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Abstract

Testicular plasmacytoma is a rare disease with few described cases 
in literature since 1939 when the first case was described. Testicular 
plasmacytoma can occur as first presentation disease or in multiple 
myeloma relapse. We report a case of a monorchid asymptomatic 
70-year-old patient without previous multiple myeloma diagnosis 
with incidental discovery of right testicular mass who presented with 
rapid worsening of myeloma-related symptoms immediately after 
orchifunicolectomy. Diagnosis was made in our urology department 
and patient was referred to hematologist for continued therapy. We 
will discuss the case and review the literature.
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Introduction

Multiple myeloma is a neoplastic disorder characterized by ma-
lignant proliferation of plasma cells within the body’s bone mar-
row. Multiple myeloma may present with renal function impair-
ment, hypercalcemia, anemia and osteolytic bone lesions.

Most patients with a plasma cell neoplasia show diffuse 
marrow involvement at presentation, but extramedullary forms 

(extramedullary plasmacytoma (EMP)) and the “leukemic” 
variety are less common.

EMP has been reported most commonly in the respiratory 
tract, head and neck region, gastrointestinal tract and central 
nervous system [1]. Plasmacytomas can be primary lesions or 
they can be indicators of progressive disease [2, 3].

Testicle is a very rare site for EMP; since the first reported 
case in 1939, less than 70 cases are described in literature [4]. 
Among testicular cancers, plasmacytoma is a rare entity, with 
an overall incidence of 0.03% to 0.1% [5, 6].

In the literature, we found few cases of testicular plasma-
cytoma in patients without a previous diagnosis of multiple 
myeloma [7-9]. In fact, the most described cases are in patients 
with a known multiple myeloma diagnosis or in patients de-
veloping disseminated disease later in life [10-12]. In addition, 
this is the first case described in a monorchid patient.

Case Report

We report the case of a 70-year-old man in good general con-
ditions, monorchid due to left cryptorchidism treated with left 
orchifunicolectomy in pediatric age, who presented to our out-
patient clinic during a routine urological check-up. Basic blood 
tests were all normal except for mild increase of uric acid (7.2 
mg/dL). Patient had history of urinary stones in the past. The 
patient had no previous significant medical history except for 
well-controlled hypertension with angiotensin-converting en-
zyme (ACE) inhibitor.

Physical examination and ultrasound were negative for uri-
nary stones but minimal right pelviectasis was identified. During 
genital examination, right testis appeared slightly increased in 
volume and hard to touch without evoked pain. Right testis ul-
trasound showed heterogeneously echoic testicular mass with in-
creased color-Doppler vascular signals; epididymis was normal. 
Bilateral inguinal ultrasound was negative for enlarged lymph 
nodes. Testicular markers (lactate dehydrogenase, β-human cho-
rionic gonadotropin and alpha-fetoprotein) were normal. At this 
point, right orchifunicolectomy and computed tomography (CT) 
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scan to study right renal pelviectasis were indicated.
After 1 week, preoperative blood tests showed hemoglobin 

of 10.5 g/dL, normal white blood cells and platelets, creatinine of 
1.6 mg/dL, normal azotemia, uric acid of 7.2 mg/dL, calcium of 
10.6 mg/dL, normal sodium and potassium, and mild proteinuria 
in morning urinalysis. Preoperative testosterone level was normal. 
Patient remained asymptomatic except for very mild right lumbar 
pain. We decided to perform abdominal CT scan without contrast 
(due to creatinine value): CT scan was negative for ureteral calculi 
and no retro peritoneal masses or lymph nodes were reported.

After 1 day, right radical orchifunicolectomy with spinal 
anesthesia was performed with no complications. Antibiotic 
prophylaxis with ceftriaxone 1 g was administered. Patient 
received good post-operative hydration and diuresis was nor-
mal. On first post-operative day, blood test showed a drastic 
increase in serum creatinine (4.2 mg/dL), increased serum uric 
acid (10.2 mg/dL),calcium of 11 mg/dL, normal serum sodium 
and potassium concentrations with normal urine output. The 
patient reported worsening of right lumbar/costal pain and a 
temperature of 38 °C. Procalcitonin was normal during the 
entire hospitalization. Review of previous CT scan showed a 
small right XI rib osteolytic lesion. Nephrology evaluation was 

