MEEMKICHRIZHMEERVEEESBFICOVT] O—HRE () ICHTLIERFROBRIZONT

FM8EI A3 H
BEFHEE
fEER - £EFERBAXRR

MEEHRICROIZCHMBLERVEEESEFICONT] O—FHHE (F) 22T, fM7F11 A28 (k) hoRF
128258 (K) FTHERZEEL-EIA, SH4HDOEERZWVZEE L,
dbﬁﬁl,\ttl,\t{ﬁﬂhﬁd)%ac‘:%hl WNFHEAAICONT, ARICEIYDEL, UTOEEYRYFLEDHFELED
BRWVELET,

‘%"I‘%G){ﬁﬂ’rmjﬂ‘ REALBLETFRE LI, SREVEEFTBHITROMEICEB AN LEEFT LI, £B5LIBMED
BLEFES,

No. EIIHTLHERNDEER HERICHT IEEFTBEDERA
BRI ANF—OPOREREEEMEIANF—DC B2 BREEMEIANF—IIBFI2ECS2MWRBIEL &
EEREICDODEELT L T. LOC642361/NUTM2B-AS1 #iEEC9 A AM CiL&E %
- L0C642361/NUTM2B-AST X2 L RFBICFHEN S FET S BEWN-LET,
DT, ANSGNTIELMATL & 5h, - THAERTHIREMZEIE (fibrillation potential 4>
1 SIRIEMP ABOHLNBZELADHD) 1| — TFHEEE
COEEDOD<SSEZRE>ICtypoBNHYET, MoIZD |1t (F=f=L. fibrillation potential *>E#&HE MUP HE2
MEMNES&LITY, HoNdIENHD, ) | MEEWZLFET,
REMEZ{E (fibrillation potential X>=#R1IE MUP HVEE
OB ENHD)




=>fEMEZIE (fibrillation potential & HRIE MUP) A
BEHONBIENH D,

EEHRIBRIZHBERVEEENFEZFICOLT] O
—EIE () ICEATHER] REMRY VIEEBERIKEER
BHOBKEKICIIRSHENEEND, FREDEEN
[REHDWIIFEEN 2 BILLLOIKEE] LEHMNBATE SN
= &I > TIBERE QR LEHKT HME) M D 2E
ULOREL#RIBEESINSZLICH Tz, COHREICH
LTR®9 %,
RENKEIZED>TOLWARUNTHEZEIFEET S
LOTEHGELD, thOBBEFEELEDHFENLSICAE
SFREELCELGSKRBLTHALCHICEL S, #RELT
SEHLLBVEVLSDOINEHTH S,

AXRDOEBERE. FTHECHEEIL1.1% 5.00THY. HE
ST &Y, ER3 B4 FA(HER 68 FHEMIDIHE
E)DNHRIEESINDZLIZHDS, BRROBEEH (FHxE
EERZIHREIIREESR) 636 AZENHBZLIEENH
RIEEZHFLEL. EREGNEILL. ERENEET S
LLBRIT D, TOHEELHRE LTS IHL AL,
VFIEREE LTTBEREEZXIET AL 0D AETR
WEEZ S,

