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Background Immunoglobulin A (IgA) vasculitis, formerly Henoch-Schénlein purpura, is a common systemic vasculitis
predominantly affecting children, classically characterized by a tetrad of palpable purpura, arthritis/
arthralgias, abdominal pain, and renal disease. While gastrointestinal manifestations are frequent, severe
presentations in adults mimicking acute surgical emergencies, such as closed-loop small bowel obstruction,
are uncommon and pose significant diagnostic challenges. This report aims to describe such a case and
review relevant literature to better inform surgeons encountering this clinical scenario.

Summary = We present the case of a 55-year-old male with a recent diagnosis of IgA vasculitis, for which he was
receiving oral steroid therapy, who presented with sudden-onset, severe abdominal pain. Initial diagnostic
imaging was highly concerning for a closed-loop small bowel obstruction. Consequently, the patient
underwent an emergent exploratory laparotomy. Intraoperatively, no mechanical obstruction was identified;
instead, extensive, diffuse vasculitic changes involving significant portions of the small bowel were the
prominent finding, presumed to be the cause of his acute symptoms.

Conclusion = New-onset IgA vasculitis in the adult population is relatively uncommon, and its presentation as an acute
abdomen with severe enteric inflammation mimicking a mechanical closed-loop bowel obstruction is
exceptionally rare. This case underscores the diagnostic dilemma faced when such patients present with
acute abdominal symptoms and concerning imaging. While IgA vasculitis should be considered in the
differential diagnosis, particularly in patients with a known history, the standard of care appropriately
dictates operative exploration when clinical and radiographic findings suggest an acute intra-abdominal
catastrophe potentially requiring surgical intervention.
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Case Descrlptlon Figure 1. Cutaneous Manifestations of IgA Vasculitis. Published with

A 55-year-old male with a pertinent past medical history of ~ Permission
newly diagnosed Immunoglobulin A (IgA) vasculitis (Fig-
ure 1), non-insulin-dependent type 2 diabetes mellitus,
obesity, a remote history of immune thrombocytopenia,
hypertension, and hyperlipidemia, presented to the emer-
gency department with acute-onset, localized abdominal
pain in the left upper quadrant. He reported associated
mild nausea and one episode of non-bloody, non-bilious
emesis. His bowel function was reportedly normal, with
his last bowel movement occurring prior to the onset of
his abdominal pain. He had no prior abdominal surgical
history.

In the emergency department, a computed tomography
(CT) scan of the abdomen and pelvis with intravenous
contrast was obtained. The imaging revealed significant
circumferential thickening of multiple small bowel loops
with associated adjacent mesenteric edema and distal small
bowel decompression. These findings were highly concern-
ing for a closed-loop small bowel obstruction (Figure 2).

Given the acute presentation and concerning imaging
findings, the decision was made for urgent operative inter-
vention. The patient was immediately initiated on goal-di-
rected intravenous fluid resuscitation and received preop-
erative antibiotics.

Abdominal access was achieved via an upper midline lapa-
rotomy. The small intestine was systematically eviscerated
and inspected in its entirety from the ligament of Treitz to
the ileocecal valve, followed by a similar thorough inspec-
tion of the colon. Approximately 20 cm distal to the liga-
ment of Treitz, a 30 cm segment of proximal small bowel
exhibited a striking “beefy-red” discoloration and circum-
ferential erythema. Additionally, scattered, more discrete
areas of erythema were noted extending distally along both
the small bowel and the colon. Critically, no mechanical
closed-loop bowel obstruction, adhesive bands, or other
anatomical cause for obstruction was identified. No bow-
el resection was performed. A nasogastric tube was placed
for ongoing gastric decompression, and the abdomen was
subsequently closed in standard fashion.

Clinical photographs illustrating the characteristic palpable purpuric rash
associated with IgA vasculitis, distributed over the upper and lower extremities.
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Figure 2. CT Findings of Small Bowel Vasculitis. Published with Permission

Contrast-enhanced CT scans of the abdomen. The images demonstrate diffuse,
circumferential wall thickening of multiple small bowel loops accompanied by
adjacent mesenteric edema and inflammatory stranding. Decompressed distal
small bowel segments are also noted, features which, in this clinical context,
were attributed to severe enteric vasculitis rather than mechanical obstruction.

The patient’s postoperative course was complicated by a
prolonged ileus. He was ultimately discharged on post-
operative day (POD) 5. However, he was readmitted
on POD 8 due to hematochezia. Endoscopic evaluation
(upper endoscopy and colonoscopy) revealed only punc-
tate erythema in the stomach and terminal ileum (Figure
3). His gastrointestinal bleeding and abdominal symp-
toms resolved with continued medical management of his
underlying IgA vasculitis, primarily consisting of oral ste-
roid therapy.
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Figure 3. Endoscopic Appearance of Gastric Involvement in IgA Vasculitis.
Published with Permission

Upper endoscopic view of the gastric body. The image displays diffuse mucosal
erythema, friability, consistent with active gastroduodenal inflammation.
Subsequent biopsies from these erythematous areas confirmed underlying
vasculitis.

