PYCCKWMU >KVPHAJI JETCKOM HEBPOJIOTMU

OB30OPbI 1 JIEKITUH

PESUCTEHTHDBIE ®OPMDbI SITUJIEITICHUU,
ACCONMMNPOBAHHDBIE C ®EBPHUJIbHO-
ITPOBOLWPYEMbBIMU ITPHUCTYITAMU
(CMHOIPOMDI JPABE, DESC, HHE) (JIEKIIV)

M.IO. BobbL1o8a

RESISTANT EPILEPSY FORMS, ASSOCIATED WITH
FEVER-PROVOKED (FEBRILE) EPILEPTIC SEIZURES
(DRAVET SYNDROME, DESC, HHE) (A LECTURE)

M.Yu. Bobylova

Hucmumym demcrxoti nespono2uu u dnuiencuu um. Ceamumens Jlyxu

IIpeocmaenervl OCHOBHBLE XAPAKMEPUCIIUKIU PeSUCMEHINHBIX POPM INUNENCUU, ACCOUUUPOBAHHBIX C peOPUIb-
Ho-npoeoyupyemsimu npucmynamu (curopomst Ipaee, DESC, HHE). /Insa Kanc0020 u3 Cunopomos noopooHo paccma-
MPUBAIOMICA 6Ce OCHOBHBLE ACNEKNbL 3A00IC6AHUA: IMUONOZUS U NAINOLEHE3, KIUHUMECKA KapmuHa, 6K1I0UAs Xd-
paxmepucmury 3nunenmuuecKux npucmynos, usmernenus na S39I, oanunvie Helposusyanusauuuy, mepanesmurec-
Kue 1nooxoout u nPozHO3.

Knroueawte cnoea: curopom Jipase, cunopom DESC, cunopom HHE, amuonoz2us, namozenes, KiuHuuecKas
Kapmuna, D3I, neviposudyanusauus, mepanus, nPo2ros.

The most important characteristics of resistant epilepsy forms, associated with fever-provoked (febrile) epileptic
seizures (Dravet syndrome, DESC — Devastating epileptic encephbalopathy in school-aged children, HHE — bemiconvul-
sion-bemiplegia-epilepsy syndrome) are proposed. For every syndrome all the main aspects of disease are considered in
detail: aetiology and pathogenesis, clinical picture, including of characteristics of seizures, EEG, neuroimaging, therapeu-
tic approachers and prognosis.
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Cunppom [Ipase, TAKEIAA MHOKIOHMIEC-
Kasa snmwiencus wiagersecrsa (TMOM)

Onpepenenme. TMOM — 30WICITUYECKASA
3HIe(paTonaTUsA C AeO6I0TOM Ha 1-OM rOfy >KH3-
HU, IPOSB/BIIOMAAC (peOpribHBIMU U aded-
PHWIBHBIMH I'€HEPATN30BAHHBIMU U (DOKAIbHBI-
MU IIPUCTYIIAMHU C HAIMYHEM MHOKJIOHHUYECKUX
APOKCHU3MOB B TUIINYHBIX CIy4asX, OTCTaBa-
HHUEM B IICHUXWUYECKOM PA3BUTHUU U PE3UCTCHT-
HOCTBIO K aHTHUAIMWIECIITUYECKON Tepanuu [1].

ITo knmaccudpukanuu ILAE (1989 r.) TMOM
OTHECEHa K popMaM 3MUWICHCUU, UMEIONUM
KJIMHUYECKHUE ITPOSBICHUS KAK I'€HEPATN30-
BAHHBIX, TAK U IAPIIHUAIBHBIX SITUIEIICUM.

Hcropua. TMOM onucana Ch. Dravet B
1978 r., 1O 3TOrO0 BPEMEHHU [JAHHYIO (pOopMy
SMUWIEIICUU OTHOCHWJIN K YAaCTHBIM CJIy4asiM
cuHgpoma JlenHokca—TIacro.

Cunonumsl. B CBsA3U C TEM, YTO MHOKJIO-
HHUYECKHE MPUCTYIIBI OOBIYHO HMPUCOCTUHSI-
IOTCSI YE€PE3 HECKOJIBKO JIET ITOCIE 1€0I0TA, 4 B
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Pyc. acyp. oem. neep.: m. VII, éoun. 4, 2012.

HEKOTOPBIX CIy4asiX MOIYT OTCYyTCTBOBATb,
MHOTHUE aBTOPHBI CYUTAIOT HA3BAHUE HEyAAU-
HBIM U IIPEJIATAIOT CBOX BAPUAHTBIL:

o Doose, 1998, I'epMmaHus: TAXKENAA UTUOIIA-
TUYECKAsA DSIWICHCHUSA C IIPUCTYIIAMHU
grand mal B mnaaen4dectse [6]

e Oguni, 2001, Anonusa: remu-grand mal
MJIal€eHYEeCTBA [22]

e Arzimanoglou, 2004, ®paHnusa: OJU-
MOPp@HAA AMUWIEIICUA MJIAJJCHIECTBA.
OpgHako 4ame Bcero TMOM 0603HAYAIOT

3MOHUMUYECKUM TEPMHUHOM — CUHAPOM [Ipase.

dtHonorua. TMOM ABIAETCS HATPUEBOU
KaHajtonartued. OyHKIUA HATPHUEBBIX KaHA-
JIOB — TIOJJIEPKAHUE IMOCTOAHHOM BEJTUYUHBI
HOHOB HATPUs BHYTPH KJIE€TKH, YTO B KOHEYHOM
UTOI'€ OTPAKAETCA HA INEKTPUYECKOU AKTUB-
HOCTH I'OJIOBHOTO MO3ra. TMO®M pa3BuBaeTcay
JHI, C Je(PEKTOM B I'€HE HATPHUEBBIX KAHAJIOB.
dror ¢axr ycranosui LR. Claes (2001), koro-
PBIN IPU BBIAE/ICHHUH I'€HA Y IIAIIUEHTOB C UU-
OIIATHYECKOU 3NUIEINCcuen ¢ (peSpuIbHbBIMUA
cygoporaMu wiroc (MOPII+), 0OHAPYKIIL, 4TO
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B OOOMX CTydasiX UMEET MECTO OHA U T4 K€ MY-
TanuA B reHe SCN1A (anbdal-cyobeMHUIBI
HATpUEBBIX KaHAIOB) [4]. JIokyc rena SCN1A
HAXOAUTCI HA XpomocoMe 2q24. C 2001 roga
UCCIENOBAHNA T'€HETUYECKUX MYTAllMuI IIPO-
nospkarorcs. K 2009 rogy 6pu10 onrcano 90 my-
TALIUH B pa3HbIX y9acTKax reHa SCN1A [12], a k
asrycry 2012r — yxxe 100 myranmii. Cuemyer OT-
METHUTh, UYTO MYTAIIUH PA3JINYHBI, 4 UX PE3Y/b-
TaTbl PA3HOOOPA3HBI, OHU IOBBIIIAIOT BO30Y-
JHUMOCTb HEUPOHOB, CHIDKAIOT €€, JIN HE BJIVA-
IOT HA BO30YyAUMOCTD [32]. TMDM pa3BuBaeTCA
TOJIBKO IIPU TEX MYTALUAX, KOTOPBIE ITOBBIIIA-
IOT BO30y/IMMOCTh HEPOHOB. MO3aUIU3M IIO-
JIOBBIX U COMATHYECKUX KIETOK 110 SCN1A aB-
JIIETCS BAXKHOM IIPUYUHOM penyausa TMOM y
OpaTbEB U CECTEP U BHYTPUCEMENMHOM KJIMHU-
YECKOM HEOTHOPOAHOCTH [7]. Ha ceromusauanit
aedb TMOM — eaUHCTBEHHBIH SITUJICIITHYEC-
KUY CHH/IPOM, TUATHOCTUKA KOTOPOI'0 OCHOBA-
Ha Ha ITHK-anamm3se.

OpHako He Bce cirydau TMOM BBI3BAHBI My-
Tanye rega SCN1A. B pa3HbIX CTpaHAX MyTa-
1o reHa SCN1A BpiasaioT B 40-80%: B fAm1o-
HUU — Yy 77%-82% nanueHToB, BO ®paHImy,
Hranuu, Ascrpanuu, Kanage — B 35% ciry4daes.
ITOCKOMBKY 32007I€BAHUE C PABHOHM YaCTOTOH
BCTPEYAETCA BO BCEX CTPAHAX, CTATUCTUYECKUH
Pa3opoC CBA3aH C KPUTEPHUSAMH JUATHO34, IPHU-
HATBIMU B JAHHOM cTpaHe [34]. ¥V 25% SCN1A-
HETATUBHBIX ITAITUEHTOB KEHCKOT'O I10J1a MyTa-
U BBIABIAETCA B I'€HE IPOTOKOAEpPHUHA-19
(PCDH19) Ha X-xpomocome [17]. B 20% ciyga-
sax npuurHa TMOM OCTa€eTCst HEU3BECTHOM.

