RNy o8 7 B oRA T

JRE —HEBEICL > THR L DBREEZ R THMEICE
WT, A5 S ORIBUSE, KW E O%, X7
TANTAE L o 72WHOPRIZ: &%, MBI BT
BIEY 8 A E RS . —0, B A O b
VA, &B5WVIIERNGBIEFERIZE o TRSY 37
HICHRENEL L E, RES ¥ 87 B/ 5 E
AR, MREANORESA T E RS
ORI ZRL, BEICLoTIEBZG &R
U 29 L7/MaRICER T 2 By » 7 BTk L
T, »IHMHOBGFALEWHER G %2/ LTI 2
N7tz (71 —=NT 4 v 7) 2RlET5E, KKDIE
LWRFEIHRESNSZ Lhd b, ZOEHZF- 721t
G % P Y ¥ X1~ (pharmacological chaperone)
EIFATVD, AETIREHAN Y v X0y OHIFIZDS
WTHINT 5.

ABCF 7 ¥ AR — % —IZJ& T 5 cystic fibrosis
transmembrane conductance regulator (CFTR) &, 3
FF X ANVELTHRL TV, ZoiEEEET S
EFRBIVERHEIE & 72 5. IEH 7% CFTRIZ, Moy >3
THERGW S YN H Rk, MEKIZTT A =T
Y7EN, TN IERE RN L TRt H i oM
kIS, —T, BRERHEECD L HLNS
BIn TR (AF508 CFTR : 508 FHO 7 =7 =
YHRIE) =¥ o72CFTRIE, 25, FIF CIXIER T
b, T —IVT A ¥ TRERIPME T DA
ERRERE 2 P M TICHER L, RN R T -
TUTT V= ARICCHREZT B, D7z OMBE L
TORREZE ) DIEHS, BRGWZ L 12, AF508 CFTR
ZABLL oM 2 RS . Q7°CRE) §56&7+—
VT A Y TRRPRIEEN (T + =V T4 ¥ THD 5 <
DHEATT BH720), MB35 5 AF508 CFTR & 2%
BWiNL, ZoiEEZ28ETL L1045 20k
RIREE RIS TARD RIS 5 2 L AT & A 5RE
W, A v RO VI X o TORREREA AT
LEBIKRE B, AF508 CFTR 2Ry & L 7238 B2 1
T Ru RIS S, KE Vertex 41 25B %
L 72 Orkambi® (lumacaftor/ ivacaftor) (ZZEHukREHESE
HBEORIGHEE L L CFDADOKRE %225 F TIC
FoTW5b.

AT S ORIBISE O E 2 725Gy vk o
Bz k (GPCR) OIEHAEN T ¥ X0 S 5L 5

T4 w

L]

X, EELEREZEONDL Z LW, GPCRIFZEIZ
BEWERZRO-0, BMHGPCRICH L CTRHENT I
ZANTYIIZAN, TURATY Y 7ET 2L —F—
% EOALEM AR > TWb. FN5 DALY v
RO VT AHEI S, TIZAMRT Y IIT=R

N OFEREN I EE CIld R L, MR TERT S
ZRGPCRIZ/ALEM VIR E, ETHILVHETH
b Lo TE. OF DM E BN ZRT S L
DIFEMHALEWTH Y, 2 2/NURICHEETE 52 &8
HHZ Sy R e LTHRETL2DOICLETHL. —
B, BRISHZE 2 7284, 7v 7y T=A S OMHIIZR
HLLRGPCROBREZ ET AEHRED H 2720,
EEPLEE LD, ZOO, EERRY T4 TTOR
TV IZ7EV2L—=F—=(THATY v Z7EICHAEL
WIREY) 7> FOER 2 8583 2L &) OFEIER
TRk MEHICHODET 5 Tn 5,

WHLH Y v Ru v & L TCoOREE IBIEICERILEY
RAZ) ==L, MRV FEROT I T
HZRALMESNTVE, By Vs H L DA
Al 2 — M 2 SO TR L 72 L E 2 F v %
ZETHhADH. oL, HMHEERRAEEMZ D 2, RS
HALEW 2 Bk L7206, IERFRN ALY, &6
WHHEEZELCFMITE R WREDSH L. FHEW D v R
O yE L CoREE A L hEE, Rkt Hvws 2
&L, TRBEALEM OFEAIGE % I C & 2 5 CTHR
HTBEOD—DOTHLERDNS.

BB, ERREY VX8 THoTH T+ — T4
VT OWMIERIEY NI BILE o TENHLI EBMS
NTwa, 72221, IEFRCFTRTH ZD75%i3/Ma
RICHEFF SNGIREND Y. BRI ELZO D, £
NS EOBRBEELICL ) ED X ) B E 2T
0%, HRIIRE 2w, 5%, By N7 HICHT 5
FEMEMAT S ELZ LI2X D, EBHEND vy RO &2 F)
HLUZZEREORREL S HIHEET L 2 W sNns.
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