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Abstract
BACKGROUND 
Extramedullary plasmacytoma (EMP) represents one of the rarer forms of plasma 
cell malignancies, capable of impacting a variety of tissues and organs throughout 
the body. The majority of EMP cases are predominantly found in the head and 
neck region, especially within the laryngopharynx, as well as in the gastroin-
testinal tract. While there have been documented instances of oropharyngeal 
involvement in EMP cases in the academic literature, it is important to note that 
EMP specifically affecting the uvula is exceedingly uncommon. Furthermore, it is 
noteworthy that over 60% of epithelial carcinomas in the upper respiratory tract 
and oropharynx tend to metastasize to the cervical lymph nodes, indicating a 
propensity for regional spread in these types of cancers. In this context, we pre-
sent a rare case of extramedullary plasmacytoma where the uvula served as the 
initially affected site. This case emphasizes the need for heightened awareness 
among clinicians regarding such unusual comorbidities, as early recognition and 
diagnosis can significantly influence patient management and treatment out-
comes. In addition, a review of the relevant literature is included to further edu-
cate and inform healthcare professionals about this rare presentation, ultimately 
aiming to enhance clinical understanding and improve patient care in similar 
situations.

CASE SUMMARY 
A 51-year-old man was admitted to our hospital because of a slowly enlarging 
neck mass. A physical examination revealed a palpable left lymph node, and ma-
gnetic resonance imaging (MRI) of the oropharynx and the neck showed a soft 
tissue mass in the oropharynx and enlargement of multiple lymph nodes in the 
neck. The soft tissue mass was diagnosed as plasmacytoma by immunohisto-
chemical analysis. Monoclonal immunoglobulins and bone marrow biopsy sh-
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owed normal results. Therefore, we diagnosed that as EMP of the uvula. After four cycles of adjuvant che-
motherapy dominated by bortezomib, MRI reexamination showed a significant reduction of the mass in the 
oropharynx and the cervical lymph nodes. Afterwards, the λ light chain returned to normal levels. There was no 
evidence of evolution to multiple myeloma.

CONCLUSION 
We have reported a rare case of extramedullary plasmacytoma with the uvula as the first affected site and the 
relevant literature is reviewed to improve clinicians' awareness of such rare comorbidities.

Key Words: Extramedullary plasmacytoma; Plasmacytoma; Uvula; Multiple myeloma; Case report

©The Author(s) 2025. Published by Baishideng Publishing Group Inc. All rights reserved.

Core Tip: The high-risk characteristics of extramedullary plasmacytoma in clinical manifestations stem from its pathogenesis 
and the high-risk trait of cytogenetics. There are limited recommendations and guidelines for this type of tumor owing to the 
rarity of extramedullary plasmacytoma (EMP) of the uvula. Radiotherapy is the preferred treatment after diagnosis. Che-
motherapy is ideal for cases with multiple recurrence, extensive local invasion, and poor histological differentiation. The 
current chemotherapy regimen can refer to the chemotherapy regimen for multiple myeloma. We report a rare case of EMP 
with the uvula as the first affected site; therefore, the relevant literature is reviewed to enhance clinicians' awareness of such 
rare comorbidities.

Citation: Yang J, Peng H, Tu SK, Li M, Song K. Extramedullary plasmacytoma with the uvula as first affected site: A case report. 
World J Clin Oncol 2025; 16(1): 96131
URL: https://www.wjgnet.com/2218-4333/full/v16/i1/96131.htm
DOI: https://dx.doi.org/10.5306/wjco.v16.i1.96131

INTRODUCTION
Extramedullary plasmacytoma (EMP) is an exceptionally rare form of plasma cell malignancy that can impact various 
tissues and organs throughout the body. The majority of EMP cases are found in the head and neck region, especially 
within the laryngopharynx, as well as in the gastrointestinal (GI) tract. Although instances of oropharyngeal involvement 
have been documented in the medical literature, EMP specifically affecting the uvula is an extremely uncommon oc-
currence. Furthermore, it is noteworthy that over 60% of epithelial carcinomas in the upper respiratory tract and oro-
pharynx have a tendency to metastasize to cervical lymph nodes. In this report, we present a rare case of EMP where the 
uvula was the initially affected site. This case is particularly significant as it highlights the need for increased awareness 
among clinicians regarding such rare comorbidities. A comprehensive review of the relevant literature is included to 
provide further insight into this condition and to emphasize the importance of recognizing such atypical presentations in 
clinical practice.

