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K CBEAEHHUIO ABTOPOB!
[Ipu HampaBIEeHUY CTAaTbH B PEAAKITUIO HEOOXOIUMO COOIONATh CISAYIONINE TIPABHIIIA;

1. CraTps nomkHa OBITH IPEJCTaBICHA B IBYX SK3EMIUIIPAX, HA PYCCKOM HMJIM aHTITUHACKOM SI3bI-
Kax, HaTrleyaTaHHas yepe3 MoJITopa HHTepBaJjia Ha OIHOI CTOPOHE CTAHIAPTHOIO JIUCTA € INMPHHOI
JIEBOTO NOJIsI B TPHM caHTHMeTpa. Mcnonb3yemblil KOMIIBIOTEPHBII WPUQT U1 TEKCTa Ha PYCCKOM U
aHnuickoM s3bikax - Times New Roman (Kupuiuna), 115 TeKcTa Ha TPy3UHCKOM S3BIKE CIIEAYeT
ucnoip3oBath AcadNusx. Pasmep mpudra - 12. K pykonrcu, HaneyaTaHHOW Ha KOMITBIOTEPE, JTODKEH
o5ITh IprtoskeH CD co crarbeit.

2. Pa3Mep craTbu TOTKEH OBITH HE MEHEe NeCsTH 1 He OoJiee 1BaALATH CTPAHUI] MAITHOIINCH,
BKJIIOYAsl yKa3areJlb JINTepaTypsl U Pe3loMe Ha aHIJIMIICKOM, PYCCKOM U IPYy3HHCKOM SI3bIKaX.

3. B crarbe 10KHBI OBITH OCBEIICHBI AKTyaIbHOCTh JAHHOTO MaTepHalla, METOIBI U PE3YIIbTaThI
UCCIIeIOBaHUs U X 00CYyKACHHE.

[Ipu npencTaBiIeHNHN B IIeYaTh HAYYHBIX SKCIIEPUMEHTAIBHBIX PA0OT aBTOPHI JOJIKHBI YKa3bIBATH
BHUJl U KOJMYECTBO SKCIIEPUMEHTANBHBIX KUBOTHBIX, IPUMEHSBIINECS METOABl 00e300MMBaHUS U
YCBHIJICHHUS (B XOJI€ OCTPBIX OIIBITOB).

4. K crarbe JOIKHBI OBITH MIPUIIOMKEHBI KpaTKoe (Ha MOJICTPAaHUIIBI) Pe3OMe Ha aHIIIUICKOM,
PYCCKOM M IT'PY3HHCKOM $I3bIKax (BK/IIOYAIOLIEE CIELYOLINE pa3aesbl: Liedb UCCIeI0BaHNs, MaTepHual U
METOJIBI, PE3YJILTATHI M 3aKIIFOUSHHE) U CIIUCOK KITtoueBBIX cioB (key words).

5. Tabnunp! HEOOXOIUMO NPENCTABIATE B Ie4aTHOH hopme. DoTokonuu He npuHUMaroTcs. Bee
nu¢poBbie, HTOTOBbIE H NPOLIEHTHbIE JaHHbIE B Ta0JIMIaX J0JIKHbI COOTBETCTBOBATH TAKOBBIM B
TeKcTe cTaThbU. Tabiuibl U rpaduKu TOJKHBI OBITH 03aryIaBIICHBI.

6. dotorpadun AOIKHBI OBITH KOHTPACTHBIMHU, (POTOKOIHHU C PEHTTEHOTPAMM - B IO3UTUBHOM
n300paxeHuH. PUCYyHKH, yepTeXu U IuarpaMmbl clIeoyeT 03ariaBUTh, IPOHYMEPOBATh U BCTABUTH B
COOTBeTCTBYIOIIEe MecTo TekcTa B tiff opmare.

B noanucsix k MukpogotorpadgusaM cieayeT yKa3plBaTh CTEICHb yBEIMUCHUS Yepe3 OKYISP HITH
00BEKTUB U METOJ] OKPACKU WJIM UMIIPETHALIMH CPE30B.

7. ®aMUIUU OTEYECTBEHHBIX aBTOPOB MIPUBOJAATCS B OPUTHHAIBHON TPAHCKPUIILIUH.

