
ermatofibrosarcoma protuberans (DFSP) is a rare, locally aggressi-
ve dermal and subcutaneous fibrohystioctyic tumour that com-
monly appears in adult patients. It accounts for less than 0.1% of

all malignant neoplasms and represents 2-6% of all soft tissue sarcomas.1

We present a case of giant DFSP because of its rare occurrence.

A 31-year-old woman presented with a history of multiple asympto-
matic swellings on her abdominal wall approximately for 15 years. Her self
and family history was unremarkable. Dermatological examination revea-
led firm, livid colored four tumerous lesions, localized to a well-defined,
indurated, red-brown, morphea-like plaque of 10 x 20 cm diameters above
the umbilicus (Figure 1). Routine laboratory investigations were within nor-
mal ranges and chest X-ray and abdominal computerized tomography reve-
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An Unusual Soft Tissue Tumor:
Dermatofibrosarcoma Protuberans:

Differential Diagnosis

AABBSS  TTRRAACCTT  Der ma to fib ro sar co ma pro tu be rans is a ra re, lo cally ag gres si ve, der mal and sub cu ta ne -
o us fib rohy sti ocy tic tu mor that com monly ap pe ars in adult pa ti ents. The eti o pat ho ge ne sis of der-
ma to fib ro sar co ma pro tu be rans re ma ins unc le ar. It is cha rac te ri zed by slow growth and a high ra te
of re cur ren ce but li mi ted po ten ti al for me tas ta sis. The most com mon pre sen ta ti on is an in du ra ted
pla qu e with red-brown exoph ytic no du les on the trunk and pro xi mal ex tre mi ti es. The di ag no sis is
ma de by his to pa to lo gi cal exa mi na ti on. Wi de ex ci si on is the con ven ti o nal tre at ment of der ma to -
fib ro sar co ma pro tu be rans. He re in we des cri be a ca se of a 39-ye ar-old wo man who has had a gi ant
der ma to fib ro sar co ma pro tu be rans on the ab do mi nal wall for fif te en ye ars and was tre a ted with sur-
gi cal ex ci si on.

KKeeyy  WWoorrddss::  Der ma to fib ro sar co ma; soft tis su e ne op lasms

ÖÖZZEETT  Der ma to fib ro sar kom pro tu be rans sık lık la eriş kin ler de gö rü len, lo kal ag re sif, der mal ve sub -
ku ta nöz do ku dan kay nak la nan na dir bir fib ro his ti o si tik tü mör dür. Eti yo pa to ge ne zi tam ola rak an -
la şı la ma mış tır. Ya vaş bü yü me hı zı, sık re kür rens ve na dir me tas taz la ka rak te ri ze dir. En sık rast la nan
for mu göv de ve prok si mal eks tre mi te ler de yer le şen in dü re plak üze rin de ki ek zo fi tik tü mö ral lez -
yon lar dır. Ta nı his to pa to lo jik in ce le me ile ko nur. Kon van si yo nel te da vi si ge niş ek siz yon dur. Ka rın
du va rın da 15 yıl dır de vam eden bü yük no dü ler lez yo na der ma to fib ro sar kom ta nı sı ko nan ve cer -
ra hi ek siz yon la te da vi edi len 39 ya şın da bir ka dın ol gu su nul mak ta dır.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Der ma to fib ro sar kom; yu mu şak do ku ne op lazm la rı
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a led no ab nor ma li ti es. On the his to pat ho lo gi cal ex-
a mi na ti on, a tu mo ral le si on ex ten ding to the sub cu -
tis was de ter mi ned. The re was no grenz zo ne
bet we en the epi der mis and the tu mor. The tu mor
com po sed of in ter wo ven bund les of spind le cells
with plump nuc le i ar ran ged in a sto ri form or cart-
whe el pat tern (Fi gu re 2). Im mu nos ta i ning of CD34
was strongly po si ti ve (Fi gu re 3). A di ag no sis of
DFSP was ma de. Tu me ro us le si ons we re ex ci sed to-
get her with the in du ra ted pla qu e. The re was no oc-
cur ren ce du ring the 1 ye ar fol low-up pe ri od. 

