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Abstract 

The Ehlers-Danlos syndromes (EDS) are complicated, multisystemic 

disorders that can impact almost every aspect of an individual’s life and 

severely affect functioning. Research into optimal long-term management of 

EDS is still sparse and recommended medical treatments are largely based 

upon the clinical opinions of healthcare providers. Social support is linked to 

coping with adversities such as chronic health conditions, and has a 

relationship with health-related quality of life. This qualitative study examined 

the role of support in optimal management of EDS. Five participants with EDS 

were interviewed, and thematic analysis was carried out. Four themes relating 

to disparate sources of support emerged: community incorporated personal or 

face-to-face support (e.g. spouse, family, friends, and peers). Medical support 

included specific professionals and types of care available to people with EDS. 

The role of self-support included and focused on resilience and how support 

helps development of resilience. The results of this study suggest that external 

support can facilitate the development of resilient behaviours and attitudes in 

individuals with EDS, which enable better management of their condition. 

Interventions that incorporate appropriate, multidisciplinary, medical care with 

the goals of improving individuals’ access to support, such as information and 

peer support, could enable better management of EDS. Optimal management 

of EDS is likely to result in better HrQoL and reduce healthcare-related 

expenditure associated with treatment of EDS. 

  



SOCIAL SUPPORT AND MANAGEMENT OF EDS   11 
 

 
 

Introduction 

Long term conditions (LTC), or chronic illnesses, can be highly disabling 

and often require care from healthcare professionals. LTC include diseases 

such as diabetes, dementia, arthritis or heart disease, and people with LTC 

often require support in order to effectively manage their condition(s). An 

increasing proportion of national healthcare expenditure is spent on LTC. It 

has been reported that 70% of the total health and care expenditure in 

England was associated with the treatment and care of the 30% of the 

population with one or more LTC (House of Commons Health Select 

Committee, 2014). Further, the number of people with one or more LTC (at the 

time of the report; 15 million) was expected to increase to approximately 18 

million by 2025, and it was predicted that healthcare costs associated with the 

treatment and management of LTC would rise by around £5 billion annually 

between 2011 and 2018. As such, effective management of LTC is a major 

public health issue with serious implications for the allocation of national 

healthcare resources.  

LTC necessitate complex care plans that may require input and 

management by multiple healthcare professionals, potentially from different 

healthcare specialisations, and this can prove costly. A number of LTC cannot 

be cured; however effective long-term management can improve an affected 

person’s quality of life (QoL), and in some cases life expectancy (Thomas, 

2009). The LTC that have the most comprehensive long-term care plans are 

those that are better researched, of known etiology, easily identifiable, or have 
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greater public awareness (Phillips & Secrest, 2005; Griggs et al., 2009). Better 

care plans are associated with both increased health-related QoL (HrQoL), 

and reduced long term healthcare costs. For example, by helping people with 

diabetes manage their condition effectively, the risk of complications, such as 

amputation of digits or limbs, can be reduced (“The effect of intensive diabetes 

therapy on the development and progression of neuropathy”). However, many 

LTC are not easily identifiable or widely known about, even amongst 

healthcare professionals, as they may only affect a small proportion of the 

population. This study was concerned with the Ehlers-Danlos Syndromes 

(EDS) and examined the role of external support in helping people with EDS 

manage their condition.  

EDS affect people of every ethnicity, are associated with poorer than 

average health-related quality of life (HrQoL), and higher than average levels 

of anxiety and depression (Berglund, Pettersson, Pigg, & Kristiansson, 2015). 

In addition, researchers believe that understanding EDS could lead to a model 

for research into treatments for other types of chronic pain (Castori, 2016). In 

particular, investigation of the etiological biochemical processes underpinning 

symptoms of EDS (particularly those of the extracellular matrix) could offer 

insight into other LTC. EDS has been described as “a paradigm collagen 

disorder” (De Paepe & Malfait, 2012, p.1), a view that is supported by a recent 

review of matrix biology and EDS (Byers & Murray, 2014). Subsequently, 

research into optimal management of EDS may have implications for provision 

of support for people with other LTC. 
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EDS: An Overview 

EDS are a group of heritable disorders of connective tissue (HDCT), 

with several variants (see: appendix 1, table 1). As of March 2017, they are 

described by an international classification based on inheritance pattern and 

genetic etiologies (Malfait et al., 2017). The 2017 nosology classified EDS into 

thirteen sub-types (see: appendix 1, table 3). The introduction of high-

throughput genetic sequencing methods has driven research into the etiology 

of EDS, as well as its phenotypic range of expression, complications, co-

morbidities, and disease burden. However, EDS remains incurable and 

research into comprehensive long-term management of, and coping with, EDS 

is lacking. 

Causes of EDS. EDS are monogenic disorders caused by variants of 

several different gene loci associated with collagen production (see: appendix 

1, table 3). Specific gene variants cause different types of EDS (Malfait et al., 

2017). Research has identified causative gene variants for all EDS subtypes 

bar hypermobile EDS (hEDS) (see: appendix 1, table 3). Recent research 

considers hEDS to be a heterogeneous subtype, which it is posited may be 

found to be several distinct subtypes with disparate, and possibly polygenic, 

etiologies (Zweers, 2003; De Wandele et al., 2013; Lyons et al., 2016). 

EDS affect collagen, a major structural protein of the various connective 

tissues. Collagen deficiencies in the most prevalent forms of EDS are caused 

by abnormalities of production of collagens I, III, or V (see: appendix 1, table 

3). As a result, despite disparate genetic etiologies EDS are expressed in 
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broadly similar ways, and typically affect skin and joints as well as circulatory 

and gastrointestinal systems. However, EDS display significant differences 

between the subtypes due to the specific type of collagen affected and its role 

in the body.  

Signs and symptoms. EDS are variable in expression, however are 

characterised by joint hypermobility (JHS: joints that move easily beyond the 

typical range), delayed wound healing, abnormally stretchy skin, easy bruising, 

and tissue fragility (Callewaert, Malfait, Loeys, & De Paepe, 2008; Grahame & 

Hakim, 2010; Ericson & Wolman, 2017). These are present in each sub-type, 

however severity and prevalence differs. Common complications of EDS 

include chronic pain (Berglund et al., 2015; Scheper, de Vries, Verbunt, & 

Engelbert, 2015; Castori, 2016), sleep disorders (Guilleminault et al., 2013), 

fatigue (Voermans et al. 2010b), joint dislocations and subluxations, early 

osteoarthritis, and gastrointestinal issues (Grahame & Hakim, 2010; Zarate et 

al., 2010; Zeitoun et al., 2013). Other manifestations include dysautonomia 

(Tinkle et al., 2009; De Wandele et al., 2014) such as postural orthostatic 

tachycardia syndrome (Celletti et al., 2017), gynaecologic and obstetric issues 

(Hugon-Rodin, Lebègue, Becourt, Hamonet, & Gompel, 2016), poor 

proprioception (Clayton, Jones, & Henriques, 2015); insensitivity to 

anaesthetics (Wiesmann, Castori, Malfait, & Wulf, 2014), as well as skeletal 

deformities such as scoliosis, swan neck deformity and tethered spinal cord 

syndrome (Ericson & Wolman, 2017; Henderson et al., 2017). 
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Diagnosis and testing. Each subtype has clinical criteria, typically 

consisting of major and minor criteria, to assist diagnosis of specific subtypes 

(See: appendix 1, table 1). There is symptomatic overlap both between the 

subtypes, and between similar conditions. EDS have historically been clinically 

identified using differential diagnosis and subtype-specific criteria (Beighton et 

al. 1998). As genetic etiologies were identified, genetic testing for specific 

gene variants has become possible. Of the subtypes, hEDS as yet has no 

identified genetic etiology, so continues to be clinically diagnosed (see: 

appendix 1, table 2). 

EDS frequency and phenotypic overlap with similar conditions. 

The overall frequency of EDS is frequently cited as estimated to be 1 in 5000 

(Callewaert et al. 2008). However, EDS-HT is an under diagnosed condition 

that may correspond with JHS (Castori, 2012), suggesting the overall 

frequency may be higher than that stated. Castori (2012) stated that the 

Villefranche Hypermobility EDS (EDS-HT) demonstrates significant phenotypic 

overlap with JHS, and that EDS-HT and JHS are considered to be the same 

condition. This concept has been accepted by some researchers (Tinkle et al., 

2009), but not by others (De Paepe & Malfait, 2012), although the current 

nosology combines JHS and EDS-HT into hEDS (Tinkle et al., 2017). 

Hypermobility, classic and vascular types of EDS are the most common forms, 

though prevalence of the subtypes established by the 2017 international 

classification has yet to be established. Furthermore, research indicates a 

higher prevalence of hEDS, and Hakim and Sahota (2006) suggested a 

frequency of 0.75-2% JHS/EDS-HT in the general population. Fibromyalgia 
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shares some common features with EDS, particularly hEDS (Hermanns-Lê & 

Pierard, 2015; Di Stefano et al., 2016), and studies have suggested a link 

between the conditions (Ofluoglu, Gunduz, Kul-Panza, & Guven, 2006; 

Sendur, Gurer, & Bozbas, 2007).  

Medical Care and Management of EDS 

Broadly, the objectives of medical management of EDS are: to manage 

the symptoms of EDS and associated complications and co-morbidities; to 

minimise the possibility of adverse events; and to lessen impairment of QoL 

(Grahame & Hakim, 2008; Byers et al., 2017). EDS are complex, 

multisystemic disorders with variable presentation both between and within the 

sub-types. In order to deliver multidisciplinary care, medical management must 

be coordinated or overseen by a care team with sufficient knowledge of EDS 

to understand the wide-ranging implications for HrQoL (Grahame, 2008). 

Some therapeutic approaches have been assessed in the literature, including 

significant modalities such as physiotherapy (Pacey, Tofts, Adams, Munns, & 

Nicholson, 2013), and several researchers have emphasised multidisciplinary 

management (Grahame & Hakim, 2010; Grahame & Kazkaz, 2014; Chopra et 

al., 2017). Treatment for EDS is palliative in nature, and centred on 

symptomatic therapy (Bird, 2007) such as treatment of musculoskeletal 

symptoms, pain management, and cardiac assessment.  

Pain and fatigue are common complications of EDS (Voermans, Knoop, 

Bleijenberg, & van Engelen, 2010a; Voermans et al., 2010b). The prevailing 

model used to explain chronic pain is often referred to as the “biomedical 



SOCIAL SUPPORT AND MANAGEMENT OF EDS   17 
 

 
 

model” (Andrasik, Flor, & Turk, 2005), which views pain as resulting from 

purely biological factors. Criticisms of this model in relation to chronic pain 

concerns its inability to account for: chronic pain without identifiable pathology; 

pathology not associated with pain; disparate responses to treatments; pain 

refractory to analgesic medications; and the inability of research to establish a 

strong relationship between pain, functional impairment, and disability 

(Andrasik et al., 2005; Quinn, Johnston, & Johnston, 2013). In contrast, the 

“biopsychosocial model” views chronic pain in light of interaction between 

biological, psychological, and social factors (Jorn, 2015). From the 

biopsychosocial perspective, individual’s experiences of chronic pain and their 

responses to treatment result from complex interrelationships between 

biomedical factors such as genetics and history of injury, predispositional, and 

psychological factors, as well as individual’s social and cultural background 

such as prior learning or beliefs about pain (Andrasik et al., 2005). 

Chronic pain management strategies for individuals with EDS typically 

utilise physical therapy and medications and may also include durable medical 

equipment such as splints, compressive garments, or braces (Chopra et al., 

2017). Physiotherapy and other physical therapies are usually intended to 

address pain and fatigue, and to assist rehabilitation after injuries. Research 

shows that issues such as poor proprioception (the sense of relative position 

of body parts, and movement within joints) and fatigue have a complex 

relationship with muscle strength and activity limitations (Celletti et al., 2012; 

Scheper et al., 2016). While muscle strength appears to be a dominant factor 

in activity limitations, this is confounded by proprioception, suggesting that 
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physical therapies that also aim to enhance proprioception are pertinent to 

management of EDS (Rombaut et al., 2011). The current literature suggests 

the long term efficacy of physical therapies on chronic pain resulting from EDS 

is lacking (Castori, 2016).  

The effects of differing forms of physical therapies on long term 

management of EDS are also as yet unclear (Castori et al., 2013). Some 

research has investigated the impact of exercise mechanics on people with 

HMS with respect to the effect of exercising into hypermobile rather than 

neutral joint range (Pacey et al., 2013). Exercise into the hypermobile range 

was reported to benefit child psychosocial health, while exercising to neutral 

only was perceived to benefit physical health. This suggests that different 

forms of exercises may be appropriate for different stages of rehabilitation.  

Behavioural and lifestyle changes to reduce the risks of injury and pain 

may be beneficial to optimal management of EDS. For example, injury can be 

sustained by repetitive microtraumas and abnormal joint loading (Pacey et al., 

2013). Interventions, such as occupational therapy, can assess activities and 

facilitate the adoption of less detrimental methods of accomplishing daily tasks 

(Sobey, 2014; Ericson & Wolman, 2017). Studies also suggest that the use of 

orthotics, such as casts, braces, or arch supports, are generally helpful 

(Agnew, 1997; Bird, 2007), but typically require tailoring. Conservative use of 

assistive devices, such as wheelchairs, splints, and canes, may be required to 

facilitate daily function. Assistive devices should be used with caution in order 
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to avoid decline of supported muscle groups or damage caused by 

redistribution of load (Ericson & Wolman, 2017).  

 Other treatment for EDS concerns management of non-

musculoskeletal issues,  such as gastrointestinal dysfunction, sleep disorders, 

or dyautonomia. For individuals with vascular EDS (vEDS), cardiac-valvular 

EDS (cvEDS), and rare subtypes, monitoring for potential complications 

specific to the subtype is an important aspect of management. For example, it 

is recommended that people with vEDS are regularly assessed by a 

cardiologist (Sobey, 2014). Genomic counselling prior to planned pregnancies 

may also be recommended; vEDS in particular raises the risk of pregnancy 

complications, while other subtypes appear to be associated with increased 

risk of spontaneous abortion, multiple spontaneous abortion, and post-natal 

complications (Hugon-Rodin et al., 2016; Bowen et al., 2017; Brady et al., 

2017).  

