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Table 1: CI" channel properties and averaged macroscopic CI" and HCOj3" transport mediated by WT CFTR and

CFTR mutants.

Mutation CFTR %Channel | *Macroscopic CI transport HCOstransport | °Pancreatic
Domain NPo Current mM/sec pH units/min Status
(%) (%) (n) (n) (References)
WT 100 100 0.36+0.04(6) 0.87+0.05(8)
R117H EL1/TM2 28 15 0.11+0.02(3)* 0.53£0.04(3) PS (7)
1148T CL1 100 100 0.36+0.03(4) 0.07+0.03 (4) Pl (8)
G178R CL1 75 50 0.35+0.03(4) 0.05+0.02(5) P1(9)
E193K CL1 25 100 0.33+0.02(5) 0.29+0.03(4) PS (10)
AF508 NBD1 - - “0.00 (4) 0.00 (7) Pl (7)
G551D NBD1 15 25 or 60 0.19+0.03(4)* 0.00(5) Pl (11)
Gb551S NBD1 | Abnormal 100 0.41+0.02(4) 0.36+0.02(5) PS (12)
gating
H620Q RD 150 250 0.82+0.08(3)* 0.12+0.05(4) Pl (13)
D648V RD - 90 0.50+0.05(4)* 0.55+0.06(4) PS (14)
A800G RD 180 350 0.91+0.09(4)* 0.67+0.07(3) PS (10)
H949Y CL3 200 100 0.35+0.03(3) 0.37£0.05(4) PS (15)
G970R CL3 30 - 0.27+0.03(3) 0.02+0.01(3) P
A1067T CL4 50 50 0.49+0.06(5)* 0.06+0.02(4) Pl (16)
R1070Q CL4 50 50 0.37+0.04(4) 0.41+0.03(5) PI/PS (17)
G1244E NBD2 Abnormal 100 0.36+0.04(5) 0.00(5) P1(18)
gating
S1255P NBD2 Abnormal 100 0.42+0.03(3) 0.01+0.01(5) P1(19)
gating
G1349D NBD2 Abnormal 100 0.36+0.03(6) 0.00(10) P1 (20)
gating

Indicates different from WT CFTR, p<0.05; *CI" channel properties were taken from reference 1-6 below and
Ppancreatic status of patients carrying the indicated CFTR mutations were taken from the references 7-20
below as listed in parenthesis next to the phenotypes. Results were taken from reference 12. “Harry Cuppens,
personal communication. Results are given as the Mean+S.E.M of the number of experiments indicated in

parenthesis.
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