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Retroperitoneal sarcomas are aggressive tumours with a poor prognosis. Staging and prognostic criteria do not always predict the

behaviour of these tumours. We report a case of retroperitoneal sarcoma which did not quite follow the known prognostic criteria.

Key Words: Sarcoma, Retroperitoneal

1. INTRODUCTION

Retroperitoneal sarcomas are rare tumours with poor prog-
nosis.!'! Liposarcoma is the most frequent type followed by
leiomyosarcoma.!?3! Malignant fibrous histiocytoma is the
least frequent type.!?! Liposarcomas are malignant tumours
of mesenchymal origin which do not develop from fat but
rather the tumours develop into tissues that have macroscopic
and microscopic appearance similar to adipose tissue!?! and
they have a better prognosis compared to other histological
subtypes.[*3! These tumours are generally subdivided into
two major types:!® 1) The infiltrative type, in which there is
clear, either focal or diffuse, infiltration of visceral or muscu-
lar structures, and 2) the pushing (expansive) type, in which
a viscus is totally or partially embedded into the tumour
with ill-defined borders but without microscopic evidence of
infiltration. Dedifferentiated liposarcomas are the most com-
mon sarcoma subtype occurring in the retroperitoneum.”!
Although well differentiated and dedifferentiated liposarco-
mas have a common genetic feature associated with genomic
amplification in 12q13-15, resulting in MDM2 and CDK4
over expression,'®! the specific genetic and molecular events
leading to the dissimilar behaviour are still not clear.!”!

Surgery with a negative free margin is the main line of treat-
ment.[>® The large size of these tumours and their proximity
to visceral organs combined with their occurrence in the
confined retroperitoneal space surrounded by critical struc-
tures make the surgical procedure complex and difficult,!®’
which means that radical wide excision, as employed with
soft tissue sarcomas of other sites, may not be possible in
retroperitoneal sarcomal’! and that is one of the reasons why
retroperitoneal sarcomas have a worse prognosis than limb
sarcomas.?! 75% of patients with retroperitoneal sarcoma
die from local recurrence whilst systemic metastasis is the
commonest form of recurrence.>?! Prognosis is traditionally
determined by elements of the American Joint Committee on
Cancer (AJCC) staging system for sarcoma.!!! This staging
system provides prognostic factors for both extremity and
retroperitoneal sarcoma based on a combination of tumour
size, grade, depth, nodal involvement and the presence of
distant metastasis. Other prognostic factors are multifocality
and completeness of macroscopic excision.!”! It had been
shown that there are limitations to the benefit of the AJCC
staging system when used as an estimate of prognosis.!!!
Tumour grade is the main variable that remains a significant
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predictor of survival.lll Significant survival benefit for pa-
tients treated with adjuvant radiotherapy or chemotherapy
compared with surgical resection alone is doubtful.!’-610]
Abbott et al.'! found no significant survival benefit for pa-
tients treated with adjuvant external beam RT compared with
surgical resection alone. There is, however, a lack of high
quality studies to define the role of radiation in the man-
agement of patients with retroperitoneal sarcoma although
radiotherapy improves local control.['% Most trials address-
ing the role of chemotherapy in the management of sarcoma
were based on extremity and trunk sarcomas and the rele-
vance of these findings to retroperitoneal sarcoma is doubtful.
Therefore, the role of chemotherapy in retroperitoneal sar-
coma has not been shown to significantly affect the overall

or recurrence-free survival.l'9l

2. CASE PRESENTATION

A 62 years old gentleman referred from the primary health
care service with bilateral inguinal hernias. On examination,
the gentleman had clearly lost a significant weight and, in-
deed, had bilateral large inguinal hernias but on abdominal
examination, he had a mass in the left side of the abdomen.
Clinically, the palpable part of the mass was nodular measur-
ing about 4 cm x 5 cm, and could not be traced down to the

left inguinal hernia. CT scan demonstrated a predominantly
fat-containing mass of heterogenous density occupying the
whole left abdomen measuring 26 cm X 16 cm x 8 cm
with central enhancing areas and multiple areas of enhancing
septations causing mass effect on the surrounding abdom-
inal structures most notably the left colon. The mass was
of well defined outline, extending into the left inguinal her-
nia. Furthermore, there was superficial enhancing soft tissue
mass in the left iliac fossa, related to the main fat-containing
tumour, measuring around 4 cm x 2.8 cm X 1.7 cm with
possible invasion of the transversus abdominis muscle. The
CT showed no focal destructive bone lesions, liver metastasis
or lymphadenopathy. The radiological findings were typical
of retroperitoneal sarcoma (see Figure 1).

