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Aim of the study: Atypical hemolytic uremic syndrome (aHUS) has been associated
with genetic defective regulation of the alternative complement pathway and tends to
recur after kidney transplantation. Plasma exchange is an effective first line therapy
but some cases are resistant. Eculizumab, a monoclonal humanized anti-C5 antibody,
inhibits activation of the terminal complement pathway and has been repeatedly
shown to be effective in patients with aHUS.
Methods and Results: We report on a patient with aHUS due to Factor H mutation
whose disease recurred 2 months after kidney transplantation from cadaver donor and
that was successfully treated with Eculizumab. A 6 year old boy with CKD-V for
aHUS due to the factor H mutation p.[Ser1191Leu; Val1197Ala] underwent kidney
transplantation, from cadaver donor with plasmaexchange before and after
transplantation (for the first 40 days) according to a specific protocol previously
reported (Ped Nephrol 2008;23:1688). Immunosuppressive protocol included
basiliximab, cyclosporine and prednisone. Two months after transplantation, with
normal renal function (sCr: 0.47 mg/dL) during regular (once weekly) fresh frozen
plasma (FFP) infusion (15 mL/kg) HUS recurred in absence of concomitant illness.
Two plasmaexchanges (150% plasma volume) with FFP did not send the disease into
remission and Eculizumab (600 mg) was administered and instant remission was
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obtained. The sequence of treatments and the response (as sCr and LDH) is depicted
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in the following figure.
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Conclusions: We conclude that Eculizumab is safe and effective in inducing
remission of in relapses of aHUS on kidney transplant resistant to plasma.
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