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ABSTRACT

Introduction: Low-grade fibromyxoid sarcoma (LGEMS) is a rare special subtype of fibrosarcoma, it is more common in the trunk and
proximal limbs. First described by Evans in 1987, this tumor is also named Evans tumor. Diagnosis of LGFMS may be quite challenging,
either due to the low suspicion rate of the tumor or low specificity of its morphological pattern and immunohistochemical profile, a
phenomenon that is magnified when tumor location is less usual, such as in the chest wall. The present article presents a challenging case
of LGFMS of the chest wall. Case report: Female, 58-year-old patient was referred to the oncology referral clinic with a breast tumor.
Diagnostic investigation included imaging tests (breast US and chest CT scan) and core needle biopsy. CT scan revealed the epicenter of
the tumor in the left anterior thoracic wall. Biopsy to evaluate the histologic type of tumor was carried out and the result was inconclusive.
Therefore, surgical excision of the tumor was performed. Histopathology and immunohistochemistry studies of the surgical specimen
confirmed the diagnosis of LGEMS of the chest wall. Currently, after 36 months of the surgical excision, the patient is still doing well
and continues under clinical follow-up. Conclusion: Although the diagnosis of LGFMS of the chest wall is challenging, it should be

done correctly, since these cases require a long and thorough clinical follow-up.
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RESUMO

Introdugao: O sarcoma fibromixoide de baixo grau (SFBG) é um subtipo
especial de fibrossarcoma de ocorréncia rara, sendo mais frequente em
tronco e parte proximal dos membros. Esse tumor, primeiramente descrito
por Evans em 1987, também pode ser chamado de “tumor de Evans”.
O diagnéstico de SFBG pode ser bastante desafiador tanto por ser um
tumor pouco suspeitado como pelo fato de seu padrio morfolégico e perfil
imuno-histoquimico serem pouco especificos, fendmeno magnificado
quando a localizagio ¢ menos usual, como na parede tordcica. O presente
artigo apresenta um caso desafiador de SFBG de parede tordcica. Relato
do caso: Paciente, sexo feminino, 58 anos, foi encaminhada ao servigo
de referéncia oncoldgica com tumor em regidio mamdria. Realizou-se
investigacdo diagndstica com exames de imagens (ultrassonografia das mamas
e tomografia computadorizada — TC de térax) e biépsia por agulha grossa.
A TC de térax evidenciou que o tumor tinha epicentro na parede toricica
anterior esquerda. Nao houve conclusio sobre o tipo histolégico do tumor.
Foi realizada excisio cirtrgica. O histopatoldgico e a imuno-histoquimica
da peca cirtirgica permitiram o diagndstico de SFBG de parede toricica.
Atualmente, 36 meses apds a excisao do tumor, a paciente estd bem e em
seguimento clinico. Conclusio: Apesar de o diagndstico de um SFBG
de parede tordcica ser desafiador, é importante realizé-lo adequadamente,
uma vez que esses casos exigem um seguimento clinico longo e minucioso.
Palavras-chave: sarcoma; parede toricica; imuno-histoquimica; diagndstico
diferencial; relatos de casos.

RESUMEN

Introduccién: El sarcoma fibromixoide de bajo grado (SFBG) es un
subtipo especial de fibrosarcoma de rara aparicién, siendo mds frecuente
en tronco y parte proximal de las extremidades. Descrito por primera vez
por Evans en 1987, este tumor también ha sido llamado tumor de Evans.
El diagnéstico de un SFBG puede ser bastante desafiante, tanto porque es
un tumor poco sospechado como porque su patrén morfoldgico y perfil
inmunohistoquimico son poco especificos, fenémeno magnificado cuando
la localizacién del tumor es inusual, como en la pared toricica. El objetivo
de este estudio es informar un caso desafiante de SFBG de pared toricica.
Informe del caso: Una paciente de 58 afios con un tumor en la mama fue
derivada al centro de referencia de oncologfa. La investigacién diagndstica
incluyé pruebas de imagen (US de mama y TC de térax) y biopsia con
aguja gruesa. La TC de térax reveld el epicentro del tumor en la pared
tordcica anterior izquierda. Se realizé biopsia del tipo histolégico de tumor
el y el resultado no fue concluyente. Por lo tanto, se realizé la extirpacién
quirtrgica del tumor. Los estudios de histopatologfa ¢ inmunohistoquimica
de la pieza quirtrgica confirmaron el diagnéstico de SFBG de pared toricica.
Actualmente, a los 36 meses de la extirpacién quirdrgica, la paciente sigue
evolucionando bien y contintia en seguimiento clinico. Conclusién: Aunque
el diagnéstico de un SFBG de pared toricica es desafiante, es importante
realizarlo adecuadamente, ya que estos casos requieren un seguimiento
clinico prolongado y exhaustivo.

