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Hopital Necker Enfant Malades, Paris, France

EEFTTAD AERR (ILAE) D948 - BEEZERIE, ThADA
EIEB RO TADADEZEDIET DO DEER, AEBKLUHE
HMET UTe. [2/%1 (generalized) | & [ (focal) | &, F
{EDERIARFEERD=R v RDO—IAICET D, TDRY NT—
DHRRICREICETIATNDI D (BRME) &, —RIRMIEERRE
[FDORy NO—JAICEIRL, ERIICRBTS, bdHLIFZENK
b SDULRIC—RIFRAICLED oI DEBERUIZ. 2%
EIEORFEICDOVWTIFBEBRIEUTc. ERMREIEICDOVTIEHTE
FRDDENHEFEELIEVED, FEIRFIICEERT DHNEN G D (f
RAFEERE, £REHFEE) (2] & MERM] OBLXIE
B - BRERAEI=EE (electroclinical syndrome) [CI& @RS NIK
W\ [4551% (idiopathic) |, [EMEM (symptomatic) |, BRI

(cryptogenic) | LD DX E LT [3RE (genetic) |, [&i&
B, {54 (structural-metabolic) |, [FREABA (unknown) |
ZHEWD. Wi -BREREEE UCHOESNELWTADADH D,
BCTADABDFERIEE, FFREEICEDVTTD (T8D5,
BR - BRPRAEIREE, #BEM, REMEDRRIC XDIEERMEDTA
PAFERFEERRHEDOTADA). TNSDHFEDEDESITEFFL
WARIEIE, BRICIHU TREICITS T EHNTED. MM ULIELY
BAROE (B - HEDERRR, Firtu, BET 2FEMERIC
KBDFE) PERAMWETIL—TRF (B - TADAMRE, BR
AR ORGE - [REREIREE) (X, BEEHDTADARICETDHIR
DIFEREDEEE U TERATHD, FHEETADARIDIEDIE
EITDHDEEZSND,

F—0—F

B CThhh BDE BERE ERERE BERE

PRI, FERRBIZR E EHMRORBRO Ik D 75
TR A KED 57z, EEFEHITA » ALY (ILAE) D45
FAIE, 1960 TN R R S, IO IER G IS A
IZBI L CId 1981 4F (ILAE MM - HEERR S, 19814F), TA
AT LTI 1989 IS fERL & 1T B (ILAE 734 - GG
ZTEE 19894, 2 5 DO & 7 - 7-EED £ < 13,
RO OAREGERR 7 A4, &5 NS FAEMIFICE
FTAHEIHEDONT B, YIROFHE S IL, FiREHRO AT
R 7 TR OBARIC K D ATHOEE N BEN 55 T &
ETRL TOZh, ZHEESGEEETIE RN, 19894 &
1981 ED B A FH A BGET§ Bkl & - 72 & DD (Engel, 2001,
2006) , Hrz LT TN,

2005 ~ 20094E-DZ B2 Z W IRGE S A=A FHD FE

o

Epilepsia, 51(4):676-685, 2010

L&, TRIZh2z2 2O RE LoD F 2 HiiZ, TA»
ADFEEHMEDOZE RPN Z LlliERFike Lo &
TALT B RT B2 LT, TAD»ADSENIERE -
FEARAERI RO WIS X T3 & 5 W 53 & 2 10k
L, 2OZDOREEE»EZEDE L, Th6DMENIEK
BUBIZHAIND ESIZTBZL12h 5. ARESA2005
~ 20094 F-D ZINAT - 7= Wk ORER & LT L0 FEaM
REHEDEFIEAZ D TISHRE L, AXOAMIZa X &
Uiz, 2O Xy MilTId, ABRBRICK2PEDOE R,
lH K ORYMEIZDONT, 512, BEONGF L k- kL
HHEERH 4 OWERHNZ OV TDE X 23kX 3,

HFE LS ANDEE T L ENh8, 2006 FEDEFEH MG
(Engel, 2006) THA « BET & M7= TA» A DOEBHAL (HiE

1
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ERE D) NOETIZ N2 & A 8R#A L 720 (BAFRO T IZRR RZ LD BFRNAZE S5 =V %#ES5, 72720, #HED

)e MAT, SHOTA»ADREEEDETIZL ST, Fw b =2 % DRBRORMENEHFOEDE H S
FERRAICRE0 b, CTAD»ABE IR L TR R THEIC 2, EESHANIEE N ENORERZ L I2 KL TS, Hil
F & 2 ik - BRRAERRRE &\ 5 FEED BT IS & A 7 PERARIE, FFIZOWTOH 60 B IFiOMAIZEE W2 H
WBE MIET Z k0, ROV WFIUC S5 L,

1981 F-DFAES Ji 0 & D BRI 5 ZEH i % LU ISR ©
A N \ * —
RIEBIUCADAZEFRTBHD 1. BERIAMEL, SHRIEHIEOBERRAL & Al X 50, ik

FARR B IO F AR X W e 2% — AN THET 3.,

RIEOREBZER ERIEDTHE 2. TN E TCORMFED TR AO RN - AH %175 72,

R TC A AFRIEORE I, MRREERDIE VL 2 b IS4 u - X ZARMEELRE I A 7 a=—1%, HlEoE
J—2HNDHBEFIZFHEL, TDXy bT— 7 IRHE0H H& LT E®sh,
ICHAEICERZAENS LD &S, Z0 &5 AmifilklE-Ek 3. A28 LB L CE, 1981450 ¥ AR50 8 ¢ 1 BT 22 fl ok
DAy b T =23 E S JORE THRENEEN D2, X Wi o720, ZRIOGETIZEEIZNA 7z, ILR—A S
BaEkiIpTLEEEhan, flc DORIEDRIMGEAIZIRE LEEL[TADANEZISZ 4 (epileptic spasm) J 13 LI &
LTWa KSR/ A2, S EmMNIERIEZ IR L 5, DK XN T 7= (Blume et al., 2001), A/SX A%, AR
ERRETIERTEE H D S 5, M2 Sk T 2356 ¢ »AUTILRIHRICH 212883 53

