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ImmunohistochemicalImmunohistochemical
 

stains helpful stains helpful 
in distinguishing:in distinguishing:

StainStain DFDF DFSPDFSP

CD34CD34
Factor 13aFactor 13a
bclbcl--22
TenascinTenascin
CD44CD44
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StainStain DFDF DFSPDFSP

CD34CD34 ++

Factor 13aFactor 13a ++

bclbcl--22 ++

TenascinTenascin + (at DEJ)+ (at DEJ)

CD44CD44 ++



Risk of Metastases?Risk of Metastases?

DiseaseDisease Low RiskLow Risk High RiskHigh Risk

Atypical Atypical 
fibroxanthomafibroxanthoma
EpithelioidEpithelioid

 sarcomasarcoma
Cellular Cellular 
dermatofibromadermatofibroma
DFSPDFSP
Malignant fibrous Malignant fibrous 
histiocytomahistiocytoma
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DiseaseDisease Low RiskLow Risk High RiskHigh Risk

Atypical Atypical 
fibroxanthomafibroxanthoma

++

EpithelioidEpithelioid
 sarcomasarcoma

++

Cellular Cellular 
dermatofibromadermatofibroma

++

DFSPDFSP ++

Malignant fibrous Malignant fibrous 
histiocytomahistiocytoma

++



Pertinent Pertinent histopathologicalhistopathological
 differential diagnostic considerations differential diagnostic considerations 

for for epithelioidepithelioid
 

sarcoma include:sarcoma include:

Basal cell carcinoma, nodular typeBasal cell carcinoma, nodular type
Malignant Malignant extrarenalextrarenal rhabdoidrhabdoid tumortumor
GranulomaGranuloma annulareannulare
AmelanoticAmelanotic melanomamelanoma
EpitheliomaEpithelioma of of BordstBordst--JadosshnJadosshn

May have more than one answer.
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Malignant Malignant extrarenalextrarenal rhabdoidrhabdoid tumortumor
GranulomaGranuloma annulareannulare
AmelanoticAmelanotic melanomamelanoma



Key Associations:Key Associations:

DiseaseDisease HistopathologyHistopathology
PNETPNET t(X,18)(p11;q11)t(X,18)(p11;q11)
Infantile Digital Infantile Digital 
FibromatosisFibromatosis

BirtBirt--HoggHogg--DubeDube
 

syndromesyndrome

TrichodiscomaTrichodiscoma EosinophilicEosinophilic
 

cytoplasmiccytoplasmic
 inclusion bodiesinclusion bodies

SynovialSynovial
 

sarcomasarcoma MIC2 gene MIC2 gene overexpressionoverexpression
Sclerotic Sclerotic fibromafibroma EosinophilicEosinophilic

 
cytoplasmiccytoplasmic

 inclusion bodiesinclusion bodies
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DiseaseDisease HistopathologyHistopathology

PNETPNET MIC2 gene MIC2 gene overexpressionoverexpression

Infantile Digital Infantile Digital 
FibromatosisFibromatosis

EosinophilicEosinophilic
 

cytoplasmiccytoplasmic
 inclusion bodiesinclusion bodies

TrichodiscomaTrichodiscoma BirtBirt--HoggHogg--DubeDube
 

syndromesyndrome
SynovialSynovial

 
sarcomasarcoma t(X,18)(p11;q11)t(X,18)(p11;q11)

Sclerotic Sclerotic fibromafibroma CowdenCowden’’s syndromes syndrome
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