke
U OTCYTCTBUE T€HETUYECCKOU MYyTallMM HE IPEISTCTBYET
YCTAHOBJICHUIO MMarHo3a Ha OCHOBAaHMU KJIMHMYECKMX
npr3HakoB. [1py ycTaHOBIEHUM KIIMHUYECKOTO TUarHo3a
JIedeHUe clieayeT HaYMHaTh He3aMeuInTeIbHO (S.M. Zuberi
U cOoaBT., 2022).

Jleuenne u mporHo3d. CJI oTHocuTcs K hopMaM 3IU-
JIETICUM, PE3UCTEHTHBIM K JieueHMI0. bosiblioe KonmuecT-
BO aHTUSIWJICNITUYECKUX IperapaToB arpoOMpPOBaHO
B JICYEHUU JAHHOTO 3a00jieBaHMS C BapuabeIbHBIM 3(-
(dekrom. B KauecTBe cTapTOBOI1 Tepalu peKOMEHIOBaHA
BaJibIipoeBas kuciora (30—70 Mr/Kr/cyT) wiv TonvpamMar
(3—10 Mr/kr/cyt) (K.}O. MyxuH, 2011). 1o HameMy MHe-
HUI0, KOMOMHAIIMS BaJIbIIPOAT + TONMUpaMaT SIBIISIETCS
ontuManbHo npu CI, ocoOeHHO /IS TTpeA0TBpallleHUS
3aTSDKHBIX TOHUKO-KJIOHUYECKUX TTPUCTYIIOB CO CTaTyC-
HbiM TeyeHueM (K.}0. MyxuH, A.C. IletpyxuH, 2020).

B neyeHun nmpumeHsIOTCS 0apOUTYpaThl, JeBeTUpa-
1eTaM, 30HUCaMUI, CyKIIMHUMU/IBI, TIepaMIiaHet, 0eH30-
nuaszenuHbl 1 gaxe coau 6poma (K. FO. MyxuH, 1997;
O. Kanazawa, S. Shirane, 1999; B. Ceulemans u coaBT.,
2004; Ch. Dravet, R. Guerrini, 2011; J. Engel, 2013;
J.M. Wilmshurst u coast., 2015). Ch. Dravet u coast. (2019)
CUMTAIOT ONITUMATBHON KOMOMHALIVIO BAJIBIIPOAT + KJIoOazam
(0,5—1,0 mr/kr/cyt) + ctupunieHron (30—50 Mr/kr/cyT).
B cooTtBeTcTBMU ¢ OTYETOM paboueri rpyImbl JIMTY 1o Heli-
ponenuatpuu (2015) BbICOKMIA JOKa3aTeJbHbI YPOBEHb
a¢pdexkTuBHOCTU Npu CII MMeeT CTUpUIIEHTO (B COYeTaHUU
C BaJIBITPOATOM U KJI00a3aMOM), B TO BpeMsI KaK TOITMpPaMar,
30HHMCAaMUI, BaJIbIIPOAT, OPOMUIBI I KETOTCHHAS AMeTa MO-
TYT OBITh «BO3MOXHO 3(h(EKTUBHBI» HA HU3KOM JOKa3a-
TeJibHOM ypoBHe (J.M. Wilmshurst u coaBr., 2015). ITep-
CIIEKTUBHBIMU TpernapaTamMu B jiedeHun CI Moryt ObITh
KaHHabuaMon* (JlekapcTBeHHas MapuxyaHa) 1 peHdypa-

3

MUH? (Tpon3BorHOe aM(eTaMIHa), a TAKKe HaXOMAIIUIiCs
B cTanuu yrBepxaeHus cotukiectat? (Ch. Dravet 1 coasT.,
2019; S. Lattanzi u coaBrt., 2019; T. Polster, 2019).

[TpuMeHeHre KOPTUKOCTEPOUIOB, UMMYHOTJIO0YIM -
HOB U CTUMYJISITOpa OJTyXXaarolero Hepa Manoadbek-
TUBHO; 3((PeKT KeTOreHHOI AueThl BapuabdesneH (A. Anwar
u coaBT., 2019). HazHaueHue ¢eHUTOMHA, BUTabaTpuHa,
JIaMOTpUIKUHA U KapbaMa3enHa,/okcKapbasenHa Mmpo-
TMBOIIOKa3aHO BBMJAY YaCTOU arrpaBalliu MPUCTYIIOB
(K.}O. MyxuH, A.C. TlerpyxuH, 2020; R. Guerrini, C. Marini,
2013). Bmecre ¢ TeM nociaeaHue JaHHbIE CBUIETEIbCTBYIOT
o ToM, uto npu mytauuu SCNIA ¢ ycuneHueM ¢GyHKUAU
U KJIMHUYECKOI KapTUHOM paHHel MJlaeHUYeCcKoil sH1le(a-
JIOTIaTUU Pa3BUTHSI U SIWJICTITUYECKOM MOTYT ObITh HanuOoJIee
3(heKTUBHBIMU AaHTURITJICTITUYECKIE TIpenapaThbl, BO3NC-
CTBYIOIIIME HA HaTpreBbIe KaHaJbl (KapOaMa3eIuH, JaKoc-
amupa u ap.) (S.M. Zuberi u coaBr., 2022).

Bosnbiioe 3HaYeHUe 17151 MALIMEHTOB UMEIOT 3aHSTUS
¢ Jjoromneaom, aeheKToa0roM, MCUX0JI0TOM, CollMaabHas
aganTanus. [Ipy He0OXOMMMOCTH Ha3HAYaIOTCs MCUXO-
TPOIHBIE ITpenaparthbl (TPaHKBUJIN3AaTOPbI, HEHPOJIETITUKH,
AHTUICTIPECCAHThI), a TAKXKE aTOMOKCETHH JIJIs1 KOPPEKIIUU
rurepakTuBHOCTU. C BO3pacTOM B YaCTH CIydyaeB ObIBaeT
HeoOxoauMa opTorneanyeckast Koppekius (CKojauo3, ae-
¢opmanus cron u rojeHeit) (Ch. Dravet, R. Guerrini,
2011).

ITporHo3 3aboneBaHus TSKeNbIN. [IpucTynbl B 6071b-
IIMHCTBE CJy4yaeB MPOJOJIKAIOTCSI BO B3POCION XU3HU,
XOTs Y C MEHbIIIE YaCTOTOU, YeM B AETCTBE, U IIPEUMY-
mecTBeHHO B HOyHoe BpeMs (R. Guerrini, C. Marini,
2013). ITo muenuto Ch. Dravet u coaBt. (2005), 6oibHbBIE
¢ (bOTOCEHCUTUBHOCTBIO U C ayTOMHAYKIUEHN TTPUCTYIIOB
MPEJCTABISIOT CO0OI caMyIo TSKEIYI0 U PE3UCTEHTHYIO
K Tepanuu noarpynmy nauueHToB ¢ CII. CMepTHOCTD
npu CJI coctasister ot 5,75 no 17,5 % cinydyaeB, TJTaBHBIM
00pa3oM 3TO BHE3aIHasl HEOXUJAHHASI CMEPTh MIPU MU -
nencuu (sudden unexpected death in epilepsy, SUDEP)
(C.P. Panayiotopoulos, 2007; Ch. Dravet u coasr., 2019).

U3meHeHUA aneKTpo3HUehanorpamMmmol

npu cuiapome [ipase

XapakTtepHast ocooeHHocTb DDI pu CJI — coueraHue
PETMOHAJILHOM, MYJIBTUPETMOHAIbHOM 1 Ary3HOI 31TH -
JIenTU(hOPMHOIM aKTUBHOCTHY ¢ HApaCTaHUEM BO CHe. Y He-
0OJIBIIION YaCTH MTALIMEHTOB, OCOOEHHO TP PEAKUX ITPH-
CTyIlaX ¥ B MJIaJICHYECKOM BO3pacTe, SMWICIITU(hOPMHAs
AKTUBHOCTb B MEXIIPUCTYITHOM TIEPUOIE MOXET OTCYTCT-
BoBath (K.FO. MyxuH, A.C. I1etpyxun, 2020; Ch. Dravet
U coaBT., 2019). BricokocnenbuyHbie 3JeKTpoaHIIeha-
Jnorpaguueckue narrepHsl mpu CI OTCYTCTBYIOT.

