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Abstract

Plasmacytomas arise from plasma cells and are part of a family of plasma cell neoplasms. Extramedullary plasmacytomas are usually located in the upper respiratory
tract and oral cavity. Thyroid involvement is rare and can be solitary or secondary to systemic multiple myeloma and constitutes less than 5% of all plasma cell
neoplasms and 1.4% of extramedullary plasmacytomas. Fine needle aspiration biopsy may falsely predict medullary thyroid cancer or follicular neoplasm of Hurthle
cells. Since plasma cells in thyroid are rare, such a finding in frozen section should raise a suspicion of plasma cell neoplasm. Here we report a case presenting with
a 4 cm firm nodule in the thyroid. Fine needle aspiration biopsy was not diagnostic. Pathologic examination of the surgical specimen revealed an extramedullary
plasmacytoma located in the thyroid. The association of solitary EMP of the thyroid gland with lymphocytic thyroiditis is known and 82% of patients show
lymphocytic thyroiditis as was the case with our patient. Clinical outcome of patients with localized disease is favorable. 10-year overall survival rate is 70%. The
disease may progress to multiple myeloma in 11-30% of patients. Surgery and/or radiotherapy are the treatment of choice for these patients. Follow-up is required for

disease progression and development of multiple myeloma.

Introduction

Plasmacytomas arise from plasma cells and are part of a family
of plasma cell neoplasms which include monoclonal gammopathy
of undetermined significance, multiple myeloma (MM), solitary
plasmacytoma of bone and monoclonal immunoglobulin deposition
diseases [1,2]. Extramedullary plasmacytomas are generally seen in
the upper respiratory tract and oral cavity. While thyroid involvement
may occur in the case of a multiple myeloma, solitary extramedullary
plasmacytoma (SEP) of the thyroid is rare [3]. The disease in this patient
group may progress to MM and patients should be followed. Here we
report a case of a solitary extramedullary plasmacytoma of the thyroid.

Case report

A 46-year-old male patient admitted to our clinic for a lump in
the neck. A firm, painless nodule was palpated in the right lobe of the
thyroid. He had a history of lymphocytic thyroiditis and was using
L-Thyroxin for hypothyroidy. There were no significant findings in
the laboratory tests. Ultrasound imaging of the gland demonstrated
a 4 cm nodule in the right lobe. Fine needle aspiration (FNA) biopsy
of the nodule revealed atypical cells. Bilateral total thyroidectomy
was recommended since the patient was on a hormone replacement
regiment. But the patient insisted on sparing the contralateral lobe.
Unilateral thyroidectomy was planned for the patient. Surgical
exploration of the neck revealed a firm, white-gray nodule in the right
lobe. Frozen section examination reported a nodule highly suspicious
for papillary cancer on a lymphocytic thyroiditis background. So
bilateral total thyroidectomy was performed. Postoperative period was
uneventful, and the patient was discharged from the hospital on the
first postoperative day.
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Histopathologic examination of the right lobe showed a4 cm nodule
(Figure 1) and an accompanying papillary cancer on both lobes. The 4
cm nodule consisted of monotonous cells with middle-sized cytoplasm
and eccentric nucleus which is may be seen in medullary thyroid cancer
and Hurthle cell neoplasms. Amyloid and calcitonin staining were
negative. Also, thyroglobulin, TTF-1 and cytokeratin were negative
ruling out epithelial thyroid lesions. Immunohistochemistry analysis
was positive for CD138, CD38, CD20 with kappa light restriction, but
negative for lambda light chains (Figure 2), PAX5 and CD45. Ki-67
showed as low proliferation rate (15%).

Discussion

Plasmacytoma of the thyroid is a rare entity and constitutes less
than 5% of all plasma cell neoplasms and 1.4% of extramedullary
plasmacytomas (EMP) [1,4]. Patients are predominantly middle-
aged males [5]. SEP is usually seen in the upper respiratory tract and
oral cavity (80-90% of cases) which is usually encountered in more
aggressive forms of the disease [6,7]. Thyroid involvement in multiple
myeloma may occur but SEP of the thyroid is rare. So, MM should be
ruled out which requires bone marrow biopsy, absence of osteolytic
lesions and absence of monoclonal immunoglobulins.

The criteria for solitary extramedullary plasmacytoma are as
follows [8]:
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Figure 2a. Neoplasm consisted of monotonous plasma cells with middle-sized cytoplasm
and eccentric nucleus. HE X400
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Figure 2d. Diffuse staining of neoplastic cells with kappa. X40
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Figure 2e. Neoplastic cells are negative with lambda; only one plasma cell is positive in
this area. X40

<5% of plasma cells at bone marrow biopsy
Lack of osteolytic lesions

Lack of hypercalcemia or kidney failure
Low levels of M protein if present

The association of solitary EMP of the thyroid gland with
lymphocytic thyroiditis is known and 82% of patients show
lymphocytic thyroiditis [7]. As was the case for our patient, the
thyroid surrounding the neoplasm showed lymphocytic thyroiditis.
Presence of atypical Hurthle cells and amyloid in the tumor may mimic
medullary thyroid cancer which makes it difficult to make a diagnosis
at the FNA [4]. Follicular neoplasm of Hurthle cells also share common
cytomorphological features with plasmacytoma making it challenging
in the differential diagnosis [6]. FNA may be confused with mucosa-
associated lymphoid tissue (MALT) lymphoma as well [7]. Plasma cells
in the thyroid are rare, so such a finding in frozen section examination
should raise a suspicion of plasma cell neoplasm [6]. High positivity for
CD20 brought lymphoplasmacytic lymphoma and MALT lymphoma
with plasmacytoid differentiation into consideration in our patient.
But neoplasm composed of monotonous cells with plasmacytoid
morphology and also CD20 positive cells, negative for PAX5, weak
CD45 staining, and negativity for CD21 and CD 23 supported
plasmacytoma.

Clinical outcome of patients with localized disease is favorable. 10-
year overall survival rate is 70%. The disease may progress to multiple
myeloma in 11-30% of patients. This is more common in patients
with SEP of bone. Patients should be followed for the development
of MM [9]. Treatment of EMP remains controversial. Both surgery
and radiotherapy alone are advocated. Chemotherapy may be used in
combination in the treatment of the primary disease or in recurrences
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[3]. Effect of chemotherapy on the course of EMP is not detected
which makes it a candidate for select patients [8]. Patients requiring
bone marrow transplantation may benefit from alkylating agents
(cyclophosphamide) [8,10].

Conclusion

Solitary extramedullary plasmacytoma of the thyroid is a rare
disease. Laboratory tests are not helpful in the diagnosis. It usually
occurs on a background lymphocytic thyroiditis rendering it hard at
ENA. Special attention must be carried out in the setting of plasma
cells in the thyroid which is an unusual finding. Prognosis is favorable.
Surgery and/or radiotherapy are the treatment of choice. Patients
requiring autologous bone marrow transplantation may benefit from
chemotherapy with alkylating agents. Follow-up is required for disease
progression and development of multiple myeloma.
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