Palabras clave: sarcoma; pared tordcica; inmunohistoquimica; diagnéstico
diferencial; informes de casos.
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INTRODUCTION

Fibrosarcoma is a type of soft tissue sarcoma that is
more common in middle-aged and older adults, rarely
occurring in children. Typically, the tumor most affects
soft tissues of the limbs, trunk, head and neck. In the last
decades, this pathology has evolved, and it was possible to
conclude that fibrosarcomas represent only about 3.6% of
soft tissue sarcomas in adults, worldwide. The remaining
sarcomas consists of other tumor variants, such as: 1)
low-grade fibromyxoid sarcoma (LGEMS); 2) sclerosing
epithelioid fibrosarcoma; 3) dermatofibrosarcoma
protuberans; 4) dermatofibrosarcoma fibrosarcomatous
protuberans; 5) monophasic synovial sarcoma; 6) other
neoplasms of fusiform cells that may mimic fibrosarcoma'.

Therefore, LGFMS represents a rare and special
subtype of fibrosarcoma. Initially described by Evans
in 1987, this tumor was also known as Fvans tumors.
However, since 1993 the official nomenclature of these
tumors is LGFMS??.

As described by Evans and others, the morphological
diagnosis of a LGFMS may be challenging, due to its
typically low cellularity, abundant collagen and relatively
bland cytology. In most cases, a circumscribed and subtly
infiltrative growth pattern is observed. The tumor consists
of a mixture of heavily collagenized hypocellular zones
and myxoid nodules, showing a higher cellularity, spiral
growth pattern and curvilinear vessels. The “abrupt”
transition from collagenized zones to myxoid nodules
and presence of small vessels the size of arterioles
with concentric hyalinization and distorted lumen are
important clues for diagnosis.

Typically, LGEMS cells are relatively uniform and
bland, although hyperchromatism and nuclear irregularity
can become apparent on closer inspection. Mitotic activity
is typically very low and necrosis is absent. In a very small
number of cases, increased cellularity and nuclear atypia,
hyalinization and alteration identical to that observed
in sclerosing epithelioid fibrosarcoma, along with giant
collagen rosettes may occur. On immunohistochemistry
(IHC), LGFMS usually expresses vimentin. Epithelial
membrane antigen (EMA) and MUC4 (a highly sensitive
and relatively specific marker for LGFMS) expression may
also occur, in addition to other markers'.

LGFMS occurs most frequently in the proximal limbs
and trunk. Diagnosis of the tumor is challenging, since
it has diverse morphologic patterns and a nonspecific
immunohistochemical profile. Treatment of choice is
surgical excision of the tumor with wide surgical margins.
Chemotherapy and radiotherapy are not expected to have
a significant effect on the long-term prognosis of these
patients, due to the low mitotic index of LGFMS*.
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The aim of this study is to report a case of low-grade
fibromyxoid sarcoma of the chest wall which posed a
challenging diagnosis.

CASE REPORT

A 58-year-old woman was admitted to the oncology
clinic of “Hospital Macrorregional Dr. Everaldo Ferreira
Aragido” on 12/18/2018 due to the presence of a nearly
7-cm left breast tumor. The patient had no prior
history of cancer and was taking medication for arterial
hypertension. A breast ultrasonography (US) was
performed after admission, showing a large mass in the
left breast, measuring 6.5 cm (BI-RADS 4). A computed
tomography (CT) scan of the chest was then indicated and
performed on 1/30/2019, revealing an expansive growth
with post-contrast enhancement and epicenter in the left

anterior chest wall (Figure 1).
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Figure 1. Chest computed tomography (CT) scan of the patient. Note:
Arrows show a prominent soft tissue tumor of the chest wall

A core needle biopsy (CNB) and hematoxylin-
eosin (H&E) histopathology study were performed on
2/26/2019. Results showed a spindle cell lesion without
atypia. The pathologist indicated IHC to test smooth
muscle actin, CD34, AE1/AE3, desmin, S100 protein,
p63, cytokeratin 8/18 and vimentin, which occurred on
4/16/2019. Tumor cells were positive only for vimentin
protein. IHC showed a low-grade spindle cell tumorand a
definitive diagnosis could not be made due to insufficient
amount of tissue.

