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Abstract:

Introduction:

Background: Primary gastrointestinal T-cell
lymphomas are extremely rare entity and are
much less common than B-Cell lymphomas.
Case History: A primary T-cell lymphoma was
diagnosed in an octogenarian African American
male with a history of diabetes mellitus
type-II, remote history of prostate cancer,
hypertension, obesity and hyperlipidemia. He
had symptoms of dysphagia, early satiety, loss
of appetite and loss of weight. He was
Helicobacter pylori IgG antibody positive and
on treatment. Result of first biopsy during
endoscopy showed only heavy lymphoid
infiltrate. But, due to high suspicion of
malignancy, a second upper gastrointestinal
endoscopy and biopsy was performed .This
biopsy from the large deep 3cm friable ulcer
with nodular base was taken which showed
atypical lymphoid cells positive for CD3 and
CD7 and negative for CD5, CD4 , CD8 and CD56 .
The combination of the histological,
immunohistological stain results and the gene
rearrangement results confirmed T cell
lymphoma. The patient died after 5 months after
5 cycles of chemotherapeutic agents of severe
dehydration and complications from sepsis.

The stomach is a common extra nodal site for
metastatic lymphomas. Primary gastric
lymphomas, most commonly of B-cell origin
account for less than 15% of gastric
malignancies and less than 2% of all
lymphomas [1]. We report a rare case of
primary T-cell esophageal and gastric
lymphoma and our treatment experience.

Case History:
An octogenarian African American male with a
past medical history of diabetes mellitus
type-II, remote prostate cancer, hypertension,
obesity and hyperlipidemia was referred to the
multispecialty endoscopy suite with complaints
of dysphagia, early satiety, loss of appetite and
weight loss for further evaluation. Laboratory
tests showed hemoglobin of 11.3 g/dl,
hematocrit 32.1%, and iron studies consistent
with anemia of chronic disease, negative
hemoccults and a negative hemolytic workup.
Helicobacter pylori IgG antibody was positive
and patient was initiated on treatment. Upper
gastrointestinal endoscopy revealed two areas
with linear, raised, friable, erythematous
lesions in the distal body and antrum of the
stomach. Esophagus showed a large deep 3 cm
ulcer with friable and nodular base and heaped
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Fig 1: Esophagus shows a large deep 3 cm ulcer
with friable and nodular base and heaped up
edges

Fig 2: shows markedly atypical lymphoid
infiltrate with ulceration and necrosis.
Immunohistochemical stains showed the atypical
lymphoid cells to be CD3 and CD7 positive

up edges, appearance consistent with
malignancy (figure 1).
However, initial biopsy results showed heavy
lymphoid infiltrate.
Due to high suspicion of malignancy, a second
upper gastrointestinal endoscopy was
performed. Repeat gastric and esophageal
biopsies showed markedly atypical lymphoid
infiltrate with ulceration and necrosis.
Immunohistochemical stains showed the
atypical lymphoid cells to be CD3 and CD7
positive (figure 2), CD5, CD4, CD8 and CD56
negative, consistent with an abnormal
phenotype. PCR analysis revealed a T-cell
receptor gamma gene rearrangement
indicating a monoclonal T-cell population. The
combination of the histological,
immunohistochemical stain results and the
gene rearrangement results confirmed T-cell
lymphoma.
The patient was referred to Oncology for
further evaluation and treatment. Bone marrow

biopsy revealed a hypocellular bone marrow
with focal erythroid hyperplasia, focal
eosinophilia and no histological evidence of
lymphomatous involvement. Positron Emission
Tomography (PET) scan for staging showed
abnormal circumferential thickening of the
distal esophagus extending into the gastric
cardia and mildly prominent subcarinal lymph
nodes. Our patient was treated with
Cyclophosphamide, Adriamycin, Vincristine,
and Prednisone (CHOP) and pegfilgastrim
(Neulasta) prophylaxis. He was able to tolerate
a total of five cycles. However he developed
severe dehydration and complications from
sepsis leading to his death in less than 5 months.

