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Abstract

Gastrointestinal system is the most affected extra-nodal site for lymphoma, with primary oesophageal lymphoma as a rare 
diagnosis. It is highly nonspecific clinically and indistinguishable from other benign and malignant conditions. We present 
a middle-aged male with dysphagia and weight loss with a submucosal lesion in the lower oesophagus in endoscopy. Initial 
evaluation and biopsy pointed towards oesophageal lymphoma/NET with a suspected liver secondary in PET CT. Patient 
underwent video assisted thoracoscopic esophagectomy with two field lymphadenectomy and left lateral sectionectomy. Post 
operative histopathological examination and IHC analysis revealed primary Diffuse large B-cell lymphoma of oesophagus (R0 
resection) with fatty changes in liver. Patient was kept on surveillance after a postoperative PET CT, which showed no residual 
disease.
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Primary Esophageal Lymphoma: Clinical Experience in Diagnosis and 
Treatment

Introduction 
Gastrointestinal (GI) lymphoma comprises about 5–20% of 
extra-nodal lymphomas [1]. The most common location being 
stomach, followed by small intestine (ileum (60–65%), jeju-
num (20%−25%), and duodenum (6%–8%) and then colorec-
tum (6–12%)) [2]. Generally described risk factors implicated 
in the pathogenesis of GI lymphoma are some infections due to 
Helicobacter pylori, human immunodeficiency virus infection, 
Campylobacter jejuni, Epstein-Barr virus, hepatitis B virus, 
human T-cell lymphotropic virus-1 [3]. Some inflammatory 
conditions such as celiac disease, inflammatory bowel disease, 
atrophic gastritis, and parasitic infection can also be attributed 
to the development of GI lymphoma [4]. Oesophageal primary 
lymphoma is extremely rare and hereby we discuss a case re-
port with review of literature. 

Case Presentation
59-year-old man presented to our OPD with dysphagia, regur-
gitation, and unintentional weight loss of 10 kg for 6 months.  
Dysphagia was progressive in nature and grade 4 on presenta-
tion, associated with regurgitation of food mixed with saliva.  
He does not have any history of pain abdomen, odynophagia, 
alteration in bowel habits or fever. 

No significant medical or surgical history in the past. He is an 
occasional alcoholic, smoker and with mixed food habits. On 

clinical examination he was afebrile, pale. He was obese (BMI-
30.6) and had moderate dehydration. There was no generalised 
lymphadenopathy or oedema. Chest and abdomen examina-
tions were normal and routine blood investigations were also 
within normal limits. The patient was admitted and optimised 
with intravenous fluids, anti-emetics, and nutrition.

Upper GI endoscopy was done which revealed a submucosal 
long segment bulging growth in the mid & lower oesophagus 
with difficulty in negotiating scope to stomach.

He had done Multiple biopsies with inconclusive results and 
eventually a diagnosis of NET oesophagus/ lymphoma was 
made by biopsy. The sections showed hyperplastic squamous 
epithelium with underlying neoplasm composed of solid sheets 
of monotonous population of cells with round nuclei and scant 
cytoplasm infiltrating the stroma.

The finding was supported by focal synaptophysin positive in 
IHC. The Serum chromogranin level was also found to be el-
evated. 

A contrast enhanced CT of thorax with abdomen done showed 
proximal dilated oesophagus with air fluid level. There was 
also a large mildly enhancing polypoidal mass along the right 
lateral and anterior walls of the mid and distal thoracic oesoph-
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agus extending to the GE junction, causing luminal narrowing, 
measuring 10.2 cm in craniocaudal dimension, 5.6 cm in trans-
verse dimension and 5 cm in anteroposterior dimension. 

The periesophageal fat planes were preserved with no infiltra-
tion of the adjacent organs. A few enlarged periesophageal, 
subcarinal and left gastric lymph nodes were seen, with largest 
in the left gastric group measuring 10 x 7 mm (Figure 1a).

