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Infantile myofibromatosis in a newborn: a case report
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Infantile myofibromatosis presents as a firm, nodular mass in soft tissues,
muscles, or visceras which can be solitary or multicentric, and it may regress
spontaneously. We present a one-day-old boy who was admitted to the hospital
for two masses, with one below the umbilicus that looked like a hemangiomatous
structure and the other in the abdominal skin as a subcutaneous nodule. There
was no intraabdominal involvement, and both of the masses were resected at
10 days of life. The one-year follow-up was uneventful.
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Infantile myofibromatosis (IM) is a rare
condition which generally appears in neonates
and infants. Subcutaneous nodules which are
the result of myofibroblastic proliferation are
mostly located in the head, neck and trunk as
a solitary lesion or in multicentric form with
or without visceral involvement. Solitary lesions
may resolve spontaneously whereas visceral
ones have poor prognosis1. We present a
newborn with IM in the abdominal wall
resembling a hemangioma.

Case Report

A 3700 g male newborn was born at term by
vaginal delivery after an uncomplicated
pregnancy. There was no consanguinity between
the parents. The patient was referred by a private
physician whose diagnosis was an abdominal wall
defect and hemangioma. Physical examination
revealed a suprapubic hemangiomatous mass and
subcutaneous nodule in abdominal wall skin near
the umbilicus (Fig. 1). A 5x4x3 cm mass was
located in the suprapubic region and composed
of two pieces. The upper part of the mass had
a hemangiomatous appearance. The second mass
was a 1.5x1x1 cm subcutaneous nodule near the
umbilicus. This was a firm nodule fixed to the
skin. Physical examination and vital signs were
normal except the finding of the two masses.
Complete blood count and biochemical analysis
were in normal limits. Roentgenographic skeletal
surgey, ultrasonography and computerized

Fig. 1. Suprapubic hemangiomatous mass and
subcutaneous nodule in abdominal wall.

tomography (CT) of the abdomen were normal
and there was no visceral involvement. Chest
X-ray showed no pathology or mass in the
pulmonary system. Both of the masses were
resected at the tenth day of life. Microscopically,
two distinct morphologic features were observed.
One revealed plump, spindle-shaped cells which
were superficially reminiscent of smooth muscle
cells. These cells were arranged in nodules or
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short bundles (Fig. 2). Around these leiomyoma-
like areas, a richly vascular hemangiopericytoma-
like pattern was seen (Fig 3). Immuno-
histochemically, the lesion showed moderate
smooth muscle actin (Dako-Clone 1A4)
positivity in leiomyomatous areas; diffuse,
strong vimentin (Dako-Clone Vim 3B4)
positivity was also seen (Figs 4A and 4B,
respectively). Based on these morphologic and
immunohistochemical findings, the tumor was
diagnosed as infantile myofibromatosis. One-
year follow-up of the patient was uneventful.

Fig. 2. Bundles of well differentiated smooth muscle fibers (myomatous areas) (H.E. X 200).

Fig. 3. Hemangiomatous areas forming cavernous strustures (H.E. X 100).

Discussion
Infantile myofibromatosis was first reported by
Stout2 as congenital generalized fibromatosis
in 1954. Several names were used for
describing IM, including the following: multiple
mesenchymal hamartoma, multiple vascular
leiomyoma of the newborn, diffuse congenital
fibromatosis, congenital multiple fibromatosis,
generalized hamartomatosis, and multiple
congenital mesenchymal tumor. The term
infantile myofibromatosis was first coined by
Chun and Enzinger3 in 1981.
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Fig. 4a. Moderate smooth muscle actin positivity is present in leiomyomatous area (SMA X 200).

Fig. 4b. The cells are diffusely positive for vimentin (Vim X 400).

Infantile myofibromatosis (IM) may be solitary
or multicentric and there is a male predominance
(1.7/1)4. A nodule in the skin, subcutaneous
tissue, muscle or bone is defined as the solitary
form. Multiple lesions, with or without visceral
involvement, defines the multicentric form.
Thunnissen et al.5 reported that the multicentric
form usually presents at birth and that the
solitary form may present later. Wiswell et al.4
reported that 37% of multicentric localization
had visceral involvement.

