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MEFV gene mutation study:
Homozygous p.R202Q
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purpura: a case report

Abstract Received: 12 Feb. 2025 Revised: 17 Feb. 2025 Accepted: 17 Mar. 2025 Available online: 05 Apr. 2025

Background: Immunoglobulin A (IgA) vasculitis or Henoch—Schénlein Purpura (HSP)
is a systemic vasculitis of small vessels associated with IgA deposition. It is the most
common Vasculitis in childhood and presents with a wide spectrum of clinical
manifestations, most commonly palpable purpura, renal involvement, and arthritis.
However, its manifestations are not limited to these organs and may also involve other
systems of the body. The coexistence of Henoch—Schonlein purpura with other
autoimmune and autoinflammatory diseases has been reported. In particular, its
association with Familial Mediterranean Fever (FMF), Inflammatory Bowel Disease
(IBD), and Behcet Disease (BD) has been observed in different studies. Patients with
Familial Mediterranean Fever who develop Henoch—Schénlein purpura usually exhibit
more severe and prolonged inflammatory symptoms. Therefore, reporting the co-
occurrence of these diseases can provide a better understanding of the spectrum of
clinical manifestations and diagnostic-therapeutic challenges.

Case Presentation: This case describes a 7-year-old girl with initial manifestations of
Henoch-Schénlein purpura, who, due to severe gastrointestinal symptoms, underwent
further evaluations. In the performed investigations, the coexistence of Familial
Mediterranean Fever and Inflammatory Bowel Disease was diagnosed, and incomplete
Behcet Disease was also considered. The patient was placed under appropriate medical
treatment. Finally, the patient was controlled with appropriate medical treatment.
Conclusion: This report shows that in children with Henoch—Schénlein purpura,
especially in severe and recurrent cases, the possibility of associated autoimmune and
autoinflammatory diseases such as Familial Mediterranean Fever, Inflammatory Bowel
Disease, and Behcet Disease should be considered. These associated diseases can play a
key role in the course of appropriate treatment.

Keywords: familial mediterranean fever, henoch-schonlein purpura, iga vasculitis,
inflammatory bowel disease.
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