
ISSN: 2320-5407                                                                                  Int. J. Adv. Res. 7(5), 1026-1030 

1026 

 

Journal Homepage: -www.journalijar.com 

 

 

 

 

Article DOI:10.21474/IJAR01/9130 

DOI URL: http://dx.doi.org/10.21474/IJAR01/9130 

 

RESEARCH ARTICLE 

 
MALIGNANT DEGENERATION IN SARCOMA OF A DERMATOFIBROSARCOMA OF DARIER 

FERRAND:  A CASE STUDY. 

 

Mohamed Elmehdi Sahibi  , Mouna Ejjiyar, Mehdi ElGueouatri ,Bhihi Abdelkoddous, Driss Elamrani And 

Yassine Benchamkha. 

Department of Plastic and Reconstructive Surgery, Mohammed VI CHU, Marrakech. 

…………………………………………………………………………………………………….... 

Manuscript Info   Abstract 

…………………….   ……………………………………………………………… 
Manuscript History 

Received: 24 March 2019 

Final Accepted: 26 April 2019 

Published: May 2019 

 

Key words:- 
Darier and  Ferrand’s 

dermatofibrosarcoma ,  malignant 
transformation fusocellular sarcoma. 

 

 

 

Darier and Ferrand dermatofibrosarcoma (DFS) is a cutaneous 

mesenchymal tumor of intermediate malignancy. It is a rare but not 

exceptional tumor, representing 0.1% of malignant skin tumors, slow 

growth, very high risk of local recurrence, but low metastatic potential. 

We report a case of malignant multi-recurrent degeneration in sarcoma 

of Darier Ferrand dermatofibrosarcoma  in a 46 year-old patient , and 

this despite  having evoked early diagnosis and performed a large 

surgical resection. This observation illustrates the frankly malignant but 

exceptional sarcomatous transformation. 
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Introduction:- 
Darier and Ferrand dermatofibrosarcoma (DFS) is a rare but not exceptional malignant cutaneous mesenchymal 

tumor, accounting for 0.1% of malignant skin tumors and less than 5% of adult soft tissue sarcomas [1-3]. It was 

described by Jean Darier and Marcel Ferrand in 1924 [4]. The preferred sites are the trunk, followed by the proximal 

part of the limbs and then the head and neck [3]. DFS often affects patients in their 3rd-4th decades with a slight 

male predominance and is clinically presented as a firm reddish plate or nodule [5,6]. Despite its distinct histological 

presentation, its histogenesis remains indefinite [3]. It is a so-called tumor with intermediate malignancy potential, 

good prognosis after complete resection, slow growth, very high risk of local recurrence, but low metastatic 

potential [1, 2, 6, 7]. It is life-threatening in case of several recurrences. We report the case of a malignant 

degeneration of a Darier-Ferrand dermatofibrosarcoma of the back in high grade fusocellular sarcoma though  the 

surgical excision initially was wide with 5 cm of lateral margins and carrying a healthy anatomical barrier in depth. 

 

Observation 

Ms. RT, aged 46, originally from and residing in south morocco,  married housewife and mother of 5 children who 

had been operated for Total Thyroidectomy in 2013 (whose pathological result speaks of a multi nodular goiter 

without a sign of malignancy) under Livotyhirox 100ug / d . Moreover, she doesn’t present any other medical or 

surgical history . 

 

The beginning of the symptomatology goes back to 3 years with  the appearance of a nodular lesion on the level of 

the back (of 1cm initially) increasing progressively of size 8cm / 8cm, painful ulcero-budding  resulting from pus 

and blood and a necrotic center (Fig 1) and evolving in a context of apyrexia and CEG. 
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The patient benefited from a partial biopsy of the lesion on 30/01/2013 at the Dermatology Department of Mohamed 

VI University Hospital where the anatomopathological result showed a morphological and immunohistochemical 

appearance of a myxoid sarcoma that could suggest the diagnosis of Darier  Ferrand dermatofibrosarcoma in its 

myxoid variant. Afterwards she was appointed in our formation where she has benefited from a wide excision with 5 

cm of lateral margins (Fig 2) associated with an immediate thin skin graft (Fig 3) with a good healing  (Fig 5). 

 

One year later, in 12/02/2014, the patient arrived  with a mobile mass at the upper limit of the previous grafted 

exeresis and she underwent excision of the lesion with anatomo-pathological study which showed a morphological 

aspect of a dermatofibrosarcoma. 

 

The patient underwent excision with 5cm lateral margins deepening part of the muscle and an anapath study that 

showed an appearance of high grade hemocerebrovascular fusocellular sarcoma with healthy lateral limits and a 

deep limit at 3mm. 

 

On clinical examination the patient is hemodynamically and respiratory-stable, The skin around the loss of 

substance is thick, infiltrated with positive Chvostek sign, PDS of the back of 7cm / 6cm with a clean bleeding bud 

on contact (Fig 6) without any  other associated lesions or palpable ADP. It is to be noted that a 

thoracoabdominopelvic CT scan was performed, which did not objectify a secondary localization. 