Common localizations of the nodules are head
and neck, extremities and trunk. Although these
locations are usual, some unusual locations
such as the pancreas, liver, omentum, and gall
bladder have been reported6-8.

Etiology of IM is uncertain. Autosomal dominant,
recessive and polygenic modes of inheritance
have been reported9,10. Although in utero

estrogenic effects have been described in the
etiology, this does not explain IM appearing after
birth9. Hamartomatous origin was also described
by Liew et al.11.

Fibromatosis, desmoid tumors, infantile
hemangiopericytoma, fibrosarcoma, and
neurofibromatosis must be remembered in the
differential diagnosis. Langerhans cell
histiocytosis, metastatic neuroblastoma,
lymphangiomatosis, familial non-osteogenic
fibromata, neurofibromatosis, and fibrous
dysplasia should be kept in mind in bone
lesions12-15. As seen in our case, vascularity of
the skin lesions may lead to a confusion in the
diagnosis between IM and hemangiomas4.

Although spontaneous regression occurs in
most cases, unless the vital organs are affected,
careful follow-up must be done, as recurrences
after regressions may occur4. Chung et al.3
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reported a 7% recurrence rate. Recurrences after
8 and 15 years have been reported9. Massive
apoptosis has been suggested as a mechanism
of tumor regression16. Spontaneous regression
occurs in solitary cases. Our preference for
surgical excision was to avoid infection and the
possible large defect size after regression.

In cases of persistent nodules or recurrence,
steroid, radiation, and chemotherapy have been
tried for treatment of IM1,17. Two months of
subcutaneous interferon alfa (3 million U/m2

daily) treatment in a Turner’s syndrome patient
with IM resulted in a decrease in size and
apoptosis on histological examination18.

Chung et al.3 reported 61 cases of IM in 1981.
Thirty-seven of them were under five months
of age. Five cases of abdominal wall
involvement, including four solitary and one
multicentric IM located in the abdominal wall,
were in this report. As the classification of the
ages began with 0-5 months, we do not know
whether or not these cases were newborn.
Similarly, in Wiswell’s report4 of 170 cases there
was no mention of abdominal involvement.
However, skin lesions were predominant in
most of these cases and so abdominal wall
involvement may have been in this category.
There was abdominal wall involvement in our
case who was newborn.

Twenty-six cases were identified from the
literature who were described as newborns in
the articles. Fifteen of them were boys and 11
were girls. Bone lesions were prominent in 17
of the cases. Eleven had skin and subcutaneous
involvement, including one case in the adductor
muscle, two cases of intrapelvic masses, one
case of a periorbital mass, one case of the neck,
two cases of pulmonary nodules, and one case
of a thoracic mass5,6,19-21. Major anomalies have
been reported, including esophageal atresia,
annular pancreas, sacral vertebrae and
hypoplastic kidney22.

Seven newborns had gastrointestinal system
involvement and five of them died. Intestinal
obstructions and perforations were the main
complications in these cases. Newborns with
extraabdominal solitary or multicentric nodules
must especially be evaluated for intraabdominal
involvement, with body imaging by ultrasound,
CT, or magnetic resonance imaging (MRI)
Ultrasonography and CT of the abdomen were
normal and there was no visceral involvement

in our case. Another poor prognosis criteria is
cardiopulmonary involvement which has a high
mortality rate.

Although skin and subcutaneous involvement
is common in IM, our literature survey did not
reveal abdominal wall involvement in a
newborn with similar size and localization as
in our case. One abdominal wall involvement
in an infant was decribed by Liew et al.11.

Mentzel et al.23 described a newborn having
congenital clitoral involvement who later
developed a 0.6 cm skin lesion in the abdominal
and chest wall.

Because of the hemangiomatous appearance,
pediatricians and pediatric surgeons must be
aware of multicentric localization and the
possibility of visceral involvement of IM. Delay
in diagnosis and therapy seems important
especially in visceral ones as they threat on life
in newborns.
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