performed: patient was hydrated and allopurinol therapy was 
started. Blood tests showed progressive reduction in serum 
creatinine, uric acid and calcium levels. After 1 week, creati-
nine value was stable at 3.1 mg/dL, calcium was 10.5 mg/dL, 
hemoglobin was 10.2 g/dL, with normal white blood cells and 
platelets counts. Surgical wound was healing well during the 
entire hospitalization. Serum protein electrophoresis showed 
a gamma-spike and urine electrophoresis showed monoclonal 
light chains (Fig. 1). Serum IgA level was high (2,016 mg/
dL) with low IgG and IgM levels (430 and 11 mg/dL, respec-
tively). Head CT scan was negative for bone lesions.

One week after orchiectomy, we performed a serum testos-
terone level confirming hypogonadism but testosterone replace-
ment therapy was not started at the moment because of hyper-
calcemia.

In addition, patient started weekly psychotherapy and 
hypnotherapy with Ericksonian approach due to mild depres-
sive status with good outcome.

On gross examination, the testis showed increased size (7 × 
4.5 × 2.5 cm) and had a solid consistency. At cutting, there was 
a neoformation sized 3.3 × 2.5 cm, variegated in appearance, 
soft, fleshy, with necrotic and hemorrhagic areas (Fig. 2). Plas-

Figure 1. (a) Electrophoresis of serum protein showing gamma-spike. (b) Urine electrophoresis showing monoclonal light chains.

Figure 2. On gross examination, testis showed neoformation sized 3.3 × 2.5 cm, variegated in appearance with necrotic areas.
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macytomas of testis can be mistaken for other types of tumors, 
including seminoma, lymphoma and metastatic melanoma. On 
microscopic examination, the neoplasm consisted of sheets of 
plasmacytoid cells of varying degrees of differentiation. A popu-
lation of more immature cells predominated, with a higher nu-
clear/cytoplasmic ratio, scattered nuclear chromatin and often 
prominent nucleoli, and plasmablastic elements characterized 
by a less abundant cytoplasm with sparse or absent halo region, 
fine reticular chromatin and large nucleus (Fig. 3). A smaller 
population of well-differentiated or mature plasma cells was 
present. These cells are characterized by abundant basophilic 
cytoplasm, perinuclear halo region, eccentric round nuclei, 
“clock-like” chromatin, and inconspicuous nucleoli.

Perilesional testicular parenchyma showed advanced at-
rophy, characterized by small tubules with thick basal mem-
branes and few or no germ cells; interstitial tissue showed var-
ying degrees of edema and fibrosis with an increased numbers 

of Leydig cells. As shown in the figures, neoplastic plasma 
cells expressed CD38 and CD138 and MUM1, had aberrant 
expression of CD117 and partial expression of CD45, and 
were negative for CD20 (Fig. 4).

Immunohistochemical study with antibodies against kap-
pa and lambda light chains is an important approach for the 
evaluation of suspected plasmacytoma; a population restricted 
to kappa or lambda light chains confirms the diagnosis of plas-
macytoma (Fig. 5). In this case, restriction to lambda chains 
was confirmed.

Discussion

EMP is a rare form of plasma cell neoplasm, and often presents 
concurrently with multiple myeloma, but can present as an 
isolated tumor. Patients with isolated plasmacytoma have high 

Figure 3. (a) Diffuse infiltration of atypical plasma cells surrounding atrophic seminiferous tubule (arrow) (hematoxylin and eosin; 
× 200). (b) A population of immature and anaplastic plasma cells predominated, with a higher nuclear/cytoplasmic ratio, scattered 
nuclear chromatin and often prominent nucleoli, with occasional intracellular small vacuoles (arrow) (hematoxylin and eosin; × 
400).

Figure 4. Neoplastic plasma cells showing immunohistochemical expression of CD38 at the membrane level (a) and nuclear 
staining of MUM1 (b) (× 200).
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rates of progression to multiple myeloma later in life. For this 
reason, it is important to diagnose plasmacytoma and survey 
these patients appropriately for progression to disseminated 
disease.

Plasmacytoma of the testicle is exceedingly rare, but a 
disease to consider in patients presenting with testicular mass, 
particularly in elderly patients in which testicular cancer in-
cidence is relatively low. When plasmacytoma occurs in the 
testis, the diagnosis can be difficult, often resembling other 
more common causes of testicular mass, and requires multiple 
diagnostic tests for accurate diagnosis.

