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CLINICAL CASE

Low-grade fibromyxoid sarcoma as a content of perineal
hernia. A case report

Sarcoma fibromixoide de bajo grado como contenido de hernia perineal. Reporte de
un caso
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Abstract

Background: Low-grade fibromyxoid sarcoma is a rare neoplasm with apparently benign histology but with late aggressive
metastatic behavior. The perineal hernias are unusual, there are no more than 100 cases reported in the world literature.
Discussion: The presentation of this fibroblastic neoplasm is rare and makes it even more rare if it is as the content of a
primary perineal hernia. Conclusion: It is an infrequent neoplasm that occurs in approximately 0.7% of all cases, with aggres-
sive metastatic behavior and in need of adjuvant treatment.
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Resumen

Antecedentes: E/ sarcoma fibromixoide de bajo grado es una neoplasia rara de histologia someramente benigna, pero con
un comportamiento agresivo metastasico tardio. Las hernias perineales son de presentacion inusitada y no existen mas de
100 casos reportados en la literatura mundial. Discusion: La presentacion de esta neoplasia fibroblastica es poco frecuente,
y atin mas como contenido de una hernia perineal primaria. Conclusion: Es una neoplasia infrecuente que se presenta en
aproximadamente el 0.7% de los casos, con comportamiento agresivo metastasico y con necesidad de tratamiento adyuvante.

Palabras clave: Hernia perineal. Sarcoma fibromixoide. Sarcoma fibromixoide de bajo grado. Tejidos blandos.
histological characteristics, but it exhibits a highly ag-

gressive local and metastatic behavior. Its most com-
mon location is the proximal lower extremities,

|ntroduction

Fibromyxoid sarcoma is a rare neoplasm that ac-
counts for approximately 0.7% of soft tissue tumors.
First described by Evans in 1987, it is a tumor of fi-
broblastic origin with apparently benign clinical and
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especially the thighs, and then the chest wall of young
adults of between 25 and 46 years of age, with an
average age of 35 years, and with higher predomi-
nance in males. No more than 150 cases have been
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reported worldwide given that, so far, it is a barely
known entity"2.

Due to the low incidence of this type of tumors and
its unusual form of presentation as hernial content,
this case is described in order to review the interna-
tional literature with regard both to its epidemiology
and histopathological characteristics, and its clinical
presentation and hitherto available therapeutic
options.

The purpose of this article is to document a case of
low-grade fibromyxoid sarcoma as the content of a
primary posterior perineal hernia in a young woman.
The incidence, clinical and histopathological charac-
teristics, unusual presentation, and the therapeutic
management of this type of neoplasm are described,
given its highly infrequent nature according to a veri-
fication of available literature.

Clinical case

Thirty-one-year-old woman with a history of bron-
chial asthma and obstetric-gynecological history of
four pregnancies (two abortions and two cesarean
sections), who attended the emergency room for a
5-month history, after a gluteal trauma due to a fall
from her own height, of left vulvar region edema, with
reddening, heat, and pain since a few weeks. Abdomi-
nopelvic ultrasound reported an enlarged Bartholini
gland, presence of a 1.72 x 0.59-cm fistula descend-
ing from the lip to the left buttock, and a 3.39 x
3.16-cm heterogeneous encysted image of irregular
borders with a 10-cm3volume and heterogeneous an-
echoic internal image on left gluteus. The patient was
managed on an outpatient basis with analgesics and
antibiotic therapy (ibuprofen, 400 mg/8 h PO, and
azithromycin, 500 mg/12 h for 3 days), and follow-up
by outpatient services.

Three days later, the patient attended the outpatient
clinic with a bloody purulent collection in the left lat-
eral wall of the vagina, left perineum, and gluteal re-
gion, which produced outflow and decompression of
the cystic-looking mass on vaginal examination. Pel-
vic ultrasound showed a hypoechogenic image mea-
suring 15 x 15 x 16 cm, with an approximate volume
of 1,200 mL, in relation to an apparently retroperito-
neal collection that extended to the left and pushed
the uterus to the right, which measured 69 x 33 mm;
fine echogenic endometrium without collections within
and non-evaluable ovaries.

Comprehensive management was decided together
with the general surgery department, which indicated

Figure 1. Abdominopelvic magnetic resonance imaging axial section
showing an expansive tumor lesion of solid intensity, lobulated bor-
ders, hypointense on T1-weighted sequences.

the performance of an abdominopelvic magnetic reso-
nance imaging in which an expansive tumor lesion was
identified in the pelvic region, which extended in cepha-
lad direction at L4 supraumbilical level, which com-
pressed and pushed the uterine body to the left, entered
through the lesser pelvis and pushed the sigmoid rec-
tum, and slid through the left ischiopubic space into the
perineal region and left paramedian gluteal region,
which measured 34 cm, along a 13-cm anteroposterior
axis of larger extension at the gluteal level and a 10-cm
transverse axis in the pelvic cavity, occupying the pre-
sacral and prevertebral space, compressing and push-
ing the bladder (Figs. 1 and 2). Carrying out laboratory
tests and consultations with the anesthesiology and
cardiology departments was decided in order for an
abdominopelvic examination to be performed (Fig. 3).

