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ABSTRACT  Systemic juvenile idiopathic arthritis (sJIA) is a special type of JIA. It is an inflammatory condition
characterized by fever, lymphadenopathy, arthritis, rash and serositis. It is the most acute and severe type, which has a
disproportionately high morbidity compared with other subtypes. In sJIA, systemic inflammation has been associated with
dysregulation of the innate immune system, suggesting that it is an autoinflammatory disorder. Dysregulation of the innate immune
system in sJIA results in increased production of inflammatory cytokines, leading to the distinctive clinical features of the disease.
IL-1 and IL-6 play a major role in the pathogenesis of sJIA and treatment with IL-1 and IL-6 inhibitors has shown to be highly
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effective.
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