World Journal of Advanced Research and Reviews

World Journal of

eISSN: 2581-9615 CODEN (USA): WIARAI s

Cross Ref DOI: 10.30574/wjarr Reviens
WJARR Journal homepage: https://wjarr.com/ .
(CASE REPORT) W) Check for updates

Dermatofibrosarcoma protuberans of the breast: A case report of a rare breast
tumour

CD Emegoakor 1, HC Nzeako 1, MI Nwosu 1, ME Chiemeka 2" and FE Menkiti 2

1 Department of Surgery, Nnamdi Azikiwe University Teaching Hospital, Nnewi.
2 Department of Anatomic Pathology and Forensic Medicine, Nnamdi Azikiwe University Teaching Hospital, Nnewi.

World Journal of Advanced Research and Reviews, 2021, 11(02), 112-116
Publication history: Received on 05 June 2021; revised on 27 July 2021; accepted on 29 July 2021

Article DOI: https://doi.org/10.30574 /wjarr.2021.11.2.0317

Abstract

Introduction: Dermatofibrosarcoma protuberans (DFSP) is an intermediate and slow-growing sarcoma, arising most
commonly in the trunk and extremities and rarely in the breast. It may be recurrent, but metastasis is rare. Excision
with good resection margins reduces the rate of recurrence.

Case Presentation: A 28-year-old lady presented with a painless lump in the left breast of 16 years duration.
Examination revealed an ulcerated firm mass, well defined, with perilesional nodules on the skin of the breast. Wedge
biopsy favoured Borderline Phylloides Tumour over DFSP. Patient was offered mastectomy and the histology of the
specimen confirmed Fibrosarcomatous DFSP.

Conclusion: This stresses the importance of histology in diagnosing a rare breast tumour. This is very important
because it may show similar appearance to other benign and malignant breast lesions, which makes clear the role of
pathological investigation to make a definitive diagnosis.
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1. Introduction

Dermatofibrosarcoma Protuberans (DFSP) is a rare tumour involving the deep dermis and subcutaneous tissues. It
accounts for 1.0% of all soft tissue sarcomas, and for less than 0.1% of all malignant tumours [1]. The disease can occur
at any age, but 20-50 years age group is most commonly affected. It is a slow-growing sarcomatous tumour involving
the trunk and extremeties [2]. It was first described by Darier and Ferrand in 1924 [3]. The tumour has a variable degree
of malignancy with a high tendency for local invasion and a high rate of recurrence, especially if a negative margin fails
to be achieved in the primary resection surgery [4] [5]. Metastasis is rare.

Early detection and treatment is possible because of its superficial location [1]. Imaging findings for DFSP is usually
non-specific.

While it is true that the trunk and extremeties are most commonly affected, DFSP can affect virtually all parts of the
body. However, occurrence in female breast is extremely rare [6]. None has been reported in our environment occurring
in female breast; and the only one reported was seen in a male breast [7]. Thus, the purpose of this article is to report a
case of DFSP involving the left breast of a 28-year old lady, and to do literature review on the subject matter.
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2. Case Report

A 28-year-old lady presented with a lump in the left breast of 16 years duration. Lump is painless and gradually
progressively increased in size. No associated nipple discharge. No swelling in the contralateral breast or axilla. No
family history of breast swellings.

Age at menarche was 13 years and she has a regular menstrual cycle. Age at first live birth was 23 years. She has 2
children each of which was breast-fed for one year. No history of use of hormonal contraceptives. Does not smoke. No
Family history of breast malignancy. No weight loss, anorexia or bone pain.

Examination revealed a young lady in no obvious distress
Breast examination; There was a 9x7 cm mass at the upper outer quadrant of the left breast, ulcerated. It was firm,

attached to skin but not to chest wall. Has well defined edges, but the adjacent areas of the breast skin has involved
nodular lesions. No axillary lymphadenopathy. The right breast and axilla were essentially normal.

Figure 1 Clinical pictures shows the 9x7cm mass at the upper outer quadrant of the left breast

Figure 2 Post op picture after mastectomy

Figure 3 Micrograph of histology shows spindle cells disposed in storiform and honey-comb pattern. (H&E X 400)
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She later had wedge biopsy done, the histology of which revealed features of borderline Phyllodes tumour favoured
over Dermatofibrosarcoma Protuberans. Patient was counselled for simple mastectomy because of the surrounding
nodular lesions. Mastectomy specimen was sent for histology which revealed features of Fibro sarcomatous
Dermatofibrosarcoma Protuberans.

