12 weeks safety and efficacy results of the novel C5 inhibitor coversin in PNH with resistance to

eculizumab due to complement C5 polymorphism

Saskia Langemeijert, Wynne Weston-Davies?,Miles A Nunn?4,Jun-Ichi Nishimura?, Yuzuru Kanakura3, Nicole Blijlevens?, Marten Nijziell, Petra Muus!
IDepartment of Hematology, Radboudumc, Nijmegen, Netherlands; 2Akari Therapeutics Plc, London, United Kingdom; 3Department of Hematology and Oncology, Osaka University Graduate School of Medicine, Suita, Japan

IntrOdUCUOn : _ __ : Figure 3: LDH level and complement activity (CH50) after changing the dosing
Figure 1. Sequence analysis of exon 21 of C5 in index patient

schedule to 0.14 mg/kg every 12 hours
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* Over a period of 12 weeks Coversin has proven safe and effective in the first
PNH patient treated with the drug.

There was a good initial response to an ablating dose of 0.57mg/kg Coversin with
CH50 levels decreasing below 8 U Eg/ml, which is the lower limit of qualification of » Coversin may prove a useful alternative to Eculizumab for patients with
the ELISA assay. Clinical symptoms and laboratory markers of haemolysis resistance due to C5 polymorphisms.

Improved during the maintenance treatment of 0.14mg/kg every 24 hours.
However, 6 days into the treatment, the patient again experienced haemolysis-
Contact information assoclated symptoms with dark urine hours before the next s.c. injection and no
further decrease of his LDH. The same occurred after doubling of the dose to 0.29
mg/kg per day.
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