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1. Introduction

Solitary plasmacytomas represent 5–10% of all plasma cell
neoplasms and are characterized by a localized collection of
neoplastic plasma cells in the absence of a systemic plasma
disorder. They can present as a solitary extramedullary plasma-
cytoma (EMP), or a solitary bone (medullary) lesion [1,2]. EMPs are
well described in the adult population, occurring in the 5th and 6th
decades of life with a male predilection. Four and a half to eighteen
percent of the time they present in the adult larynx, but are
extremely rare in children [1,3]. EMP is usually treated with
localized radiotherapy as these tumors are extremely radiosensi-
tive [4]. Forty to sixty gray (Gy) is given over 4–6 weeks [5,6]. We
present a case of laryngeal EMP in a pediatric patient, treated solely
with endoscopic excision to avoid the long term complications of
radiation in this age group.

2. Case report

A 17-year-old female presented to the Voice and Swallowing
Institute at the New York Eye and Ear Infirmary with a one-year
history of ‘‘raspy’’ voice and straining with speech. She denied
related symptoms. Her review of systems was negative and she
had no past medical history. On perceptual analysis, her voice was

thin, hoarse and strained with decreased intensity. Her GRBAS
score was 8. Fiber-optic exam revealed fullness of the right
vestibule and aryepiglottic fold with ventricular obliteration.
Laryngovideostroboscopy demonstrated absent mucosal wave and
decreased amplitude of the right true vocal cord, with a posterior
glottic chink. A contrast CT scan of the neck was performed
showing a 12 mm hypodense focus in the right vestibular fold
without deep extension or suspicious lymphadenopathy.

The patient underwent direct suspension microlaryngoscopy
with CO2 laser excision of the area of abnormality in September of
2011 (Fig. 1). On direct examination, the area was found to be firm,
and the anterior third of the right true vocal fold appeared to be
infiltrated by the disease process. The entire vestibular fold
extending to the thyroid lamina and medial aspect of the
aryepiglottic fold were resected in order to remove as much
pathologic tissue as possible without sacrificing vital structures.
Grossly, the central firm mass was completely excised while
amyloid-appearing residue was left as necessary to preserve
function. Pathologic analysis of the specimen revealed an EMP with
surrounding amyloid deposits (congophilic and birefringent
subepithelial deposits). The true vocal fold margin was positive
for chronic inflammation only. The plasma cells in the specimen
showed both lambda and IgD restriction (lambda:kappa ratio of
20:1; 100% immunoreactivity of IgD restriction), was CD138 and
CD43 positive and were CD20 negative. The patient was sent for an
oncologic evaluation and workup for systemic plasma dyscracias.
She was found to have no evidence of systemic disease, a normal
serum protein electrophoresis (SPEP) and urine protein electro-
phoresis (UPEP), no evidence of bone disease on a PET scan, and a
normal echocardiogram. A small population of 3% clonal IgD
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Extramedullary plasmacytoma of the larynx is a rare clinical entity, well described in the adult
population, but infrequently encountered in the pediatric population. We present a case report of a 17
year old female found to have a solitary extramedullary plasmacytoma of the supraglottis along with
localized laryngeal amyloid. In contrast to traditional treatment, our patient was treated with surgical
excision alone and remains clinically free of disease after two years of follow-up.
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restricted plasma cells was seen on the staging bone marrow
biopsy, and there was an increase in serum free lambda light
chains. This was not indicative of active bone marrow disease
(though indicating that she may be at higher risk for systemic
disease in the future). After a lengthy discussion, considering the
surgical confidence of a complete excision of the plasmacytoma as
well as the acute and chronic side effects of radiation in a young
child, the decision was made not to treat the patient with adjuvant
radiation. She had an uneventful recovery from her surgery with
return of normal vocal function over the course of a few months.
She has been followed closely by her hematologist and in our office
as well. At her last visit, two years post-operative, the patient is
without evidence of systemic disease or local recurrence (Fig. 2).
She has a normal voice with GRBAS score of 0/1/0/0/0.

