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Over 145 histotypes of sarcomas…
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Described in  1989

t(11,22),  EWS-WT1

Clinical presentation

- Age 5-25 , until 63 ans

- Man 90%

- Advanced (unless incidental discovery)

Abdomen+++ (rare other sites)

Peritoneal, liver, lung, bone metastasesosseuses

0,17/10e6 /year in France

13 per year



Table 1: Patient and tumor characteristics
Number of patients 48 (100%)

Median age, years [range] 22 [3 - 57]

Gender

Male 35 (73%)

Female 13 (27%)

WHO performance status

0 28 (58%)

1 6 (13%)

2 1 (2%)

N/A 13 (27%)

Median  PCI [range] 9 [2 - 27]

Lymph node metastases

Yes 14 (29%)

No 34 (71%)

MD Anderson stage

I 21 (44%)

II 10 (21%)

N/A 17 (35%)

Abbreviations: WHO, World Health Organization; 

PCI, peritoneal cancer index; N/A, non-available

C. Honoré et al, 2017 



Chemotherapy regimen similar to those of  Ewing (?)

Cytoreductive  surgery

WA-Radiotherapy (?)

HIPEC?
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• Biopsy first
– Assessment by an experienced team

• En bloc surgical  resection
– Planning R0

– If R1, consider re resection

• Post operative radiotherapy 
– (G2-3 and/or deep seated, and/or >5cm)

• Preoperative radiotherapy



Bone

Soft tissue

Viscera
l

NetSARC: a network of 26 sarcoma reference centers in France
35784 pts  with  follow-up presented in  MDT  since  2010 

• 26 centers of reference in  Netsarc
• Linked with Pathology  network (RREPS)
• Linked with  Bone Network RESOS (2014)

• 3 networks to be merged (2019)

• Single website 

• Entry in the site by CRAs
• Not a clinical  trial, a registry

• Aims:
• Guidelines
• Guiding best practices/patient pathways
• Measuring
• Research

Soft tissue



Websites
- netsarc.org
- rreps.org
- resos.org
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• Does presentation of the patient  to a NetSARC MDT prior to treatment
impact on management and prognosis?
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Results 
MDT before treatment

• Overall 37% were presented to a Netsarc
multidisciplinary board (NMTB) prior to initial 
treatment

• Between 2010 and 2015, the proportion of pts 
reviewed in Netsarc MDT prior to surgery 
increased from 30,3% to 41,6% .



Results (3)
Better management when  MDT before 

treatment

• A higher number of pts presented in Netsarc 
MDTB had 

– Adequate imaging of the tumor before treatment/ 
surgery (87,9% vs 67,8%, p<0.0001)

– Biopsy prior the first resection (87,% vs 55,0%, 
p<0.0001).
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•Does primary surgery the patient  within a NetSARC
center impacts survival?
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Quality of resection : initial & final

Outside NETSARC Within NetSARC p
or no data
(N=19543) (N=9954)

Initial
– R0 3114 (15.9%) 5280 (53.0%)
– R1 3209 (16.%) 2388 (24.0%)
– R2 1660 (8.5%) 417 (4.2%)

– UNK 11560 (59.1%) 1869 (18.8%) <0.000

Re-operation 2498 (21.4%) 616 (6.2%) <0.000

Final
– R0 4694 (24.0%) 5643 (56.7%)
– R1 2493 (12.8%) 2170 (21.8%)
– R2 982 (5.0%) 302 (3.0%)

– UNK 11374 (58.2%) 1839 (18.5%) <0.000
*: % of those with a date of surgery documented



LRFS & OS : incident patient population

Operated 
- In NETSARC, N=9910 (33.9%)
- Outside NETSARC or 

no data, N=19307 (66.1%)

P<0.0001 P<0.0001



Multivariate analysis of 
prognostic factors for 
overall survival in the 
overall incident patient 
population of 29497 
patients

_________________________________________________________ 

    Beta  E.S.  Signif. RR 

Metastatic   1,207  ,042  ,000  3,342 

NF1    ,995  ,143  ,000  2,704 

Size over 10   ,506  ,057  ,000  1,658 

Previous RT   ,470  ,082  ,000  1,599 

Deep    ,290  ,043  ,000  1,336 

Grade 3   ,204  ,046  ,000  1,226 

Gender   ,161  ,038  ,000  1,175 

Previous cancer  ,128  ,057  ,023  1,137 

Age at diagnosis  ,016  ,001  ,000  1,016 

Grade 2   -,328  ,055  ,000  ,720 

Surgery Netsarc  -,451  ,042  ,000  ,637 

Grade 1   -1,174  ,103  ,000  ,309 

GIST    -1,704   ,117  ,000  ,182 

Intermediate  -2,078   ,138  ,000  ,125 
malignancy 
_________________________________________________________ 





Limits of this analysis

• 3 groups % meta % RFS@ 2yrs
(non meta)

– Pts operated in NETSARC N=9954 675 (6.5%) 66%

– Pts operated outside NETSARC N=11671 895 (7.7%) 59%

– Pts without date of surgery N=7872 1924 (24.4%) 60%

• Surgery in NETSARC center also an independent prognostic factor for  LRFS, RFS and 
OS in non metastatic patients.

• Surgery in NETSARC center also an independent prognostic factor for LRFS, and RFS in  
group 1 vs Group 2

• « Surgery in a NETSARC center is associated with a better outcome »
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Cytotoxics, targeted treatments and

immunotherapy





















ACSE Pembrolizumab

( C. Massard, A. Marabelle)

Sarcoma arm

- ASPS

- Chordomas

- Rhabdoid

- DSCRT



DSCRT : NETSARC series,  N=113



Conclusions

• Very rare

• Quality of primary management and multidisciplinarity

• Neoadjuvant CT, surgery, adjuvant CT

• Cytoreductive surgery

• WA-RT?

• HIPEC?

• New agents needed


