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Introduction

Abstract

Acute cholecystitis is a rare disease of eosinophilic granulomato-
sis with polyangiitis, which is a systemic necrotizing vasculitis affect-
ing small- to medium-sized vessels, associated with blood and tis-
sue eosinophilia and the presence of extravascular granulomas. We
report the case of a 53-year-old female patient who presented with
acute acalculous cholecystitis who underwent surgery. The diagno-
sis of eosinophilic granulomatosis with polyangiitis was based on
histology of the gallbladder, antineutrophil cytoplasmic antibody
positivity and the presence of polyneuropathy. Corticosteroids al-
lowed a favorable clinical outcome with no relapses during follow-
up.
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Abbreviations: EGPA: Eosinophilic granulomatosis with polyan-
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Eosinophilic Granulomatosis with Polyangiitis (EGPA), for-
merly known as Churg-Strauss syndrome, is a systemic necro-
tizing vasculitis affecting small- to medium-sized vessels, as-
sociated with blood and tissue eosinophilia and the presence
of extravascular granulomas [1]. It is a rare condition with an
annual incidence of 0.9 to 2.4 cases per million population [2].

Anti-Neutrophil Cytoplasmic Antibodies (ANCA) are positive
in only around 30% of cases, which leads us to believe that this
is a heterogeneous disease with two phenotypes depending on
the presence or absence of ANCA.

It can affect the peripheral nerves, skin, lungs, kidneys, car-
diovascular system and gastrointestinal tract, but acute cho-
lecystitis is a rare disease of EGPA [3], which makes diagnosis
difficult.

We report here a rare case of EGPA manifested by acute acal-
culous cholecystitis.

Case Report

A 53-year-old patient with no significant history of illness
had been hospitalized for recurrent fever and occasional epi-
gastric pain for two weeks.

Abdominal examination revealed tenderness over the right
hypochondrium and Murphy's sign was positive. Laboratory in-

vestigations showed the following results: white blood cell count
17230/mm?3 including 15080/mm?3 of neutrophils and 240/mm?
of eosinophils, C-Reactive Protein (CRP) of 230.58mg/L, aspar-
tate aminotransferase of 221U/ L, alanine aminotransferase of
101U/L, total bilirubin of 4.11mg/L, Gamma-glutamyl transfer-
ase of 721U/L and alkaline phosphatase of 235IU/L.

Abdominal ultrasonography and abdominal computed to-
mography revealed a parietal thickening of the gallbladder
without visible lithiasis (Figure 1A,1B).

Figure 1A: Abdominal ultrasonography revealed parietal thicken-
ing of the gallbladder without visible lithiasis.
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Figure 1B: Abdominal computed tomography revealed thickened
gallbladder with oedema but no evidence of lithiasis.

The diagnosis of acute acalculous cholecystitis was made
and the patient was given antibiotics, but there was no clinical
improvement in the first 24 hours, so a cholecystectomy was
performed.

A week after surgery, she presented with numbness in both
upper limbs and was referred to our department. The neuro-
logical examination found a predominant sensitive polyneu-
ropathy in the upper limbs, the abdominal examination was
normal except for the visible cholecystectomy scar. The rest
of the clinical examination, in particular the pleuropulmonary,
cardiovascular examinations was without particularity. Labora-
tory investigations showed that white blood cell count 6660/
mm? including 70/mm? of eosinophils, C-Reactive Protein (CRP)
of 130,80mg/L, aspartate aminotransferase of 22IU/L, alanine
aminotransferase of 7IU/L, Gamma-glutamyl transferase of
52IU/L and alkaline phosphatase of 1831U/L.

Gallbladder pathology returned showing an inflammatory in-
filtrate rich in eosinophils at the serous (Figure 2A,2B,2C).

Electrodiagnostic study showed sensory-motor axonal neu-
ropathy of the four limbs. The immunological evaluation found
the myeroperoxidase antineutrophil cytoplasmic antibody
(MPO-ANCA) was present, Chest x-ray showed no pulmonary
infiltrates.

