IR T AT E R A F R BB (AR BEBORITTE )

PMUE . T A RO — A T R L YT BB T D AT

- HEBRICE TS T U ROEFRERS

PR AR PN A

Sy
B
A - O
ooyt . BT Mt UMK
Kl NH : K Ly EREREAEREE
BRI A A ERERKEAREE Y
FRES
UM+ 1T - HRREE TR S S 7= 7 ) A i

2019 4-2021 FFITHRE LTz,

5 23 B, BEEl 9 B,
B, 1 ZIZHESEE] 12 i,

f& I L DIEFNZ DWW TSR 21TV,
WA ROMILEBITKERAEZIT o 72, 7 U A 9REWE] 103 FlIZ DN TH —_A T R
FEESTHREZITTo -, 37 Y7Lk - a7 (CID) JHEITFEER 2 i, |
BAEMET Y A IR I OV T BN CID17 6 (V180T 4 HpksEf 1
M232R 2 BAFIEHEFER] 3 1,
Gerstmann-Straussler-Scheinker /%5 (GSS) 9 %] (P102L I ITHEeFEW 9 Hl) T

EVEFIZONWTH =S T U A EIT
Z OO R DOFEFN D

EYEY eSS

octapeptide repeat insertion |TILHERE

IREDN

Holz, 36HNIT ) A IFITEER & Sh, THITRE o7,
AHERBEW

U = 1 E - WXz 5 7Y Ao

e IR T A, BT S,

B. AR AiE

2019 4 9 A ~2021 A 4 AIZIWN - (him -
MEFEOT U A URWEE E L TH— 1T
VARG BAT o T2 JER 2 PRI FE DOZWHT O
THEH L=, @R OIEFIZ OV CTIXEM A
ATV, ZOMO R OIEFNZ OV TIES RO
LUEBIKBERELZIT o 72,

(REEm~DERE)

AT BT > TE, BERNE L ITFBEHF
FORBECHREEZELTLH L W EE, £12
EADBFFECTE /2L 5, [EA ClAEZEAZFLEH
L7z,

C. ARFER

TV F R E DN —_A T AP EEAT
WA L7ERNIE 103 il Th - 7=,

M7 oY7L b« Y7 (CID) ¥
ISHETEE 2 1], 1ZIERETEE] 23 B, VB 9 3]
7 34 T, MD%4W e B 10 f, P IR
1§, Rl 3 i, REAUR 3 f5i], K430 1 4,

BRI 5 H], FEVREIR 5 fl, M 2 I CThH o
7o

BT U A PRI oW Tt st CID17
Bl (V1801 28 Sffe 2 1 i), 1%
M232R £ 2 F 1 EEFEH 3 5], octapeptide
repeat insertion |FITMEFERF 1 F) TILAR 2

EHEFEB) 12 5,
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Bl tE b 4 1], REAUR 16, Koy 4 6, =
IR 3 ), FEVLEUR 141, IR 2 Bl Cch o7,
GSS9 ] (P102L 28 ST 545 9 ) Tt
ML 5 ), AR 3 4], BEIRER 1B TH-T-,
36 BTV A IRITEEN & &, 7 BT
o,
HEFTIHEM/DMHEME, TADA, KR
$MWXHW—ﬁ@%V\;F&Hzﬂ%K I
EVERZ,. R b RU 7, &L EMEA
EKIE, T A ~—, AL E—/
RBIERAE, 2 DR ETh o7z,

D. &R

2019 4 9 A5 2021 4E 4 Ao JuM - i -
M7 0y 7 OEF TITY—_A T RIERIE
3 103 filth, 60 B3V A 9 &Ik S U
M CIJD OENEN 56.7% (34 #]) . Eintt
CJD28.3% (17 #). GSS 2% 15.0% (9 fil) T
Hot-, BEMETY AR O¥ELL BN V180T
2R 53.6% (15 641). 35.7% (10 f5) 2% P102L
EH GSS ThoT-,

B CID 128 T octapeptide repeat 4 [H]
@%Aﬁﬁmﬁﬁfbtomﬁm LR A RE

& L SERAESE IR THAE L. m@Mﬁ&_L
ﬁbtoﬁﬁhml TIIZEME OEITIZRD D
HLOD, FECBEROIEHRRE S (DWI)
TOEAGFIX o T2, I U3 JE M R 3
@ (PSD) 1338, BEKATH b 14-3-3, #&
&? RT-QUIC WTh b BT no72 Y,

s RBAEFT RO T T ) A IR OB
I%T%D\Lb%&ﬁ®igﬁﬂrﬁéﬂko



TREEBI T, BRARERITRZ W AR 2 i 7 S 77,

GHE MRI DWI TREOERE S 2 L. Mg T
X PSD #3RD7RW, S U A X R EET
A TlEL Codon 129 MAF A=/ AF A=
Th 53N CID-MM2c 23540 A 5ERI 2N &
File, T F VRO AREEREWEEZZ LI
D05, 2 Wr O E T ELE YR B O BRI BLEE D3
BIRDHEEZE BN,

1) HEREER, MRS , SLEAR T, WA, &
H EA, &g 7Y o EAERFOA4 7 &
NXTF R E— M4 EFFAZRDTZERES 2
AV TV kX aTEO 1L RS
61: 314-318, 2021

E. #5iR

JUM - a - WRRHLIXAC T B 7Y A IR D
P T RRIERE LT, A% bk
WZHREEIT O,

F. BEEIRIEER
L

G ARRE
1. SR
L

2.325HE
L

H. I Bt EE D HFE - &R
1. B¥ErmeE
L

2. ERHEREH
L

3. Dt
L
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