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Classification and Definition of Epilepsy
Syndromes

The 2017 ILAE Classification of the Epilepsies defined three diagnostic levels including seizure
type, epilepsy type and epilepsy syndrome. Epilepsy syndromes have been recognized as distinct
electroclinical entities long before the first ILAE Classification of Epilepsies and Epilepsy Syndromes
was proposed in 1985, However, a formally accepted ILAE classification of epilepsy syndromes was
lacking, and the 2017-2021 Nosology and Definitions Task Force was charged with this endeavor.

The ILAE position papers are divided into (1) syndromes with onset in necnates and infants (up to
age two years), (2) syndromes that onset in childhood, and (3) syndromes that may begin at a
variable age (meaning in both pediatric and adult patients). Additionally, a fourth position paper on
the idiopathic generalized epilepsies is included. For each syndrome, diagnostic electroclinical
criteria, as well as expected results of other investigations (imaging, genetics), frequent co-
morbidities, and natural history are provided

List of Epilepsy Syndromes
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ILAE Classification and Definition of Epilepsy Syndromes

Intreduction to the Epilepsy Syndrome Papers, Epilepsia (2022)
Online Open Access | PDF Version

Translations: Arabic

ILAE Classification and Definition of Epilepsy Synd: with Onset in Neonates and Infants:

Position Statement by the ILAE Task Force on Nosology and Definitions, Epilepsia (2022)
Online Open Access | PDF Version -
R - 2LIRER

ILAE Classification and Defi of Epil | with Onset in Childhood: Position Paper
by the ILAE Task Force on Nosology and Deﬂnlliuns Epilepsia (2022)
Online Open Access | PDF Version
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Translations: Arabic | Ukrainian

Translations: Spanish | Ukrainian

ILAE Classification and Defi of Epil: with Onset at a Variable Age: Position
Statement by the ILAE Task Force on Nosology and Definitions, Epilepsia (2022)

Online Open Access | PDF Version N
SEITELEFR

ILAE Definition of the Idiopathic Generalized Epilepsy Syndromes: Position Statement by the
ILAE Task Force on Nosology and Definitions, Epilepsia (2022)

Online Open Access | PDF Version
BRESKRTADA

Methodology for Classification and Definition of Epilepsy Syndromes with List of Syndromes:
Report of the ILAE Task Force on Nosology and Definitions, Epilepsia (2022)
Online Open Access | PDF Version
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E R TADATEIERE O S % 2538

(BB ZH S RAIRERETAD AL
KIEMERNBBEEETANA @ Rk

Z D OREERBEETANA -
Familial mesial temporal lobe epilepsy, FMTLE
BEERE S BREHEETALA - AR ZE#ES TADLA - MHEME. Rk

BREKEEIMIRBERTANA Epilepsy with auditory features, EAF

HEAREEES TE TAD A « IIFME. RIEME

(BREFEN) REIEETCALA =)
Sleep-related hypermotor (hyperkinetic) epilepsy, SHE

SRRBERERTRIEEESTANA @ RikE

_LB/\/C/\”&’ /\J Familial focal epilepsy with variable foci, FFEVF

ZRMAEHOBE = FRAM. BEN. REMEENEE

F2 FAUERTANAERBEREHRES LTV I ERT

ERTADAERE BEEETF
SHE CHRNA4, CHRNAZ, CHRNBZ2, DEPDC5, KCNTI1, NPRL2, NPRL3, PRIMAI
FMTLE DEPDCS (A v TILBEFERA L Fh, FMTLE X BB EM LB ok ZTT)
FFEVF 7SC1, TSCZ, DEPDCS, NPRL2, NPRL3
EAF LG/, RELN, MICAL1
Riney K, et al. Epilepsia 2022;63:1443-74
Focal epilepsies
Tuberous Sclerosis
Focal epilepsy Focal epilepsy

Onset usually childhood - adolescence
Epilepsy usually mild

Intellectual disability rare

Autistic spectrum disorders rare
Familial or de novo mutations
Variable penetrance

Dysplastic lesions in some

N

GATOR1

DEPDCS
Npri2} Npri3,
g Multiple tubers with type IIB dysplasia
¢ ? Familial focal epilepsies with FCD

mTORC1 )(— Rlleb)

!
)

Scheffer IE, et al. Ann Neurol 2014;75:782-7

Onset usually infancy - childhood
Epilepsy often severe

Intellectual disability common
Autistic spectrum disorders common
Familial or de novo mutations
Variable penetrance

W DEPDCS

ENPRL2
NPRL3

uOther

m DEPDCS

mNPRL2
NPRL3

® Other

Weckhuysen S, et al. Epilepsia 2016;57:994-1003

15



‘ '
@ TEEED2E - ©F20220F£ & &

-%E?%%uﬁ%%%\Ei%ﬁ-%%n%?é%%ﬁ%%-%ﬁm%ﬁ
XD
 SERBAFHMMIT2ERIFRAARE CIUY AN EiE, RIZFHNERA
ERTCHREIELINAODTANADIEOEB L D LHFINS,
s ZMMEEL SO, SEEHORE L BFERICET 2 EEINI-ERNIE
$E5}§t E’J 7‘—:0
 BEERENATRINEZET, BALADEEORE ST, TALADDEER
DB IIHIIONRE R T,

c MEBENTANA (B : B4 OBET, EBENEREMIE) CREORRSE
DEOLLIER/TANA (B BE - &KE - A#ER) L 5K ERR
ELTHENL SN D DIEFOIRRITZ K-> TW5S,

\\ V4

= Jikei

[ 4
R " pediatrics|

16



	スライド 1: 新しいてんかん症候群の分類と定義 ILAE 2022
	スライド 2
	スライド 3
	スライド 4: てんかんの診断
	スライド 5: てんかんおよびてんかん症候群の分類 (1989)
	スライド 6: ILAEによるてんかん症候群の分類と定義 (2022)
	スライド 7
	スライド 8: 症候群概念図
	スライド 9: てんかん症候群の定義 (2022)
	スライド 10: ILAE疾病分類・定義作業部会の基本方針と変更ポイント
	スライド 11: 各症候群の定義：診断基準における新用語
	スライド 12
	スライド 13: てんかん症候群の病型と発症年齢分布
	スライド 14: 発作経過・予後・併存症による分類
	スライド 15: 病因による分類
	スライド 16
	スライド 17
	スライド 18: てんかん症候群 (ILAE2022)
	スライド 19
	スライド 20
	スライド 21: 新生児・乳児期のポイント2 発達性てんかん性脳症
	スライド 22: 新生児・乳児期のポイント3 病因特異的DEE
	スライド 23
	スライド 24
	スライド 25
	スライド 26
	スライド 27: 睡眠時棘徐波活性化を示す(発達性)てんかん性脳症
	スライド 28
	スライド 29: 焦点てんかん症候群の概念を整理
	スライド 30
	スライド 31: 症候群分類・定義2022のまとめ

