
 
 
 

 
 

Macquarie University ResearchOnline 
 

 
 
This is the author version of an article published as: 
 

Leanne Ruggero, Lyndsey Nickels & Karen Croot (2019) Quality of life in 
primary progressive aphasia: What do we know and what can we do next?, 
Aphasiology, 33:5, 498-519. 
 
Access to the published version:  
https://doi.org/10.1080/02687038.2019.1568135 
 
 
 
 
This is an Accepted Manuscript of an article published by Taylor & Francis in 

Aphasiology on 28/01/2019. Version archived for private and non commercial 

use with the permission of the author/s and according to publisher conditions. 

For further rights please contact the publisher. 

 

https://doi.org/10.1080/02687038.2019.1568135
https://doi.org/10.1080/02687038.2019.1568135


Running Head: QUALITY OF LIFE IN PRIMARY PROGRESSIVE APHASIA 

Quality of Life in Primary Progressive Aphasia: What do we Know 
and What can we do Next? 

Leanne Ruggero1,2, Lyndsey Nickels1,2, Karen Croot1,2,3 

1 ARC Centre of Excellence in Cognition and its Disorders 

2 Department of Cognitive Science, Macquarie University, Sydney, Australia 

3 School of Psychology, The University of Sydney, Sydney, Australia 

 

Correspondence Details: 

Leanne Ruggero, leanne.ruggero@students.mq.edu.au, +61 2 9850 2977 

Department of Cognitive Science, Australian Hearing Hub, University Avenue, 

Macquarie University, NSW 2109 Australia 

 

Acknowledgements and Funding 

Leanne Ruggero was supported by an Australian Government Research Training Program 

Scholarship and a Macquarie University Research Training Pathway Stipend Scholarship, and 

Lyndsey Nickels by an Australian Research Council Future Fellowship (FT120100102) during 

the preparation of this article.  

 

Disclosure of Interest 

None 

 

 

  



QUALITY OF LIFE IN PRIMARY PROGRESSIVE APHASIA  2 

ABSTRACT  

Background: A quality of life approach to managing communication and 

neurodegenerative conditions is increasingly encouraged by professional bodies 

and healthcare models.  Clinical services for Primary Progressive Aphasia (PPA) 

continue to expand and the research base continues to grow, however, there is 

little research specifically investigating quality of life in PPA. 
Aims: This critical review aimed to determine the available knowledge about 

quality of life in PPA and gaps in that knowledge, and to consider how PPA 

researchers might best address those gaps. 

Main Contribution: Two unpublished single case series studies and one published 

case study were identified that directly investigated aspects of quality of life in 

PPA. These suggested that quality of life is heterogenous and determined by a 

range of factors, supporting a person-centered approach to care. The current 

literature also includes five accounts of living with PPA authored by individuals 

with PPA or their carers, discussing factors that influenced these individuals’ 

quality of life. Seventeen empirical investigations of mood were identified, 

suggesting that approximately 40% of individuals with PPA develop depression 

at some point. Finally, several recent studies have noted the importance of 

promoting quality of life in PPA and/or have utilised quality of life outcome 

measures, however most lack a clear conceptualisation of the construct of quality 

of life, and how this construct is related to the instruments and methods chosen to 

measure it.  

Conclusions: Literature on quality of life in PPA is beginning to emerge, 

although little is available in indexed databases. More research is needed that 

better conceptualises the construct of quality of life, critically appraises the way 

quality of life is assessed in PPA, builds on findings from the current small 

samples, and involves individuals with PPA in formulating research directions 

and research tools that will enable discussion about their quality of life.  

Keywords: primary progressive aphasia; semantic dementia; quality of life; well-

being; lived experience; depression  
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Background 

“My quality of life has benefited from a wide range of personalized strategies that 

continually evolve as the disease progresses” (Douglas, 2014, p 292). 

Individuals with Primary Progressive Aphasia (PPA) have to deal with changes in their 

language function over time and face the reality of their progressive diagnosis. There is 

anecdotal evidence that speech pathology interventions can improve quality of life in 

PPA, as the quote from Douglas (2014) above illustrates. However, there appears to 

have been little empirical research into the nature of quality of life for individuals with 

PPA, or the factors that might influence or optimise it (Spreadbury & Kipps, 2016). 

This paper therefore reviews the literature currently available on quality of life in the 

PPA population. 

PPA is a clinical syndrome arising from neurodegenerative disease in which 

progressive language impairment is the primary presenting feature. Although 

behavioural and cognitive changes may begin soon after onset of language symptoms, 

cognitive and social skills have been reported to remain intact for up to 14 years 

(Mesulam, 2001). As awareness of PPA and diagnostic measures improve, individuals 

with PPA are being referred to speech pathology services in increasing numbers 

(Taylor-Rubin, Croot, Nickels, & Brennan, 2016; Taylor, Kingma, Croot, & Nickels, 

2009). Three separate variants of PPA are widely accepted: the semantic variant 

(svPPA), the non-fluent/agrammatic variant (nfvPPA) and the logopenic variant 

(lvPPA; Gorno-Tempini et al., 2011).  

As members of our research team have previously discussed (Nickels & Croot, 

2014), PPA is assumed to have a significant effect on mood, everyday participation and 

relationships – all factors that impact on quality of life. There is, however, a lack of 

research into quality of life in PPA that persists in the context of several forces that are 

driving quality of life research in other clinical populations. The first of these forces is 
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that global healthcare has moved toward a model which focuses on holistic outcomes, 

patient-centered care and patient-reported outcome measures (Bourgeois, Brush, 

Douglas, Khayum, & Rogalski, 2016; Ellis & Peach, 2017; Sansoni, 2016). Second, 

speech pathologists are responsible for promoting and maximising quality of life in their 

practice (Worrall & Holland, 2003), an expectation made explicit by numerous scope of 

practice documents and clinical guidelines from professional associations (American 

Speech-Language-Hearing Association, 2001; Royal College of Speech Language 

Therapists, 2014; Speech Pathology Australia, 2015).  Third, specifically targeting 

quality of life is particularly important in conditions where no disease modifying 

therapy is available, such that targeting impairment alone will not yield positive results 

in the longer term (Morhardt et al., 2015; Schölzel-Dorenbos et al., 2007). Given the 

expectation that speech pathologists will promote quality of life in their clinical practice 

it makes sense to critically review what is known about quality of life in PPA.  

