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ABSTRACT

There is a known association between inflammatory bowel disease (IBD) and vasculitis, which can present with mesenteric ischemia
or cutaneous manifestations. Infliximab, an anti-tumor necrosis factor (anti-TNF) used to treat IBD, has been implicated as
a potential culprit. We present a unique case of a patient with ulcerative colitis who developed isolated celiac artery vasculitis
presenting with abdominal pain and ileus after decreasing his dosage of azathioprine. Vasculitis resolved with steroids and increasing
azathioprine dosage, while continuing anti-TNF therapy, suggesting that anti-TNF agents are not the only cause of vasculitis in
patients with IBD or that thiopurines may be protective.
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INTRODUCTION

Vasculitis is typically grouped by vessel size or by presence of specific immune markers.' Systemic vasculitides can affect multiorgan
systems, with gastrointestinal (GI) tract involvement more commonly noted with polyarteritis nodosa, granulomatosis with pol-
yangiitis, or IgA vasculitis. Inflammatory bowel disease (IBD) has been associated with large-vessel vasculitis, such as Takayasu
arteritis, ANCA-associated vasculitis, and cutaneous vasculitides. Clinical manifestations include abdominal pain, diarrhea, fever,
ileus, or GI bleeding, and complications can include intestinal ischemia or perforation.” Isolated GI tract vasculopathy has been
reported, and patients may present with GI ischemia without other systemic findings.? Of these, isolated celiac artery vasculitis has
been rarely reported in the literature. We describe the first case of isolated celiac artery vasculitis in a patient with ulcerative colitis
(UC) presenting with abdominal pain and ileus after decreasing his dosage of azathioprine (AZA).

CASE REPORT

A 69-year-old man with hypertension and an 11-year history of UC in clinical and endoscopic remission (for at least 2 years)
presented with lower abdominal pain, vomiting, and constipation. He was on infliximab 5 mg/kg every 8 weeks and AZA 200 mg
daily for the past 8 years, but had decreased AZA to 100 mg daily 1 month before presentation. He initially presented to 2 different
emergency departments where he was diagnosed with constipation. Computed tomography (CT) scan of the abdomen/pelvis with
contrast revealed no explanation for his symptoms. He presented to our institution the next day because worsening symptoms.

Abdominal/pelvic CT scan with contrast showed stranding surrounding the celiac artery, fluid-filled small bowel loops, and proximal
colon distention. Barium lower GI series did not show stricture or obstruction. Mesenteric duplex was inconclusive. He developed
progressive small bowel and right colonic distention, and colonoscopy and esophagogastroduodenoscopy (EGD) with nasogastric and
colonic decompression tube placement were performed. There was no evidence of active UC. Dilation of the transverse and ascending
colon was seen. EGD revealed dusky-appearing mucosa at the gastroesophageal junction and ulceration in the gastric cardia and body
(Figure 1). Biopsy of the gastroesophageal junction showed ischemic-type changes and extensive ischemic necrosis (Figure 1). Gastric
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Figure 1. EGD findings show inflammation with a dusky-appearing mucosa (arrows) at the gastroesophageal junction (GEJ) (A). and
nonbleeding gastric ulcers with overlying pigment (Forrest class lic) (B). (C) An H&E stain image showing the GEJ biopsy with extensive
ischemic necrosis and hemorrhage. (D) The initial abdominal/pelvic CTAwith fat stranding surrounding the celiac artery (arrow showing celiac

artery). EGD, esophagogastroduodenoscopy.

biopsies showed chronic gastritis, focal hemorrhage, mild sub-
acute ischemic type changes, and Helicobacter pylori gastritis.
There was no previous EGD for comparison and no history of
ischemic events. Celiac artery vasculitis was presumed to be the
etiology.

