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PE3HOME

[lo HeflaBHEro BpeMeHu He 6b110 0dnLKNANBHO yTBEPXKAeHHON MexayHapoaHo MpoTuBoanuienTuyeckoi JTnroi (aHr.
International League Against Epilepsy, ILAE) knaccudukauum anunenTun4yeckux cuHapomos. B 2022 r. B pe3ynbrate MHOro-
NETHUX YNOPHbIX YCUAUA SKCNEPTOB M 06LLECTBEHHOCTM BbILLNIN B CBET pab0Tbl, NPEACTABNAOLINE ONPeAeneHne U Knaccu-
hukauuo anunenTnyeckmx cuuapomos. ILAE yTeepauna cnegytowee onpegenerune anuienTUYeckoro CMHAPOMA: «Xapak-
TEPHbIA HABOP KNUHUYECKUX N ANEKTPO3HUedanorpauyecknx Npu3HaKkoB, 4acTo 06YCNOBMNEHHbIX CMEeLNEUYECKUMN
3TUONOrNYecKUMIU hakTopamm (CTPYKTYPHLIMU, FTEHETUHECKMMI, METAaB0INYECKUMU, UMMYHHBIMU 1 UHAEKLIMOHHBIMIA)>.
Knaccudukaums annnenTu4ecKnx CUHAPOMOB BbINOMHEHA N0 BO3PACTHOMY NPUHLMNY: C HA4aNIOM B HEOHATaNlbHOM Nepuoae
1 MNnajeH4yecTBe, C HA4anoM B LEeTCKOM BO3pacTe, C Ha4anom B pasHom Bo3pacTte. OTAeNbHO 6blIN BbieNIeHbl CUHAPOMBI
NAMONATMYECKOW reHepann3oBaHHoN anunencun. KnuHn4Yeckne AaHHble No KaXx oMy 3nuaenTu4eckomy CUHLPOMY NpuBe-
[leHbl B €ANHOM LIAGJIOHE: ANMMAEMMONONNsA, KNMHNYECKasa KapTuHa, aHamHe3 3a6051eBaHns, TUN(bl) NPUCTYNOB, AaHHbIE 3/1eK-
TpoaHuedanorpadum, pe3ynbTaTbl HEAPOBN3YyaNnN3aLnm, aHHbIE TEHETUHECKIUX NCCIE0BAHWIA, pe3ynbTaThl ApYriux na6o-
paTopHbIX NccnefoBaHui (KorLa OHY MHPOPMATUBHBI), U depeHLanbHbIA AnarHos. MpueogAaTCA KpUTEPUN NOCTAHOBKM
[MarHo3a, BKno4aroLme 0693aTenbHble KPUTEPUN, HACTOPAXKMNBALOLLME NMPU3HAKN U KPUTEPUU UCKITHYeHMS. 3Ta Knaccudgu-
Kaums AoKHA CTaTb OTNPABHOM TOYKOI ANA AaSbHEILLIEro yay4LleHns opraHndaumn paboTbl NPAKTUKYOLMX CNELNanincTos,
KOTOpPbIe 3aHUMAKOTCA NPO6JIEMON 3MUSTENCUN.

KJTHOYEBDIE CJIOBA
dnunencus, dNMNENTUYECKMIA CUHAPOM, ONpefeneHmne, Knaccungukauns.
Cratbs noctynuna: 27.05.2022 r.; B gopa6otaHiom supe: 21.06.2022 r.; npunaTa Kk nevatu: 30.06.2022 r.
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SUMMARY

Until recently, no classification of epileptic syndromes officially approved by the International League Against Epilepsy (ILAE)
was available. In 2022, owing to many year-persistent efforts made by experts and the public community, the studies providing
the definition and classification of epileptic syndromes were published. ILAE has approved the following definition of the
epileptic syndrome: “a characteristic cluster of clinical and EEG features, often supported by specific etiological findings
(structural, genetic, metabolic, immune, and infectious)”. The classification of epileptic syndromes is proposed according to
the age principle: onset in neonates and infants, onset in childhood, onset at a variable age. Separately, the syndromes of
idiopathic generalized epilepsy were presented. Clinical data for each epileptic syndrome are presented in a single pattern:
epidemiology, clinical context, natural history, type(s) of seizures, electroencephalography, neuroimaging findings, genetic
findings, other laboratory findings (when informative), differential diagnosis. The criteria for diagnosis, including mandatory
criteria, warning signs and exclusion criteria, are given. This classification should be a starting point for further improvement
in the organizing work of practitioners who deal with epilepsy.
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BBEJEHUE / INTRODUCTION

anunencus aBnseTca 04HUM M3 Hanbonee pacnpocTpa-
HEHHbIX HEBPOJIOTMYECKNX 3a60N1eBaHmiA, BCTpeyaroLwmumes
Ha pasHbIX 3TaNax XU3HU Y MYXHYNUH U XKEHLUH, HO Yalle
BCEro (a umeHHo 6onee 4yem B 60 cnyvasx Ha 100 Tbic. Ha-
CefieHns) — y AeTeil B BO3pacTe Mnajwe 5 net, a Takxe
B cTapwewm (0T 65 net) Bo3pacre [1, 2].

[pn ogHOM 13 HaMbONEe BbICOKUX KONMYECTBE HEBPOMO-
ros (19,4 Ha 100 Tbic. HaceneHus) B Poccun ocTaroTcs Hepe-
LUEHHbIMW BONPOCHI MEXANCLUNINHAPHOTO B3aMMOeiCTBMA
1 MapLipyTu3aumy naumeHToB ¢ anunencuen [3—6]. Mpobne-
Mbl C AOCTYNOM K AUArHOCTUKE 1 JIEYEHNIO NPU3HAKOTCS U BO
Bcem mupe: 116 rocyaapcTs — 4y1eHOB BceMupHOi opraHuaa-
LK1 30PAaBOOXPAHEHMS eAMHOINACHO 0106punu MexcekTo-
panbHbIA rNo6anbHbIA NNaH AeiicTBMIA No 60pb6e ¢ anunen-
CUEN N APYruMM HEBPOJIOTUYECKMMMN PACCTPONCTBAMMU (AHTI.
Intersectoral Global Action Plan on Epilepsy and Other
Neurological Disorders, IGAP), cornacHo kotopomy K 2031 .
He06X0ANMO YBENNYMTb 0XBAT MEPAMM N0 JIEYEHUIO dnuIien-
cun Ha 50% no cpaBHeHUtO ¢ TakoBbIM B 2021 1. [1ns atoro
80% cTpaH AOMKHbI 06HOBUTb 3aKOHOAATENLCTBO C LIENbHO
3aLNTbI NPaB NALMEHTOB C ANUNENCUEN N YAYYLLEHNS AOCTY-
na K crny>6am 3apaBooxpaHeHus ¢ Tem, 4To6bl 90% cTpaja-
IOLLMX 3NWUAencuen 3Hanm o CBoeM ANarHo3e Kak o0 nogaaro-
wemcs neveHunto 3abonesanun, 80% 13 HUX 6bINK LOCTYNHbI
COOTBETCTBYOLUME 6€30NACHbIE AHTUINUNENTUYECKNE Npe-
napatbl (A3), a 70% nony4anu nedveHne, Nno3BoNsOLLEE 40-
CTWYb a[IeKBATHOr0 KOHTPONA Haf npuctynamu [7, 8].

OOHMM 13 OCHOBHbIX pa3paboTynkoB IGAP aBnanach
Hanbonee aBTOPUTETHAA OpraHu3auns, 3aHumarLancs

www.epilepsia.su

npo6nemMoi anunencum no Bcemy mupy, — MexayHapogHas
MpoTtueoanunentuyeckas Jlura (aHrn. International League
Against Epilepsy, ILAE), umetowas csbiwe 100 TbiC. 4neHOB
1 HauuoHanbHble oTAeneHuns 6onee 4em B 100 cTpaHax.
B 2017 r. ILAE o6HOBMNA ONpefieNieHne 3nunencun, npea-
CTaBuna paboyyto Knaccuukawmio TUNoB NPMCTYNOB 1 HO-
BYt0 Knaccudmkauuto anunencum [9-11]. Knaccndukayus
ILAE 2017 1. cogepXXuT TpU ANArHOCTUYECKNX YPOBHA — TUN
npucTyna, TUN aNUAencum 1 3NUAenTUYECKNIA CUHLPOM, NPK
3TOM Ha KaXK[i0M YpOBHEe HE06X0ANMO YHUTbIBATL 3TUOJ0-
FUK0 1 conyTcTBYtOLWMe (KOMOpOuaHbIe) cocTosHusa. Onpe-
JeneHne annunenTu4eckoro CUHAPOMa ABASETCH BaXKHbIM
[ONS YTOYHEHUS 3TUONOTMKU, METOA0B NeYeHNs 1 NPOrHo3a,
0[lHAKO TOrAa Knaccumukauns CUHAPOMOB 3NnUencun pas-
paboTaHa u opuLManbHO YTBEPXKAEHA He Obina.

B 2017 r. B pamkax ILAE 6bina co3gana Pabovasi rpynna
no Knaccudukaumm n onpegenenunam (aurn. Nosology and
Definitions Task Force), koTopas npogomkuna paboty no
hopMUpOBaHMIO AEPUHULM 3NUNENTUYECKOTO CUHIPOMA,
OMUCAHMIO 1 KNacCcMmKaLnm anunenTU4ecknx CUHAPOMOB
C NCNOMIb30BAHMEM TEPMUHOSIOTMI Knaccuukaumum Tnos
npuctynos u anunencum 2017 r. [9-13]. B mae 2022 r. Ho-
Bas Knaccudpumkaumsa anunentuyeckux cuHagpomon ILAE
KaK pe3ynbTat ycunuit Paboyei rpynnbl N0 knaccuguka-
LMK 1 ONpeaesieHNAM BbllLa B CBET.

METOZOJIOIruA / METHODOLOGY

lpynnupoBaHne anunenTuYeckuX CUHLPOMOB ObINIO Bbl-
MOJIHEHO MO MPUHLMNY BO3pacTa BO3HNKHOBEHUS — Havana
unn ne6oTa: ¢ HaYanom B HeoHaTanbHOM Mepuoae U mMna-
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JeH4ecTBe (MagLue 2 neT), C Ha4anom B JeTCKOM BO3pacTe
(2-12 nert), c Ha4anom B pa3HOM BO3pacTe (T.e. 46T MOXET
NPOM30IATK Kak y aeteii (18 net n mnaguue), Tak n y B3poc-
nbix (19 net n ctapwe)). OTAENbHO 661U BbI4ENIEHbI CUHAPO-
Mbl UAMONATUHECKOW reHepann3oBaHHoi anunencuu. B co-
oTBeTcTBUM C Knaccudpmkaumen anunencum ILAE 2017 .
CUHAPOMbI B KQXX[0W N3 BO3PACTHbIX TPy 6bIav JONONHN-
TeSIbHO pa3/efieHbl Ha reHepanu3oBaHHble, OKasbHbIE NN
reHepann3oBaHHble U )OKanbHble B 3aBUCUMOCTI OT TUNa
MPUCTYNOB (T.6. ANUIENTUYECKNE CUHAPOMbI, UMELOLLE Yep-
Tbl KaK )OKaIbHbIX, TaK U reHepanin3oBaHHbIX). Takxxe 6bina
BblJieJIeHa OTAENbHAA KaTeropusa ans anunentuyecknx CuH-
JIPOMOB C 3BOMHOLMOHHON U/MAN 3NUNENTUYECKON 3HLeda-
nonarmeii, T.e. KOrfa oHa cBsidaHa 60 C OCHOBHOW 3TNONO-
rueii, NM60 C HaNOXKEHHON 3NUNENTUYECKON aKTUBHOCTbIO,
nun6o ¢ Tem n gpyrum (aHrn. developmental and/or epileptic
encephalopathy, DEE), n cuHapoMOB ¢ nporpeccupyoLlimm
YXYALLIEHNEM HEBPOJIOTMHECKOr0 cTaTyca.

OfHMM 13 MPUHLMMOB NOCTPOEHNS HOBOI Knaccuduka-
Lun ABNAETCA UCNOJSIb30BAHNE OMUCATESIbHbIX HA3BAHUN
CUHAPOMOB, O[JHAKO 6blIN COXPAHEHbI HA3BAHMA «CUHLPOM
[Ipase» n «cuHapom JleHHokca—lacTo». Mpu4mnHbI COCTOAT
B TOM, 4TO OHW MOTYT BKJIt04aTb B Ce6S HECKONbKO TUMOB
npuctynos (a cuHapom JleHHOKCa—lacTo BK/OYaeT He-
CKOJIbKO 3TMONOTNiA, KOTOPbIE 6bINI0 Obl CI0XKHO ONMCATb
KPaTKUM Ha3BaHMEM), a TakXe B TOM, YTO 9TW HA3BAHWA MO-
BCEMECTHO UCMNONb3YHTCA B KITMHUYECKUX UCCNEA0BAHUAX,
Npw perucTpaLnm u Ha3HaveHun opdaHHbIx npenapartos [13,
14]. Kpome T0ro, 6611 COXpaHeH TEPMUH «cuHAPOM Pacmyc-
ceHa», nockonbKy Paboyas rpynna ILAE He cmorna npej-
NOXWUTb aNbTePHATMBY 3TOMY XOPOLLIO 3apeKOMeH10BaBLLE-
My cebs Ha3BaHW, KOTOPOE OXBaTbiBAET 3MWUJIENCULO,
pasnuyHble 0CO6EHHOCTU BU3yann3auun 1 Nporpeccupyo-
LLee yXyALLIeHWe HEBPONOrMYeCcKoro cratyca, HabsioaeMoe
npu yKazaHHOM cocTosHum [15].

KnnHMYecKne faHHble No Kaxx oMy 3NuenTn4eckomy CUH-
APOMY CBOAWUNCH B eJHbIA WABN0H, KOTOPbIA COAepXaln:

— 3NNAEMNONOTULO;

— KJINHWYECKYIO KapTuHY, BKJI04as BO3pacT Hayana, co-
OTHOLUEHME NOMOB, 3HA4YMMbIe [JaHHble 06LLero aHamHe3a
(aHTeHaTanbHble U NepuHaTanbHble DaKToOPbI, NPeaLecT-
BytoLWne dpebpuibHbIe CYA0POru), OLEHKY KOTHUTUBHBIX
(byHKUWIA, pa3BUTUS N HEBPOJIOTMYECKOr0 cTatyca npm no-
CTYNNEHNK;

— TeyeHue 3a60s1eBaHmns, BKJt04aA CUHAPOMATbHYO 9BO-
noumio, 06LWmnin oTeeT Ha Tepanuto AN n apyrue Metonbl
NeYeHns, BePOATHOCTb AOCTVXKEHUS PEMUCCIN 1 PUCK psfa
COMyTCTBYOLWUX 3a60/1€BAHNN;

— Tun(bl) NPUCTYNOB, XapaKTepu3yemble Kak 06a3ateslb-
Hbl€, TUMNYHbIE, BOSMOXHbIE B PSJe CIy4aeB 1 He BCTpeyato-
LMecs Npu JaHHOM CMHAPOME;

— [aHHble 3anekTpoaHuedanorpadun (33r), BKNtovas go-
HOBYIO PUTMUKY, UHTEPUKTANbHbIE 3NUNenTUOPMHbIE pas-
pALbl, NKTaNbHbIE MATTEPHbI M NPOBOLMPYIOLLME (DAKTOPSI;

— pe3ynbTaTthbl HENPOBMU3YANTM3aLNK;

— [laHHble TEHeTUYECKNX NCCNEeA0BaAHNN;

— pe3ynbTaTthl APYruxX N1a60paToOpPHbIX UCCNeA0BAHNIA (KOT-
[la OHU MHCPOPMATUBHbI);

— anddepeHunanbHblil AMarHos.

anunencus n NapokcnamMasbHble COCTOSAHUSA

B Takom wwa6noHe 4nexbl Pabo4eit rpynnsl ILAE noaro-
TOBW/N NPOEKTbI OMUCAHNSA KaXKA0r0 U3 3NUNIenTUYeCKNX
CUHAPOMOB, NMOC/Ee 4ero OHW 06CYXAaNUCb HA OHNAWH-
1 04HbIX BCTPEYAX, B T.4. COBMECTHO C AMEpPUKAHCKIUM 06-
wecteom anunencun (aHrn. American Epilepsy Society)
B 2018 1 2019 rr., Ha EBponeiickom annunenTonorn4eckom
KoHrpecce (aHrn. European Congress of Epileptology)
B 2018 r. 1 Ha MeXyHapOJHOM KOHIPecce no anumnencum
(aHrn. International Epilepsy Congress) B 2019 . [lanee npo-
eKTbl gopabatbiBanuch YneHamm Pa6oyen rpynnsl ILAE
C Y4eTOM NOJy4eHHbIX KOMMeHTapues [13].

