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WHAT ARE DESMOIDS?

Synonyms: 
desmoid tumor
desmoid fibromatosis
aggressive fibromatosis

Desmoids are rare: 
~0.03% of all neoplasms 
<3% of all soft tissue tumors
2–4 new cases per million per year
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WHAT ARE DESMOIDS?

Types:
Spontaneous (>90%)

mainly extremities and abdominal wall, but can be seen anywhere 
Associated with FAP (Gardner syndrome; 5-10%)
Familial infiltrative fibromatosis, hereditary desmoid disease (~1%)

extremely rare, associated with APC mutations 
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PATHOLOGY CAN BE DIFFICULT

May look like scars
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Escobar C et al. Ann Oncol 2012;23:562-569



PATHOLOGY CAN BE DIFFICULT

Tumors are usually beta-catenin positive
mutations in codon 45F are associated with a worse prognosis

Many more chromosomal changes have been documented.
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WHAT IS A “TYPICAL” DESMOID PATIENT

Slightly more females than males
might be related to pregnancy (abdominal wall) and traumas

Typically between 10 and 40 years of age

Usually a painless lump

Phases of growth and progression, stabilization, and sometimes spontaneous 
regression

It never metastasizes, but it may recur locally. 
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PROGNOSTIC FACTORS

Age <37 years
Size > 7cm
Extra-abdominal disease
Macroscopic residual disease after surgery
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Salas S et al. JCO 2011;29:3553-3558



PROGNOSTIC FACTORS

Size, site and age
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Crago AM et al. Ann Surg 2013;258:347-53.



RT FOR DESMOIDS

Do nothing as long as reasonably possible

Weigh the balance between the trauma of therapy and the progression of the 
disease.
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RT FOR DESMOIDS

Do nothing as long as reasonably possible

Weigh the balance between the trauma of 
therapy and the progression of the disease.

“Dolce far niente”

=> the sweetness of doing nothing
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GUIDELINES
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GUIDELINES: NCCN
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GUIDELINES
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GUIDELINES: ESMO
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“….initial watchful waiting….”

“…. Definitive RT should be considered after multiple failed lines of treatment or 
for tumours in critical anatomical locations where surgery would involve 
prohibitive risk or functional impairment….”



GUIDELINES: ESMO  &   SPAEN

16



GUIDELINES: DESMOID TUMOR WORKING GROUP
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Led by: Dr Alessandero Gronchi (Milan)  &   Prof Bernd Kaspers (Mannheim)



GUIDELINES: DESMOID TUMOR WORKING GROUP
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Systematic selection 
process for published 
literature



FYSICS: HOW DOES IT WORK
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Linear Accelerator

= treatment machine



FYSICS: HOW DOES IT WORK
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Linear Accelerator

= treatment machine

Cobalt source

http://www.cmstory.org/exhibit/observer/rescue.htm
http://www.cmstory.org/exhibit/observer/rescue.htm


FYSICS: HOW DOES IT WORK
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Patient immobilization



FYSICS: HOW DOES IT WORK
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Patient immobilization



FYSICS: HOW DOES IT WORK
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The further away from
the head of the Linac, 
the less dose remains



FYSICS: HOW DOES IT WORK
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Dose distribution



FYSICS: HOW DOES IT WORK
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Dose distribution



FYSICS: HOW DOES IT WORK
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FYSICS: HOW DOES IT WORK
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FYSICS: HOW DOES IT WORK
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FYSICS: HOW DOES IT WORK
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FYSICS: HOW DOES IT WORK
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FYSICS: INTENSITY MODULATED RT  (IMRT)
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IN GENERAL
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decision making:

always together



(NEO-) ADJUVANT RT

The more recurrences a patient has suffered, the stronger the indication for 
(neo-) adjuvant RT.

NCCN guideline: consider RT in
large tumors
R1 resection

Note: this will be a decision for a relatively young patient with a benign disease.
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RECENT LITERATURE

2017; University of Florida  (n=101)
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RECENT LITERATURE

Local control 82% at 5 years
78% at 10 years

Patients < 20 years do worse: LC at 5 years 72% vs 97% (if >40 years)
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RECENT LITERATURE

Local control 82% at 5 years
78% at 10 years
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RECENT LITERATURE

2019;  MDACC  10 years FU   (n=209)
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RECENT LITERATURE

Local control 71% at 5 years
69% at 10 years

For those patients with a LR (n=59, 28%), the median time to LR was 23 months

Only age (<30 years) and size (>10cm) were correlated to poor LC

Example: LC at 5 years (if <30 years) 43%
LC at 5 years (if >30 years) 75%
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RECENT LITERATURE
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NOTES OF CAUTION

No matter how you appraise desmoids, it is not a malignant disease

Most patients are young and have a very long life expectancy

Be aware of the long term adverse effects of radiation
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NOTES OF CAUTION

No matter how you appraise desmoids, it is not a malignant disease

Most are young and have a very long life expectancy

Be aware of the long term adverse effects of radiation

Radiation may induce a second malignancy

Derived from breast cancer observations

Life time risk on a radiation associated second malignancy: 0.1-0.3%

But the average age of breast cancer patients may be some 20 years older than 
desmoid patients
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SHARED DECISION MAKING
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WELL BALANCED DECISION
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