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Sclerotic fibromas of the skin (SFSs) have a very characteristic histology but the clinical signs are non-

specific. Consequently, it is extremely difficult to make a diagnosis of SFS on the basis of the clinical

findings only. We report here two cases of SFS arising on the right scapular region and the right lower

leg, respectively. Both cases were clinically similar to keloids. Skin surgeons should remember that SFSs
are an important differential diagnosis from keloids. (J] Nippon Med Sch 2018; 85: 283-286)
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Introduction
Sclerotic fibromas of the skin (SFSs) are relatively rare fi-
brous tumors of the skin. Two types of sclerotic fibromas
are known to date, namely, the type that presents as mul-
tiple lesions and is associated with Cowden’s disease’,
and the type called SFS that presents as solitary lesions
in patients without Cowden’s disease’. SFS is extremely
difficult to diagnose on the basis of clinical findings be-
cause these findings are usually non-specific; moreover,
the incidence of SFS is low. We report here two cases of
SFS in the absence of Cowden’s disease that clinically
mimicked keloids and occurred on the right scapular re-

gion and the right lower leg, respectively.

Cases

Case 1

A 19-year-old man presented with a tumor on his right
scapular region. The tumor had gradually grown over
the last 3 years and was slightly itchy. The patient was
diagnosed with autism and had severe mental retarda-
tion. There was no notable family history or past history
regarding the lesion. Doctors at a nearby hospital diag-
nosed the lesion as being a keloid and the patient was
treated with steroid tape for 6 months. However, since

the effect of the treatment was poor, he was referred to

our hospital. Clinical assessments at the first visit re-
vealed a polypoid 4x4x3 cm-nodule with a broad base
that was located on the right scapular region. The lesion
was red, waxy in appearance, and had telangiectasia on
a smooth surface without adhesion to the underlying tis-
sue (Fig. 1). Surgery under local anesthesia was not pos-
sible because the patient’s autism meant that he could
not stay still long enough for the treatment. Therefore,
steroid local injection therapy was initially tried. We first
selected triamcinolone local injection therapy, and carried
out treatment four times at a frequency of once every
two months. Although the tumor surface softened
slightly, the injections did not effectively induce tumor
shrinkage. The nodule was then surgically excised under
general anesthesia and the surrounding skin was su-
tured.

Histopathology of the resected specimen showed that
the tumor was a well-defined hypocellular dermal nod-
ule with an exophytic growth pattern (Fig. 2a). It con-
sisted of thick eosinophilic sclerotic collagen bundles that
were separated by clefts and had a storiform pattern
(Fig. 2b). The overlying epidermis was flattened. The nu-
clei of a few fibroblasts were seen among the hyaline col-
lagen bundles (Fig. 2b). These histopathological findings
led to a diagnosis of SFS. During the 1-year follow-up af-
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Fig. 1 Clinical findings of Case 1. The lesion was a red

polypoid 4x4x3 cm-nodule with a broad base that
was located on the right scapular region. Fig. 3 Clinical findings of Case 2. The lesion was a firm,

raised, red polypoid 3x3 cm-skin tumor that was
located on the right lower leg.
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Fig. 4 Histopathological findings of Case 2. (a) The lesion was

Fig. 2 Histopathological findings of Case 1. (a) The lesion J P . & B . @) .
. a well-defined exo- and endophytic nodule in the der-
was a well-defined hypocellular dermal nodule . . . . s
. mis. (b) The lesion was composed of thick eosinophilic
that had an exophytic growth pattern. (b) The le- .
. . . . . . sclerotic collagen bundles that were separated by clefts
sion consisted of thick eosinophilic sclerotic colla- . i
and had a storiform pattern. There were a few fibro-

gen bundles that were separated by clefts and had blasts. (H & E staining)

a storiform pattern. The nuclei of a few fibroblasts
can be seen among the hyaline collagen bundles.
(H & E staining)
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Sclerotic Fibroma of the Skin

Table 1 Summary of all case reports of sclerotic fibromas of the skin in Japan

from 1989 to 2017
Case reports in Japan Our cases
Case 1 Case 2
Age of onset (mean) 18-89 (43.2) 19 54
Male : Female 37:22 M M
mean size (mm) 12.5 40 30
Location Head and neck 42% Scapular region Lower leg

Extremities 40%

ter surgery, the lesion did not recur.