Formal and everyday conceptualisations of quality of life 

The term ‘quality of life’ is often not well-defined (Gill & Feinstein, 1994); indeed, 

there is no single consensus meaning for the term (Pietersma, de Vries, & van den 

Akker-Van Marle, 2014). Interchangeable usage of ‘quality of life,’ ‘health,’ ‘health 

status’ and ‘health-related quality of life’ in health research, together with the fact that 

the World Health Organization’s definition of ‘health’ includes the term ‘well-being’, 

have been sources of additional confusion (Post, 2014). The majority of researchers 

nevertheless acknowledge the need to understand quality of life as a multifaceted, 

dynamic construct involving physical, cognitive, psychoemotional, and social well-

being, with both objectively and subjectively measurable aspects (Allison, Locker, & 

Feine, 1997; Post, 2014).  The World Health Organization captures both the subjectivity 

and the complexity of the construct, in the following formal definition (WHO, 1997, 
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p.1, emphasis added):  

The individual’s perception of their position in life in the context of 

the culture and value systems in which they live and in relation to 

their goals, expectations, standards and concerns. It is a broad 

ranging concept affected in a complex way by the person’s physical 

health, psychological state, personal beliefs, social relationships and 

their relationship to salient features of their environment. 

The term ‘quality of life’, is, however, also used widely in a more everyday 

sense. It is, for example, defined as “that enjoyment which can be got from living, based 

on having sufficient physical and mental health to be able to participate in a meaningful 

way” in one major dictionary (Macquarie Dictionary Publishers, 2018).  Much of the 

literature on speech-language intervention in PPA uses the term in this everyday sense.  

For example, in an editorial comment, we described the different experiences and 

opportunities of two men we had encountered with similar language impairments, 

whose families treated them in very different manners, as differences in “quality of life” 

(Nickels & Croot, 2009, p.124).  Bier et al. (2011, p. 477) intervened to support a 

woman with svPPA with cooking, concluding that “the number of meals she prepared 

was modest but … this small change can have a positive impact on the patient's quality 

of life”.  Other studies do use the term in a more formal sense, but without defining 

what would need to be measured, and how it would be measured, to demonstrate 

clinically significant improvements in an individual’s quality of life. Hinshelwood and 

Henry (2016, p. 51), for example, suggested that clinicians working in stroke-aphasia 

also have the “tools needed to maximize communication and quality of life for clients 

with PPA and their families,” and Beales, Cartwright, Whitworth, and Panegyres (2016, 

p. 312) noted the importance of identifying “key issues pertinent to optimising quality-

of-life” in individuals with PPA.  
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One of the challenges we encountered in this review was to identify and capture 

the many different conceptualisations of ‘quality of life’ that appear in the current 

literature on PPA. We therefore reviewed any literature that may have had the potential 

to be informative about quality of life in PPA in either the formal or the everyday sense. 

Definitions of quality of life in this literature ranged from the formal, to the everyday, or 

were absent altogether. We also included studies commenting on either health-related or 

external factors with the potential to influence how individuals live with PPA, as noted 

in the WHO definition of quality of life above. In particular, we found literature on 

depression and anxiety in PPA, which fall within the concept of ‘psychological state’ in 

the WHO definition. 

A second challenge in the papers we reviewed was to tease apart the various 

aspects of quality of life from the factors thought to determine quality of life.  

According to Post (2014), quality of life is comprised of aspects or domains which are 

assessed by quality of life instruments, whereas determinants of quality of life are those 

factors that influence or impact on quality of life.  In the WHO definition above, the 

aspects of quality of life would be the various ways in which an individual’s position in 

life, in relation to their culture and goals (and so on), can be conceptualised and 

measured.  The determinants of quality of life would include physical health, 

psychological state, beliefs, relationships and the individual’s relationship to their 

environment. 

This study aims to, (i) identify and synthesise the information available on 

quality of life specific to the PPA population, (ii) highlight gaps in our current 

knowledge regarding conceptualisations, measures, and determinants of quality of life 

(e.g., linguistic, cognitive, environmental and personality factors); and, (iii) propose 

what researchers can do next to better investigate this important topic. 
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Literature review: What do we know about quality of life in PPA? 

Search strategy 

An initial search of the literature was conducted using the Medline, PsycINFO and 

CINAHL databases to 16 July 2018. The following search strategy was used:  

(“primary progressive aphasia” OR “progressive aphasia” OR “semantic dementia” 

OR “nonfluent progressive aphasia” OR “non-fluent progressive aphasia” OR 

“frontotemporal dementia” OR “frontotemporal lobar degeneration”) AND 

(“quality of life” OR “well-being” OR wellbeing OR “lived experience*” OR 

“living with” OR mood OR positiv* OR depressi* OR anxi* OR psychiatric)  

Both quantitative and qualitative studies were included. Because there were so few hits, 

no literature was excluded on the basis of methodological inadequacy, and studies in the 

‘grey literature’1 already known to the authors were also included, including theses and 

reports in professional journals not indexed in the databases above. Search results were 

screened for relevance and included in the review as described below.  

