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Is this a desmoid?



Desmoid = aggressive fibomatosis
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Desmoid Tumor: Some facts

• Desmoid tumors comprise 3% of soft tissue tumors

• Desmoids are the most common primary tumor of the mesentery and 

can mimic a malignant bowel or mesenteric neoplasm

• Do not metastasize, but fulfill criteria of malignancy for local growth

• Related to trauma (also surgical trauma)

• Occur in approx. 30% of FAP patients (75% after colectomy)

• Spontaneous regression in 5 – 10% of cases

• Recurrence rates after surgical resection, radiation therapy and 

aggressive chemotherapy are approximately 60 – 70%
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Desmoid Tumor: Some examples



Desmoid Tumor: Some examples
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Desmoid Tumor: Some examples



Desmoid Tumor: Specimen characteristics



Aetiological factors

● Oestrogens

● Trauma

● Genetics
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Oestrogens



• most within 2-3 years of surgery

Trauma



Genetics



Risk of multiple desmoid tumours related to 

germline mutation

● 5’ to1444
○ 10/136 (7%)

● 3’ to 1444
○ 6/13 (46%)

● p<0.001
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Survival in classical FAP
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Treatment Options

300mg sulindac



Long-term outcome of SERM treatment



Our preferred treament and strategy

+ 300 mg sulindac



Our Response Rate of 85%



desmoid



Desmoid Tumor in FAP: Site of predilection



Desmoid Tumor in FAP: Site of predilection
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Attempt to avoid desmoids: Virtual ileostomy



Virtual Ileostomy



Virtual Ileostomy
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Attempt to avoid desmoids: Virtual ileostomy



Take home message

Prevent them in 

FAP….

If they occur, 

be

conservative!
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DPL*

Mesenteric 
Fibromatosis

Desmoids



CT scan mean 27.5 months after laparotomy

DPL No DPL

7 8

Normal CT 0 4

Desmoid 3 0

Median CT score* 4 (2-5) 2 (1-2)

*p=0.009
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• Complications

- bowel 

- obstruction

- perforation 

- ureteric obstruction

- other pressure effects
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Problems………

● Sporadic and FAP associated mixed

○ Significant differences

■ biology (CTNNB1)

■ anatomical distribution

■ behaviour
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● Fibroblastic tumour / fibromatosis
○ myofibroblast origin

○ locally invasive / infiltriative

○ non-metastasising

○ somatic APC mutations

■ polyclonal

?
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Desmoids in FAP

Variable behaviour
○ 50% stable

○ 30% cycles of growth and resolution

○ 10% relentless growth

○ 10% regress

Church et al. Dis Colon Rectum 1995

?
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● 51 abdominal wall desmoids excised

○ no recurrence 59%

○ no perioperative deaths
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Somatic mutation ✓

Description of lesion development ✓

Usefulness of screening ✕

Imaging growth prediction – MRI/PET ✕

Cell culture ✕

3D cell culture ✕

Modifier gene identification ✕

Staging ✓

Risk factors ✓

Treatment algorithms ✓✕
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FAP associated desmoids – important known unknowns

● Why and how do they arise?
○ Modifier gene(s)?

● Why do some progress and others not?

● How can we predict which will progress?
○ Imaging?

○ Something else?

● What is the efficacy of the various treatments?
○ Need large RCTs

● Can we prevent them?
○ Need large RCTs
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