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Adult-Onset Still’s Disease with Thrombotic Thrombocytopenic Purpura
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Adult-onset Still’s disease (AOSD) is a rare systemic inflammatory disorder that affects multiple organs and is fatal in some
cases. Thrombotic thrombocytopenic purpura (TTP), another rare disease, is characterized by multiple organ failure and micro-
angiopathic hemolytic anemia. TTP is an extremely rare complication of AOSD. We report a 59-year-old woman who presented
with TTP that manifested after she was diagnosed with AOSD. Initially, her clinical manifestations improved with glucocorticoid
therapy. However, her disease worsened and was accompanied by acute kidney injury, thrombocytopenia, hemolytic anemia, pe-
techiae, and impaired consciousness. These clinical findings led to a diagnosis of TTP. This is the first report of AOSD complicated
by TTP in Korea. Awareness of the possible development of TTP as a complication of AOSD is important for early diagnosis and

treatment. (Korean J Med 2015;89:482-486)
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Figure 1. The graph shows the patient’s clinical course. Despite administering high-dose steroid, an anti-TNF-a
agent, and plasma exchange therapy, the patient got worse with a fever, increased white blood count, C-reactive
protein, and liver enzymes. TNF-a, tumor necrosis factor-a; CRP, C-reactive protein; WBC, white blood cell;
IVIG, intravenous immunoglobulin; PLT, platelet; Cr, creatinine. “Methylprednisolone 250 mg/day on days
10-12; 200 mg on day 25; ‘“Immunoglobulin (20 g/day) on days 26-28; ‘On days 29-36.
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Figure 2. (A) Purpura was observed on her lower legs. (B) Peripheral blood smear shows schistocytes (x400). The arrows show frag-
mented RBC. RBC, red blood cell.
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