Table 1.

Donor Mean (Qcm’) +SD n
DD0190p1 1169 36 6
DD028Np1 933 202 8
DDO039Np1 845 47 10
DD064Np1 775 65 9
DDO0130p1 533 39 10
DD0010p1 276 30 10

Downloaded from journals.physiology.org/journal/ajpcell at St Georges Univ of London (194.082.050.002) on October 18, 2021.



Logy, fold change

) . 2000 0 _
] 2.5 5.0 7.5 10.0
b)
NL Sputum CF Sputum
(268) Y (262)
71
22 — 19
F .-;I ..l‘\-‘\
. 136

NHBE ASL
(1016)

c) Total ion current
NLS

Proteases

Cathepsin G (CTSG)*™*
Cathepsin S (CTSS)
Matrix metalloproteinase-9
(MMP9)***

Myeloblastin (PRTMN3)Y™*
Myeloperoxidase (MPO )
N-acetylglucosamine-6-
sulfatase (GNS)*
Meutrophil collagenase
(MMPB)***

Meutrophil elastase

(ELANE J*™*

Neutrophil gelatinase-
associated lipocalin (LCH2)

2. 9e+09|4.1E+09

Total ion current
Protease inhibitors NLS CFS
Alpha-1-

antichymotrypsin{SERPINA3)Y* LS
Alpha-1-antitrypsin
(SERPINA1)**
Antithrombin-lll (SERPINC1)***
Leukocyte elastase inhibitor
(SERPINB1 )™

Flasma protease C1 inhibitor
(SERPING1)

Serpin B10 (SERPINB10)***
Serpin B3 (SERPINB3)

8OE+06] 0 |
Serpin B6 (SERPINB6)** 0 |B.2E+06
Antileukoproteinase (SLPI 0

Downloaded from journals.physiology.org/journal/ajpcell at St Georges Univ of London (194.082.050.002) on October 18, 2021.

1.6E+09
4. 2E+07

B.8E+07| 0 |




Figure 2
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Figure 4

Forskolin-stimulated I
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Figure 5

a) b)
Forskolin addition VIP addition
Am cex Amll Ve
307 * [10uM] 309 b oo
FsR VP CFTR viP | Fek CFTR.,
o 204 [10pM] o 20 [100nM] 4, 4
E E
< “ UTE
10 10
3 gl b
=0 T T T 1 -+ 9 T T T 1
1000 2000 3000 4000 1000 2000 3000 4000
04 ) Time (s) dip- Time [s)
Overlay CFTR;,,172-sensitive |__
Al
301 0
*‘ — Forskaolin o
o cPTR,, _
o 20 1 + vIP E ’
E ‘i 104
10—+ : |
3 = 15 —
0 T T T - ] -20 -1 1 _
1000 2000 1000 4000 o @
. o X
A0 Time (s) QD‘#
Treatment
e) Untreated NLS CFS
H ASL ASL ASL
MNHBE MHBE MNHBE
—_— '1'::||,4|TI
f)
Change in ASL height
30+
E 204 .
=
_g.] Ll
E 104 *
@ 0 _é_ : v%v
10 T T T T
& & e &
¥ & & &
we W oy e
e ,\no X O
o o°

Downloaded from journals.physiology.org/journal/ajpcell at St Georges Univ of London (194.082.050.002) on October 18, 2021.



	Article File
	Table 1
	Figure 1
	Figure 2
	Figure 3
	Figure 4
	Figure 5