Medication can be used to address various aspects of EDS. Analgesics 

or medication that addresses neuropathic pain are often the primary factor in 

pain management (Arthur, Caldwell, Forehand, & Davis, 2016). Research 

suggests antidepressants, antiepileptics, and opioids may be of use for 

neuropathic pain while nonsteroidal anti-inflammatory address nociceptive 

pain (Camerota, Celletti, Castori, Grammatico, & Padua, 2011). Medications 

alone are likely to be largely unsatisfactory as a long-term pain management 

protocol and there are adverse effects to long-term use of analgesics (Chopra 

et al., 2017). Other reported use of medication for complications or co-
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morbidities of EDS included cardiovascular and pulmonary medicines, and 

anti-depressants (Rombaut et al., 2011). EDS are associated with raised 

levels of psychological distress, and antidepressants may be helpful to 

address psychological conditions as well as pain management (Bulbena et al., 

2017). 

Psychological therapies are also relevant to management of EDS. The 

relationship between EDS, particularly hEDS, and psychological distress is 

well documented (Lumley, Jordan, Rubenstein, Tsipouras, & Evans, 1994). 

Research also supports an association with anxiety disorders, depression 

(Hershenfeld et al., 2016; Bulbena et al., 2017), and neuro-developmental 

disorders (Ghibellini, Brancati & Castori, 2015). Psychiatric and psychological 

approaches are recommended to relieve the clinical conditions associated with 

EDS, and to improve individual’s ability to cope with their LTC (Bulbena et al., 

2017).  

Current treatment for EDS, particularly for hEDS, is typically considered 

to be insufficient (Chopra et al., 2017). Researchers suggest this may be due 

in part to an overshadowing focus on musculoskeletal symptoms and 

subsequent oversight of less obvious, non-musculoskeletal symptoms 

(Rombaut et al, 2011). Emphasising the need for research into means of 

improving specific symptoms, Castori et al. (2013) identified that all published 

treatment recommendations, including their own, were based on the clinical 

opinions of experts. Therefore the current treatments for EDS are, in the most 

part, not evidence-based. Several studies have reported that knowledge and 
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understanding of EDS and hypermobility by medical practitioners is variable 

and often lacking (Grahame, 2008; Berglund, Mattisson, & Randers, 2010; 

Sobey, 2014). Research suggests lack of knowledge of rare diseases fuels a 

‘diagnostic gap’, and a lack of evidence-based long-term management options 

(Bergland, 2014). Research has also reported iatrogenic injuries (injury 

caused by medical treatment or care) in physical rehabilitation of individuals 

with hEDS (Bovet, Carlson, & Taylor, 2016).   

Coping with EDS. Coping is often broadly differentiated into emotion-

focused or problem-focused coping with stressors (Folkman & Moskowitz, 

2004). Coping is typically achieved via regulation of emotional response to 

stressors, or resolution of the problem/stressor (Lazarus & Folkman, 1984). 

Emotion-focused coping minimises the effects of stressors via cognitions such 

as emotional regulation or positive reappraisal of the stressor. In relation to 

EDS or other LTC, emotion-focused coping may take the form of re-evaluation 

of short- or long-term goals in light of physical limitations. Emotion-focused 

coping may be most effective in situations that are perceived to be outside the 

individual’s direct control. Problem-focused coping mitigates stress via 

situational solutions, when the stressor can be influenced by the individual. In 

relation to coping with stress caused by EDS or other LTC, problem-focused 

coping could include a proactive approach to healthcare, as an attempt to 

ensure better healthcare options (Steiner, Bigatti, Hernandez, Lydon-Lam, & 

Johnston, 2010).  
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There are few studies that address ability to cope or acceptance of 

disability (AD) in people with EDS (Bergland, Mattiasson, & Nordström, 2003). 

Bergland et al. (2003) reported that individuals with EDS displayed similar 

levels of AD, and sense of coherence to individuals with other LTC. High 

levels of AD are linked to better HrQoL and general QoL, and so AD can be 

seen as an important factor in coping with EDS.  

QoL and HrQoL. QoL refers to general well-being, and is a concept 

used in relation to individuals, groups, and societies. While there are different 

measures used to quantify QoL in literature, they assess life satisfaction in 

relation to a number of dimensions, which typically include health, education, 

and standard of living (Hsieh, 2013). HrQoL is a distinct concept that is 

concerned with the impact health status has on QoL. Measures intended to 

quantify HrQoL typically assess both mental and physical health, as well as 

functional impairment (Yin, Njai, Barker, Siegel, & Liao, 2016).  

Social Support. While consensus on what defines support remains 

elusive, theories of social support have posited that support is related to 

management of stress and coping (Williams, Barclay, & Schmeid, 2004). 

There are two broad schools of thought concerning the mechanisms by which 

support is helpful to individuals. Some researchers suggest that it is the 

emotional component of supportive actions that are salient (Semmer et al., 

2008). Others suggest that it is the relevance of the type of support to the 

characteristics of the challenge(s) faced by the recipient that determines how 
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supportive the interaction is perceived as being (Cutrona, 1990; Sarason, 

Sarason, Brock, & Pierce, 1996).  

Social support has been investigated in the literature in relation to LTC 

other than EDS such as: chronic obstructive pulmonary disorder (COPD: 

Arabyat & Raisch, 2015); heart failure (Heo, Lennie, Moser, & Kenedy, 2014); 

breast cancer (Gonzales, Hurtado de Mendoza, Santoyo‐Olsson, & Nápoles, 

2016); diabetes and depression (Coffman, 2008); as well as adherence to 

treatment in hypertension (Magrin et al., 2015). While many studies on support 

in relation to LTC do not isolate the types of support as distinct constructs, in 

general the literature supports the notion that emotional support is linked to 

improved emotional well-being, improved physical symptoms and reduced 

depressive symptoms (Heo et al., 2014; Gonzales et al., 2016), and thus to 

improved HrQoL. However, Heo et al. (2014) observed that individuals with 

depressive symptoms may perceive support differently to individuals without 

depressive symptoms, which they suggest may imply that alleviating 

depressive symptoms as well as improving emotional support should improve 

physical symptoms and HrQoL. Emotional support from friends and family has 

also been shown to have a relationship with adjustment to disability, as did 

self-esteem (Li & Moore, 1998). A study on the effects of tangible support, 

depression, and diabetes reported a relationship between lack of support and 

patterns of nonadherance to treatment and poor self management (Coffman, 

2008). 
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Magrin et al. (2015) examined functional social support, which they 

operationalised as comprised of emotional, instrumental and informative social 

support. Their meta-analysis found that functional support is related to 

increased adherence to treatment for hypertension; however they noted that 

there were insufficient studies that examined sources of support as distinct 

constructs to isolate their effects with respect to hypertension. There appears 

to be similar issues with research into other LTC. For example, while Arabyat 

and Raisch (2015) noted a link between support and depressive symptoms in 

line with other research findings, they aggregated emotional and social 

support in their study. While different forms of support, or measures of forms of 

support, are held to be highly correlated in the wider literature on social 

support (Sarason et al., 1996; Semner et al., 2008), the tendency of 

researchers to aggregate types of support currently complicates attempts to 

understand the mechanism(s) associated with differing types of support. 

Despite these methodological issues, the literature suggests social support 

has a complex, multidimensional relationship with health, via psychosocial 

functioning and health-related behaviours such as adherence to treatment. 

There is limited research on support and EDS, although one study 

reported that coping and support predicted QoL (Fox, 2014). The researcher 

stated that support was a strong predictor of QoL, and suggested that medical 

interventions for pain management should incorporate support and coping 

techniques. This corresponds with other research that substantiates a 

relationship between social support, coping and health (Uchino, 2006; Segrin 

& Passalacqua, 2010).  
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Self-management support (SMS) is a recently defined concept in health 

management that encompasses comprehensive, long-term strategies intended 

to improve outcomes for people with LTC (Kawi, 2012). These strategies 

involve patient-focused factors such as involving individuals in their own care, 

provision of pertinent information in an accessible manner, and tailored care. 

They also involve factors related to care-provision, such as being an informed 

provider, possessing appropriate skills, and cultivating favourable attitudes to 

facilitating care and self-management (SM). A final factor to SMS consists of 

organisational attributes such as incorporating social support with care plans, 

having the structure in place to facilitate multidisciplinary care, and an 

organised system of care for LTC (Kawi, 2012). Researchers have stated that 

SMS has been identified as a priority for providers with respect to LTC such as 

chronic pain (Lukewich, Mann, VanDenKerkhof, & Tranmer, 2015), JHS (Terry 

et al., 2015), and diabetes (Song et al., 2012). Effective SM is linked with 

better QoL with respect to several LTC, including COPD (Moriyama, 

Takeshita, Haruta, Hattori, & Ezenwaka, 2015) and diabetes (Kueh, Morris, & 

Ismail, 2017). 

There are peer support groups for people with EDS. Several are funded 

and hosted by charities such as EDS UK, whereas others are organised by 

their members. Some support groups have in-person meetings and thus are 

composed of people who live proximate to one another. Others are facilitated 

by social media and can have international membership. The advantages of 

online support include access to more individuals with EDS, ease of 

communication, and on some platforms anonymity, which some individuals 



SOCIAL SUPPORT AND MANAGEMENT OF EDS   26 
 

 
 

may find preferable when discussing sensitive or personal issues (Coulson, 

Buchanan, & Aubeeluck, 2007). 

Research into effects of support on coping with, or optimal 

management of, EDS is extremely sparse and merits further investigation. This 

study aimed to answer the research question: ‘how does external support help 

people with EDS manage their condition?’  

Method 

This was a qualitative study which gained full ethical approval from the 

University of Chester’s Ethics committee. Five female participants took part. All 

participants were volunteers who were not offered inducement/s for 

participation in the study. Participants’ age ranged from 20 to 53, with a mean 

age of 33.6 (SD = 14.2). All participants were adults who had received a 

diagnosis of any subtype of EDS, more than twelve months prior to 

recruitment. Time since diagnosis ranged between 2 and 7 years, with a mean 

of 3.6 years (SD =1.9). This study was concerned with experiences and 

perceptions of support available to people with EDS. It was assumed that 

participants living with an EDS diagnosis for more than one year prior to 

recruitment have experienced the full range of support available to them, some 

of which may only have become available after diagnosis.  

Using a convenience sampling frame, participants were recruited from 

online EDS support groups hosted on social media sites, by word-of-mouth, or 

by responding to posters placed in a North-West University and in a North-
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West public library. All participants were members of online support groups 

and resided in the UK.  

People interested in participating in the study were advised to contact 

the researcher for further information. Potential participants were sent the 

participant information sheet (PIS: see appendix x) and invited to take part in 

an interview. Interviews took place via video call or in a private room in a 

North-West public library. Before the interview participants were instructed to 

read the PIS again in full, and asked to sign the consent form (see: appendix 

x). Participants were advised that audio recording would begin when the 

interview started. Interviews were between 26 and 70 minutes in duration, 

mean interview time was 42 minutes (SD = 17.1). All interviews were audio 

recorded using a handheld digital recorder. Participants were asked to read 

the debrief package before leaving or ending the call. Data collected was 

subsequently transcribed for analysis from the recordings using an 

orthographic transcription notation system (Braun & Clarke, 2013). 

Participants were assigned code numbers that were also used in transcription 

to preserve anonymity. Interview text that identified locations, participants or 

other persons was redacted from the transcripts. 

Thematic analysis was then carried out using the anonymised 

transcripts. The researcher gained initial familiarisation with the texts during 

transcription and redaction. The texts were re-read several times and 

familiarisation was finalised by marking every piece of text that appeared to be 

significant, prior to coding. Initial coding was carried out on text identified as 
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significant. Initial codes were generated using participant’s terminology, in 

order to retain both surface and contextual meanings, as well as to begin to 

organise codes by relation to one another. As interviews were coded, 

reoccurring topics, and consequently related codes, became discernible. 

When initial coding of all interviews had been completed, several topics salient 

to the participants had been identified. At this stage a master-list of all codes 

generated in initial coding was compiled and conceptually similar codes were 

reduced, as appropriate. Initial coding was then repeated on the transcripts to 

ensure all significant discourse had been identified and tagged. Coding was 

deemed to be completed when no new information was emerging from the text 

and data saturation was achieved.  

Codes were then grouped; the groupings were found to be most 

coherent and relatable when grouped by support source, so the main sources 

of support were identified as themes. Subthemes were then identified by 

grouping tags within those themes by salience rather than prevalence, 

although subthemes that had been mentioned by most or all participants were 

noted. Once the comprehensive list of candidate themes and subthemes was 

compiled, the transcriptions were re-examined to verify that all text of 

significance had been identified and that the themes identified could be 

meaningfully applied to all interviews. The themes were then reviewed and 

consolidated for clarity, and four themes with 11 subthemes were identified. 

The themes identified prompted further subject research, which informed 

thematic definition and naming.  
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Reflexivity 

My experiences of support for students with disabilities informed my 

expectations of institutional support, while prior familiarity of personal 

experiences with medical care for EDS will have influenced my understanding 

of medical support. Additionally, I was familiar with peer-support groups before 

inception of the project. These experiences influenced initial research and first 

order coding, however unanticipated themes emerged in second order coding 

that prompted thorough recoding to saturation, and largely informed later 

research. Some analysis was influenced by my prior knowledge such as: an 

understanding of the salience of stigmatisation to people with visible or 

invisible stigma; and understanding of the nature of institutional support for 

students with disabilities. 

Findings 

Four themes were identified; most were comprised of several 

subthemes. Theme one, community, included the subthemes: spouse; family; 

friends and acquaintances; and peers. Theme two was institutional support. 

Theme three, medical support, included the subthemes: diagnosis; the role of 

the GP; types of care; and optimal care. Finally, theme four, the role of self-

support, included the subthemes: resilience; lack of resilience; and the role of 

support in the development of resilience. 
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Theme 1: Community 

The theme community was defined as the (lack of) support from external 

sources. While some of the types of support available may also be available 

through medical sources, community sources were conceptualised as being 

distinct from medical sources due to the disparate nature of those 

relationships. Community sources are not presumed to have had a medical 

background and support-provision is typically less formalised. This theme 

included the subthemes: spouse; family; friends and acquaintances; and 

peers. 

Subtheme 1.1: spouse. The subtheme included any romantic 

partnership. Several participants suggested their spouses were a primary 

source of physical/tangible, and/or emotional support. When reflecting on 

support received from her partner, one participant stated that he was 

physically supportive to the point of relocating dislocated joints, and was 

emotionally supportive by being tolerant of the participant’s negative moods. 

“my boyfriend as well, he’s really, wel- because I’ve been with him like 

five years. So he’s been with me since I’ve had this diagnosis, so he 

knows the drill, he knows how to put certain joints into place if I can’t 

quite ah, he puts up with the (.) strops ((laughs))” (1001, p5, 30-34) 

Her spouse’s willingness to provide such support on an as-needed 

basis suggests tolerance of the variability of EDS.  
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Community sources such as spouses may be motivated to emotionally 

support an individual with EDS, but lack aptitude, competence or confidence to 

do so. 

