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Chapter 18

1 Centre Saint-Paul, Hopital Henri Gastaut, Marseille, France
2 Neuroscience Department, University of Parma, Parma, Italy

TEFECBHIC

It 7 a=— KM TAD A (epilepsy with myoclonic
absence : EMA) 1%, NRELBEMTHLIF /0=
— Al (myoclonic absence : MA) Z J# & 45 TA
NASEBRETH ), ZOBWIERRNBIGEERY 75
7 EERICHE D . BB TRV I F 7 m— X
ADEERMICBIRINS. R 75 7508 (WK + 5
BIX) T, NIRRT A DA DER R AMFEA L ARk
2, BEDIY 72 3Hz AR IR G S A B v, et
BrEica b, ZHIE3Hz I 4+ 27 10— X R Ll
T % SRIE DG KRS A XK EOREEES .

MA (& Tassinari % (1969, 1971) I X - THI® Tid
W X7z 1973 4121k, Lugaresi b 93Z O #F8E % A
72 L7z, 1969 4E LISk (Tassinari 5, 1969), =L T®
% 12 1% 1985 4E 12 b (Tassinari & Bureau, 1985),
MA BHFR L BIERITH 5 & v ) FENEH SR,
MA % ME—d L <& F 722 FMEM & 3 2 ¢ L0 70 i 5
BEE LTINS ) RETH B ERESIN. Lo L,
TADA L TADANERER O E 5% (Commission,
1989) T MA & FFD TADADMAL L7-EfERE & LT
KRS N, BRED L CITEEEEHKTA»ADIHIZ
FAANSNTZDIX 1989 4D Z & THh - 72, ILAE
DFHE - B FERA LV RESN D EMRE
(Engel, 2001) Ti, MA #&DOTADAZERED
TADPAIEBERIC I NZD, THETEEN RO
THhofz, S5HITHRERE S 72 %M % (Engel,
2006 ; Berg, 2010) TlX, TA 2 AJEGEREDSFSIEE

A IO0=—RECADABRU
SAOO—XRZFHED REFEIE

Michelle BUREAU' and Carlo Alberto TASSINARI®

WX o THESN, MA ZF2TADARNRBOT
AMADTIV—TIZ A>T 5,

RN S NLTLCE, W O2DmEIZL ) 2D
SEBERE OB IZIN 2 5 LT v » 72 (Salas Puig 5,
1990 ; Tassinari 5, 1992, 1995 ; Tassinari &
Michelucci, 1994 ; Manonmani & Wallace, 1994 ;
Elia &, 1998 ; Capovilla 5, 2001 ; Bureau &
Tassinari, 2002, Tassinari &, 2004 ; Bureau &
Tassinari, 2005 ; Genton & Bureau, 2006).

EHSLDTF—71E< A 2D Centre Saint-Paul
WWBED 42 il & A1 — = v @ Bellaria %k 13 Flic>
WTOHHITIEDT VTN D, W OPDRFEIZ I A 7
0= — R TADPARERNTHLEEZEZONS. &
NS OREGI O FEM 72 73BT 13 A (J5) 55 3 ISRl
T 5 (Bureau & Tassinari, 2002).

R

IF U= —RMTADPATENLTALATITS
Y, Centre Saint-Paul #Ft % i3 % & 9 Z%#jl &
NI TAPABEREFATIE, TRXTOTAPADOS
~1% % D7z, — D TA»ABHERTOARHE
BEBZELLEHIENWTHAH. TOTANPAE »
FRNRTADPADOTTREZEERIME LTHA
(Ikeda %, 2011) % H E (Yang &, 2009) T iZik S
nTns.
4L

BYEBELL(70%) Td 5. /NRKRITA D ADLIEEE
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2. (60 ~ 70%) (Loiseau &, 2002) THHDERL 5.
RE

95 R E B D 33% THAAES % (Centre Saint-Paul
FRBED 42 Bk 14 91) < 5L (4 B1),  JE e IR (6 141),
MRS (2 60), JeRVER BRI (1 61), 14 FHEhE
WS ) v 2 — (16)). F72, Angelman JEMERE,
12p YV I —, inv dup(15) & & DGR H b #H
HEN T (Guerrini 5, 1990 ; Elia &, 1998).
MA ##2 1 KAD 4 A2 GDH £ 557252 ) (Bahi-
Buisson &, 2008), MV AOHEZFTIZ IV I—A b
7 ¥ AR — % — 1 K IEIE B #E(GLUT1-DS) 7%
Gokben 5 (201112 & > THE I N TWS.