Literature identified by the search 

Literature with a primary focus on quality of life in PPA comprised two Higher Degree 

Research theses, each investigating cross-sectional quality of life in small samples of 

individuals with PPA, and one case study in a peer-reviewed journal.  Consistent with 

                                                

1 GreyNet, the Grey Literature Network Service, defines Grey Literature as: “a field in library 

and information science that deals with the production, distribution, and access to multiple 

document types produced on all levels of government, academics, business, and organization in 

electronic and print formats not controlled by commercial publishing i.e. where publishing is 

not the primary activity of the producing body” (GreyNet, 2018). 
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Gill and Feinstein (1994)’s observation in their pilot review of quality of life 

measurement, there was a great deal of relevant information in studies where quality of 

life was not the primary focus. We identified five accounts of living with PPA authored 

by individuals with PPA or their caregiver, fifteen studies on depression, one study 

which discussed anxiety and one that discussed mood (see Table 1 for summary). There 

were seven studies identified where quality of life assessment (quantitative or 

qualitative) was used as an outcome measure and one study reporting clinicians’ views 

on the importance of quality of life in the management of PPA.  

We also identified three studies that reported on quality of life in young-onset 

dementias or frontotemporal dementia. For the young-onset dementia study (Appelhof 

et al., 2017), PPA diagnostic criteria were cited when discussing dementia diagnosis, 

however, the sample was not described in enough detail to be sure whether individuals 

with PPA were included. In the studies which explicitly discussed frontotemporal 

dementia (Baptista et al., 2016; Millenaar et al., 2017), the authors do not provide 

sufficient detail of the frontotemporal dementia presentations or exclusion criteria to 

determine whether the sample includes individuals with PPA (as well as behavioural 

variant frontotemporal dementia). Consequently, because these three studies make no 

comment specific to PPA, they are not considered further. 

Four studies investigating the experience and wellbeing of caregivers of 

individuals with PPA or other frontotemporal dementias were also identified (Diehl-

Schmid et al., 2013; Kaizik et al., 2017; Kindell, Sage, Wilkinson, & Keady, 2014; 

Roche, Croot, MacCann, Cramer, & Diehl-Schmid, 2015), but not examined further as 

our focus was on individuals with PPA. 

(Table 1 near here) 
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Empirical studies of quality of life in PPA 

Cartwright’s (2015) PhD is the first known empirical study of quality of life in PPA. 

This thesis included investigations of quality of life in five individuals with PPA using 

three quantitative instruments (see Table 1) as well as interviews about the initial 

communication changes noted by the person with PPA and their reactions to these. The 

quantitative assessments revealed the following key findings: the onset of PPA was 

associated with reduced communication confidence; the social-emotional impact of 

PPA could be significant or even profound; the behavioural and psychosocial 

consequences could not be predicted by linguistic function alone (based on naming 

ability or content information unit analysis); and self-efficacy, or the belief that one can 

achieve goals, was closely related to social-emotional changes (Cartwright, 2015). 

Cartwright analysed the interview transcripts with Leximancer software to generate 

concept maps and hierarchies, which highlighted that PPA was associated with 

significant self-reported socio-emotional consequences such as embarrassment, self-

consciousness, worry, frustration and anxiety. These consequences could be further 

exaggerated by a lengthy differential diagnosis period. Cartwright (2015) concluded that 

negative emotional reactions to PPA can result in maladaptive coping strategies such as 

withdrawal, but that these coping strategies could be buffered by a variety of internal 

and external factors such as the individual’s personality, history of depression, 

awareness, and family support. 

More recently, our group reported data from six individuals with PPA in 

Ruggero’s (2017) Master’s thesis. Participants were assessed with four quantitative 

quality of life instruments (see Table 1) and encouraged to comment on their reasons for 

self-ratings. Quality of life was found to be heterogeneous: some individuals maintained 

good quality of life despite linguistic impairment, while three of the six participants 

screened positively for depression and described poorer quality of life and confidence. 
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Determinants of quality of life included maintenance of enjoyable activities, financial 

situation, family and speech pathology support, and time since and reaction to PPA 

diagnosis (Ruggero, 2017). Consistent with Cartwright’s (2015) findings, linguistic and 

cognitive impairment demonstrated no clear relationship with quality of life (Ruggero, 

2017). 

These two unpublished studies together examined responses from 11 individuals 

with PPA on quality of life instruments and came to similar conclusions: that quality of 

life is heterogenous, that severity of the language impairment is not directly related to 

quality of life, and that environmental support may facilitate coping.  

Case study evaluation of quality of life following a group intervention 

One case study has examined how participating in an aphasia ‘camp’ with other couples 

(affected by stroke-aphasia) impacted on quality of life for an individual with lvPPA 

(Kim, Figeys, Hubbard, & Wilson, 2018). Quality of life was regarded as akin to ‘living 

with aphasia’ and conceptualised using the four overlapping domains of the Living with 

Aphasia: Framework for Outcome Measurement (A-FROM, Kagan et al., 2008). The 

questions used in the interview centered around these four domains although no 

questions specifically used the terms ‘quality of life’, wellbeing or ‘life as a whole’. The 

participant “Susan” had difficulties with verbal expression which necessitated her 

husband acting as a proxy throughout and consequently the interviewer checked her 

understanding with Susan and her husband in a reflective manner. PPA was 

characterised for Susan by: frustration at the isolation and stigma of PPA, frustration 

with health professionals, periods of anger and depression and yet also resilience and 

resourcefulness. Determinants of her quality of life were reported to be: engaging and 

maintaining new activities, supported conversation training, augmentative and 

alternative communication techniques and the opportunity to ‘have fun’ with other 
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individuals with aphasia. Influences on quality of life for both her and her husband were 

reported as: a positive attitude, connecting with others who understand aphasia and 

expanding social networks (Kim et al., 2018). 

