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ABSTRACT

In this case report, we describe an extramedullary plasmacytoma (EMP) of the trachea in a 74-year-old female. She presented with a subglottic
stenosis that causes 70% obstruction of the subglottis and severe dyspnea since 3 months. A flexible laryngoscopy was performed and showed
a subglottis stenosis grade 3. Magnetic resonance imaging neck revealed an endoluminal mass at the level of the proximal trachea with full oblit-
eration of the lumen. A biopsy was performed and the histopathological study identified a plasma cell neoplasm or a plasmacytoma with a kappa
light chain restriction. After direct laryngoscopy with biopsy, the dyspnoea worsened, and a tracheotomy was performed. Localised radiotherapy
of the trachea was started with complete remission. One month after radiation therapy, the EMP was reduced in size and the tracheostomy
tube could be decannulated. Three weeks later the lumen of the tracheostomy was closed. Three months after treatment, the patient is still in
good condition. Extramedullary plasmacytomas of the trachea are extremely rare tumors but should be considered as a differential diagnosis
in the workup of a tracheal tumor. The treatment of choice is radiation therapy. Annual follow-up and evaluation of local recurrence or possible

progression to malignant melanoma is mandatory.
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Introduction

Extramedullary plasmacytomas (EMPs) are supremely rare
tumors. It is a soft tissue tumor arising from malignant mono-
clonal proliferation of plasma cells outside the bone marrow.
About 3%-5% of plasma cell malignancies. Most common
sites are the nasopharynx and upper respiratory tract in 80%
of the cases, but sites below the larynx, such as the trachea,
are very rarely reported for a solitary extramedullary plasma-
cytoma.'* We made a report about a case of solitary tracheal
plasmacytoma causing symptoms of dyspnea in a 74-year-old
female.

Case Presentation

A 74-year-old female was referred to the otorhinolaryngology
department of the University Hospital of Antwerp because of a
subglottic stenosis with severe dyspnea that had worsened in
the past 3 months. At presentation, she also reported a chronic
productive cough, stridor and the persistent sensation of feel-
ing a lump in the throat. She also reported weight loss and loss
of appetite in the last 3 months. The patient’s clinical history

contains essential thrombocytosis, Raynaud and Sjogren's
syndrome, a hip fracture, a hysterectomy and an arrhythmia
of unknown nature. She never smoked in her whole life. We
performed a flexible laryngoscopy that showed a subglottic
stenosis grade 3 according to the Myer—Cotton classification
which caused a 70% obstruction of the subglottis'? (Figure 1).

Due to the severe dyspnea, a direct laryngoscopy (DL) was
planned. Before the surgery, adequate preoperative assess-
ment and preparation were performed. Informed consent was
obtained from the patient who agreed to take part in the study.
During the DL, the image was not compatible with a subglottic
stenosis. Instead, a soft solitary mass was found and biopsies
were taken. After the DL, an increased stridor occurred dur-
ing the first 24 hours and the next day, an emergency trache-
otomy was performed with placement of a tracheostomy tube.
Afterwards, the patient felt more comfortable and her status
changed positively.

Magnetic resonance imaging (MRI) of the neck revealed an
endoluminal mass at the level of the proximal trachea with
full obliteration of the lumen (measurements: 2.2 x 1.4 x
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Figure 1. Fiber-optic laryngoscopic view of the endoluminal mass
occluding the central airway.

2.4 cm), without evidence of expansion in the adjacent soft
tissues (Figure 2). The histopathologic study of the biopsy
performed during the direct laryngoscopy showed a plasma
cell neoplasm or a plasmacytoma with a kappa light chain
restriction.

A further workup was done in the differential diagnosis of mul-
tiple myeloma. Laboratory investigations, such as renal func-
tion, blood count, and calcemia, were within the normal range.
Serum protein electrophoresis was normal. Urine was nega-
tive for Bence Jones protein. The computed tomography (CT)
whole-body scan showed no osteolytic lesions. The bone mar-
row biopsy and aspirate showed no abnormalities. A positron
emission tomography (PET) scan was performed to rule out
bone lesions in the differential diagnosis of multiple myeloma,
which was negative.

