309 HEATHIAIO—IXXTADA

1. =

27TV ER LRIV (Unverricht-Lundborg % : ULD) . 57454 (Lafora f5) R U R IE R AZY
FHEMIAI7O—X X TAD A (benign adult familial myoclonus epilepsy : BAFME) (&, TSI A/O—X X
TAD A (progressive myoclonus epilepsy:PME) 2L, #8289 %, PME (. OFEEEEILLTD
SAIVA—XR  QTANARELLTOIA VO —RERVEMAABER KR, Q/NMNAEK . DRENH
REEEZABELTEMTMEDRIBEZE T S ECHERBHOMBMTHY . BRBEFRZLRERILMAEEE
1 E DEF/NKNEMSE . MELAS 2 MERRF %2E DIV R 7R, @R EOARYRIRFUIELRE DTA
Y —LRHEELED ., LAL. CETRHO/MNEALSBERICREL TR ABLERBARLS R PME
DFRERBTHAVYITIVIER LU RRILI R, 5745, Eo12. RERMARRERIAF /0—XX
TADMAZERD,

RERARRBEMIAVO—XATANAIE BATENETHIAVO—XXATADNAT., BALIE
[CHEEL T, BERIEEETHODRRICETTHH., SEELYFITERNELT L, FIEOHFEND
TREIDZMNERINTL A, REOHAEINSIEETHE T, SBLLVFITERNBIELEELEE
B4k (Activities of Daily Living: ADL) DME T 3 A2 EMBALMIZE-TLYS,

2. RE

DT ERIILURRILI R, S4BT EEBREHEREZEL. BERARREEHIAIO0—
XATADAETEREEOBVERBRERELREET S, BB IRERORBEFHROEFILLEFR
E£EEINTWND, 97TV ER LURRILTREIE 219 ITHEET DV RAEFY B(CSTB)DEEFEE
(EPMDIZEBEDHKREBMTHD, 774FIE. # 0% DEET EPMZA(Z N &L laforin) &
EPMZ2B(B N B & malin) DEENRHINLD . FIDREEGEFOHFEDHEESN TS, RIERK
ABREEIAIVO—XRATADATIE. RRADEHMBIT CSHFLBARBMICEEZROLN. REE
BFIEFBATHS,

3. fEK

RAEIL. VTV ER ILURRILTRIT6~15 K. FT74TE(E7~18 mtE. TLTRMRAR KK
MIAIO—XRATADMAIE BRALBIZRIET 5. Vo I7TILIER ILURRILIRESTAZRIEHTRD
ABITIA ETHEN DHBITRB Y NITBEICENEEHBELGL, LAL, BICSEFIAI/R=—TA
M A (uvenile myoclonic epilepsy : JME) 75 & EDE R NREBMTIGZENH D, SAIVO—XANELLTHE.
EEOHK. BEBELIEH#ICLES, — A, BEBRARREEIA VO —XXRTANAIETOTEEES L
LTOREHRSAIO—XX, QTAMARELLTOSA VO —RES LU LA ERARED 2
FHT. SEREBEETHOBRRITETT 0, BREGYRICERNELT S,
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4.

5.

AEE

BRI DIRAEEISES TADARKEPLIAI/A—XRITHTHEBIATANAEILTOE,
98+ E/IRL T/INLVER—IL YV ZHIRGE) REFVO—XRFE(EFEFL) ICEEAERENE
L15%, DT IIER WU RRIVTRES TR TIE T =M U IE/IMNEER ZF BALSE . FIZDU DT
IWER ILURRIVI IR CIEMERICIFERFREBILSEEZEVSARDOBENH D LD D FEEHKIE
DEERFICIEAMHOA—FHMICERT5E84LH5, LOLREMGFERTHESNGL, £-3%E
EBIT. AN EEVIFFICSA IO —REEBILSEDILEVSHELH D, RiE. ESEILERILT=
SEALRIZEBTALAFSEALNEEIF/O0—XRDMF RN NI EMNRIA TS,

Pk
ETORERER THHM, B, HUITILYER LU RR LT RO —BIGE AL RAE 4
AREOUEILY, RERRTFEEET SIEAEHENT, STHIRIL, METELEYLRS,

RIERMABFIRIESFIO—X R TANA TIE, REESH /A —X 265 SREFHTILFA— LA

B — R HERUEBLIE T, (BRI AR LR A BT B,

O EHHEIHELSIHE

1.

