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Case Report

Inflammatory myofibroblastic tumor of intestine 
presenting as intussusception
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Inflammatory myofibroblastic tumor (IMFT) is a rare mesenchymal tumor that usually 
presents in children and young adults.[1] Also known as inflammatory pseudotumor, plasma cell 
granuloma, inflammatory myofibrohistiocytic tumor and inflammatory fibrosarcoma, it is most 
commonly seen in the lungs. Rarer locations include small and large bowel mesentery, omentum, 
diaphragm, small and large bowel, appendix and abdominal wall. Of all the extrapulmonary sites, 
mesentery and omentum are the most common.[2]

We report a 1-year-old boy with IMFT of intestine presenting as intussusception.

CASE REPORT

A 1-year-old boy presented with a history of abdominal pain, non-bilious vomiting and passage 
of red currant jelly stools for 3  days. Clinically, there was visible intestinal peristalsis in the 
upper abdominal quadrants and a lump was palpable in the right iliac fossa. Ultrasonography 
revealed an ileo-ileal intussusception. Hence, he was initially treated conservatively but his 
symptoms didn’t subside. A computed tomography (CT) scan of the abdomen was done after 
72 h of conservative management when the symptoms (and the lump) didn’t abate. It showed 
persistence of the ileo-ileal intussusception (in the proximal ileal loops, for a length of 1.4 cm) 
but did not highlight any lead points [Figure 1].
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The child was taken up for an exploratory laparotomy and we 
found a hard stricturous mass in the ileum, approximately 
50  cm proximal to the ileocecal junction [Figure  2]. The 
entire mesentery had enlarged lymph nodes. The strictured 
ileal segment was resected and sent for histopathological 
examination. Intestinal continuity was restored with an end-
to-end ileo-ileal anastomosis. Post-operative recovery was 
uneventful and the child was discharged 7  days after the 
surgery. The child is currently doing well 6 weeks from his 
surgery and does not have any complications.

Histopathology showed a spindle cell neoplasm involving the 
full thickness of the bowel wall with the resection margins 
free of the tumor. The tumour cells expressed SMA (Smooth 
Muscle Actin) and ROS-1 and were immunonegative for ALK-
1 (Anaplastic Lymphoma Kinase – 1), CD34, S-100 protein and 
desmin on the basis of which a diagnosis of IMFT was made.

DISCUSSION

Predominantly seen in the lungs and airway and rarely in 
the intestine, IMFT is an intermediate soft tissue tumor that 
is composed of myofibroblast-differentiated spindle cells 
accompanied by numerous inflammatory cells, plasma cells and/
or lymphocytes. The exact etiology is unknown. Some believe 
it to be the result of an immunologic response to an infectious 
agent while others characterize it as a true neoplasm.[3]

Signs and symptoms depend upon the site of tumor. 
Abdominal mass, abdominal pain and sometimes intestinal 
obstruction are the common presentations of intra-
abdominal tumors. IMFTs have a variable appearance on 
CT scan. They have well defined margins and may contain 
calcified and fatty compounds. As they are resistant to 
conventional chemotherapy and radiation, surgical excision 
is the mainstay of treatment.[4]

The tumor carries a risk of local recurrence after initial 
surgery (18–44%)[3] but has a very low risk of distant 
metastasis.[2] Abdominal and pelvic IMFTs have a recurrence 
rate of approximately 85%.[2]

The main genetic lesions underlying IMFTs are fusions 
involving the anaplastic lymphoma kinase (ALK) gene[5] and 
about half of the patients with IMFTs have translocations 
involving ALK.[6] The presence of specific genetic alterations in 
IMFT provides a strong rationale to therapeutically target ALK 
in this disease and Crizotinib, a small tyrosine kinase inhibitor 
targeting ALK, MET, ROS proto-oncogene 1 receptor tyrosine 
kinase (ROS1) and RON (Recepteur d’Origine Nantais), has 
been used to that effect with good results.[7] Corticosteroids, 
NSAIDs and radiotherapy have shown good results in ALK 
negative IMFT where surgery is not feasible.[3]

CONCLUSION

Intra-abdominal IMFT is a rare entity and can act as the lead 
point of intussusception in small children. Surgical excision is 
the mainstay of treatment and should be undertaken promptly 
in case of failure of conservative management, especially 
in atypical age group for developing intussusception. 
Histopathological analysis clinches the diagnosis. Long term 
follow up is required as there is a risk of recurrence.
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Figure  1: CT scan (axial and sagittal images) of the abdomen 
showing ileo-ileal intussusception (bowel within bowel appearance) 
[arrow]

Figure 2: Intra-operative picture showing a small 
fibrotic mass (arrow) causing ileal stricture.
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