IIaTorene3s. '€HETUYECKU [IETEPMHHHPO-
BaHHAs1 HECTAOWIbHOCTb MEMOPAH BBI3BIBACT
BO30yJMUMOCTb HEHPOHOB (YaIie JIOOHBIX JO-
JIEIT), KOTOPAs PACIIPOCTPAHAETCA HA BCIO KOPY.

muapemuonoruma. TMOM Bcrpevaercay 1
pe6enka Ha 40.000 gerert 70 7 AeT. MaTbYUKA
0o€e10T B 2 pa3a uaie [8].

Kmmandeckaa kapruHa (onucanue Ch.
Dravet [9]). Ha 1 rogy >ku3HH (ITMK 32001€Bac-
MOCTH — 5 M€C.) Y HOPMAJIbHO PA3BUBAIOILETO-
Cs1 peOEHKAa BO3HUKAIOT KJIOHUKO-TOHUYECKHE
IIPUCTYIIBI, KaK IIPaBHIO, (PEOPHUIBHO-IIPOBO-
mupyemsbie (65% ciyaaeB). TMDM B ne6rore
BBIIVI/TAT KaK (peGpribHBIE CyJOPOTH. OOBIU-
HO OHM 60J1€€ IPOJO/DKUTEIBHBIE, BOSHUKAIOT
IIPU HEBBICOKOHM TEMIIEpATypE, UMEIOT (po-
KaJIbHBIN KOMIIOHEHT, HEPEAKH AJIBTEPHUPY-
IOIIME€ T€MUKOHBY/IbCUU. PEeOPHIBHBIE CY/I0-
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POTH MOTYT TPaHC(HOPMUPOBATHCA B AITUJIECII-
THYECKHU cTaTyc. B nepuog ot 1 1o 4 ner nep-
CUCTHUPYIOT (PEOPUWIBHBIE MPHUCTYIIbI, K HUM
IIPUCOETUHSIOTCS a(peOpWIbHBIE TIPUCTYIIBL.
A@ebpruIbHbIE TPUCTYITHI YaIe YHUIATEPAIb-
HbI€, TOHUKO-KJIOHUYECKHE WIX BTOPUYHO-Te-
HEPAIN30BaHHBIC. B 3TOM nieprojie xapakrep-
HbI MUOKJIOHHUYECKHE U ATOHUYECKUE ITPUCTY-
IIbl, ATUIINYHBIE A0CAHCHI, AJIBTEPHUPYIOIIHE
(okasIbHBIE ITPUCTYNBL. IIPpUCTYIIBI CKIOHHBI K
CEPUHUHOMY TEYECHHIO, HEPEJKO BO3HHKACT
AMWIENTUYECKUN CTATYyC, KOTOPBIH IIOYTH
BCETIa IIPOBOLIPYETCA JIUXOPAJTKOHN. B 60IIb-
HIMHCTBE CJIY4Y4€B CyJOPOTrd UMEIOT (POKAIb-
HO€e Haya10. CEMHOIOTHS IPUCTYIIOB U UX 00-
IIHE YepThI IPECTABICHBI B Tabnuie 1. Me-
JUKAMEHTO3HAs1 PEMUCCUSL JOCTUTAETCS PE/I-
KO W Ha HEIPOJO/LKHUTEIBHOE BpeMsa. 3aTeEM
AMWJICTICUS CTAOWIU3UPYETCH, IIPUCTYIIBI CTA-
HOBATCA peEXe, HO (POPMHUPYETCA TAXKEIbIA
KOTHUTHBHBIN U HEBPOJIOTUYECKUH AC(DPULTUT.

Takum 06pa3om, B TedeHUE 3a200JICBAHUSA
BBIJICJISIIOT 3 CTAIHH:

1. o 1 roma, cmaous debroma: nepuoy, OT-
HOCHUTEJIbHO JIETKUX KIOHUYECKHUX HPUCTY-
IIOB, OOBIYHO (PEOPUIBHBIX;

2. Kamacmpogpuueckan» cmaous, B BO3-
pacre 1-4 roga: NepPCUCTUPYIOT PE3UCTEHT-
HbI€ K aHTHUANWIECHTUYECKHUM IIpelaparam
¢debpunbHbie U adEeOPUIbHBIE ITPUCTYIIBI
(MUOKJIOHHUYECKHE, ATUIINYHBIE A0CAHCHI,
(pOKaIBbHBIE IPUCTYIIBI), HEPEJIKO PA3BUBACT-
CA AMWIENTUYECKUH CTATYC.

3. ITocne 4-5 net, cmaous cmaduIU3auuLL:
KOJIMYECTBO IPUCTYIIOB YMEHBIIIACTCS, HA TIEP-
BBIF IUIAH BBICTYIIAIOT I'PyObIl€ KOIHUTHBHBIC
HAPYIUICHUS U HEBPOJIOTUYECKUH Ae(PUITUT.

Hesponormieckuii craryc. /10 1e610Ta IpU-
CTYIOB JI€TH IOJTHOCTBIO 3J0POBBI U Pa3BHBA-
IOTCA 110 BO3PACTHBIM HOpMartuBaM. ITociie ae-
Oro1a noseisiercsa AU @Py3Hass MbIIICYHAS TH-
IIOTOHUS, IIOBBIIIAIOTCS CyXOXKIJIBHBIE pe(ICK-
CBbl, IIOCTENIEHHO (DOPMUPYETCA NMUPAMUTHAA
HEJOCTATOYHOCTD. ITocsie 1-10 roga xapakrepHa
ATAKTHUYECKAS IIOXO/IKA, MOTOPHAsI HEJIOBKOCTb.
K HIKOJIBHOMY BO3PACTy BO3HUKAIOT AKCTPAIIH-
paMHIHbBIE PACCTPOKCTBA IO TUITY AaKMHETHKO-
PUTHITHOT'O CHHPOMA, KOTOPBII HA IEPBBIX IT10O-
Pax BKJIIOYAET TPEMOP, IIOBBIIICHUE MBIIIICYHO-
I'O TOHYCA 110 IJIACTUYECKOMY THITY Y OJTUTOKH-
He3HIO. B rybeprare KIMHUYECKYIO KAPTHHY JO-
IOJHAIOT HENMWIENTHYECKUI MHOKIOHYC U
WHTEHIITMOHHBIN TpEMOP. 326071€BAHUE OCTIOXK-
HAeTca AedopManuAMU CKeleTa (KU(POCKOIH-

Pesucmenmmnie PpopMbL INUNENCUL, ACCOUUUPOBAMHDLE C PeOPUNLHO-
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Ta0nuua 1. THNBI H XAPAKTEPUCTHKA IIPHUCTYIIOB

CeMHOIOrNA NPHCTYIIOB

O01mue XapAKTEPUCTHKH NPHUCTYIIOB

o OeOpuIbHBIE CyIOPOTH
mukinoHnueckue, BI'CIT)

BYJIbCUH
® MHOK/JIOHHUYECKUE

® ATUnuyHble A0CAHCHI

o DOKANIbHBIC TUATICIITUYECKUE
® DIIWIECIITHYECKHUY CTATYC

® BrICOKas 4aCTOTa ¥ IPOJO/LKUTEIBHOCTD

o PoKaIbHBIE MOTOPHBIE (Te-| ® CEpUIMHOE U CTATYCHOE TEYECHUE

o [IHKIO/IEIITHYECCKOE TECUYEHUE

® AJIbTEPHUPYIOIIYE TEMHUKOH-| @ ®eOpuiibHbIE U a(peOPUIbHBIE TPUCTYIIBI

e YuanieHue (heOGpHUIbHBIX CyJOPOT JO ITyOEPTATHOI'O IIEPUOA

e YyameHnue (POKAIbHBIX MOTOPHBIX IIPHUCTYIIOB ¥ TEMHUKOH-
BYJIbCHUI, KOTOPBIE BO3HUKAIOT BO BpEMA HOYHOI'O CHA, MHO-
T'OKPATHO 324 HOYb

o I'CI1 BO3HHUKAIOT IIPH 3ACBIIIAHUU U IPOOYKIECHUH

03, IUIOCKOCTOIHE). HEBpOIOrnyecKkue CUMIITO-
MBI IIPOr'PECCUPYIOT MAKCUMAJIBHO /10 8 JIET, I10-
CJIE€ YETO COCTOSTHUE CTAOIN3UPYETCSL.

KormmmusHoOe passurHe. Ilocne aebiora
IPHUCTYIIOB IICUXOPEYEBOE PA3BUTHE CHAYAIA
3aMeIAETCA, A TTIO3KE IIPOUCXOIUNT €TI0 ITOTHBIA
perpecc, K KOTopomMy HPHUCOEIUHAIOTCA II0BeE-
JEHYECKHE PACCTPOUCTBA (THUIIEPAKTUBHOCTD,
aytusm). K 5 rogaM (popMupyeTcss yMCTBEHHASA
OTCTAI0CTDb. MTHOIA I10C/IE YMEHBIIEHUA YaCTO-
ThI AMWICIITHNYCCKUX ITPHUCTYIIOB KOTHUTHUBHBIC
BO3MOXHOCTH HECKOJIBKO Y/Iy4IIAIOTCA.

