DTH 5.
a. SERBIOFNE
SRIEZ/EIC R TEg 0 < B 5 5E
(tonic-vibratory seizure) %°, FEE FE/ED £ I
oo S BRI b7z o THEHED S < 7B
(tonic-automatic seizure) %5, F & D EH TR
OLNLZEDNDH 5.
b. FEVERFN B
HEESBIEFEL L2 EdH B,
F72, BERIC, HEORBIED TR %
D, BESFHEALLAL)ICAZDEIEDDH
B, IO OBERLFHEARET 2L b
HbH. EEOFHEERIZ4~10B0Z L8
Zws, 60 BREERC 2L b H D, tonic-vi-
bratory seizure Tld, HE D BET HETR &
72 V), tonic-automatic seizure T & 3 i O 1%,
BHEEAE L TV5 & SIS BRREES %
L5
2) FEEBIR M FAE
2EFHICSWEETH L, BRI,
FVEDRME ERBPRETH L. BRBMEORE
EREL, FNETOEER#RTE T, 4R
POHIZEIERDP LRV L b H L. FBIERIC
i, SRS LETL, Az I 47 0—
2 ARYLHE, FHEL - FEOBEWREZ S &
bdh b, FekEElE, #AES~30BTHB.
a. FEVERRME
FEVEREIE (384 T, BRERIMEREELC
10 Hz DY, 2.5 Hz At D 2R IEERMRNE,
EW2sHz ORENH L, BIET D &, B
B OBER S DSABIRE 2V, WEOAD
BAHZLbHDH, FERRMEEO 3 Hz &K%
TR L 2B 137 <, SRR B T
FERINZ . F72, B & ERER DI IG
PARHERZ LD DD,
IWHREMER A 7O —BHHRME "
TG EED, ZOREORE - HE

9. Lennox-Gastaut fEE1&EE 29

R FFRCERII A2 (, SR O BEVLETH 5.
INFETOHRETIE, LGS TEETILRMED
% E, IA 70 —FIEOERICHII AL
BIFou=—RBARETHY, MbRBIIE
fRiEdhwvweEZz o TWE, DI
BRI CE L, ARMICITHETRER Z
EbdHa, EHMLZHICIZE SR - HEN
6] 5 EE 8% (B 1S SHER R R 72 & O R Bl o0 R THET
BX)SUETHS.
a. FEVERRERN
SRR BRI, Sk REE)
e EVHIET 5.
4) TALPAER
50~90% DEET, TALAEREREL
ZD%LHENCSETH AL, 3470 =-—H
BRmEREERLH S
a. NCSE
NCSE 0% < 13, FEERIRAAHNITIDEATHY
WKHBRT2b0THL. 20/, BfEIEL
%h. BHREEZ RUSHEIEJETTSD
DN B ATEEIRET Tk TH D, T2,
BEFIIZECHRERERL I A 7 02—
BANCHE VR LA LS. NCSE A5
BEHBE, 25031 BAEEZEBZ5000H5
B, HBE D Db ) LR T, FER R
B & e 5 2 & idts 320 L. NCSE i3,
EEOEREEOLEE, FHEEL & CTHRE
ENBEILLH DB EBEOITADARER,
ZITESTHY BB H D,
b. MBEFRAEER
HEE - BEZELC, IZITERNIEESR
VENEL 2. HREREOREL, MEINZGH
WIREFRERER EH O L 2O R WD
BHVHERELRA TH L. FREREDCE
BICIIERIIEET 5. BHEY 2 L HET R
RN - SRIE S WIE NG & B IR R EE S
ET, BHIEmRIICR 5.

*10-20 Hz B O &M MO EEEE T, — &R BCROEEE R Lennox D JF 3 T fast thythm, LGS &% L7
Niedermeyer D &3 TiZ rapid spikes, H AR TIEfEHEAIIZ rapid thythm & S IEN T 3. RIBE, B4 IHERT B854

Z L% recruiting rhythm & & 5.

FUEEOERERKRITIE, BARE - 340 -BIIRME - IF v oL HRENAY, BAOBECER

F oo —REDED ERBEINZY LT E,
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c. FEAERERRHE

fereietyaaesred Slfs
1k, Ay

NG e
o wg,@m‘; i

f,w\%':&é}w ngf;i AN A :
'K AV IYA N k: ol
Q}: ;sﬁ w“‘ H‘i’ i o |
g 5 w\;"" el \»,f‘v \M w;;’*aj\\m/‘f\ﬂ_/;\f‘
"c’*‘f"w ‘i{" : 4 iwx ’J
\"m "-*"“ﬁf fﬁmﬁs}'ﬁﬁt ‘af“""x{;) w‘»f ;‘s
o M N A

A N A&?p ;’Mi

AT

; i 4{\?“

B UL zuu;,( fisiieny szs;;g‘:‘zim: PRI TREbERGY
g W e

e _‘W" i

W »V&! ¥

>3
DI Pt

ll\m-a

PP
33

T
2%2‘%2[\1‘—(\”“

-Al

AR IQEFRR TS

>
S

MM;.M%WP‘ "wa h,« £
v i i % Pt
Ay
TG

1 1oouv
S

[® 1] Lennox-Gastaut SE{RE DR

a | EZE) (fast thythm) ; WEILRRMEIZEA'D 12Hz, 20Hz DFEBDHREL burst HEEERAR IR VIR L HIR.
b IEFONAMT AN AETRE (NCSE) ; 2R ICAHDFREBLSIRIBHRBAHMAQEEREICEBE LU THIRL,
ZEAMICTERICTEED S HEIRAT D,

o MERE ARFOBLERGE, OEHE  Z2LIUTCHRITIHERE. MHERICH 02 ¥kT
LT, EEEREICAEDD 20Hz DFEHHIR.

d: IEFRRMREE ; RABENEIELT—SBEE T TR MRE TELHAUEAMORE
DT U712 2-3Hz O ANE DB EEENHIRT B, T<ICEANT, 2 BERROENE
BRI

HrolmAIPITTELS 25,

tonic-vibratory

NCSE Tid, EBEEIHEEL, TELRE
LML B - FEREA - FERE
WCHBL, e 7ATYAITHICES, BME
FEERTIE, BRI b EIRIEH 2
HET 5.

5) BAEDERBICK HEME

TADPARTEORERIEZ, BEOEHRIZL-T

AT 5. TRESREIR, HOBIREV, BE
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seizure % tonic-autonomic seizure (& B B DL BE
WCHBLL, 29 L7-BESHET 2 L mERA
BEPHERT 2 L)1 5. FEEMRHMIIVD
FTHEAD, WABIETIERE & D ITEDT
HUEMMH L. EOREHSBEL &S ITHEE
PRAERICHD. LHrL, SHEOCHTAD
AETBEL L) LR AL EBENPEET L
ELE L, WWEEROLIEZOT L.