M TAPAREOEIL, —MHERIEERNIZERS 115 A4 H 3729 (Camfield et al., 2003, Goldstein & Slomski,
Fo b= 2GS 2 LD EET. ZORMEE, Bl 2008), L OIAFOMEEE LTI TAPAMNEZ ST L&
BELTW280E, ENEEET 280255, fik WBZ ek Uiz, ASKLEESNE, SYEE 2127 O
PERIEICITERE THOEICHRT28D8H 528 Lk, T UTHHEINENPEMIEL T, HoamRrs
Fo03, WHITHZLe8dH b, ThETNORMEMIEBNT, NTOENW=BFEEIARHEMER T 5,

AT EDFRIETE —E L Th D, JRIREERIZ & & 4 FERMERMFICBIL T, SREO DN (B @ $2HEAR 35

XV &S
ThhrAEFIEICBL T, [48E (classification) | £ W5 SHEE DAL L3 XD3ODDA Y T MR L THWS R TE /!

1. MEADTA»ARRIE UTRY 5 NERBEAO Y 2 b L BREDRE - BRRIERERHICOWTD Y 2 b DR TERIZZEH
FaRWA, FBED Y X MZIHRE D & @b X h 7z,

2. LREDO D 2 b EERK - FRT 5 720 DI 7 B ST LU ¢ 19894E D 44 (ILAE 434 - FRERB S, 19894F) i,
e TAPAICBEL TERL TE 2RI R Z ShAEVEICESOTHR S h T3, ZOME, fERORER
EZ DL 72 > 7o ERIFEEIE F 2 3EH I T, HFHBEHRSTTS 37201213, BIELE TAPADREEVS
MPIZTEHAERHSNERETH S, X512, V) R N AOREEIEDNET & REEIZ, B—D &k L o472 2 WY ©
i L DO TH BEIL A <, ARREE, BRIRRHYE, PHE OB, 2 OMERRILERLMIZE I B3 5 8k 4 2 Rilk
IZB L CORH D DOmEDRINR % KM T & 520k & D TRIT UL E S 0,

3. PEEMAIORE S L OZ DRI DWEHEL Tt 2 D FEFERED Y 2 P AOBIMOE, SFAROFMIC LN T X 7=
PERDT T X ZNE , FEHT B LOBEEST 3T v Z0OMIHIC D WA HEICUI D2 20813 H 5, 207D
I20E, GENIRRE DR & 7 DIEMERF 2R3 2 & &, BN HA RS T % K5 ICaRS e MifmIc B LT 5 2 D4
St&TRMIt9 5 Z & AR 5 5 (Berg & Blackstone, 2006) . 17k, 4 1Z FitD 7 av 24 FEB X5 TVETH 5.
BTOS A E MG L, FHEEEBESDBIE 2G4 2 20 &5 BB W T, ARB 213 Monreale fE3H 2 DS ik

%W U 7z (Capovilla et al., 2009) . FEAED 3 FHIZ DWW IS L U 22 GETIRE PR L7248, TARAIZ DWW TIE (RRfb e

W BIRT) Hi7e A IRETHICEAHANGDEZ A/ TR, ZDRYD, HilzkhfHELTTIEARL, €

ADACBET 2RFOMEEZ LD RS KMUZHLOWHEL & R I L L Lz, ThEThOHEIH - OWEEEL ,

R MR FEOREL 2 DERT I EABVE ST, HiES & itz ERT 2 Z L 2FHIE LTW5E, §50

EDDJFHIE LT, REHPWIEIZ OB E UTRD T, A0 0WEE T3 I & 2K 2 5k % 5853 5 2

EIZE IR D 72, RABH -6 EITR LD, ThoESHORBEE T TV 2 (Bl &R L O mMEFAE)

EETBEDEHHKLTNE,
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XV b BFICEIT 204 E R

ATEEL, ILAEIZ & 5 TA D AFIED T (Fisher et al,, 2005) , § b5 [IKAIDEEISBED | £ 22X EAN 2= 2 —
O EENC K5O EiRs KU IREROFER | 2K L 72, ZD728, ADI X Y NI TAPATEIEIZBET S
AIZR2 e D& L, EHIATANAFIELIECAP AMDRER EZAT 2081 hb k55 XY MEZ T TRELT
DHEV, ZOHIZONWTIE, #i~v=a2 7L THEID K>S TETH 5,

[ FERiME (focal) | & [ 2% (generalized) | &5 GBI, RBIEAE TA»AGFHICE W B nHERTED &L
T XN CTE 72, FRISIE, 18004-0#% 1212, Hughlings-Jackson (&£ i MLk R & 78 9 IR BE AN B B MEFE AR & AR FEME Dl
Fiag|EH 2§ i LT3 (York & Steinberg, 20092 HH) . AZE 2L, FEANCE L Cidmi FHEEAPHEIC — 4 i<
WZ EIFIAL B SN TN B 800D, ZThE TOMPERHKRNT YT v 212D % | MflE%25| kX ifl$ 2% Z & ICBifE
b HIREDFEHEEK L T D,

EFEOME %, MIKREEROIAN R v b7 =2 NTHRAEL, SIS Hy P T— BB EAEFhEHEE L
B, I D B EIRT, MR EDOIIE T TASZ LD AN T L ERBIL LS L LA TE S5, Zhid
FERNE RIS 2HREICDONTOREZ LW ) 1T, MHlADKE BZ(E & 726 T EEMEA /R L T b, A5 L1134 HE
P E 72 13RS LB ZDEBHND D 5 5, ENDIETDH 2 2 A FTwam S, FRSIXB L WEROK 8 A
N7z, R, BEEORAYIN=25 Z/SZLICELTHED % ORANERBESEERI N800, ZhTEER
A5 78728, ZOMBISHT 2 IELWEEEZRT E TCOREER-Ehhr 57, Leh->T, 232 L0 EIZRY
Lx-oTW35,

