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PAMI SPSTPIPl—associated myeloid-related proteinemia inflammatorK) syndrome
is a severe autoinflammatory disease characterized by progressive arthritis with neutrophil
infiltration, cytopenia, and elevated serum levels of S100A8/A9 and zinc. Neutrophils and
monocytes/macrophages play a major role in the progression of this disease. Using iPSC-based disease
models has elucidated the molecular and cellular pathogenesis of PAMI syndrome and revealed the

critical role of S100A8/A9 in its severe inflammation.
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