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Background

Due to the rarity of Autoinflammatory diseases, affected
patients are usually seen in a number of different centers.
Aim of the study was to analyze the prevalence of the
autoinflammatory diseases followed by Centers of Pediat-
ric Rheumatology.

Methods

A secured web-based questionnaire on the number
patients with genetically defined or clinical suspected
Autoinflammatory disorders among the centers of Pediat-
ric Rheumatology members of the Pediatric Rheumatol-
ogy Trial International Organization (PRINTO, http://
www.printo.it) was performed.

Results

126 Centers from 38 Countries (94 in Europe, 13 South
America, 12 Asia, 5 Australia, 2 Africa) replayed to the sur-
vey. Among the patients with a genetic proven disease 73
were affected by TRAPS, 118 by HyperIgD syndrome, 153
by cryopyrinopathies, 71 by PAPA syndrome, 66 patients
by Blau's syndrome. A genetically proven FMF was

reported in 2484 patients (1947 from countries of the
Middle east and north Africa, 537 from other countries).
A number of patients with a clinical suspected Autoin-
flammatory were also reported: 68 with suspected TRAPS,
84 HyperlgD, 57 cryopyrinopathies, 50 PAPA, 60 Blau's
syndrome. The ratio between genetically proven vs sus-
pected disease was 1.97 in Western European countries
and 0.6 in Countries where the molecular analysis is not
available.

Conclusion

A relevant number of patients with genetically defined or
clinical suspected Autoinflammatory diseases are fol-
lowed by different Centers of Pediatric Rheumatology
worldwide. A network of registries for the proper collec-
tion of data coming from these patients and an improve-
ment of the possibilities for the molecular diagnosis in
non-Western European Countries are recommended.
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