DIS CUS SI ON

The his ti o ge ne sis of DFSP re ma ins unc le ar. Fib ro -
his ti ocy tic, fib rob las tic, pe ri ad ne xi al den dri tic and
ne u ra l-re la ted dif fe ren ti a ti on ha ve all be en sug ges -
ted.1 Re ports in di ca te that 33% of pa ti ents had a
his tory of pri or tra u ma, which may be re la ted to
the si te of oc cur ren ce or the no du lar ap pe a ran ce of
the tu mor.2 DFSP ari ses from the ar ran ge ment of
chro mo so mes 17 and 22, with the fu si on bet we en
the col la gen type 1α1 ge ne (CO LI A1) and pla te let-
de ri ved growth fac tor (PDGB) β-cha in ex pres si on
and ac ti va ti on of PDGF re cep tor β (PDGFRb) pro-
te in tyro si ne ki na se.3,4

The ini ti al cli ni cal pre sen ta ti on of DFSP is cha r-
ac te ri zed by a slow gro wing ra i sed asym pto ma tic le-
si on; it even tu ally en ters a mo re ra pid growth pha se
that may re sult with one or mo re no du les. Du e to its
in do lent on set, the pa ti ent may pre sent for eva lu a -
ti on when the tu mor is se ve ral cen ti me ters in si ze,
li ke our pa ti ent. She has wa i ted for 16 ye ars for a
der ma to lo gi cal exa mi na ti on.  The cli ni cal morp ho -
logy of DFSP is va ri ab le. The most com mon form is
a firm, in du ra ted pla qu e with red-brown exoph ytic
no du les as in our pa ti ent. It al so may pre sent with
non tu be rant forms li ke at rop hic, vi o la ce o us le si ons
re semb ling morp he a, ane to der ma, scle ro sing ba sal
cell car si no ma, an gi o ma-li ke le si ons or scar.1,5 Alt -
ho ugh DFSP is highly in va si ve it ra rely me tas ta si zes
even af ter lo cal re cur ren ce. We did not de ter mi ne
any me tas ta ses and re cur ren ce af ter 1 ye ar. As in our
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FIGURE 1: Tumerous lesions, localized to well defined morphea-like plaque.

FIGURE 2: Tumoral infiltration extending to the subcutis (HE, x10).

FIGURE 3: Immunostaining of CD34 x, 20.



pa ti ent, the most com mon si te of this le si on is the
trunk as in our pa ti ent, fol lo wed by the ex tre mi ti es.   

Di ag no sis is ma de his to pat ho lo gi cally. DFSP
usu ally ex hi bits den se, aty pi cal, spind le sha ped fi-
b rocy tes ar ran ged in a cha rac te ris tic cart whe el pat-
tern. The pro li fe ra ti on usu ally in fil tra tes the
sub cu ta ne o us adi po se tis su e. In im mu no his toc he -
mi cal exa mi na ti on, CD34 is a use ful mar ker to dis-
tin gu ish DFSP from ot her soft tis su e pro li fe ra ti ons
li ke de ep pe net ra ting der ma to fib ro ma and cel lu lar
be nign fib ro us his ti ocy to ma. DFSP, in con trast to
der ma to fib ro ma, re acts ne ga ti vely to wards an ti-
fac tor XI II.1,5 Our pa ti ent had typi cal his to pat ho lo -
gi cal ap pe a ran ce and CD34 sta i ning was po si ti ve. 

Wi de ex ci si on re ma ins the ma ins tay of tre at -
ment for DFSP with an ex pen ded lo cal re cur ren ce
ra te of less than 10%.6 Mohs sur gery was re por ted
to be an ex tre mely ef fec ti ve met hod of re sec ti on,
with a low ra te of lo cal re cur ren ce.1,6 Ad ju vant ra-
di ot he rapy, che mot he rapy and ima ti nib may be
help ful to dec re a se lo cal re cur ren ce ra tes.1 In our
pa ti ent, wi de ex ci si on was per for med. 

In conc lu si on, DFSP is an un com mon cu ta ne -
o us ma lig nancy and may be con fu sed with se ve ral
be nign and ma lig nant tu mors. In cli ni cal set tings,
in do lent and slow gro wing tu mors sho uld be con-
si de red sug ges ti ve for DFSP and a his to pat ho lo gi cal
exa mi na ti on sho uld be ma de.
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