CASE PRESENTATION
Chief complaints
A 51-year-old man was admitted to our hospital because of a slowly enlarging mass of his neck.

History of present illness
On physical examination, the patient was a well-nourished man with a palpable, immovable nontender left lymph node 
measuring 2.5 cm × 2.5 cm. Oropharyngeal examination showed a neoformation of the left uvula. The rest of the physical 
examination was unremarkable. It was not clear whether the mass was an oropharyngeal tumor with cervical lymph 
node metastasis, or a lymphoma. However, this supported the clinical diagnosis of a primary lesion of the uvula with 
regional nodal involvement. The pathological diagnosis of the soft tissue mass and the cervical lymph node was pla-
smacytoma after a fine-needle aspiration biopsy was performed. Further immunohistochemical analysis of the specimens 
showed positivity for the plasma cell markers CD38 and CD138, while CD20 and CD3 were negative (Figure 1). This 
profile was in keeping with plasmacytoma. Based on this, he was immediately transferred from the oncology department 
to the hematology department. Serum protein electrophoresis and urine analysis for Bence-Jones protein showed the 
presence of the λ light chain. Monoclonal immunoglobulins, skeletal survey, and bone marrow biopsy showed normal 
results. Therefore, we diagnosed the patient as having EMP of the uvula. Due to the multiple and hidden location of the 
mass, it was considered that the mass could not be completely removed by surgery and might be ineffective even if a full 
course of radiotherapy is given after surgery. Finally, there were no evidence of multiple myeloma (MM) on bone 
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Figure 1 Hematoxylin-eosin staining. A: Showed CK (-), CD38 (+), CD138 (+), EMA (+), CyclinD1 (-), k (-), λ (+), CD20 (-), CD68 (-), Ki-67 (5%+), CD56 (-), 
EBER (-), CD10 (-), MUM-1 (+), Bcl-2 (partially+), Bcl-6 (-), p63 (-), WIM (+), S-100 (-), CD79a (+), CD3 (-), CgA (-), SYN (-), EGFR (-), and MyoD1 (-); B: A small 
number of nested growth plasma cell-like cells were seen in the tissue sent for examination. With some heterogeneity, combined with the immunohistochemical 
results, a plasma cell tumor was considered.

marrow biopsy and no lytic lesions on skeletal survey.

History of past illness
No special notes.

Personal and family history
No special notes.

Physical examination
Upon conducting a physical examination, the patient presented as a well-nourished individual. Notably, a lymph node 
on the left side was identified; it was palpable, immovable, and nontender, measuring approximately 2.5 cm × 2.5 cm. 
Additionally, the examination of the oropharynx revealed the presence of a neoformation located on the left uvula. Aside 
from these findings, the remainder of the physical examination did not reveal any significant abnormalities.

Imaging examinations
Magnetic resonance imaging (MRI) of the oropharynx showed an irregular, sharply defined soft tissue mass measuring 
1.8 cm × 1.9 cm × 2.2 cm with heterogeneous enhancement (Figure 2A). The mass was closely related to the uvula and 
grew into the oropharyngeal cavity, which led to the narrowing of the corresponding oropharyngeal cavity. An enhanced 
scanning scan showed similar signals and enhancement signals. Therefore, we suspected that the mass was a primary 
tumor. Moreover, MRI of the neck showed nodular and massive signals, with the left larger one being about 3.1 cm × 3.6 
cm and the right larger one being about 2.0 cm × 2.9 cm.

FINAL DIAGNOSIS
EMP of the uvula.

TREATMENT
The patient eventually received a three-agent chemotherapy regimen [bortezomib, epirubicin, and dexamethasone 
(PAD)]. After four cycles, repeat MRI showed a significant reduction of both the mass in the left wall of the oropharynx 
and the multiple lymph nodes of different sizes in the neck (Figure 2B). It indicated that the chemotherapy was effective, 
so the patient was advised to intensify his chemotherapy regimen by using the VDECP chemotherapy regimen [cisplatin, 
etoposide, dexamethasone, and bortezomib (VDECP)]. After 6-mo chemotherapy, repeat immunoglobulin assay showed 
that the λ light chain returned to normal levels and the monoclonal immunoglobulins were normal. Finally, there were no 
evidence of MM on bone marrow biopsy and no lytic lesions on skeletal survey.

