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Abstract

Background: Dermatofibrosarcoma protuberans is a locally aggressive invasive dermal and subcutaneous mesenchymal
neoplasm. Males are affected more often than females. It typically occurs during the third and fourth decades of life.
Objective: To determine the clinical, histopathogical and epidemiological aspects of dermatofibrosarcoma protuberans in Iraqi

patients.

Patients &Methods: This case series study was carried out in the Department of Dermatology & Venereology-Baghdad
Teaching Hospital during the period from June 2000 to December 2006. Twenty patients with dermatofibrosarcoma
protuberans were included in this work. Socio-demographic information, full clinical, dermatological examination

and biopsy were done for each patient.
Results:

Twenty patients were involved in the present work, all showed typicat clinical features of the disease. Their ages

ranged from 7-75 (mean £ SD) (38.55 + 21.33) years, while the duration of the disease ranged from 3-24 (mean £
SD) (23.28 +£10.53) months. There were 14(70%) males and 6(30%) females-with a male to female ratio 2.3:1.

The geographical distributions of these cases were: 9(45%) cases from South of Irag, 11(55%) patients from Baghdad.

The main sites involved were the extremities 10(50%) and 5(25%) for each one of the trunk and head. The clinical features of
the diseases were not much different from what have been published in medical literatures .Histopathological study
of lesions revealed the typical histological features of dermatofibrosarcoma protuberans in all cases.

Conclusion: The present study confirmed that dermatofibrosarcoma protuberans is disease of male and it is the first report
from Iraq recording cases from Middle and South regions only.
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Introduction
D ermatofibrosarcoma protuberans (DFSP) is
an uncommon malignant tumor arising de
novo in the dermis and subcutaneous tissues,
characterized by local aggressive infiltration and
indolent progression. While rarely metastasizing,
this mesenchymal neoplasm is notorious for its
propensity to recur even after wide excision 3!

Males are affected more often than females. It
typically occurs during the third and fourth
decades of life. There are rare examples of this
condition occurring in infancy 47

The tumor is more often situated on the front
of the trunk and proximal extremities of the
patients. It often grows to several centimeters in
diameter and may form large tumors &8

The clinical morphology is variable, either it
may begin in early adult life with one or more
small, firm, painless, flesh colored or red dermal
nodules. These nodules grow slowly, coalesce and
extend, becoming a reddish or bluish as they
enlarge [1-4, 8-10].

The surface is raised by irregular, protuberant
swellings, and a hard, indurated plaque of
irregular outline forms of the base. In later stages,
a proportion of lesions become painful and there
may be rapid growth, ulceration and discharge &

It can also present as a non protuberant,
atrophic, violaceous lesions simulating sclerosin
basal cell carcinoma, anetoderma, or scar * 71}

Histologically, the tumor shows a
subepidermal fibrotic plaque with uniform spindle
cells and variable vascular spaces. In many
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instances, there is a cartwheel pattern of spindle cell
arrangement surrounding a central area of collagen.
Giant cells and histiocytes are also present but only
in small numbers 101213}

The objective of the present work is to describe
the epidemiological and clinical aspects of this
disease among Iraqgi patients.

Patients & Methods:

This case series study was conducted as
outpatient hospital based clinical, epidemiological
and histopathological study in the Department of
Dermatology & Venereology-Baghdad Teaching
Hospital during the period from June 2000 to Dec.
2006.

All patients enrolled in this work were
interrogated and evaluated regarding the following
points:

1- History was taken from each patient including:
age, sex, address, duration of the diseases signs
and symptoms and previous diagnosis.

2- Clinical examination was carried out to describe:
location, size, consistency clinical characters,
tenderness, and the presence of enlarged regional
or distant lymph nodes.

3- Incisional biopsies were performed for all patients
to confirm the diagnosis.

Results:

Twenty patients with the clinical diagnosis of
DFSP were assessed. There were 14(70%) males and
6(30%) females with a male to female ratio 2.3:1.

Their ages ranged from 7-75 (mean +SD) (38.55
+ 21.33) years, while the duration of the disease
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ranged from 3-84 (mean +SD) (23.28 + 10.53)

months.
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The location of the tumor was in the following
regions: extremities 10(50%) and 5(25%) for each
one the trunk and head (Table 1).

