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GOAL

To review the features of dermatalibresarcoma protuberans (DFSP)

QEJECTIVES

Lipen complation of this: acfivity, dermatologisie and genaral practioners

should be ableto

1. Déscribe the clinkcal appearance,-locations, and diferential

diagrosis of DESF

2, Discuss the histolegic charactaristica of DFSF.
3. Raview the treatment choloes for DFESE

CME Test on page 269.
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Darmatofibrosarcoma protuberans (DFSF) is an un-
commen imor with its onset typlcally in the secand
te fifth dacades of e, It mast commoniy presants
an the frunk, and recant cyiegenelic sludigs sug-
gesgt a neural arigin. A case presenialion and reviaw
of the recent literature an the diagnasis, diffarential
diagnosis, and treatment of DFSE Is prasented

Case Report
A 39 year-old white famale presented with a com-
plaint of a slowly growing inguinal nodule that
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FIGURE 1. A 3-¢cm by 2 5-¢m rock-hard, flesh-calarad,
dexma-shaped, nortender, subcutanacus noduls in the
right Inguingl area.
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FIGURE 2. [A) Lewvar powar magnification of the Biop-
gy. Mesenctiymal naoplasr showing gl riform pattern.
(81 A highar magniflcaton, showi ng thin filform cells
with =pindle-shaped nuclai in a stariform patbarn,

developed 6 months previously. She denied pain,
itching, or buming, She reported no antecedant
trauma to the ares, The patient was previously
seen by her gynecologist and was rold ic was a
WarL.

She had no past medical history, ook no med-
ication, and had no allergles. Her family history is
noncantribucory.

Cm physical examinarion, a 3-cm by 2.5-cm rock-
hard, flesh-colored, dome-shaped, nontender subcu-
taneous nodule was seen in the right inguinal area
(Figure 1}. The nodule appeared fixed to the overly-
ing skin hut mobile owver the deep tissue,

An excisional blopsy was petformed. Higtopathol-
opy revesled an infiltracive mesenchymal neoplasm
invading the far with a lacelike array. The tumor was
compoeed of numerous thin, filiform cells with little
intervetung collagen (Figuee 2, A and B). Aseas of
the tuinor showed a storifortn pattem. hnmunopes-
axidase staining showed CD34 positive with very lie-
tle staining for Factor X1lla.

The patient was dispnaosed vwith dermacofibrosar-
coma protiberans (DESE)Y and was refereed for Mohs'
micrographie surpery. A magnetle resonace tmage of
the pelvis and proin wos normal, The tuimer wes ex-
cised via the Mohs® technique requiring a3 stage, 13
section procedure (Figure 3), The defect was then
sent for repair to plastic surpery.

< LTS

Comments

DFSP 15 utecomnon, accounting for <0.1% of all ma-
lignancies! Its incidence is 0.81x10F patients per
year! Is behavior is noted for being locally aggres-
sive® with a high rate of local recurrence. While re-
poets wary, there appears o be equal frequency in
males and females.’** However, blacks appear to have
a higher incidence of this mmor than whites® The
anzer of this timor ranges between birth and 80 years
af age: the average being between the second and fifeh

‘decades of life. The tumor most commonly involves

the ounk (=50%), follovweed by the prosimal extrem-
ities (20%=30%) and the head and neck (—10%).
Omnly o small amount of cases have been reported to
ocour on actal skin. [nrerestingly, in children, 15% of
the tumors occur on the hands or feer, giving some
weight to & passible assoeiation of this pemor with an-
recedent crauma.” Morphologically, the rumor appears
as an incdurared plaque, red-brown, blue-red, or flesh
incolon As the tumor grows, It may ulcerate; become
lobulated, or painful. Aress of previous rrauma, bums,
ar surgical scars’ have a higher probabilicy of devel-
aping DFSE wichin them. Bednar mmer is a histo-
logical vatlant of DFSP chat, unlike DFSE, contains
melanin.® Recent evidence suggests neural origin of
the tumor (chromosames 17g & 22q, aftecred in NFI
and NFLI respecrively, were found in cytogenetic stud-
ies of DESP)=



The differencial diagnesis for DESE in-
cludes both benign and malignant condi-
tions (Table 1), Histologically, DFSE appears
as a well-differentiated fibrosarcoma.t It
arises in the dermis with multiple incer-
wowen fascicles of fibroblasts with spindle-
shapad nucled. The faccicles classically form
a stariform pactern ad ceplace the collagen
and far beneath it. The presence of 034
and abeence of facoor X111 is rypical on im-
munostaining of DFSE [n dermarofibroma,
this patretn is reversed, ™™

Prognosis

Prognosis is determined in part by the
presence of locally appressive rentaclelike
extenstons that spread bencath clinically
normal-looking skin. These often invade
inte subcutanecys fat, fascia, muscle, and
bome. Bone etosion by the rumar, especially
on the head, may resule in death. The size
of the clinically apparent tumor s not
related to prognosis.’ Of cases with local re-
cuerence, 30% o 73% occurred within 3
years of surgery; rarely, recufrence may pre-
sent after 19 years."