8. I[Ipu opopmnennu u HampaBneHun crared B xypHanm MHI mpocum aBTOpOB cobmronars
NpaBUIIa, U3JI0KEHHBIE B « EMUHBIX TpeOOBaHUSIX K PYKOMHUCSM, IPEACTABISIEMBIM B OMOMEIUIIMHCKHUE
JKypHAJIbD», TPUHATHIX MeXIyHapOAHBIM KOMHUTETOM PEIAaKTOPOB MEAMLMHCKUX KYpHAJIOB -
http://www.spinesurgery.ru/files/publish.pdf u http://www.nlm.nih.gov/bsd/uniform_requirements.html
B koHIIe Kax 101 OPUTHHATIBHOM CTaThU MPUBOAUTCA OnOIHOrpadguyeckuii cnucok. B cnmncok nurepa-
TYPBI BKJIFOYAIOTCSl BCE MaTepHalibl, HA KOTOPBbIE UMEIOTCS CCBUIKU B TeKcTe. CIHUCOK COCTaBIAETCs B
andaBUTHOM MOpsAKe U HymMepyeTcs. JIutepaTypHblii HCTOYHMK NPUBOAUTCS Ha sI3bIKE OpUrMHaia. B
CIMCKE JINTEPATyPhl CHavYajia IPUBOIATCS PabOThI, HAMCAHHBIE 3HAKaMU TPY3MHCKOTO andaBuTa, 3aTeM
Kupwuien u naruHuneidl. CChUIKM Ha IUTHUPYEMble pabOThl B TEKCTE CTAaTbH JAIOTCS B KBaIpPaTHBIX
CKOOKax B BUJI€ HOMEPA, COOTBETCTBYIOLIETO HOMEPY JaHHOH pabOoThI B CIIMCKE TUTEPaTypbl. bonbmmH-
CTBO IIUTHPOBAHHBIX UCTOYHUKOB JOJKHBI OBITH 3a IMOCTIEAHNUE S5-7 JIET.

9. ns momydeHus MpaBa Ha MyONMKAIMIO CTaThs OJDKHA MMETh OT PYKOBOIUTENSI pabOTHI
WIN YUPEXKJCHUS BU3Y U CONPOBOIUTEIHHOE OTHOLLICHNUE, HAIMCAHHBIC WJIM HAlledaTaHHbIE Ha OJIaHKe
Y 3aBEPEHHBIE MOJIHCHIO U NIEYATHIO.

10. B koHIe cTaThU NOJKHBI OBITH MOAMHCH BCEX aBTOPOB, MOJHOCTBHIO MPUBEAEHBI UX
(amMuInM, UIMEHa U OTYECTBA, YKa3aHbl CIIy>KeOHBIN M AOMAIIHUI HOMEpa TeJIe(OHOB U agpeca MM
uHble koopAuHaThl. KomuuecTBo aBTOPOB (COABTOPOB) HE NOHKHO MPEBBIMIATH IISATH YEJIOBEK.

11. Penakuus ocraBisiet 3a cO00i MpaBo COKpaIaTh ¥ HCIPaBIATh cTarhi. Koppekrypa aBropam
HE BBICBUIAETCS, BCS paboTa U CBEpKa IPOBOAUTCS 110 aBTOPCKOMY OPHTHHAILY.

12. HemomycTuMoO HampaBiieHHE B pelaklMIo padoT, MpeICTaBICHHBIX K MeYaTH B MHBIX
M3/1aTeNbCTBAX WIIM OMYOJIMKOBAHHBIX B APYTHX U3JAHUSX.

Hpﬂ HApYHNIEHUH YKa3aHHBIX IPABUJI CTATbU HE PAaCCMAaTPUBAIOTCH.
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1. Articles must be provided with a double copy, in English or Russian languages and typed or
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typed on a special signed form, certified by a stamp or a seal.

10. Articles must be signed by all of the authors at the end, and they must be provided with a list of full
names, office and home phone numbers and addresses or other non-office locations where the authors could be
reached. The number of the authors (co-authors) must not exceed the limit of 5 people.

11. Editorial Staff reserves the rights to cut down in size and correct the articles. Proof-sheets are
not sent out to the authors. The entire editorial and collation work is performed according to the author’s
original text.

