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Abstract

Background: Primary malignant tumours of the retropharyngeal space are rare with only a few case reports in the
literature. Lymphoplasmacytic lymphoma is a rare subtype of non-Hodgkin lymphoma and is very rarely found as a
primary tumour of the retropharyngeal space.

Case presentation: We report the case of progressive upper airway obstruction in a 49-year-old male caused by a
primary malignant tumour of the retropharyngeal space lymph nodes. He had an emergency tracheostomy to
relieve the upper airway obstruction followed a week later by an elective surgical excision of the tumour via the
trans-cervical route. A mixed population of lymphocytes, with a marked presence of Dutcher bodies, was noted on
histopathology and positive CD20 on immunohistochemistry, confirming the lymphoplasmacytic lymphoma of the
retropharyngeal space. The watchful waiting treatment method for the lymphoma was employed for him since he
had no symptoms relating to lymphoma and no serum Waldenström’s macroglobulinemia. He has remained
symptom-free 3 years post-surgery.

Conclusion: Primary malignant tumours involving the retropharyngeal space lymph nodes are very rare. They can
rarely grow to a size huge enough to cause obstructive upper aerodigestive symptoms. Primary lymphoma of the
retropharyngeal space should be considered in the diagnosis of the tumours involving the retropharyngeal space
lymph nodes. Excisional biopsy is important to obtain tissue for histopathological diagnosis and the relief of upper
aerodigestive tract obstruction when present.
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Background
Lymphoplasmacytic lymphoma (LPL) is a rare, slow-
growing tumour of the lymphoid tissue that is usually
associated with a serum IgM paraprotein, known as
Waldenström macroglobulinemia (WM) [1]. Rarely, a
few cases present with IgG, IgA or without a monoclonal
protein [2]. It is a rare subtype of non-Hodgkin lymph-
oma. The common sites of non-Hodgkin lymphoma in
the head and neck include the cervical lymph nodes, the

Waldeyer’s ring, salivary gland, paranasal sinuses, orbit,
maxilla and the mandible [3]. Retropharyngeal space
(RPS) lymph nodes are commonly involved in infectious
diseases of the pharynx. Metastatic involvement of the
RPS by squamous cell carcinoma of the nasopharynx is
common [4]. However, primary malignant tumours of
the RPS are rare. A few cases of lymphoma involving the
RPS lymph nodes have been reported [5, 6]. These were
mainly Burkitt’s lymphoma, non-Hodgkin lymphoma
and Hodgkin lymphoma.
This case report documents an adult patient who pre-

sented with a severe upper airway obstruction caused by
a very rare subtype of non-Hodgkin’s lymphoma as a
primary tumour of the RPS.
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Case presentation
A 49-year-old male factory worker presented with a
history of 6 months of progressive dyspnea. There
was a preceding/associated history of snoring, noisy
breathing, sleep-disordered breathing, progressive neck
swelling and weight loss of 2-year duration. There
was no associated cough, dysphagia, odynophagia or
fever. He developed severe breathing difficulty a week
before the presentation. He was brought into the
emergency department on his first visit to our facility
in imminent upper airway obstruction. On clinical
examination, he was not pale, icteric or febrile but
had severe stridor. Examination of the oropharynx
showed a huge posterior pharyngeal wall bulge ex-
tending from above the soft palate to the hypophar-
ynx. There was a left-sided neck swelling extending
from the level of the thyroid cartilage to the root of
the neck and from the midline to the posterior
border of the sternocleidomastoid muscle laterally.
The swelling was soft, compressible and there was no
differential warmth or attachment to the skin or
underlying structures. A clinical diagnosis of
imminent upper airway obstruction secondary to ret-
ropharyngeal space tumour was made at presentation.
He had an emergency tracheostomy for the relief of
the upper airway obstruction the same day.

