Speech and Swallowing Special Issue

American Journal of Alzheimer’s
Disease & Other Dementias®
Volume 35: 1-10

© The Author(s) 2019

Article reuse guidelines:
sagepub.com/journals-permissions
DOI: 10.1177/1533317519886218
journals.sagepub.com/home/aja

®SAGE

Experiences of Living With Primary
Progressive Aphasia: A Scoping Review
of Qualitative Studies

Katharine Davies, MSc' ®, and Tami Howe, PhD'

Abstract

Introduction: Understanding the experiences of people who live with primary progressive aphasia (PPA) can inform the
development of appropriate speech-language pathology services for this population. This review aimed to summarize the qua-
litative research on the experience of living with PPA from the perspective of the individuals with the disorder and their families.
Methods: A scoping review was conducted. Results: Eight studies met the inclusion criteria. Themes in the 3 investigations that
focused on the individual’s perspective included adapting to overcome language difficulties and dealing with increased dependency.
Themes identified in the 5 studies that highlighted the family’s perspective included observing and adapting to language, behavioral,
and social communication changes; lack of awareness of PPA; control; and the impact of the historical relationship. Discussion:
Experiences from the 2 perspectives differed. Further research is needed, particularly in relation to identifying the general

experience of PPA from the perspective of individuals with the disorder.
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Introduction

The primary progressive aphasias (PPAs) are a group of
language-led dementias that are associated with diverse pathol-
ogies such as frontotemporal lobar degeneration and Alzhei-
mer’s disease.'” Three main variants of PPA are recognized
according to current diagnostic classification criteria: nonfluent
(nfvPPA), semantic (svPPA), and logopenic (IvPPA).? In
nfvPPA, speech is agrammatic and/or effortful, and halting,
with inconsistent speech sound errors or distortions.® The sec-
ond variant, svPPA, is distinguished by impairments in con-
frontation naming and single-word comprehension.?
Impairments in single-word retrieval and repetition character-
ize the clinical presentation of IvPPA, the third main variant.®
Other variants of PPA have also been documented, including
mixed progressive aphasia and primary progressive apraxia of
speech.!** Although symptoms initially present as a focal
dementia, later stages of PPA may entail widespread cognitive
decline, consistent with generalized dementia.* The prevalence
of PPA is estimated to be 3.1/100 000.>° As with other types of
frontotemporal dementias (FTDs), PPA tends to appear earlier
than most dementias, when a person is in late middle-age and
may still have dependent children and work responsibilities.®’
Consequently, PPA can result in a high degree of psychological

and economic burden for the individual and his or her family.*’
A recent survey estimated that the annual per-patient cost for
individuals with PPA and other subtypes of FTD was almost
twice that for individuals with Alzheimer’s disease.’

Because language function is disproportionately affected by
PPA, speech-language pathologists are an integral member of the
support team for those living with this disorder.'®!" However,
speech-language pathology (SLP) approaches for aphasia post-
stroke'? and other types of dementia'®> may not necessarily
address the specific needs of people living with PPA. Under-
standing the experiences of people who live with PPA can help
to inform the development of SLP approaches that are tailored to
address these needs. Therefore, the present review aimed to iden-
tify what is currently known about the experience of living
with PPA from the perspective of the individuals with the
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disorder and from the perspective of their family members. By
shedding light on this topic, a more person- and family-centered
approach to SLP management of PPA can be developed.

Methods

To provide an overview of the literature relating to the research
aim, a scoping review was conducted, based on the framework
outlined by Arksey and O’Malley'* and updated by Levac
et al."> Scoping reviews follow a structured methodological
approach and are ideal for providing a comprehensive over-
view of the available literature in an emerging area such as the
experiences of living with PPA. This type of review does not
typically set out to assess the quality of literature.'*

Identifying the Research Question

The aim of the current scoping review was to identify and
summarize the current state of knowledge regarding the experi-
ences of living with PPA from the perspective of both the
individuals with the disorder and their families. To meet this
aim, a broad question guided this scoping review, “What is
known within the existing qualitative research literature about
the experience of living with PPA?” This question was subdi-
vided into 2 research questions:

a) What are the experiences of living with PPA, within the
existing qualitative research literature, from the per-
spective of the individuals with the disorder?

b) What are the experiences of living with PPA, within the
existing qualitative research literature, from the per-
spective of family members?