“the sort of emotional side of it, I a-, it’s kind of between me and my 

partner, but I think he then gets very frustrated because he doesn’t like 

know how to help me in that way” (1004, p11, 20-24) 

The participant acknowledged the difficulties inherent in trying to 

provide emotional support that her spouse may not feel able to provide, and 

the impact this may have. Participants further suggested that developing LTC 

is also stressful to the spouse and can alter the nature of the relationship post-

onset of EDS. One participant suggested that the heritability of EDS, lifestyle 

changes and increased financial responsibilities can be serious stressors of 

spousal relationships. 

“when we got married [several decades] ago, I had a bad back 

((laughs)) an a- and a wonky ankle, I- I didn’t have EDS with the 

likelihood I was going to pass it on to any children that we would have. 

And erm, he’s a good man, and he has taken it you know but, it has 

impacted us it’s impacted the life we had ... impacts lifestyle that 

impacts, the sharing of the load as it were financially for our family, it 

impacts, who he is to me and our relationship” (1005, p10, 19- p11, 5) 
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Several participants referred to physical/tangible support from spouses 

such as sharing household tasks. One participant reflected that the support 

her spouse gave her enabled her to live independently. 

“my partners really good, like, he, like we live together, it’s just us two 

and, the dog ((laughs)) and um, like he, kinda knows really, there’s a lot 

that I can’t do around the house and things, so he, again, they’re quite 

physically, supportive and that helps me, live with him” (1004, p4, 25- 

p5, 3) 

Another participant cited her spouse as a primary motivator for 

maintaining resilient attitudes and behaviours. 

“You know, there’s some days and I’ve not wanted to get up, and every 

day I have to think ‘right, come on, let’s get up’ an- and I do it for 

[husband] as well as myself because If I just stayed in bed depressed 

that’s not fair on him either.” (1002, p16, 6-10) 

Subtheme 1.2: family. This subtheme focuses on the role of family 

members in supporting people with EDS. One participant stated her family 

provided her with near-daily physical support.  

“quite often they’ll nip in most days and check that I’m OK and, erm, 

whether I need any sort of physical help, erm, to do anything and, like, if 

not they’ll ring me, every day and, same with my grandparents when 

[parent]’s away, erm, so knowing that I’ve got that, physical help if I 

need it” (1004, p3, 15-22) 
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Daily contact with family members, or other close social relationships, 

may also reduce feelings of isolation and/or vulnerability in people with 

physical limitations. However, although family can provide tangible and also 

emotional support, the participant expressed concern about the negative 

impact of providing such emotional support on the family.  

“I think my worry for me is, I don’t wanna put it all on her because she’s 

still struggling, with the fact that I’m like this and need all that help, 

nobody wants their child to be in that situation an- It causes her a lot of 

anxiety me being like this and, I don’t want to put it all on her, like, as in, 

‘you be the sole support for me’” (1004, p11, 13-20) 

She implied her concerns caused her to constrain the support accepted 

from her mother, in order to moderate negative emotional impact. Another 

participant felt there was a lack of support for, and understanding of the impact 

of EDS on immediate family members. The participant felt responsible for 

helping them cope and adjust to her condition.  

“our daughter of course ... all her life all she’s known is Mummy to be in 

pain or to be having surgeries, and, there’s been massive impact on the 

pair of them, outside of my control outside of my own, ability to know 

what to do to help them ... for me, that’s as important getting that right, 

getting them, I don’t know a safe place, to sound off or be upset or, ask 

‘what now?’, at the moment that’s all come from me too” (1005, p11, 5-

20) 
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In this context, support for immediate family members is support for the 

person with EDS. Support for family could relieve people with EDS of 

perceived responsibility for the emotional impact of EDS, as well as by 

reducing stress to those relationships.  

One participant reflected on her parents’ attempts to educate 

themselves about EDS. She inferred that understanding of EDS facilitates 

belief and trust in the person with EDS. 

“my parents have made a lot of effort to understand about EDS an, and 

(.) the kind of, biology behind it all and everything (.) So they really do 

believe me, if I say something rather than just saying ‘oh it’s another 

thing’” (1004, p8, 32- p9, 3) 

This was salient to the participant as she stated that being believed by 

family members is essential to having enough confidence to seek support. 

Family and friends who display understanding of EDS were cited as a primary 

source of support. 

“having, friends and your family that understand completely everything, 

and they know that sometimes you’re gonna have bad days, when 

you’re not going to move about, but there’s going to be great days when 

you can go and do anything, at all ((laughs))” (1001, p10, 28- p11, 2) 

It was the understanding of the variability of EDS that was appreciated 

by the participant. She implied that this enabled her to make the most of times 

when her symptoms were less severe.  
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However, the nature and quality of support from extended family was 

perceived to be variable. One participant felt this was due in part to their own 

non-resilient attitudes such as denial or avoidance of the implications of the 

heritable nature of EDS. 

“it’s a very patchy, sort of erm, response of support in the wider family, I 

think partly because some of them are fearful that they’ve got it and 

they don’t want it, and they’ve seen what I’ve been through, erm and 

some of them it’s a- head in the sand you know ‘it might go away if I 

don’t think about it’” (1005, p14, 28- p15, 7) 

Subtheme 1.3: friends and acquaintances. This subtheme focused 

on support from friends and acquaintances. One participant reflected that 

there were limitations to support from friends due to the nature of these 

relationships. 

“with my friends I’ve not gone on and on about the condition but they’ve 

been aware of how I struggle with it. I’ve, you know I have to, take a 

step back and think ‘I can’t go on and on about it because it’s not fair on 

them’, and it will take over all of my life, so if they ask me how I am, I- I 

just tell them, you know, ‘it’s not nice and I struggle’ and, but then I go 

onto something else” (1002, p14, 25- p15, 2)  

The participant seemed to want to find a balance between conflicting 

desires surrounding her friendships. She wished to discuss EDS with sufficient 

frequency and detail that friends were aware of its effects, making them more 



SOCIAL SUPPORT AND MANAGEMENT OF EDS   36 
 

 
 

likely to be understanding of her limitations. Nonetheless, she wished to 

protect her friends by reducing the negative emotional impact of conversations 

about EDS.  

Most participants cited willingness to tolerate and adapt to limitations as 

a key feature of valued friendships. This participant reported that there was 

one individual she felt particularly close to, who would collaborate with the 

participant to ensure group activities were inclusive.  

“I’ve got one friend in particular who, I sort of confide in quite a lot. And 

we always make sure that whatever we’re going out to do is suitable, 

and make sure that everyone else is aware that you know, things might 

happen ((laughs)) things are just going to happen.” (1001, p5, 18-23) 

By initiating conversations with others in the friend group, the 

participant’s confidante may have reduced misunderstanding and negative 

cognitions about the participant’s limitations. One participant contrasted a lack 

of understanding and an attitude of disbelief with that of people who do believe 

her when she described symptoms.  

“people always used to say to me growing up ‘there’s always something 

wrong with you’, or ‘you’re always not very well’ and, you were kinda 

like ‘yeah, but I don’t know why’, and, start to question yourself as 

whether it’s real or, I- ((exhales)) ‘why doesn’t everybody else feel like 

this’ but nobody understands what it’s like because nobody else feels 
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like this and then, t- to have people who do, believe you when you’re 

saying that all those times” (1004, p9, 9-18) 

She suggested that being doubted by others can cause individuals to 

doubt themselves and question the veracity of their own experiences. Such 

self-doubt can hinder access to support, as individuals must first accept their 

need for support in order to access support. 

Participants implied that support was important to successfully adjusting 

to and coping with diagnosis or onset. This participant cited a close friendship 

that she credited with making her feel less isolated. 

“I think having her there has made a big difference to me kind of, 

getting through this, emotionally, and, knowing that I still have people 

around me” (1004, p16, 31- p17, 2) 

The repeated references to loss of relationships and expressions of 

gratitude regarding sustained friendships implied participants had underlying 

insecurities about close relationships. This suggests fear or anxiety regarding 

potential lack of social support. For example, one participant viewed close 

relationships as being essential to coping with severe adversity.  

“I am very lucky and I don’t know how people on their own (.) Cope with 

something what turns their life upside down” (1002, p15, 30-32) 

Subtheme 1.4: peers. Peer support encompasses support from others 

with EDS via peer support groups. Some of those interactions took place 
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online, others at in-person group meets. Other instances of peer support 

involved family members with EDS, as well as friends outside of a peer group 

setting. All participants mentioned peer support groups, most reported 

positively on their experiences.  

“there’s also the support with sort of the online groups, sort of with the 

facebook groups and umm the instagram community, the instagram 

spoony community is absolutely amazing, when I- when I first found out 

every- (.) Yeah ((laughs))” (1001, p1, 20-25) 

Several participants spoke of the peer group’s role in dissemination of 

knowledge & information about EDS. One participant reported that she valued 

the wealth of accumulated knowledge the groups represent. She detailed her 

experiences with an auxiliary treatment, which she had found to be beneficial, 

and that she advised her peers to try. 

“the different Facebook groups? Yeah absolutely amazing yeah, we’d, 

we just, all know so much, like I know the miracle cure for me is Epsom 

salt baths, that’s like, the nearest thing to a miracle, and I’ve sold so 

many I should be on commission” (1002, p11, 21-28) 

Another participant valued the local knowledge that peer groups 

disseminate. She recounted use of the online peer groups to seek peers 

experiences of specific medical professionals or services. 

“The only reason I go on to, the message boards is if I’ve got a 

particular question ... I was seeing a particular rheumatologist and I just 
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put out there ‘anybody seen this rheumatologist?’ ‘What is he or she 

like?’ ‘What do I- what do I need to take with me?’ And that was 

helpful.” (1005, p5, 3-10) 

A participant suggested that peers offer a different kind of 

understanding and support, based on insight derived from lived experiences.  

“I think a lot of the people that are around you can support you but they 

don’t necessarily understand you, or- yeah, um, that support from 

somebody who, understands what you’re going through, cos I think, n- 

as hard as, say your parents or my partner and that try, they don’t quite 

get what it’s like to live with it every day, so, it’s a differen- although the 

people like that I speak to online might not be as close friends (.) them 

having an understanding offers quite- a more unique sense of support” 

(1004, p2, 17-26) 

Feeling comprehensively understood by a person who has similar lived 

experience differs from understanding gained from researching an illness. It is 

likely that interactions with peers are less fraught with uncertainty, compared 

with interactions with people who do not have EDS. Conversely, another 

participant reported negative perceptions of peer groups; she stated that she 

was angered by dissemination of misinformation, as well as propagation of 

non-resilient attitudes.  

“I spend very little time on the, chat rooms and that sort of thing 

because, actually, it makes me quite angry, that there’s a lot of ill 
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informed, wittering, and ‘oh woe is me!’ as opposed to ‘I’ve got this, I 

don’t like it, how can I make my life better?’ which is absolutely my way 

of looking at life.” (1005, p2, 1-10) 

She perceived the groups to be focused on validation and comfort, 

whilst being avoidant of challenging or critical discussions. 

Theme 2: Institutional Support 

The theme institutional support was identified. This included support 

from groups or organisations where the support received was not on a person-

to-person basis, such as NHS provision of specialist services.  

One participant reflected on the potential impact of organisations’ lack 

of understanding about EDS. 

“when it comes to work places, or erm, educational institutes, especially 

if y-, if you’re having to have a lot of time off, erm, they don’t necessarily 

understand, why you are ill all the time, which can be such a big barrier 

and it can make you feel very depressed and a bit like, ‘well maybe-, 

maybe I’m not worth doing that job or maybe I can’t do that job (then) 

maybe I should just quit, maybe I should just give up’.” (1003, p2, 17-

26) 

Lack of understanding in institutional support can inculcate negative self 

image, which may foster mental ill-health and non-resilient attitudes. This can 

lead to people with EDS living more restricted lives than necessary.  
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Several participants reflected on their experiences of tangible/physical 

support from educational institutions. Such support facilitates study by 

reducing some of the physical burden on students with EDS. 

“at university I had quite a lot a lot of support when I first went it was 

sort of um (.) chairs and help with note-taking, and, umm (.) I was given 

printers and stuff to help me so that I didn’t have to walk down to the 

library and print stuff off at uni, I could print, at home.” (1001, p1, 33 – 

p2, 4) 

Provisions of this nature can help mitigate extra challenges that 

students with LTC face. Other non-physical accommodations were also 

positively reflected upon, such as extensions to deadlines.  

“it’s a hard enough time for anybody let alone, when you’ve got so 

much going against you in a way like, jus- just knowing say, you’ve got 

extensions on your work takes off that bit of pressure” (1004, p18, 14-

18) 

Students with LTC may experience more occasions when they are 

prevented from working at their full capacity by health issues. By facilitating 

greater flexibility about assessment deadlines, universities can mitigate 

additional stress experienced by students with disabilities at such times. 

Several participants spoke of issues pertinent to institutional support as 

it related to medical care. One participant felt that the NHS could facilitate peer 
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groups, and thus social support, for people with broader health issues such as 

chronic pain. 

“I think at the doctors it would be good if they did have support groups 

for patients with chronic long term, health conditions ... you know I think 

whether it’s EDS. you’ve got, whatever, you know is really affecting your 

day to day quality of life, it would just be a really good, support network 

and a lot of people don’t have family and friends. You know, so that 

could be a real lifeline” (1002, p2, 17-29) 

Another participant stated that medical institutions could play a role in 

dissemination of accurate, evidence-based information. 

“things like, you know, the NHS websites, I know they are, better now it 

does mention EDS. Erm, but you know, again, if all them are kept up to 

date with you know, off the HMSA and EDS, erm, you know, with what’s 

happening” (1002, p4, 15-21) 

Most participants spoke of issues relating to resource limitations within 

the NHS. One participant stated that people with EDS would benefit from 

comprehensive multidisciplinary care. She wondered if there was a 

relationship between lack of NHS resources and scarcity of such care options. 

“I dunno if it’s because NHS is under-funded, under-resourced, er 

overworked, but it needs to be a much more of a holistic approach, t- to 

everything” (1003, p21, 11-14) 
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Another participant spoke about her experience of a specialist, 

multidisciplinary clinic, and stated that such care would be more beneficial if 

proximate. 

 “Well I’ve just been to [specialist orthopaedic hospital] in [month] for a 

three week rehab on chronic pain, which, because of all the cuts and 

whatnot, that’s in [large southern city]. You know, wouldn’t it be 

amazing to have one in the North?” (1002, p5, 17-22) 

With the lack of proximal support, participants were willing to use other 

physical therapies that are more locally available. One participant reflected on 

her experiences of a council-funded scheme.  

