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Abstract 

Background: Tongue extramedullary plasmacytoma is a very rare 
pathology. Despite rare cases, extramedullary plasmacytoma should 
be considered as a differential diagnosis in case of a mass in the 
tongue. A total of 19 cases were reported with EMP in English lit-
erature along with the case we will address. It is characterized by a 
monoclonal neoplastic proliferation of plasma cells in the absence of 
multiple myeloma (MM). Histopathology and immunohistochemistry 
are very important for the diagnosis and differential diagnosis.

Case presentation: The case we will describe is an 80-year-old lady 
from Albania who presents with a vegetative lesion in the form of a 
thick plate on the dorsal part of the tongue with dimensions 6 X 5 X 
1.5 cm.  A material of 0.5 cm diameter was taken from the lesion for 
the biopsy. After histopathological examination, immunohistochemi-
cal examinations, and after correlations with laboratory, clinical and 
imaging data, the diagnosis of extramedullary plasmacytoma of the 
tongue was reached. The patient underwent radiotherapy treatment.

Conclusions: EMP is a rare tumor, accounting for 3% of plasma cell 
neoplasms and <1% of all head and neck tumors. The diagnosis of 
EMP, in this case, was reached with biopsy, immunohistochemistry, 
and the correlation with laboratory and imaging data. We will show 
the importance of biopsy along with immunohistochemistry in the 
diagnosis and differential diagnosis of extramedullary plasmocytoma 
of the tongue.
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Figure 1: Macroscopic view of the lesion.

Introduction

Plasmacytoma is a rare plasma cell neoplasm that accounts 
for 1-2%  of all tumors. EMP should be differentiated from other 
plasma cell lesions such as MM, plasma cell granuloma,reactive 
plasma cell hyperplasia together with amelanotic melanoma. 
MM is similar histologically but clinically has a multicentric ori-
gin in bone and in serum. 

Protein immuno-electrophoresis the presence of myeloma 
proteins is observed.

In plasma cell granuloma lymphocytes, eosinophiles, neutro-
phils and histiocytes are found surrounded by septa of connec-
tive tissue. Plasma cell tumor involving lymph nodes is reactive 
plasmacytic hyperplasia.  Immunohistochemical markers such 
as: MART – 1, S100, Melan A, HMB45 help to differentiate EMP 
from amelanotic melanoma [13-16].

Clinically these tumors are classified into Multiple Myeloma 
(MM), Solitary Bone Plasmocytoma and Extramedullary Plas-
mocytoma (EMP) [1].

Extramedullary plasmocytoma accounts 5-10 % of all plasma 
cells neoplasms [17]. It has a head-neck predilection with 80% 
of cases localized in the superior part of aerodigestive tract 
[19]. The regions most commonly involved include the nasal 
cavity, nasopharynx, paranasal sinuses, and tonsils [20]. Tongue 
involvement is extremely rare for this gammapathy [17]. EMP 
may present as a single or multiple lesion outside the skeleton. 
In the presence of skeletal deposits the diagnosis is Multiple 
Myeloma [21]. However as a primary manifestation multiple 
myeloma may have a solitary mass imitating extramedullary 
plasmacytoma. Multiple myeloma is the most common plasma 
cell neoplasm accounting for about 90% of cases, the rest con-
sisting of extramedullary plasmacytoma or solitary bone plas-
macytoma. The prognosis of multiple myeloma is poor with 
an average survival rate of 2-3 years. Extramedullary plasma-
cytoma has the best prognosis of all plasma cell neoplasms 
with a 10-year survival of 70% [2]. However, there is a risk of 
progression to multiple myeloma in a significant percentage of 
about 40% of patients. In these conditions a careful follow-up 
following treatment of extramedullary plasmacytoma is highly 
recommended.

Clinical case

An 80-year-old lady presents with a lesion on the tongue. 
The patient complains of pain, difficulty in chewing and difficul-
ty in speaking. In the macroscopy the tumoral lesion consists in 
a thick placque in the dorsal  part of the tongue approximately 
6 X 5 X 1,5 cm. The surface is totally eroded. Pink color with gray 
stretch marks on the surface and solid-elastic consistency.

In this situation two incisional biopsies were performed con-
sequently to be sure about the representation of the bioptic 
sample and conventional staining for HE as well as an extensive 
immunohistochemical panel for differential diagnosis. The ma-
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terial taken for the biopsy has a diameter of 0.5 cm.

Microscopy: The surface of the lesion is composed of an 
admixture of granulation tissue and inflammatory cells. In the 
deepest portion there are several dense plasmacytic groups 
that dissect the tissue. The cells are CD38 and CD138 positive 
and have a high expression of Kappa and Lambda in the cyto-
plasm.

Several other antibodies were used for the differential diag-
nosis such as CKAE1/AE3, CD45, CD20, CD79a, CD3, CD5, ki67, 
CD34, HHV8, CD68, S100, LangherinA, CD15, CD21, CD23.

The differential diagnosis was made with carcinoma, lym-
phoma, Kapposi Sarcoma, Langherhans cell hystiocitosis, In-
flammatory Pseudotumor.

The population of plasma cells is noticeable. In immunohis-
tochemical examination the cells results: CKAE1/AE3 (---), CD45 
(+++), CD20 (+--), CD79a (+++), CD3 (---), CD5 (+--), Ki67 = 40 
%, CD34 (+--), HHV8 (---), CD68 (+--), CD38 (+++), CD138 (+++), 
kappa (+++), Lamda (+++), S100 (+--), Langherine A (---), CD15 
(+--), CD21 (---), CD23 (---).

