
Case 3 



Clinical history  

 

 9-years-old girl  with  a soft  tissue  swelling 
located  subcutanously in the  axillary  site . 
Clinically  an enlarged lymph node was 
suspected . 
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Immunhistochemistry  

 
ÅFokal positivity for smooth muscle actin  

 

ÅNegative reactions: S -100, CD-34, Desmin 

 

ÅMIB -1: fokally about 10 percent  



 (Juvenile) Myofibromatosis  



Myofibromatosis  

ÅTypical (myo -)fibroblastic lesion in young 
children  

 

ÅAbout 90 percent occur with in first 18 months 
of life  



Myofibromatosis  
Age distribution  

Data from KTR, 2011  



Myofibromatosis  

Å70 to 80 percent are unifocal  

 

ÅAbout 70 percent occurr in boys  

 

ÅMultifocal lesions are more often found in girls 
(about 60 percent)  





Myofibromatosis  

Prognosis 

 
ÅSpontaneous regression in the majority of cases  

 

Åcomplete resektion, especially in sites of difficult 
surgical approach, is not necessary  

 

ÅRecurrence rate: about 7 -11 percent 

 



Differential diagnosis  
spindle cell soft tissue lesions  



Aggressive Fibromatosis  
of Desmoid -Type 

  

ÅRare in childhood  

ÅTypical in adolescents and younger adults  

ÅSites:  
ðBody wall, extremities, sometimes in the abdomen  



Aggressive fibromatosis of desmoid type  
Age distribution  

Data from KTR, 2011  









Nuclear beta catenin expression  



Molekulargenetik der Desmoidtyp -
Fibromatosen  

aus: Colombo et al., 2011 



Aggressive Fibromatosis  
of Desmoid -type  

  

Åcomplete Resection with free margins necessary if 
possible 

 

ÅHigh rate of recurrences, especially after 
incomplete resection  



Public Childrenôs Hospital Hanoi 
Outpatients area, October 2012  



Proliferative Fasciitis  







Proliferative Myositis  





Nodular Fasciitis  



 





Infantile Fibrosarcoma  

ÅAbout 60 percent of cases occur in the first 4 
years of life  

ÅTypical sites:  

ðHead and neck, extremities  

ÅUsually rapidly growing solid masses  





Infantile Fibrosarcoma  

ÅMolecular genetics:  

 
Åt(12;15)(p13;q25) translocation  

ÅETV6 gene on chromosome 12 

ÅFusion partner NTRK3 gene on chromosome 15  



Infantile Fibrosarkome  

ÅMittleres Lebensalter: 2,6 Monate  

 

ÅGeschlechtsverteilung (m:w): 1,7:1  

 

ÅLokalisationen:  

ð66% Extremitäten  

ð25% Stamm 

ð  7% Kopf -Hals-Region 

ð  2% andere Lokalisationen  

 



ETV6-NTRK3-Fusionsprodukt  



Malignant peripheral nerve sheath tumor 
(MPNST)  




