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Clinical history

14-year-old boy with a two-day history of rash, fever, and joint pain. The rash began as urticarial plaques, progressing to purplish
macules with mild pruritus. The patient had a history of chronic cough, recently diagnosed as severe non-allergic asthma, and an
unexplained biological hypereosinophilia for several months. There were no viral symptoms or new medications, and the family
history was unremarkable.
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Eosinophilic granulomatosis with polyangiitis (Churg-Strauss syndrome)

* Rare, multi-system inflammatory disease, characterized by asthma, rhinitis, nasal polyposis, and peripheral eosinophilia. It is a form of
ANCA-associated vasculitis that affects small- and medium-sized vessels.*

* Three phases: (i) the prodromal phase (asthma, rhinitis, sinusitis), (ii) the eosinophilic phase (pulmonary, cardiac, and gastrointestinal
involvement), and (iii) the vasculitic phase (cutaneous lesions, glomerulonephritis, and peripheral neuropathy, with ANCA positivity in
30%).173 Eosinophilia is a marker for disease activity.*

+ Skin manifestations in ~50% patients; infiltrated purpura, ecchymosis and/or hemorrhagic bullae. More rarely, dermal or subcutaneous
nodules and papules (typically on the scalp or on the extremities of the limbs), urticaria or livedo reticularis.*

» Treatment typically involves corticosteroids, immunosuppressants (e.g., cyclophosphamide), and biological agents such as mepolizumab.t

\- Cardiomyopathy is a poor prognostic factor, accounting for 30% of EGPA-related deaths * )

Key messages

+ Polymorphic vasculitis-like skin lesions + Hypereosinophilia + Asthma, ENT symptoms: think EGPA !
» Possible in children/adolescents

* Multivisceral involvement - cardiomyopathy = major prognostic factor

* Immunosuppressive therapy
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