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avtorTa sayuradRebod!

redaqciaSi statiis warmodgenisas saWiroa davicvaT Semdegi wesebi:

 1. statia unda warmoadginoT 2 calad,  rusul an inglisur enebze, dabeWdili 
standartuli furclis 1 gverdze,  3 sm siganis marcxena velisa da striqonebs 
Soris 1,5 intervalis dacviT. gamoyenebuli kompiuteruli Srifti rusul da ing-
lisurenovan teqstebSi - Times New Roman (Кириллица), xolo qarTulenovan teqstSi 
saWiroa gamoviyenoT AcadNusx. Sriftis zoma – 12. statias Tan unda axldes CD 
statiiT. 
 2. statiis moculoba ar unda Seadgendes 10 gverdze naklebs da 20 gverdze mets 
literaturis siis da reziumeebis (inglisur, rusul da qarTul enebze) CaTvliT.
 3. statiaSi saWiroa gaSuqdes: sakiTxis aqtualoba; kvlevis mizani; sakvlevi 
masala da gamoyenebuli meTodebi; miRebuli Sedegebi da maTi gansja. eqsperimen-
tuli xasiaTis statiebis warmodgenisas avtorebma unda miuTiTon saeqsperimento 
cxovelebis saxeoba da raodenoba; gautkivarebisa da daZinebis meTodebi (mwvave 
cdebis pirobebSi).
 4. statias Tan unda axldes reziume inglisur, rusul da qarTul enebze 
aranakleb naxevari gverdis moculobisa (saTauris, avtorebis, dawesebulebis 
miTiTebiT da unda Seicavdes Semdeg ganyofilebebs: mizani, masala da meTodebi, 
Sedegebi da daskvnebi; teqstualuri nawili ar unda iyos 15 striqonze naklebi) 
da sakvanZo sityvebis CamonaTvali (key words).
 5. cxrilebi saWiroa warmoadginoT nabeWdi saxiT. yvela cifruli, Sema-
jamebeli da procentuli monacemebi unda Seesabamebodes teqstSi moyvanils. 
 6. fotosuraTebi unda iyos kontrastuli; suraTebi, naxazebi, diagramebi 
- dasaTaurebuli, danomrili da saTanado adgilas Casmuli. rentgenogramebis 
fotoaslebi warmoadgineT pozitiuri gamosaxulebiT tiff formatSi. mikrofoto-
suraTebis warwerebSi saWiroa miuTiToT okularis an obieqtivis saSualebiT 
gadidebis xarisxi, anaTalebis SeRebvis an impregnaciis meTodi da aRniSnoT su-
raTis zeda da qveda nawilebi.
 7. samamulo avtorebis gvarebi statiaSi aRiniSneba inicialebis TandarTviT, 
ucxourisa – ucxouri transkripciiT.
 8. statias Tan unda axldes avtoris mier gamoyenebuli samamulo da ucxo-
uri Sromebis bibliografiuli sia (bolo 5-8 wlis siRrmiT). anbanuri wyobiT 
warmodgenil bibliografiul siaSi miuTiTeT jer samamulo, Semdeg ucxoeli 
avtorebi (gvari, inicialebi, statiis saTauri, Jurnalis dasaxeleba, gamocemis 
adgili, weli, Jurnalis #, pirveli da bolo gverdebi). monografiis SemTxvevaSi 
miuTiTeT gamocemis weli, adgili da gverdebis saerTo raodenoba. teqstSi 
kvadratul fCxilebSi unda miuTiToT avtoris Sesabamisi N literaturis siis 
mixedviT. mizanSewonilia, rom citirebuli wyaroebis umetesi nawili iyos 5-6 
wlis siRrmis.
 9. statias Tan unda axldes: a) dawesebulebis an samecniero xelmZRvane-
lis wardgineba, damowmebuli xelmoweriTa da beWdiT; b) dargis specialistis 
damowmebuli recenzia, romelSic miTiTebuli iqneba sakiTxis aqtualoba, masalis 
sakmaoba, meTodis sandooba, Sedegebis samecniero-praqtikuli mniSvneloba.
 10. statiis bolos saWiroa yvela avtoris xelmowera, romelTa raodenoba 
ar unda aRematebodes 5-s.
 11. redaqcia itovebs uflebas Seasworos statia. teqstze muSaoba da Se-
jereba xdeba saavtoro originalis mixedviT.
 12. dauSvebelia redaqciaSi iseTi statiis wardgena, romelic dasabeWdad 
wardgenili iyo sxva redaqciaSi an gamoqveynebuli iyo sxva gamocemebSi.

aRniSnuli wesebis darRvevis SemTxvevaSi statiebi ar ganixileba.
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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 а 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.

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 10th-
12th 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 1a,b. Preoperative panel:
1a: 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.

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 5. DFSP x HE x 40.

Figure 6. DFSP x HE x 100.
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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% 

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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