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Abstract

Observation: Collagenous fibroma (desmoplastic fibroblastoma) is a rare and benign soft tisue
tfumor, affecting mainly men in their 5th through 7th decades. These lesions are well-circumscribed,
slow-growing, firm, and painless masses of 1-15 cm diameter with oval, fusiform or disc shape. The
fumor consists of hypocellular proliferation of the spindle to stellate-shaped mesenchymal cells,
embedded in a hyalinized collagenous stroma. Up fill now, approximately 120 cases have been
reported in the literature. In the English dermatologic literature, only 5 cases have been discussed
before. In this report, a 65 year old male patient with superficial collagenous fibroma presenting with
an unusual clinical appearance over the left breast has been described. The clinicopathological
features are also discussed in comparing with other cases reported in the literature.

Introduction embedded in a hyalinized collagenous
stroma. In 1996, Nielsen et al renamed this
entity as collagenous fibroma depending on
the ultrastuctural studies which showed the

Collagenous fibroma (desmoplastic fibroblas-
toma) (CF) is a rare and benign soft tissue
tumor. It is firstly defined by Evans with 7
cases as desmoplastic fibroblastoma in 1995
[1]. These lesions are well-circumscribed,
slow-growing, firm, and painless masses of 1- ¥
15 cm diameter with oval, fusiform or disc
shape [2, 3]. While it can be encountered in
both genders, it is more commonly seen in
men in 5 to 7 decades. Typically, it affects the
subcutaneus tissue and skeletal muscles [4].
CF may be located anywhere in the body, ho-
wever, most common sites are known to be
arms, shoulders, neck and upper part of
back, feet and ankles, legs, hands, abdomen
and waist, respectively [5]. The tumor con-
sists of hypocellular proliferation of the spin-

Figure 1. Linear papulonodular lesion over the upper-
dle to stellate-shaped mesenchymal cells, medial part of the left breast.
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Figure 2. Well-circumscribed nodular lesion seen in
the dermis (H&E; x40).

Figure 4. Trichrome staining; diffuse and intense posi-
tivity (x200).

tumor cells to be mature fibroblasts and myo-
fibroblasts [6]. Up till now, approximately 120
cases have been reported in the literature. In
the English dermatologic literature, only 5
cases have been discussed before. In this re-
port a case of superficial CF on an unusual
localization has been described and compa-
red with the clinicopathological features of
other cases previously published.

Case Report

A 65-year-old male patient presented to our out-
patient clinic with a fusiform swelling that has
been slowly growing for 2 years. Dermatological
examination revealed a firm, pinkish, well-cir-
cumscribed, linear papulonodular lesion with a
size of 1x5 cm over the upper-medial part of the
left breast (Figure 1). There was no history of
trauma or surgery to the site of the lesion before it
was noticed. He had no subjective complaint such
as pruritus or pain. He had been operated because

Figure 3. Spindle and stellate shaped cells within the
eosinophilic stroma (H&E; x400).

~
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Figure 5. Positivity with vimentin staining (x200)

of an inverted papilloma in the bladder and had
adrenalectomy due to an adrenal cortical ade-
noma. Family history was not remarkable. Routine
laboratory analyses (complete blood count, liver
and kidney function tests, and complete urinaly-
sis) were all within normal limits. Histopathologi-
cal examination of the skin demonstrated a
well-circumscribed, collagen-rich and nodular le-
sion in the dermis (Figure 2). The lesion consisted
of spindle and stellate-shaped cells within the eo-
sinophilic stroma. The cells exhibited an occasio-
nal perinuclear transparency and wedge-shaped
appearance (Figure 3). Trichrome staining sho-
wed a diffuse and intense positivity (Figure 4). Im-
munohistochemical staining with SMA (smooth
muscle actin) and vimentin were positive (Figure
5). S-100, CD34, panCK (cyto-keratin), and CD68
were all negative. Based on these clinical and hi-
stopathological findings, the patient was diagno-
sed as CF. The magnetic resonance imaging of
thorax did not show any muscle or bone invasion.
After informed consent, CF lesion was treated with
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total surgical excision. No recurrence or new lesion
was observed after a one year follow-up.

Discussion

Since CF may be mistaken for many benign
and malign soft tissue tumors, the patholo-
gists generally diagnose this rare neoplasm by
histopathological examination. Therefore, app-
roximately 90% of CF cases were found to be
reported primarily by pathologists when the li-
terature was looked through. Although CF is
a benign neoplasm, the localization of the
tumor may have a mass effect and invade the
adjacent tissues. About 10% of all cases were
reported by ophthalmologists, otolaryngolo-
gists, orthopedists, or surgeons who excised
these tumors which were symptomatic in their
localization, or by radiologists who diagnosed
interesting radiological findings. In the present
case, the lesion was an asymptomatic mass
that has been growing for 2 years. Depending
on the typical histopathological findings of CF,
the diagnosis was established.