“IIpenapar He 3aperncTpupoBaH B PO,


http://www.ncbi.nlm.nih.gov/pubmed/?term=Wilmshurst JM%5BAuthor%5D&cauthor=true&cauthor_uid=26122601
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Puc. 1. llayuenmxa 4., 6 sem. Juaenos: cundpom Apase. Xapaxmep
npucmynos: 6uramepanbHble MOHUKO-KAOHUMECKUe, albmepHupy-
Houjue 2eMUKOHBYNbCUBHDbIe, MUOKAOHUYecKUe. JleveHue: éanrvhnpoam
450 me/cym, monupamam 87,5 me/cym. nekmposnuepanoepagus,
b00dpcmeoeanue: 3amedseHue 0CHOBHOI aKMUBHOCMU QOHOB80I 3a-
nucu 0o 6 Iy. Kopomikuii duggy3noiii HUZKOCUHXPOHUSUPOBAHHYLLL
NUK-B0AHOB0IL pa3psao 6 Gore ¢ OUPPOHMAarbHbIM NPeobaadanuem

OcHoBHast akTUBHOCTb. OTMeEUalOTCs 3aMellJIeHue O1o-
3JICKTPUIECKON aKTUBHOCTH (POHOBOI 3aIlMCH U YCTOM -
YUBOE TOMUHUPOBAHUE TeTa-pUTMa ¢ 4acToToil 4—6 Iiy
C «BIUIETEHUEM» €IMHUYHBIX AeabTa-BoJIH (puc. 1). [Tpu-
MepHO Yy 1/3 G0JbHBIX OCHOBHAsI aKTUBHOCTb OCTaeTCsl
B HOpME, HO OOBIYHO JIe30praHM30BaHa BEIPAXKEHHOM Te-
Ta-akTuBHOCTBIO (P. Giovanardi-Rossi u coaBt., 1990).
CreneHb 3aMenjieHUs OCHOBHOUM akTUBHOCTU Tipu CJI
MOXET CYIIECTBEHHO (DIIYKTYyMpPOBaTh B 3aBUCUMOCTH
OT YaCTOTBI MPUCTYNOB. [1pn IIUTEeIbHOI PEMUCCHM Y He-
KOTOPBIX MAIlMEHTOB OCHOBHAsI aKTUBHOCTh BO3BpalllaeT-
¢ K HOpPMAaTUBHBIM [UJISI BO3pacTa IloKasaTedsiM
(Ch. Dravet u coasr., 2019). Croiikoe 3ameieHe OCHOB-
HOI aKTMBHOCTY (poHA KOCBEHHO CBUIETEILCTBYET O BhI-
pakXeHHOM HapyIIeHUY KOTHUTUBHBIX pyHKIMi. [To MHe-
HUIO OOJIBIIIMHCTBA aBTOPOB, 3aMeUICHNE OCHOBHOM aK-
TUBHOCTM (DOHOBOM 3aIllMCHM MOCTENEHHO HapacTaeT
¢ yBeanmdeHueM Bo3pacTta nauueHToB (R. Nabbout, 2017;
M. Koutroumanidis, 2018).

OnuiaentudopMHasg aKTUBHOCTh. B Havase 3a0oieBa-
HUs («(eOpUIbHAS» CTanUsI) SMUIEITU(GOPMHAST aKTUB-
HOCTb OOBIYHO OTCYTCTBYET B (POHOBOI 3aITUCH, HO MOXKET
BBISIBJISITBCS IIPU IIPOOE ¢ pPUTMUIECKOI (POTOCTUMYIISIIIV -
eit (POC) (puc. 2). B pa3BepHyTOi1 («KaTacTpODUIECKOI»)
craguu C/l Habmomaercst couetanue AU Gy3HOM, peru-
OHAJILHOM M MYJIBTUPETMOHATBHON 3MMIeNTU(OOPMHOMN
aKTUBHOCTU B TeueHue omHoi 3amucu DI (70 % B Ha-
omogenuu Ch. Dravet u coaBt., 1992) (puc. 3). B 6osee
PEIKUX CclydasiX KOHCTaTUPYETCs TOJbKO muddy3Has
(0OBIYHO B HauaJjie 3a00JeBaHMs1) WM TOJBKO perMOHaIb-
Hasl/MyJIBTUPETrMOHaIbHAs ITUK-BOJHOBasE aKTUBHOCTh

Puc. 2. llayuenmxa 4., 2 200a (ma jnce nayuenmka, umo Ha puc. 1).
Dnekmposnyeanroepagus, 600pcmeosarue: npu pumMMuU4ecKoll
gomocmumynsyuu c yacmomoti 20 Iy 603nuxaem ouggy3ruiii Hu3-
KOCUHXPOHUZUPOBAHHDBLI PA3PA0 NUK-B0AHOBOL AKMUBHOCHU HPO-
doaxcumenvHocmuro okono 1,5 c. Paspao 3akanuusaemcs meonen-
HbIMU  0enbMma-80AHAMU C  OUPPOHMANbHBIM NpeodAadaHuem,
boavuue cnpasa

(T4 JUTMTETbHOM TeYeHUH 3a00JICBaHMsI, OCOOEHHO y AeTei
CTapIlIero BO3PacTa ¥ B3POCIIbIX — CTaIMs «OTHOCUTEIILHOM
cradbumuzanumn»). [To nanaeiM N. Specchio u coaBt. (2012),

Puc. 3. I[layuenmxa P., 4 200a. [luaenos: cunopom Jpase. Y mame-
pu npobanda 6 eozpacme 33 siem makice 8epuGuUUUPOBAH CUHOPOM
Jlpase. Xapaxmep npucmynos: busamepansHoie MOHUKO-KAOHUYeE-
cKue, anbmepHUpylouje 2eMUKOH8YAbCUBHbIe, MUOKAOHUYecKUe,
amunuunbie abcaucol. Jlewenue: sanvnpoam 700 me/cym, monupamam
62,5 me/cym, smocykcumuo 600 me/cym. Daexmposnuegpanroepagpus,
COH: COMemanue pecuoHAAbHOL NUK-60HOB0I AKMUBHOCIU 8 NPABOI
3aMbILI0YHO-3A0He8UCOUHOL obnacmu ¢ Jup@ysnoil. dugpgysnas
aKmueHOCMb NPeocmagaena papsoom NOAURUK-80AHOBbIX KOMNAEK -
€08 OMHOCUMENbHO BbICOKOLL CIeNneHU CUHXPOHU3AUUU, NPOOOAICU-
menvHocmoio 1,5 c. Ommeuaemcs omuemaugoe npeodaadarue noau-
CNaliK08 8 3a0HUX KOPMUKAAbHBIX 0MEeJeHUsIX 8 Hauane paspsaoa
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Puc. 4. [Tayuenm X., 6 aem. uaenos: cunopom Jpase. Xapakxmep
NPUCMYNO08: 2eHePANU306aHHble MOHUKO-KAOHUYecKUe (cepulinble,
€O CMAamycHbIM meueHuem), 6epcustble, MUOKAOHUYecKuUe. Jleverue:
sanvnpoam 600 me/cym, monupamam 100 me/cym. Daekmposnye-
anoepaghus, 600pcmeosanue: pazpao 8bicCOKOAMNAUMYOHOU Jug-
@Y3HOIL NUK-BOAHOB0I AKMUBHOCMU NPOOOANCUMEALHOCHIBIO 0KOAO
1,5 c 6 ghone. Pa3psad sakanuueaemcs b.cOKOAMNAUMYOHbIMU OUP-
@y3HbIMU MeONeHHBIMU 80AHAMU Deabma-0uana3ona

WHTEPUKTAJIbHAS SMuIenTUu(GOpMHass aKTUBHOCTb KOH-
CcTaTUpYyeTCsl B Havyasie 3a0ojieBaHMs JUlb y 22 % 60J1b-
HBIX, a B pa3BepHyTOM ctamut —y 77 %.

