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ABSTRACT

Introduction: Dermatofibrosarcoma protuberans (DFSP) is a rare tumor and has a slow-grow-
ing behavior. Presentation is nonspecific, and diagnosis is made after the operation and patho-
logic examination. The most common sites of this tumor are the trunk, head and neck, and
extremities. Case Presentation: We report a 42-year-old woman presenting with a breast
mass and positive history of breast cancer in her mother. Pre-operation biopsy showed phyllodes
tumor. After wide excision of the mass, the pathology report confirmed the DFSP diagnosis.
Apart from surgery, she received no adjuvant treatment (chemotherapy, radiotherapy, or hor-
mone therapy). The patient has not experienced recurrence since then. Conclusion: According
to the rarity and high rate of recurrence of breast DFSP, it should not be missed as a differential
diagnosis of breast masses. Taking a multidisciplinary approach and using proper diagnosis and

treatment methods can improve the outcome.
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INTRODUCTION

Dermatofibrosarcoma protuberans (DFSP) is a rare,
slow-growing tumor with an incidence rate of 5 cases per mil-
lion each year, representing about 6% of human sarcomas (1).
This malignancy usually occurs between the second and fourth
decades of life, and males and females are almost equally vul-
nerable.

Although it can affect any part of the body, it most commonly
occurs in the trunk, extremities, head, and neck (2). DFSP usu-
ally presents as a soft superficial skin lesion with a little chance
for metastasis but high potential for local recurrence. Preoper-
ative diagnosis is rather difficult and is usually revealed by pa-
thology (3). A wide margin of normal tissue must be removed
to reduce the chance of recurrence, which is often associated
with some cosmetic problems.

Breast DFSP is extremely rare and shares certain histologi-
cal and cytomorphological features with some other benign
and malignant tumors. Therefore, the diagnosis and treatment
are challenging, and the outcome is unpredictable. Herein we
shared a case of this uncommon sarcoma and provided a liter-
ature review on the previous cases available in the literature.

CASE PRESENTATION

The patient was a 42-year-old woman who presented with a
new breast mass in April 2018. Her family history was signifi-
cant as her mother had a history of breast cancer. Initial mam-
mography showed an oval-shaped lesion with halo (Fig. 1). In
addition, ultrasound showed an echo-complex, non-homoge-
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nous 44x24 mm mass which was in favor of phyllodes tumor.

In July 2018, she underwent wide local excision (WLE) with
a margin of 2cm. Sufficient sections were taken from the tumor
for further evaluation (at least one per cm of diameter). Immu-
nohistochemistry (IHC) of the specimen showed to be diffusely
and strongly positive for CD34 and negative for Cytokeratins
(CK). Hematoxylin and Eosin (H&E) study showed a tumor
mainly located in the dermis and subcutaneous tissue. Hyper-
cellularity and monomorphism of the cells with small cartwheel
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Figure 1. Mammography shows an oval-shaped circumscribed lesion (48x37
mm) with halo in favor of benign lesion.
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IHC was diffusely and strongly positive for CD34.

patterns as well as diffused elongated fibroblastic-like prolifer-
ation were noticeable. Adnexa was almost free of tumor, and
fat entrapment was significant throughout the sections. Mitosis
could rarely be seen at high power. The pathology confirmed
the diagnosis of DFSP (Fig. 2). The patient has received no
adjuvant treatment and is currently under observation. She has
been in remission and in good health for 2 years now.

DISCUSSION

DFSP was first described by Darier and Ferman in 1924 and
named by Hoffman in 1925. It comprises 1% of human sarco-
mas, and black people seem to be more vulnerable than other
ethnic groups (3). This malignancy is seen in a wide range of
age groups and is most common in the third decade of life (4-
8). Despite being a rare sarcoma, DFSP is the most common
skin sarcoma (18%) after Kaposi (9-11) and is characterized by
a high recurrence rate. Most cases are low grade (85-90%), and
the remaining cases are classified as intermediate with high-
er potentiality for recurrence(4). Although metastasis is rarely
seen, recurrence is clearly not unexpected(12-14)..

