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Posterior cortical atrophy (PCA) is a neurodegener-
ative syndrome characterized by predominant and 
progressive loss of  higher order visual and other pos-

terior cortical functions consistent with parieto-occipital 
and occipito-temporal involvement, despite relatively pre-
served memory, language, and insight. PCA tends to have 
a young onset presentation, typically around 50–65 years, 
being underpinned by Alzheimer’s disease (AD) pathology. 
Core features of  PCA include space and object misper-
ception, features of  Balint’s and Gerstmann’s syndrome, 
apraxia, environmental agnosia, diminished reading and 
face perception and visual field defects (Table 1[1]).

Table 1

Clinical features

Space and/or object perception difficulties

Simultanagnosia, optic ataxia, and oculomotor apraxia

Dyscalculia, dysgraphia, left-right confusion, finger 
agnosia

Constructional, dressing, and/or limb apraxia

Environmental agnosia

Reading difficulties

Face perception difficulties

Relatively spared anterograde memory, speech, non-
visual language, executive function and behaviour

Early PCA symptoms include difficulties with driving, read-
ing, dressing, and orientating to familiar environments. PCA 
symptoms often carry significant implications for autonomy 
and personhood; feelings of  disempowerment and depres-
sion may arise in individuals unable to use a telephone or 
remote control despite spared insight[2].

Common misconceptions 
and clarifying needs

Consistent with individuals with other young onset and 
atypical forms of  dementia, people with PCA have often 
experienced a lengthy period of  uncertainty before diagnosis 

(Table 2[3]). Stress associated with this often-convoluted 
diagnostic journey may be exacerbated by challenges regard-
ing employment, finances and changing family roles and the 
need to frequently re-explain PCA owing to limited public 
and professional awareness[2].

Table 2

Diagnostic red flags

Repeated appointments with eye specialists

Repeatedly changing prescription of glasses

Misdiagnosed with ocular condition

May undergo unnecessary surgeries (e.g., cataract 
removal)

May be diagnosed as having a functional disorder

Factors complicating PCA diagnosis may cause continuing 
frustrations and undermine subsequent support provi-
sion. For example, the easy misattribution of  PCA cortical 
visual problems as eyesight rather than ‘brainsight’ issues 
may prompt support designed to assist with sensory but 
not concurrent cognitive decline. A related misperception 
limiting the effectiveness of  post-diagnostic support is the 
notion that PCA is solely a ‘visual dementia’. Perceptual 
(‘what?’) and spatial (‘where?’, ‘how?’) changes may man-
ifest not only through disturbed visual, but also auditory 
and somatosensory functions[3][4][5] visual imagery and 
spatial concepts like left and right[1]. Awareness of  non-
visual deficits is critical to design, tailor and communicate 
support strategies with, for and to the individual with PCA 
and their care partner.

Those caring for a person living with PCA may be sur-
prised by variations in visual functions, from inconsistent 
visual field testing to dissociations between single word and 
space perception[3][6]. Variable field deficits can result in 
apparently implausible difficulties with misperceiving objects 
presented in clear view (albeit in inferior peripheral vision) 
despite better perception of  objects presented at a distance, 
or misreading newspaper headlines despite better reading 
of  small print. These inconsistencies challenge not only 



PART VI – SPECIAL CONSIDERATIONS 311

ALZHEIMER’S DISEASE INTERNATIONAL | WORLD ALZHEIMER REPORT 2022

PA
R

T
 I

PA
R

T
 II

PA
R

T
 III

PA
R

T
 IV

PA
R

T
 V

PA
R

T
 V

II
PA

R
T

 V
III

PA
R

T
 V

I

understanding of  symptoms, but also confidence in carry-
ing out superficially simple tasks which have become more 
effortful and unreliable.

Post-diagnostic support, 
information, and management

Prominent visual, motor, language and other symptoms 
carry particular implications for self-care, social and leisure 
activities for persons living with PCA and their carers and 
support needs (Table 3). Most persons living with PCA will 
not be safe to drive, with consequent ramifications regard-
ing dependency. Providing tailored information, advice and 
support regarding PCA symptoms and everyday difficulties, 
time-sensitive aids and adaptations to manage symptoms, 
and psychosocial interventions may improve functional sta-
tus and wellbeing.