“we have an exercise referral scheme, for people that’ve got disabilities 

... that was really helpful because I went and I-, the lady actually 

understood, what my condition was, which, she was able to, tailor a 

gym package, and exercise like regime which didn’t put too much 

impact on my joints, but allows me to build the muscles, and build the 

core stability, which was really good” (1003, p11, 5-23) 

Such specialist schemes can foster habitual resilient behaviours, such 

as regular physical activity.  

Another issue related to institutional support was lack of consistency of 

care for EDS in the NHS. One participant contrasted the lack of standard care 

for EDS with care received by family members for other heath issues. 
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“I think there needs to be an EDS diagnosis pathway ... if somebody is 

diagnosed with erm, if I think in my own family, multiple system atrophy 

or, non Hodgekins lymphoma, or in my case heart failure, you’re on a 

pathway. You’re on a pathway th- the NHS has the, guidelines the next 

steps the pathway laid out, the increase of diagnosis of EDS the sort of 

very few experts that there are nationally that recognise it and can deal 

with it to who people are referred, means that it’s all very much more 

piecemeal, there isn’t a pathway yet” (1005, p37, 6-21) 

The participant felt that a care pathway should facilitate the 

development of resilience in people with EDS. She acknowledged individual 

differences in psychological adjustment to diagnosis or onset, and stated that 

a care pathway could offer chances to help individuals who struggle to develop 

resilience unsupported.  

“for people who, don’t necessarily have the ability to think ‘right ok, what 

support do I need?’ I think, there needs to be, a guide path- a pathway, 

certainly a suite of, issues and opportunities that can be offered, to help 

people get through and become the best of themselves with EDS that 

they can be.” (1005, p42, 7-12) 

Finally, most participants referred to EDS charities, which host many of 

the online peer-to-peer groups, and facilitate local support groups. One 

participant identified the charities as a source of information about EDS. She 

suggested that someone newly diagnosed should look for personal accounts 

for information on individual differences in EDS presentation.  
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“Get on the EDS UK website, get all the information packs, erm, get on 

the internet and read the stories that are ‘my life with EDS’ cause 

they’re all very very different” (1005, p33, 28-31) 

One participant stated that the charities and the support groups they 

host have been a source of support for family and friends of people with EDS.  

“Well the support groups I go to are the HMSA, they have a theme 

every month, and one month a year is ‘family and friends’ so you invite 

your family and friends to talk to other people with EDS, and it gives 

them, obviously an insight” (1002, p5, 1-5) 

Participants deemed information was critical to understanding, and 

understanding of EDS meant support-providers, such as family, were better 

able to support people with EDS. Subsequently information support for friends 

and family of individuals with EDS can facilitate community support. 

Theme 3: Medical Support 

The theme was conceptualised to encompass (lack of) support from 

healthcare-providers. This included medical care from disparate disciplines 

such as physiotherapy and psychology. This theme included the subthemes: 

diagnosis; the role of the GP; types of care; and optimal care.  

Subtheme 3.1: diagnosis. All participants spoke of diagnosis as a 

critical factor in medical support. Most mentioned delayed and misdiagnoses. 

One participant reflected on her delayed diagnosis of EDS after childhood 
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onset of symptoms. She reported a misdiagnosis of growing pains (GrPn) 

resulting from her reports of wrist pain. This would have been atypical for 

contemporary understanding of GrPn. 

“When I was first trying to get diagnosed, when I was first, getting the 

first sort of symptoms, it was mainly in my wrists, because I was sort of 

younger I s- went to the childhood (.) hospitals, and (.) they passed it off 

as growing pains for about three four years” (1001, p3, 33 – p4, 5) 

All participants who spoke of GrPn suggested they felt the diagnosis of 

GrPn to be inappropriate, or misleading in relation to children who presented 

with early signs of EDS.  

“I just hope that the next generation, are still not going to the GPs and 

they say ‘it’s growing pains’ and you know, this and that” (1002, p16, 

19-20) 

One participant reported inappropriate, invasive treatment due to 

misdiagnosis of gallstones when she had costochondritis, a co-morbidity of 

EDS.  

“I was having severe chest pains, and I was told ‘oh no it’s just because 

you’ve got gallstones, we’ll take your gallbladder out, it’ll be fine’ Ok 

((inaudible)). They took my gallbladder away, I’ve still got chest pains, 

it’s all to do with the, I can’t pronounce it, it’s- it’s erm, it’s an EDs 

condition, um EDs associated condition and it’s, the muscles between 

the ribs spasm .... So I had to have this very invasive procedure, I had 
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to have nearly a month off work, because of, of the procedure itself, and 

it didn’t actually remedy the problem” (1003, p21, 16- p 22, 3) 

Misdiagnoses could also be the result of disbelief of reported 

symptoms. 

“the children’s hospital where they just kept putting it off as growing 

pains, that was the bit where the wait was, the disbelief, that something 

was wrong” (1001, p14, 4-7) 

When another participant reflected on her experiences of disbelief, she 

stated there was a paradox in the relationship between belief and diagnosis. 

Once individuals are diagnosed with EDS, they are more likely to be believed, 

however, in order to be diagnosed, they must first be believed.  

“when you don’t know what’s wrong, it’s kind of like, well (.) they kind of, 

doubt you in a way as to whether this is happening all the time as much 

as you’re saying it is, erm, yeah, whereas I think when you do have, a 

diagnosis, of something (.) people believe you more, ((laughs)) but, to 

get that diagnosis you need people to believe you, an it’s this, kind of, 

catch twenty two of, ‘how do you get help without knowing what’s 

wrong?’ yeah, erm, and I find since I’ve had a diagnosis, the support’s 

been, much, better, from everybody, because it’s like ‘well now we 

know what’s wrong’, ‘there is something wrong’ ((laughs)) ‘we do need 

to help you’” (1004, p10, 5-27) 
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She noted that diagnosis also facilitates support from other sources. 

Several participants stated that lack of knowledge of EDS in the healthcare-

providers was problematic, as diagnosis relies on understanding of EDS. 

“Well, it took me, fifty years to get diagnosed, so, the aware- the lack of 

awareness widely in the medical profession, of this condition, is a 

massive barrier” (1005, p27, 5-9) 

Another participant related that she was not given information about 

EDS post diagnosis. She stated that lack of information hindered the provision 

of support by family members. 

“when I found out that I did have it, that was it, I was told I had it, and 

left in the dark. So none of my family knew about it, so none of my 

family knew how to support me” (1001, p8, 15-20) 

One participant related how her diagnosis led to early diagnosis of EDS 

for her child. When reflecting on her symptomatic history, she stated that early 

diagnosis will enable her daughter to make choices that should have better 

long-term health-related outcomes. 

“I’ve had [many] orthopaedic surgeries, I’m looking at quite a few more 

cause I’ve got rampant arthritis caused by the traumatic injuries to all 

my joints over the years, she doesn’t have to have that, she doesn’t 

have to have that, if she sets (.) she sets herself up now” (1005, p8, 20-

28) 
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Early diagnosis would mean her child has more choices than she did, 

however; her child must make them. She had expressed concern that this may 

limit her child’s life choices and experiences, and reflected on how early 

diagnosis might have affected her decisions with respect to her career and 

reproductive choices. 

“I’ve often thought if I’d had my diagnosis in my twenties, would I have 

lived the life I have done? Would I, have chosen to have our daughter? 

... would I have, stopped doing the job I passionately love to do 

something that was less physically demanding?” (1005, p12, 21-28) 

Subtheme 3.2: the role of the GP. General Practitioners (GP) were 

the primary source of medical support reported by participants. When 

reflecting on her pain management regimen, this participant referred to how 

her GP facilitated her minimalist approach to analgesic medication. 

“I do get sort of the pain relief side of things from my GP... it’s quite 

helpful, but because I’m on the tramadol, and I can’t take codeine, and I 

can’t take um, the anti-inflammatorys,  I can only take the pain relief, 

when it’s got to the point where I can’t cope any more” (1001, p6, 15-

25) 

By supporting ad hoc usage, rather than prescribing a broader 

medication regime, the participant’s GP enabled her to be responsive to day-

to-day variability of pain symptoms and in control of her use of medications.   
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GPs are the point of contact with the healthcare system and can grant 

access to specialist treatment. One participant stated that GPs facilitate life-

long care, which supports the notion that the relationship with a GP is a critical 

one within the context of medical support. 

“I think, for me, a- a big help i- is your GP, in that, they’re kind of like, 

the port of call for all of your medical and psychological help like, they 

can, send you to where you need to go, at any point throughout your 

life” (1004, p14, 11-16) 

This participant stated that people with EDS had a role to play in 

fostering beneficial relationships with GPs. 

“for me information is power. Knowledge is power ... You have to be 

responsible for yourself, if you want your GP to help you in the future 

they need to understand what it is you’ve got, and odds are you know 

more than they do, and it certainly was the case certainly was the case 

for me.” (1005, p34, 6-21) 

Another participant expressed empathetic feelings about how GPs may 

feel when treating patients with LTC. She alluded to different care approaches, 

implying that a palliative rather than curative approach was beneficial to 

people with EDS. 

“It must be frustrating for them cos as a doctor, you want to make 

people better, and because they can’t it must be very frustrating” (1002, 

p8, 32–33) 
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The palliative approach can ease disease burden by addressing 

symptoms that may exacerbate other issues, such as sleep disorders 

worsening chronic pain.  

Another participant reported feeling discouraged when she had an 

unsupportive GP, and more proactive when she had a better relationship with 

a GP. 

“now, I feel like I can go, and I will get some support, whereas, when I 

was kinda-trynda-find-a, a better GP, I was like, I was going, an it was, 

felt like a waste of time, and like nobody was listening, and that, there 

was no support. an- I think it makes a difference of feeling like, you’re 

either on your own dealing with this, or, you’ve got the backup of 

somebody who’s willing to help you, live with it” (1004, p5, 28- p6, 5) 

Subtheme 3.3: types of care. Participants spoke of different 

disciplines relevant to people with EDS. Of those, physiotherapy and 

psychology emerged as particularly salient. There were polarised views on 

physiotherapy, for example, iatrogenic injury from inappropriate treatment was 

reported. 

“the first physiotherapist I saw, was absolutely wonderful knew loads 

about EDS taught me loads about how to treat EDS ... he transferred 

me onto a different physiotherapist that was working at the same place, 

and he was absolutely awful. And within the first five minutes, my knees 
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were dislocated, my shoulders were dislocated, didn’t have a clue (.) 

how to go about it” (1001, p3, 1-12) 

One participant was critical of incomprehensible or unrealistic advice 

she received regarding physical rehabilitation. 

“I’d had physios then tell me ‘well you just need t- to walk with soft 

knees’, right, it’s not that easy ((laughs)) it really isn’t when you learned 

to walk like this, you’ve literally got to retrain your brain how to wor- how 

to walk, and that’s not something you can do with a physio session of 

twenty minutes once a month.” (1003, p14, 29- p15, 6) 

In contrast, one participant reported more beneficial treatment was 

delivered by physiotherapists who displayed an understanding of her physical 

limitations. 

“my new physio is not too bad actually, he- he understands a little bit 

more, and he knows that it’s an ongoing thing, so he’s spread my 

physio out a lot more than previous physios have ... it means you’ve got 

longer to try and get used to the exercises, he understands that I can’t, 

do (.) ten exercises a day every day, because he knows that he 

((inaudible)) i- it’s just not not physically possible, he s-, what he, what 

he tries to do is he tries to give me two or three exercises that I can do 

in my everyday” (1003, p6, 30- p7, 12) 

In spite of concerns about the potential for misguided physiotherapy to 

result in iatrogenic injury, and/or impede their progress with physical 
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rehabilitation, participants stated that physiotherapy was an important type of 

care for people with EDS. 

Psychological treatments were spoken of by most participants. One 

participant suggested that her knowledge of EDS and coping mechanisms was 

not adequate by itself. She stated that support from her psychologist enabled 

her to apply this academic knowledge to herself. 

“I’ve done a degree in [social science] and I’m doing my Masters in 

[healthcare-related science]. So, you kinda learn about all these things 

but, I never really applied it to myself, it’s like, you’re learning it for oth-, 

to do with other people, and um-, it kinda, took someone to kinda say 

‘you need to, think about yourself as well in the same way’” (1004, p11, 

30- p12, 9) 

This suggests that objective external support can assist the 

development of resilient attitudes by challenging assumptions about coping 

with EDS. Another participant stated that psychological support can benefit 

people with EDS during the post diagnosis adjustment process. 

“You also need to have, some form, of counselling too, (because?) 

when I first got diagnosed, you suddenly don’t-, it hits you like a brick 

wall that you can’t necessarily be able to do everything, you wanted to 

do. Erm, because you’re kind’ve, grieving for the life you won’t get now, 

and that’s-, hits some people a lot harder than others” (1003, p16, 17-

24) 
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One participant suggested that psychological support can free people 

with EDS from perceived responsibility for the emotional impact of provision of 

support on support-providers.  

“it’s, really beneficial to hav- have somebody, to go to like you say that’s 

objective that, isn’t tied to you, emotionally, and that you can feel like 

you can go and, and speak to about anything and not upset them or not 

worry them or, ((laughs)) and they’re, trained to help you with that as 

well.” (1004, p19, 30- p20, 8) 

In this context, psychological support may be seen as having reduced 

the emotional burden on community sources of support.  

Subtheme 3.4: optimal care. Participants spoke of care that was either 

tailored to people with EDS or delivered by specialists in a field pertinent to 

EDS, multidisciplinary care, and comprehensive treatment. While one 

participant was reflecting on support from friends, she observed that she had 

better QoL when she was receiving appropriate medical care.  

“when I first met them I didn’t know about my diagnosis, I didn’t know 

about my condition, I didn’t know how to manage it, and (now) they’ve 

seen the progress in me and the change in me as well, especially when 

they’ve got medication right, because then my moods change, I’m much 

happier when I’m there and, that kind of thing, and they’ll know, if they 

see me on my crutches that I’m having a really bad day and, they, try 

and help me out however they can” (1003, p23, 12-21) 
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This implied that as she had become better informed about her 

condition and management of EDS, and begun use of assistive devices when 

needed, that others in her group had become more aware of her condition 

which informed their provision of tangible support. Thus, incidentally, optimal 

care had also facilitated community support. 

One participant implied that EDS-specific care, or greater awareness of 

the implications of EDS within specialisations, could have had a beneficial 

effect on her management of EDS. 