12. Sending in the works that have already been assigned to the press by other Editorial Staffs or
have been printed by other publishers is not permissible.

Articles that Fail to Meet the Aforementioned
Requirements are not Assigned to be Reviewed.
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Abstract.

Dermatofibrosarcoma protuberans (DFSP) is a rare, low-grade
cutaneous sarcoma typically found on the proximal extremities
and the trunk, characterized by infiltrative growth and low
risk of metastasis. High rates of local recurrence or relatively
large tumor sizes can significantly complicate therapeutic
management, particularly when 1) surgical intervention is not
adequately performed and /or 2 access to newer medications is
limited or their high cost imposes a financial burden on patients.

We present the case of a 63-year-old male with a histologically
confirmed dermatofibrosarcoma protuberans, measuring 6 cm
in diameter, located on the right dorsal region, accompanied by
several confluent multifocal nodules situated infralaterally to
the primary formation.

Wide surgical excision with 5 mm margins in all directions was
performed, achieving clean resection margins in all directions
and short term recidive-free outcome.

This report also provides a brief overview of the therapeutic
options available for DFSP, emphasizing the surgical approach,
which remains the gold standard for treatment.

Key words. Dermatofibrosarcoma protuberans, dermatologic
surgery, wide local excision, Mohs surgery, tumour recidive,
skin cancer.

Introduction.

Dermatofibrosarcoma protuberans (DFSP) is a rare, slow-
growing superficial neoplasm that typically arises on the proximal
extremities and the trunk [1]. The condition is characterized by
a high incidence of local recurrence and infiltrative behavior,
whereas the risk of metastasis is comparatively low [1,2].
Surgical excision achieving negative margins remains the gold
standard treatment for managing this condition [2]. However,
radiation therapy and systemic treatment with tyrosine kinase
inhibitors, such as imatinib mesylate, are considered alternative
options when achieving negative surgical margins is not
possible [2]. A brief overview will be conducted, focusing
on articles available on PubMed, specifically addressing the
treatment options for this condition, including their availability,
advantages and limitations.

Case report.

A 63-year-old male presented to the dermatology department
with a primary complaint of a chronic tumorous lesion on his
back, which periodically bleeds upon contact. His medical
history includes an appendectomy performed in 1980 and a
diagnosis of chronic obstructive pulmonary disease (COPD).
The patient is on systemic therapy with beclometasone
dipropionate/ formoterol fumarate dihydrate/ glycopyrronium
87 microgram/5microgram/9microgram, taken twice daily, in
the morning and evening, for the past year.

© GMN

Additionally, the patient has been taking colchicine 0.5 mg,
administered twice daily, once in the morning and once in the
evening, also for the past year, due to osteoarthritis diagnosed
about a year ago of both knee joints.

There was no reported family history of skin cancer among
any of the patient’s relatives.

The patient requested a physical examination and further
therapeutic approach to be established.

The dermatological examination revealed a tumor formation
in the right dorsal region, measuring approximately 6 cm in
diameter (Figure 1a/1b). The lesion displayed a rounded shape
with nodular growth, was mobile relative to the underlying
subdermal structures, and exhibited a smooth surface. In the
peripheral region of the formation, infralaterally, several
confluent rounded nodules were observed, characterized by a
pink to red color, smooth and regular surface, and palpable dense
consistency (Figure 1a/1b). Lymph nodes were not palpable.

The patient was recommended surgical excision of the entire
lesion with the simultaneously removal of the satellite lesions
under local anesthesia. Routine blood tests were conducted,
resulting without abnormalities. A chest X-ray and an
abdominal ultrasound were performed, ruling out any metastatic
or concurrent neoplastic process. The tumor formation in the
right dorsal region was preoperatively marked (Figure 1b) and
removed with a wide local excision, with a safety margin of
at least 5 mm in 2 directions (Figure 2), but also about 3cm
in the opposite directions. The resulting wound defect was
subsequently closed using single interrupted sutures (Figure
3a,b). Daily wound dressings with povidone-iodine were
applied, and suture removal was performed between the 10%-
12" postoperative days. The postoperative period resulted
without complications.

