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DIAGNOSIS 





 

 

Management of desmoid tumors: A nationwide survey of labeled 
reference center networks in France 

 
• From 2010 to 2013, the expert pathologists of FSG confirmed the 

diagnosis of DT in 861 pts  

• 445 pts initially diagnosed outside the referral centers, were reviewed 

• Prior to the review, DT was diagnosed in 389/545 cases (71·3%) 

• 156/545 cases (28·7%) had another diagnosis  

• The most common misdiagnoses were: 

- sarcoma in 35/156 cases (22·4%)  

- GIST in 26/156 cases (16·6%) 

- nodular fasciitis 20/156 cases (12·8%)  

- leiomyoma 6/156 cases (3·8%)  

 

Penel et al ESMO 2015 (EJC 2016 in press) 







No impact of margins 

No impact of margins 

All treatments will be efficient 

No treatment could be enough 

Negative impact of positive margins 

Need for adapted treatment 

Indolent AF 

Patients of retrospective studies 

1/2 1/2 

Alltogether 
Progressive AF 





Observation 

• 5-year PFS: 49.9% for the W&S group  

(these pts were over treated before)  

• 5-year PFS: 58.6% for the medical therapy 

group 

• 50 % pts with primary avoid any treatment      

• For pts who progressed, median TTP: 14 

months 





147 patients 











Time 

Tumor size 

How to make the difference between the 2 groups? 

Indolent (1/2) 

Evolutive (1/2) 







Time 

Tumor size 

Evolution 

Tumor characteristics 
Impact of mutation 

External events→ Host 
characteristics 



April 2012  

2010-15313 TM 

• 29 year-old woman, No past history 

• Right parietal mass increasing in size (8 cm) for 5 months 

• Percutaneous needle core biopsy / sonography 

• Desmoïd tumor, Somatic mutation CTNNB1 T 41 A 

 



April 2013 +1Year + 50%  

•Gave birth to a healthy baby april 2013 

•Clinically: ± 12 cm mass (+50%) 

 



April 2013  November 2013  
May 2014 
+2 years ≈ 0 









2007 
2015 

No proven diagnosis 



36-year-old woman 

Primary fibromatosis (surgical biopsy) 

No treatment 

No change 

MRI 2012 MRI 1998 

Exemple of « wait and see » policy on a resectable AF 



• Size criteria is not sufficient… 

• Regression/Stabilisation in desmoids is likely to have been underestimated 
as it has been calculated in a group of patients with recurrences where 
surgical options have been exhausted… 

May 2005 
Female: 50 years old 

Biopsy: Desmoid (review FSG) 

Oct 2015 

Wait and see 





Medical options 

• Non-steroidal anti-inflammatory drugs (Sulindac, Meloxicam…) 
 COX-2 partially regulates proliferation because of beta-catenin stabilization in AF. COX-blocking agents results in reduced 

proliferation. 

 
• Hormone therapy (Tamoxifen, Toremifene, Gn-RH analogues) 
 Antiestrogen treatment could be mediated by estrogen receptor (ER) beta (Deyrup AT et al. Cancer. 2006) 

 

• Tyrosine kinase inhibitors 
 
• Interferon 
 
• Chemotherapy (single or multiple agents):  
 - Vinca alkaloid (Vinblastine or Vinorelbine) + MTX 
 - Anthracycline alone or in association (Doxo, liposomal Doxo, Doxo + Dacarbazine)  
  

 

 No randomized trial 
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34 years old female: post partum      

Percutaneous biopsy: Desmoid 

Tamoxifen and agonist LHRH: 18 months 

MRI July 2007 MRI May  2012 

• The surgery would have been mutilating 

• The radiation source of sequelae in this young patient 



Response to liposomal doxorubicin  
CT scan before (A,C) and after (B,D) 9 cycles of 

liposomal doxorubicin 





Isolated limb perfusion with tumor necrosis factor-
alpha and melphalan has a  possible role 

N  

 

CR PR Stable Local 

progression 

Lev- chelouche 

(Surgery 1999) 

6 2 3 2  

(Follow up 45 

months) 

Bonvalot 

(Ann Surg Oncol 

2010) 

8 1 6 1 

(Follow up 27 

months) 

van Broekhoven 

(BJS 2014) 

25 2 16 7 Amputation 

3 pts 

(Follow up 

84months) 

2004 

2015 

20 years old Female Fibromatosis of the thigh 



February 2007 January 2008 

March  2010 

Female 59 years old 

Surgical biopsy: desmoid 

Initial wait and see 

Progression 

Exclusive radiotherapy 60 Gy 



Surgery versus radiation therapy for patients with aggressive 
fibromatosis or desmoid tumors 

 A comparative review of 22 articles 

• RT alone or S + RT results in significantly better local control than S alone 

• When radiotherapy is expected feasable and necessary, why to operate 

the patient if RT alone seems equivalent to S+RT??   

Nuyttens JJ et al  Cancer. 2000 

1983 

1998 

Surgery + RT RT 

alone 

 

Local 

Control 

rate 

Margins 

 

- + overall 

94% 75% 75% 78% 



Surgery and Radiotherapy 



Conclusions 

• Aggressive treatments that take their indications from 
retrospective studies should be re evaluated in the light of new 
data 

 

• Observation alone could be considered for primary tumors 
 - In case of diagnosis certitude (biopsy) 
 - located such that progression would not cause significant morbidity 
 - Surgery is not the best treatment of pain 

 

• In cases of RECIST progression, treatment is tailored according 
to age, gender, location, symptoms…in specialized team 

 