1981 SE-DFARHHACIE HLMEER A3 FE 1 , B3GR 0 F8 4 , R AR F6AE D FEE A BRF & 7z (ILAE 73 - HEE R B 2,
198142 , [ (simple) | & [# (complex) | &5 &BUE, SRR AIAL 222 <, HiBE L TREMTH > 72,
X 5T, kA JUEL U2 XPITIE, SN E W S TIREEMES SO (Eina &), B R E %G AT
BETd - 7z (Gloor, 1986) , [ XV (secondarily) | &A%t &5 HEEIE HA IR X CTB 59, fivHIZE —BMES xR0,
BAEDEZ 5, FERERIEARIFNICAHTCE S 20 HaaBRAE o Tugny, Z20bD, FEDHMIZHWT
ROEEEEZ SNBHEIHE > THEMRIELZCR T 5 Z e AR, —HlddF5E, TAPALIETA»AMN
DRZOERILII 2 1Z T8 & § Bk 4 IR FMRmT ORI CTid, FAEAR § ERN 2 AN R d & O DR BUIET %
L5 Z WA E 5 2562380 (Luders et al., 1993). FAEIC X BFEEORE 2 £ THEORIRELEh 28 Lh
0, BLA D 5541, FLiE2 RIS E S S CRLIR & T 2 R RIEE T O HIFEM# R (Glossary of Ictal Semiology,
Blume et al., 2001) #ZH X 721,

Tk & IR RAE) MR L 72, 272 L, 4 DB K1 THADAREDSLE:
i FREEDOHN GETAPAMD TG & TANAFKIEDHE PRERIE
RIFLU SAE A TLatsR, T4l &) T13 73 (consciousness/ BERILSE (T NCOBIEDY)
awareness) [&5 ¥ 7213 2 OO RMIEE O R, BEN ﬂgzgﬁi%fﬁ
BEORMEHEGOETHVEHCEREE 2 AR L Tk < FEEBIRHFEAE
ZENETH B, BIEMOXEHIRT S Z L ’5:?’@4-“3 L ﬁwgggﬁff’ﬂ?ﬁi%fﬁ
At THB OFER OIS & - THAPERAE % i RIS 40—
52 L AT B D TEL, i
5. 34 2 v =—JiiJj (myoclonic atonic) (»2>TiE[IA4 s 1 ;;gg;:igﬁ%ﬂ;
= —237. (myoclonic astatic) ] &5 JHEE%E v 7=) 714 SAIO-—BERE
EAE & UTKER L 7=, B Sigzﬁ
KB ENTZRAERD ) 2 b 2 RLTRT, i vaE LS
BT
ERMREOTRE Efgﬁfﬁ;ﬁ; (WUN
FH Lo & T 19814 D Fe Ak 53 M A & Okl & X s FREOHTTU—DNTNHICHRRICERIS 1R FAElE, EReS
B eI A H IS X > Wl E 7120 HFEATZ B ok S IENIEROE SN2 & TIHMEREE] U T NET
BB, [HEREE] BHEDEDV EDDAT TU—EBFHEETI,

FEL DR CHEST 2 Z L 3 ABECTH 5. 19814EDFEAE S5
5 Ok E X% 728, FEIEIEREY: (ictal semiology) D
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IXV b BRWRAICET SRAE L=

PREFEME D DEEMAME ] TVEIRIME ] &0 o HIEEIR, HEE %2 £ < A SRR ATRIRCHURNEIRA WA TS, ZZiidexe L
TOLODHBIZHEBOMEARIEL TWD, TD77D, 2 DFERIRELAE U 2R E 25 7, [HRM] &S H
AR 1989 - D A CIE EIZR A 2 e 2 LA ORI 280 b s & O, FERBMETA» AL, FEREMF M, FRIK -
G 3 & OHEE X M B BIEEIRRIC L D IEZ B 8D | L ERIN TS, S, R4, 55 CA»ANNE
2§ 5 720 DRAREAF I BB 2N AV T EENSE T L AR L7z, BT VHIEZRAD NI L& L,
FKIRE (genetic) TARPAIZHIHE NS TAD AMEBRTEOHIE LT, INBRATA» A, HEJEREEERFTESE CTA S
A, DravetJEMERF 2 E Db 5., 1989F-D 3 TlE, DravetSEfH IR TAL AL T I W 5728, SHO5FET
13 Dravet fEf: R 12 B KM (genetic) TANPAE AL I NS,

PR | &0 9 FIEEI, SEAIRIE RN T AP ARIOES (5 A 5 72DIZ VS Nz, (RO R TANAS,
THITTRE 22 AF-Hp e (2 2 N E O AFfh % 72 I3 12, $RTTIEAL L ZDLL AAAICEMR L, WO RER
REFEEEDAENVEEZEZ SN TR, 22O AR - TERENRD O THEILRE, ZThNPNSTEEL R
WZ EIZHLENTH B,

W aREE LSS, oM RN L AV—FNAFK E WIS EAVETH 5, KRS 3R Phei—HIhd,
PREFEME ] S TRME] &0 S B 2 F5D &0 ) BIRAWIZEKIMIZHEE L 72, BIZ FRESRIELN OB L Fs O a2 &
B0, EEA5ZEE, TNORIEDNDOREL, ZDBIZTFREE L BEOHRICIETHLENENS ZETH D,

FTRTCDTAPADBM S PDOREIRZEFES 728, FHEEDERMEE Y2085 A5, ZOMER, LELIEPHRARE
WIBEEDORDDISHV SN B, RSN/ REMEE, TA»A & RN EBERE DN OEBOGAEEZ BRI TS Z &%
REL-HEETH 5, iﬁfﬁ?‘;’éﬁ CEOLER L ZOMEEIXBIT 5 Z & [T bbb RN (genetic) TA» A L ZH DS
DFNTDTANA]DADIZDIC, HEERPE & EMIREEZF D7V = FIZHLT1 55, HICk->TiE, Th
5 DK % MG 25 7' v — 7 é:f’cu%ﬂéow)b T T B TAPHMA L T BEBHZ28 Lhkn, Kridth
ZHO FRATHICBE N T X SISl RS2 ERST 2 TETH 5 (Bl - ERER, MFBE, I ~av FY 7K, 7R
KENZH BILAEDR A £REB R/ L — 77, £ JIZZOMBEICHRDHA TS,

