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INTRODUCTION

Dermatofibrosarcoma protuberans (DFSP) is a rare 
low-grade soft tissue sarcoma, which usually tends 
to be localized though frequently exhibits signs 
of recurrence. Seldomly metastasizing, its locally 
aggressive behavior has been attributed to its tendency 
to multiple recurrences. Although it may arise anywhere 
on the body, typical site of involvement is the trunk 
and proximal extremities. DFSP is also an exceptional 
dermatological disease in that it is associated with a 
genetic translocation involving chromosomes 11 and 
22 [t(17;22) (q22;q13)] [1-5].

CASE REPORT

A 50-year-old woman was admitted to our outpatient 
clinic with a twenty year history of slowly growing 
mass on her left femoral area. Her past and family 
history were unremarkable. Upon dermatological 
examination we observed a peripherally erythematous, 

centrally violaceous indurated plaque with multiple 
nodules or protuberances on her left femoral area 
(Fig. 1). Histopathological examination of lesional 
skin biopsy demonstrated storiform pattern of 
uniform spindle cells infiltrating deep into the 
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Figure 1: Peripherally erythematous, centrally violaceous indurated 
plaque with multiple nodules or protuberances on left femoral area.
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subcutaneous fat tissue constituting honeycomb 
appearance (Figs. 2 and 3). Immunohistochemically 
tumor cells stained positively for CD34, negatively 
for CD68 and 5% positively for Ki67 (Fig. 3). Based 
on history, clinical and histopathological findings, 
we made a diagnosis of DFSP and the patient was 
referred to general surgery and medical oncology 
departments for the complete excision of the tumor 
and follow-up of the patient.

DISCUSSION

Dermatofibrosarcoma protuberans (DFSP) is a rare 
monoclonal mesenchymal sarcoma. It differs from 

most of the soft tissue tumors because of the fact that 
it is indeed slowly progressive, locally aggresive tumor 
and has a high rate of recurrence rates after surgical 
treatment. DFSP is a rare tumor, its exact incidence 
is not known [1-5]. Recently it has been reported that 
the overall incidence of DFSP in United States is 4.1 
per million person-years [6].

We present this case because of the rare reported cases 
of DFSP in the literature. Our patient manifested 
typical features of DFSP, in that her history, clinical 
and histopathological findings were all consisted with 
the characteristics of DFSP. It is known that DFSP is 
generally located on trunk, however lower extremities 
are the second most common localization for DFSP [3]. 
Moreover, proximal regions of the limbs are more 
favored [4] as in our case. DFSP usually starts with one 
or more small, firm, flesh-coloured or pink-red dermal 
nodules. Over a period of time, these nodules coalesce 
and the tumor turn into a indurated, hard plaque with 
multiple nodules or protuberances. A rapid growth 
phase has been described, which is the time that the 
tumor enters an accelerated expansion period. As the 
tumor enlarges, a dusky-reddish blue discoloration 
surrounding the lesion appears. Most of the time 
initially painless lesion turn out to be a painful tumor. 
Moreover, ulceration along with discharge have been 
described for DFSP [1-4].

The lesion of our case also manifests typical 
histopathological features of DFSP. It is known that 
DFSP has a distinctive histologic appearance. In DFSP, 
the dermis and subcutaneous tissue are replaced by 
bundles of uniform, spindle-shaped cells. Tumor cells 
infiltrate and merge into the deeper dermis forming 
bands, in which this histopathological entity is called 
as storiform pattern. Immunhistochemical studies can 
be helpful in making the diagnosis of DFSP. In our cse, 
immunohistochemically tumor cells stained positively 
for CD34, negatively for CD68 and 5% positively for 
Ki67, which support the diagnosis of DFSP.

REFERENCES

1. Bogucki B, Neuhaus I, Hurst EA. Dermatofi brosarcoma protuberans: 
a review of  the literature. Dermatol Surg. 2012;38:537-51.

2. Laskin WB. Dermatofi brosarcoma protuberans. CA Cancer J Clin. 
1992;42:116-25.

3. M e n d e n h a l l  W M ,  Z l o t e ck i  R a ,  S c a r b o r o u g h  M T. 
Dermatofi brosarcoma protuberans. Cancer. 2004;101:2503-8.