SYNGAP1 D[ % A4 U % ¥ firdizn e 25 MA & A1
Rk 2 Fp O BE THO A5 Tw b (Klitten 5, 2011).
BICRF

TADADRIFIEZH 20% OIEBNIZ A SN, %<
EEMTANATHS.

FEEF i

FHTHALPA~125%6 22 H). A% 1EDNIC
FBRET D ENGREGDH D, MNERMTANPATAHDS
N5 XD b% v (Tassinari 5, 1992 ; Aicardi, 1994 ;
Manonmani & Wallace, 1994 ; Verrotti &, 1999).
HIRFHPTR

P RVEF R 2 01 9 FER] & B CHRIFRA IS IE R
Th otz TADADIIELLEIIC 45% DI B TR 1l
RSP TV,

FIRERATR

17%DREFTRETH Y, £ IFF AR
W7 ZE GO T IO SN L RET, RBrEoR%E
8D % dro 7z,

Ao O=—RMFEIE(MA)
© ERPRAEIRS

RS

BUBRE O B EREEORE I I EF ST TH Y
NRKMTADA LD SHFETH L, BEITERDIH
KT2b0008BuBEIHEESNLIREDLOF
Tdh 5. BUBVER EROREE X0 TR D3R
FTAHEMHETRTICOZEEERS W, IF7a—X
AZJEANE L TR ZRFFL I E L, bl bl
WIFZ7U=XREPHIL L) L LT E 0D L) %

%2522 L0d5. BEORTICHED? SRS
LN7-HEARETEL 2L LH 5.
EENEIR

IR 70 SEEPRERR L, AN I 4 7 o — X AW
5B EGE (BREOEEHZ) 2MES boT, 2
ORI 1 LIS UAZ RS AE O 5 I IR LT 1
M35, IA 7 u—XAFFEIE, BB, TEROMIC
ALND. HEGICAONLZ &3V %L, ALY
FRECHESLOOHMATH L. @, RO sro&
BHFEELZV2INTDH S, RS 2 mE I o 72
BDIZ, BDOIF 7 a— AL &HITED X ERA%
FLTLA., ThiEna ) —E L7233 v
F—rThb. BEVVMOEE, HEIZEhTH D
D, HBANOENDSLIELIEAONS. 37 0—X
AIRBHEOZ L H B, I+ 7T —X XD
BB X S B AR o f 10 (IRER R 7 <0 HE 3R A8 VAR 7 1%
L Z2v) BB SNLIERDH D (Bureau &
Tassinari, 2005 ; Genton & Bureau, 2006) (X 1),
[FEEDFERIE Yang 5 (2009) b #Hid L Tw 5.
BEMHIR AR

WP D ZEAL D L < A5 1k A5 i 1 UG o [ Ffe L,
& EIRRED LM E N TV 5.

FAEDIHH

MA ORI EHETIZZIRTH 5.

FEAEDFERERE X 10 ~ 60 B TH 5 UNE KA TA
PATEEALNDL L) HEW).

FAEHE XL <, MA AR EBHICS 61X
AL, LIFLIEHIMRE 2%, BEILIELIZH®E
WP RIS X D BINS 5. 14% ORERI T, BIXRW
FHTNC X D FI &R S5, MA DSKRIRFF ISR X T,
BEFZHMIETLI) DD 5.

MA O EFEIRRE X T 1 TdH 5 (Tassinari H, 1992
W& E 36 B 1 #1).

