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38 B9 : Sclerosing mucoepidermoid thyroid carcinoma with eosinophilia.

Sclerosing mucoepidermoid carcinoma with eosinophilia
(SMECE) is a rare type of thyroid malignancy that was
recognized recently. It is characterized by proliferation of
squamoid tumor cells with a small portion of mucous cells
typically in dense sclerotic stroma with prominent tissue
eosinophilia and background Hashimoto’s thyroiditis. So
far 17 cases have been reported worldwide and some recent
case reports indicated a somewhat aggressive clinical course
in contrast to the original report” that emphasized an in-
dolent course. Although SMECE has been established as
a distinct entity it shares many histologic findings with
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mucoepidermoid carcinoma of the thyroid.

Herein we describe a case of SMECE that shows minimal
tissue eosinophilia and no overt squamous differentiation
thus causing a difficulty in pathologic diagnosis and showed
a highly aggressive behavior.

Case Report

This is a case of a 72-year-old woman who presented
with a 2 month history of a palpable neck mass. The patient
was referred to Severance Hospital of Yonsei University,
Seoul, Korea after ultrasound and Fine needle aspiration of
the neck had been performed at a local clinic under the
impression of thyroid malignancy. The neck mass was
described to have gradually increased in size over the 2



months but did not produce any pain, discomfort, dysphagia,
dyspnea or hoarseness. The patient denied any symptoms
of fatigue or weight loss. Her past medical history was
unremarkable with no previous irradiation to the neck or
the chest. The patient had no history of familial thyroid
disease, autoimmune disease or other endocrine disorders.
Palpation of the neck revealed a non-tender left thyroid
mass extending to the right with no palpable nodes. The
mass had a firm, irregular texture and was fixed to the
sternocleidomastoid muscle. There was no bruit on auscul-
tation. Physical examination of other systems was unre-
markable. Neck ultrasound showed a 2.8 X2.9cm irregular
margined hypoechoic mass on the left thyroid with central
L.6cm-sized dense round rim of calcification. Findings of
the right thyroid were insignificant. Neck computed tomo-
graphy (CT) scan showed a left thyroid mass with huge
calcification extending to the right thyroid (Fig. 1). There
was no involvement of the surrounding nodes. Thyroid
function tests revealed ; serum triiodothyronine (T3), 0.89
ng/dl, serum free throxine (T4), 0.96ng/dl, and serum thyroid
stimulating hormone (TSH), 1.310microgm/dl. Chest X-ray,
electrocardiogram, blood biochemical tests including serum
calcium and phosphorous levels, were unremarkable.

Operative findings revealed a fixed, irregular, firm left
thyroid mass extending behind the trachea, isthmus and the
medial portion of the right thyroid. Left total thyroidectomy
and isthmusectomy was initially performed due to the path-
ologist in charge of frozen section examination suggested
the possibilities of diffuse sclerosing variant of papillary
carcinoma and metastatic carcinoma. An immediate second
operation was scheduled after making a diagnosis of sclero-
sing mucoepidermoid carcinoma with eosinophilia (SMECE)
by reviewing the formalin-fixed, paraffin-embedded tissue
sections and completion total thyroidectomy and central
compartment node dissection was performed.

Fig. 1. A CT scan showing showed a left thyroid mass with huge
caicification extending to the right thyroid.

The patient made an uneventful recovery and was dischar-
ged. However, 2 months after surgery, the patient presented
with severe dypnea caused by a left side rapid growing
tumor recurrence and she underwent emergent tracheostomy.
We are planning a curative resection for recurrent tumor
and an adjuvant therapy now.

Pathology

The left lobe of the thyroid weighs 21gm and it measures
5X3X2.5cm. Most of the lobe is replaced by an ill-defined
firm, solid, and gray-white mass and there is a calcified,
round, cystic mass measuring 1.8 X1 X 1cm in its center.
The calcified cystic mass is a follicular adenoma with cystic
change and heavy calcification of the capsule. The thyroid
parenchyma is diffusely infiltrated by malignant tumor cells
having relatively abundant clear to amphophilic cytoplasm
and vesicular nuclei. There is prominent sclerosis of the
stroma and the tumor cells predominantly form cords, small
islands, and pseudoangiomatous clefts (Fig. 2). Mucicar-
mine and Alcian blue stains revealed positive reaction in
cytoplasm of some of the tumor cells. Although squamoid
differentiation of the tumor cells mainly along the inner
surface of the cords are noted focally (Fig. 3), definite
evidence of squamous differetiation, such as keratin pearl
and keratohyaline granule formation is not noted. In contrast
to the reported cases, most of the infiltrating inflammatory
cells in the stroma are lymphocytes and plasma cells and
eosinophils occupy negligible proportion (Fig. 4) . The tumor
cells are immunoreactive for cytokeratin (AE1/AE3 cock-
tail) and CEA but thyroglobulin, chromogranin and calci-
tonin are not expressed in the tumor cells by immunohisto-
chemistry. The remaining normal thyroid parenchyma is

Fig. 2. A photography showing prominent sclerosis of the stroma
and the tumor cells forming cords, small islands, and
pseudoangiomatous clefts(H & E < 40).
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Fig. 3. A photography showing focal squamoid differentiation
of the fumor (arrow) (H & E X 100).
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Fig. 4. A magnification view showing a few eosinophils(arrows)
: (H&E x200).

densely infiltrated by small lymphocytes forming germinal
centers in some areas but oxyphilic thyrocytes are not ob-
served. The subsequent right lobectomy specimen showed
a 0.5%X0.5X0.5cm-sized ill-defined, solid, firm nodular
mass in the parenchyma and it shows the same histologic
findings as those of right-sided tumor. The dissected central
lymph node measures 0.4cm in its greatest dimension and
. tumor metastasis focally extending to the perinodal fat is
present.

