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EE

AKX D BIE, BB TANAERE (International League Against Epilepsy, ILAE) EHEH4E - T
¥R (2017-2021) OEFARD I HRITEDWT, BALEHTRIET 2 TANAEREDD
WEEDEHRAITOIIETHD. BEZITANSNTWLWE TANABLIUVTANTARERDSFEIZEE

L7-AZEZAL, EEF, MK, BERISEHOESICL2HM#BERY ANTWDS, RALEHTRET ST
ADATEIREEZTEHRTHEMNIL, 228, ChoDEZEORACEEICET2HEDIEI T L L

<55,
¥—7—F
FEFHRIEELS TAD A, BATADAFERR, BEBLELH NEEEETAN A, ETH A

I A—XXTANA, Rasmussen (TR Lyt >) GEEEE

1/ @EL&IC

TANAIR, EEZBLTCEDERTHHRET S
AIEEUEN B D, L DTADATEEEITHER, 3
B, NBICRIEL, INSDOEMICHITDEREREED
BENEERINTWDED, BRLABRFEBTRIEL,
ZORRBRFICLIYBEOFREZREL S HE
BREBREN VOO EET S, AwmX DB,
INOLDTANAIEREZEERT 5 ETHD. H
BT TADAESE (International League Against
Epilepsy, ILAE) B 558 - E&(FEEAR 2 (2017-2021)
D, TADAMERFLIIAN ZEERL, HEFIT
TIN—=T T d BBICEBA LA ERICDOWTI,
Wirrell 5ICK WEFLL<RRONTWS L TAHNA
fE & B X, BRARER B LU MK

F—RA >k
- BEERTANAERIE, BRABFRTRIES

DBTCADAEERBODFEETCREREKT S,

- BRA L FECRIET 5 TAD AR, 18

BATELIRALEOHKFEOHENH 5.

- EREEL, SR TADATERR, ESTAD
ATETRRE, 2fREREH TADAERRICK
Alans.

© —EPDIEMREF L, NETEHFEERESH DL WNIET

ADAERIEE, &Y SFHTORIETILE
ITHHRZARITZH S 2 ehH 5.

- WEFENTADAEEREOHIC DV TEE

UNE RN

(electroencephalographic, EEG) PR DA%
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E40%7T, LIELIERFEDRAMRE (B&Em, =A
ﬁ«ﬁﬁﬁ RN, BREM) ICKVEMITOND,
RIND., TANLAZED N TOIEERZITIX
Libi%&vm%:@ﬁém%%%tbi.ﬁk
HIELIELITFERMERENLSERRRE S F 45
BEOWFELZRT. HDHEEEFHH 18 MUT & 197%
DEoms (Trbhb, NEIEKABETE) TF
fEY 5455, [BRALER] TORELRD, BF,
FER, AR, NBICORRET 2 TANAIEER
FRITERY Bl shTung 23,
AR EWMTRIET 2 TADALERE (K1) &
UTFoI7ILV—TICKBIE NS,

s ZEGTFERERRZ R 2R TANAERE 3
DOEHRMELMTAN A (idiopathic generalized
epilepsies, IGEs—&H FE R TA N A (juvenile
absence epilepsy, JAE), ZEEIAF /7 O0=Z—TAMD
A (juvenile myoclonic epilepsy, IME), £f%&E
MAFEIEDHREHES TADA (epilepsy with

generalized tonic—clonic seizures alone, GTCA))
4

 BHMLBECERANEE SN2 BRAKREMESTA
HASEMREE  NBBREBERE TANA (childhood
occipital visual epilepsy, COVE), Jt:@BH%IEET
A D A (photosensitive occipital lobe epilepsy,
POLE).

ZAME, BEN, £ IERAMBENRERZFOE
RTADAIERE : EREEEFHTETANA
( sleep-related hypermotor (hyperkinetic)
RIEENBAIBEETCALA

mesial

epilepsy, SHE),

( familial temporal lobe epilepsy,
FMTLE), 2RAESETIREEEITANA
( familial focal epilepsy with variable foci,
FFEVF), BEEERZFDTA N A (epilepsy with
audltory features, EAF)

fE1R= B - .Z?E%;?’?%’IE’C/\,#/U (epllepsy with
reading-induced seizures, EwWRIS),

o FFEMINAE (developmental encephalopathy, DE),

T AD AMEREE (epileptic encephalopathy, EE),

FIEZOMAEED TANAEEE, BLU0E
ITHERFHRITE 2T 5 CADAGEERE L E1T
M40 —XXTAHA (progressive
myoclonus epilepsy, PME), FEVEZERSETA
M AE1ESEE (febrile infection-related epilepsy
syndrome, FIRES).

RIWX T, RABRERTORERELZ TS 2D
DHEEFENTADAEREE LICET A ERDIRT
LTWaD, £VUELOBEAFENTAD AEERE
M, FRERINSI D EEFRFLTLS

BEEAEHS AAIBEETAD A (mesial

temporal lobe epilepsy with hippocampal
sclerosis, MTLE-HS).
« Rasmussen (7 X Ly +>) fE{EE (Rasmussen

syndrome, RS).

KX TlE, LD & D BEEEDOS
729, THNIFZMICEATESZLICBET 20E
NH5. FlziE, SHE BEO—& (KCNTI HRRIE
BEFNVT U b EBETHEERE) I, HRZEAME
BEEENTANADKERICERT 2155, DE %/~
TERIRTIENTES, RS ¥ MTLE-HS D EHE
IZ, TADAANRIORINIC & V) R RAEEEEE A
WEINDZET, EE THEZENIHEIND Z
EDHDH., PME OEBHFIFOIC, ANEERREE ZHT
TZE 3 L) nETHESEBRFIRITZE 298], IME
EXBDOD R WERTANAEREEZET 52
ENBHD. LTIH->T, RABFHTHAOND TA
NASEBERZ ED LS ICHET 1, BFEDEE
IBITABAGREBRBICIKET 52 LIRS,

BEBREOZTL, BREBFHRREOFER
R (WBDORERLY), H 2 W IIERZIICE
ZERBEIIREEZRRT 2 L5 ICERINATWS,
L7=h' > T, fEMEEEL I JAE, JME, GTCA, SHE,
FMTLE, EAF, MTLE-HS, EwRIS, PME (Z#5#AY
@%W%&MLTV% WBW&FMHE&mi%

PREEERAL

LTV%.“A%%ﬂLtE%ﬁ®@% BT 5N
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D2OHBHN, RS LW AHBIIEINT LS, KRIEE
HalE, TORRBICEITD TANA, BRELBIGRN
B, ETHEOMRFNELCZaEYS S, 0T
SNTEZMMIIRDDILDOERETDHIENTER
Motz BENICERRXRIN-XETIE,
Rasmussen (Z A L vt Y) &k E WS BELI—K
7> 72, FEERESIE RS & W5 AEA IR
ICERT2ZEE5FLELTWD, BFEDERE %3
SERIITEEFNAUT Y MEELT B 0D
BENMERINTERY, RLEGFD [8Z25<
B SN Ty b THLZOERE A ERIT
RN H D Z e RO TWD, FMEERSI, &
FEREOEERERIZITTRL, [RETOERN
TERWEREFIOEREELRL TV (% 3-10)
Loohlg, K, B, BEFHRENITLAL,
HBENWEELTERVWERERORE LN S HIFET
DAERIND, EEFZHT DO/ DHR/RDELE
HERMRL7ZHDTHD L WODDIEEEDIGE,

REFEZEE (P2 1F, B IEBEIERE (magnetic
resonance imaging, MRl) ofXb VY (CarE1—%
WrE#HRE.E (computed tomography, CT), F{ED
BT FiR), £/ ELLTH, BEHARIBEL A&
5. WSODDIEREEICDOWTIE, ZD X5 2R
TIXZWIA AR TH D Z &%, AMEERRIITOH
TW3,

2 | BRA R FEWTRIET 5 TADAIERED
E&E

2.1 | ZEEFEDEDOL TADAEIRR

211 | BREER TADA

SEHIORABRICRET 2RLEEOS VT
ADAIZIGE, T4 b5 JAE, JME, GTCA TH 3.
ETADAEBED 15~20%1" IGE TH D LHTE S
N3z enn, IGE BICEFPNEER B >ER
MERTANA (GGE) DY T I/IL—7TH 5 ° =

2R TADARERE
- FHRUESKRTANA (IGEs)

- EERBTANLA (JAE)

-EEIF/O-—TANA (JME)

- EBERREEOREHE S TANA (GTCA)

(SSSS————————-------.-.-.-—-.--—--—-_——_—-——_—_—_———_——_—————___~_—_—_—_——~————-——-—-—--————-—_—_—————
f i i
[ FEMMED 5 L3 TADA M. '

RR LA LEiRE % - ETHMESNETEET 3
L, T At AIEAREE
- /NBRBEEETANA (COVE)
- HBEIEEETA M A (POLE) - FARLERE T A D AERES
- FEMREABEETA N A (FMTLE) (FIRES)
- EEERENE D TANA (EAF) . Féasr;ussen (Z R Lyt iEEE
RS

- BREELEM I AEIRIBEETA LA (MTLE-HS)
- EERR B EEEN STE T A D A (SHE)

CETHI A O —XZATADLA
(PME)

SRESSHTADAEER
- EFEREEEES TAHLA (EwRIS)

J

1 BABREMTRET 2 TANAERES, TAIARE, EEEHLLWVIETANAMLMNE (D H250LIx EE) PETHEH
BENRITOEEICL>TIL—TDI LEH D, ERTADLAEEEED MTLE-HS , SHE, FFEVF oBE T, ZDKEHE

8%, O TANAEERENSEREESNDAEEDNHD I EICBET 2.
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DEHBEBHT, BRABLEMTRET 2 TCANAZ
4% IGE (JAE, JME, GTCA) (Z2WTIlZE, Hirsch
SDHX TR REINTULNS 4

22 | BHLECHRADVEE SN BARE
EERTADAERR

BRKREMEATANAIEEE (Self-limited
focal epilepsies, SeLFEs) (&, "NETAIALDED
5% % B 3 FEIKFRIRRE & B, RER
IRFAVEENR, FENZMESE (BREHIIES),
BEIRISUET, RAOEEIEEEETHD. HWHEIE
ZRAMTHY, RERICBITE2TADARERDS
v, MRFEOREERRLS RSN WS, L
"L, BERFRAEINTELT, BEMHOEWE
MTORMELECERAINEACHEEINTWD, £
NI IGE L DEBEZRTESSH H 5. SeLFE 13/ 8
HRICRIET 5 2 &A% WY, 2 DODIEREE IR 4 72

FETHRET S N HS. COVE & POLE TH 3.