Identifying Relevant Studies

The search strategy was created in consultation with a research
librarian. First, an initial orientation search was conducted on 2
databases (PsycINFO and the Cochrane Library) to identify
relevant key words and search terms that yielded outcomes that
best fit the research questions. Second, a search was conducted
on March 23, 2018 on 4 electronic scientific databases
(PubMed, PsycINFO, CINAHL, and the Cochrane Library),
using the following search terms: primary progressive aphasia
OR semantic dementia OR progressive nonfluent aphasia OR
progressive logopenic aphasia (see search strategy example for
PubMed in Appendix A). No limit was placed on the year of
publication in order to obtain a broad overview of the research
literature. The searches were restricted to peer-reviewed and
English-language articles only.

Selecting the studies. Prior to selecting the studies, the 2
reviewers (K.D. and T.H.) developed a list of inclusion and
exclusion criteria to determine the eligibility of the articles.
Peer-reviewed articles published in English were included if
they met the following criteria: (1) focused on the experience of
living with PPA from the perspective of people with the dis-
order and/or their family members and (2) reported on

investigations that used a qualitative research approach as a
primary study or as part of a larger mixed-methods study. As
is typical of scoping reviews, the inclusion criteria were based
on the relevance of the investigations, rather than on the quality
of the studies.'* Publications were excluded if they (1) used
only a quantitative research approach; (2) were anecdotal or
case reports that did not use formal qualitative data collection
methods; (3) were not research reports (eg, commentaries, let-
ters to the editor, opinion papers, and blogs); (4) focused on
dementia or FTD without specifying whether individuals or
family members living with PPA or a specific variant of PPA
were included; or (5) included participants with PPA and/or
family members living with PPA but did not report research
results specifically in relation to PPA. Non-English-language
studies were excluded due to a lack of resources for translation.
Following the removal of duplicate articles, the 2 reviewers
independently screened the title and abstract of each article to
identify potentially relevant publications based on the inclusion
and exclusion criteria. The reviewers then independently
reviewed the full texts of these publications to identify ones that
fit the criteria. Each of the full-text articles that had been identified
was then discussed by the 2 reviewers to determine the final set of
publications that met the inclusion criteria. Any disagreements
between the 2 reviewers were resolved by consensus. A third
researcher was available if the reviewers were unable to reach a
consensus but was not needed. The corresponding authors were
contacted when a full-text article was unavailable. A manual
search of the reference lists of included articles was also per-
formed to identify any further potentially relevant publications.

Charting the Data

The 2 reviewers independently charted the data from the
selected articles in relation to the following study characteris-
tics: author(s), location; qualitative study aims; research meth-
odology, qualitative data collection method(s), qualitative data
analysis method(s); participant(s); and study results that related
to the 2 scoping review research questions. The reviewers then
compared their independently extracted data and discussed any
discrepancies until a consensus was reached.

Summarizing and Reporting the Results

The study characteristics were collated and summarized into
2 tables that were generated for reporting purposes based on the
2 research questions: (1) studies focusing on the experiences of
living with PPA from the perspective of individuals with the
disorder and (2) studies focusing on the experiences of living
with PPA from the perspective of family members. As recom-
mended for scoping reviews, ' the first author (K.D.) conducted
a thematic analysis of the included studies to identify potential
themes in relation to each of the 2 research questions. The the-
matic analysis was based on the 6 stages proposed by Braun and
Clark'®: (1) familiarization with the data; (2) generating initial
codes; (3) searching for themes; (4) reviewing themes; (5) defin-
ing and naming themes; and (6) producing the report. The first
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Figure |. Flow diagram of study retrieval and selection.

(K.D.) and second authors (T.H.) identified the final themes for
each research question through a consensus discussion.

Results

The electronic search of literature databases yielded a total of
4916 publications, 1914 of which were duplicates, leading to
a total of 3002 articles. After screening titles and abstracts
according to the inclusion and exclusion criteria, 109 publi-
cations were identified as potentially relevant and moved to
the full-text review. The 2 reviewers independently com-
pleted the full-text screening with agreement on article inclu-
sion/exclusion for 102 (94%) publications. After a consensus
discussion on the final article inclusion, 8 of the 109 full-text
publications were identified as meeting the scoping review

inclusion criteria. A manual search of the reference lists of
included articles did not yield any further publications. Three
publications' "' that provided first-hand experiences of liv-
ing with PPA were excluded from this review because they
were not qualitative or mixed-methods research studies. A
flow diagram of the publication retrieval and selection pro-
cess is provided in Figure 1.

