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suburiit T3 % PFD3 T [Rlkk7/e = & 23 E1%2
ENi=7=H MM-1 12 PFD & L T PolyQ ¥R
ME 21T - TCND Z ERREBRINT,

4. NRERBEaeFF Y H—F gp78 &
RMA1 IZ X % i ##9 ERAD

CFTR MM BHEEDEKREMLF &L LT
RESIN-EA A Fr  FNVEAE
TH Y. F D Phe508 DR KL RHIK
(CFTROF508) %, /Nia{kpdE 53 fZ (ERAD)
KXo THREIRDZENAON D,
CFTRIF508 Dt xF L Ab%xF5H Y H—F
& LTI CHIP.RMAL, HRD1 72 E28 51 H LTV
HBREBHYR Y T —-BIRREIE I N TRV,
BUBRIEV = &2/ Ra BRI IZ HRDL & Bl L
- gp78 MIEET D, MHIIZEEEBFIK
FLORINGE b XxF o J—E T, gp781iZ
DI CUE FAAL v EFEN S E2 R ICEE
TAHERAAL VDD D,

¥ 4°. CFTRCIF508 @ ERAD (23517 5 HRD1
L epI8 DEERHRLI-L 25, gpT8IT
~»TOHZRFEAN O CFTROF508 IR Y = B %
FoaAbENDZ B RENT, £Z T, HRD]
L I8 DKL R AA VEEBR LI AT %
EB®L L . CFTROF508 O Y ¥ F L%
AT L= 2 A, gp78 @ CUE KA A B
CFTROF508 DFBMMICEELREBZRIZL T
WBZEWRENT, BEBREWT &IT gpT8
o v F o fb& T GST(Ub-GST) iZ &
ORY X F UoEEAMTBIEE (B4 &
) ZHH . CUE RAAL VBRI HS L E4
EEERHB T LALLM IENE (F
3), X562, HRD1 IZ Cue AL U ZFEAL

=S8 COHORBRICEA BN REST D Z &M
5.Cue FAL B2 EXF ARG LHE
L.RHORY 2 X F U HICEHBTHEE
Z 6T, & 5T, CFTROF508 DEEFINDIR
WEEAHAEXFUOMMIr B 2E
*F U H—F L LTRMAL BRWE SN,
gp’8 DEFW T tE LN, Th
HOFER L /KB E TRMAL & gp78 @ 2
BoOoEeXxF o) AR BRENICEES
% CFTROF508 IZ SR Y 2 v F 8% 1
M4 %5 Z & TERAD ~ENTWB 2 & AR
l_/—cll\%)o
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K2 gp78 DE 4ABREHORE

GST £ IINFERIzaTFF i fimL
7- Ub-GST 2 &H & L THVW.E1.E2(UbcH7) .
EFERFEF I Cue FAA VRER ¢p78 12T
in vitro 2 ¥ F ALRIGEITV., B E
NERY 2 EEXF Uo#HE B GST HLikick B
AL 7oy MZTRE L,

5. y3IHnrrryNuy

NS F S v 2 BiP & BaPN I SR R
BEgTh L, MUKZ MLADPLRES
nazenmbhTng, pREXFLVAE
ﬁﬁﬁﬁ%@%#%&ﬁ#étbkd@w%
Fi¥_a BiP *FETH{LEMOREL
R, FHIESFLE® BIX (BiP inducer X)
#EHLE, {t&% BIX i BiP AN DO BT
FHEHLTCWAEEELHDHDO T, UTITR
TREFORBAMBFTEIT o7

IRE1 & : EDEM, p58IPK

PERK & ¥ :ASNS (7 235 X &k BE3E), CHOP
ATF6 &% : GRP94, calreticulin, CHOP (CHOP
IZ PERK B L OATF6 D EHLLDBRBENL L
HxXh5B)

{84 BIX % SK-N-SH #ifaiz 5% 6 FefE] T
RNA ZHHH L. RT-PCRB L 'Y 7% A4 L PCR
CHIE LTz, TOHEE. 1A% BIX iX GRPY4,