INO DR CIEERINBFTEND D, TXTD
BEICEBAEID LIZRo7a 0, COVE I, R

SEFL, LIFLITEBZHE D 2 EARTH D, 19
BMETORENREINTVLDS T BTSN
EET, TICHERFFICEEIOHITKED D WL IEHIR
WHAHIBT 2, L TADAFRER (antiseizure
medication, ASM) DRSDEE LI LT, F
fiEfe 2~7 ELUANIC 50~80% D EBE TEMRT 5 89,
POLE If, RERRZMH D AFERMEEAEHRETFR
BRENFHTHSD., KAHORELRESINLTL
% 0 A EFEIMNICE V. BERBMEESHIZES T,
FAER & M RAIHRIERIC L » TIRES N2 RIEMX
HoBBEHOBKRE I3 HREERT. £,
ERERBRENAONDE L H D, COVE &
POLE ([22WTlE, /NEBHERICHRIEY 5 TADAEE
BICEAT 2R0mXTCHLCBERLTWS S,

2.3 | ZRAM, WER, X7-IIREMEEENR
EzfF2ER TADALERE

BRAREMCRIET DERTANATERERED S
I—7121F, BED ILAE OBEA SIEAIN-W

CODDEFREENEEND L. o DEREEE,
SHE, FMTLE, FFEVF, B&X U EAF TH 3, [FHZ
BB EIRISEZE T A D A (autosomal dominant
nocturnal frontal lobe epilepsy) | &, AEEEEEAY,

F SRR I EE RE CBBITTEREH D
WERE Y X b = —ERE D BEBFHE) 2B A,
INONWBBEEADNORIET A ENAHBHEWLD
RECEMEZ KL T, SHE LA SN, RET
I, BEREZE, BERY, MEOESICLY, LUIR
EWEAN NS OFEEEICEMT T o TS,
L7=D > T, ThoDMEEREIL, ZET 556, [
UCRMKERARBRZ -0 RO H 2B ENH £
UORAMEEEROMmAZIET 5 £ ICHRS N7,
FEEBRRIE, HEDRBFANAR AR Y 87— DEF
59 3R ABRERCRORFTR 2~ #F%x
RITMHMOEREE, TANAIEBERHEABRTNED
EDDERET LT, AMEEERIL, RWX TRRS
NICERTADAERBICOVWTDAEREZ 2O

wIRE], BIEEAY) B, BRINLZTANAIER
HOERICAERT 2560 H 5 Z & FRFHL TV
5.
INDLDERTADATERERE DR TEWICHK
VOB, INSICRFBOREERETHD (FR1).
SHE ORERRFFES)TEFIE> EAF O REREHF
O AR FRIEERIE, * OEREZSk A RRL,
BHEDOMBERCZRERERICREEZEDETKFE
ZHBRIFLT D, N DEREDO WL DHh DZHTIC
X, REREOEBELRBRFINLHETHS., INHDIE
BEOREE LT, WOADELFDHEN/ANAY T
Y IAREINTEY (k2), InoldERINT
LM, de novo TEL % H D, FHHEHEETFN
D7V MIEBHDONEZOND. REEIE, =E
KDES, RIEOEEEPEENZKRE, RRANE
BEORZICL->TREFLINDZENH B 1213
RENICEREZFMRTFRE B2, BREER, 7
Y7o, REDOEEEOEERROH,) HdH 515
&, TOEEHZRFHL TLIBKRENREICSH
BWERY, IMoERIEE L CREBINTULARNT]
MDD D, RRICL-TI, 2REZFCHMAARE
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BOR, BIRIC & 2RIBAZET (BRI LSS

R, B
REBOHBEGERS) &, BRFENREBEL EBHIC
7

IEMRRFDDMID AIRE L B2 HENH 2 . F— DK

xE|ERITIHE BIRIE, DEPDCS DIFERI/NY T
¥ Mg, SHE, FMTLE, FFEVF ICRAIEE T 3),

= 1 SHE, FMTLE, FFEVF, EAF DIEZE 7R

TS OICEBMICHRY S 5. ZDT=®H, HHR%R
TEMEIND TANAIEERRE, BEEEENRAL
KBRAFOZ LR TE DA (SHE, FMTLE,
EAF %2 &), 5 VWIERZFNOBREETELDES
RIEERELHZ N ED (FFEVF) ISk > TRE S5
BB 5.

AE fAE FAECEE) BRPRAEIR

FAFR R R R [ETES

SHE 10% & B AR b D 45 B ] 0D & &)
TUAE £ 72 13 FE XS IR 58
B/ YR —FHHE
E

RERRXKERMBEE | ES, REERBER
B, FFBRRMUBE
BEEB)OTANAK | EF
RENHAONDIHE

Y

FMTLE EEMEIZ

PR AHA

BMAGITIE, BLWTY
v a2l ZNICEEL
R ERER
REFRME HIZIL, &0
£ BHME, Doz
v, AO0—F— 3
v, RECREDHER,
BRI

FKEMRBFE SOK X
BEESD, BEOMEE
BHBFILERT ZED
H5; KFICRISEELD TA
MAKREELNADLND
HaHhl)

EE, FhicBEDE
e T2 558

FFEVF 20 AT

BHN, BEIEIZ—E
THD

HFERREETRMKE | ERXAERBERE
=959
AREEDLHAONDH
adl)

EAF 10~20 /A | BTl (B5), Ak

REEZMF O AR

REMRXEERMRIE | 8FES, 7272 L&A
BEEHMORBMEREEREL
AISEER) TADAREER | ROKREH Y

ERDDIGEHY

B&ZE) EAF : epilepsy with auditory features (BEEfERZ 4 5 TA N A) , FCD :focal cortical dysplasia ((REMEEEFE) ,

lobe epilepsy (RIEMENEIEIZEZECTA N A) , SHE : sleep-related hypermotor (hyperkinetic) epilepsy (FERREIEEEHFLHE T

ADA)

®2 RAMER TANAERFERBERESNTOWSERT
EATANATERE BEE LR T
SHE CHRNA4, CHRNAZ, CHRNBZ, DEPDC5, KCNT1, NPRLZ, NPRL3, PRIMAI
FMTLE DEPDCS (X » TV IdEN, FMTLE BB EELEEERAEZTY)
FFEVF 7SC1, TSC2, DEPDC5, NPRLZ, NPRL3
EAF LG/, RELN, MICAL1

&) EAF : epilepsy with auditory features (BEEFEIR & ¥ 5 TA D A) , FCD:focal cortical dysplasia ([REBIERBEEEMNK) ,

lobe epilepsy (REMERBIEIZBETA N A) , SHE : sleep-related hypermotor (hyperkinetic) epilepsy (EERRES&EZEEHFTHE T

ADA)
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3= 3 ERBEEEFHTETAN A (sleep-related hypermotor (hyperkinetic) epilepsy) D FRRZHIESRTEHE

TUE F 7o 3 IR AR RIS
SRS Z—EREHES

IAESE R M B E ° BROVEAE
FE1E FICEERTICEZ 28 | RERETORENENR REEIF D A D FAF

EfREAFF

BOWE BB FAE
bR BISARIE A D SR 7% T
ADARER
ERETAIPARESR
FEIE Fifp 10 AR E 72 1d 20 i 2 AFREE IS 64 KiB
FEME RS D Rz PEEHDLEEDONNEE
HRFRZR REEDOHFRFHESR

FEERROR 3 ERTIC M E TIE AL,

MRI (FR2BTICHETII WD, REBZHET 272DICITINETH 5.

AIRETCH 2.

REIC & 2R LISE ORI  ERERDRONZHIFTIE, MOMBREESL L URAEEZH
oL, BEVPBBFEFCTFHREINCERPOEFHTERFLZRI L TLNIL, SHE EZHT 22 &

B%EE) SHE : sleep-related hypermotor (hyperkinetic) epilepsy (BERRESEZEENSTETA D A)
CEIEMEEEIRSHOEATIEHONEWLD, FNIZHAONEIENH B, 20 L5 HRIGE, REOZEIXEEICITL, fib

DEREERFNT DLEDDH 5.

231 | EIREAEEEITTE TA DA (sleep-
related hypermotor (hyperkinetic) epilepsy,
SHE)

SHE (& 3) &, MEERPICHRET 2 EEHRFEOEH
HeFHEed s, RIEOERKR - HRIFEATH Y,
BGITlEE< QHaFXHE), BREIIRN, TN
TEBITE A IIFERNTRES X b= — BEEE
RR—=v%iRY ., TOTADATEEEIL FICKD
BEREBCHEDELET (KCNTI#H E) ICEEEL T
WaiHaE, EFEREZ RS Z&AH 5. SHE I,
INETOARE - REEEESZA =T TADA
( hypnogenic — nocturnal paroxysmal dystonia-
epilepsy), WHEBIEEETA D A (nocturnal frontal
lobe epilepsy, NFLE), ®HR&KENE (REE [H
HEDNFLE & Wo e TANAEEEASE - B L,
FAMEBENEREZEATWS B9,
related hypermotor epilepsy| & W5 ZFRI%, &
DB T DAEREF 2R IAFEL L THLWONT
WB A 1202 KAEREERRIE, CDREREREETHALN
ZHLWEEEZH O EREHRFICOVT, BAE
[hypermotor| Tl&7: < [hyperkinetic] H&EE X
NICHBETHZ Z E2MRLTHL »®, EFHTER
EDHZRTEEDLWDA, TN TIERE, ¥

[sleep-

52718, RMEEIRIINEBEEED LN %Z [sleep-
related hyperkinetic epilepsy’ | Z 7z (& [ sleep-
related hypermotor epilepsy”] oWIFnh & $ 52
EICEELT-.

HERIIWINE [EREEESTETANA]

SHE Z ENEREETH Y, BAICE T 5IERIE
MHoBEFEEKIT 10 AAHTY 1.8-1.9 ALHEEIN
T3 2122

VoY =
RIEREROERIL, 1TEAEN 20 MUT T,

HARICIZEFES (11-14 ) THDH, 2 »AH
D64 E TN H B 32202 BN LIMNICE
W2 HRPNPRIIETTHD. BEHORE,
FHIEVANLRA b=, RAEEITEEESTTH D,
SHE Tl&, FMIEE, MREmCTHSOEENRE
é ﬂfc [ %) 23,28,29.

SEE DA

SHE %@, EICREBICEET S Y (FLA
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EDBEE, ERBAEEEERTBEGRMRZEL,
B—FERD ASM ICRIGT % . MWESE, HREF
MRE, BGRER, RENXFE2EILIERER,
TR RIERER 2 EMT D AIREEAME 2 % 2%,
—E DA TIE, TADAABRDEZTH 53550
H5. mROFMAHMEIE, HWRHINEFRAELEEN
RS, FICRBEREREM (FCD) b BDifFaT
H5 3,

FEIF
ML WEESITTE L IIERTERE P X b=
—ERZ 2T 2EREBERETHY, BF, BEW

REER (SRR, SRR, NRBZAMER Y X L), FEE,
B EDOTNRIGBIERR 24D EHIRBLOR
KORBEIL A OND I EHH D, EENTTEIL, UL
ML FEIIEBEH R L, SFEE, BREX E
o, Yy o7, K, BodEfER EoRBAITK
ERRBOESHZE LS ® | EEBFREIL, BK
RIS 1x (AT TRIEMEEE (paroxysmal
arousal) ] EFEIENTWE) TH-7=V, LUEL
L VEH ([TALAMHER (epileptic wandering) |
L) THoYT BB BEIGEERNAEE DE]
X, EREHFRERRED L IIRMAEELHRAT 2

DD, EREEMARERARRENEL S 3.

