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Small Bowel Obstruction Due to Gastrointestinal 
Neurofibromas and Lipomas

Poul Guldfeldta, c, Rezvan Zardarib

Abstract

The most known manifestation of neurofibromatosis Recklinghau-
sen NF-1 is cafe-au-lait spots on the skin, but up to 25% of pa-
tients with NF-1 have gastrointestinal manifestations, and only 5% 
of the gastrointestinal manifestations of NF-1 will require surgical 
treatment. We report a rare case of a 73-year-old woman, who five 
times earlier has undergone bowel resection, due to intussusception 
and ileus. The patient was admitted to the hospital due to abdomi-
nal pain. A computed tomography scan showed progression of the 
almost disseminated tumor growth of neurofibromas and lipomas 
of the small intestinal wall. Clinical manifestions showed the ileus 
required an operative treatment with a sixth small bowel resection. 
Small bowl obstruction caused by neurofibromas is a rare manifes-
tation of a rare disease.
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Introduction

Neurofibromatosis Recklinghausen (neurofibromatosis type 
1, NF-1) is an autosomal dominant disorder with a preva-
lence of 1 per 4,000 individuals [1]. The most known mani-
festation of NF-1 is  cafe-au-lait spots on the skin, but the 
disease can also appear in the form of cutaneous neurofi-
bromas and irishamartomas [2]. In up to 25% of patients 
with NF-1, there are gastrointestinal manifestations. These 
gastrointestinal manifestations primarily affect the ventricle 
and small intestine. Gastrointestinal NF-1 has three different 

versions: visceral vasculopathy, diffuse ganglioneumatosis, 
and solitary neurogenic tumores [2]. The diffuse ganglioneu-
matose can present themselves as a tumor process containing 
ganglion cells, Schwann cells or fibroblasts [2]. Only 5% of 
the gastrointestinal manifestations of NF-1 will require sur-
gical treatment [2].

Complications of the gastrointestinal neurofibromas are 
rare. The most frequent complications are ulceration, bleed-
ing, and obstruction. More rarely, on case by case basis, there 
have been reported intussusception and perforation [3].

The changes are mostly of a benign nature and most of-
ten cause mechanical symptoms, but in 10-15%, the gastro-
intestinal neurofibromas can undergo a malignant transfor-
mation [2].

According to international diagnostic criteria for NF-1, 
which can be seen in Table 1, patients must have two or more 
of the symptoms in order to make the final diagnosis [4].

Another gastrointestinal tumor process that macroscopic 
and radiologic may be difficult to distinguish from neurofi-
bromas is lipomas.

Lipomas represents 5% of all gastrointestinal tumors 
and 10% of the benign gastrointestinal tumors. Lipomas in 
the gastrointestinal tract is usually located just beneath the 
mucosa and is usually asymptomatic, but may lead to ob-
struction, intussusception or bleeding. Lipomas can occur 
together with neurofibromas and is an important differential 
diagnosis [5].

 
Case Report

A 73-year-old woman is hospitalized due to increasing ab-
dominal pain through 1 week. The patient’s medical record 
reveals that she suffers from intestinal neurofibromatosis. 
She has undergone small bowl resection five times since 
1981, due to intussusception caused by neurofibromas in the 
small intestine.

The pathology reports of the previous resections have all 
shown neurofibromas.

A computed tomography scan performed at admission 
revealed disseminated tumor growth of neurofibromas, and 
lipomas of the small intestinal wall. Parts of the small intes-
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tine were dilated up to 8.5 cm before an intussusception in 
the left iliacal fossa (Fig. 1).

The patient’s medical condition continued to deteriorate 
and due to both clinical symptoms of bowel obstruction and 
the radiological findings, it was decided that an explorative 
laparotomy was needed. Intra-operatively an intussuscep-
tion was found 1.5 m from the Treitz ligament, and one by 
an old ilio-colic anastomosis. There were two resections of 
the small intestine, both approximately 15 cm. Two primary 
anastomosis were made.

Because of rising infection parameters on the third post-
operative day, antibiotic treatment with metronidazole and 
cefuroxime was started. Antibiotics was discontinued on the 
sixth postoperative day, because of declining infection pa-
rameters and normalization of temperature.

The pathology report from this latest operation describes 
tissue transformation compatible with intestinal neurofibro-
matosis and multiple lipomas.

Discussion
  
NF-1 is a relatively rare disease and gastrointestinal mani-
festations with symptoms that require surgical treatment are 
even more rare. Since this patient had previously been op-
erated for the same condition, a new episode of ileus was 
suspected on admission to the hospital.

In the previous pathology reports, there are described 
neurofibromas in the removed parts of the small intestine. 
The pathology report from this admission also describes 
changes consistent with gastrointestinal neurofibromatosis.

Hence this patient has undergone bowel resection five 
times previously on the basis of intussusception and ileus 
caused by intestinal neurofibromas, there is nothing sinister 
in that she was admitted under the same picture again.

Small bowl obstruction caused by neurofibromas is, 
however, a rare manifestation of a rare disease. The instruc-
tive part in this story is that benign gastrointestinal tumor 
processes can result in ileus in the same way as a malignant 
tumor can. It is also notable that gastrointestinal neurofi-
bromatosis can present itself with such massive growth of 
neufibromas as seen in Fig. 1. One should be cautious about 
bowel resection and only perform it on vital indication if the 
patient has such widespread changes in the abdomen as this 
patient, since there will probably come another episode of 
intussusception and ileus.
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1 At least 6 cafe-au-lait-spots on the skin with a diameter larger then 5 mm at prepuberty age, or above 15 mm 
after puberty.

2 At least two neurofibromas or one plexiform neurofibroma

3 Accumulation of freckles in the groin or armpit

4 Dysplasia or pseudarthrosis in the femur, humerus or sphenoidale bones

5 At least 2 hamartomas in the iris (Lisch noduli)

6 Opticusglioma

7 First-degree relatives with NF-1

Table 1. At Least Two of the Following Seven Criteria Must be Present in Order to Make the Final Diagnosis 
of NF-1

Figure 1. CT scan with oral contrast shows submucosa in the 
entire small intestine infiltrated by lipomas and neurofibro-
mas. In the left iliac fossa there is an intussusception leading 
to obstruction.
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