“Now when I’m trying to go and explain stuff there’s-, there’s things that 

I don’t think are related, to EDS and whatnot, and what I need support 

for, but they actually are, related, but if I’d had that support in place 

from the start that would’ve just been a natural ‘oh, this happened, this 

happened, this happened’, rather than, think back years and years and 

years, to god knows what” (1001, p10, 6-15) 

Had this participant received EDS-specific care she could have been 

assessed for related conditions post-diagnosis. As she did not receive this sort 

of care, the participant was addressing these issues several years later when 

symptoms had become pronounced enough to warrant referrals to specialists.  

Understanding of similar LTC can help ensure non EDS-specialist care 

is appropriate, responsive to the needs of people with EDS and effective. One 

participant related positive experiences with a team of therapists who had an 

understanding of similar collagen deficiencies. 
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“the hand therapist I saw actually had hypermobility herself, it wasn’t- 

she wasn’t EDS, but she was just, had hypermobile s-, a few 

hypermobile joints, but, it meant she knew a lot more about it and she’d 

been able to educate her team ... Um, it really helped, it really helped 

because of, because she managed to educate them, they kind of, saw it 

from our side of view as well, and didn’t just treat it as if I’d hurt myself, 

it was an ongoing thing so tha- that the package of the exercises were 

made, and tailored, to an ongoing condition” (1003, p5, 5-18) 

Symptomatic treatment represents the palliative rather than curative 

approach to management of EDS. This was illustrated by another participant’s 

account of her experiences of multidisciplinary care, which reduced the 

disease burden of co-morbidities of EDS by improving functioning.  

“most of my problems are with my knees, being very loose, but I know 

that could be because of my pelvis is loose but my upper body is not 

too bad, erm, bladder issues, I did have problems, but because I’ve 

done the correct physio and sit-ups, they’re ninety odd percent better 

now. Erm, I’m lucky I can eat what I want, I don’t have any stomach 

issues. My POTs issues I’ve gone on slow sodium so they’re nin- abou- 

eighty five ninety percent better” (1002, p17, 5-18)  

Several participants mentioned multidisciplinary clinics as an example 

of optimal care. One participant observed changes to her friend’s management 

of EDS after attending a multidisciplinary clinic. She suggested that the 
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multidisciplinary nature of the clinic led to her friend gaining a better 

understanding of EDS, and developing resilient behaviours. 

“cos they’ve got that multi-agency linking, they’ve got that working 

there. It’s-, they’ve got the counsellors there, they’ve got the specialists 

there, they’ve got physios there, they’ve got dieticians there, and they 

all work together, when she came out of there, yes she came out with 

another like four diagnoses, but, she also come out understanding the 

condition a lot more, and knowing where her limits are.” (1003, p24, 20-

28) 

Another participant related how modelling what was done at the 

multidisciplinary clinic had resulted in her incorporating other daily activities 

into her management of EDS. 

“I learnt a lot being at [specialist orthopaedic hospital] every morning at 

nine o clock, they used to put erm chillout CDs on and do stretches for 

half an hour. That was a really lovely start to the morning so I’ve bought 

two CDs for at home, erm and I do that erm, and that’s been a massive 

help” (1002, p18, 1-7) 

One participant felt that having received optimal (i.e. comprehensive 

multidisciplinary) care, she had enough knowledge to manage her EDS in her 

current state. 

“I see a rheumatologist at [specialist orthopaedic hospital], erm, and 

then I see cardiologist, fairly close by, um, gastroenterologists as well, 
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in [city]. Trying to think. I was seeing like physios and OTs and things, 

but, we kinda got to the point where it’s, I’ve got as much knowledge as, 

as possible really” (1004, p7, 4-11) 

As a congenital condition, progression of which typically involves 

chronic complications, optimal care requires ongoing treatment. 

“I think what can really help is when you’ve got a doctor that’s willing to 

listen, ((inaudible)) and willing to accept that EDS is a chronic illness, it 

needs help constantly, it’s not some -at that they can (.) just forget 

about and then it’s going to be fine.” (1001, p7, 14-17) 

Being an informed patient does not exclude people with EDS from other 

health issues throughout their lives. This participant estimated that her 

condition changes around every 18 months, and onset of severe symptoms of 

EDS was precipitated by pregnancy. 

“things sort of carried along very nicely until I fell pregnant and then 

everything changed then, and then it’s about every eighteen months, 

about every eighteen months now, where something, new happens 

((laughs)) shockingly, yeah” (1005, p13, 24- p14, 2) 

Theme 4: The Role of Self-Support  

Self-support encompassed attitudes and behaviours deemed likely to 

affect management of EDS, and HrQoL. Optimal self-support was contrasted 

with attitudes and behaviours that resulted in poor management and of EDS. 
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Several subthemes emerged related to the notion of self-support: resilience; 

lack of resilience; and the role of support in the development of resilience. 

Subtheme 4.1: resilience. The subtheme resilience conceptualised 

behaviours and attitudes deemed characteristic of effective management of 

EDS. Resilience was perceived to be related to better long-term health-related 

outcomes. One participant stated that resilient attitudes enabled access to 

specialist medical support that helped her manage EDS effectively.   

“I’m very stubborn and a fighter and I will, I wanted to go to [specialist 

orthopaedic hospital] and I got there but, when some people are dealing 

with so many issues, they can’t fight, everything can they? ... an- and 

then they their health can deteriorate can’t it” (1002, p10, 10-17) 

The participant described the process of learning to manage EDS as 

inclusive of several stages or factors; psychological adjustment to diagnosis, 

developing understanding of EDS, disseminating relevant information to 

friends and family, and acceptance. 

“Well, because it is sort of a self management program we have to do 

there’s no miracle cure, umm, it’s coming to terms with your diagnosis, 

um, learning to get your head round things, mentally and physically, 

umm and communicating it to loved ones, and family and friends, which 

you know, we do feel sort of angry and g- go through different emotions 

umm when you’re in chronic pain, umm, and at the end of it- it’s 
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acceptance and until we get to that point, it’s just getting through the 

day ((laughs)) as best you can every day.” (1002, p1, 16-26) 

Resilience was also perceived to be learnt in childhood as one 

participant suggested her resilient attitudes were due in part to her upbringing.  

“I think I- I’m quite different from a lot of people in that regard I suppose 

because, the way I am and the way I was brought up was just to crack 

on with life rather than to give in” (1005, p1, 30-32) 

Resilient attitudes were perceived to have a complex relationship with 

pain management. This participant spoke of the psychological adjustment she 

experienced subsequent to having experienced a several week residential 

rehabilitation course at a specialist orthopaedic hospital.  

“it’s a big reality when you get home and the pain hasn’t gone, 

((laughs)) you know and it’s, you know even though you’ve had the pain 

for a long time, to get your head round, god, every single day I’m on this 

earth I’m going to have to deal with this and it’s going to be tough” 

(1002, p6, 31- p7, 3) 

In the context of development of resilience being a process rather than 

an innate and static quality, her statement is indicative of a key stage in this 

process. Adjusting to, and accepting EDS and resultant limitations, is 

necessary in order to develop a long-term view, and make informed choices 

that may improve HrQol. For example, another participant had reported 

adverse reactions to medication. She stated that since these adverse 
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reactions, her most effective option for pain management was a positive 

attitude. 

“it’s almost a psychological approach to it, it’s, ‘today is going to be OK, 

unless my body tells me otherwise’.” (1005, p24, 12-14) 

One participant related her mental fortitude to her choice to engage in 

therapeutic physical activity despite high pain levels. Furthermore, she linked 

her mental fortitude to management of anxiety.  

“if your anxiety is high, it can take years, like my- I’m sat here now and 

my pain, not this particular minute, but my knees are looser than they’ve 

ever been, but yet, I can go to bed and sleep straight away when years 

ago I had panic attacks, didn’t sleep, I couldn’t eat, erm, and just over 

time I’ve thought I’ve got this, erm and I’m not going to let it, you know 

ruin my life ... just having belief and, strength that you can do it every 

day and setting yourself goals and challenges and going out of your 

comfort zone, I still go swimming, I go to the gym, erm, you know and 

some days I’m crying and in agony and I can hardly walk, but I still go. 

So I am stubborn” (1002, p18, 15-32) 

Her statement was indicative of her long-term focus with respect to 

management of her condition. Another participant expressed how 

development of resilience related to acceptance of limitations imposed by 

EDS. This facilitated acceptance of support, which is essential to accessing 

support.  
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“I did my first few years without support because I was (.) I’d only just 

been diagnosed I didn’t, think I needed it, but as time went on, I was 

getting worse I really did need, much more support and accepting I 

needed that support was, a big step, especially after being so 

independent” (1004, p18, 3-10) 

Self-reliance was reflected in statements about EDS management, and 

maintenance of boundaries to do with external support. One participant 

demonstrated resilience by statements indicating she was able to weigh her 

desire for independence against her need for external support. Her 

acceptance of the effects of EDS tempered her self-reliance, which allowed 

her to reject external support when unneeded, and seek it when necessary. 

“sometimes I just have to say ‘look I’m not great but I’m OK’, like, umm, 

‘I’m gonna be alright and I’ll ask you if I need some help’” (1004, p4, 21-

23) 

Feeling smothered by inordinate support may add to feelings of 

frustration and prompt negative thoughts/loss of self-worth. Consequently 

support is helpful when needed and wanted, and may be deleterious to well-

being when superfluous.  

Most participants referred to actively seeking out information about 

EDS, which was deemed to confer several benefits. Information was validating 

and reduced self-doubt, thereby boosting self-esteem and confidence.  
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“I’ve read a book ... that covers every single aspect of daily living with 

the condition, everything, so I would recommend that to people ... if 

someone had’ve given me that book when I was diagnosed an- I’d, an- 

I, you just think ‘god, it’s as though I wrote this’. You know you’re just 

reading and thinking, ‘they get it’ (1002, p11, 6 – p12, 7)  

One participant stated that information about EDS allowed her to make 

sense of symptoms of co-morbid conditions. 

“all the different parts of my life that have always just been ‘oh that’s 

[participant’s name]’, actually are connected, Erm like my hideous 

inability to deal with hu- humidity for instance it’s PoTS, now I know 

what it is” (1005, p3, 3-10) 

Understanding co-morbid conditions can be essential to management 

of those conditions, and thus contributes to better HrQoL. When reflecting on 

the comparatively high level of medical support she had received, the 

participant suggested that her communication skills had benefitted her in her 

relationships with healthcare-providers. 

“I’ve been really lucky, but also (.) I communicate hard, I (.) I 

make sure I’m, I- I know what I’m talking about, and I ask questions” 

(1005, p19, 32- p20, 2) 

A key behaviour characteristic of resilience is a proactive approach to 

one’s own care. She further stated that for her, resilient attitudes such as self-
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reliance, as well as good communication skills, had a relationship with resilient 

behaviours such as a proactive approach to healthcare.  

“Why would you give your power away to a faceless doctor or a GP who 

sees five thousand other people a year or anybody else, why would you 

do that? Why would you not take responsibility for yourself, to A be 

informed, B engage in a conversation with your primary medical 

provider usually your GP, and then be, proactive about making the best 

of the situation, why would you go, ‘oh it’s all in the GPs hands’ or ‘I 

have to deal with the GP to get this sorted’ and-, I don’t know why you 

wouldn’t take responsibility for your own body.” (1005, p26, 12-20) 

One participant expressed the belief that her diagnosis occurred after 

she began to assert herself, and proactively sought out specialist medical care 

capable of providing explanations for her ongoing issues.  

“they passed it off as growing pains for about three four years, until I s- I 

actually stuck my foot down I was like ‘no I want to see a specialist (.) 

and I want to get this-, I want to find out what’s happening’, because I 

was seeing the same doctor every time for those three years, and they 

were not having it what-so-ever.” (1001, p4, 5-12) 

Assuming a proactive approach to one’s own care as early as possible 

was deemed critical to establishing comprehensive medical care.  

“get to the GP and, try and get referred to the different people that you 

need to get referred to, erm ((laughs)) start sorting out everything 
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straight away, cos that’s the thing that I wish I’d been able to do is get 

everything sorted cos now it’s so hard being so far into it and trying to 

get anyone to listen.” (1001, p9, 27-33) 

As detailed, resilient attitudes foster resilient behaviours. However, one 

participant also suggested that performance of resilient behaviours can foster 

resilient attitudes.  

“at the end of the day I’ve got to write down like sort of three good 

things about the day (.) and whether that’s practical things or whether 

that’s like the other areas like ‘well I just managed to stay awake all day’ 

that’s ((laughs)) that’s a big thing for me an-, At first I was like ‘oh, you 

know I know these things’ but, I didn’t really, think about those things as 

being good things and like to have them all written down and, you know 

to see what I ((inaudible)) am still doing or, the good things about me 

that day, is-, is really helping me I think, like, trying not to focus on the 

things I haven’t done.” (1004, p13, 18- p14, 1) 

Subtheme 4.2: lack of resilience. Lack of resilience collated attitudes 

and behaviours that were not characteristic of resilience, and which were 

perceived to have a negative relationship with HrQoL and/or successful 

management of EDS. Passivity was identified from behaviours such as a 

passive approach to healthcare. One participant stated that a passive 

approach to her own care had resulted in her not receiving appropriate care in 

a timely manner.  



SOCIAL SUPPORT AND MANAGEMENT OF EDS   66 
 

 
 

“don’t do what I did, and assume the doctor’s got it covered. Push and 

push and push, because I naively just thought ‘well the doctor’s sent the 

referral off I’ll just wait for them to do their bit’. No, and er two years 

later I’m still waiting for my referral.” (1003, p15, 19-26) 

One participant inferred a passive approach to health care can result in 

individual’s health care being deprioritised or delayed by medical support 

providers. 

“a lot of people that you, meet on the message boards, are all ‘ugh I 

don’t know what’s happening’, or ‘is it normal to wait this long?’ Get on 

it! You know, be proactive, make the phone calls make a nuisance of 

yourself, erm, because the people who sit around waiting, are, not 

going to go to the front of the queue that’s just how it is” (1005, p5, 19-

26) 

She also noted a relationship between passivity and negativity, which 

she felt online groups were overly tolerant of.  

“I don’t necessarily see that with a lot of, other fellow EDS people, who I 

see on the notice boards taking pictures of a dislocation and going 

‘what do you think this is ladies?’ it’s a fucking dislocation, go and get it 

sorted. Sorry, but do you know what I mean it’s-, it- it’s all, bollocks 

when you start turning in on yourself, and feeling sorry for yourself.” 

(1005, p20, 4-15) 
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One participant reflected on poor management of EDS, which she 

linked with lack of knowledge as well as behaviours and attitudes 

characteristic of lack of resilience. She referred to a cycle of deconditioning, 

which can exacerbate pain and worsen physical limitations.  