BERR R O RIEDRIEBEFE O TH 51, 27%~
A% DEETEEDODH DEHICEERECORE
HIRER L T\ B 132126

V94

EOEREHIBEETEETHD. BERFOMNE
FIZEAEDEE (50-90%) TTANAKRES TR
B8 BEERP, #950% D BE CTRISEITICHIEM
REFETADNARERENRD NS (K 2A) B i
REROR 1L, BEND T —F 7 77 MTk > TAREAREIC
WY BRERRENR - ERIBTWNGEYR, EET
2 HRR E 7 ISRIRRINE, EBIMEREES), BISE
OO F AMEEREFSFIEL (K 2B) mEAH LN

LH D, FFICTARMKE CHRAFRICBARE AR D7 L
FERICHE VT, RIF[MOETARKEEKIL, BERE

DERNBEEREZZT 24NV FZRE LZHZz
MESH1OICRRORETHS. EEANMKLCH

(RTLARRAE) (IC&Y, REFREN S S
FHRIsANRE (B7r&E, MIEE, SHIERE) I[CkR
T2 ENEEINTING 24323

JET

HRERIEE, EBRTHS. BICHOBERE
DHOINDBIENBHY, REMERERLRK (K 2C)
HEHZ WA, LVEBEICEBRREOBERED
HB 2,

SHE O¥mREIFEE M, ZRMEBERN, £723%X
HDFZENH S P, REEITEIRRCHER LR ITN
Em om0, MFEESH D W IZEXRED SHE Tl
KIEFE IS TR N7a v, RIEME SHE [38%, B46
HEEEEES (BEEAKEME SHE [autosomal
dominant SHE, ADSHE]), Z®O&&X(3H 70% T
H B % FRIELETF/NY 7> ME ADSHE ©#9 19%
B L OMFEME SHE @ 7% ICBH N5 15 ADSHE
DERMBRHRICIE, GATORI EAEEKDEELTT

(DEPDCS, & WARSEREIZ X NPRL2X> NPRL3) 1t
N, TEFAaYvREAGRY T Iy POEET

(CHRNA4, &£ WABSEE Z1Z CHRNB2 X> CHRNAZ2)
B3I F MU TLOEEHY T LTF v RILDOELRT
THD KCNTI DfsHIN) 7> bhigEnsd %
GATOR EEHRDHBNELFN) 7Y b aFo8E
IRBEREREKRTHEENH D7D, TANAN
RAEISAREINS 5 KCNTI BERFNY T2 b
ZFROBRETIE, MNES, BaRK, KIORITZH
O K UEED SHE ZHE L 2%, REDREEXELS
K%, BREERENE SHE 2 2FNARZDER
EaxInNTHBY, PRIMAI DFREINY 7>~ b H—FR*%
TREINTWLDS ¥,

HEIZH

- /v L LEERREEREMERE ¢ SHE 0B EILFFICTA
NA LTS NDENIC, EIRFFEMIE & 228 h
L ENBHD P, SHE OREIF—MREYICERR

8 /37



(2 pRim), RADEB/IEK, REHTERDN W2IBENH Y, £, HIERRKIZRERNLFHE

KEENEREB L, —BE@EL T (AEA > REH AT S /%Tém\i% hH 5 1-, PNES &
$C) REICEHRLCGRIY, REROERIIF mBANBZELHSB. PNES EhE Y R T
-2 Z &%, BERIFFEE L FEER IR lda <, BEEPICEZ 2D L, SHE TIZER
< (10 AE), ERTLICHBNRLY, &Y R BB TR, AR, MERPEMEEL T
EHEETLILLIS—MRIC—EITHY, ABRE 1~ FAEDRFET 5T LIkl PNES ERBIF 5
BT Y DT, BAERISRELL, BICA ENTED,
S TZORDREEA L, C L LERTEEE  ChIbEE, REBLE (50
-0 AT A D AR (psychogenic FRIB) ICHRE B L LEIRFFFEHE TH 5. SEHIT
nonepileptic seizure, PNES) : SHE D &#&Id, EERIESERNTIE A, HRAZEOARRIC—EX
FAERFICHBIEES I H > CHLBHNRINT L7BETH 5,

i»‘"
E 2 EREEEHTETCANAD 8 KBIRIC 76%#%A%TA#A&&@ (A) BRIZEEBROBI B TRIEN
BEERL, F33L0F7T @ (UA) CEPAREBELTWS, B) ALBED ./ v L LERBOES TERNE. FL—
2B L BHOT —F 777 FTIEEAEDR TR ENT WS, ERIBERTERITT 28K & Tk GREES) (1B
M) @RI 2N TES. (COMRITIE, ARIBEEOKETHEICHMMBATRENMEROBEZRD 5. HERNZHIR
FEICED, ARORELELESBREORNESESE (KM) ThHs. Z0 T2EBEKRTIIEREEDR CIPAICLERT
HEMICEABCH->TWS (TUf),
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- FFEVF:SHE IZ@E&Y % #1FA FFEVF SRR D
ERBEICELDZ LA H DD, FIEM SHE I,
RENDEBHEELED SHE ICBEET 2HFEHT
5T EIT& Y FFEVF EXallan s .

IE, SHE (S Hh 2 FEE L EE FUE P IEXI R
ME /PR —EREBEI AL,

2.3.2 | RIEMEARAIBISEE TA N A (familial
mesial temporal lobe epilepsy, FMTLE)

FMTLE (24) &, BM¥LELERRAEZTRT LH
LNDIERTANAERETHY, BBIMICIE, T
FHFEIIRABICRIET % 0 Z OEREIE—MK
i, BISEZENENICEEET 2L FE, FICHEE
BTV v T 1xMf) ESRAREREICEELT
W3, BFE MRIAERE T, BEILBEICKIGT 5.
7o, EITONANEITL, MRl TEBEEENR

BN, ASM ISHT 2 RIEABLA L, BN ICE
B FMTLE # B ORRLHES LTS 12

FMTLE 1, MZEZEIHLRAAIEETALA
DFRLEBIDIZIZFS DD 1A LHOD EHEINT
W3 B, FMTLE ORI IZEE TRl 7=, HIEIC
EEMZLAVWERIINENT EHE 0,

VS
HEIEORIEEMIT 3HMN D 63K T, FERITEF,

SEREIIRAID OB FE S 04 LEICEMT
HDHTENRFESNTWG 4% FMTLE 0B
IF—MRICERGANFEEESE L, BET 2HEF0
EEIHWV, BEITUONAOBEIZ, #BEFOEE
TlEENTZD, K VEEORIBE TLILL ITEFIE
NMEDEETROONDZENDH D,

F 4 REMRAMEIZEZE TA D A (familial mesial temporal lobe epilepsy) @ FiZR% 2 RTEAE

W AESE IR MR ° BROVELAE
FEIE ERRA (FICTovT EfREAFF
1), BE, L 3EEHE
FAF
Abd iR EMRMETADAKRESR
FEME RS D Rz MEEE
HRFHZR HREFHZRECREMER
ETf-3 EBXIIBEZERE 1R
1t
ot BEF | AARREICERT 2%
BE R FEAF D RIKIE
DOREZRNT D78, ZETICIE MRIARETH 5,
FAFRR R S EORTICHE T I AL,
REIC & DR LIGE OIEREZE  ERERDORO NS HIHTIE, MOBSHRRZRNT 5702
MRI A ETH 5.

CIBMEEEIKREBDESF TIEAONAEWD, FNICHAOND I ELHD. ZDL D3GR, REDQDHITEEICITL, i

DRBERT DRHENH B,
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\\\\\\\\

IAESE R M B E ° BROVEAE
FE FE R R R RE
Fbd iR ERETADARES
FEAE F i L RHRE
FEME s D Rz FEED) O BEEDOHMES
HRFRZR REEDOHFRFHESR
ETf-3 EBZIIREERER
D3
Zof  BEFE | KRN TER S RERSE £ 20 M ARBICOAFEE
mE N OEIRY D E REHAFR L 7c R R A FEAF O SRIKRE
F& 3 D EBE DRIKE
DHICIE MRI A" ETH D, ERREBFEIFORKEDL H 5355, BRNWERICKL 2BRNLIEEHNDH Y S
5.
FAFRFRN R 3 EORTICAE T I AL,
REIC & ZHRRHELIGE OERRZE  ERERORON LM TIL, MOMAREESL L URAEEZH
- L75E, BERAEL L TCFFEVF E2Md 22 e TES, Lo L, MOBERERZRAT S5,
MRI £7-13 CT h"hETH 5.

CEIBMUEEEIRZBDER TRAONLE WA, FNICHOND I ENHD. ZDL D BGHE, NEDDRTIEEICTL, M

DRBERF T DRUENH B,

WNIBEAE TR aD R e BrofELAE
FAE EARBREEREDH D W AR FAE
IR MERBEZMHES & Z Db DEE SRR FAF
SRR TRANRAE
AR ERUETADARES
HIERF D FIE FEENLEEOMEE
HRFHER REEOHRFHNRE
EIER EFEFE-IIREAMEEE
i2D3

ZHTICE, tORAZBRINT 570IC MRIARETH 5.
FEAE RT3 FPRTIC TR L,

REIC L DR LI5S DR 2 ERERDORON M TIL, MOBSHREZRNT 2791
MRI AETH 5.

CIRMEEEIRKESBOEN TIEAONLG WD, FNICHONDE T ENHD. ZD &5 BiHE, REDQDRIIEEICTL,

DEEEIRFNT DLEDH 5.
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=7 BEELEZHS AAIBIEEETA N A (mesial temporal lobe epilepsy with hippocampal sclerosis) @ F#%#Y

73 DB EAE

IAERE

R M ELE °

BROMEAE

FAE

NEMMEESRY b7 —72
(CBEE T B M HE (R & A
DERBRREELEIE
AR FEAF
(AXZ8)

ABEERB LS D F Y F 7
— 7 \CBE L B E 1R
(EoEMEE, BAERE
TR —EH, HRERE
fER, EETTEER, REE
K, BEERK, KW, L),

A RF

bR

MrzRELTH, —BL
TREERTANARESZ
RO WHE
ERETADARRES
KERREDRBF Z2H S %
S HRIE 7 OB SR RRIR
RISARRIR LS P 1R A BR AR I
DFEEBRETADARRE

HAVED T TR
BISEELA DB KRBT S
FENRKE CRFINIZHE

FEAE F

2 AR

FEE B D F =

PEEL OBEEDOMPEE

HRFHZE

ERER E O RIEME DR
PHRY (BEEOIENTRE
3B <)

ETf-3

MRI TEEEL (FA 7
[EqnnEEl))

BEENZHER TE 2 MRIDEZKHICDETH S,

FVERROR SR I ETII AL,

REIC & 2HEZRERIGE OEEEZR . REEROB N2 TYH, SHOERICMRI ZHETH S

VIRMEREEIRKESBOEN TIEAONG WD, FNICHONDE I ENHD. 2D &5 BiHE, REDDRIIEEICTL,

DEREEIRFNT DLEDDH 5.

BB DIE

first seizure clinic TS 1, BRIICRRAE
M EINzaFk— rTlE, FMTLE (ZI—MRICEFA
Frard O TOvTaEBREERRREER,
TZLEDELBVWEEITZVL., 20L& BHGE,
FEEGABEFRICIZILAETEZRITI R, 28

SN TWERA > TOBEDREEICET 2HHK, &
BLEATREEDDH 2BIEDHER L EN L WS, B
NEWEE, BYERELELLAEVWIELH D,
BEVDELSE, FEALDEBEIRVDICAAS
N7 ASM TRIEDBXRZEML, ZHRIHAEREZ
BEETDHRBERFDEL, TADANRDREE R
ZDRIPIANTH S . EFEFE-CHTETHE D 72
OICHEPINFHEZZ /o058 — b TlE, BEOEE

@<, TANAARDREICLR DG E, TANMA
DOEBIEHFEYRLLHWN U TANANREET
% BEOFKEFERIE, MFEME MTLE OEHE EEVIE
rWhWEOITHB Y,

FIE

KAEE, FICHLWT vy T 2% EREHR
FREEZZEL, 0% BOEENZOHKEZHREL T
W3, TYvTallKKHESERE LT, 240
w, ey s, ZA—FE— 3y, BEPE
RBHED#EE, BEMRER (RECOEEO L1TH
RE, tER, BIK, ¥, B, BR) BRENH
IFons 0% o 0REE, BHEBIER, Fh
ICHAIRERAREEICERT 22 &N H 5. HAR
7% FMTLE ORBHEDOKFETIE, FEIEFEL, FKEHE
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EH L,

V94

BEDK 60% TROKIZIER HBEE ORISEERTR)
femd 08, %Y OREGIIE, FIEFRHADAISARR
TANAREBSZRL, RAIEDHZED LY Z 0,

mEIND Y

VTS

HAGIDBETIE, Ao 7A MRIOEE IZA LN
BEEEC T2 &ESE, —RISEEICH
TORIGHEDET EEEL TWLB B2

AL,

ERF
FRMBROIM E LT, —IHEREIRA I
MAERBICHER—HEAZTWEWSEBERINAREINT
W3 % FinEOMBICH T 2 AMEREE O RIEEE
X, AV TLETATTFRINZBEELY HIE
{, BHEERICEET 2BETET DL, 1FAD
DPEORZDODHTHD P ZNHDOHMEL L,
FMTLE IZE ICE¥ L (ZEETFHEZZIEZERTFH)
BT T REAEEREEEZOoNTWS, £
7=, DEPDC5 IR/ 7> b % F5H X v T IVEIE
EAZRTENLERREBEINTNDS X