Table (1): Showing the locations of the DFSP in Iragi patients.

Locations %
Extremities: 50
Forearms 4 20
Arms 3 15
Thighs 3 15
Head: 5 25
Scalp 2 10
Forehead 2 10
Nose 1 5

Trunk: 5 25
Upper back 2 10
Chest 1 5

Abdomen 2 10
Total 20 100

The geographical distributions of these cases
were: 9(45%) cases from South of Iraq (Basra 7,
Babylon one & Najf one), 11(55%) patients from
Baghdad and no cases were recorded from North of
Iraqg.

Regarding the clinical features of the disease,
all patients had history of non painful, small papules

and nodules that gradually overtime enlarged in size
and coalesced together to form large, hard masses.
While examination, in all patients showed masses
with irregular surface & edge, elevated, deep seated,
adherent, subcutaneous tender masses, fleshy red in
color with hard stony indurations (Fig.1).

Figure (1) Showing 38 years old male patient with dermatofibrosarcoma protuberans on the chest.
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The size of lesions ranged from 3-6 (mean
+SD) (4.2 = 1.1) cm2. In 6(30%) cases finally, the
lesions consisted from multiple, protuberant, small,
firm, and fleshy to deep red stony nodules
(bosselated). The lesions were tender in 6(30%)
patients only.

No single case was associated with regional
lymph nodes enlargement, while systemic
examination and investigations showed no abnormal
findings.

Histopathological readings revealed all the
features DFSP in all patients.

Discussion

There has been obvious increase in many types
of tumors in Irag like Kaposi's sarcoma, leukemia,
and mycosis fungoides ™ 1

This was observed during the last 17 years that
consisted of first Gulf war followed by blockade for
13 years then invasion and occupation of Iraq for the
last 4 years. This increase might be attributed to
exposure to the depleted uranium in the weapons
that have been used during wars in Iraq

Kaposi's sarcoma was reported mainly from
Middle and South regions of Irag where depleted
uranium (DU) had been used 4"

The present study is the first report recording
DFSP in lIragi population, and all cases were
originated from the Middle and South areas of Iraq.
So accordingly, we can speculate that the
etiopathogensis of this tumor could be also related
to the depleted uranium exposure in concordance
with the Kaposi's sarcoma 147

The present work also showed that males
were more affected than females and this is
comparable with what had been published in the
literatures ™ 2 47 ¥ The ages of patients that
commonly affected were the 2nd and 3rd decades of
life and this is similar to what had been mentioned
in medical reports &2 47

The commonest sites affected in this work were
extremities followed by head & trunk which is also
consistent with what has been noticed in the
literatures [ % 8

The clinical and histopathological features of the
diseases were not much different from those cases
that have been published in medical records @ 813,

Nodal and systemic metastasis may occur
although such biological behavior is rare. The preset
zeﬁ?rt found no metastasis in any of these cases ™ %

In conclusion, this is the first report recording
cases of dermatofibrosarcoma protuberans from
Middle and South of Iragq and this increase in the
frequency of this tumor have been seen following
Iragi wars during which depleted uranium has been
used.

337

Adil A. Al-Nuaimy

References

1- Macki, R-M. Soft-Tissue-Tumors of the Skin. In:

Rook's Textbook of Dermatology, Champion-
RH; Burton-JL; Burns-DA & Breathmach-SM,
6th ed., London, Oxford Blackwell Scientific.
1998, Vol.3; Che. 55:P.2347-72.

Shea, C-R & Prieto,V-G. Fibrous Lesions of

Dermis and Soft Tissue. In: Fitzpatrick’s
Dermatology in General Medicine. Freedberg,
I-M; Eisen, A-Z; Wolff, K; Austen, K-F;
Goldsmith, L-A and Katz, SI . 6th ed. New
York Mc Graw-Hill. 2003; Vol.1; Che.102:
P.988 -1001.

Odom, R-B; James, W-D; and Berger, T-G.

Dermal and Subcutaneous Tumors. In:
Andrew’s Diseases of the Skin: Clinical
Dermatology. 9th ed., Philadelphia: Saunder’s
W.B. 2000; Vol.2; Che. 28: P.775.