XapakTepHuCTHKH NPUCTYNIOB. Amunuu-
Hoble aocancot ipu TMOM BeTpeyarorces y 40-
95% manueHToB. BO3HUKAIOT B BO3pacre OT 4
Mec. 10 6 ner. Bo BpeMsi IIPUCTyHA AEATE/b-
HOCTb IIPOAOJLKAETC, HO B 00JI€€ 3aME/IJIEH-
HOM TeMIIE, CO3HaHUE (parokTynpyer. Hagano
IIPUCTYIIA IOCTENIEHHOE. IIPUCTYII COIPOBOXK-
JA€TCs ATOHUYECKUM (IIACCUBHBIN KHUBOK,
OIlyII€EHUE IUIEY, HAKJIOH TYJOBHINA, I1aJie-
HHE) WIN MHUOKJIOHUYECKHM KOMIIOHEHTOM
(MHOKJIOHYC BE€K, IUIEYEBOIO IIOsACA, IIEH —
AKTHUBHBIE PUTMUYHBIE KUBKH). IIMK-BOJHO-
BOM CTYHOp BbIABIAETCA B 40% CiydyaeB. ATH-
IMUYHBbIE A0CAHCHI UMEIOT SIPKO BBIPAXKEHHYIO
BEr€TATUBHYIO OKPACKYy (THIIE€pCAIHUBALMA,
TUIIEPTUAPO3, U3MEHEHHUE KOMKHBIX IIOKPO-
BOB). Bo Bpemst a6CaHCOB HAPYIIAETCS ITOXO/I-
Ka (IICceBHOATaAKCUs). ATUNINYHBIE A0CaHCHI
MOT'YT IPOJOJ/DKATBCA OT HECKOJIbKHX 4YACOB
JO HECKOJIBKUX CYTOK. MaKCHUMaJIbHO BBIPA-
SKEHBI ITOCJIE IIPOOYKACHUA.

Maccuenoiii anunrenmuiecKuil MUOKIOHYC —
OCHOBHOM KJIMHHUYECKHUI CHUMIITOMOM TM®M,
KOTOPBIA BO3HUKAET B Bo3pacre 1,5-4 ner (B
cpeaHeMm, B 2 rojia 2 MecC.), 4yepes roj u 6osee
nocsue gebora. B TeyeHue 3a6071€BaHUA MHO-
KJIOHYC HAPACTAET IO MHTEHCUBHOCTHU U YaC-
TOTE€, MAKCUMAJIBHO BBIPAKEH B AKCHUAJIBLHOM
MYCKyJIaType. BHeIIHE MHOKIOHUYECKHE IIPU-

Pesucmenmmsbie popMbL INUNCNCUL, ACCOUUUPOBAHHDBLIE C PeOPUNLHO-
npoeoyupyemoimu npucmynamu (cunopomot JIpaee, DESC, HHE) (nexuyus)

CTYIIBI BBIIVIAAAT KAaK KHUBKH, B3JPATUBAHUS
IUIEY C NTOAOPACBIBAHUEM DYK, IIAJICHUSA, PUT-
MUYHBIE 3AIIPOKUABIBAHNA I'OJIOBbI HA34/], BbI-
ru6aHue TyJ0BUIIA. 11 MHOKIOHYCa XapaK-
TEPHA CEPUHUHOCTb, HAPACTAHHE IIOCJIE IIPO-
Oy)KIE€HUA U IIPU 3ACBIIIAHUH, BBICOKAA (POTO-
CEHCUTHUBHOCTb. MUOKJIOHUYECKHE IIPUCTYIIbI
IIPOBOLIUPYIOTCA PUTMHUYHOU (POTOCTHUMYJIA-
e, B 25% cirydaeB ayTOMHAYITUPYIOTCA.

OT MHOKJIOHHYECKHX IIPHUCTYIOB IIPpHU
TMDM cnenyer OTINYATh HeINUNCNINUYeCKULL
MUOKJIORYC, PA3BUBAIONIUICA 1TOCIE 4-5 JIET.
OH npeCTaBIgeT COO0M HU3KOAMILIMTYAHBIE
ACMHXPOHHBIE IIOJAEPIrUBAHMA, IPEUMYILECT-
BEHHO B JHUCTAJbHBIX OTIEIaX KOHEYHOCTEH,
KOTOpBIE N0 OOpPa3HOMY BBIPAKEHHUIO
Arzimanoglou A. (2004), wry4d1iie NajJbIIupyeT-
Cs, 94eEM OIIpEeJEeaeTcsa BU3yalbHO». Heanu-
JIEITUYECKHU MHOKJIOHYC IIPOBOLUPYETCA
JBIDKEHHSMH, XOPOIIO 3AMETEH IIPU €/I€, -
TbE, HAPACTAET IIPU YXYJUICHUH COCTOSHUS
MIAIIMEHTA, HE COIPOBOXKAAETCSI U3MECHEHMUSI-
MU Ha D3OI, HO XOPOILIO BBIABIAECTCA IIPH I10-
JIJUCOMHOTpapum.

AnomepHupyrouue 2emuKone)Ibcun: (Ho-
KaJIbHbIE T€MHKJIOHHUYECKHE ITAPOKCHU3MBI,
BO3HHUKAIOT TO HA OOHOH, TO HA JPYI'OM CTOPO-
HE TeJId B TEYEHHE OAHOTO IIPUCTYIIA UIH BO
BpPEM:A PAa3HBIX IIPUCTYIIOB.

DoxanvHble npucmyns. (MOTOPHBIE, AyTO-
moropnsbie, BI'CIT) BcTpeuarorcsa B 43-79%.
IIpeo6n1afaroT CJIO0XKHBIE NAPIIUAIBHBIE (MO-
TOPHBIE), AYTOMOTOPHBIE, BEPCUBHBIE I1APO-
KCHU3MBI. /la’Ke IPU I€HEPATN3OBAHHBIX KJIO-
HHUKO-TOHHYECKHUX IPUCTYIIAX IIPHU OJHOBpPE-
MEHHOM PETUCTPALUU BUAEO-DDI' MOHHUTO-
PUHI'A OTMEYAETCA PETMOHAJIBHOE HAYaJIO
(TICEBOOr€HEPATU3OBAHHBIE IIPUCTYIILI).

Hamenenusn IIX. Uumepurxmanvuan IOI.
OCHOBHAs AKTUBHOCTDH 3aM€JIEHA, JOMUHH-
pyer TeTra-puTM 4acroTou 4-5 I'y, orMeqaroT-
Cs € JUHHUYHBIC €/ IbTA-BOJJIHBI.
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Dnunenmugopmuans akmueHoCnb. Xapaxk-
TEPHO COYETAHUE PETHOHATBLHOU U nudys-
HOU 3MWIENTH(MOPMHOIN aKTUBHOCTU (70%
ciydaeB). Pexxe BcTpedaeTcs: TONbKO 1uddys-
Has WIHN TOJIBKO PETHOHATIbHAS (MyJIbTUPETU-
OHAJIbHAS IHUK-BOJHOBAsA) aKTUBHOCTB. Iu-
(py3HasT aKTUBHOCTDb IIPEJCTABICHA €IUHUY-
HBIMU WJIH KOPOTKHMHU PaA3PASaAMU UK WA
IIOJIMITUK-BOJIH, HAPACTAIOIIUMHU IIOCJIE IIPO-
OyxaeHUA. MOXKET OTMEYAThCA IOC/IEAYIONIEe
pErHOHAJIBHOE 3aMeljieHue. PernoHaabHas
AKTUBHOCTD IIPEACTABICHA OCTPBIMU BOJIHA-
MH, KOMIUIEKCAMH OCTPasi-ME/JICHHAsI BOJIHA,
4Jaiie B BUCOYHBIX OTBEJCHUAX, C IIpeobaaia-
HHEM IIpU 3acbinaHuy. CO BpEMEHEM Hapac-
TA€T MYJBTHPEIHOHAIBHBIN XapaKTep U3Me-
HEHUI.

Hrxmanvnasa DOI xapakrepusyercs: (poTo-
CEHCUTUBHOCTBIO (50%), reHepaIn30BaHHON
IMUK-BOJTHOBOH AKTUBHOCTBIO IIPHU PUTMHYE-
CKO¥1 (POTOCTUMYJISIIIUH, HAYUHAS C 3-6 Mec.
SnunenTu@OpMHaAA AKTUBHOCTb MOXKET IIPO-
BOLIUPOBATHCA 3aKPBIBAHUEM I71a3, (POTOCEH-
CHUTHBHBIM IIATTE€PHOM, IPOCMOTPOM TE€JIE€BH-
30pa. PurMuueckass pOTOCTUMY/ISIIUA IIPO-
BOLIMIPYET MUOKJIOHUYECKHE IIPUCTYIIBI, pe-
JKe a6caHChl, (poKaibHbIE IIpUCTynbl, BI'CII
Bausanue runepseHTWIAIUNA Ha DDI Bapua-
0enpHO (IIpoBOKanusa au@d@y3Hoi snuien-
TU(MOPMHOH AKTUBHOCTH, ATUIHUYHBIX a0-
caHcoB). COOTHONIEHHE KIIMHUYECKUX COOBI-
THUM U U3MEHEHU Ha DOl mpenacTraBiIeHO B
Tabaune 2.