Figure 4 Micrograph of IHC staining for CD34 shows cytoplasmic staining for the lesional cells(x400)

Figure 5 Micrograph of IHC staining for S100 is negative(x400).

Dermatofibrosarcoma protuberance (DFSP) was confirmed by positive reaction to CD34 and negative reaction to S100.

3. Discussion

DFSP is a rare type of mesenchymal tumour. It is said to occur in 40-50% of cases at the trunk, 30-40% of cases at the
proximal parts of the extremeties, while 10-15% occur in the head and neck [8] [9] . Cases of breast involvement have
been rarely reported in literature [10]. It typically develops as deep-red and blue-red lesion and grows slowly, usually
exceeding 3cm in size [2] [11].

Some possible events have been discussed as the trigger for DFSP; e.g trauma has been mentioned in 10-20% of cases.
Sites of vaccine, surgery scars, radiodermatitis, burns and central veins are less common [8] [10].

Diagnosis of DFSP of the breast at first stage is not accomplished easily since it is a relatively rare breast tumour. A
definitive diagnosis is usually established with routine histopathological and immunohistochemical features [12]. In
this case, pathology and IHC confirmed the lesion as DFSP. The typical appearance of DFSP is a storiform pattern with
uniform spindle cells interdigitating among fatty cells forming a honey-comb pattern in foci. The specimen shows
positive reactivity for CD34 at IHC. Conventional mammography usually reveals a subcutaneous oval mass with smooth
well-defined borders [11] [13]. Breast ultrasound scan shows a hypoechoic mass lesion with no peripheral or internal
blood flow [2]. MRI may be necessary for the localization and differential diagnosis of DFSP [12] [13]. Extensive
evaluation with CT scan and laboratory investigations are not usually recommended since metastasis is rare (about 2-
5%) [12]. Imaging studies are generally nonspecific.
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Hisological classification recognizes several subtypes of DFSP: pigmented, atrophic, sclerosing, fibrosarcomatous, and
giant cell fibroblast-like, granular cell variant, and myxoid DFSP [12]. Biopsy is needed for a definitive diagnosis. FNAC
has low diagnostic accuracy for mesenchymal breast tumours, and so core needle biopsy is considered the optimal
procedure for a definitive diagnosis [12]. But a diagnosis from core needle biopsy can be challenging and difficult
because the differential diagnosis of solitary fibrous tumour(SFT) may not be appreciable, including alternating cellular
and hypocellular architecture, and vascular pattern [12] [14].

Complete surgical excision with a wide resection margin is the optimal treatment for DFSP of the breast [14]. There has
been controversy as to the minimum resection margin required to achieve a local control of the tumour. Excision with
close margin leads to a local recurrence rate of 26-60% [12]. The optimal resection margin is considered to be 2-3cm?
[12] [15]. Farma et al [16] suggested that the use of standardized surgical approach and meticulous pathological
evaluation of margins guarantees a low recurrence rate (1%). DFSP is considered to be radiosensitive but the role of
adjuvant radiotherapy in the treatment of this neoplasm remains unclear [17].

Imatinib mesylate, a tyrosine kinase inhibitor, may assist in disease control in patients with locally advanced or
metastatic disease. However, fibrosarcomatous variant of DFSP may not respond to imatinib [18]. This is because this
variant does not exhibit either ring chromosome or an unbalanced chromosomal translocation between chromosomes
17(CoL1A1) and 22(platelet-derived growth factor B) which is seen in about 90% of DFSP [7] [18]. Fields et al [18]
analysed the result of treatment from 244 patients with DFSP following an average follow-up of four years. It was
concluded that primary or recurrent treatment of DFSP should be excision with negative margins. Imatinib can also be
used in the neoadjuvant period to effectively decrease the tumour size for a successful excision [19]. However, this can
only be successful in variants that will respond to imatinib.

4., Conclusion

DFSP is arare breast tumour. In spite of its classification as a tumour of intermediate malignancy with a limited potential
for metastasis, DFSP possesses the potential for aggressive local behavior. Complete surgical excision is the optimal
treatment. However, mastectomy can be done if complete excision is not possible. Imatinib may assist in disease control
either in adjuvant or neoadjuvant period especially with locally advanced or metastatic disease. But the
fibrosarcomatous variant of DFSP do not respond to imatinib. Due to the rare involvement of the breast in patients with
DFSP and the rare fibrosarcomatous variant, the present study reports this unique case with the clinical features and
histologic findings.
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