 

 
Fig 1:-ulcerative lesion of the back 

 

 
Fig 2:-wide excision carrying a healthy anatomical barrier in depth 

 

 
Fig 3:-thin skin graft  immediate post operation 
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Fig 4:-Post operation area 

 

 
Fig 5:-Healing of the grafted area 

 
 

Discussion:- 
Darier-Ferrand dermatofibrosarcoma is a dermal conjunctive tumor with spindle-shaped cells, more or less similar in 

its histological structure to sarcomatous tumors, but which is opposed to true primary fibrosarcomas by its still 

cutaneous origin, and by its very slow evolution. It has only exceptionally, and at a very late stage, a sarcomatous 

transformation that is frankly malignant metastatic [9, 8]. This rare tumor represents between 0.1% and 1% of 

malignant skin tumors [9]. 

 

Dermatofibrosarcoma usually occurs in young adults between the ages of 20 and 40 [12]. and rarely in the elderly. 

Some cases have been reported in children and adolescents [13]. There is a very low male predominance. 

Mandalenakis and Venne [14] and Soulie et al. [15] found a preferential localization on the anterior aspect of the 

trunk and the proximal extremities 

 

Etiologically, some authors mention various factors exogenous in the occurrence of the disease such as parasitosis, 

angiomatous lesions, burn scars, vaccination, human bites, surgery, radiotherapy, traumatized nevi, syphilitic 

lesions, microtrauma on healthy skin, iatrogenic or occupational arsenical keratosis lesions [9, 16, 11, 18]. 

 

Other authors incriminate immunological causes such as annular chromosomes 22 which would cause an 

amplification of sequences of chromosomes 17 and 22 [16]. Minoletti et al. describe a monosomy 22 [17] while 

Diaz-Cascajo et al. suspect an intervention of the p53 protein in the pathogenesis of the disease [16]. 
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Clinically, the lesion presents itself as an indurated plaque, covered with a skin of normal appearance and color, 

sometimes whitish, yellowish-white, pinkish, purplish or reddish, apparently well defined and mobile with respect to 

the deep planes. . At an advanced stage (nodular stage), the plate spreads, its surface becomes irregular and bumpy, 

realizing after a few months to a few years, a multinodular mass, often polychrome, of variable size, hard, perfectly 

mobile on the deep  planes. 

 

This evolution, in two stages, is not constant because certain forms are immediately uninodular or multinodular with 

secondary melting of the nodules. In the majority of cases, the lesion evolves slowly and gradually, with no 

functional signs or general disorders. The general state of the patients remains for a long time preserved explaining 

the long periods of consultation. 

 

However, this tumor is often diagnosed after several recurrences. It has only exceptionally, and at a very late stage, a 

sarcomatous transformation that is frankly malignant metastasizing [9, 8]. 

 

In all cases, the diagnostic criteria are based on a bundle of arguments consisting of the evolutionary history of the 

tumor, the strict dermal site of the proliferation and the histological aspect of the tumor (fusiform cytological 

configuration, the swirling architecture, the hypervascular stroma and the perinervous castings). 

Immunohistochemistry, currently routine, often targets CD34 antigen positive labeling, but this marker is not 

specific [9, 17, 18, 8]. 

 

Surgery is the only therapeutic method that has proven effective in eradicating the tumor and preventing recurrence 

[19]. Exeresis must meet certain precise rules: monobloc resection with safety margins wide of 3 to 5cm of healthy 

tissue, carrying a healthy barrier in depth. Indeed non-monobloc excisions may seed the operative site. 

 

The Mohs technique requires the presence of a pathologist in the operating room to perform a thorough examination 

of the freshly grafted piece  and the multiplication of immediate cuts, until obtaining sections without tumor cells, 

which contributes to considerable elongation.of operating time [19,20]. 

 

Several teams using the Mohs technique with an extemporaneous examination showed that 3cm margins were 

sufficient to remove all of the tumor cells. Others even proposed margins of excision at 2.5 cm and did not observe 

any recurrence [19]. 

 

Indeed, the frequency of recurrence is a function of the margins of excision: 70% for margins of 1cm, 40% for 

margins of 2cm, 10 to 20% for margins of 3cm, 5% for margins of 4cm and 1.75% of cases for margins of 5cm [19]. 

The deep margin remains a topic of discussion because of the very definition of this margin, both anatomically and 

surgically. 

 

Moreover, the tumor seems to be radiosensitive. Radiotherapy is used to complete the surgery in case of excision in 

the microscopic tumor zone, as well as palliative treatment [21]. 

 

Currently, oral imatinib, already used in the treatment of chronic myeloid leukemia and gastrointestinal stromal 

tumors, has been approved for the treatment of unresectable forms. 

 

A French study, whose results were presented to ASCO [22], evaluated the use of this drug by neoadjuvant for two 

months to reduce the size of the tumor before its removal. A preoperative clinical response was obtained in 9/25 

cases (36%). The interest of this approach to reduce margins during classical excisions remains to be demonstrated. 

 

Conclusion:- 
The tumor of Darier-Ferrand is characterized by its slow evolution, its diagnostic difficulty, its tendency to recur, the 

degeneration in fibrosarcoma possible after several recurrences. 

Our observation illustrates the possibility of malignant degeneration in sarcoma (even if initial management was 

correct) of this rare tumor and the need to discuss the diagnosis early and perform a large surgical resection because 

the entire prognosis depends on it. . 
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