DERE 1, 19894 1C [TEMRIE L HEE XN B & D LEF S, M5 A1 [FMLE (lesional) | 275k L TV 5, LA L,
YA B BIRTTAYE C A% A (ADNFLE) RBEVEREIR % £ 5 H Y@ k@M T A A (ADEAF) % & O {n kD i -
PRAEMERRE , 2D [ TAD» A SR E T3 (Scheffer et al., 1995; Ottman et al., 1999) , [VERIME | 2 & [ KA |
NEEEZDIZHD, ARBETIREKERIANS ORI E $REThVE Lz,

[HEAE | ICAHE 5 L BbhBIERFOM L LT, BWEESEREE I AR TAPA LR IA 2 u=-TA
ﬁ)/u[lElHﬂ BRI X7 u=—TArA (Engel 2006) 1 3 5. [HOHET[HFEIE 123 HE X M7= pER DI - BRPRRE [ A

—iBS  BRETIHERAWH O A 7T — BT ENRYTHEEELZ NS, TS T IEREHE, RMtEo —
7 v FChh A (Vadlamudi et al., 2006) , ?%E‘Iﬁd‘ﬁﬁ%@ﬁ%“( A AJEMRE ¥ & UF Gastaut 8 R PEBRHESE C A A (Taylor
et al, 2008) Th 5. ZhbDIEMGERICITEZNERK S L T2 H 5., mfiOT T v Z (il @ S askiiikiE o
—HPEMENZ &, F2EAF) 251, BIENERPRERETH 3 L 1dmEh gy, ZOREIZOW TR, E8(5
I 5-DH % KT A BDOENIE T Y ZABRRE I N BB CHRH T2 TETH S,

TAPADOF I RBIATEEPMHAINS K512k b L, (EROSHEBIZ TR ZBEMN T 2008 L Ad 7 L
hmn, BlZIEFR XL Ry 2 BIETTh 2 ARX &, WestTEMRRER KRR IE 20 & RIAID L hk ok & OB 220 5 h
T3 (Stromme et al., 2002) . STXBP1id, ¥ 7 7 Z/NalgiicB 53 5EAEZ T — N L, KHEEREHFEBEEST S Z &
DR 6T 5 (Saitsu et al., 2008) . &5 5 DIEMERE S, EAEORGEZ LS O TANADEBD 6 b, MIHEDEAE
ARXZE T % Wi/ RGEHE IS 0§ 2 En £ 2 65, STXBPIOA L, EAEAICHEL 5 2 2BELH 5729
LR (genetic) TANADEZ EBIEMN T 25 A HEH 5, FIFETIEE L LD — 22BN TEREF A T T,
BEDBIEFDL S —ORE PRS2 Z L ICHDBRETH D, WROFERKZ I 2T 2%, 207005
U2 ARB M S5 5 T EE D, F4ld, BIPICHEREZELS 22 RS, MPIcERaE ZLICkD, wKm
WCHRGHEPAS e 5239 Th 5, 9 34ud, [ RENE (genetic) | A [HEER,FREHHE 2> & 5B I Bkl & 7z
I, KO IERECREAR St somRic K2 B MA o hb 2 Ltk b,
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B (Blume et al., 2001) %> 55/ L =itk s —E T
N (F2),

TADPATERIKED I OWTIE, HIOWETEHEE L
THITETH S,

EREE (RE) DEE
[F#%E M (idiopathic) J, [EfEE (symptomatic) |, [V IRIE
(cryptogenic) J & W5 HEEObHDIZ, ITD3DHEEA %

NETNOMEARE A THHT 2 Z & &2HERT 5 ¢

1. [ R (genetic) |: FXM: (genetic) TAPADEE &I,
EEFEEPHEGLE 2 13E S h, BERNIIEzhcE S
WRTH B EMDB2HPETIZIEZ S, FBlEDRED ]
BIERD TA» A ZIET ., BIETEFICET AL, #
BIE 0128 < BWR A O HEBEIZ & 72 5 TV B REED 5)
THEBFERZE (B © SCNIA & DravetfEfft) 2 6155 2
ENTED, iz, BIEFREPHONEEE 5§22
WL, YN T YA Y ENERENE»E T Y 2 %
15 ZENTED, FEROIANSRHIEZTREICH
% &AL LA TS, BRENERE (B AL OER)
PEBORBNZEFG L CORAEEME 2R 45 2 i3 T
WD, BT, ZheDTA» ARG % 725K
FT& LT, REDRBNEE S 5 2 L &5 515M
HIEEAERSN TR,

2. [18E1Y, /X8 (structural / metabolic) | : &tz 7%
4V ENTNETTAPADIIE) Z 7 BEWZ & DM
HAVR &Nz, &S T E 2 2 RS, AR &

F2 FREFOEEDEERID
ELMRIEDSCRA °
2% (consciousness  awareness) BE7/5 U
EBERIREFCFEEHRERDBIRIND, NI TEMERD
FEIDBER(CIZFIF—ET Do
(FEDERDIENSICL D TlE, AEZZEBYICKIETD

BT ENTED),

BENLKRE - BHNIRROHH D, TNEF2001 FEDHE
BRERICIRASNICAE CTH 2 Ak DBERIC—HT %,
E:% (consciousness .~ awareness)BEEZ&H b, CNIE[E

MER D FE] DBERICIFIF—ET %o
COWRZILZDAEE UTRABEERE] MEREINT
L% (Blume et al., 2001),

EAIETVONAMSS FMEGRE, BREFRE - BRERZH
S)DER, CORBIXIZXRESIRFEIE] DREICRD
2HDTH Do

@ BAREICEREIN, FEADEREINTVDZDMDERASEICDWNT

|&, FAsEfARSH (Blume et al., 2001) #&BaNzL.

