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1. Surgery when feasible
2. Wait and see for recurrent but stable lesion
3. Wait and see for primary irresectable lesion
4. The effect of surgical margins is unclear   

conservative approach is preferable
5. Increased use of « neo adjuvant » treatments
6. Wait and see for selected primary resectable lesions
7. Surgery is no more « standard treatment »

INDICATIONS OF AGGRESSIVE AND “DEFINITIVE” TREATMENTS
(SURGERY AND RADIOTHERAPY) CHANGED OVER TIME

Bonvalot EJSO 2008, Fiore ASO 2009, Salas JCO 2012, ESMO Guidelines 2014, EORTC consensus





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











Who should be operated immediately

• Complication (occlusion, perforation…)

• Treatment of the complication without systematic 

resection of the tumor, specifically in PAF

• Cosmetic issue



Cosmetic issue



• No diagnosis/diagnosis doubt +/-

• Size +/-

• Vital risk in case of progression and T resectable +/-

Who should be operated immediately +/-



2007
2015

No proven diagnosis



• 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 2011

Size +/-



What are not sufficient reasons to 

operate immediately?

• Mild pain

• Patient referred for surgery

• Recurrence

• Pregnancy

• Familial adenomatous polyposis ++

(sub/total colectomy)





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

Delivery 

November 2013 
May 2014

+2 years ≈ 0





Best indications after progression



• February 2015: self palpation abdominal mass

May 2015 percutaneous biopsy: desmoid



June -august 2015: TAM
August-december 2015: Navelbine …Votrient
December  2015:Consultation Curie



September2014 Avpil 2015

December 2015 March 2016



• 2010 to 2013, 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%) 



Best indications of surgery 

after progression

• Abdominal/thoracic wall

• Limb when no anatomical constraints

• Intra-abdominal: when limited small intestine resection



March  2011

April  2004 January 2005

• 31 years old female
• AF (biopsy)
• Evolutive after 9 months including 6 mths TAM
• Parietectomy





• Girdle

• Head and neck

• Back

• Limb when anatomical constraints

Best indications of radiotherapy

after progression



February 2007 January 2008

March  2015

Female 59 years old
Surgical biopsy: desmoid
Initial wait and see
Progression
Exclusive radiotherapy 60 Gy



Surgery: how??

- Margins
- Reconstructions
- ILP



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



Desmoide



Surgery and Reconstruction



Surgery and Reconstruction



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



Etude WS

• PHRC 

• 100 pts déjà inclus/100 prévus

• Attente follow up 3 ans

• Résultats en 2018



Conclusions

• Patients with diagnosis doubt, complication (occlusion, perforation…), or 
cosmetic issue should be operated at first

• After progression, best indication of surgery are Abdominal/thoracic wall, 
Intra-abdominal T and limb when there is no anatomical constraints

• Objective should be complete resection

• Reconstructions must be planned up front