Exploratory laparotomy revealed a large mass of ge-
latinous cystic appearance that pushed the uterus,
bladder and ureter to the right, and that surrounded the
left ureter at its distal portion, with pelvic floor muscular
structures weakness. Obtaining a cleavage plane be-
tween the hernial sac that protruded towards the pos-
terior perineal region was not possible; however, the
mass was dissected and separated from the pelvic
structures for its excision. With approximate bleeding
of 900 mL and trans-surgical transfusion of two packed
RBC units, the abdominal cavity was closed after plac-
ing a Hemovac-type drain by counter-opening directed
to the bottom of the sac. The tumor was sent to the
pathology department for examination.

During the postoperative period, the patient re-
ceived antibiotic therapy, with mild transient hematuria
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Figure 2. Abdominopelvic magnetic resonance imaging sagittal sec-
tion showing a heterogeneous hyperintense lesion on T2-weighted
sequences with paramagnetic contrast heterogeneous uptake, located
at the pelvic region.

that subsided in 24 hours, and approximately
30-45-mL serous-hematic fluid daily output. She was
discharged 5 days after the intervention.

Histopathological gross description reported frag-
ments of tissue measuring 30 x 22 x 9 cm, of elastic
consistency, which together weighed 1,300 g, irregular
in shape and surface, grayish-white in color with vio-
laceous areas. When sectioned, an elastic, heteroge-
neous consistency, yellowish-brown color and myxoid
appearance were observed, which was consistent
with low-grade fibromyxoid sarcoma (Fig. 4). Immuno-
histochemical examination reported positivity for vi-
mentin and desmin, and negativity for S100, smooth
muscle 1A4 actin, striated muscle AC, CD117, CD99,
CD34, epithelial membrane antigen, and broad-
spectrum keratin, which confirmed the diagnosis.

The patient is receiving adjuvant treatment with che-
motherapy and radiotherapy.

Discussion

Soft tissue tumors constitute a heterogeneous group
of tumors, both due to their histological presentation
and for the diversity of their immunohistochemistry.
Usually, they originate from multipotent primitive mes-
enchymal cells that can generate several cell lines

Figure 3. Hernial tumor lesion located on the perineal region and left
paramedian gluteal region.

while undergoing neoplastic transformation. Low-
grade fibromyxoid sarcoma accounts for about 0.7%
of soft tissue tumors. First described by Evans in 1987,
it is of fibroblastic origin and has apparently benign
clinical and histological characteristics, but it has a
highly aggressive local and metastatic behavior, with
a high rate of local recurrence of approximately 33%,
and 58% for metastasis. Its incidence is uncertain'2.
So far, there are 26 case series in English language
literature, and in 15 of them, molecular techniques
have been used for their diagnosis®.

It shows predominance for males and young adults
aged between 25 and 46 years. It is most often located
in the lower extremities, mainly the thigh, although it
can also appear on the chest wall, axilla, shoulder,
gluteus, inguinal region, or the neck. A few cases have
been described in the retroperitoneum, small bowel
mesentery, pelvis, mediastinum, and falciform ligament.
Most are sub-fascially located; it rarely has subcutane-
ous or dermal localization®*®.

It presents as a slow-growing, almost painless
soft tissue tumor. Sometimes it can occur with tumor
hemorrhage, and it is uncommon for it to cause
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Figure 4. 30 x 22 x 9-cm tumor lesion, of irregular surface, elastic
consistency, yellowish brown color and myxoid appearance.

neurological or vascular symptoms due to compres-
sion or stretching of nerves or adjacent bursae, de-
pending on anatomical location*®.

Differential diagnosis is broad and includes myxoid
variants of neurofibroma, leiomyoma, hemangiopericy-
toma, desmoid fibromatosis, malignant peripheral nerve
tumor, spindle cell liposarcoma and angiomyxoma'”.

Histological examination usually shows fibroblasts with
myxoid areas, with a swirling distribution pattern, with
minimal nuclear pleomorphism, pale eosinophilic cyto-
plasm and slight or no mitotic activity. As for immunohis-
tochemistry, most of them show positivity for vimentin
and negativity for keratin, desmin, actin, S-100 protein,
CD34, CD31 and membrane epithelial antigen®S.

Reverse transcriptase polymerase chain reaction
(RT-PCR) molecular analysis and fluorescent in-situ
hybridization (FISH) detection of chimeric transcrip-
tion of the FUS-CREB3L2 fusion gene and FUS gene
rearrangement confirm and support morphological
and immunohistochemical results®.

The treatment of choice is surgery, although resection
is usually incomplete, given that these are circumscribed
but not encapsulated tumors. Chemotherapy and radia-
tion therapy have not been shown to modify the course
of the disease or to improve survival. Disseminated me-
tastases can be managed with palliative treatment.
There are no specific guidelines for metastatic and

recurrent disease, since the approach depends on pa-
tient status and histopathological results'.

Conclusion

Low-grade fibromyxoid sarcoma is a rare tumor and
can mimic other soft tissue neoplasms. High rates of
relapse and metastasis are described. Final diagnosis
requires histopathological examination, with immuno-
histochemistry and clinical correlation.
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