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Abstract

A 44-year-old male patient was admitted to the emergency department with symptoms of acute abdominal pain, diarrhea, weight loss, and a rash on his legs.
Abdominal computed tomography revealed wall thickening and diffuse ascites in the ileum. Colonoscopy showed focal nodular lesions and erosions in the
terminal ileum. The diagnosis of microscopic polyangiitis (MPA) was established based on vasculitis symptoms, the presence of cytoplasmic antineutrophil
cytoplasmic antibodies (cANCA) in the blood, and a skin biopsy confirming leukocytoclastic vasculitis. High-dose prednisolone (1 mg/kg) was initiated to
address the kidney, skin, neurological, and severe gastrointestinal system involvement. The patient made a full recovery within two weeks of treatment initiation.
Herein, we report a case of MPA with an initial presentation of diffuse small intestinal involvement manifested by acute abdominal pain. To the best of our
knowledge, this specific presentation has not been previously documented in medical literature.
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INTRODUCTION

Microscopic polyangiitis (MPA) is a pauci-immune necrotizing vasculitis that affects small vessels, including small arteries, arterioles, venules,
and capillaries. This condition can impact various organs and systems, such as the skin, muscle, lungs, kidneys, brain, heart, eyes, peripheral ner-
vous system, and gastrointestinal tract. There have been reports of colonic involvement in MPA confirmed by endoscopic examination, and small
intestinal lesions have been identified exclusively through double-balloon endoscopic procedures. While gastrointestinal bleeding and intestinal
involvement are recognized manifestations, the occurrence of small bowel complications that mimic an acute abdomen represents a rare and se-
rious aspect of MPA. In this report, we describe the case of a patient with MPA who presented with acute abdominal pain, diffuse small intestinal
involvement, and other complications, including renal, neurological, and cutaneous associations.

CASE REPORT

A 44-year-old man presented at the emergency department with severe abdominal pain, diarrhea, weight loss, and a rash on his legs. The onset of
his abdominal pain occurred 15 days prior and had gradually intensified and become more widespread. Approximately a week ago, he began expe-
riencing non-bloody diarrhea, occurring eight times a day, and a rash developed on his legs. His medical history was unremarkable. An abdominal
examination revealed tenderness, guarding, and rebound tenderness. Pretibial edema was observed, along with a purpuric rash on his legs and the
dorsum of his feet. A neurological examination indicated peripheral neuropathy, which was confirmed by electromyography.

Laboratory tests showed negative results for antinuclear antibody (ANA), ANA profile, perinuclear antineutrophil cytoplasmic antibody (pANCA),
and anti-glomerular basement membrane antibody (anti-GBM Ab), while cytoplasmic ANCA (cANCA) was positive (23.160 U/ml). Abdominal
computed tomography (CT) scans revealed wall thickening of the small intestine and diffuse ascites. Colonoscopic examination identified focal
nodular lesions and erosions in the terminal ileum, but the colon appeared normal. An ileal biopsy ruled out inflammatory bowel disease. Skin
biopsy findings were consistent with leukocytoclastic vasculitis. With the diagnosis of ANCA-positive microscopic polyangiitis (MPA) and the
presence of renal, cutaneous, neurological, and severe gastrointestinal tract involvement, treatment with high-dose prednisolone (1 mg/kg) was
initiated. The patient fully recovered within two weeks.

DISCUSSION

Microscopic polyangiitis (MPA) is a multisystemic, antineutrophil cytoplasmic antibody (ANCA)-associated vasculitis frequently affecting the
kidneys and lungs. Though less commonly implicated, the gastrointestinal tract and other organ systems can be involved. The predominant gas-
trointestinal symptom in MPA is abdominal pain, followed by diarrhea, vomiting, and bleeding. Abdominal pain is observed in 97% of patients,
making it an almost universal finding. Consequently, while subclinical gastrointestinal involvement may be detected through systematic abdominal
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examinations like CT or angiography, the absence of abdominal pain
generally excludes the diagnosis of gastrointestinal tract vasculitis.! In
our patient, acute abdominal pain and subsequent diarrhea were initial
clinical indications of the disease, representing some of the rarer symp-
toms that could suggest a diagnosis of MPA.

The patient’s clinical presentation, including gastrointestinal, renal, and
neurological involvement, along with characteristic skin signs, indi-
cated vasculitis affecting small vessels. A skin biopsy from suspected
vasculitic lesions confirmed leukocytoclastic vasculitis, and cANCA
positivity further supported the MPA diagnosis.

Differential diagnoses for MPA include polyarteritis nodosa, other
ANCA-associated vasculitides, connective tissue diseases like sys-
temic lupus erythematosus and rheumatoid arthritis, and anaphy-
lactoid purpura. The term “ANCA-related vasculitis” encompasses
Granulomatosis with polyangiitis (formerly known as Wegener’s
granulomatosis) and MPA. Reports suggest pANCA positivity in 50
to 80% of MPA cases and about 10% in Wegener’s granulomatosis,
whereas cANCA is positive in 70 to 90% of Wegener’s granulomato-
sis and approximately 10% of MPA. Wegener’s granulomatosis was
excluded in this patient due to the absence of granulomas in the biop-
sy and the lack of nasal polyps, sinusitis, or lung nodules.! Our case
was marked by cANCA positivity, an atypical finding in MPA, which
typically exhibits pANCA positivity.

While gastrointestinal involvement in MPA is not uncommon, diag-
nosing it via endoscopic biopsy is challenging due to the small size
and superficial nature of the samples, which affect small vessels. Even
in the absence of histological evidence, treatment should be initiat-
ed when clinical suspicion for vasculitis is high.? Prompt treatment
of gastrointestinal manifestations in ANCA vasculitis is crucial, as
confirmation of diagnosis can be arduous and time-consuming. Im-
munosuppressive therapy has significantly improved the prognosis of
necrotizing vasculitis. Given the severity of the condition, delaying
treatment for a tissue diagnosis is often not feasible.*> Therefore, in
complex cases like our patient, it is imperative to swiftly consider
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differential diagnoses and commence appropriate immunosuppressive
treatment.

CONCLUSION

To date, there have been no reports of microscopic polyangiitis (MPA)
presenting with small intestinal involvement manifesting as acute ab-
dominal pain. We have described a patient with MPA who presented
with multisystemic involvement, including acute abdominal pain. It is
essential for physicians to consider that MPA, although rare, can sig-
nificantly affect the small intestine and present with serious gastroin-
testinal symptoms.
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