“a lot of it is about, keeping up with your physio and n- as, you know, as 

fit as possible but, when you’ve got a body what can dislocate and 

you’re in a lot of pain, people can be frightened to, you know to do 

things like that, because they think ‘am I making it worse’, and, and as 

well with th- all, with all the anxiety side of it a lot can’t even you know, 

they don’t feel confident to go to support groups and, talk to other 

people, um, and then you end up in a spiral, the more pain you get, you 

stop doing things, and i- i- it just go, it can go down in a spiral” (1002, 

p9, 24-31) 

Another participant also reflected on deconditioning, and observed that 

the cycle can be interrupted via physical therapy.  

“Get yourself, some form of physical therapy that works for you whether 

it’s physio, osteo, pilates, swimming, just do it. Because no matter how 

bad you are you can get better, than you were, you will never be 

perfect, but there is this cycle you can get into, and it’s happened to me, 

where pain leads to deconditioning, deconditioning leads to more pain, 

pain leads to increased deconditioning. And I have been there, and it’s 

cyclical” (1005, p35, 4-15) 
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Denial of EDS is discernible in statements suggestive of avoidant 

behaviours. This participant reflected on avoidant behaviours exhibited by 

some of her siblings. 

“One of my siblings is a GP, clearly has it [himself/herself], will not 

discuss it. Will not discuss it ... I have a[n other sibling] who is amazing, 

who, I believe has got it, I believe all [their several] kids have got it, but 

[they’ve] never asked me the question and it’s not for me to say ‘go and 

get yourself, looked at’. Erm, there are, very clear signs that [he/she] 

has got it.” (1005, p14, 16-28) 

Avoidant behaviours have thus precluded this participant’s siblings from 

seeking diagnoses, treatment, or any other form of support for issues the 

participant believed were strongly suggestive of EDS. Other avoidant 

behaviours include resistance to appropriate use of management options such 

as analgesic medication, assistive devices or institutional concessions. This 

participant made several statements concerning her reluctance to use such 

options. Her resistance in considering herself to be ‘disabled’ meant she had 

delayed application for institutional support to which she was entitled, and 

which proved to be beneficial. 

“for years people have said to me ‘you should get a blue badge 

[participant’s name] you know you should just get a blue badge’ I’m like 

‘no no no!’, ‘that’s not me I’m not disabled cos I hate that word’ blah 

blah blah, and then [several] months ago I did get my blue badge, and 

it’s been wonderful, it has truly helped.” (1005, p9, 13-17) 
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Subtheme 4.3: the role of support in the development of resilience. 

Participants suggested that support can encourage resilient behaviours. One 

participant related that she would suggest people newly diagnosed utilise 

institutional or peer support groups to access information. 

“I’d probably suggest getting onto one of the support sites straight 

away, just so that you’ve got that massive background knowledge of 

different things and different opinions on where you can go, who to go 

to, who to speak to, what it could be, what it might not be, and sort of 

having that back-up and having people who know exactly what you’re 

going through and have been in the same place, it, encourages you a 

little bit, makes you feel a lot more supported” (1001, p9, 15-23)  

A participant related how a residential course at a specialist orthopaedic 

hospital helped her develop resilience. The participant described provision of 

comprehensive healthcare, dissemination of multimodal information about 

EDS management, and development of understanding about pain 

management. 

“It was amazing, it was absolutely life changing for the better, yeah, um, 

to be on a ward with twenty thirty other people, um three quarters of the 

people had the condition, erm, and you’ve got your own psychologist, 

occupational therapist, physio, you cover anatomy, how the body’s built, 

how it works, about medication, about diet, foiling flare ups, covers 

absolutely everything, what pain is, how it goes up your spinal cord and 

tells your brain that you’re in pain, and basically it’s a programme to 
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learn you that pain’s in the driving seat and you’re in the back seat and 

it’s about you being in the driving seat, and pain being in the back seat, 

you’re acknowledging what’s happening, but it’s how your brain 

processes it.” (1002, p6, 8-25) 

One participant suggested that support in general should foster a 

proactive and positive attitude to management of EDS rather than dwelling on 

the condition, and thereby failing to adjust psychologically subsequent to 

diagnosis. 

“support for me is, a common sense (.) ‘how do we make life better?’ 

‘how do we move forwards with this in the knowledge this is what it is?’ 

rather than a wallowing in” (1005, p4, 28-29) 

The participant also suggested that psychological support would be 

beneficial to help people with EDS develop resilient attitudes and approaches 

to pain management. She suggested medical support to enable people with 

EDS to undertake physical conditioning while reducing risk of injury. She 

stated there was a relationship between failure to develop resilience in relation 

to pain management, and poor health-related outcomes.  

“some degree of psychological support, particularly around pain 

management, because, I- for me pain management is now the key, and 

that’s what I took to the rheumatologist, erm yes I’ve got problems with 

my hand and I need an injection but actually, the key was, pain 

management, and I- I know what my limitations on painkillers are I know 
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what I can take and can’t take, so what the next steps all around that 

are, the (.) occupational therapy, slash, psychological support that goes 

with, making sure you don’t injure yourself but you do keep pushing 

yourself, and don’t run away from the pain because I know a lot of 

people run away from pain and it actually works, much more, 

negatively, than it does if they were to confront it” (1005, p36, 14-27) 

Discussion 

The present study examined the role of external support in helping 

people with EDS manage their condition. The themes conceptualised issues 

concerning (lack of) support from disparate sources: community; institutions; 

medical; and the role of self-support. Community incorporated personal or 

face-to-face support (e.g. spouse, family, friends, and peers). Medical support 

included specific professionals and types of care available to people with EDS. 

The role of self-support included and focused on resilience and how support 

helps development of resilience. 

This study reported differing forms of support. These comprised: 

emotional, which included inclusion or a sense of belonging; physical or 

tangible, which included assistance with activities, as well as infrastructure or 

specialist resources; and informational, which included provision of information 

to participants and to others. The effects of these forms of support have not 

been investigated in relation to EDS. However research into the efficacy of 

forms of support has been carried out in relation to other LTC and health 

issues, including several pertinent to management of EDS. 
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Types of Support 

Emotional support. Unlike research into other LTC, the results of the 

present study did not explicitly link emotional support with depressive 

symptoms (Arabyat & Raisch, 2015). However, the results strongly implied that 

emotional support, from a variety of sources, helped participants to cope with 

EDS. Emotional support was linked with coping, in terms of ‘getting through’ 

the experiences of declining physical condition, initial lack of medical 

explanation for physical decline and other symptoms such as pain, 

subsequent diagnosis of EDS, and resulting lifestyle change(s). Individuals 

who were credited as being participants’ main source(s) of emotional support 

were also described as the primary motivators for participants to resist 

patterns of thought and behaviour characteristic of depression, as well as of 

lack of resilience. Further, those individuals cited as primary support sources 

were also credited with being participants’ motivation to engage in resilient 

behaviours such as regular physical activity. Such behaviours are likely to 

have been beneficial in improving symptoms of depression and anxiety (Dinas, 

Koutedakis, & Flouris, 2011), as well as potentially easing some symptoms of 

EDS, and protecting physical functioning (Chopra et al., 2017; Engelbert et al., 

2017). Participants’ also credited of emotional support-providers with making 

them feel less alone or vulnerable. Subsequently the results of this study 

suggest mechanisms by which emotional support has a relationship with 

depression.  
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Tangible/physical support. Participants reported that they found 

tangible/physical support useful in a number of ways; physical support was 

reported to facilitate independent living by assisting with necessary daily tasks, 

facilitating medical care, and enabling social interaction. Research into 

tangible support and other LTC largely corresponds with these findings. A 

study of the effects of tangible/physical support and depression on diabetes 

self-efficacy similarly reported that spouses and family were participants 

primary source of support and that their support facilitated healthcare, enabled 

independent living, and was associated with adherence to treatment (Coffman, 

2008). Studies have reported tangible support enabled people with LTC to 

develop achievable goals and adopt coping strategies, as well as noting that 

too much support can hinder the development of resilience (King, Willoughby, 

Specht, & Brown, 2006). The researchers suggested this may result from 

inordinate support preventing the individual from adopting coping strategies 

that would enable them to complete tasks themselves. This echoed the 

findings of the current study. The subtheme: resilience reported that unasked-

for help was deemed unhelpful, and participants preferred support that allowed 

them the independence to do what they are capable of.   

Informational support. The results suggest that informational support 

is particularly salient to individuals with EDS. This is congruent with research 

suggesting information is essential to ‘empowerment’ of people with rare 

diseases, which has been reported to have a relationship with HrQoL (Aymé, 

Kole, & Groft, 2008). Informational support facilitates individuals becoming 

knowledgeable about their condition, which is essential to make informed 
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choices about management of LTC (Aymé et al., 2008). Individuals with EDS 

must make informed choices about care/treatment options, which their EDS 

may have had implications for, including medication and viability of surgical 

options (Wiesmann et al., 2014). Participants reported iatrogenic injuries and 

unnecessary treatment, which they implied was less likely to have occurred 

subsequent to participants having become more knowledgeable about EDS. 

Further, lack of knowledge of EDS in healthcare-providers was cited as a 

causative factor of iatrogenic injuries and unnecessary treatment, which is 

supported by similar findings in research (Grahame, 2008; Berglund et al., 

2010; Sobey, 2014). 

The need for information to facilitate support was reported in relation to 

all four themes. This may be partially attributable to the complexity of EDS, as 

well as the relatively low awareness of EDS by the general population, 

including medical professionals (Grahame, 2008; Berglund et al., 2010; 

Sobey, 2014). Information on EDS was reported to be essential to institutional 

support which is typically tangible/physical in nature. The results of this study 

illustrated how institutional support can facilitate academic success by 

mitigating some of the extra burdens and negative cognitions (for example, 

concerning attendance) that students with disabilities experience. It is also 

possible that support for students with disabilities facilitates adaptation to 

student life and influences integration with healthy peers by encouraging 

access to local health resources (Herts, Wallis, & Maslow, 2014).  
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Sources of Support 

Does the source of support alter the impact of types of support? 

Pertinent to research concerning support is Thoits’ (2011) observation that the 

impact of support types may be mediated by the source of support. Thoits 

suggests that support from “experientially similar others” (Thoits, 2011, p145), 

or peers, may be perceived differently by individuals. The current study 

reported on support from different sources in ways that implied congruency 

with Thoits’ observations; participants spoke of concerns about impact of 

provision of support on family and friends, and the limitations of support from 

community sources. Participants also spoke of peer support differently to 

support from medical or community sources, and suggested that peers 

experiential understanding qualified their opinions on pertinent issues such as 

proximate healthcare options, auxiliary treatments, or coping strategies. This is 

consistent with Thoits’ (2011) argument that support provided by experientially 

similar others was perceived differently to support from community sources 

such as spouse or friends, and also congruent with the observation that 

constructively critical support may be highly beneficial from peers, but be 

perceived as ‘unsupportive’ and elicit negative emotional reactions when 

received from spouses (Romano et al., 1995).  

Peer groups. The current study highlighted peer groups as a source of 

uniquely qualified support. People with HDCT frequently report feeling 

isolated, misunderstood, and abnormal (Baeza-Velasco, Gély-Nargeot, 

Bulbena, Vilarrasa, & Bravo, 2011). The subtheme: peers, reported that peer 
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groups provided individuals with EDS with a sense of feeling oneself to be 

understood, which suggested that a shared social identity, based on similar 

experiences of EDS, normalises the experiences of individuals with EDS. This 

normalisation may counter feelings of abnormality and attendant negative 

cognitions. This is congruent with research that stated that contact with patient 

groups may be useful in relation to feelings of isolation and marginalisation 

(Baeza-Velasco et al., 2011).  

Peer friendships have been shown to correlate with well-being in other 

LTC (Silverman, Molton, Smith, Jensen, & Cohen, 2017). Individuals with more 

friends who shared their diagnosis were reported to display attenuated 

associations between the severity of impairment, QoL, and social role 

satisfaction, suggesting that their peer friendships buffered the impact of their 

functional impairment on well-being. Further, the study reported similar 

benefits for individuals with more friendships with people with any disability, 

rather than a shared diagnosis (Silverman et al., 2017). This suggests that 

some of the benefits of peer support groups may not be same-diagnosis 

specific, but may extend to peer groups consisting of individuals with similar 

LTC. Consequently, peer support groups for less specific health issues may 

be beneficial to individuals with EDS, which was also a finding of this study, 

and formed a part of the theme: institutional support. Broadening the scope of 

peer groups should result in increased memberships of local groups, which 

could improve access to proximate peer support in less populated regions. A 

drawback of this approach may be decreased access to experience-based 

information about specific LTC, which is reported by the current study and 
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others as a key benefit of support groups (Subramaniam, Stewart, & Smith, 

1999; Coulson et al., 2007; Delisle et al., 2016). However, support groups may 

be able to address that deficit by facilitating online access to information about 

LTC. 

  This study also reported some potentially detrimental effects of peer 

groups, such as dissemination of misinformation and encouraging maladaptive 

behaviours and attitudes that did not promote resilience. These concerns were 

supported by research into the benefits and disadvantages of peer groups for 

LTC such as chronic pain (Subramaniam et al., 1999), chronic muscular pain 

(Steihaug, Ahlsen, & Malterud, 2002), and rare diseases (Delisle et al., 2016). 

Subramaniam et al. (1999) reported that peer groups could develop a 

disempowering focus similar to results reported by the current study that peer 

groups may focus on validation to the exclusion of discussion of optimal 

management strategies, or challenging maladaptive behaviours such as 

passivity, which comprised part of the subtheme: lack of resilience. The above 

mentioned studies also reported benefits from peer groups such as: availability 

of information about LTCs; exposure to new coping strategies and resources; 

modelling of beneficial health-related behaviours; meeting others with similar 

experiences; emotional support, including validation and recognition; and 

being able to speak freely about LTC.  