3. Discussion

Few case reports have described pediatric or adolescent
laryngeal EMP [2,6–9]. As a result optimal treatment is unclear
for these age groups.

Histologic examination of EMP reveals sheets of closely packed
plasma cells with fine strands of connective tissue and capillaries;
amyloid may be present in these specimens. Once the diagnosis is
confirmed by direct tissue biopsy, immunohistochemical staining
is performed to determine immunoglobulin light chain deposition
(Lambda or Kappa) and immunoglobulin isotype [1,5,6]. An
oncologic consultation should be obtained and a diagnosis of
systemic amyloidosis, B-cell neoplasms, and multiple myeloma

must then be excluded. This is accomplished by testing for serum
and urine protein electrophoresis, complete X-ray or PET/CT bone
imaging, CBC, BUN/Cr, echocardiogram [3,5]. Most clinicians
accept up to 5% plasma cells in the bone marrow smear as normal
[5]. Most often, the complete work up reveals no sign of systemic
disease, as was the case with our patient.

EMP is extremely radiosensitive so radiotherapy has been the
treatment of choice [4]. Forty to sixty Gy is given over 4–6 weeks
[4–6]. Surgical excision and debulking are often performed as well.
If surgical margins are negative, patients can be observed
postoperatively and avoid radiation therapy [5]. In adults, upper
aerodigestive tract (UAD) EMP, survival is longer with combined
modality treatment compared to surgery or radiation alone; 156 or
144 months respectively compared to 300 months [5]. Interest-
ingly, in non-UAD EMP there is no statistical survival difference
regardless of the treatment modality [5]. This is most likely
because clear margins are more easily obtainable in tumors not
involving the UAD. Despite traditional management, considering
this data, treatment with surgery alone may be sufficient if
adequate margins are obtained. If margins are questionable the
addition of radiation should be added. Unfortunately, because of
the small number of cases reported, no conclusions on the optimal
treatment for EMP in children and adolescents can be drawn.

In children and adolescents, head and neck radiotherapy may be
controversial due to exposing growing children to adverse acute
and chronic side effects of the treatment. Depending on the
treatment area, early side effects may include mucositis, xeros-
tomia, and skin irritation [10]. Late effects include second
malignancies such as thyroid cancer, osteoradionecrosis, soft
tissue fibrosis, muscle atrophy, and ototoxicity [10].

Review of the literature revealed five pediatric or adolescent
patients with laryngeal EMP, three of which had concomitant
amyloidosis. All patients were treated with radiotherapy. Specifi-
cally, one patient was treated with surgical excision and single
dose radiation therapy, two with surgical debulking and radiation,
and two with surgical biopsy and radiation therapy [2,6–9]. All
reports indicate that patients were asymptomatic and disease free
at follow up ranging from one to nine years [2,6–9]. One patient
with both EMP and localized amyloidosis had persistent amyloid 3
years after treatment [9].

For the patient described herein, considering the above
literature, surgical resection with adequate margins was deemed
adequate. Close follow up has been conducted, and the patient is
currently free of disease two years after resection.

Fig. 1. (A) Direct laryngoscopy of supraglottic EMP before surgical excision. (B)
Direct laryngoscopy after complete surgical excision of supraglottic EMP with CO2

laser.

Fig. 2. Flexible laryngoscopy 2 years post-excision showing no evidence of local
recurrence of disease.
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4. Conclusion

Solitary laryngeal extramedullary plasmacytoma of the UAD is
rare in the pediatric or adolescent population. Though the tumor is
radiosensitive and radiotherapy has traditionally been the
treatment of choice, surgical excision with adequate margins
appears to be just as effective. Considering the acute and chronic
side effects of radiation in the pediatric and adolescent population
and the results of this case, complete surgical excision without
radiation may be the preferable treatment modality for laryngeal
EMPs in children and adolescents.
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