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INTRODUCTION 
Small bowel perforation is a rare but serious complication from 
causes such as trauma, neoplasm, obstruction, or complications 
from IBD. We present a case of recurrent small bowel perforation 
due to IgG4 mediated enteropathy (IME). 

There are multiple abnormal loops of 
small bowel showing circumferential 
bowel wall thickening and fluid filled 
dilatation.  The omentum appears 
edematous.

A small amount of ascitic fluid and free 
intraperitoneal air

Small amount of free peritoneal fluid 
is seen within the pelvis

DISCUSSION 
We describe recurrent small bowel perforation due to 
IME.  Diagnosis requires histopathological storiform 
fibrosis, lymphoplasmacytic infiltrate, obliterative phlebitis 
and eosinophilic infiltration. Immunohistochemical 
features include IgG4+ cells per HPF > 10 or IgG4+/IgG+ 
cell ratio > 40%. Diagnosis requires 2 out of 3 histologic 
criteria to be met with IgG4 to IgG plasma cell ratio of 
40% to support the diagnosis. Treatment is steroids with 
or without a biologic agent to achieve remission, which 
may take months to respond. It is unclear whether 
maintenance therapy with a steroid sparing agent is 
beneficial to patients. High index of suspicion is crucial to 
prevent dire consequences by straightforward therapy. 

CASE DESCRIPTION
A 44F with PMHx of endometriosis presents in distress with 3 
months of intermittent LUQ, non-radiating abdominal pain with 
normal bowel movements. Temperature was 97 F, pulse 86, and BP 
107/75. Her abdomen was diffusely tender with rebound and 
guarding. Labs include a leukocyte count of 14 with left shift, a Hg of 
12, an anion gap acidosis, and lipase of 206. CT abdomen revealed 
free intraperitoneal air and fluid consistent with bowel perforation. 
Emergent ex lap revealed bilious ascites and a 5 mm mid small 
bowel perforation. After primary resection, she was discharged on 
post op day 3. Pathology revealed ischemic necrosis, gross 
perforation, and absence of granulomas. Over the next 3 months, 
she had many ED visits for abdominal pain where workup was 
negative for perforation but consistent with ileus. Colonoscopy and 
EGD were normal. MRE revealed dilated thick loops of small bowel 
and calprotectin has high normal. 4 months after initial presentation, 
she presented with abdominal pain, hypotension and tachycardia. 
CT revealed pneumoperitoneum and ex lap showed pinpoint 
perforation in the ileum. Small and large bowels were otherwise 
normal. Rheumatologic workup yielded + ANA, an IgG4 level of 255. 
Re- evaluation of pathology revealed elevated levels of IgG4. 
Special stains revealed increased IgG4 cells, however representing 
less than 40% of total IgG cells, and no definite storiform fibrosis. 
She was treated with prednisone 40 mg daily for one month with 
prolonged taper and has remained asymptomatic for one year. 
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