Multiple myeloma is a plasma cell tumor that affects bone 
marrow characterized by synthesis and excretion of monoclonal 
proteins. In some cases, tumor cells can be located in extramed-
ullary sites. Most frequent extramedullary locations are kidney, 
nasopharynx and paranasal sinus, lymph nodes, spleen, lung, 
pancreas, pleura and pericardium, and skeletal muscle [13].

Testicular plasmacytoma incidence is around 0.03% and 
0.1% of testicular cancers and represents only 2% of plasma 
cell neoplasm [14]. In addition, testicular plasmacytoma usu-
ally occurs in patients with known systematic multiple my-
eloma, either at the diagnosis or at relapse [15]. The first de-
scribed case of testicular plasmacytoma was in 1939 [16].

As reported by Oppenheim et al [17], plasmacytoma of 
the testis is seldom diagnosed as a primary event. In this study, 
only six out of 37 cases were solitary plasma cell neoplasias 
of the testis, while the others developed in patients previously 
diagnosed with multiple myeloma.

In the literature, extramedullary multiple myeloma is de-
scribed in 6-8% of patients at the time of diagnosis and 10-
30% in relapsed disease [18], whereas testicular localization, 
in patients known with myeloma is a rare entity around 4% of 
cases [19]. The median age of presentation for EMP is 55 - 59 
years, lower than myeloma multiple [20].

In the literature, testicular plasmacytoma is considered a 
rare entity with around 70 described cases [21]. Testis is de-
fined as a sanctuary site for hematological cancers because of 
the presence of testicular blood barrier and this is important 
during the evaluation of a patient with history of multiple my-

eloma.
Hayes et al performed autopsies on 38 patients with mul-

tiple myeloma with EMP and found evidence of testicular 
involvement in only one case. They further reviewed the lit-
erature going over 182 cases with similar demographics and 
found only five cases of EMP with testicular involvement [3]. 
Pasmantier and Azar [2] performed 57 autopsies of patients 
with EMP and they did not report any cases of testicular in-
volvement.

Plasmacytoma of testis is usually treated by radical orchi-
funicolectomy and in some cases, when it is in an advanced 
stage or recurrence is present, radiotherapy can be added. In 
cases of multiple cancer lesions, chemotherapy or monoclonal 
antibodies are indicated [22].

Testicular plasmacytoma can be the first manifestation of 
multiple myeloma or evidence of recurrence of myeloma but 
most often it shows no clinical manifestations and it is discov-
ered on autopsy [23] in patients with multiple myeloma history.

The prognosis of testicular plasmacytoma depends on co-
presence of myeloma. In fact in presence of multiple myeloma, 
prognosis is poor and most patients show disease progression 
[13].

In addition, most of patients with a prior diagnosis of tes-
ticular plasmacytoma will develop multiple myeloma with only 
a few long-term progression-free survival cases described [24].

In our case, patient had asymptomatic rib lesion at diag-
nosis and mild renal failure but we suspected some hemato-
logical disease only after orchifunicolectomy due to the rapid 
worsening of renal function, fever and rib pain on first post-
operative day. We think that this rapid worsening of symptoms 
can be explained by immunostimulation induced by surgical 
stress; patient received subarachnoid anesthesia, the only par-
enteral drug given was ceftriaxone. Orchifunicolectomy was 
performed by clamping sperm cord before any testis manipula-
tion, so we think that malignant cells dissemination is unlikely.

In addition, this case can be a management challenge to 
choose the correct approach in terms of hypogonadism but we 
decided not to start any testosterone replacement therapy, in 
accordance with the hematological team and the patient. Psy-

Figure 5. (a) Immunohistochemical study confirming the monoclonality of neoplastic process by showing restriction to lambda 
light chains (a, × 200) and negativity to kappa chains (b ,× 170).
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chotherapy can be useful in these cases to delay the start of 
testosterone replacement therapy.

Conclusions

Testis plasmacytoma is a rare disease with few cases described 
in literature. Our case is interesting because testicular mass rep-
resents the first presentation of multiple myeloma with rapid 
progression of symptoms immediately after orchiectomy in a 
monorchid patient. Medical management requires a multidiscipli-
nary approach and in this specific case timely diagnosis has been 
fundamental for the patient outcome and for his quality of life.
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