C3d-targeted complement inhibitors to correct complement dysregulation in aHUS patients
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C3 deposition on ADP-activated HMEC-1 exposed to aHUS serum added with anti-
C3d mAb (3d8b-migG1) (10, 100 and 1000 nM) or added with the pan-complement
inhibitor sCR1 (150 pg/ml). Sera from nine aHUS patients (three with CFH rare
variants, three with CFI rare variants, and three with C3 rare variants) have been
evaluated. Data are expressed as area covered by C3 staining (mean £ SD of nine
indipendent experiments). * p<0.05 vs aHUS, aHUS + 3d8-miIgG1 (10, 100, 1000 nM).
NHS: normal human serum.
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C3d deposition induced on activated HMEC-1 by serum from aHUS patients carrying
rare gene variants in CFH (n=1), or CFl (n=1) or C3 (n=1). Data are expressed as
area covered by C3d staining measured by anti-C3d 3d8b-mAb (mean + SD, three
independent experiments). *p<0.05 vs NHS.
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