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Posterior Mediastinal

Chondrosarcoma. A Rare Entity

Abstract

Introduction: Chondrosarcoma is a well defined tumor of soft
tissue with calcification. Extraskeletal myxoid chondrosarcoma is an
unusual sarcoma of soft tissue adding only 3% to all soft tissue tu-
mors. Majority of mediastinal foci originates from variety of tissues,
the reason being their diverse embryological and anatomical approxi-
mations. Chondrosarcomas are more common in males with 2: 1
male to female ratio. The exact pathology of these tumors is unclear;
however recent data ensures that these tumors have multidirectional
delineation. Classical histopathological features of chondrosarcoma
include S-100 positivity, EMA positivity. These features of Immuno-
histochemical favor extra skeletal myxoid chondrosarcoma.

Case Report: Recent data signifies that the tumor is known for its
rare occurrence, here we have reported a unique case of 40 years old
male visited Abbasi Shaheed Hospital for pre employment checkup
without any symptoms. All the tests were negative except Chest X-
ray PA view which revealed dense mass on lower lobe of lung. For
further evaluation, CT scan of chest with contrast was ordered and
eventually the mass was resected surgically. On the basis of macro
and microscopic findings, histopathological tests and immunohisto-
chemical stains, the mass was found to be chondrosarcoma with
myxoid origin. This tumor has to be distinguishing among the list of
different diseases like hamartoma, hydatid cyst, and neuroendocrine
tumors for the differential diagnosis of the case.

Conclusion: Our paper reports an extraskeletal mesenchymal chon-
drosarcoma originating in the posterior mediastinum with a rare pre-
sentation.
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Introduction

Ewing’s sarcoma, osteosarcoma and chondrosar-
coma constitute the most common primary bone
tumors of pelvis [1, 2]. Chondrosarcomas constitu-
tes a speckled group of neoplasias that produces
cartilage matrix aberrantly [3]. Major fractions of
these tumors grow slowly and rarely metastasize,
and have an excellent post operative prognosis.
The reason of this might be the lack of adequa-
te vascular supply, low mitotic division rate, and
extra cellular matrix; which devise them relatively
less sensitive to chemotherapy and radiotherapy.
Surgical expurgation is the most recommended
treatment for medium- to high-grade tumors.
However, in chondrosarcomas with metastatic
potential, surgery is not indicated and thus only
palliative treatment is recommended. Other res-
trictions for surgical excision for chondrosarcomas
include origin of tumor from trunk or approxima-
tion of tumor near vital anatomic structures. The
various subtypes of chondrosarcomas are rare and
however the known varieties are categorized as
neuronal (nerve) and muscular. A small group of
patients often presents with metastatic disease.
In up to 13% of recurring chondrosarcomas, me-
tastatic foci are at higher grade than the earliest
occurring neoplasm [4, 5, 6, 7, 8]. The extent and
mode of calcification of the matrix are variable.
They may range from just focus of rings and arcs
to diffuse and granular calcified masses accompa-
nied by considerable elements of soft tissue, bone
invasion and destruction [6, 7, 8]. The presentation
of the disease is variable ranging from asympto-
matic to an anterior mediastinal mass, leading to
non conforming clinical symptoms. Most common
age of presentation is middle age in both genders
except for rhabdoymosarcoma that presents more
frequently in pediatric age group. The most com-
mon tumor presentation is non specific pain expe-
rienced by 95% of patients; a sensation of fullness
has also been regarded in 30-80% of patients [9].
Secondary tumors are more common than primary
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mediastinal tumors. These include tumors of ver-
tebral body, or components of chest wall and ribs.
Aoki et al [10] reviewed 250 histopathologically
established cases of chondrosarcoma, in which he
was able to just localize 4% originating from ster-
num alone. However, primary tumors originating
from sternum are far less common than sternal
metastases having origin from lungs, thyroid and
renal carcinomas [11].

Case presentation

A 40-year-old man without any history of symp-
toms was diagnosed with a S100- and EMA po-
sitive myxoid Chondrosarcoma. He visited Abbasi
Shaheed Hospital for pre employment checkup. All
the baseline investigations were conducted which
were all negative as expected, except Chest X-ray.
Evaluation of Chest X-ray PA view illustrated a dense
mass on lower lobe of left lung. His past history was
insignificant. Initially the soft tissue density mass le-
sion was examined in the retro cardiac area on the
PA chest X- ray which appears to be posterior in left
lower lobe. The mass appeared to be well defined
and with benign gaze. However CT correlation was
strongly advised. Later in the CT chest with con-
trast, the mass appeared to be a large well defined
rounded encapsulated low attenuation lesion with
associated soft tissue competent, calcification and
internal septations in the left para vertebral location
lying in the posterior mediastinal flat measuring ap-
proximately 59 x 51 mm. Medially it was adjacent to
T9 vertebral body and its adjacent nerve. However
no evidence of neural foraminal extension or neu-
ral canal widening was found. It was also closely
abutting the aorta and the esophagus. Laterally it
was lying near left lower lobe with minimal adjacent
atelectatic changes. The findings are most likely
representing a neurogenic tumor. However other
less likely differentials would include hydatid cyst or
hamartoma. He underwent segmental resection of
mass resulting in complete removal of gross disease
which was then confirmed by CT scan.
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In the later gross picture of histopathology, the
specimen in formalin coded appeared as an oval
and brown mass measuring 7.5 x 7.3 cm weighing
68 gm. The cut surface showed solid areas with
hemorrhages, necrosis and central areas of cystic
degeneration. Microscopically a well circumscri-
bed neoplastic lesion with thick fibrous capsule
was found. The cells were arranged in strands,
cords, and gland like structures with a myxoidy
background. The cells were oval having pleomor-
phic nuclei with inconspicuous to variably pro-
minent nucleoli and moderate eosinophilic cyto-
plasm. The tumor was 0.1 cm away from the pain-
ted capsule. Immunohistochemical stains show
S-100 positive, EMA positive, Cytokeratin CAM
5.2 negative, Desmin negative, ASMA negative
reactivity patterns. These Immunohistochemical
tests favored diagnosis as extra skeletal myxoid
chondrosarcoma. The list of differential diagnosis
includes cellular myxoma, reactive myxoid lesions,
myoepithelioma, myxoid neurofibroma and neu-
rothekeoma. An exclusive case of primary myxoid
chondrosarcoma in posterior mediastinum was re-
ported by Pescarmona [11]. The exclusivity of the
tumor was due to it dumbbell appearance [11]. In
a case presented by Sang Seok, immunohistoche-
mical features presented by extra mesenchymal
chondrosarcoma included S100 protein positive,
Vimentin positive and CD 99 positive [12]. Suster
S reported 6 cases of primary malignant mesen-
chymal tumors of posterior mediastinum presen-
ting with soft tissue masses. The lesions ranged
from spectrum of diseases including mesenchy-
mal chondrosarcoma to EMC. One of these six
patients with myxoid chondrosarcoma developed
bilateral pulmonary metastasis 10 months post
operatively. Such findings reveal significant poten-
tials for soft tissue tumors to develop propensity
for distant metastasis [12].
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Conclusion

Immunohistochemical stains showing S-100 posi-
tive, EMA positive, Cytokeratin CAM 5.2 negative,
Desmin negative, ASMA negative reactivity pat-
terns are features of extra skeletal myxoid chon-
drosarcoma.
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Abbreviation
Extra mesenchymal chondrosarcoma
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