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Abstract
Ulcerative colitis (UC) and Crohn’s disease (CD) patients present an increased risk of colorectal cancer (CRC) 
due to chronic inflammation, genetic susceptibility and environmental risk factors. In contrast, non-epithelial 
neoplasms are uncommon. 

We discuss the case of an 83-year-old male with a long-standing UC, presenting with a polypoid lesion. 
Once resected, the lesion was identified as a high-grade leiomyosarcoma. A review of the literature revealed 
that only three previous cases of leiomyosarcoma among patients with UC have been published. Thus, this 
one would represent the fourth case where this rare non-epithelial neoplasm was detected in a patient with 
UC. The direct association of UC and leiomyosarcoma has not been well established; however, immunosup-
pression is suggested to be a risk factor for leiomyosarcoma in the literature.
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INTRODUCTION

Inflammatory bowel disease (IBD) is associated with 
increased risk of colorectal cancer (CRC) and has a cumu-
lative incidence of 18% after 30 years of pathology. The 
high risk of CRC is attributed to three main factors: the car-
cinogenic effect of chronic mucosal inflammation, genetic 
predisposition, and environmental factors. (1, 2)

To prevent morbidity and mortality associated with CRC in 
patients with IBD, endoscopic screening for dysplasia should 
begin either 8 years after the diagnosis of left colitis, pancolitis, 
or Crohn’s disease (CD) with a third of the affected colon or at 
diagnosis of primary sclerosing cholangitis (PSC).

Frequency of endoscopic examinations depends on 
individual risk factors such as family history of CRC, diag-
nosis of PSC, inflammatory pseudopolyps, severe histo-
logical inflammation, or extensive mucosal involvement. 
Periodicity of examination is divided into two groups accor-
ding to the underlying risk: low-risk patients must undergo 

endoscopy every 3 to 4 years while high-risk patients must 
undergo endoscopy every 1 to 2 years. (3, 4)

In contrast to CRC, the risk of non-epithelial colonic 
neoplasms has not been established among these patients. 
Only a small number of cases have been reported in the 
literature. Non-epithelial tumors of the gastrointestinal 
tract are rare diseases whose incidence is less than 2.6% of 
all gastrointestinal tumors. 

Since 2000, only 31 cases of colorectal leiomyosarcoma 
have been reported. Differential diagnoses for this type of 
cancer should include lymphoma, Gastrointestinal Stromal 
Tumors (GIST), and inflammatory fibroid polyps. Only a 
histological study with immunohistochemistry can verify 
the type of malignancy. (2)

CLINICAL CASE

We present the case of an 83-year-old man who was in 
functionally good condition but who had a history of recu-
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rrent pulmonary thromboembolism, chronic obstructive 
pulmonary disease (COPD), stable non-functional adrenal 
adenoma. He had been diagnosed with ulcerative colitis 
(UC), A3 S3 E3 according to the Montreal classification 
when he was 73 years old.

The patient was initially treated with steroids and mesa-
lazine, but shortly after diagnosis he developed corticode-
pendent criteria. He was started on azathioprine and achie-
ved clinical and biological remission.

Six years after diagnosis, a review colonoscopy found 
quiescent UC with no data on acute activity. In addition, 
multiple histologically confirmed inflammatory polyps 
were found. The patient remained in clinical and biological 
remission with 200 mg of azathioprine and 2.4 g of mesa-
lazine daily. Due to the long evolution of the disease and 
individual risk factors, we began endoscopic screening for 
dysplasia every 2 years.

Eight years after diagnosis, a screening colonoscopy iden-
tified 15 mm sessile polyp (0-Is, Paris classification) that 
was eroded at its apex. Biopsies were taken and histology 
showed a tubular adenoma with pseudosarcomatous chan-
ges on chronically inflamed mucosa.

A second colonoscopy was performed to resect the polyp 
(Figure 1). The histological study showed a high-grade leiom-
yosarcoma with affected margins. Immunohistochemistry 
was positive for vimentin and negative for c-kit and CD34 
(Figures 2A and 2B).

An abdominal computed tomography (CT) scan found no 
local, regional or distant disease (T2N0M0, stage IIB). The 
case was presented in a multidisciplinary session and, given 

Figure 1. A 15 mm sessile polyp (0-Is from the Paris classification) in 
the ascending colon.

Figure 2A. Immunohistochemistry was positive for vimentin. B. Immunohistochemistry was negative for c-kit and CD34.

the long-standing chronic inflammation and the extension of 
the disease, we decided to perform a proctocolectomy.

In February 2017, the patient underwent a total proctoco-
lectomy with a Brooke ileostomy. During the postoperative 
period, he presented hemoperitoneum secondary to the rein-
troduction of anticoagulation due to the high thrombotic risk. 
The patient was admitted to the intensive care unit (ICU), his 
evolution was torpid, and he died in April of that year.
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Caucasians. Treatment is usually complete surgical resec-
tion. Local recurrence rates range from 38% to 80%, and 
hematogenous spread occurs in 55% to 71% of cases.

