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IL-18 is a proinflammatory cytokine secreted upon inflammasome activation.
The aim of this study was to identify a group of diseases characterized by chronic excess of serum
IL-18 and predisposition to hemophagocytic syndrome, and to elucidate the pathogenesis of these
diseases. We found that familial Mediterranean fever with exon 10 mutation of the MEFV gene plus
exon 2 variant exhibited typical symptoms and significantly elevated levels of serum IL-18. In
multisystem inflammatory syndrome in children, we found that IL-18 elevations were lower than in
systemic juvenile idiopathic arthritis, but significantly higher than in Kawasaki disease. This
study demonstrates that serum IL-18 is an important clinical indicator in a variety of inflammatory
diseases.
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