DISCUSSION
Plasmacytomas represent a form of malignant hyperplasia involving plasma cells, and they can manifest in two primary 
locations: Within the bone, referred to as medullary plasmacytomas, or in soft tissue, known as EMPs. These lesions can 
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Figure 2 Magnetic resonance imaging images showing a uvula mass (orange arrow) and the uvula (blue arrow). A: February 2023; B: April 
2023.

appear in varying quantities, meaning that a patient may exhibit either a solitary lesion or multiple lesions, depending on 
the extent and progression of the disease[1].

Plasma cell tumors are classified into four distinct categories: MM, plasma cell leukemia, solitary bone plasmacytoma 
(SBP), and EMP. Among these categories, EMP is notable for representing about 3% of all plasma cell malignancies. A 
significant proportion of EMP cases, approximately 80%, are localized to anatomical regions such as the head, neck, and 
gastrointestinal tract. Additionally, EMP can manifest in various other locations, including the urinary bladder, central 
nervous system, thyroid, breast, testes, parotid gland, lymph nodes, and skin. Nevertheless, the occurrence of EMP in the 
uvula is quite rare, underscoring its atypical presentation in this particular site. Demographic trends indicate that men 
have a threefold increased risk of developing EMP compared to women. The condition predominantly affects adults, 
especially those in their 50s and 60s, with a median age at diagnosis being 55 years. This age distribution emphasizes the 
importance of monitoring this demographic for potential signs of extramedullary plasmacytoma[2].

Solitary plasmacytoma can manifest in two distinct forms: Bone and extramedullary types. Both of these types have the 
potential to advance to MM, a more advanced and systemic form of the disease. Specifically, SBP is noted to progress to 
MM in approximately 50% to 60% of affected individuals. In terms of prognosis, the overall survival rate for these pa-
tients is around 30% at the 10-year mark. In contrast, cases with EMP exhibit a different trajectory. The likelihood of 
progression to MM in these cases is lower, with an estimated progression rate of 11% to 30%. However, those diagnosed 
with EMP generally have a more favorable prognosis, as they show a median survival of 10 years in about 70% of cases. 
Thus, while both forms of solitary plasmacytoma carry risks of progression to MM, the implications for survival and the 
rate of progression differ notably between the bone and extramedullary types[3].

The high-risk characteristics of EMP in clinical manifestations stem from its pathogenesis and the high-risk trait of 
cytogenetics[4]. Although it is currently unclear how plasma cells break through the bone marrow stromal cells and the 
bone marrow microenvironment, myeloma cells have been found to express adhesion factors such as very late appearing 
antigen-4 (VLA-4), CD56, and CD44[5,6]. The interaction between bone marrow plasma cells and vascular cell adhesion 
molecule-1 (VCAM-1) promotes the homing of myeloma cells[7,8]. However, for patients with EMP, the expression levels 
of these adhesion factors and endothelial cell receptors are decreased, which makes the adhesion ability of plasma cells to 
stromal cells decrease. Subsequently, plasma cells are likely to escape from the bone marrow microenvironment, thus 
developing EMP. Stromal cell-derived factor-1 (SDF-1) is one of the members of the CXC subfamily of chemokines, 
named CXCL12, also known as B cell stimulating factor[9]. SDF-1 induces cytoskeleton remodeling, pseudopod for-
mation, and translocation of MM cells, which is also one of the causes of EMP. In addition, increased angiogenesis 
capacity is also important for the development of extramedullary plasmacytomas. In addition to the downregulation of 
adhesion molecules, and increased angiogenesis capacity and autocrine protein factors, the upregulation of the metastasis 
associated lung adenocarcinoma transcript 1 in lung adenocarcinoma is also closely associated with EMP[10].

