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Abstract

Perineal liposarcoma is a very rare entity, with slow growth and more prevalent in
middle aged males. The perineal localization is extremly weird on our environment. We
describe the management of a man who consults with the complaint of an asymtomatic
gluteal lump. RMN suggest a big mass compatible with Liposarcoma of 17x7x6cm. A needle
core biopsy was performed and the tissue was histologically consistent with fibrofatty tissue
with vascular ectasia that requires surgical treatment with exeresis in wich “edges of surgical
section” can not be obtained. Histology confirms the diagnosis of well differentiated
Liposarcoma that not requires adjuvant therapy. Patient stays without recurrence.
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Purpose

Presentation of a very rare case of well differentiated liposarcoma located in the
perianal region.

Method

56-year-old man seen in consultation because of an injury on the left gluteus that causes
discomfort. Magnetic resonance imaging of non-contrasting pelvis is performed for the
diagnosis, which describes a large tumor with dimensions of 16 x 7 x 6 cm with well defined
contours, lobed, located at the level of the ischiorectal fossa, displacing the elevator ani
muscle and extending caudally towards the subcutaneous cellular tissue of the left gluteal
region, without involvement of prostate, seminal vesicles and bladder. PAAF is guided by
ultrasound and the pathological study shows fibroadipose tissue with vascular ectasia.

Surgical treatment was proposed in June of 2016, with complete excision of the
lesion. The anatomopathological result of the piece shows contact with the resection
edges of an atypical sclerosing lipomatous tumor. The molecular study (HIS) shows
amplification of the MDM2 gene, confirming the diagnosis.

i

Fig. 1: NMR without coronal Fig. 2: NMR without transversal contrast
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Fig. 6: surgical piece

Discussion

Liposarcoma is a very rare tumor, derived from primitive
cells capable of differentiating into adipose tissue presenting
on 50 different types at the histological level. It is a neoplasm
typical of adult patients, whose peak incidence is between 40

and 60 years. It shows a slight prevalence for the male sex and
the most frequent location is in the extremities. They are
usually asymptomatic and have slow growth. Majority of the
patients go to consult referring to the appearance of a mass.

They are currently classified into three biological types:
amplification of the 12q13-15 gene (well differentiated
liposarcoma / dedifferentiated liposarcoma), translocation of
FUS-DDIT3 (myxoid liposarcoma / round cell liposarcoma)
and pleomorphic liposarcoma with complex genome changes
[1]. The well differentiated liposarcoma and the myxoid are of
low degree of malignancy. The term atypical lipomatous
tumor is used by some pathologists to define the histologically
pure types of well differentiated liposarcomas that do not
metastasize and with the possibility of performing a curative
resection with free margins, usually located in the lower limbs
and trunk. 90% of well-differentiated and dedifferentiated
liposarcomas have the expression of MDC2, HMGA2 and
CDK4 oncogenes on chromosome 12q13-15 that may be
related to the genesis of liposarcomas [2]. There is a malignant
potential of well differentiated tumors, estimated in 20% of
the first recurrences and 44% of the second recurrences in the
retroperitoneal localization [3]. Malignancy traits are larger
than 5 ¢cm in size that affect deep planes and fixation to
adjacent tissues. Imaging techniques are of choice for the
diagnosis of liposarcomas, with some types of radiological
characteristics that facilitate diagnosis. It is preferable to
perform magnetic resonance imaging at pelvic and lower
limb locations. Computed axial tomography may be useful to
complete the study in abdominal localization liposarcomas.
The biopsy is not used in a systematic way. In retroperitoneal
localization liposarcoma, surgical resection is preferred
without prior biopsy because of the poor benefit of
neoadjuvant treatment with radiotherapy and chemotherapy.
In cases of not being resectable, a biopsy can be performed to
determine the histological subtype [4].

The treatment of choice is surgical resection with the aim
of completely removing the tumor and preventing relapses,
performing a broad or radical resection. The resection margin
should be 1 cm if possible [5]. In the case of infiltrated
neurovascular structures, it must be exhaustively dissected
including the surrounding tissue. Studies have shown an
increase in the rate of local and distal recurrences when the
resection of an organ attached to the tumor is added in the
surgical treatment [6].

The local recurrence rate at five years is estimated between
22% -41% according to published series [7, 8].

Local recurrence depends to a large extent on the state of
the margins in the surgical specimen, the margins affected by
the tumor are associated with a high rate of relapse. Patients
with distant metastases have a worse prognosis with a 50%
survival rate at 18 months [9].

There are currently no data demonstrating the benefit of
neoadjuvant / adjuvant chemotherapy in liposarcomas.
Well-differentiated and undifferentiated liposarcomas

often have resistance to chemotherapy, with CDK4 inhibitors
being the most effective [1].
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In the lower limb localization, adjuvant therapy can be
performed with radiotherapy in dedifferentiated liposarcomas.
Well differentiated liposarcomas have a 1% risk of metastasis
and are not radiosensitive [10].

In the case of incomplete resections with positive margins,
sizes greater than 5 cm, adjuvant radiotherapy can be
performed in dedifferentiated liposarcomas.

In patients with local recurrence, it is necessary to observe
the evolution of the tumor. If there is a possibility of resecting
with free margins, surgical treatment should be performed. In
the case of not being resectable or being symptomatic with
progressive growth, experimental treatments may be
considered. The growth of 0.9cm per month has been related
to worse long-term results after surgery, with no difference in
patients with this same growth rate who did not undergo
surgical treatment, thus, in relapses local with a growth rate of
1 ¢cm per month is not indicated the surgical resection of the
recurrence [11]. In the case that after treatment with
chemotherapy / radiotherapy the tumor can be resected
surgical treatment may be an option.

Studies aimed at the knowledge of therapeutic targets for
the treatment of liposarcoma are currently under development.
The major advances are directed to the chemotherapeutics
that act by inhibiting the CDK4 and on competitive inhibitors
of the complex MDM2-p53 (nutlina).

Treatments are being tested in the case of patients with
metastases with Eribulin synergistically improving the
effectiveness of other antitumor agents [12].

Likewise, monoclonal treatment such as regorafenib is
being used in randomized, double-blind studies for the
treatment of some types of liposarcomas, with promising
results [13].

In our case the patient presents the tumor in perianal
location. After the radiological study and biopsy, surgical
treatment by means of a complete resection of Ligasure Impact
tumor was chosen, observing a large tumor to the upper edge
of the prostate. The preoperative anatomopathological results
of fibroadiposal tissue with vascular ectasia differ from those
analyzed by the surgical specimen resulting in atypical
sclerosing lipomatous lesion with MDM2 expression in
histology. This low-grade tumor is currently classified as a well-
differentiated liposarcoma with poor metastasis and relapse
after RO excision. The surgical treatment carried out does not
manage to obtain free margins. After the patient's agreement
with the treatment, he stated that he did not want to undergo
surgical techniques, so no other resection was performed to
expand the margins. Long-term observation of the patient is
decided. After 12 months of follow-up he has not shown
recurrence of the disease at present.

Conclusion

The term “liposarcoma” refers to a set of neoplasms
whose behavior depends on the histological subtype. Well-
differentiated liposarcomas have a 1% risk of metastasis and
are not radiosensitive. Studies aimed at the knowledge of
therapeutic targets for the treatment of liposarcoma are
currently under development. The major advances are
directed to the chemotherapeutics that act by inhibiting the
CDK4 and on competitive inhibitors of the complex
MDM2-p53.
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