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Primary T-Cell Lymphoma With Small Intestinal Perforation:
A Case Report
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Abstract

Gastrointestinal perforation is an emergency condition commonly
caused by benign ulcers, diverticulosis, or gastrointestinal malignan-
cies; however, primary intestinal malignant lymphoma (PIML) is a
rare etiology. We herein report a case of primary T-cell lymphoma
with small intestinal perforation.
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Introduction

Primary intestinal malignant lymphoma (PIML) is most com-
monly observed in the stomach, followed by the small intes-
tines, colon, and esophagus. It is a relatively rare malignancy,
accounting for 1-4% of all gastrointestinal malignant tumors
[1]. Histological examination revealed that almost 90% of
PIML cases are of B-cell origin, whereas primary intestinal T-
cell lymphoma is relatively rare [1]. Cases of T-cell lymphoma
of the small intestine that were diagnosed following intesti-
nal perforation were rarely reported [2, 3]. Here, we report a
patient with primary T-cell lymphoma accompanied by small
intestinal perforation.

Case Report

An 85-year-old male was brought to the emergency depart-
ment (ED) of our hospital with a complaint of sudden-onset
severe lower abdominal pain. He had a past history of lung
tuberculosis and gastric ulcer; the latter was treated with gas-
trectomy. Four months before he was admitted to ED, he was
diagnosed with interstitial pneumonia at another hospital, and
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a 2.5 mg/day dose of prednisolone was initiated. Three months
before he was admitted, the patient had an episode of small
intestinal obstruction, which was treated conservatively with
a nasogastric tube. He suddenly had severe lower abdominal
pain and placed a call requesting emergency medical assis-
tance. Upon arrival at the hospital, he repeatedly complained
of severe lower abdominal pain. Physical examination re-
vealed an abdomen with board-like rigidity and involuntary
guarding. Auscultation revealed moist rales in bilateral lungs.
His blood pressure was 115/72 mm Hg, heart rate was 102
beats/min, and body temperature was 39.6 °C. Blood chemis-
try analysis revealed severe inflammation with 15,900 white
blood cells/uL, 83.0% neutrophils, and 10.1 mg/dL C-reactive
protein; mild anemia with 338 x 10* red blood cells/uL and
10.7 g/dL hemoglobin; and a coagulation defect with 70%
prothrombin and 9.5 pg/mL D-dimer. Further, mildly de-
creased protein (5.9 g/dL) and albumin (2.5 g/dL) and mildly
increased lactate dehydrogenase (280 IU/L) and blood urea
nitrogen (BUN, 23.3 mg/dL) were detected. Tumor markers
including carcinoembryonic antigen (CEA) and cancer anti-
gen 19-9 (CA 19-9) were within normal limits. Chest X-ray
revealed infiltration shadows in bilateral lower lungs (Fig.
la), and abdominal X-ray did not detect any free air (Fig. 1b).
Non-contrast computed tomography revealed mild infiltration
shadows in the bilateral lower lungs (Fig. 2a), a small amount
of free air on the surface of the left lobe of the liver (Fig.
2b), and thickening of the jejunal walls (Fig. 2¢) with enlarged
lymph nodes around the thickened jejunum (Fig. 2d). Based
on the radiological findings, perforation of a small intestinal
tumor with pneumonia was suspected, and emergency surgery
was performed. During surgery, a perforation site was found
in the upper jejunum with a tumor surrounded by several en-
larged lymph nodes (Fig. 3a). The tumor, including the perfo-
ration site, was resected within safe margins (Fig. 3b). Micro-
scopic specimens of the tumor stained with hematoxylin-eosin
revealed massive invasion of large-sized atypical lymphatic
cells (Fig. 3c, low-power field; Fig. 3d, high-power field). Im-
munohistochemical staining determined that the tumor speci-
men was positive for CD45 (Fig. 4a) and CD3 (Fig. 4b) and
negative for CD20 (Fig. 4c); these findings were consistent
with diffuse T-cell type malignant lymphoma. In addition,
immunohistostaining also revealed that 50% of cancer cells
were positive for Ki-67 (Fig. 4d). The postoperative course of
this patient was uneventful. On postoperative day 2, sputum
examination revealed acid-fast bacilli (Gaffky 7) that led to
an additional diagnosis of pulmonary tuberculosis. On post-
operative day 5, the patient was referred to another hospital
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Figure 1. (a) Chest X-ray showing infiltration shadows in bilateral lower lungs. (b) Abdominal X-ray showing the absence of free

air.

for chemotherapy for malignant T-cell lymphoma in the small
intestines and pulmonary tuberculosis.