HuddysHast akTUBHOCTD IIpeACTaBeHa HEYaCThIMU
KOPOTKHMMM Pa3psiiaMy MUK- WU ITOJUITUK-BOJIH, Hapa-
CTAIOIIMMM B TIEPHOJI HETIOCPEICTBEHHO ITOCIIE ITPOOYXKIIe-
HUS MAIlMEHTOB, HEPEIKO C MOCIEAYIOMM TUDGhY3HBIM
WJIA PeTMOHAIBLHBIM 3aMeieHueM (puc. 4). PernoHaabHbie
OCTpBIC BOJIHBI M KOMILJIEKCHI OCTpas—MeIIeHHasi BOJIHA
yaiie OTMEYaloTCs IT0 BUCOYHBIM OTBEACHMSIM, C TCYCHUEM
BpeMeHU ITPUOOpPETast MyJIBTHPETMOHAIBHBIN HE3aBUCUMBIA
xapaktep (puc. 5). [Ipu aTom Ha DDBT" 60aPCTBOBAHMSI MO-
I'YT Mpeo0IagaTh peruoOHaNbHbBIE AMUICITH(HOPMHBIE ITaT-
TEpPHBI, a IPU 3aChITAaHUU U TPOOYXKIEHUUN — IUDDY3HbIS
(K.KO. MyxuH u coaBnt., 2014). B eqnMHUYHBIX cydasix
y 60o1bHbIX C/I Hamu ObLIa OTMeYeHa SNUIeNTU(OPMHAs
aKTUBHOCTh 110 THITY TOOPOKAYE€CTBEHHBIX STUJICIITH -
(bOpMHBIX MATTEPHOB AETCTBA, YTO, BEPOSITHO, OTPaKaeT
«BPOXICHHOE HapyILIEHUE IPOLIECCOB CO3PEBAaHMSI MO3Tra»
JTIOTIOJTHUTEIBHO K TeHETUYECKOMY (DAKTOPY BOSHUKHOBE-
HUST SITUJICTICUM.

AmuientTudopMHast akTUBHOCTb, Kak Aud¢y3Hasi, Tak
U pervoHajbHas (MyJbTHUPETMOHAIbHAS), HapacTaeT
BO CHe, IPU 3achIllaHUU U MpOOyxXaeHuu. B orauuue
OT OOJIBIIMHCTBA APYTUX 3MWJIENITUYECKUX CUHAPOMOB,
OHa MOXET YMEHBIIAThCsI, HO He OJIOKMPYETCsl IIPY HACTY-
nieHun owicTpoBojHOBoro (REM) cha (R. Guerrini,
C. Marini, 2013). DaexTpoaHuedanorpadpuyeckas CTpyk-
Typa CHa, KaK IpaBUJI0, He HapyllieHa. MeUIeHHBIX KOM-
IUICKCOB OCTpas—MeIJICHHas: BOJHA, XapaKTepHBIX
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Puc. 5. llayuenmxka P., 4 200a (ma sce nayuenmxa, umo Ha puc. 3).
Juaenos: cunopom Jlpase. Xapaxmep npucmynos: busamepanvHoie
MOHUKO-KAOHUYeCKUe, anbMepHUpylouje 2eMUuKoH8yNbCUBHble,
MUOKAOHUYeCKUe, amunuyHble abcaucol. Jlewenue: eanbnpoam
700 me/cym, monupamam 62,5 me/cym, smocykcumud 600 me/cym.
Inekmposnyepanroepagus, naccusrHoe 600pcmeosanue: Myabmu-
DeCUOHANbHAS INUAENMUPOPMHAS AKMUBHOCMb HEBbICOKO020 UHOEK -
ca ¢ npeobaadanuem 6 npagwix 3a0HEBUCOHHO-MEMEHHbBIX U 1e8blX
3A0HEBUCOUHO-3aMbINOUHBIX OMBEOeHUSX 6 6Ude KOMHAEKCO8
«CepYNNUPOBAHHbIE OCHPble 80AHbl — MEOAEHHAS B0NHA»

s cuHapoMa JlenHokca—Iacto, He ObiBaeT npu CJI. H-
TepecHo, uTo B 4 n3 60 ciydaeB CJ1, ommcanHbix Ch. Dravet
u coasrT. (2019), 6pL1M 0OHapPYKEHBI TPOOETH OBICTPOBOJI-
HOBOI aKTUBHOCTHU C IOCJIENYIOLIMM YIUIOLIEHUEM OHO-
3JIEKTPUUYECKOM aKTMBHOCTH WJIU TTOSIBIIEHUEM TUDdY3HBIX
TTOJIMITMK-BOJIHOBBIX Pa3psiaoB. JlaHHbIE 3JIeKTposHIIeda-
Jorpaduyeckre MmaTTepHbl HalTOMMHAIOT «fast activity»
Y TIaTTePHBI TOHMYECKUX ITPUCTYIIOB IIPY CUHIpoMe JIeH-
Hokca—IacTo 1 MOTYT KOCBEHHO CBUAETEILCTBOBATH O Ha-
Jnuun y 60abHBIX CI CKPBITBIX TOHUYECKUX IPHUCTYITOB
BO CHe. Y TallMeHTOB CTapIIero AeTCKOTro BO3pacTa U B3pO-
CJIBIX BO CHE MOTYT MOSBISAThCS A1 dy3HBIE TPOOETH 0~
JIMCIIAaKOB ¢ YyacToToil 8—9 Ii1 HEBBICOKOI aMILIUTYAbI,
npogokutenbHocThio 5—10 ¢ (R. Nabbout, 2017).

B HEeKOTOpBIX clly4asix BO CHE aKTUBUPYETCSI PETrro-
HaJIbHas SIUIeNTU(OOPMHAsST aKTUBHOCTD B JIOOHBIX OT/IE-
J1ax, 4Jaie 0ugpoHTalIbHO, KOTOpash B MEUICHHOM CHE
MOXKET MPUHMUMATh XapakTep npoaokeHHoi (Ch. Dravet
U COaBT., 2019).

Jnst 6onpHbix CJI XxapakTepHO MOSIBIEHUE paHHEH
¢otoceHcuTuBHOCTU Ha DDI. BO3HUKHOBEHME reHepaIu-
30BaHHOI MUK-BOJTHOBOM akTUBHOCTU py POC onucaHo
y JAaHHBIX MAIIMEHTOB HaYMHasl ¢ 3—6-MeCsIYHOro Bo3pacTa
(P. Giovanardi-Rossi u coaBr., 1990). ¥ 25 % 6onbHbIX C/I,
reHepaar30BaHHAas MUK-BOJHOBAs aKTUBHOCTb Ha DA
0OHapyXMBaeTCs B BO3pacTe M0 1 roja, 4To SIBJISIeTCST BaXK-
HBIM JOIOJTHUTEIbHBIM TUATHOCTUYECKUM IPU3HAKOM
3a00JIeBaHMsI, TaK KaK HeXapaKTepHO IJIsT APYIUX (hopM
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snunenicuur (R. Nabbout, 2017). Bo3amoxkHa Takke Tpo-
BOKaIUs 3NUIeNnTU(hOPMHON aKTUBHOCTU B MOMEHT 3a-
KpbiBaHU a3 (peHOMEH «eye closure sensitivity») ¢ mmo-
SBJICHUEM TIPUCTYIOB B BHUIAEC OBIUJICITUYECKOrO
MUOKJIOHYca BeK (puc. 6). CorjiacHo HaOMIOICHUSIM
H. Oguni u coasr. (2001), nosiBieHUe MapoOKCU3MaTbHONU
aKTUBHOCTU Ha DD 3aBucHUT OoJiee OT IPKOCTU U CUJIBHOM
KOHTPAaCTHOCTU CBETOBOIO CTHMMYJIa, a HE OT YaCTOThI
P®C. Hepenko HabmromaeTcst TPOBOKALIMS 3JIEKTPOIHIIE-
(anorpapmuyeckux aHOMaJIMi ¥ MIPUCTYIIOB IIPU MPEIb-
SIBJICHUU (DOTOCEHCUTUBHOIO MaTTepHa (HalpumMmep, Kpy-
TSIIIErocs MoJ0CaToOro «BOYKa», I0JIbl, KPYXKKa), a TAaKKe
IIPHU IIPOCMOTpPE Teyernepenad ¢ 0JU3KOT0 pacCTOSTHUSI.
P®C 06bI1YHO MPOBOIUPYET MUOKJIIOHUYECKKME TTPUCTYITBI
(BKJTIOUAS AMWIENITUYECKUI MUOKIIOHYC BeK), pexke — ad-
CaHChI, (DoKaNbHbIC U OMJIaTepaIbHbBIE CYTOPOXHBIC T1a-
POKCU3MBI.