BRNZH

- FFEVF : FFEVF ®R%Tld MTLE IBEE L 72 %
PRI DZ B DA, FMTLE &2l 57-
BHIZIE, RRANDOTRTOREEND MTLE (28
BLIEREERT I EDNRETH S,

- OBEEE A S MTLE : FMTLE o &#F (21
MTLE ICEBE T 2RIEZ/HOBEDOREENH
30, INLOBEICIE, BEOENE B EE
5 ENABEF B WLT, MRI TIROBEER S 1332
L oRANAY

BT Yy Vo cABRNT Yy T o, TAD
ATV v T2 ERY, BEIIEET, FAD
—RT, FN(EEML LFZENUT) TH Y,

BEL RIS ER L, MoER (fboFfE
BAOERZET) #HhHT, HEOWRR Gl
WBATICITC, BEDITEIZ T %, &) TLIE
LIFFERING S,

A (familial focal epilepsy with variable foci,
FFEVF)

FFEVF (R5) (X, HLBEBEBUREEESTA
WMASEEREET, N2 BE T, RRAANDEBEDZ
nNEND, SFIFHEEET, IFIFIIERD

(R#EX T\EK%]) 89 TA DA (autosomal

dominant partial epilepsy with variable foci) | &
EN T/ 2 RERIEFERMCEENRERRA 5 5.
F&AEDERN ASM ICREHTH D, EFIIER
MHIEE FCD 2B 3 5BEDH b, BYIIERS
N-BEIL, TANAARNCKY BLERICESA
REMENH D, ZHRUEEFLRD ) X7HHRAINDTH
KEETFaE, BFEDRHREBALNRE S NcBHE,
ABPFHMECH 7 2 I oD B,

Py
AEDERXICET 2EFHRIEL VL, FNLE
BLEZOSNTWS,

VoY =
HIEREEMHITES 0 ~105 (B%1£12~135
®) THBHN, B—RFATH 1 HAND 52 mE
TEMRAWL 121 HEEFRE SN TUW AL, FAER],
FAEH, FERBOBBIGES, EETHD. B
FREZRIIEZTH S, MHAOHKETAINLA F—,
Mee, RAEREITBELEETH DD, BEOMNE
=, BRAXRY bTLLE, TEREE L L - 72iEE
FRERARE ST B 4950
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BB DB

T & A EDERFIE ASM ICRIGETH BH, FH|
EHMOEEIZRA 30%ICFES B 5 —ZOEF T
X, TADAARDNENT, RIEOTELERICES
ZEHHB

FEIF

Y. BERRA, BE, BEHE, EBREHIEK
HInhTwa, HELERY, BEHD, £7/-Ez20
MAETELDZENH D, FRRAmARBERAR
PRI DZEN DD,

V94
ERMBEEEIERE TH S, FIER R I38

58, FORRIE) ¥ —RRADIRTOREBELN

ZNICHBVT, ZOERBEBIIRBUIC—ETH 2.

TADAKRERS, BERNECERICK > THERS

MRy b7 =7 ICBHBLI-ESERIENNZ—
VNG,

VETE
BERERIIESECELHNIE, FCO AZRT &
LHD (FEREEH Y ) 1652

BlrE
FFEVF OBERIZERM, $H 2 x FCD (HAF
ICid FCDIIRY) =R L CERMBENDIHED

H% > BEEAIEREEHREET, TE2RET
HB S DEPDCS NPRLZ, NPRL3IZfEHI/NY

Ty rARIEEINTWDS, TSCI £7-1x TSC2 DR
BN 7> R EFORRT, ZOEBEROEES R
T ZENH S,

HHZH

- RI&EM SHE @ FFEVF RFZ D EE Tld SHE (28

BT HEREOFEEIXZ WA Y, NEREETIE, R
RDTNTOREED SHE ICEET 2FEEE
LTWBREANDHD. £7-, BEEFORIEIEN
THDT b, FFEVF & SHE #XBI$ 2 DICH
Bt#Hhs
© FMTLE : NEEETIE, RRDO TR TORBEZEN
MTLE ICEET 2FEFZ2HB L TLWHIRELNH 5,
- RIRM EAF : AIERARETIE, REDITNTORE
£EN EAF (CEET 2R EZELTVWILE
NHh 5.

234 | BREERZ M D TANMA (Epilepsy
with auditory features, EAF)

EAF (6) 1%, FSEHEASHRARICHITT, RIE

O ZENBHD. £, BEDFICL > THRENF
FEINDBEDLWD, FEREL, LETIIEREHE
B GREE THEKE]) ARIAEETCALA
( autosomal dominant lateral temporal lobe
epilepsy) B LUVEERFERZE 5 BEEFREE (F
£l [8E%]) S5 TAD A (autosomal dominant
partial epilepsy with auditory features) & L THIS

) SRJEME EAF (familial EAF, FEAF) & L T4 L 3
ZENHY, INITRERDEVEREBEBEMLER
Xz ehdH s (BEEFRBEME EAF
(autosomal dominant EAF, ADEAF).

BF

NEERBEDOERERITATSH 2.

B BIE =

HKIERIEERILEE 10~30 % (8HEX 0.5~54
®) THDHH HEEFREINTULARL, R,
A4, FERBOBBITES, EETHD. HE
FHREZRIZIERTHD. MHHORKETA L F—
B LU/ RAHAILBE, EETHS.
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HE DFEE

HEIEFRIE, BREBRZHOSBEORKEIroaE
ICEBPEMEORIEE TS ESETH S, BERE
HHH5EL, ARNICEEINSGHELH S
D LD 5 FERE L TRBERINIIHEDRE
RIEBRREIL, TADAZKEI0FEETTHE0%
TH-o7-% REPFEAROFARFEL T,
EFEmARNT & (10 mRH), FHERMIEARKE T

SEMERRERNRENHD L, HEITOND
54.

FE

AEERF T, ERERREFRE (BR) REH
2 WIERA (ZEMKEE) REPRWETHD. BE
FERIE, BAMICIZEEN TAVWERLAE (77
v, 7=y, Uy UrrE) T, HDWIEEE
WHARBREOEA (BEERMMA L) PEMAE (BT
DFCERE) THERIND, RIEFZREREL,
BHRBEARWICHEA N DSLT, FHLEEAERT
ZZENTERVHLOTHD. ZOfs, BEDER
(ERYDER) RDE L E W T-ESREERD

AR BERARRE (2 IFBERGS) MR bz
LHDH. INODORENELT 5 FE T, EREHRST
HKIENTANAL L TRHBINTULAWAREED
HD. LED-2T, ZOLIBETTIRERDRE
FEAxEEHT -0, BEELRERRINEZETHS.
H (BHEOBZERY) THERINS XEERIEE
RZITEELLD Y

V04

FEMRERRIE, FEAEDEETERTH S,

BECREI?FHTH Y, TS IZEVEEIC RS
ZEHH DY PORITEFIRCERTE, BERICK
STHSESN G, RIEFORKEFIZIZEACRE
SN TWLAEL,

JETE S
HREERIIBEFEETH D, FNICESEHHRE

NHOND I EDHD

EEF

EAF (ZIZ & A EDNMAEMICRIES 7%, FEAF %
FEL, Ter2z Ry BREFREEHERTER
(ADEAF) T# % *, [ G/1(epitempin) £ 7=l RELN
DIFHINY T > b (FFEuhrk) » ADEAF JE
BOKFEEzE LD 5 70 LY FEFhRRAT,
MICALI DB EGRF NNV T b dH D >,
DEPDCS5, CNTNAPZ, SCNIA OJEEI/NY) 7> 6
EESINTLD O

wEZ T

- FFEVF : FFEVF @R % Tl EAF (SEET 2 R/
NI VIEDH, FEAF L 2ZBT 51218, REN
DIFRTORBBED EAF ITEET DHRIEEZRLT
TIEDMETH B,

- BEEE BHEREOLEEIL L VIS TEMT
HH7-8, EAF L BRZICKBIEN S,

- HIEY  CNIESBEEICAONIERTH H7-9,
BEORRICBAGFET AW DH D, XERBE
ROEETILRS, BRY oFEEENR, T
ADAFEEICH LN D MOTERZ 7R,

2.4 | AR TA D AEIREE

WRRFENTADAIEREIL, TADADTERARND,
FEAEDEBHEICEWTHREICERI N, BN
—T, E-FY) EXBITERIRAKIRE (BBKE,
FER, HHFRE, RBORB, FEDRERICNT S
KIG) LBEELTCHY, InlTiE—8B LK, ®
RER, #2WVILEGCHNEEEN’H L5 ICHET
T ENAIRRELD . AETIE, BRALFIHTH
FET 2 - D2OBWAFENTANAEREREZEY £
T35, fRmIClE, KYZLOMABENTANA
FEREOERICOVWTCLITTWFETHS. N
2k, W<ohrnBIREMEFIERBE (FL
A—X TV RR—%—1 REEHRE) BERE LY
FHICERARMICRF L LT T D 2 LT, BBRARIEZ
FREICEDPRENELONDLHICHREAE LN
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2N,

241 | BEEAZH O AAIAIBEE AN A
( mesial temporal lobe epilepsy with
hippocampal sclerosis, MTLE-HS)

Mnfu,mmmu%&bméﬁ ﬁATﬁF@
%FEFltmo# <®EI#HS%£_L7%
A%, MTLE-HS fE12EE (R 7) OZWIICIE, TAHNA
DREE % HS #ERTHRT DI EHNRETH
5. ZOMEREEILLIXLITEFERETHZ A, T
ADANFHZ LY FERATEERICEEL D Z &N
H5.

R

MTLE O —fZEMN— X DEZHRILIZTE A ER
W, IZEACORRIE, EFIEREERE BN OR
VDb B ZREERESR (TATANRRE) oD
LbOTHD, HH5—MREFFEICHWT, TLEDH
FEIL 1.7/1000 A BEHI N7 2 FEFIEHTH
MTLE-HS o#EBEREITZN LY A YIEL
1000 A&H7-1Y 0.51-0.66 ATH Y, HEERFXIL 10
BAHTI-VY EM 3.1-3.4 ATH B

B RIE =
RIEHREFMIIBE, SFHLrOEFHNABTH
%m\, ZNUETEZIEZNUEORFELREINT
C MEEE AV, FER, BEH, FERBOR
mL%,E%T%é FRRFRNZRIIERTTH D
B, REABEEmOEBENDHRNW EAH B % $hIRH
DEMEITOWNADBRELNROOND Z N H Y &
7, NBHAOBREMEE T LN AL HS OREAICA
LT ENBHBD BB Eﬁﬂﬂ)%i&v/ﬁl&'\ F—l3IE
BHERNTH D, RAOEEESOHENRD LN,
MTLE-HS AMERIA] (BF iZE) TIIEBREDOE
T, FEUATIRECROEST EBEET 5.