[Ing DOCTMXXeHNS KOHCEHCYCca Nenonb3oBan Moangu-
LIMPOBAHHbIN AeNbQUIACKNIA METOA SKCNEPTHON oueHKM [16].
[N KaXx[0ro CMHAPOMA COrflaCHO ONUCAHHOMY BbiLLE Lia-
610HY 6bINK NPEAI0XKEHbI OCHOBHbIE KpUTEPUN, Pa3AeseH-
Hbl€ Ha creaytoLime rpynnol:

— 00653aTeSIbHble KPUTEPUU: KPUTEPUU, KOTOPbIE JOJIKHbI
NPUCYTCTBOBATbL A5 ANATHOCTUKM CMHAPOMA (NpK OTCYT-
CTBUN 0643aTENILHOTO KPUTEPUA CUHAPOM HE MOXET ObiTb
ANArHOCTUPOBAH);

— HacTopaX<uBatoLine Npu3HaKu: NPU3HaKu, KOTOpbie OT-
CYTCTBYIOT Y NOAABNAOWEr0 60JIbLUMHCTBA NALUNEHTOB
C CUHAPOMOM, HO B PEAKUX CNy4asx MOrYT UMETb MeCTO (X
Hanu4me camo no cebe He UCKITYABT CUHAPOM, HO AOJIKHO
3aCTaBUTb KJIMHMLNCTA NEPEOCMbICIUTL AMAarHo3 1 NpoBe-
CTU JOMOJIHUTENbHbIE NCCNEL0BaHMNSA, YTOObI NCKITOYNTb
Apyrue cocTosHUS; 4em 60JblUe NPUCYTCTBYET HACTOPAXN-
BAlOLLMX NPU3HAKOB, TEM MEHEE YBEPEHHbIM MOXHO ObITb
B MarH03e KOHKPETHOro CMHAPOMA);

— KPUTEPUU UCKITIOYEHUSA: KPUTEPUM, KOTOPbIE JOJIKHbI
OTCYTCTBOBATb /1 ANATHOCTUKMN CMHAPOMA (MPU HANTMYUN
NCKJ0YAOLWero KpUTepus CMHAPOM He MOXeT 6bITb Ana-
FTHOCTMPOBAH).

[Ina oTAeNbHbIX CUHAPOMOB K OLieHKe OblIN Npeaioxe-
Hbl 1 AONONHUTENbHbIE ONPeAesieHns: BO3MOXHOCTb pas-
BUTMA CUHAPOMA, UITN CUHAPOM B npouecce passutus (Tep-
MWUH Ans 0603HA4YeHMS CUHAPOMOB, NPU KOTOPbIX B HaYane
OTCYTCTBYIOT BCe 0653aTeNIbHble AMarHoCTUYeCKNe Npu3Ha-
KU, HO TpebyeTcsa Bpems Ans UX pa3BuTus, Hanpumep paH-
HAA cTagma cuHapoma PacmycceHa), n cuHapom 6e3 na6o-
paTOpPHOro NMOATBEPXAEHUA (EC/IN OTCYTCTBYET JOCTYnN
K 93I, MarHNTHO-pe3oHaHcHoN Tomorpadumn (MPT) nnu
APYTrUM MCCneaoBaHnAM, 663 KOTOPbIX MOXET 0Ka3aTbCs
HEBO3MOXHbIM C AOCTATOYHON YBEPEHHOCTbIO AMArHOCTU-
poBaTb HEKOTOpbIe cuHapomsl) [12, 13].

Ka)<ablii y4acTHUK 06CY>XXAEHUA 3aMOJIHAN OHNANH-
OMPOCHUK, B KOTOPOM OLIEHMT BCE NMpPeaNiOKEHHble KpUTe-
pun no 9-6annbHoii WKane Jlankepta (1 6ann — «abcontoT-
HO He corfiaceH», 9 6anoB — «abCoOMOTHO Cornacex»). Mo
no60oMy KpUTEPMIO, OLLlEHEHHOMY HIKe 7 6aioB, y4acTHN-
Kam npejnaranocb 0CTaBUTb KOMMEHTapun B NPON3BOSIb-
HOW cpopme. B ganbHeiwyo paboTy BKIOYANNUCL TOJIbKO
KpuTepuu, HabpasLune B cpeaHem 7 6annos u 6onee, B 70
BpPEMS KaK OCTasibHble AOMOJIHUTENbHO pacCMaTPMBAMNCh
Pa6o4yen rpynnoi ILAE ¢ TwatenbHbIM y46TOM MOCTYMNMB-
LUNX KOMMeHTapmeB. Bcero coctosnoch HECKONbKO payHAOB
06CYXXAeHNs C UCNONb30BaHNEM AeSIbUACKOro MeToaa.

[MoAroTOBMIEHHbIE CTATbU C U3N0XeHMeM nosuuun ILAE
Mo onpeaeneHnam u knaccmukaumm aNMIenTUHecKnX CuH-
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LIPOMOB 6b1IN NPEAN0XEHbI AN 06LLECTBEHHOI0 06CYXAae-
HUS HA odpuumanbHom caiite ILAE, a TakXe peueH3eHTam
XypHana Epilepsia ¢ ucnonb3oBaHnem payHioB fenbhui-
CKOro mMeToja, nocse 4ero oHu 6binu PUHANN3NPoBaHsbI
4yneHamu Pa6o4ei rpynnbl ILAE [12, 13, 16].

ONPEJEJEHHUE SITUJIENITHYECKOI'O
CHHJAPOMA / DEFINITION OF EPILEPTIC
SYNDROME

ILAE yTBepAnna cnegytowee onpeaesieHne: «3nunentu-
YEeCKMIA CUHOPOM — XapaKTepHblil HA60P KIUHUYECKNX
1 33M-NPU3HAKOB, 4aCTO 00YCIIOBIIEHHbIX CNELUGNYECKUMM
3TUONOrNYECKUMU (PaKTOpPaMu (CTPYKTYPHbIMU, FEHETMYe-
CKUMU, METaboNNYECKUMU, UMMYHHBIMU U UHEKLMOHHbI-
mu)» [12, 13].

B cBoei ocHOBe anNuUNenTU4eCKUN CUHAPOM [OJIKEH
UMeTb XapakTepHble 3NIEKTPOKIIMHUYECKUE NPUSHAKK
(pme. 1). MocTaHOBKA CMHAPOMANbLHOMO MAarH03a y Yenose-
Ka C anuencueil 4acTo cBA3aHa C M3MEHEHWEM NPOrHo3a
1 NOLXOA0B K BEAEHMWIO NaLneHTa. InuaenTuieckne CUH-
LPOMbI, KaK NpaBuno, UMeKT BO3PaCTHble 0COOEHHOCTH
1 pag cneunuyecknx conyTcTByOLWNX 3abonieBanmii [13].
OHM 06bIYHO HAYMHAKOTCS B OMpejesleHHOM BO3pacTe,
a B HEKOTOPbIX C1y4asx U CamMOKYNUPYHOTCA B ONpPeSerieH-
HOM BO3pacTe. [ns MHOrMX 3NUNENTUHECKUX CUHLPOMOB
YCTaHOBNEHA KOPPenaumsa ¢ paLom cneunpuyecknx NHTen-
NEKTyaNbHbIX, NCUXUHYECKUX U APYTUX COMYTCTBYHOLMX 3a-
60N1eBaHUI, TOrga KakK AN ApYyrux xapakTepHbIM npusHa-
KOM fIBNISIETCS UX OTCYTCTBUE.

MeHee TUNKUYHbIE KNUHUYECKNE
npossnenus / Less specific
clinical entity

lepemMeHHbIil MporHo3 /
Variable prognosis

SIMMUWIENTUYECKHUE CHHIPOMbBI

C HAYAJIOM B HEOHATAJIBHOM ITEPUOJE
N MJIAJEHYECTBE / EPILEPTIC
SYNDROMES WITH ONSET IN NEONATES
AND INFANTS

B rpynny HOBOPOXAEHHbIX N MAafieHLEB BXOAAT KaK He-
[IOHOLLUEHHbIE, TaK 1 JOHOLIEHHbIE AeTW OT MOMEHTA POX-
[leHns [0 2-neTHero Bo3pacta. HepasHee nNpocnekTUBHOE
nccrief0BaHne NPoaeMOHCTPUPOBASIO, HTO Hanbosee BbiCO-
Kue nokasaresin 3ab0/1eBaeMOCT 3NUNENncueid 0TMe4arTes
B rpynnax fetei B Bo3pacTte A0 6 mec (75 cny4yaes Ha
100 TbIC. XXUBOPOXAEHUIA) 1 OT 6 J0 12 Mec (62 cnyyas Ha
100 TbIC. XXMBOPOXKAEHWIA). 3TO BbIlE, YEM B NpeablayLLnX
peTpocneKkTUBHbIX uccnegosanusax [14, 17]. Mpu Havane
3NWNencumn B paHHeM BO3pPacTe 0TMEYAOTCA BblPaXKEHHbIE
KOTHWTWBHbIE PACCTPOICTBA, CONYTCTBYHOLME 3a6051€BaHNS,
KOTOPbIE Yalle pa3BUBAOTCS Y AeTell ¢ 60bLUMM KONuYe-
CTBOM MPUCTYNOB 1 (DapMakope3MCTEHTHON anNunencueil.
Yepes 2 roja noce NoCTaHOBKM AnarHosa Ao 50% n3 Hux
MMeIT 06Lyt0 3aepXxKy pa3sutua [14, 17-22]. Cungpo-
MasbHbli AUArHO3 anuiencun y Aetei Mnagwe 3 et MoXeT
6bITb NOCTaBJIEH HE MeHee YeM B 54% cny4aes npu UCnosb-
30BaHUN HOBEILINX METOA40B HENpOBM3yanu3aLnn u reHe-
TUYeCKUX nccnegosanuii [14, 17].

Bo3HuKalowme B HeOHaTaNnbLHOM Nepuoae n MnageHye-
CTBE 3MMNIENTUYECKME CUHAPOMbI Pa3fesieHbl Ha IBe 0CHOB-
Hble Tpynnbl (pUe. 2):

— CUHAPOMbI CAMOKYNUPYIOLLENACS anuiencun, npm KoTo-
PbIX BO3MOXXHA CMOHTAHHAN PEMUCCHUS;

bonee TMNMYHbIE KNUHNUYECKNE

— npossnenus / More specific

clinical entity

Cneuudbuyeckuit nporHos /
Specific prognosis

PucyHOK 1. XapaKTepUCTUKY SMAJIENITHIECKOIO CUH/IPOMA (3JAIITUPOBAHO 13 [12])

Figure 1. An epileptic syndrome characteristics (adapted from [12])
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— 3BOJIIOLMOHHbIE 1 ANUNENTUYecKne aHLedanonaTmm
(mpyroe HasBaHue Ha PyCCKOM fi3blKe — 3HLedanonatum
pa3BuTUA U INUNENTUYECKMe 3HLedanonatun, aHri.
developmental and epileptic encephalopathies, DEE) — pac-
CTPOICTBA, NPW KOTOPbIX UMEETCA HapyLleHne pas3BuTus,
CBSI3aHHOE KaK C /iexxalleil B 0CHOBE 3TMONOrNen, He3aBu-
CUMOVA OT 3aNNNenTUOPMHOI aKTUBHOCTU, TaK U C 3HLeda-
nonatumen, 06yCNOBNEHHON 3NUNencuen.

Tak>xe BblieN1eHa rpynna aTNosiorm4eckn cneynuyHbIx
ANUIeNTUYeCKMX CUHAPOMOB, 60NbLINHCTBO M3 KOTOPbIX
OTHOCATCS K 9BOJIOLMOHHBIM U 3NMENTUYECKUM 3HLeda-
nonatusam. VX pa3sutme 06ycrnoBieHo cneundunyeckoii re-
HETUYECKOMN, CTPYKTYPHON, MeTab0/IM4eCKON, UMMYHHO
U MHPEKLMOHHOI 3TUONTOTNEN M UMEeT NoCcneaoBaTesNb-
Hble ANIEKTPOKIINHNYECKNE 0COBEHHOCTK, crieundunyeckoe
NeYeHne 1 NPorHos.

CHHIPOMEBI CAMOKYITHPYIONIEHCA SMMJICIICHH /
Syndromes of self-limited epilepsy

B rpynne camoKynupyLwmxca annnenTn4yeckmx CUHAPO-
MOB BblJ€/eHbl CAMOKYNUPyoLWascs (CemeiHas) HeoHa-
TanbHas anunencus (aurn. self-limited (familial) neonatal
epilepsy, SeLNE), camokynupytoLiasca cemeliHas HeoHa-
TaNbHO-MnajeHvyeckas anunencusa (aHrn. self-limited
familial neonatal-infantile epilepsy, SeLFNIE) n camokynu-
pytouiasca (cemenHas) MiageH4Yeckas anuaencus (aHrn.
self-limited (familial) infantile epilepsy, SeLIE), numetowme
B LLSIOM CXOXXMNE 3/IEKTPOKIMHNYECKME NPU3HAKM, A TaKXKe
reHeTmyeckas anunencusa ¢ ebpusibHbBIMK Cyfoporamm

Camokynupytowmecs anunencuu / Seli-limited epilepsies

— Camokynupytoliascs HeoHaTanbHas anunencus / Self-limited
neonatal epilepsy (SeLNE)

— CamokynupytoLiasca cemenHas HeoOHaTanbHO-MajeH4Yeckas
anunencud / Self-limited familial neonatal-infantile epilepsy
(SeLFNIE)

— Camokynupytowasca mnageHyeckas anunencus / Self-limited
infantile epilepsy (SeLIE)

— leHeTn4eckas anunencus ¢ PebpunbHbIMK CyLoporamm nitc /
Genetic epilepsy with febrile seizures plus (GEFS+)

— MuoknoHunyeckas anunencus mnageHdectsa / Myoclonic
epilepsy in infancy (MEI)

nntoc (aHrn. genetic epilepsy with febrile seizures plus,
GEFS+) n MnoknoHu4eckas anunencus MnageH4ecTsa (aHr.
myoclonic epilepsy in infancy, MEI).

Mpu camoKynupyLWMXca 3NuIenTUYeCcKMX CUHAPOMAX,
Ha4YMHaKoLLMXCA B BO3pacTe MiajLle 2 neT, NpucTynbl, Kak
npaBuo, Xxopowo KoppekTupytotcs A3M, a KOTHUTUBHbIE
(PYHKLMN HE CHUXKEHbI UM UMEHOT MECTO HE3HAYMTESbHbIE
KOTHUTWBHbIE HapyLleHUs. B rpynne camokynupylowmuxcs
3MUIIENCUin eCTb CUHAPOMbI, NPU KOTOPbIX KaK de novo, Tak
1 HacneCTBEHHbIE BAPMAHTbLI NAaTOreHes3a BbI3bIBAKOT B Lie-
NIOM CXOAHbIE 3NEKTPOKJIMHNYECKNE NPU3HAKN U B CEMEN-
HbIX, 1 B HECEMEliHbIX cry4asx. [103ToMy aBTOpPbI Knaccu-
domkaumm 0co60 OroBapuBatoT, YTO 3TO BTOPUYHBIN NPU3HAK,
KOTOPbIA MOXET 1CMO0JIb30BaTLCA TOrAa, KOrja 370 YMECTHO,
1 NPUBOLSAT €ro He BCerga, a Tak)Ke B CKOOKax nocsie 0CHOB-
HOr0 TEPMUHA «CamoKynupyrowmiica» [14, 23].

