Figure 4
A

204 PMA -o-Ctrl 300~
| -@- Patients 2504
16 —-® p40phox-/-
- - 91 phox-/y 2004
2 121 9
X 21501
- 8_
1004
4 50 -
0- 0
0 30 60 90 120
Time (min)
C
80- 60
- -O-Ctrl —
%) a 1]
B 70 -@-Patients B 504
(8] 60_ [S]
E’ _®_p40phox-/- ?’3 401
5 50+ +gpg1phox-/y 5
é 404 g 30
3397 & 201
< 20 T
10 10+
0 ¥ Y y 0-
0 30 60 90 120
Time (min)
D
60- --C1
5 50_‘ -4-C1+EV
T B-C1+WT
S 40+ -e-PRKCD™
3 4 -4-PRKCD" + EV
g | -8 PRKCD*+ WT
{=
5201 -®& PRKCD+ p.R614W
T 4o @ —~0-PRKCD” + p.G248S
o] ® -o-PRKCD*+ p.G510S

Time (min)

Pansorbin —o-Ctrl
-@-Patients
_®_p40phox-/-
E gp91phox-/y

5 10 15 20 25 30
Time (min)

-0-C1
--C1+EV
-4C1+WT
-@-Patients
—-A-Patients + EV
-B-Patients + WT
-¥-gp91 phox-ly

30 60 9 120
Time (min)

—+— PRKCD” + c.1252_1332ins4 —©-PRKCD" + p.Q462*
—— PRKCD" + p.G432W ——PRKCD"- + c.642del
— PRKCD” + ¢.788_825del ¥ gp91phoxly

- PRKCD” + ¢.788_888del

-8~ PRKCD" + ¢.787_788ins124

-5 PRKCD” + ¢.787_788ins140

- PRKCD” + ¢.1293_1294insA

-8 PRKCD"+p.Q191*

- PRKCD"-+ ¢.571_572ins25