The liver is organ which is most commonly affected, 
followed by the lungs and bones. Leiomyosarcoma’s endos-
copic appearance is not specific, and differential diagnosis 
should be made from lymphoma, GIST, and inflammatory 
fibrous polyp. Abdominal CT scans and/or nuclear magne-
tic resonance imaging are useful for evaluating disease stage 
and for postoperative follow-up. (9)

The diagnosis is based on histology and immunohisto-
chemistry. Cells have fusiform appearance with a characte-
ristic cigar shaped nucleus. The histological grade depends 
on the number of mitoses, the degree of differentiation, 
and the percentage of necrosis. Immunohistochemistry 
is positive for smooth muscle cell markers such as vimen-
tin, smooth muscle specific actin (Smooth Muscle Actin, 
SMA), HHF-35 and desmin, and negative for c-kit (CD 
117), CD 34, AE1/AE3 and S-100.

The cornerstone of treatment is surgery with curative 
intent. For patients with marked inflammatory activity and 
extensive involvement, a panproctocolectomy is conside-
red the surgery of choice. For those who are in remission, 
partial resection appears to be an appropriate technique.

Leiomyosarcoma has a poor prognosis, with a 5-year sur-
vival rate of 30% in the minority of patients without asso-
ciated risk factors. Poor prognostic factors include tumors 
larger than 5 cm, a high histologic grade, age over 60 years, 
and affected surgical margins.

Our patient presented two factors indicating poor progno-
sis, in addition to the inherent risks of colorectal surgery and 
the multiple comorbidities that conditioned its outcome. 
Therefore, it is important to handle each case individually.

Recent studies of the therapeutic effects of tyrosine 
kinase inhibitors in advanced stages have not demonstrated 
any significant benefits. (10)

DISCUSSION

UC patients are at high risk of developing CRC. However, 
the risk of non-epithelial malignancies in these patients 
appears to be low although it has not been established. In 
fact, there were only three reported cases of leiomyosarcoma 
in UC patients (Table 1). In addition, there are five reported 
cases of this type of tumors (leiomyosarcoma, GIST, and 
gastrointestinal neuromas) associated with CD. (5)

Leiomyosarcoma accounts for 10% to 20% of all soft tis-
sue sarcomas. The most frequent locations are the uterus, 
the retroperitoneum and the gastrointestinal tract. Classic 
gastrointestinal complaints are in the stomach (50%), 
the small intestine (30%), the colorectal (15%) and the 
esophagus (5%). However, with the reclassification of mes-
enchymal stoma tumors in 2000, these percentages may 
have changed. Colorectal sarcomas account for 0.1% of all 
malignant colorectal tumors. (4, 6)

Leiomyosarcoma originates in smooth muscle fiber and 
is characterized by a high mitotic index and marked cellu-
lar atypia. Risk factors include advanced age, exposure to 
radiation and genetic predisposition. Immunosuppression 
and chronic inflammation of the gastrointestinal tract have 
also been implicated. (2, 3, 7)

In fact, three of the four patients with leiomyosarcoma 
and UC were over 50 years old, and 75% were women. 
Most of them had long-standing diseases, and one was 
being treated with high doses of corticosteroids. Half were 
in remission. The most frequent endoscopic lesion was 
polypoid. One patient underwent a partial colectomy, 
while another underwent a Hartmann and an end ileos-
tomy. Our patient is the oldest reported and the first with a 
right location (Table 1).

The age of onset of these tumors ranges from 40 to 60 
years and they are more frequent in men than women and 
more frequent in the African-American population than in 

Table 1. Reported Cases of Leiomyosarcoma in Patients with UC 

Age Sex Duration Treatment Activity Symptoms Location Endoscopic 
Presentation

Size Type Of Surgery

30 Woman 5 Years Corticoids
+

Azathioprine

Severe 
Activity

Bleeding Left Colon Polypoid Lesion 40 mm Hartmann with  Ileostomy

70 Woman 30 Years - Severe 
Activity

Bleeding Rectum Polypoid Lesion 17 mm Total Proctocolectomy with 
end ileostomy

51 Woman 30 Years 5-Aminosalicylic 
Acid

Remission No Symptoms Left Colon Ulcerated Lesion 30 mm Left Colectomy

83 Man 10 Years Azathioprine +
5-Aminosalicylic 

Acid

Remission No Symptoms Right 
Colon

Polypoid Lesion 15 mm Total Proctocolectomy with 
end ileostomy
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CONCLUSIONS

Leiomyosarcoma of the colon is a rare and aggressive tumor 
whose prognosis is very poor. Since a direct association of UC 
and leiomyosarcoma is not well established, we cannot rule 
out incidental concomitance of these diseases. Nevertheless, 
immunosuppression and chronic inflammation may be risk 
factors. Further prospective studies with larger sample sizes 
are needed to establish whether there is a causal relationship 
or whether it is incidental concomitance.
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