DBOIIOIHOHHEIE U SITHIECIITHIECKHE
sHnedaromatuu / Developmental
and epileptic encephalopathy

B rpynne DEE BblaenieHbl paHHssA MiafieH4eckas 9BoJito-
LUMOHHAs v anunenTuyeckas aHuedanonatus (aHri. early
infantile developmental and epileptic encephalopathy, EIDEE)
C Ha4yanoM MCKNYUTENbHO B BO3pacTe 40 3 MeC 1 apyrue
CUHIPOMbI, KOTOPble 06bIYHO NPOSABNATCS Nocie 3 Mec
UM UMEetOT Ae6I0T Kak B PaHHEM, TakK U B NO3AHEM MNAJeH-
4eCKOM nepuofe: anuiencus MnageH4ecTsa ¢ MUrpuUpyio-
W1MK hoKanbHbIMK NpUcTynamm (aHrn. epilepsy in infancy
with migrating focal seizures, EIMFS), cuHapom nHdanTub-

JBOJIIOLMOHHAA M anunNenTUYeckan aHueanonatus /
Developmental and epileptic encephalopathies (DEE)

— PaHHsq MnapeHyeckas 3BOOLMOHHAA 1 3NUNenTuyeckas
aHuedanonartusa / Early infantile developmental and epileptic
encephalopathy (EIDEE)

— dnunencusa MaafeH4yecTsa C MUrPUPYLWNMU hOKaNTbHbIMU
npuctynamu / Epilepsy in infancy with migrating focal seizures
(EIMFS)

— CMHAPOM MHGAHTUAbHbIX 3NUENTUYECKNX
cnasmoB / Infantile epileptic spasms syndrome (IESS)

— Cunppom [page / Dravet syndrome (DS)

JTuonoruyecku cneuynpuyHbie cuHapombl / Etiology-specific syndromes

— OBOMIOLMOHHAA 1 3NuIenTUYecKas aHuedanonatus, cBA3aHHas ¢ myTaunen B reHe KCNQ2 / KCNQ2-DEE
— MpnaoKCcnH-3aBucumas 3BONOLMOHHAS 1 ANUIeNTUYeCKas aHuedanonaTus, cBsidaHHas ¢ mytauuei B rene ALDH7AT /

Pyridoxine-dependent (ALDH7A1)-DEE (PD-DEE)

— OBOMIOLMOHHASA 1 3NuNIenTUYecKas aHuedanonatus, cBA3aHHas ¢ 4eduuMToM NMPUAOKC(am)nH-5'-cpoccaTa, 06yCNOBNEHHbIM
myTauwnen B reHe PNPO / Pyridox(am)ine 5’-phosphate deficiency (PNPO-DEE, P5PD-DEE)

— 9BOJNOLMOHHAA 1 aNunNenTuyeckas aHueanonaTus, cea3aHHas ¢ mytaunein B rene CDKLS / CDKL5-DEE

— KnactepHas anunencus, cBA3aHHas ¢ MyTaunen B reHe PCDH19 / PCDH19 clustering epilepsy

— CvHAPOM HeoCTaTOMHOCTU NMepeHocymKa rmko3bl 1-ro tTuna/ Glucose transporter 1 deficiency syndrome (GLUT1DS)

— Cungpowm LTypre—Be6epa / Sturge—Weber syndrome (SWS)

— lenacTuyeckue NpucTynbl C rMnoTanamuyeckon ramaptomoii / Gelastic seizures with hypothalamic hamartoma (GS-HH)

Pucynok 2. Kinaccuukanus snuienTudeckux CuHApomos ILAE 2022 r.: snmienTruyeckue CUHAPOMBI C HA4aJI0M
B HEOHATAJIBHOM IIEPUOZE U MIIAZAEHYECTBE (JAITHPOBAHO 13 [14])

Figure 2. The 2022 ILAE Classification of Epilepsy Syndromes: epilepsy syndromes with onset in neonates and infants (adapted

from [14])

anunencus n NapokcnamMasbHble COCTOSAHUSA

www.epilepsia.su

105



2022 Tom 14 Ne 2

SAMNAENCUA

M NAPOKCU3MAJIbHbIE
COCTOSAAHMSA

106

HbIX anufienTmyeckmx cnadmoB (aHrn. infantile epileptic
spasms syndrome, IESS), a Takxxe cuHgpom dpase. Mpu DEE
COnyTCTBYIOLUMNE 3260/1EBAHNA HEPBHOW CMCTEMbI MOTYT
ObITb CBA3aHbl KAK C OCHOBHOW MPUYNHOIA, TaK 1 C HEraTuB-
HbIMU NOCNEACTBUAMN HEKOHTPONMPYEMOIA aNuenTumye-
CKOM aKkTUBHOCTW [14].

TepmuH IESS 6bin BBEIEH B Ka4€CTBE HaMb0NEe NOMHo 0T-
paX<atoLLero XapakTepHbIiA TN NPUCTYNOB, Y4TO NONE3HO ANs
paHHEen MarHoCTUKN U CBOEBPEMEHHOTO Ha3HAYEeHMS COOT-
BETCTBYIOLLEN Tepanuun. Bo MHOrux cnyyasx He oTMevaeTcs
HaM4mMa NOMHONM Tpuaabl cuHapoma Becta (MoXeT oTCyT-
CTBOBATb FMNCAPUTMUSA WU PErpecc), N03TOMY B HOBOW
Knaccudukaumm npeanaraeTcsa Mcnonb3oBaTb TepmuH IESS.
MOCKONbKY CYLLECTBYHOT COBNAAEHUS ANTEKTPOKIIMHNYECKIX
AaHHbIX npu cuHapome OTaxapa v paHHein MUOKITOHNYECKON
3HUedanonatuy, 06a UMET 0OLLYH FrEHETUHECKYH U CTPYK-
TYPHYIO0 3TUONOTMNIO, @ TAKXKE BO MHOTUX CNy4Yasx Habnoaa-
€TCA HEeMNOMHOe COOTBETCTBUE KPUTEPUAM, AAHHbIE ABA CUH-
Apoma 6b11m 06beinHeHbI B 04uH cuHapom EIDEE [14].

DTHOIOrHYeCKH crienupuIHbIE CHHIAPOMEI /
Ethiology-specific syndromes

K rpynne anunenTu4eckux CUHAPOMOB CO CeLnUYHO
3TNONOTUEN, AN 3TUONOTMHECKMN CNEeUNMUYHbIX CUHAPOMOB,
OTHECEHbl YCTONYMBbIE NEKTPOKIINHNYECKME DEHOTUMDI,
MMEILLME CUITbHYIO acCOoLMaLNI0 C KOHKPETHOW 3TMONOTNEN.
Ha gaHHom 3Tane He WAeHTUMULNPOBAHLI BCE 3TNONOMMYECKM
crneunduyHble aNUnenTUYecKne CUHAPOMbI, HO NpeAcTaBie-
Hbl ONpeaeneHns ang ux OrpaHU4YeHHoro Yyucna, Bkyas
DEE, cBsa3aHHble ¢ myTauusamu B reHax KCNQ2, CDKLS,
PCDH19, SCL2A1, nupuLoKCUH- U NUPUAOKC(aM)UH-5'-
docaT-3aBucuMble 3NUIENCUN, ANUAENCU, 06YCNOBEH-
Hble HE0CTAaTOYHOCTbIO NEPEHOCYMKA MHOKO3bI 1-ro Tuna
(GLUT1), cunapom LUtypre—Be6epa n renactuyeckne npu-
CTYIMbl C rUnoTanamnyeckor ramaptomon [14].

SIMMUJITENTUYECKHUE CHHIPOMBI

C HAYAJIOM B JETCKOM BO3PACTE /
EPILEPTIC SYNDROMES WITH ONSET
IN CHILDHOOD

ANunenTUYeCcKNin CUHAPOM y AeTen NpeACTaBNSAETCA BO3-
MOXXHbIM BbISIBUTb M0 KpaiiHeit mepe B 1/3 cny4aes anunen-
cun [24-26]. AnunenTuyeckme CUHAPOMbI LETCKOr0 BO3pac-
Ta YCNOBHO AENATCA Ha TPU OCHOBHbIE rpynnbl [26]:

— camoKynupytowmnecs oKanbHbie 3Nuaencumn (aHrin.
self-limited focal epilepsies, SeLFE);

— reHepann30BaHHble ANUNENCUK, KOTOpPble, KakK CYnUTaeT-
CH, UMEIOT FeHeTUYeCKYH OCHOBY;

— 3BOJIOLUMOHHbIE /UMK 3NUNENTUYECKME 3HLedanona-
Tumn (DEE), KOTOpPbIE 4aCcTO MMEKT KaK )OKasibHbIe, TaK U re-
Hepasn30BaHHbIe NPUCTYMbl, BKNKOYasA CUHAPOM J1eHHOKCa—
[acTo, 3BONMIOLMOHHYIO 3NUENTUYECKYIO dHUedanona-
TUIO CO CNaiK-BOSIHOBOW aKTUBHOCTbIO BO CHE (aHrJ.
developmental epileptic encephalopathy with spike-and-
wave activation in sleep, DEE-SWAS) u anunenTn4eckyto
3HUehanonaTnio Co CNaiik-BOMHOBON aKTUBHOCTbIO BO CHE
(aHrn. epileptic encephalopathy with spike-and-wave

www.epilepsia.su

activation in sleep, EE-SWAS), TonbKO reHepann3oBaHHble
MPUCTYNbI, TAKWNE KaK 3NUNEncnus ¢ MUOKNOHNYECKN-aTOHN-
yeckumun npuctynamu (aHrn. epilepsy with myoclonic-atonic
seizures, EMALS), unu Tonbko pokanbHbie/MynbTUGOKaNb-
Hbl€ NPUCTYMbI, TAKWE KaK 3NUAENTUYECKUA CUHAPOM, CBS-
3aHHbIN ¢ hebpunbHON nHgekunen (anrn. febrile infection-
related epilepsy syndrome, FIRES), n remukoHBynb-
CUBHO-FEMUNErMYeCKNIA 3NNIENTUYECKNIA CUHAPOM (aHT .
hemiconvulsion-hemiplegia-epilepsy syndrome, HHE).

CaMoKynupyomuecs (pOKaIbHbIC SITHICIICHHA
metTckoro Bo3pacra / Self-limited focal epilepsies
of childhood

PacnosHaBaHue anunenTN4ecKnx CUHAPOMOB AETCKOro
BO3pacTa TpebyeT TLWaTeIbHOro aHanu3a cemnonornm, IBo-
NIOUNM NPUCTYNOB BO BPEMEHN, X04a Pa3BUTUA pebeHkKa,
a TaKxe AaHHbIx J3M, BKN0YaA (POHOBbIE, NHTEPUKTASIbHbIE
W NKTaNbHble NATTEPHbI, @ B HEKOTOPbIX ciyyasax — MPT v re-
HETMYeCKNX nccnefoBaHnii. iHorga oHu MOryT pa3suBaThCs
U3 LPYrux CUHOAPOMOB WM TUNOB dnuaencuun. Hanpumep,
CUHAPOM UHMAHTUNbHBIX 3NMUNENTUYECKNX CNA3MOB MOXET
pa3BUTLCSA B CUHAPOM JleHHOKCca—acTo, a CTPYKTypHas ¢o-
KanbHas anunencus unm camokKynupyLlascs anuiencus
C LieHTpanbHO-TeMMnopasbHbIMK cnaiikamu (aHrn. self-limited
epilepsy with centrotemporal spikes, SeLECTS), paHee u3-
BECTHAsA Kak «[06pOKa4eCTBEHHAN pPONlaHAMYecKas anusen-
Cus» UK «J06POKa4YeCTBEHHASA ANUIIENCUS C LeHTPanbHo-
TemnopanbHbIMU cnalikamn», — B EE-SWAS. Y neteii ¢ npea-
LUECTBYIOLLMM HOPManbHbIM PA3BUTMEM MOXET Pa3BUTHCA
TshKenas ocTpas aHuedanonaTua ¢ nocneaywLLen gapma-
KopesucTeHTHOW anunencuen — FIRES nnn HHE. Bonee Toro,
SeLFE M0XeT 4acTM4YHO coBNajath C ANONATUYECKON reHe-
pasin30BaHHON 3NUJIENCUen UNn faxe 3BOJIIOLUOHNPOBATDL
B Hee, 0Tpakas Jiexallyto B 0OCHOBE NaToreHesa npegpacno-
NOXEHHOCTb NalMeHTa K MOSABJIEHNIO SMUIENTUYECKUX NpU-
cTynos [26, 27].

Ha SelLFE npuxogntca a0 25% BCex anMnenTU4ecKux
CUHAPOMOB AETCKOr0 BO3pacTa. BaxkHyto ponb B 3TMONOr UM
SeLFE nrpatot reHetudeckue paktopbl. SeLFE pasBuBaetcs
y 3[10POBbIX B OCTaJIbHOM [ETEeN, XapakTepuayeTcs OTCyT-
CTBMEM NATONOrNMN B KOTHUTUBHOW Cepe U HeBPOJSIOrnye-
cKoM cTaTyce. [104Tn y BCeX 60JIbHbIX K Ny6epTaTHOMY ne-
puony HacTynaeT pemuccus. Cemnonorma npucTynos
1 33-0CO06EHHOCTY CreunnYHbI AN KaXKA0r0 U3 CUHAPO-
MOB, BXoAAwWmx B aTy rpynny. CornacHo Knaccudukaumm
anunenTnyeckux cuHapomos ILAE 2022 r. ucxoas n3 gonro-
CPOYHOro NporHo3a B pamkax SeLFE BbiiensoT ABe rpynnbi
CUHOPOMOB (puc. 3).

B nepsyto rpynny (rpynna 1) BXoAAT ABa CMHAPOMA: Ca-
MOKYNUPYHOLWAACs ANUencus ¢ BereTaTuBHbIMM (aBTOHOM-
HbiMu) npuctynamu (aHrn. self-limited epilepsy with
autonomic seizures, SeLEAS), paHee nmeHoBaBLIAACS KaK
«CUHApoMm [MaHanoTtonynoca» unu «ao6poKa4eCcTBEHHAN 3a-
ThISIO4HASA ANUENCUA C PAHHUM Ha4anoM», 1 CAMOKYMUPYHo-
wascsa anunencus ¢ LeHTpasbHO-TeMNopasbHbIMMU Cnaiika-
mu (anrn. self-limited epilepsy with centrotemporal spikes,
SeLECTS). Cungpombl SeLEAS n SeLECTS umetoT cnegyto-
Lme 06LLMe YepThl:
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Ipynna 1/
Group 1

CamokynupyioLuascs
3nunencus ¢ BereTaTMBHbIMM
(aBTOHOMHbIMI) NpUCTynamu /

Self-limited epilepsy

with autonomic seizures
(SeLEAS)

anunencua

(SELECTS)

[nanasoH 1-14 ner (06b14H0 36 ner) /
Range 1-14 years (usual 3-6 years)
MynbTI04aroBbIE BbICOKOAMMIUTYAHbIE CrIAiiKin
Multifocal high voltage spike

[eTcKas 3aTbin0yHas 3pUTenbHas
anunencus / Childhood
occipital visual epilepsy (COVE)

CamokynupytoLiascs

C LieHTpanbHO-TEMNOpanbHbIMM
cnavkamu / Self-limited epilepsy
with centrotemporal spikes

— BosHukHOBeHue B 3aBucUMOCTY OT BodpacTa / Age-dependent occurrence

- MNpeawectsytowas nctopus 06b14HO 6e3 ocobeHHocTeit / Antecedent
history is usually unremarkable

— KorHuTuBHbIe (hyHKLMW 11 HEBPONOTuyeckmid ctatyc B HopMe / Cognition
and neurological examination normal

— Pemuccus 06b14HO HAaCTynaeT K NonoBoMy co3pesaHuto / Remission
usually occurs by puberty

- Knaccuyeckas cemuonorus npuctynos / Classical seizure semiology

— Cneuncouynas 33r / Specific EEG features

DOTOCEHCUTNBHAS 3aTbIN04HAA
anunencus / Photosensitive
occipital lobe epilepsy (POLE)

[pynna 2/
Group 2

Pucynoxk 3. Kinaccupukanys snuientundecknx Cuugpomos ILAE 2022 r.: caMOKynupyromuecs (POKaIbHBIE SMUNIETICUN IETCKOTO

BO3PACTA (AAANTUPOBAHO U3 [20]).
D3I — anekrposnuedanorpadus

Figure 3. The 2022 ILAE Classification of Epilepsy Syndromes: self-limited focal epilepsies of childhood (adapted from [26]).

EEG - electroencephalography

— [e610T B COOTBETCTBYIOLLEM A1 KAXAOro CHapoma
BO3pacTe;

— OTCYTCTBME 3HAYMMOIO CTPYKTYPHOIO NOBPEXAeHNs
LieHTpanbHOW HEePBHOW CUCTEMbI;

— OTCYTCTBME 0COOGEHHOCTEN B aHamMHe3e, B T.4. pOJOB
1 HEOHATanbHOro Nepmoaa;

— OTCYTCTBWE OTK/IOHEHWU B KOTHUTUBHON Cdepe U He-
BPOJIOrNY4ECKOM CTaTyCe;

— HacTynJieHne pemMnUccumn K nepruogay nosioBoro CO3peBaHms;

— reHeTNYecKas NpeapacrnonoXeHHOCTb 15 XapakTepHbIX
ocobeHHocTen Ha A3

— KJlaccuyeckast CEMMONOrnsa NpUCTynoB Ans Kaxaoro
CUHAPOMA (MPUCTYMbI ABNAOTCA (POKASIbHLIMU MOTOPHLIMN
NSIN CEHCOPHbIMW C HApYLUEHNEM CO3HaHMS Nnn 6e3 Hero
1 MOTYT 3BOJIIOLMOHNPOBATL B [IBYCTOPOHHNE TOHUKO-KI0-
HUYecKune);

— ocobeHHocTy 33l anunenTUdOPMHbIE NATTEPHbI C Xa-
pakTepHoii Mopd)oNiornen n nokanuaaymei (B 3aBUCMMOCTH
OT ANMMNIENTNYECKOr0 CUHLPOMA), 4aCTO C aKTUBHOCTbIO BO
cHe; choHoBas A3l 6e3 natosoruu.

Btopas rpynna (rpynna 2) BK/t04aeT Ba CUHAPOMA: AeT-
CKas 3aTbiNoYyHan 3puTenbHas anunencusa (aurn. child-
hood occipital visual epilepsy, COVE), paHee umeHoBaBLIas-
CSl KaK «CUHAPOM NO3HeN 406POKAYeCTBEHHOM 3aTbINOYHON
anunNencunm» Unm «uamonaTnyeckas AeTckas 3atbiioyHas
anunencusa Tuna facto», 1 POTOCEHCUTMBHASA 3aTbINOYHAS
anunencusa (aHrn. photosensitive occipital lobe epilepsy,
POLE), paHee n3BecTHas Kak «manonatnyeckas OTOCEH-
CUTMBHASA 3aTbINOYHAS 3NUSIENCNS>.

