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Misfolded protein & JH,
— 5 VR 7 BRB DR L 1B
o Foa

& VR 7 BTN T ORSBE Y RIET B oo,
RYRXTF FHEOP D Il BRE2BNIE L fThh TE
LWCEKREBEY LD ENUWATHD. L LiehbL
ORI, Bo T kT hi £ v -2 2 E (misfold-
ed protein) °EEEIK (aggregate) D HEL A 7 < BHE o RIE
ZIXHATWA. b D misfolded protein LR D
HBBIR LI BERREBI B AME IR TS, 20
% IR EMRBCYEINDD, ~vF v VER
W = F VY VIR - R HEEERISREELE - 7Y
AR TNV~ = —K « BREBRIEE « o-1-7 v
MY Y VIR ERETORD. T b OISR mis-
folded protein D EH LR EICE] L TKERK D 5 H 5
THb, &V 7BEOEEENEEND D VLB
CHSDIREBORRIT I » TWBDDE 5 b &\ 5 B
L I¥D. B h D ORKO R CEK DR oh 5
DIk, vV F Vb VEBRCHIRBERRRER 1 hFE
AR ARE I AFRERACH S CAG ) ¥~ DR
IRRERBRETHEY 7L E I VIFTHAH. ) —BI
CEEETIIS7Y) ¥ — N ETTH LA, BEETIIH0
) E— b RBLTED, ) E— ARG SR RE
LEELTADTHSL. ChbLDOEY ZAr 3 Vs s
DBEMRIT, BEPLVVIIN T VAL 2=, 7B OH
AR OMIBECERCER S h, 53 %
DOFBRDL IR T OB MREMIE AR &R T L%
bR TWa., ThbDEY 7z 3 Va2 iE L
LTy — MVEGER L OVNBLL, BEX v 27 ER4E
BN MRRACIE - BET 5O TH .Y Mtk
LT, ThbDO@BEANTrT 7 —EOIERZZTICS
WHEE R L D EER - BRBCAERY RS, HDVIh
DEVATEPES L TR IWEARY @ Uiz
BES 5| X2 2 7 (gain of function), ¥ 721X Z DR &&
B L > T—HBHBNIIWNFD Z v A7 EOEY %
5 (loss of function) 7 & DMEF23E 2 T\ 5. invitro
CRTHERICTRY Z1 5 3 VRS x v I BD
HOBERT, MREACAEDNLEER L DB/
XL, oA R v A2 BHRBER LTV LT
ha. BEECROOE) IV g 3 vEREL R VY
B, HHEDE v~ BRI &AL TKE LB EAY
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—75, ZH 5D misfolded protein BIBIHFICH LT, ¥
BHHE LIS OERNL I TS, £OHFD
OPMEZh L DBEEBAIF L LS ET530T
BbH., TEIANAT=F{HDT » b ETILLBNT LY —
T U= —DEER, MR THT I vA FEE A
HLEDI N TFVRIALE IF—EA Ve EX— D
Sl TR RS\ TOAY 742 3 vEEDREMR
a2 MR MG L L oBER D 5.9 ¥ 1oy
Freiny By 278/ Hsp) LLBZ
VR BREROHEACOWTHRRLN TS, Th
BD & vy BREGBIC AT~ v <7 v OBIEA
HY, B ZhbORREMHIC—3 LT H2, Hsp70,
Hsp90 7o EDF > v v VIVEEE LT\ 5B Z &R
INTW5. Ff Cummings HIC X 5 & HAj2 HEEEM
JACHMREBEIEH L, KV I VEOBRERTR Y
M MRFEAME Lc v 5 9T v e e VIZAR
TN RY T F VO ) e LS G5O, & v -8
7 BOMERER, BEERTFOHFHELE, b TRH
T HERARsRE D HIBNC B4 o T\ B 208, BRI 7Y 4
VEERTFOWERAHE LT Y + v RRRERDTEL - 1k
AL D > v X v v Hspl0dp 2SO E % F7c L
T\ 7.9 HsplOdp i3 & v~ 7 BEOVAREE R R XI1Z O
Lich, REISBREDT-> TS, Zhbop+v
e VvREELT, BEAY 2 e T H T LA
PrEIhTws.

LLINBDR VAR IERERDOARMLS? “misfolded
protein DRE « B~ LE 2 B bIX, ThRRdt
WL AN = XA X ) ffZEY - fifasErk s 5 L&
2 bhb. Licd - T misfolded protein DEE « A&
DEERERLBERIE D X 51 LTHIISEE X B L Oh % ff
BHTEhE, ZhbDOEEOTFE - BEC OB ADT
TEEZD.
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