Questionnaires used in study
1. EORTC QLQ-C30 questionnaire (European Organisation for Research and Treatment of Cancer, Quality of Life Questionnaire-Core-30; version 3.0): This questionnaire contains five functional scales (physical, role, cognitive, emotional, and social functioning), a global health status scale, three symptom scales (fatigue, nausea and vomiting, and pain), and six single items (appetite loss, diarrhoea, dyspnoea, constipation, insomnia, and financial difficulties). The questionnaire has a 1-week time frame and uses a four-point response format (“not at all,” “a little,” “quite a bit,” and “very much”), except for the global health status scale, which has a seven-point response format. The scores were calculated using linear transformation to a score between 0 and 100. For the functional scales and the global health status, a high score represented a high (healthy) level of functioning. A higher score on the functional scales and global quality of life means better functioning and HRQoL, whereas a higher score on the symptom scales means more complaints.(10)(11)

2. Patient Health Questionnaire- 9 (PHQ-9): The PHQ-9 is the nine item depression scale of the patient health questionnaire. It is one of the most validated tools in mental health and can be a powerful tool to assist clinicians with diagnosing depression and monitoring treatment response. The nine items of the PHQ-9 are based directly on the nine diagnostic criteria for major depressive disorder in the DSM-IV. Scores of 5, 10, 15, and 20 represent cut-off points for mild, moderate, moderately severe and severe depression, respectively.(2)(3)

3. Generalised Anxiety Disorder Assessment (GAD-7): It is a self-administered patient questionnaire is used as a screening tool and severity measure for generalised anxiety disorder (GAD). The GAD-7 score is calculated by assigning scores of 0, 1, 2, and 3, to the response categories of 'not at all', 'several days', 'more than half the days', and 'nearly every day', respectively, and adding together the scores for the seven questions. Scores of 5, 10, and 15 are taken as the cut-off points for mild, moderate and severe anxiety, respectively. Using the threshold score of 10, the GAD-7 has a sensitivity of 89% and a specificity of 82% for GAD. (4) (5)

4. Revised Edmonton Symptom Assessment System (r-ESAS): r-ESAS tool is designed to assist in the assessment of nine symptoms common in cancer patients: pain, tiredness, nausea, depression, anxiety, drowsiness, appetite, wellbeing, and shortness of breath, (there is also a line labelled “Other Problem”). The severity at the time of assessment of each symptom is rated from 0 to 10 on a numerical scale, 0 meaning that the symptom is absent and 10 that it is of the worst possible severity.(6) Individual symptom scores are summed for the ESAS Distress Score, ranging from  0–90.

5. Disease/Treatment related key symptoms: key questions identified in study by Timbergen et al in were also included.(7) Following questions were asked:
a. Which symptom do you associate with your primary treatment(s)?
b. Which symptom do you experience during your follow-up?
c. Which symptom caused by the desmoid tumor do you experience on the long term?
d. Which symptom caused by the desmoid tumor have the most impact on your life? 








Table S1. Baseline Characteristics of DTF patients on sorafenib and active surveillance.

	Parameter
	Sorafenib 
(n=59)
	Active surveillance
(n=37)
	p value

	Mean age (years)
	33.3  11.1
	31.9  11.1
	0.5

	Disease status
PR
SD
PD
NE
	
27 (45.7)
19 (32.2)
00 (0)
13 (22.1)
	
00 (0)
02 (5.4)
04 (10.8)
02 (5.4)
	

<0.0001

	Sex
Female
Male
	
40 (67.8)
19 (32.2)
	
24 (64.9)
13 (35.1)
	
0.71

	Primary site of disease
Limbs
Abdominal wall + mesentery
Neck/Para-vertebral
Shoulder
Hip
Chest wall
	
23 (38.9)
16 (27.1)
07 (11.9)
05 (08.5)
04 (06.8)
03 (05.1)
	
18 (48.6)
07 (18.9)
04 (10.8)
06 (16.2)
01 (2.7)
01 (2.7)
	



0.52

	Duration since diagnosis
< 2 years
2-5 years
5-10 years
>10 years
	
34 (57.6)
17 (28.8)
06 (10.1)
02 (03.4)
	
17 (45.9)
12 (32.4)
04 (10.8)
04 (10.8)
	

0.01



DTF Desmoid type fibromatosis, PR partial remission, SD stable disease, PD progressive disease, NE not evaluated.
Data expressed in frequency and percentage (in bracket). Age expressed in mean value  standard deviation. p value < 0.05 indicates significance.