O RRERU IS TICKBDERE
FAERI R HRRNR

FTRTOREFHDAERAISOIEH T REH 2R3, b
nbhofEL, NERMTANPATALGNDS L)%
BRI AR ORBARENIFEO S v, ik
DOWERWN 1/3 DIEFTBIE SN, BRtkEz3ZE
JHPEDOTNE R AR L D - v (14%).
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FIECTHEIND DO LR TH L. BIREEE DR
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D3 IERFRIED 6 WA b, MBEREA R4 1D 5
BEbd b, WA R A ST IRIE L T
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RUTS T8
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MECd O Bk o IR 5 MEIRIE CTH 5 729),
IF =X 2AEEDLLZVIEDNDH L (K2). Wikt
DOPPEIIE, ENENIA 70— XA THIBT 5 E
M2 EFNTBY, ZOWERHIZIEMAGEET 15 ~ 40
IR, EUMHBET0~T70IVBTHE. ZDIF
70— X A I iR (60 ~ 120 I U ) 2% &
C NSRRI & TS .

72 & ZBRMICIZHO A TREWE LTS, 3470
== AR, FRC TR OB S F S AT
W5, RSN X B L, BT O BB 201
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O — X A DHEEEA S LT b (Gardella 5, 2002).
JRREEPI A 2 R TIE, 34270 —X RIZER L8
EEOBHIGHE X, ZREHFsEZATNLIL LM
HLTW200b Lk (Tkeda H, 1999).
© =AU 0= —RF(E &R

IER ORI FICIER TH O, LMy — (B
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CSP 35835

MTAPATHEINLZ O LHLL TS
(Tassinari &, 1974). MA X9 &9 & LT 5 iKEE
PIEIREEFE T THEL A Z XD Y, & XICHEEZ R
S5 (R6). T LRkl (10 ~ 25 8) o4
WPEBAR IR, L X233 F 70— X AT Z L
5T, MEREEIBIOIITHEShSE. —flloF
72 AN D i 5 A AR A 22 ARFE I R R0 AN BN 72
WARIEE, RIEMEIRIN M 3 5. —77, 131 OFRME
BB I RCE S LY, HEIC Lennox-Gastaut i 5
BECTBIRENS X9 & 10Hz OBBEHEBOFEIEIIAS
nzw.

o =AU O — RIS DFAE
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RARARLND.

MA D3 F 721 & 5 W DU 2 2 U722 381813 38% 0
FEBITA BN FOERNE, B R M5E1E (— O
BBV TIE, INOIFEBRICIER I N TV ado

72MA Tho7ehd L) »E L, etk
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SRIE BCIETE (GTCS), & % Wik etk MR E1EL B
572, 1HIOARIIBWT, BET S EHEIT VA DS
WENTWwie.

© A/ O0—RUFEEICEHT DRE

GTCS 1Z 45% DIEFI TR S T Wiz, B0 DE
BICiZ N GEE 1 K TH Y, o iER < idmn (A
L) Tdh oz MER-FEEY XA & FEE OBHEIL 7
Mol HAIRMIEAE 4% ORERICRER S, & &
WZHRIE I A 7 0 — X 2% ko Tz, 33% DR T
RO LU WIEBEID R I N TV B D, ¥ F Fikikic sk
I TR, IS THIgEES 2wy, 347
0 — X R %K RAFEVEERGIREAS 17 % O TR
BENTWD. bRbhOEFIOHTIE 1 B HD,
B I 4 7 v — X 2 L JEEBIEIEE S & 1) =R
REZ R L7 BB Y 7 B2 ofE TR S h 7.
2 DL EDORER % F > TW 2 DIZFER D 10% TdH -
7z.

o F&

Centre Saint-Paul J5FE® 42 iz oW T EMF% %
BT AL L 724538, 38% (16/42 1) T MA 1ZH
KL (ZNV—T1), 580 @ 26 I T3 51E X F RS % 2,
FRETAPARDPZILL T2 (ZV—T2). TA
MASIER OBIIIIZ3E 420 H~294ETH Y,
ROLEIX 132 A TH - 72,

FNV—717TIx, MA 25K L TH 5 OBEHHIH O
FENIILAE6 2 H (A~ 154), ZV—T7 20 MA %
FED S OBEBRR OFI13 12455 5 H (7 ~ 234F) T
Hol:. HAZBNTL L, ZV—T710DI37) IIHEE
LORATERDPEL 02> 72(47% K 20%). —F, TA
PADRERRIZ TNV —T 1 DIE ) BV %h-72(13%
5t 33%). MA OFFRAERIE 2 DD 7V — 7 CTHEAH
CTho/zCEFH 7). KRERECIAEIHTLHIET
HY, EHHEEBEEXIIN—=T2T80%THLDIIXL,
FNV—T1TIE35%Tho7. AHFIEDFMKII,
WV —7 2 TiE GTCS R4 5 FEL L O KA sE
TEEMIRETH > 7-DITR L, V=71 TIZHHMK
HWIETH - 72

