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Introduction 
Circumscribed storiform collagenoma (CSC), also 
known as solitary sclerotic fibroma, is a rare benign 
tumor; there are less than 100 case reports in the 
world literature [1,2]. This condition was recognized 
in 1972 by Weary et al. in the tongue biopsy 
specimen of a patient with Cowden syndrome (CS), 
[2]. This syndrome is characterized by the 
development of multiple hamartomas in different 
body segments, mainly in the skin and 
gastrointestinal tract; its prevalence has been 
estimated as 1:200,000 individuals [3]. We describe a 
case of a CSC not associated with Cowden disease. 

 

Case Synopsis 
A 56-year-old woman with a medical history of long-
standing psoriasis treated with subcutaneous 
methotrexate 25mg/week reported an 

asymptomatic skin lesion located on the fourth 
finger of the left hand. The skin lesion had been 
present for seven years, but she never requested 
medical assessment. The physical examination 
revealed a firm, skin-colored, dome-shaped nodule 
that was 7mm in diameter (Figure 1). On 
dermoscopic evaluation there was a structureless 
white background surrounded by a delicate 
erythematous halo. Short arborizing vessels and a 
focal area with thick yellowish scale were also noted 
(Figure 2). The patient underwent excisional biopsy 
of the nodule. Histopathological examination 
showed a well-circumscribed, hypocellular dermal 
nodule, composed of hyalinized collagen bundles 
arranged in a whorled pattern separated by clefts, 
consistent with a CSC (Figure 3). There was no 
recurrence of the skin lesion in the first year. 

Abstract 
Circumscribed storiform collagenoma is a rare 
benign tumor. It appears as an isolated skin lesion or 
as part of the clinical spectrum of Cowden syndrome. 
The pathogenesis is still controversial. Although its 
clinical expression is heterogeneous, it has a 
characteristic histological pattern. We describe a case 
of a solitary circumscribed storiform collagenoma not 
associated with Cowden syndrome. 

Figure 1. A firm, skin color, dome-shaped nodule that was 7 mm 
in diameter located on the fourth finger of the left hand. 
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Case Discussion 
Multiple CSCs have been considered as another 
specific cutaneous marker of CS, as clinically useful as 
facial trichilemmomas [4]. In some case reports, a 
solitary CSC was the only clue before establishing a 
definitive diagnosis of CS [5,6]. Rapini et al. reported 
eleven patients with solitary lesions without clinical 
evidence of this genodermatosis [7]. Circumscribed 
storiform collagenoma has also been described in 
patients with Lhermitte-Duclos disease, Bannayan-
Ruvalcaba-Riley syndrome, and Rubinstein-Taybi 
syndrome [8].  

The pathogenesis of CSC is still controversial. Its 
association with Cowden syndrome, the tendency to 
recurrence, the expression of cell proliferation 
markers such as PCNA (proliferating cell nuclear 
antigen) and Ki-67, and the evidence of synthesis of 
type I collagen support the concept that it is a fibrous 
tumor with active growth [4-6,9-11]. In contrast, the 
presence of focal areas with CSC-like changes in 
other neoplastic and inflammatory lesions 
(dermatofibroma, neurofibroma, angiofibroma, 
fibroma of the tendon sheath, pleomorphic fibroma, 
melanocytic nevi, sclerotic lipoma, giant cell 
collagenomas, giant cell angiohistiocytoma, 
erythema elevatum diutinum, or folliculitis) supports 
the theory that CSC is an involutional stage of a 
preexisting lesion or a distinctive pattern of 
degenerated connective tissue [1,2,12,13]. 

Circumscribed storiform collagenoma occurs in 
middle-aged individuals with a slight predominance 
in women [2,5]. It appears as a firm, pink, whitish or 
skin color papule or nodule. It is usually an 
asymptomatic skin lesion with a slow growth pattern 
[2,8]. It is more frequent in the face, neck, and limbs, 
but it can also appear on the trunk, scalp, oral 
mucosa and even unusual sites as nail bed or 
nasolacrimal duct [1,2,5,12-14]. 

Histopathologically, storiform collagenoma is a well-
circumscribed but unencapsulated, hypocellular 
dermal proliferation, composed of hyalinized 
collagen bundles arranged in a whorled or plywood-
like pattern, separated by clefts [6,12]. 
Immunohistochemical stains are positive for 
vimentin, focally positive for CD34, and factor XIIIa  Figure 2. Dermoscopy. Structureless white background 

surrounded by a delicate erythematous halo, short arborizing 
vessels and a focal area with thick yellowish scale. 

Figure 3. A well-circumscribed, hypocellular dermal nodule, 
composed of hyalinized collagen bundles arranged in a whorled 
pattern separated by clefts. H&E, A) 10, B) 40. 
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[2,6]. Electron microscopy reveals collagen fibrils of 
40-50nm in diameter interspersed with electrodense 
parallel linear structures; these collagen fibrils also 
show cross striations that appear approximately 
every 70nm [15]. 

There are no dermoscopic criteria for CSC owing to 
its rarity. Ebadina et al. made the first dermoscopic 
description and noted a homogeneous white 
background with erythema and peripheral 
arborizing vessels [16]. A dermoscopic and 
histopathological correlation has not been 
established. Our hypothesis is that the structureless 
white area corresponds to hyalinized thick bands of 
collagen, whereas the short arborizing vessels 
correlate with vascular structures in the upper 
dermis adjacent to the tumor. The erythema may 
correspond to a phenomenon of local vascular 
congestion. 

This tumor can be treated with standard surgical 
resection; occasionally, it may show recurrence [8]. A 
recurrence time from 2.5 to 7 years after removal has 
been reported [9,10]. 

 

Conclusion 
Circumscribed storiform collagenoma is a rare 
benign tumor with a fairly heterogeneous clinical 
expression. However, the histopathological features 
are diagnostic in most cases. Although, it can appear 
as an isolated skin lesion we must exclude syndromic 
associations, mostly with Cowden disease.  
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