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Infantile Myofibromatosis(Congenital Generalized Fibromatosis)
- Associated with multiple congenital malformations and basaloid follicular hamariomas in the skin -

Eun Sook Nam', M.D., Yoo Hun Kim’, M.D., Han Kyeom Kim’, M.D.
Insun Kim®, M.D. and Je Geun Chi’, M.D.,

Department of Anatomical Pathology, Eulji Hosipital', Korea University Anam Hospital®,
Seoul National University College of Medicine’

Infantile myofibromatosis with systemic involvement is a very rare disease and is characte-
rized by numerous nodules composed of spindle cells of a myofibroblastic nature. There are
often disseminated throughout the subcutis, muscle, skeleton and viscera. We report an autopsy
case of infantile myofibromatosis in a stillborn female fetus of 32 weeks of gestation. The
nodules, Imm to 2 cm, were found over the whole body and viscera. The involved viscera were
the heart, tongue, esophagus, gastrointestinal tract, portal areas of the liver, spleen and pancreas.
There were also associated malformations, viz., frontal meningoencephalocele, flexion defor-
mities, syndactyly, cleft palate, agenesis of corpus callosum, pachypyria, diaphragmatic hemia,
renal hypoplasia, etc. Multiple basaloid follicular hamartomas of the skin were noted on the
face and extremeties. There are no previous reports in the literature of infantile myofibromatosis
in conjunction with the above skin lesion and congenital malformations. (Korean J Pathol 1995;
29: 776 ~T82)
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Fig. 1. The fetus had multiple subcutaneous nodules{armo-
whead) and scars{arrow) on whole body and contracted
extremetics. The right eve was replaced by protreded
cystic meningoencephalocele.
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Fig. 2. The gastrointestinal tract and mesentery were stud-
ded with numerous nodules, causing obstruction  and
adhesion. The largest onc of the nodules was found
between the stomach and spleen{arrow),
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Fig. 3. The brain showed hemispheral asymmetry and
pachygyria with irregular thickness of the mantle and ab-
sence of interhemispheric connection.
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Table 1. Associated congenital malformations seen in this
case of infantile myofibromatosis

Pachygyria and hydrocephalus

Agenesis of corpus callosum and right
olfactory nerve

Abnormal folia and absence of left dentate

CNS nucleus of cerebellum

Frontal meningoencephalocele through the
right orbit

Irregular arrangement of ract and nuclei in
spinal cord

Joint contraction and pseudoarthrosis

Musculo-  Fusion of distal fibula and ulna

skeletal  Asymmetry of nb

system  Abnormal development of hand and foot bone
Posterior cleft palate

Internal  Diaphragmatic hernia

organ Hyperlobulation of lung

Hypoplasia of right kidney

Fig. 4. The umbilical cord was
thickened by variable sized nodul-
£s.
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Fig. 5. The tumor nodules were
composed of fascicles or whorls
of spindle cells with eosinophilic
cytoplasm. The more primitive
looking tumor cells were pro-
liferated between the bundles of
spindle cells,

Fig. 6. Ulirastructurally, the spindle cells had intracyio-
plasmic microfilaments, dense bodies, well developed rER
and incomplete basal laminaf = 10000).
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Fig. 7. The scar in skin showed
proliferation  of hasaloid cells
forming nests and strands with
central calcification and sutroun-
ding myxoid matrix.

Fig. 8. There were irregular cor-
tical plates and neuroblasts mig-
rated into the subarachnoid space
through the pia mater.
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