Table 3

Considerations 

A key priority is discussion of driving safety; most 
individuals will not be safe to drive

Occupational and daily routines may be severely 
impacted by progressive cortical visual loss, despite 
relatively preserved memory, language and insight 

Individuals may have a high risk of becoming lost

Individuals may be eligible to register as severely 
sight impaired or blind, even despite normal visual 
acuity

As PCA progresses, most individuals will become 
functionally blind leading to a high risk of falls

Registration as partially-sighted or blind may facilitate access 
to relevant care and support services and financial and legal 
benefits[3]. Access to information and advice reflecting lived 
experiences of  PCA is critical given limited public and pro-
fessional awareness[2]. Co-developed resources include the 
Stages of  PCA, describing symptom progression, public 
engagement, and professional development materials to 
improve recognition and management of  PCA symptoms.

Pharmacological approaches

In principle, most individuals with PCA caused by AD 
should benefit from symptomatic or eventual disease-mod-
ifying treatments for ‘typical’ AD. In practice, few existing 
pharmacological therapies have been directly examined in 
PCA, and the inclusion or exclusion of  PCA participants 
into conventional trials remains somewhat inconsistent.

Clinical benefit of  cholinesterase inhibitors for PCA has 
been reported. While there have been no pharmacological 
trials in relation to management of  PCA motor symptoms, 

expert review of  corticobasal syndrome found limited sup-
port for pharmacological management of  tremor, levodopa 
for rigidity and bradykinesia, and botulinum toxin injec-
tions managing dystonic spasms and pain[7]. Standard 
pharmacologic treatments may be considered for patients 
with persistent low mood or anxiety and recommending 
treatments for parkinsonism, seizures or myoclonus may be 
appropriate for individual patients[3].

Non-pharmacological approaches

Aids and adaptations

As with all dementias, advice regarding aids and strat-
egies must be tailored to the individual, their condition 
(type and severity) and environment (social and physical), 
ideally with the involvement of  a multidisciplinary clini-
cal and/or support team. Practical tips for patients with 
PCA and their families have been collated based on occu-
pational therapy and neurological practice (Table 4). Several 
compensatory approaches have been developed to mitigate 
PCA symptoms, particularly space/object perception, alexia, 
and environmental agnosia. Evidence of  reducing visual 
clutter, increasing spacing and maximizing contrast sup-
porting visual functions in PCA participants has informed 
the development of  computer-based reading aids[6,8] and 
environmental adaptations comprising visual cues and light-
ing interventions to support navigation and walking[9,10]. 
Occupational therapists, speech and language therapists and 
physiotherapists may promote functional status and commu-
nication through compensatory approaches, communication 
skills training and managing falls[3][7].

Advice, social context, and peer-to-peer support

Beyond the individual, support and advice must be tailored 
to setting and context. Persons living with PCA face numer-
ous barriers to service use and participation, with general 
dementia group activities often inappropriate due to age 
and/or symptom profiles, and psychosocial therapies relying 
on visual formats (e.g., reminiscence photographs) or advis-
ing against inclusion of  people with visual impairment (e.g., 
cognitive stimulation therapy). During the COVID-19 pan-
demic, mask wearing, digital/video-based communication 
and social distancing posed particular challenges to those 
with praxic, proprioceptive, face, object and space percep-
tion and mobility difficulties.

Home-based interviews and observations with persons living 
with PCA and their care partners highlight the challenges 
and importance of  maintaining ongoing engagement in 
daily activities which are both ‘fun’ (e.g., adapted artistic and 
music-related activities) as well as ‘functional’ (e.g., house-
hold chores and personal care). Findings also suggest the 
enduring importance of  enabling persons living with PCA 
to continue to contribute to everyday life and to provide 
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care and support for others, as well as receiving support for 
themselves – e.g., via long-established family or work roles 
– and a particular impact on identity given relatively intact 
long-term memory[3].