B nabmonenuu Ch. Dravet u coaBt. (1992) cpenu
63 6onpHBIX C/I hoTOCEHCUTUBHOCTE Ha DDI” KoHCcTaTH-

Puc. 6. llayuenmxa I'., 13 aem. luaenos: cunopom Jlpase. Xapak-
mep npucmynog: buramepanbhvle MOHUKO-KAOHUHECKUe, MUOKAO-
Huueckue, INUNENMUYECKULl MUOKAOHYC 8eK, AMUNUYHbIE AOCAHCYL,
amoHuueckue. Jleuenue: eéarvhpoam 1000 me/cym, monupamam
200 me/cym, smocykcumud 750 me/cym, nepamnanen 6 me/cym.
Dnekmposnyepanroepagus, 600pcmeosanue, NpUcmyn Inuienmu-
Yeck020 MUOKAOHYCA 8eK: CPA3Y NOCAe 3aKPbI8AHUS 21a3 (0KYA02pa-
uueckuii apmeghaxm 6 100HbIX OMEeOeHUsX) noseasemcs ouggys-
Has  SNUAENMUPOPMHAS AKMUBHOCMb 6 8Ude KOMNAEKCO8
NUK-/NOAUNUK—BOAHA U «CePYNNUPOBAHHbIE OCHIPbIE BONHbL — MeO-
ANCHHAS 80NHA» C AMNAUMYOHbIM npeobaadanuem 6 1e6bix 3a0HUX
KOPMUKAAbHbIX 0meedeHusx, npodoaxcumenvrocmoto 4 c. Ilepeod
Hauanom oug@ysHoeo paspsaoa ommeuaemcs pecUoHANbHAS AKMUG-
HOCMb 0OCMPAas—MeONeHHAs. B0AHA 8 NeBbIX 3A0HUX KOPMUKAAbHBIX
omeedenusx. Ilo danHbiM 6udeoanekmposnueparoepaguueckoeo
MOHUMOPUHEA, Cpasy nocae 3aKpuleanus 2na3 (geromen “eye closure
sensitivity”),  momenm oug@y3roeo paspsoa Ha I1eKmposHyeqa-
A02pamme, BO3HUKAIOM 3a8edeHue 2Aa3HbIX 010K 66epX U Obicmpoe
PUMMUYHOE <«MPenemanue 6eK» — IMUACNMUMECKUI MUOKAOHYC
sek. Tecmuposanue 60 6pems paspsoa ceudemenscmayem 0 CoOXpan-
HOll 0CO3HAHHOCMU
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poBanach B 49 % ciyuyaeB, neOIOTHpPYS B MHTEpBaje
or 3 Mec 10 5,5 rozaa, MOCTeNeHHO YMEHbIIAsICh U Kcde3ast
Y MHOTHMX OOJIbHBIX B ITOAPOCTKOBOM 1 B3POCJIOM BO3pAacTe.
[Ipu 5TOM MaTTepH-CEHCUTUBHOCTH OTMedasiach y 11 % 6oitb-
HBIX, TOSBJICHHE SMUICNTUDOPMHON aKTUBHOCTH
P IMPOCMOTpe Tenenepenad — y 1,5 %, nmpu 3aKpbIBaHUU
a3 —y 16 %. AyToMHIyKIIYsI TIPUCTYIIOB Ha0I01anach
B 16 % cinyvaeB. F. Ragona u coabt. (2010) KkoHCTaTHpO-
BaJIM TMaTTepH-CEHCUTUBHOCTH ¥ 30 % GombHBIX C/I,
E. Fontana u coast. (2004) —y 17 %. B cBs3u ¢ 3TM MBI
oOpailllaeM BHUMaHUE Ha HEOOXOAMMOCTD IPEeIbsBICHUS
Pa3IMYHBIX (POTOCEHCUTHBHBIX ITATTEPHOB IIPU IIPOBE/IE-
HMM 3JIeKTpo3HIIeDanorpadymIecKoro UCCiIea0BaHus BCEM
0oabHBIM C/I.

DddexT runepBeHTUISILIMM Ha DD BapuabeneH. Bos-
MOXHBI POBOKa1Wsl AU (y3HOI armnenTrOpMHOI aKTUB-
HOCTH 1 TIOSIBJIEHYE aTUITMYHBIX a0CAHCOB BO BpeMsI TUIIEP-
BEHTWJISILIVIM, YTO, OTHAKO, HAOJIIOMAETCsI HEYacTo.

B uenom y 60nbHbIX CJI 0OBIYHO KOHCTATUPYETCS He-
BBICOKUI MHIEKC SMUICNTH(MOPMHON aKTUBHOCTHU B MEX-
MPUCTYITHOM TIeproJie, OCOOCHHO B paHHE BO3PAaCTHOM
rpynire u npu peakux npuctynax (R. Guerrini, C. Marini,
2013). B cBsa3u ¢ atum otHecenue CJI B rpyriny anuiien-
TUYECKMX DHIIeaATIONaTUI ITPeCTaBIISIETCS BECbMa COM-
HuTeabHbIM. 1o HameMy MHeHuro, CII — Kiaccuyeckast
sHIIe(aIoNaTUs pa3BUTUS TeHETUYECKOM 3THOJIOTUU.
[Ipu 5TOM YacThbie MMICITUYCCKUE MPUCTYIIBI, UX CTa-
TYCHOE TeYeHNe U SIMWIeNTU(OPMHAs aKTUBHOCTh Ha DT
BEPOSITHO, MOTYT JAOIOJHUTEILHO YXYAIIATh KOTHUTUBHBIC
(yHKIIMU, HO HE SIBJSIOTCS OIPEAC/SIONIMMU B Pa3BUTUU
KOTHUTHMBHBIX HApYIICHWI NPU JaHHOM 3a00JIeBaHUU.
B HoBoI Ki1accubUKaMY SHOUIEITUYECKUX CUHAPOMOB
2022 r. CII oTHOCUTCS K 3HUEe(haIonaTUM pa3BUTHS U BT -
JIETITUYECKOI TeHeTudeckoit atuoyioruu (S.M. Zuberi
U CcoaBT., 2022).

HUkranpnag DII'. UkTanbHbIe XapaKTEPUCTUKU MPU-
ctynoB nipu CII oueHb pa3HOOOpa3HbI, YTO, OE3YCIOBHO,
CBUIETEJILCTBYET 00 MX MATOGhU3MOIOTMISCKOM Pa3InIUH.
Ch. Dravet u coasrt. (2012) Ha 0OCHOBaHUU JAaHHBIX KJIM-
HUKO-3JIEKTpo3HIIehamorpapuieckoro ucciaeaoBaHus,
npoBeneHHoro y 60 6onpHbIX CI B Llentpe Cent IToas
uM. [enpu Iacro (Mapcenb), Bbaeauau 4 BapyaHTa Cya0-
POXHBIX IPUCTYIIOB IPU JAaHHOM CHUHIPOME: «MCTUHHO
reHepaJIu30BaHHbBIC», «JI0KHO FeHePaIM30BaHHBIC» , YHU -
JIaTepaJIbHbIE U «<HeCTAOWIbHBIC CYTOPOKHBIC» IIPUCTYIIBI.
«McTuHHO reHepann3oBaHHbBIE» TOHUKO-KJIOHUYECKUE
MPUCTYITBI XapaKTepu3yloTcst Ha DT mosiBIeHeM reHe-
pajiM3oBaHHOI ObIcTpoil akTuBHOCTH 20—40 i1 HapacTa-
IOIIEeH aMITIUTYbI (TOHUYecKas (paza) ¢ MoCaeIyIoLINMU
PETYJIIPHBIMUA PUTMUYHBIMM MOJHUCHARKAMKU WJIM KOM-
IIeKcaMM MMK—BoJIHA (KJIoHn4eckas ¢dasa). [Tocie npu-
CTyIla B TeYCHUE HECKOJIBKUX YacOB U axe THEM MOXeT
PETHCTPUPOBAThCS BhIPAXKEHHOE 3aMeUIEHNE OCHOBHOM
aKTUBHOCTY (DOHOBOM 3aIlMCH.
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«JIoXXHO TeHepaM30BaHHbIC» CYIOPOXKHBIC IIPUCTYITHI
WMEIOT TUCCOLMAIIAI0 MEXIY KIMHUYECKON KapTUHOMN
U JAHHBIMU UKTanbHOU DI, OHM MOTYT HauMHAThCS
C KJIOHMYECKUX MOAESPTMBAaHUN JIMLIEBONH MYCKYJaTyphl
(0COOEHHO MepPUOPOUTATLHOI ), TOBOPOTA I'OJIOBBI, ACUM-
METPUYHBIX TOHUYECCKUX IIPUCTYIIOB C IOCIEAYIOIIUMHU
KJIOHMYECKMMMU ITOCPTMBaHUSAMMU C TIpeodiafaHueM Ha Ofl-
Hoit ctopoHe. K manHomy tumy npuctynoB Ch. Dravet
1 coaBT. (2012) OTHOCST Y TIPUCTYIIBI C aTBTePHUPYIOLLIM -
MU TeMUKOHBYJIbCHSIMU. OTMEYaIOTCS Pa3IMYHbIC CIIcHA -
puu D3I Bo BpeMsl JaHHBIX TPUCTYIIOB:

Hauano ¢ niud@y3HbIX pUTMUUHBIX MEIJIEHHBIX KOM-
IJIEKCOB OCTpasi—MeJICHHast BOJIHA € MOC/ICIYIONIM T1a-
JIEHUEM aMIUIMTYIBI U 3aTeM MosiBIeHueM auddy3Hoi
OBICTPOI1 aKTUBHOCTH, 3aKaHYMBAIOILIEICST BBICOKOAMILIH -
TYAHBIMU MEUICHHBIMU BOJTHAMMU.

