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ABC KT Y AR—Z— CFTR IZMi<ci{bas7e &0 FRFROE T v h VG-I BT 5
LRI THY, AP (KRS T ¥ 1L & L THRET 5. CFTR IZEYLBAEIA - & L C
R CHERMRE A RT3, Bz FARSREA ML AICXY CFTR OFHL - BEEEDFAE S
o &, BIEEYYEL S & L, ERMESRHEE CHORRKEZ%. CF TAAAFEE CHEE
IR WEBSEME OB CTH Y, ARAMZRIGHEEIT e < BEEMETH B 728, FHBUERIE D%
AP TS EEN TN D, CF OFERFEKIL AFS08 ZAFTH Y, AFS08-CFTR # > /37 E X
TA—NT A T REEZRIL, HRNAEER Q0 X afFv A ThbiarRT
fb&h, HfEREShD20, WERICHEETE$ F #5223, %7/, AF508-CFTR X
— ¥, TWEREA~ZEBL URET 5728, TREETOREMNEL, +CICoiEshTLE D
(Sharma M et al, J Cell Biol. 2004). fit- 7T, /Mafkds X OWEMRIZ/AAET S AF508-CFTR
DLEEZ NS ELHFICL Y, TORERREILI X OB 2 S&ET 29505, CF ORIk
KICEHEETHDHEBRZDID.

HEEE X 2N E CIOBEIRICRET 2 By v Ry G e BT 2 IER Y X7 BWEE
B (peripheral QC) D4 FHMEZ AR THID T LT L, BERED AF508-CFTR (X577
¥4 Hsc70 3B & Hsp90 (238 S, vy fEidaexF o U —F CHIP 2LV
X TF ALINDHER, WEREED HHCNICHRRE SN S FEEZH] 520 L7 (Okiyoneda T
et al, Science. 2010, Okiyoneda T et al, Curr Opin Cell Biol. 2011). LA>L727%6, CHIP
) 7T CFRRIZIBNLT S CFTR OB S D53 fiR % 782 AE TE 203 (Okiyoneda
T et al, Science. 2010) 725, CHIP Z& OO X F ACEER DS EEBIAFET 5
CFTR DX F AMUICBG T RN B 2 bz, S 6, XXV HEOaeXF b
T2 EFF AR TlEe, 28X F 28X X7 EPLRD R v % F
{bl#%3% (deubiquitinating enzyme: DUB) T X > THillll S 223, BIEE THEMD CFTR O
2 EXF AL EHIET D DUB 43 FIEFRIE S TR0,

AW CITEENLD AFS08-CFTR % ET NWIHE X LNV E LT, JBERY V37 EEE
P (peripheral QC) (ZB4% DUB 43 T DIRIE & & D5y THEDIRIA %2179 Z & T, kkx 7295
RBIZBE4> % peripheral QC D4 FHE O Z HIE L 7=

CFTR DOIFE R & A W{HICERET A 7-0D1Z, CFTR OISt K A A 2 HA tag ZEA LT



CFTR-HA #A%5E L, tetracycline #hEtte ~ CF BESGE R AINGESE CFBE MiE & N L7z,
96 7 = /L7 L— K TO HA FifR A2 V72 ELISAVEIZ L Y CFTR BERBLD EREIEZIT o120, =
VR EIZR Y, T DX OO X ICRERRMENA U, £ 2T, R TR m o CFTR
HMAEEEERLT 572012, MISMEKIC Horse Radish Peroxidase (HRP) tag e L7-
CFTR-HRP ZHEZL L, ZERKILT S tetracycline FHEMEL N CF HRFXoE FE MMMk CFBE
AR 2 N2 U7-. HRP tag 1% HA tag &EEBELC, 08D 34kDa LIEFIZTKE VT, CFTR
OB, BRLENE, T X UEBER ED T = ) X A4 7T ET L AREENBRE S .
Z 2T, HRP tag DA MFT57-012, ELISA 1, XL, CFIR BEREMRMTEBR 21T - 1-4E
R, HRP tag |L CFTR O 7 = / Z A FITEE LW L3 R S 7. RIZ, AF508-CFTR-HRP
JEHL CFBE Mifaz M 7z 96 X7 L— h TORHMi 24T o 7=, #ifasho> HRP {&HPEZFRERIC CFTR
RFEBL 2 AT L 7252, AFB08-CFTR DIEFEBLA ciid 2 GO R E2 HELR < MEd T& 7.
T, A AN—T " FNeHEROFEIEE 72 % 70 ~factor H 0.6 LLETH Y, NA ANL—TF
N7 AT LTI R 2 N T E T

WIZ, AF508-CFTR OJFEMRBLZHEF 2 DB Z[FET 572912, ko DUB [HEHRKS
A 77V —%MuNT, AF508-CFTR DIFEIFERBAFHIFICA Y UV —=0 T &7 o702, ZDRER,
proteasome FEAT DUB T 5 UCH-L5 3L TN USP14 DFRFEHKIL, AF508 CFTR & RADIY
FESE Bl A N S H7-. ELISA J5(C X 5 AF508-CFTR SR M2 etk % Al L 7245 5, UCH-L5 3B X
Y USP14 DFHEIRIFZAFS08-CFTR R EME 2 N & 72, S 512, UCH-L5 ¥ LY USP14 @
DUB PHE X AF508 CFTR (KD R¥A h—T R EPHFE L1z, [FERIC, seEdaftietalls
MWT, WEE»LxZ Y RYA h—T A E 7z AF508 CFTR AR K% LS L — I —BssE <
AT U726 R, UCH-L5 35 LU USP14 DFHEHKIL AF508 CFTR A RIAZ WEE~EH S .
UL EDO#ER LY, proteasome fEG DUB Td 5 UCH-LS 3L TN USP14 1325 S il b F 2
{EEEZ T L C, WG REE Y v X7 T HAF508 CFTR D KA h—T A, BXW, 0D
TR sz v & R B A HIE9 5 & 9 35 LWy R O ATREME SRR S vz,