SEE DA
MTLE-HS IZZEFIRIAMUTH D Z £ HE W, FFHA
B EOERTNIE, TADLANRHC L) EFIERMED S

EEMANCEFTEERDIENTE S, BRZ
’CT% ERENIE->EY LHEREINNIEL, RROFW
AED T LN D,

FE
BB REIE, A
RIBISEERERY b7 =7 BELH Tl‘oﬂ%f@?ﬂ’\]
a2 RY. EREHREREICE, BEEERE
(B : ZHHT 2 LEMER, BETRE, EX,
ISR, EH, B S8R, RAFEE (TP v 74,
Ty AT a7 E), BERE Ba L) £IERE
FE (RE, KRERE) 71"H 5. EARFRTRME
HME— D OFRER ThHNIE, FfEE L TRHS
NEWEEDLH Y, TANAZEIRET SN D LIE]
LIZnETWAZIEEHH D, ERRHRER
T’E’C“Li, BE, BEELEY, LIFLIFOER (FERE,
AF#U0b»Ub»BOT, WT), EE GEHELA
MTLE-HS TIZH5E), BIRY B EODBEENH L1
3. ERoOBEEIE—AEDZ ENHY, FHEILR
IEERE & A 2 A BEM A D B, A EFOY X k=
THEST BT EhH D, BHER L RIKO AN DR
DNELBZENH BN 0 BEICK > TEXFEI~
DIRAOF], ROICFERINOEERANEL S Z &
AH B IEEBAA MTLE-HS OFIETIRHKEHN R
=-naZ&EDHBD, I, EBREIO MTLE-HS Tl
KEBENLCHOND., BIEFECHISEELES 1
~5 DT 570, EAREARERELLVEN
ELHB, Eﬂ%ﬁﬁﬁ%ﬁwﬁ %W%%i%i

@ %ﬁ%@«tLFié tb%U %ﬁt%ﬁ
RRBEMAAEORNCHA BEEAIBCHEEY HREW)
DODERITUVNAXREEORELNAOND Z DD
%,

B8, HLOBEEFREEIL
(IOPN; '7—7’6‘%% C>%. Lo LEwHE
K, HIEOERTBS LURFEOMIEIER S,
LUF OfHARER B L RIS, RAMRIEEELSL DX
Wy b7 —7ICB I 2RFRBEZTET 5 ED
THREL, MR EAIZY R b= —E), FHREEIR,
BEFUEFR, \BRER, BEER, BLURL,

16 / 37



V94
EERESIESH 5 WL, [IEIRICESED
WRIL T T~TIHEED H D, EREOREITEER
ICE > TBEINDZ EAH B, FHEIEEES X 713
BISEE DO CANABEB NI T, ERFBIIEM
352 eN% 0 (K3A). AIEEESRMREESNT L
SLEENHONDIEHH D 2 TANAKRERIR,
FFICBFRICE > TRESNDE 2 A H D . @
MTERMILTWEHDE, MAIRSBEDS DA
H5. FREFNE (K3B) 1, —KICEELRE S

BUIRKES CIRE S, ZHIZEIBAIESO 7L Y
TELIIV-REBICEEL, EVCIHENEET
280 HD. RUDERKERCEIEIL, BEE EMN
BEORERBOHRICKITT 22 LB 5. FKiFk
D EMIMEDIRRIIE— A TH 5.

[B15%

HS I&, BE D &ER (magnetization-prepared
rapid acquisition gradient echo (MPRAGE ;%) %
7old T1 AL —r v AL 2 BEORMICERT
2R TR LK AR D) LBEDESHEDE
M (FLAR BLUV T2 =7 v RCL 2 BRI C&
HECARD ML) TREOIToND. BED 15%
E£TH, FCD PHERERED LD LHOBERT

(ZERE]) ZHETDARELDH D720 7S,
INODREZEEICERINENHSD.ILAEICEL S
FCD o4 TlE, HS =5 FCD (£ FCD llla &|C
DFEIND . ZnlE, NEEO LY BEAORIE L
BEL CWAHEENHY, TANARED—RME
WEZRET 57O OMEIEHEOERIC, FISFE%
295,

MTLE-HS [ZBRMEDRENEERTH B 70 %,
BRFOMRIEHE D ITHhNTLARL, BTN
AEESUBIEMFIEIX HS ORRE 257120, 24t
TUhA, FICBEERMEITONAZH D RAMET
Ah (Fz& 2L Dravet SEREPERETANA
4T UNA T Z X (genetic epilepsy with febrile
seizures plus);SCNIA F7-1% SCNIB Ei=¥) &
MTLE-HS REDZRR LY 5 5. INoDEETF
DWITNIAERERT 5L T, BEEDEE (F b
U7 LF v 2 IVERTE ASM 12 & 2 RIEBLOAEE
MaERLE) MMEIN, FEIY FO—LHSE
T HAREMN DD, TAMERORFEIL, #T LD
BEBEMUERBEICE T2 TANLAAROER L 1L
BBV, hort )y FIRIIDREEMA H S
7

EFIZH

c DANLNAME (NLRZTAILREE) BLUBED
REMEDERBA T, AEEOREERZET
DM, D%, e F i IEEAMMEICETT S,

- HS LIADRRAIZ L 5 MTLE:FCD ®ERM DR
FickzHn (FMTLE RIEAS).

- IBEEANFKIEL, FICREIBERESLUE - F
EHEENOANAMAEER Y b7 -7 ITEET B
Y, BREBECEEBESIODTELH S.

- IETADAMRIEIX, RIENEHBECESE
RICER L WIGE, MTLE & 0ERIA REE A
ZEDH D, EREFHRFRIFOBRICEHEE N
ENEETHIGZENHY, BEOBENES
(A RDOFE[HARE) AENTIEBEWZHT
H5, E5IC, MTLE DEBRFICIALZEELS
NEZOHENZ WD, ERIAREICLT
W5,
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(A) (B)

FPY - AV 10 e oAt N e At AN A NN o o P r:mww,..«,\m«-wmm.,.fww«ﬁh».,.~'\/-'v«\,,/“\_‘mm».wfw;\.,’\,,f\».f‘\ A " \/ ’\’J

F3 - AV 105 e A A e AN e A o et N PANAP o pooseie, FD | Y7o, SSURES) R W . % v~.s,\_,'\q/\~n‘/’\/{\/\_/‘J\,.f\ A Voa! f\r‘g,\,K -\_:\' AYAVN /‘\M N\

€3 = AV 10l et AN s Pttt AT A NP s st P B e e B A Vo LV N WPV VSV S
-~ P . ’ 3 - Ol Admn ey A A A At A A i beona At SN AP A pAL AN~ AAN
P3 - AV 18R A i AV A et et NN [N NN P w o W SALAAAN
01 - A¥g oA AV A s e A A A et s AN A g AN FPL et ettt e e N N A AN AN AN A NN N AN
AAIAAAAANAAP AR A A A stpn A SN A AR AP P St s AAAANA AN AN ANASN
[ T et SEGss SELUVPREY . SYIGECRNE RS S CSreps DYVHIING ISP Ll A, v
£ - PAN o AP AN mpisr s s B et s o A o I =
FA - AVg (ol AN A Pt N A Pl NN i
. L P4 02 Y Y it At depr S VS N PR N o -\\_‘
‘ R 2 R AT q N W\/‘ » '\/\w’\/\//‘ w\/ \r \ A (\ ‘} \ / J",-'\.\
F7 - T3t st A et Arahparsonre e\ oo AN NAAA ; AAA N\ ,{ﬁ 41/# »VJ(‘/

5 l\ TR N DY IRIFVORI /DS [ SR o ) M AU A A A A AN AN
Y S O \
AV et

AN, NJ\A

A A
T5 - Ol A A A AR st ArAmncre A oat | A A A AN 0

N mmannmans Sk A A 1\ AL N AA Al A
p FP2 - FBvas At A et com o o Pt e \/‘... 4,‘,/" \/ N "Q“.‘M AW W AW
oA e e AAPAIN S p BN ANAA S

v L L A i U A A PO AL W
T4 - TEPAN S A VAR b AT A bt et A e iy, ‘\‘qshw.",t.ﬁy_ﬁ\,»*.ﬁ A

T6 - Q2N Myt A s st s smn o Il NN NSNS AN A ENIN AN AWNA NN N A NS P

B 3 BEEEZE D NMAREECANA (EBFELIE) O 53 m0BEDRIK. (A) FHEMIM  F7T EBRISERT 25
MomEE, HREAEIEHROMEZRH D (EERY, FHEEGH). (B) RIER : RFEMEZRINTRT (HrsmoREE
).

(BEILESHEET, FHEEBD> TADA
(epilepsia partialis continua) &%) %&£ L,
Z DHEE CEEEIIRRNICERE T 2. ETHEOX
BloFMRENET 5. ZHTIL, FHEPRERKRRE E
BARICESWTIThNS B ERIEHEL L
SabH N, EiELHE, RFAFRICERL:
ZBEMHORENE, Mg 7Y F - XN
RHoND, FHREZFROFRRITTATHSD, &
DIRBEAED RS DRKERAIEIREF DHBA TH 2 /<
O, RSITFERFEN TANLAEREELEZEZ bND.

el

H4 BEREICERY 2BRETO T2 EABKRT, £ZEBFOD
ES@mefkERL 2Ry (KRM).

IFENBEERT, EBEXE 1000 AAHTZY

1744AT%5%@
2.4.2 | Rasmussen (7 R L v t) fEEEE

(Rasmussen syndrome, RS) [a i 2

FIEFEIE 1~10 % (PRMBIE 6%) TH5D. fiE
BIDK) 10% IZBEEH 2 WITRARRICRET 5E
FRATH D 8 MHEEFARV, BER, FEHORS
BB EETHDH, 1945 £~1987 FIZFMish
1=H HHARHERIS Y — X TlE, BEFED 19%IZFIRE
T-IEIBAEHOEHELZ D=8, FIFREICIL, %‘i
BB ESTHBD, FERBEE &b ICFRAMMEEE

RS (LAETIZ Rasmussen ¢ & FEIENL T ULV 5 R
8) IE, INE, BE, BLIUOBERANICALNDIEE
TH D, FREEGRLE, ETHEDOKRMFIROZEREH R
Hond, BERIFFBETHY, ERIEERE SN
TWaL, HEERIIERARERT I EHHDD,
%Fwﬁﬁ%y,yﬁwﬁatﬁ,#ujﬁm—f
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ENHIRT 5. HEFOFEFFNZRILES, EF
THD. EFnIC, BEREUFIICFAIOFEDOT X
F=TXERETT F—tENHANDEZENH B, K
HoRBE &EHIC, BEIIETEODRREZZEL,
FEICRDIELHD, BRNLSBEERES L,
BAFIKNMEBINTERICAHAOND, EEREH B L
IZRR ARSI TIE, NBHEARESIL Y $ RS D&
THNEL, RIENAREEIE LV BRE L A2 aHED
%% 82,84.

B DIEBE
RS &, EHBIRAMEREHISER L, HRFHEL (K

FREE, FRF¥E, RAMEERSE) METL TV,
RS I£:8%, 3 DDEREICHITon 5 @ gilk# (Hh
A oBEHRH, BFHETEDL > B I3F
TESREN D7, RRREOREAEL ; S (K
AN LEFRLD, BFHETIEL > BN IE
RN REITIEIL, FICHRERD TANA
Z2L, ARREE, +5, [AOKE SF BRERIE
IR DIFE) DEENEITT 5 HERIZIBHEEHT,
KEHITREE L 7o R & £ Dt DR FRIES
ZHV, BEN RS (L LBMHLYERER
DIe ) PRI BRE BT B FMT (Wi BBk
BERTAT) CHEIREIBRAT L, WROBBEER DT &

% 8 Rasmussen (7 X L v+t v) fEfERE (Rasmussen syndrome) O HRZRIASRTEAE

E
CERBIEOER AXS

WIBEHAE STEMR R e BROVEAE
e ER/EREORET, | MAEIRICHIT L 7-E S | 2REHRRE
BHOBEIMBBTLIEL | 2%ME (RS D 2% DAHHM
(SEEE AT 5 B,
AN R EIRME DB E TAD | ERERBEES
AREE
FAEE WD EEIE IR AN
HIERF D FE FHIERERORZENDER
HRPHZR RERICARENH D (TA
HABEIREDER D S K
T EHHMETIE HHE 2 £/8)
EILES ETHEIRER (RIS FEIERZEDOSESH 5 | Sturge-Weber FEEEEDE

WIEEREORM, H5 W | TR
f2) kB E £F/RIEBAED
T2/FLAIR &f55 D x40

ot ERF

REMEDFRRAIC & 2 FFieIE R

#%ZE (CT £7-1x MR IZIHETH 3.

mE DTADA
FrENIRENEEMREICLD
REE

REIF& HEEJETADA EIT

MR REE

MRI (ZEZZHTICETH 5.