Study Characteristics

Specific characteristics of the included investigations are pro-
vided in Tables 1 and 2. Two studies were conducted in Austra-
1ia,27’28 2 in the United Kingdom,zz’25 2in Canada,zo’30 1 in the
United States,24 and 1 in both the United States and Canada.?® The
research methodology of the studies varied: 3 investigations used
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qualitative case study,>2’° 1 used a constructivist grounded
theory research methodology,”® 1 used mixed-methods,*® 2 used
conversation analysis,22*° and 2 investigations did not specify a
research approach.*?° The methods of data collection also varied
across the investigations: 5 studies used individual qualitative
interviews,?*?>272%30 3 ysed video- or audio-recordings of con-
versations,”>>° 1 used focus groups,*® and 1 used observational
field notes in addition to audio-recordings of group sessions.**

Experiences of Living With PPA From the Perspective of
Individuals With the Disorder

Three of the included studies reported experiences of living
with PPA from the perspective of individuals with the disorder
who ranged in age from 53 to 82 years (see Table 1).2°**** One
of these investigations focused on a male with svPPA who was
3 to 4 years post-diagnosis,>® one focused on a male with
svPPA who was 4 to 5 years post-diagnosis,** and one did not
report the PPA variants of the participants.**

Six themes were identified in the included studies: adapting
to overcome language difficulties; dealing with increased depen-
dency; coping with limitations and language decline; experien-
cing and confronting stigma; experiencing self-confidence; and
feeling a sense of belonging. All 3 of the studies reported find-
ings related to developing adaptations for overcoming language
difficulties. For example, the finding of expressing resilience:
adapting and sharing compensatory strategies, in the Morhardt
et al study,?* encompassed strategies (eg, sitting next to people
who liked to talk so the person with PPA did not have to talk as
much) that the individuals with PPA had for overcoming diffi-
culties with everyday communication activities such as having
conversations and reading. Similarly, the main finding in the
Kindell et al investigation®® was that the participant with svPPA
had spontaneously acquired the adaptive strategy of enactment
to communicate more effectively with others during conversa-
tions. This strategy involved using direct reported speech,’’
paralinguistic, and/or nonverbal communication to overcome
semantic difficulties. Finally, the Bier et al study? revealed that
the participant with svPPA had developed a number of adaptive
strategies for communicating such as using e-mail to maintain
contact with other people. This investigation, also reported on
adaptations that the individual with svPPA had made during
more general everyday activities such as cooking and grocery
shopping, in addition to adaptations made in communication-
specific activities such as reading and conversing.

Dealing with increased dependency was also revealed as a
theme in the investigations. The participants with PPA in the
Morhardt at al** study were reported to have mixed emotions
regarding their increased dependence on family and others as their
disorder progressed. Similarly, the participant with PPA in the
investigation by Brier et al*’ reported an increased dependency on
his wife, indicating that it was important to him to complete
chores at home independently while his spouse was at work.

Four themes were identified only in the Morhardt et al
investigation.>* First, within the theme of coping with limita-
tions and language decline, participants reported experiencing

frustration and sadness as a result of the loss of their language
abilities. Second, within the theme of experiencing and con-
fronting stigma, individuals in the pilot support group phase of
the Morhardt et al study highlighted that they experienced
stigma when they shared their changing needs and experience
of PPA with other people.?* However, in the intervention sup-
port group phase of the investigation, the participants indicated
that they felt more empowered to share their diagnosis with
others and to confront any stigma that they experienced.?*
Another theme from this investigation®* involved the individ-
uals with PPA experiencing self-confidence as a result of being
able to participate in the social situation of the support group.
Finally, within the theme of feeling a sense of belonging, the
investigation reported that by participating in a psychoeduca-
tional group, the participants with PPA felt supported in know-
ing that they were not the only ones with the disorder.**

