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Macrophage Activation Syndrome and
Autoimmune Disease
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Macrophage activation syndrome which was first described by Dr. Hadchouel M. in 1985 by clinical observation
has been classified as secondary form of hemophagocytic lymphohistiocytosis (HLH). The most common associated
autoimmune disease is juvenile idiopathic arthritis. The pathogenesis is that the impaired natural killer and cytotoxic
T cell have problem in suppressing and clearing the reactivated immune cell. The overacting immune system affects
the whole body and presents fever, bleeding tendency, pancytopenia, central nervous system symptoms and so
on. The adjustment of diagnostic criteria has been proposed since the HLH-2004 diagnostic criterion is used as
diagnostic tool. Steroid remains the first choice of treatment, but there is still no conclusion as for the secondary
line drugs. Although there is much progress in recent years, early diagnosis and well treatment still rely on highly
suspicious on recognition of the early presentation. (J Intern Med Taiwan 2014; 25: 195-198)



