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Thrombotic Thrombocytopenic Purpura in

The Setting of Systemic Sclerosis

Ayako Okubo, Satoshi Yamazaki, Takayoshi Soga

Departnent of Rheumatology, Shizuoka Red Cross Hospital

Abstract : A 54-year-old woman with a 3-year history of systemic sclerosis and inter-
stitial pneumonitis was admitted to our hospital for necrosis of the tip of the right mid
and annular fingers in January, 2005. Although she had been treated with steroids,
cyclosporine, D-penicillamine, skin induration and necrosis of the tip of the fingers
advanced. During her admission, she was treated with prostaglandin E1 and prostaglan-
din I2. On the 45th day from admission, she developed thrombotic thrombocytopenic
purpura, and plasmapheresis was applied 9 times in two weeks. Her symptoms improved.
At a later date, it has been proven that the von Willebrand factor-cleaving protease had
dropped down to 1294 at the moment.

It is reported that the thrombotic thrombocytopenic purpura occurrence is engaged
with the deficiency of von Willebrand factor-cleaving protease activity and the presence
of the autoantibodies inactivating the protease activity. Although the clinical state of
thrombotic thrombocytopenic purpura in association with systemic sclerosis is similar to
that of scleroderma renal crisis, the correct diagnosis is critical because treatment differs
for each of these conditions.

Key words : systemic sclerosis, thrombotic thrombocytopenic purpura, von Wille-

brand factor-cleaving protease
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