Aunamurxa DOI'-nammepros. I1o mepe te-

yeHUs1 320071€BaHUS 3aME/VIEHUE OCHOBHOM
AKTUBHOCTHU HAPACTAET, IPU KyIHUPOBAHUU
IIPUCTYIIOB — MOKET BO3BPAIIATHCI K HOPME.
JOna ne6rora 3a0601€BaAHUSA XaAPAKTEPHBI YC-
TOWYHBbBIE PETUOHAIBbHBIE ITATTEPHBI (OCTPHIE
BOJIHBI, IIEPUOJUYECKOE PUTMHYECKOE HIH
IIPOJODKEHHOE 3aAME/JICHHUE), KOTOPHIE ¥ Jie-
TEH CTApLIErO BO3PACTa M B3POCJIBIX ITOJIHO-
CTBIO BBITECHSIOTCSI T€HEPAJIU30BAHHBIMU
dopmamu. Bo cHe Hapacraer auddysHas
AMWIENTU(POPMHAS AKTUBHOCTb.

Hemposusyanmusamua. Ha MPT, kak mipa-
BWJIO, BBIABIISICTCS, Hecnenuduueckas aud-
dy3Hasg aTpodus KOpPbl I'OJOBHOI'O MO3Ta,
MAaKCHUMAJbHO BBIPAKEHHAS B JIOOHBIX, BU-
COYHBIX OT/eNaX; aATPO(dUsA MO3KEUKA; yMe-
peHHasa BeHTpuKyaoMeraausa [10]. B exyuanyg-
HBIX CIy4asX OIHMCAHBI JOKAJIbHbIC U3MEHE-
HUS: APAXHOUJAIBHBIE U pPETpoOLiepedeusip-
HBIE€ KHCTBI, ME3UATIbHBIN BUCOYHBIN CKJIEPO3,
OOBEMHOE YMEHBIIECHHUE BHCOYHOM /IOJIH,
JTUCMUETUHU3AIUSA, BO3MOKHO BBI3BAHHBIC
JUTUTEIbHBIMU ATHIHUYHBIMHU (heOPUIBbHBIMH
cynoporamu [26, 27].

Jduarmocruka. /[TMarHoCTUKa OCIOXKHACTCS
MOCTEINEHHBIM PAa3BOPAYUBAHHUEM KIHMHUYEC-
KOU KapTHHBI U J€0I0TOM C (PEOPIIIBHBIX CYIO-
por. B pazsepHyTOM CcTa11u 3a001€BaHUS U IPU
TUITAMYHOM TEYEHUHU JTMATHO3 HE BBI3BIBAET CO-
MHeHUI. Ho, Kak IpaBUJIO, OT 1€60TA 310071€Ba-
HHUA 00 yCTaHOBJICHI/IH AHUATHO3a HpOXO,U;I/IT HE
meHee 1-2 ner. Kimmauuecku TMOM MOXKHO 3a-

Ta6anua 2. CooTHONIEHNE KIHHHIECKMX COOBITHH M M3Menenui Ha 9T

CoObrTHE

ITarrepubl

MuoxjaoHuHu

EnyHu4gHbIe WIM KOPOTKHE (JJIUTEJIBHOCTBIO 1-3 C) BBICOKO-
AMIUIUTYHBIE PA3PA/Ibl TEHEPATU3OBAHHOM SIMWIENITH(HOPMHON
AKTUBHOCTH.

BudpoHTATBHBIN WIX BEPTEKCHBIN AKIICHT.

He BCce MUOKJIOHUH OTPAXKAIOTCA HA OO (HEANMUIENITUYECKUI
MHUOKJIOHYC) — TpebyeTcsa nposejeHue BOM!

ATHUITUYHBIE A0CAHCHI

quddy3Has MHUK-BOTHOBAA AKTUBHOCTbh PA3JIUYHOH CTEIICHU
CUHXPOHU3AIUH (2-3, 5 I'1Y), IPOAO/LKUTENBHOCTBIO 3-10 C.

TOHHYECKHE IIPUCTYIIBI

VomeHue 6M03IEKTPUUIECKON aKTUBHOCTH C ITOC/IEAYIOIINM
HU3KOAMIUTUTYIHBIM OBICTPBIM PUTMOM «lafa».

MemieHHO-BOJTHOBAS AKTHB-
HOCTDb

Ileprnoguyeckass PUTMHUYECKAA TETA-AaKTUBHOCTb 4-5 I'ly ¢
AKIIEHTOM B LECHTPAJIbHO-TEMEHHBIX MM BEPTEKCHBIX OTBeE-
JEHUAX.

MoOJKeT YMEHBIIATHCA IIPH 3AIMUCHU C OTKPBITBIMHU ITIA3AMU.

IIpogo/pKEHHOE PErHOHAJIbHOE
3aMeJIeHue

B TeyeHme HECKOJABKHUX AHEH MWIM HEOEJIb IIOC/IE TIKEJIbIX
CEPUIHBIX IIPHUCTYIIOB, OCOOEHHO '€ MUKOHBYJIbCUBHBIX.

CTOIKOE€ PErHOHATIBPHOE 3AME/I-
JIeHue

OOBIYHO COYETAETCSA C PETHOHAJIBHOH 3MHICHTH(MOPMHOH

AKTUBHOCTBIO, XaPAKTEPHO IIPH CTPYKTYPHOM Jie(peKTe.
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IIOAO3PUTD Y IIOOOI'O HOPMAJIBHO PAa3BHUBAIOIIIE-
rocss pe6eHKa C JUIMTEIbHBIMU (DEOPHUIbHBIMUA
CyIOpOTaMHy, HA4aBIIMMHCA HA 1-M TOJly >KH3-
HU, U IPUCOETMHUBIINMHUCS TO3KE aPeOpUIb-
HBIMHH IIPUCTYIIAMH JIIO00TO THIIA U HApYIIe-
HUEM Pa3BUTHA. [JMAarHO3 OCHOBAH HA AHAIU3E
IPHUCTYIIOB, KJIMHUYECKOM OCMOTpe, DOI-mat-
TEPHAX U JJIUTEIbHOM HAOIIOACHUU.
Kpumepuu ouaznosa [9]:
1. Je6roT Ha 1 roay *KU3HU
2. DeOprIbHBIE IIPUCTYIIBL, AJIBTEPHUPYIOIIHE
I'€MHUKOHBYJIbCUH
3. MUOKJIOHUYECKHE IIPUCTYIIBI, ITOSBJIAIONIH -
€cd 11ocjIe 2 jIer
4. ATUnINYHBIE A0CAHCHI, TEHEPATN30BAHHBIC
TOHUKO-KJIOHHUYECKHE IpUcTynsl (deo-
PUIBHO-IPOBOLUPYEMBIE) (POKAJIBHBIE,
I'€MHKOHBYJIbCUBHbBIE U AJIBTEPHUPYIOIIHE
I'€MHUKOHBYJIbCUH
5. BbICOKass 4aCcTOTA IIPUCTYIIOB, SIUJIECIITH-
YECKUU CTATYC
. BeIpaskeHHbIE€ KOTHUTHBHbBIE HAPYILIECHUS
. DI 3ameajiecHue OCHOBHOM aKTUBHOCTH,
COYETAaHHE PETHOHATIBHOMN U JUPPY3HOU
AMMWIENTUPOPMHON AKTUBHOCTH, PAHHHE
MIPOABIAECHUA POTOCEHCUTUBHOCTH
8. MPT: nerkue nudysHbie U3BMEHEHUA
9. B GONBIIMHCTBE CJIy4a€B JUATHO3 OATBEPK-
maer JHK ananms, HO OTCYTCTBHUE MyTallUH
B re”e SCN 1A He uckmouaer TMOM [13].

~N 3N

TuddepeHnMATBHBIN THATHO3 [IPOBO-
JaT ¢ (peOprabHBIMHU cypoporamu, UODIT+,
HACJIEACTBEHHBIMH OOJIE3HAMU OOMEHa, T00-
POKAYECTBEHHON MHOKJIOHHUYECKOM IIHJIEII-
CHUeN MJIAJICHYECTBA, CHMIITOMATHYECKOH (PO-
KaJbHOM (JIOOHOI) 3MMJIEIICHUEIH, CUHIPOM
Jlennokca—TIacro, cunapom Jooase.

JIeuenmne [9]. TMOM — OMH U3 CAMBIX pe-
3UCTEHTHBIX K TE€pPAIIUU CHUHAPOMOB. OCHOB-
Hoe niericTtBre ADII rpeicTaBIeHO B TA0IUIIE 3.