As to DFSP management, the best treatment to date is surgery
(15). Radiotherapy does not seem to be an effective alternative
to surgical excision and is usually reserved for inoperable cases
or those with margins (3). Since margin status plays a central
role in recurrence rate, performing WLE is of great importance.
The recurrence rate after simple excision of DFSP with clear
margin is up to 60% while with WLE is generally less than
41% (3, 4, 15-17). Despite the predilection for local recurrence,
metastasis, including regional nodal involvement, is rare and
lymph node (LN) dissection is not indicated (18).

Regarding prognosis, DFSP is a non-fatal sarcoma; however,
repeated surgeries for managing local recurrence may lead to
some morbidity. (4) Age is also an important factor in DFSP
prognosis since patients older than 50 have a higher chance of
recurrence. Interestingly, tumor size does not have a significant
role in recurrence (4, 15-17). Although the chances for recur-
rence is higher in the first 3 years, the tumor may recur after 5
years, and regular follow-up must continue (4, 10, 19-21). Late
recurrence even after 20 years has also been reported (22)

Less than 1% of breast cancers are sarcomas, and among sar-
comas, only a few cases are DFSP (3). Because of the rarity
of breast DFSP, few reports of these cases are available. We
searched for breast DFSP cases available in the literature and
provided information on the cases we had access to in Table 1.

Twenty-five breast DFSP cases were found in the literature
(Table 1). The majority of the patients were female (18 ver-
sus 7), and the mean age was 36.87 (2-102) years. All patients
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noticed a palpable mass, and none of them was found in the
screening. Three patients had painful or tender mass, and 2 of
them had ulcerated mass. The mean duration of the symptoms
before seeking treatment were 55.6 (1-240) months. MRI,
mammography, and sonography were performed in 7, 9, and
11 patients, respectively. For 6 patients, no diagnostic tool was
used. All patients had surgery, and most had WLE with no fur-
ther treatment. Two patients received adjuvant radiotherapy,
and four had surgery with a negative margin. Five of the twen-
ty-five patients experienced recurrence (6-312 months). How-
ever, in patients without WLE, follow-up was not long enough
to report recurrence. Overall, like DFSP management in other
sites, it seems that WLE is the most effective way known for
breast DFSP management.

As mentioned above, our patient was approached by a multi-
disciplinary team and managed with WLE with a 2cm margin
without adjuvant radiotherapy. After 24 months of follow-up,
there was no sign of recurrence.

CONCLUSION

Breast DFSP rarity and its morphological resemblance to oth-
er spindle cell malignancies make its diagnosis and treatment
rather difficult. At the same time, the relatively high rate of
recurrence attests to the need to develop and employ reliable
diagnostic and treatment techniques. We believe taking a mul-
tidisciplinary approach and using proper diagnostic and treat-
ment procedures, when feasible, can remarkably improve the
management of this challenging sarcoma.

ETHICAL CONSIDERATION
Ethical principles were observed and followed based on the
ethical code and infromed consent was gathered.

CONFLICT OF INTRESETS
There are no conflicts of interest in terms of the present man-

uscript.
REFRENCES

1. Cavusoglu T, Yavuzer R, Tuncer S. Dermatofibrosarcoma protuberans of the
breast. Aesthetic plastic surgery. 2003;27(2):104-6.

2.LiuSZ,Ho TL, Hsu SM, Zhan HL, Chou CP. Imaging of dermatofibrosarco-
ma protuberans of breast. The breast journal. 2010;16(5):541-3.

3. Al Tarakji M, Toro A, Di Carlo I, Junejo K. Unusual presentation of derma-
tofibrosarcoma protuberans in a male patient’s breast: a case report and review
of the literature. World journal of surgical oncology. 2015;13(1):158.

4. Bowne WB, Antonescu CR, Leung DH, Katz SC, Hawkins WG, Woodruff
JM, et al. Dermatofibrosarcoma protuberans: a clinicopathologic analysis of
patients treated and followed at a single institution. Cancer. 2000;88(12):2711-
20.

5. Marcus JR, Few JW, Senger C, Reynolds M. Dermatofibrosarcoma protu-
berans and the Bednar tumor: treatment in the pediatric population. Journal of
pediatric surgery. 1998;33(12):1811-4.