2. BB 1)

SR R BRI O EEERE RGBS ERIC L
LCESAEIC LS. BIERRIORREERE
e LT, 1-2 Hz O RFEEN B OB £
PSR EE BT 5. RISEEE A & HISEE
AT TRARIBZ 2T 5 2 &£, BR
WA, BEEEEEL ) UL AERBICHET S
7%, IR R SR CIERIE S kv, Akl
F 72T ENE O FEEE) L, 10 Hz DL EOSEREH
AR L, AR, RRICERVGEEIRERICER D K
LHET 5.

3. BEEEEEEF

BHSEREFELET 2 BHEIL85~2% 2B
IO, BEEHFEAEECHILT A LELTh
LV 20~60% O BE X FER S CREER
R EL, MRESEAET R R CRE 230
5. 30% DEEL BERATREELRZED LV,
FRER S AE DB T 75~95% DB E LA
BEOBRT 2R 5. RAMREE LT, RANCE
B 5 2 EDRENTWAS, LN
MERE LT, BRERS Z v, BIERXEO
MR RIS, LGS KEENM LI DL
V. BEROARERTORKE LT, EERMX
AR DR LERBAE LS Z LI L 2% T RE
ORRE, BREOMTANPAEDFE FEIC
LY ELZTEMELRENEZ LN T WY
5.

o g &

LGS X, BRER L BMEFRRTHESI NS
REDI-O, BEHREIVETH S (FTRIE
k).

- BREEORED O OEERENEETH
5 (BREERE BB EES Ve A5
BT RE Y, Sturge-Weber SEBEHE 72 & D K
TE R H MR R R RE AT, TR SR M R I
B, AR 722 ixdBfs & L C OMEHINEE
FRBE S 72 &),

° &

1. EWEE
RIS L \CER R G ERY, R0k

9. Lennox-Gastaut fEf&E¢ 31

O, BHEOSKIBENLEL S, RSN
L5 ENLZNDE, NVTOEEF ) T A
(VPA) £ RV V'V T7H Y~ (BZD) Tdh 5 [HF12,
7 TN A (CLB) & = b ¥4 (NZP) D3 b
N5 ENE]. FHMTAPAEDOFTI,
FEM)FV(LIG) & FET<— |} (TPM) A3
HEVECERE b, VPA & BZD, VPA &
LTG & Vo 2R ELERL . Axhe Sh
TWRETORWERARRIEEEL X232 Las
By, EEPVPLETHE FIZ7z=r
(PHT), 7 x /SVEF — )V (PB), H /A<
£¥ (CBZ), vigabatrin(VGB). W2 BZD).
2. WHREE

rhrE BIEEEREAVE Y (ACTH),
A7aA N, BFRERBRVE SV E S
(TRH) &, BRI L EERDDH S,
3. TADASNRIERE

HFEMREHE (VNS) 1, FfTBIE R wasE
RATHolz I FEDNDH L. BLIOFIETITRH
ZREWIT S BB D B, BRI X RAER
BEHFRD S NGB EBIL S 575, HEl
897 LGS TIPS gl v 5.

°oF &

West SEMERED D LGS ICEFTLHZ L0555
NTHBYH, West EEHOEED ) H 40~60%
BLGS &b bwvwbhTwad, F7:, LGS®
95 40% D% West FEEHEF LSBT L& T 508
HFEWH 5D, TEIEVEVPHEET HEI1I47% <
HEEEEICEST S BHEEFIZLGS ®
WRASH 2, EREEESRTAPARESETA
WACERETHIEVH LY, ) LIBET
DL TR TH L. BEIED LTHHA -
DHEFRN L EREAICENRT L2 L% 0,
TS IERF L 85~92% THRO LN, EER
HHEERTIL 40~ 60% [ZFEDHND.

BEEICIZBD o TEEOMED, K
NI HERPH R T e 03h 5. BT
BITIE, TADPAREZOLOLN L, AHE
RPEWMHITER E 2B 2 EHSE . FHEARETF
ELT, JEREDORE, I West SEREE RO
b0, 3ELEIORYIFEE, HERORIE BE-
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2 1 EBOBHESEORA

[& 1] Lennox-Gastaut Fﬁiﬁ@%ﬂﬂaﬁﬁﬁé%ﬂljé

t@#hﬁﬁr

REN BB LR

LGS | Doose . ABPE .l . .CSWS | Dravet
%J‘EE“‘ 8%»&? 1%=I=~5ﬁ§ 2~7% 2 B~12m% 26 1 BmIUT
e , sEmUECREICE
%¢ - gigggyﬁ SRTOREERE gmm RAMICEDAL | VABARI Y55
- - EHFITIZBISNE
(%ﬂfﬁ%"ﬁ 73‘2) MR 10-20 Hz B | 1-15 Hz ZR0H
| mE . soon CERHEERTBE TERNEST | BARBADIDE
ﬁEMR@%ﬁ B S FleEERRSES | 5HE BlEEFRRBWER | D, IAVOZ—%
&S
“ THERNBD TEEANHD  |(ESEONBD
T;]H- ~; e maenme | THIATOZ=R| o .y
Getrmmn [ SEEOTEERE sy smmmn [T RS i enETs | ERRO
. e o M 3 B TRRR T
- SAOO-—BAR| I A OO —BH% | RERROEDES | HEICRED
BNFAE
. ME TEEBRIRAE FIEDIEVFEIZER | negative myoclonus
e B (B)RIRR, B s i L AISHERTE
(% #1020t smm | RRRR ERRRIRR
iono— |BRERRROCS commaosm| oo o |—soEsiciis FHATISEA0
E ~kzL = 34Oz~ e OZ—%FERT5 o -
. . s SRR - S] 2 BT (3 He
GRFRSBOR) | SRMBEEE o0 I
o . W ' ZELEOIEEEN obtundation status #{
L | EREREERRER e ommog| BRI S E B < B
FETLRAM (fF, BHEES, 80 LS RS S minor seizure status _ SEE AR S
lmEPIFoO=— S R E N TR PR B

FOONZTEHSZ

’ e e g
| omuoTEaRR e LR R | SIS - SRR SREDREDL
(RO | EBEAY - AL EESTBTRAS | BUOSRIEERG - LR, Bl - 2
| momR-mRE | UERR 5’ AR
e \ B L RBORED
- | ERREE, BEEK Bt/ la2py |0 -

- : - iy e
COMORE \nte pompse | o DEBIE NATANEE
e L%, LAREE| ., m%m I | BRI, D ERIEES
e Nl eI DR | PERED DEBNE 6 R

: m@@a%@mﬁ,

, | mEER - EERESO 12 R PN
e H OB AT BT |23 He D2 | o OSR RIEEEIERER e e mmanz
BRI . Sman S “ﬁkh%ﬁ)%'yﬁﬁﬁﬁ%ﬁzgmﬁmﬁﬁ
L @E@;Y R ™ OREERERE R CSWS g
L s BERRES CSWS
ERE st |BREOZBED| o o o
i |ty R 27l B Rl

ERIERB L LGS CTRUDRIIBFTRR
ABPE ! atypical benign partial epilepsy, CSWS : epilepsy with continuous spike-wave activity during slow wave sleep ({R/RBEBRHBHRT

MRMREERT TADA),
LGS : Lennox-Gastaut FE{&EE

ThBhh),

Doose : Doose SEfREE (X A U0 Z—RITANA),

SBETFOBESEr o720, TALPAEENS
Dolzb 0, Bk EERESOBREILT R

Dravet : Dravet fE{Z8f (FLIREFEI Ao O0Z—

%ﬁiwm ERISSMDRA > b

m<%@@%%ﬁ@®% EDHDHLDNH B, HEIEDIEFELZR
EFBREWMEFFROTB LIRS TS &, ¢®%&ﬁ%@5%,%%§§&%@@ﬁﬁ

BELERPOBEH THILLEZONDL LD
W7o TETWAD, METHEFEOBMICITLL
TO2Oo0MENH 5.