Th—=T209 5, 5HITIXEHEO D 2RI
MA ASER L, BORRNE % M) JEE TR s 1E =,
& o U R R R MR L R B & £ ) IR
1) F 721 ERIRREIR & PF D 20 VIR B FEE 72 & OO FE1E

RIS L7270, BEIK - %1% 1% Lennox-Gastaut
FEBREICM b D oz, ZOREIZ2HTIE—E
TETHY, MAZZTO®RBIEL, ME—DFEEME LT
Fife L, PRIEILBRWEGFTH-7:. o 3T,
M PRI e A VR A o0 Wi BE R \ AL L 7.
1 BICIEnisH L m s BRI R & 72L, 7= =}
A ¥ Tl S 7.

F B B 56 O I BLR BB I 7V — TR D
NS, ZV—=720-BBDITI)DPEETEDLLHh -
7z.

—J, TRORGZHETLIHRFO—2L LT
Tassinari & (1992, 1994, 1995) 38 J& L 7z #t) 7 iA
WL, L2HENRE Lzbhbho BRI T3k
BEN otz FEE, NUVTOBRPI MR VIR
FEIERTHEALAZ1I7HOS L, BRICESZDIX
DTN (47%) TH -7z, MA DFIENH NV T
OfRE T b A7 VI FOFHBRESRBEENS ETO
W RERET R P57 (I V=71 TII44E2
MH, FV—=F2TIE3HE60H). M7V —TEd
Y MR R XM TH - 72 OV 7 O ERERE I 7V
—7°1Tix 1055 ug/mL, ZI)V—"727Tix 90 ug/mL
T, ThAZ VI NBERZENEFNG60 ug/mL, 70 ug
/mL). REZFHEZRLIZEZEIMA LGS S
GTCS DA% D> 72, Wbz, o 5 FITias
BHRTLEZONIZT =M VRN EE V98
Bh- SN MEE 0o 7

ZoXHIhbhbirod ) — X Tid(Yang b,
2000 AR L TV B L HID) TALADOREIZEE L
THBET 5 GTCS DIFAEICEAEIND X ) I2Bbh,
WRE DR DAL (I NV —T 1 TIX 271%, 7 V—72
TIX 9%) L IZBARR L 2w,

o 2K

R 7 Z 7 alsk O + 5 5 M) 13 MA ASERIRYIC
BELN DA I UHETH S, EB, MA OB#HIEE
¥ TR 7T 73EHOHTICHD L 3Hz DR
WHEDS, B, LK, #ENARI+ra—x 2
S ZOHFEIZXY, BRM IR T TIImD
THEBPLTWRLTO L) Ao sIER L #H$ 5.
o LRI A ) CHz RS ZEb R v) &

MePERRTAE. COFRIES, B 2R Z RS T,

EikoRiEZ b .
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o B FE o [ AUV 2 3 % > K i 38 /E (Commission,

1981) T3 4 27 b — X 23RN & Bl 0 A BT
53 ?. Cappovilla 5(2001) 1k, I+ 78 —XAD
FIM 2R, MA @ B #7681 & AR I 3Hz Bl
RS Z R T RMEEE R L2 12 Bl &2t L7-.
FNHOREFOIF 70— AL, HikHER(E,
S LU, 30 72 3SMH IR LTwA 2
MIE MA TIE I 27 10— X A DS 3 28 1S B
FTHHI LMW THSH. £, Cappovilla &
(200D 12 & D s SNABHRITRCREA TR
AL, GBI 7 BRI ER T L, BRELT

COMEIE, 47— A% KA
£ (absences with myoclonias) & X % 7 1 = — /K4
Z#4F (myoclonic absences) & DFERINCIX, RV 75
TEPEETH LI L EREL TS,

o FERETIEME. MA OEBIEREDS, FExd ik (B
RUROmIEMES [B5])THhL%EG, LR
— AL TH 5512, SEADSHEE 2 5.
Giovanardi Rossi & (1998) 1%, FEEH 2B D 7%

M, BRI A7 0= A, EFEOIF 70— A% E

2R A EEEE L, IEER I 7 u = — MR

LD, LALGHES 26ITIE, o<l ) L7z

B & LR S N IR 2 B RIE R A A H 7z, 3 B

TIXRIEEBIR F 721X PAIRIC L » TER SN2, ik

BE2WIREEEGOMRIMICA L L e, &k

SHz BARME A ITAT Lz & v ) BT, Bk ar i

MA L3R5 TWw 5.

