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ABSTRACT
Extramedullary plasmacytoma (EMP) are rare 
neoplasms, most commonly occurring in the upper 
respiratory tract and rarely arise in the ovary. A 46-year-
old woman presented with a history of abdominal 
mass associated with acute episodes of pain. A mobile 
abdomino-pelvic mass measuring 13.6 x 8.8 cm arising
from the right adnexa. The patient subsequently 
underwent an exploratory laparotomy. We report the 
nine such case ever identified in the literature. These 
tumors are usually large at the time of presentation, 
more likely involving the left ovary and usually without 
evidence of disseminated disease. Adjuvant treatment 
for ovarian plasmacytomas is not clearly established; 
however, if complete surgical resection is achieved and 
no evidence of multiple myeloma is found, observation 
should be strongly considered.
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SOMMARIO
Il plasmocitoma extramidollare (EMP) è una rara 
neoplasia, insorge più comunemente a livello delle vie 
respiratorie alte e più raramente a livello ovarico. Una 
donna di 46 anni si è presentata alla nostra attenzione 
con una storia di massa addominale associata a episodi 
acuti di dolore. Una massa addomino-pelvica delle 
misura 13,6 x 8,8 cm a carico dell’annesso di destra. 
La paziente successivamente è stata sottoposta a 
laparotomia esplorativa. Riportiamo di seguito il nono 
caso di questo tipo di tumore mai descritto in letteratura. 
Questi tumori sono solitamente di grandi dimensioni al 
momento della diagnosi, più spesso a carico dell’ovaio 
di sinistra e di solito senza evidenza di malattia 
disseminata. Non è chiaro il ruolo di un trattamento 
adiuvante per i plasmocitomi ovarici. Tuttavia, se si 
raggiunge la resezione chirurgica completa e non vi è 
nessuna evidenza di mieloma multiplo, dovrebbe essere 
fortemente considerata un condotta di osservazione.
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INTRODUCTION
Extramedullary plasmacytoma (EMP) are rare 

neoplasms, most commonly occurring in the upper 
respiratory tract and rarely arise in the ovary. 
Review of the literature reveals nine previously 
reported cases of ovarian plasmacytomas.

Lymphoplasmacytic lymphoma is an indolent 
B cell lymphoma commonly with bone marrow 
and lymphonode involvement. Extranodal 
involvement si rare, and in the ovary extreamly 
rare(1). Unfortunately, there has been no consistent 
immunologic evaluation of such specimens 
nor has systematic workup or follow-up been 
discussed.

CASE REPORT
A 46-year-old woman presented with a history 

of abdominal mass associated with acute episodes 
of pain.

On vaginal and rectal examination, the uterus 
and cervix felt normal. A mobile abdomino-
pelvic mass measuring 13.6 x 8.8 cm arising 
from the right adnexa. There was tenderness 
during examination. Bilateral parametria were 
supple and rectal mucosa was free. Except for a 
haemoglobin level of 10.3 g/dl, the remainder 
of the haemogram, serum biochemistry, chest 
X-ray, serum anti-HbsAg and HCV levels were 
normal. Serum cancer antigen Ca125: 25.2 U/ml; 
Ca15.3: 35.8 U/ml; Ca19.9: 6.1 U/ml, CEA: 0.4 
ng/ml. An ultrasound revealed the presence of 
heterogeneous mass measuring 13,6x8,8 cm with 



It. J. Gynaecol. Obstet.
2016, 28: N.2

18

multiple septa. A CT scan of the abdomen showed 
a large pelvic mass measuring 12x12x14 cm arising 
from the right adnexa with a solid area measuring 
8 cm. No ascites and others localitations.