OHMETLIREL LT, EARELEDRE

ummﬁﬁ%&%%ﬁ&kh&#ﬁﬁ 2y
BICIIRERBELBEL-BEEIZ O EETH
5.
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BVER BT H2LEDNH L. I RIEER
DFEH TR, R R MR R GRS E 1Tk
0, BIERREIUELLDILOH D,

QBB REEDVEIRF OV b D21 TROD
N WITREMDSH 5. EFF)S, HEOIEEEX
MR E T A RIEZ T OBE, RYITHE
BED RO R 5 L8N H 5. MR
DEFNEE SR, SARPOBELHRTS
CIHEEETHY, FEBERZLILEHDYE
T, EREOYTANE - HERE=S Y 7
IVETH B,

BRI R MRARIL, BRHETAHBMEL L
TESBIEL BT ALENDH L. BETLHE
Rk, BERERZT0ME, A, 3470
Z—BNREEE ERICHBT A Z 3T L
Vv, BERS WAL, RIS L)
AT B ENET L\,

LGS (I BB O SIER & SR R M R %
BTLIEDBMEGHTHL. EERIREL
THFRBERRMEERHIEEL PRDO SN
T, BEREEHEETE VAL, LGS

9. Lennox-Gastaut fEf&E

ERBITRETIER Y. LAL, LGS ORIE
BEHCEHEREIRBELLAVESELH 5.
LGS 2RV 2§ 5356121, {IE 2 5F
xR L ILETH D,

2. HERIESHT

ERIZW e L TEE LR TA»AEERORY
EENORAL Y b EFE IR

% BEXWK

1) Arzimanoglou A, et al. : Lennox-Gastaut syndrome.
In © Aicardi’s epilepsy in children. 2nd ed, Lippincott
Williams & Wilkins, Philadelphia, 2004 . 38-50.

2) Beaumanoir A, et al. : The Lennox-Gastaut syn-
drome. In : Roger J, et al, (eds) , Epileptic syndromes
in infancy, childhood, and adolescence. Sth ed, John
Libbey, London, 2005 : 125-148.

3) Genton P, et al. ' Lennox-Gastaut syndrome. In :
Engel J, et al.(eds), Epilepsy : A Comprehensive
Textbook, 2nd ed, Lippincott Williams & Wilkins,
Philadelphia, 2008 : 2417-2427.

[RBCRFE R BN e BXEBE
[RRAFERE R EER]) KR =EB
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34 1 ZEBORFMEBRIORA 2 b

| RBOBYMESHORA 2 b

10. FRIRERAIFHEMEMFRZRI TADA

1 B

LS EHIEEENTD,

NREBIC S/ L LBERRER IC EOR M DRRRIR 455 9 D BRFT R (electrical status epilepticus
during slow wave sleep : BSES) Z/RL, EBREIEZ/-IIEMICFEE, REREZROHD. R
MEBBEDET, TEOEMBENADND T EH D BESES BfEH D (VI ESES FEMEEFE L
Whnd., BEITANAER(ILAE) DX B TIIREERBFREMRFTEZRT TADA
4 BXJEE (epileptic encephalopathy with continuous spike-waves during slow wave sleep : CSWS) &

© BEORA Vb
4% U0 B R PR 2 T VLR AR U DS AT 14 VS
L, Hosteeafilizitty, BakiEoE
D L I LRERBIT 2 £ U5 /NEBE R
THDHE). HEER( VL) BIcEREE
VRS B AR PLME O RS 0S4 (IR
OHMBEGIEM 2 v L A RIRERR ¢ Rk
E) L, 85% LEDP TR ZERTHL. L
L 85% LT T BAMBEROKT 2 & 23 iEH
DB D72, MEEEEL T TURIC 50% LA
LT B)IRIEERE £, REME L BRE
ROMEEBRE T2 2 EPVETH S, BNk
FElEfE Y, BARIEIRRIGT | REFLIN O&ER§
5 55 Ex BRI L, 2 B H D EE&E
B L 2 WIS EEREZ L E LTER
5.
1. EROREH
DER: TAPAREOREI22A~125%
FTHAT, 4~5RBICE—I 055,
2)IEZE  NRTADAD02~1.0% & DHE
WH LY, BEENELTHY, AEFEOLT
SEGBHE o THEI T — 7137\,

J
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) ERARBEMEL  HEOEIRF OIS FHIET
1AL FEVE A8 & 7203 TR 1 o R AR 361,
SREBEFEE) TRRT A I LS, HEER
IZREEERASNDZ E b H B, BOFEEC
IVEBETLILLH L. MEREIAORE
vy,

4) TALARERMOREE | BER OMELHE
ZRIKERE L BB, EEEROLRVWEET
BIEENZ . EEREOH 561, R
BICIG L2 AHEED S 5.

5)EEEE - ERMIMAEEE  CcSWS Ik &
D, HEEOKT (BERMLVETHH 2541
SHLIET), SHEEE KE - EZHOR4HR
BE TER(L(ZE), WEBE FEHE EE
KT, EXBERE FEEE), K17, &
B BERELREPALND BED/SY —
VIIBREICLoTELRY, REROBEICHEE
LTwaEEZOND, BEEFEF—MTE /T
A ORBEEICEE L HEICIEE L SEEE

TEREENHONG.
2. $ERIEZE
BEAR B |2 S RIB SR © L BRI Z 56



n;qu{ k

4 x«;{f‘g&k Bt

! uif‘i&ﬁﬁ‘if*

i: ?ﬁ%’ )
3{*" g w’”? “WVW e “"”\?“"’f k’

A e %wﬁwi w’gf'@ A, e e

Inoia s
ﬁé‘é‘ %fé 15*@%“ “"»% Lﬂ

| [E1] 5B ROFKER

3 BIEBERORK
CSWS # 7R3 CADPARIES,
HOEERMEER T TADPA,
T 57 25 T E R A,

MU REE R 2R 1 ISR

WD DFERE
BRETADLA
Landau-Kleffner JEMEH 72 &)
RELARI NI ALARDBEZHOHD.

o =
BR e
1)CSWS tﬁﬁﬁ'ﬁ

&éb<iﬁﬁﬁ#&%né t#%b @ﬁ
FLER CIIZE R HE Z T kD CSWS
1bid 4~ 14 7%.