Hauvano ¢ nud@y3HbIX MeIJIeHHbIX KOMILIEKCOB
ocTpasi—MeIJICHHasI BOJIHA C ITOCICAYIONIUM OTYETIMBBIM
npeobIataHueM JaHHBIX TATTEPHOB 110 OMHOM TeMuche-
pe (yHUJIaTepalbHO).

Hauaito ¢ 6unarepaibHbIX, HO aCHHXPOHHBIX, C OTYET-
JIMBBIM aMIUIMTYIHBIM IIpeo0IagaHueM, TTUK-BOJTHOBBIX
KOMILIEKCOB.

BaxxHO OTMETUTH, YTO UKTaJbHBIE 3JIEKTPO3HIIEDa-
JiorpacrYecKre TaTTepHBI «JI0XKHO TeHEePaTN30BaHHBIX»
MPUCTYIIOB Beeraa ounaTtepaibHbl (AU dY3HBI), HO OObIU-
HO HaO0JII0IaeTCcsl UX OTYETIMBAsT aCUMMETPUS C CaMOTO
HavaJja Wiy 1o Mepe MpoaoJLKeHus puctyna. [1pucTtymbt
OKaHYMBAIOTCS TU(PDY3HBIM YILTOIMICHUEM OUO3ICKTPH -
YECKOM aKTUBHOCTH U/WJIN MOSIBJICHUEM BBICOKOAMILIM -
TYIHBIX MEJUICHHBIX BOJIH. OKOHYaHME IIPUCTYIIA 110 TaH-
HbeIM DBOI He Bcerna Jierko onpeaeauTb, OCOOEHHO €ClIu
MPUCTYIT BOBHUKAET BO CHE.

«HecTabunbHble CyIOpOXHbBIE MPUCTYIbI» MOXOXU
Ha «JIOXXHO TeHepaTN30BaHHbIC» IT0 KWHEMATHKE, XapaKTe-
PU3YSICh Pa3TMIHBIMK OMJIaTepaIbHBIMU, HO AaCUMMETPUY-
HBIMM, TOHUYECKUMU M KJIOHWYECKUMU (peHOMEHaMMU,
a TaK>Ke aJIsTEPHUPYIOLIMMU TeMUKOHBYJIbCUSIMU. DJIEKTPO-
sHIedaorpadpuuecKye MposiBIeHUS KpaiiHe pa3HOOOpa3HBbI.
OCHOBHOE OTVIMYME — U3MEHEHUE JIOKATM3ALMK UKTATBHBIX
natTepHoB DI B TeueHUe omHOro rpucTymna. [Ipuctyn mMoxeT
HavaThCsl UKTAJIbHBIM 3JIeKTpO3HIIedaTorpachnIecKmm Iat-
TEpHOM, HaIp1Mep B ITPaBOii BUCOYHOM 00JIaCTH, C TTOCIIETY-
OIIMM PacIIpOCTpaHEHUEM KITePEIH B ITpeeiax CBOSi TeMuc-
(bepbl WM ¢ BOBJICYEHHEM ITPOTUBOIOJIOXKHOTO TIOTyIApys,
WJIU C OMJIaTepalbHBIM aCMHXPOHHBIM PAaCIIPOCTPAaHEHUEM.
OKoHYaHME pa3psiaa MOXET ObITh KaK B 30HE Havaja Ipu-
CTyna, TaK 1 B JIIOOOM JIDyTOM y4acTKe KOPbI, BKJII0Yasl Ipo-
TUBOIMOJIOXHOE TTosyiiapue. [Tyt pacripocTpaHeHUS 3111 -
JIenTU(OPMHOI aKTUBHOCTH BapbUPYIOT OT IPUCTYyIa
K MPUCTYIY Jaxke y OAHOro 1 Toro e nauueHTa. Ch. Dravet
u coanT. (2019) oTMeyalT OTCYTCTBUE Y€TKON KIMHUKO-
3J1eKTposHIIehaorpaduIecKoii KOpPesIy IPY «HECTa-
OMJIBHBIX CYTOPOKHBIX TIPUCTYIIAX».
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Bo BpeMst MUOKJIOHMYECKMX MPUCTYITOB Ha DDI KOH-
cratupytotcst KopoTkue (0,5—3 ¢) BbICOKOAMIUTUTYIHbIE
pa3psabl TeHepaIM30BaHHOM MUK~ WU MOJUITMK-BOJHO-
BOI aKTUBHOCTH, HEPEIKO ¢ OM(POHTAILHBIM WJIH IIEHT-
paJbHO-TEMEHHO-BEPTEKCHBIM TIpe00IafaHueM C 00erx
cTopoH (puc. 7). B penkux ciaydyasx npoao/LKUTETbHOCTD
pas3psinoB MoxeT noxoauth 10 10 ¢ (R. Guerrini u coaBr.,
2005). ToyHO CMHXPOHU3UPOBATh JAaHHYIO aKTUBHOCTh
C BMUJIENITUYCCKUM MHUOKJIOHYCOM BO3MOXKHO TOJIBKO
IIPY BUACO3JIeKTpOHIIehaiorpadniecKoM MOHUTOPHH -
e C HaJIOXXEeHUEeM MrorpadrIecKuX 31eKTponoB. Cueny-
€T 00paTUTh BHUMaHUE Ha TO, YTO HE BCE MUOKJIOHUTYECKHE
npuctynsl pu C/1 otpaxkarorcs Ha DT, Tak Kak Npu JaH-
HOM 3a00JIeBaHUY BO3MOXEH Y HEAMWICIITUICCKUIA MUO-
KJIOHYc. PeKoMeHI0BaHO 00s13aTeIbHOE HAJIOXKEHUE MHUO-
rpauYecKnX 3JIEKTPOIOB IPU IPOBEICHUM BUICO-
3JIeKTposHIIedaTorpapuIeckoro MOHMTOPUHTA.

ITpu aTunmuHBIX abcaHcax BOZHUKAET nuddy3Has MUK-
BOJIHOBasi aKTUBHOCTb Pa3JIMYHOM CTEIIEHN CUHXPOHU3a-
uu, yacroron 2—3,5 I, npopomkutenbHocThio 3—10 ¢
(Ch. Dravet u coaBr., 2019) (puc. 8). B psine ciydaeB a1ek-
Tpo3HILedanorpachuyecKue MaTTepHbl MOTYT ObITh BECbMa
CXOXMMU C TAKOBBIMU TIPH ACTCKOI aOCaHCHOM 3MUJIeTI-
cuu, Ho npu CJ/I HaGromaeTcst X MEHbIIIasi CHHXpOHM3a-
LIUST U PEryJISIPHOCTb. MOTYT OTMEYaThCs IMOJIMCIaiKu
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Puc. 7. I[layuenm X., 6 nem (mom dce nayuernm, ymo Ha puc. 4).
Juaenos: cunopom Jpaese. Xapaxmep npucmynog: 2eHeparu306anHtole
MOHUKO-KAOHUYECKUe (CepuiiHble, CO CMAMYCHbIM MedeHUem), 6ep-
cueHvle, MUoKAoHueckue. Jleuenue: éaronpoam 600 me/cym, mo-
nupamam 100 me/cym. Dnekmposnyeghanoepagus, 6odpcmeosarue,
DpUmMMUMecKas QGomocmumyssyus, MUOKAOHUMECKUL NPUCMYR:
npu pummuueckoi pomocmumyaayuu Ha yacmome 12 Iy pecucmpu-
PYemcst 8bICOKOAMNAUMYOHBL Oughy3HbLl paspsaod nuK-/nosunuK-
60IHOBOU AKMUBHOCIU NPOOOANCUMENBHOCMbIO 0K0A0 1,5 ¢, Komo-
pulil 3aKanuuaemcs Oug@y3uvim 3ameoneHuem 8 pumme 0eabma.
TIpu sudeoanexkmposnyeparocpapuueckom MOHUMOPUH2E CUHXPOH-
HO ¢ paspsa0om Ha s1eKmposHyedaroepamme 603HUKAeM MUOKAO-
HUMECKULL NPUCIYN, NPOSBASIOUUICS 830PasUBAHUEM NAeH C NeKUM
NPUNOOHUMAHUEM PYK