The International Myeloma Working Group has established specific criteria for the definition of EMP. First, EMP is 
characterized by the presence of a tumor that consists of monoclonal plasma cells localized in a single extramedullary site. 
Importantly, the diagnosis of EMP requires the absence of any lesions throughout the entire skeletal system. Furthermore, 
there must be no detectable lesions within the bone marrow itself. In addition, it is crucial to ensure that there is no 
involvement of any organs, confirming that the disease has not spread to other areas. Lastly, the assessment must reveal 
an absence of monoclonal immunoglobulin in either serum or urine, which further supports the diagnosis of EMP[11]. 
The diagnostic methods for EMP mainly include imaging and histological examination. EMP has a low incidence, is 
difficult to be diagnose, and lacks specificity on early imaging, but it still has certain features. Computed tomographic 
(CT) imaging characteristics of EMP can be summarized as local lesions, small necrosis, moderate enhancement, fusion 
tendency, and encapsulation of adjacent blood vessels to form a "sandwich" sign. In addition, positron emission 
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tomography (PET)-CT can clarify the regional activity of the tumor and can be used to distinguish EMP from MM[12]. 
EMP histology shows proliferation of plasmacytoid tumor cells, with immunohistochemical markers CD38, CD138, and 
CD79a, Kappa, or Lambda. Differentiation from MM and extramedullary lesions of MM must be made before a diagnosis 
of EMP or taking any therapeutic measure. Multiple bone marrow biopsies are required to exclude MM and look for 
evidence of clonal plasma cell expansion. In this case, the uvula showed an irregular mass without infiltrative growth, 
and the immunohistochemical results were positive for CD79a, D38, CD138, and Kappa. Meanwhile, bone marrow 
aspiration examinations ruled out the possibility of advanced extramedullary manifestations of MM. As our patient 
fulfilled the above criteria, the tumor was diagnosed as primary EMP of the uvula.

Plasmacytomas are difficult to cure, and there are limited recommendations and guidelines for this type of tumor 
because of the rarity of EMP. Due to the high rate of control, radiotherapy is the treatment of choice after diagnosis. Either 
tumors that can be resected as a whole or lesions that are insensitive to radiotherapy can be treated with surgical re-
section. Chemotherapy is ideal for cases with multiple tumors, recurrence, extensive local invasion, and poor histological 
differentiation, and the active use of chemotherapy can delay the progression of EMP. The current chemotherapy regimen 
can refer to the chemotherapy regimen for MM[13]. In this case, under adjuvant chemotherapy dominated by bortezomib, 
the patient maintained a good course for one year with no evidence of evolution to MM.

EMP is mostly a low-grade malignancy, and even though responding well to treatment, it remains an aggressive tumor 
with a poor prognosis, prone to local recurrence and distant metastasis. Common metastatic sites include cervical lymph 
nodes, the lung, liver, spinal cord, and bone marrow. Because of the high evolution rate to MM, it leads to poor overall 
survival in such patients. Due to the rarity of the disease, there is no uniform consensus on prognostic factors and 
treatment. Radiotherapy remains the mainstay of treatment, but there are variations in the sensitivity of treatment. 
According to statistics, after treatment, about 20% of EMP patients  have local recurrence within 2-3 years, and 15% 
convert to highly malignant MM[14]. The International Guidelines for Radiotherapy of Lymphoma clearly state that 
surgical treatment is still necessary for solitary plasmacytoma. Therefore, the establishment of perfect classification and 
recovery assessment criteria is crucial for the selection of treatment methods.

We propose that patients undergo follow-up reviews at 3-mo intervals during the first year. Following that initial 
period, reviews should shift to 6-mo intervals for the subsequent year, and then transition to an annual review schedule 
for the rest of the patient's life. During each of these visits, it is critical to conduct a comprehensive history and physical 
examination of the patient. Additionally, a variety of laboratory tests should be performed, which include a complete 
blood count, measurements of serum calcium levels, as well as urea, creatinine, and electrolyte testing. It is also important 
to incorporate serum and immunofixation protein electrophoresis, urine testing for Bence-Jones proteins, free light chains 
analysis, and a skeletal survey into the routine testing protocol. Furthermore, patients should undergo yearly monitoring 
with MRI to track any changes over time. Importantly, if there are any indications of disease progression, a complete 
reevaluation is warranted. This reevaluation should entail performing a bone marrow biopsy along with an integrated 
CT/PET scan to comprehensively assess the situation. This structured approach is essential to ensure that any changes in 
the patient's condition are monitored closely and addressed promptly[1]. It is believed that with the further research of 
large samples, the treatment plan for EMP will gradually be individualized, standardized, and scientific.

CONCLUSION
We have reported a rare case of extramedullary plasmacytoma with the uvula as the first affected site and the relevant 
literature is reviewed to improve clinicians' awareness of such rare comorbidities.
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