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INTRODUCTION

Dermatofibroma (DF), originally described by 
Unna  [1] in 1894 [2], is a common benign dermal 
neoplasm formed by proliferation of histiocytes 
and fibroblast, so also called as benign fibrous 
histiocytoma)  [3]. They usually present with 
solitary or multiple, flesh coloured to brown, firm, 
asymptomatic or mildly tender papule, plaque or 
nodule of 1cm in diameter with tethering of the 
overlying epidermis to the underlying lesion. On 
lateral compression of lesion they show a dimpling 
over the surface known as “dimple sign” or “button 
holing”. Most common on extremities, especially the 
lower limbs and often seen in women [4]. There are 
numerous clinicopathological variants such as cellular, 
aneurysmal, atypical, epitheloid, atrophic, lichenoid, 
keloidal and ulcerative fibrous histiocytoma [5-7] 
out of which our case presented with a rare group of 
atypical benign fibrous histiocytoma.

CASE REPORT

A 52 year old lady came with c/o asymptomatic multiple 
pigmented raised skin lesions over her right arm and both 
lower limbs since 5 years. Initially started as a single lesion 
over her left leg which then gradually increased in number 
and started to involve the other leg & Rt arm over the past 
1 year. H/o topical application of clobetasol with salicylic 
acid cream over the lesion for 3 weeks present but did not 
showed any change in lesion except the surrounding skin 
hypo pigmentation. The patient had no h/o trauma prior 
or any other significant medical problem.

On examination, multiple well defined oval 
hyperpigmented nodules of varying size of 2 cm× 1.5 cm 
present over anterior aspect of right arm and medial as 
well as lateral aspect of both lower limbs. On palpation, 
it was firm, non tender, mobile with tethering of skin 
to underlying structure and dimpling was present on 
lateral pressure of the lesion (Figs. 1 and 2).
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Routine investigations like CBC, LFT, RFT, Urinalysis, 
serology was within normal limit. We arrived into a 
differential diagnosis of dermatofibroma, malignant 
melanoma, atypical dysplastic nevus, angioma and 
fibrous xanthogranuloma.

Although the initial clinical diagnosis was dermatofibroma, 
establishing a conclusive diagnosis was difficult initially. 
A wide local excisional biopsy of single lesion was done 
which revealed atypical benign fibrous histiocytoma 
with feature of mild irregular acanthosis &dermis 
showed ill defined lesion comprised of spindle cells 
which exhibit mild atypia and giant cells. These cells 
were surrounded by collagen bundles and the lesions 
were extending upto subcutaneous tissue (Figs. 3 and 
4) and later immunohistochemical staining was done 
which showed CD 34 negative and positive for Factor 
XIIIa and vimentin.

Prior to the study, patient gave written consent to the 
examination and biopsy after having been informed 
about the procedure.

DISCUSSION

Atypical benign fibrous histiocytoma (ABFH) was first 
described by Fukamizu et al in 1983. It is also known as 
atypical fibrous histiocytoma or dermatofibroma with 
monster cell [8]. It is due to proliferation of fibroblastic 

and histiocytic cells, occurs frequently in the dermis. 
A deep penetrating type involving subcutaneous tissue 
is usually rare comprising less than 2% of all FH [9]. 
They usually occurs as a nodule on the lower extremities, 
especially in adults with male predominance [7,10].

Histopathological variants like cellular, atypical, 
aneurysmal DF as well as dermatofibroma arising on 
the face, subcutaneous and deep soft tissues have an 
increased risk for local recurrence (upto 20%) and have 
been reported to metastasize to the lymph node and lungs 
and even caused death in some patients [11-13]. Out of 
all these AFH alone tends to show a higher recurrence rate 
of 14% than ordinary fibrous histiocytoma (2-3%) and 
even rare metastases have been described [7,11,14,15].

Interestingly, our case reported herein was clinically 
characterized by the presence of multiple lesions, 

Figure 2: A well defined hyperpigmented nodule over the right arm

Figure 3: Tumour shows irregular acanthosis with a large area of 
illdefined lesion composed of spindle cells with atypia & giant cells 
with focal extension into subcutaneous tissue. 

Figure 4: Dermis shows ill defined lesion comprised of spindle cells 
with atypia and giant cells which are surrounded by collagen bundles

Figure 1: (a). Multiple well defined hyperpigmented oval nodules over 
both lower limbs  (b). A closer view of nodule over left upper thigh.
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involving both upper as well as lower extremities, 
histopathologically revealed an unusual atypical 
variant of DF with invasion of atypical cells into the 
subcutaneous tissue. Immunohistochemical staining 
showed positivity for factor XIIIa and vimentin and 
negativity for CD34 thus differentiates ABFH from 
dermatofibrosarcoma protuberans [9,15].

As per the treatment modality, all the tumors was 
surgically excised completely with clear margins and 
the patient was adviced for regular follow up.

CONCLUSION

ABFH is a poorly recognized variant of fibrous 
histiocytoma which usually lacks a clear cut predictive 
morphological pattern. Recognition of this variant 
is important because it has high potential for local 
recurrence and metastasis and so, a complete surgical 
excision and regular follow up is recommended in all 
cases after the final diagnosis.
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