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Background: AF is a rare non-metastasizing connective tissue tumor (< 300 cases/year
in France), associated with high risk of local relapse, functional impairment and pain.
AF is most frequently (about 85%) sporadic and then associated with a somatic muta-
tion of the CTNNB1 gene. In about 15% of cases, AF is associated with heredity condi-
tion, as complication of familial adenomatous polyposis FAP (with germinal mutation
of APC gene). The natural course of AF is unpredictable. As the consequence the deci-
sion making for starting curative intent treatment is difficult. Therapeutic options are:
wait-and-see policy, surgery (sometimes mutilating), radiotherapy or systemic treat-
ment (non-steroidal anti-inflammatory drugs, hormonal therapy, chemotherapy, sora-
fenib). Regarding these uncertainties, physicians can hardly answer to patient
questions.

Trial design: ALTITUDES is a national multicenter cohort of 600 patients who will be
included in 39 centers (NCT02867033). The primary outcome is number of cases diag-
nosed in reference centers. Secondary outcomes are rate of cases related to FAP, rate of
cases associated with CTNNB1 mutations, description of natural history, description of
management, impact in terms of Anxiety and Depression, in QoL. Main eligibility cri-
teria are a diagnosis later than 01/01/2016, with central pathological review. A transla-
tional part is attached to this cohort. On the one hand, the purpose is detection of FA
specific CTNNB1 mutations using a targeted strategy Digital-droplet PCR (ddPCR) on
cell-free DNA (cfDNA) extracted from blood samples and to correlate total plasmatic
cfDNA concentration with natural history. On the other hand, We hypothesize that
APC and CTNNB1 mutations are mutually exclusive and that patients with a CTNNB1
mutation do not have an increased risk of developing polyposis and/or colon cancer
and therefore should not benefit from screening colonoscopy. In this study, colono-
scopy is mandatory and a search for somatic mutations of CTNNB1 and APC. Since
opening of enrolment (03/2016), 360 patients were included. Along these patients, 316
were included in the translational part. End of recruitment is planned 03/2022.

Clinical trial identification: NCT02867033.

Legal entity responsible for the study: The authors.

Funding: Institut Curie.

Disclosure: All authors have declared no conflicts of interest.

2041TiP Health-related quality of life in patients with advanced soft tissue
sarcomas treated with chemotherapy: The HOLISTIC study

E. Younger1, O. Husson2, I.M.E. Desar3, R. Young4, M.G. Leahy5, A. Oosten6,
H. Gelderblom7, J. de Haan8, N. Steeghs9, R.L. Jones10, W.T. van der Graaf9

1Sarcoma Unit, Royal Marsden Hospital NHS Foundation Trust, London, UK,
2Psychosocial Research and Epidemiology, Netherlands Cancer Institute/Antoni van
Leeuwenhoek Hospital (NKI-AVL), Amsterdam, Netherlands, 3Medical Oncology,
Radboud University Medical Center, Nijmegen, Netherlands, 4Medical Oncology,
Weston Park Hospital, Sheffield, UK, 5Medical Oncology, The Christie NHS Foundation
Trust, Manchester, UK, 6Medical Oncology Dept, Erasmus MC Daniel den Hoed Cancer
Center, Rotterdam, Netherlands, 7Medical Oncology Dept, Leids Universitair Medisch
Centrum (LUMC), Leiden, Netherlands, 8Medical Oncology, University Medical Center,
Groningen, Netherlands, 9Medical Oncology, Netherlands Cancer Institute/Antoni van
Leeuwenhoek Hospital (NKI-AVL), Amsterdam, Netherlands, 10Medical Oncology, Royal
Marsden Hospital NHS Foundation Trust, London, UK

Background: Around half of patients with intermediate or high-grade soft tissue sarco-
mas (STS) will develop advanced disease. The mainstay of treatment for advanced STS
is chemotherapy. Although treatment intent is usually palliative, the degree to which
chemotherapy affects symptoms of disease, patient functioning and health-related
quality of life (HRQoL) is rarely measured nor incorporated into clinical trials.
Radiological response rates, time to progression and survival are traditionally used to
measure treatment benefit. Therapeutic decisions are often challenging due to modest

response rates and treatment-related adverse events. HRQoL is perceived by some
patients as of equal- or greater importance than survival. Clinicians should be able to
provide HRQoL data to patients to enhance the shared decision-making process and
encourage a holistic approach to care. The aim of this study is to assess HRQoL in
patients with advanced STS treated with 1st line chemotherapy, explore the decision-
making process and evaluate patient post-treatment reflection.

Trial design: This is a longitudinal cohort study for patients aged�18 years with
advanced STS (n¼ 132) who are treated with 1st line chemotherapy. Patients from 8
centres (United Kingdom 3, The Netherlands 5) are invited to complete questionnaires
at baseline, each cycle of chemotherapy and three-monthly during follow-up. Data col-
lection will be done within PROFILES, an established international registry for cancer
patient reported outcomes. Questionnaires include patient demographics, decisional
conflict scale, control preferences scale, quality-quantity questionnaire, treatment
expectations, EORTC-QLQ-C30, FACT-G (2 items), work-ability index, financial tox-
icity and decisional regret scale. Clinical details, such as STS histology, will be collected
from patient records and linked to questionnaire data. The primary endpoint is change
in global HRQoL from baseline to Cycle 4 of chemotherapy. Exploratory endpoints
include HRQoL functioning scales and symptoms. Recruitment started February 2018;
57 patients have completed (at least) the baseline questionnaire. (May 2019).
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Background: Sarcoma patients, like many other patients with rare diseases, often expe-
rience a long diagnostic trajectory, which may negatively affect their outcome in many
ways. So far, research on diagnostic intervals has been retrospective. Prospective studies
with large patient numbers comparing diagnostic intervals in different health care sys-
tems have not been performed. Moreover, next to survival, health-related quality of life
(HRQoL) and patient satisfaction can be affected by experiencing diagnostic delay.
Currently, no data are available on how the diagnostic trajectory impacts patient-
reported outcomes among sarcoma patients.

Trial design: A longitudinal cohort study, QUEST, will be conducted among newly
diagnosed sarcoma patients 18 years and older in one of the participating study centers
in The Netherlands (five centers) or United Kingdom (3 centers). Patients will be
invited before start of treatment and asked to complete questionnaires on the diagnos-
tic pathway, risk factors (demographic, geographic, tumour characteristics etc) and
patient-reported outcomes (HRQoL, social functioning, psychological distress, care
satisfaction) at diagnosis and 3, 6, 12 and 24 months later. Data collection will be done
within PROFILES, an established international registry for cancer patient reported out-
comes. Clinical data, including vital status and tumour characteristics, will be collected
from patients’ records. We aim to include 530 patients within two years, recruitment
started 01-02-2018, and up till now 300patients completed baseline questionnaires
(219 in NL, response rate 60%; 66 in UK, response rate 45%). Descriptive statistics will
be used to quantify diagnostic intervals. The association between diagnostic interval
and HRQoL, stage at diagnosis, primary treatment and survival will be explored.
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