Table S2. Baseline Characteristics of DTF patients on sorafenib < 3 months and > 3 months.

	Parameter
	Sorafenib 
> 3 months
(n=40)
	Sorafenib 
< 3 months 
(n=19)
	p value

	Mean age (years)
	34.7  12.2
	30.5   8.1
	0.08

	Disease status
PR
SD
PD
NE
	
22 (55.0)
17 (32.5)
00 (0)
01 (2.5)
	
05 (26.3)
02 (10.5)
00 (0)
12 (63.2)
	

<0.0001

	Sex
Female
Male
	
27 (67.5)
13 (32.5)
	
13 (68.4)
06 (31.6)
	
0.50

	Primary site of disease
Limbs
Abdominal wall + mesentery
Neck/Para-vertebral
Shoulder
Hip
Chest wall
Mandible
	
17 (42.5)
11 (27.5)
04 (10.0)
05 (12.5)
02 (05.0)
01 (02.5)
00 (0)
	
06 (31.6)
05 (26.3)
03 (15.8)
00 (0)
02 (10.5)
02 (10.5)
01 (5.3)
	



0.28

	Duration since diagnosis
< 2 year
2-5 year
5-10 year
>10 year
	
22 (55.0)
12 (30.0)
04 (10.0)
02 (5.0)
	
12 (63.2)
05 (26.3)
02 (10.5)
00 (0)
	

0.871



DTF Desmoid type fibromatosis, PR partial remission, SD stable disease, PD progressive disease, NE not evaluated.
Data expressed in frequency and percentage (in bracket). Age expressed in mean value  standard deviation. p value < 0.05 indicates significance.




Table S3. Difference in HRQoL between DTF patients on sorafenib < 3 months and > 3months.

	Parameter
	Sorafenib > 3 months (n=40)
	Sorafenib < 3 months (n=19)
	p value

	Global health status
	64. 4  22.5
	53.5   24.6
	0.09

	Symptom scales

	Fatigue
	33.3  24.1
	46.1  28.0
	0.06

	Nausea and vomiting
	7.5   13.5
	6.1  11.4
	0.4

	Pain
	31.6   27.7
	52.6  29.5
	0.005

	Dyspnoea
	5.8   14.9
	7.0  17.8
	0.4

	Insomnia
	16.6   21.3
	42.1  36.6
	0.004

	Appetite loss
	9.2   16.8
	35.1  32.3
	0.0001

	Constipation
	10.8  17.5
	12.3   22.7
	0.4

	Diarrhoea
	4.9  14.2
	8.8  24.4
	0.3

	Financial difficulties
	32.5  35.7
	36.8  39.9
	0.4

	Functional scales

	Physical functioning
	77.9   16.5
	62.0  23.2
	0.005

	Role functioning
	73.3  24.1
	59.6  31.1
	0.058

	Emotional functioning
	68.9   22.6
	54.9  25.6
	0.02

	Social functioning
	80.4   21.9
	69.3  35.7
	0.2


DTF Desmoid type fibromatosis, HRQoL health related quality of life. Data expressed in mean value  standard deviation. p value < 0.05 indicates significance.
EORTC QLQ C30 European Organisation for Research and Treatment of Cancer, Quality of Life Questionnaire-Core-30. High score for a symptom scale represents a high symptom burden.  Score of 100 represent highest symptom burden while score 0 represent lowest symptom burden. A high score for a functional scale  and global health scale represents a high / healthy level of functioning. Score of 100 represent highest functioning while score 0 represent lowest functioning.
Parameters are expressed in mean value  standard deviation

Table S4. Difference in Anxiety & depression between DTF patients on sorafenib < 3 months and > 3months.
	Parameter
	Sorafenib 
> 3 months (n=40)
	Sorafenib
< 3 months (n=19)
	p value

	GAD 

	
None
Mild
Moderate
Severe
	
25 (62.5)
10 (25.0)
05 (12.5)
00 (0)
	
06 (31.6)
05 (26.3)
05 (26.3)
03 (15.8)
	

<0.0001

	GAD7# Total
	4.1  3.8 
	8.5   6.3
	0.003

	PHQ 

	
None
Mild
Moderate
Moderate - Severe
Severe
	
20 (50.0)
10 (25.0)
10 (25.0)
00 (0)
00 (0)
	
03 (15.8)
08 (42.1)
04 (21.0)
01 (05.3)
03 (15.8)
	


<0.0001

	PHQ9* Total
	5.2  4.2
	10.5  7.0
	0.002



DTF Desmoid type fibromatosis. 
#GAD7- Generalised Anxiety Disorder Assessment 7, *PHQ9-Patient Health Questionnaire 9
**DSM IV-Diagnostic and Statistical Manual of Mental Disorders, 4th Edition
Data expressed in frequency and percentage (in bracket). Total scores of PHQ9 and GAD 7 expressed in mean value  standard deviation. p value < 0.05 indicates significance.















