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ABSTRACT

We reported a rare extraskeletal localization of undifferentiated chondroscarcoma in a 71-year old
patient. The neoplasm with a 20-year history in the left supraclavicular region exhibited a rapid growth
in only a few months. Six months after a total tumor excision the patient has been in an excellent gen-
eral health condition, with no signs of either a local relapse or distant metastases.
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INTRODUCTION

hondrosarcoma makes about 20% of all primary malignant bone tumors (1). It is the
c second common hone tumor, reaching the highest incidence in the 40-60 yr age
group. It develops de novo, or (10% of the cases) as a sarcomatous transformation in Ollier
or Paget's bone disease (2). The Epidemiology Department of the Institute of Oncology in
Sremska Kamenica reports 24 chondrosarcoma cases registered in the region of Vojvodina
from 1991 to 2000, with the male : female ration of 1.4 : 1. Extraskeletal chondrosarcomas
have also been reported. They are believed to originate from a primitive mesenchymal cell
(3). Undifferentiated chondrosarcoma is a neoplasm composed of two coexisting compo-
nents: 1) a high malignancy grade non-chondroid sarcoma and 2) a low malignancy grade
cartilaginous tumor. Undifferentiated chondrosarcoma makes about 11% of all chondrosar-
comas and ranges among the most aggressive malignant tumors. It affects older-aged
patients, usually older than 50 years (4).

CASE REPORT

A 71-year old male patient was admitted to the Chest Surgery Department of the Institute
for Pulmonary Diseases in Sremska Kamenica due to the tumor in the left supraclavicular
region. The tumor had had a 20-year long history but it exhibited an exceptionally rapid
growth a few months prior to admission. Before it started its intensive growth, the tumor
was soft, a few centimeters in diameter, producing no troubles to the patient.

On admission, the patient was in a good general condition, lacking any subjective symp-
toms. The clinical examination confirmed the tumorous mass in the left supraclavicular
region at the neck base. The tumor was irregularly oval in shape, over 10 cm in diameter
(Figure 1), of the mixed firm-soft consistency, migrating in regard to the adjacent neck
structures. The skin covering the tumor was thinned, with no signs of infiltration or inflam-
mation. The chest X-ray finding was normal.

The diagnosis of sarcoma was established by fine needle biopsy tumor. Having received an
adequate preoperative treatment, the patient was submitted to the surgical extirpation of the
tumor in total anesthesia (Figure 2).

Figure 2. Intraoperative appearance of the tumor
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Undifferentiated chondrosarcoma

The frozen-section histological analysis established the mesenchymal origin of the tumor,
favoring its malignant etiology in the differential diagnosis. A local dissection of the neck
was performed. The fat tissue with adjacent tumor-free lymph nodes, as confirmed on the
frozen section analysis, was excised.

The definite histological diagnosis was chondrosarcoma undifferentiated in type, estab-
lished on an ellipsoid skin sample 12x12 cm in size, containing a clearly defined, 10x10x8
cm sized node at the distance of 0.7 cm beneath the skin surface. The inside of the node,
to the skin surface, had a firm, crescent-shaped tissue formation in the size of 7x5x3 cm,
whitish in color. The remaining tissue had the tissue features. Four histological sections
of the material were stained by the HE staining method. Atypical cells, mostly spindle and
occasionally round or polygonal in shape, were seen in the surroundings of the whitish for-
mation. These cells were moderately large, with the cytoplasm ranging from sparse to mod-
erately abundant. The spindle-shaped cells produced entangled bundles, which took diverse
directions. The space between the tumor cells was involved by numerous blood vessels. A
great number of tumor cells were very large, with one or more rather big hyperchromatic
nucleoli. Cellular cartilaginous islands with atypical hyperchromatic cells were sporadically
scattered between the tumor cells (Figure 3). Tumor was partly necrotic and partly com-
posed of mature fat tissue. The postoperative course and wound healing were normal.
Regarding the established tumor type, the consulting oncologist abandoned both the irradi-
ation and chemotherapy treatment. On the control examination six months later, the patient
was in an excellent general health condition, free of symptoms (Figure 4).

Figure 3. Dedifferentiated chondrosarcoma HE x 250

Figure 4. Six months later - no signs of the local relapse
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The radiological finding showed signs of the surgery-induced left phrenic nerve paresis, but
no local relapse or distant metastases.

DISCUSSION

Chondrosarcoma is resistant to both irradiation and chemotherapy (5), so a radical large-
scale surgical resection is the therapy of choice regardless the tumor localization. However,
the surgical treatment is usually ineffective due to a local relapse of the tumor, occurring in
50% of the patients (6). Afthough the benefits from chemotherapy have not been confirmed
yet, it is sometimes applied for high malignancy tumors with distant metastases.
Chondrosarcoma makes 5%-10% of all neck and head tumors (7). Due to the low incidence
rate of regional lymph node metastases (8%-10%), the neck dissection is not necessary,
except when lymphadenomegally of the neck lymph nodes is present (8).

The prognosis depends on the tumor localization and its malignancy grade. The overall 5-
and 10-year survival rates are 80% and 70% respectively. Malignancy grade lll and undif-
ferentiated tumors are exceptionally aggressive, with a higher incidence of local relapses
and distant metastases. Grade IIl tumors have the 5-year survival rate of 50% (9). The
extraskeletal localization features mesenchymal chondrosarcoma which was for the first
time described as | unique pathological entity in 1956 by Lichtenstein and Bernstein (10).
These tumors make less than 2% of all chondrosarcoma cases (11), having the highest
incidence in the 20-30 yr age group and the 5-year survival of about 50% (12,13). The
extraskeletal localization of undifferentiated chondrosarcoma is very rare. Undifferentiated
chondrosarcoma has a very low survival rate. Since metastases can develop long after the
initial surgery, these tumors should be followed-up much longer than five years (14,15).
Most of the patients die within the first two postoperative years, due to a rapid metastatic
dissemination of the tumor. The 5-year survival rate with this tumor type is less than 10%.
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