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Abstract

A 62-year-old female patient presented with fever and bloody diarrhea of 8 weeks duration. Clinical and laboratory findings
indicated small bowel obstruction. Exploratory laparotomy revealed a gastrointestinal stromal tumor (GIST) of the terminal ileum.
Postoperatively the colonoscopy revealed endoscopic and histologic findings of ulcerative colitis (UC).
The association of inflammatory bowel disease (IBD) and gastrointestinal adenocarcinoma is well known. Other primary
intestinal tumors have rarely been reported and their relation to IBD is under consideration. Still, a rare coincidence cannot be
excluded. This is the first case in the literature of a patient with UC and GIST.

INTRODUCTION

It is well known that patients with chronic IBD have a higher
incidence of adenocarcinoma than the general population
[1,2,3,4,5]. Other primary intestinal tumors observed in these

patients are: lymphoma [6,7], carcinoids [8,9] and GIST,

which are extremely rare; in fact only 4 cases have been
brought to our knowledge, concerning Crohn disease and
small bowel sarcoma [10,11,12,13]. Generally, all these tumors

occurred in patients with a long history of IBD.

GIST accounts for 0,1–3% of gastrointestinal tumors and
10% of the small bowel tumors. Gastrointestinal autonomic
nerve tumor (GANT) is a very uncommon type of GIST,
which was first described by Herrera et al in 1984 [25].

Distinction of GANT from other stromal tumors is not
possible only by imaging studies, and needs specific
ultrastructural and immunohistochemichal techniques.

We describe a patient with UC and clinical symptoms of
bowel obstruction due to coexistence of GIST with neural
differentiation of the terminal ileum. Since no case of GIST
in association with UC has previously been reported, we
believe that the case is worth reporting.

CASE REPORT

A non-smoker, 62-year-old female was admitted to our
department with abdominal pain, 3-4 bloody diarrheas per
day, weight loss, fatigue and fever of 8 weeks duration.
Abdominal pain deteriorated, bloody diarrheas increased to
10-15 per day, and several vomits occurred, in the last 5

days. She mentioned appendicectomy 7 years ago.

On admission she was febrile (38°C), cachectic with a pulse
rate of 80/min and blood pressure 120/80 mmHg.
Cardiopulmonary findings revealed no abnormalities and no
lymph nodes were palpated. Abdominal examination
revealed signs of incomplete bowel obstruction.

Initial laboratory studies showed: Anemia (Hb 7,2g/dl, Ht
22,4%, MCV 88fl), leukocytosis (WBC 21,4K/uL) with
neutrophilia (88%), thrombocytosis (PLT 633 K/uL) and an
elevated ESR (127mm/h). Alkaline phosphatase 300U/L
(normal values 90-270U/L), LDH 397U/L (n.v 89-220U/L),
SGOT 70U/L (n.v 9-48U/L), SGPT 24U/L (n.v 5-49U/L), γ-
GT 12U/L, BUN 73mg/dl (n.v 10-50mg/dl), serum
creatinine 1,2mg/dl (n.v 0,6-1,3mg/dl), bilirubin 0,8mg/dl,
serum protein 5,5g/dl (n.v 6-8,3g/dl), albumin 3g/dl (n.v
3,5-5,3g/dl), potassium 2,9mmol/L, natrium 141mmol/L,
calcium 7,9mg/dl, CRP 3,2mg/dl (n.v <0,8mg/dl), PT 12,4'‘,
APTT 38,7'‘, INR 0,95, fibrinogen 757mg/dl (n.v
200-400mg/dl). Urinalysis revealed 10-15 WBCs and urine
culture revealed E.Coli >100000cfu/ml. Mayer stool test was
positive (3 times), stool analysis revealed plenty of WBCs
and no ova or parasites, stool cultures and blood cultures
were all negative (3 times); C.difficile toxin negative; Widal
test negative; PPD (purified protein derivative) skin test
negative; ECG: LAH; CXR normal; Abdomen x-ray showed
fluid levels of the small bowel.

Gastroscopy revealed hiatal hernia. Barium enema
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examination indicated a filling defect at the ileocecal valve
compatible with small bowel obstruction. Abdominal CT
scan identified wall thickening of the descending colon and
fluid levels of the small bowel.

Obstructive symptoms persisted, the patient's general
condition deteriorated and an exploratory laparotomy was
performed. Adhesive bands and a tumor of 2,2cm in
diameter, 50cm from the ileocecal valve at the terminal
ileum were found. A complete surgical resection of the
tumor with the adjacent mesentery and adhesive bands
followed.