PYCCKUN

sy IETCKOM
HEBPOAOT' MU

Puc. 8. Ilayuenmxa b., 5 nem. Jluaeno3: cundpom /pase. Xapakmep
NPUCMYNOB: anbMepHUPYIOUUe 2eMUKOHBYAbCUBHYIE, Ouramepanb-
Hble MOHUKO-KAOHUYecKUe, MUOKAOHUYecKue. Jleuenue: éarvnpoam
750 me/cym, monupamam 125 me/cym. Dnexmposnyepanoepagus,
bodpcmeosanue, amunuuiblii abCcanc: 8 poHe ommeuaemcs 8bICOK0O-
amnaumyOouslil Oughhysuulii HepeeyasapHblil NUK-/0a0ANUK-80AH080I
pasps0 obuyeii npodoaxcumensHocmoio okono 4 c. Yacmoma nuk-
604H08bIX Komnaekcos cocmaensem 3 Ty. Ileped nauasom paspsoa
OMYemauU80o 3aMemHa pecuoHaNbHasi NUK-60AH08AST AKMUBHOCb
6 1€6bIX 3A0HEBUCOYHBIX OMEEOeHUSX, 3ameM pacnpoCmpaHeHue ee
Ha 6clo negyio eemucghepy u danee oug@ysro. B momenm nosienenus
Ouy3noil snusenmugopmHoil aKMUSBHOCIU HA INeKMPodHUueda-
A02pamme NAYUEHMKA OCIMAHOBUAACD; BO3HUKAU cUNOMUMUSL, Aee-
KUl HAKAOH 20/108bl, eOUHUYHblE NOOEPSUBAHUS 2010801 NO MUNY
«0a—0a» — amunu4Hblii abCaHc ¢ AMOHUYeCKUM U MUOKAOHUHECKUM
KOMNOHEHMOM.

Ilpumenanue: 6 smom cayuae abcarc Mol cuumaem amunu4HbIM,
VUUMbBIBAS] Pe2UOHANbHOE HAYAA0 NO OAHHBIM 31eKMPOdHYuedhano-

epaghuu

B CTPYKTYpe INMUK-BOJTHOBBIX KOMILIEKCOB. OTMedyeHa
Kak 0u(poHTaIbHas, TaK U OMOKLIUITUTAJIbHAs aKLEHTY-
auys 1udhy3HBIX TMK-BOJTHOBBIX ITATTEPHOB ITPY aTUITY -
HbIx abcaHcax y 6oabpHbIX CJI (T. Ohki u coaBrt., 1997,
H. Oguni u coasr., 2001). Hepenko KoHcTaTupyeTcs OT-
YETJIMBOE PErMOHaIbHOE Hadyajao AudGy3HBIX pa3psaoB
(KaK MpaBWJIO, BapbUPYIOIIEe OT MPUCTYIA K IIPUCTYITY),
a TakKe aMIUIUTyIHasl aCUMMETpPUsI TTMK-BOJTHOBBIX MaT-
tepHoB (K.}O. MyxuH, 2011).

HxkranbHble a5eKTpoaHLedanorpagpuieckue narrep-
HbI (POKATBHBIX IPUCTYIIOB MOTYT HAYMHATHCS M3 JIOOHBIX,
BMCOYHBIX WJIU, peXe, 3aTBUIOYHBIX OTBEACHUI, TIPUIEM
y psina GOJIbHBIX MX HAaYaJI0 MOXKET MEHSTBCS OT IIPUCTYIa
k npuctyny (P. Giovanardi-Rossi 1 coast., 1990). B Heko-
TOPBIX CJIydYasiX MKTaJlbHble maTTepHbl DD MoryT OBITH
OunatepaJbHBIMU C OTYETIMBBIM OJHOCTOPOHHUM IIPEO0-
OnamaHueM.

[pu yHMIaTepasbHbIX MPUCTYIIAX UKTAIBHbIC 3IEKTPO-
sHiledanorpacdIecKre MaTTepHbl, Kak MpaBUJIo, JaTepa-
JIN30BaHBI IT0 KOHTPAJIaTepabHOI IPUCTYITYy TeMuchepe,
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HO B OTJIJbHBIX CTyJasiX MOTYT ObITh U I PY3HBIMU C O]~
HocTtopoHHUM TpeodiaagaHueM (Ch. Dravet u coaBr., 2019).
TunuyHo Havajo npuctyna Ha DI ¢ pa3psiga ounare-
PaJbHBIX TUIIEPCUHXPOHHBIX MEUICHHBIX BOJIH (C aKIIeH-
TOM B IIepeIHUX OTAeIaX) yacToToit 2—3 Ii1 ¢ OTYeTIMBBIM
aMIUTUTYIHBIM MpeobjagaHueM OT KOHTpaslaTepalbHOMI
MPUCTYIy TeMucdepsl, ¢ MOCASAYIOIIUM 3aMellleHeM
OBICTPOBOJTHOBOI aKTUBHOCTBIO YacToTol okojo 10 Ii,
00BIYHO TaKKe OujaaTepalibHOM, HO aCUMMETPHYHOM
(M. Koutroumanidis, 2018). Pexxe oTMeuaeTcs 4eTKoe
OIHOCTOPOHHEE HayaJIo IIPUCTYIIA 10 JAHHBIM 3JICKTPOIH -
tedanorpadum, ¢ MOsIBJICHUEM PUTMUYHOI ITMK-BOJHOBOM
AKTMBHOCTH, OOBIYHO JIOKAJTM30BaHHOM 110 JIOOHO-1IEHT-
paJIbHBIM OTBEICHUSIM YHUJIATEPAIBbHO (Ha IPOTHUBOITOOXK-
HOM CTOpOHE KJIMHUYECKON MaHMeCcTalluy IIPUCTYIIA).
ITo Mepe nponorkeHus IPUCTYIIa JaHHAst aKTUBHOCTh MOYXKET
YepenoBaThcsl ¢ OBICTPOBOHOBOIM aKTUBHOCTBIO WJIM KOPOT-
kumu niepuogamu yromeHust 991 (M. Koutroumanidis,
2018). JlaTtepanu3oBaHHOE 3aMeIJIEHUE OObIYHO PETUCTPU-
pyeTcsl B TeUeHUE HECKOJIBKMX THEM Mocie MPOaoJIKI-
TeJBHBIX YHWJIATePaIbHbIX IIPUCTYITOB, 0OCOOCHHO IpOTe-
Kalouux ¢ mape3omM Tomna.

ToHuyeckre MPUCTYIIBI MPOSBAAIOTCSA Ha DO KOopoT-
KUM TI€PUOIOM YILIOIIEHUSI OMO3JIEKTPUIECKON aKTHB-
HOCTH C TIOCJIEAYIOIIMM BO3HMKHOBEHUEM HU3KOAMILIM -
TYAHOU OBICTpOl aKTUBHOCTU vacToToit 8—10 Iix
(R. Nabbout, 2017). BoamoxkeH BapuaHT, KOraa MpUcTyIl
HaunHaeTcsl Ha DOI nuddy3HOil BEICOKOAMILIMTYIHOMN
OBICTPOIf aKTMBHOCTbIO C IOCIEAYIONIUM YILIOIIEHUEM
(2JIEKTPOACKPEMEHT) B TeUeHUE 2—3 C UM MOSIBICHUEM
KOPOTKUMX HEPETYJISIPHBIX Pa3psiIoB BBICOKOAMILIUTYTHBIX
MEJICHHBIX BOJIH 110 BCEM OTBEIEHMSAM, MHOTA YEPEIy-
IOLIUXCS ¢ HU3KOAMILIUTYIHbIMU crnatikamu (K.FO. My-
xuH, 2004; H. Oguni u coasr., 2001).

