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Abstract

Darier and Ferrand Dermatofibrosarcoma (DFS) is a very uncommon pathology type of skin cancer. Breast location remains very rare,
with only dozens of cases reported to date in the English literature. We report the case of a 21-year-old woman who presented with
a left breast mass that had been present for more than 4 years. Clinical examination found cutaneous mass occupying the upper
internal quadrant of the left breast measuring 3 x 2cm. The patient underwent an excision of the mass with positive margin.
Histological and immunohistochemical findings were suggestive of a Darier and Ferrand Dermatofibrosarcoma (DFS). In front of this
clinical board, wide excision of the mass was performed. 15 months after the end of surgery, the patient was in good health, with
excellent local control. The purpose of presenting this case is not only to report an uncommon pathology subtype, but mostly to

provide a long-term survival of Darier and Ferrand Dermatofibrosarcoma (DFS) of breast cancer that very rare.
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Introduction

Darier and Ferrand Dermatofibrosarcoma (DFS) is a rare
variant of soft tissue sarcomas with an incidence rate of 4.2 to
4.5 cases per million persons per year in the United States. It
accounts for 1% of soft tissue sarcomas and less than 0.1% of
all malignant tumors [1, 2]. But DFS is even rarely found in
breast cancers, with few clinical cases reported to date in the
literature. Due to the scarcity of cases, there is no consensus
on the best DFS treatment, and this entity is still challenging
clinicians. In this paper, we report a case of DFS breast cancer

and review of literature.

Patient and observation

A previously healthy 21-year-old woman presented with left
breast cutaneous mass that had been present lasting for 4
years. Clinical examination found a cutaneous mass in the
upper internal quadrants of the left breast measuring 3 x 2cm.
There was no mammalian flow and the ganglionic areas were
free. Mammary ultrasound found a mass in the left breast at
the superficial oval heterogeneous echogenic level, well
limited to regular contours, discreetly vascularized (Figure 1).
Wide excision of the mass was performed. Microscopically, the
tumor had a malignant mesenchymal nature, affecting the skin
of breast. It was composed of subcutaneous tumor
proliferation with storiform appearance of cellular beams and
fusiform cell proliferation which dissociates the adipose tissue
(Figure 2 A, Figure 2 B, Figure 2 C). Immunohistochemistry was
positive for CD34 (Figure 2 D). The histopathologic and
immunohistochemical diagnosis was consistent  with
Dermatofibrosarcoma (DFS) of Darier and Ferrand. In front of
positive margins, the patient underwent a large excision.
Fifteen months after the end of treatment, the patient was in

good health, with excellent local and distant disease control.

Ethics approval: ethics approval was obtained from the ethics

committee of the Ibn Zohr University in Agadir.

Discussion

Because of the rarity of Dermatofibrosarcoma of the breast,
knowledge has been limited almost exclusively to case reports.
To date, only dozens of cases reported to date in the English
literature [3-14]. The purpose of presenting this case is not
only to report an uncommon pathology subtype, but mostly
to provide a long-term survival of Darier and Ferrand
Dermatofibrosarcoma (DFS) of breast cancer that is very rare,
and we are discussing treatment of mammary localization. The
preferred site of DFS is the trunk 50 to 60%, the limbs 20 to
30% and the head 15 to 20% [12]. Its breast localization
remains rare. Diagnosis is confirmed by biopsy.
Microscopically, DFS typically presents as a storiform or
fascicular proliferation of bland spindled cells that extends
from the dermis into the subcutis [15-17]. The most common
immunoprofile found in DFS is positivity for CD34 and
negativity for S-100 protein and factor Xlla.
Dermatofibrosarcoma rarely metastasizes from where an
extensive workup is not routinely indicated unless suggestive
aspects in the clinical examination or adverse prognostic
histologic features are present [15]. Surgery is the gold
standard treatment. Every effort should be made to achieve
clear surgical margins. There are varied approaches: Complete
circumferential and peripheral deep margin assessment, Mohs
micrographic surgery and wide excision with at least 2cm
margins to investing fascia of muscle or pericranium with clear
pathological margins, when clinically feasible [15]. Based on
the limited available data, radiation therapy appears to be a
reasonable approach for adjuvant therapy after surgery for
positive surgical margins if further resection is not feasible.
Indeed, many cases were treated by adjuvant radiation therapy
with an excellent reported local and disease-free survival of

