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Fig. 1 Cumulative number of cohort patients with TMAs between 1998-2013 in Department of
Blood Transfusion Medicine of Nara Medical University
Patient specimens with suspected TMA have been sent from medical institutions all over Japan,
together with medical information. Measurements of VWF-CP/ADAMTSI3 activity were started
in 1998, initially using VWF multimer assay, which required a week to obtain results. Since 2005,
ADAMTSI3 activity has been measured by chromogenic ADAMTS13-act-ELISA, and then the
turn-around time has been dramatically shortened to 1-2 days after receiving the specimen. The

hemolytic assay using sheep erythrocytes was introduced in 2011 to diagnose aHUS. Thus, before

2011, aHUS has been categorized as ‘congenital TMA of unknown cause’, with normal AD-
AMTSI13 activity but with the presence of clinical signs for congenital TMA.
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