Pediatric Rheumatology

BioMed Central

Open Access

Poster presentation

PFAPA syndrome: is it a family history?
M Cochard*1, J Clet2, L Le1, P Pillet2, T Guéron3, X Onrubia3 and M Hofer1
Address: 1Pediatric Rheumatology, Pediatric Departments, CHU Lausanne and Geneva, Switzerland, 2Pediatric Rheumatology, Pellegrin-enfants
Hospital, CHU Bordeaux, France and 3Pediatricians, Châtel-St-Denis, Switzerland
* Corresponding author

from 15th Paediatric Rheumatology European Society (PreS) Congress
London, UK. 14–17 September 2008
Published: 15 September 2008
Pediatric Rheumatology 2008, 6(Suppl 1):P185

doi:10.1186/1546-0096-6-S1-P185

<supplement> <title> <p>15<sup>th </sup>Paediatric Rheumatology European Society (PreS) Congress</p> </title> <editor>Wietse Kuis, Patricia Woo, Angelo Ravelli, Hermann Girschick, Michaël Hofer, Johannes Roth, Rotraud K Saurenmann, Alberto Martini, Pavla Dolezova, Janjaap van der Net, Pierre Quartier, Lucy Wedderburn and Jan Scott</editor> <note>Meeting abstracts – A single PDF containing all abstracts in this Supplement is available <a href="http://www.biomedcentral.com/content/files/PDF/1546-0096-6-S1-full.pdf">here</a>.</note> </supplement>

This abstract is available from: http://www.ped-rheum.com/content/6/S1/P185
© 2008 Cochard et al; licensee BioMed Central Ltd.

Background

Conclusion

PFAPA syndrome is a recurrent febrile disease characterized by periodic fever, aphtous stomatitis, pharyngitis and
cervical adenitis. Since first description no clear etiology
has been found, no genetic origin was underlined and no
familial tendency was reported until now. To better
understand this disease, we created a web-based international registry (8 countries and 14 centers).

These data show that history of recurrent fever and PFAPA
is found more often in patients with PFAPA than in the
general pediatric population. They suggest a familial susceptibility and a potential genetic origin for the PFAPA
syndrome. This opens a wider spectrum for future
research.

Aim
To investigate the familial tendency to present PFAPA or
another rheumatologic disease.

Patients and methods
In 2 of the participating centers (Lausanne-Geneva, Switzerland; Bordeaux, France), we questioned all parents during a phone call interview to complete the family history.
We used the same questionnaire for a control group from
a general pediatric consultation. We asked for positive
family history of recurrent fevers, PFAPA and rheumatologic diseases. Patients and controls are matched for age
and sex.

Results
We recruited 84 patients with PFAPA and 47 control children. Family history for recurrent fever was positive in 37/
84 (44%, p = 0.00), always negative in the control group.
9/84 (10%, p = 0.02) PFAPA patients had a family member with PFAPA, none in the control group. The family
history for rheumatologic diseases (arthritis, polyarthritis)
14/84 (17%, p = 0.0122) is also more frequently positive
in the PFAPA group than in the control 1/47 (2%).
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