2)CSWS Hi %

HERRISER & T 528, XY ERED
FRAENDXL IR E. B LD 5\
A BMERL O R UL 1.5-2.5 Hz BIRIESIEHE O
L CWEBRMED /) ¥ L ARRIRER IS B R LT
B, WmAEOEEIZIEE — 7 B — AN ST
35, AHEMNER Y — VIIARHECR S, L
A@ﬁﬁtik*@f%fﬁﬂﬁﬁ%&iu&

WL i@é?&’\c‘: ’%‘2%@‘%.

— 150V BFD CSWS

2. FOMOEE
1) ERIRE © CSWS BE D 30~60% |
SRFHEENRE SN TS

a. MRI: ZHEL2BENA LN, HEHME
BE RREEEVEREE, £/ ME,
{LREE, JKEERE, MEVIEMALRE, MR
B EEREOREND L.

b. SPECT : ZVEIEIZ—3 L 2R L H-A5A
LB EDDHA.

c. PET : [jik T d £EF OV EBAIZHEA
A OYEm.
2) BIEFHRE : HFIZ CSWS & OBEMH L
PN o 72 EIRTFIE % VS, SRPX2, ELP4 7
FEETEED TADA L BHOBE L BET S
EDHEND 5.

¢ A
BROIYF Y A LoOv FEN R — 7
VERER) & LV IVEEBIERE, expert opinion)

L7z,

SN E SV T OB, NV TEE Y
(ZONFA, ZaFE)RL), T2 T3,
ANFT L, Tx= MY, FETELRFT
Y& ADERTHL. TEMIFOERBO

IR
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36

1 EBOREEBMORT b

[& 1] CSWS GJ%EIJ %Fﬁiﬁid)ﬁfﬁi H&EB’Jﬁfﬂl

T e _ ABPE e
‘%ﬁﬁ%v,@w BRI IR — S ERIH P — #IR — S BRI
. RABIE B
ERERSE(E | BROVEEFE BiY BB T 1 BEFE BRI T
- memt RigE(E R FAE

‘ BMIAIO-22 | IAYOZ—FfE
| FEER~RRRA | FERER BB E%
|- BUESBAOER /| b - WEABOES | 1-2.5 He WMGER | 50 - @S0 & =

SERMEOME | MR UESEOS | R B USRS O

- R DB, W OR, B B, R

o

EORMESURR, B | - EORESURE, MG - 1-25H BRI | - Bl - MISEBOES

i i BRI R U IS D

- SRR 2E) SR, WOR
| SAEmH FAEHH) FeAEHR FAEHS)
ME - REEES AN BAMEBE: | A0 BOES+ |00 ROEE-~

ABPE : 3F;E&E!'Iﬁ

HEED DD, BAGIOHRELH 5.

CSWS @ ¥ & i LI F R ICHBE D S
HIEDEMINTBY, HEITEEEROYL
FrTE LTIV RNSd, M LET ok
BHLHEMIZBEB> T LI ENRKRYTH 5.
CSWS DFH - BRItk o THkE LR RIT
HDHTEERAOND L) THE, BB
IEEDER SN, BEIEREATOA N - BF
FEREAVE Y (ACTH) EE, V7 E/NAK
EREFINYDANLZEDLEELRDL. AN
<XV, T2/ VEY— L SEFYFEL,
oxcarbazepine |2 & 1) CSWS 25 AL L 725 B A3
HmEEINTWS

+%f§

EEEIIr2DLTH

%Ué 7}1% Z DB, TAPAREEFEIEIT
4~14ECEH 12F). FBIEHEE CSWS E
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S TCAMA, LGS : Lennox-Gastaut syndrome, BECT : UMAEESICHUE 2RI RIE/NETAD A

DBHRONT-BEIIBNTY, WREEENTH%
XL, R BRCTEREE L AL v

BETARFT 5.

2> BEXHR
- Patry G, et al. :
cus” induced by sleep in children. A clinical and elec-

Subclinical “electrical status epilepti-

troencephalographic study of six cases. Arch Neurol
1971 ; 24 : 242-252.

- Tassinari CA, et al. - Electrical status epilepticus during
slow sleep (ESES or CSCS). In : Roger J, et al.(eds),
Epileptic syndromes in Infancy, Childhood and Adoles-
cence. 4thed, John Libbey Eurotext, Montrouge, 2005 ;
295-314.

* Proposal for revised classification of epilepsies and epi-
leptic syndromes. Commission on Classification and
Terminology of the International League Against Epi-
lepsy. Epilepsia 1989 ; 30 - 389-399.

(B R BERE T AL A - MEREE Y ¥ -]
HERSE, WEET



11. Landau-Kleffner fEf&8% 37

| RBROBHMESEDRA > b

11. Landau-Kleffner fE{&E

NEHCRET AR BN EERELBEEOTCANALNRESE2TSEETH

W, BENICIIBRIENERBEMKREE, NEOINLKREBERSE, TADAKREERE,

 ThAhAMESERE, EEAERLICLIEINTEE,

%@Féﬂﬁb\]‘]%%i, %Eg (Z{Hﬁﬂﬁc:f;"), ;’)"\%‘/:5@9\ .

1982 ZELARE, Landau-Kleffner SE{REE (LKS) DEBHAEOND L SITHKY, 1977 FELS
 EEEEILBENOSEMREELRICBUONELLLTEL. ]
 LKS |IMpFEE, SERENEBLHR~NFEIL, BERLOEM FENORIGD
BT REENESERBTDIERNEIY, RNTEEOEBRIHDILUEEFEIVPE

HERISHTBRIHELL BB, MEREIINET, TANAGOEBHEIMRHE
| BEOBERL, BEBEUEREICELL. 70~80% DEANTTANAREEESH,
 ABHIBEWETICTADAREIHEL, WECHET B, —BOEMNTIRASE

MkT D, BEAEATIE, S8 0

- TREESEERNEETD.

¢ BEIDFRA > b |

FIENETADPADREER E L TORREE LW
L DIIEEEEREEY ML TA2ERTH D
720, TADAE L TIREEREE OE D
BEb < H5WTHAB. 2010 4 Epilepsia (235
BENZEBRRTAD»AERJLAE) 538 - B
BRESHE ORI - BREREL L
ZDIEIPDTAPADHF TR ORI - BK
FEEFEOFICGEHEIN TV,

SRR R WHO 12 & % B EROES
10 L (ICD10) Ti& [F80 — 89 LEEAYFSE D&
E|D9H b [F0 SRV EEOHFENFERE
F80.3 TA D ANTHE D BRI [ BRI ) 558 GE)
(VR - s Loy —EBER]] & LTHhEs
nNTn5,

1. BB
1)EBERE - K5 TRO bR,

) RERMDFE : FAIE LTIEER

) REEEHD : 2~ 107%. B b IIFEEIE

4) BIERL © TADARBIEOTIIEER 5 FAE,

RN THME G EVEVSRBENES KT 50 525,

REINZZHOTIE R, BREEFZED LN
HWEBID 30% FEED 5.