Ha pucyHke 3 npeacTaBneHbl BO3pACT Havasa u AaHHble

anunencus n NapokcnamMasbHble COCTOSAHUSA

93l ons Kaxaoro n3 cMHAPOMOB. B nepsoil rpynne pemuc-
CUA 0XXNAABTCA BO BCEX Cly4asx. Bo BTOpPOW rpynne BbICO-
Ka BEPOATHOCTb PEMUCCUN, OJHAKO Y HEKOTOPbIX NALMEHTOB
MPUCTYNbI MOTYT COXPAHATLCA MOCNe NOAPOCTKOBOr0 BO3-
pacta [26].

CHH/IPOMBI '€ HETHIECKOH I'€HEPATH30OBAHHOM
3MWICIICHH JIETCKOT'0o Bo3pacTta / Genetic
generalized epilepsy syndromes of childhood

K crHapomam reHeTU4ecKoii reHepann30BaHHOR anunen-
CuK OeTCKOro BO3pacTta cornacHo Knaccudukaumm anunen-
Tudeckux cuHgpomos ILAE 2022 r. oTHeceHb! (puc. 4): get-
ckaa abcaHcHaa anunencus (anrn. childhood absence
epilepsy, CAE), anunencus ¢ MUOKJIOHWER BeK (aHIN.
epilepsy with eyelid myoclonia, EEM) v anunencus ¢ muo-
KNoHU4ecKumm abcancamu (aHrn. epilepsy with myoclonic
absence, EMA). MpucyTcTBytowas Ha pucynke EMALS ort-
HOCMUTCA K 3BOJIIOLMOHHBIM WU/ 3MUIENTUHECKUM 3HLE-
hanonaruam.

Hambosee 4acTo BCTPEYAKOLWMMCS N XOPOLLIO U3Y4EHHbIM
13 Hux aBnsetca CAE, KOTOpbIA OTHOCUTCA K manonaTuye-
CKOVi reHepanuaoBaHHoi anunencuu. EEM n EMA nmetot
6oee cepbe3Hblil NporHos, yem CAE, n otnmyatotcs 60nee
BbICOKOW Aoseit dpapMakope3mcTeHTHOCTM K Al n conyT-
CTBYHOLLMX 3a60N1€BAHNIA KOTHUTUBHOW cdepbl. B cemeitHoM
aHaMHe3e 4acTo 0TMEeYaeTCcs Hanmyne NLNoNaTNYecKoi re-
HeTuveckon anunencuun unu GEFS+. Mpu EMALS 06b14HO Ha-
6n110[1aeTCs 3aCTOWM UM Perpecc B pa3BuTin, NO3TOMY [laH-
HbI CUHAPOM B KNaccudukaumu otHeceH k DEE [26].
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[letckas abcaHcHas
anunencus / Childhood
absense epilepsy

(CAE) (EEM)

[nanasoH 2-13 ner (nuk 4-10 ner) /
Range 2-13 years (peak 4-10 years)
TeHepanu3oBaHHas cnaitk-Bo/Ha YacToToM
2,5-3,5 Ty / Generalized spike-wave
at a frequency of 2.5-3.5 Hz

— l'eHeTMYeckas aTnonorns (CNoXHOe HacneaoBaHue) /
Genetic etiology (complex inheritance)

— lNonoxuTenbHbli ceMeiiHblit aHamHe3 anunenciu / Positive family history of epilepsy
— Bapua6enbHble M3MEHEHNst B HEBPONIOTMYECKOM CTaTyce U KOTHUTUBHOIA cdpepe /

Cognition and neurological examination variable

— Bapua6enbHas peakuus Ha MeaukameHTsl / Response to drugs variable
— Knaccuyeckas cemnonorus npuctynos / Classical seizure semiology

— Oco6enHocTu 33T / Specific EEG features

dnunencus ¢ MUOKNOHMeN
Bek / Epilepsy with eyelid

myoclonia

dnunencus
C MUOKIOHUYECKUMI
a6cancamu / Epilepsy
with myoclonic absense
(EMA)

HeonpegeneHHbIin nporHo3 / Uncertain prognosis

nunencus ¢ MUOKNOHNYECKN-
ATOHUYECKUMI npucTynamm /

Epilepsy with myoclonic-atonic
seizures (EMAtS)

Pucynox 4. Knaccupuxkanusa anunentudeckux Cuugpomos ILAE 2022 1.: CHHAPOMBI TEHETUYECKOH T€HEPAIU30BAHHON

SMUJIETICUU JICTCKOTO BO3PACTA (AIAIITUPOBAHO U3 [26)).

DOT — anexrposuiedanorpacdus; DEE (anrt. developmental and epileptic encephalopathies) — aBomoruonHas

W/WJIN SNMUIENITUYECKAS dHIE(DaTONaTHA

Figure 4. The 2022 ILAE Classification of Epilepsy Syndromes: genetic generalized epilepsy syndromes of childhood

(adapted from [26)).

EEG - electroencephalography; DEE — developmental and/or epileptic encephalopathies

DBOJIOIIMOHHBIC H/WJIH SMMWICIITHICCKUE IHITE-
anonaruu u anuIenTHIECKAA dHIEeDATONATHA
JeTckoro Bo3pacra // Developmental and/or
epileptic encephalopathies and epileptic
encephalopathy of childhood

CornacHo Knaccudukaunm anunenTnyeckmx npucTynos
ILAE 2022 1. K aHHbIM 3MUAENTUYECKUM CUHIPOMAM OTHO-
catca EMALS, cunapom JleHHOKca—lacTo, 3BONOLIMOHHASA
nW/vnn anunentuyeckas aHuedanonaTus B CO4eTaHNUM €O
Cnalik-BOJIHOBOM aKTUBHOCTbIO BO CHe (aHrn. developmental
and/or epileptic encephalopathy in combination with spike-
and-wave activation in sleep, DEE-SWAS) n anunentnyeckas
3HUedanonaTsa B COYETAHMU CO CMaiiK-BOTHOBOW aKTUB-
HOCTbO BO cHe (aHrn. epileptic encephalopathy in com-
bination with spike-and-wave activation in sleep, EE-SWAS),
3NUNENTUYHECKNA CUHAPOM, CBA3AHHbLIN C (DEOPUNTbHON MH-
dekumeii (aHrn. febrile infection-related epilepsy syndrome,
FIRES) 1 reMnKOHBYIbCUBHO-reMUNIErMYECKUIA AMUNENTHN-
4yeckuii cuHapom (aHrn. hemiconvulsion-hemiplegia-
epilepsy syndrome, HHE).

EMALS (paHee umeHoBancs «cuHapomom [lysa») BcTpe-
yaetcs npumepHo y 1 u3 10 Tbic. AeTel 1 COCTABNAET OKOJIO
2% petckux anunencuid. MonHbIA HA6OP KIUHUYECKUX
1 33M-NPU3HAKOB HA PAHHMX CTAAUAX MOXET OTCYTCTBOBATD,
JIOMONHAACh CO BpemeHeM. Y nauneHToB ¢ EMALS yacTto Ha-
6n101aeTcs 3aCTON UK Perpecc B pa3BuTum Ha oHe Tpya-
HO KOHTPONMPYEMbIX NPUCTYMNOB C YyNy4lWeHWeM no mepe
YNYYLIEHUS KOHTPONA Hag npuctynamu [26, 28, 29].

Cunppom JleHHokca-lacTo npeactaBnsaeT co6on DEE
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pasnuyHoii atmonorun. OH BO3HMKAET B pe3ynbTaTe BbiCO-
KO4aCTOTHOW CMHXPOHM3NPOBAHHOI aKTUBHOCTY B Gunarte-
pasibHO pacnpefeneHHbiX ceTax mo3ra. CUHAPOM XapakTe-
pu3yeTcs cneayoLwnmmy NnposBieHNaMN:

— pe3ncTeHTHble K A3I NpucTynbl pasHbiX TUNOB, BKILO-
yas TOHWU4YecKme, ¢ Ha4anom fo 18 ner;

— KOFHUTMBHbIE W 4aCcTO NOBEJEHYeCKNe pacCcTpPOMCTBa,
KOTOpble MOTYT OTCYTCTBOBATh B [1€6t0TE;

— Ondpdpy3Has MeaneHHas cnank-BOSIHA U reHepannao-
BaHHas ObICTpas NapokcM3mMasibHas akTUBHOCTb Ha AT,

ABTOpbI Knaccudmkauun 06paLlaoT BHAMAHNE, 4T0 He-
BEPHO MCMNOJIb30BaTb TEPMUH «CMHAPOM JIeHHOKca—lacTo»
L1119 ONNUCaHMA MO0 TAXKENO 3NUTENCUN C PAHHUM Ha4a-
NIOM W TPYAHOKOHTPOSIMPYEMbIMU NPUCTYNaMun, NPUBOAA-
WUMN K NageHnsm nauymnenTa. Takon nogxo4 He no3BonseTt
pacno3Hartb cneunuyeckine 0Co6eHHOCTM cuHapoma J1eH-
HOKCa—lacTo 1 OTNINYMTb €10 OT UMEHOLLEro NYHLINA NCXO0[
EMALS, a Takxe MHOTUX ApYrux TSXKeNbIX ANUNencuii, B03-
HUKAKLWKX B eTCKOM Bo3pacTe. [MonHbIi HA6Op KNUHMYE-
CKux 1 33-NPM3HAKOB HA pPaHHWUX CTaauax 3a60neBaHmns
4aCcTO OTCYTCTBYET, 1 NS €r0 NOABNEHUA TPebyeTca Bpems.
ManeHbKune geTn ¢ XxapakTepHbIMK TUNamu NPUCTYNOB, HO
6e3 NONHOro Habopa NPKU3HAKOB HYXXJAOTCA B TLLATENbHOM
Ha6/l0AeHUN ANS BbISBIIEHNA TPAaHCHOPMaLMKU B CUHAPOM
JleHHOKca—lacTo. B 4acTHOCTW, B AAHHbIA CUHAPOM 4acTo
3BOJIOLMOHMPYET PAL TAXKENbIX CUHAPOMOB ANUSIENCUN
mMnajeH4yecTBa [26].

DEE-SWAS 1n EE-SWAS umMetoT cX0[Hble KNUHNYEeCKne
NPOABMIEHNS N XapaKTepPU3YOTCA Pa3NUYHbIMU COYETAHNAMM
perpecca B KOTHUTWBHOM, Pe4eBOil, MOBEJEHYECKOW 1 ABU-
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raTefibHOM cgpepax, MMetoLLero MecTo B Te4EHNe HeCKOJb-
KUX HeaeNlb NOCne Cnank-BOMHOBOW aKTUBHOCTU BO CHE.
B Knaccudmkaumm anunentuyeckux cuiapomos ILAE 2022 .
OHW CrpynnupoBaHbl BMECTE, T.K. UMEHT CX0XMWIA 1cxoa,
BK/HO4AN CNYXOBYI arHo3uto, 06LLMii perpecc noBegeHye-
CKNX W ABUraTeNbHbIX HABbIKOB U HETFATUBHbIA MUOKIIOHYC.
DEE-SWAS n EE-SWAS 3aMeHSIH0T CUHAPOMbI, PaHee noume-
HOBAHHbIE KaK «3MnuienTnyeckas aHuedanonarms ¢ npoaosn-
YKEHHOW CNanK-BONMHOBOI aKTUBHOCTbIO BO CHE», «aTUMNYHAA
[06POKAYeCTBEHHAA napumnanbHas anunencus (CUHAPOM
ncesfo-JleHHokca)». OfHAK0, NOCKONIbKY CUHAPOM JlaHpay—

KneddHepa npeacrasnseT co60i cneynduyecknii nogtun
EE-SWAS, npu KOTOpOM perpeccus 3atparBaeT B OCHOBHOM
peyeBy0 (OYHKLMIO C NPUOBPETEHHON CNYXOBOW arHO3men,
3T0 Ha3BaHMe B HOBOM Knaccugukaumm coxpaHeHo (puc. 5).

ANUNenTUYeCcKnii CUHAPOM, CBA3AHHbIA C )e6pUbHOIA
nHdekunen (FIRES), paHee Takxe MUMEHOBABLINNACH Kak
«0CTPbIA 3HLEGANNT C MOBTOPAOLWMMUCA peddpaKTepHbIMU
napumanbHbIMU MPUCTYNAMMW» NN «3JI0KA4eCTBEHHAA (pas-
pywuTenbHasn) anunenTuyeckas aHuedanonatms y geten
LUKONbHOTO BO3pacTa», ABNAETCA OAHOW U3 NPUYMH BHOBb
BO3HMKAKOLLEro ped)pakTepHOro anuIenTM4ecKoro craTyca,

EE unu DEE co cnaiik-BonHOBOM akTMBHOCTbIO BO CHe / EE or DEE with spike-wave activation in sleep

EE: HeycroitumsocTb/perpecc B //
EE: Fluctuation/regression in:
— KOrHUTUBHOI cdoepe / cognition

be3s DEE / No DEE

SeLECTS
SeLEAS
COVE

— nosefeHun / behavior

Cumntomarnyeckas
thokanbHas anunencus,
Hanpumep MMI/
Lesional focal
epilepsies such
as PMG

0yaroBble Unn He3aBUCUMbIE
6unartepanbHble cnaiki /
Focal or independent
bilateral spikes

ATtnnnyHas fo6poKaYecTBEHHas
(hokanbHas (napuuanbHas) anunencus
JeTckoro Bo3pacra / Atypical benign focal

(partial) epilepsy of childhood

— [BUratenbHoi cdepe / motor
— ayTUCTUYECKMX NPOsiBIeHMsX / autistic features

JHuedanonatus
c CSWS/
Encephalopathy
with CSWS

|

CnHopom
Jlanpay—Knedcprepa /
andau-Kleffner
syndrome

Pucynoxk 5. Kinaccudukanys snuienTudeckux cuupomos ILAE 2022 1. 3BOMIOIMOHHBIE M/WJIN AIUIENITHIECKHAE
sHuedanonaruu (aur. developmental and/or epileptic encephalopathy, DEE) nu anuientudeckas suiedanonarus
(anrm. epileptic encephalopathy, EE) geTCKOro Bo3pacra B CO4ETAHUN CO CIAMK-BOIHOBON dKTMBHOCTBIO BO CHE

(anrm. spike-and-wave activation in sleep, SWAS) (agarrupoBato us [20)]).

Ha pucyHKe IpUBE/IEHBI U 60J1e€ HE IPUMEHACMBIC HA3BAHUS: «MUJICITHYCCKAS SHIE(DATIONATHS C IPOAOIKECHHOH CIIAHK-
BOJIHOBO¥ AKTHBHOCTBIO BO CHE» U «aTUITNYHAS JOOPOKAYECTBEHHAS (POKAIBHAS (TAPIUAIBHAS) SMUICIICHsT>. CIenn(pUuIecKue
(pOKaJIBHBIE SMUIENITHYECKUE CUHPOMBI, TAKUE KAK CAMOKYIIHPYIOIAACS SMUIIENICHS € LIEHTPAIbHO-TEMIIOPA/IbHBIMU CIIAHKAMU
(anrn. self-limited epilepsy with centrotemporal spikes, SELECTS) 1 CaMOKyIHPyIOmAsACA SMUIENCHA C BETE€TATUBHBIMU IPUCTYIIAMU
(anrn. self-limited epilepsy with autonomic seizures, SELEAS) unu gpyrue CTpykTypHble (POKATbHBIE STUJIEIICUY, MOTIYT
3BOJIOIMOHUPOBATH B EE-SWAS 1160 TpaH3uTOPHO, TNO0 B TEYEHUE ATUTEIBHOTO IEPHOJIA.

CSWS (anrn. continued spike-wave activity during sleep) — npogo/KeHHAS CIANK-BOITHOBAA AKTUBHOCTD BO BpEMSA CHA,

N-REM (anmt. non-rapid eye movements) — He6pICTpBIE ABrzKeHUA I1a3; COVE (anrm. childhood occipital visual epilepsy) — neTckas
34TBUIOYHAA 3pUTeNbHad nuencusd; [IMI — nonuMuKkporupus

Figure 5. The 2022 ILAE Classification of Epilepcy Syndromes: developmental and/or epileptic encephalopathies (DEE) or epileptic
encephalopathy (EE) of childhood in combination with spike-and-wave activation in sleep (SWAS) (adapted from [26)).

No longer used names are also shown: “epileptic encephalopathy with continued spike-wave activity during sleep” and “atypical
benign focal (partial) epilepsy.” Specific focal epilepsy syndromes such as self-limited epilepsy with centrotemporal spikes (SeLECTYS)
and self-limited epilepsy with autonomic seizures (SeLEAS) or other structural focal epilepsies may evolve into EE-SWAS either
transiently or during long-term period.