The histopathological examination revealed extensive
mesenchymal neoplasia characterized by orthohyperkeratosis,
interspersed with horizontally alternating parakeratotic
squamous crusts overlaying areas of epidermal atrophy. These
alternated with reticular acanthotic projections and ecstatically
dilated capillary loops in the papillary dermis. The neoplasm
exhibited a compact proliferation of collagen fibers of varying
calibers, accompanied by fusiform atypical fibroblastic cells
with centrally located nuclei containing two to three nucleoli.
These cells were embedded in a well-vascularized stroma with
foci of lymphoplasmocytic infiltration densely occupying the
lower dermal layers and diffusely invading the hypodermis.
Clean resection lines were achieved. The histopathological
findings were consistent with dermatofibrosarcoma protuberans
(Figures 4-6).

Registration for further monitoring at the regional oncology
clinic was advised, along with a recommendation for outpatient
PET-CT imaging.
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Figure la,b. Preoperative panel:

la: A tumor formation in the right dorsal region, measuring
approximately 6 cm in diameter. The lesion has a rounded shape
with nodular growth, relatively mobile to the underlying subdermal
structures, and with a smooth surface. In the peripheral region of the
formation, infralaterally, several confluent rounded nodules can be
observed, characterized by a pink to red color, smooth and regular
surface, and palpable dense consistency.

1b: Creative preoperative marking of the lesion that will be surgically
excised.

Figure 2. Intraoperative view.: Primary wound defect resulting from
elliptical excision of the tumor formation with a 5 mm safety surgical
margin in all directions.

Figure 3a,b. Postoperative view: The primary wound defect is closed
with single interrupted sutures.
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Figure 4. DFS — prominent involvement in subcutis x HE x 40.

Dermatofibrosarcoma  protuberans:  Extensive  mesenchymal
neoplasia characterized by orthohyperkeratosis, interspersed with
horizontally alternating parakeratotic squamous crusts overlaying
areas of epidermal atrophy. These alternated with reticular acanthotic
projections and ecstatically dilated capillary loops in the papillary
dermis. The neoplasm exhibit a compact proliferation of collagen fibers
of varying calibers, accompanied by fusiform atypical fibroblastic
cells with centrally located nuclei containing two to three nucleoli.
These cells are embedded in a well-vascularized stroma with foci of
lymphoplasmocytic infiltration densely occupying the lower dermal
layers and diffusely invading the hypodermis.

Figure 6. DFSP x HE x 100.



Discussion.

Dermatofibrosarcoma protuberans (DFSP) is a rare, low-
grade cutaneous sarcoma that predominantly affects the trunk
and extremities, with an annual incidence of 0.8 to 5 cases per
million [3].

It is locally aggressive, exhibiting a significant tendency for
local recurrence, yet metastasis is rare [4].

Tumors located in the head, face, and neck regions are
associated with greater likelihood of recurrence compared to
those on the extremities [3].

A retrospective analysis of 65 patients with 67 primary
cutaneous sarcomas revealed that the head and neck region was
the most common site of localization, with 44 patients exhibiting
various types of sarcomas, including dermatofibrosarcoma
protuberans [5].

Criscito et al. [6] conducted an extensive analysis of
prognostic factors and the influence of treatment modalities
on overall survival in patients with DFSP, examining 3686
individuals with histologically confirmed diagnoses of DFSP.
Poorer overall survival was estimated in association with older
age (hazard ratio [HR], 1.08; 95% CI, 1.06-1.10; P<.001), male
sex (HR, 1.97; 95% CI, 1.09-3.55; P=.03), and tumor size (HR,
1.09; 95% CI, 1.01-1.18; P=.04) [6]. Interestingly, these same
factors — older age (odds ratio [OR], 1.01; 95% CI, 1.00-1.02;
P=.01) and male sex (OR, 1.95; 95% CI, 1.57-2.42; P < .001)
- were also linked to larger tumors (>= 3.0 cm) at presentation
[6]. Furthermore, receiving surgery combined with radiation,
instead of surgery alone, was significantly associated with older
age at presentation (OR, 1.02; 95% CI, 1.01-1.03; P =.01), large
tumor size (OR, 1.15; 95% CI, 1.09-1.21; P < .001), and head
and neck location (OR, 4.63; 95% CI, 2.66-8.07; P <.001) [6].

