CASE REPORT

Perineal Mass in One-Year-Old Boy: Rare Presentation of Fibrous Hamartoma

of Infancy
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Abstract- Fibrous hamartoma of infancy is a rare benign tumor that’s mainly detected in the upper trunk. In
this study authors report a 1-year-old case of perianal fibrous hamartoma which was successfully managed
without need to orchidectomy or urethral manipulation.
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Introduction

Fibrous hamartoma of infancy (FHI) is a
mesenchymal tumor of the subcutaneous tissue which is
characterized by a focal composition of rapidly growing
mature cells in affected anatomical site (1-3).

Although this tumor has been generally reported in the
upper torso, it hardly may occur in genital region (2). This
rare tumor is usually diagnosed in males less than 2 years
of age; most of them (91%) are below one (4). FHI afflicts
males twice to thrice more than females (5).

Due to rare occurrences of FHI in para-testicular area
and the importance of precise diagnosis and approach to
it; we hereby report a case of 1-year-old boy with fibrous
hamartoma of infancy in perianal region.

Case Report

An 1-year-old boy, born out of a non-consanguineous
marriage and an uneventful prenatal period, turned up as
an outpatient with a chief complaint of a painless,
progressive swelling of right scrotum since 10 months
old. He had negative history of previous inguinal trauma,
swelling or edema. The patient didn’t complain of fever,
weight loss or other constitutional symptoms before his
recent presentation. In the general appearance, he was
founded as a healthy active baby. Vital signs were stable
(BP=100/60, T=36.5 C, PR=90, RR=18, 02 sat=98%),

and the patient was generally normal without
lymphadenopathy or any skin lesion. Heart sounds were
normal, and his lungs were clear. Abdominal examination
revealed no erythematous lesion, ascites, tenderness or
palpable mass. In local exam, a 10*30 mm”2 mass
without a stuck was found in right hemiscrotum, the
overlying skin was firm without tenderness, erythema or
inguinal lymphadenopathy was not observed. It wasn't
warm or mobile.

Hematologic assay for hemoglobin level, leukocyte
count and differentials and Erythrocyte Sediment Rate
were normal. The Sonogram showed a 16*23*36 ill-
defined heterogeneous mass without pelvic invasion,
suggestive of teratoma or hemangioma and recommended
further evaluations with pelvic MRI. The (voiding
cystourethrogram) VCUG  reported no urethral
involvement. MRI also reported a 38*20 mm”2 oval
shaped soft tissue mass lesion with irregular margins in
perineum, posterior to the root of right scrotum. The mass
had heterogeneous, mainly low signal intensity in TIW
and T2W images (Figure 1) and showed mild
enhancement especially in periphery after contrast
injection. No invasion or lymphadenopathy was seen.
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Figure 1. T1 and T2 images of MRI from scrotal mass

After obtaining the written informed consent for
possible orchidectomy with the impression of scrotal
mass, the patient was sent to the operating room. The
patient was positioned in lithotomy and the mass was
completely resected through scrotal incision. Frozen
sections were also sent for histopathological evaluation
from the tumor bulk and its surgical margins
intraoperatively. Although urethra was involved with the
tumoral tissue, it was successfully saved and as the mass
was partly adhered to scrotal skin, scrotoplasty was done
in the end.

Macroscopic study revealed pieces of scrotal mass
with overlying skin in some areas of it. Microscopic
investigation also showed bland fibrous spindle cells
delimiting islands of mature fat besides immature
mesenchymal cells with scant cytoplasm and bland
straight and wavy nuclei with trabecular features with no
mitotic figures. Final diagnosis was Fibrous Hamartoma
of Infancy (FHI).

Figure 2. Micrograph showing three characteristic parts of fibrous
hamartoma of infancy. Fat cells, trabecular immature mesenchymal
cells with scant cytoplasm and wavy nuclei and fibrocollagenous tissue

Discussion

Fibrous hamartoma of infancy is a seldom occurring,
benign soft tissue neoplasm of children under two years
of age (3,6). History of the disease goes back to 1956
when Reye described it as "subdermal fibrous tumor of
childhood” with consumed etiology of abnormal
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regeneration after an unknown injury (7). 9 years later
(1965) Enzinger introduced the term "fibrous hamartoma
of infancy” as a distinctive category of pediatric soft
tissue neoplasms (1). FHI is the best defined by WHO as
a benign, irregular marinated superficial soft tissue
proliferation, with three characteristic components;
mature adipocytes, collagen bands and primitive
mesenchymal cells (8).

The most common presentation of this uncommon
neoplasm shows up as a firm, painless, subcutaneous
lesion. While FHI grows so rapid, but it is benign in
nature. It presents as a solitary mass of axillary region,
upper arm, shoulder, back or inguinosacral areas in most
patients (1). Synchronous or metachronous lesions have
also been reported (1,4,9,10). Associated symptoms of
hyperpigmentation and hypertrichosis of the overlying
skin is rare (1,4,9,11) It has male tendency 2.4:1 whereas
91% of cases are under 12 months and in 23% of patients,
it has existed at birth (12). The size of tumor ranges from
0.5 to 10 cm (8,13). There's no evidence of familial
association or syndrome yet, but different translocations
have been found (13-15).

FHI could be misdiagnosed with lymphadenopathy,
rhabdomyosarcoma or neural tissue malignancies in
practice (3). The histogenesis of FHI is unclear and long
lists of benign or malignant tumors are in differential
diagnosis regarding its pathologic features (1).

The so-called "serpentine pattern™ of ultrasonography
wasn't detected in our case, so for better evaluation of the
extent of invasion, MRI was required.

FHI has a progressive behavior at first, but if it’s left
without treatment, its growing slows down and stops by
age of five, although regression has never been shown.
(1,5,16). Even though its first presentation may be
misleading to malignant tumors, metastasis has not been
reported yet and the rate of local recurrence after wide
surgical excision is as low as 16% (1,4). The treatment of
choice is surgical excision. There are two different
approaches here, while one recommendation is
combination of sub-total with second look excision (5)
the other one suggests wide surgical resection with
intraoperative frozen section confirmation (9), in order to
ensure complete removal of the tumor. In this case,
tumoral tissue was resected with clean margins confirmed
by frozen sections and the nearby anatomical organs were
preserved.
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