Elia 5 (1998)1&d MA # 2 L7 14 B2 MET L7z Z
DH B THNGEARE T % 7 (Angelman JEMERE
46, 12p MUY I =326, inv dup(15) 25 1 f51).
IS OFEHD MA X, FREAF L, FEVERHREH
MR, 3470 — X ARHBENEHEAHE TH 5 K
TIBBTH - 7-.

MA £ % 5b LWIAEDTAD AMEIRE TR H 1t
TWah., TOX) BIEFTIE, KU 7T 7508k Tl
WRBEEPAHATH S, BIEOHKB LR THHE D
ZIRTIE R, 347 u— X A HOEBHB GBI &
HMAEDLESoTWED, HREDIEMAIN 2 FEE % R T
(Tassinari & , 1995).

EBRIIE, WEBERIC L 2R ROA2 S MA 23
Wi 5 2 i3 Tl L. SEBERTH L HEIED

W,

IA 7 E—=X AL, MEEDGE 2o TWAYEITIE
FRICHREA SRV fE#PIc, 72825 HEHED
WRIZE ST, IF 70— ARBIELT S, Fok
I Yt FEVEPHAMRKMIEETIEIR MATH S
CEERYTIIVPRLTLNSG.
©aE

MA MO FAER, 512 GTCS ko TVl
i, SV TufE+ T b A7 Y3 NE e iR
THAT 2 W 2 ERES R D AN TH S, MA I F
WE OB ) g2l ENnG. 72N
NEZ—), NLTaE NV TEY YT
FEEMH A9 T L WA S H A, Manonmani
(1994) & Wallace (1998) i3, FE MU F &N 7 0
B3 b A7 23 OGRS B EFRE I
FTLHEFNCHRTH o7z HiE LT D, BER /K
BRI A 70— TAPACHAEFA I N TS5
LWIITADAE, BIZIEFLARFFEF L, PEFT
— b, ZzWNA—=}, VEHIFNREDOIF IO
— RANTADP AT 3R, T 75ENZEHE S h
TwWwip\, Hiausler 5 (2011) O #iETlE, HERDILT
APAETIEERZMAICLVZ74F I FRMAMLE
RS 2R TW 5.
Lok

IF 7 a=—RMTA»AE, DRTAHTATIIH
MENZ LABIE SN D 2 L D WIIER 2 4 5 K55k
BIEBERECTH 5. T ORFR IR O IR B
BLR) 7T IWPE T ALK TREINS. MAD
e~ 8 5 — VIR TH Y, oI
R L OERIZHZ TREICT 5. MA OB IEZ Bk
T, TAMPA L TADAREFERO ER 5% (Commis-
sion, 1989) TN F 72 13 REMRME S TANADIH
WMEDITFONTWSE I 70 =—RMTADPA R
ET LD THL. EBRIIE220D5 4 THH Y,
—2lF, MA®D&, FEMANFELLEERTH
LB TH L. HH)—2lF, MAIHOTIER, 4
WZHI O GTCS 3G 594 T Th b, BEDT
BIIELDVARTHD. FHRIZ, HENER MA RIE
BOEYHEFERBRMICIELGSINT, AT 5
GTCS B L TWA L) TH 5.
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PEAHO-RRERS REFLE

IA =X AL, XKML NI RSB T
HHIF 7O Z—=RKMTAPAIIZIEISETEEL NS
FEXFTRRMBMECRKMTANPATRBEEN TV S,
ILHONTVLEBEIETH B, SCRIB TR W
Y KRR I A2 — X X7 120w T
Y&zt @ Chapter THb N 5.