The patient subsequently underwent an 
exploratory laparotomy. During surgery a 
complete adhesiolysis of pelvic adhesion was 
made. A very vascular right ovarian mass 
measuring 15x14x10 cm, with solid cystic areas 
adherent to the uterus and the sigma rectum, was 
seen. The cervix, appendix, omentum, and upper 
abdominal viscerae were normal. Left tube and 
ovary and right tube were removed previously. 
Bulky nodes were not palpable along the paraaortic 
and iliac regions. An intraoperative frozen section 
revealed the presence of poorly differentiated 
neoplasm carcinoma. An extrafascial hysterectomy 
with oophorectomy was performed. No residual 
tumor. Blood loss was 900 ml. She was submitted 
to blood transfusion and was discharged on the 
eighth post-operative day. Post-operative PET was 
negative, conversely CT scan showed millimetric 
peritoneal nodules. The patient was referred to 
the haematological oncology service and was 
evaluated by the multiple myeloma program to 
stage her plasma cell dyscrasia (complete blood 
count, serum protein electrophoresis, serum 
immunofixation, urine immunofixation and urine 
protein electrophoresis). She also underwent 
a bone marrow aspirate and biopsy with 10% 
plasma cells. In view of the limited anatomical 
disease in our case, the patient is receiving 
follow-up care and there wasn’t any evidence of 
recurrence clinically in the last 16 months. Medical 
scans in the follow up included a CT chest, 
abdomen and pelvis and abdominal ultrasound. 
The Adjuvant treatment is not clearly established; 
however, if complete surgical resection is achieved 
and no evidence of multiple myeloma is found, 
observation should be strongly considered(2).

PATHOLOGY
The isthological examination reveald a 

diffuse ovarian infiltrate composed by clonal 
well differentiated plasmacells . The neoplastic 
population was CD138 positive and CD20 
negative, with clonal expression of Lambda ligth 
chain (Figure 1).

It requested a second opinion on slides reading.

Lymphoplasmacytic lymphoma or Plasmacytoma of the Ovary? A case report and a literature Review

Figure 1.
Sheets of plasmablasts.

DISCUSSION
EMP is a rare primary soft tissue plasma cell 

tumor. These tumors are known to originate 
in a variety of anatomical sites, although more 
than 90% have been reported as developing in 
the head or neck area, and most of these arise in 
the upper respiratory passages. EMP constitute 
fewer than 5% of all plasma cell tumors, generally 
remain localized, and are more responsive to 
therapy(2-10). Voegt initially reported a case of 
ovarian plasmacytoma in 1938; he described 
the tumor as the size of a fist(11). Since that 
time, eight other cases, have been reported(12-16) 
(Table 1). Review of the reported cases reveals 
inconsistent evaluations; review of the literature 
reveals that in the early years the principal form 
of treatment of EMP was surgery for accessible 
lesions. However, the current treatment of choice 
is radiotherapy for localized disease(2,5,8,10,17,18). The 
median survival of patients with EMP is reported 
to vary from 4-10 years(2,17,18). Only one experience 
exists regarding adjuvant postsurgical therapy 
for patient with extramedullary plasmacytoma 
of the ovary. Shakuntala et al. reported a patient 
start three cycles of single agent carboplatin for 
rapidly refilling ascites and pleural effusion(19). 
In summary, extramedullary plasmacytomas 
is an exceedingly uncommon tumor, especially 
with solitary involvement of the ovary. We 
report the nine such case ever identified in the 
literature. These tumors are usually large at 
the time of presentation, more likely involving 
the left ovary and usually without evidence of 
disseminated disease. Adjuvant treatment for 
ovarian plasmacytomas is not clearly established; 
however, if complete surgical resection is achieved 
and no evidence of multiple myeloma is found, 
observation should be strongly considered(2).

A clonal plasma cell proliferation can 
be the expression of a plasmacitoma or a 
lymphoplasmocytic lymphoma with an extreme 
plasma cells differentiation.
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This case propose the differential diagnoses 
between this two entities. Although the CD20 
negativity the patient has also a nodal envolvement 
so the clinical data suggested the final diagnosis of 
B lymphoma.

Primary lymphoma of ovary is rare and can be 
of Burkitt’s, T or B cell types.

Lymphomas secondarily involving ovary are 
seen in up to 25% of advanced cases. Majority of 
cases will have concomitant lymphadenopathy. 
Grossly, the ovarian surface is smooth and 
parenchymal involvement can be partial or 
complete. Bi-laterality is encountered in 60% 
of cases. Burkitt, diffuse large B cell, follicular 

Table 1.
Clinical characteristics, pathologic variables, Ca125 and outcome for 
the nine reported cases of ovarian plasmacytoma.

lymphoma, plasmacytoma, Hodgkin lymphoma 
and many others were reported(20) (Table 1).

Written informed consent was obtained from 
the patient for publication of this Case Report and 
any accompanying images.
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