Table S5. Revised Edmonton symptom assessment score (r-ESAS).
	r-ESAS Symptom
	Mean  SD

	Pain
	3.30  2.57

	Tiredness
	2.97  2.38

	Drowsiness
	1.70  2.20

	Nausea
	0.32  0.82

	Appetite
	0.92  1.63

	Dyspnoea
	0.47  1.31

	Depression
	1.94  2.04

	Anxiety
	3.11  2.29

	Best well being
	3.32  2.07

	Others
	3.18  3.03




Data expressed in value  standard deviation.



Table S6. Revised Edmonton symptom assessment score (r-ESAS) in patients on sorafenib and active surveillance.
	r-ESAS Symptom
	Sorafenib (n=59)
	Active surveillance (n=37)
	p value

	Pain
	3.6  2.7
	2.7  2.3
	0.1

	Tiredness
	3.4  2.4
	2.2  2.2
	0.01

	Drowsiness
	2.3  2.4
	0.6  1.2
	0.0001

	Nausea
	0.4  0.9
	0.2  0.6
	0.1

	Appetite loss
	1.2  1.8
	0.4  1.1
	0.02

	Dyspnoea
	0.6  1.5
	0.3  0.9
	0.4

	Depression
	2.1  1.9
	1.5  2.2
	0.08

	Anxiety
	3.2  2.3
	2.9  2.3
	0.4

	Best well being
	3.7  2.0
	2.6  2.0
	0.01

	Others
	3.7  3.1
	2.5  2.8
	0.1





Data expressed in mean value  standard deviation. p value < 0.05 indicates significance.











Table S7. Revised Edmonton symptom assessment score (r-ESAS) in patients on sorafenib < 3 months and > 3months.
	r-ESAS Symptom
	Sorafenib > 3 months (n=40)
	Sorafenib < 3 months (n=19)
	p value

	Pain
	3.1  2.5
	4.8  2.7
	0.01

	Tiredness
	3.0  2.3
	4.2  2.3
	0.04

	Drowsiness
	2.1  2.5
	2.6  2.3
	0.16

	Nausea
	0.4  0.9
	0.5  1.1
	0.2

	Appetite loss
	0.7  1.5
	2.1  2.0
	0.003

	Dyspnoea
	0.6   1.4
	0.7  1.8
	0.4

	Depression
	1.7  1.6
	3.1  2.2
	0.01

	Anxiety
	2.6  2.1
	4.4  2.4
	0.003

	Best well being
	3.4  1.9
	4.2  2.2
	0.1

	Others
	3.8  3.0
	3.6  3.5
	0.3



Data expressed in mean value  standard deviation. p value < 0.05 indicates significance.















Table S8. Summary of key symptoms in fibromatosis
	Parameter
	n=102 (%)

	Symptoms at presentation
Pain
Swelling
Restricted Movements
Others
	
87 (85.29)
86 (84.31)
59 (57.84)
18 (17.64)

	Major symptoms during follow up
Pain
Motor symptoms
Swelling
Fatigue
HFS
Dysmenorrhoea
	
58 (56.86)
21 (20.59)
09 (08.82)
04 (03.92)
02 (01.96)
01 (00.98)

	Major long term symptoms 
Pain
Motor symptoms
Swelling
Fatigue
Sensory
HFS
Sexual dysfunction
	
61 (59.80)
18 (17.65)
10 (09.80)
03 (02.94)
01 (00.98)
01 (00.98)
01 (00.98)

	Major symptoms with impact on life
Pain
Motor symptoms
Swelling
Fatigue
Sensory
HFS
Sexual dysfunction
	
45 (44.12)
32 (31.37)
09 (08.82)
06 (05.88)
02 (01.96)
01 (00.98)
01 (00.98)

	Major symptoms due to treatment in HFS
Fatigue
Dysmenorrhoea
Pain
Motor symptoms
Diarrhoea
Sensory
Alopecia
Rash
Discharging sinus
	
36 (35.29)
09 (08.82)
09 (08.82)
08 (07.84)
06 (05.88)
05 (04.90)
02 (01.96)
02 (01.96)
02 (01.96)
01 (00.98)