Apyzue euovt mepanuu (KOPTUKOCTEPOU-
JbI, UMMYHOIJIOOY/JIMHBI, KETOT€HHAsA [HETA,
CTUMYJIALMA OJIYKIAIOIIETO HEPBA) HE MOKA-

PYCCKWMU >KVPHAJI JETCKOM HEBPOJIOTMU

OB30OPbI 1 JIEKITUH

3aJI1 BBICOKOH 3(D(PEKTUBHOCTH.

OuyeHb BAXXHO HE JOIIYCKAThb IOABEMOB
Temneparypsl. Sh. Dravet B CBO€ll MOHOIpa-
(U PEKOMEHAYET €XKETHEBHYIO TEPMOMET-
puro (YrpoM M BEUEPOM), HEMEJIEHHOE IIPH-
MEHEHHE JKAPOIIOHMKAIOIMUX CPEACTB IPH
runeprepMuu [9]. Taxke ciaeayer HCKIIOYUTD
eperpesaHyue U ropsAayue BaHHbl. Pomurenu
JIOJ/DKHBI 3HATDH O BEPOATHOCTH (POTOCTUMYJIA-
MU IIPUCTYIIOB U AYyTOMHAYKIIUU U II0 BO3-
MOYKHOCTH HU30€raTh 3TUX (PAKTOPOB.

IIporno3. PeMmuccusa JOCTUTA€TCA HA Bpe-
MA B €JUHUYHBIX CIy4asX, IIO3TOMY LEJIbIO
JIEYEHUs ABJIAIETCS CHUKEHHE YaCTOTHI IIPU-
CTYIIOB, TPO(PUIAKTHUKA CEPUHHOTO U CTATYC-
HOI'O TE€YE€HHs, YJIy4LUIEHHE KOIHUTHUBHBIX
¢yuknuii. B Bo3pacre 12-14 jier npUCTyIIbI
CTAHOBATCSA PEXKE, U HA IIEPBBIN IUIAH BBICTY-
HAIOT AKWHETHKO-PUTHIHBIN CUHIPOM, ATAK-
CHA, BBIPAKEHHbBIE IICUXUYECKHE HAPYIIECHUS.
IIporuno3s nyume npu I'CII, yem npu MHOKIO-
HHUYECKUX W ATUIHUYHBIX a0caHcax. CmepT-
HOCTb B MIaJeH4YeCcTBe nocruraer 20% [9]. V
B3POCJIbIX BBICOKAA YACTOTA CHUHIPOMA BHE-
3aITHOM CMEPTH.

Pa3pymnurelbHaA SMWICHITHIECCKAA JHIIE-
danonaTua y AeTer MIKOIBHOIO BO3PACTIA
(DESC-cunapom)

CHHOHVMBI:

o PaszpymmurebHasA SIMWICIITUYECKAA HIIE-
danonarus y JeTer NIKOJIbHOTO BO3PACTa
(devastating epileptic encephalopathy in
school-aged children — DESC)

e FIRERS-cunapom (febrile infection respon-
sive encephalopathy of school-aged children)

Onpepenenune. DESC-cuHapOM — pe3uc-
TEHTHAasA (POKAIbHAA SIMHUIEIICUA C TAKEIBIMU
KOTHUTHBHBIMH HAPYUIEHUAMH, BO3HHUKAIO-
1A y AE€TEN IMKOJIbHOI'O BO3PACTa IIOCJIE M-
TEJIbHOTO AMWIEIITUYECKOI'O CTATyCa HA (POHE
TUIIEPTEPMUH HEACHOI'O renesa [1].

Taoauna 3. Ocaosubie AJII B rewennn TMIOM

ADII ¢ TONAOKUTEABHBIM JICHCTBUEM

ADII ¢ BEpOATHOHN arTpaBalier IPUCTYIIOB

IIpenapar BH100Opa — BAIBIPOAT
bensoanasenunsl / CTUPUIEHTOJ
Bapo6urypartsl

DTOCYKCUMHU]T

Tonmpamar

JleBeTupaneram

30HHU3aMU/,

JIaMOTPUIKUH
PEeHUTONH
Kap6amazenux
Oxkckapb6amasenuH
Burabarpun
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DESC-cuHapOM BbIIETIEH B OTAEIBHYIO HO30-
JIOTUYECKYIO (POPMY HECKOJBKO JIET Ha3az,. Ca-
MOE TTOJTHOE OITUCAHHE TIPUHAICKUAT (PPAHITY3-
ckuM ucceaosaresam, Mikaeloff v coasr. (20006).
ABTOpBI TOJUEPKHY/IN TSLKECTh U OCTPOTY IIPO-
1ECCA HA3BAHHUEM «IICEBIOdHIIE(pamuT> [19].

Pacnpocrpanennocrs: 1-9 /100 000.

Irmonorma. He uzyuena. ®axkropom pas-
BUTUA ISIIUICIICUU ABJIACTCA ABYCTOPOHHEE
MOPA’KEHUE TUIIIOKAMIIA B PE3YJIBTATE TSKE-
JIOT'O Y1 IPOAOJDKATEIBHOTO AITHWJIEIITUYIECKOT'O
CTATyCa, CHPOBOLIUPOBAHHOTO JINXOPA/TKOM.

I'mmorTe3pi:

o Heripoungberyusi: BAPYCHBIV SHIE(DATUT HESIC-
HOU ITHOJIOTHH, TSLKEIBINA SIMICITTHYCCKUA
CTaTyC y JeTe, IByCTOPOHHEE IIOPAKEHNE BU-
COYHBIX 0sIe. Ho: BO30OyHUTE b HE BbIABJIEH,
HCK He n3MeHEHA4, TUCTOJIOTHS IIPU AyTOII-
CHH BBIABJBICT IVINO3, 4 HE BocasicHUeE [19).

® AymoummyrHuslil npoyecc: OCTpLIN pacce-
SIHHBIY 3HIEe(patomuenauT. Ho: OTCyTCTBY-
eT geMmuenrnHusanui. Ilopaxxeno cepoe Be-
IIECTBO, 4 He 6e1oe. OTCYyTCTBHE AaHTHUTE.
Her peakuyuu Ha UMMyHOTEPAnuIo [14].

e I'enemuuecxoe 3aobonesarnue (Harogooue
TM®DM). Ho: reH He HajieH [19].

® LonesHnsb oomerna (MUTOXOHAPHUAIBHOE 3a-
oosieBanue?). Ho: Het nnoaTBepsxacHus [19].

IIaTorene3. Ha pone JyiuTEIbHON THUIIED-
TEPMUHU PA3BUBAECTCS OTEK U THIIOKCHS HEHPO-
HOB, IIPUBOJAIIASA K UX THO€EIN, a4 B JaJIbHEH-
IIE€EM — K PAa3BUTHIO ITIMO3A C I/136I/IpaT€JII)HI)IM
MOPAKEHUEM BUCOYHOTI'O ITAJIEOKOPTEKCA.

Kmmuanaeckue npoasiaeHus. 320071€eBaHUe
HAYHMHAETCA BHE3AITHO, Y HOPMAJIBHO PA3BUBAIO-
HIUXCA JeTed OoT 3 7o 15 ser (cpegHuii Bo3pact
— 7,5 51eT), € pa3BUTHA MWIECIITHYECKOTI'O CTATY-
€a Ha (pOHE JIMXOPATKH HECIIELIM(PUIECKOU ITH-
onoruy. O6IIEMO3IOBbIE CUMIITOMBI (BSIOCTb,
COHJINBOCTB, 3aTPY>KEHHOCTDb WIH IICHXOMOTOP-
HOE BO30YXKJIE€HUE, 3PUTEIbHBIC T'aJUIIOIIMHA-
IUH) CMEHAIOTCA (peOPHIBHBIMU CyJOPOTIaMH,
KOTOpBIE MOTI'YT OBITH (POKAJIBHBIMU MOTOP-
HBIMHX WIH I'€HECPATN3OBAHHBIMHI TOHHKO-KIIO-
HUYECKUMU. CO3HAHHE MEXTY IIPUCTYIIAMH OT-
CyTCTBYET. HacTOTa MPUCTYIIOB KaTaCTpOpHUIec-
KH HAPACTaET 0 SMWIEIITHYECKOIO CTAaTyCa, BO
BpeEMs1 KOTOPOI'O MOIYT OTMEYAThCs JECATKU U
JlaKe COTHU IIPHCTYIOB B CYTKHU. DIIWIECIITHYEC-
Kuii craryc (OC) nmpogosekaerca ot 4 7o 90 nHen
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(B cpennem 30 gHEN), OH A0COIIOTHO PE3UCTEH-
TeH K ADIL, KymupyeTcst TOIbKO 6apOUTYPOBBIM
HAPKO30M. CMEPTHOCTD BO Bpems OC IOCTUTAET
50%, y 50% BpDKUBHIMX (DOPMHPYETCS BETETA-
THUBHOE COCTOSIHUE. Y OCTATBHBIX 110 OKOHYAHHUH
CTATyCa IIPOUCXOAUT IIOCTENEHHOE, HO, KAK IIPa-
BWIO, HETIOJTHOE BOCCTAHOBJIEHUE IICUXWUYECKIX
Y IBUT'ATEIbHBIX (DyHKIINI [1].

