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Abstract

Waldeyer’s ring non-Hodgkin’s lymphoma (WR-NHL) is uncommon and of
*Corresponding author: Eliyapura HN, Department that, base of the tongue lymphoma is rare. Similarly testicular NHL too is rare.
of ENT and Head and Neck Surgery, District General

. . We report an unusual case of multifocal base of the tongue and testicular
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B-cell NHL found simultaneously, which was confirmed by biopsy and
immunohistochemistry. This article serves to illustrate the existence of multifocal
primaries of NHL in extremely rare extra-nodal sites. Familiarity with such
association will help detect multifocal NHL and staging, which has a direct
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impact on the management.
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Abbreviations

NHL: Non-Hodgkin’s lymphoma; WR-NHL: Waldeyer’s Ring
Non-Hodgkin’s Lymphoma; PTL: Primary Testicular Lymphoma;
FDG-PET: Fluorodeoxyglucose-Positron Emission Tomography

Introduction

About a third of NHL cases occur at extra-nodal sites, but
involvement of multiple non-contiguous extra-nodal sites at
presentation without lymph node involvement is rare [1]. Moreover,
primary testicular lymphoma (PTL) in addition to WR-NHL at
presentation has not been reported in the English literature.

Case Presentation

A 62-year-old male presented with dysphagia and hot potato voice
for 3 months’ duration. He was admitted for investigation and during
his stay complained of a left testicular swelling, which was referred to
the Surgical team. The patient has a past medical history significant
for chronic obstructive airway disease. He is a regular smoker. The
rest of his medical and surgical history was unremarkable.

He denies any weight loss, night sweats or fever. Fibreoptic
nasolaryngoscopy examination revealed a large mass in the base
of his tongue which appeared quite vascular. Testicular ultrasound
scan and Doppler studies were suggestive of a malignant pathology.
Tumour size was 55mm. The epididymis and spermatic cord were not
involved by the tumour.

Combined direct laryngoscopy and biopsy and left side
orchidectomy was done under general anaesthesia by the
otolaryngologist and general surgeon respectively. Biopsy sample
obtained through direct laryngoscopy of the base of tongue and
testicular histology showed features of a high-grade NHL (B-cell
type). Tumour cells were positive for CD 20 and negative for CD3,
PLAP and AE1/AE3 (Figure 1 and 2).

Contrast-enhanced CT scan showed large soft tissue mass with
central necrosis anterior to the aorta extending towards the left kidney
encasing the superior mesenteric vessels and renal vessels. There was

Figure 1: H&E stain.

another enhancing lesion seen at the base of the tongue.

Patient was referred to the multidisciplinary team meeting for
treatment planning.

Discussion

This patient’s case is unusual because he presented with multifocal
NHL in his left testicle and in the Waldeyer’s ring region. While about
20-30% of NHL manifests at extra-nodal sites, it is even rarer to see
the involvement of multiple in contiguous extra-nodal sites without
any lymph node involvement at initial presentation [1,2].

According to our literature search, the last reported study on
primary NHL in testis with secondary involvement of the Waldeyer’s
ring or its adjacent structures was in 1980. This study observed a
secondary lymphomatous involvement that developed in 5 of its 24
patients with extra-nodal NHL presenting in the testicle (22.5%). 4 of
them were clinically staged as Stage I/II and 1 patient was in Stage III/
IV [3]. There was another case of primary WR-NHL who developed
secondary involvement of the testis during the follow up period [4].

Primary testicular lymphoma (PTL) is an uncommon and
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Figure 2: CD20.

aggressive form of extra-nodal NHL that accounts for less than
5% of testicular malignancies and 1% to 2% of NHL cases. Usually
diagnosed at a median age of 66 to 68 years, PTL is the most common
testicular malignancy in males older than 60 and the most common
bilateral testicular malignancy which is seen in around 35% of the
patients [3,5-7]. PTL demonstrates an affinity for extra-nodal sites
such as the central nervous system and contralateral testis. Other
extra-nodal sites include skin and pleura [5,6].

The head and neck region are also a common site for extra-nodal
NHL, following the gastrointestinal tract, which is the most common
site. Majority of head and neck NHL cases in our literature search
were B-cell type, which coincides with our patient’s histology reports
[6,7]. According to a review done in 2003 [8], subtypes of lymphoma
tend to localise to specific locations within the head and neck region.
The most common sites of NHL tend to be the Waldeyer’s ring (WR-
NHL), as observed with our patient [8-10].

Most patients with NHL of the head and neck usually present with
symptoms attributable to a local mass rather than any “B” symptoms
[10]. Our patient’s presenting complaint was dysphagia owing to the
base of the tongue mass. His testicular mass was a secondary concern
to the patient probably because it was painless and posed no acute
problems to him.

PTL is an exceptional presentation of NHL. It has a poorer
prognosis compared to gastrointestinal lymphoma and a high
tendency to involve the central nervous system [5,7]. Younger age
and earlier stage at diagnosis are independent prognostic factors that
influence the overall and disease-free survival [3,4,6,7].

It has been observed in patients with WR-NHL, relapse could
occur in locoregional sites, regional sites and distal sites notably
abdominal lymphadenopathy, mediastinum, testis, central nervous
system, and GI tract. If upper GI endoscopy was performed routinely,
there’s a likelihood of diagnosing more cases [2,4,8-11].

Once diagnosed, it is important to map the extent of the disease.
The initial workup includes routine haematological and biochemical
blood work, CT scan of the neck, chest, abdomen and pelvis, bone
marrow biopsy and ultrasound scan of the testis [4]. A lumbar
puncture should be included due to the high tropism to the central
nervous system [12].

The positive findings detected on staging will be followed in
response evaluation. FDG-PET stands as part of response criteria in
which contrast-enhanced CT scan can be complementary [13-15].

Conclusion

Diagnosis of extra-nodal diffuse large B-cell lymphoma at
one site should alert the clinician to look for multifocal primaries
at other sites. Clinicians irrespective of their specialty must be
aware of the synchronous mode of presentation of such lesions.
Immunohistochemical techniques play a vital role in the diagnosis
because clinical characteristics may be misleading.
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