5) ERERGER DFFE : BEEZ 2.0 & L72EE
REFREEOERI; . FZEL OB,

BEENORSOET 72 EHENEE 2 RIET 5 E
RTHEE REICRBEOREIFLE, EEE
E, OBEAR SEMREEXR ERLCOE
WOPHER L TALN, SHEEROEBMEIHESE
anz Y.

6) B - BEOTAPAMMEEENHFE &
BMEMIRESEPEL ) 20, BELRET S
FIRAMRALND Z LSV, BEEEGELD
bdHh, BIEEICLZVD, BESNEV, ER
BRICEEOREDIRE {, electrical status epi-
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38 1 EBOEHEBEONRA T~
lepticus during slow wave sleep (ESES) F 7= 130
HE FIRC S 45 5% 14 i 45 U (continuous spike-wave ac-
tivityduring slow wave sleep : CSWS) &\ hbirs
B aRy bbb,

2. &Rk

1)RBRE: ASEOEETH 5 RFBENT
APAFEIEDETH S OO, BEEELIIRR
DREBERTYETLIONHALDTHEET S.
CSWS T TADPA®®IZH ) BEROKTESR
2H ) EEEEIOO® OV EREEESHNEE
DEETHLINE) POTHA LT LITEL
Ve,

2) RIEMEHEE REME R TR L 2R
THHBRECTEET 2NEHEESLHE LR &
12X 5.

) LEMER: vhinTws, HLTw
% 7% EQLEN IR ENT ALEND L.
ESES % CSWS 3 & &\ 9 X 0 13k Lo
2THY, MWEEzEHTIHEELE
LKS DERRZW & 135875 2

4) RFBIE - MMERE 2 COHNOREIZ X 2
KEBHEIRHEZHE LTEETH 5.

B =
BRI E
Jmﬂ’%%ﬁ?@ il —BlokkE R (B 1).
HEGE
WMEREDREZILETHYIEETH AL, B
W& D EET 5. BEEEUG (ABR) (5
BIEE HICIEECTH D, EEREIEEIIHL H»
WCEREERRT. 2720, BaEMIoRETES
PE)PIIEROEREREIZL S, REFRED
EZE. LKS & — A X — ¥ http://www.lks-japan.
Jp/ WX CHREFIEE B L TH D,
ﬂﬁ@ﬁﬁ>U~F%ﬂ%?%5
. EfgE
u;L&i%“ﬁ“F’Eﬁ CRETINZ DWW TREBEMRE
WUTEELIT). BEICLDELT S f:&)f
TRIZIE U THERRRS 12T ) LB D 5.
4, ZOHEOEBEE
HREMECEMEEIQ ILIIIZEFEHFETH A
2%, BEIZL o TIEEHBHIQAEL (&< %

MMMJV” W\M [ J\/mf i
MM\/WW AT
www\{,m«w«»wﬁww
B N N wf"”
WWWM“W*MMM |
w W - y,
wMFMNW%NMNWwa%MV

W/MJ/\_JU’»/\_NW/\_H\/\_AWM\_ 4y 50pV
Isec

(B 1] LKS ERBOMRE (SR, 6®%)

5., HEMRICT I CEBEEIRFT2ROT,
SPECT #&%2 TIIMIBEZE DAY Mt T R 25 9
MBI HE SN TS, M TIEYIVE Y A
ERLEH D VIIBICTAPAERDRDOON
HEHmEINTVS

¢ A
TADPABIEICIIBIERICS S b LWER %
HWEERT 2. AEHOEEEESEEE IO
LTIEATOA P2V ABENE—EREE 2
ENTWAE. BOATUAF, y-7a7y) &
FARE I A BRIE T BB LU0 (multi-
ple subpial transection : MST) IZ & ) SFEHEHED
iﬁbfbwﬁkﬁ%% SEHBREICOED
EERREZTIN, FHIHELZWI L
%%w.%ﬁ%hM%N®UAEU%—>ay
I, BEEERHAZ L, BELFICE &GS
TEOKET LI L, FEEOERE, VA
FrY—REETHI L, HEICEMT L LR
T, BROLOBYERLECZE, BED
BEXLLTILERERLHEITS.

°F %
KEG OIEFNEBELFNIC T A AFEME DI
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BEFRLBELEET S BESEREELYE
T5ZENGON—EICREENIRLZE DS
5. ZORTERL CHERET) 2 Lvl
EThs.

> BE
1) Landau WM, et al. : Syndrome of acquired aphasia
with convulsive disorder in children. Neurology
1957 : 7 523-530.
2) Kaga M : Language disorders in Landau-Kleffner

syndrome. J Child Neurol 1999 ; 14 © 118-122.

3) Berg AT, et al. : Revised terminology and concepts
for organization of seizures and epilepsies - report of
the ILAE Comission on Classification and Terminol-
ogy, 2005-2009. Epilepsia 51 : 676-685, 2010.

4) MEHF  DNREEERDOBE. BFESHEES
2011 ; 52 - 316-321.

LBz AR - MR TE £ > & — I R IEART 72T
PIFRARF
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40 1 EBOFHMEBRIORA 2R

12.

REDFHEBBORA 2 b

SHAOOZ—-RHETADA

 EMADSADENOERTADAICIEEHLENCHREINTEL
CMRICRIERBOFREELY, ILRESR, BRERER, MK - AREFRICELTE, ©7

2 -0~ —RiBEE (myoclonic absence | MA) [, TEMEY, AEUHEORENE

SHRRREAOBORICHEL BT AL T AMEORBNA I A O
| BNABEHERIUEE B TORRAFERE LT Tassinai SICEOTIELHTER

TN (1969, 1971 ). FD#E, TANABIUEEFHOER24E(1989 F) ICH VT,
MAZECHDRERETDIMILUECHELRERSE [T 4002 —-RBTANA  epilepsy

- with myoclonic absences (EMA)] & U TEEMH D DMIEEREESRTANAICHEINE.
2006 £, 2010 EDHFERTII/NREBOBIR - BBREREBDO—DICHITONTIVD., EMA

lFFENHETANAET, Centre Saint Paul FZRTIIETANAD 05~1% THD.
MA (IREREF AR IS TEH R - HEN) I TREBERESISBHSMIXBIEh,
ULhLiESE, KU

LEIETIIBWVENNFET DI EADA D TELR.

o BMDRA Y b

EMA OZWrizid, BELI A 70 —KMH
FEOZWHFEECTH 5. 3Hz ORI
HOMBGHRES 2 R TMER R, K757
B BMEEHIEEE) I 70— X AR
DI TH 5.

