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Leiden 2013 Adipocytic tumours 

 Well deifferentiated / dedifferentiated liposarcoma 
 Myxoid / round cell liposarcoma 
 Pleomorphic liposarcoma 
 ….. 
Fibroblastic / myofibroblastic tumours 

 Fibromatosis (desmoid) 
 Solitary fibrous tumour / haemangiopericytoma 
 Low grade myofibroblastic tumour 
 Infantile fibrosarcoma 
 Adult fibrosarcoma 
 Mixofibrosarcoma 
 ….. 
So-called fibrohistiocytic tumours 

 Pleomorphic MFH / Undifferentiated pleomorphic sarcoma 
 ….. 
Smooth muscle tumours 

 Leiomyosarcoma 
 ….. 
Skeletal muscle tumours 

 Embryonal rhabdomyosarcoma 
 Alveolar rhabdomyosarcoma 
 Pleomorphic rhabdomyosarcoma 
Vascular tumours 

 Epithelioid haemangioendothelioma 
 Angiosarcoma of soft tissue 
 ….. 
Chondro-osseous tumours 

 Mesenchymal chondrosarcoma 
 Extraskeletal osteosarcoma 
Tumours of uncertain differentiation 

 Synovial sarcoma 
 Epithelioid sarcoma 
 Alveolar soft part sarcoma 
 Clear cell sarcoma of soft tissue 
 Extraskeletal myxoid chondrosarcoma 
 Extraskeletal Ewing tumour 
 Desmoplastic small round cell tumour 
 Extra-renal rhabdoid tumour 
 Malignant mesenchymoma 
 Neoplasms with perivascular epithelioid cell differentiation (PEComa) 
 Intimal sarcoma 

Many different histotypes  

And even more molecular  

subtypes! 
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Uterine LMS 
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Myxofibrosarcomas 
Rhabdomyosarcomas 

Synovialosarcomas 

Ewing sarcomas 
Angiosarcomas 

LG Fibromyxoid Sarcomas 

MPNST 

Fibrosarcomas 
Solitary fibrous tumors  

OsteoS 

Incidence  / 100,000 / yr 

Others 

Incidence of sarcoma in three European regions 



GIST 

Sarcomas and  

aggressive connective  

tissue tumors 

Mutations  

kinases 

G5 

Ntl 

Group 

Translocations 

DFSP  

SyS 

Ewing 

Mutations  

APC/bCat 

Desmoids 

WD/DDLPS 
Amplification  

12q13-15 

MDM2/CDK4 

MPNST 

PEComas 

TSG loss 

NF1, TSC1/2 

Genomique  

complexe  

LMS, UPS 



ProfilER study 

* 

GENES 

ABL1, AKT1, AKT2, ALK, APC, AXL, BRAF 

CRAF, CSF1, CSF1R, DDB2, DDR1, DR2,  

EGFR, ERBB2, FLT3, IGF1R, JAK2, JAK3 

KIT, KRAS, MERTK, MET, MPL, MST1R 

mTOR, MUSK, PDGFA, PDGFB, PDGFRA 

PDGFRB, PIK3CA, PIK3R, PTCH, PTEN 

RB, RET, ROR1, ROR2, ROS1, RYK 

SDHAF2, SDHB, SDHC, SDHD, SMARCB,  

SMO, SRC, STK11, TEK, TIE1, TP53 

TSC1, TSC2, TYRO3, VEGFR1, VEGFR2 

VEGFR3, VHL 

Signed informed  consent 

Collection of tumor material 

Blood sample (PB, serum) 

Clinical data 

Genomic profiling of the tumor  

Report of genomic and immunologic profiling of the tumor  

Molecular Board 

Recommandation for a clinical trial,  

MOST protocol, or off label treatment 

Whole genome 



0

5

10

15

20

25

A
B

C
C

1
A

K
T2

A
K

T3 A
R

A
U

R
K

A
A

U
R

K
B

C
C

N
D

1
C

C
N

E1
C

D
K

4
C

D
K

6
D

D
R

2
EG

FR
ER

B
B

2
ER

C
C

1
ES

R
1

FG
FR

1
FG

FR
3

FG
FR

4
FG

R
H

C
K

JU
N

K
D

R
K

IT
K

R
A

S
LY

N
M

A
P

2
K

4
M

A
P

3
K

1
M

D
M

2
M

D
M

4
M

ET
M

IT
F

M
Y

C
M

Y
C

N
M

Y
C

L1
P

D
G

FR
A

P
G

R
P

IK
3C

A
P

IK
3C

B
P

IK
3R

2
P

TK
7

P
TP

N
11 R
EL

R
IC

TO
R

R
O

R
1

R
U

N
X

1
SO

X
2

TO
P

1
TO

P
2

A
TY

M
S

Y
ES

1

Autres (62)

Sarcome (28)

ORL (35)

Colorectal (27)

Sein (42)

Poumon (24)

ProfiLER study: amplified oncogenes on CGH 

=> CCND1 (11,9 %) > FGFR1 (6,4 %) > EGFR / ERBB2 / MDM2 (3,7 %) 

3,7 % 

1,4 % 1,4 % 

6,4 % 

3,7 % 

1,8 % 

11,9 % TOTAL : 218 



LMS utérus 
11% 

LMS membres 
3% 

LMS intra-abdominal 
11% MPNST 

3% 

OS 
3% 

GIST 
4% 

LPS DD 
7% 

Fusi / pléo / inclassé 
32% 

Ewing 
7% 

TCG 
4% 

DFSP 
4% 

DSRCT 
4% 

LPS myxoïde 
7% 

Sarcoma in profilER study 

Non druggable 
64% 

Simples hits  
21% 

Double hits  
7% 

Triples hits  
4% 

Quadruples hits  
4% 

36% of sarcomas have 

druggable alterations on CGH 









The need for clinical networking in sarcoma 

 

Clinical practice guidelines (ESMO , NCCN) 

 

Multidisciplinary evaluation as early as possible 

 

Reference centers and networks 

 

Research 



The need for clinical networking in sarcoma 

 

Inadequate surgery  of 
sarcoma may provoke 
relapses and deaths 



Leiden 2013 Adherence to CPG and pt outcome in a population 

based series 

Surgical conformity and PFS for STS patients 

Median PFS 

Conformed surgery: NR 

Non conformed surgery: 45.2 

HR: conformed vs non conformed: 0.44 

IC 95%: [0.32, 059] 

p ≤0.0001 

0,0

0,1

0,2

0,3

0,4

0,5

0,6

0,7

0,8

0,9

1,0

0 6 12 18 24 30 36 42 48 54 60 66 72 78 84 90 96 102

Months 

Adherent to CPG’s 

Not adherent to CPG’s 

0,0

0,1

0,2

0,3

0,4

0,5

0,6

0,7

0,8

0,9

1,0

0 6 12 18 24 30 36 42 48 54 60 66 72 78 84 90 96 102

P
ro

b
a
b

il
it

y
 o

f 
s
u

rv
iv

a
l 

Months 

 

 
University  /conformed 
surgery 
 
Private +general S- 

p=0.006 

Derbel et al 2012 ESMO 



Sarcoma2014 

Networking! 



Sarcoma2014 

A World Sarcoma Network is needed 

15 