o [IFLNAME] EWD FREIE, AR ClE—MAEEHFEINTV

3h, BLYDEETEAREFEZERICBVTHRLEE TEREIN

THED, ZPOSETEARATD. LIeh'o T, KABDFEAHIIFS

Nn%.
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TIPSR D, HEERRZIZIZ 5 A A, AT,
SMEG, &G E OB RINIEES G EN S, EE RN
RKloowsZs (i - At e, RERREROLL) & &
Fhan, BIECOMATIE, ZOBZTEFEZRO6D
TAPAFIEORIZ IO ENFIHETHEEL6h
%,

3. [JEEFHEA (unknown cause) |: REI &%, R 20 750k
ELTES A, HEERROMWEARZIS M Tk
WIRBEZ IR L T3, ZD7%, KU 85 5% % 1
DR D B, FERGRE S M TRV BIOEREEORHR
ELUTHRBELATHEES D 5,

KR, ERESLUVUTADLA

B CEREE & OME

Pk EREREOMES A X B S 2 ARG & % 48, R
BOCHHEEOH O IE—E L Than, R EEIC K -
TEBLLN—HE M FOMHERZhE TERKIZSH S
HHEN 28 Lhhng, B TETARAILDOVWTE
KF B0 TR LR O X PN ER L 2000 Z & 2SRRI
SPE & Nz, BIEAXBIE L b o ic, miHEEE
BEROIUEL 553D F /2134 DD T — T3 A LU IZREE
Bl R R

Bk - BEBRAEMREF (electroclinical syndrome) : [JEfa#E
(syndrome) ] &5 FHEBIL, S5 I3NGIEREIR MY 22 Rl & fife
FLZFRAN T X BEEARIEIROERNICBRE U CERT 26D &
%, FHEORGE - RTEGIFEOEEIZAK L W TA» AR
A2 EBEOLEAE, HBIKIIZBED & 58 4 2 BLA (1
BEAIOWRE, FBIEM) 25tk 5, 72720, Zoitifid, <
A ADIEREZ (EMERED) I &1k & R,

$EEREIREE (constellation) © W 5 2 4 JE3EH) - B {EAAY
K288 55 ik - BEAREMRFOMIZ & | aik - BEARER:
T IR I IR S B Y, RPEOWNZE £ 7213 Mthod JHIA
2 5 A CHEIR FIHRE 2 R & R DREIRHEE (constellation) %71
TEREMIE AT S, Tho BB LEROH 2 TA
PAFRITH O, BRI, FRCFMiO LB L B S 518
HAWd B, TOFE LT, PNIMIEESRET A 2 A (SR
5 4 0), BUR FEEFIUEIC & 5 20HME, Ffiliiuh
A ERIREEES TAd A, RasmussendERIE A E 0 5,
R4 OIYRTI, FEREEMIZ 2N 5 DYk A E R/ B
3ok, LALAENRS, Zhb ORI
DEVZBMIHN L LTE B ABIC TS Th b, ThdDRE
SEARTEHY [ G - BERDRRE (8 ] & HIlbr & 2 WIS S 20 0k
HEVIELD S, BHEOREEHYTIEAMAZD LS
BOMEMRL Tl 2LV EETH D,
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SR,/ RS TA DA (structural / metabolic epilepsy ) :
ZOZN—=F1F, RHEDORGER),/ PR ZE & 72 13581
KBTAPANREGEENS, ZOTA»AIZ, BIEDOR#TIZ
TEE DIGRRERIRI S 8 — VIS A LAy, FERIICAT X
NEUEEMEN D B, Lzni->C, ZOFEBHMNIZ, Aido2
DD TN — T IR TREEMK N,

FREARBEDTA DA (epilepsy of unknown cause) : 7>
TUEVERE S E WS HEBEAHHL TW 2 ZhbDTANA
1, SHRIETHRRAR ] L0,

TAPADRREIRBEERO-HDER
RERHCDOWTHE KT 2050, Brattrafitsr», $ab

&, HEEREE & 2 S U BIEIRE XS 5720 Th B,
BREMEATF I & OB IZHEA OREIIMBIZ e ME < &5,

INSORMEE, BEOEFEOFIGOM TR Ehs L
2 <, BUEDIEIEO EAUZ YT E S22 ¥§% LT8
AHRCTH D, TOXDREE LTE, FRETHn, 2% -
FEE B 2 nrEIR AR, FEE) - RIERRER A OAE R,
Meiern ., G 7E - FERRIA T, BEARICBY 3 2 RSB0/ S & —
YEEND B,

REOBRER

TA»ARMDOERRILIZHV S NS4 Lo b T, [H
SRR T A2 ADRERRICBE S 2 @I HEA TS T
LEANMTZEDE LTIERICHEETH 5728, APHTIE
FRCHRH L7z,

TA D AMEREE
TAPAMEREOBEZIZIAS RIFANLG N, o hd &

AV THe - BRPRAEIREE | OB DBBER L ZHIDIER N EM# D RIED

iR - ERERAEREE (electroclinical syndrome) @ 19894 i, [MiEfsh (syndrome) | & [ TA DA (epilepsy) | iZ(F
ERICEETHWE N, ZD 7%, EREE | ZIAHA DM CTAIEMEARE®R 2 /F D X 5 12a D, MR L O5RAIES
FEWEBEAT CNRRC AN AR E) &, BAIAHEL < I S h TnanTAL» A GERMHELE CA AL E) &
2, BOLEMHEE ENWIHTHLVANLTHE DL b b £ TIZAh -7, ThEFEHREICLK ST TR TOEE
HACREN T ORGEEE G 725 THRRE Lo 7%,

