Anti-C5 antibody treatment for delayed hemolytic transfusion reactions in sickle cell disease
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Supplemental Data Legend: Figures for individual patient timelines,
with main events. The scales are the same for all patients, to facilitate
comparison. The timelines are discontinuous for longer follow-up
periods, to maintain the same scale throughout.



Patient 1A

Notable events:
Day -8: hemodynamic failure, acute cor-pulmonale
Day -7: kidney and liver failure

Complement analysis on day 7:

- (C3:1270 mg/L (N=[660-1250])

- C4:257 mg/L (N=[93-380])

- Soluble C5B9: 1797 mg/L (N=<450)
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Patient 2B
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Patient 3C

Notable events:

Day -1: hemodynamic, kidney and liver failure
Day 0: respiratory failure

Day 1: death
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Patient 4D

Notable events:
Day -1: kidney failure
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Patient S5E

Notable events:

Day -1: respiratory failure, acute cor-pulmonale
Day -7: kidney and liver failure

Day 12: sepsis
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Patient 6F
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Patient 7G

Notable events:
Day -1: respiratory failure
Day 2: sepsis
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Patient 8H

Notable events:
Day -1: liver failure

Day 0: kidney, respiratory, hemodynamic failure S
Day 1: first liver transplantation T
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Day 15: death =
Complement analysis:
C3 (mg/L) C4 (mg/L) Soluble C5B9 -
N=[660-1250] N=[93-380] (mg/L) N<450 ©
Day 0 1070 220 1527
o
Day 4 313 104 296 <
Day 6 359 129 224
o
Day 9 928 526 355 N
Day 13 1210 290 509
o

/\ 1 pRBC transfusion

2000 4000 6000 8000 10000

0

400

300

200

100

—_— [TTTTTTTTTTTITTTTTITTITTITTTITTITTITTTITTITTTT
Total Hb (g/L) Anti-C5 infusion

-~~~ HbA (g/L) 15 11 -7 4 1 2 5 8 11 15 19

% Organ failure Time (days relative to anti-C5 Ab infusion)
—— LDH (1U/L) |

— — Total bilirubin (umol/L)

Hepatic transplantation

| Death
Reticulocyte count (10°/L) (refer to the black axis)




Patient 9|

Notable events:
Day O (before anti-C5): acute cor-pulmonale,
liver, kidney, hemodynamic failure
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Patient 10J

Complement activity CH50 <20% on day 1 and 4 (N=[70-130])
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Patient 11K
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Patient 12L
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Patient 13M
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Patient 14N

Notable events:

Day O (a few hours after anti-C5): hemodynamic failure,
acute cor-pulmonale

Day 1: respiratory failure

/\ 1 pRBC transfusion
Total Hb (g/L) Anti-C5 infusion

- HbA (g/L) ¥ Organ failure
— LDH (IU/L) |

— — Total bilirubin (umol/L)

Hepatic transplantation

| Death
Reticulocyte count (10°/L) (refer to the black axis)

40 60 80 100 120

20

15 -1 -7 4 1 2 5 8 11 15 19
Time (days relative to anti-C5 Ab infusion)

2000 4000 6000 8000 10000

0

400

300

200

100



Patient 150
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Patient 16P

Much of the timeline is truncated to keep the same scale for all graphs.

Notable events:

Day -10: liver failure

Day 20: sepsis

Day 42: liver transplantation
Day 86: graft infection

Day 89: death

Complement analysis:

C3 (g/L) C4 (g/L)
N=[0,90-1,80] N=[0,10-0,40]
Day 3 0,57 0,09
Day 8 0,42 0,07
Day 10 0,72 0,13
Day 15 0,99 0,18
Day 21 1,1 0,2
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Patient 17Q

Notable events:
Day -1: kidney and respiratory failure
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Patient 18R
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