DNUIESTITUICCKUIM CTATyC <«3aTOPMOXEHHOCTU»
(“obtundation status epilepticus”) xapakTepu3syeTcs Hapy-
IIEHUEeM CO3HAHUS Pa3IMIHOM CTENIEHU MHTEHCUBHOCTH,
OTCYTCTBUEM WJIN 3aMEIJIEHHOCTBIO peaKIIMK Ha OKpYyKa-
IOIIMX, OTCYTCTBMEM KOHTAaKTa, B TOM YMCJIe U PEYEBOIO
(Ch. Dravet u coasr., 2019). ITpu 1TaHHOM COCTOSIHUU BO3-
HMKAlOT aTUIIMYHBIC a0CAHCHI B COYETAHUHU C STTMICTITHYC-
CKUM MHOKJIOHYCOM M, PEXKe, C KOPOTKUMU TOHUIECKUMU
npuctynaMu. B MomeHT ctatyca Ha D3I peructpupyercs
BBICOKOAMILIUTYIHAS 1 dy3HasT HUBKOCUHXPOHU3UPO-
BaHHAasI MeJUICHHAsI aKTUBHOCTD (HEPEIKO C ITOJIHBIM 3a-
MEILEHUEM OCHOBHOI aKTMBHOCTU (hOHOBOM 3aluCH),
yepeaylomascss ¢ HU3KOAMIUIUTYIHBIMU cHalikaMu
Y OCTPBIMU BOJIHAMU, TIEPUOANIECKI (DOPMUPYIOILIAsT ITUK-
BOJIHOBBIE KOMILJICKCHI, BO3HUKAIOIIUE MYIBETUPETOHATb-
Ho (vame) uiau auddysHo. OTMevaeTcs npeodiagaHue
MaTOJIOTMUECKMX IJIEKTPO3HIIehaorpachnIecKrX marTep-
HOB B JIOOHO-1IEHTPaJbHO-BEPTEKCHBIX OTBEACHMUSIX
(M. Koutroumanidis, 2018). B HeKOTOpbIX clTydasix KOH-
cratupyetcs nuddy3Hast MeUIEHHOBOJHOBAsI aKTUBHOCTb,

79

HACNEAWE MPOD®ECCOPA K.I0O. MYXUHA



HACNEAWE NPOB®ECCOPA K.I0O. MYXUHA

80

pssi' IIETCKOM
HEBPOAOT UM

a HM3KOAMIUIUTYAHbIC CITAiK1 3MM30AMYECKU 3aMETHBI
TOJIBKO B NepeaHux otBeneHusx. H. Oguni u coast. (2001)
onucanu npeodagaHue MeIJIEHHOBOJIHOBOM aKTMBHOCTH
B 3aIHUX OTBEIECHUSIX Y HECKOIBKMX 001bHBIX CJI BO Bpe-
M ctaryca. IlaTonornueckue narrepHbl DII nipu amu-
JIETITUYIECKOM CTaTyCe «3aTOPMOKEHHOCTI» MOTYT He TIpe-
TepIIeBaTh KAKMX-I11M00 M3MEHEHMUI, TTPOIOJIKAsICh YacaMu
U THSIMU, IIPAYEM TIpsIMast KOPPEISIIUS MEXIy TPUCTYIIa-
MM, BOBHUKAIOIIMMU B TIEPUOJ, CTaTyca, U pe3yJibTaTaMU
O3OI' B 3TOT MOMEHT Hepenko orcyTcTByeT (M. Bureau,
B. Dalla Bernardina, 2011).

MenienHoBoHOBasg akTUBHOCTh. Ch. Dravet u coasT.
(1992) onucanu y 6oabHbIX CJI MOsIBJIEHUE MTepruoauye-
CKOIl pUTMHUUYECKON TeTa-aKTMBHOCTU YacToToit 4—5 Ii1
¢ IpeobJIafaHueM B LIEHTPaIbHO-ITapUeTaTbHbBIX OTBEIE-
HUSIX WIM OT BepTekca. [laHHas aKTUBHOCTh YMEHbIIIAeT-
Cs1 WIM OJIOKMPYETCS TTOJTHOCTBIO TTPU 3aITUCHU C OTKPBITHI-
MM TJIa3aMM U, KaK IpaBWIO, 3aMETHA y OOJIbIIIMHCTBA
MalMEeHTOB yKe C caMoro Havasa 3abojieBaHust (M. Bureau,
B. Dalla Bernardina, 2011). BMecTe ¢ TeMm, no TaHHBIM
R. Nabbout (2017), TeTa-aKTUBHOCTb B LIECHTPaJbHO-BEP-
TEKCHBIX OTBEICHMSIX OoJiee XapaKTepHa ISl MallMeHTOB
CTapIIero IeTCKOTo BO3pacTa U B3POCIIbIX.

IIponokeHHOE permoHaNbHOE 3amMemieHue Ha DT
MOXET PETUCTPHUPOBATHCS TTOCTIE TSKEIIBIX CEPUITHBIX 31T -
JIENITUYECKUX TTPUCTYITOB (0COOEHHO TeMUKOHBYJIBCUBHBIX
¢ mape3om Toama) B Te4UeHUE HECKOJIBKUX THEH WU Taxke
Hezneab. Hanmnure cToiikoro npoaokeHHOTO perMoHal b-
HOT'O 3aMeIJICHUS B COYETAHUU C PETMOHAIBHOM SITHJIETI -
TU(HOPMHOI aKTUBHOCTBIO BOBMOXHO Y HEOOJIBIIION TPYII-
bl MALIMEHTOB, MUMEIOIIUX JTOKAJIbHBIM CTPYKTYPHBIN
JIedeKT Mo3ra 1o TaHHBIM HeMpPOBU3YyaIU3alli, OMHAKO
TpedyeT auddepeHLIMaIbHOrO AMarHo3a co CTPYKTYpHOI
doxkanbHoit anuiencueit (K.KO. MyxuH u coasr., 1997).
Taxcke 1mocJie UIMTeIbHBIX OUIaTepabHBIX TOHUKO-KIIOHU -
YEeCKUX IIPUCTYIIOB B TEYCHME HECKOJIBKUX YaCOB MJIM CYTOK
HepenKo KOHCTaTupyeTcst auddy3HOe 3aMeIIeHIe OMO3JIeK-
TpudecKoii aktuBHocTH (M. Koutroumanidis, 2018).

Junamuka 3j1ekTposHuedasorpapnyecKux naTrepHoB.
ITpu CJI maronorndeckasi akTuBHOCTb Ha DD mpeTepre-
BaeT OTYCTVIMBbIC U3MEHEHUS B pa3IMIHbIC CTaIUK 3200-
JleBaHMsA. Ha caMbIx HayaJbHBIX 3TaIlax ompenessieTcs
JIMIIIB JIETKOE 3aMeUIEHIE OCHOBHOM aKTUBHOCTH (hOHO-
BOI 3aIlMCH, a TaKXKe TeTa-aKTUBHOCTh B IIEHTPaJIbHO-
IMapreTaIbHO-BEPTEKCHBIX OTBEIECHUSIX, BO3HUKAIOIIASI
npu 3akpbiBanuu 11a3 (M. Bureau, B. Dalla Bernardina,
2011; K.E. Misulis, 2014). ITpu aTom anuientudopmMHas
AKTUBHOCTb B MEXIIPUCTYITHOM IIEPHOE MOXET IOJTHO-
CTBIO OTCYTCTBOBATb.

Hanee nosiBasiercst nuddys3Has sanunentudopmMHas
aKTUBHOCTb, HapacTarolias Bo cHe. C TedeHueM BpeMEH
Ha D3I Bo3HMKAIOT Bce 00Jjiee YCTOMUMBLIE perMOHATbHBIE

Puc. 9. l[layuenm b., 11 aem. Juaeno3: cunopom Jpase. Xapaxmep
NPUCMYNO08: 8 HACMOsUWEe BPeMs. OMMEHAIOMC MUOKAOHUUECKUe
npucmynsl, a maxice pedkue PoKaibHvle MOMOPHbIE C NEPEXo0om
6 bunamepansHole MOHUKO-KAOHUUECKUe (MOAbKO 80 CHE, 8 OCHO8-
Hom npu eunepmepmuu). Jlewenue: éanvnpoam 750 me/cym, monu-
pamam 200 me/cym. Dnexmposnyeghanoepagus, cou: 6 600pcmeo-
6anuu 3nusenmugopmuas akmueHocms omcymcemeyem. Bo che
ommeuaromess pedkue ougghysuvle Kopomkue, HU3KOU CmeneHu
CUHXPOHU3AYUUU, pa3ps0bl NOAUNUK-80AH080L akmuerocmu. TIpo-
doaxcumenvHocms  OUPPY3H020 NOAUNUK-BOAHOB020 pA3PA0a
Ha npedcmasAeHHOl FnoXe 3anUcu 3NeKmpoIHUeParoepammol co-
cmaensiem okon0 1 ¢

