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A very unusual cause of dysphagia: mantle cell lymphoma
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Abstract

Dysphagia is an alarm symptom requiring a prompt investigation. Different benign and malignant
diseases may present such a symptom. We describe a case of a 79-year-old patient who complained
of fluctuating dysphagia episodes following solid food ingestion in the previous 5 months with
mild weight loss. No other gastrointestinal symptoms were present. The patient was referred by
the General Practitioner for a videofluoroscopic swallow examination which revealed nodularity
of mucosa surface in the oropharynx, esophagus, fundus, and gastric body. Upper endoscopy
confirmed the feature, also showing a normal mucosa of the antrum and duodenum. The
histological examination revealed a mantle cell lymphoma (MCL). A stage III, MCL involving
the esophagus and proximal stomach was eventually diagnosed. Esophageal MCL localization is

extremely rare, and this is the first report showing a clinical onset with dysphagia.
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Introduction

Dysphagia is considered an alarm symptom deserving a
prompt investigation. Such a symptom may occur in different
benign and malignant diseases, including reflux esophagitis,
eosinophilic esophagitis, achalasia, as well as esophageal and
cardia cancer [1,2]. Lymphomas may involve the gastrointestinal
(GI) tract, but the esophageal localization is extremely rare. We
report a case of primary mantle cell lymphoma (MCL) involving
the esophagus and stomach presenting with dysphagia.

Case report

A 79-year-old man was referred by his General Practitioner
to our Radiology Unit in the August 2015 to perform a swallow
study. He complained of fluctuating dysphagia episodes following
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solid food ingestion over the last 5 months, with mild weight loss.
No other GI symptoms were present. His past medical history
included a lung resection of the right apical lobe due a cancer
11 years before, without adjuvant chemotherapy. Moreover, he
was suffering with diabetes and blood hypertension treated with
metformin and irbesartan, respectively.

At videofluoroscopic swallow examination, the surface
of mucosa appeared irregularly nodular in the oropharynx,
through the entire esophagus, as well as in the fundus and
gastric body (Fig. 1). Upper endoscopy was promptly performed
which perfectly confirmed the radiologic findings (Fig. 2). In
detail, nodular lesions were detected between tongue origin
and epiglottis, and diffuse submucosal nodules, with a diameter
varying from 3 to 8 mm, through the entire esophagus. Normal
intervening mucosa was noted. Similar nodules were observed
in the gastric body and fundus, whilst the mucosa of gastric
antrum, duodenal bulb and descending portion of duodenum
was macroscopically normal. Multiple biopsies were taken in
the esophagus, stomach, as well as in the duodenum.

Histological assessmentshowed diffuselymphoidinfiltration
of small lymphocytes, forming nodular aggregates, in both
esophageal and gastric mucosa, and the immunohistochemistry
study revealed CD20+, CD5+ and cyclin D1 overexpression
(Fig. 3). The proliferative index assessment, by using the Ki67
(clone MIB-1), showed a positivity in 20% of cells. Helicobacter
pylori infection was absent. Therefore, a diagnosis of MCL
was made. Following a standard staging procedure, including
total body computed tomography and bone marrow biopsy, a
stage III disease was diagnosed with mediastinal and axillary
lymph nodes involvement. Human immunodeficiency virus
infection, a condition predisposing to Burkitt’s lymphoma
throughout the GI tract [3], was absent. Chemotherapy
including rituximab (375 mg/m?) and bendamustine
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Figure 1 (A) Radiologic study showing grossly nodules in the oropharynx; (B) through the esophagus; (C) in gastric fundus

Figure 2 (A) Upper endoscopy confirming the radiological findings with submucosal nodules upper the epiglottis; (B) in the medium esophagus;
(C) in the cardia region; (D) fundus; (E) and gastric body mucosa; (F) whilst the antral mucosa was normal

(70 mg/m?) was started. Following 3 chemotherapy cycles the
dysphagia markedly improved, and a repeat endoscopy showed
the complete regression of esophageal lesions with an evident
reduction in the nodular pattern of gastric body mucosa
(Fig. 4). Chemotherapy is ongoing.

Discussion

Although GI tract is the most frequent site of extranodal
lymphomas, esophageal lymphomas are very uncommon [4]. For
instance, a recent case series found that only 1 case among 883
esophageal tumors observed at a Department of Surgical Oncology
was a malignant centroblastic lymphoma [5]. A literature review
published on 2002 found a total of 16 case reports of primary
esophageal lymphoma, none of which was an MCL [6].

MCL is a rare primary non-Hodgkin’s B-cell lymphoma
which may localize along the entire GI tract, where it accounts
for 4-9% of all GI lymphomas [7]. However, colon and rectum
were the most commonly affected parts, followed by the small
bowel, stomach and duodenum [7]. Indeed, MCL of the
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esophagus is extremely rare. A retrospective study collecting
data of 35 MCL patients with GI involvement, found that the
esophagus was affected in only 2 (5.7%) cases [8]. Further
3 cases were described in whom the esophageal involvement
was as a part of diffuse GI localization until the colon (stage
IV disease) [9,10]. To our knowledge, the endoscopic feature
of MCL has been reported in only 3 cases, and the described
multiple whitish polypoid lesions in the esophagus were
consistent with our finding [8,11]. Of note, such a macroscopic
appearance is definitely different from that of primary low-
grade, B-cell mucosa-associated lymphoid tissue (MALT)
lymphoma (ie. the marginal zone MALT lymphoma),
generally confined in the stomach [12]. Indeed, in the only
2 cases described [6,13], MALT lymphoma of the esophagus
presented either as a single large submucosal mass or as two
slightly elevated submucosal lesions at endoscopy. Conversely,
esophageal MCL presented with multiple submucosal
nodules in our case. Not surprisingly, the intestinal MCL was
formerly called ‘Multiple Lymphomatous Polyposis, due to its
macroscopic feature varying from submucosal nodules of few
millimeters to large pseudopolyps of several centimeters [7].
Likewise, the diffuse and marked involvement of esophageal
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Figure 3 Histology revealed a mantle cell in both lymphoma esophagus (A) and stomach (D) (H&E, 20x) with the respective immunohistochemistry
for CD20 (B and E) (10x), and cyclin D1 (C and F) (40x)

Figure 4 Upper endoscopy following 3 chemotherapy cycles showing
regression of submucosal nodules in both the medium (A), and distal
(B) esophagus, with a marked improvement in the nodular pattern of
both fundus (C), and gastric body mucosa (D)

wall by MCL could explain the onset of dysphagia in our
patient, whilst such a symptom was absent in the two cases of
esophageal MALT lymphoma [5,11].

In conclusion, we reported a case of esophageal and gastric
MCL involvement presenting with dysphagia, and we provided
its peculiar radiologic and endoscopic features.
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