1. EBOHE

1)L - BYEN
2)BEEE | TADADKIEEIZR 20~25%
QNEEEBR  TLALRVY, BiE FES
EE 4EEOERBOLHS MY VI -, An-
gelman JEMERE, 12p MU YV I — | inv dup [15]
LGLEDHELDH S,
AREER  FHTRU PA~12K6 22H)
5) TADARERMDREE  45% | THEHMEEE
.
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6) FER -
a. 347 0= —RKRAREEMA)
BESHKLOEHBOC D) LEBEOHEN
ARG (I 7 10— X )D& R 5RE M
iR S e 347 u—XA3B
bIZHE, FEICH, BICTRICAGNSE S
EbdHLH. REEIGEDDIZ, oI+
U— XA TIEEA &L EEPEET 5. VO
Ba, BB Lo TREBNOEALALN
5. EEHOEEZARIVR VDS, EROD
JA, FTREBICALONEZ DD, H
BB LOEORAEE) 2L bH 5. RO
BALRIRKE R L O BEMEERD DD, B
VEBRNA & T 132208 T, BRis g 10 ~ 60 75,
HEERHCEE 2 LILLEETEERS.
b. EftkuaE HAFEE
2. ERIEZH
BB M I+ 70— X A% L) K5



[ER1] 30—, RYREEELDTADADER
IFoOZ—RE NERE C BEIAOZ-—
ThtA Thih Thhh
Eskedusl B>%& Z>5 et
FER®) R (e—13 5~ 519
SRR e S~108 I~a®
EREEORE 14 30 -
%ﬂfﬂ%ﬂm&‘ . 3 Hz GBSSW 3 Hz GBSSW GBPS S}V\i HéB SSwW
o mE BIFR > BIFI H > BIFR
 ARREE GTC GTC GTC
;fﬁfg o VEA, ESM, LTG 1BE| VPA, ESM L VPA, CZP, LEV
o e ARIETMAE BRRIER BENICR
 PEGEE- M) | meEw+ B B
RIET 1 CARIERE) + - ~

GBSSW : generalized symmetrical spike and wave, GBPSSW ! generalized bilateral symmetrical polyspike and wave,
G generalized, VPA ! valproate, ESM ! ethosuximide, LTG : lamotrigine, LEV ! levetiracetam

ER b O/NRRMTANPA, BEIF /T —
TADAZE &R, BHE - RORZ &EE)
BREOIRHIZ L ) B EEFNERZ SO TAD
ALBEDNDEZEDH B (TR, 2).

ofg =

1. BORERITSTE )

1) SR R HA AR

ELEEHRIEE. ThchiibEn. et
RS ALNBEZ L DAY, EEME - £5
HEREDLHY . BB EROLI LD,
2) FEAERFRRE (MA)

3Hz O T 180 (5] 8 50t B5 1 O BRAR I A B AT S B
By, BV Z57THEILF I O— XA LB
RIS TR Y, SREEIGEZ L
2. B

BT DOREZRD 2,

% [N
=1

IV 7R (VPA) OEFMER S 5 widt+ 5=
DVPA LT 27T I FOHHEAVER. SE
FNYFy, RV TEEY, TRE VT IF,

[R2] TAIO—XADEHR

IATH | i | BRI

 ——RE Thik L 0= —

L chnk | SEP L s
R + + *
HE - OA + + +
CEE 4t - ++
R - - m
| e ++ + ++
- gE ++ + -

BALA ) v A (KBr) fEHOF R HE SN T
V5,

°F %

—ERORER] TG EIEIIETH 5. Tassinari
5 37.5%(15/40) TEEHE K, R#EBHITE
70% DHIBEEEZ D) LMELTW5. KT
TIREFIREEE L TWw LY, BEEEROE
BT vz,
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42 1T RBOBBEIBEONRL Vb

Fpl -Al o, J‘( w
Fp2-A2 oo Al

F3-Al
F4-A2
C3-Al
C4-A2 .
P3-Al
P4-A2

F7-Al
F8-A2

TAAL oA LA A AANANA
T5-Al  cnmmpinsalisrangsy; b dedi ot Al
T6-A2

Fz-Al

Cz-Al -

Pz-Al
L-Del

~W~<WNW&’5~‘S"%5; F sy
M‘,L‘,,e,,faf‘?i gs“}; % : T y
01-Al m«-\xm‘\%\fw"%’?s’@ Wﬁmv Seded

02-A2 ~, /«”W‘*ﬁ*‘“’*"?f"&i‘%"w%,gwﬁé"%g&*}f}'”&W
st AR A, A
M«Mmﬁ%¥ﬁ@@@yﬁg% mg

T3-Al  mpmritctidobbebbebpd ot lrdoly

T

Rt-Del

ﬂ%;«,ieégf

m*‘ﬁ‘*&’?‘*

[®1] IAIOZ—REOFEIERRR

< BEL

1) Tassinari CA : Epileptic syndromes in infancy, child-

hood and adolescence. In : Roger J DC, et al. (eds)

Epilepsy with myoclonic absences. John Libbey,

London, 1985

2) Bureau M, et al. :

121-129.
The syndrome of myoclonic ab-

sences. In : Roger J BM, et al.(eds), Epileptic syn-

dromes in infancy, childhood and adolescence. John
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Libbey Eurotext, Montrouge, 2005.

3) BEREM, B 347 u—KRMTADA. &
BE— MR, TA»AEERE EEEk
1998 ; 283-287.

[ ST B MR C A A - TR SRR > & —/NERH)
HHEET



13. BFEIAIVO-IZATALHA 43

| RBOFMEBUIDR L2 b

13.

EfTEIAIO—-IXIATADA

- ETME IO O—XXTAND A (progressive myoclonus epilepsy : PME) 1, (DRBEEEE)

i ELTOIAIO-XR, QCTANARELELTDIAVOZ—RESIUERBERNK

RME, QIBUER, ORABEEEL 4ME L TETHORBERT DEGHRBHOB
 MTHD. PMEITEFTEIAVO-XATANAERBESESIENZSBOEBNERTE

- Lah, 20LITEGHEREZE TS, BHHEERZEEE LT, Unverricht-Lundborg &
- (ULD) *° Lafora 7%, MBIEAHEEMHD I A0 0— X X TAN A (myoclonic epilepsy with
' ragged-red fibers : MERRF), ##&t 04 K1) 7K X F % (neuronal ceroid lipofuscinosis :
UNCL), ¥ 7 U K= 2, IR B8 B BRL o 152 $8 £ (dentatorubropallidoluysian
- atrophy : DRPLA), Gaucher IR/EENBIToND.

