HAE Treatment Options (Published Data except sales)

Clinical Trial
Recombinant C1 Plasma-derived C1 Inhibitor Eladyoln S Kallikrein inhibitor
L receptor Kallikrein inhibitor )
Inhibitor concentrates ) antibody
antagonist
Names RUCONEST® A | CinryzeAAr Berinert Firazyr** KalbitorArAa DX 2930 (a.k.a. SHP643)
Owner Pharming Shire CSL Behring Shire Shire Shire
Salest $33m $550m $200m $500m $83m Entering Phase IlI
Good & consistent Good Good Good Good
i Dosing (C1INH) 50 U/kg* ~12 U/kg 20 U/kg N/A N/A N/A
¥ Treatment type Acuterr Prophylaxis Acute**** Acute Acute Prophylaxis
Response < 4h 89% ~52% 70% 58-74% 73% ?
Very low risk Warning: Risk | Warning: Risk | 97% injection Black box warning: Data is in mild

Safety concerns

of allergic reaction

of blood clots

of blood clots

site reactions

3.9% Anaphylaxis

patients only

Plasma risk NO YES YES N/A N/A N/A
Purity (C1INH) >99.9% +80% +95%
Relapse / worsening Uncomman Uncommon Uncommon 11-31%*** 17% ?
- ) v Twice weekly v SC
Administration (SC, IM coming) [\ (SC coming) =C (Hospital only) o
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