U2 L, Wl - BRAOEMERE & 0%, BRIRIREL, MRk X ONEIROEAARTH 0, Zh 6 2K THEREZ R A Bk T
REERIRER L B SN D, THHIREHFAERZ T T4 <, EEPN - R0 - AR ic s C e HEl S h
% Z L 2% (Scheffer et al., 1998, 2008; Guerrini et al., 2007; Ottman et al., 200872 &), Z D &k 5 Z Bt 2 Bz A L,
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TIZNEERA L ZBARNEZEIATREE 55, ZOXIICL THINZ2WNE, HE, FHEIOTRICEELE
BEFEOZENL W, A, MEEEICHENZAG L, CREINENTAL»AZ EGRR] LIS Z E3RETTH 59,
AROFHCHRGR & N7 - BRIEMR B 2 R 3DHT-FITR T, TORTIE, FEEHN 2 AR 5 | Tl RN T,
EIR LB 5 22 DO & DT d B AFFFMIC K DAL 724, Thidd < £ TEERRIO—FINTMHE A0,

YSEAEIREF (constellation) : T OFEHAL AREERF & AKX TRED, FRBIHERHED TAPA L AKTREP LN
5 BREIZ DN TUE, 2 D DFFERONBENA SNz, RIS, 2R 6 IRERRNFEICIE DN TR 2 Z L BAA[RETH D |
FNMTRETH D, VL —T L LTOLMEIMTHI, BR EOEEM EAEbNS Z &idkn,

BER /R TA D A (structural / metabolic epilepsy) @ [HA4ETIE, ZhoDTANADL L 12F & T [EMM:
ERETCA» A ETEH, BEEICE > TXBlE N7z, A iE, BIEMEX D SARAIC H 2 SN £ 72 13O X %
EHHT DI L AT 2, DERIEMEESECA A ] 4 & O, [ITEED BRI IC K 2 ERERIEE S TAn
AJDESIT, ROV KD EMARBUCEZHRA S, BUEOMRIZED &, ThoDTA»ADRERKE Vi44&BRT 5 L
WS HIIZHEWT, REME FEAERE 345 0, X SISl RRILD 70 IcEF R EHEHE & LT, WADMSE,
FEREAG, RAEE, FAER, % OFRAE IR KGR D /S8 — VB K OZ DMOER A b 5,

FEEARBEDTA HA (epilepsy of unknown cause) : JFIKARHDO TA» AL, TAPAZKD /U LEZ LD 25, kb
fREAAENRTHE D, 5%, HEElis K CERPENEIC X 2RENREHGIN2HKTH S, L2rL, ThEDH%ED
FAFHRE L 2 5 72 0121E, EEAHO TA» ADHBIZ DN TOER A, RIEBKREIC BT 3 M5O RTE & HiE L 76
B0 B EHRMEEETA»A) 226, BT 550602 R M8 AR ARSI L 23 ONEZEL BB T
ML 785 (KESH) . 2O X5 IZFRA A REER TA»ADOWIZIE, KPR - EERAERR (ADNFLE X ADEAF % &)
ELTEMENZREESRENEDE H 55, T ICREAMH IRV RY K hawn, ZO77u—FIckd, JE
FEHEMEDCARADPERTFOREEHA BB TH S,
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&3 K - [RFEIREBE S KU Z DD TAD A

iRy - BRPRAEIREE (FEAESERRRI) @

FeEREE
BMRIEEFERTAD A (BFNE)
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KHRAE(REE
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BEEMEREREE SR TAD A
WestfEIREE
FB=A4s0=—ThAbD A (MEI)
BUILRTADA
BMREEIRTADA
Dravet fE{&Es

s ?Eiﬁﬁ'mﬁ%@s? 4 0=—BME

INEE
EHMEFUNATSA(FS+) ELREINSRIET D EHHD)
PRRMINREIEE CTAD ATEIREE
=AO0Z—BA (BAE : KRiD) RIEZ#ESI TN
MR 2R g R CTA DA (BECTS)
HRAEKMBMREREEE CTAN A (ADNFLE)
BEREMENBRBEETAD A (GastautBl)
=FoO0=—R#ThH A
Lennox-Gastaut fE{&E¥
EEREHSH MIRK (CSWS) ZiR g TAD AMERNAE ©
Landau-KleffnerfE&EeE (LKS)
INBRABET DA (CAE)

SEH - AH
BERETADA (JAE)
EEZIAOOZ—ThAH A (JME)
SR ERMRREIEDHZETRT TAD
ETHE=Ao0—XAThAHA (PME)
REERZH D BREAFEETAD A (ADEAF)
ZDfthDRIRMERIEEE T AD A

FHEDREEENMEVLED
SRS ERZET S RIRMEERETAD A VUNEEED S AR
R Thbhh
BRI S REAEIREY
SESEEAEZ 4 S NEIRIEEETAD A (MTLE with HS)
RasmussenfERE:
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S48
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Z DAt
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&L, ¥ - FHEBEEE 212 & 5 (Engel, 2006) , R
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[ &=
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TRELE, AEATH IR XY M2V, ILAED S
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RE XTSRS 725380, TALADFRKBE L THASMERSE LIZZOMGOMAADLELEL GREZZEE2 6
n3,
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FICHBNTE, ZORIIHIIEICEF SN T2, FEOLESIEGR, &30 HIEFLA LRI T EWTADPA L,
i 23+ TN FRRISERENCED T L5 2 &id, BIERADPEFIHFE T2 LD e ENZHEALE SN &R
B5B3Z LT LEN, EEOIITE R K5, ThE TRAINLD - F-HBHA 262 T 3 720 O BB % HE
ML T, {4 DEREORMAE T3 ICHIEL T 7291213, ThETEDIEZEINICELDENE LsFE A s kwn, &
5 LTHLNEREFBRNC T 52 &C, #iek EGER | Okliz o0 5 h 2 EeE2 & 5 (Berg & Blackstone,
2006) . [RAIA T NCOBHFITHN U THELBISZ EMECTD, BRNZZI 2T 52 0RLZ2DTE B L1835 7%28,
P 25 E R W 2 4R T 22~ = 2 7L OMERA G X T B, IS X728 72 IR R E D 720 D LS J1 hi 7s
ENBZEICKD, Biv=2 7 LOFIHE KNIEEEINEZLICKDETHAH I,