Discussion

SMECE is a relatively recently established entity by Chan
et al in 1991". Although the nosologic term of “mucoepi-
dermoid carcinoma” was used for this type of rare thyroid
tumor, the tumor cells in SMECE do not exactly share the
cytomorphologic features with a salivary type mucoepider-
moid carcinoma (MEC) . Most of the tumor cells in SMECE
are round to polygonal cells with clear or pale eosinophilic
cytoplasm of an uncertain lineage and definite squamous

and mucous differentiation of the tumor cells have been
reported to be only focally present. Tumor cells having
cytomorphologic features of so called “intermediate cell”
of salivary type MEC were not described to be present.
Moreover, the origin of the tumor cells is definitely different
and myoepithelial cells are not involved in the tumorige-
nesis of SMECE. Actually SMECE shares many histologic
features with mucoepidermoid carcinoma of the thyroid
gland and there is an opinion that they are two morpho-
logic variations of the same entity. In contrast to SMEC,
MEC of the thyroid gland were reported to exhibit more
confluent growth pattern, more obvious mucinous differ-
entiation, less prominent sclerotic stroma and no tissue
eosinophilia. In contrast to MEC which commonly associa-
ted with lymphocytic thyroiditis, nearly all reported cases
of SMECE is associated with Hashimoto’s thyroiditis. In
our case, histologic findings of scattered arrangement of
tumor cells without forming a confluent mass, minimal
mucinous differentiatefion revealed only by histochemical
stains, and prominent sclerotic stroma heavily infiltrated by
lymphocytes and plasma cells reach the diagnosis of SME-
CE. However, our case shows a few morphologic variations
from the classic description of SMECE due to it shows
negligible eosinophilic infiltration and we could not observe
definite evidence of squamous differentiation even after ex-
tensive sampling. In addition, the remaining thyroid tissue
shows histologic findings of lymphocytic thyroiditis not
Hashimoto’s thyroiditis and our case is also associated with
a calcified follicular adenoma in the center of the tumor.
Other histologic differential diagnosis of SMECE includes
diffuse sclerosing variant of papillary carcinoma, undiff-
erentiated carcinoma, and metastatic carcinoma, but they
could be easily exclude once acquainted with the characte-
ristic histologic findings SMECE.

The origin of SMECE is unclear as neither squamous
nor mucin-secreting cells are present in the normal thyroid.
Various postulates regarding the origin of SMECE have
been made but no definitive conclusion has been made.
Chan et al” proposed that SMECE porbably arose through
malignant transformation of the metaplastic follicular epi-
thelium based on the observation of gradual merging of the
tumour cords and islands with the benign appearing meta-
plastic cell nests. Other suggestion was SMECE originates
in the benign squamous nests that are often found in Hashi-
moto’s thyroiditis, based on its constant association and
close intermingling with Hashimoto’s thyroiditis”. However
the reported case of SMECE arising in the absence of
background of Hashimoto’s thyroiditis and squamous me-



taplasia does not support this idea. As in MEC, SMECE
could possibly be originated from solid cell nests of the
thyroid. Although our case revealed follicular adenoma in
the center of SMECE, we think it just represents a coinci-
dental finding without any pathogenetic relationship.

The clinical features of SMECE reflect that this is a
disease affecting primarily middle-aged women with back-
ground Hashimoto’s thyroiditis. However only a minority
of the patients presented with known Hashimoto’s thyroiditis,
and most are euthyroid'™. The chief complaints are painless,
hard nodules in the thyroid and hoarseness, and pressure
symptoms, such as dyspnea and dysphagia, are occasionally
associated. SMECE was once known to have a relatively
indolent course with excellent prognosis. According to the
study conducted by Chan et al.”, 5 of the 8 patients who
had undergone surgery were free of disease for 6 months to
5.5 years after the initial diagnosis. One of the patients who
had a recurrence of the tumor 16 months after the operation
was also successfully treated by radiotherapy and remained
well during the 3 year follow up. But several recent papers
reported an aggressive behavior manifested by metastatic
dissemination”™., Out of the 5 reported cases with aggre-
ssive clinical courses, 1 patient died after a surgery, 1
patient demonstrated worsening of pulmonary metastasis
despite of an intensive care. The remaining patients who
had recurrences showed no evidence of tumor after having
undergone either post-op radiotherapy or chemotherapy.
Sites of metastasis varied from regional sites including
perioesophageal and peritracheal tissues to distant sites such
as the lung, liver, peritoneum, bone and epidural tissue.
Although there was no mention about the proper treatment
modalities for SMECE in the literlatures, aggressive treat-

ment, curative resection and postoperative chemoratiation

therapy, would be necessary concerning the cases with
aggressive behavior.

The case described in this report is a still under-recog-
nized very rare tumor of the thyroid, SMECE, which shows
some morphologic variation from the classic reported cases
in the points that there was focal squamoid differentiation
of the tumor cells without definite evidence of squamous
cellular component, such as keratin pearl and keratohyaline
granule formation, and most of the infiltrating inflamma-
tory cells in the stroma are lymphocytes and plasma cells
and eosinophils occupy negligible proportion. To our kn-
owledge, our case, which showed rapid growing tumor
recurrence only two months after surgery, has more agg-
ressive behavior than all the cases of SMECE reported.
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