Discussion:
The gastrointestinal tract is the most common
site of primary extra nodal lymphomas which
comprise about 10 % of all lymphomas [1]. The
lymphomas are almost exclusively of nonHodgkins type, and primary gastrointestinal
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Hodgkins disease is rare. Primary
gastrointestinal T-cell lymphomas are an
extremely rare entity and are much less
common than B-cell lymphomas [2].
Dawson et al have developed the following 5
criteria needed to identify a primary GI
lymphoma (3):
1. No palpable superficial lymph nodes
2. Normal chest radiograph findings with no
evidence of lymphadenopathy
3. Normal WBC count
4. Predominant lesion within the GI tract with
lymph node involvement confined to the
lymph node chain involved in drainage of
that specific GI segment
5. No involvement of the liver or spleen.
In a series of 1467 cases of GI lymphoma,
primary esophageal lymphoma has accounted
for only 3 cases [4]. Infection with HIV and
exposure to Epstein-Barr virus (EBV) are
considered risk factors for primary esophageal
lymphoma [5]. Esophageal involvement is via
contiguous spread from the proximal stomach,
adjacent mediastinal lymph nodes and/or
cervical lymph nodes [4,5]. Esophageal
lymphomas involving the distal esophagus
represent extension from the proximal
stomach. Lymphomas arising in the middle third
of the esophagus may be secondary to
mediastinal lymph node enlargement with
involvement of the esophagus and lymphomas
arising from proximal esophagus represent
extension from adjacent cervical lymph nodes
[5].
Patients usually present in their 5th decade with
complaints of dysphagia, weight loss,
hoarseness and in rare cases esophageal
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perforation or tracheoesophageal fistula [7-10].
Endoscopically, they appear as ulcerated
polypoid or circumferential lesions in
proximal or distal esophagus [7-10]. Similar to
our case multiple biopsies are needed to
obtain sufficient material for histologic,
immunophenotypic, and molecular analyses for
accurate classification of these biologically
diverse lesions [4].
Most reported primary esophageal lymphomas
are large cell lymphomas of the B-cell origin
[4]. No standard optimal treatment regimen
exists for esophageal lymphomas, although
radiation and chemotherapy with regimens
including cyclophosphamide, doxorubicin,
vincristine, and prednisone have been used.
Patients have poor prognosis and it depends on
the stage and subtype of lymphoma and its
response to treatment [5]. Radiation therapy and
surgery are other modalities of treatment and
greatly depends on the stage of disease at the
time of diagnosis and on the underlying
medical condition of the patient.
Stomach serves as a common site for
metastatic disease in nodal lymphomatous
disease (approximately 68%). Primary gastric
lymphomas (PGL) are extremely rare
accounting for less than 15% of gastric
malignancies and less than 2% of all
lymphomas [1]. PGL are most commonly of
B-cell origin and mucosa-associated lymphoid
tissue (MALT) type [1]. The incidence of
gastric T-Cell lymphoma is 1.5-4%, with a peak
incidence between 50-60 years of age and a
male predominance [11].
Gastric T-cell lymphoma cells are mainly
derived from lamina propria and parafollicular
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T cells of the stomach [11]. T cells can be
grouped into two subsets alfa-beta and
gamma-delta, based on the expression of T cell
receptor alfa (TRA) and beta (TRB) chains, or
gamma (TRG) and delta (TRD) chains
respectively[12]. Patients present with
symptoms of upper abdominal discomfort or
pain [13]. Endoscopically they appear as a large
ulcerated mass arising from the corpus to the
antrum and histologically consists of anap
lastic and pleomorphic cell types [13].
T-Cell leukemia type virus (HTLV-1) and
helicobacter pylori infection have been
associated with the development of gastric
T -cell lymphoma [12]. HTLV-1 associated
gastric lymphoma occurs in two thirds of cases
and has a poor prognosis [12]. It is clinically
characterized with the appearance of skin
lesions,
lymphadenopathy,
and
hepatosplenomegaly [14]. HTLV-1 associated
gastric lymphomas stain positive for CD3, CD4
and negative for CD8 [13, 15].
Treatment options for gastric T-cell lymphoma
are typically chemotherapy, radiation and/or
surgery. Patients with T-cell lymphoma and
anti-adult T-cell leukemia antigen have a much
worse surgical prognosis and favours intense
chemotherapy [16]. Gastrectomy helps in
making the diagnosis, cure or debulking the
tumor mass [13]. The 5 year survival rate for
primary gastric T-cell lymphoma is zero as
opposed to B-cell lymphoma which is 45%
[16].
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