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Study of biomarker and pathophysiology in non-hereditary periodic fever syndrome

SATO, Tetsuji
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Febrile period of PFAPA syndrome showed increased mRNA expression of CXCL10, ANKRD
22, SERPING1, SLAMF8, GBP1 by microarray and quantitative RT-PCR, compared to non-febrile period of PFAPA
syndrome, normal controls and disease controls. In quantification of inflammatory markers, CD64 expression
on monocytes was increased in febrile period of PFAPA syndrome. Serum level of CXCL9, a monocyte-derived
chemokine, was higher in febrile period of PFAPA syndrome than in adenovirus infection. As these findings
suggested that activation of monocytes plays important role in the pathophysiology of PFAPA syndrome, in v
itro assay using THP-1 cells, a monocytic leukemia cell line, was performed. Quantitative RT-PCR of THP-1
cells showed increased expression of CXCL10 and GBP1 after stimulation by LPS, suggesting that these molec
ules play pivotal role in innate immune response of monocytes in PFAPA syndrome.



PFAPA (periodic fever, aphthous stomatitis,
pharyngitis and cervical adenitis)
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