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Angiosarcoma of the thyroid gland : a case report
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This is a case of angiosarcoma of unknown etiology of the thyroid gland, the incidence
of which is rare outside the European alpine region. The patient experienced enlarged neck
mass for three months without any history of trauma. She received right lobectomy and
postoperative radiotherapy. Gross specimen reveals spongelike filled with blood accompanied
by extensive necrosis. This feature suggests vascular neoplasm. Histology, moreover,
demonstrates numerous vascular channels lined by pleomorphic cells and loss of polarity.
The immunoperoxidase technique was used to support the existence of neoplasm of the thyroid

gland with endothelial differentiation.
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Angiosarcoma of the thyroid gland is

extremely a rare disease."”

It is only a common
neoplasia in the European alpine regions, else where
itis almost unknown.®® Because of its rarity, the tumor
is not included in most reports about thyroid cancer,
but some possibility in a differential diagnosis of
anaplastic thyroid carcinoma.“®

We report a case of primary angiosarcoma of
the thyroid gland, who was treated by lobectomy and
postoperative radiotherapy, at King Chulalongkorn
Memorial Hospital. The purpose of the report is to
show the gross and histo-pathological features of
the sarcoma, which was confirmed by immuno-
histochemical study. The data also provides a further
evidence that angiosarcoma of the thyroid gland is a
distinct entity of endothelium in origin that differs from

anaplastic thyroid carcinoma.

Case report

The patient was a 56 — year - old woman with
a history of thyroid mass for eight months. She
denied any history of symptoms associated with
hyperthyroidism. About three months before her
hospitalization, the mass grew rapidly. A physician
gave her tablets of medication, but there was no
improvement. Her physical examination revealed a
well-defined mass in the right lobe of her thyroid gland,
measured 10 x 15 cm. The mass, in addition, was
fixed, firm, and smooth. Neither bruit nor tenderness
was detected. The smear of a fine needle aspiration
(FNA) exhibited colloid without evidence of
malignancy. The patient was treated with a right
lobectomy of the gland. The gross specimen consisted
of a huge ovoid mass, measured 10.5x 8.0 x 6.5cm

and weighed 220 grams. Its cut surfaces showed
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extensive areas of necrosis with hemorrhage, resulted
from blood-filled cystic cavities resembling hematomas
in the mass (Fig. 1). The thyroid parenchyma was
observed at the periphery of the.mass. The thyroid

capsule was intact. Histologically, there was

- proliferation of neoplastic cells arranged in irregular

vascular channels, infiltrating the thyroid parenchyma
(Fig. 2). There was a tendency of these vascular
channels to communicate with each other, forming
anastomosing networks of sinusoids that contained
numerous erythrocytes. Some forms of neoplastic-
lined papillae were noted focally (Fig.3). Stromal
fibrous connective tissue was increased with the
presence of mature collagen. The neoplastic cells
possessed enlarged pleomorphic vesicular nuclei,
prominent nucleoli with marked mitoses and moderate
to abundant pale acidophilic cytoplasm (Fig.4),
containing some eosinophilic hyaline globules. Some
of tumor cells adopted epithelioid appearance with
cytoplasmic cavities containing red blood cells. The
immuno-histochemistry was done, using antibodies
of factor Vlll-related antigen (Fig. 5), vimentin,
cytokeratin (KB), epithelial membrane antigen (EMA),
and thyroglobulin. The malignant cells reacted to
factor Vlll-related antigen and vimentin but was
negative to cytokeratin (KB), epithelial membrane
antigen (EMA), and thyroglobulin. The adjacent
thyroid parenchyma also exhibited nodular goiter. A
few lymph nodes taken had no metastasis. She was
readmitted a month later because of a hematoma of
her thyroid gland. The herﬁatoma measured 8 x 10
cm, replaced the previous lesion that mentioned
above. An amount of clotted blood was also removed.
The patient underwent adjuvant postoperative local

radiotherapy.
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Figure 1. This tumoris characteristically necrotic Figure 2. Angiosarcoma (arrows) infiltrating thyroid

and hemorrhagic. parenchyma. (H&E stain x 40)