6. Thornton SL, Reid J, Papay FA, Vidimos AT. Childhood dermatofibrosarco-
ma protuberans: role of preoperative imaging. Journal of the American Acade-
my of Dermatology. 2005;53(1):76-83.

7. Pappo AS, Rao BN, Cain A, Bodner S, Pratt CB. Dermatofibrosarcoma pro-
tuberans: the pediatric experience at St. Jude Children’s Research Hospital.
Pediatric hematology and oncology. 1997;14(6):563-8.

8. Love WE, Keiler SA, Tamburro JE, Honda K, Gosain AK, Bordeaux JS.
Surgical management of congenital dermatofibrosarcoma protuberans. Journal
of the American Academy of Dermatology. 2009;61(6):1014-23.

9. Rouhani P, Fletcher CD, Devesa SS, Toro JR. Cutaneous soft tissue sarcoma
incidence patterns in the US: an analysis of 12,114 cases. Cancer: Interdisciplin-
ary International Journal of the American Cancer Society. 2008;113(3):616-27.
10. Chang C, Jacobs I, Salti G. Outcomes of surgery for dermatofibrosarcoma
protuberans. European Journal of Surgical Oncology (EJSO). 2004;30(3):341-
5.

Canon Journal of Medicien 2022(March); 3:(1) ® 25


https://www.canonjm.com/

Canon Journal of Medicine

Alireza Rezaee et al.

1. Table 1. Information of 25 patients with breast DFSP. (WLE: Wide local excision, FNA: Fine needle biopsy, NA: Not available, RT:
Radiotherapy, CDS: clinical decision support , MRM: Modified radical mastectomy, ALND: Axillary lymph node dissection)

Case Time from presen- . . Recur-
Age .. . . . . Diagnostic Follow-up
number ) Sex Clinical findings  tation to surgery  Imaging technique technique Treatment rence e
(reference) Y (months) q (months)
Sonography, Mam- Core ..
1(3) 27 M Mass, blue 18 syl T needle Excision No 12
Core
2 (23) 23 F Mass 1 Sonography needle WLE NA NA
3(24) 22 M Mass 36 NA FNA WLE No 18
4(25) Y;’;‘g M Mass NA Sonography FNA WLE 9 NA
WLE and
5(26) 43 F Mass NA Mammography NA sentinel No 6
dissection
Mass on previous
6 (27) 26 F ablation scar NA Mammography NA WLE No 12
7(1) 26 F Red mass 120 NA NA WLE No 12
Sonography, Mam-
8(2) 45 F Mass NA mography, MRI NA WLE 6 NA
9(28) 26 F Mass 24 MRI NA WLE No NA
Core nee-
10 (29) 40 F Mass NA Sonography R WLE No NA
Sonography, Mam-  Core nee-
11 (30) 14 F Mass NA N T — WLE No NA
WLE and
12 (31) 26 F Mass 180 Sonography NA RT (50Gy) No NA
MRM and
13 (32) 40 M Ulcerated mass 3 NA FNA ALND No NA
Painful mass on
14 (33) 102 E previous surgery 60 NA NA WLE 300 NA
scar
15 (34) 44 F Ulcerated mass NA SO T L= NA SO gq NA
mography tectomy
16 (35) 41 F Tender mass 1 Mammography, NA LIRS No 48
CDS excision
17 (36) 26 F Mass 96 Sonography NA WLE No NA
18 (37) 41 M Non mobile mass 12 Mam“l\}[‘{l{glraphy’ NA NA NA NA
19 (38) 9 M Red mass 12 MRI NA WLE No 10
Mass on previous Core nee WLE, RT
20 (39) 48 F o P char“ 6 Sonography dlobiaser refused by No 18
gery psy the patient
21 (40) 44 F Mass on previous 120 Sonography, Mam- Core_ nee- WLE 120 NA
surgery scar mography dle biopsy
22 (41) 2 F Mass 1 MRI, CDS NA RO resection No NA
23 (42) 57 F Mass 72 NA NA RO resection No NA
24 (22) 39 M Mass on previous During recent NA Exglslonal WLE 312 NA
surgery scar pregnancy biopsy
Acute painful FNA, Core Sureical
25 (43) 74 F mass on previous 240 Sonography needle Sure No 12
. biopsy+ RT
surgery scar biopsy
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