Discussion

Primary gastrointestinal lymphoma (PGL) is a rare condition
that rarely affects the small intestine. According to the diag-
nostic criteria established by Dawson et al [4], PGL should sat-

isfy the following conditions: 1) no involvement of superficial
lymph nodes, 2) no enlargement of mediastinal lymph nodes
by chest X-ray, 3) no abnormal white blood cells in peripheral
blood smear, 4) lesion limited to the gastrointestinal tract, and
metastasis, if present, limited to the regional lymph nodes, and
5) no tumors in the liver or spleen. Based on these criteria, our
patient was diagnosed with PGL after the emergency opera-
tion.

PGLs account for 30% of extranodal lymphomas, sec-

Figure 2. (a) Computed tomography showing mild infiltration shadows in the bilateral lower lungs. (b) A small amount of free air
on the surface of the left lobe of the liver. (c) Thickened jejunal walls. (d) Enlarged lymph nodes around the thickened jejunum.
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Figure 3. (a) Perforation site located in the upper jejunum (indicated by a circle) with a tumor and several enlarged lymph nodes
around the lesion (indicated by a square). (b) Gross specimen of the resected tumors is shown. (c, d) Microscopic specimens
stained by hematoxylin-eosin showing massive invasion of large-sized atypical lymphatic cells (c: low-power field; d: high-power

field).

Figure 4. (a, b, and ¢) Immunohistochemical staining of tumor specimen showing cells positive for CD45 (a) and CD3 (b) and
negative for CD20 (c). (d) Immunohistochemical staining for Ki-67 showing 50% of cancer cells as positive.
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ond most common after the lymphoma of Waldeyer’s ring
[5]. Within the gastrointestinal tract, PGL affects the stomach,
small intestine, and colon in 57-64%, 10-31%, and 3-15% of
the cases, respectively [5]. Almost all small intestinal lympho-
mas are derived from B cells, whereas those with a T-cell origin
are relatively rare, accounting for less than 10% of PGLs [1].

The major symptom of small intestinal lymphoma at pres-
entation is abdominal pain followed by intestinal perforation.
Macroscopically, primary small intestinal malignant lympho-
ma is classified into four types: 1) polypoid, 2) ulcerative, 3)
aneurysmal, and 4) constrictive. Among these, the ulcerative
type is most prone to aggressive proliferation, which leads
to destruction of all intestinal layers with comparatively less
connective tissue proliferation, and ultimately, leading to easy
perforation.

According to Naqvi et al [6], standardized treatment of
PIML includes local resection of the lesion along with lymph
node resection in stage I and II patients, and chemotherapy
and radiotherapy in stage III and IV patients. Our case was
diagnosed as stage III; however, as this patient initially pre-
sented with intestinal perforation, emergency surgery preceded
chemotherapy.

Shoji et al [7] reviewed 22 cases of perforated T-cell lym-
phoma of the small intestine; the average age was 53 years,
male-to-female ratio was 2:1, and the most commonly affected
sites were jejunum followed by ileum and duodenum. In some
cases, T-cell lymphoma occurs in multiple sites in the intes-
tines, including the duodenum, jejunum, and ileum, which can
be attributable to the histological location of T cells; they are
found in the outer layers of the mantle zone in lymph nodules
that reside in the lamina propria of mucous membranes. T cells
proliferate diffusely and progress with mucosal invasion along
the Peyer’s patch. The prognosis of perforated T-cell lympho-
ma was reported to be very poor, ranging from 3 days to 15
months, and all reported cases underwent surgical resection
followed by postoperative chemotherapy. Prognostic factors in
PIMLs are determined by clinical staging, immunophenotyp-
ing of T- and B- cells, and the extent of resection. Intestinal
perforation is associated with worse prognosis; thus, proper
diagnosis and treatment before perforation is desired for im-
proved prognosis. Our patient presented with small intestinal
obstruction 3 months before the perforation, and the under-
lying cause was not known. Further examination and a more
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thorough discussion to explore the etiology at that time would
have allowed earlier detection of the small intestinal lympho-
ma. It should also be noted that administration of prednisolone
without proper diagnosis most likely deteriorated pulmonary
tuberculosis as well as small intestinal ulceration, which might
have resulted in its perforation.

Conclusion

We herein report a patient with primary small intestinal T-cell
lymphoma with intestinal perforation as the presenting symp-
tom. Albeit rare, PIMLs may present with intestinal perfora-
tion, and their early diagnosis is critical due to poor prognosis
in cases with perforation.
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