His complete blood count was normal. He did a CT
scan of the neck which showed mixed density mass in
the retropharyngeal space extending from the level of
the foramen magnum to the second thoracic vertebral
body inferiorly and extending laterally into left the para-
pharyngeal space with heterogeneous post-contrast en-
hancement. There was associated anterior displacement,
bowing and compression of the pharyngeal, laryngeal
and tracheal airway and the oesophagus. No invasion of
the walls or metastatic deposit in the cervical spine (Fig.
1B and C). Radiologic diagnosis of upper airway ob-
struction secondary to retropharyngeal space lymph-
adenopathy with abscess to rule out tumour involving
the lymph nodes was made. An MRI was requested to
further assess the tumour but the patient could not af-
ford it. Elective surgical excision of the mass followed 1
week after presentation via the trans-cervical route.
Finding at surgery was a multi-lobulated mass with fatty,
muscular, fibrous and mixed consistency areas. The
tumour was attached to the pharynx, thyroid cartilage,
trachea and oesophagus, but not adherent to the great
vessels (Fig. 2 A and B). It measured 24.5 × 7.5 × 4.2
cm, weighed 350 g and was sent for histopathology.
Symptoms of upper airway obstruction resolved post-
surgery and he was decannulated 5 days post-surgical
excision.

Fig. 1 A Left neck swelling. B Axial neck CT scan showing huge retropharyngeal mass compressing and narrowing the airway and extending into
the left parapharyngeal space. C Sagittal view showing lobulated isodense mass from the skull base to the superior mediastinum compressing
the upper aerodigestive tract. D Post-operative specimen of multi-lobulated mass with fatty, muscular, fibrous and mixed consistency areas
weighing 350 g. E Microhistograph showing numerous Dutcher bodies
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The histopathology report showed fibro-adipose
stroma containing diffuse sheets of a mixed population
of lymphocytes, with a marked presence of Dutcher bod-
ies and a diagnosis of lymphoplasmacytic lymphoma.
This was confirmed by immunohistochemistry where
the lymphocytes were CD20 positive but were CD5,
CD10 and IgM negative. The definitive diagnosis of
stage 1 lymphoplasmacytic lymphoma was made.
We adopted watchful waiting for this patient with

negative serum Waldenström’s macroglobulinemia. The
patient has been very satisfied with the care he received
as he has all his symptoms relieved and has returned to
his normal life. He has remained symptom-free 3 years
post-surgery.
Patient’s written consent for publication was obtained.

Discussion
RPS lymphadenopathy is commonly associated with
deep neck space infection and metastasis from squa-
mous cell carcinoma of the nasopharynx and
pharyngeal wall. Occasionally, there could also be me-
tastasis from squamous cell carcinoma of the supraglot-
tic larynx and cervical oesophagus. Primary malignant
tumours of the RPS are rare and more so with those in-
volving the lymph nodes. Lymphoplasmacytic lymph-
omas are rare tumours belonging to non-Hodgkin
lymphoma and account for only 1-2% of the
hematologic cancers [7]. This is the first report of lym-
phoplasmacytic lymphoma involving the retropharyn-
geal space in sub-Saharan Africa.
LPL is a sub-type of non-Hodgkin lymphoma that is

indolent. Symptoms and signs of LPL are mainly from
bone marrow infiltration and high blood paraprotein
(Igm) level. Patients may be asymptomatic or present
with anaemia, neutropenia and thrombocytopenia,
weight loss, fever, numbness of extremities, lymphaden-
opathy, hepatomegaly, splenomegaly and amongst others

[2]. Adult non-Hodgkin lymphoma is classified as stage
1 when involving one lymphatic area (lymph node, ton-
sils, thymus, spleen) and stage 1E when an organ or area
outside the lymph nodes is involved [2].
Retropharyngeal space (RPS) is a potential space

that is related anteriorly to the upper aerodigestive
tract, laterally to the para-pharyngeal space, poster-
iorly to the prevertebral space and inferiorly to the
mediastinum. The suprahyoid portion of the RPS
contains lymph nodes and adipose tissue whilst the
infra-hyoid portion contains adipose tissue only. The
presenting symptoms of RPS tumours usually result
from compression of the surrounding structures and
include dysphagia, globus sensation, noisy respiration,
snoring, dyspnea, obstructive sleep apnea, hoarseness
and painless neck mass [8, 9].
The index case presented with a history of progressive

dyspnea with an associated history of snoring, noisy
breathing, obstructive sleep apnea, neck swelling and
weight loss. On clinical examination, the patient had se-
vere stridor, a huge posterior pharyngeal wall bulge ex-
tending from the nasopharynx to the hypopharynx on
oropharyngeal examination and a neck swelling that was
more to the left.
The presenting symptoms and signs in RPS tumours

depend on the rate of growth, size and tumour loca-
tion in the RPS. Symptoms, in this case, were mainly
of the upper airway obstruction resulting from upper
airway compression caused by the giant size of the
tumour as evidenced by the huge posterior pharyngeal
wall bulge and the neck swelling, and the location of
the tumour through the entire length of the RPS.
There was the absence of upper digestive tract ob-
structive symptoms despite the size/extent and loca-
tion of the tumour, and the oesophageal compression
reported in the CT scan. This could be attributed to
the compressible nature of the tumour. The weight