When present, metastases are usually
associated with multiple local recutrences.
Regional lymph nodes are involved in
approximately 1% of cases, and in approxi-
mately 4%, hematopenme spread may oc-
cur, predominantly to the lungs.* Survival
afrer metascaric disease ranges from 1 ro 41
months with a mean of 14 menths,’

Management
Srudics have shown a total recurrence rate
of 44% when standard surpical excision
withour complete histolopical examination
of the margine is wed {Table [13.7 This w-
tal recurrence tare falls o 20% when a wide
{=2cm) excision down o fascia is wsed
When Mohs' surgery is employed, recur-
rence falls further w 1.6%,° clearly showing
that this Is the treatment of choice. The
principle reason for such high recurrence is
the presence of clinically unrecognized and
histologically easily overlocked projections
of tumor deep into fascia and muscle. These
projections are left hehind with conszerva-
tive surgery or missed an starwlard histolog-
ical examinatior.

The benefit of skin conservation with
Mohs' surgery has been demonstrated in
DFSE In & total of 38 Mohs parients, &
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seclion procedures.

Tahle I

Clinical Differential Diagnosis of DFSP
Benign Maligrant

1. Darmatofibroma 1. Cutaneaus melasiases
2. Syphilific gumrma 2, Desmaid fumor

3. kelokd 3. Fibrasarcoma

4, Lipoma 4. Lymphorma

5. Morphea 4, Maligrant matanoma
&, Meurcfibroma &. Medroganic sarsoma
7. Sarcoidosis 7. Sweat gland carcinoma
8, Sclerosing hemangioma

3. Epidermoid oyst
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Tabsle |1

Comparison of Surgical Modalities in the Treatment of DFSPY

Procedurs General Recurrence Mean and Ranga Mo, of Patlents Follow-up Period
Surgery 2% (DRe-60%) 4R0 1 ma—14

WIS 167 {(F-6.8%) Fd ImoBy

Surgery =d-cm  Z3% 13 1y=Ty

margin

MRS 1-cm 0% 15 Amo-8y

margir

WIS indicates Maohs' mécrographic sungeny,

* Tha ene patiant wieh recumance in that sanes undenvent 8 secomd MMS witioul reciffancs (3 years)

2.5-cm surgical margin would have been needed 1o
fully remove the mumor if standard surgical excision
had beer used. ™™ Threugh skin comservation, Mehs
allowed primary closure of the woumnds in up o 38%
of cases,” Further benefit may be ohrained by in-
jections of hyalurenidase into the mumor before
Mohs® surgery, A preliminary study suggested that
reduced surgical margins were seen in 5 patients
pretreated with hyaluronidase compared with stan-
dard Mohs' rechnigue.®

Several studics have looked at the mole of radiation
therapy in DFEE They include patients treated with
radiation alome and those combined with surgery.
Using electron beam and brachyrherapy, Suit et al
produced clinically local contral in 3 patients, 1 with
primary dissase and 2 with local recumence, ar up
10 years* Haas et al looked remospectively ar 38 pa-
fients o fry o compare surgical therapy alone with
radiatlon and surpery.® Local control with sucgery
alone was 67%, while for radiation it was 82%. Thes=
tesults, however, were not stacistically significant, 2
fact they attribute to the small numbers in the suedy.
Ballo er al* had a single patient treated with radiarion
rl'lE"I"..iFl'r' H.]JDI'IL' 'A'I'I.I} fa.iltd to EChII.C"r'I:' |.(.1CH.] i.'ll.mtl.'l.':ll.-

Interestingly these scudies come from nonderma-
tological departments thar conrinue o describe wide
local excision (=3 cm margin} as the best means of
therapy, ever though they cite evidence that Maohs’
surgery has bewer local control. Indeed many of the
patisnts i these studies received radiacion precisely
because the standard swrgical margins were positive
for umor, a feature that could be climinated or greatly
teduced by Mohs' rechnique. Adjuvant radiation af-
ter Mohs' exciston has nor been studied. Reparts of
the few patients described with radiation as sale ther-
apy do sugeest that, when na other option exists, it
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can be used as the sole reatment modalicy. However,
the role of radiation in DFSP still has ver to he clar-
ified. Only case reports exise of chemaotherapy use in
metastatic [OFSE; theee are no definitive studies.
Chemotherspy has to role in local control.!
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