[bookmark: _GoBack][image: ]Figure S4: Correlations between CF clinical features and CCH-induced short circuit currents following IBMX/Fsk application (Isc-CCH (IBMX/Fsk)). Scatter-plot summarizing the distribution of Isc-CCH (IBMX/Fsk) against (A) Body Mass Index; (A) Body Mass Index distributed by groups of ages; (C) Shwachman–Kulczycki clinical scores; and (D) forced expiratory volume in 1 second (FEV1) expressed as a percentage of predicted normal values for sex, age, and height (% predicted).Vertical dashed black line represents subtraction of one standard deviation (STD) of the mean value calculated for CCH induced-ΔIsc following IBMX/CCH application (ΔIsc = -78.77 µA/cm2) in non-CF controls.  Vertical dashed grey line represents addition of one STD of the mean value calculated for CCH stimulated-ΔIsc following IBMX/CCH application (ΔIsc = -39.55 µA/cm2) in reference sub-group of Non-Classic CF patients.  Classic CF (filled triangles, n = 55); Non-Classic CF (filled diamonds, n = 12); CFTR-RD (star, n= 2) and Non-CF (open circles, n = 26) individuals. 
image1.png
Figure S4

A Age at study B C
0-9years 10-19years 20-29years > 30years
30 F
] N oo o 100 oo i | 4
A 1 O i 9 Ma 120
x *ie G e a4 35 | ° ° o
o 25+ o © ° 0 o9 80 o (<] S wan, ° & Apm
B » A . { o o aa 8 g0+ oo ° A
s 4 (s A o v 2 90 o °
0 ods 1 5 60 *l o a 8] o° 0o i
8 20- N 9 °*:3A 9 ] © 0 s em 5 ? RPN f
s S o #® AClassic CF ‘Q 40-] & * as AClassic CF < 07 ° ? A Classic CF
> oo d& i #Non-Classic CF » i 4 4 & Non-Classic CF < } 4 & Non-Classic CF
.g 1510 8 2 Y ° © Non-CF 20] © Non-CF > 30+ * A oNon-CF
o | N ol * CFTR-RD ] * CFTR-RD w * CFTR-RD
A
10 0 o
L e ok e e ey e e e e e T 1 1 1 T 1 T 1 ' 1 1 T 1
-400-200 0 -400-200 O -400-200 0 -400-200 O -400 -300 -200 -100 O 100 -400 -300 -200 -100 O 100

lsc-con (amursk (RA/CM?) lsc.ccH (amxrsk) (HA/Cm?) lsc.ccH gamxrsk) (HA/CM?)