93% at 10 years [18]. Radiation therapy alone can be an option
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in recurrent tumors and for patient who are not surgical
candidates if not given previously. Given the high risk of
recurrence, rigorous clinical supervision every 6 months is
necessary with re-biopsy of any suspicious regions. In our

patient, we did not detect local recurrence after 15 months.

Conclusion

Dermatofibrosarcoma of breast is an extremely rare soft tissue
malignancy. It is characterized by a slow evolution, a significant

risk of local recurrence and a low rate of metastasization.
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Figures

Figure 1: mammary ultrasound: mass in the left breast at the
superficial, oval, heterogeneous echogenic level, well limited
to regular contours, discreetly vascularized

Figure 2: (A) subcutaneous tumor proliferation (Gx100); (B)
storiform appearance of cellular beams (Gx200); (C) fusiform
cell proliferation which dissociates the adipose tissue (Gx200);

(D) antibody CD34: diffuse positivity of fusiform cells

References

1. Criscione VD, Weinstock MA. Descriptive epidemiology of
dermatofibrosarcoma protuberans in the United States,
1973 to 2002. J Am Acad Dermatol. 2007 Jun;56(6):968-
73. Epub 2006 Dec 1. PubMed | Google Scholar

2. Kasse A, Dieng M, Deme A. Les dermatofibro-sarcomes de
Darier et Ferrand a propos de 22 cas et revue de la
littérature. Med Afr Noire. 1999;46(4):222-227. Google

Scholar

3. Fukushima H, Suda K, Matsuda M, Tanaka R, Kita H,
Hanaoka T et al. A case of dermatofibrosarcoma
protuberans in the skin over the breast of a young woman.
Breast Cancer. 1998 Oct 25;5(4):407-409. PubMed |
Google Scholar

4. Karcnik TJ, Miller JA, Fromowitz F, Abujudeh H, Hertz MB.
Dermatofibrosarcoma protuberans of the breast: a rare
malignant tumor simulating benign disease. Breast J. 1999

Jul;5(4):262-263. PubMed | Google Scholar

5. Ramakrishnan V, Shoher A, Ehrlich M, Powell S, Lucci A Jr.
Atypical dermatofibrosarcoma protuberans in the breast.
Breast J. 2005 May-Jun;11(3):217-8. PubMed | Google

Scholar

6. Swan MC, Banwell PE, Hollowood K, Goodacre TE. Late
recurrence of dermatofibrosarcoma protuberans in the
female breast: a case report. Br J Plast Surg. 2005