Oxonuanmue 3C u popMupoBaHHE SMWIETT-
cum. [IocreneHHo IMPUCTYIIbI CTAHOBATCA PEXKE,
BOCCTAHAB/IMBAETCA CO3HAHUE MEXAY HUMH. 3a-
TEM Yy 2/3 MAITMEHTOB HACTYIIAET IIEPHO]T KOPOT-
KOM peMHCccUU (OKOJIO 20 gHer),y 1/3 marenron
pemMuccr He ObIBaeT. ITOABISIIOTCS HEITPOBOITH-
pyeMBIE€ IIPUCTYIBI, (POPMHUPYETCS SIICTICHS.
Yacrora IpUCTYIIOB — OT 1 pa3a B MecAlLl O He-
CKOJIBKUX Pa3 B JIEHb. /I SIIENICHU XapaKTep-
HO LMKJIOJNENTHYECKOe TedyeHue. CeMUOI0rus
IIPUCTYIIOB COOTBETCTBYET BHCOYHOM SIIWJIEII-
crn. OTMedaeTcs IOIMMOP(PU3M IPHUCTYIIOB — Y
OJHOI'O IAIMEeHTA ObIBACT 3 U 6OJIEE TUIIOB IIPHU-
CTynoB. ITpeo61ajaroT JUAIEIITHYECKHE, AyTOMO-
TOPHBIE 1 TCHEPAIM30BAHHBIE CY/IOPOXKHBIE IIPH-
CTYIIBI, pe&Ke — (POKATTBHBIE MOTOPHBIE TIPHUCTY-
MBI U AJIBTEPHUPYIOIIYE TEMUKOHBY/ILCHUH [1].

IIT-UM3MEHEHHA BO BPEMA SMIWICIITHIEC-
KOI'O CTaTyca HE CIIEM(PHUYHBI, OTMEYAECTCS BbI-
COKOAMIUIUTYOHAA [OEIbTA-aKTUBHOCTL 1-2 I,
Mem1eHHO-BOJIHOBASA AKTUBHOCTD IIEPHUOANYEC-
KU IPeobIa1aeT TO C OHOM TO C IPYIOH CTOPO-
HbI WJIH B JIOOHBIX OTBEJCHIIX, BO3SHHUKAIOT OU-
JIATEpAJIbHBIE CIIAKU. Y 1/3 OOJIbHBIX IIPU 3a1TH1-
cu OOI' BO BpeMs IIPUCTYIIA HEBO3MOXKHO OOHA-
PYKUTh PETHOHAJIBHOE HAYAJIO, HO B OOJIBIITUH-
CTBE CJIYYA€B IIPHUCTYIbI HAYUHAIOTCA C PETHO-
HAJIBHOM AaKTUBHOCTU U3 BUCOYHBIX OTIEIOB [1].

DI noce amnUnenmu1ecKo2o Cmantyca peru-
CTpUpPYET 3aMeJICHUE OCHOBHOM aKTUBHOCTH
(pOHAa, IPOAOIDKEHHOE PETMOHAIBHOE 3aMeiIe-
HUE (peKe IIEPHOINYIECKOE PUTMUYECKOE 3aM€/I-
JIEHUE) B OJTHOM U3 BUCOYHBIX WIU JIOOHO-BHU-
COYHBIX OT/IEJIOB, 4 TAKCKE OUTEMITOPAIBLHO. 30-
JINPOBAHHBIC OCTPHIC BOJIHBI VI KOMILVICKCBI OC-
Tpass-MeJICHHAA BOJIHA BOZHUKAIOT PErHOHAIb-
HO, 4allle B BUCOYHBIX OTBEJICHUSX, peXe TUd-
¢ysHo. Korff CM. (2009) onmcan ocoobEt HII-
(PEHOMEH — MNEPHOIUYECKUE JIATEPATU3OBAH-
Hble arwienTiu@opMubie narrepHbl (PLEDS).

HelpoBHU3yAIH3AIMA

MPT 6 ocmpom nepuooe: OTEK TOJIOBHOT'O
MO3r4, IIOBBIIIIEHHE CUTHAIA B pexxume T2 ot
MeIN00a3a7IbHBIX OTAE/I0B BUCOYHBIX JTOTIEH.
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B 50% cirygaeB U3BMEHEHUS OTCYTCTBYIOT.

MPT nocne SC: UI3BMEHEHUS BBIBIISIIOTCSA BO
BCex ciyuasx. Ormeqarorcs gudpysHas repeo-
panbHasA aTpodus, aTpodus rurokamiia (6u-
JATEPATBHBINA TUIIIOKAMIAIBHBINA CKIEPO3).
Besnoe BemecTBo He MOPAKAETCI. ATpodpust MO-
JKET PACHPOCTPAHATHCA HA YEPBb MOZKEIKA.

IIPT ¢ 18F-FDG MeXay IPUCTYIIAMH BbIAB-
JIIET CHMDKEHUE MeTab0In3Ma B BUCOYHO-TE-
MEHHBIX U OPOUTO(MPOHTAJIBHBIX OTHEIAX
OowiarepagbHO [18].

Juazrnocnumeckue kpumepun (Mikaeloff, 2000):

e Bo3pacT-3aBUCHUMBIN 1€010T 320601€BanusA (4-
11 js1eT) y HEBPOJIOTUYECKHU 3JOPOBBIX JETEN

e PasBurne 3a060jI€BAaHUA C THIIEPTEPMHUH,
HO 6€3 IIPU3HAKOB HEUPOUH(PEKITNH

o Hauasio ¢ ymTesIbHOIO TsoKENIoro OC, CIOIeERy-
IOIIMM TIEPEXOIOM B PE3UCTEHTHYIO SIICII-
CHIO, IIPAKTHYECKH OE3 JIATEHTHOI'O IIEpHOAA

® DJIEKTPO-KIMHHUYECKUE IIPU3HAKU (pO-
KAJIBHBIX 3SIIWICIITUYCCKUX IIPUCTYIIOB
KaK B OCTPOM II€PUO/JIE, TAK U IIPU Pa3BU-
THH 3NUIEIICHH, YKA3bIBAIOIHE HA BOBJIE-
4eHHE NIEPUCHIBBUAPHON 00/1aCTH

e Ha MPT y 70% nmaniueHTOB — OWJIATEPAJIb-
HBIM TUITITOKAMIAJIbHBIN CKIEPO3

e HerponcuxojJoruyeckoe TeCTHPOBAHUE
BBIAB/ISIET HApyIICHHE (PYHKIIUU MEAHO-
0a3aJIbHBIX OT/IEJIOB BUCOYHBIX M JIOOHBIX
JloJIer ¢ O6ENX CTOPOH: HAPYIICHUS ITaMsI-
TH, PE€YH, IIOBEACHMUSI.

duddepeHIHANBHBIN HATHO3 BKIIIO-
4yaeT HEHPOUHEEKIHU, CYIPATEHTOPHUAIIb-
HBIE OITYXOJIH, OCOOEHHO JTOOHBIX JOJICH, CUH-
ApoM JIpase, CHHAPOM AnbliepCa, SIMUIEIICHIO
C YMCTBEHHOM OTCTAJIOCTBIO Y >KEHIITUH BCJIET-
crBue mytraiiuu PCDH19, tuMOU4YeCKUI 9H-
eaauT, HACAEICTBEHHbBIE O0JIE3HU OOMEHA
(meduiT OMOTUHH/IA3BI, IUTPYJUIMHEMHUS).

Jledwenme 3aBUCHUT OT CTaJHH 3a00JI€BA-
HHUA. BaXKHO y4HUTBIBATH PE3UCTEHTHOCTL DC
KO BceM ADII, KOPTHKOCTEPOUIAM U HMMY-
HOIJIOOY/IMHAM, HEA(M(PEKTUBHOCTh KETOI'€H-
HOM JHuEeThI U Iu1azMadepesa [25]. ExuHCTBeH-
HBII METOJI KYyIIUPOBAaHUA — OGapOUTYypPOBBIN
HAPKO3, I/Is1 YMEHBIIECHHUSI TOKCHYHOCTH KOTO-
pOro IIpH JJIMTEJIBHOM IIPHUMEHEHHUH PEKO-
MEHJYIOT IIPHUMEHSITh COYETAHHE OCH30Ha-
3€IIMHOB U KOPTUKOCTEPOUIOB.

CUMIITOMAaTUYECKAsA (DOKAJIIbHAS SIIHJIEII-
cus, pa3suBaonasica B ucxozge OC npu DESC-
CUHJPOME, PE3UCTEHTHA K ADI], KETOTEHHOU
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nuere. ADII BBIOOpa — ONPOU3BOIHBIEC KApOa-
Ma3enHHa B MAKCUMAJIbHO IEPEHOCUMBIX JIO-
3ax (30 Mmr/kr/cyr). B MOHOTEpAIUH U KOM-
OMHAIIMH IIPUMEHSIOT BaJbIPOATHI (J€Ia-
KHH), TOITHPAMAT, IEBETUPALCTAM.