¢ SBEFDRA > b
Bk 4 BZma, #ATHORKEDS X URE
BEXHTBWICFT EHEER L 2w, L L
BRICHE4E R F 7 10 = — T A A (juvenile myo-
clonic epilepsy : IME) 72 & & O 8 Bl % K 8 72 35
E0HH(E1). PME & ZWEIC, BERESR
DY ABREATILENHAH(RT, 2). £0
FEE LTk, BBRER, RESRE EX54EH
FWREL EOBRPOLHLBREOR) Al %
TH(F1). SHICHEEZERL) 2 THRE
FRURA, BREENE, BERETRELR EOR
ENBRELITVEBHT5(FR2).
1. BEEOIH
NEGEHEREOEE  LETIEZWHEEL T
HHREASUEEERY. 7272 L MERRF 137
FREE(I P2 FU T, DRPLA B £ UV NCL
BB O—FH T EREFEEELREZET S,

D TADPARERERMORBE: I470—X
A, CTADPAFIERBER LD, ABER, 520
BREREESHBE L CWA I DD Y, Zo%A
FERITERT 5.

3)RAEER - FRERBICIVAYEH» S K
FHETREA72D%, B30 ETICRIES
%. ULD 1% 6 ~15 %, Lafora #§ I¥ 12~17 %
THRIET S Z &A%\, NCL I,
fantile Bl 2~5 % £ T, late infantile variant B!
X 5~7m % T, juvenile Bl ¥ 4~10 %, adult
BUIAEY - BEHCRET S L3N 5.
DRPLA 13 PME B & L TIES/NEEI 2 5 20 3%
FCIZRET 5.

4) B{ER : I 4 0=k eREERA
ek B LI D05, &%, 0% b4
REERERETHIELE V. ULDIXI 42
0= —FIECHRE L, BRICEBKEEMRIEIED
HET 2 Z E0°% . Lafora RITEFETA»A

classic late in-

ARETWE, 34702 —TADPAL, IF70—-XATADPAZRIL TS, BiEE, B LCHIFrn=—
XD DD REEES L L TOIFTra—X A3k, BERZOHETHL ",
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44 1 RmBOFHESMDRA >k

BZ

PME D 4 BOBEZRANRD

PME J{EBDERS

o [res] [BarvE]
"R . ®Jms .m0

RISy ROz 00 ERBOOEERT
PMEDWFHAICIE  IAOO-IRBEOBS - PME O#IHBICIE

- ERIRE  TISsERIm S : - ®ERIRE

o FREfM BOREEMMERGR 000 FEEGMEL

. . - f#eEFs BOUEHRETE
N : J

EFMIAOO0-IIATADAEDEIR, FRERBOENZTD (R

[E 1] &7 I Ao O0—XXTAD A (progressive myoclonus epilepsy : PME) DR FIE
s PBERISRRAE LTROBEND. MITANAEDEIERICE D/ MERICISERADE

FHE I 7O Z—TAD A (juvenile myoclonic epilepsy : IME), Lennox Gastaut fE{ZE¥ (LGS)
BMRRABREKE I 7 00— X X TAN A (benign adult familial myoclonus epilepsy : BAFME)

FAETHHREL, 347 0=—FfE MEMAR
e, KMFEME —BEEIEERLOEEED %
AR OB FIE D RRY, G4 CHEEE 2

D, BIIZERIKEL %25, MERRFIZI 47
0= -5 @fEEEEL TS NCLILHE
FIZENH Y, classic late infantile B TlE 3 4 2
O = — 554k - SRIE MAAESAE - FETRE ESIE -
RMEVETRIET A, juvenile B TlXE&FEE
MRBEFETH .
5)BRME &Moo ZMREES - Bk
BaE, BEBEMETSOGEL, FRESHO
organization DN BAL, MRS OHH % &
DVHToND HEGGTEHENHET S L,
IFrU—-RA, HLNWEIF o= —FEE
DEEDIFE I .

2. #RIBZKm@E1)

RO CHRICTADPARIELI A 70 —-X R
DAEETLEHEEIIE, Fr0IFra—xX R
TAPADEVIEIF 70— TADA, FIC
IME &£ OERIVFHRETH 5. BEHREORKE
THEATHEDES ko B EIZL, 342
0 — X A DS C M GRE A SRR R e

BEE DY H 7 DA 1213 Lennox-Gastaut FEMEEE &
DOERHBHEIZ % 5. Lennox-Gastaut FEFEHE T
(BT FEAE - SRIEFEMEAS, PME TIEI 4+ 70—
IARIA /B —RBENRERL LD I LR,
Lennox-Gastaut JEM5EEE O Bk 13 i M Bl Ik
BEOFREZRT ZETEN SIS, T2HA
FIEDIF 70— XA, HREHEEENLS LD
BHRABREEI A 70— X A TAD A (be-
nign adult familial myoclonus epilepsy : BAFME)
BEEEZEP TR LLIFIE TS WO I,
DRPLA & OHEHIDHEL 2 5. BIEITEARE
IZIEREATIE T, RERRRET, MREREES
DS, RIEIEEER CERPEAL T 5 #ET D
AP TEH I N TV 5.

R

1. BE#E

NCL CHIIE®ERZEM, > 7 F—3 AT cherry
red spot  FR0D 5.
2. BORBE

MR D@D, EREOLSHIREES - sk
BAELGEDTAPAMIEE L, HRETEVES
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[®R1] ETEIFAIO0-IXATADADRERBOZHIFIR 1

g = ; Jzwy | oM
ERPRAE(R mp‘uﬂmﬁ}mRA“ML‘ AEME‘F%&Z(hMMﬁ gangliosidosis

: . B _ _ +RAR - _ _ _

SEFEINES s DX B+

R N _ - - - -

(BEETADA)

BRER - - - - + - - -

: : o 3 | +iBEEE | HESICH | + cherry _ + cherry red

REES | o =t gy red spot spot

FrE -1 - - - * + -

HREBYNRE _

EX SEP * * i i " "

LEDBURKER - BEMRNOFREREEZHDBERVIAALSAT, BEFRELEDFENBREETS (R 2)
Unverricht-Lundborg disease (ULD), dentatorubropallidoluysian atrophy (DRPLA), neuronal ceroid lipofuscinosis (NCL), myoclonic
epilepsy with ragged-red fibers (MERRF), somatosensory evoked potential (SEP)

DIRBPACR MMEE RIRE % E OO AR
FEDFFIEZRT.

3. FHEBIM

4 &K 35 %6 B A7 (somatosensory evoked po-
tential : SEP) * & 5 B (visual evoked po-
tential : VEP) TOERAL L 7= B HI R B 5 (B
K SEP, VEP) % #® %. 7:72L DRPLA Tl
ERSEP 2DV ENDL LABMTHS
(F1). BBIMEICBWTH 20% 0EETE
K SEP %71
4. PBEMMEAE

NCL, ¥ 71 F—=Y A TIERISDRIGOT
BHEZED 5.

5. FHEREGFTR

SHHR CT-MRI TUE KA - M ZEHE 2 520 5
T ENE L, RRUNNEGEER TH B AN
DEREDRE CTH S, P SPECT- HEAH
PET T K - /MRIC BT 2K TR % 5O
5.

6. RIEFH®E

Gaucher 7% T, ‘& # T Gaucher #ifig % FE&
% . Lafora 3% Tl 52 8 A8 C Lafora Mk % 320,
NCL TII M ARPLERBAER CHBICERE %
lipopigment (ceroid & % \» I3 lipofuscin & ¥ & )
DEBERDL(FE2).