Jan;58(1):84-7. PubMed | Google Scholar

Page number not for citation purposes 3


javascript:PopupFigure('FigId=1')
javascript:PopupFigure('FigId=2')
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Criscione%20VD%5bauthor%5d+AND++Descriptive+epidemiology+of+dermatofibrosarcoma+protuberans+in+the+united+states+1973+to+2002
http://scholar.google.com/scholar?hl=en&q=+Descriptive+epidemiology+of+dermatofibrosarcoma+protuberans+in+the+united+states+1973+to+2002
https://scholar.google.com/scholar?hl=en&q=+Les+dermatofibro-sarcomes+de+Darier+et+Ferrand+%E0+propos+de+22+cas+et+revue+de+la+litt%E9rature
https://scholar.google.com/scholar?hl=en&q=+Les+dermatofibro-sarcomes+de+Darier+et+Ferrand+%E0+propos+de+22+cas+et+revue+de+la+litt%E9rature
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Fukushima%20H%5bauthor%5d+AND++A+case+of+dermatofibrosarcoma+protuberans+in+the+skin+over+the+breast+of+a+young+woman
http://scholar.google.com/scholar?hl=en&q=+A+case+of+dermatofibrosarcoma+protuberans+in+the+skin+over+the+breast+of+a+young+woman
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Karcnik%20TJ%5bauthor%5d+AND++Dermatofibrosarcoma+protuberans+of+the+breast:+a+rare+malignant+tumor+simulating+benign+disease
http://scholar.google.com/scholar?hl=en&q=+Dermatofibrosarcoma+protuberans+of+the+breast:+a+rare+malignant+tumor+simulating+benign+disease
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Ramakrishnan%20V%5bauthor%5d+AND++Atypical+dermatofibrosarcoma+protuberans+in+the+breast
http://scholar.google.com/scholar?hl=en&q=+Atypical+dermatofibrosarcoma+protuberans+in+the+breast
http://scholar.google.com/scholar?hl=en&q=+Atypical+dermatofibrosarcoma+protuberans+in+the+breast
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Swan%20MC%5bauthor%5d+AND++Late+recurrence+of+dermatofibrosarcoma+protuberans+in+the+female+breast:+a+case+report
http://scholar.google.com/scholar?hl=en&q=+Late+recurrence+of+dermatofibrosarcoma+protuberans+in+the+female+breast:+a+case+report

10.

11.

12.

Bulliard C, Murali R, Chang LY, Brennan ME, French J.
Subcutaneous dermatofibrosarcoma protuberans in skin
of the breast: may mimic a primary breast lesion.
Pathology. 2007 Aug;39(4):446-8. PubMed | Google
Scholar

Kuefner MA,

Anders K, Schulz-Wendtland R,

Papadopoulos T, Bautz W, Wenkel E. Unusual
subcutaneous localisation of a dermatofibrosarcoma
protuberans of the female breast: a case report.
Ultraschall Med. 2008 Oct;29(5):535-7. PubMed | Google
Scholar

Lee SJ, Mahoney MC, Shaughnessy E.
Dermatofibrosarcoma protuberans of the breast: imaging
features and review of the literature. AJR Am J
Roentgenol. 2009 Jul;193(1):W64-9. PubMed | Google

Scholar

Olivier Cottier, Maryse Fiche, Jean-Yves Meuwly, Jean-
Frangois Delaloye. Dermatofibrosarcoma presenting as a
nodule in the breast of a 75-year-old woman: a case
report. Journal of Medical Case Reports. 2011;5:503.
PubMed | Google Scholar

Karam Haroua, Reda Brahmi, Abderraouf Soummani.
Dermatofibrosarcoma protuberans of the breast: a rare

localization. Imagerie de la Femme. 2012; 22:120-123.

Biaye B, Diallo M, Mbodiji A, Niass A, Gueye M, Kane Gueye
SM. Darier and Ferrand Dermatofibrosarcoma with
Mammary Location: about a case. Gynecol Reprod Health.

2018;2(6):1-3. Google Scholar

14.

15.

16.

17.

18.

Nora Nagos. Darier and Ferrand dermatofibrosarcoma of
the breast. Pan African Medicallournal. 2018;31:179.
PubMed | Google Scholar

Dhakal R, Makaju R, Makaju S, Shrestha G.
Dermatofibrosarcoma protuberans of male breast: a case
report. Int Clin Pathol J. 2018;6(4):154-156.

Practice Guidelines in

NCCN  Clinical Oncology.

Dermatofibrosarcoma protuberans. Version 1. 2019-
August 31, 2019.
Lazar A, Coindre JM.

Mentzel T, Peeutour F,

Dermatofibrosarcoma  protuberans, World Health
Organization (WHO) Classification of Tumours of Soft
tissue and Bone, In: Fletcher CDM, Bridge JA, Hogendoorn
P, Martens F, editors. Pathology and Genetics, 4" Lyon:

IARC Press. 2013;5:77-79.