PET CT revealed 10.2 x 5.6 x 5 cm hypermetabolic polypoidal 
mass mid and distal thoracic oesophagus extending to the GE 
junction, suggestive of oesophageal malignancy (SUV max-
4.22). No adjacent mediastinal organ infiltration was seen. 
Few periesophageal, subcarinal and left gastric lymph nodes 
with mild metabolism, likely metastatic lymphadenopathy was 
noted (Figure 1a).

There was a hypermetabolic focal hypodense lesion in the left 
lobe of the liver (SUV max-6.23), measuring 1.4 x 1.2 cm sus-
picious of hepatic metastasis (Figure 1b).

nectomy.

Intra operative findings showed dilated esophagus with distal 
growth extending to OGJ. There was no ascites, peritoneal de-
posits. Liver was found to be steatotic. Esophagectomy and 
gastric conduit placement was done with cervical esophago-
gastric anastomosis along with left lateral sectionectomy and 
feeding jejunostomy (Figure 2). Post operative recovery was 
uneventful, and the patient was discharged full form on pod-12 
with oral soft diet tolerating. 

Post operative specimen examination shows a circumscribed 
grey, white homogenous solid mass measuring 11x4.5x3.5 cm 
in submucosa of distal esophagus; situated 6.5 cm from proxi-
mal end and 4 cm from distal end (Figure 3). Grossly resected 
margins are free.

Figure 1a: PET CT imaging showing lower oesophageal 
growth (yellow arrow) and suspected metastatic lesion in liver 

(black arrow).

Figure 1b: black arrow showing suspected liver metastasis.

A preoperative diagnosis of NET oesophagus with liver oli-
go-metastasis was made provisionally. After optimisation and 
preoperative cardiopulmonary fitness evaluation, proceeded 
with minimal invasive esophagectomy and left lateral sectio-

Figure 2: gross resected specimen of esophageal lymphoma 
with left lateral sectionectomy.

Figure 3

Histopathological study showed a submucosal neoplasm com-
posed of monotonous population of small to medium sized 
cells arranged in nests with intervening fibrous septa infiltrat-
ing the muscularis propria. Individual cells had scant cyto-
plasm, irregular nuclei, dense chromatin, and inconspicuous 
nucleoli (Figure 4a & 4b).

Immuno-histochemistry study showed synaptophysin nega-
tive, CD-3 negative and CD 20 positive (Figure 4c&4d). Sec-
tion studied from liver showed fatty change with periportal and 
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Figure 4a: 1OX view of neoplasm.

Figure 4b: 40X View of neoplasm.

Figure 4c: IHC- CD 20 positive.

bridging fibrosis, inflammation with no evidence of dysplasia.

This was suggestive of primary Esophageal Non-Hodgkin’s 
lymphoma-diffuse b cell type. A follow up PET scan was per-
formed, which revealed no residual lesion and patient is kept 
in close follow up.

Discussion 
Diffuse large B cell lymphoma (DLBCL) is the most common 
type of non-Hodgkin lymphoma, comprising about 30–40% of 

Figure 4d: IHC CD 3 negative.
all cases world-wide. It is Characterised with a rapidly grow-
ing tumour mass in single or multiple, nodal or extra-nodal 
sites, with not otherwise specified as the most common sub-
type, which represents 80–85% of all cases [5]. 5th edition of 
the World Health Organization Classification of Haematolym-
phoid Tumours in 2022 focused on lymphoid neoplasms had 
modified the name from “diffuse large B-cell lymphoma “to 
“large B-cell lymphoma“, acknowledging the fact that a diffuse 
growth pattern is either not present or cannot be assessed in 
some entities (e.g., fibrin-associated large B-cell lymphoma or 
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fluid-overload associated large B-cell lymphoma) [6]. DLBCL 
is a disease of elderly population with a median age in the 7th 
decade and with rare occurrence among young adults and chil-
dren. A slight male predominance is also seen in the condition. 
DLBCL present in localized manner in approximately 20% of 
patients. Disseminated extra-nodal disease is uncommon, and 
one third of patients presents with systemic symptoms. Even 
though DLBCL are aggressive, they are potentially curable 
malignancies [7]. Primary Gastrointestinal (GI) lymphoma is 
a rare clinically nonspecific entity which are difficult to distin-
guish from other benign and malignant GI lesions. Primary GI 
Lymphoma can involve any part of the GI tract, frequent sites 
in order of its occurrence are the stomach followed by small 
intestine and ileocecal region [3]. 
Oesophageal involvement has been reported in less than 1% 
of cases and mostly occurs as an extension of mediastinal or 
gastric lymphoma. Primary oesophageal B Cell lymphoma is 
extremely rare with very few case reports in the literature [8]. 
Even though our case satisfies the Dawson’s criteria, strict ap-
plication of Dawson’s criteria is controversial in different clini-
cal settings. 

