Archivos de Bronconeumologia 58 (2022) 823-824

Sociedad Espafola
de Neumologia

y Cirugia Toracica
SEPAR

ARCHIVOS DE i
Bronconeumologia

www.archbronconeumol.org

==

g
ARCHIVOS DE ,
Bronconeumologia

Case Report

Thoracic Mazabraud’s Syndrome: Unusual Location
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Mazabraud’s syndrome (MS) is a rare benign disorder char-
acterized by the association of single or multiple intramuscular
myxomas (IM) with fibrous dysplasia (FD), which can develop in
a single bone (monostotic) or in multiple bones (polyostotic).!

In general, the onset of FD predates the appearance of the 1M,
and the soft-tissue lesions become apparent many years later, usu-
ally in the fifth or sixth decade of life. The disease is more frequent
in women and patients are often asymptomatic. However, compli-
cations such as skeletal deformities, fractures and pain can occur.?

We present a case of a 60-year-old woman who underwent a
right thoracotomy at the age of 35 and resection of the posterior
arches of several right ribs (6th-8th and 11th) for bone deformation
in the chest assessed by CT scan performed for pain after a car acci-
dent. The affected segments were resected and defect was repaired
with a Marlex’s prothesis. The anatomopathological result was FD
ribs.

25 years later, two lesions dependent on soft tissues, appear
in the same area of the previous resected ribs. Magnetic resonance
imaging (MRI) reports the presence of two intramuscular soft tissue
expansive lesions at the level of D11 (upper lesion 44 mm x 26 mm
and lower lesion 50 mm x 36 mm), hypointense on T1 and hyper-
intense on T2 with an edematous perilesional component due to
expansion (Fig. 1). A complete resection of these lesions was car-
ried out. The histological result was IM. The postoperative course
was uneventful. After 2 years of follow-up, the patient remains
disease-free.

The first case of MS was described by Henschen in 1926.% The eti-
ology is unknown, but is believed to be caused by point mutations
in the GNAS-1 gene.®> Fewer than 100 cases have been reported
in recent literature.* MS typically manifests as a polyostotic FD
with multiple IM appearing close by. MS has a predisposition for
females (68%) and often involves the long bones of the lower limbs
bilaterally.*

In the MRI myxomas demonstrate a sharply defined contour,
low signal intensity on T1-weighted images and high signal inten-
sity on T2-weighted images and STIR images. Sometimes there is
a ring of perilesional fat and edema in the adjacent muscles. CT
scans typically display a homogeneous, well-circumscribed mass
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Figure 1. MRI reports the presence of two intramuscular myxomas (IM)
hypointense on T1 (B) and hyperintense on T2 (A).

with low attenuation.” The image findings in our patient were in
agreement with previously described.

Myxomas are benign soft-tissue tumors. There have been no
reported cases of malignant transformation of myxomas so that
conservative management is indicated. Myxomas should be excised
if pain or pressure symptoms develop. Simple local excision is suffi-
cient in most cases. FD progresses slowly but surgical intervention
is also indicated for severe and progressive disease with persistent
pain, skeletal deformity or pathological fracture.! The presence of
IM does not influence the severity or progression of FD.

Postoperative follow-up of MS should be undertaken to detect
other myxomas that may not yet be clinically detectable or local
recurrences of IM after incomplete resection.

Therefore, our case is considered of special interest due to the
low prevalence of MS and costal location to emphasize the impor-
tance of recognizing in the diagnosis and appropriate management
of the patient.
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