IRV SED74E

PERDFEAEL TADP AT 255 IZ, LI LIRS EREIE LTikbh T&E 72, TARAGIE, EMROBERRE
RPN B NKRE 572, &6 BWFE0E (%, BRUERY, WG, FEMGRAEMY, ¥/ I A, §th
FRIARERRE . wiLE) IS B A EIC KD, B O A IS LTI 2 7 T — Tk, RIS B B - ERRR
Ot 2DEMEX AT MCH L 722 EI2B 6 RN EAW SN 572, LEAST, AREBESEURL 20, ik
ETAPAICEL TS ETIEBONAAREZFIA LR TWRICZ LD EFEXTH Y, ST 5= wA, D
W7 HERAENAIUT Z N AR ANS ZET O A > TWB 3D LRI TWAEE X720,

Do ZOMHEKTIE, REDRVAR L MEHAY, 412 U THBLRGERL L ¢ 2 IR AT 5, filziE, &
ZRENTAPADRMEZRTHEL LTIEM] 2MHLEVERELAEZZ IR LT, Y2794 b ETERISHITT
% K9 IR e E R AR b e — [504ERIC & b7 2 RIRIA X B Tl S h T b L B0, &< ORMTHF MR
MEEALEDHDNVEEL ARENBVRFED CANAME TS 5 BEHEILRAIEL, ZOKRBIINETHE, 2O L%
ELFRLTEERAEBICE ST, ZThiZBmMNARETH S (hBg) ., ZHUCK DAL EALEHE (hg) &%, BM
TAPAEMD TAPALESEICHS TEI2Ek > TEU LA S ETH 5 |, T0& S REHBNE TR, 2 Z8EE
DRI B IZ 36 1 2488 THAS AWt 2 BRI BHE L 728 O TH D, 32T AN EWEHOKRGmTH 5,

FRIZIE, HAMIZTAPADIHE T — 4 X—2{L4 25 TH %, DO 4 ZRMEL LU Oftho EE & R
IZHEDWEBI = 2 T L ER T A P ETH S, ZNE TOM, SHROSFITONTIE, AP, FE - S,
Z U CHRENSHERDBIBTOHMIC 85 K5I T 57200, ik TAMA (Z213RME) SBT3 542 KRS
BRI DO LM FFED HEkE LTI A T 22 & 720,

W O0O0_Full1 _vol7-No2.indd 9 $ 10.10.20 3:07:56 PJ



A.T. Berg et al.

Eh, 22 TEIAAY MERD, TAV PERY 2 TY
A MRS hz, ‘4lE, 20T 252 BLTRAD
MR EMEL, B, #EB JOHEEFE R PO
ZROME 2B L, WSEHT 2. £72, <210
A B W TER A2 L T2 720 22 [6 {5 O Pawel
Matykiewicz, Ruth Ottman, Philippe Ryvlin, Peter Wolf(Z
LIEHY 5. AWMEOARD T ¥ 21, 2009FE-DILAE %
HEME~= 2 7 US> THEIEL 7=,

&1, HIRGEICB 2K Y v — F L ORI % 5i
A, KMEPUHEAA LA VIS D TH BT & 5%
Y5,

THROBR @ &# 2R ICHRRRIC L 2 FIEAR 320,

| sz~

Berg AT, Blackstone NW. (2006) Concepts in classification and their rele-
vance to epilepsy. Epilepsy Res 70:11-19.

Blume WT, Luders HO, Mizrahi E, Tassinari C, van Emde Boas W, Engel
J.(2001) Glossary of ictal semiology. Epilepsia 42:1212—1218.

Camfield P, Camfield C, Lortie A, Darwish H. (2003) Infantile spasms in
remission may reemerge as intractable epileptic spasms. Epilepsia
44:1592-1595.

Capovilla G, Berg AT, Cross JH, Moshe SL, Vigevano F, Wolf P, Avanzini
G. (2009) Conceptual dichotomies in classifying epilepsies: partial ver-
sus generalized and idiopathic versus symptomatic (April 18-20, 2008,
Monreale, Italy). Epilepsia 50:1645-1649.

Commission on Classification and Terminology of the International League
Against Epilepsy. (1981) Proposal for revised clinical and electrograph-
ic classification of epileptic seizures. Epilepsia 22:489-501.

Commission on Classification and Terminology of the International League
Against Epilepsy. (1989) Proposal for revised classification of epilep-
sies and epileptic syndromes. Epilepsia 30:389-399.

Engel J. (2001) A proposed diagnostic scheme for people with epileptic sei-
zures and with epilepsy: report of the ILAE Task Force on Classifica-
tion and Terminology. Epilepsia 42:796-803.

Engel J. (2006) Report of the ILAE Classification Core Group. Epilepsia
47:1558-1568.

Fisher RS, Boas WVE, Blume W, Elger C, Genton P, Lee P, Engel J.
(2005) Epileptic seizures and epilepsy: definitions proposed by the
International League Against Epilepsy (ILAE) and the International
Bureau for Epilepsy (IBE). Epilepsia 46:470-472.

Freitag H, Tuxhorn I. (2005) Cognitive function in preschool children after
epilepsy surgery: rationale for early intervention. Epilepsia 46:561—

Gloor P. (1986) Consciousness as a neurological concept in epileptology: a
critical review. Epilepsia 27(suppl 2):S14-S26.

Goldstein J, Slomski J. (2008) Epileptic spasms: a variety of etiologies and
associated syndromes. J Child Neurol 23:407-414.

Guerrini R, Moro F, Kato M, Barkovich AJ, Shiihara T, McShane MA,
Hurst J, Loi M, Tohyama J, Norci V, Hayasaka K, Kang UJ, Das S,
Dobyns WB. (2007) Expansion of the first PolyA tract of ARX causes
infantile spasms and status dystonicus. Neurology 69:427-433.