Personal accounts focussing on living with PPA 

Four accounts authored by individuals with PPA (Douglas, 2014; Gould, 2015; 

Summers & Cartwright, 2016; Twigg & LaFontaine, 2016) also describe the lived 

experience of PPA.  Aspects of quality of life, in the everyday sense, were discussed, 

however, given that quality of life was not the primary focus of these accounts, some 

level of interpretation was necessary to extrapolate information relevant to the current 

review. The authors with PPA highlighted factors which helped them to live with PPA, 

including: speech pathology services, accepting the diagnosis, being organised, being 

treated as an individual, and periods of restorative silence (Douglas, 2014; Gould, 2015; 

Summers & Cartwright, 2016; Twigg & LaFontaine, 2016). Gould (2015) outlined 

difficulties he experienced, such as social isolation, hating his aphasia, and low 

confidence; similar to those noted by Cartwright’s (2015) participants. He also 

described the benefits of speech pathology and regular home therapy exercises (reading, 

naming and categorisation); concluding that these had been integral to improvements in 

his quality of life: “Through speech therapy, I have learned that I don’t have to feel 

embarrassed about my speech or memory difficulties. … I am convinced that without it 

I would now be in a darker place” (Gould, 2015, p. 17). Three of the authors with PPA 

particularly noted that maintaining activities contributed to their sense of quality of life: 

Summers involved herself in research projects, joined a writing group, enjoyed cooking 

and being in her husband’s workshop (Summers & Cartwright, 2016); Douglas (2014) 

reported exercising and keeping up with the literature in her professional field despite 

being retired; and Twigg reported the importance of going to the shops and having 
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members of the congregation at her local church support her in continuing her lay-

minister work (Twigg & LaFontaine, 2016).  

One final account describes living with PPA and its progression over time from 

the perspective of a spouse. Rutherford’s (2014) proxy account includes many 

anecdotes of her husband’s changing mood and quality of life from pre-diagnosis until 

his death. She describes his initial determination to fight the PPA and his continued 

enjoyment of travel and outings across the course of the disease. She recounts his 

frustration and withdrawal, particularly when first noticing language difficulties, when 

he found he was unable to express himself and when he was starting to experience 

difficulties in groups of people. She keenly described the impact of a communication 

device, “It gave Boyd his quality of life back again and he had confidence now to talk to 

people through the machine. … He settled down again from being frustrated and 

agitated and was happier in himself” (Rutherford, 2014, p. 902). Notably, this is the 

only account identified which also mentions the (negative) impact of dysphagia and a 

modified diet on quality of life for an individual with PPA. 

Investigations of psychological state in PPA 

Depression in PPA 

We identified 15 studies that reported on the prevalence of depression in PPA (Banks & 

Weintraub, 2008; Bozeat, Gregory, Lambon Ralph, & Hodges, 2000; Chow, Miller, 

Boone, Mishkin, & Cummings, 2002; Fatemi et al., 2011; Gómez-Tortosa et al., 2015; 

Liu et al., 2004; Medina & Weintraub, 2007; Riedl, Last, Danek, & Diehl-Schmid 

(2014); Rohrer & Warren, 2010; Sabodash, Mendez, Fong, & Hsiao, 2013; Shinagawa, 

Ikeda, Fukuhara, & Tanabe, 2006; Singh et al., 2015; Thompson, Patterson, & Hodges, 

2003; Woolley, Khan, Murthy, Miller, & Rankin, 2011; Xiong et al., 2011; also see 

Chakrabarty, Sepehry, Jacova, & Hsiung, 2015; and Modirrousta, Price, & Dickerson, 
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2013 for previous detailed reviews). These are summarised in Table 2, together with 

confidence intervals for the prevalence rates in each study.  

(Table 2 near here) 

The prevalence of depression reported across these studies, including confidence 

intervals, has an extremely large range (0 – 85.82%), and a number of factors contribute 

to the difficulty of interpreting and comparing these prevalence data. First is the proxy-

report effect. As Table 2 shows, the method for establishing depression varied across 

studies, with only two studies using self-reports from the person with PPA (Medina & 

Weintraub, 2007; Sabodash et al., 2013). Second, many studies performed a 

retrospective analysis of clinical data to diagnose depression, but the accuracy of those 

studies relies on the relevant information having been captured in the medical record, or 

on the memory of the caregiver (Shinagawa, Ikeda, Fukuhara, & Tanabe, 2006). Third, 

the diagnosis of dementia is likely to have been made at various and non-comparable 

time points throughout disease progression across the studies. For example, some 

studies report prevalence data from a single time point (Fatemi et al., 2011), including 

time of initial PPA symptom onset (Shinagawa et al., 2006), others report two time 

points (Gòmez-Tortosa et al., 2015), while still others report the number of participants 

who developed depression at any point in a longitudinal study (Chow et al., 2002). 

Finally, some studies excluded individuals with major depression, making it hard to 

interpret their finding of no indicators of depression at initial onset of PPA symptoms 

(Bozeat et al., 2000; Shinagawa et al., 2000). 

In one study thirty-five caregivers to individuals with lvPPA or nfvPPA up to 12 

years post-diagnosis reported on the individuals’ mood using the Cambridge 

Behavioural Inventory (Wear et al., 2008). Individuals with PPA were rated as having, 

on average, mildly impaired mood with scores ranging from 0 to 34.4 out of 100 (where 
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higher numbers indicate more impairment of mood) despite the exclusion of individuals 

with depression (Jang, Cushing, Clemson, Hodges, & Mioshi, 2012). 

Taking these various methodological differences into consideration, Chakrabarty 

et al. (2015; who reported on svPPA and nfvPPA only) calculated that the prevalence of 

depression in svPPA and nfvPPA is probably close to a third. A calculation of the 

weighted means from all of the studies identified here (Table 2), which included all 

three variants of PPA, results in a very similar outcome with a mean of 36.85% and 

95% confidence intervals of 33.19 – 40.67%. 

Medina and Weintraub’s (2007) study additionally described the clinical profile 

of 61 individuals with PPA. Participants who scored in the depressed range on the 

Geriatric Depression Scale (Yesavage et al., 1982; 30 item self-report scale) presented 

with social withdrawal and reduced mental and physical energy levels. They had lower 

picture naming scores than participants without depression, suggesting that depression 

and language ability may be related in PPA, although Cartwright (2015) and Ruggero 

(2017) have since suggested that the relationship between aphasia severity and 

depression is highly variable when individual differences are considered, as described 

above. 