BEHY
#93,000 A
FHIRDHIE
TR IIIER LR RV ROEGFERIETAVY —LBEEREDELEZELLHEHRANT
W5, 74 TIE. Ja—7 U EBOREEELNEEL. EEGT )-SR IILadonE
L. MERNICHARERRT 5O TIEGELMNEHERIIN TS, )
MBRMIAERAE
KEEL (TADAREDLIFIO—RRIZHT EERENTELD,)
RHDEE
LB (ETETHD.)
HY ARV TERLER TRBINI-DMELE)
BEREESEE
MEMCERLFEETRESN-EEESHICEOE, BAEBRELFIRZEEZ(CEIT5IG40 TA
MU IDEEERHERS RUVEEEREIIBRICET2EEXERDICH THMFEMEIR -geHE
EZEFHEIZAVT. UTOVWT AR E T IBEERNRET D,

(G40 TADAIDEEEFR | seHEEFTE
1HRI2E 1~52T
24RFEE 3~5M#H
SIRIEE 4~5NH
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[ DEANTAD ADLS RRHEIC S BB E MU
UHAEREL SEFRE RAXZEFHER AN A BHEHLBLWE K HHBX
WEKRE EIRRRE BETANL  BEERLS— KE #LES

BARNERRZER, BRNRHEFER
LRARELE ORMEAZARRBEFREHRN WEZ-HEBLEMELIT S7HR MRS
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<HEITHIAIVO—XXATADADZEEE>

1)U 7z)L)ER ILURRILT RO MR
Definite, Probable Zxf&R &9 5,

A. fEIR

SAUO—XRX TADARETRIET 5, £<1E6~16 &%
ERAERLSHEGERZET 5.

FAEMER (/DMK IFAER , FREBEEEEEFAHIRT 5,

RABEEEZF IBETHILELEZ VN BEMICELEHIVIEEETETRBET S,

P wn =

B. FEMEER
1. 3F90—XR (&, & EEXPEKICLEERAIFEIC, REIERVIERAEICESS,
2. BEMIAIO-XALSHZ, RIFFEEELH L (BERIBOCRAN ZAER) . RFFEFITEELOTL,
3. IAVO—XADBENS L THICERBERAREIZRITTEHEDHS,

C. REFR

1. R EREBOBEERRKE. ERMRFR. SR, LEBEZERD D,

2 RERGFESAIVO—XXDOFR (KRB EEF E I (somatosensory evoked potential : SEP) D B EAK
BRASDEKXKIE(BEX SEP)., CREt. Or—o0OvIF7RL—I2% (jerk-locked averaging: JLA) iETHAT
RERD D,

3. BEEB MRI: 5. BN, /NXND EHEELEEXINEEEZRD D,

D. #RIZE
FOMDOETHIAIO—IRTANAEZETDERE. L/ VIR - HAM—EREE

E. BIzFHNRE
EPM1(CSTB) DEE

<gMohTI—>
Definite: AD4IEEH+BND1IEBLE+CHI+CHI~20WWF b EiEi=L. ExZFE-TLLD
Probable: AQ4AIEH +BND1EBLULE+CHI+CHDI~20 VT hhEFEl-L. DOERIT REEEELZRS
L=2m
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2)S74TIRDEIESE
Definite., Probable Zxf& &9 5,

A. fEIR

CEFAOO0—XR TADAFRETRIET 5. Z<IEX7~18 %
. BEEREHEGHRAEET D,

C BERERIT/PMNEIRIER . RABREEENHTT S,
 BEIIRETERLEYELS,

I O B S R

B. E{EAEK
1. I[N SEEMERE ROTEMEERVICELERSA/O—XZANHEHT S,
2. SAUO—XRIE RIFFEHRMELH D G- BRIBORCLRETE) , BHEFITHERLOTL,
3. AV —XRDBERNF LT, FICLBERAKREICEBITIOHIEN H D,

