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SUMMARY
Solitary extramedullary plasmacytoma (SEP) of the larynx 
is a rare haematological malignancy and an infrequent 
cause of persisting dysphonia. We present the case 
of a 54- year- old woman with a long- standing history 
of dysphonia. While clinical examination showed a 
rather inconspicuous prominent right vestibular fold, 
an MRI revealed a laryngeal mass with erosion of the 
thyroid cartilage. A biopsy taken during rigid endoscopy 
demonstrated plasma cell infiltration with light chain 
restriction amidst amyloid deposits. After exclusion of 
systemic involvement, the diagnosis of an SEP of the 
larynx with secondary amyloidosis was made. The patient 
received primary radiation therapy. Another biopsy taken 
3 months after the end of therapy did not show any 
signs of ongoing neoplastic plasma cell disease. The 
patient was therefore considered to be in remission. 
She is currently receiving regular follow- up and has not 
shown signs of persistent or progressive disease for the 
past 18 months.

BACKGROUND
While laryngitis and benign or cancerous laryngeal 
neoplasms are more common causes of persistent 
dysphonia,1 solitary extramedullary plasmacytoma 
(SEP) of the larynx is very rare. It accounts for less 
than 0.2% of laryngeal malignancies and should be 
considered if there is seemingly no explanation in 

a patient with chronic dysphonia. This contribu-
tion highlights workup and the involved treatment 
modalities of this uncommon disease.

CASE PRESENTATION
An otherwise healthy 54- year- old woman was 
referred to our institution by a local speech therapist 
with a complaint of hoarseness, which had initially 
begun after an upper respiratory tract infection. She 
had initially been seen by an ear, nose and throat 
specialist at another clinic, who had not found any 
obvious pathologies on flexible endoscopy at the 
time. Stroboscopy was not performed. However, 
vocal therapy was prescribed, which was carried out 
rigorously under supervision and at home. Despite 
those efforts, symptoms had now been increasing 
over a period of 8 months. The patient denied any 
history of smoking or alcohol abuse. Laryngostro-
boscopy showed normal true vocal folds with full 
closure at phonation and symmetrical movement. 
The false vocal folds were unusually prominent 
with intact mucosa and hesitant movement on 
the right side (figure 1). Voice quality was rated 
R2B0H0. However, no extralaryngeal symptoms 
of functional dysphonia were present. No cervical 
masses could be palpated.

INVESTIGATIONS
Additional diagnostic measures included MRI 
(figure 2) and CT (figure 3) imaging of the neck, 

Figure 1 Initial presentation of the false vocals fold 
on the right without apparent ulcerations or tumorous 
lesions.

Figure 2 An MRI taken prior to therapy shows an 
infiltrating laryngeal mass.
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which displayed a unilateral infiltrating mass of the right vestib-
ular fold. Its size was measured at 19×10×19 mm and it eroded 
the thyroid cartilage and the thyrohyoid membrane. Rigid 
endoscopy and biopsy were performed. Histological specimens 
demonstrated immunoglobulin light chain restricted plasma cell 
infiltration (characteristic of plasmacytoma) as well as amyloid 
deposits (figure 4). An extensive workup was done by the haema-
tology department, including comprehensive urine and blood 
analysis, bone marrow biopsy, positron emission tomography 
(PET; figure 5) and full- body MRI. There was no evidence of 

systemic disease. Therefore, the diagnosis of a solitary extramed-
ullary plasmacytoma of the larynx with secondary amyloidosis 
was established.

DIFFERENTIAL DIAGNOSIS
Differential diagnosis in this setting must invariably include the 
most common malignancy in this area—squamous cell carci-
noma, especially in the context of a malignant mass eroding 
through the thyroid cartilage. Amyloid deposits in this area 
without evidence of plasma cell neoplasia may represent another 

Figure 3 Coronal CT imaging displays a mass eroding through the 
thyroid cartilage on the right.

Figure 4 Histological specimens demonstrate plasma cell infiltration 
next to amyloid deposits in characteristic “Congo red” staining (circle).

Figure 5 Positron emission tomography CT demonstrates metabolic 
activity in the right false vocals fold.

Figure 6 An MRI after therapy does not show significant changes in 
the area of the plasmacytoma.
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entity called primary amyloidosis. Although uncommon in 
general, the larynx represents one of the—if not the—most 
common locations for this disease.

TREATMENT
The case was presented at our interdisciplinary tumour board, 
where primary radiation therapy in curative intention was deter-
mined. Treatment was executed at the Department of Radiation 
Oncology with a dosing of 50 Grey (25×200 cGy) over 5 weeks’ 
time.