Family and community support. Participants of the current study cited 

spouses and immediate family as primary sources of support, which was also 

reported in relation to other LTC such as chronic kidney disease (Silva et al., 
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2016), and diabetes (Coffman, 2008). The results of this study suggested that 

ill-health and change in circumstances due to EDS were stressors to those 

relationships, and can impact family-members well-being, which has also been 

reported in relation to other LTC including chronic pain and fibromyalgia 

(Chun, Turner, & Romano, 1993; Mercurio-Riley, Lee, Chronister, & Swigar, 

2013; Steiner et al., 2010). Research suggests that spousal relationships may 

be stressed due to role strains experienced by the spouses in response to 

factors such as increased household responsibilities, decreased leisure time, 

and financial strain (Steiner et al., 2010). This is in accord with the theme: 

community, which reported relationship stressors including the impact of 

increased financial responsibility and care-giving. Participants reported 

improved spousal support and reduction of strain to relationships following 

receipt of external support, such as information support, which improved 

participants’ ability to communicate with, and support, their spouses. Steiner et 

al. (2010) studied the effects of social support on the healthy spouse, including 

support from the spouse with the LTC. The effects reported correlated with this 

study’s finding that spousal relationships improved when communication by 

participants improved, or when participants took responsibility for provision of 

emotional support for the healthy spouse. Consequently, understanding of 

EDS must encompass understanding of the effects of EDS on spouses and 

immediate family members in order to address the stressor effects of a parent 

or spouse’s LTC.  
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Healthcare-providers. 

Diagnosis. The subtheme: diagnosis was deemed highly salient, as 

diagnosis was reported to be necessary for individuals with EDS to access 

medical support, and facilitated support from other sources. Most participants 

spoke of delayed- or mis-diagnoses that they attributed to lack of knowledge 

or of EDS, which accords with research that suggested a ‘diagnosis gap’ was 

driven by lack of knowledge of rare diseases (Bergland, 2014). This was 

congruent with research into other LTC that has reported delayed diagnoses 

attributed to lack of understanding of the LTC, or disbelief of reported 

symptoms (Terry et al., 2015; Armentor, 2017). Studies have reported that 

disbelief by healthcare-providers can result in distrust and aversion towards 

medical practitioners in people with LTC; that these attitudes persist; and can 

impact the quality and nature of care received (Berglund et al., 2010).  

Consequently, the findings of this subtheme had broad implications for 

provision of medical support, and suggested that disbelief reported in other 

themes, including community and institutional support, could also potentially 

foster lack of resilience, as well as having a negative impact on adherence to 

treatment or engagement with healthcare.  

Finally, accurate and timely diagnoses are pertinent to optimal care for 

EDS, as intervention in HDCT, as early as possible, may greatly improve 

HrQoL (Bluestein, 2017; Chopra et al., 2017). For example, in relation to 

management of EDS, early intervention/s may be critical to reducing disease 

burden with respect to chronic pain (Scheper et al., 2015; Castori, 2016). This 
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was reflected in the subtheme: appropriate care, which reported complications 

from failure to address issues relating to EDS in a timely manner, as well as 

reports from the subtheme: diagnosis on the advantages to others with EDS 

who were diagnosed earlier. 

Lack of knowledge of EDS in healthcare-providers. Grahame (2008) 

stated that medical practitioners appeared to lack knowledge of HDCT, and 

were frequently unaware of recent literature concerning complications of EDS. 

This supported the current study’s findings concerning healthcare-providers 

who appeared to display a lack of knowledge of EDS, and of complications of 

EDS. This implies that such lack of knowledge is a major barrier to individuals 

with EDS accessing medical support, including appropriate and effective 

treatment. This interpretation accords with similar findings in relation to 

JHS/hEDS (Terry et al., 2015). For example, when speaking of the efficacy of 

physiotherapy for HDCT, Grahame (2008) stated that treatment may be 

ineffective or damaging by being either not aggressive enough, or too 

aggressive. This is congruent with participants’ accounts of iatrogenic injuries 

caused by overly aggressive physiotherapy or programmes that were too fast-

paced. In contrast, therapies that did account for participants’ limitations, as 

well as complications of EDS, were reported to have been highly beneficial.  

Psychological care. In line with expectations of the biopsychosocial 

model, psychosocial and psychological issues were noted by participants as 

highly pertinent to management of EDS, and it was reported that QoL was 

affected by psychosocial issues as well as physical issues. This is congruent 
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with a literature review relating to rare genetic conditions (including EDS) and 

QoL, which noted that studies that measured psychosocial factors, such as 

psychological well-being, reported strong relationships with QoL (Cohen & 

Biesecker, 2010). Further, the subtheme: resilience reported participants’ 

perceptions that medical support for chronic pain related to EDS is largely 

inadequate, which is supported by research concerning EDS (Rombault et al., 

2011; Terry et al., 2015; Chopra et al., 2017)   

Self-management and self-management support. Recent research 

into management of chronic illnesses has highlighted and clarified the concept 

of SMS (Kawi, 2012). The findings of this concept analysis are supported by 

the theme: the role of self-support, which reported that support can facilitate 

resilient behaviours and attitudes. The concept of SMS suggests means for 

healthcare-providers to incorporate approaches that foster resilience into their 

clinical practice. For example, lifestyle changes and physical therapies can 

have beneficial effects on coping with, and management of, EDS (Chopra et 

al., 2017; Engelbert et al., 2017). However, they require strict treatment 

adherence to be effective. The biopsychosocial model suggests that self-

efficacy beliefs would have an impact on individuals’ ability to cope with LTC, 

such as chronic head pain (Andrasik et al., 2005), and may affect individuals’ 

abilities to adhere to treatment plans despite pain. The concept analysis of 

SMS suggests that by fostering resilience, particularly improved self-efficacy, 

SMS can encourage increased adherence to treatment, which should result in 

better HrQoL. This notion is supported by the findings of the current study, 

which reported increased treatment adherence subsequent to utilisation of 
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support to address psychological symptoms, and facilitate adoption of a 

positive and determined attitude. 

An example of exemplary care. All participants reflected on a chronic 

pain clinic at a specialist orthopaedic hospital, which was reported to have 

combined multidisciplinary medical care with informational and peer support, 

and a focus on SMS. Participants observed improved management of EDS, in 

themselves and others, as a result of attending the clinic, which was attributed 

to several factors. These included learning resilient management behaviours 

such as activity pacing, becoming more informed about EDS and chronic pain, 

and that being more knowledgeable enabled them to communicate better with 

significant others, which resulted in improved familial support. As such, this 

clinic represents a model of exemplary care for people with serious limitations 

from EDS.  

Currently, such specialist multidisciplinary services are not distributed 

throughout the UK, and individuals with EDS may benefit from access to 

similar but proximate services (Grahame & Kazkaz, 2014; Chopra et al., 

2017). Early, multidisciplinary medical interventions intended to support SM 

should result in better HrQoL throughout the lifespan of people with EDS 

(Kawi, 2012). Consequently, similar services could be beneficial for individuals 

with less severe symptoms as well as those with severe EDS-related 

dysfunction. Further, effective SM should result in reduced use of medical 

resources over time, and thus reduce costs associated with treatment of EDS 

(Kawi, 2012; Panagioti et al., 2014; Lukewich et al., 2015).  
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The role of self-support and resilience. Resilience and lack of 

resilience were key components of the theme: the role of self-support. 

Statements made by participants suggested that resilience is not a static 

quality; that development of resilience post-onset or post diagnosis is a 

process. Attitudes and behaviours characteristic of resilience were implied to 

be learnable and improvable. Conversely, resilience was also viewed as a 

seemingly innate predisposition; in other words, a quality of personality that 

can be present in individuals whether or not they have a LTC, or in the 

individual with EDS prior to onset or diagnosis. However, literature suggesting 

resilience is not associated with personality traits is compelling (Roth & 

Hertzberg, 2017). This is also supported by research suggesting that resilient 

behaviours and attitudes can be learned and much like other skill sets, such 

as coping strategies, can be improved (Davydov, Stewart, Ritchie, & 

Chaudieu, 2010; Schetter & Dolbier, 2011). However, the seemingly 

contradictory results of this study could be representative of the notion that 

capacity for resilience may be partially determined by factors such as: 

genetics, health, and environmental effects (Cameron, Ungar, & Liebenberg, 

2007; Conner & Zhang, 2007), and that improvement of resilience occurs 

within individuals’ ranges of capacity (Conner & Zhang, 2007; Davydov et al., 

2010). This interpretation is in line with the expectations of the biopsychosocial 

model. 

In line with the theme: the role of self-support, there is support in 

literature for the notion that individuals’ attitudes and behaviours can affect the 

course and impact of medical care. For example, attitudes and behaviours 
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deemed characteristic of resilience included inquisitiveness and a proactive 

approach to one’s own care. It appears from research carried out by Fisher 

(1993: as cited in Werner & Malterud, 2003) that individuals can greatly affect 

treatment decisions by asking questions. This supports this study’s finding that 

individuals taking a proactive approach to their own care could affect the type 

and nature of care made available. With the observation that support could 

facilitate development of resilience, which is reported to be related to coping 

with LTC such as chronic pain (Newton-John, Mason, & Hunter, 2014), the 

theme: the role of self-support may therefore represent several mechanisms 

that may help elucidate the relationship between external support and 

management of EDS. 

 Limitations of the current study, and future research. All 

participants were recruited via support groups. Membership of such groups 

can confer benefits relevant to management of EDS, such as greater exposure 

to information about EDS, management of EDS, and availability of care and 

other support. Therefore, this participant group may be self-selected for high 

resilience. Further, as participants were reporting on support retrospectively, 

the results may be skewed towards the impact of perceived social support 

rather than received support. By diversifying recruitment sources, future 

studies into the role of support in optimal management of EDS may be able to 

recruit participants more representative of a range of abilities to manage EDS. 

There is a paucity of both longitudinal and randomised controlled trials of 

treatments, support, and management strategies for EDS. There are also 

many areas of research required to develop evidence-based treatments for 
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EDS, for example, clinical trials to assess the effects of specific treatments on 

chronic pain in EDS, such as physical training, CBT, or multidisciplinary 

approaches. Mixed method or quantitative studies further to the present study, 

and similar exploratory research, can elucidate the relationships between 

support, development of resilience, and improved HrQoL for people with EDS. 

Stratification studies may also allow for more detailed examination of factors 

that affect management of EDS to determine common elements to optimal 

management.  

Conclusion 

EDS are complicated, multisystemic disorders that can impact almost every 

aspect of an individual’s life and severely affect functioning. While research 

has elucidated the etiology and natural history of most subtypes of EDS, 

research into optimal long-term management is still sparse and recommended 

medical treatments are largely based upon the clinical opinions of healthcare-

providers. The precise impact of different types of support on EDS remains 

unclear, and warrants further study, but appears to correspond with the effects 

of support on other LTC. The results of this study suggest that external 

support can facilitate the development of resilient behaviours and attitudes in 

individuals with EDS. SMS is a relatively recent concept in medical care, but 

could be a promising approach for healthcare-providers to incorporate support 

of development of resilience into clinical practice. Interventions that 

incorporate appropriate, multidisciplinary, medical care with the goals of 

improving individuals’ access to support, such as information and peer 
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support, could enable better management of EDS. Optimal management of 

EDS is likely to result in better HrQoL and reduce healthcare-related 

expenditure associated with treatment of EDS. 
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Appendices 

Appendix 1. Tables 

Table 1. The Most Prevalent Subtypes of the EDS, Their Former 
Nomenclature, and Diagnostic Criteria  

2017 
Internation
al 
Classificati
on 

Villefranc
he 
Classificat
ion 

Berlin 
Classi
ficatio
n 

Major Criteria Minor Criteria Minimal 
Criteria 
suggestiv
e for 
subtype* 

Classical 
EDS 
(cEDS) 

Classic 
EDS 

types I 
and II 

1. Skin 
hyperextensibil
ity and 
atrophic 
scarring 
2. Generalised 
joint 
hypermobility 
(GJH) 

1. Easy bruising 
2. Soft, doughy 
skin 
3. Skin fragility 
(or traumatic 
splitting) 
4. Molluscoid 
pseudotumours 
5. Subcutaneous 
spheroids 
6. Hernia (or 
history thereof) 
7. Epicanthal 
folds 
8. Complications 
of joint 
hypermobility 
(e.g. sprains, 
luxation/subluxat
ion, pain, flexible 
flatfoot) 
9. Family history 
of a first degree 
relative who 
meets clinical 
criteria 

Major 
criterion 
(1): skin 
hyperexte
nsibility 
and 
atrophic 
scarring, 
plus, 
either 
major 
criterion 
(2): GJH, 
and/or: at 
least 
three 
minor 
criteria 

Vascular 
EDS 
(vEDS) 

Vascular 
EDS 

type 
IV 

1. Family 
history of 
vEDS with 
documented 
causative 
variant in 
COL3A1 
2. Arterial 
rupture at a 
young age 
3. 
Spontaneous 
sigmoid colon 

1. Bruising 
unrelated to 
identified trauma 
and/or in 
unusual sites 
such as cheeks 
and back 
2. Thin, 
translucent skin 
with increased 
venous visibility 
3. Characteristic 
facial 

Family 
history of 
the 
disorder, 
arterial 
rupture or 
dissection 
in 
individual
s less 
than 40 
years of 
age; 
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perforation in 
the absence of 
known 
diverticular 
disease or 
other bowel 
pathology 
4. Uterine 
rupture during 
the third 
trimester in the 
absence of 
previous C-
section and/or 
severe 
peripartum 
perineum tears 
5. Carotid-
cavernous 
sinus fistula 
(CCSF) 
formation in 
the absence of 
trauma 

appearance 
4. Spontaneous 
pneumothorax 
5. Acrogeria 
6. Talipes 
equinovarus 
7. Congenital hip 
dislocation 
8. Hypermobility 
of small joints 
9. Tendon and 
muscle rupture 
10. Keratoconus 
11. Gingival 
recession and 
gingival fragility 
12. Early-onset 
varicose veins 
(under age 30 
and nulliparous if 
female) 

unexplain
ed 
sigmoid 
colon 
rupture: or 
spontane
ous 
pneumoth
orax in 
the 
presence 
of other 
features 
consistent 
with 
vEDS. 
Testing 
for vEDS 
should 
also be 
considere
d in the 
presence 
of a 
combinati
on of the 
other 
“minor” 
criteria. 

Hypermobil
e EDS 
(hEDS) 

Hypermob
ility EDS 

type 
III 

See: table 2 
 

See: table 2 
 

Clinical 
diagnosis 
of hEDS 
requires 
the 
presence 
of criteria 
1, 2, and 
3 (table 2) 

* Confirmatory molecular testing is obligatory to reach a final diagnosis for all 
subtypes except hEDS 

Major Criteria, Minor Criteria, and Minimal Criteria quoted from Malfait et al. (2017, p 
11-17).  
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Table 2. Diagnostic Criteria for hEDS 
 
hEDS 
Criteria 

Criterion 1 Criterion 2 Criterion 3 

Description Generalized 
Joint 
Hypermobility 
(GJH) 
 
Beighton 
Score:  
Prepubertal 
children and 
adolescents > 
6  
 
Men and 
women, post-
puberty up to 
age 50 > 5  
 
Men and 
women older 
than 50 > 4.  
 