Case 2

A 54-year-old man presented with a tumor on his right
lower leg that had first appeared 30 years ago. It had
grown gradually and was painful. An examination re-
vealed it to be an elastic, hard, tender, red polypoid tu-
mor. The lesion was 3x3 cm in size (Fig. 3). The patient
had no notable prior medical problems. His laboratory
examinations were normal. The clinical findings sug-
gested that the lesion might be a keloid. However, given
the difficulty of making a clinical diagnosis, the lesion
was excised under local anesthesia.

The histopathological findings of the resected specimen
were almost identical to those of Case 1. Briefly, there
was a well-defined exo- and endophytic nodular lesion
in the dermis (Fig. 4a), and the lesion was composed of
thick eosinophilic sclerotic collagen bundles that were
separated by clefts and had a storiform pattern. There
were a few fibroblasts (Fig. 4b).

These findings led to a diagnosis of SFS. The tumor
was completely removed by surgery. During the 2

months after surgery, recurrence was not observed.

Discussion
Sclerotic fibromas were first reported in 1972 as multiple
tumors in the tongues of patients with Cowden’s dis-
ease’. Cowden’s disease is now known to be an autoso-
mal dominant disorder that is characterized by the
growth of multiple hamartomas in multiple organs’. It
also has several other key diagnostic features, namely,
trichlemmoma of the face, palmar keratosis, breast can-
cer, thyroid cancer, megakaryosis, and Lhermitte-Duclos
disease. More minor diagnostic features are lipoma, scle-
rotic fibroma, goiter, gastrointestinal hamartoma, mental
retardation, and chronic mastopathy’. In 1989, similar
sclerotic fibromas were reported in patients without
Cowden’s disease and were called SFSs*. Since neither of
our two cases satisfied the diagnostic criteria of Cow-

den’s disease, they were therefore diagnosed as having
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SFS.

In total, 59 cases of SFS have been reported in Japan
between 1989 and 2017. These 59 cases include the two
that we report here. The clinical data of these 59 cases
are summarized in Table 1. The age at resection was 18-
89 years (mean: 43.2 years), and the average lesion size
at resection was 12.5mm. There was a male predomi-
nance, and the most frequent affected sites were the head
and neck and extremities™ (Table 1). In our cases, the
clinical findings were similar to keloids, and in particu-
lar, in Case 1, the tumor occurred in the scapular region
which is the site of keloids preferentially, so it was diffi-
cult to confirm the diagnosis.

The pathogenesis of SFS tumors remains controversial:
some believe that SFSs are distinctive benign neoplasms
while others suggest that they are a degenerative termi-
nal form of other fibrous tumors such as dermatofibro-
mas. The former opinion is based on the fact that some
SFS lesions are immunopositive for proliferating cell nu-
clear antigen (PCNA) and Ki-67, which are cell
proliferation-related proteins, or human type I procolla-
gen, which indicates ongoing collagen synthesis*. The
latter opinion 1is supported by the findings that
dermatofibroma-like tissue is often admixed with SFS tis-
sue'™. The recent report by Chang et al.”” suggests that
SFSs are associated with inflammatory diseases, espe-
cially folliculitis: they tended to share the view that SFSs
are a subtype of dermatofibromas. However, it should be
noted that, in general, there are differences between der-
matofibromas and SFSs. First, dermatofibromas are often
accompanied by hyperplastic changes of the epidermis
and the boundaries of the lesions are unclear. By con-
trast, SFSs are not associated with hyperplastic changes
of the epidermis and their boundaries are clear. Second,
SFSs, but not dermatofibromas, often exhibit expansion
into the surrounding tissue. Third, the storiform pattern
in SFSs is smaller than that in dermatofibromas. Fourth,
SFSs, but not dermatofibromas, are associated with no-

ticeable hyalinization of collagen fibers.
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In relation to the latter histopathological feature, the
hyalinized collagen fibers in SFSs somewhat resemble
keloidal collagen. However, it is often easy to differenti-
ate them: the hyalinized collagen in keloids is thicker
and exhibits a ripple-like arrangement rather than a clear
storiform pattern.

In summary, SFSs are relatively rare soft tissue tumors
of the skin that show characteristic histopathological
findings but non-specific clinical findings. Skin surgeons
should include SFSs in the differential diagnosis of
keloids or hypertrophic scars.

Conflict of Interest: None declared.
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