Histopathology revealed that the tumor diffusely infiltrated
all layers of the bowel. The mitotic activity was 0 mitosis
per 10 high-power fields (0/10HPF).
Immunohistochemically, tumor cells had a positive reaction
to vimentin, protein

S-100 (fig. 1) and CD117 (polyclonal c-kit antibody) (fig. 2).
No reaction was found with muscle-specific actin (SMA),
desmin and keratin LMW. The tumor was classified as GIST
with neural differentiation because of the vimentin and
protein

S-100 expression, but no electron microscopic analysis
performed to establish the diagnosis of GANT, which is a
rare type of GIST [14,15,16,17,18]. Because of its size, and the

absence of mitotic activity or metastasis, the tumor was
classified as low risk. [18,19,20].

Figure 1

Figure 1: GIST: S-100 protein expression by tumor cell
(ABC X 200).

Figure 2

Figure 2: GIST: c-kit (CD117) expression by tumor cells
(ABC X 200).

Fever and bloody diarrheas persisted until the 7th
postoperative day. Colonoscopy up to the ascending colon
demonstrated pancolitis, with loss of mucosal vascularity,
diffuse erythema, friability of the mucosa, superficial ulcers
and exudates consisting of mucus, blood and pus, in a
continuous pattern. Three biopsies during endoscopic
examination from the affected areas were compatible with
UC (fig. 3). Physical, laboratory and endoscopy findings
were, also, compatible with UC.

Figure 3

Figure 3: Biopsy of large intestine: Histological finding
compatible with ulcerative colitis [H+E X 200].

Treatment was started with glucocorticoids, metronidazole
and later sulfasalazine. The patient responded to the above
treatment and laboratory findings returned to normal values.
She was discharged 10 days later, without symptoms on
sulfasalazine 1,2 gr/d treatment.

Since the tumor was classified as low risk no systemic
chemotherapy was given.
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The patient is free of symptoms 24 months after discharge.

DISCUSSION

Patients with chronic IBD have a higher incidence of
adenocarcinoma than the general population, especially
those who have pancolitis and those with disease of long
duration. For patients with pancolitis, the risk of cancer has
been estimated to be 40% at 25 years [1,2]. GIST account for

approximately 0,1 to 3% of all gastrointestinal neoplasms,
with 150 new cases per year diagnosed in the United States
from which 37,5% are GANT [22]. Revising data on

literature indicated that the mean age of patients is 58,5
years [23]. GIST are mostly located at the stomach (53%), the

small intestine (33%), rectum (5%), esophagus (5%) and
colon (4%). The most frequent diagnostic test is spiral CT
and endoscopic ultrasound. The most frequent clinical
manifestations are gastrointestinal bleeding, a palpable mass
and mild abdominal pain. Bowel obstruction is rarely the
presenting sign, and usually follows the onset of other
clinical symptoms. Male sex, tumor size >5cm, mitotic
activity >1/10HPF, incomplete resection and liver metastasis
have been recognized as significant predictors of poor
prognosis. Patients with complete resection had a 54% 5
year survival rate [19, 23, 24]. Treatment of patients with high

risk GIST (>5cm and/or >2HPF) includes in addition to
resection, chemotherapy with STI-571 [19, 21].

Small bowel sarcomas (SBS), including GIST/GANT, have
rarely been reported in accosiation with IBD. To our
knowledge 4 other cases of GIST have been described in
accosiation with IBD (Crohn's disease) involving the same
intestinal segment [10,11,12,13]. In most of these cases, patients

had a long history of Crohn's disease prior to the
development of malignancy. Our patient's age and the
anatomic location of the tumor were as in previous reports,
but the diagnosis of stromal tumor was established shortly
after the onset of clinical symptoms of UC and without
previous history of IBD. This short interval between the
onset of IBD symptoms and the presence of this tumor has
been described in one [12] of the 4 other cases mentioned

before. The finding of the tumor and adhesive bands were
unexpected for us. Both of them may be considered as the
cause of obstruction. Our case was classified as GIST and
represents, to our knowledge, the first report in coexistence
with UC. Histologic examination for UC usually shows an
inflammatory infiltrate consistent with acute colitis with
polymorphonuclear cells and background findings of chronic
inflammation, like crypritis and crypt abscesses. None of
these features is specific for UC. In our patient, endoscopic

findings, as well as, history and clinical evolution under
specific treatment, confirmed the diagnosis of UC. In our
case the tumor was located 50cm from the ileocoecal valve
while UC affected the colon. Consequently, although a
causal connection between these two diseases cannot be
excluded, a mere coexistence is more than possible.

However, this report should remind that patients with IBD
are at increased risk for developing neoplasia and this
coexistence makes the diagnosis of the tumor very difficult
because many of the initial signs of the neoplasm such as
bleeding, are hard to evaluate in the setting of colitis.
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