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Abstract

We present a rare case of testicular extramedullary plasmacytoma
(EMP) in a 43-year-old man with multiple myeloma and diffuse sys-
temic involvement refractory to chemotherapy. Multiple myeloma
is typically found within the bone marrow and rarely involves
other organs and sites. EMPs are most frequently associated with
the head and neck region, but in rare cases testicular involvement
have been seen. These mimic other causes of testicular swelling
and therefore require a full diagnostic workup and management
similar to that of any scrotal pathology. Radical inguinal orchi-
ectomy is the treatment of choice with the addition of adjunct or
salvage radiation therapy if necessary. The prognosis with these
lesions is poor and in cases of primary testicular plasmacytoma,
progression to multiple myeloma is likely.

Introduction

Multiple myeloma is a rare neoplastic disorder characterized
by malignant proliferation of plasma cells within the body’s
bone marrow. Multiple myeloma comprises about 1% of all
cancers and classically presents with hypercalcemia, renal
function impairment, anemia, and osteolytic bone lesions.
Although typically found within the bone marrow, extraos-
seous myelomatous collections referred to as extramedullary
plasmacytomas (EMPs) are rarely found in the head and neck
region, gastrointestinal tract, and central nervous system.’
They can either be primary lesions or indicators of progres-
sive disease.?? Testicles are an extremely rare site for EMP
involvement. Following the first reported case in 1939, less
than 70 of these events have been described in the litera-
ture.*> Among testicular masses, plasmacytoma is even more
rare, with an overall incidence of 0.03% to 0.1%.%” Due to
the rarity of presentation, published literature is limited, yet
it has an extremely poor prognosis.®°

Case report

A 43-year-old man, with a 3-year history of diffusely sys-
temic multiple myeloma refractory to radiation and che-
motherapy, presented to our facility with 4-week history
of continuous, painless left testicular swelling. Two weeks
prior, he was seen at a local emergency department with a
presumed diagnosis of left orchitis. However, following a
prescribed 2-week course of oral ciprofloxacin, the patient
noted no resolution of his symptoms. On physical exam, the
patient had an enlarged (8.5 x 4.5 x 5 cm) non-tender left
testicle and a normal-appearing right testicle. Laboratory val-
ues were not significant for an abnormal urinalysis or white
blood cell count. Testicular tumour markers ( -fetoprotein,
B-hCG and lactate dehydrogenase) were within normal lim-
its. Testicular ultrasound showed a diffusely enlarged het-
erogeneously echogenic left testicle and epididymis with
significant hyperemia (Fig. 1).

Given the concerning scrotal ultrasound and lack of sug-
gestive evidence of infection, the patient agreed to undergo a
left radical inguinal orchiectomy for suspected malignancy.
Gross examination revealed a roughly 8-cm soft, tan-coloured
fleshy homogenous mass. Pathology showed plasma cell
myeloma with involvement of the testicular parenchyma,
tunica albuginea and spermatic cord. Tumour cells were
present in diffuse sheets almost completely replacing the
normal testicular parenchyma. Histologic examination
revealed discohesive, round to oval cells with a moderate
amount of cytoplasm, and single nuclei focally binucleated
with a single prominent nucleolus. Immunohistochemical
stains were positive for lambda light chain and CD138, and
negative for kappa light chain, placental alkaline phospha-
tase, and CD117. CD20 staining exhibited a non-specific,
patchy background (Fig. 2).
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An extramedullary plasmacytoma in the testicle

Fig. 1. Scrotal ultrasound showing a diffusely enlarged heterogeneously echogenic left testicle with increased flow. (A) Transverse view of the mid left testicle. (B)
Sagittal view of the mid left testicle. (C) Sagittal view of the mid left testicle with Doppler.

Discussion

Testicular plasmacytomas have been identified in multiple
settings, most involving patients with concurrent multiple
myeloma and diffuse disease involvement of other organs,
as in our present case.''? Testicular EMPs have also been
reported as a site of recurrence during multiple myeloma
remission.”> This is thought to be secondary to the blood-
testes barrier creating a haven for tumour formation in the
testicle. In rare cases, plasmacytoma of the testes can occur
in the absence of documented hematologic malignancy.®'" 2
Unfortunately, most of these patients will develop multiple
myeloma, with only a few long-term progression-free sur-
vivors post-orchiectomy.'

As with primary testicular masses, radical inguinal orchi-
ectomy is the preferred surgical treatment. These tumours
are markedly radiosensitive and therefore may response
well to adjuvant and/or salvage radiation therapy.' Despite
advancements in treatment options, the prognosis for affect-

ed patients continues to be poor. Anghel and colleagues
performed a literature review of testicular plasmacytoma
cases and previous or concurrent multiple myeloma or EMP
to assess survival. In their assessment, 59% of patients died
within 26 months of diagnosis, with 60% of deaths occurring
within the first 12 months post-orchiectomy.?

Our case included a variety of interesting factors.
Historically, the average age of testicular plasmacytoma
onset is about 55 to 60 years, while our patient was rela-
tively young (age 43). The rate of testicular enlargement
was noticeably rapid over a 3-week period and inconsistent
with the insidious growth pattern reported previously.'2
This lends to an especially aggressive disease given its pro-
gression and how refractory it was to multiple treatment
modalities. The predominant immunoglobulin subtype
seen in patients who have multiple myeloma and testicular
EMPs is IgA, which is consistent with our case findings.'°
Previous reports have questioned whether the IgA subtype
lends to a more aggressive course.” With further follow-up,
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Fig. 2. Histologic slides of the left testicle specimen. (A) Hematoxylin and eosin stain showing diffuse infiltration of plasma cells around a seminiferous tubule. (B)

Diffuse positivity for Inmunohistochemical stain CD138 in the plasma cells.
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our case could contribute to this investigation. Analyzing a
larger prospective cohort would be ideal to appropriately
determine an association with immunoglobulins and other
prognostic factors. Although its rarity makes this unlikely,
such a study would help guide management, improve col-
laborative decision making, and enhance the potential for
an improved quality of life.

Conclusion

We present a case of testicular EMP presenting with multiple
myeloma and diffuse systemic involvement. EMPs are most
frequently associated with the head and neck region, but
in rare cases testicular involvement has been seen. These
mimic other causes of testicular swelling and therefore
require a full diagnostic workup and management similar to
that of any scrotal pathology. Radical inguinal orchiectomy
is the treatment of choice, but radiation therapy can be used
as an adjunct or salvage. The prognosis with these lesions
is poor and in cases of primary testicular plasmacytoma,
progression to multiple myeloma is likely.
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