4. Calonje E. Soft-Tissue Tumours and Tumour-like Conditions. 
In: Burns T, Breathnach S, Cox N, Grittiths C, eds. Rook’s Textbook 
of  Dermatology. 8th ed. Oxford: Wiley-Blackwell 2010. p.56. 12-14.

5. Bichakjian CK, Olencki T, Alam M, Andersen JS, Berg D, Bowen GM, 

Figure 2: Histopathological features of the neoplasm demonstrating 
storiform pattern of uniform spindle-shaped cells with eosinophilic 
cytoplasm and hyperchromatic nuclei infiltrating deep into the 
subcutaneous fat tissue constituting honeycomb appearance (from 
left top to right bottom; H&E x10, x20, x40, x20).

Figure 3: Histopathological features of the neoplasm demonstrating 
neoplastic cells infi ltrating fat t issue (H&E x40, left top). 
Immunohistochemistry fi ndings; tumor cells stained positively for 
CD34 (right top), negatively for CD68 (left bottom), 5% positively for 
Ki67 (right bottom). 



www.odermatol.com

© Our Dermatol Online 4.2017 448

et al. Dermatofi brosarcoma protuberans, version 1.2014. J Natl 
Compr Canc Netw. 2014;12:863-8.

6. K r e i c h e r  K L ,  K u r l a n d e r  D E ,  G i t t l e m a n  H R , 
Barnholtz-Sloan JS, Bordeaux JS. Incidence and Survival of  
Primary Dermatofi brosarcoma Protuberans in the United States. 
Dermatol Surg. 2016;42Suppl 1:S24.

Copyright by Nuran Alli, et al. This is an open-access article distributed 
under the terms of the Creative Commons Attribution License, which 
permits unrestricted use, distribution, and reproduction in any medium, 
provided the original author and source are credited.
Source of Support: Nil, Confl ict of Interest: None declared. 



<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /All
  /Binding /Left
  /CalGrayProfile (Dot Gain 20%)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Warning
  /CompatibilityLevel 1.4
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJDFFile false
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.0000
  /ColorConversionStrategy /LeaveColorUnchanged
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments false
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 300
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages true
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 300
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 300
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 1200
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile ()
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /Description <<
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000500044004600206587686353ef901a8fc7684c976262535370673a548c002000700072006f006f00660065007200208fdb884c9ad88d2891cf62535370300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef653ef5728684c9762537088686a5f548c002000700072006f006f00660065007200204e0a73725f979ad854c18cea7684521753706548679c300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /DAN <>
    /DEU <>
    /ESP <>
    /FRA <>
    /ITA <>
    /JPN <>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020b370c2a4d06cd0d10020d504b9b0d1300020bc0f0020ad50c815ae30c5d0c11c0020ace0d488c9c8b85c0020c778c1c4d560002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken voor kwaliteitsafdrukken op desktopprinters en proofers. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /PTB <>
    /SUO <>
    /SVE <>
    /ENU (Use these settings to create Adobe PDF documents for quality printing on desktop printers and proofers.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)
  >>
  /Namespace [
    (Adobe)
    (Common)
    (1.0)
  ]
  /OtherNamespaces [
    <<
      /AsReaderSpreads false
      /CropImagesToFrames true
      /ErrorControl /WarnAndContinue
      /FlattenerIgnoreSpreadOverrides false
      /IncludeGuidesGrids false
      /IncludeNonPrinting false
      /IncludeSlug false
      /Namespace [
        (Adobe)
        (InDesign)
        (4.0)
      ]
      /OmitPlacedBitmaps false
      /OmitPlacedEPS false
      /OmitPlacedPDF false
      /SimulateOverprint /Legacy
    >>
    <<
      /AddBleedMarks false
      /AddColorBars false
      /AddCropMarks false
      /AddPageInfo false
      /AddRegMarks false
      /ConvertColors /NoConversion
      /DestinationProfileName ()
      /DestinationProfileSelector /NA
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements false
      /GenerateStructure true
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles true
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /NA
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /LeaveUntagged
      /UseDocumentBleed false
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [612.000 792.000]
>> setpagedevice