Lal, P; Sharma, R; Mohan, H; Sekhon, M-S:

Dermatofibrosarcoma Protuberans
metastasizing to lymph nodes: A case report
and review of literature. J. Surg Oncol 1999;
72:178.
5-Mckee, P-H, Fletcher, C-D. Dermatofibrosarcoma

Protuberans  presenting in infancy and
childhood. J. Cutan. Pathol 1991; 18:241-6.

6- Bouyssou-Gauthier, M-L; Labrousse, F; Longis,
B; Bedane, C; Bernard, P; Bonnetblanc, J-M.
Dermatofibrosarcoma Protuberans in childhood.
Pediatr. Dermatol. 1997; Nov-Dec, 14(6):463-5.

7- Reis-Filho, J-S; Milanezi, F; Ferro, J; Schmitt, F-
C. Pediatric pigmented dermatofibrosarcoma
protuberans (Bednar tumor): Case report and
review of the literature with emphasis on the
differential diagnosis. Pathol. Res. Pract. 2002;
198(9):621-6.

8- Sigel, J-E; Bergfeld, W-F; Goldblum, J-R: A
morphologic study of Dermatofibrosarcoma
Protuberans: Expansion of histologic profile. J.
Cutan Pathol 2000; 27(4):159-63.

9-Bowne,W-B;Antonescu,C-R;Leung,D-H;Katz,S-
¢;Hawkins,W-G;Woodruff,J-M;Brennan, M-
F;Lewiz,J-J:Dermatofibrosarcoma Protuberans:
A clinicopathological analysis of patients
treated and followed at a single institution.
Cancer 2000; 88(12): 2711-20.

10-Connelly, J-H; Evans, H-L.

Dermatofibrosarcoma Protuberans: A clinico-

pathologic review with  emphasis on

fibrosarcomatous areas. Am. J. Surg. Pathol.

1992; 16:921.

Closter HM JR: Dermatofibrosarcoma
Protuberans. J. Am. Acad. Dermatol. 1996,
35:355-74.

12- Heenan, P-J. Tumors of the Fibrous Tissue
Involving the Skin. In: Lever’s Histopathology
of the skin. Elder, D; Elenitsas, R; Jaworsky, C;
and Johnson, B. 8th ed. Philadelphia;
Lippincott—Raven, 1977; Vol.33:P.847-87.

2

3

4

11-

Iragi J. Comm. Med. Oct. 2008 Vol-22 (4)



Dermatofibrosarcoma Protuberans: ""Epidemiological and Clinical Study"* Adil A. Al-Nuaimy

13- Oliveira-Soares, R; Viana, I; Vale, E; Soares-
Almeida, L-M; Picoto, A.
Dermatofibrosarcoma Protuberans: A

with extended clinical follow up. Am. J. Surg.
Pathol. 2000; 24(8):1125- 30.
17- Bonish, B-K; Foreman, K-E; Gutierrez-Steil, C;

clinicopathological study of 20 cases. J. Eur.
Acad. Dermatol. Venereol. 2002 Sep;
16(5):441-6.

14- Al- Waiz, M, Sharquie, K-E & Al- Hamdani, G-

A. An upsurge of new cases of Kaposi's
sarcoma in Iragi patients. Saudi Med. J. 2003;
24: 224- 225.

15- Sharquie KE & Naji A. Mycosis Fungoides,

Yemeni Med J. 2000; 1(1): 32-9.

16- Goldblum, J-R; Reith, J-D; Weiss, S-W:

Sarcoma arising in  Dermatofibrosarcoma
Protuberans: A reappraisal of biologic behavior
in eighteen cases treated by wide local excision

338

Nickoloff, B-J. Phenotype and proliferation
characteristics of cultured spindle-shaped cells
obtained from normal human skin and lesions
of dermatofibroma, Kaposi's sarcoma and
dermatofibrosarcoma protuberans: A
comparison with fibroblast and endothelial cells
of the dermis. J. Dermatol. Sci.; 1997 Nov;
16(1): 52-8.

Dermatology & Venereology Unit Dept of
Medicine College of Medicine Baghdad University

Iragi J. Comm. Med. Oct. 2008 Vol-22 (4)



