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Eosinophilic granulomatosis with polyangiitis (EGPA, formerly
called Churg-Strauss syndrome) is a rare systemic small-vessel vas-
culitis, associated with asthma and blood and tissue eosinophilia
[1]. Unmet needs remain in this disease, but refractory disease
always raises the question of misdiagnosis.

A 55-year old woman, breeding wood pigeons, complained
about a one-year history asthenia, dry cough and dyspnea evolv-
ing by acute exacerbation, considered as asthma. Initial blood
tests revealed eosinophilia (2190/mm?3), increased C-reactive pro-
tein (CRP) 17 mg/L, positive antineutrophil cytoplasmic antibodies
(ANCA) with a perinuclear pattern (1/1280) without any specificity.
Chest CT-scan showed bilateral reticulonodular and ground-glass
opacities, bilateral nodules, left lower lobe subpleural consolida-
tion (Fig. 1A) diagnosis of EGPA was made. Oral glucocorticoids
(1 mg/kg/day) were initiated with partial improvement, but disease
relapsed after 2 months of follow-up and BALF analysis showed
275,000 cells per mm? with predominant eosinophils (74%). Treat-
ment with 3 pulses of 1 gram methylprednisolone followed by oral
prednisone led to overall improvement, but disease relapsed below
20 mg/day of prednisone. Because of relapsing EGPA, intravenous
cyclophosphamide (CYC) was administered in combination with
glucocorticoids, but the disease remained refractory.

Then, the patient complained of severe headaches with nau-
sea and photophobia related to neuromeningeal cryptococcosis
(Fig. 1B), treated with intravenous amphotericin B and flucytosine,
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followed by oral fluconazole. Severe lymphopenia was noted at that
time (CD4* 140/mm?3, CD8* 53/mm?3, CD19* 35/mm?3), as before
starting CYC. PET/CT-scan showed homogeneous bone marrow and
thyroid 18F-FDG uptake, cervical, diffuse hypermetabolic lymph
nodes (Fig. 1C). Lymph node and bone marrow biopsies finally
revealed angioimmunoblastic T-cell lymphoma (AITL) (Fig. 1D),
involving thyroid and lungs, associated with reactive eosinophilia.
The patient received 6 courses of high-dose polychemotherapy
leading to clinical, radiological, biological remission and to gluco-
corticoids discontinuation. After three months, the patient relapsed
through the same phenotype. Second-line-chemotherapy, includ-
ing 3 courses of bendamustine, was fatally complicated by acute
respiratory distress syndrome, CMV reactivation and infectious
pneumonia.

Constitutional symptoms and pulmonary or skin involvement
in the setting of B-cell or T-cell lymphoma may mimic EGPA, with
sometimes histological evidence of granulomas and/or necrotizing
vasculitis and similar radiological pattern. AITL is a rare and aggres-
sive T-cell lymphoma that accounts for 1-2% of all non-Hodgkin
lymphoma, commonly presenting with constitutional symptoms,
skin rash, autoimmune manifestations [2], and with eosinophilia
in 39% of cases of AITL [2]. Also, ANCA positivity without any speci-
ficity remains consistent with AITL diagnosis as autoantibodies are
frequently detected [3].

Neuromeningeal cryptococcosis is unusual in the setting of
EGPA and occurs as the consequence of profound immunosup-
pression, and is most likely related to the underlying hemopathy
in the context of occupational exposure. Although initial clinical
and CT-scan findings were compatible with pulmonary crypto-
coccosis [4], microbiological features and and improvement using
polychemotherapy strongly suggest a specific AITL involvement.

This case highlights the multifaceted clinical presentation and
the wide spectrum of autoimmune manifestations that AITL may
mimic. Underlying T-cell lymphoma should be considered in
patients with suspected EGPA, in particular in the absence of
asthma or in case of unusual opportunistic infection in this context.
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Fig. 1. A. Chest CT-scan showing lesions mimicking EGPA with reticulonodular and ground-glass opacities, left lower lobe subpleural consolidation and bilateral nodules.
B. Microscopic examination of cerebrospinal fluid (Gram coloration): in the centre, two yeasts (one on the left budding from another one) of Cryptococcus neoformans.
C. PET/CT-scan showing disseminated hypermetabolic lymphadenopathies, diffuse homogeneous bone marrow and thyroid 18F-FDG uptake. D. Microscopic examination of
alymph node (HE, magnification x 200): cell infiltrate with eosinophils, plasmocytes, medium and large atypical cells with vascular hyperplasia, consistent with the diagnosis

of angioimmunoblastic T-cell lymphoma.
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