





‘he chose not to do.

The general condition of the patient remained good
‘until eight months after the first nodule was noticed,
when he developed ascites with liver metastases and
died three weeks later.

Discussion

Clear cell sarcoma is a rare tumor with a poor progno-
sis. In a recent study involving 17 patients, 10 patients
died an average survival time 0f 49 months. Factors such
as age, sex, race, site of lesion, duration of symptoms,
initial treatment, frequency of mitoses, tumor necrosis,
proportion of epithelioid cells and nuclear pleomorphism
appeared not to have any bearing on survival time’.

In the patient we studied, survival was very short.
Factors which may have influenced this include the
rarity of the tumor and the delay in excising it with
sufficient safety margin, during which time the diagno-
sis of metastatic tumor was being considered and a
primary tumor was being searched for. The location of
the tumor in the axilla appears to be unique and this may
also have led to delay in diagnosis.

The spread of the lesion in this case differs from other
reports where spread is by local invasion and lymphatic
spread to adjacent lymph nodes. Hematogenous spread is
usually to the lungs and the bones™.

Although sarcomas in general only metastasize to
lymph nodes in 5-20% of cases, lumphadenectomy was
performed since the tumor was initially thought to be a
liposarcoma located in a region rich in lymphatics and in
addition, the extent of the original excision was not known.

There histological diagnoses were made in all before
the final conclusion was reached and each was con-
firmed by at least two different laboratories. This is
consistent with reports that the tumor is difficult to
diagnose and easily confused with other tumors, espe-
cially sarcomas®**1011,

Histochemical analysis of clear cell sarcoma is usu-
ally positive for vimentin, although this is not specific.
HMB-45, which is specific may give false negative
results. EMA and cytokeratin are invariably negative'’.

The positive result with S-100 obtained at the Memorial
Hospital supported the diagnosis of clear cell sarcoma.

Although this is not specific, is positive in over half
the cases’. The detection of HMB-45 also supported the
diagnosis.

The small number of cases in the literature and the
various methods of treatment used do not enable conclu-
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sions to be drawn as to the ideal method of treatment and
the sensitivity of the tumor to radiotherapy and chemo-
therapy have yet to be fully established. However, the
general consensus at present is that surgery is the best
method available.

In this case, the extended excision was sufficient to
prevent local recurrence but the recurrence at a different
site and the presence of large numbers of liver metastases
are characteristic of the aggressiveness of this tumor.

It is important to note that the immunohistochemical
profile of clear cell sarcoma is identical to that of
metastatic malignant melanoma and the two conditions
should be differentiated on the basis of the clinical findings.

As clinicians become more aware of this tumor and
diagnostic methods improve, better methods of treat-
ment and consequently a better prognosis may result.

Acknowledgements

We would like to thank Dr. Steven Hadju, Attending
Pathologist and Chief of the Cytology Service at the
Memorial Sloan-Kettering Cancer Center and Associate
Professor of Pathology at Cornell University Medical
College in New York, and Dr. Cyril Fisher M.D. from the
Department of Histopathology at the Royal Marsden
Hospital London for confirming the diagnosis.

References

01. BOUDREAUX D. WAISMAN 1. Clear cell sarcoma with
melanogenesis. Cancer 41: 1387-94, 1978.

02. CHUNG E.B., ENZINGER F.M. Malignant melanoma of soft
parts. Am J Surg Pathol 7:405-13, 1983.

03. ENZINGER F.M. Clear cell sarcoma of tendons and
aponeurosis. Cancer 18:1163-74, 1965.

04. HADJU S.I. Soft tissue sarcomas: classification and natural
history. Cancer J Clin 31:271-9, 1981.

05. KELLER J.M,, LISTROM M.B., HART J.B., OLSON N.J,
JORDAN S. W. Cytol detection of penile malignant melanoma
of soft parts in pleural effusion using monoclonal antibody
HMB-45. Acta Cytol 34:393-6, 1990.

06. MAZAURIC F.X., BOUNDON A., ELBAZ R., MAURIN G.
A propos d’un cas de sarcome a cellules claires de la paroi postéro-
latérale du pharynx. J Fran Orhino-Laryngol 30:111-3, 1981.

07. SAWD.TSEC.H.CHANJ. WYATTCYNGC.S.POONY.F.
Clear cell sarcoma of the penis. Human Pathol 17:423-5, 1986.

08. TSUNEYOSHI M., ENJOGI M., KUBO T. Clear cell sarcoma
of tendons and aponeurosis. Cancer 42:243-52, 1978.

09. PAVLIDIS N.F., FISCHER C., WILTSHAW W. Clear cell
sarcoma of tendons and aponeurosis: a clinicopathologic study.
Cancer 54:1412-7, 1984.

10. SARA AS., EVANS H.L., BENJAMIN R.S. Malignant melanoma
of soft parts (clear cell sarcoma). Cancer 65:367-74, 1990.

11. SWANSON P.E., WICH M.R. Clear cell sarcoma. Arch Pathol
lab Med 113:55-60, 1989.

Rev. Soc. Bras. Cir. Plast. Sdo Paulo, v. 12 n.1, p.41-46, jan./abr. 1997

43





