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[ B8] PER P OHCO, Zy il WEEE MBI FBL§ 5 Cystic fibrosis transmembrane conductance
regulator (CFTR) 7 =AY F ¥ RIVKIFT D, CFTREAS 1211, 900FEEH % 8 % 5 & B L UEALN
b, ZTDOXATEHEIIAFEICL Y RESRRD, WAHOT VVCEHEDERN G 5 & FERVERMEE
(Cystic fibrosis : CF) Z#FIET 203, BETELR L LR OMAAE DI LV CFTREERENSREIZIL T L
AL, BIEER & S TeCRTREIEE R OFIE U A7 BN\ E b, FxldZnE iz, BARADOT L a—
JUPEIBPEFES BB Tld, MATOV & L1156F &2 8- Hro 7 1 % A 7 (MATOV+L1156F) 8%\ 2 & Z B 5782 L
Too AWFFETIL, MATOV+L1156F-CFTRZ /X7 OFREMFAT, I8 XN v 2 —/v & 2 DO RE D CFTRIEBLIZ
BEIETRELMT LT,

[HiE] OB (Wild-type CFTR) F721XZERAY (M470V, L1156F, M470V+L1156F-CFTR) %7 7 U %
A T VIR SR FEBL S L HCO, 6 LU D idE M 2 JIE Lz, @CFTRIKAFHECT—HCO, 52 #4
WS TEME DWEITIT, B AR & 72 1348 BARICFTR A2 TR S8 Bl S ¥ 72 CFPACTAl I (OB A BR & Mlatk) %
W2, @CFTRH v /87 3 HiE L, BFAE & 721 IMAT0V+L1 156F-CFTR 2 HEK293 M (2 BRI FE L S, 50 mM
=% 7 —/ (EtOH) . 200 uM 7E& R7/LFE R (ALD) . 100 uM 2L kLA B (POA) . 100 u
M7V hLA U= F )L A7 )L (POAEE) 12T 24-48 BEMMLER L7-1%, vxRAX v TauvT 47
EIT LV fEMT LT,

[#55] OHCO, B L UCT DiikiEMEIE, L1156F, MATOVELIMIZ K 5 BB A 380 72 )y o 72725, MATOV+L1156F
IREPAERNC R ENEIL 52%, 5T%ITIR T L7z (p<0.01) o @CFTR{KAFMCL —HCO, A2 Hi sV ML I X
M470V, L1156F, MATOV+L1156FIZI\V\NT, Z4E4 33%, 35%, 26% 2K~ L7z (p<0.01) ., QEtOH-+ALD
RUEE POA ALPEEH VN POAEE ALFRIZ XV | CFTRFEBEIIAEITMET L7z (p<0.05) . MATOV+LI156F(Z
X DFFEDFITRD N o T,

(K381 MATOV & L1156F Z R8> LIk % CFTR OEEREEIR T, AANIBIT D T a—uik
BIEMERDIIEY A7 Th D Z EIRBI T,