C. REFR

1. K EREBOMRKILE. ERMERER. SRK. LEBBEEZED5,

2 RERGFESAIVA—XXADOFR  (KEREEEF E I (somatosensory evoked potential : SEP) D B EAK
BROPDEXRIE(BEX SEP) . CR&t. Ov—oAvIF7RL—I 2% (jerk—locked averaging: JLA) jETHEST
RERD D,

3. RIE-HBERME:STAT/IMADREITE RUS a2 LT 5BIADEREES YT (periodic acid
-Schiff) RB51%-7I5—EIFHEDEER)

4. TVIWANT7E—E A DET FICRFETHEORBELLIBEICRDIZELNHD,

D. #RIZE
FOMOETHIAIVO—IRATANAEZETDERE. L/ VIR -HAM—EREE

E. BIzFHNRE
#9 90% ) B E T EPM2A(B 1N E 1L laforin) & EPM2B(A 1N & [E malin) DZEENRHEINEM, F3
DEREREGEFOHFELHEEINATILS,

<EWOHhTIV—>

Definite: AD4IEBE +BD1EB LU LE+CHD1~20WFhhEFE-L. COIEIFARIXEEH-TLD
Probable: AM4IEE +BD1IEBHLUE+CHD1~20WZ\TFhhEFH-L. DOERNT REEELXRIILEELD
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) BB ARKERIAIVO—IXATANAVDEMELE
Definite., Probable Zxf& &9 5,

A. FEIR
1. RAURBROSRERICHRE., FCEERMRIBIEHEIER T10 MURBICRET S,
2. BEEOBVWVELBAREBHEEEGEET S,
3. PRAHEEEE TS /MXEERILZEO LN,

B. E{EAEK
1. IRERSA V0 — XX (RERE)  REMIREKICELULI-S A0 —XRE@mLERPIDIZERO S, RiRE
FTHETHIC 60 MATR D ZEHICEIL T D, SAVA=—RELRDH S,
2. ELNBERAKRE BEE1EXREBEOHE, LBBEEZETLHILEH5,

C. REFR
1. BK: EARERFEIR . SR, BB EEET 5. EREBDOEERRIE
2 RERGFESAIVO—XXDOFR (KRB EEF E I (somatosensory evoked potential : SEP) D B EAK
BRI DEXRIE(BEX SEP). CR&t. Ov—oAvIF7RL—I 2% (jerk—locked averaging: JLA) jETHEST
RERD D,
3. MEEER ., HEEERLICBHOAGEREZROLVD, PEFLRICEEDORKERERT

D. #RIZE
FOMDETHEIAIVO—XRATANAEET DERE. L/ VIR HANERE

<EHOHhTIN—>

Definite:A. B.COETHDIEBZHT-L. DOERITREHEEBEZRNLELD
Probable: AD3IEE +BMD1IEBH LU E+COD 2% T-L. DOERI T REZTEEEZRINLIE-ED
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<EBEEESE>
B RERLFIRZEMEICE 5G40 TANAIDEEERHER N RUVEEEREXIBEICEITHE
EXERDITETHEMER B NEE ZHEF M IZANT. U TOVWTADIIERLETIEEERARET S,

(G40 TAMAIDEEFR | ReHEEFTE
THRIEE 1~52T
2HRIEE 3~50DH
3R 4~5DH

FRARREELFIRZMEIZE T4 G40 TADAIDEETERHIER S

TANARIEDRATEHEE =2
N ZORENBIZIEIULHDEE 1HRIEE
4. ODFENBIZT1EL LEHZIEE 2RIRE
N ZORENEIC2E L EHEI5E

4. 0DREMNBICTIRIRFEDIHE SIRIEE
N ZDRENFIZ2ZEKRFEDIGE

[CADAFEEDEAT ]

1 BHEEZFEGVLL., EEEFN KON LHE

A EHZERV., TANRET I, B0 FEE

N BHETOREEHOY. GHTIRME

Z BHETEEL. KRICZECHLEWMTAZRY FE

K- g NEE ZwhETE (2) ge HIEF

OHIEIZHTHTIILUTDILEEET S,

ORBEFEHIVEHESEFICBVTRELRIZIEILIXEE  I5E, NBILREENS,

QREMTIRE (BIZIXARR - FERARTL TS LK EE) THL BIZA LT - NETHRBEFF 11158
ZRELT. ZDGEDEFRNIDEZTOREEHET S,

1 | FRESOCMHESZROELD. REEHES . MNEZTZEOLN. BEEERVASERE

FEBICHES,

OBEULREFER, FLDFZREF. EHEELELVY., BlECRE. EUEARR., FiLD
RERFO/EAS . HEHFHRECQOLMBROFA ., BIKROIREH DN I LM REE
BADSMGEENBREMICHED, HAHNLELIH KD,

