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median age soft tissue sa 60 yrs 

 GIST 60 yrs 

  



incidence soft tissue sa     5    /100,000/year 

 GIST     1.5 /100,000/year 

 osteosa     0.3 /100,000/year 

 Ewing     0.2 /100,000/year 

 rhbdomyosa     0.1 /100,000/year 

 benign t. 300    /100,000/year 

 

sex   M > F 

 

median age soft tissue sa 60 yrs 

 GIST 60 yrs 

 osteosa 15 yrs 

 Ewing 15 yrs 

 rhabdomyosa   5 yrs 
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https://sarcoma.org.uk/ 





Multidisciplinarity 
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Referral & Networking… 

 pathologic diagnosis 

 strategic clinical decision-making 

 local treatment  

 ….. 



Adult soft tissue sarcomas 



Head & neck    5% 

Superficial trunk 10% 

Retroperitoneum  15% 

Viscera  10% 

Limbs 60% 



……. 





differentiation 

       towards... 

 connective t. 

 (Fibrosarcoma, 

Liposarcoma, ...) 

 muscle 

 (Leiomyosarcoma, 

Rhabdomiosarcoma) 

 endothelium 

 (Hemangioendotelioma, 

Angiosarcoma) 

 nerve sheaths 

 (M. peripheral nerve 

sheaths tumor) 





leiomyosarcoma G1 

leiomyosarcoma G3 



liposarcoma 

leiomyosarcoma 







differentiation 

1-2-3 

mitoses 

1-2-3 

necrosis 

0-1-2 

G1 = 2-3 

G2 = 4-5 

G3 = 6-8 





Ravaud A et al. Br J Cancer 1992;66:961 
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local relapse 

systemic relapse 

? 



 re-excision    costs! 

 mutilations    QoL! 

 up-staging(grading)  OS! 

local relapse 

! 



Natural history of disease 

 localized isolated extra 

 pulmonary pulmonary 











Osteosa >70% 

  

Soft tissue sa >50% 

  

Ewing >40% 

 

Rhabdomyosa >20% 

First 

isolated pulmonary metastases 





Soft tissue sarcoma:  

isolated pulmonary metastasis 













Gastrointestinal stromal tumors 

(GIST) 



Joensuu H et al. Lancet 2013;382:973 







Standard treatment 



Relapse patterns 







Risk stratification 

cm M/50HPF gastric jejunal/ 

ileal 

duodenal rectal 

1 <2 <5 0 

none 

0 

none 

0 

none 

0 

none 

2 >2<5 <5 1.9% 

very low 

4.3% 

low 

8.3% 

low 

8.5% 

 low 

3a >5<10 <5 3.6% 

low 

24% 

 moderate 

3b >10 <5 12% 

 moderate 

52% 

high 

34% 

 high 

57% 

 high 

4 <2 >5 0 50% 54% 

 high 

5 >2<5 >5 

 

16% 

 moderate 

73% 

high 

50% 

high 

52% 

high 

6a >5<10 >5 

 

55% 

high 

85%  

high 

6b >10 >5 

 

86% 

high 

90% 

high 

86% 

high 

71% 

high 

Miettinen M. Semin Diagn Pathol 2006; 23: 70 



Lancet Oncol 2012;13:265 





Lasota J et al, Histopathology 2008;53:245 

exon 9 (~10%)  

exon 11 (~70%)  

exon 13 (~5%)  

exon 17 (~5 %)  

PDGFRA (~10%)  KIT(~80%)  WT (~10%)  



PNAS 2011;108:314 



Mussi C, Clin Cancer Res 2008;14:4550 

Neurofibromatosis, type 1 



Primary resistance 



Secondary resistance 



Liegl B, J Pathol, 2008;216:64 

Secondary resistance:  

molecular heterogeneity 



J Clin Oncol 2015 [Epub] 

OS TTF 

RFS 



1
st

 TKI failure-free survival 

 

imatinib REL PD imatinib 2nd TKI 
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