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Background: Eculizumab (Ecu) modifies the course of disease in patients (pts) with atypical hemolytic
uraemic syndrome (aHUS), but there are limited data to describe thrombotic microangiopathy (TMA)
recurrence rates and long-term outcomes after Ecu discontinuation (d/c).
Methods: Pts in the Global aHUS Registry (NCT01522183) who received ≥1 month (mo) of Ecu with evidence
of hematologic or renal response prior to d/c and with ≥6 mo of follow-up (f/u) were included. Those on
chronic dialysis (≥3 mo) at the time of Ecu d/c were excluded. Classification as pediatric (<18 years) or adult
was made at time of Ecu d/c.
Results: 151 pts (62% female) were included in the analysis: 34% were pediatric and 66% were adults
(median [range] age at enrolment, 6.0 [0.6–17.1] and 35.7 [18.4–81.2], respectively), 11% had a family
history of aHUS and 41% had a pathogenic variant or anti-CFH antibody. Median (range) duration of Ecu
prior to d/c was 1.0 (0.1–5.1) and f/u was 2.3 (0.1–7.1) years. 24% experienced TMA recurrence after Ecu
d/c. More pts required antihypertensives at f/u vs at d/c (71% vs 54%). Pts with a family history of aHUS,
pathogenic variants, lower eGFR and extrarenal manifestations appeared to be at a higher risk of TMA
recurrence (Table).
Conclusions: Discontinuation of Ecu is not without risk and may lead to TMA recurrence in some patients
with aHUS. A careful assessment of risk factors prior to the decision to d/c Ecu is warranted.