On 8/27/2019, the patient underwent tumor excision
surgery. Tumor and bone tissue samples of 10 cm, along
with a tumor lesion (7.3 cm in size) adherent to bone
structure were submitted to the pathology laboratory.
H&E histopathology analysis (Figure 2A) showed
alternating patterns with hyper- and hypocellular areas,
vascular proliferation with hyalinization in vascular
walls, mitotic index of 2 mitoses/high-power field and
no necrosis. Angiolymphatic and perineural invasion
were not detected. Surgical margins were negative. IHC
investigation was positive for EMA and MUC4 (Figure
2B). The pathologist reached the diagnosis of low-grade
fibromyxoid sarcoma of the chest wall.
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Figure 2. Histopathology and immunohistochemical analysis.
(A): Hematoxylin-eosin (H&E) histopathology staining visualized in
magnification of 40x. (B): Staining of MUC4 protein in magnification
of 200x

The patient was scheduled for periodical clinical
follow-up care. At approximately 36 months after the
tumor excision, she is currently doing well and has no
evidence of malignancy or signs of relapse.

This Institutional Review Board of the “Universidade
Estadual do Piaui”, Teresina (PI), Brazil — reference
number 5.350.088 (CAAE: 57458922.8.0000.5209)
approved the study. The patient signed the informed
consent form (ICF).

DISCUSSION

LGFMS of the chest wall is a very rare tumor and
few cases have been reported in the world literature.
Clinical presentation can vary according to the exact
tumor location. However, LGFMS is commonly a slow-
growing, asymptomatic tumor frequently diagnosed by
imaging tests’.

Furthermore, LGFMSs are usually well-delimited
tumors, measuring 1 to 23 cm (median, 9.5 cm).
Histopathology study of these tumors shows that spindle
cells resemble fibroblasts, heavily collagenized hypocellular
zones and richly cellular myxoid nodules. Short or typically
whorled growth patterns, blood vessel proliferation
accompanied by perivascular hyaline degeneration and
necrosis may also be observed. IHC should be performed
in these cases. On IHC, the most specific markers for
LGFMS to date are vimentin, CD99, Bcl-2 and MUC4,
as occurred in the current case, where tumor cells were
positive for MUC4 and vimentin expression. On the
other hand, EMA, keratin, desmin, SMA, S100, CD34
and myogenin usually have negative results. The main
differential diagnoses of LGFMS in histopathology studies
are: sclerosing epithelioid fibrosarcoma, solitary fibrous
tumor, low-grade myxofibrosarcoma, myofibroblastoma
of the breast, malignant or borderline phyllodes tumor
and myxoid liposarcoma®.

LGFMSs are aggressive tumors with recurrence,
metastasis and death rates of 64%, 45% and 42%,
respectively®. Nevertheless, treatment options for these
tumors remain limited. Some individuals do not respond
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to the currently available chemotherapy and radiotherapy
regimens. Surgical resection and long-term periodical
clinical follow-up are still the only treatment modalities
available®’.

This study is relevant because it reports a case with a
very challenging diagnosis. At the time of the diagnostic
hypothesis, LGFMS may not come to mind when a
chest mass is detected on imaging tests. Furthermore,
morphological and immunohistochemical data may
not be very specific, particularly in biopsy samples. In
this case, H&E histopathology study and IHC in the
CNB sample failed to reach the diagnosis of LGEMS.
Although adjuvant therapy is limited in these cases, it
is fundamental to investigate the definitive diagnosis
using material obtained by wide surgical tumor excision.
LGFMSs are associated with a high recurrence/metastasis
rate. As a result, periodical long-term clinical follow-up is
recommended in these patients.

CONCLUSION

The diagnosis of low-grade fibromyxoid sarcoma of the
chest wall can be challenging. Nevertheless, it is important
to continue diagnostic investigation, since these patients
will require a long and thorough clinical follow-up.
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