Figure 2A: Histological image showing a vesicular wall with an
inflammatory infiltrate in the subserosa. magnificationx10.

Figur 2B: Hlsological imag showing polymorphism of iﬂama-
tory cells with vascular congestion, magnificationx20.

Figure 2C: Histological image showing the presence of moderate
amounts of eosinophils within the inflammatory infiltrate. Magni-
ficationx40.

The diagnosis of eosinophilic granulomatosis with polyangi-
itis was based on the presence of polyneuropathy, eosinophilic
infiltration of the gallbladder and the presence of ANCA.

Treatment was started with prednisone at an initial dose 60
mg daily, and the response to treatment was good, with rapid
improvement in clinical symptoms. No relapses were observed
during follow-up.

Discussion

EGPA is a rare granulomatous necrotizing vasculitis, charac-
terized by diffuse involvement of small -to medium-sized ves-
sels with eosinophilic infiltration, first described by Churg and
Strauss in 1951 [4].

It can manifest by various symptoms related to peripheral
neuropathy, myocarditis, glomerulonephritis, purpuric lesions
of the skin. Cardiac manifestations tend to be the leading cause
of death, accounting for up to 48%.

Gastrointestinal involvement occurs in 32.6% of cases [5]. It
may precede or occur at the same time as the vasculitis phase,
often due to eosinophilic infiltration of the gastrointestinal mu-
cosa. Sometimes there may be ischemic lesions due to vasculi-
tis, especially in the small intestine, which may lead to digestive
perforation and bleeding [6].

Acute cholecystitis is a rare disease of EGPA [7], only 15 cases
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of EGPA patients with acute cholecystitis were reported in the
literature. In a large cohort of patients with GEPA, by Guillevin
et al, only one in 96 had developed cholecystitis in the 32 years
of follow-up [8].

The American College of Rheumatology (ACR) has proposed
criteria for the diagnosis of EGPA (asthma, transient pulmonary
infiltrates, eosinophilia >10% on differential, Mono- or polyneu-
ropathy, Nasal sinusitis and Biopsy showing vasculitis lesions
with eosinophilic infiltrate). The presence of four of the six ele-
ments has a sensitivity of 85% and a specificity of 99.7% for the
diagnosis of EGPA [9].

The diagnosis is essentially clinical, the presence of ANCA
contributes to the diagnosis but they can be absent so it is
the pathology when the biopsy is performed that represents a
strong argument for the diagnosis of EGPA. Typical pathological
changes are eosinophilic infiltration, granulomatous inflamma-
tion and necrotizing vasculitis. The main pathological features
of the gallbladder are eosinophilic infiltration and necrotizing
vasculitis of small-to medium-sized vessels [10,11]. In our case
it was the neurological damage, the pathology and the pres-
ence of the ANCA that made it possible to establish the diagno-
sis even in the absence of the other criteria including asthma,
allergic history and blood eosinophilia.

Treatment of non-severe EGPA is based on corticosteroid
therapy, which is generally effective; however, in the case of
a poor response or relapse, additional immunosuppressive
treatment is required [12]. In severe forms with major organ
involvement, a combination of corticosteroid therapy and an
immunosuppressive therapy, mainly cyclophosphamide, is rec-
ommended [13]. Corticosteroid alone was effective in our pa-
tient, without notion of relapse.

Recently, it has been shown that mepolizumab, an anti-IL 5
antibody, is potentially effective as an induction therapy in pa-
tients with severe EGPA and may be useful in reducing doses of
corticosteroids [14].

Conclusion

We report here a rare case of EGPA manifested by acute cho-
lecystitis and whose diagnosis was made by pathology even in
the absence of typical manifestations, surgeons and clinicians
should not overlook the gastrointestinal and neurological in-
volvement of EGPA in order to make the diagnosis quickly and
start treatment early to ensure a good prognosis.
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