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[Abstract] Type I interferonopathy is an autoinflammatory disease that affects multiple systems with a
high disability and mortality rate. It profoundly impacts the quality of life of patients and poses a considerable
burden on their families and society. Due to the broad spectrum of clinical phenotypes associated with this con—
dition early identification remains challenging. Delays in diagnosis and treatment can exacerbate the disease
making it difficult to reverse the conditions and adversely affecting the prognosis. Therefore the Chinese Alli-
ance of Pediatric Rheumatic & Immunologic Diseases and Chinese Pharmacists Association Rare Diseases Medi—
cation Working Committee has developed this consensus document to offer detailed recommendations pertaining
to the definition genetic categorization clinical presentations diagnostic approaches and therapeutic manage—
ment of type [ interferonopathy.
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Tab. 1 Pathogenesis and clinical characteristics of type | interferonopathy
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