
151

Caso Clínico

Revista SPDV 78(2) 2020; Fibroma esclerótico solitário; R. Bouceiro-Mendes, M. Mendonça-Sanches, S. Antunes-Duarte, L. Soares-de-Almeida.

Fibroma Esclerótico Solitário     
R. Bouceiro-Mendes1, M. Mendonça-Sanches1, S. Antunes-Duarte1, L. Soares-de-Almeida1,2 
1Centro Hospitalar Universitário Lisboa Norte, Hospital de Santa Maria, Serviço de Dermatologia
2Instituto de Medicina Molecular, Faculdade de Medicina da Universidade de Lisboa 

RESUMO – O fibroma esclerótico (FE), também conhecido por colagenoma estoriforme, é um tumor cutâneo benigno e raro, que 
normalmente se manifesta como uma pápula ou nódulo assintomático e de crescimento lento. É mais comum na cabeça, região 
cervical e membros superiores, mas tem sido descrito também noutras localizações, como no tronco, mucosa oral e leito ungueal. O 
FE pode surgir como uma lesão solitária ou múltiplas, podendo ocorrer de forma esporádica ou em associação à síndrome de Cow-
den. Apresentamos um caso de FE solitário não associado à doença de Cowden com características clínicas e histológicas típicas.
PALAVRAS-CHAVE – Esclerose; Fibroma; Neoplasias da Pele.

Solitary Sclerotic Fibroma    
ABSTRACT – Sclerotic fibroma (SF) or storiform collagenoma is a rare and benign skin tumor. Clinically, it usually presents as an 
asymptomatic, slowly growing papule or nodule on the skin of the head, neck and upper extremities. Other locations have been des-
cribed including the trunk, oral mucosa and nail bed. SF can present either as a solitary tumor or as multifocal cutaneous lesions and 
it may occur sporadically or in association with Cowden syndrome. Herein, we report a case of a solitary SF with typical clinical and 
histologic features, not associated with Cowden disease.
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INTRODUCTION
Sclerotic fibroma (SF), also known as storiform collage-

noma is a rare, benign skin tumor that usually presents as a 
clinically asymptomatic, slowly growing, round to ovoid sha-
ped, skin-colored papule or nodule.1-3 It is more common on 
the skin of the head, neck and upper extremities but other 
locations have been described including the trunk, oral mu-
cosa and nail bed.2,4 It occurs both in males and females and 
affects mainly young adults and middle-aged individuals. SF 
manifests either as a solitary sporadic tumor or as multiple le-
sions within the cutaneous manifestation of Cowden disease, 
an autosomal dominant genodermatosis.2-4 Herein, we pre-
sent a case of a solitary SF with typical clinical and histologic 
characteristics, displaying hypocellular collagen bundles with 
clefts in a patient with no evidence of Cowden disease.

CASE REPORT
A 66-year-old Caucasian male patient was seen in our 

outpatient clinic due to an asymptomatic skin nodule on his 
left shoulder. The lesion had developed slowly over a period 

of more than twenty years. The patient denied previous local 
trauma, surgical interventions or any other similar skin lesions 
elsewhere. Physical examination revealed an asymptomatic, 
well-delimited, flesh-colored, 2 cm nodule, with a hard con-
sistency, situated on the patients’ left shoulder (Fig. 1). There 
were no other significant skin lesions.

The nodule was surgically excised in total. Histological 
examination revealed a well-circumscribed hypocellular der-
mal lesion consisting of hyalinized collagen bundles in a sto-
riform pattern, separated by clefts. There was no architectural 
or cytologic atypia of the tumor cells, which were covered by 
an atrophic epidermis (Fig. 2A-B). Immunostaining was positi-
ve for CD34 (Fig. 2C). These findings were consistent with the 
diagnosis of SF. There was an uneventful postoperative reco-
very with no signs of relapse at 12-months’ follow-up.

DISCUSSION
SF was first reported in 1972 by Weary et al. in a biopsy 

of a lesion from the tongue of a patient with Cowden syn-
drome.1,5 When multiple lesions are present, SF serves as a 
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clue for the presence of Cowden syndrome.3 In 1989, Rapini 
and Golitz reported 11 cases of solitary SF in patients wi-
thout Cowden disease.1,2 In fact, when present as a solitary 
lesion, such as in our case, SF is benign, and treatment is 
usually not warranted, apart for aesthetic reasons.1 Howe-
ver, even in such cases, a detailed clinical and physical in-
vestigation of the patient is recommended, in order to rule 
out the diagnosis of Cowden syndrome.

Despite its low incidence it must be considered in the 
differential diagnosis of other well-circumscribed skin tu-
mors, such as dermatofibroma, sclerotic lipoma, fibrolipo-
ma, giant cell collagenoma, pleomorphic fibroma, benign 
fibrous histiocytoma, intradermal Spitz nevus and giant cell 
angiohistiocytoma.2 Since the clinical signs are non-spe-
cific, histology is required to confirm the diagnosis.6 On 
histopathology sections, SF is a sharply circumscribed, non-
-capsulated, but well demarcated dermal nodule compri-
sing hyalinized and dense collagen bundles arranged in a 
plywood-like or whorled pattern, with striking hypocellularity 
to almost complete acellularity (with scarce fibroblasts). Pro-
minent clefts are present between the thick collagen bun-
dles.1-3,5-7 Immunohistochemistry of these lesions reveals 
positivity for CD34+ and vimentin and negativity for neuro-
filaments, S-100, neuron-specific enolase (NSE), carcinoge-
nic embryonic antigen (CEA), embryonic membrane antigen 
(EMA), high molecular weight keratin and cytokeratin.1,2 It is 
unclear whether SF represents the later and sclerotic stage 
of other more cellular neoplasms or a true individualized fi-
brocystic tumor.3,4,6,7 The former opinion is based by the fin-
dings that dermatofibroma-like tissue is often admixed with 
SF tissue.6,8 The opinion that SF is a distinct, sharply defined 
fibroma with a peculiar fast tendency towards an early scle-
rotic stage is supported by the presence of ongoing type I 
collagen synthesis and positive immunostaining for prolife-
rating cell nuclear antigen (PCNA) and Ki-67, that suggest 
that it is in fact a growing and proliferating neoplasm.6,7
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Figure 1 - Sclerotic fibroma, intraoperative picture: an elliptical exci-
sion was performed followed by primary wound closure.  

Figure 2 - Sclerotic fibroma, histopathological aspects: (A) Well-circumscribed diffuse hypocellular dermal nodule (H&E x25); (B) Hyalinized colla-
gen bundles in a storiform pattern, separated by empty clefts (H&E, x100); (C) Positive immunostaining for CD34 (CD34, x100). 
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In sum, SF is a rare skin tumor that has a very characte-
ristic histology, but whose clinical signs are non-specific. As 
such, SF must be considered in the differential diagnosis of 
other well-circumscribed skin tumors. When multiple lesions 
are present, Cowden disease must be excluded. When pre-
sent as a solitary lesion, as in the presented clinical case, 
no further investigation or treatment are generally required.
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