The critical message of these studies is that an estimated one-third to one-half of 

individuals with PPA may develop depression and associated symptoms, with 

significant ramifications for their quality of life and for holistic clinical management. 

Depression may reduce an individual’s motivation to seek or engage with relevant 

health services (Gillen, Tennen, McKee, Gernert-Dott, & Affleck, 2001; Taylor-Rubin, 

Nickels, & Croot, 2016). Riedl et al. (2014) cautioned that little is known about the 

effect of antidepressants on mood, behaviour, language or cognition in individuals with 

PPA. 
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Anxiety in PPA 

Anxiety may also be a significant issue in PPA. In a cohort of 20 patients with lvPPA, a 

retrospective analysis found that 90% presented with new or worsening anxiety 

symptoms in their initial assessment, even preceding a definitive diagnosis of PPA 

(Magnin et al., 2013). In fact, 30% of these individuals had been initially misdiagnosed 

with an anxiety disorder or isolated psychiatric disorder. The prevalence of anxiety is 

unsurprising in a condition where the person with PPA is often the first to be aware of 

their language symptoms and seek diagnosis (Duffy & McNeil, 2008), and where 

relationship difficulties such as losing friends or social withdrawal may be observed in 

75% of cases (Magnin et al., 2013). 

Intervention studies utilising quality of life outcome measures 

A number of recent studies have used quantitative quality of life instruments to evaluate 

the impact of speech-language interventions with individuals with PPA. These include 

the Communication Confidence Rating Scale for Aphasia (Babbitt & Cherney, 2010; 

used by Rogalski et al. 2016), the ASHA-Quality of Communication Life Scale (Paul, 

Frattali, Holland, Thompson, & Caperton, 2004; used by Jokel, Rochon, & Anderson, 

2010 and Jokel et al., 2017), the patient-reported Chronic Disease Self-Efficacy scales 

(Lorig et al., 1996; used by Brandt, Shapiro Gordon & Quimby, 2016), the Assessment 

of Living with Aphasia (Kagan et al., 2011; used by Whitworth et al., 2017) and a 

bespoke confidence scale developed by Beales, Cartwright, Whitworth, and Panegyres 

(2016). The increasing use of such measures is encouraging in respect to their potential 

to elicit the experience of the person with PPA, however, the use of instruments 

originally validated on a stroke-aphasia sample raises questions regarding content 

validity. The alternative argument is, of course, that PPA, in the early and mid-stages, is 

characterised by very similar language and cognitive impairments to stroke-aphasia 
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(Duffy & McNeil, 2008) and therefore these instruments provide the closest 

approximation to a PPA-specific quality of life assessment that is currently available. 

The assumption that quality of life in PPA can be measured with tools designed for 

stroke-aphasia awaits empirical confirmation, however. Other studies have used 

qualitative or field note methods to measure changes in quality of life across or after 

intervention (Grasso, Shuster, & Henry, 2017; Kim et al., 2018; Morhardt, O’Hara, 

Zachrich, Wieneke, & Rogalski, 2017; Taylor-Rubin, Azizi, Croot, & Nickels, 2018).  

Encouragingly, the use of quality of life (and related) outcome measures 

demonstrates that researchers are interested in whether their interventions have a 

holistic impact on wellbeing that extends beyond meeting linguistic goals. Nevertheless, 

methods used to measure quality of life vary between studies, many studies do not 

define the construct they were aiming to measure (and/or target with their intervention) 

and the content validity of some instruments awaits validation. 

Clinicians’ views on fostering quality of life in PPA 

Kindell, Sage and Cruice (2015) investigated the views of six speech pathologists on 

supporting communication needs in individuals with svPPA. These clinicians reported 

focusing on psychosocial functioning and believed that introducing individuals with 

svPPA to support networks could foster quality of life. They expressed a view that 

focusing on ability rather than disability, and on daily skills in intervention, may help 

build confidence. Kindell et al.’s (2015) study highlights that, despite a paucity of direct 

research evidence, clinicians already tailor interventions to maximise perceived quality 

of life for individuals with PPA. 

Summary: What do we currently know about quality of life in PPA and 
where are the gaps? 

A small number of published and unpublished studies relate directly to quality of life in 
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PPA. The results from two empirical single case series studies, one case study, and the 

inferences we have drawn from personal accounts of living with PPA suggest that 

quality of life in PPA is heterogeneous and individual. Some individuals appear to be 

living with PPA with positivity or resilience while others are prone to depression. This 

heterogeneity in experience supports a person-centered approach to PPA management. 

Much of the literature we identified focussed specifically on depression in PPA, 

suggesting that upward of one third of individuals with PPA experience depression at 

some time point. A large proportion of individuals with PPA also demonstrate anxiety 

at initial presentation. The growing number of studies which mention quality of life, 

together with studies which have assessed quality of life to evaluate intervention 

outcomes, implies that researchers and clinicians value the investigation and promotion 

of quality of life in people with PPA.  

Consistent with the multifaceted nature of quality of life and its many correlates 

(Martyr et al., 2018), our review highlighted a large number of potential determinants of 

quality of life for individuals with PPA. Some determinants relate directly to managing 

communication needs, such as periods of restorative silence, note making or careful 

planning and allocation of linguistic resources (Douglas, 2014; Ruggero, 2017; Twigg 

& LaFontaine, 2016), speech pathology support (Gould, 2015; Kim et al., 2018; 

Ruggero, 2017; Summers & Cartwright, 2016) and the ability to network with others 

with aphasia (Kim et al., 2018). Others relate to participation in life on a broader scale, 

such as maintaining enjoyable activities, family and social support, financial resources, 

reaction to diagnosis, taking care of oneself and being treated as an individual 

(Cartwright, 2015; Douglas, 2014; Kim et al., 2018; Ruggero, 2017; Summers & 

Cartwright, 2016; Twigg & LaFontaine, 2016). The importance of these and other 

factors in quality of life for other individuals with PPA awaits further systematic 

investigation.  
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The potential buffering effect of personality factors such as positive outlook and 

resilience or prior history of depression has been observed by researchers (Cartwright, 

2015; Kim et al., 2018; Ruggero, 2017) and described by individuals living with PPA 

(Summers & Cartwright, 2016; Twigg & LaFontaine, 2016). Twigg comments that 

“PNFA is very difficult and challenging for me. But I want to live well, find ways of 

coping with the challenges I face and seek opportunities that are lifegiving” (Twigg & 

LaFontaine, 2016, p. 17). Determination was also highlighted as important by 

Rutherford (2014). However, the influence of personality factors and attitudes has not 

yet been systematically investigated. 