Experiences of Living With PPA From the Perspective of
Family Members

Five of the included studies presented the experiences of living
with PPA from the perspective of family members (see Table
2).25:2627.2830 Eamily members in these investigations ranged in
age from 16 to 85 years and comprised 14 wives, 2 husbands, 2
adult daughters, 3 adult sons, and 1 adolescent son. One of the 5
studies focused on the spouses of 6 individuals with svPPA, the
spouses of 5 individuals with IvPPA, and the spouses of 2 indi-
viduals with nfvPPAzS; one focused on 5 relatives of a female
with nfvPPA3’; one focused on 2 relatives of a male with
svPPA?’; and one focused on the wife of a male who died and
had svPPA.>’ One investigation that explored relatives’ experi-
ences focused on family members living with FTD in general
and only reported that 1 participant was a family member of an
individual with PPA, without specifying the variant of PPA.*
A thematic analysis of the findings from the family member
studies revealed 6 themes: observing and adapting to language,
behavioral, and social communication changes; lack of aware-
ness of PPA; control; the impact of the historical relationship;
dealing with loss and grief; and support. The theme of observing
and adapting to language, behavioral, and social communication
changes included family members noticing linguistic changes in
their relatives with PPA, with 4 of the investigations***¢2"%
revealing findings about the family’s experiences of behavioral
and social communication changes in their relatives. For exam-
ple, in the Pozzebon et al investigation,”’ the wife of an individ-
ual with svPPA noticed that the insidious onset and progression
of the disorder dramatically changed her husband’s personality
and his interactions with her. Similarly, a teenage boy in the
Nichols et al investigation®® reported being frustrated because
doctors and others seemed unaware that individuals with PPA
such as his father could demonstrate behavioral changes in addi-
tion to language difficulties. In the Kindell et al study,” the
family members of a man with svPPA indicated that they had
to adapt to his evolving personality changes and to his unusual
behavioral routines such as touching and sorting through rubbish
and rubbing the soles of his shoes and then objects in the house.
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Similarly, the participant in the Pozzebon et al investigation®’
reported having to adjust and accommodate to the unpredictable
and declining cognitive communication abilities of her husband
with svPPA. Finally, early changes in social cognition were
identified as a feature of all 3 variants of PPA by the spouses
in Pozzebon et al’s investigation.?®

The theme of lack of awareness of PPA was also identified
in the family member studies. The participants in Pozzebon
et al,”® which focused on spousal experiences during the early
stages of PPA, frequently reported not understanding what their
spouses were experiencing or why symptoms were occurring.
They also reported frustration with a lack of awareness of PPA
from medical professionals, feeling symptoms were often dis-
missed as insignificant. Similarly, the spouse from another
family investigation’’ experienced confusion during the pre-
diagnostic period around not understanding why her husband’s
personality and behavior was changing. Last, this theme
emerged in a third family investigation, Nichols et al,® whose
participant expressed frustration around medical professionals
not knowing what her father’s diagnosis of PPA entailed.

The theme of control was also identified in 2 family member
investigations.>>*” For example, this finding was revealed in
the Kindell et al study,® with the family members reporting
having to control the behavior of their relative with svPPA by
constantly monitoring and policing his behavior. Similarly, in
the Pozzebon et al study,?’ the spouse felt compelled to take
control of the decision-making role within her marriage after a
critical incident involving her husband with svPPA.

Two of the family investigations®”*° included a theme involv-
ing the impact of the historical relationship with the individual
with PPA on the experience of living with PPA. In the Pozzebon
et al study,?’ the participant described how she was able to use
the positive memories from her decades-long strong relation-
ship with her husband, to help her to cope with the relationship
difficulties she encountered after the onset of his svPPA. The
historical impact of a couple’s relationship also played a role in
the experiences highlighted in the study by Purves.*® In this
investigation,®® it was revealed that the husband’s “speaking for
behaviors” (ie, speaking on his wife’s behalf) when com-
municating with his spouse with nfvPPA represented a long-
standing pattern in their relationship. This pattern was initially
problematic during initial stages of language difficulties, but
these behaviors later became a strategic compensatory strategy.>°

Dealing with loss and grief was also revealed as a theme in
the family member investigations. In the Pozzebon et al
study,?” the family member, who was interviewed after her
husband with svPPA had died, reported that loss characterized
her entire journey of living with svPPA and that because of this,
she experienced bereavement in a nonconventional way. Loss
was also highlighted in the Kindell investigation,?® with the
family members reporting that they missed the opportunity to
have deeper and more emotional connections with their relative
as the result of his svPPA.

The theme of support emerged within 2 family investiga-
tions.?”*® In one study,?” a spouse of an individual with PPA
reported her experiences accepting emotional and financial

support in both the early and later stages of her husband’s PPA.
In contrast, spouses from the 2018 Pozzebon et al*® investiga-
tion reported a lack of support during the prediagnostic and
early phases of living with an individual with PPA.