OFMEZTER/HELEVALRLIICAELEFRUVHSETEE S ENH RS,

2 | FEREE. MNESZED. ABEAEXFHELEFIT—EDOFIREZT5,

OMJICEBDENBRHHAIVEEETREELS. —BIIEELELTIEELDHD.
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OBIZIE. — A THHTESN  BRGEANANIDDIKAENELEHERICSHUNRETH S,

OTAT 7 PMFMEIIFEERLGLEITSMIHLD. HHWIREMEBDHLEXRANT. E
ARNICES—MBAFZEL TS ELEFEND, BENLGREEILGT CEFTHELSA, RRP
FIEAELLI=YTHERBNELDHENH D FRREFERBEN DL HAKRITZ LG
W BIECHYNE TRV, BRAGTEC. HREFOPRTRENETICHELGNIEAD
B, THDTURFIZFFEMDANIZELEDIIENTED, BBEDACLATIHERD BRLE
EAEEEIKV, EREEEEHTRERS #2EFORTREYZITHZLOTLEIZLIF

DIFLY,

FRHES., MMESERO. BEEEXIIHSEFICELVFIREZTTHY., BICHLTXE

EELET D,

OMICRHBBEDENBHT KL, XIBFEVLELTIHENZL,

OBIZIE., FERFONLGLTHELAETEDLDD . AL AW DIK RN EL GO T
HIENREETH AL, ERMEAZFICTREDBEBILIN-NEIETES, £, TAT 70T
MRKIBEFELGLECBMT HENTED, REENTVARIKHAETIREDREELT O
[C.MELREDKBELELELT D, FERBFNERNA DBEYIITTEGL HEMER AR
RIFZLLAEIETHY FEEETII LV, BROGITHICHENHL, BEETFDOHTOREN
WU TERNZEDH D, TTEIDTURIMED ANERRzD>TLESIZENH D, AFLRAHKELY
CEROBBROEBILEELOTL, EREENTELWMGEN DD, HESEFDOFTENHIC
BSHMTEIZESTLESZEL DS,

FRBHES. MMEEERO. BEEEXIIHESERICELVFIREZZTTHY . ERXIBEEET

%

OMJIZEEDEIFERIENGTNILH KL,

OFIZIE. BLLWALDZREZLBIEZHEUNETHS. BREMENEL(ZLL, BRMEHREN
DIKEEABRDLTEY THoRYAHABETHoVT S, BEEFIZEVTITEIOTURA M
DADR—REREAI=>TLES EHGHEZ T MKOBROBILLEZELLOT L, EHKE
BIE#THS. BEEFODTEDIGZITHESHWTEEL>TLEVNDSETH S,

RHEE. MEFTZRO. FORYDEKFEAEHEL,

OMICEBDILEZENHO>THIFEAEHELLY,

OARE AFTHEERFEEICEVTIEL. BRA-ERNEQOLEFICERIEEZLELT 5. AEBEIC
BLWTIE, EEEEEADHHLBERNICTES . FERVDRETHS. RELEFITEWNT
HEYGEREERELEY. RARTGENRECLHLDFRRFLERMICIITAT . BHF
XEFEEDELET D,

WAL TE K OVEE S O TR IS B 1 % BB 9
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- ROV D EERIER, AT REICE LT, BREE R BOBUEDN WG A T, W
NOFEO L DOEHANTHZE LI 2R\ (72720, Sk oi 2~ iRIERE Th - T,
RARER L DIZIR D, ),

. TRIRBEARIC BT D EIEE S BIC OV TIE, MU REFHERO N CIREMTOIL TV HIRETH
ST, HIL 62 HE TR EWVIREAEM>HET2 2L L35,

L7k, EROREN FRROBEEE SIS T EM BICRY LARWETH L0, mEEeER 29
5 ERRERLDIZOWTIL, EREMRONSRET D,
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