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NI MAMETHED 1 HOTHY, ZL DX RTEITHAT 52 & T, ZTOIER Itk
RBEREDHMERFIZ B - TV %, Efp/RZ I3/ Mafk 2 kL 2 5% (unfolded protein response: UPR)
ZIEMA AT 5 2 & UPR 2SEEME R PEHERHICB D > TV D Z LRI SN TV D28, #ifpa K
ZAIRREITHT L CHIIRS ED X D ITIRET D200, /MafRA ~ L A MR &0 X
DS TV D MNIIRTEARHRENR L RSN TV D,

228 LIE  (Amyotrophic lateral sclerosis: ALS) (., JE@EifR N RAICR SN D
WEFEME DRI Th 5, FHEME ALS IR b S AL O DR RE/S 1 & LT Cu, Zn
superoxide dismutase (SOD1) 23%1 541 CH Y, 100 FEALL EDZE A SOD1 28 Z v TITHE
ENTW5, FTexlInE TICERA SOD1 23/MakB# /> fi# (ER-associated degradation:
ERAD) A KD EE /M RLR 1T 5 Derlin-1 & FRRMITHES L. TOMRELZIAET L2 L
T/MEEA b VAT LI R OMIa st 2 T2 Z L 2H 6N LTS, SHITkK
I, Derlin-1 & OFEG D72 < & b 124 FfHO ALS B#ZE BRI SODL IZ @ T 2 Bl TH U |
A SOD1 @ N R¥fEikiZ Derlin-1 & Of5A5E (Derlin-1 binding region: DBR) A3ME(ET
52 EEMBMNT LT, £ LT EAR SODL & Mg HLAKIRREIZ 351 T DBR Z #&H L Derlin-1
EREBTHZ EMyhoT,

AMFFETIX, ML > SODL #EZA b 2 HiliH 3~ 5K+ & L CHshZFREL., S HIZHERR
ZRFIZF 1T % SOD1-Derlin-1 # & DA EFR O 2 His LT,

AWFFEC LD . LITOMANGLNTZ,

1. MmiFEF O SOD1 & Derlin-1 OfEA ZET 5,

HEN R ZIRFIZ SOD1 & Derlin-1 23675,

g DOFEREN SOD1 OREEZE L Z Jl &k 237,

HiEH R ZKED SOD1-Derlin-1 S 13/NMak A F L A2 EiEZT 5,
SOD1-Derlin-1 #5 & 13 #iER R Z RO AR TEF HEMERFICEBR L T 5,
HEn R ZIFD ATF6 OIEMEAILIL ZIP14 25557 2,
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LB X 0 ARBSETIE, SOD1 & Derlin-1 O & 2N i K Z Bpl A 20/ Mak 2 ~ L2z
BETD0FAA v F L LTOERBRBE ZHo TV ZERHALNLRoTz, £z, i
R ZIFICHE S UT/MEE A b LT, BERROIHIR Y v e URFE, HiEh T AR —
2 —ORBFFEZ I U IO EF ARG LT\ D Z &R E N,

COXDICHFEEIL, SOD1 A Hfn /R ZRFICHEIEZ(L LB 2R EZ R LTnD 2 &
LT LTz, AWFEIZE D SOD1 MHiEbEERELSN O Z A LT\ D 2 ERH L2
(272072 2 LIIFERICERR, 7o, MK ZEFIZ SOD1 NWARM & [FEROMEZ & 5 2
EMD, HEEFEMEOBE N ALS ERBR L TV D AEEMERE 2 5D, %O F 72 HHFEIC
Lo T, M RZEFO/NAER & U RS HEE F M OMER (T8 < FEM 2B S D 2
LT ALS REEMEF RIS X D RBOIREOMINCE N L LB SN D,

ULEX Y AZEEEL CKF) OFAMICHET 560 &HE LT,



