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Clinical features of children with periodic fever, aphthous stomatitis, pharyngitis, and
adenitis syndrome: an analysis of 13 cases
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Abstract: Objective  To study the clinical features of children with periodic fever, aphthous stomatitis,
pharyngitis, and adenitis (PFAPA) syndrome, a polygenic and multifactorial autoinflammatory disease with unknown
pathogenesis. Methods A retrospective analysis was performed on the medical data of 13 children with PFAPA
syndrome. Results All 13 children had disease onset within the age of 3 years, with a mean age of onset of (14+10)
months. They all had periodic fever, with 8-18 attacks each year. The mean interictal period of fever was (30+5) days.
Pharyngitis, cervical adenitis, and aphthous stomatitis were the three cardinal symptoms, with incidence rates of 100%
(13/13), 85% (11/13), and 38% (5/13) respectively. There were increases in white blood cells, C-reactive protein,
and erythrocyte sedimentation rate during fever. Of all the 13 children, 6 underwent whole exome sequencing and 7
underwent panel gene detection for autoinflammatory disease, and the results showed single heterozygous mutations in
the MEFV gene in 6 children (46%). Recurrent fever in all children gradually returned to normal without antibiotics. Ten
children were treated with a single dose of glucocorticoids, and fever was relieved after treatment. Of all the children,
4 were treated with cimetidine, among whom 2 had response; 4 children were treated with colchicine, among whom 2
had response and 2 were withdrawn from the drug due to adverse reactions. Tonsillectomy was performed for 2 children,
among whom 1 was followed up for 3 years without recurrence and 1 still had recurrence. Conclusions  For children
with unexplained periodic fever with early onset accompanied by pharyngitis, cervical adenitis, aphthous stomatitis,
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elevated inflammatory indices, and good response to glucocorticoids, PFAPA syndrome should be considered. This
disorder has good prognosis, and early diagnosis can avoid the long-term repeated use of antibiotics.

[Chin J Contemp Pediatr, 2021, 23(2): 143-147]
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