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Fibrous Hamartoma of Infancy Manifested as
Multiple Nodules

— A Case Report —
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Fibrous hamartoma of infancy is an uncommon benign fibrous proliferation,
usually presenting as a solitary nodule.
A rare example of multiple fibrous hamartoma of infancy is described. Two mass-
es which developed in the upper arm of a 10-month-old boy were successfully
excised, and one month later three small nodules 2 cm below the previous oper-

ation field appeared.

It will be further elucidated whether multiple forms and early recurrence are

related or not as cases accumulate.
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INTRODUCTION

FIbl'OUS hamartoma of infancy is a relatively rare
subcutaneous tumor showing unique clinical and
pathological features. It was first described by Reye
in 1956 (Reye, 1956) and later defined as an entity by
Enzinger in 1965 (Enzinger, 1965). Enzinger (Enzinger,
1965) reviewed 30 cases and termed the lesion as “fi-
brous hamartoma of infancy’, hereby, clearly charac-
terizing the unique clinical and pathological features
of this lesion.

As a rule, the tumor develops as a rapidly-growing
single subcutaneous tumor in children below the age
of two. Although poor circumscription of the tumor
makes local recurrence occaisional, it always pursues
a completely benign course. Virtually all cases are soli-
tary, and multiple forms are exceedingly rare (Enzinger,
1965); after more than 20 years, 120 cases have been
collected including only one case of multiple form (En-
zinger, 1988). A single report was found in Korean liter-
ature (Suh et al., 1985), where three cases of fibrous
hamartoma of infancy were described. All represent-
ed as a single mass.
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The case presented here is a multiple form of fibrous
hamartoma of infancy in a 10-month-old boy, which
recurred one month later after the first local excision.
The recurrence might be the result of multiple develop-
ment de novo rather than incomplete excision.

CASE REPORT

Clinical Findings

A normally developed, healthy, 10-month-old male
infant was admitted because of two firm, non-tender
and non-movable subcutaneous nodules located in
the middle of the left upper arm. The nodules had
grown larger over the previous three months, and one
of them was firmly attached to the overlying skin. A
complete physical examination revealed no palpable
nodules in other sites. Symptoms or signs related to
these masses were absent. The nodules were com-
pletely excised, and there as no remaining mass at
the time of operation. The larger one, 4 x 2cm, was
in the ventro-lateral aspect and the smaller one,
2x1em, was in the dorso-medial aspect. Two masses
were 3cm apart and separated by normal subcutane-
ous tissue.

One month after the initial excision, the patient was
brought back to the hospital for a newly growing mass,
2x2cm, in the medial aspect of the left upper arm 2cm
below the previous operation field (Fig. 1). This recur-



244

4x2cm

Previous incision

2x1 Operation scar

xlecm

Newly developed nodule

2x2cm

Fig. 1. Two discrete nodules were found in the upper arm
initially, One month later, multiple nodules developed 2cm be-
low the operation scar

rent mass had grown very rapidly over one month peri-
od and was freely movable. At surgery, one thumb
tip sized and two pea-sized nodules were found in the
subcutaneous tissue. There was no recurrent mass at
the previous excisional site. Wide excision was carried
out.

The child has been well up until today, at the-age
of 20 months, without recurrence.

Pathologic Findings

The specimen at the first operation consisted of two
lumps of firm fibroadipose tissue which measured
45x25x2cm and 5x3x2cm, respectively. They were
not encapsulated. The cut surfaces were glistening
gray-white with irregular islands of yellow fat and fo-
cal myxoid areas.

The specimen from the second operation consist-
ed of several pieces of fibroadipose tissue, ranging
from 1.2cm to 35cm. The gross appearance was iden-
tical to that of the previous operation.

Histologic examination: Multiple nodules were strik-
ingly similar in histologic findings. Three distinct types
of tissue, that is, fibrous trabeculae, myxovascular area
and adipose tissue, were intermixed, forming a vague
organoid pattern (Fig. 2). The fibrous trabeculae, which
was composed of bundles or fascicles of fibrocytes
and considerable amounts of mature collagen, com-
prised the major component of this tumor. The second,

P.-M. Jung, E.-K. Hong

myxovascular tissue consisted of bipolar or stellate
spindle cells in myxoid and richly vascular stroma.
Lymphocytic infiltration was present in these myxoid
areas. Alcian blue stain revealed that the myxoid area
contained acid-mucopolysaccharide. There were also
islands of mature adipose tissue closely intermixed with
the above two components (Fig. 3). There was no cap-
sulation and the tumor showed infiltrative growth to the
surrounding normal subcutaneous tissue. No cellular
anaplasia or mitotic figures were encountered (Fig. 4).
Minute nodules from the second operation also dis-
closed same histologic features. Deposition of
hyalinized material in the myxovascular area was seen
more frequently than in the previous operation.