Discussion

This scoping review identified research studies that have
explored the experiences of living with PPA. Only 8 studies
met the final inclusion criteria for the review, with 3 focusing
on the perspective of the individuals with PPA and 5 focusing
on the perspective of the family members. Experiences of the
individuals with PPA in these investigations highlighted
themes involving adapting to overcome language difficulties;
dealing with increased dependency; coping with limitations
and language decline; experiencing and confronting stigma;
experiencing self-confidence; and feeling a sense of belonging.
In contrast, family member experiences were characterized
within the themes of observing and adapting to language, beha-
vioral and social communication changes; lack of awareness of
PPA; control; the impact of the historical relationship; dealing
with loss and grief; and support.

The findings from the review suggest that there may be
differences between the experiences of people with PPA and
those of their family members. For example, although loss and
adaptation were highlighted by both groups, people with PPA
tended to focus on language loss and adaptations for overcom-
ing the language difficulties (eg, asking others to repeat their
questions so that the individual with PPA has more time to
formulate their responses).”* In contrast, family members
tended to focus more broadly on loss and adaptation related
to the individual’s behavioral, social communication, and per-
sonality changes (eg, preventing the person with svPPA from
doing chores involving the rubbish bins because of his ten-
dency to rub his hands on objects), in addition to linguistic
changes. In order to provide a more person-centered approach,
speech-language pathologists may need to ensure they focus
broadly on the impact of the disorder on the individual’s inter-
personal communication and family relationships, rather than
solely on linguistic changes. The use of multicomponent inter-
ventions that include communication partner training and sup-
port strategies may be valuable for addressing these areas.'>~>

The review also revealed differing perspectives in relation
to the experiences of dependency and control. As the disorder
progressed, some individuals with PPA experienced mixed
emotions over becoming increasingly dependent on their fam-
ilies.”* In contrast, the need to take control and protect the
individual with PPA as the disorder progressed caused stress
for a spouse in one study.? This shift may affect their relation-
ship and ability to adapt to living with the disorder.

It is noted that these divergent perspectives may reflect
differences in the included studies’ aims and participant inclu-
sion criteria. Three of the 5 family studies explored the overall
experience of living with PPA,?>?%?7 whereas none of the 3
individual investigations focused on this more general perspec-
tive. Rather, these studies provided a more specific lens, with
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one investigating the experiences of participating in a psychoe-
ducational support group,>* one exploring the use of compen-
satory communication strategies,”’ and one analyzing the
everyday conversations of an individual with PPA.** The fam-
ily investigations also included findings involving the experi-
ences of living with individuals with svPPA, 1vPPA, and
nfvPPA. In contrast, 2 of the 3 individual investigations
focused on svPPA, with the third study not specifying the PPA
variant(s) of the participants.

Strengths and Limitations

To our knowledge, this is the first scoping review of the liter-
ature focusing on the experiences of living with PPA. A key
strength of the review was the use of a broad search strategy
that included all publications that focused on PPA or the 3 main
variants of PPA within the selected databases. The scoping
review also met all but one of the required criteria as outlined
in the PRISMA extension for scoping reviews.>*~* The excep-
tion was that a registered protocol was not developed before the
search was conducted, as the review was initiated prior to the
publication of the PRISMA guidelines.*>*** Another limitation
of the scoping review was that it included only studies pub-
lished in English, due to lack of resources for translation.
Experiences of PPA explored in studies conducted in other
languages will have been missed. Finally, it is important to
note that recent research, which meets the inclusion criteria,
has been published after the date that the scoping review search
was conducted. This research includes an investigation of the
experiences of participating in an aphasia camp for a couple
living with PPA.>

Conclusion and Future Directions

This scoping review identified and summarized the current
qualitative literature about the experience of living with PPA
from the perspective of people with the disorder and from the
perspective of their family members. In general, the review
revealed that the research about the experience of living with
PPA is limited and that the findings differ across the 2 perspec-
tives. Future investigations are needed to explore the overall
experience of living with PPA, particularly from the perspec-
tive of the individuals with the disorder. In addition, for the
most part, the included studies did not explore how the experi-
ences of living with PPA changed as the disease progressed or
how experiences varied depending on the subtype of PPA.
Research in these areas can help to provide a more comprehen-
sive account of the experience of living with PPA in order to
inform the development of appropriate SLP management
approaches for this population.

Appendix A

Search Strategy
March 23rd, 2018

Database: Pubmed 1946-present
Search Strategy:

((“primary progressive aphasia”[All Fields] OR “semantic
dementia”[All Fields]) OR “progressive nonfluent aphasia”[All
Fields]) OR “progressive logopenic aphasia”[All Fields] AND
English[lang]
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