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Anti-MDA5 autoantibody is specifically detected in patients with clinically
amyopathic dermatomyositis accompanied with lethal acute interstitial pneumonia. In order to demonstrate
the direct pathogenic role of anti-MDAS, we tried to administrate patient™s IgG to SKG mice, but_no
significant change was found compared with normal IgG. We found a new autoantibody that is associated
with anti-MDA5-positive patients, and the target autoantigen was identified as a nuclear molecule
involved in DNA repair, mRNA splicing and natural immunity against RNA viral infection. The intensive
immunosuppressive therapy (high-dose glucocorticoids, tacrolimus and intravenous cyclophosphamide pulse)
appeared to improve a life prognosis of anti-MDA5-positive patients when compared with the historical
control of conventional step-up therapy.
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