Clinical diagnosis of primary oesophageal lymphoma is ex-
tremely difficult with variable clinical symptoms, imaging, 
and upper GI endoscopy findings. It is hard to prove the dis-
ease with a biopsy due to its submucosal location of the tumor. 
Clinical manifestation can vary from a range variable presenta-
tion like protruding a mass, submucosal nodule, ulcer, thicken-
ing etc [9]. Introduction of EUS guided biopsy has made great 
progress in the diagnostic accuracy of oesophageal lymphomas 
[10] Contrast enhanced CT of thorax and abdomen may help 
in differentiating primary oesophageal lymphoma from lymph 
node involvements in the cervical or mediastinal regions, in 
staging of the disease, ruling out complications and in evaluat-
ing treatment therapy [11]. 

The imaging modality of choice for staging and follow-up in 
Hodgkin disease and most non-Hodgkin lymphomas is 2-[fluo-
rine-18] Fluoro-2-Deoxy-d-Glucose (FDG) Positron Emission 
Tomography (PET) scan. Considering GI lymphoma, FDG 
uptake is different according to the different location with  oe-
sophageal lymphoma manifests as circumferential thickening 
of the oesophageal wall with increased FDG uptake [12].

To confirm the diagnosis of DLBCL, one must confirm the B-
cell lineage of the lymphoma cells, with expression of CD20. 
In untreated lymphomas, CD20 is expressed in the most ma-
ture B-cell neoplasms, with some notable exceptions. Mono-
clonal antibody therapy (rituximab) targets CD-20 which is 
present in most B-cell lymphomas. Rituximab-treated B-cell 
lymphomas may not express CD20, which requires additional 
immune-stains, like PAX5, CD79a, CD19, or CD22, to iden-
tify B cells [13].

Surgical intervention may be warranted in case of an oesopha-
geal lymphoma in the background of obstruction, bleeding, 
perforation, or diagnostic dilemma. Minor stenosis can be 
managed with endoscopic dilation [14]. Chemotherapy and ra-
diotherapy are the mainstay of treatment with very favourable 
outcome depending on the type of the lymphoma especially 
the CHOP regimen. Addition of rituximab with CHOP regi-
men have shown a higher treatment response rate and better 
outcome for DLBCL patients [15]. External beam radiation at 
the dose of 40 Gy can also be used in the management of oe-

sophageal lymphoma [16].  Post operative chemotherapy, ra-
diotherapy or both can increase the survival and reduce recur-
rence. Early stage tumors, without lymphadenopathy, low and 
intermediate grade, size <10 cm with complete excision can be 
observed without adjuvant therapy [17]. Extra nodal DLBCL 
tends to be localised to the anatomical site, hence prognosti-
cally more favorable than nodal equivalents.

Conclusion
Understanding of primary GI lymphoma, especially esopha-
geal lymphoma, had major advancements in the past two de-
cades. EUS guided stacked biopsy and cutting-edge imaging 
helped in precise histopathological diagnosis and proper stag-
ing of disease. Extra nodal DLBCL confined to anatomical 
sites have better prognosis when managed with a chemothera-
py, radiotherapy, or both. Surgical management is indicated in 
the presence of complications and is curative when R0 resec-
tion is achieved.
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