
of April 18, 2024.
This information is current as

mediastinum with intraspinal extension.
Juvenile fibromatosis of the posterior

T Y Shih
S F Ko, S H Ng, C C Hsiao, C S Hsieh, J W Lin, C C Huang and

http://www.ajnr.org/content/17/3/522
1996, 17 (3) 522-524AJNR Am J Neuroradiol 

http://www.ajnr.org/cgi/adclick/?ad=57533&adclick=true&url=https%3A%2F%2Flinkprotect.cudasvc.com%2Furl%3Fa%3Dhttps%253a%252f%252fwww.genericcontrastagents.com%252f%253futm_source%253dAmerican_Journal_Neuroradiology%2526utm_medium%253dPDF_Banner%2526utm_c
http://www.ajnr.org/content/17/3/522


Juvenile Fibromatosis of the Posterior Mediastinum with
Intraspinal Extension

Sheung-Fat Ko, Shu-Hang Ng, Chih-Cheng Hsiao, Chie-Song Hsieh, Jui-Wei Lin, Chung-Cheng Huang, and
Teng-Yuan Shih
Summary: Chest radiography, CT, and MR imaging were per-
formed in a 3-year-old girl who had posterior mediastinal fibro-
matosis with transforaminal intraspinal and chest wall exten-
sion. Chest radiographs and CT scans showed a slow-growing,
noncalcified but locally aggressive left paravertebral mass. The
mass was slightly hyperintense relative to muscle on both T1-
weighted and fast spin-echo T2-weighted MR images.

Index terms: Children, neoplasms; Spine, neoplasms

Juvenile fibromatosis is a locally infiltrative
pseudoneoplastic process characterized by fi-
broblastic proliferation (1–4). Fibromatosis
may occur anywhere in the body, most com-
monly in the superficial soft tissues, extremities,
or abdomen (2–4). Fibromatosis involving the
mediastinum in children is extremely rare (5).
We describe a case of juvenile posterior medi-
astinal fibromatosis with transforaminal in-
traspinal and chest wall invasion mimicking a
paraspinal neuroblastoma.

Case Report
A 3-year-old girl had a 2-week history of a nontender

mass on the posterior aspect of the left lower thorax.
Physical examination was unremarkable except for a 2 3
2-cm fixed, painless, elastic mass on the left side of the
posterior chest wall. No neurologic deficit was noted. The
a-fetoprotein, b-human chorionic gonadotropin, and 24-
hour vanillylmandelic acid levels were within normal lim-
its. Results of bone scan and bone marrow aspiration were
negative.

Chest radiographs revealed a left-sided posterior ex-
trapulmonary mass with erosion of the adjacent 9th and
10th ribs (Fig 1A). A slow-growing posterior mediastinal
neurogenic tumor was the initial diagnosis. Computed to-
mography (CT) showed an enhancing left-sided posterior
mediastinal mass with chest wall invasion and possible
evidence of intraspinal extension. No intratumoral calcifi-
cation was detected (Fig 1B). Magnetic resonance (MR)
imaging (1.5 T, Signa system, General Electric Medical
Systems, Milwaukee, Wis) showed that the mass was
slightly hyperintense relative to adjacent muscle on both
T1-weighted and fast spin-echo T2-weighted images and
that the intravenous administration of gadopentetate
dimeglumine enhanced the mass on the MR image. Chest
wall invasion and transforaminal extension with extensive
intraspinal extradural spread were also seen (Fig 1C and
D). Open biopsy of the chest wall mass was done, and
microscopic examination revealed fragments of tumor tis-
sue composed of bundles of fibroblasts suggestive of fi-
bromatosis.

At surgery, a 6 3 5 3 3-cm well-defined left-sided
posterior mediastinal mass with investment of the adjacent
ribs and extension to the back muscles was found. En bloc
paraspinous excision of the mass consisted of partial re-
section of the 9th to 11th ribs, a T-9 to T-10 laminectomy
with total removal of the extradural tumor, and reconstruc-
tion of the chest wall.

The surgical specimen was a well-demarcated grayish
white mass enveloping the ribs in its peripheral part. Mi-
croscopic examination revealed interlacing fascicles of
spindle-shaped fibroblasts and an abundance of collagen
without any mitotic activity (Fig 1E). The cortex of the
involved ribs was thinned by pressure from the tumor, but
no tumor cells were found in the ribs. The final diagnosis of
posterior mediastinal fibromatosis with intraspinal and
chest wall extension was confirmed. The patient recovered
uneventfully and was discharged 1 week later. Neither
adjuvant radiation therapy nor chemotherapy was insti-
tuted, and the patient will be followed up clinically.

Discussion

The fibromatoses are a diverse group of non-
metastasizing fibroproliferative tumors that are
locally invasive and often recur after excision.
Histologically, these tumors are characterized
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Fig 1. Posterior mediastinal fibromatosis mimicking a paravertebral neuroblastoma in a 3-year-old girl.
A, Frontal chest radiograph shows a left-sided posterior mediastinal mass (arrows) with erosion of the 9th and 10th ribs on the left

side (arrowheads).
B, Contrast-enhanced CT scan shows an enhanced left paravertebral mass with direct chest wall extension (open arrows). The CT

findings also suggest possible intraspinal invasion (arrowheads). No calcification is detected.
C and D, Unenhanced (C) and contrast-enhanced (D) axial spin-echo T1-weighted MR images (683/17) show the mass to be slightly

hyperintense relative to adjacent muscle, with nearly uniform enhancement. Also shown are the chest wall invasion (arrows) and the
transforaminal insinuation of the spine into the epidural space.