HEERHYMNES TSVET, HAMKEBRARER
DHRMTORARRZEETZ . ARERGFI—BERY T
IF. SERLHARMICTREAZER T L EEFT,




1. WEBEFMDRKRAZEIZDONT
F9. WEITDOWVT, NTaAEEITBHIhTWLWEEH
TlE, EXDIDELBRLTEIAHESATLNSDMH
b#Uﬁ6< LKEREZEETHLEVSHATIE, EE
[CMELLGYETODT, SERNTIAZEDEIZIX., RIE
BATICDOVWTHRFRROTHR. ARTOLRGE, RER
N—BETHETELIHRALIDIXRE RN &L
7ZLET,
2. REBREOEEHARSEICOT
RIZ, SEIDO &S GIEEHKICET 2BEORTEBEIEIZHE
LTTIA. CHELIEEICEZMBERANCERT H5HDT
HHALEREILTESLDOND., REDBEICEERADS
B (RFE) bBRELTW=EERL BENWV:LET, Ch
X, BIRZHALTIELWEWS &S5 B—AMLBEL (G
ZB5HDEHLDTIEHLGEL., ARMEEFEDREBELZE
EFHARLIBEL T LERZRLTWS I ENDTT,
HEHZERCLHEBHEIIOHBYFET, OEDHDOERIE.
ERICEESAICEEHROEREMR G EICDOVTERHA
9 HREEHSDIE, EICY—I v ILT—h—SARKE
[ZHEEZNEFLEFIMN, SEHBLW=-TIE. ThTh
DHBFEDFHELWVEEFTHEHEZTLHIILEFHLL, DT
&thﬁ%ﬁ%&tomtwﬂﬁif%U7»94Af
/BHILED, BEUOLEREHRORTHBATSIZEFH# LD
bf?o%%lﬁﬁﬁmlﬁmf RCHEEL., FIERED

LIZDOEFELT, HEWMZHER. SBRNTaAZEE
Y HRRICE, HEEBRMADIMY LT <LEEELS. B
BMEIXRLEOLDERNWET,

FOMHAELEDRIZDONTIE, HERELTEY.
BOSELIETWVEEET,

3




BIRFMB LT, BESAICHEICHEZIEZ. NI
FMATHZENTEET,

2 DOHDNEBAIL, FIEDREIZH->T., FTHEAEZZE
AICHERTESHTT, HlZIE. §EO REEFMEH
12131 OTIR=DICERBESNTHEYFT NXBHEHE
RUEEESEOELICEIT52BESEIE | D3, 3. &
H. EKOEENLEOEEENBEEFT—EULEIZESEL
BWETHIN., BELCERTRRI A LEIBELGLD
[ZDO\TIE,. EREMBOXRET D, | OFEMICDOEF
LT, BETERZHMGEIDIENBELZED] £V
DREERBIZMZIETONNEIFHETT, 2bblE, FIRIE
BEORAUL, FEOFALUL, T EHIERLEZRREIC
RLTUW=EZEEL, 250 o2&t BEIZKHSDTE
AICHEER T S EMalBEE B Y E T,
ZLT3DHNERELT, HARMFERMIZ 3 FHAT
HY. MENEDHSZE. ZLTEDORFRIZE >THEM
DA, ARG ENEDLSAREREDLHY. 5o
FIESREICEVLWTELEFHARKIZEDLY D50 EWNS T EMN
ZEfonFzd, BEESEHIBEOLNIESTTHN, HEED
MRICEKH>TEAAILELGD-O. BRIZK > TEELR
L—=X2ENELEH>TLES K3 BFENRLET L,
EEADEXELLGY. TEFEHYFLEA, 250012
REBOALE LT, HEMOEERF#HETSL 54511
HAEY (REMGEEENSNATWED., EOHDLEES

4




ENTHhNTWED, ZRETLHLGE) dEBERLEKLT
BPYUFET, BEFEDSEIL. FIEDEEEEEHDH &
[ZHDEMNYFETDT, SERELOVOFIRAETICTHRE LT
FTELS5EBORLEITET,

3. FECHMIZHIBEEADXGIZTDNT
ZLT.REEGYFETH. HLDLSHEEE. IRE (FF
k. BAR. EHME. ) U/NE) ZREAELTEY. £5IC
BARED-O, RET LMEUCERGEICL>THERK
NIEEICBIKITEYFET, BEHRE LTIV EDDESE
Z. SHICEHUNBEESIN TSI ENZWRIRTIEHY
FIH. ERICIE, BE#HRESNGVEE BIZEFEA
DEEBIZEWVWTIE TEXR] ICIEXHE =SB OHIEREICH#ET
SR, BEEESBICEVWVTHRICIEETEESLGELAA
BEORFICEVWTHEZEATULSES) AZN2Ld
WETHY. S5V HIEOERICHELIEF~DTEH
RELLEOTHBYVET, HZLDEERIHDSZ &, BIRKIC
IRANH D EEFERPERMODLETTA, BEZHRINT
BYFEFIEEEBEDOME. 0TC BLEOMBEZFILSO.
BRAGERICETIZEELBREFZALGNL., BF - BESE -
TEAHE L. FRAUETEAMOSWGIERGTEHD
LEHBFELTBYET,