Fibrosarcomatous differentiation (DFSP-FS) is recognized as
a significant risk factor associated with increased rates of local
recurrence [3], metastasis, and mortality when compared to
classic DFSP without fibrosarcomatous changes [7].

Liang et al. [7] conducted a comprehensive analysis of
1422 patients with DFSP and 225 with DFSP-FS. The study
demonstrated substantially higher risks in the DFSP-FS group:
local recurrence was observed in 29.8% of DFSP-FS cases
compared to 13.7% in DFSP, with a risk ratio 2.2 [95% CI, 1.7-
2.9]; metastasis occurred in 14.4% of DFSP-FS cases compared
to 1.1% in DFSP, with a risk ratio of 5.5 [95% CI, 4.3-7.0]; and
death from disease was found at 14.7% for DFSP-FS compared
to 0.8% for DFSP, with a risk ratio of 6.2 [95% CI, 5.0-7.8]) [7].

Wide surgical excision with three-dimensional histologic
margin control has been demonstrated to be an effective
treatment option for DFSP, achieving outcomes without
recurrence or metastatic spread [8].

However, recurrence rates following wide local excision can
range from 0% to 41% [9]. Due to this variability, some authors
are suggesting Mohs micrographic surgery as a treatment option
[3]. A complete response was achieved with Mohs surgery in a
10-year-old child presenting with a DSFP plaque localized to
the chest area [10].

Foroozan et al. [11] reported a significantly lower recurrence
rate for DFSP with Mohs micrographic surgery, at 1.11% (95%
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CI, 0.025-6.03%), compared to a recurrence rate of 6.32% (95%
CI, 3.19%-11.02%) following wide local excision. Despite
these findings, Mohs micrographic surgery or similar surgical
techniques were not recommended as first-line therapies for
DFSP, especially in regions prone to recurrence [11].

A combination of conservative surgery and radiation
therapy can achieve excellent local control in patients with
dermatofibrosarcoma protuberans [12]. A retrospective analysis
by Castle et al. [12] conducted 53 patients with DFSP, with a
median tumor size of 4 cm (range: 1-25 cm), who were treated
with surgery and either pre- or postoperative radiation therapy.
The study reported an overall survival rate of 98% at both 5
and 10 years [12]. Local disease control and disease-free
survival rates were reported as 98% and 93% at 5 and 10 years,
respectively [12].

Understanding the molecular mechanisms underlying DFSP
has led to the development of target therapies, such as imatinib
mesylate [3].

This first systemic-line therapy can be useful in cases of
recurrent, metastatic or unresectable tumors [3].

Wang et al. [13] conducted a retrospective analysis of 22
patients, including 10 with locally advanced and 12 with
metastatic DFSP, who were treated with imatinib therapy.

The study found that 15 patients achieved partial remission,
6 achieved stable disease, and one developed resistance to the
drug [13].

Both classic and fibrosarcomatous DFSP demonstrated similar
responses to imatinib [13]. Additionally, 4 out of 10 patients
with primarily unresectable DFSP underwent neoadjuvant
therapy with imatinib before surgical resection [13].

However, tumor relapse may occur once systemic therapy is
discontinued [3].

Sunitinib, a multi-targeted receptor tyrosine kinase inhibitor,
presents a promising new approach for the treatment of
metastatic and recurrent DFSP [3] (ClnicalTrials.gov identifier
NCT00474994).

Pazopanib has shown a partial response in a patient with
metastatic fibrosarcomatous dermatofibrosarcoma protuberans
[14].

Regorafenib, a multikinase inhibitor, has demonstrated
antitumor effect in non-adipocytic soft tissue sarcomas and has
been shown to improve progression-free survival [15].

In cases of recurrent and infiltrative DSFP that are unresponsive
to conventional therapeutic options - including postoperative
radiation therapy - and refractory to treatment with 800 mg
of imatinib, sorafenib may serve as a promising alternative
treatment option [16].

Conclusion.

Although new therapies are emerging for the treatment
of dermatofibrosarcoma protuberans, the gold standard for
managing the condition remains the Mohs micrographic surgery
or the so called wide surgical excision.

The key takeaway is that when diagnosed early, DFSP can
often be effectively eliminated through early surgery alone
(wide local surgery), without the need for additional treatment
approaches.
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