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Wiskott Aldrich syndrome with Evans syndrome and
macrothrombicytopenia.
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Abstract

Wiskott-Aldrich syndrome (WAS) is caused by mutation of WAS gene, and is a typical
disease of primary immunodeficiency with microthrombocytopenia. And it is known to be
associated with eczema and autoimmune diseases. WAS is important for the differentiation
of treatment-resistant immune thrombocytopenic purpura (ITP). We diagnosed and treated
a 3-month-old boy with Evans syndrome with autoimmune hemolytic anemia (AIHA) and
ITP. Prednisolone rapidly improved anemia, but thrombocytopenia did not improve with
high-dose intravascular immunoglobulin therapy or steroid therapy. The boy had repeated
eczema and skin infections from 8 months of age. As a result, he was diagnosed with
WAS by genetic analysis, and a cord blood transplantation was performed. If a young
boy has thrombocytopenia with an autoimmune disease, WAS should be considered even

for large platelets.
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