As noted above, the relationship between language ability and quality of life is 

also unclear at present. Given that partial remediation of lost linguistic skills is possible 

in the early to mid-stages of PPA (Carthery-Goulart et al., 2013), this relationship needs 

to be clarified. A range of other PPA-specific factors such as variant, insight or length 

of time since diagnosis may also contribute to the variability observed across the studies 

listed in Table 1, and await further research. 

An important limitation of this review is that it is difficult to determine how 

representative the participants in the identified studies are of the PPA population. The 

individuals in Table 1 predominantly present with non-fluent agrammatic and logopenic 

variants of PPA, while only two participants (11.8%) had semantic variant PPA. The 

results of a recent large French epidemiology study would suggest that closer to 28% of 

individuals with PPA have semantic variant (n=572; Magnin et al., 2016). Future 

studies into quality of life in PPA will need to recruit larger and more diverse samples 

to confirm the preliminary findings here. 
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Understanding quality of life in PPA: What can we do next? 

Conceptualising quality of life in PPA 

 It remains a barrier to further research that the construct of quality of life has not been 

well-defined with respect to PPA, in the context of the wider difficulty of defining 

quality of life that we discussed earlier. In PPA studies, in professional association and 

policy documents, the construct of quality of life is taken to be intuitively understood 

and often left undefined, with the notable exception of Kim et al (2018). Encouragingly, 

greater conceptual work has been conducted for related disorders such as stroke-aphasia 

(see Hilari, Cruice, Sorin-Peters, & Worrall, 2015 for an overview); where quality of 

life has been conceptualised as the “collective life experience of people with aphasia … 

affected by the health condition of a stroke, in the clinical dimensions of language and 

sensory functioning, communicative activity and ability, and social participation” 

(Cruice, Worrall, Hickson, & Murison, 2003, p. 335). Following survey responses from 

581 internationally recruited clinicians, Hilari et al. (2015, p.126) paraphrased quality of 

life as "a complex and highly subjective construct influenced by health, participation, 

in/dependence, communication, personal factors, and environmental factors". For 

dementia; Lawton (1994) identified four aspects of QOL: psychological wellbeing (i.e., 

positive and negative affect), cognitive and functional abilities, objective environment 

and perceived quality of life. Smith et al. (2005) developed a conceptual framework for 

health-related quality of life in dementia which comprised five main aspects: daily 

activities and looking after yourself, health and well-being, cognitive functioning, social 

relationships, and self-concept. 

The difficulty with adopting any of these conceptualisations uncritically is that 

PPA is fundamentally different from both stroke-aphasia and typically-presenting 

amnestic dementia, despite considerable clinical overlap. Individuals with PPA 

experience language decline which is strikingly similar to that of stroke-aphasia (Duffy 
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& McNeil, 2008), however, they also experience an inevitable worsening in symptoms. 

Conversely, while abilities are declining over time as they are in other forms of 

dementia, cognition and memory are spared in the early and mid-stages of PPA 

(Mesulam, 2001) and the acute awareness of their situation by individuals with PPA can 

be a source of distress (Cartwright, 2015). These unique features of PPA may mean that 

quality of life and its determinants fundamentally differ in PPA compared with other, 

albeit similar, disorders. 

It will, therefore, be valuable to develop an empirically derived (bottom-up) 

conceptualisation of quality of life drawn with involvement from the PPA community. 

Previous research has demonstrated that inclusion of individuals with aphasia in all 

stages of the research process, from the formulation of research questions to outcome 

measures to novel intervention options, can be facilitated by researchers with 

experience of working with communication difficulties (Palmer, Hospitals, & 

Sudworth, 2013; Wilson et al., 2015). Developing a quality of life conceptualisation in 

partnership with individuals with PPA, adopting a patient and public involvement 

approach (NHMRC National Institute for Dementia Research, 2018; Turk, Boylan, & 

Locock, 2017), would seem appropriate.  

In the meantime, in the absence of a consensus on conceptualisation of quality 

of life in health research and practice, researchers working with PPA might do well to 

adopt recommendations put forward by Post (2014). These are that authors should at 

least aim to (i) state their study’s definition of quality of life, (ii) explain why the 

measurement methods chosen are justified, and, (iii) clarify for that specific study or 

condition what are considered to be aspects versus determinants of quality of life. 

Measuring quality of life in PPA 

How can PPA researchers evaluate the best methods for assessing quality of life in the 
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PPA population and strive that instruments that are chosen adequately to reflect the 

priorities of this population (Martyr et al., 2018)? There are real challenges in asking 

individuals with emerging language and cognitive difficulties to self-report on their 

lives. Interestingly, the published studies which have administered currently available 

quality of life instruments do not comment on the degree of scaffolding required to 

administer them nor report any concerns with comprehension, appropriate responses to 

questions or the need to exclude any participants.  

