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• localizzati: 5-yrs EFS ~ 70% 

• metastasi a pleura/polmoni 5-yrs EFS ~45%

• metastasi extrapolmonari 5-yrs EFS  < 15%

COG (Womer et al, JCO 2012)
EuroEWING-99 (Wehlan et al, JCO 2018)

ISG/SSGIV  (Luksch et al Ann Oncol 2012; 
ISG/AIEOP,  Abate et al Cancers 2021)

EuroEWING-99;+EE-2008, Dirksen et al JCO 2019

COG (DuBois et al CTOS 2019) EE2008, (Dirksen et al ASCO 2020) ISG/AIEOP (Asaftei et al  Cancers 2021)

ISG/AIEOP (Luksch et al ASCO 2021)
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⚫ Country ⚫ Number of  Patients

⚫ United Kingdom ⚫ 167

⚫ Spain ⚫ 128

⚫ Italy ⚫ 87

⚫ France ⚫ 77

⚫ Germany ⚫ 40

⚫ Australia ⚫ 24

⚫ Denmark ⚫ 11

⚫ Hungary ⚫ 8

⚫ Czech Republic ⚫ 7

⚫ Netherlands ⚫ 6

⚫ Switzerland ⚫ 6

⚫ Norway ⚫ 5

⚫ Belgium ⚫ 4

⚫ Finland ⚫ 4

⚫ New Zealand ⚫ 2

⚫ Poland ⚫ 1

⚫ Austria ⚫ 1

⚫ Total ⚫ 578

⚫ Site ⚫ Number of  Patients  enrolled

⚫ IOR ⚫ 38

⚫ OPBG ⚫ 15

⚫ INT ped ⚫ 14

⚫ OIRM ⚫ 10

⚫ Meyer ⚫ 3

⚫ IFO ⚫ 2

⚫ Padova ⚫ 2

⚫ Santobono Pausillipon ⚫ 2

⚫ INT adults ⚫ 1

⚫ Total ⚫ 87

* DATA UPDATED TO 22 FEB 2024
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Martin McCabe, ASCO 2022

rEECur trial – EFS by treatment group
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62 published trials enrolled 827 ES patients

targeted therapy (34%), chemo- (23%), immune therapies

(19%), or combined therapies (24%)

10% RR (15 CR=1.7%, 68 PR=8.3%). Stable disease was the

best response for 186 patients (25%)

Median PFS/OS was of 1.9 (range 1.3–14.7) and 7.6 months

(5–30), respectively



Sandra J. Stauss et al, Curr Opin Oncol 2024

Chemotherapy



Chemotherapy

Ajay Gupta et al, Cancer 2024



Sandra J. Stauss et al, Curr Opin Oncol 2024

Targeted therapy



Targeted therapy

▪ Single agent tyrosine kinase inhibitors have

demonstrated efficacy in relapsed Ewing sarcoma

▪ Needs assessment as combination and maintenance

therapies



Michela Casanova et al, Clin Cancer Res. 2023

Combined therapies



Kevin Campbell et al, Pediatr Blood Cancer 2023

Combined therapies



Sandra J. Stauss et al, Curr Opin Oncol 2024

Targeted therapy

Combined therapies

Chemotherapy



Immunotherapy

Sandra J. Stauss et al, Curr Opin Oncol 2024



Immunotherapy

Peter Anderson et al, 

Clin Cancer Res 2023



Sandra J. Stauss et al, Curr Opin Oncol 2024

DNA damage, cell cycle and apoptosis



Take home message

- the need to develop the international randomized phase I-II-III trials

- early dialogue between academia, industry, regulators, and patient advocates

is essential

- evaluating feasibility of combination strategies and then undertaking a

randomised trial in the same protocol accelerates drug development

- biological differences – impacting management

across all age ranges

- chemotherapy – tolerance and response



Ciao Massimo!
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