Discussion

Immunoglobulin A vasculitis, historically known as
Henoch-Schénlein purpura, is an immune-mediated vas-
culitis associated with IgA and complement deposition
and neutrophil recruitment.! While the precise etiology of
IgAV remains unknown, a confluence of genetic predis-
positions, environmental exposures, infectious agents, and
chemical triggers has been implicated in its pathogenesis.>?
IgAV predominantly manifests in the pediatric popula-
tion, with a reported incidence ranging from 3 to 27 per
100,000 children.? In contrast, adult-onset IgAV is consid-
erably less common, occurring with an estimated annual
incidence of approximately 0.8 to 5 per 1,000,000 individ-
uals.>® The disease classically presents with a tetrad of clin-
ical features: palpable purpura (typically over dependent
areas), arthritis or arthralgias, abdominal pain, and renal
involvement, although the complete tetrad is observed in
a minority of patients.” In pediatric cases, a seasonal predi-
lection has been noted, with occurrences mainly in the fall,
winter, and spring, and rarely in the summer.*’

The American College of Rheumatology (ACR) established
diagnostic criteria for IgAV in 1990, which include: pal-
pable purpura (in the absence of thrombocytopenia), age
at onset <20 years, acute abdominal pain (diffuse, colicky,
often postprandial), and biopsy evidence of granulocytes
in the walls of small arterioles or venules. The presence of
two or more of these criteria has demonstrated a sensitivity
and specificity of approximately 87% and 88%, respective-
ly, for classifying IgAV compared to other vasculitides."
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Clinical manifestations of IgAV typically evolve over days
to weeks. Cutaneous purpura and joint pain are often
the initial presenting symptoms, with purpura being the
first sign in approximately 75% of cases.'" Arthralgias are
the second most common feature, followed by colicky
abdominal pain and gastrointestinal (GI) bleeding.'>"? GI
involvement is frequent and can range in severity from
mild symptoms such as nausea, vague abdominal pain,
and emesis, to more severe complications including sig-
nificant GI hemorrhage, cholecystitis, intussusception,
bowel ischemia or necrosis, and, rarely, perforation.'*!
The abdominal pain associated with IgAV is attributed to
submucosal hemorrhage and edema, which can result in
purpuric lesions visible on the bowel wall during operative
exploration or endoscopy.

The diagnosis of IgAV is generally straightforward in chil-
dren presenting with the classic constellation of palpable
purpura, arthralgia, and abdominal pain. In such instanc-
es, a clinical diagnosis is often sufficient. However, for
patients with atypical presentations, or in the adult popu-
lation where the disease is less common and the differential
diagnosis broader,”® a biopsy is often warranted to confirm
the diagnosis.'® Skin biopsy of a purpuric lesion is the pre-
ferred initial diagnostic procedure, typically demonstrating
leukocytoclastic vasculitis in postcapillary venules with IgA
deposition on immunofluorescence."”

The differential diagnosis for IgAV includes other
small-vessel vasculitides (e.g., hypersensitivity vasculitis),
autoimmune disorders (such as juvenile idiopathic arthritis
or systemic lupus erythematosus), acute rheumatic fever,
and reactive arthritis. When abdominal pain is a prom-
inent feature, the differential expands to include com-
mon surgical emergencies like appendicitis, cholecystitis,
ovarian or testicular torsion, intussusception from other
causes, or infectious enteritis. Distinguishing IgAV-related
abdominal pain from these conditions can be particularly
challenging if abdominal symptoms precede the onset of
the characteristic purpuric rash.

Management of IgAV is primarily supportive, focusing
on adequate hydration, symptomatic relief of pain and
nausea, and rest.'® Non-steroidal anti-inflammatory drugs
(NSAIDs) or acetaminophen are generally sufficient for
managing arthralgias. A tapering course of corticosteroids
is often employed for more significant inflammatory man-
ifestations, particularly severe abdominal or joint pain, and
for renal involvement.” Consultation with a rheumatol-
ogist should be considered for patients with systemic or
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severe disease. In rare instances where severe bowel inflam-
mation leads to hemodynamic instability, peritonitis, or
suspicion of an acute surgical catastrophe (as mimicked in
the presented case), emergent abdominal operative explo-
ration is warranted to rule out perforation, infarction, or
other surgically correctable pathology.

Conclusion

Immunoglobulin A vasculitis manifesting in adulthood
is uncommon, and its presentation with severe enter-
ic inflammation mimicking an acute surgical abdomen,
such as a closed-loop bowel obstruction, is an exception-
ally rare clinical scenario. This case report underscores
the diagnostic challenges inherent in such presentations.
While the standard of care for a suspected acute abdomen
appropriately dictates emergent operative exploration, this
case highlights that, on rare occasions, a non-mechanical,
inflammatory process like vasculitis may be the underly-
ing etiology. The operative intervention, though revealing
no surgical pathology requiring correction, was crucial
in excluding an immediate life-threatening condition.
Reporting this experience contributes to the limited body
of literature on severe gastrointestinal manifestations of
adult IgAV, aiming to inform the clinical decision-making
process for surgeons confronted with similar diagnostic
dilemmas.

Lessons Learned

While IgAV is predominantly a pediatric disease, it can
occur in adults and present with a wide spectrum of symp-
toms, including severe abdominal pain that mimics an
acute surgical emergency. Although the mainstay of treat-
ment for acute flares of IgAV is corticosteroids and sup-
portive care, the presence of signs and symptoms strongly
suggestive of an acute intra-abdominal catastrophe neces-
sitates emergent surgical exploration to rule out condi-
tions requiring immediate operative correction. Finally, a
“negative” laparotomy in the context of suspected acute
bowel obstruction, which instead reveals diffuse bowel
wall inflammation attributable to vasculitis, should not
be viewed as a diagnostic failure but rather as a critical
step that excludes surgical emergencies and allows for the
prompt institution or intensification of appropriate medi-
cal therapy for the underlying IgAV.
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