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Case Report
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Abstract
Background: Extramedullary plasmacytomas occurs in about 20% of multiple myeloma (MM) recurrences. Extramedullary disease 
seems to respond poorly to thalidomide and has adverse prognostic implication. When disease recurs in the oral cavity with soft 
tissue infiltration, some authors defend upfront surgical excision prior to radiotherapy with the aim of achieving better local control. 
We describe herein such an atypical case of recurrence from MM, with complete local response after 2 cycles of chemotherapy. 
Unfortunately, disease progressed later on, and the patient died after 9 months post-recurrence. This emphasizes the prognostic 
impact of extramedullary disease manifestation in MM.
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Introduction
Multiple myeloma (MM) is a clonal B-cell malignancy, 
characterized by proliferation of plasma cells in the bone 
marrow although some patients develop extramedullary 
disease. In the past, the latter entity was rarely seen in daily 
medicine due to the short life span of affected patients, but 
recently its incidence appears to have risen steadily with 
prolonged survival achieved under novel drug treatments 
and autologous bone marrow transplantation.1 It is estimated 
that extramedullary plasmacytomas occurs in about 20% of 
MM recurrences.2 Oral cavity lesions may be the first sign of 
disease in MM and the sole manifestation of disease relapse 
or part of a group of symptoms of disease progression.2,3

Case Report
In the year 2015, a 61 year-old male was referred to the 
Oncology Department of A.C Camargo Cancer Center, 
for hematopoietic cell transplant evaluation. He had a past 
history of MM with diagnosis in June, 2010 and, by that 
time, after achieving an objective response under thalidomide 
plus dexamethasone therapy, he was submitted to an 
autologous stem cell transplant in February, 2011. He had a 
disease free interval of 54 months until August, 2015, when 
oncologic pain related to new sternal bone lesions developed 
and his disease was reappraised. According to the Durie-
Salmon System, he had stage III disease with pronounced 
anemia, renal dysfunction and bone lesions. During the 
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initial evaluation process, a gingival mass appeared and grew 
rapidly (Figure 1) and it was finally biopsied (Figure 2).

Pathology report indicated gingival infiltration by plasma 
cells with CD138 positivity and high mitotic rate, which was 
compatible with extramedullary multiple myeloma (EMM).

The patient was treated with a combination of 
cyclophosphamide, bortezomib and dexamethasone 
(CyBorD regimen) and he had complete local response in 
the oral cavity after only 2 cycles of chemotherapy (Figure 3). 

Unfortunately, disease response was only partial 
systemically, and new bone lesions finally appeared in skull 
base after third cycle of CyBorD.

A radiotherapy course was applied to the skull base and a 
fourth CyBorD cycle was resumed.

This patient developed multiple complications under 
treatment: perforated diverticulitis after cycle 2 and H1N1 
disease requiring hospitalization after cycle 4 are worth 
noting. Finally, he experienced disease progression with 

Figure 1. Photograph illustrates Ginvival Mass Both Sides of Maxilla.
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an extramedullary paravertebral mass causing spinal cord 
compression. 

Radiotherapy to thoracic spine – including the 
paravertebral mass – was used and an alternative 
chemotherapy protocol was applied. It consisted of 
bortezomib-thalidomide-dexamethasone (VTD) and 
cisplatin-adriamycin-cyclophosphamide-etoposide (PACE). 
On the eighth day of the first VTD-PACE cycle, the 
patient developed neutropenic sepsis and was transferred 
to the intensive care unit (ICU), but his clinical condition 
deteriorated with septic shock, multiple organ failure, and 
death.

Discussion
We describe herein an atypical case of MM recurrence, with 
extramedullary disease manifestation in the oral cavity. For 
soft tissue plasmacytoma at this location, some authors 
defend upfront surgical excision prior to radiotherapy with 
the aim of achieving better local control.4 It is general rule 
to consider extramedullary disease relapse as poor predictor 
of survival and some case series describe median overall 
survival of only 5–7 months, even in the era of novel drug 
treatments and hematopoietic cell transplantation.5,6 A 
possible explanation for that resides in the fact that tumor 

Figure 2. Gum Biopsy: H&E Stain Showing Neoplastic Infiltration of 
the Lamina Propria (A, x5). The morphology is consistent with a high 
grade plasmablastic neoplasm (B, x40). Immunohistochemical stain 
showing CD138 positivity (C, x20)

Figure 3. Photograph Shows Resolution of Soft Tissue Infiltration on 
Maxilla After 2 Cycles of Chemotherapy.

cells in EMM lack expression of adhesion molecules such 
as CD56, have a high mitotic rate and tend to disseminate 
early in the course of disease.1

In the case reported herein, there was an excellent local 
response in the oral cavity (Figure 3) on systemic treatment 
with the CyBord regimen. Unfortunately, patient developed 
new bone lesions and spinal cord compression ensued as 
result of another soft tissue plasmacytoma (this time not 
in the oral cavity but in the paravertebral location instead). 
Systemic therapy was modified to VTD-PACE regimen 
and the patient died with septic complications soon after 
beginning of such intensive treatment. Overall survival 
– from time of disease recurrence to death – was only 9 
months. 
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