If currently available instruments continue to be used, we should ensure that 

individuals with PPA find them accessible and appropriate, and that they yield quality 

information. Our group has, for example, trialled the newly developed Aphasia Impact 

Questionnaire-21 (Swinburn et al., 2018) and the Communication Confidence Rating 

Scale for Aphasia (Babbitt & Cherney, 2010) with individuals with PPA and found 

them to be well liked and informative assessments (Ruggero, 2017), while 

acknowledging the issue of content validity. The advantages of these quantitative 

assessments were that they all include verbal, written and visual prompts which 

participants reported liking, and that they allow for responses which have greater 

nuance compared to the yes/no responses that can be obtained, for example, on a binary 

choice instrument (Ruggero, 2017) such as the Geriatric Depression Screen (Sheikh & 

Yesavage, 1986). However, an option worthy of consideration is to co-design a quality 

of life instrument in partnership with people with PPA, as was the case, for example, 

with the Stroke and Aphasia Quality of Life Scale-39 (Hilari & Byng, 2001; Hilari, 

Byng, Lamping & Smith, 2003). This would ensure that the instrument was patient-

centered (Alzheimer’s Australia, 2010; Ellis & Peach, 2017) and that its domains 

covered all aspects felt to be important and useful by the population and their healthcare 

professionals (Pietersma, de Vries, & van den Akker-van Marle, 2014; Schölzel-

Dorenbos et al., 2007). 
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These solutions, however, will not eliminate the problems associated with using 

quantitative scales, the responses to which require multiple complex cognitive and 

language abilities (Tourangeau, Rips, & Rasinski, 2000). For example, during 

administration of both instruments that we trialled, some participants required 

scaffolding and/or potentially ‘leading’ questions by the administrators before rating 

themselves. Others sought constant reassurance that they had scored themselves 

correctly. Similar difficulties have also been noted by Savage (personal communication, 

Sept 5, 2017) when working with a sample of individuals with svPPA and by Taylor-

Rubin et al. (2018). Establishing whether participants are able to complete Likert-scale 

type instruments is challenging but important. We suspect that the degree of abstraction 

required by the Aphasia Impact Questionnaire may be too great for individuals with 

concomitant cognitive deficits and that these individuals may respond better to more 

concrete questions or questions which require a yes/no response. In addition, one 

participant with svPPA struggled to fully comprehend some of the abstract terms 

involved in the Aphasia Impact Questionnaire. This was made obvious by his 

inconsistent (qualitative) comments and is probably not surprising for a condition 

characterised by degraded semantic memory.  

We also found that some questions in the Communication Confidence Rating 

Scale for Aphasia were quite complex for individuals with receptive language and/or 

cognitive deficits, such as ‘How confident do you feel about your ability to follow 

movies on TV or in a theatre?’. An additional difficulty with the Communication 

Confidence Rating Scale for Aphasia was that some participants reported ambiguity 

over questions such as Item 1: ‘How confident do you feel to talk with others?’ which 

they explained was very dependent on their familiarity with the specific communication 

partner involved. 
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While criteria have been suggested for participants to be suitable to complete 

quality of life assessments in other populations, these are likely invalid for the PPA 

population. For example, in stroke-aphasia a severity cut off on the Frenchay Aphasia 

Screening Test (Enderby, Wood, Wade, & Hewer, 1986) has been used (Hilari & Byng, 

2001). A cut-off score is a rather blunt instrument and could result in participants being 

unnecessarily excluded depending on their particular combination of comprehension 

and/or cognitive strengths and weaknesses. For example, an individual with PPA who 

fails a screen might still be able to participate in quality of life assessments with context 

and scaffolding, whereas another individual who passes a screen based on concrete 

stimuli may fail to engage with a quality of life assessment given its abstract nature and 

terminology. 

A number of potential alternatives may be available when it is unclear whether 

an individual is able to engage successfully with quality of life assessments. First, proxy 

reports can be collected by family members or clinicians, as in many of the depression 

and mood studies identified here (e.g. Jang et al., 2012). However, interpretation of 

proxy accounts should be qualified by the knowledge that they are not interchangeable 

with self-reports in stroke- aphasia and dementia (Arlt et al., 2008; Bakker et al., 2014; 

Cruice, Worrall, Hickson, & Murison, 2005; Hilari, Owen, & Farrelly, 2007). For PPA, 

Chakrabarty et al. (2015) highlighted in their review that caregiver reports yielded 

higher depression rates in PPA than clinical assessments. A second alternative is to 

collect qualitative data. One participant we encountered was unable to easily use Likert 

scales but would respond to questions by instead chatting about the issues with the 

administrator. Consistent with this, Taylor-Rubin et al. (2018) when evaluating the 

benefits of group intervention, have also recently reported that qualitative verbal 

responses from individuals with PPA appeared more informative and valid than 

attempts to respond to scales or written questions.  For individuals with severely 
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impaired expressive communication, Kim et al.’s (2018) recent study is a demonstration 

of how interviews can also be conducted collaboratively with proxy communicators. 

Bearing in mind that detailed analysis of formal interviews is more feasible in research 

studies than clinical practice, it is nevertheless important that people with PPA are given 

an opportunity, in some manner, to communicate their views verbally. 

Ultimately, variable, flexible and multiple methods may prove useful to assess 

quality of life in PPA, depending on an individual’s comprehension and cognitive 

integrity and the aims of the clinician or researcher. 

Conclusion 

Having set out to investigate quality of life in PPA in this review, only a small number 

of studies, some of which are not peer reviewed, and personal accounts were located. 

The available literature suggests that quality of life in PPA is heterogeneous and may be 

determined by many factors. Despite the small number of studies, small sample sizes 

and case study/personal account formats, this review provides a starting point for future 

research into quality of life in PPA and raises important questions to be addressed in 

future.  

