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The authors present the case of a 62-year-old Cauca-
sian female with a medical history of abdominal surgery,
atanother institution, due to bowel perforation with peri-
tonitis, presumably owing to a nonspecific inflammatory
process. The postoperative outcome was uneventful.
During 3 months, she was completely asymptomatic,
namely without fever, night sweats, or weight loss, and
then, 3 months later, she was admitted due to acute onset
of abdominal pain and fever. On physical examination,
she presented abdominal pain and tenderness on the
right lower abdominal quadrant without palpable or-

ganomegaly or lymph nodes. Acute appendicitis was sus-
pected on the initial ultrasound examination. She was
started on antibiotic therapy with lowering of the C-reac-
tive protein but without remission of the fever. HIV and
Epstein-Barr virus serologies were negative. She was sub-
mitted to an abdominal computed tomography scan that
showed a thickened gastric antrum and terminal ileum
with a 3-cm pericecal abscess. An upper gastrointestinal
endoscopy was then performed and showed swollen gas-
tric mucosa and multiple ulcers scattered in the body and
antrum, some of which presented with large and raised
volcano-like craters (Fig. 1). An ileocolonoscopy docu-
mented multiple ulcers in all colonic segments, some of
them large, confluent, and excavated, with raised borders,
the largest in the cecum and splenic flexure (Fig. 2). Biop-
sies were taken on both of these exams, and the histo-
pathological examination showed extensive ulceration
and epithelial permeation by a diffuse lymphocytic infil-
trate with small- and medium-size cells (CD56+, CD8+,
CD3+, CD4+/-, CD20-, CD79a-, and PAX5-) (Fig. 3).
Flow cytometry of the gastric biopsies revealed an identi-
cal monoclonal lymphocyte population. The patient had
an enteropathy-associated natural killer/T-cell lympho-
ma (type II), an unusual presentation of this rare disease
with involvement of the stomach and small and large
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Fig. 1. Swollen gastric mucosa, with multiple ulcers, mainly in the body and antrum, some of which presented
with large and raised volcano-like craters.

Fig. 2. Multiple ulcers in all colonic segments, some of them large and excavated, with raised borders, the largest
in the cecum and splenic flexure.

Fig. 3. Biopsies with extensive ulceration and epithelial permeation by a diffuse lymphocytic infiltrate with me-
dium- and large-size cells (a-c). Inmunohistochemistry: CD56+ (d), CD8+ (e), and CD20- (f).
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bowel. Serologic tests for celiac sprue were negative. Fur-
ther studies excluded bone marrow involvement. Follow-
ing the resolution of the pericecal abscess with antibiotic
treatment, the patient started chemotherapy (CHOP). Six
months later, due to disease progression with pulmonary
and endometrium involvement, second-line chemother-
apy was started.

Despite being the most frequently extranodal site in-
volved in by lymphomas, primary lymphomas of the gas-
trointestinal tract are rare and account for only 1-4% of
the gastrointestinal malignancies [1]. Almost 90% are B-
cell lineage lymphomas; therefore, T-cell and Hodgkin
lymphomas are even rarer [1]. Enteropathy-associated T-
cell lymphoma accounts for 1.4% of all lymphomas. It is
more frequent in men and in the sixth to seventh decade
of life [2, 3]. The vast majority of cases present with small
bowel involvement (90%), while the colon (16%) and
stomach (8%) are not so frequently affected [2]. There are
2 types: type I is the classic and most common form [4].
It is strongly associated with celiac disease, thus being
more frequent in Northern Europe [2, 4]. Type II repre-
sents only 10-20% of all cases of this rare disease with an
incidence of 0.5-1 per million per year [2]. It occurs spo-

radically and is more frequent in Asian countries [4]. In
type II, bowel perforation is often the form of presenta-
tion, but clinical, endoscopic, and morphologic data are
not enough for the differential diagnosis [3]. Epidemio-
logical patterns could be helpful, but immunohistochem-
istry (CD56) is crucial for this diagnosis [2, 3]. The ab-
sence of positivity for Epstein-Barr virus is also important
to distinguish this disease from other natural killer/T-cell
lymphomas (nasal type). Both subtypes are aggressive
and have a poor prognosis with a median survival of 10
months [4].
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