Histopathologically, CFs are well-circumscri-
bed and noncapsulated tumors. Stellate or
spindle shaped fibroblast-like cells forming the
nodules are dispersed within the collagenous
or fibromyxoid matrix. Mitotic activity is either
absent or very limited. Immunohistochemical
methods are beneficial in verification of the di-
agnosis. Vimentin stains diffusely positivite.
Muscle-specific actin and SMA display varying
degrees of positivity. Desmin, CD34, and S-
100 protein are negative [5, 7]. In the present
case, results of typical stains were found for
CF. Keloid, dermatofibroma and leiomyoma
were the main differential diagnoses. Negatif
stain for CD34 excluded dermatofibroma.
Actin and desmin stains were negative in con-
trast to leiomyoma. The histopathological fin-
dings demonstrated relatively well- circum-
scribed, collagen-rich and nodular pseudo-
capsulated lesion. The cells were dispersed
into the fibrohyalinized stroma. These fin-
dings were not similar with keloid tissue,
which has an ill-defined, infiltrative appea-
rance with fibrotic areas consisting of rough,
bright, and thick collagen fibers in the center.
Histopathological findings together with no
reccurence after surgery supported that the le-
sion was not a keloid.

Miettiren and Fetsch reported the largest series
of CF with 63 cases, which had lesions mainly

http://www.jtad.org/2014/3/jtad1483c4.pdf

on the upper extremities [5]. The other affected
body regions were lower extremities, head and
neck region, and trunk, respectively [8, 9].

Most of the CF lesions are localized in deep
soft tissue, infiltrating the underlying muscle
and/or bone, or in articular or intraabdominal
spaces. The muscle invasion was detected in
about 80% of these cases. CF lesions were
usually defined as painless, long standing,
slowly growing movable masses. Most of them
were excised because of mass effect as an eye-
lid edema due to CF of the lacrimal gland [10],
lower abdominal mass or invasion of the lesion
into the adjacent tissues such as vertebral
bone [11], the neck causing neurological
symptoms [12], and hip [13]. Trunk appears
to be the least involved body region with CFs.
These tumors were mostly reported to be deep
seated. They usually infiltrate the underlying
muscle or bone [2, 3, 4, 5, 11, 14, 15, 16,
17]. Their localizations were scapular [3], in-
frascapular region [2], abdominal wall [5], ver-
tebra [11], lower intraabdomen [2, 14],
trapezius muscle [15], supraclavicular fossa
[16], pectoralis minor muscle [4], and back
[17]. Moreover, there are some cases of un-
common CF locations, in the oral mucosa,
tongue and orbital area [18, 19, 20, 21, 22].
The last reported unusual CF case was cha-
racterized as an ulceration on toe that mimics
a diabetic foot ulcer [23]. The present case
represents the CF lesion over the left breast,
which has not been described before.

The superficial form involving dermis and/or
subcutis has been found to be well documen-
ted only in S recent cases in the English lite-
rature |2, 7, 24]. Among them, 2 are located
on the trunk as in our case.

Depending on localization, clinical and histo-
pathological features of the tumor, many be-
nign and malign soft tissue tumors and
reactive fibroblastic lesions should be consi-
dered in the differential diagnosis of CF. Des-
moid tumor, low grade fibromyxoid sarcoma,
neurofibroma, calcifying fibrous pseudofib-
rous tumor, solitary fibrous tumor, elastofib-
roma, sclerotic fibroma of the skin,
fibromatosis, perineuroma, nodular fascitis,
Gardner fibroma, and aponeuritic fibroma,
should be keep in mind [25, 26]. These lesi-
ons may be usually differentiated by histopat-
hological examination.
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In the recent studies, cytogenetic analysis has
been performed to understand the pathogene-
sis of CF [5]. Upon these findings, the break-
point at chromosome 11q12 was considered to
be pathogenetic in CF. Researchers suggested
that chromosomal rearrangements involving
11q12 may be a useful diagnostic adjunct in
distinguishing CF from desmoid tumors and
nodular fasciitis [27, 28]. Desmoid tumors
usually have extra copies of chromosome 8 or
20 or both of them, or loss of the 5q21~q22 re-
gion [29]. Although only 3 cases of nodular
fasciitis have been cytogenetically analyzed, 2
of them showed rearrangements with a 3q21
breakpoint [30].

The cytogenetic analyses of CF both help to
distinguish CF from other important lesions
and also answer the questions on the specu-
lations whether CF is a neoplasm or a reactive
condition. Specific break points in the DNA
[29]. no inciting events and no defined specific
cause of a reactive fibrous proliferation [1, 4]
support the suggestions that CF is a benign
neoplasm rather than a reactive process.

The treatment of CF is basically total excision.
Therefore, the correct diagnosis of CF avoids
unnecessary wider excisions and many other
therapies such as chemotherapy and radiot-
herapy. Miettinen and Fetsch reported no re-
currence after excision of the tumor in 39
patients who were followed up for a period of
11 years [5]. There is no data indicating what
would happen if the tumor is remained un-
treated. In this report, the CF lesion was to-
tally excised. After a follow-up period of 1 year,
no new lesion or recurrence was observed.

In conclusion, CF is a rare tumor which has a
limited available data about its typical clinical
appearance and behavior of the disease. This
case is a remarkable one due to having a cli-
nical appearance. We believe that CF should
be kept in mind in the differential diagnosis of
hypertrophic lesions.
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