CSWS - continued spike-wave activity during sleep; N-REM — non-rapid eye movements; COVE — childhood occipital visual epilepsy;
PMG — polymicrogyria
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KOTOPbIA BCTPEYAETCA NMPEUMYLLECTBEHHO Y AETei 1 noj-
POCTKOB. ATOMY NPeALLIeCTBYET Nxopaska MHPEKLUNOHHO-
ro NPOUCXOXXEHMS B TeHEHNE 0T 24 4 00 2 HeJ [0 ero BO3-
HUKHOBeHMA. OcTpas hasa, BO BPeMS KOTOPOM TAXKECTb
NMPUCTYNOB 04eHb BeNuka, anutcs oT 1 oo 12 Hed n xapak-
Tepu3yeTcs BbICOKOW BEPOATHOCTbLIO NETaNbHOr0 Ucxoaa.
[anee cneayeT xpoHnyeckas asa, korga y 60nbLINHCTBA
BbDKMBLUMX OCTAOTCA (DAPMAKOPE3UCTEHTHAA MyNnbTUdO-
KanbHas anuencus, ymcTBeHHas 0TCTasiocTb Pas3finyHoON
CTeneHu uam TpyaHocTn B 06yyeHun. MpuynHa FIRES Hens-
BECTHA, HO BCe 60JblUe AaHHbIX CBUAETENIbCTBYIOT O reTe-
POTeHHON 3TUONOrUK, NPUBOASALLENA K MOJTHNEHOCHOMY HEll-
poBOCNAaNieHNto, He OMOCPELOBAHHOMY aHTUTeNamu [26,
30-32].

[eMWKOHBYNbCUBHO-TEMUMNIIErNYECKINA ANUNENTUYECKIR
cuHapom (HHE) aBnsetcs pefkum crneacteuem gookanbHo-
r0 MOTOPHOrO 3NUENTMYECKOro cTaTyca B MJ1afieH4ecTBe
1 paHHem AetcTee. MHnunmpyowmm cobbiTuem Ans passu-
TUS 0AHHOTO 3MMJIEeNTUYECKOro cuHapoma saBnsetcs ¢o-
KasbHbI KITOHUYECKUIA 3NUNENTUYECKUIA CTATYC, 00bIYHO
BO3HUKAOLLMIA HA (DOHE NOBbILIEHNS TeMNepaTypbl y AeTen
B Bo3pacTe 0 4 net. Mpu HelpoBM3yanusauuu Bo Bpems
3NUIeNTUYeCKOro cTaTyca NMeeT MecTo OAHOCTOPOHHUNA
OTEK MOPaXKeHHOro nonyLapus. 3a octpon asoi cnegyeT
atpoduma nonywapua ¢ Nocneaywmum nossneHnem go-
KasibHbIX ()apMaKope3nCTEHTHbIX NTPUCTYNOB. B peaynbrare
y 60/1bLINHCTBA NALMEHTOB BO3SHNMKAET NOCTOSHHbINA HEBPO-
NOrN4ecKnin aedpuumnT. ITNONOTUA 1 NeXxalline B 0OCHOBE na-
ToreHe3a HHE mexaHn3mbl 0CTatOTCA HEBbLISCHEHHbIMM [26,
33, 34].

SIMMUJIENTUYECKHUE CHHIPOMBI

C HAYAJIOM B PA3HOM BO3PACTE /
EPILEPTIC SYNDROMES WITH ONSET
AT A VARIABLE AGE

CuHOpOMbI 3Nuiencumn, BO3HNKaKOLWMe B pa3HOM BO3-
pacTe, B Knaccndukaumm anunenTu4eckux CUHAPOMOB
ILAE 2022 r. penatca Ha cneaytowe rpynnbl (puc. 6) [15]:

— CWHAPOMbI FTeHepann30oBaHHOW 3nuiiencuu (aHrn.
generalized epilepsy syndromes) nofvreHHONW 3TMONOT NN,
BKJItOYAlOLLMe TPM nanonaTuyeckne reHepann3oBaHHble
anunencun (aurn. idiopathic generalized epilepsies, IGE):
IOHOLLIECKAsA MUOKJIOHMYeCKas anurencus (aHrn. juvenile
myoclonic epilepsy, JME), 1oHoweckas a6caHCHas anunen-
cus (anrn. juvenile absence epilepsy, JAE) n anunencus
C N30JINPOBAHHLIMMN TEHEPANN30BAHHBIMU TOHUKO-KJTOHN-
yeckumun npuctynamu (aHrn. epilepsy with generalized tonic-
clonic seizures alone, GTCA);

— (boKasbHble ANUIEeNTUYECKNE CUHAPOMbI, BKIHO4aoLIne
CMHOPOMbI CaMOKynupyrowencs okanbHon anunencun
C npeanonaraembiM KOMMIEKCHbIM HAcnef0BaHMEM: AeT-
cKas 3aTblI04Hasn 3puTesibHas anunencus (aHrn. childhood
occipital visual epilepsy, COVE) un qpoToCceHCUTMBHASA 3aTbl-
noyHasa anunencusa (anrn. photosensitive occipital lobe
epilepsy, POLE), a Tak>xxe CMHAPOMbI (DOKaNbHOW 3nuencum
C FEHETUYECKON, CTPYKTYPHOM MM CTPYKTYPHO-TEHETNYe-
CKOW 9TUONOrneit — cemeiHas Me3nasibHas BUCOYHAA 3Nu-
nencus (aHrn. familial mesial temporal lobe epilepsy,

www.epilepsia.su

FMTLE), anunencus co clyxoBbIMW NpucTynamu (Lpyroi
BapWaHT Ha3BaHWSA Ha PYCCKOM A3bIKe — aNUNencus co cny-
XOBbIMWU 0COGeHHOCTAMMU, aHrN. epilepsy with auditory
features, EAF), a Takxxe Me3nanbHas BUCOYHAA anunencus
C runnokamnanbHbIM CKepo3om (aHrn. mesial temporal
lobe epilepsy with hippocampal sclerosis, MTLE-HS), cBsi-
3aHHasa CO CHOM runepmoTopHas (TunepKuHeTUYecKasn) anu-
nencus (aHrn. sleep related hypermotor (hyperkinetic)
epilepsy, SHE) n cemeiiHas pokanbHas anunencus ¢ Ba-
pnabenbHbiMu o4aramu (aurn. familial focal epilepsy with
variable foci, FFEVF);

— 3NUNEeNTNUYECKNE CUHAPOMbI C 3BONOLNOHHON U/Unn
anunenTu4ecKon sHuedanonaTneid UM ¢ NPOrpeccupyo-
WUM yXYALEHNeM HEBPOOrn4eCcKoro cratyca, BKo4ato-
L€ 3NUAenTUYEeCKNIA CUHAPOM, CBA3AHHbIN C )e6pUIIbHON
nHekumnein (anrn. febrile infection-related epilepsy
syndrome, FIRES), cunapom PacmycceHa, a Tak>xe nporpec-
cupytowme MUOKOHYC-3anunencumn (aHrn. progressive
myoclonus epilepsies, PME);

— KOMOMHMPOBAHHbIE FeHepain30BaHHble U (DOKaNbHbIE
ANUeNTUYECKME CUHAPOMBI: 3NUIENCUS C UHAYLMPOBAH-
HbIMW YTeHueM npuctynamm (aHrn. epilepsy with reading
induced seizures, EwRIS).

ABTOpbI Knaccudukayuy anunenTnYeckux CUHAPOMOB
C Ha4yasioM B pa3HOM BO3pacTe OTMEYatoT, 4TO B OYAYLLEM
MOTYT ObITb BbISIBJIEHbI 11 JOOABNEHbI B HEE APYrie CUHAPO-
mbl [15].

OTHOCSALLAACA K CMHAPOMAM reHepasn30BaHHON anunen-
cuu nonureHHon atuonorun IGE, kotopyto umerot 1o 20%
Bcex 60nbHbIX anunencuen, Bkatovaet JME, JAE, GTCA n B
pamkax Knaccudumkauum anunentuyeckmnx npuctynos ILAE
2022 1. BbljeneHa oTaensbHo [35].

Camokynupytowuecs okanbHble anunencun (SeLFE)
COCTaBNAT A0 25% BCEX AETCKUX ANUMENCUA N NPENMYy-
LLEeCTBEHHO BO3HMKAIOT B IETCKOM BO3pacTe, HO CUHAPOMbI
COVE n POLE moryT HaymHatbCcs B pa3HoM Bo3pacTe. Tak,
nna COVE onucaHo Havano B Bo3pacTte Ao 19 net. XoTa npu
3TUX CMHAPOMAX 0XMAAETCA PEMUCCUSA, OHA MOXKET HACTY-
nuTb He y Bcex nauneHToB. COVE xapakTepnayeTcs 4acTbl-
MW KOPOTKUMUN (DOKaNIbHbIMW 0CO3HAHHBIMU CEHCOPHbIMM
npucTynamu co 3puTeSIbHbIMMU ABJIEHMAMU BO BpemMs 604p-
CTBOBAHMA, 3a KOTOPbIMM 4aCTO CneayeT rofoBHas 60nb.
Ons 93l xapakTepHbl MHTEPUKTaNIbHbIE 3aTbINOYHbIE
0CTpble NN CNaiK-BOJIHbI, Habt0JaeMble B OCHOBHOM BO
cHe. Pemunccus HacTynaeT y 50-80% nauneHTOB B TEYEHUE
2—7 neT nocne Ha4yana 3ab0osieBaHMA C NPUMEHEHMEM UK
6e3 npumeHeHmns A3MN. POLE yauwie BcTpevaeTcs y Nl XeH-
CKOro nona, xapakTepuayeTcs POTOUHAYLUNPOBAHHbIMN
hoKanbHbIMIU 0CO3HAHHBIMI CEHCOPHbIMM NPUCTYNAMN CO
3pUTENbHbIMK SIBEHMAMU. 33 OTNMYAETCH UHTEPUKTANb-
HbIMM 3aTbINIOYHBIMI CANKAMU UK CNARK-BOSTHAMM, NOSAB-
TTIEHNI0 KOTOPbIX CNOCOOCTBYET 3aKpbiBaHMe a3 n oTo-
cTMMynaums. Takxxe MOXXeT UMEeTb MeCTO reHepann3oBaHHas
CMnank-BOJIHOBAas aKTUBHOCTb [15].

FMTLE — pacnpocTpaHeHHblii CUHAPOM (DOKaNbHOIA anu-
Nencum co CNOXHbIM TUMOM Hac/ie0BaHNs, 00bIYHO C Ha-
4anom B NOAPOCTKOBOM MM B3pOCSIOM BO3pacTe. Kak npa-
Buno, FMTLE cBfizdaH ¢ d)0KanbHbIMU OCO3HAHHbLIMM
npucTynamu ¢ CUMNTOMATUKON, OTHOCALLENCA K Me3unanb-
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seizures alone (GTCA)

CuHapombl reHepanu3oBanHoil anunencuu / Generalized epilepsy syndroms
— pmonatnyeckne reHepanu3osanHble anunencun / ldiopathic generalized epilepsies (IGE)
« FOHoLecKas MuoKIoHnYeckas anunencus / Juvenile myoclonic epilepsy (JVE)
« lOHoLLeckas abcaHcHas anunencus / Juvenile absense epilepsy (JAE)
« ANunencus ¢ N301MpOBaHHbLIMI FreHePanu30BaHHbIMI TOHMKO-KIOHNYecKuMM npuctynamu / Epilepsy with generalized tonic-clonic

/ Cuupapombl dhokanbHoi anunencum / Focal epilepsy syndroms
— GCamokynupytowmecs / Self-limited
visual epilepsy (COVE)
lobe epilepsy (POLE)
— CemeiHas Me3unanbHas BUcoYHas anunencus / Familial mesial

temporal lobe epilepsy (FMTLE)

features (EAF)

\ K CHHAPOMbBI 3NUNENCHN C 3BOJIHOLMOHHOI U/Mnn
« [leTckas 3atbinoyHas 3aputensHas anunencusa / Childhood occipital

» DOTOCEHCMTMBHASA 3aTblN04Has anunencus / Photosensitive occipital

— dnunencus co cnyxoBbiMi 0co6eHHocTAMM / Epilepsy with auditory

/
\

aNUNenTUYEcKoil aHuetanonaTuen unu

C NPOrpeccUpyHoLLUM HEBPOJIOTUYECKUM YXyALIEeHneM /
Epilepsy syndroms with developmental and/or epileptic
encephalopathy, or with progressive neurological deterioration

— ANUNENTUYECKMIA CUHAPOM, CBA3AHHBII
¢ dhebpunbHO nHApekumeit / Febrile infection-related
epilepsy syndrome (FIRES)

— Cunppom Pacmyccena / Rasmussen syndrome (RS)

[ hippocampal sclerosis (MTLE-HS)

— Me3nanbHas B1CcoYHas anunencus ¢ runnokamnansHbiM ckneposom / Mesial temporal lobe epilepsy with ]

(hyperkinetic) epilepsy (SHE)

[— CBfi3aHHas co CHOM runepMoTopHas (rnepkuHeTryeckas) anunencus / Sleep related hypermotor J

[ Familial focal epilepsy with variable foci (FFEVF)

&

— CemeliHas pokanbHas anunencus ¢ BapuabenbHbIM 04arom /

J

=

Kom6uHMpoBaHHbIE CUHAPOMbI FEHEpann30BaHHOM U hokanbHOM

anunencuu / Combined generalized and focal epilepsy syndromes

— NUNencus ¢ MHAYLMPOBAHHBIMY YTEHUEM NpUCTYNamu /
Epilepsy with reading induced seizures (EwRIS)

— [porpeccupyroLLme MUOKITOHYC-3nunencum /
Progressive myoclonus epilepsies (PME)

)

PucyHOK 6. KimacCudUKaIys SienTHYecKuX CHHAPOMOB ILAE 2022 I CHHIPOMBI SMIICTICUE C HAYAIOM B PA3HOM BO3PACTE

(amanTupoBaHo U3 [15])

Figure 6. The 2022 ILAE Classification of Epilepsy Syndromes: epilepsy syndromes with onset at a variable age (adapted from [15])

HOW BMCOYHOW A0Ne, 0COOEHHO C BbIPAXXEHHbIM [1€XKABH).
MaumeHTbl UMeOT HopmasnbHyo MPT 1 XopoLuo pearupyroTt
Ha nedenmne AJM. Takxxe 6blIN ONKUCAHbI HEKOTOPbIE CEMbM
C K/MHNYecKu reteporeHHon goopmon FMTLE, Bkntoyatowlen
npeawectaytowe debpunbHble cygoporu, MPT-npusHaku
aTpodum runnokamna 1 meHee 61aronpuATHbIA OTBET Ha
A9l [15, 36, 37].

EAF npeactaenset co60i cHAPOM (DOKasbHOW 3nusien-
CUKN, KOTOPbIA NPOSBAAETCS B NOAPOCTKOBOM UMK B3POCIOM
BO3pacTe 663 KaKoro-nmbo npeaLiecTBYOLWEro aHaMHe3a
1 XapakTepnayetcs POKasbHbIMU 0CO3HAHHbLIMM NPUCTYNA-
MW CO CNYXOBbIMU CUMNTOMaMu W/Wnu peLenTUBHON ada-
3nei. B peakux cnyvasix y nauymeHToB MOTYT BO3HUKATb
hokanbHble Uan GunatepanbHbie TOHUKO-KIIOHNYECKNE
npunagku. Y HeKOTOPbIX 60MbHbIX NPUCTYNbl NPOBOLUPY-
loTcs cneundunyeckumu 3sykamu. EAF paHee nvmeHoBancs
Kak «ayTOCOMHO-A0MWHAHTHAs natepasibHas BUCOYHAA anu-
nencus» n «ayToCOMHO-AOMMWHAHTHAA NapunanbHas anu-
Nencus co cyXoBbIMM 0CO6EHHOCTSAMMU». OH MOXKET BO3HU-
KaTb KaK CUHAPOM CeMeNHON (hoKanbHOW anunencuu,

anunencus n NapokcnamMasbHble COCTOSAHUSA

cemeliHblii EAF (anrn. family EAF, FEAF), koTopblit MOXeT
HacneaoBaTbCsA N0 ayTOCOMHO-AOMUHAHTHOMY TUMY (aHTA.
autosomal dominant EAF, ADEAF) co CHWXeHHO neHe-
TPAHTHOCTbIO [15].

MTLE-HS — vacTo BCcTpeyatowasca pokanbHas anunen-
Cus Y B3POCIIbIX, HO OHA MOXET Ae6TUPOBATb U B AETCKOM
BO3pacTe. X0Ta K CKNepo3y runnokamna cnocobHbl Npuse-
CTW MHOTME PaKTOPbI, BKItOYAS FEHETUYECKIE, CTPYKTYPHO-
reHeTU4YecKble 1 UMMYHHble natosiorun, gnarHo3 MTLE-HS
BO3MOXXHO NOCTABUTb TOMLKO NOCNE NOATBEPXKAEHNSA HANK-
4Ma TUNNOKaMNANIbHOr0 CKNepo3a Kak NpuynHbI Anniencumn
meToAamu Heiiposuayanudauun. MTLE-HS 4acTo pe3ncTeH-
TeH K Tepanun A3M, 04HaKO XUPYPTrUYHecKoe SIeYeHe MOoXeT
NPUBECTU K NOJTHOW pemuccum [15].