If the 
Beighton 
score is 1 
point below 
the cutoff and 
the 5PQ* is 
“positive” (at 
least 2 
positive 
items), a 
diagnosis of 
GJH may be 
made. 

2 or more of the following features (A-C) 
must be present (i.e. A and B, A and C, B 
and C, or A and B and C):  
 
A. Systemic manifestations of a more 
generalized connective tissue disorder (a 
total of five must be present): 
1. Unusually soft or velvety skin 
2. Mild skin hyperextensibility 
3. Unexplained striae such as striae 
distensae or rubrae at the back, groins, 
thighs, breasts and/or abdomen in 
adolescents, men or prepubertal women 
without a history of significant gain or loss 
of body fat or weight 
4. Bilateral piezogenic papules of the heel 
5. Recurrent or multiple abdominal 
hernia(s) (e.g., umbilical, inguinal, crural) 
6. Atrophic scarring involving at least two 
sites and without the formation of truly 
papyraceous and/or hemosideric scars as 
seen in classical EDS 
7. Pelvic floor, rectal, and/or uterine 
prolapse in children, men or nulliparous 
women without a history of morbid obesity 
or other known predisposing medical 
condition 
8. Dental crowding and high or narrow 
palate  
9. Arachnodactyly, as defined in one or 
more of the following: (i) positive wrist sign 
(Steinberg sign) on both sides; (ii) positive 
thumb sign (Walker sign) on both sides 
10. Arm span-to-height ≥ 1.05 
11. Mitral valve prolapse (MVP) mild or 
greater based on strict echocardiographic 
criteria 
12. Aortic root dilatation with Z-score > +2 
 
B. Positive family history 
 
C. Musculoskeletal complications (must 
have at least one): 
1. Musculoskeletal pain in two or more 
limbs, recurring daily for at least 3 months 
2. Chronic, widespread pain for ≥ 3 months 
3. Recurrent joint dislocations or frank joint 
instability, in the absence of trauma (a or 
b) 

All prerequisites 
required: 
 
1. Absence of 
unusual skin 
fragility, which 
should prompt 
consideration of 
other types of EDS 
 
2. Exclusion of 
other heritable and 
acquired 
connective tissue 
disorders, including 
autoimmune 
rheumatologic 
conditions 
 
3. In patients with 
an acquired 
/autoimmune 
connective tissue 
disorder additional 
diagnosis of hEDS 
requires meeting 
both Features A 
and B of Criterion 
2. Feature C of 
Criterion 2 (chronic 
pain and/or 
instability) cannot 
be counted 
towards a 
diagnosis of hEDS 
 
4. Exclusion of 
alternative 
diagnoses that 
may also include 
joint hypermobility 
by means of 
hypotonia and/or 
connective tissue 
laxity 



SOCIAL SUPPORT AND MANAGEMENT OF EDS   112 
 

 
 

a. Three or more atraumatic dislocations in 
the same joint or two or more atraumatic 
dislocations in two different joints occurring 
at different times 
b. Medical confirmation of joint instability at 
two or more sites not related to trauma 

* The Five-Point Questionnaire, adapted from Grahame and Hakim, 2003 

Criterion 1, 2, and 3 quoted from Malfait et al. (2017, p 16-18). 
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Table 3. Clinical Classification of the Ehlers-Danlos Syndromes, Inheritance 
Pattern, and Genetic Basis (Malfait et al., 2017) 

 
  Clinical EDS 

subtype 
Abbre
viation 

IP Genetic Basis Protein 

1 Classical EDS cEDS AD Major: COL5A1, COL5A1 Type V 
collagen 

    Rare: COL1A1  Type I 
collagen 

    c.934C>T, p.(Arg312Cys)  
2 Classical-like EDS clEDS AR TNXB Tenascin 

XB 
3 Cardiac-valvular cvEDS AR COL1A2 (biallelic mutations 

that lead to COL1A2 NMD and 
absence of pro α2(I) collagen 
chains)  

Type I 
collagen 

4 Vascular EDS vEDS AD Major: COL3A1 Type III 
collagen 

    Rare: COL1A1 Type I 
collagen 

    c.934C>T, p.(Arg312Cys)  
    c.1720C>T, p.(Arg574Cys)  
    c.3227C>T, p.(Arg1093Cys)  
5 Hypermobile EDS hEDS AD unknown unknown 
6 Arthrochalasia 

EDS   
aEDS AD COL1A1, COL1A2 Type I 

collagen 
7 Dermatosparaxis 

EDS 
dEDS AR ADAMTS2 ADAMTS-

2 
8 Kyphoscoliotic 

EDS 
kEDS AR PLOD1  LH1 

    FKBP14 FKBP22 
9 Brittle Cornea 

syndrome 
BCS AR ZNF469 ZNF469 

    PRDM5 PRDM5 
10 Spondylodysplasti

c EDS 
spED
S 

AR B4GALT7 β4GalT7 

    B3GALT6 β3GalT6 
    SLC39A13 ZIP13 
11 Musculocontractur

al EDS 
mcED
S 

AR CHST14 D4ST1 

    DSE DSE 
12 Myopathic EDS mEDS AD 

or 
AR 

COL12A1 Type XII 
collagen 

13 Periodontal EDS pEDS AD C1R C1r 
        C1S C1s 
IP, inheritance pattern; AD, autosomal dominant; AR, autosomal recessive, NMD, 
nonsense-mediated mRNA decay 
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Appendix 4: Participant Information Sheet and Consent form 

Evaluating the role of external support in helping people with EDS live with their 
condition 

Participant Information Sheet 

You are being invited to participate in a research study. Before you decide whether to 
participate, it is important for you to understand why the research is being done and 
what it will involve. Please take the time to read the following information carefully and 
feel free to ask the interviewer if you would like any further information, or if there is 
anything you do not understand. I would like to stress that you do not have to accept this 
invitation, and should only take part if you want to. 

Thank you for reading this. 

What is the purpose of this study? 

This study is evaluating how support can help people with Ehlers Danlos Syndrome (EDS), 
manage to live with their condition, and what your experiences of different types of 
support have been. 

What will I be asked to do? 

After having read this information sheet you will be asked to sign a consent form, and then 
we will begin the interview. If you have not participated in a research study of this kind 
before, this interview may seem quite different to other interviews you may have had in 
the past; they are not diagnostic tools, therapy, or for developmental purposes, and there 
is no set time for your answers so you can answer in as much detail as you wish to. The 
interviews are expected to last up to an hour. The questions are about what you 
understand by the term ‘support’, and how you have experienced support. The interview 
will be recorded, and transcribed for use in this study. Your name and any potentially 
identifying information (such as location or the names of people you may talk about) will 
be removed from the transcript, so you will not be identifiable as a study participant. 
When the interview is complete you will be asked to read an information sheet containing 
further information. 

Who is conducting this study? 

As part of the dissertation module, Kate Appleby, a postgraduate student on the MSc 
Psychology (Conversion) course at the University of Chester will be conducting and 
transcribing the interviews. 

Is participation voluntary? 

Participation in the study is entirely voluntary and you will not receive any formal 
compensation or reward (financial or otherwise) for your time. You can withdraw from the 
study at any time before, or during, the interview and any data that has been collected 
prior to your withdrawal will be destroyed. You do not have to provide a reason for 
withdrawing, and you can do so by speaking to the researcher during the interview, or 
alternatively by email. If you wish to withdraw after the interview, email Kate Appleby 
(1521754@chester.ac.uk), or my supervisor Dr Janine Carroll (email: 
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j.carroll@chester.ac.uk) quoting your unique ID. You will have the right to withdraw from 
this study until five working days after completion of your interview; after this time, the 
interview will be transcribed and you will not be able to withdraw as the interview will be 
part of the study analysis. 

If for any reason you do not wish to complete the interview, or do not wish to answer a 
question, but do not wish to withdraw from the study, you can say so at any time during 
the interview. You will be asked to confirm that you consent to the retention of the 
interview recording and then to read an information sheet containing further information. 

What are the risks/ benefits of taking part in the study? 

Many people find taking part in research studies to be a satisfying experience and I hope 
this will be the same for you.  

The interview will be about your experiences of support subsequent to your diagnosis of 
EDS; the researcher will not ask you about how EDS, or the diagnosis of EDS, has 
impacted your life. This interview is not expected to cause any harm or distress, however 
if you find talking about EDS upsetting, or if you have experienced distressing or 
stressful evaluations (e.g. ATOS or healthcare professionals), or think talking about 
support may upset you, please do not take part in this study. 

Who can take part? 

Any adult (18+) who has been diagnosed with any variant of Ehlers Danlos Syndrome (EDS), 
for over 12 months, may take part in this study.  

What about the results? 

The information collected will be analysed and although some comments made may be 
quoted in subsequent scientific publications, this will be done anonymously. Only myself 
as the researcher, my supervisor (Dr Janine Carroll, email: j.carroll@chester.ac.uk), and 
other academic staff such as an external examiner will have access to the transcript and 
audio recordings. If you would like to know more about the results of the study, you can 
give permission for us to retain your contact details for the purpose of sending you a copy. 
The results will be written in the form of a one page summary of what has been found. 

What about confidentiality? 

All interview recordings and your personal details are confidential, and will be kept secure 
by the researcher in password protected devices. 

What if I have further questions? 

If you have further questions, or any concerns about this study, please feel free to contact 
Kate Appleby (email: 1521754@chester.ac.uk) who will try to answer any queries you may 
have, alternatively you may contact my supervisor, Dr Janine Carroll (email: 
j.carroll@chester.ac.uk).  

Ethical Approval 
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Ethical approval for this study has been sought and obtained from the University of 
Chester, Department of Psychology Ethics Committee. 

 

Evaluating the role of external support in helping people with EDS live with their 
condition 

Consent Form 

 

I understand that the main purpose of this study is to investigate the role of support in 
helping people with Ehlers Danlos Syndrome live with their condition. I agree to the 
following: 

• I am over 18 
 

• I consent to the audio recording of the interview 
 

• I understand that I have the right to withdraw from this study until five 
working days after the interview – by contacting the researcher and quoting 
my ID code, and that I do not have to give a reason for withdrawing 
 

• I have been informed that my data will be kept confidential, and 
understand that some comments made may be quoted anonymously 
 

• I have read and understand the information sheet provided and I consent to 
participate in this study 

 

 

Print name: __________________________ 

 

 

Signed: ______________________________   Date: _____________________________ 

□  I wish to receive a copy of the results of this study, and consent to the retention of my 

contact details for this purpose (please tick if valid, and add contact details below) 

Email: ________________________________________________________________________ 

Address: ______________________________________________________________________ 

______________________________________________________________________________ 

______________________________________________________________________________ 

ID:                             
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Appendix 5: Debrief package 

Evaluating the role of external support in helping people with EDS live with their 
condition 

Further Information for Participants 

Thank you for participating in this research study. The interview is now finished, before 
we conclude the session, please take the time to read the following information carefully 
and feel free to ask the researcher if you have any further questions, or have any 
concerns.  

What is the purpose of this study? 

This study is evaluating how support can help people with Ehlers-Danlos Syndrome (EDS) 
manage their condition, and what participant’s experiences of different types of support 
have been. 

Many people find taking part in this kind of research to be a satisfying experience and I 
hope this has been your experience. Basic research of this type can be useful for the 
provision of evidence based care, and is essential for demonstrating the need for further 
research into, and specialised services for, people with EDS and other complex chronic 
conditions. 

if you have any further questions or concerns about this study, or its purpose, please 
contact myself (Kate Appleby, email: 1521754@chester.ac.uk) or my supervisor (Dr. Janine 
Carroll, email: j.carroll@chester.ac.uk). 

What happens next? 

The audio recording of the interview will be transcribed, and any details that could make 
it possible to identify you will be removed; although some comments made may be quoted 
in subsequent scientific publications, this will be done anonymously. The transcript will be 
analysed, along with the transcripts of interviews with other participants, and the results 
will be written up and reported.  

At the start of this session you were asked to sign a consent form, which asked if you 
would like to receive a one page summary of the findings from this study; if you would like 
to change your answer to that question, let the interviewer know now, as you will not be 
able to amend this choice once the session has finished. 

What if I decided to withdraw from the study? 

Participation in the study is entirely voluntary, and you can withdraw from the study at 
any time before or during the interview, and up to five working days afterwards. You do 
not have to provide a reason for withdrawing, and you may have done so by speaking to 
the researcher during the interview. If you wish to withdraw after the interview has 
finished, email Kate Appleby (1521754@chester.ac.uk), or my supervisor Dr Janine Carroll 
(email: j.carroll@chester.ac.uk) quoting your unique ID. After five working days the 
interview will be transcribed and you will not be able to withdraw as the interview will be 
part of the study analysis. If you decide to withdraw, any data recorded will be destroyed. 

ID:                             
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What if I have concerns about issues raised during the interview, such as the support 
available to me, or if I feel upset? 

This interview is not expected to have caused harm or distress, however if you have found 
it to be upsetting, or troubling in any way, there are several avenues of support listed 
below: 

Support for EDS: 

Ehlers-Danlos Support UK: website: www.ehlers-danlos.org; helpline: 0800 907 8518 
Monday, Tuesday, Wednesday and Friday (09:30 – 17:30) 

HMSA (Hypermobility Syndromes Association): website: http://hypermobility.org; 
helpline: 03330 116 388 

Support for mild to moderate Anxiety and Depression, or problems with sleep: 

CBT programmes, such as ‘Beating the Blues’ or ‘Sleepio’ are free to access via the NHS; 
should you wish to access these short courses, ask your GP about how that can be arranged 
in your region. Many areas also offer other services such as crisis support, peer support, 
drop-in groups, and follow-up services for people who have previously accessed such 
courses. 

In many areas of the North West of England these services can also be accessed via: Self 
Help Services (part of the Big Life Group): website: www.selfhelpservices.org.uk; 
helpline: 0300 003 7029 

Other support: 

Samaritans are available 24 hours a day, 365 days a year –“Just having someone to talk to 
that isn’t family or friends can be a tremendous help. You do not need to be suicidal to 
get in touch.” Website: www.samaritans.org; helpline: 116 123  

You can also contact your GP, or consultant, if you have concerns about any issues raised 
during the interview. 

What if I have further questions? 

If you have further questions, or any concerns about this study, please feel free to contact 
Kate Appleby (email: 1521754@chester.ac.uk) who will try to answer any queries you may 
have, alternatively you may contact my supervisor, Dr Janine Carroll (email: 
j.carroll@chester.ac.uk).  

 

Thank you for participating in this study 
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