Calonje EBrenn T, Lazar A, Mckee PH, eds. McKee's
Pathology of the Skin with Clinical Correlations, (ed 4):
Elsevier Saunders. 2012:1630-1635.

Castle KO, Guadagnolo BA, Tsai CJ, Feig BW, Zagars GK.
Dermatofibrosarcoma protuberans: long-term outcomes
of 53 patients treated with conservative surgery and
radiation therapy. Int J Radiat Oncol Biol Phys. 2013 Jul
1;86(3):585-90. PubMed | Google Scholar

Page number not for citation purposes 4


http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Bulliard%20C%5bauthor%5d+AND++Subcutaneous+dermatofibrosarcoma+protuberans+in+skin+of+the+breast:+may+mimic+a+primary+breast+lesion
http://scholar.google.com/scholar?hl=en&q=+Subcutaneous+dermatofibrosarcoma+protuberans+in+skin+of+the+breast:+may+mimic+a+primary+breast+lesion
http://scholar.google.com/scholar?hl=en&q=+Subcutaneous+dermatofibrosarcoma+protuberans+in+skin+of+the+breast:+may+mimic+a+primary+breast+lesion
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Kuefner%20MA%5bauthor%5d+AND++Unusual+subcutaneous+localisation+of+a+dermatofibrosarcoma+protuberans+of+the+female+breast:+a+case+report
http://scholar.google.com/scholar?hl=en&q=+Unusual+subcutaneous+localisation+of+a+dermatofibrosarcoma+protuberans+of+the+female+breast:+a+case+report
http://scholar.google.com/scholar?hl=en&q=+Unusual+subcutaneous+localisation+of+a+dermatofibrosarcoma+protuberans+of+the+female+breast:+a+case+report
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Lee%20SJ%5bauthor%5d+AND++Dermatofibrosarcoma+protuberans+of+the+breast:+imaging+features+and+review+of+the+literature
http://scholar.google.com/scholar?hl=en&q=+Dermatofibrosarcoma+protuberans+of+the+breast:+imaging+features+and+review+of+the+literature
http://scholar.google.com/scholar?hl=en&q=+Dermatofibrosarcoma+protuberans+of+the+breast:+imaging+features+and+review+of+the+literature
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Olivier%20Cottier%5bauthor%5d+AND++Dermatofibrosarcoma+presenting+as+a+nodule+in+the+breast+of+a+75-year-old+woman:+a+case+report
http://scholar.google.com/scholar?hl=en&q=+Dermatofibrosarcoma+presenting+as+a+nodule+in+the+breast+of+a+75-year-old+woman:+a+case+report
https://scholar.google.com/scholar?hl=en&as_sdt=0%2C5&q=Biaye+B%2C+Diallo+M%2C+Mbodji+A.+and+Ferrand+Dermatofibrosarcoma+with+Mammary+Location%3A+about+a+case.+Gynecol+Reprod+Health.+2018&btnG=
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Nora%20Naqos%5bauthor%5d+AND++Darier+and+Ferrand+dermatofibrosarcoma+of+the+breast
http://scholar.google.com/scholar?hl=en&q=+Darier+and+Ferrand+dermatofibrosarcoma+of+the+breast
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Castle%20KO%5bauthor%5d+AND++Dermatofibrosarcoma+protuberans:+long-term+outcomes+of+53+patients+treated+with+conservative+surgery+and+radiation+therapy
http://scholar.google.com/scholar?hl=en&q=+Dermatofibrosarcoma+protuberans:+long-term+outcomes+of+53+patients+treated+with+conservative+surgery+and+radiation+therapy

Figure 1: mammary ultrasound: mass in the left breast at the superficial,

oval, heterogeneous echogenic level, well limited to regular contours,

discreetly vascularized

Figure 2: (A) subcutaneous tl-Jmor proliferation (Gx100); (B) storiform
appearance of cellular beams (Gx200); (C) fusiform cell proliferation which
dissociates the adipose tissue (Gx200); (D) antibody CD34: diffuse positivity of

fusiform cells
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