SHE xapakTepuayeTtcs Knactepamm BO3HUKAKLWMX BO
BpPEMS CHA MOTOPHbIX NPUCTYNOB C BHE3AMHbIM Ha4yanom
1 NpekpaLieHnem, NpoaoSIKUTENIbHOCTbIO MEHEe 2 MUH,
C COXPAHEHWEM CO3HAHWA U CTEPEOTUMHLIM FMNePKUHETN-
4ECKUM U aCUMMETPUYHBIM ANCTOHUYECKUM/TOHNYECKM
ABUraTesibHbIM NaTTepHOM. SHE M0OXXeT 6bITb YCTORYNBbLIM
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K Tepanuu A3M. ABTopbl Knaccudukauuy annientmieckux
cuHapomoB ILAE 2022 r. nog4epKuBatoT, 410 3TOT CUHAPOM
MOXXET Ha3bIBATbCA NGO «TUMEPKUHETNYECKOI aNunencuen,
CBSA3aHHOI CO CHOM», NIN60 «FMNEepPMOTOPHON ANMMEncueil,
CBSI3aHHOM CO CHOM», MOCKOJIbKY Y OAHNX NALMEHTOB MOTYT
ObITb TOSIbKO TUMEPKUHETUYECKNE NPUCTYNbI, @'y APYTUX —
hoKanbHble MOTOPHbIE MPUCTYNbI C TOHNYECKUM/ONCTOHN -
4eckuM KomnoHeHToMm [9, 15].

FFEVF npencTtaBnset co60i ayTOCOMHO-AOMUHAHTHbIN
CUHAPOM CEMENHO hOKANbHON 3NUMENCUN C HEMOHON
MEeHEeTPAHTHOCTbIO, XapakTepu3yLWwnincs goKanbHbIMM
npMCTynaMn, KOTOPble BO3HMKAIOT N3 pPasHbIX 06nacTen
KOpbl (4aLLle BCEro NO6HbLIX UK BUCOYHbIX) Y Pa3HbIX Y4J1EHOB
CEMbM C Pa3NNYHON CTEMEHbIO TSHIKECTU, HO Y KaXXAO0ro na-
LUMeHTa B CEMbe eCTb OAHO0YArOBbI TUN NpucTyna. 10T
CUHIPOM paHee Oblfl MOVMEHOBAH KaK «CeMeiHas napum-
afibHas anuiencus ¢ BapuabenbHbIMKU 04aramu» n «ayTo-
COMHO-JOMWUHAHTHAA MapuuanbHas anunencus ¢ Bapuma-
6e/ibHbIMU 04aramm». 3TUONOrNS BKIKOYAET FreHeTU4ecKne
1 CTPYKTYPHbIE Npn4uHbl. A3l B 60MbLUMHCTBE CNy4aes no-
Ka3blBaKOT BbICOKYH 9(P(EKTUBHOCTb. Y NaLNEHTOB ¢ ()O-
KasibHOI KOPKOBOIA fucnnasnen n oapmMakope3nCTeHTHbIMM
npucTynamu K noJIHON PEMUCCUN MOXXET MPUBECTM XUPYP-
rmyeckoe BmeluaTenbcTBo [15, 38].

K anunentuy4eckum cuHLpoMam ¢ 3BOOLUOHHON n/munn
3NMNenTNYecKoi dHUedanonaTnein unmu ¢ NPorpeccupyto-
LWMM YXy[LEeHNEM HEeBPONOrM4eCcKOro cratyca agTopamm
knaccudgukauunm oTHeceH FIRES, KoTopbii, 0[1HAKO, PeKO
BO3HUKAET BO B3POCJIOM BO3pacTe.

CuHapom PacmycceHa, paHee U3BECTHbIA TakKXe Kak
«3HUedannt KoxxeBHUKOBa—PacmycceHa», «3Huedanut
PacmycceHa», xapakTepuayeTcs NporpeccupytoLlei atpo-
ovein nonywapuii, Bepudulmpyemoii MeToaammu HepoBu-
3yanusaumu. Npm4nHa BO3HMKHOBEHNSA CMHAPOMA Pacmyc-
CeHa 0CTaeTcsa He YCTAHOBJIEHHOW, Bbl3blBalOLiIME
3a60neBaHNe aHTUTeNa He BbiSiB/IEHbl. B CMTMHHOMO3r0BON
XKUAKOCTM MOTYT 06HaPY>XXNBATbCS YMEPEHHbIii NeoLnTO3,
CNerka noBblWeHHbIA YPOBEHb BenKa 1 0ONUTOKJI0HaNbHbIE
Mosiocbl. Y nauneHToB 0TMeYarTCA PoKanbHble NPUCTYNbI
(06bIYHO MOTOPHbIE), HAaCTOTA U THHKECTb KOTOPbIX CO Bpe-
MeHeM MporpeccupytoT. Pa3esmBaeTcs NporpeccupyoLni
KOHTpanaTepanbHblii remunapes. [JuarHo3 cTaBMTCA Ha 0C-
HOBAHMU XapaKTEPHON KIMHUYECKOW KapTWUHbI U AAHHbIX
HelipoBM3yannaaummn. B LeHTpanbHOW HEPBHON cUcTeMe
BbISBNATCA MHOr004aroBoe KOPKOBOE BOCNaneHue, ru-
6efib HENPOHOB W FIN03, OTPAHNYEHHbIA OLHUM MONyLWapm-
em [31].

Cunapom PME BcTpeyaeTcs pefko U BbI3bIBAETCA rete-
POreHHOW rPynMow reHeTU4ecknx Hapywerui. OQuarHo3 PME
CTABUTCA NPU HANNYUM MUOKJIOHYCA, NMPOrPeCCUPYHOLLNX
ABUTATeNbHbIX N KOTHUTUBHBIX HAPYLIEHWUIA, CEHCOPHbIX
1 MO3XE4YKOBbIX CUMNTOMOB 1 RHOMabHOT0 POHOBOr 0 3a-
meaneHns Ha 33l y naymeHTa 6e3 HapyLlWweHWn pa3BuTus
1 KOTHUTUBHON (OYHKLMUM B aHamHe3e. O6LMM Npru3Hakom
PME siBnsetca dotoceHcnbunusaumns. PME moxeT 6bITb
C ayTOCOMHO-PELEeCCUBHbIM HacneaoBaHmem (B 60/bLUNH-
CTBE CJly4aeB), HO MOXET M BO3HMUKaTb cnopaanyecku. Pac-
MPOCTPAHEHHOCTb CUHAPOMA 60/ee BbICOKA B M30SINPOBAH-
HbIX PErMOHax UAK B KyNbTypax, rae ogoobpsawTtca 61u3-
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KOPOACTBEHHbIe 6pakun. Taknm 06pa3om, MECTO POXAEHUS
1 9THMYECKOE NPOUCXOXKAEHME NALNEHTA ABNATCA BaXKHbI-
MW LaHHbIMKW Ana auardoctuku PME [15, 39].

EwRIS — penkuit KOMOUHUPOBAHHbI CUHAPOM reHepa-
NM30BAHHOA N (DOKANbHOW 3NWUAENCUN, KOTOPbIA XapakTe-
pU3yeTcs WHULWUPYEMbIMU YTEHUEM PeNEeKTOPHbIMU
MUOKJIOHMYECKMMU NPUCTyNnamm ¢ nopaxeHuem opoda-
LUnanbHbIX MbiWwL. Ecnn yTeHne npoaonxaercs, MOryT BO3-
HUKHYTb FeHePann30BaHHbIE TOHNKO-KNIOHNYECKME MPUCTY-
nbl. TakuMm 06pa3om, TulaTeNbHbIA CO0P aHAMHE3a UMeeT
peluaoLLee 3Ha4YeHne 4na nocTaHOBKM MarH03a, PaBHO Kak
1 OCBEAOMJIEHHOCTb 06 9TOM CUHAPOME, NOCKOMbKY BbIsiB-
NeHne CUMNTOMOB B 3aBUCMMOCTHW OT 3aAa4n MOXET npuBe-
CTU K HENPABUIIbHOW AnarHocTuke Kak EwRIS, Tak n TMKOB
Unu 3ankaHns. NMpucTynbl BbI3bIBAOTCA rMaBHbIM 06pa3oM
YTEHWNEM, HO TaK>Xe MOryT MPOBOLMUPOBATLCS U APYTIMUN BU-
JlaMn aKTUBHOCTW, CBA3AHHbIMM C peyeBoin yHKUmen. MNpo-
FHO3 6NaronpusTeH, NOCKONIbKY CMOHTAHHbIE NPpUNAaaKu Ma-
NOBEPOATHbI, NPUCTYNbI PEArUPYHOT HA NEYEHNE 1 X MOXKHO
n36exaTb 3a CYET YMEHbLUEHNSA BO3ENCTBUS NPOBOLMPYIO-
Lero pasapaxkutens. Y 601bWNHCTBA NALIMEHTOB CYA0POrK
TPe6YyT ANUTENIbHOMO SIeYeHMUSA, XOTH Y HEKOTOPbIX CO Bpe-
MEHeM MOXET HacTynuTb pemuccus [15].

CUHIPOMBI HINOIIATUYECKOM
TEHEPAJTU30BAHHOM SIIWJIEIICAH /
IDIOPATHIC GENERALIZED EPILEPSY
SYNDROMES

PaHee B KOHTEKCTE KJlaccMdumkaLum anunencum TepMiH
«namonaTu4ecKunii» Ucnosib3oBancsa Ang onucaHus pac-
CTPOWCTB, KOTOPbIM HUYEro He NPeALLIecTBOBANO M A5 KO-
TOPbIX He 6bIN0 YCTAHOBMIEHO HUKAKOW APYroii NMPUYUHbI,
KpoMe BO3MOXXHO HAacneaCTBEHHOW NpeapacnonoXXeHHOo-
cTu [40, 41]. B xoze noarotoBkn Knaccudukauum anunen-
cun ILAE 2017 1. 661710 NPU3HAHO, YTO TEPMUH «FEHETNYe-
CKuii» 60NMee TOYEH, 4eM «UAMONaTUYeCKUN», 0JHAKO
BMECTe C TeM TEPMUH «MANONATMYECKAS FeHepann3oBaH-
Hasa anunencus» No-npexHeMy NMeeT KJIMHNYECKOoe 3Have-
Hue [9-11, 35]. CornacHo Knaccudukauun anunentuye-
ckux cuHgpomoB ILAE 2022 r. ngnonatnyeckas reHepa-
nn3oBaHHasa anunencua (anrn. idiopathic generalized
epilepsy, IGE) Bkfto4YaeT 4eTbipe CMHAPOMA: JeTCKas ab-
caHcHas anunencus (CAE), toHowweckas abcaHcHas anunen-
cus (JAE), oHoweckas MuoknoHuyeckas anunencus (JME)
1 3NUNENCcus ¢ 30NINPOBAHHLIMI FeHePannM30BaHHbIMU TO-
HUKO-KIoHuYeckumu npuctynamm (GTCA) [35]. CuHapOMbl
IGE maHndecTupytoT B Bo3pacTte oT 3 40 25 neT, peako —
B 60onee cTapwem BO3pacTe, HO He cBbiwe 40 net. Y 23—
43% 6O0NbHbIX 3NUNENCKUen B JETCKOM 1 NOAPOCTKOBOM
BO3pacTe Hab/oJaeTcs reHepann3oBaHHas anunencus,
53-58% W3 HUX UMEIT O4MH U3 YeTblpex Bbillenepeyunc-
NeHHbIX cuHapomos IGE.

B Knaccudukaumm anunencum ILAE 2017 r. npeanara-
eTCS UCMNONb30BaTb TEPMUH «[EHETUYECKME reHepannso-
BaHHble anusiencun» (aHrn. genetic generalized epilepsies,
GGE) ans Wmpokon rpynmnbl 3NUAENCUin ¢ reHepann3oBaH-
HbIMU TUNAMMW NPUCTYNOB U FTEHEPANM30BaAHHbIMI CNaliK-
BOJIHAMU, NPEANONOXNTESIbHO FeHETUYECKON 3TUONOMnK,
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YCTAHOB/EHHOW HA OCHOBAHUW HAJIMYNS CXOXMNX NPOABIE-
HWIA y 611M3HEL0B, a Takxe 4YneHos cemen [9-11, 35]. Mpn-
3HaBas, 410 rpynna GGE BK/l04aeT MHOXXECTBO KakK pacnpo-
CTPaHEHHbIX, TaK N PEAKO BCTPEYAKOLNXCHA TEHETUYECKNX
CMHAPOMOB reHepann3oBaHHom anunencumn, Paboyas rpyn-
na ILAE oTtHecna IGE k otaenbHon noarpynne GGE no cne-
Jyowum npudrHam [35]:

—IGE aBnsTcsa Hanbonee pacnpocTpaHeHHbIMU CUHAPO-
mamu B npefenax GGE;

— Kak npasuno, y IGE xopowuuit NporH03 B 0THOLIEHUU
KOHTPONS NPUCTYNOB;

— IGE He pa3BuBalOTCA B ANMIIENTUYECKYIO 3HLedanona-
TUIO;

— CyLLEeCTBYET KNMHM4Yeckoe coBnaaeHne mexay CAE, JAE
n JME, ¢ BO3pacTOM OHM MOTYT TpaHCOPMUPOBATHLCA
B Apyroi cunapom IGE (Hanpumep, CAE, 3BoNOLNOHUPYIO-
wmii 8 JME);

— Y HUX cxoxue 33I-NposBIieHuns, B T4. HOpManbHas go-
HOBAs aKTUBHOCTb C reHepann30BaHHbIMM pa3psaAamMm cnaiik-
BOJTHOBOW W/UNK NONMCNANK-BOHOBON aKTUBHOCTM YaCTOTON
2,5-6 T npy runepBeHTUNALNN N POTOCTUMYNALMN.

Ha pucyHke 7 nokasaHo, kak IGE BxogaT B 60nbLyt0
rpynny GGE. 3aecb 0Tpa)keHo, 4T0 pasfinyme mMexay ue-
TbipbMA cuHapomamu IGE He Bcerga 4yetkue, NOCKONbKY
MMEET MECTO CXOXECTb KIMHUYECKUX NposiBiieHnii. Kpome
TOro, cyuiectsyet nepeceyeHune mexnay IGE n He-IGE GGE,
0 YeM CBUJETeNbCTBYET 60Jiee BbICOKAs 4acTtoTa CUHAPO-
MOB IGE y poACTBEHHMKOB 60/1bHbIX 3NUAENCUEN C MUOKJIIO-
HWEeN BeK, anunencuein ¢ MUOKIOHNYECKMMI abcaHcamum,

MUOKITOHNYECKOIA anunencuen MnageH4ecTsa, anusiencuei
C MWUOKJTOHNYECKUMMN aTOHUYECKUMU MPUCTYNAMN U FTEHETHN-
4eCcKoil anunencuen ¢ ebpunbHbIMIA Cygoporamu nic
(GEFS+) [23, 35, 42, 43].

Momumo IGE Kk rpynne GGE oTHOCATCS reHepann3oBaH-
Hble TWUMbl NPUCTYNOB, KOTOPbIE HE COOTBETCTBYHOT KpUTE-
pUsIM KaKoro-nnbo CMHAPOMa, 1 MeHee PacnpoCTpPaHeHHbIe
CUHOPOMbI FeHepann3oBaHHOM 3NUNENCUMN, TaKXe UMEIo-
LLiMe TeHETNYECKYI0 OCHOBY, Pa3BMBAIOLLMECS B YCIIOBUAX
HOPMAasbHOMO WHTENJIeKTa MO0 0TCTaBaAHWUS B YMCTBEHHOM
pasBuTUn. HekoTopble 60JIbHbIE MOTYT UMETb dNUenTuYe-
CKyto aHuedanonatuio (EE), Takyto kak anunencus ¢ Mno-
KNOHMYeCKu-atoHn4eckumu npuctynamu (EMALS), opy-
rne — 9BOJOLMOHHYIO 1 AMUNIENTUYECKYIO 3HLed)anonaTuto
(DEE), K KOTOpPO#1 OTHOCATCS TaK1e CUHAPOMbI, KaK 3nunern-
CUA C MUOKJIOHUYECKUMM aBCaHCaMmn 1 aNUnencus ¢ M1o-
KNOHWeN BeK. PAg anunentmyecknx CMHAPOMOB, TaKUX Kak
MUOKJTIOHNYECKAs 3NUNencus MiafieH4ecTBa, MOXeT Mpo-
ABNATLCS FeHepann30BaHHOI anunencuen y pebeHka ¢ 3B0-
NIOLUMOHHON 3HUedanonatmen (1.e. 0OTCTaBaHUEM B yM-
CTBEHHOM Pa3BUTWMN) WU C HOPMATbHbIM UHTESTNEKTOM.