Hermann BP, Seidenberg M, Dow C, Jones J, Rutecki P, Bhattacharya A,
Bell B. (2006) Cognitive prognosis in chronic temporal lobe epilepsy.
Ann Neurol 60:80-87.

Johnsons JN, Hofman N, Haglund CM, Cascino GD, Wilde AAM,
Ackerman MIJ. (2009) Identification of a possible pathogenic link

10

0O0_Full1 _vol7-No2.indd 10

between congenital long QT syndrome and epilepsy. Neurology
72:224-231.

Jonas R, Nguyen S, Hu B, Asarnow RF, LoPresti C, Curtiss S, de Bode S,
Yudovin S, Shields WD, Vinters HV, Mathern GW. (2004) Cerebral
hemispherectomy: hospital course, seizure, developmental, language,
and motor outcomes. Neurology 62:1712—-1721.

Jonas R, Asarnow RF, LoPresti C, Yudovin S, Koh S, Wu JY, Sankar R,
Shields WD, Vinters HV, Mathern GW. (2005) Surgery for symptom-
atic infant-onset epileptic encephalopathy with and without infantile
spasms. Neurology 64:746-750.

Kelly MS, Jacobs MP, Lowenstein DH. (2009) The NINDS epilepsy
research benchmarks. Epilepsia 50:579-582.

Lerner JT, Salamon N, Hauptman JS, Velasco TR, Hemb M, Wu JY, San-
kar R, Shields WD, Engel J, Fried I, Cepeda C, Andre VM, Levine MS,
Miyata H, Yong WH, Vinters HV, Mathern GW. (2009) Assessment of
surgical outcomes for mild type I and severe type II cortical dysplasia: a
critical review and the UCLA experience. Epilepsia 50:1310-1335.

Luders HO, Burgess R, Noachtar S. (1993) Expanding the international
classification of seizures to provide localization information. Neurology
43:1650-1655.

Lux AL, Edwards SW, Hancock E, Johnson AL, Kennedy CR, Newton
RW, O’Callaghan FJ, Verity CM, Osborne JP. (2005) The United King-
dom Infantile Spasms Study (UKISS) comparing hormone treatment
with vigabatrin on developmental and epilepsy outcomes to age
14 months: a multicentre randomised trial. Lancet Neurol 4:712-717.

Ottman R, Barker-Cummings C, Lee JH, Ranta S. (1999) Genetics of auto-
somal dominant partial epilepsy with auditory features. In Berkovic SF,
Genton P, Hirsch E, Picard F (Eds) Genetics of focal epilepsies. John
Libbey & Co Ltd, London, pp. 95-102.

Ottman R, Rosenberger L, Bagic A, Kamberakis K, Ritzl EK, Wohlschlag-
er AM, Shamim S, Sato S, Liew C, Gaillard WD, Wiggs E, Berl MM,
Reeves-Tyer P, Baker EH, Butman JA, Theodore WH. (2008) Altered
language processing in autosomal dominant partial epilepsy with audi-
tory features. Neurology 71:1973—-1980.

Saitsu H, Kato M, Mizuguchi T, Hamada K, Osaka H, Tohyama J,
Uruno K, Kumada S, Nishiyama K, Nishimura A, Okada I,
Yoshimura Y, Hirai S, Kumada T, Hayasaka K, Fukuda A, Ogata
K, Matsumoto N. (2008) De novo mutations in the gene encoding
STXBP1 (MUNC18-1) cause early infantile epileptic encephalopathy.
Nat Genet 40:782-788.

Scheffer IE, Bhatia KP, Lopes-Cendes I, Fish DR, Marsden CD, Ander-
mann E, Andermann F, Desbiens R, Keene D, Cendes F, Manson JI,
Constantinou JEC, McIntosh A, Berkovic SF. (1995) Autosomal domi-
nant nocturnal frontal lobe epilepsy: a distinctive clinical disorder.
Brain 118:61-73.

Scheffer IE, Phillips HA, O’Brien CE, Saling MM, Wrennall JA, Wallace
RH, Mulley JC, Berkovic SF. (1998) Familial partial epilepsy with vari-
able foci: a new partial epilepsy syndrome with suggestion of linkage to
chromosome 2. Ann Neurol 44:890-899.

Scheffer IE, Turner SJ, Dibbens LM, Bayly MA, Friend K, Hodgson
B, Burrows L, Shaw M, Wei C, Ullmann R, Ropers H-H, Szepe-
towski P, Haan E, Mazarib A, Afawi Z, Neufeld MY, Andrews PI,
Wallace G, Kivity S, Lev D, Lerman-Sagie T, Derry CP, Korczyn
AD, Gecz J, Mulley JC, Berkovic SF. (2008) Epilepsy and mental
retardation limited to females: an under-recognized disorder. Brain
131:918-927.

Stromme P, Mangelsdorf ME, Shaw MA, Lower KM, Lewis SM, Bruyere
H, Lutcherath V, Gedeon AK, Wallace RH, Scheffer IE, Turner G, Par-
tington M, Frints SG, Fryns JP, Sutherland GR, Mulley JC, Gecz J.
(2002) Mutations in the human ortholog of Aristaless cause X-linked
mental retardation and epilepsy. Nat Genet 30:441-445.

Taylor I, Berkovic SF, Kivity S, Scheffer IE. (2008) Benign occipital epi-
lepsies of childhood: clinical features and genetics. Brain 131:2287—
2294.

Vadlamudi I, Kjeldsen MJ, Corey LA, Solaas MH, Friis ML, Pellock JM,
Nakken KO, Milne RL, Scheffer IE, Harvey SA, Hopper JL, Berkovic
SF. (2006) Analyzing the etiology of benign rolandic epilepsy: a multi-
center twin collaboration. Epilepsia 47:550-555.

York GK, Steinberg DA. (2009) Hughlings Jackson’s suggestion for the
treatment of epilepsy. Neurology 73:1155-1158.

10.10.20 3:07:57 Pl