Fig. 2 A and B Intra-operative pictures
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loss in the patient can therefore be attributed to the
lymphoma. The history of 2-year duration of the dis-
ease probably represents the time the tumour was
large enough to cause symptoms and may not repre-
sent a fast growth rate for the tumour.
RPS cannot be thoroughly assessed clinically without

radiological imaging. CT scan and MRI scan are the rec-
ommended modalities for the assessment of the RPS.
MRI is the modality of choice for the detection of retro-
pharyngeal space nodal involvement [10]. It has a better
spatial resolution, able to identify smaller nodes, diag-
nose nodal metastases at an early stage and distinguish
nodes from the primary tumour in the adjacent naso-
pharynx more than a CT scan [11]. The CT scan helped
arrive at the non-definitive diagnosis in this case and
that was what the patient could afford. Surgical excision
is the mainstay of treatment for primary retropharyngeal
tumours causing obstructive symptoms. Approaches for
the surgical excision of RPS tumours include trans-oral
and trans-cervical. The choice of approach often de-
pends on the size and site of the tumour. Trans-oral is
the preferred approach for smaller tumours that are ac-
cessible via the oropharynx [12]. The trans-cervical ap-
proach is used for relatively large tumours and tumours
that cannot be accessed via the oropharynx because of
their location [8, 9].
The commonest primary RPS tumour in the literature

is lipoma. This has been mainly as case reports. Ozawa
et al. in 2007 reported a case of RPS liposarcoma, and in
their review of the literature, they cited 7 other case re-
ports [13]. Since then, a few more cases have been re-
ported [14–16]. Primary synovial sarcoma and malignant
schwannoma of the RPS have also been reported [17,
18]. Very few cases of primary RPS lymphoma have been
reported in literature. These include a case of Burkitt’s
lymphoma and two cases of LPL of the mediastinum [6,
19, 20]. The details of their presentation and manage-
ment are summarised in Table 1.
The treatment for LPL ranges from watchful waiting,

chemotherapy, plasmapheresis, biological therapy and

stem cell transplant rarely. The 5 years and above sur-
vival is 87%, 68% and 36% for low, intermediate and
high-risk groups respectively [21]. Our patient had his
upper airway obstruction relieved by an emergency
tracheostomy at presentation. Subsequently, the RPS
tumour was excised via a left trans-cervical incision be-
cause of its size with full relief of his symptoms. Follow-
ing the confirmation of his diagnosis, the choice of
treatment for the LPL was watchful waiting since the
systemic symptoms relating to lymphoma was few.

Conclusions
Upper airway obstruction resulting from a primary ma-
lignant tumour of the RPS is rare, and lymphoplasmacy-
tic lymphoma of the RPS is very rare. The presenting
symptoms depend on the size, rate of growth,
consistency, location in the RPS and the stage of the
tumour. The relevant investigations are CT scans and
preferably MRI scans. Excisional biopsy is required to re-
lieve obstructive symptoms and to obtain tissue for
definitive diagnosis by histopathology and immunohisto-
chemistry. Further treatment is directed at the primary
pathology.
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Table 1 Case reports of LPL in the neck and chest

Reference
reported/ year

Age/
Sex

Duration of
symptom

Major symptoms Location in the
RPS

Histology
report

Surgical type CTx
RTx

Follow
up

Bakari A et al
2013 [6]

7yrs/
M

4 Months Nasal blockage, neck swelling Not stated Burkitt’s
lymphoma

Trans-oral biopsy CTx Not
stated

Noguchi S et al
2013 [19]

54yrs/
M

3 years Not stated Para tracheal
mediastinum

LPL Resection via
thoracotomy

CTx 3 years

Adachi Y et al
2020 [20]

60yrs/
M

5 years Dry cough, dyspnea Mediastinum &
lung

LPL &
Amyloidosis

Biopsy via
thoracotomy

Not
stated

Not
stated

Present case 49yrs/
M

2 years Dyspnea, snoring, neck
swelling, weight loss

Entire length of
the RPS

LPL Trans-cervical
excision

None 3 years

CTx chemotherapy, RTx radiotherapy
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