MauneHTbl ¢ IGE ncnbiTbIBAOT OAUH UK KOMOWHALMIO
CNeayloLWnX TUNOB reHepann3oBaHHbIX NPUCTYNOB: abCcaH-
Cbl, MUOKJIOHNY€ECKIE, TOHUKO-KJTOHNYECKNE N MUOKIIOHN-
KO-TOHWKO-KJIOHUYECKMe NpucTynbl. [eHepann3oBaHHble
TOHMKO-KJIOHMYECKMe Cyaoporn MoryT UMeTb B Ka4ecTBe
PaHHMX NPOSBNEHWNIA (DOKANbHbIE U ACUMMETPUYHbIE KOM-
MOHEHTbI, TAKMEe KaK OTKJIOHEHWE UJIN BEPCUBHbIE ABUXEHUS
rOfI0BbI M rNa3, @ MWOKJIOHUYECKNE CYA0pPOr MOryT 6biTb

l'eHeTHyeckue reHepanu3oBaHHble anunencuu / Genetic generalized epilepsies

WpuonaTtuyeckue reHepanu3oBaHHble anunencum /

Idiopathic generalized epilepsies

[etckas
abcaHcHas anunencus /
Childhood
absense epilepsy
(CAE)

Juvenile

(JAE)

anunencus
C 130/TMPOBAHHbBIMN
reHepann3oBaHHbIMM
TOHMKO-KNOHNYECKUMN
npuctynamu / Epilepsy
with generalized
tonic-clonic seizures
alone (GTCA)

OHoLLeckas
abcaHcHas anunencus /

absense epilepsy

anunencus ¢ MUOKJTIOHNYECKK-
ATOHN4eCKUMU NpucTynamm /
Epilepsy with myoclonic-atonic
seizures (EMALS)
JBONIOLHMOHHAA W INUNENTUYecKas
sHuecpanonatus / Developmental
and epileptic encephalopathy

dnunencus ¢ MUOKNOHWEN BeK /
Epilepsy with eyelid myoclonia (EEM)
1
Anunencus ¢ MUOKIOHNYECKUMM abCcaHcamm /
Epilepsy with myoclonic absenses (EMA)

JBONHOUNOHHAA
3Huedhanonatus /
Developmental
Encephalopathy

MwuoknoHuyeckas anunencus
mnageHvectsa / Myoclonic
epilepsy in infancy (MEI)

Pucynox 7. Knaccupukanys snunentudecknx Cuugpomos ILAE 2022 1.: reneTnyecKue reHepaan3oBaHHbIe SMUIEICHH,
BKJIIOYAIOMIUE UIUONIATUYECKUE T€HEPANTN3OBAHHbIE AMWIIETICUH (AIAITUPOBAHO U3 [35])

Figure 7. The 2022 ILAE Classification of Epilepsy Syndromes: genetic generalized epilepsies including idiopathic generalized

epilepsies (adapted from [35])

anuiencus 1 Nnapokcm3manbHble COCTOAHUA
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hoKanbHbIMKU UK aCUMMETPUYHbIMU. O4aroBble NposBie-
HWS 4aCcTO BAPbMUPYIOT OT NpMCTyna K npuctyny. Y 4actu na-
umeHToB ¢ IGE nmeet mecto dpoToceHcnbunmuzaums [35].

Mpu IGE Ha 33T nNpucyTCTBYIOT reHepann3oBaHHbIe
paspsifbl CNaik-BOSH, 06bI4HO 2,5-5,5 I, KOTOPbIE 4acTo
BO3HMKAIOT HA (DOHE AenpuBaLMmn CHa, BO BPEMS CHA U NpK
npoby>xxaeHnu. Mpn GOTOCTUMYNALNM Y BONbLLIMHCTBA He
nonyvawuwmux neveHme nauyneHTo ¢ JME 1 y MeHbLINH-
ctBa nauneHtoB ¢ CAE n JAE Bo3HMKaeT (hOTONApoKCcu3-
ManbHbIN 0TBET. HopmanbHas pyTuHHas 33l He nckn4a-
eT anarHo3 IGE npn Hanu4um y6eantenbHbIX KIIMHNYECKNX
JaHHbIX.

Y nauneHTtoB ¢ IGE 4acTo HabntogaloTcs paccTponcTea
HaCTPOEHMS, TPEBOXKHOCTb, CUHAPOM AeddULMTa BHUMAHUS
n runepakTueHoctu (COBIN) n TpyaHocTn B 06y4enunn. |GE
TaKXXe KoppenupyeTt ¢ 6051ee HU3KUMI JONTOCPOYHbIMU CO-
LManbHbIMU NCXOAAMU, BKITHOHAN CHIKEHME YCEBAEMOCTH,
MOBbILWEHHbI PUCK He3annaHWPOBAHHON 6EPEMEHHOCTH,
NCUXMYecKmne, IMOLMOHASIbHbIE N NOBELEHYecKne npobrne-
Mbl, CHU)KEHIE COLManbHOro B3ammoaeincTeusa ¢ 4py3bsMu.

Y He60/bLIOA YacTh nauneHToB ¢ IGE BbiSiB/IEHbI MOHO-
reHHble NPUYMHbIL. [IpuMepbl BKHOYAOT MyTaLumn B HECKOJIb-
KUX reHax — cy6beAnHNLax peuentopa ramma-aMmmHoOMac-
NAHON KncnoTbl (Hanpumep, GABRGZ2, GABRAT) u reHe,
KOLMPYIOLLEM NepeHoCYNK rKo3bl 1-ro Tuna (SLC2AT).
BcTpeyaroTcs Kak yHacneaoBaHHble BapMaHTbl, Tak 1 Bapu-
aHTbl de novo. B nepBoM cny4yae CeMenHbIn aHAMHE3 MOXET
MoKa3blBaTb HEMOMHYO NEHETPAHTHOCTL (NPM 3TOM 340pP0-
Bble POACTBEHHUKU SBMIAIOTCA HOCUTENSIMW NATOrEHHOIO
BapuaHTa), BO BTOPOM Cily4ae 60JibHble anunencueii cpean
4NEHOB CeMbl OTCYTCTBYHOT.

X0TS CeMeNHbI aHAMHE3 3NUJIencum, CBA3aHHON C reHe-
pann3oBaHHbIMI NMPUCTYyNamu, NOATBEPXKAAET 3TO, Yalle
BCEro nauymneHTbl ¢ IGE He MMetoT ceMeliHoro aHamHe3a anu-
nencuu. 3To 06bACHAETCA NGO MyTauueir de novo, nnéo
CNOXHbIM HAacNneaoBaHNeM. TakuM 06pa3oM, TEPMUH «FeHe-
TUYECKUIN» OTHOCUTCH K npejpacnosiaratoLlen npuynHe,
a He K HacnefoBaHuI0 caMoii 6051e3HU.

CywiecTByeT 4OCTATO4HOE KONMYECTBO 60NbHbIX GGE,
UMELLNX FeHepann30BaHHble CNaik-BonHbl Ha 33l 1 reHe-
panu3oBaHHble MPUCTYMbI, HO KJIMHUYECKU HE COOTBETCTBYHO-
KX HU OAHOMY cuHApomy IGE (Hanpumep, nauneHTbl ¢ MIUO-
KJIOHNYECKOW anusencuen mnageH4yecTsa, anusiencuei
C MWUOKJIOHWEN BeK, 3Nunencuen ¢ MUOKNOHUYECKUMI ab-
caHcamy v anuencuen ¢ MMOKNOHNYECKN-aTOHNYECKUMIA
npucTynaMmn uam Boo6Lie C NPOSABAEHUAMM, HE COOTBET-
CTBYHOLMMMN HU OJHOMY CUHAPOMY). Takne 60nbHble JOMXK-
Hbl 6bITb KnaccuuunpoBaHbl Kak nauneHtol ¢ GGE 6e3
cneymgunyeckoro anuienTn4ecKoro CMHApPoma.

Herckas a0cancuasn suuiaencusa / Childhood
absence epilepsy

JeTckas abcancHas anunencus (CAE) BO3SHMKaeT y HOp-
MaJibHOr0 B APYrMX OTHOLLIEHNAX pe6eHka. CUHAPOM xapak-
TEpM3yeTcs HaNn4neM exxeHeBHbIX a6CaHCOB, NPK 3TOM Ha
93l B HaYane npucTyna perucTpupyeTcs reHepannm3oBaH-
Hasi CNank-BONHOBAs aKTUBHOCTb YacToTon 2,5-4 lu. Ab-
CaHCbl NPOBOLMPYIOTCA TMNepPBEHTMNALMER. HeBponornye-
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CKMIA cTatyc 663 NaTonorn4yeckmx NposBeHNi, pa3BuTue
1 KOTHUTMBHAA cdepa 6e3 OTKIIOHEHWIA OT HOpMbI. Y feTen
C abCaHCHOI anunencuen Moxet umeTb mecto GOBI n mo-
ryT NOABAATLCA TPYAHOCTW ¢ 06y4eHuem. MpucTynbl Kpat-
KOBPEMEHHbI, HO MOTYT BO3HUKATb KnactepaMmu. dnunencus
nepexoanT B cTagmnio pemuccumn y 60% aeTei yallie BCero
B TEYEHWe 2 NeT nocsie BOSHUKHOBEHWS WS B PAHHEM MOJA-
poCcTKOBOM BO3pacTe [35, 44].

IOHOMmIecKas aGcaHCHAS AIMHJIETICH / Juvenile
absence epilepsy

HOHoweckas a6caHcHasa anunencus (JAE) xapaktepunay-
eTcA abcaHcaMm y HOPManbHOMO B APYIMX OTHOLWEHUAX NOJ-
pOCTKa, KOTOpPble 06bIYHO BO3HUKAKT PEXe YeM OAMUH pas
B 1eHb MPU OTCYTCTBMUU Jie4eHUs 1 nposasastoTca Ha I3l re-
Hepanu30BaHHOI CNaik-BOHOBON aKTUBHOCTbLIO 4aCTOTOW
3-5,5 Ty. leHepann30BaHHbIE TOHUKO-KJIOHNYECKNE NpU-
cTynbl HabnoaatTca 6onee 4em B 90% cnyvaes, Yalle BCe-
r0 OHW HA4YMHAKTCA BCKOPE nocne Hadana abcaHcoB. Hes-
ponoruyeckuii ctatyc 663 nNatonorn4yecknx NPosBAEHWA,
pa3BuTIE 1 KOTHUTUBHASA ccpepa 06bI4HO 683 0COOEHHOCTEN,
X0TA MOryT umeTb mecto CLBI n TpyaHOCTW B 06Y4eEHUN.
JAE xopouwwio koHTponupyetca A3MT, HO MOXeT NOTpe60oBaTh-
Cf NOXN3HEHHaA Tepanus [35, 45] .

IOHOmECKass MUOKJIOHHUYECKAA SMMUJICTICUA /
Juvenile myoclonic epilepsy

HOHoweckasn muoknoHuveckas anunencus (JME) asns-
eTcsl Hambonee 4yactoim cuHapomom IGE ¢ ge6otom B noa-
pocTKoBOM 1 B3pocniom Bo3pacte. JME xapakTepuayetcs
MUOKNOHNYECKUMMN N FeHepanin30BaHHbIMU TOHUKO-KNOHN-
4eCKMMM CyL0pOraMm y HOpManbHbIX B APYTrMX OTHOLLEHN-
AX NOAPOCTKOB U B3pOCsbIX. MWOKNOHNYECKUE NPUCTYNbI
00bI4HO BO3HMKAKT BCKOPE Nocie npobyXAaeHus u npu
yTomneHunn. [lenpneayms cHa aBnseTcs BaXXHbIM NPOBOLN-
pytlowum paktopom. Ha 33l permctprupyeTcs reHepanuso-
BaHHas CNank-BONHOBAA W NONMUCNAK-BONIHOBAS aKTUB-
HOCTb 4acToTon 3-5,5 TU. POTOCEHCUTUBHOCTb NpK
JME — pacnpocTpaHeHHoe siBneHne, Bo3Hukatowee y 90%
60MbHbIX NPU NCNONb30BaHUN doTOCTUMYNSAUMK. [aymneH-
Tam ¢ JME 4acTo TpebyeTtca NoXKu3HeHHas tepanus [35,
46-48].

OIUIEIICHA C U30THPOBAHHBIMH
TeHEePATH30BAHHBIMHU TOHHKO-KJIOHUYECKUMH
npucrynamu / Epilepsy with generalized tonic-
clonic seizures alone

anunencusa ¢ N30NMPOBAHHLIMU TEHEPANTM30BAHHbIMU
TOHWUKO-KJIOHMYeckumu npuctynamu (GTCA) asnsetcs fo-
BOJIbHO 4acTO BCTpevawowmmes cuHagpomom IGE. Y yacTtu
NnauMeHToB HA6JILAKTCA reHepann30BaHHbIe TOHUKO-KI10-
HUYECKNe NPUCTYNbI, BO3HWKAKOLLME C Pa3INYHOI HacTOTON,
KOTOpble 06bI4HO [e6OTUPYIOT HA BTOPOM MK B Havasne
TPETbEero LecATUIETUS XU3HU 1, KaK NPaBusio, NPOBOLMPY-
oTCS AenpuBaunen cHa. [pyrux TMnoB nNpucTynoB He OT-
medaeTcs. Ha 93 umeeT MeCTO reHepannm3oBaHHas Crnamnk-
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BOJIHOBASA UMK NOMNCNANK-BOTHOBAS aKTUBHOCTb YaCTOTOIA
3-5,5 M. Yactota pemuccun Hu3kas, naumeHtam ¢ GTCA
MOXXeT N0Tpe60BaTbCA NOXU3HEHHOE NieyeHue [35].

OBCYKIEHMUE / DISCUSSION

B knaccudpmkauum ILAE npownibiX N1eT U B NPeA0XeHN-
ax ILAE no yTo4yHeHMsiM onpeaenieHunii u knaccuukauum
BCEraa ynoMuHasncsa psaa XopoLo M3y4YeHHbIX U JOBONbHO
4aCTO BCTPEYAOLLMXCA 3NUNENTUYECKUX cruHapomMoB. OgHa-
KO ohnumanbHo yTBepaeHHON ILAE cuHapomanbHoi
Kfaccuukaumm Lo HeAaBHUX NOP NPUHATO He 6blno.
B 2017 r. ILAE npenctaBuna 6a30ByH0 KnaccuguKkauuw
TUNOB 3NUNENTUYECKMX NMPUCTYNOB, TOrAA e 3KCNepThl
OTMETWMN, 4TO CNeAYL e NOrM4eckon o6aacToio Ans
PaccMOTPEHMUS 1 OLEHKM AOMKHA CTaTb Kiaccudukauus
aNunenTUYecKMx CMHAPOMOB. bbina cosgaHa Paboyvas rpyn-
na ILAE n Hayanacb akTuBHas pasa co3[aHua Knaccupu-
Kauun. Motpe6oBanoch 5 NeT ynopHoi paboTbl IKCMNepT-
HOro coobuiecTBa, 4T06bl pa3paboTaTh, COrnacoBaTh u yT-
BEPAMTb KNaccmguKaLnto anunenTuiecknx CMHAPOMOB.

YHMKaNbHbIM NPEMMYLLECTBOM CTasia npumeHsemas me-
TOAO0/0r NS, KOra 3KcnepTHAs OLiEHKA W CorflacoBaHme nNpo-
XOAAT C MCNOSIb30BaHMEM AeNbMMUIACKOro MeToda B He-
CKOMbKO UTepaLunii c y4actuem akcneptoB Paboyei rpynnbl
ILAE, cneunanncToB aBTOPUTETHLIX MEAMLUHCKMX 06LLe-
CTBEHHbIX OpraHn3auni, WNPOKON 06LLECTBEHHOCTH, MEB-
LLel BO3MOXHOCTb BHECTM BKNAJ B 9KCNEpTU3y Yepes opu-
unansHbin canT ILAE, n peueH3eHTOB XypHana Epilepsia.
Takum 06pa3om, 6b1710 06eCMEYEHO yHacTUe NPaKTUYeCKN
BCEX CMNeLManmcToB 34paBOOXPAHEHMSA, UMEIOLLMX NHTEPECHI
1 9KCMEPTHbIA YPOBEHb B 3MUIENTONOMN N CMEXHbIX Ha-
npasneHuax. OgHaKo HeT MHGopmauun 06 y4acTum B Npo-
Llecce NauneHTCKNX 06LLEeCTBEHHbIX OPraHn3aLnii, KoTopble
M0 YCTAHOBMBLLEICA B NOCNEAHNE FOAbl NPAKTUKe NpuBIe-
KalTca AN CO3[aHMA rainananHoB no 0rpaHuYeHHoOMY Kpy-
ry Opyrux HO30M10ruii. Ho B Nt060M Cy4ae OMMCaHHbIA gop-
maT NpefcTaBnseT co60i PeaKuin Cny4an opraHn30BaHHON
COBMECTHOMN paboThl, KOrAa KaXKablii cneuunanucT npu xe-
NaHWM MOT Yy4acTBOBATb B CO3AaHMKN JOKYMEHTA U MHEHMe
Ka)XK[0ro aKkcnepTa BANAN0 Ha KOHEYHbIA pe3ynbTar.