FAFRR R S EORTICHE T I AL,

ERPOERE | BHEMEOE[QAFLIRERENREIREZEL, ETHOMREZNEEZ# 52, MRI

FEET, ORI SLVECRELEFERABRASNAIRTIE, RS DREZEEESD.

REICL AR LIHE DR | BRERORONZ B TIE, ER/ FIREEROXKIEZEL,

AL ERARERE R L, MOLABDMEEE TN THLL, RAEEICKEEY, TRMEEEICLEY
LAEWEEZ, MEKREZETICRS E2MT 22 LIEARTHS. L LBODRRZBRAT 3720 ICERK

B%ZE) HHE : hemiconvulsion-hemiplegia-epilepsy syndrome (F@IIF LA - HERE - TADAKEEEE), RS : Rasmussen

syndrome (5 R Lyt v iEIREE).

CTEMGCEAE FRSHDEN TIEASNE WA, FNICAOSNBIERH D, ZD LD HIBE

MhDEEEIREST D2LELH 5.

AEDBMITEEICITL,

19 / 37



NTELHE—DRENBEFOBEEL LTS
nTns,

FEIF

I3 ERPARRY IS 72355 H 5. /NEIIFES T
BB IIESERRITRIETHY, L YEROREED
. ERIR
7 EBRER (T A FERO BRI TH 5. FEITBE,
BRI OB R OMICEEEZEL, Aol (%
CIFEREE ER) ISHT 2 T WhAZ 27 S5t
MEDTADAZZET DD H D, ERRAEREF

FREICHEI DK Y b7 =7 &AL, DR
RIBFHFDLDICARD I DD B,

V94

MRFOBESEENIIETRIGELH D, B
BIIRELLETRL, WERADOEZES & ERBSD
RuN%EES, BERBE LD IS, BREFHOERE
NEIDEDICH S, TANAKREEREIZ, BE, &
ZRHEIK EICRDROoN S (K 5). ZHILEER
BEEHIT, JWAIFRICHEAONE LS ICHRBE L
& 3N, ZDHEICHARFTMDOTIRA © RS
INBHDOTIERL., TANAKRESIL, EIRICK

FIEMNEZRYT. FHEIL, WERFIKRNOELRD
EANORETDIIEL DD, FHEERHITANA
TlE, SBEARMKE CHRELREEERSZ LRV &
IEZ 0, RERIEEROZERE ISV, RERENE T,
FKEDTRIFEIRTIEWNIRCEILDZ & DB S, LH
L, BEICHEAIFIRTHIZL7ZERh o RIEARBT
D ([AEMEIRS) b FNICREINTWS (B
B 2%) ™,

TS

WD MR IBEEE THSH, FCD vCIME
REBDHZHBETRS RET S ENENICHRE
INTW3 ¥ T2/FLAIR &5 % SDEEIZFRD

52EnHBH,. BIRKEDRBINEDZEHE D AH DB
ETHs (K6). FREE & ITRERFIROEMRD
BT (M7). EEEIELLBEDLZENEL,
BIRETAE S ILE Y RHEDOILKREE D 9%, ZiE
BE, FELS 1 FUAICRoh, ETED R
B AR Y 5.

BrF
FRBOBHEIFZRM L (FFEZoNTLAEL,

EFIZH

- BOREMEMA I —RAIFIKICRET S 2 EIEER
<<, BF, FAEE 178, BHROERCE
BEENFHIEICKITT 5.

- 2 rAVRUTHE I RU XS —+y (POLG) B
BEE, I b3V N THEE - ABRT Y F—>
R - PZE R FEVEREREE (MELAS) 7 &

- EIREOEIERE (ME M, FCDI Bk &) 1 HYE,
FRE, MRl THAIGEREZF S 2 &h'H 2P,
EENHEAE PR D ETHEDETIFE 212 <
L,

- FRITULNA - FRRE - TADATEREE: 20k
BT, RUICBEMREN Y, ZOEERD
SIEETHEDRFRENEL 2 T LM TH 5.

25 | ZEEFEGENDEREAGHTAD
ATE(RES

251 | REFRREZHEI TADLA
(epilepsy with reading-induced seizures,
EwRIS)

EWRIS (% 9) |F, ZtEICL - THERINIOER
BORSEI A7 0 Z—REZHFHET 5, Thi

T2 L ZORENBLL, 2faEMRRIELRS
TIEDBHD., LA ->T, BEDEETERNS
RINBZEDBPNESPF v, ZEERZT 5
ATREME® B B 728, AR 2 REEICRE T EYIC
BT 2 ZENPWICEETH D, RIFLEICHE
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TEHEHKINDD, EEZBICBEET BEZOMDIEET

3

FHRINDG. FRIERIFT, FFERE (B O

EEIFEZICCL, BEIRRICRCRLL
ERDRBANDEZEZ BT I ETRIETE S,
EAEDRBETIIRIBOBEALE LT 5P,
ICIEZ DI BbERT2EEDBVD

au7'b

(A)
Fp2-Ref
F4-Ref
C4-Ref
P4-Ref
02-Ref
F8-Ref
T4-Ref
TE-Ref
FT10-Ref
TP10-Ref
Fz-Ref
Cz-Ref
Pz-Ref
Oz-Ref
Fp1-Ref
F3-Ref

ES
th

RETHEFRIEE 1 ?
REFTERELL, —BLT, HHWVIFIFIF—F
LT, BREH, BRESE, RAOMLEORTE
DRI L > THERINDIBEIEOZ L TH S,
R TBEEZNA] o O, BEROSE,
BRE), [EENA] b (EEBEE, BEA L),
HHVERM B0 GRE, E, BEF, &
BEFELRE) P’HD. TANAREREZRE
THRH ROXEERIGHEE) ©°, Rz
FRITHIN—B L THEXKT LD TIEEVRIE
CAFRBBEIC, D& S BRBIIREEFRT
ATREMEA S L.

(B)

C3-Ref

P3-Ref
01-Ref
F7-Ref
T3-Ref
T5-Ref
FT9-Ref
TP3-Ref

K5 EHERHIEEE N7z Rasmussen (TR Ly ty) FEREED 12 mil, FIERER 181 A.
BREH) Tld C3 DEEBMMEEZTT BRIFKENTHREEZRT).

T (UA) ICRFNAEES L EmERD 5.

t t 1

(A) eI R BEmE (F%
(B) RIE#MTITH NI FLAIR BifR/KFW Tl /RS
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RETHFEEEED TADAIZTADAKERE
7
ARG, RETEFRIEZ £ EwWRIS LS D
REDNTANAEREEICEZET 2N E I 1A
L7z IhooREBIE, BEORBTREN
FHERINDEVWSDHBELHDEDD, T DK
R, WA, FRIZZETHD. Lizh-
T, AMeEI=IE, BREATIEIINLEZTAN
ASEBBEICED RN EITRE L1, s
EZ K DTADAEREICHBT 2FHTH
Y, AEEBETIE, HBBUEE S ELBIZE
HTRILL, 7= L TH TADAERE
DEEZBIET IENRETH D BRI
7=.

L2
RERENLE TADNABRE TH 5720, BEDIE
RIFTHATH 5.

Bk &=

FHAEFHILBEE 10 RA%Y (FRELTSR, 6
B 10-46 i) THD . BHICH L (~2:1) 878
FAERT, B4, %E‘%@%uiL%,E%T%
%, FBEBIUOBANERITES, EETHD. @F
FHERIIEEZTH S,

FeE DIEB
AEITENTH D78 FEFIEREDH), ZDi%E
ICDoWTEHIFEAERMONTL AL, FRIT—MIC
BFThHdEEZLNTEY, XEICEHINLTW
% ASM 12X 9 2 RISIEREF T, DEFITILFERH &
ICERY MM DH D B RIED5|EE LR
DRB~DBRBE R ST I &1L, RIEORDITHED
BABEMELH D, Lrl, HEZHRTEZLIL
HE, BR, 47284, &5ICIERENER
DEENICT R, HELVHIREZ /- TRIREELH S

89

FIF

BIREDO I A7 0= —nAFEA, FTICEME, OIF,

6 Rasmussen (T R Lyt ) EEEEED T2 @AHGK
KEHr BIREZOEMRE (AKX & EBEBOLTHERE
B (BRED, BBk E LTHELSD) %R,

7 X6 £@EL Rasmussen (7 R Ly +ty) FEEREED
T2 sRABEGAFER EFHROEHBOBRBHARE/NERT
(K6 D8 F%).

OFE (38, &, &) OBHICEZS. chold
7y I RECREE, REOEEFIERITIL
NH5 0 FEEHNKI S ETOREFMHIT, BEIC
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£oT, FA—BEATHELRS Y, IFr70—
XZHREHBEN FTEEREITDE, IF/A—X
ZIFERE L, FHCEBEORBICENY, BHEUBE
TRV, H2VITREBRFEENHIBT LI LhH
3, OEAEIAZ7A—NAMEIE, R—E2EFTH,
mELIT TR, 25 (BRLEZY, EwlLiYT
LE) PEF, BHELERBRAEL VSO ERE
BhEFEICL > THBIRIND Z tb%%(mﬁé
FFME) O FO IO —NAKEIE, T
%éﬂ%%@@%%%%g&bﬂé.ﬂﬁwﬁ%ﬁ
I, BIERERIFBNFENTZ LD HD. HIR
£, BEEICIEREP R 2AEERICITRI o4
W2 BTEDOEFREEHRC L TITIEIRIANETHET S
EFITIFRI oW | HEAB B L XIS,
HIEBEFZCEZICIFRIZNMBOEELR
EEICIEFRIOAENL, BRETHD ¥, EwRIS BE
DB TIE, BEB L OEEEREER (BE,
ERRE, BRIk, EBHAORRE) OFFF P,
FNHBEREIAFI/0—XR THRFEINTWS,

V94
ERMEEHIIEETHS. HIERRITANA
REEIL, BRPCETEERICHESIND Z 2D

DN, oWl edbHd, IH 70 —FFIE
%EE#F&@%FE;E R, SIRRER, BIRKES (B
BED Y, I8ZR) #H52LbHb. K
75%0)&15' HNEREDFHFEEREZRL, K 25%
Lifﬁfﬂ”’l‘if:“?ﬁ“%i@‘ﬂ’lﬁ E7 3R ’|‘_¢L®ﬁ£€'€ (/1\15'

%ﬁ?%m.uﬂbiﬁﬁﬁ)—f777Ft%%
R b s, RIFEREETATHET 20
IZ, ABEOD IF4 7 A—X AT, %@@ﬁ%
T HBITIEETABOEOBEGRBEREICRERRLNH B
7o, HEELRIRREDH S,

JE o

MHRERIIES & FREIND, BRRGRICIFERAR
RN H 2551, BENBRZERNAT 27010
BGRREZRTTO20ELH 5.

EWRIS & D 20%~40% 2 TADADREEH
O, BFEIE IGE EERC GGE TH 5 8%,
INIFRVWREAMEORESEZ KL TWE EERL
na e

=9 FEZEEEEED TANA (epilepsy with reading-induced seizures) O HZAYAEZRTE
WBEAE TR R e BROVELAE
FAE HECERBEEEEIC ERICERZA2BEERIAF T | ERRERNRREIEZR, b
DEFERIND Dfﬁﬁﬁba) A=—%1E DT RTDOFIER
eI 470 = —FF
AR BEMEESOREL, 7272
L 2 BERREEOKER
B <
FIEF D 20 A8
FAERF D FIE ES
HRFIEZR s
EIER EE
ZICIIEBENRRERZBRNT 27-0IC MRIDNBETH S,
HUEBRFIILETIER WY, DEEHOBFHNAR I A /0 —XRERT D, 2T (BEH D WIE
—7\‘7?’(0)) BRIEERIND,
REIC & 2HEZRELIGE OFEERZE - REEROEBEON M TIE, HBAEEZITXTHZL, RAE
EOREREZFLZRWNEBEBS L ORAICOWT, NEREEEZITL TR,

CIRMEEE I KL HDES T
DEREERENT DLENH 5.

