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Background
• Fibrodysplasia ossificans progressiva (FOP; OMIM #135100) is an ultra-rare, severely 

debilitating genetic disorder characterized by progressive, irreversible heterotopic 
ossification (HO) within soft and connective tissues.1,2 

• Over 95% of people with FOP manifest HO before 15 years of age.3

• HO is permanent and disability in FOP is cumulative; most people with FOP require 
lifelong assistance in performing activities of daily living (ADLs) and are confined to a 
wheelchair by their third decade of life.4,5

Objective
To determine the impact of FOP on physical functioning, use of aids, assistive 
devices, and adaptations (AADAs), and quality of life (QoL) by age for people 
with FOP.

Methods
• An international, cross-sectional burden of illness survey (NCT04665323) was co-created 

with advisors from the FOP community.
• The survey was available online between 18th January and 30th April 2021 across  

15 countries and in 11 languages.  
• Participants were recruited through the International FOP Association (IFOPA) and 

national/regional FOP organizations. 
• Individuals with FOP of any age were eligible to participate; for individuals aged  

<13 years, the survey was completed by proxy.
• Physical functioning and ability to conduct ADLs were assessed through the FOP 

Physical Function Questionnaire (FOP-PFQ); AADA use was measured through a tailored 
questionnaire; QoL was assessed through the Patient-Reported Outcomes Measurement 
Information System (PROMIS). 

• Descriptive analyses were conducted for the following patient age groups: <8 years;  
8–14 years; 15–24 years; ≥25 years.

Results
• 219 patient responses were received:

 – Patient demographics are presented in Table 1;
 – The number of patient responses by country is presented in Figure 1.

• Mean (standard deviation [SD]) FOP-PFQ percentage of worst possible score increased 
with age, from 29.6 (25.1) for patients aged <8 years to 76.1 (26.7) for patients aged  
≥25 years (Figure 2). 

• On average, patients aged <8 years used fewer AADAs than patients aged ≥25 years for 
all AADA categories, except for school/sport (Figure 3). 

• Mean PROMIS T-scores were similar for patients aged <8 years and 8–14 years  
(Figure 4A); patients aged ≥25 years had lower mean physical and mental health 
PROMIS T-scores than patients aged 15–24 years (Figure 4B).
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CONCLUSIONS
• Older patients with FOP tended to have more restricted physical functioning and 

reduced ability to conduct ADLs, often used a greater number of AADAs, and, 
overall, had lower QoL compared with younger patients. 

• These cross-sectional data demonstrate the cumulative disability observed in FOP, 
and that the physical and QoL impact of FOP increases by age.

• These findings indicate that an individual's age and level of disability should be 
considered when developing resources to improve support and care for people  
with FOP.
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Figure 1. Number of patient responses by country
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Table 1. Patient demographics and clinical characteristics

Patient population  
n=219

Age, years, median (95% CI) 24.0 (21.0–27.0)

Age, n (%)

  <8 years 31 (14.2)

  8–14 years 40 (18.3)

  15–24 years 40 (18.3)

  ≥25 years 108 (49.3)

Gender, n (%)a

  Male 57 (35.4)

  Female 102 (63.4)

  Non-binary 2 (1.2)

FOP diagnosis confirmed by genotyping, n (%) 170 (87.2)

aPatients’ gender was not collected in questionnaires completed by proxies. 

Figure 4. QoL by age group

Patient population, n=219. Missing data may result in n values for a category not totaling to the N value of the given population. T-scores are calculated from raw total scores, with higher T-score values indicating better QoL. T-score distributions are standardized such that 50 represents the mean for the general U.S. 

A) QoL (PROMIS T-score) by age group for patients <15 years B) QoL (PROMIS T-score) by age group for patients ≥15 years
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Patient population, n=219. Missing data may result in n values for a category not totaling to the N value of the given population. AADA categories: 
Mobility/daily activities/pay for assistance: mobility aids/devices, paid/unpaid assistants, personal care tools, eating tools; Home: bathroom aids/devices, 
bedroom aids/devices, home adaptations; Workplace/technology: workplace adaptations, technology adaptations; School/sport: school adaptations, 
sport adaptations. Patients were asked if they had ever used an AADA from each category (yes/no) and those responding ‘yes’ were provided with 
additional questions to assess use of that AADA within the past 12 months.

Patient population, n=219. Missing data may result in n values for a category not totaling to the N value of the given population. To allow for analysis of 
the FOP-PFQ across all patients (adults and children), total scores were transformed to reflect the ‘percentage of worst possible score’. A score of 100% 
indicates the most severe physical functioning limitations. 
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