IIporuo3. DESC-cHHAPOM HE CIIy4arHO Ha-
3BIBAIOT <«PA3PYLIUTEIBHON dHIE(MATONATH-
e, [To mauubim Mikaeloff (2006), y Bcex 6071b-
HbIX ¢ DESC-crugpoMoM CHIDKEH 1Q, mpruyemMy
58% — Hoke 50%. B 601€ee IErKuX CIIydasx s
JIETEH XapaKTEPEH CHEeIM(PUUIECKUI HEUPOII-
CHUXOJIOTUYECKHUI CHUHAPOM, OOYCIOBICHHBIN
JBYCTOPOHHUM HOPA’)KEHHUEM BHUCOYHBIX [I0-
Jer (HapylueHue KPpaTKOCPOYHOM, CIyXOBOM U
3pUTEIbHON ITAMATH, THIIEPAKTUBHOE IIOBEE-
HUE). XapaKTEPHO PA3ZBUTHE JJOOHOTI'O JU3IK3E-
KyTHUBHOI'O CHHJpOMA (HAapylI€HHE IUIAHHUPO-
BaHUIA U [IOCJIESOBATEIBHOCTU JEUCTBUN ), CHU-
JKEHHE MOTHUBAIIUH, ANATHKO-A0YIUYECKUH
CHUHJPOM, SMOIITMOHAJIbHAS JTAOWIBHOCTD, PaC-
CTPOMICTBO peyuH [1]. SHAYUTEIBHO pPEXE OTME-
YaIOTCS ABUTATEIbHBIE PACCTPOMNCTBA: CIIACTU-
4YeCKU TeTparapes, JOOHAA aCTa3usa-a0a3us,
MOTOPHAsI HEJTOBKOCTDb M KOPKOBASI ATAKCHSL.

CHHAPOM r¢eMHKOHBYJIBCHBHBIX IPHCTYIIOB,
revuIurernm 1 smwiencum (cuagpom HHE)

Onpepenenmne. «Syndrome of Hemiconvul-
sions, Hemiplegia and Epilepsy» (H. Gastaut u
COaBT., 1957) — NOJIUITHOJIOTHUYHOE 3a00J1€e-
BaHHE, J€OIOTUPYIOLIEE B IETCKOM BO3PACTE U
XAPAKTEPUIYIOUIEECA TPUATOM IIPU3HAKOB:

1) IpOJOLKUTENBHBIMU CYAOPOKHBIMH IIPH-
crynaMu (OOBIYHO Ha (POHE TeMIepary-
pbl), 3aXBATBIBAIOIIVUMHU IIOJIOBUHY TeEJIa
(TEMUKOHBYJ/IbCHUH);

2) OCTPO BO3ZHUKAIOLUIUM Cpa3y IIOCJIE IIPUCTY-
IIOB I'eMHUIIape30M (Ha CTOPOHE CYyZOPOT);

3) HOCIERYIOINM PA3BUTHEM CUMIITOMATH-
4eCKOH (POKITBHOI Anuiericuu [1].

ITHOIOrMA HEU3BECTHA. BRIIE/IAIOT UIHO-
MATUYECKUH U CUMIITOMATHYECKUIN BapHaH-
TbI 3a00J1€BaHUsA [28].

I'mmore3nl NPOHMCXOKICHHUA CHMIITOMA-
THICCKHMX BAPDHMAHTOB:

e Heiipoundgperxyua: BUpycHBbII (reprieTudec-
kui?) sHuedamur (Panayiotopoulos C.P.,
2002) [23], varicella zoster, Epstein-Barr
(Wakamoto H., 2002) [31]. [To MHeHUIO
Chauvel P. u Dravet Ch. (2005) [4] tuxopa/-
Ka pasBuBaercsa Ha (poHe OPBH, Bocnianu-
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TeabpHble n3MeHeHus B LICIK, OTCyTCTBYIOT.

® [locneocmeun YMT: (Arzimanoglou A.,
2004) [2].

e OHMK (AB-Mmanbdpopmanuum, HaCJIeICTBEH-
HbIHA Aedpunut nporerna S) (Mondal RK,,
2000) [26].

o [ntomaposasn avudypus (Lee C., 2006) [15].

o I'enemuueckan meopusa (YamazakiS., 2011):
myTranua S218L B rene CACNATA (myranusa
T€MUIUIETHYECKOU MUT'PEHN) [33].

® Anomanuu mo3onucmoz20 mena NpegpacIio-
JIAraroT K IMOPAKEHUIO OJHOM reMuc@epsl
IPU SMWIENTHYECKOM craryce (Auvin S,
Bellavoine V., 2012) [3].

ITIarorene3. /yinrenpHbie (6osee 30 MUH)
I€MUKOHBYJIbCHUBHBIE TPUCTYIIBI ((POKATbHBIN
9C) Ha (poHE JIUXOPATKHA HAPYHIAIOT pabOTy
MOHHBIX KaHAJIOB, IIPUBOJAT K BHYTPHUKJICTOY-
HOMY IIOTOKY MOHHM3UPOBAHHOIO KaJIbIIHA,
MOBPEXKIECHUIO KIETKH, PA3BUTHIO OTEKA MO3-
ra (au@p@ysHo wim yHuwiarepaabHo). Ilocie
KyITHPOBAHUS IIPHUCTYIIOB K PA3PEIICHUA OTE-
K4 COXPAHAIOTCA OCTATOYHBIE SIBJICHUA — <I1€-
pebpanbHasg reMuaTpodus», I€PMAHEHTHBIN
KOHTPAIATEPAIbHBIN I'€MHUIIAPE3, CUMIITOMA-
TU4YeCKast POKAIbHASA SNUICTICUS.

Imupemuoxorua. 32 nmocaegaue 20 jgeT B
Pa3BUTBHIX CTPAHAX 3200JI€EBAEMOCTh CUHPO-
mMoM HHE CHU3M/1aCh B CBSI3U C Pa3paObOTKOH
MEPOIIPUATHUHI I10 OKA3AHUIO IIOMOIIU JETAM
C JUINTEIbHBIMU SMIWICIITUYCCKUMHU IIPUCTY-
IHaMH W 3NWIENTHYECKHM  CTATyCOM
(Arzimanoglou A. u coasr., 2004) [2].

ITo mapapim Chauvel P. u Dravet Ch.
(2005), gacroTra BCTPEYAEMOCTU CHHIAPOMA
HHE B EBpomnie (Ha 10000 gerert): B 1967 . —
7,77;81969T1. — 3,82, B 1978 1. — 1,64 [4].

B pa3BUBaIOMMXCA CTPAHAX, II€ OTCYTCT-
BYIOT IIpEIApaThl JJIs1 KyIIMPOBAHUA JIIWJIEII-
TUYECKOI'O CTATyCa M HE HAIAXKEHA CIYyKOa
HEOTJIOXKHOU nomoiny, cuHapoMm HHE He saB-
jsercs papurerom. van Toorn R. (2012) onu-
CaJI 8 HOBBIX CJIY4A€B, 3aPETUCTPUPOBAHHBIX
B IOAP 32 2 roaga [30].

dnmnencus BO3HHUKAeT depe3 1-20 iner,
85% — B TEUEHUE 3 JIET.

Teuenme. 3200J/IcBaHUE [IEOIOTUPYET B
BO3pacCTe OT 5 MeC. 40 4X JIeT, B 85% ciiy4aeB —
10 2x jetr. OCTpBIF IEPUO, XaAPAKTEPUIYETCA
I'€MHUKJIOHUYECKUMH CyJOpPOraMU C MOMEH-
TAJIbHBIM PAa3BUTHEM CTOMKOI'O TI'€MHIIApE3a
Ha (pOHE JTUXOPATKHA Y HEBPOJIOTHUYECKHU 3/10-
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POBBIX JeTei. 3aTeM (POKAJIBHBIN SITHJICIITH-
YECKHH CTATyC T€MUKJIOHUYECKUX IIPUCTYIIOB
KYIIUPYETCSA U HACTYIAET <«CBETJIBII IIPOMEXKY-
TOK», IIOCJIE KOTOPOI'O PA3BUBAETCA KAPTHHA
HHE-cunopoma (2emurnionuueckue npucm)-
nol, emunapes, KOZHUMUGHbLE HADYULeHUA).
Yacrbie ANMWIENTHYECKHUE IIPUCTYIIBI U IIOCTO-
SIHHASA IIPOJOJ/DKEHHAS SNMWIENITH(hDOPMHAA AK-
TUBHOCTB Ha DDT IPUBOAAT K HAPACTAHUIO I'e-
MUIIApE3a U KOTHUTUBHBIX HAPYIICHUI.