BakHbiMu npeumyuiectBamn Knaccudukauyum anunen-
Tn4eckux cuHapomoB ILAE 2022 r. aBnsetcs pa3paboTaH-
Has eAnHan CTPYKTypa ONucaHus, BKIKOYaoLwan annaemmno-
NOru, aHaMHe3, KJIMHNYECKYI0 KapTUHY, Te4eHne 601e3HN,
onucaHne NPUCTynoB, ANeKTPOKIIMHUYECKYHO KapTuHy (33T),
HeipoBU3yann3aunto, AaHHble TEHETUYECKNX UCCIea0Ba-
HUIA, AnddepeHUnanbHy AMarHocTuKy, a Takxe AnarHo-
CTUYECKNE KpUTEpun B eAnHOM chopmate (0653aTeNlbHbIe
KpUTEpUN, HaCcTOpaXKMBatoLme NPU3HaKm n KpUTepun nc-
KntoYeHus). Moxxanyin, Bnepeble NpeAcTaBneHa BbiNOHEH-
Has Mo eAnHON CXemMe [ieTalibHasA XapakTepucTnKa KaXxoro
13 ANUNEenTUYeCKUX CUHAPOMOB, BOLLIEALINX B Knaccudu-
Kauut, KOTOPYHO B NePeBOAE HA PYCCKUIA A3bIK Bbl MOXETE
HanTy B MPUNOXEHUAX K 3TOW CTaTbe.

HeCOMHEHHO, MO3UTUBHBIM MOMEHTOM SBNAETCA peLle-
HWE COXPaHWUTb PAL NPEXHNX Ha3BaHWIi CUHAPOMOB, ABNS-
IOLLMXCA ANOHMMAMN, TaKUX KakK CMHApPOM [lpaBe, CUHAPOM
PacmycceHa, cuHapom JleHHokca—lacTo. Te, KTO cneaun 3a
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X0[l0M pa3paboTKu Knaccugukaymm, Mornum oTMedatb ny6-
NNYHbIE JUCKYCCUN HA 9TOT CHET, HO B UTOTE 6bIfI0 NPUHATO
pelleHne 0CTaBMTb UX, XOTA NOAaBNAoLLee 60NbLINHCTBO
APYrUX Ha3BaHWA-3MOHMMOB 6blJI0 3aMEHEHO HA Ha3BaHue
Mo AOMUHUPYIOLLEMY TUMY NPUCTYMOB C LieSbto Makcumarb-
HO TOYHO OTPA3MUTb UX KIIMHNYECKYH KapTuHY. OCHOBaHMEM
COXPAHEHNS MPEXHNUX HA3BAHWIA ANS BbILLENEPEYNCIIEHHbIX
CUHAPOMOB NOC/Y>KMII0 TO, 4TO 3TO YCTOABLUMECS U LINPO-
KO MPUMEHSAOLLNECA B PYTUHHOW KIMHUYECKOI NPaKTuKe
HanMeHOBaHUA. TakXXe B HACTOsALLEee BPEMS MPOXOAAT Ha-
4aTble HECKOMbKO JIeT Ha3af KNNHUYECKNe NccnefoBaHms,
psan npenapatoB B WHCTPYKLWM NO MEAULNHCKOMY NpUMe-
HEHMWI0 UMEKT [aHHbIe CUHAPOMbI B COCTaBE MOKa3aHWN.
[MoaTOMy U3MeHeHMe Ha3BaHMA NOBNEKO Obl 32 CO60N Tep-
MWHONOTMYECKYI0 NyTaHWLY, HE06XOAUMOCTb BHECEHUSA U3-
MEHEHUI B NPOTOKOJIbl KIIMHUYECKNX UCCNEA0BAHUA N WNH-
CTPYKLMM N0 MEANLMNHCKOMY MPUMEHEHUIO, 4TO B UTOTE
YyXYALWWNo 6bl AOCTYN NALMEHTOB K Tepanuu.

Hosas Knaccudukaunsa anunentn4ecknx CUHAPOMOB
ILAE 2022 r. ABNSeTCS 0QHON U3 CaMbIX 0ObEMHbIX MEau-
UMHCKKUX Knaccudukauuii. OHa 3aHUMAET B 06LLEN CIOX-
HocTW 166 cTpaHuy B 0PMLMANIbHOM NEe4YaTHOM OpraHe
ILAE - peuen3upyemom xypHane Epilepsia [12-15, 26, 35].
04eBMAHO, 4TO NPAKTUKYHOLLME BPA4YM JOSDKHbI 6yayT no-
CTOSIHHO 06paLLaTbCs K MEPBOMCTOYHNKY, OAHAKO ObICTPbIN
NMoMCcK HEOOXOAMMOW UM MHDOPMALIMK 1 B CNy4Yae obpalie-
HUA 6yAeT 3aTPYAHEH, NOCKONbKY Knaccmukaums He npea-
CTaBnsieT CO60M eJMHbINA JOKYMEHT, a pa3fiefieHa Ha LeCTb
pasHbix cTaten. Mexay TemM 06beM MOXHO ObII0 COKpa-
TUTb: Tak, pasgen «MeToaonorusa» He TOJIbKO NOAPOGHO
OnuncaH B OTAESIbHON Ny6nnKaLum, HO U BO MHOrOM gy61un-
pOBaH B KaXKJ0 U3 cTarten.

Cenyac onucaHne OAHOMO U TOMO XK€ 3NUIIENTUYECKOro
CUHAPOMA C pa3HOi CTEMEeHbD AeTanu3aunm MoXeT npu-
CYTCTBOBATb B HECKOJIbKMX CTATbAX, COCTaBnAOWMX Knac-
cudunkaymio anunentudecknx cuHgpomos ILAE 2022 r. Oue-
BMAHO, YTO 3TO BO MHOIOM 06YCJ/IOBJIEHO CJIOXHOCTbIO
W MHOFOrPaHHOCTbIO NPO6EMATUKMN 3MUENCUN, TEM He
MeHee 3TO He UAET Ha MoNb3y Knaccuukaumm, NoCKONbKyY
B pe3ysibTarte 3aTpyAaHeH 6bICTPbIA MOWCK B YCIOBUAX Orpa-
HWYEHHOr0 BPEMEHHOr0 pecypca NPakTUKYHOLWEro Bpaya.
Tak>xe MOryT BO3HWKATb PA3HOYTEHNA B TPAKTOBKE U He-
BO/bHble 3a61yXKAEHNS B OTHOLLIEHUN TOTO, KaK Knaccudu-
LMpPOBATb Takne anNunenTuyeckne CUHAPOMbI. Kpome 3toro,
BCTPEYAOTCA HebONbLUME pa3nuynsg B TepMuHonorum. Ha-
npumep, B ctatbe S. Zuberi et al. [14] ucnonb3yeTtcs TepMuH
«3BOJMIOLMOHHAA U dNUIeNTUYeCcKas aHuedanonaTus» (aHr.
developmental and epileptic encephalopathies), a B pa6ote
N. Specchio et al. [26] npeMmyLLeCTBEHHO BCTPEYAETCA Tep-
MWH «3BOJIOLIMOHHAN N/MAK 3aNUnenTuyYeckas aHuedanona-
Tusa», (aurn. developmental and/or epileptic encephalo-
pathies). B ctatbax K. Riney et al. [15], E. Hirsch et al. [35]
n E.C. Wirrell et al. [13] ncnonb3ytotca 06a BapnaHta, npu
aTom ab6pesnaTypa oaHa u Ta xe (DEE). Pa6oTta K. Riney et
al. [15] coaepXut nosicHeHme: «TepMUH “3BOJTIOLIMOHHASA 3H-
uecbanonatus” NPUMEHAETCSA, KOrAa BO3HUKAET COCTOSIHME,
NPOSABAOLLEECH KOTHUTUBHLIMMW, HEBPONOrMYECKUMMN UK
MCUXNYECKUMN HAPYLLUEHUAMMU, 3aCTOEM WU PErpeccuen,
HeNnoCpeaCcTBEHHO 00YCIOBNEHHbIMU OCHOBHOW 3TUONOTMEN.
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HanpoTus, TepMuH “anunentuyeckas sHuedanonatms” npu-
CYTCTBYET, KOTAa 3HUedanonatus Bbi3dpaHa anuientuye-
CKOVl aKTUBHOCTbO. TepMUH “3BOIIOLMOHHAA W 3NUIENTN-
yeckas aHuedanonatua” (DEE) ncnonbayetcs, korga oba
hakTopa cnocob6CTBYHT COCTOAHMIO mauymeHta». o-
BMAUMOMY, TaKie MOMEHTbI 00YCII0BIIEHbI TEM, YTO Haj
Pa3nuYHbIMM COCTABALMMI Knaccuukaumm pabotanm
pasHble KONNEeKTUBbI aBTOPOB.

MnniocTpupytowme Knaccmgukawmo cXxembl He BCerga
Nerkn ansg BOCNPUATUS, TAKXKe aBTOPbI He BCerAa AatoT nof-
po6Hble NosiCHeHUs — Kak, Hanpumep, E. Hirsch et al. [35]
npeacTaBun NOSCHEHUS K B6N0K-CXeMe Knaccuukaymm
FeHeTUYECKMX FeHepann30BaHHbIX ANUENCUI, BKIOYal0-
WMX namonaTm4eckme reHepann3oBaHHbIe aNUNEencum (Cm.
puc. 7, onucaHune NnpuBeaeHo B TEKCTe cTaTbh). B page apy-
FUX CIly4aeB He BMOJSHE NOHATHO, 4TO 03HA4aeT TOT UK
WHOW LIBET UM TPafUEHT HA CXeMe, HECET NI 3TO KaKOon-1u-
60 CMbICN UAK COENAHO NULWb AJS NYHLEro BM3yanbHOro
BocnpuaTus. Kpome Toro, Ha 6510K-cXeme, UNOCTPUPYIO-
wei DEE nnu EE petckoro Bo3pacrta B CO4ETaHWUM CO Cnank-
BOJIHOBOM aKTUBHOCTbIO BO CHe [26], NpMCYTCTBYIOT CTapble
HauMeHOBaHUSA ANUNENTUYECKMX CUHLPOMOB, OT KOTOPbIX
yXXe 0TKazanucb B Knaccugukaumm anuienTnyecknx CuH-
apomos ILAE 2022 r., 4TO Tak)Ke MOXeT 3anyTaTb NpakTu-
KyloLmx Bpayeii (cm. puc. 5).

CocTaButenu knaccudmkaLum He BCeraa 4eTKo npuaep-
XKUBAKOTCS pa3paboTaHHON eAUHONA CXEMbl ONUCAHUS AMK-
NenTUYeCcKMX CUHAPOMOB. B KayecTBe 04HOM0 13 NPUMEPOB:
B ONWUCAHWUM 3NUIENTUHECKUX CUHAPOMOB C Ha4anom B AeT-
CKOM BO3pacTe A5 4aCTW U3 HUX OTAENbHbIM MYHKTOM B Tab-
nuuax npueBeaeH AONTOCPOYHbLIA NPOTHO3, B APYrUX Cny4a-
X aTa MHpopmauusa He aaetca. Opyrum npumepom sBns-
0TCS HA4MHAKOLWMECH B Pa3HOM BO3pacTe anuienTuyeckme
CUHAPOMbI C 3BOMOLMOHHOI U/UIN ANUNENTUYECKOIA SHLE-
(hanonatnein n anunenTuYeckme CUHAPOMbI C NPOrpeccu-
PYIOLLMM YXYLLLIEHNEeM HEBPONOrMYeCKOro ctaTyca (60s1e3-
Hu YHBeppuxTa-JlyHa6opra, Jlacdopa, HeMpoHanbHbIN
LepoUIHbIN NMNOGYCUNHO3), ONMCcCaHne KOTOPbIX faeTcs
CNJIOLHbIM TEKCTOM 6€3 CTPYKTYPUPOBAHMSA NO BbILEOMNN-
CaHHOMY LLIA6OHY.

HakoHeL, aBTOpbI AEKIAPUPYHOT CTPEMJIEHIUE UCMOSb30-
BaTb YETKYI TEPMUHONOMNI0, KOTOPY MOXHO ObIN0 6bl
NEerko nepeBecTn Ha pasHble A3bIKKU ANg yao6cTBa npume-
HEHMS MeXJyHapoaHbiM coobuectsom [13]. OgHako aTa
3aja4a 6bina peleHa He B NOMHON Mepe. Ha aHrnninckom
f3blKe MHOTre ab6peBunaTypbl 3By4aT BeCbMa 611aro3By4Ho,
HO NepeBOA Ha PYCCKMWIA A3blK B pAfe CIy4aeB 3aTPYAHEH.
Hanpumep, Tepmun developmental and/or epileptic ence-
phalopathy (DEE) B faHHO# cTaTbe NnepeBefeH AJid KpaT-
KOCTW «3BOJIIOLMOHHAA U 3NUNENTUYeCcKan aHLedanonaTns»
U1 «3BOJOLMOHHASA U/WNK ANUNeNTUYeCcKan aHuedanona-
TUSi» B 3aBUCMMOCTU OT KOHTEKCTA OPUrMHANbHbIX Ny6nu-
Kauuii, XoTs 60s1ee TOYHbIM ABAETCS NEepPeBOA «3Hueda-
nonaTus, cBA3aHHaa C pa3BUTUEM W/WNK 3NUNENCUEN>,
a abbpeBunaTypa Ha pyCCKOM Hey106Ha 1719 NOBCEJHEBHOIO
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MPOU3HOLLEHNS, NO3TOMY NapasesibHo UCNob3yeTca n ab-
6peBmaTypa Ha aHrnMMIACcKoM. Kak BbIX04 MOXXHO MCMONb30-
BaTb aHrN0A3bl4HbIe ab66peBnatTypsl (B CTaTbe NpenumylLle-
CTBEHHO NPUMEHAETCA TAKOW MOAX0A), HO 3TO NOTpebyeT
MPUBbIKAHMA NPAKTUKYOLWMUX Bpayen. [Jpyron npumep: self-
limited epilepsy with centrotemporal spikes ¢ 3anomuHato-
werica ab6pesnatypoii SeLECTS nepeBoanTcs Kak «camo-
KynupytoLasaca anunencus ¢ LeHTpanbHO-TEMNOPanbHbIMM
cnainkammu», n abbpesmaTypa Ha pyCCKOM Hen36exxHo Teps-
€T B KpacoTe 1 3anoMUHAeMOoCTH. TakXe TEPMUH «CaMOKY-
MUPYHLWLAACca anuIencus» MoXeT 6biTb OLINOGOYHO TPAKTO-
BaH Kak anunencusa, He Tpebytowas nevyeHns, kotopas
B Oyayllem nc4e3HeT cama no cebe. [103TOMY B pyCCKO-
A3bI4HOM COOOLLECTBE CMNELNaNNCTOB, 3aHNMALLLMXCA NPO-
6/1eMOVi dnuencum, JOCTaTO4HO LLUMPOKO pacnpocTpaHeH
TEPMUH «BO3pacT-3aBucumas anunencus». Ho agech ¢ ue-
Nb0 NPUMEHEHNS TEPMUHONOTUK, MAKCUMabHO 6113KON
K OpUTrMHAnNbHOW TepMuHonorum Knaccudpmkaumn anunen-
Tu4yecknx cuHapomos ILAE 2022 r. npnBoAMTCS TEPMUH «Ca-
MOKYNMPYHOLLasaca annnencus».

S3AK/IIOYEHHUE / CONCLUSION

Knaccndukauus anunentudeckux cuHgpomos ILAE
2022 r. 9BNAETCA UTOFOM MHOFONIETHUX YCUTUIA BONbLLOTO
KONM4ecTBa 3KCNepTOB 1 NPUMEPOM OTKPbITOIO MeXAyHa-
POAHOr0 COTPYAHMYECTBA CMELNannCTOB B 061acTu anu-
NEncum N CMeXHbIX HanpasneHunii. CNOXXHOCTb U MHOTO-
rPAaHHOCTb NPo6JieMbl 06YCNOBNNBAOT BO3MOXHYIO
KPUTWKY HOBOWM Kflaccudumkauum co CTOPOHbI Npodeccmo-
HaJIbHOro co06LecTBa, KOTOPAs HaBepHsAKa 6yaeT UMeTb
mMecTo. TemM He MeHee BbIMoJIHeHHas paboTa no onpejene-
HWUIO 1 KNlaccuduKaunum annnenTu4ecknx CMHAPOMOB —
BaXKHbIii War Bnepea W OTNpaBHas ToYKa Kak Ans ynyd-
LEHMA NOHUMAHNA NX 3TMONATOreHe3a, Tak U ANs AanbHeli-
Lero COBEPLUEHCTBOBAHMA OpraHn3auun paboTbl NpakTu-
KYHOLWMX CMeLnanncToB, KOTOPble 3aHUMAKTCA Npo6emMon
anunencum, B0 BCEM Mupe.

B kakoit mepe Knaccmdukauns anunentu4ecKnx CuH-
npomoB ILAE 2022 r. nony4nT npn3HaHue co CTOPOHbI Npak-
TUKYHOLWMUX CNeLnanncToB N HACKOJIbKO LUMPOKO OHa ByaeT
BHEJpeHa B KJIIMHUYECKYIO NPAKTUKY — MOKAXKET BPEMS.

JOIIOJTHUTE/IDHAA HHOOPMAIINA /
ADDITION INFORMATION

Ctatbs 1 [MpUNOXKEHUS K CTaTbe pa3MeLLeHbl OHMANRH Ha
MHTEPHET-CaNTe XXypHana «3nunencus n napokcuamarnbHble
cocTosHus»: https://epilepsia.su. Cuntaiite QR-koa kamepoi
cmapToHa.
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