LE, &ALKBRLEBELLEITFET,

IEEHK 30 BRI A/NF—OZEREEIZTONT

LRBEEROREHIL. BAKEBRAREROHRE
DIRFABRZEZEFEZ, BEDEFHAMRICERL LTHE




BUBIANF—ICEENSEEL LT, 3) REEEREN
2 4+ /8F— (Oculopharyngodistal myopathy) A Eid&E &
NTWSH, TOEHEARE., MEMICERTHGMNIZRY
NH5-6. KIBLEHEIHNDELBRHLN D, HFICHEERA
HAKREDER ICODWTE<{ MO TELT. KEX
RN BHDEEHLISDE AL, RO-ZWHEEICKY,
BENRITIFRELTEHITES-0, KELHRETHADLELE
Z%

ARMHEE R IR = A/ F— (Oculopharyngodistal
myopathy) [&. Satoyoshi (& >T. 1977 &Iz
Archives of Neurology EMiRX L TIRIEBSN-HKEMR
TH 1. ZOHRXDEMNT, Satoyoshi & [LERIEEEE L
BIANF—IZDOWT, RETE, NEEMHMAE. WEBREA
HOMmAMET 2SI ECUEMEETHIN. FHAETLU
NOMBEZRTREST. HLUNOBRICILEENREOH N
BWMIRGEHEETHIEEERLTLS,

BHAIAH D WDIEIREARICITREBZMNLEEILZRD
9. HUSNDEREZERST. HLUNDIERFICHREZMAR
NEONGVEDOMNRFEERME I A /NF—EWLSEET
HY. TZORIPHBREECA FAT—HDLMEI +O
RYTREALHICELGLIRATHD] . LRXDEHERIC
AV RBEELUTable 2 ELTHOHTIRRLTEY . BRIAE
BERMB I ANF—OEEMSODRBZ LT RRRA. WX

AHIZZETHY ., TRZEMICHLGHAGERY] » TX
ERRME) BAHHEDTHERBITHE-SELEDRERIC
EYFLT,

6




LTHEELGE> TS, COFHUNDIERICIIETNED
BNENRFEFRL T, RWERAGE S A /XF—
(Oculopharyngodistal myopathy) & UL\SEEBESAHIL
LEWhIF T, BHLUNDIESRIZXESAED S Ui
BHERBICE SNEFALFEELTEY . o DEFM
RHAEERME S ANF—ThHd. LEEMSEEELI-R
XH 1 THRESNTWEDITTHS,

LAL. $EIDLEIHNSHLTHSH) 3) RIEE R
2 4 /8F— (Oculopharyngodistal myopathy) DE2HTE #E
THRREN TS, REETE, NIEHFHE. BTES. &
MFHOHAET. HERTOZIY =i, p62 GIEEE
. INELEEHEIZOVWTIE, WIThBLEBEEEOL VR
RIEMNY T, thO#BMEETLRDOONLAHEEDH D
FMRTHY. thDEEBEDEE %R > TRAEEZEME = 4/
F—ELEZWITAVRIESZKICEATLD,

DL, BHETLUNDOHBEERIEIRES T, HLUNDRE
FICIEIFEENZEO oG NRLGEHERE S VLS RITDOWL
T. AR KU D ERZEH OHhTE<E
BEEINTUWEWLWARELG-THEY., HOMIZAEFELLELEE
hEBEHBHEL, DFY, COZHEETIE, thomiRx
BTHSIZE DD 5T, IREEEME I A/ F—
(Oculopharyngodistal myopathy) & TLESA
HEMEERECRBATWVWDEEDL IS % AT, Satoyoshi 5