Fourteen days after the tracheotomy, the patient could
leave the hospital. Follow-up appointments at the hema-
tology and otorhinolaryngology departments were planned.
After the multidisciplinary meeting, the diagnosis of EMP was
made. Corticosteroids were started with a good response and

Figure 2. Magnetic resonance imaging revealed an endoluminal mass
occupying the proximal trachea.
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shrinkage of the mass, but decannulation was not possible.
The patient received radiotherapy with a curative intention.
After the treatment, the symptoms improved considerably.
Two months after the start of radiotherapy, a new CT showed
a significant reduction in the volume of the subglottic mass
with a diminished mass effect on the trachea. One month later,
the patient could be decannulated. During the last check-up
at the otorhinolaryngology department, no abnormality in the
subglottic region was found, and the tracheostomy wound was
completely closed.

Discussion

Extramedullary plasmacytomas are plasma cell tumors that
appear outside of the bone marrow and it consists of soft tis-
sue masses that are not in contact with bone. In 80% of cases,
EMPs are located in the upper respiratory tract, concretely the
nasal cavity, paranasal sinuses, and naso-oropharynx, but also
in the gastrointestinal tract and the lungs."*® Tracheal EMPs
are very rare.®

In the beginning, patients present with nonspecific symptoms,
for instance wheezing, stridor, chronic cough, hoarseness, dys-
pnea, dysphagia, nasal obstruction, epistaxis, rhinorrhea, ear
pain, hemoptysis, and weight loss. Oftentimes, the symptoms
are related to the location of the mass rather than the mass
itself.28 Airway obstruction is the most common symptom in
tracheal tumors. It becomes evident when the airway narrow-
ing is over 75%. Clinical diagnosis of tracheal extramedullary
plasmacytoma remains a difficult task.” The concluding diag-
nosis of EMP is made through histological and immunohisto-
chemical features, which show that the tumor is composed
of neoplastic monoclonal plasma cells positive for CD138 and
show kappa light chain restrictions.?3

Before the diagnosis of EMP can be made, a multiple myeloma
must be excluded by routine blood counts, skeletal survey,
immunoglobulin estimation, serum protein electrophoresis,
and estimation of urine Bence Jones protein. There should be
no signs of any myeloma-defining events including end-organ
damage attributable to the underlying plasma cell disorder and
biomarkers of malignancy.® In addition to the skeletal survey
or CT, an MRI or PET/CT should be performed to exclude the
presence of additional lesions and at least 1 of these investiga-
tions is mandatory.®

In short, the diagnosis of EMP is based on the following criteria:
pathological tissue evidence of monoclonal plasma cells involv-
ing a single extramedullary site, no bone marrow involvement,
no anemia, no hypercalcemia, no renal impairment caused by
plasma cell dyscrasia and low serum or urinary levels of mono-
clonal immunoglobulin.?®

Extramedullary plasmacytomas at the site of the trachea are
rare. There are no generally accepted guidelines available for
the optimal treatment of EMPs.®> The recommendations for
the treatment are a consensus of expert opinions.t The current
treatment options are radiotherapy or surgery alone or surgery
followed by radiotherapy.*” Surgery is an effective method for
treating EMPs of the trachea but is often thought to execute
because of the size of the tumor and the adjacency to vital
organs.®
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Plasmacytomas are highly radiosensitive, therefore the
treatment of choice should be radiation therapy.®® Small
plasmacytomas can be treated surgically but can result in
a very high rate of local recurrence without adjuvant radio-
therapy.® The role of adjuvant chemotherapy after radia-
tion remains controversial. A local recurrence after radiation
therapy occurs in less than 7% of patients with EMPs.
However, 10%-30% of patients with an EMP will develop
multiple myeloma within the next 10 years. A long-term fol-
low-up of electrophoresis and radiologic images is therefore
recommended.®®

Conclusion

Extramedullary plasmacytomas of the trachea are extremely
rare tumors but should be considered as a differential diagno-
sis in the workup of a tracheal tumor. The treatment of choice
is radiation therapy because surgery alone is often difficult to
execute due to the size of the tumor and the proximity to vital
organs. After surgery, adjuvant radiotherapy is still required
because the tumor excision without subsequent radiotherapy
results in a very high rate of local recurrence. Annual follow-up
and evaluation of local recurrence or possible progression to
MM are mandatory because of the high risk of progression to
malignant myeloma.
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