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Infantile Myofibromatosis:
A Case with Skull and Rib Involvement
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=Abstract= A case of infantile myofibromatosis with skull and rib involvement was
reported. The patient was an 8-month old female infant presented with an enlarging
skull mass. On systemic evaluation, 2 skull masses and three rib lesions were detected.
Diagnosis was made histopathologically with excised skull mass. The clinicopa
thological features of the case are described.
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INTRODUCTION

Since the initial report of 2 cases of "con

genital generalized fibromatosis" by Stout
(Stout 1954), numerous additional examples of

this disease entity have been described in the
literature under various synonyms. The term of
infantile myofibromatosis was coined by
Chung and Enzinger based on histologic and
ultrastructural evidence that myofibro
blasts were the cells of origin(Chung and
Enzinger 1985).

The most prominent clinical manifestation
of infantile myofibromatosis is the development
of firm, discrete nodules in the skin, muscle, or
subcutaneous tissues. It could also involve
internal organs such as the lung, gastrointesti
nal tract, etc. The prognosis for solitary lesion

is considered uniformly good, except for poss-
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ible local recurrence. In the multiple form of the
disease, the mortality is high when internal vital
organs are involved(Wiswell et al. 1985).

We here report a case of infantile myo
fibromatosis in an 8-month-old female infant
with multiple skull and rib involvement.

CASE REPORT

An 8-month-old female infant was brought
to the Neurosurgery Service of Seoul National
University Children's Hospital(SNUCH) because
of an enlarging skull mass. Past medical history
indicated that she was born via normal full term
spontaneous delivery without perinatal pro
blems. At 1 month of age, a right anterior par
ietal subcutaneous mass was detected by her
mother. The mass was about 1-cm in diameter,

soft in consistency, and covered by normal

skin. She had been admitted to another hospi

tal. On systemic work up done at that hospital

a right occipital skull lesion was detected on
skull plain X-ray that was impalpable on physi

cal examination. A palpable left antecubital

mass was detected. She had no family history

of subcutaneous nodules or skull masses. Be
cause of elevated serum aspartate aminotrans-
