Knnamgeckasa xkapruHa. Brioyaer cie-
AVIOIIHE ITPOSIBJICHUA:

1. HeHTpanbHbI (CIIACTUYECKUI) ITEMUIIAPES,
OUPAMHIHBIE CUMITOMBI (aHU30pedIeK-
CHsl, MATOJIOTUYECKUE PEeIEKCh], CHHKHHE-
31M, KIOHYCBI). ITpeob1azaeT B IPOKCUMAIb-
HOM yacTu. 20% cIydaeB: reMUIIape3 ucuesa-
€T B TEYEHHUE I'0Ja IOC/IE IIPUCTYIIA; HO CO-
XPaHAETCA MAPAMHIHAA HEJJOCTATOYHOCTb.

2. KOorHUTHBHbBIE HAPYIIEHHUA: B OOJIbITHNHCT-
BE CJIy4a€B.

3. MoTopHasa adpa3zusa — IIPU NOPAKEHUH J10-
MUWHAHTHOI'O ITOJIyIIAPH.

4. THOT1a BBIABJ/IIIOTCA PACCTPOMCTBA YyBCT-
BUTC/IBHOCTH 1 HAPYIICHUE KOOPAMHAITHH.

5.1lenTpaabHble HAPYIIEHU 3PEHUS: TEMUA-
HOIICHS, aTPO(HS 3PUTEIBHBIX HEPBOB.

XapaxkTepHMCTHKH NPHUCTYIIOB:

1. BpICOKasi IPOIOEKUTEIBHOCTD, 601€ee 30
MUH, HEPEJIKO HECKOJBKO YACOB U JIAXKE
nHer. MTHTEHCUBHOCTb KJIOHHUYECKHUX I1O-
JEPIrUBAHUIT MOXET MEHATbCA (Ocaade-
BaTb U HAPACTATH BHOBD).

2. BapuabenpbHOCTh TOHOrpauu IPUCTY-
noB. 'eMUKJIOHUH MOIYT IIPEBAIUPOBATH
B KAKOM—/JIHOO OJJHOH KOHEYHOCTH, JTHIIE-
BOH MYCKYJIATYpeE, PACIPOCTPAHATHCI Ha
JPYTYIO CTOPOHY WJIH AK€ MEHSITDH CTOPO-
HY (AIbTEPHUPYIOIIHE TEMUKOHBYIbCHUN).

3. Co3HaHHE NIPHU IPUCTYIIAX MOXKET (PIIIOK-
TYUPOBATh, HO B OOJIBIIMHCTBE CJIY4a€B
COXPAaHEHO.

4. BapnaGebHOCTh Ha4ala NPUCTYIOB. IIpu-
CTYIIBI MOTYT HAYUHATBCS C A/IBEPCUH 17143 U
TOJIOBBI, KFIOHUYECKHX CYJIOPOT' B KAKOM-TH-
00 OFHOY KOHEYHOCTH, C OOEUX CTOPOH, U
JIAIIB 110 MEPE PA3BUTUSA CYAOPOI OHH IIPU-
OOPETAIOT TEMUKIOHUYECKUI XapaKTep, He-
PEIKO B BU/IE ACHHXPOHHBIX ITO/ICPIUBAHU.

5. BBIpa)KEHHOCTh BET'E€TATUBHBIX IIPOSIBIIC-
HUH OPHU JUINTEIBHBIX IPUCTYNAX: TUIIED-
BEHTWIALUSA, JUCITHO3, CepAcYHAsA apUT-
MU, IIUAHO3.

Pesucmenmmuoie popmuL SNULENCUU, ACCOUUUPOBAHHBIE C HeOPUILHO-NPOBOUUDYeMBIMUL

npucmynamu (cunopomst lpase, DESC, HHE) (nexyus)



Tunol snurenmuuecKux nPucnynos

B KIMHHUYECKON KapTUHE Y JETEH IPeoo-
J1a7a10T (pOKaJIBbHBIE MOTOPHBIE U IICEBAOTE-
HEPAJIN30BaAHHBIE IIPUCTYIIHL, 4 Y HOJPOCTKOB
U B3POCJBIX — CJIOKHBIE MTAPIHATbHBIE (IJIaB-
HBIM O0Pa30M, ayTOMOTOPHBIE).

HevipoBu3yanu3amusa BbIIB/ISICT 1iepe6-
PaIbHYIO reMUATPOPHUIO, C TPEUMYIIECTBEH-
HBIM IIOPA’KEHHUEM BUCOYHOI'O MAJIEOKOPTEK-
ca (Me3UaJIbHBbINM BUCOYHBIN CKIEPO3), 4 TAK-
JK€ MO3XKE4YKa, TaTaMyCa U IIOJKOPKOBBIX
apep. Pannurt MP-ipusnak HHE: BoiaBienue
B IIEPBBIE HECKOJIBKO CYTOK B T2-pexxume n3-
MEHEHUH B 6e10M BenecTse [11, 29].

JAHMATrHOCTHYIECKHE KPUTECPHM:

o BHe3anHoe pa3BUTHE B MJIAJEHYECKOM BO3-
pacre ANWIENITUYECKOTO CTATyCa TEMUKOH-
BYJIbCUBHBIX IIPHUCTYIIOB (WJIX €JUHUYHOI'O
JUIMTEJIBHOTO IIPUCTYIIA), 4aiie Ha (poHe
TEMIIEPATYPHI C OCIEAYIOIIUM IIOSBIECHH!-
€M CTOMKOI'O IEHTPAJIbHOI'O ITEMUIIAPE3A;

® IIPHCOECJIUHEHHE, OOBIYHO CIIYCTS He-
CKOJIBKO JIET IIOCJIE OCTPOTO 3MU30/4, I10-
BTOPHBIX HENPOBOIIUPYEMBIX SITUJICIITH-
YEeCKUX IIPUCTYIIOB, YACTHIX, IIOJIUMOPQ-
HBIX, DPE3UCTEHTHBIX K TEPAIINY;

e «iepebpanpHas reMuaTpodus» Ipyu HEHU-
POBU3YyaATHU3ALIH .

duddepeHmHaAIbHBIN JHATHO3 IIPOBO-
gar c AUITu cunaagpomom KoxeBHukoBa—Pac-
MyCCeHa (IIPOTrPECCUPYIOMINIT OYArOBBIN 3H-
nedanur) (Panayiotopoulos C.P., 2005) [24].

IIpodmraxkruka u meuenme. [Ipu cuyza-

buomumorpadus

PYCCKWMU >KVPHAJI JETCKOM HEBPOJIOTMU

OB30OPbI 1 JIEKITUH

pome HHE, kak HU IpH OAHOI APyrou (popme
AMUWIEHCUHU, MOKHO H30€XaTh (pOpMUPOBaA-
HUsI TeMUNIape3a U B JAJIbHEHIIIEM — SIIHJIC-
cun. [TpopHIaKTHKA 3aKII0YAETCA B IIPOBE-
JEHUHN MEPOIIPUATHII, IIPETATCTBYIOIUX Pa3-
BUTHIO JUIUTEIbHBIX SMUJIECNTHYECKUX IIPHU-
ctynnoB 1 OC [3].

IIpu 1edeHuss CHUMITOMATHYECKOU (PO-
KaJIbHOMN 3MNHUJIEIICUU OCHOBHOM IIperapar
BbIOOpa — KapOamasenuH (OKCKapoOamase-
nuH) 15-35 mr/kr/cyrku. Taxxke adpdexrus-
HbI TOIIUPAMAT U BAJIbIIPOATHI (JEIIAKHUH).

XMpypruieckoe J€I€HHEe

Ioka3zanus: TSKEI0€ TEYEHUE CUHAPOMA
HHE, pe3ucTeHTHOCTDb HPHUCTYIIOB K TEPAITUH
ADII, HAIMYHME OTYETIUBOIO MATOJIOTUYECKO-
ro cyocrpara (uepedpanbHas aTpodust).

Ilens: ypaneHue MaToJIOTHYECKOIO CyOCT-
para, KyIIMpOBaHHUE IIPHUCTYIIOB, OJIOKHUPOBA-
HUE AMWIENTUPOPMHON AKTUBHOCTH Ha DOT
U, B KOHEYHOM HUTOT€, YIYy4IICHHUE KOTHUTHUB-
HBIX (DYHKIIMI TAITUEHTOB.

X00 onepavuu: POKATbHASI KOPTUKAIBHASA PE-
3EKIIMA, 4 TIPU HATMYHUM [IepeOPATbHOIM I'€eMHAT-
podun — PyHKIIMOHAIBHASA TeMHUC(PEPOTOMUSL.

IIporuo3s [20]. MeagUKaMEHTO3HAA PEMUIC-
cust gocTuraercs y 1/3 6071bHBIX.
PaKTOPBI HEOIATOMPHUATHOIO IIPOTHO34:
® BBICOKAs 4YACTOTA MU NOJUMOP(PHU3M IIPHU-
CTYIIOB;
® MYJIbTUPETHOHAIbHBIE U JTU(D(PY3HbBIE I1TH-
aentu@opMHsbie DDI-IIaTTEPHBL;
o POpMUPOBAHUE IIOCTOTHHOU IIPOJOJIKEH-
HOM PErvoOHAJIBbHON 3MUIECNTH(POPMHON
AKTUBHOCTH.
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