7. BEFIEE

% ORBTHERBEFIEHIATETY
% (& 2).

8. ZDOMOBERNRE

Gaucher /A Cl, FHEMBEIMER% F\v7-BEE
HEHESBWICER TH L. VY T7T) F=TV A
TR sialic acid DIEIM% D 5 (& 2).

® A

FERICRT 2REREE 2, TADLASRE
RIF 7O - XA T AEEHTADPAE
N 7aigF oA, saFEsA, T o
INNVES — ), VoI FNRE), B3It s
O—XAE(KTEy L)L DHEEERE L
A, 7= M E/ABIERE B S,
ULD TR IZERTFHREEAZI TS L
WA ILBRDBEDH B L DD, T VRARED
ERRICIIEMHOA—BIHERTLHE8D
HoH. L LERNFERIIHERS A2V, £
T 7LV b= VIR A s oo — SR EAL
BRLEVIHEDD L. RAHIETE T
FAERMUET =TT LRIETALNF T L
Y AIEEI A 70— X REHFIRAE N &
ARENTWES.

°F 1%

FERERIZX DETOREIIHL 72, 138
A EDERBTESED & T HEE RN TRERIEST
LIEMIRREE 2 DB 5 2 L 07% v, Rk,
ULD 372 R, EEDIBEEDOL
FIZLD, BRERTEETFTH I L2YEHS
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46 I

BEEORBHBESBMOMRA

[R2] EFIAIO-IXTANADERRBDZEIFIR 2

BES REEET  ENLSAORERNRE
ULD EPM1 (CSTB)
| Lafora % EPM2A, EPM2B &1% (BB - 7FBR) : Lafora /MA
HEmE DRPLA Atrophinl
MERRF tRNA 1% (Bh) : ragged-red fiber
ol s neuraminidase J&%
ZTY =R NEUL B sialic acid 11
NCL
type 2 (late infantile type) CLN2(TPP1) 1%  curvilinear body (EEHH)
type 3 (juvenile type) CLN3 41 : fingerprint figure (EBHH)
type 4 (adult type) CLN4
. type 5 (late infantile Finnish CLNS5
Fh | variant type)
" type 6 (variant late infantile type) | CLN6
B glucocerebrosidase JE1%, 1% (BEE)
Gaucher & GBA Gaucher HHE
GM2 gangliosidosis HEXA B hexosaminidase S&%E

Unverricht-Lundborg disease (ULD), dentatorubropallidoluysian atrophy (DRPLA), neuronal ceroid lipofuscinosis (NCL), myoclonic

epilepsy with ragged-red fibers (MERRF)

nr.

< BEW

 Shahwan A, et al. - Progressive myoclonic epilepsies -
a review of genetic and therapeutic aspects. Lancet
Neurol 2005 ; 4 : 239-248.

- Tkeda A, et al. © Metabolic, infectious, and hereditary
encephalopathies. In : Ebersole JS et al.(eds), Current

practice of clinical electroencephalography. 3rd ed, Lip-
pincott Williams & Wilkins, Philadelphia, 2003 & 348-
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SBE W IFrO—X X, A ESHE. Clinical

Neuroscience 2012 & 30 : 746-749.
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14 R LRA - FRE - Thbh (HHE) FEERE 47

FEEORHEBRIDRA > b

14. RAIlFLvhA - RE#E - Thb A (HHE)

T 1= 8%

ER@EAINAIS, B < IRMEREE L EAEBEOT A, ZNICEISEE

1 HEREEZETD2MEEREZARAT VA - F M EE {2 B (hemiconvulsion-hemiplegia
 syndrome : HH MR & L5, ZD%, SHIITANAERELL—BARMITIRA -

- R - TADAEEE (hemiconvulsion- hemiplegia- epilepsy syndrome : HHE fEf&EY) & =
- he BRESSNRESNEREOE2REISHERIEICLDBMREIMESET, ¥
. BIIREARBORREREESNLD, REOESICHNVEREOERENRBO L. RE, 8

EEDIFEACIIRRFICREERTREL, FARKFIRSEOUICEESNDIRMERME

 THB. BAITHEORERBEZL, BREREE LTIV NABEEBMES-IX
ERMIEE T % 29 3214 (acute encephalopathy with biphasic seizures and late reduced -
 diffusion : AESD) ICEHTD. RESHZIREBE TOIRMUEMEDTICIL AESD & HH(E)
| ERENGEL, BEEREOEFO—IIIHETS. HhHETIIAED ICUTRBLNE
- Nzd, RRIEBAIOD AESD, HTCISEMERD AIVAICEELCRMMES L THRESN,
 HH(E) EREE L TCORBIIZ L ZDOHREITEA LTINS, £ 5—D HHE EREHR -
ALTLBEREEELT, RVUSTEEVRERICL D TANABBEAROUELHITS

- hTna .

¢ BROHRA > b
EBEHU T A% AEE (ILAE) © 1989 4435812

HHE JE BB IX RS 2 22 o 7205, 2001 4E475
"Tld Rasmussen JEMERE & & O IEBEMEE ST
ABAATIIZ BTz, BRFO 2010 E5HETIE,
i BRPRAEERE & LT Tl 7% < R e SEMERE (dis-
tinctive constellations) |2 7338 & L7z, HEESEMRE
BRI, BOORERREMERE LD b EEN - BEEN
ERPREREZDS, BIRIGE, FICFRoOLE
EIZBWTERISHLEBEME LTHEDT
LT3,

1. BEEDHFH

NREFORESIESR  FAERE & FEERE I
EENR L, BEMICHEEHERE 2 HE TS

%)

2) AESERR L LI T
) BMHER : AT VhA, EFTVRA
(R Z WA, EAEFEETZNI L
Y& D) THRIE, TORBMONRELZERT.
% DIEFITHEBZEBIZIT VA ZSE, H
EIZVE, EREET S, ZORKTEEMETY
A, T3 @tmcE (SR #E, HH
FEMREE) L DU SN 5. RIESBEM TERE
HRGENRIN TR, BErRLEIATL
FH)ZLDH5.

4) SERARUR AT R ¢ BRRFEAE O SO RN Sk
iR U A HEBI 7 1.5-3Hz SRR R A3 it (B
1), SUEEIZE ERINM I B 2 mIRIE R &

HEEAED 6B ~4
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8 I EEDEHESMOAA D H

SRRIZIETUETEHEES Z L H S, BT
ZRTERD ZRBICEL. BAMEORIGE &
ZESEMBEEIIIFEP L v ",

5 S MHEGRER  FHEEROMEEFE
CT T EMER OGN, JRBUN, Eik%x
RF. MRI Tl T2- SLECEFHE 5 CREMK
WEFROEEST 2RO, RETHEEMIZILE
1285 (ADC) KT LAfa kiR IE A RIE S B .
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