FEHAONEND, FNICHAONDZELH D, ZD LD WIHE, AEDZHIFEEICTL, i
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HFNZ

c ETADAMREE (ETANTAUERIL &, &
m,ﬁ&,7v—z@$k%ﬁ&@,iﬁ,%i
PZDADPBEEZHKTDHIENTERVWAHBER
EEFIEPEHETH S,

- IME:EWRIS TlE, I 7A—XX|EITXTC,
72IZIFFT AT (0F Y 80%~90%) M=
T-IXERBICEEEL TH Y B8 SHIRAEL, FIC
ZWweWwr ZelEHRnd JME T, 2478 —
XZFERMEICEIY (2L, BECPERRE
& W7o praxis IC & 2RRMBFEITRD oNTL
%) % ERICEZVY, BICE<HoN, KT
ﬁ‘l’:”’u%}i}t\z‘)“%ﬂfbﬂé ZENH B,

ﬁ% &ofm%éﬂé;&ﬁ%éﬁ\ﬂ@@:
FHa—X AN EH 5NN B,

26 | REEHDIVIETALAMREZET
5 TADATERE L ETTERRFNRITZZ
¥ 5 TADATEIRE

[FZMMAE (developmental encephalopathy,
DE)] &if, BRELBICEELRE L T, R0
%R, BHORSE, &5 RITPRENZEEICERS
N2AZBTHD. —H, [TADAMRIE (epileptic
encephalopathy, EE) | 1, TAMAMEENRE &
BoTHENRZ 25EICERAINS., [FEHET
A A B ( developmental
encephalopathy, DEE) | tL\’)ﬁﬁ
NEEDREICHESE L TWLWIHAEICERAINS.
[DE| &5 FBEEIE, @“/\’CO);@%#E%LJ—BTL
TEROICIZBRALICKWEEDYH S, IS
THIOAREEIBRTIE, BREENEEDOFRRE I

TRABERECHE, BHREOEENET 2ER
$% DWW, DE O VI [EITHEMRRFRY
1B1T (progressive neurological deterioration) | &
ui%iwﬁ%%fiTé AETIE, WHEEFE
FHRIC , DEE Z# 29 2 TANMAEREE, 6L <
;tl_ﬁlét?@%é?m RITZ 29 5 TANAEERL
Y 5% PME ICOWTEERT 2. MEFENTA
MAJEREETH 2 RS (BI) &, FHAEFEICL Y

epileptic
X, mADER

DEE 229 5 TANAMEERS L < IZETHEMRE
FHHRITZET 5 TANAJERERE L 4 5. FIRES 14,
HREFMAIEFIEZARATIEENTD T, /N

ICRIET D CADNAMEERRICET 2 5limX TH
HLTWD S,

261 | EITHEIA 70 —-—XXTANA
(Progressive myoclonus epilepsy, PME)

PME & W5 iEfREE (3= 10) 1&, BREADTH
BRroL—70RAEERICERY 5 £ NARER
BHTHhHs. PMEIL, (1) 2478 —XX, (2) &1T
MoESEE & FAESE, (3) BREL/NNOBIE,

(4) BERREBOEBHREL A, B) h
ECHRECRAEENERE TH > 7-ERKICIEND
ETRBIND. @EBEEIE PME 0% < DEHA
ICHBTLEFHTHD. RIEEVHDZZENDHY,
T A EDGZE, BREFBELD, NENLH 5.
BRERIIHIFIC L > TERY, MaL L 7-#ige mik
BB OB TE L. Lr > T, BFOMIE
NELUVORENERIE, BERICHIEGCNRERZZ
Wi 2 L CEERIERE LD,

PME O XEDZEHDZDIE, 77U E k-
L kaRIL 298 (Unverricht-Lundborg disease,
ULD), Lafora (77 # Z) & (Lafora disease),
wmiEtvna4 FYKRZ7XFE (neuronal ceroid
lipofuscinosis, NCL), = k3> KU 7% (MERRF,
POLG BI&E&EE, MELAS), 7Y F—=Y X TH 5.
INHLDIHIDITOVNTIE, TOFRITE HICHE
ML, X1 ICFEHTWD, TNIFELFHWL
B, ROELIBERENRAEIND I EAHD. OF
U, BERERRBIRL A REMRLE, HFENVT
YU, BMEMEIF /A XX - BREEEE,
EEUEMEHMRS A O 74—, NV b TUBFES
—CREMBREEME, — a1 — /L rHARE,
HEBLRE, FHRET VY NA Y —FR, GOSR2¥R
AT b, XY UEREICE TSI 70—
TADA, GM2 B> 7 VF F=2 X, T hZEF
AEF7 T R48E, FARERE -2 o7,
Z—YEYIRCH, vUTYIRRETHD.
INLDERBDE (L, BRKZH O &RE DR
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EDT-OITETEENRENDE LD, FHRARRT
TTIE, BEFNH 2 EECFRREICL->TE
WixXiFd 5 2 EN e TH H CFEMAZD Lafora
IME, BHERTOREBITARIMER L),

Unverricht-Lundborg (7> Z /LU E f -2 i
I2) 35 (Unverricht-Lundborg disease)
ETMHEIF 2 O0—-XIEH# I TADIA 1
(epilepsy with progressive myoclonus 1) & 7-/%
NI RS 2 0—XXTADA (Baltic
myoclonus epilepsy) &L THHH5A TS, D
FEEIFHEHRTHELZ L PME T, b PME £V H 8
FETHD Y, FEAEDERIE, RAvIFET
NIV MEREOI—A N, £723dT7 7Y AICH
k95, BFEERIE, 747> KT20,000A121 A
ICE2A[EEMENH B B, FEIROBREE, LA ->T
WERICH, RELREAH S 7%,

ULD (£ 18 7%

(A)

FP1-ref
F3-ref
C3-ref
P3-ref
O1-ref
F7-ref
T3-ref
T5-ref
Fz-ref
Cz-ref
Pz-ref
Oz-ref /W
FP2-ref ~
F4-ref v
C4-ref  ~lpn
P4-ref
O2-ref
F8-ref
T4-ref
T6-ref

Chin -
L Orb oris~eieana-4l
R Orb oris™ & ==
LDelt

R Delt )
EKG — N P

0.5 sec

i, BE 7-13m 0T, MEMRREE/IEIA
O —RETHREL, REEELELID. IF
JA—XRIMBLHXORBICE > THEHKINDS
ZENHY, BE, RARKICIEEICLS, IF7A
—RZM7I:F4VT%L<EK?57tﬁ%
% 100 FEM, BEIIFRER 6 FLURNISETAADL
ﬂ,i#7u—xz@%%,@ﬁ%%®mﬁ,%§
DRAMERIET 2 Td. RARBRITHERIZRET 2
EmhH Y, BREEOI HLRBETIXIZEAER
{, IFI/A—XACEEFRAILIHETH LR
H5. BERBREHIE, BRERICERTH-TH,
BILRERE L & B ICREAETT 5. KR
I2& Y, 1FEAEOEF THRREEENIRIESIND
W, TSRO ICHA b N D IR RERIC,
2RE (%) BREEarAoNE (K9). 47
0= —Z/EkF

(B)

FP1-ref v“\/ \\V/fb/\Vv\“’*
F3-ref

C3-ref M“/\/\[\\,\/\:\M
P3-ref WWMM
O1l-ref ‘ WS
F7-ref m\\\/
T3-ref NM/\-V—'W
T5-ref AR N

Fz-ref ‘ f

Cz-ref ‘

Pz-ref

Oz-ref

FP2-ref \/

F4-ref

Ca-ref W"’"‘“"J\/M\/\//\\/"“'A_”
P4-ref ""‘““‘”"AW
02-ref .

F8-ref w
T4-ref Lo, /J\/\ﬂw\ﬂ’\/“’“
T6-ref

100 pv

0.5 sec

8 18 mEh L DIMEBHAEMFLZMH D TANAD 42 matt, BORTlE, (A) ODREOEAMIF /0 —X Xz KR,

ZDBRICHAIERIRKESZRH 5. (B) LA 3-6Hz DEMRMERMIRKES BKEHREZE L TRIRKES!

IcEAEEFEAONEL -T).

—HL
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F=10 EITHEIF 70 —X X TANMA (Progressive myoclonus epilepsy) D HiZR7%AEZRTEHE

IAESE ERME | BRARE
A
FEIE IF A= —FE
AR ERMER ZRIFKES BEREBLUSL OFFIEE R T
ADARER
FEIE Fifp 2~50 % 20 8
FoE RIERIER
HRFRZR FIERIER
(iRE2nd ETHE DR A DRTT (PME % JME
CHERIT 2 DICEBNERNLELIZE
V)
B FRIERIFES
BB DB ETHEICELTSIFI/70—XX, 147
- —RESLUaRBEMNFESE, B
HEEET, T/ INNAER
ETHEOEREHOREAD 5 WIETAD
ATRER DB ZH D K DR

FAERFNOR |3 2B IS,

MRl [ZZHTICHE TR WD, ERBRZHMT 2701 LIELIETHNS.

REIC & DRSS OERMZE  ERERORON M TIE, HAEEZHL LRAEEL IR
MEEEAEICEEE T, I A/ 0 —FES L OBERABEN ETIEICER T 2HICIE PME 28> TR,

B%EE) JME : juvenile myoclonic epilepsy (BFEMKI A7 0 =Z—TANDA), PME : progressive myoclonus epilepsy GETTHE

IF A —XRATADA)

VIRMEEEIRKESBOEN TIEAONLG WD, FNICHONDE I ENHD. ZD &5 H0HE, REDQDRIEEICTL,

DEREERFNT DLEDH 5.

DRGETIE, SfRELSRIREEEDL#O5N%. MR
ERHRICIEIBEER TH BN, BRICBREDOEREZR
5T ENH B, Cystatin B (CSTB, EMPI) EI=F
ODREMBEDONY T— 3 »HAHRBOES DK
%% HD, FTLERBEETRTHS. WMEELS
BIEFRUT Y bOBBICL > CEEENERD P,

Lafora (Z 7=z Z) #& (Lafora disease)

Lafora (Z 7 % Z)/)\f&/ (Lafora body disease),
ETHEIF 2 O0=—TADPA PA L 2B

(progressive myoclonic epilepsy 2A, 2B) & L T
b5 TS, Laforaf®mlx, m3a—Awv/y, 467
ZUh, FR-BETITICECHAONE O 2o
ERILEE, REERNY 10 FTEIRNE LD, &
RICETI2REMEINTLS 12 ZDFREBIL,
6~19 m, B%E 14~15 M CHRIE L, SRAEEET,
NMRER CEBVRER, iEEES), BERESE, 2
FoAZ—REBLUOKBERBREENEL 5.
—BMDOKLHE, ERUHRERSR, IR4GEDREE

RE > ER/RBEFEVVIVER E L THRET
HBH 0 1A A —REIIREICECL THAL

L, ETHEORMERERET I, FEL S 10 F
BETICE, RMEEEZHED IF70—-XXXHFIF
Fid L0k, SfiRBBEmMARRENIERL,
B OFAE £ 7o I IEYIRRE (S0 5, BERICIEE
SROREENTES T, BERIRXE ICIZERRD IR
HMTHEINIMREESG L EMKERD 5. IME
EIIMHBIIC, MU TAIAKRES IZERTIZER

BEINDZEAH D18 FEEBE EHICERE
BIIIREIL L, TADARESITEENEBIML &S
EEHTHIDLI ICADZZELHD (M 10). T 7
A7/, BOREMRELAVWTRRRIR IA 70—
XR%&ERRZGTZENHY, ZORTH IME & X5
S35, MRI [EBBEETHSHH, MR~ +O
RO — (BRI DIE) TIERIERE, EEX,

NIRRT N-7EFILTANRSEVB/ LT T
VHDELWEAERTZENH B % TILFOT

26 / 37



F ¥ aA—RICL D PET TIE, [LWHEE THER
FOET 2T, TOREITHIPICHEE T 5 AIaeE
W& 5 1% EPM2A (laforin) & EPM2B (malin) DR
HEBEFNNVT Y DN ZEN 70%E 27T%ICHEH
DAL, 3%ICIFHEAINY T2 MEH o AL 106
Lafora /IM& (7)) a—4 v 0EE; M 11) &
faethoEf cRH o NS 1V ZDEEIL, EEHOD
RAMLEEIRT & PME 02 A ETIC K > T ULD
ERXRBIENS.