At operation, both ureters were stented. It was possible to
dissect the mass safely and excise it completely. The entailed
delivering the mass from the left inguinal hernia without
the need for orchidectomy or resection of adjacent viscera
like the left colon as it was “pushing” rather than “infiltrat-
ing” these structures but, as the mass infiltrated the anterior
abdominal wall, a part of the abdominal wall was widely
excised and repaired with a mesh. Postoperative course was
generally uneventful, apart from intraperitoneal serous fluid
collection which was readily drained percutaneously.

Figure 1. CT of the retroperitoneal sarcoma causing mass effect on adjacent organs in (a) and (b). Bilateral inguinal hernias
are seen in (c) with the tumour herniating on the left side as indicated by an arrow.
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Pathological examination demonstrated an oval shaped fibro-
fatty mass measuring 34 cm X 17 cm x 9 cm and weighing
2,388 grams. There was a firm area attached to the main soft
tissue mass measuring 4 cm X 3.5 cm x 1.9 cm. Microscopic
examination showed a circumscribed and non-encapsulated
tumour with features of liposarcoma. The tumour was com-
posed of well differentiated and dedifferentiated components.
The dedifferentiated component was a high grade undiffer-
entiated pleomorphic sarcoma. This component was seen
adjacent to the well differentiated tumour and was grossly
identifiable (see Figure 2).
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Figure 2. The liposarcoma with the clearly identifiable
dedifferentiated part referred to by an arrow

Postoperative radiotherapy was considered but decided
against as the patient general condition was poor and he
was not expected to tolerate what would have been a large
dose of radiotherapy in view of the large size of the tumour
ie. the patient did not receive radiotherapy. CT performed
four months after surgery showed liver and spine metastasis
with possible local recurrence but there was no brain metas-
tasis. The patient had cervical decompression and fixation of
C4- D6. He continued to show generalized deterioration and
passed away shortly afterwards.

3. DISCUSSION

We report this case to demonstrate and discuss a few learn-
ing points. The subtle presentation with bilateral inguinal
hernias is worth emphasizing. Indeed, the tumour was an
incidental finding in a patient who had inguinal hernias. The
extension of the mass into the left inguinal hernia raised an
initial possibility that the tumour could have originated from
the mesenchymal tissue of the spermatic cord but that possi-
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bility became less likely when the tumour was dissected off
the cord with no need for orchidectomy.

The tumour behaved in a mixed pushing (to the abdominal
viscera) and infiltrative (to the abdominal wall). Interestingly,
the dedifferentiated component was adjacent to the well dif-
ferentiated tumour and grossly identifiable pathologically
and that dedifferentiated component was the part that was
infiltrative which is different to what had been reported by
Mussi et al.'% It is worth noting that this dedifferentiated
part was the same part palpated clinically and distinguished
radiologically.

There had been a debate as to the need for multivisceral resec-
tion in retroperitoneal sarcoma.! In our case here, it would
have been neither required nor possible to widely resect adja-
cent viscera if that was contemplated not only because of the
lack of capsule but also due to lack of visceral infiltration.

The early distant metastasis to the spine including the cer-
vical spine and the liver in spite of the preoperative staging
CT not demonstrating bony or liver lesions raises questions
regarding how far the preoperative staging should be and
whether it is justifiable to perform further imaging such as
spine specific imaging or liver MRI if there is no suspicion
raised on the preoperative CT. We share the views published
in a review by Tan er al.l'%! where further imaging was
recommended selectively. The use of positron emission to-
mography (PET) scanning might have a potential in staging
retroperitoneal sarcomas but that would mainly be required
when there is suspicion on the initial CT.”?! In our opinion,
routine extensive imaging is not justified as the margin of
benefit here, number wise, is narrow. Based on the above
evidence, our patient did not have MRI, PET or bone scan as
the staging CT did not show any suspicious features.

The other significance of that early recurrence and the course
which was more aggressive than anticipated is how accurate
the prognostic criteria are. In this case, although the tumour
was a high grade as a part of it was dedifferentiated which
is a poor prognostic factor, the resection, on the other hand,
was complete as far as evident and possible and hence, this
aggressive course was rather unexpected. Removing more
“healthy” tissue would have been unnecessary and would not
have improved the prognosis.

4. CONCLUSION

The behaviour of retroperitoneal sarcomas is variable and
may be difficult to predict. The prognostic criteria do not
apply to all cases.
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