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Analysis for the mechanism of sensorineural hearing loss caused by cochlear
autoinflammation
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Gain of function mutations of NLRP3 induce the activation of NLRP3
inflammasome, resulting in the secretion of proinflammatory cytokine, interleukin-1 beta, to cause
systemic inflammatory diseases, cryopyrin associated periodic syndromes. We revealed that a gain of
function mutation of NLRP3 also cause non-syndromic hearing loss. We hypothesized that the hearing
loss was caused by the activation of NLRP3 inflammasome mainly in the cochleae. We revealed that
NLRP3 inflammasome was activated in tissue-resident macrophage-like cells in the wild type mouse

cochleae, supporting the hypothesis.
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