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Gastrointestinal bleeding - an atypical presentation
of granulomatosis with polyangiitis

Moniz AC', Teixeira de Almeida M?, Pereira B3, Ponte C*®, Valido A®

INTRODUCTION

Granulomatosis with polyangiitis (GPA) is an anti-neu-
trophil cytoplasmic antibody (ANCA)-associated vas-
culitis characterized by necrotizing granulomatous
inflammation involving the small- and medium-sized
vessels, leading to vascular destruction '. It is typical-
ly associated with proteinase 3 (PR3)-ANCA and most
commonly affects the ear, nose, throat, lower respirato-
1y tract and kidneys. GI involvement is uncommon in
GPA, estimated to occur in only 0-7% of patients?. It
particularly reveals during the initial stages of the dis-
ease, most frequently in the first 2 years**.

CASE REPORT

We describe a case of a 60-year-old man presenting at
the emergency department complaining of bloody di-
arrhoea for one week. He also referred otalgia and ear
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fullness, for which he had already started amoxicillin/
clavulanate without improvement. He denied fever,
weight loss or night sweats. On physical examination,
he was sweaty, hypertensive (blood pressure of 152/100
mmHg) and slightly tachycardic (heart rate of 101 bpm),
but afebrile and normoxemic. The abdomen presented
hyperactive bowel sounds, but palpation was unremark-
able. Laboratory studies showed haemoglobin of 12.8 g/
dL, leucocytes of 7100 cells/mm’ without eosinophil-
ia, creatinine of 1.3 mg/dL, erythrocyte sedimentation
rate (ESR) of 83 mm/hr and C-reactive protein (CRP)
of 12.89 mg/dL. Head computerized tomography (CT)
revealed otitis with mastoiditis. The patient was admit-
ted for intravenous (IV) antibiotic therapy with pipera-
cillin/tazobactam. After five days, the bloody diarrhoea
progressed to heavy haematochezia, resulting in severe
anaemia (haemoglobin of 7.6 g/dL) requiring multiple
blood transfusions. Colonoscopy showed ulcers in the
right colon (Figure 1) with biopsies revealing inflamma-
tory cell infiltrates, fibrosis and a granuloma. Alongside,
he also developed acute kidney injury (serum creatinine
of 2.3mg/dL, microscopic haematuria and 24h-protein
of 1g), increasing inflammatory parameters (ESR of 103
mm/h and CRP of 20.14 mg/dL) and oral ulcerations
(Figure 2). A full infectious panel was employed, includ-
ing mycobacteria, which came back negative. He did not
start any treatment while completing the study. At day
26 of admission, he experienced new-onset dyspnea,
cough with bloody sputum and hypoxemia. CT scan
revealed massive alveolar haemorrhage (Figure 3). He
started IV methylprednisolone (1 g/day for three days),
followed by oral prednisolone (1 mg/kg/day), and IV im-

Figure 1. Colonoscopy images reveal fecal and hematic content on the colonic walls (A, indicated by arrows) and ulcerations with
normal surrounding mucosa, showing no signs of active bleeding (B and C, indicated by arrows).
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Figure 2. Oral ulcerations before (A) and after glucocorticoid therapy (B).

Figure 3. Posterior-anterior chest radiography (A) shows bilateral diffuse alveolar opacities in the mid zones (indicated by circles).
The CT scan (B) reveals acute bilateral ground glass opacities with smooth interlobular septal thickening, creating a crazy-paving
pattern (indicated by arrows). In the patients clinical context, these findings suggest diffuse alveolar hemorrhage.

munoglobulin (2g/kg). Immunology confirmed a posi-
tive PR3-ANCA (167 UA/mL) with negative antinuclear
antibodies. The diagnosis of GPA was established and
the patient was started on IV cyclophosphamide (CY-
CLOPS protocol). Disease remission was achieved with
improvement of anaemia, renal function, respiratory and
GI symptoms. The patient was discharged after 34 days
and remained in remission maintenance therapy with
methotrexate 15 mg/week and prednisolone 7.5 mg/day
in a tapering scheme, with no registered relapses after
two years of follow-up.

CONCLUSION

Although uncommon, GI manifestations can be poten-
tially life threatening and debilitating. The most com-

mon manifestation is abdominal pain (32%), followed
by nausea (17%) and oral mucosal ulcerations (17%).
Bloody diarrhoea and GI bleeding are comparatively
rare, reported in only 3% and 6% of patients, respec-
tively’. Our case embodies an exceptional presentation
of GPA and timely diagnosis contributes to preventing
catastrophic outcomes. Nonetheless, the patient re-
sponded well to immunosuppressive therapy with glu-
cocorticoids and cyclophosphamide.
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