7




NDEE LEREERME I ANF—OEEBSEZHLMNIC
AN—LTWEWABELGE - TS,
BFIZHBZARARE 2-5 TlE., 25 OREEER R
SANF—TRHoh D, RETE, BRTESE. ZHAHD
METEWVWSTEEEET HEHDODREN TSN TS
L0, HRBAHAKK T, FREBLNIZE L ZAH
AERNHEB L., KINBERE. REAEESL L. #ER
DRBRENHET HEE T, HLSOEFICIIEZTHNER
HoNEHRT, HoMNIRFEERME I A /NF—LIEIEL
LHEETHD=H. BANKEBELTHITILENH D,
ST, B0 3) RFEEREMME I 4 /8F—
(Oculopharyngodistal myopathy) MDElrE# C.EIxF
HI¥ZE  TIX. LRP12, GIPC1. NOTCH2NLC. RILPL1 @U»
INMNTS FEEFNRFEEIZCGE ) E— MEENA LN D
ELTWAA, RFEERME I A /N\F—ELBRZHINT
W =4EHI T, LRP126 45 % LM NOTCH2NLC7 T CGG ') E— +
NMER LT =ETBHRETIE, BASHICHARBLUN DE
BTEAHAKLZESHNTZY ., BEEWRI BB TEEMR
NEHLoNFZY . REHECERE CREMEESTMNIERHE
ShTWY e, PoMTHUNDIESRICIZEZNED 5
N5, BHEEME I ANF—DEEMSICREKE S
DIEWMERITHE I EEZEZ DN D, BBERENHNETLUIND
FHRAERIITR IS, HLUNOEIRICITESENERDH SN
MPRLTHEREVOIREREL LT, Ro CRFEREME

8




SANF—ELDEREZHET LOR— FIHAANLGNT
W=fEHI T, LRP12 %% LME NOTCH2NLC D 1) E— MMEEM
BHontzfz, BXLETHRESNZIDEEZ OGNS,
NSDEFDEL 312, BASHICHUNDIEEFICEENE
HLNDEFMIZDONTIE, HERAFAKRE LTHRS S
EHREMICEYSTHDEEZOND, F-. GIPCT U E
— MBEREFITIH, K—F VY XLEZBD-ETHHE
8. RILPL1 ) E— MEREHITIX, 25 DREFHHERIL
ThhTVWELWEDD., BREVEHRMEITEERLTEY.
REHBRESTOFEENEHLN S LIZ, 50 FEEFD MMSE
25/30 L B REHEEIETOFEEZRHLESIHRELHD 9.

tEEoMERZ®ET LT,

1. BAETUNOHEEREREIGEOLRA

2. BUNDIERICITRENZEDH oG VE

3. MEZNHFARREEZENT SR
FRIEEEEME S A /NF—OZEEICHARALRETH
5LERHND,

EJ =N

4 . LRP12 % A LME NOTCH2NLC D 1) E— MMERIZDUNT

(E. FALUNDERICIIEENRHONDZ ENALHILED
TEEGFLHMOERENSEINT RETHSD, GIPCI E&LU
RILPLT 22U\ T 4. BAETLUNDOHREREZ RT RS

9




A, BRICKDEFBRFEDHELRLENO, BRiF
RTIEFH N D2 (Z (FEFAERH o GE Wik E
THHIEDHEITIER#ETH S,

#EEREIZ, TLRP12, GIPG1, NOTCH2NLC. RILPL1 @LVg
nMTH FERHERMEEICCEG ) E— MERAADND] &
WoIER X, RERTIHRBEEEME I A /N\F—DKRE
BEDHEEICINELIRETH D &V RFMIRMICZ L
W&, HIRIREELEEZ D,

Satoyoshi bDERZEZSEINIL., REDRREERMME =
TNRF—OPHBEEICHELHLIZELPAGHATHY.,
NEDOZHELDFIETOLRIZDOWNT, ENEISRER
FHRMLREVHABTTHDIEEZ D,

XEREDEDN, SHOSENERZRICHRGVMIERZWMVZEF L.

10