OUTCOME AND FOLLOW-UP
Three months after therapy, the patient underwent re- staging 
consisting of an MRI (figure 6) and another endoscopy with 
biopsy (figure 7). Radiological studies demonstrated a persistent 
mass in the previously described area, histology showed persistent 
amyloid deposits but did not reveal evidence of ongoing plasma 
cell neoplasia. Therefore, the patient is considered to be in 
remission. She is now in our clinic for follow- up once every 3 
months, where she is evaluated by haematologists and otorhi-
nolaryngologists clinically and with comprehensive blood and 
urine analysis. Radiological follow- up consists of a yearly MRI 
of the neck. Her last endoscopic and laboratory evaluation, 18 
months after therapy showed no signs of persistent or progres-
sive disease.

DISCUSSION
Plasma cell malignancies are a group of hematological neoplasms, 
characterised by abnormal clonal proliferation of plasma cells.2 
Depending on the level of dissemination, it is possible to distin-
guish between multiple myeloma (MM) and plasmacytoma. 
MM is comparatively common, accounting for around 10% of 
all hematological malignancies and 1% of all cancers.3 4 It can 
be seen as a disseminated plasma cell dyscrasia with systemic 
involvement.3 The incidence of MM is around 2 to 5 per 100 
000 people.

Plasmacytoma, however, is defined as a solitary lesion either in 
the bone marrow (termed a solitary bone plasmacytoma (SBP)) 
or the soft tissue (termed an SEP).5 SBPs are far less common. A 
report from 2009 gives an estimate of around three new cases 
per million per year. SBP seems to have a higher prevalence than 
SEP.2

The entities described have a close relationship, as the prog-
nosis of plasmacytoma is essentially dependent on the progres-
sion to MM.

The larynx represents a common location among SEPs, as 
70%–85% of these neoplasms are discovered in the head and 
neck mucosa,6 7 primarily in the nasal cavity and paranasal 
sinuses.8 A recent review has reported a total of 99 cases since 
1948.9 Clinical symptoms closely relate to the location of the 
tumour and the infiltration of laryngeal structures. Clinical 
presentation of SEP of the larynx may vary. Findings on flexible 
endoscopy can show a polypoid mass10 or a rather inconspicuous 
swelling of the paraglottic soft tissue.11

Definitive diagnosis of electromagnetic pulse (EMP) is based 
on histological and immunohistochemical evaluation and the 
exclusion of a systemic proliferative plasma cell disorder.12 The 
role of PET may increase the diagnostic accuracy by detecting or 
excluding additional lesions not diagnosed by other radiological 
studies.13 Secondary amyloid deposits are often spotted in the 
proximity of SEPs.11 14

There are no specific treatment guidelines for laryngeal SEP. 
In general, radiotherapy is the first- line treatment for all cases of 
solitary plasmacytoma.6 15 Surgical resection represents a favour-
able therapeutic option for small and easily accessible EMP of 
the head and neck region and may still be combined with adju-
vant radiotherapy.9 11

As mentioned above, the prognosis of plasmacytoma 
depends on its progression to MM, and about 10% of solitary 
plasmacytoma progress to MM within 3 years.4 Prognosis of 
SBP is far worse than that of SEP.5 7 16 In general, prognosis 
of SEP seems favourable, with a reported 5- year survival rate 
of over 80%.9 Moreover, SEP located in the head and neck 
region seem to have an even better prognosis compared with 
other locations of the body.17 Overall survival of 10 years 
is estimated to exceed 70%. However, negative prognostic 
factors include cervical lymphadenopathy and the involvement 
of multiple sites9; the latter excluding the pathology from the 
group of SEP.

Because patients may present with the systemic disease 
even years after local curative therapy, long- term follow- up is 
indicated.18

Figure 7 The post- therapeutic presentation of the false vocals fold on 
the right.

Learning points

 ► Consider radiographical evaluations in a patient with chronic 
dysphonia and ‘normal’ flexible endoscopy.

 ► In case biopsy of a laryngeal mass reveals plasma cell 
neoplasia, hematological investigations are warranted as 
guidance towards the correct diagnosis.

 ► Radiation therapy is the therapy of choice in solitary 
extramedullary plasmacytoma, even though easily accessible 
or exposed locations may render surgery a favourable 
therapeutic option.

 ► Long- term follow- up after definitive therapy is mandatory in 
SEP, as patients may present with the systemic disease even 
years after local curative therapy.
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