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Squamous cell carcinoma of the cecum developing in a patient with
long-standing ulcerative colitis and a coexistent carcinoid tumor in
the appendix: A case report
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ABSTRACT

Squamous cell carcinoma (SCC) of the colon is a rare tumor that accounts for 0.1%-0.2% of colonic malignancies.
However, pure SCC of the cecum is extremely rare. Although SCC of the colon is a rare complication of idiopathic
inflammatory bowel disease (IBD), SCC of the cecum in the context of IBD has not been previously reported in the
English literature. We report a case of the coexistence of SCC of the cecum and a carcinoid tumor in a 46-year-old

female with long-standing pan-ulcerative colitis.
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INTRODUCTION

Squamous cell carcinoma (SCC) of the colon is a rare tu-
mor that accounts for 0.1%-0.2% of colonic malignan-
cies (1). However, pure SCC of the cecum is extremely
rare. Although SCC of the colon is a rare complication of
idiopathic inflamnmatory bowel disease (IBD), SCC of the
cecum in the context of IBD has not been previously
reported in the English literature. We report a case of
the coexistence of SCC of the cecum and a carcinoid
tumor in a 46-year-old female with long-standing pan-
ulcerative colitis (UQ).

CASE PRESENTATION

A 46-year-old Caucasian female with a 30-year history
of pan-UC in long-term remission presented to our
emergency department with a 6-week history of dis-
comfort in the right iliac fossa, weight loss, malaise, and
exertional dyspnea. A colonoscopy performed 5 years
previously showed no active disease. A second-degree
relative of the patient had died from colorectal cancer.
The patient had no extraintestinal manifestations of UC,
no significant gynecological history or symptoms, and
no history of smoking as well as no history of skin can-
cer or other malignancies.

Clinical examination revealed anemia and a palpable
mass in the right iliac fossa. Initial investigations showed
the following: hemoglobin, 50 g/dL; platelet count,
601x10%L; albumin, 28 g/L; and ferritin, 5 ng/mL, de-
spite oral iron supplementation. An attempt to perform
an urgent colonoscopy was abandoned because of the
patient’s discomfort. Subsequent contrast-enhanced
computed tomography of the chest, abdomen, and pel-
vis revealed a 7-cm tumor involving the cecal pole with
adjacent lymph nodes having a diameter of 10 mm (ra-
diological staging, T3/T4). Thickening of the rectal wall
and sigmoid colon consistent with colitis was also noted.

Proctocolectomy with mesorectal excision and inter-
sphincteric dissection were performed on obtaining
informed consent from the patient. A large mobile ce-
cal tumor with multiple enlarged ileocolic lymph nodes
was found. Macroscopically complete resection was
achieved. There were no postoperative complications,
and the patient remained in good condition at the
12-month follow-up.

Histological examination of the specimen (Figure 1)
showed completely excised, moderately differentiated
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SCC of the cecum invading beyond the muscularis propria,
with positive immunostaining for CK5/6 and P63 and negative
immunostaining for CK20 and CDX-2. All 35 examined lymph
nodes were tumor-free, with no vascular or perineural invasion.
Examination of the specimen and adjacent mucosa revealed
negative P16 immunostaining for the presence of human pap-
illomavirus (HPV). However, there was histological evidence of
surface glandular dysplasia with markedly villiform architec-
ture, and this merged into areas that seemed to have surface
squamous metaplasia/dysplasia. There was a background of
quiescent UC, and gross thickening of the muscularis mucosa
and minor distortion of the crypt architecture were noted on
conducting histopathological analysis.

In 2006, the patient underwent biopsies of the ascending,
transverse, and sigmoid colon, which were reported as mildly
active UC indefinite for dysplasia. There was also a small neuro-
endocrine tumor (carcinoid) in the appendix.

DISCUSSION

Long-standing UC confers an increased risk of adenomatous
dysplasia and colorectal adenocarcinoma, influenced by the ex-
tent, severity, and duration of colitis (1). In contrast, pure SCC of
the colon is rare (0.1-0.25 per 1000 neoplasms), and tend to oc-
curinthe lower rectum and anal canal because of inflammation-
induced metaplasia at the squamo-columnar junction (1-3). The
first report of pure SCC of the colon was by Schmidtman in 1919
(4). Since then, less than 50 cases of SCC in the colon or rectum
have been reported. In 1979, Williams et al. (5) proposed the fol-
lowing three criteria that should be met before establishing a di-
agnosis of SCC: (a) metastasis from other sites to the colon must
be excluded; (b) a squamous-lined fistula tract must not involve
the affected bowel because it may be a source of SCC; and (c)
SCC of the anus with proximal extension must be excluded.

Although epidemiological evidence suggests that the incidence
of anal SCC has not increased in long-standing IBD (4), UC has
been most frequently reported with colonic SCC, and the symp-
toms are comparable with adenocarcinoma (4). Both squamous
metaplasia and SCC have been reported as possible complica-
tions of IBD, but the number of cases is very limited. Kulaylat et al.
(6) reviewed 16 reported cases of SCC complicating IBD, whichis
the largest series in the literature to date. Only one case occurred
in the setting of chronic Crohn's colitis, and the rest were associ-
ated with UC. Of the 16 cases, 20% were adeno-SCC and 80%
were purely SCC. None of them involved the cecum (6).

The pathogenesis of these tumors is poorly understood but
may involve squamous de-differentiation of a pre-existing ade-
nocarcinoma or squamous metaplasia progressing to dysplasia
and carcinoma as a result of a chronic inflammatory stimulus
(1-5). In the present case, the presence of squamous metapla-
sia in the adjacent mucosa suggests the latter. As with SCC of
the anus and other sites, HPV infection has also been implicat-
ed; however, this did not appear to be a factor in our case (7,8).
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Figure 1. Surface glandular dysplasia merging into areas appearing to have
surface squamous dysplasia with infiltrating squamous cell carcinoma (Left;
H/E stain, 4x). CK 5/6 positive immunohistochemistry test result (Right).

Compared with sporadic colorectal carcinoma, colorectal carci-
noma developing in patients with IBD has several distinguish-
ing clinical features. Colitis-associated colorectal cancer affects
individuals at a younger age compared with the general popu-
lation, and it more often has mucinous or signet ring cell histol-
ogy; there is a higher rate of two or more synchronous primary
colorectal cancers. Some studies have demonstrated a more
proximal distribution in the colon (9).

Patients with IBD are at a risk of adenocarcinoma and SCC de-
velopment; although the risk factors and clinicopathological
features are identical in both carcinomas, SCC develops less fre-
quently than adenocarcinoma (10). This is the first reported case
of SCC in the cecum of a patient with long-standing ulcerative
colitis. Surgical resection remains the mainstay of treatment.
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