Figure 3. Foci of clear-cut anastomosing vascular Figure 4. This high magnification shows the large
channel formation with focal papillary vesicular nucleus and prominentirregularly
growth of angiosarcoma. (H&E stain x 40) shaped nucleolus that are typical of this

tumor type. Abortive vascular lumina can
be seen. (H&E stain x 400)



Vol. 46 No. 4
April 2002

Figure 5. The plump epitheioid cells are strongly

positive for factor Vlll-related antigen
(arrow). (H&E stain x400)

Discussion

Angiosarcoma or malignant hemagio-
endothelioma, an extreme spectrum of endothelial
differentiation, is the rarest form of soft tissue
neoplasm, especially in the thyroid gland."® Its
biological behavior is locally aggressive and
destructive, well-known forits widespread metastases
and high rate of recurrent.” Angiosarcoma of the thyroid
gland occurs in the elderly; the majority of patients
are older than 60 years. Its female: male sex ratio

)

ranges between 1 and 1.9.™ Most patients are from

the Alpine zone with endemic goiters (approximately

@3 1ts incidence in

16 % of thyroid malignancies).
Western Austria is 0.15t0 0.25 per 100,000 population
per year."” In the United States, reports of the lesion
are extremely scarce.”’ In Asia, there is only one
reported document, about the disease in a Chinese

patient.”
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Its cause remains unknown.® In contrast the
other site, there is no evidence to support that prior
neck irradiation or contact with carcinogen, such as
thorotrast or vinyl chloride are the risk factors of
angiosarcoma of the thyroid gland.®® The gross
appearance of the tumor is often a huge mass
exhibiting sponge-like filled with blood admixed with
large areas of so-called ruberry hyaline."”

The microscopic evidence of angiosarcoma
is the presence of anatomosing vascular channels with
cleft-like spaces lined by atypical calls in the
tumor."**® The clue may be limited only to focal
areas, while most of the lesion is arranged in poorly
differentiated epithelial-like or fascicular pattern.® In
addition, the complicated lesion can also discloses
small areas of angiosarcoma-like within anaplastic
carcinoma. Distinctions between angiomatoid thyroid
carcinoma and true thyroid angiosarcomas are
necessary.“'""? Some authors believe that the tumors
may be variant forms of undifferentiated carcinoma.”™
Therefore, the existence of this form is definitively
confirmed to support the endothelial origin by recent
immuno-histochemical analyses. "

The immuno-histochemical methods confirm
our case; they revealed only positive results for factor
vimentin and Vlll-related antigen, found throughout
the tumor. The presence of these markers suggested
that the tumor was demonstrating endothelial
differentiation."*'” The epithelial membrane antigen
(EMA), and cytokeratin were markers of a wide variety
of epithelial cells while the presence of thyroglobulin
suggested follicular or papillary differentiation of
thyroid carcinoma.®'¥

However, the smear of FNA biopsy only

contained colloid, the storage site of iodinated
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hormones, without parenchymal cell. This evidence
strongly shows that the submitted specimen is
not the representative of the whole lesion. Indeed,
angiosarcoma shows clusters of pleomorphic cells,
concentrically arranged, or whort patterns.”®

The treatment was similar to extrathyroid
carcinoma enclosing of radical surgical excision and
postoperative radiotherapy, because a complete
removal of the growth is impossible.™** The prognosis
was very poor due to its rapid growth and early

“ The tumor was sarcoma in nature. It,

metastases.
hence, usually metastasizes through vencus and
capillary channels; but, rarely affects regional lymph
nodes."® The small series of reports might indicate
that the outcomes of the disease might not be uniformly
deleterious.”” The resistance to radiotherapy was also
reported. The mean survival time was approximately
39 months."”

In this case, the patient suffered hematoma
of her neck about one month after surgery but this
condition usually occurs within the first few hours
after operation because of bleeding from branches
ofthe supérior orinferior thyroid artery.”™ Furthermore,
delayed bleeding is not illustrated in most literatures.
So this finding is rather unsual and may cause by
other factors; however, the removed hematoma was

not submitted for pathological examination.
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