aMIenTU(OPMHbBIE TTATTEPHBI, KOTOPHIE TIPU OOJIBIION
MPOIOJKUTEIEHOCTH 3a00JIeBaHKSI MOTYT TTOJTHOCTBIO BbI-
TecHUTH reHepanuioBaHHble (K. FO. MyxuH u coasr., 2014;
Ch. Dravet u coasrt., 2009). BaxkHO OTMETUTb, YTO C BO3-
pacToM (y AeTeli cTapiliero Bo3pacta U B3pOCIbIX) MHIEKC
BIMWIENTUHOPMHON aKTUBHOCTH CHIZKACTCSI, U Y HEKOTO-
PBIX TTAIIMEHTOB MTaTOJIOTMYeCcKask aKTUBHOCTh ITOJTHOCThIO
MCYe3aeT B MEXKITPUCTYITHOM TIEPUOJIE WY STITU30IMICCKU
peructpupyetcs auiib Bo cHe (Ch. Dravet u coaBr., 2019)
(puc. 9). Y nonasisoniero 00JbIIMHCTBA MOAPOCTKOB
1 B3pocibix ¢ CJI ITocTeneHHO HapacTaeT 3aMeIJICHUE OC-
HOBHOI aKTMBHOCTH (POHA C 3aMeIlleHUEM TeTa-pPUTMOM
(C.B. Catarino u coaBrt., 2011). BaekTposHuedanorpadu-
YyecKasl CTPYKTypa CHa, KaK ITPaBUJIO, OCTAETCs COXPAaHHOIM
Jlake TPy JUTUTeIbHOM TedeHUU 3a0oseBaHust. C BO3pacToM
CTAaHOBATCS MEeHee BhIpaXKCHHBIMU (POTOCEHCUTUBHOCTh
1 HaTTePH-CEHCUTUBHOCTb, KOTOPbIE KOHCTATHPYIOTCSI
y 60J1bHBIX TTOCIe 18 et ik B 12 % ciyvaes (M. Bureau,
B. Dalla Bernardina, 2011).

OTYeTIMBOE 3aMeUIEHIEe OCHOBHOI aKTUBHOCTHU (hO-
HOBOI 3aIMCH, IpeodJIafaHre MYIBTUPETMOHATLHOM J1T1 -
JIenTU(hOPMHOI aKTUBHOCTH, PETUOHAILHOE 3aMeIICHUE
Y BBIpaKeHHas1 (POTOCEHCUTUBHOCTD (IIATTePH-CEHCHUTUB-
HOCTb, (peHOMEH ayTOMHIYKLIMN) — HauboJjiee MPOTHOCTH -
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Puc. 10. [1layuenm K., 4 eoda. Jluaenos: cunopom Aneeavmana. Xa-
PaKmep NPUCIYN08: MUnU4Hble GebpunbHble, PoKanbHbie MOMOPHbIE
sepcusHbvle, AMUnUYHbIe AOCAHCH, MUOKAOHUYECKUE, AMOHUYeCKUe.
Jleuenue: sarvnpoam 600 me/cym, smocykcumud 500 me/cym, Ka0-
bazam 10 me/cym. Daekmposnueganroepagus, 60dpcmeosanue
(UHMEPUKMANBHO): PecUCmPUpyomcs OaumensHvle npodecu MoHO-
MOP@HOU  BbICOKOAMNAUMYOHOU — mema-/0eabma-aKmueHocmu
C GKAHOUEHUEM HUZKOAMNAUMYOHBIX CHALIK08 («3y0uamulil deabma-
nammepH») 8 3aMulA0HHbIX OMEEOCHUSX OUAAMEPANbHO («OKUUNU-
manvhblil deavma-nammepr»). Cnaiikosbslii KOMNOHeHm 601ee 8bl-
Padicer cnpasa

yecku HeonaronpusTHble TaTrepHbl DDI pu CJ1 (E Ragona
u coaBT., 2011; N. Specchio u coasr., 2012).

C uenbio nuddepeHInaIbHONR IMaTHOCTUKY TTIPUBO-
oM DT manyeHToB ¢ 2 IpyTMMU TeHeTHYeCKUMU (pop-
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Puc. 11. llayuenmka H., 6 aem. Huaenos: PCDH 19-anunencus
¢ cepuilnbimu npucmynamu. Xapakmep npucmynog: @epcusHwle,
OunamepanvHvle MOHUKO-KAOHUYECKUE, ANbMEPHUPYIOUWUe 2eMi-
KOHBYIbCUBHbIE, MUOKAOHUUECKUe, moHuuecKue. Jleuenue: 6anbnpo-
am 750 me/cym, 3onucamud 175 me/cym, nepamnanen 6 me/cym,
Kao6azam 12,5 me/cym. Daekmposnyeganroepagus, cou: upeamep-
Hoe yobicmperue pumma (6030eiicmeue den3oduazenuros). Coxpan-
Hocmb ghuzuonoeuteckux nammepHos cha. Ommevaemcs ouggys-
Hblil pasps0 NUK-804HO80U AKMUBHOCMU HEBbICOKOU CmeneHu
CUHXPOHU3AYUU, NPOOOANCUMENbHOCMBIO Yymb Oonee I c. B nauane
dugpghy3Hoeo pazpsoa peeucmpupyemcs pecuoHaNbHASL NUK-801HO-
8451 AKMUBHOCMY 8 NPABBIX 3AMbLAOYHBIX OMEEOCHUSX

u PCDH 19-mytanueii ([IpaBe-1mogo0HbI CUHAPOM Y JIe-
BOuYeK, neuiut nmporokagepuHa 19) (puc. 11).

Cnucok aumepamypsl K enage Haxo0umcs 6 pedaKyuu

MaMM SIWIeTICUU: CUHApOoMOM AHreiabMaHa (puc. 10) U Moxcem 6vims nPedocmasnex no 3anpocy.

- 0T PEAAKLUUMU

10 mas 2025 r. ywina u3 xu3uu Wapnotta [lpase (Charlotte Dravet, Mapcenb, OpaHumsa) — npo-
deccop, NcuxuaTp, AeTCKA HEBPONOT, SMUNENTONON, NoYeTHbIA KoHcyAbTaHT Policlinico A. Gemelli
8 Pume, npe3ngent Opanuy3ckoii iurv npotus snunencum (Ligue Francaise contre I'Epilepsie, LFCE)
1 uneH Komuccun no Knaccudukaumm pa3nuyHbIX BULOB snunencuit Mex ayHapoAHoii npoTuBo3nu-
nentuyeckoii nurn (International League Against Epilepsy, ILAE), Hawa konnera 1 6au3kuii Apyr.

Mpodeccop LLapnotTa [lpaBe nonyuuna BcemupHyto U3BECTHOCTb Mpexne Bcero bnarogaps
OnMcaHuio (uHapoma [lpase, Ha3BaHHoro ee MMeHeM. CMHApoM [lpaBe NPU3HaH OHUM U3 CaMbIX
TAXENbIX SNUNENTUYECKX CUHAPOMOB B JIETCKOM BO3pacTe.

Bypyun Ha neHcm, OHa 0 NOCNERHIX AHe XU3HY Npogomkana pabotaTb Bo OpaHLwm v Uranuu.
bnaronapa MHoroneTHeMy COTPYAHUYECTBY MHOTIE HaLLI NaLMEHTbI C CMHApOMOM [ipaBe v Apyrumu
TAXENbIMU GOpMaMK 3NUNEeNncun CMOIMKM NOAYYUTL peKomeHaaLmio fokTopa LWapnotTsl [pase.

Mpodeccop [lpaBe mHoro pa3 nocewana MHCTUTYT feTckoii HeBponoruM v 3nunencuu
um. (BATUTeNA Jlyku, KOHCYNLTUPOBaNA HaLLIMX NALMEHTOB, BbICTYNana ¢ nekuuamu. OHa bbina Heo-
6bIKHOBEHHO J06PbIM UeNOBEKOM BbICOKOIA HDABCTBEHHOCTM W AYXOBHOCTM. K KOHCYNbTaLMM Kax-
JI070 NaLveHTa OHa NOAX0AMNa TBOPYECKY 1 Iy6OKo, HaX0fMNa C0BA yTellleHns, BCeNAna Hajexay,
paccka3biBana 0 Haubonee 3Q¢eKTUBHbIX METOLAX NeUeHUs, CYLLIECTBYIOLUX B MUpE.

NMpodeccop [lpaBe MHOTME robl BXoAUNA B peAaKLMOHHbIil COBET «PYCCKOTO ypHana AeTcKoii
HEBPOOTMH»,

LLlapnomma [pase c compyOHukamu WHcmumyma demckoli
Hesposouu u snunencuu um. (eamumens JIyKu Ha Korpeperyuu
8 HuxHem Hoszopode (utoHb 2017 2,)
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