MR O0 FUFRZXFHE (neuronal ceroid
lipofuscinosis, NCL)
Batten (/¥ 7>) J& (Batten disease), + 0O+

R URZXFAE (ceroid lipofuscinosis) & & HFIL

715, NCLIZ, B R (URT7RF>) OBFE
BrblcodHRBEEREI AV Y - LEBRDO—B

ThHD, brbEREEMICLY, LBRER (7

47> R PME Tl W), AREPERE, =&

FRER, RARERICHOEINTWE, LALR
RERFANU 7Y hAEES NI EICLY, BE

T, NCL IZBREERT & RIEFMICK > THEES
NdEHICk -7z, BEFXTIC, EREMICELS
12 BEULEDREEBNAS TR > TS 10810 22
#rix, BLEFHREE (W21 DEATTIE) B
FEHATEICEOWTIThN S, FEHAEREEIRIC
X, U/ ReEBOEFEMEREENEERLS
ENH D, BH A% NCL &, UTO&EY TH
.
oA FYUKRTZRFUE 2 B (ceroid

lipofuscinosis type 2, CLN2 ; L4&TI& NCL2 &,
HEEFRZIEA NCL, Jansky-Bielschowsky &
cLTAaonTWR), RBEZWVWNCLTHY, R

11 AEHSCCIY BT T I A7 8- XX TADADKERD 25

PME &4 7 | HEFHS EITH W4
uLD 7-13 7% R0 - EEEEEE DR T IRBIR T, Cystatin B (EMPI) fBED /Y T—
BRARRICIEZELT S vavig, 2R TEFOKN I0% %
HH B
LD 6-19 % BH O EEALRR, BE, EsH | Laforin (EMP2A) BB T/ T
BEODIRTT ; FAERK 10 £TEIE | >~ A 70%, malin (EMP2E) &R
MeEm? s BRERZHESERE | BEFAAUT Y D 27%, mH9NY
BEENBHOF-MTH S TV EDBHEDOHD LN DA 3%, T
B oA T Lafora JIMEH Fr
LB,
CLN2 2-4 5% MHILSEDENERIE, D% | CLNZ/TPPIRWIELEF/NNY 7~
ISR EFHBENDIRIT, £L T | b TPPIEBEEENET TS ; K
4-6 R CTHRNVMETHHIRT 5 BRISEREHFEER (1-3Hz) THZRHE
RIGETRT e H 2 5 B (RE
BE) UKD YRTRFUE
& O B IA RIS EY)
CLN3 4-10 % B/HETFTHERICETL, BEWRE | CLN3WIELEF/NY 7> b 8
HE, SERERE+RIEERE (HERE) ® UV /RERICYUKRT R
MEZHD  £FIF 10 B&¥E~ | FUEEORBURNEEY ; ) > /33K
30 i lxZZfaft ¥ %
FY A FEFE 11-50 7% TOAAE B EN KA DIBIRAETT CLN6FRRIETF/NY T~ b
NCL (A #) BREEE IR oW (CTSD, PPT1, CLN3, CLNS,
CTSF, GRN DIRHI/RYU 7> b HER
EHY) Bl (RERE) »U
KICEARE AL (R, #hiR, B
HRAR)
B%EE) TPP1 : tripeptidyl-peptidase 1, PME : progressive myoclonus epilepsies GEfTHI A7 A —X X TADA) ,

ULD : Unverricht-Lundborg disease (7> 7 =z LU & k
ceroid lipofuscinosis (£t A4 KR Z7XF45E) , NCL:

LY RRILVLIR)
neuronal ceroid lipofuscinosis ### &t 04 K U7 X F V¥fE,

LD : Lafora Disease (T 7 # 7¥%) , CLN:
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BoTNETOHRENH D O, BHALDE
EREEGNDHY, 2-4RTHRICHKELLTA
MATIE, RPOHICCLN2 ZFRBITNETHB.
BET WA, BERMRRESE, REEE 147

MARRERRREEZES b H D) e, B
DREMARISTENHD, S0 —FE
EHRERFICIEAONAENWT EHH D, SEFREE
WL, LIFLIERIEOREICKIL>THLNS,
FEEOETIZLIELIFRBRT, 4~5 ME TICE
BIRENCERENEIDODNS. I HIHRITHER, £
DEBOBMETHRNETHEZ 5. BEIT8HEN D
12 MTIET 5. BORIKERRORIHEE (1-
3Hz; M 12) THERERISZRT Z LD H Y 112
RRAREE B LRI time-locked L TW 3,
MRI T, BESHEESOZEL /MO EREH R
HoNbd, CLN2 TlEERBFTREENAIETSH Y,
BECERBORERETZESE 2 Z EAHRET
HoH1-0, REHZWHIEETHS 15, CLN2 D
FERIZNURTFIONURTFL—+ 1 (TPPI)
CLNZ2 B-FOWWEGF NI T bTHY, £
NICE > T TPPL1 BERRIE & Z NITH D Mk
fae o~ DiERER (VR7XFV) 0F
EHEIERIIND., F7z, ARERKE NCL D
NY T &, CLNI, CLN5, CLN6, CLN7, CLNS,
CTSD OfEHEEFNY T > Mok > Tl &R
TENBZEHHD 10809

- CLN3(LARTIZNCL3 B, HEtpyE FEFAER NCL,
Batten J%, Spielmeyer-Vogt-Sjogren & L T

MonTWi) THDH, RAHVPFETTIEE
PEW (RTz—=T Y AD 1%D DB F 5
S>TW3) %N, ot clEEFnths. 20
NCL |ZERAREYIC IZFLIRERE & BEIL TW DAY,
FIEEMNEL 4~10 %), EFEHMHLEL (13
~30 /&%), \AETIEBRISETL, FHREM,
RpRER, RBEEeREEZMAS M Zoid
CLN3 EEFOmM/ANY 7> MMIEEAL TW3,
ZE CLN3 R /X7 ICIFHEENTRTFL TWBH T
&, D CLN BYZELERTRENE  EEEIE
W5 EEM NCL oYU 7> M, CLNI,
CLN2Z, CLNY, ATPI3A2 DIEHIELF /N 7>
MIEoTalERIEINBZ EHH B 108109

- BRAZFEIE NCL. Zd NCL (ATl Kufs &/ & iE

I TWi) (f, MEMEICKET 2 ENBELET
Ho5, ZOo0BAHY, ARIZPME ICFELIL T
BREZEL, BICRAELBSHAALZE2T 5. B
A (PME Tldaw) (3ot o RN RO
BEERE MO RAEZFHE T 5. BEEEL
T HRL, BEEMIE 11~50 &, HBERICIE
30 mMTHD W FRIFRRT, FBE/KN 10 £
THRET 5. EHEROEYE L, R 2B
MES g — > &L, [EANR], [diRIR], (18
B ofEEMARET S (K13). Td NCL I
CLNE BEFOREH/NY 7> ML ->Tal &k
ZEnd W RAFE NCL oY 7> b,
CTSD, CLNI, CLN3, CLN5, CLN6, CTSF,
GRN DIEHIEETF/NY 7> Mok > TH &
TENBIEHHD 108109
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(A) Awake : (B) Sleep Stage 2
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f : - - . ADADBRIB/TES. IMEDRBHIE, FHY
. _,) \.\ : » YU LAF v RILBEHR (HRvEE U EE) 128V

’ - E :\\\\g\\i TADAHHEEL, PME IZHLIS 2 TEEH A H 3 1,
/fl’7q~‘7j559‘\ L PMEORMER, FRUYLT v RMEER (72
C- o8 € A - bA o E) ICEVELCERLS D MTLE-
R A \, HS 1f, LA BERTANATHZICLL DD
» 2 <::> T, F R UY LT v RAEAHE L TV BHAICE,
O L FPUTLF R AEREI L > TENICHET

, N B EPBB. &SI, EETADAEREE (SHE,

FMTLE, FFEVF, EAF, MTLE-HS, RS) T, ¥
B 11 Lafora BE ORBREAR, SEET7H2 U v ED I CTADAREREICRIG LR ITNIL, TANA
BERSEHHECRE L0, W<OrOMBOMBER  ARSEDLIBAYS D, ThICEEEEEENE
(258 LE 3 7;’%@%*‘/ v 7 (periodic acid-Schiff) Bttipa B AR 5 2184 (352 mTOR BEOEETTH
(Lafora /ME) ABIEEL TW 3 (O).
% TSC1, TSC2 DEPDCS, NPRL2, NPRL3) &%
N37, Dravet FEEEEICEIE L 7= MTLE-HS T,
3| E® TANASBIDRIERLE HEELTLAWLT,
T DT ADABERT A SRRy DEO S AEERE, ARMES ORI
ZhITHAWE, FEEARET2 - LT, BmE 277 YUY TR, ERECRROMS A ESR
#E EPEE FACETAEEAENEon (00 RSMIOHEREEETANA AR
5. EREODEIL, TICBEOmEKRICEES 0 0CEl PERRNLYSHOBROENMEE
e ) BB & R 0 B P e RS RS 4 — o & DHEICODBRNDIZHEED, ITNHLDTANA
o F BB R kT LT 05 Bk cip | CRIHERME S REERMERELHS B RER
CLEFAOEBIILY. LISl s BEERAE) SR XM RER E OB
OBEA RS B FhCEBEL D, EeE  CHP. BELE L(ONORKNENLGEDR
BORMEBRENMS Z EATE D10, BkE RS CADAICERERRNTADAERRO
BEABLYT o T WD 118 EEERE (L, 45 PMEELHIZLIDH0NH Y, SEOMFEICK
EOTADAEREORRIRI RS G ) TP SO BEREOERNRTCL 2 & B
BE B ALK, BEN, RBE gr fee ©C0S
FERY 7 7R AERT s enTES, T 0 oS el DEE ERTRTADAERE,
P AERERORE RRORE LS hh Hr-w, D EFECETIERMESIETEET o TAD
FEREDIFTAE, BEOTRBOY R £z AERE IS FIRES, RS, PME @2 T3,
B, BERDK O HDE L MEN CERNHE IN O OEREFTIE, RAEEECHEEEDREED
DEWBREEELT 2 EATES. $7-, REFE BREICIKIZITBICROOND, o DIEEEEIC
PHE (BEELBOEE My BEozmms N7 SAROERBERSN TS, FIZIERS T
S8 15 A AR CRET S opnEaT & KEHIREINIC LY TADAADY, AR
B AR OB S R R T Y, B+ 4 ROMEME LAY 5. CLN2 (ST s BAMT
EEE o5 MARCAE A ey  TOENREAEICIEGE S, S <D PME THE
NYTY  OFEEMTEAE LT 35 0DTHD DERIFEON TS B Mo DELBICHT S
FREAKET 5 LIpAFsoREC bRy LY RVOREOERERE <, BEORARRA
> COVE 5L POLE Tlt, 1EE AL DEETT DM 1=HICIE, FKEDRENRAIRTH 3.
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