CT angiography (CTA) was performed and demonstrated
perivascular inflammation of a patent celiac artery without
evidence for dissection, suggestive of acute vasculitis (Figure 1).
Erythrocyte sedimentation rate (ESR) and C-reactive protein
(CRP) were 50 mm/hr and 7.8 mg/dL, respectively. Myelo-
peroxidase (MPO, tests for p-ANCA), serine-proteinase 3 (tests
for c-ANCA), rheumatoid factor, and antinuclear antibodies
were negative. Rheumatology was consulted and concluded;
this was not a systemic vasculitis.

The patient received intravenous methylprednisolone 1 g daily
for 3 days, with resolution of symptoms. He was discharged on
oral prednisone 20 mg 3 times a day for 2 weeks, with a tapering
schedule. AZA was increased back to 200 mg daily. Infliximab
was continued. Oral proton pump inhibitor treatment for H.
pylori was recommended. Abdominal/pelvic follow-up CTA
1 month later showed minimal residual inflammation. ESR and
CRP had normalized. Repeat EGD was not performed, but the
patient remains asymptomatic 1 year later.

DISCUSSION

The systemic vasculitides cause inflammation and fibrinoid
necrosis of blood vessel walls and may lead to tissue ischemia or
necrosis. Vasculitis may be primary or secondary to infection,
malignancy, or autoimmune diseases."*

Systemic vasculitides affecting the GI tract are categorized as
small- or medium-sized vessel disorders, including polyarteritis
nodosa, granulomatosis with polyangiitis, microscopic poly-
angiitis, and Henoch-Schénlein purpura. In patients with sys-
temic vasculitis, GI manifestations usually indicate a poor
prognosis.” Even localized vasculitis in the GI tract can be as-
sociated with significant morbidity and mortality.” Endoscopic
findings such as erosions, petechiae, ulcers, submucosal hem-
orrhage, and strictures strengthen the suspicion for vasculitis.®
In our patient, the dusky-appearing gastroesophageal junction
and ulcers on endoscopy put vasculitis high on our differential.

Small case series have reported an association between IBD and
large-vessel vasculitis, ANCA-associated vasculitides, and cu-
taneous vasculitides. There are roughly 100 case reports that
report an association between Takayasu arteritis and IBD. It is
unclear whether these patients have a primary vasculitis with GI
involvement or IBD with secondary vasculitis. In a case series
and literature review, IBD preceded the diagnosis of vasculitis in
12/13 patients with large-vessel vasculitis and in all 8 cases of
ANCA-associated vasculitis. There was no case of isolated celiac
artery vasculitis noted.” Previous case reports raised suspicion
that the vasculitis was drug-induced by anti-TNF agents.®"?
One case series showed the mean duration of treatment before
the development of leukocytoclastic vasculitis as 30.8 months,
whereas another showed it to be 34.5 months for cutaneous
small-vessel vasculitis.® The treatment in some cases was to use
AZA, but overall included stopping anti-TNF therapy, chang-
ing to a different anti-TNF drug, and starting steroids. Some
suggested changing to a different biologic class.

Our case is unique because isolated celiac artery vasculitis occurred
in our patient with IBD on anti-TNF therapy and did not recur
while anti-TNF therapy was continued. Therefore, it seems that
anti-TNF therapy was not the cause. Although infliximab levels
and antibodies to infliximab were not checked, the UC was clearly
in remission. A possible explanation is that decreasing the dose of
AZA precipitated the episode. Our patient had not been on other
drugs associated with vasculitis and had a large-vessel vasculitis,
but not a systemic vasculitis. Our patient presented to 2 separate
emergency departments before presenting at our hospital, high-
lighting the difficulty in making the diagnosis of vasculitis.

To the best of our knowledge, this is the first case of isolated celiac
artery vasculitis in a patient with IBD on anti-TNF therapy. Long-
term resolution was achieved with steroids and increased thio-
purine dose while continuing anti-TNF therapy. This suggests that
anti-TNF therapy may not be the cause of vasculitis in patients
with IBD or that thiopurines may have a protective effect. In
addition, there should be a high level of suspicion for vasculitis in
patients with IBD who present with abdominal pain and ileus.
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