O /NEERHORHTAD A

3T TICHIET ARKMTADAIL “HWSE" &
EZbN, FNTAY—LBEREL, 3ME TSR
JET LT RTDOTANADR 1% (Chaix 5, 2003) F
7212 0.7% (Caraballo &, 2011) Z 5 5 & I hTwb.
INBRATADA(CAE) RAREE I+ 7 u=—<T
AA(BMED, R#MZEHEIREIA 70 —-X 2D X
) M. L2 CADPAEFERIC S TEE B 601124
BMTHBH. 3 E TITHAEL 72 10 BT OV T DA%
2B, 10 B 8 Bl 7 FHAHE T H - 72 (Chaix &,
2003). T HDARRYRORMIFEIEEIA 70—
X ADLEHEB UL LIETHEYTH 5. Chaix & (2003)
D10 B 4 BlCid, 2BNEIEARBEYR I+ 7 01— X
A%, MWO2HIZMEIF 70 —-X A Z2RL 7.
Caraball & (2011) @ 39 #irp 27 Bl 9 %, 6 Bl R ER
IF =X A%, 2IFIEKEMOIA 7 u—X A%
KL ThooBRo—BiE, B THERT
CAE 0 R H%I %> BMEI O 24533 2 W HEMEIE H
B, ATEHOMBERLEEDOENE R L TL 5 HEED
M) OHEETVS, HENEEDO 7 VI—A bT »
AR —=%—1 (GLUTD) RIFEDPIEH DL 55 H %
(Leary 5, 2003). ZTO¥f, 7 by E&EFENPHVS
b, THhUSNOYE, TERkOBURMEEDFEVERIH O
Bz 225, Wil CAE ICHRTIE 2 2 M2EW
FECTEAIIETD 0, I O KM FENED R T 5.
Chaix 5(2003) ® 10 I 5 61T, I+ 70 —X A%
b E T EHREMETH D, Caraballo 5
(2011) DIEBITIE, I A 70— X AP RMFEAET
3B5EIR 156, I A7 a—X A %Eb R WRMIEET
(311 B 2 B DS EEAIBUE T D - 7z
OXMEFESOREDIAo0—X X

Panayiotopoulos 5 (1994) 1%, S % IEPHD I +
70— A %) @R RSN IR D — DI )

ZHEMEL. L, 2084 7oRMEILIEL
ORI B & OB G, B2 6 R
B T AP A DF T R REERE 2R T 5. F s,
KAz 9 EPHoD 2 4 7 1 — X (perioral myoc-
lonia with absences : PMA) T& 5.

FEIEARHEIE 2 ~ 13 % (P i 10 7%) T, K IRAYELL
ThHbH. TAPADEFEED X { B % (Panayiotopoulos
5, 2005). P BERE LT, BRELAHEEN 2
IF =X AN OFRHOBERHC(MEI 4+ 70—
AR), HHNFEEIZZL R HITASLND (FIA
JU—RXRA). EikbEEOREIRESIIETH .
Fede R IZ 8 <, 2~108TdH 5. PMA (3Hil T,
—HIZMEDRE L. GTCSATRTOEZTIEID,
PMA OFERBIOZ L b HE, 5 6HFEHNOI LD
b5, BHEIXTFENT, @F PMA OBREPEITT 5.
FEVERENN I 13 AR D WERDE 7243, 3 ~ 5Hz OAKLHI
REMIRWK TH S Z L DT D%\, PMA IZIFHIR
RMCITHT T 2 WX AL v, RAFEIEERIRE
13 B © (Agathonikou &, 2005), GTCS THRET
HIENDLH., ZORERFITAEICDZY, LITLIE
HNE R ICIPTUETDH 5. Hirsh & Panayiotopoulos
(2005) 12k B &, [/NRRMTADLAREIFERMTA
NPATOREDIF 70 —X ZADEEEENH HDT
(Hirsh 5, 1994, Capovilla &, 2001, Panayiotopoulos
5, 2005), MERHHD I 4 70— ZAZNHKE,
—DODREBREE T HIEA T THS. Larl,
M2 BRAREIR & B O L= — 7 il A A bEid R
REIOFEEOIF 70— 2" L) BEICEY 7%
bDOTH 5]
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