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Inflammasome activation by non-protein-linked GPI: elucidation of the
autoinflammatory mechanism in PIGT-PNH
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PIGT-PNH

PIGT-PNH is caused by ?ermline heterozygous mutaition in PIGT gene in
combination with somatic deletion of the normal PIGT gene localized on chromosome 20q. PIGT-PNH
patients have clinically typical PNH, but they have in addition autoinflammatory features.Here, we
focused on NLRP3 inflammasome activation as a autoinflammatory mechanism in PIGT-PNH.In PIGT
mutation,non-protein-linked GPI accumulates on the cell surface. From our studies using PIGT-PNH
patients® samples and PIGT-KO THP-1 cells, it is suggesuted that non-protein-linked GPI is involved
in complement and inflammasome activation, causing autoinflammation in PIGT-PNH.
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