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Giant Primary Retroperitoneal Dedifferentiated Liposarcoma
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Clinical Data

A 65-year-old woman presented with vomiting, pain, and sig-
nificant abdominal distension. Physical examination demon-
strated a painful large palpable mass involving the whole ab-
domen (Fig. 1a). Laboratory investigations showed low he-
moglobin (7.8 g/dl) and protein (5.2 g/dl) level. Computed
tomography (CT) scan showed a 34 × 32 × 35-cm heteroge-
neous fatty mass with septations and solid nodules within the
lesion showing high contrast enhancement, filling the entire
abdominal cavity, with right kidney encasement (Fig. 2a).
Abdominal visceral displacement was observed (Fig. 2b).
Preoperative biopsy showed lipomatous tumor. At laparoto-
my, the well-circumscribed, lobulated mass, weighing about
30 kg underwent complete excision, including a right ne-
phrectomy (Fig. 1b), and the greatest difficulty was to obtain
vascular control of major vessels. Microscopically, the tumor
was characterized by the presence of pleomorphic lipoblasts
with large, hyperchromatic nuclei scalloped by cytoplasmatic
vacuoles (Fig. 3a). Immunohistochemical analysis was posi-
tive for CDK4 and MDM2 (Fig. 3b). Diagnosis was
dedifferentiated liposarcoma grade III. Oozing hemorrhage
without overt source requiring relaparotomy occurred in post-
operative day 5. The patient was discharged 10 days later. She
was lost at follow-up after 12 months without evidence of
recurrence.

Discussion

Soft tissue sarcomas represent the rarest form of solid tumor
malignancy, accounting for only 1% of all tumors in the adult
population and including more than 50 subtypes.
Approximately 12–15% develop in the retroperitoneum (RP)
with liposarcomas (LS) representing almost 70% of cases.1

These are a heterogeneous group with a varying biological
and clinical behavior. According to the last World Health
Organization classification, four major subtypes can be recog-
nized: well-differentiated (WDL), dedifferentiated (DDL),
myxoid, and pleomorphic.1 Dedifferentiated subtype repre-
sents about one third, arising de novo in most cases, while
few occur following recurrences of WDL. It consists of
well-differentiated lipogenic mass juxtaposed to non-
lipogenic sarcoma, of variable histologic grades. DDL shows
more complex genetic abnormalities as compared to WDL
mainly involving chromosome 12q13-15, with high amplifi-
cation levels of MDM2 (100%) and CDK4 (90%) oncogenes,
correlating also with poor outcome.1

Owing to the absence of symptoms in the RP space, LS
may reach a large size by the time of diagnosis, often causing
symptoms of compression on adjacent organs. Those
weighing over 20 kg are extremely rare and considered to be
Bgiant^ LS. A recent review identified only 13 cases reported
in the literature, with DDLs accounting for less than one
third.2 Contrast-enhanced CT scan is the imaging technique
of choice to evaluate these tumors. Differential diagnosis with
WDL is based on the presence of the non-lipomatous compo-
nent with DDL usually appearing as heterogeneous fatty mass
with septations and solid nodules within the lesion, showing
high contrast enhancement.2 However, with the exception of
WDL and angiomyolipoma, identification of subtypes may be
challenging. Percutaneous core needle biopsies can be safely
performed to establish a correct diagnosis and the most appro-
priate treatment when radiologic appearance is unclear or
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neoadjuvant treatment is planned, but overall accuracy is low
for DDL.2

Complete surgical resection is the mainstay of treatment,
but the large size and deep location make resectability diffi-
cult. The most important prognostic factors are grading and
degree of resection. A radical resection should be obtained,
often requiring en bloc removal of involved adjacent struc-
tures. Tumor integrity, extent of resection, gradinge,
multifocality, and organ invasion impact patient’s outcome.3

Compartmental resection of uninvolved structures is associat-
ed with no survival benefit and increased postoperative

morbidity and mortality. Despite aggressive surgery, mortality
is predominantly due to local failure, and histologic subtype of
DDL is a significant predictor of local recurrences in up to 40–
80% of patients.3 Distant metastases have been observed in
half of cases in grade III disease, mostly occurring in the lung.
Incomplete, piecemeal resection is associated with a dismal
prognosis and should be avoided unless for symptomatic
reasons.

Postoperative radiotherapy may constitute a valuable op-
tion in the presence of involvedmargins or high-grade tumors,
but no studies have proven the efficacy following gross

Fig. 3 aAreas of undifferentiated pleomorphic sarcoma and areas containing lipoblasts (H&E, × 10). b Immunohistochemical analysis showing intense
nuclear staining for MDM2 (× 200)

Fig. 2 a CT scan showing
heterogeneous fatty mass with
septations and solid nodules
within the lesion with high
contrast enhancement, encasing
the right kidney. b Abdominal
organs appear displaced

Fig. 1 a Palpable mass involving
the whole abdominal cavity. b
Macroscopically well-
circumscribed, lobulated mass
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resection. Preoperative radiotherapy produced higher rates of
negative surgical margins and improved local control, but no
survival benefit was obtained compared to surgery alone.2

Systemic chemotherapy showed poor response rate in DDL,
and it is reserved for palliative treatment of advanced or met-
astatic disease.

Conclusions

Novel molecular targets are necessary to provide new treat-
ment options in the future. At the moment, the main factor
improving patient’s prognosis is adequate initial treatment in
specialized multidisciplinary centers, including aggressive
surgery.
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