Following these results in histopathological and immunohis-
tochemical examination the patient is recommended CT of the 
head, thorax, abdomen and pelvis. Tomography of the head, 
thorax, abdomen, and pelvis didn’t show the evidence of me-
tastasis.

Also all lymph nodes of the examined regions result in no 
obvious neoplastic lesions. Serum Beta-2 microglobulin levels 
are elevated, Myelogram appears normal.

Renal funcional test results normal, also the Albumine level, 
uric acid and total protein levels are normal. LDH is also normal. 
Seric levels of IgA, IgG, IgM, Lamda, Kappa, kappa/Lamda ratio 
are in the norm. Protein electrophoresis shows a decrease in 
Albumin level and an increase in Alpha-2-globulin, while Alpha-
1-globulin, Beta globulin, Gamma globulin and A/G ratio arep-
resent at normal levels.

Erythrocyte sedimentation rate is normal. In the urine analy-
sis proteinuria is observed. Based on all the results mentioned 
above as well as clinical correlations, the diagnosis of extramed-
ullary plasmacytoma of the tongue was made. The patient un-
derwent radiotherapy treatment.

Discussion

EMP of the tongue is extremely rare with only a few cases 
reported in the literature [8,9-12]. EMP is one of the three types 
of plasma cell neoplasms. The other two are multiple myeloma 
and solitary bone plasmocytoma (also called medullary plasma-
cytoma) [18]. Extramedullary plasmocytoma accounts about 

Figure 2: The result after radiotherapy

5-10% of all plasma cell neoplasms [17]. It shows a head-neck 
region preference with 80% of cases localized in the upper part 
of the aerodigestive tract [19]. Areas most commonly involved 
include the nasal cavity, nasopharynx, paranasal sinuses, and 
tonsils [20]. Clinically the oral cavity plasmacytoma manifests 
as swelling, jaw pain, toothache, paresthesia, tooth movement, 
tooth migration, hemorrhage, and pathological bone fractures 
[7,9,16]. Extramedullary plasmacytoma affects men more often 
than women with a male ratio: Female 3:1. The average age is 
55 years old [20]. It is very important to get in-depth biopsy as 
80% of extramedullary plasmacytomas originate from the sub-
mucosa and taking the biopsy to the surface can lead to a false 
negative result with fatal consequences for the patient [18]. In 
these conditions the threshold for biopsy recurrence should be 
small, especially when there is strong clinical suspicion.

Histopathological diagnosis of plasma cell neoplasms re-
quires the presence of malignant monoclonal proliferation of 
the plasma cell line. Plasma cells produce CD138 and a light 
monoclonal cytoplasmic chain, kappa or lambda [21]. Plasma 
cells are immature and present the malignancy characteristics 
of immature cells with atypical hyperchromatic nuclei and no 
visible nucleoli. Prominent histological features of extramedul-
lary plasmacytoma include infiltration of affected areas of soft 
tissue with plasma cells [17]. Moreover, amyloid deposition is 
common in plasmocytoma and this can be detected as a de-
posit that appears apple green under polarized light and red 
when the tumor is stained with Congo red stain [21]. When the 
diagnosis of plasma cell tumor is established by immunohis-
tochemistry, the next step is to distinguish whether it consti-
tutes a solitary lesion consistent with plasmacytoma or is part 
of several multiple lesions indicating the presence of multiple 
myeloma [20,22]. Further hematological, biochemical and ra-
diological examinations should be used to look for other extra 
skeletal or skeletal lesions [20]. Hematological and biochemical 
examinations include whole blood analysis with white matter 
differentiation, uremia, creatinine and electrolytes, CRP, ESR, 
and concentrations of beta-2 microglobulin and immunoglobu-
lins. Skeletal examination includes serum calcium, albumin, and 
alkaline phosphates. Ongoing serum and urine protein electro-
phoresis including Bence-Jones proteins should be considered. 
Finally, a bone marrow biopsy is often necessary and constitutes 
an important component in the diagnostic process [17,21]. The 
prognosis of the early stages of EMP is relatively good, espe-
cially if the tumor is in the head-neck region [3]. The prognosis 
becomes poor when EMP progresses to MM [2]. In this way it 
is important that EMP is diagnosed early to have a good result 
[1,4]. However, the overall 5 - year survival drops from 83.7% 
to 30% when these patients progress to MM [2]. Progression 
from EMP to MM was the only negative prognostic factor iden-
tified for laryngeal EMP [2]. Plasmacytomas are very radiosensi-
tive tumors: the recommended treatment for extramedullary 
plasmocytomas is surgery or radiotherapy. These treatments 
are more or less the same effectiveness and with similar recur-
rence rates. Various authors recommend combining both as the 
optimal treatment for extramedullary plasmacytoma [23]. The 
decision on which treatment to choose depends on many fac-
tors and should be made by a multidisciplinary staff of head and 
neck oncology, taking into account the patient’s wishes.

Conclusion

EMP is a rare tumor, accounting for 3% of plasma cell neo-
plasms and <1% of all head and neck tumors. The diagnosis of 
EMP in this case was reached with biopsy, immunohistochem-
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istry and the correlation with laboratory and immaging data. It 
is very important that EMP should be differentiated from other 
plasma cell lesions such as MM, plasma cell granuloma, reactive 
plasma cell hyperplasia together with amelanotic melanoma. 
This differential diagnosis as described during the presentation 
of the case was made with immunohistochemistry and in the 
case of MM with serum electroforesis and CT of total body. The 
biopsy and the immunohistochemistry has a key role in the di-
agnosis and consequently in the treatment of the EMP.

The patient underwent radioterapy and the result was satis-
factory as shown in the figure number 2.

It is very important the follow- up of the patient because in 
some cases the EMP can progress to MM and this is related to 
a poorer prognosis.
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