DISCUSSION

Fibrous hamartoma of infancy usually develops dur-
ing the first two years of life as a small rapidly-growing
mass in the lower dermis or subcutis. In 15%-20% of
the cases, it presents at birth. The principal location
is the axilla, followed by the upper arm, thigh, ingui-
nal region, shoulder, back, and forearm (Enzinger,
1988). Until now, single cases have been reported em-
phasizing unusual locations (Dehner, 1987; Mltchell et
al., 1982; Robbins et al., 1970; Wexler et al., 1979).
A case report showing development in an internal or-
gan was also reported (Baarsma, 1979). It is three
times more common in boys than in girls.

Virtually all cases are solitary. Multiple forms are ex-
ceedingly rare. The present case is a rare example
of multiple fibrous hamartoma of infancy in that two
nodules developed synchronously at the same site,
and three other nodules occurred a short time after
the first excision. Although the latter nodules developed
in the same upper arm after local excision, the site
was 2 cm distant from the first operation site. There
is no difference clinically or histologically from single
to multiple forms. Further elucidation of multiple forms
may be possible as cases accumulate. There is no
evidence of familial incidence (Enzinger, 1988).
Although congenital forms are not uncommon, no as-
sociated maliformations or other neoplasms have been
found and the rarity of multiple forms differentiate this
tumor from other congenital fibrous proliferations of
infancy.

The tumors are usually poorly circumscribed and
blend with the surrounding subcutaneous tissue (En-
zinger, 1965). When the tumor is incompletely excised
due to poor demarcation, recurrence may follow.
However, its clinical course is completely benign. It is
important to recognize this tumor properly and not
overtreat it (Lee et al., 1988).
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Fig. 2. Close intermingling of distinct three patterns in one field. Fibrous trabeculae is the major component of this tu
(H & E, x40).

PER L N S S R R
Fig. 3. Spindle or stellate shaped mesenchymal cells and blood vessels in myxoid area, admixed with mature fibrous tissue
and fat (H & E, =x100).
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Fig. 4. No cellular anaplasia or abnormal forms are present in any three components of the tumor (H & E, x200).

These tumors also have very distinct histologic fea-
tures which clearly differentiate it from other fibrous
tumors once a pathologist has experienced it. The
tumor invariably shows three different tissue compo-
nents forming a vague, irregular, organoid pattern (En-
zinger, 1988). These elements occur in varying
proportions. They include 1) intersecting trabeculae
of fibrous tissue, 2) loosely textured areas of imma-
ture mesenchymal cells, and 3) mature adipose tis-
sue. The immature appearance of primitive
mesenchymal cells in myxoid areas mimicks some
malignant lesions. However, there is no anaplasia, and
mitotic figures are infrequent (Enzinger, 1965: Lee et
al., 1988). Enzinger emphasized this remarkable
uniformity of microscopic and clinical features. He sug-
gested the term “fibrous hamartoma of infancy” due
to its organoid microscopic structures and frequent
occurrence at birth and in the immediate postnatal
period (Enzinger, 1965), 1965). His assumption was
later confirmed by ultrastructural study (Greco et al.,
1984). The principal cells in the fibrous and mysxovas-
cular areas were spindle-shaped or stellate. The stel-
late cells showed immature mesenchymal cells, and
the spindle-shaped cells showed fibroblasts. There
were also transitional cells or preadipose fibroblasts,
as well as mature fat cells in the fat, which were con-

sidered an early step in the maturation of adipose tis-
sue. Myofibroblasts were also demonstrated (Benjamin
etal., 1977; Greco et al., 1984). The blood vessels in
the myxoid area were also prominent, showing fea-
tures of growing capillaries. This ultrastructural study
demonstrated the hamartomatous nature of the tumor.

When Reye first described this lesion, he suggest-
ed that progressive maturation to adult fibrous tissue
might be a reparative process rather than a true ne-
oplastic proliferation (Reye, 1956).

Since fibrous hamartoma of infancy is not seen af-
ter the age of three, one has to assume that its peak
growth occurs in early childhood and thereafter be-
comes quiescent and regresses spontaneously. Ben-
jamin et al. reported such a case, in which
myofibroblasts were demonstrated by electron
microscopy (Benjamin et al., 1977). They suggested
that the contraction of myofibroblasts was responsi-
ble for tumor regression. In point of view of treatment,
it may be that operative removal is not the best ap-
proach. A period of observation might be considered
in the hope that the active phase will subsideand the
mass become reduced to an area of quiescent scar
tissue (Reye, 1956).

Local recurrence of the tumor after incomplete ex-
cision has been reported, and it has been treated suc-
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cessiully by wider local excision (Enzinger, 1965). The
tumor has irregular boundaries, and outposts of the
main growth are to be found at a distance as minute
nodules embedded in the fat (Reye, 1956). For this
reason, total extirpation cannot be achieved in the first
operation. Lately-developed nodules in the present
case may have originated from these satellite minute
nodules however, the operative finding strongly sug-
gests the possibility of truly multiple occurrence. The
nodules developed in a very short time after the first
operation. There is no clear description of whether
there is any relation between multiplicity and recur-
rence. However, we think that metachronously deve-
loped nodules from multiple foci de novo may manifest
as recurrent lesions clinically. When multiple nodules
occur, close follow-up is recommended to find newly-
developing nodules in the vicinity.
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