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Ivacaftor (VX-770) ; {&{X-RIE(IVACAFTOR)

RS : MB3809

= I

St ¢ >98%,BR
BEHIE : LOMG;50MG

R : solid

EFER

SFR C24H28N203

DTE 392.49 0

CAS No. 873054-44-5 Ve 1 H

ez -20°C , ENEEEEIATIR # N il OH
N . DMSO : 78 mg/mL (198.73 mM) = H 0
;aﬁﬂ'(r:ﬂ)E(ZS Water Insoluble

Ethanol Insoluble
TEEN | ARMEEEEER NUERN  MREESR , vTeeamELARM.
HBRE | ATENZ2REE | BFELRRHE REFEIRE.

&7« IKKEIE Ivacaftor 2E—FEREIOIRAY CFTR #3557 , #8[M G551D-CFTR 1 F508del-CFTR,

8I% : N-(5-Hydroxy-2,4- bis(2-methyl-2-propanyl)phenyl]-4-oxo-1,4-
dihydro-3-quinolinecarboxamide, Cystic Fibrosis Transmembrane
Conductance Regulator Potentiator, VX 770, Ivacaftor, Kalydeco

PIEREAR BB

AN 2 e BeEXHEER

BN DMSO : 78 mg/mL (198.73 mM) ; Water Insoluble ; Ethanol Insoluble
BE o >98%

FEESRAF - -20°C | BEEREARIA TS
ST

Ivacaftor REHFHWEIRESTETRR(CFTR) FUEESR , $EIEAT G551D-CFTR 0

aaftid
PR | o8 del-CFTR , EC50 435159 100 nM, 71 25 nM,

L] G551D-CFTR F508del-CFTR

IC50 100 nM 25 nM
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Ivacaftor(10 uM) YEFRFZRix CFTR 58358 G551D #9 Fisher ARFRIR(FRT) 408 , B
ZE1RS forskolin-RUIEHY CI-233#(1T) , BB ~4 %, EC50 79 100 nM , YERBFZHRIX CFTR
S8R F508del SEZANELRLMNE | 4275 6 f% , EC50 5 25 nM., 5325 forskolin RISHEY
IT #8—3% , Ivacaftor(10 uM) 328 G551D-, F508del-, FIBFAR CFTR HOFFAkIEER

(Po) , PBIEE~6 £5,~5 1% F1~2 £Z. 14iBA Ivacaftor EIEFERT CFTR , MigEatt.
Ivacaftor(10 uM)YEFIFi&% G551D #1 F508del CFTR SRESRUEIEFHRIIA CF 25
& FRYARE(HBE) , 3R forskolin-FMAY IT , 125 10 62 , M S%IEERIEEKE
48% , EC50 9 236 nM , BXHELLER A CFTR 14385 Genistein & 70 45,
EC50 J9 16 pM, Ivacaftor {EFIF % F508del 4i4F CFTR f9 HBE, BEIRS
forskolin FIEEY IT , EC50 F9 22 nM, M 4%I253) 16%, BEF CFTR 138, Ivacaftor I
%lid% ENaC-VE+5H9 Na+FIIAIRML , IC50 #4943 nM,BERTF G551D/F508del

HBE , B amiloride [RAL, SERERIAFIT EZIRR(CBFIES.

{EIMERT

Ivacaftor {ERBT#5 G551D 58%RY , FFi¢ 6 2l 11 RUBMAT4MUNISR | TR =HIN
Re

T

EeIRXRiEEF (ESAXIESEIRIS FOE R ER)

MB3631 CFTRinh-172

MB3808 VX-661

g RIER  ’iiky |, IZRNETFOTEYS  BESSRWAE , FEAFAK. &S vacaftor
B—fhEE OIRAY CFTR #%7 , #8M G551D-CFTR #1 F508del-CFTR, o] FAF4EEATIsAORFASCLS .

fERECE
FLT =
S = g 1 mg 5mg 10 mg
|
R 2 X
1 mM 2.5478 mL 12.7392 mL 25.4784 mL
5mM 0.5096 mL 2.5478 mL 5.0957 mL
10 mM 0.2548 mL 1.2739 mL 2.5478 mL
50 mM 0.0510 mL 0.2548 mL 0.5096 mL
62359

oK AT mAIELERE  ERTARES  BRAMINE , RERRAR , SNSSEEYE.

oHRI T M ENNEEIRMEIDER | BEMREATRAERAIMENE | U EEIRNESEZTRARZA.
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1 FRA%  BURIEMERIFAEECHITOE | BADEME. BEMHERRTESED BE
MR ; EREHREEER , BEITMIHRSHRNZRCKEE , SANMEMELER. MTHESE |
KEAKREERN , BV EREILT , i Parafilm HOMK , FHREEREFRMAER. NRKER AR
K, BT mEE  @NEEHRET , LIRnsEiRE.,

2 (EERHIE | ABOHFNBRTIVRERRE | BISCRAUANERNSN. NEHSEEER 1B
EAGIERT  HIBEFRSIE DMSO |, ERHETHREBTE | 80 BEREMT , —RIULISER
£3-6 MRLAE. MR BXMERHTHRE. BREERREFR.

3 HRIEATERHE | BIRENAFTELHITERE  wEESRSEERAMREETFER. BTX
BOUEYEISBMRY , FRLAERZKIEST (40 PBS ) FAfRRY , AIRERITHINE | vIBd A EEIRER
B ARXITHRFAERE. WA DMSO {E79iaR | i5HatR DMSO REEERIRE <0.3%, LIE R MmiEs

.

KREFS , FATEMET 0.22UM RERTIESURE | BZRBRS , PEAHESEXESN , Sl
T EWEYE | EERIAEEESEHIRLE.

4 BANSEIMA - BTREWSMREAEN , TR TIEREHLE | TREFEMA LA
WREENER , WMHE , CMC-NA |, HilE , BRFEESFERBXXEVAE. WEER DMSO | iS55
R DMSO RIEIRE < 5% LABRBIEER. LRFIERITIHE , JUSE TR

SR RETRSRGHERE R

Wy (KE(KG) (AEERM2) |Km RE
eis 12 0.6 20

3] 10 0.5 20

£[E3 3 0.24 12

2 1.8 0.15 12

B 0.4 0.05 8

KRB, 0.15 0.025 6

15 0.08 0.02 5

/NES, 0.02 0.007 3

1 A(mg/kg) =514 B(mg/kg) X s5# B B9 Km RKE/z04 A B9 Km FRE
5 XFF-mEI S IR 38U

BEIFmE | ERERmAVERTTEN | FRIER TN XNTRSMEN M, HERT
500MG B9 , FfIH) R RRIEERSERRN. BT~ nEXRTRECIIRETEE  NNSE~m
MEAEERESF L  XIHRERESITHSET  FIEAUMERRERIT | Er-RinfERER. XNTRK
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oA FJLAME 200 #AGHIERLD , ERKERIK , NmERiRK.
RS EESE—EIRE £ NI EEREETREESTE  EFAM

(vANE=k- bl R B
1-20MG 0.1MG
50-500MG 1MG
>1G 3-5MG

AT ALBRFEFRETH  MREWLRmATEIFRE /) | BREE - REFT AR EEE
LHREEN—E | ATREMEREARFmAFE. EILUINEEER ( SRIBEFM ) FRIEES=
ez eeing.

X TFERREGRRRIRI MR R E ERE |, (IR ERSENENERARzILEY TR
BGEMRNEY  FEESSPIRBUKS |, EVREHR , M- REEREETERPRE.
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