Assessment of quality of life in the PPA clinic should continue to be patient-

centered, and to use accessible methods; this will enable patient-centered goal setting 

and evaluation of intervention, and be vital in advocating for clinical services.  Further 

research is needed to conceptualise quality of life in PPA and to establish how best to 

measure and promote it. Open discussion about the difficulties associated with 

measuring quality of life in this population should not be avoided; this is a challenging 

yet important area in which to continue conversation and share solutions. 
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Running Head: QUALITY OF LIFE IN PRIMARY PROGRESSIVE APHASIA 

Study Participant / 
person with 
PPA 

Gender Agea Age at 
Diagnosisa 

Time passed 
since initial 
symptomsa 

Cognitive 
Screenb 

Variant Quality of Life 
Measure(s) 

Douglas (2014) Douglas Female 49 46 5.5 years NA Non-fluent 

None 

Gould (2015) Gould Male 70 63 9 years NA * 
Kim et al. (2018) “Susan” Female 62 56 * NA Logopenic 
Rutherford (2014) Rutherford Male * * NA NA Non-Fluent 
Summers & Cartwright (2016) Summers Female 58 54 3.5 years NA * 
Twigg & LaFontaine (2016) Twigg Female * * * NA Non-fluent 
Cartwright (2015) T1 Male 75 74 1-1.5 years 13/18 Non-fluent 

QOL-AD 
Self-efficacy scale 
WHO-5 
Interview 

  T2 Female 77 75 2 years 4/18 Non-fluent 
  T3 Male 82 * 1-2 years 2/18 Semantic 
  T4 Male 75 70 5 years 2/18 Semantic or Alzheimer's 
  T5 Male 79 75 4 years 2/18 * 
Ruggero (2017) P-M Male 66 63 3.5-4 years 69/100 Logopenic QOL-AD 

CCRSA 
AIQ 
GDS 
Qualitative 
comments 

 P-D Male 60 58 2.5 years 60/100 Semantic 
 P-S Female 64 62 1 year 81/100 Logopenic 
  P-R Male 76 73 2.5-3 years 35/100 Logopenic 

  P-G Male 77 75 2.5 years 90/100 Logopenic 
  P-J Male 62 58 4 years 46/100 Mixed 
 
Table 1 
Demographic information for participants and method of assessing impact of PPA across two group studies and six case descriptions identified. 
 
*Undisclosed or unclear 
aSome ages and have been calculated here based on qualitative information in the original data, or estimated as closely as possible given available clinical history 
bCognitive screen from the Cartwright (2015) study is the Dementia Rating Scale-II. Age Corrected Scaled Scores are given which range from 2-18 and where a scaled score of 8 or below 
represents impairment (Jurica, Leitten & Mattis, 2001). Cognitive screen from the Ruggero (2017) study is the Addenbrooke’s Cognitive Examination-III which gives a raw score out of 100 
where below 88 represents impairment (Hsieh, Schubert, Hoon, Mioshi, & Hodges, 2013) 
 
Abbreviations: 
QOL-AD: Quality of Life in Alzheimer’s Disease-Scale (Logsdon, Gibbons, McCurry, & Teri, 1999) 
Self-efficacy Scale: A newly developed measure of self-efficacy for social communication (Cartwright, 2015)  
WHO 5: The World Health Organization 5-item wellbeing index (Heun, Bonsignore, Barkow, & Jessen, 2001) 
CCRSA: Communication Confidence Rating Scale for Aphasia (Babbitt & Cherney, 2010) 
GDS: Geriatric Depression Scale 15-item version (Sheikh, & Yesavage, 1986) 
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Study N Depression 
prevalence 95% CI Variant of PPA Method of screening depression Retrospective 

data analysis? 

Banks & Weintraub (2008) 42 42%a 29.12 – 57.79% All NeuroPsychiatric Inventoryb  

(NPI; proxy-report) Yes 

Bozeat et al. (2000) 20 45% 25.82 – 65.79% Semantic Cambridge Behavioural Inventoryc No 

Chow et al. (2002) 30 73% 55.55 – 85.82% Semantic,  
Non-Fluent NPI Yes 

Fatemi et al. (2011) 55 38% 26.52 – 51.39% All NPI No 

Gòmez-Tortosa et al. (2015) 80 25% ad 16.81 – 35.48% Semantic,  
Non-Fluent NPI (Spanish version) Yes 

Liu et al. (2004) 26 46% 28.76 – 64.54% Temporal Variant 
FTD NPI No 

Medina & Weintraub (2007) 61 34% 23.75 – 46.95% All Geriatric Depression Scalee  

(self-report) Yes 

Riedl, Last, Danek, & Diehl-Schmid (2014) 43 42% 28.38 – 56.67% Semantic,  
Non-Fluent 

Prescription of anti-depressants at any 
point post-diagnosis Yes 

Rohrer & Warren (2010) 33 56% 37.99 – 70.16% Allf NPI No 

Sabodash et al. (2013) 25 48% 30.03 – 66.50% Semantic  Checklist and interview (either self- or 
proxy- reported symptoms) Yes 

Shinegawa et al. (2006) 17 0% 0 – 0.18% Semantic Caregiver retrospective report on patient’s 
initial presentation Nog 

Singh et al. (2015) 65 43% 31.76 – 55.17% Allf NPI No 

Thompson, Patterson, & Hodges (2003) 47 28% 16.94 – 41.76% Semantic  Unspecified Yes 

Woolley et al. (2011) 58 14% 7.16 – 24.93% Semantic,  
Non-Fluent Prior diagnosis as per medical notesh Yes 

Xiong et al. (2011) 33 42% 27.24 – 59.19% All NPI Yes 

Total 635 36.85%i 33.19 – 40.67%i    
 
Table 2  - Reported Prevalence of Depression in PPA 
 

a Reported visually and exact percentage is difficult to determine 
b Cummings et al. (1994) 
c Developed for this study; then later evaluated by Nagahama, Okina, Suzuki and Matsuda (2006) 
d More than one time point is reported as patients were followed through their disease trajectory. This is the percentage from the first assessment that participants undertook 

e Yesavage et al. (1982)   
f Data for each PPA variant are also individually specified in the article but are collapsed here 
g Recruitment was cross-sectional but caregivers were asked to recall cognitive, behavioural and neuropsychiatric symptoms as first onset of the presentation 

h Where assessment had included NPI, GDS and interview 
i Calculated as weighted mean and confidence intervals across all study participants 