E, Photomicrograph shows a proliferation of fibroblasts in collagen stroma, which is a typical feature of fibromatosis (hematoxylin-
eosin, original magnification 3330).
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by fascicles of proliferating fibroblasts in a
dense collagenous stroma with little or no mi-
totic activity (1–4). Of all neoplasms, 0.03% are
abdominal fibromatoses, which occur most of-
ten in young women. The incidence of extraab-
dominal fibromatosis was cited in 1991 as three
to four cases per 1 million people (2), and we
know of one previous case (from 900 000 chil-
dren) in which anterior mediastinal fibromatosis
occurred after a median sternotomy for repair of
a ventricular septal defect (5).
Despite the various subgroups of adult or

juvenile and superficial or deep fibromatoses
that have been described (1, 4), fibromatosis in
children is most commonly subdivided into con-
genital and juvenile forms (6, 7). The congen-
ital form is usually widespread with multiple
destructive or infiltrative lesions that involve
various bones and visceral organs and often
lead to early death. The less aggressive juvenile
form has a better prognosis and is usually con-
fined to the musculoskeletal system (6, 7).
More than 90% of posterior mediastinal

masses in children are of neurogenic origin, and
the great majority of these masses are ganglion
cell tumors (6–9). In our patient, the chest ra-
diographs showed a unilateral left-sided poste-
rior mediastinal mass. The erosion of the adja-



cent ribs indicated a slow-growing tumor.
Because posterior mediastinal masses such as
osteocartilaginous tumors, spinal abscess, and
extramedullary hematopoiesis are usually bilat-
eral and more destructive (6–8), they were un-
likely diagnoses. CT scans depicted a solid
paravertebral mass, which further excluded var-
ious cystic posterior mediastinal lesions like
thoracic duct cyst, lateral meningocele, neuren-
teric cyst, and Bochdalek hernia (7–9). CT
scans also showed that the mass extended into
the chest wall and spinal canal, which was
highly suggestive of a locally aggressive
paraspinal neuroblastoma in this young patient
(6, 7, 9). Because paraspinal neuroblastomas
in children often do not contain calcification, the
absence of intratumoral calcification in this
case did not exclude a neuroblastoma. How-
ever, the negative results of the laboratory and
bone scan studies were against the presumptive
diagnosis of neuroblastoma (6–9). In retro-
spect, despite the rarity, we realize that the me-
diastinal fibromatosis was indeed the most per-
tinent entity that fit the clinical and imaging
characteristics disclosed in this case—a noncal-
cified, slow-growing tumor with local infiltrative
and aggressive behavior.
Most soft-tissue lesions exhibit high signal

intensity equal to or greater than that of fat on
T2-weighted MR images (10). Paravertebral
neuroblastomas are also bright on T2-weighted
images but may have a heterogeneous MR ap-
pearance depending on the presence of hemor-
rhage, calcification, or tumor necrosis (6, 9).
Although previous case reports have suggested
that hypointensity on both T1-weighted and T2-
weighted images may be characteristic of ag-
gressive fibromatosis, recent studies have sup-
ported a varying degree of signal intensity for
fibromatoses in different sites, depending on the
histologic composition. The greater the cellular-
ity and the lesser the amount of collagen, the
higher the T2-weighted signal intensity (2–4,
11). However, the predominant signal intensi-
ties of these lesions are quite specific: isoin-
tense to slightly hyperintense relative to skeletal
muscle on T1-weighted images and typically
intermediate between muscle and fat on T2-
weighted images (3–4). T1-weighted images of
our patient showed isointense signal intensity,
but fast spin-echo T2-weighted images showed
a slightly inhomogeneous left-sided paraverte-
bral mass with signal intensity intermediate be-
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tween skeletal muscle and subcutaneous fat.
Furthermore, the transforaminal extradural in-
traspinal extension was shown to a better ad-
vantage, which greatly benefited the preopera-
tive planning.
Wide surgical resection with adequate margin

is the treatment of choice for fibromatosis. Fi-
bromatosis is notorious for its high rate of local
recurrence (12). Chemotherapy and radiation
therapy have been reported to reduce the rates
of local recurrence (12). However, neither treat-
ment was appropriate for our young patient be-
cause we wanted to avoid the risks of ovarian
suppression and radiation-induced spinal scoli-
osis. Therefore, we decided to proceed with
continued clinical follow-up.
This report documents an extremely rare

case of juvenile posterior mediastinal fibroma-
tosis that mimicked a paravertebral neuroblas-
toma. Fibromatosis should be included in the
differential diagnosis when a patient has a non-
calcified, slow-growing, but locally aggressive
posterior mediastinal tumor.
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