Given the symptoms, typically young onset presenta-
tion and context, syndrome-specific peer-to-peer support 
may be especially valuable for persons living with PCA. 

Syndrome-specific groups may provide opportunities for 
advocacy and sharing of  strategies. Tailored peer support 
is available through formal multicomponent (mixed peer 
and professional) support services (e.g., Rare Dementia Sup-
port, Colorado PCA Support) and informal peer-led social 
media groups.

References

1. Crutch SJ, Schott JM, Rabinovici GD, Murray M, Snowden JS, 
Flier WM van der, et al. Consensus classification of posterior 
cortical atrophy. Alzheimer’s Dement 2017;13:870–84. https://doi.
org/10.1016/J.JALZ.2017.01.014.2.

2. Harding E, Sullivan MP, Woodbridge R, Yong KXX, McIntyre A, 
Gilhooly ML, et al. “Because my brain isn’t as active as it should be, 
my eyes don’t always see”: a qualitative exploration of the stress 
process for those living with posterior cortical atrophy. BMJ Open 
2018;8:e018663. https://doi.org/10.1136/bmjopen-2017-018663.

3. Graff-Radford J, Yong KXX, Apostolova LG, Bouwman FH, Carrillo 
M, Dickerson BC, et al. New insights into atypical Alzheimer’s 
disease in the era of biomarkers. Lancet Neurol 2021;20:222–34. 
https://doi.org/10.1016/S1474-4422(20)30440-3.

4. Hardy CJD, Yong KXX, Goll JC, Crutch SJ, Warren JD. Impairments 
of auditory scene analysis in posterior cortical atrophy. Brain 
2020;143:2689–95. https://doi.org/10.1093/brain/awaa221.

5. Day BL, Ocal D, Peters A, Bancroft MJ, Cash D, Kaski D, et al. 
Altered visual and haptic verticality perception in posterior cortical 
atrophy and Alzheimer’s disease. J Physiol 2021;0:1–19. https://doi.
org/10.1113/JP282289.

6. Yong K, Rajdev K, Shakespeare TJ, Leff AP, Crutch SJ. Facilitating 
text reading in posterior cortical atrophy. Neurology 2015;85:339–
48. https://doi.org/10.1212/WNL.0000000000001782.

7. Lamb R, Rohrer JD, Lees AJ, Morris HR. Progressive Supranuclear 
Palsy and Corticobasal Degeneration: Pathophysiology and 
Treatment Options. Curr Treat Options Neurol 2016;18:1–18. https://
doi.org/10.1007/s11940-016-0422-5.

8. Suarez-Gonzalez A, Ocal D, Pavisic I, Peacock A, Naessens M, 
Ahmed S, et al. ReadClear: An Assistive Reading Tool for People 
Living with Posterior Cortical Atrophy. vol. 71. 2019. https://doi.
org/10.3233/JAD-190335.

9. Yong KXX, McCarthy ID, Poole T, Suzuki T, Yang B, Carton AM, et 
al. Navigational cue effects in Alzheimer’s disease and posterior 
cortical atrophy. Ann Clin Transl Neurol 2018;5:697–709. https://doi.
org/10.1002/acn3.566.

10. Yong KXX, McCarthy ID, Poole T, Ocal D, Suzuki A, Suzuki T, et al. 
Effects of lighting variability on locomotion in posterior cortical 
atrophy. Alzheimer’s Dement Transl Res Clin Interv 2020;6:e12077. 
https://doi.org/10.1002/trc2.12077.

Table 4

Non-pharmacological treatment 
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There is evidence that reducing clutter may promote reading function[6,8]. Professional recommendations include 
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emotional impact of removing objects which relate to an individuals’ identity and personhood (e.g. books for a 
previously avid reader, tools for a former handyman) 

There is evidence that strategic use of contrast, minimizing lighting variability and shadows may facilitate visually-
guided navigation and walking[9,10]. Shared strategies from individuals include brightly coloured stickers to make 
parts of garments or buttons on gadgets more visually salient and motion-sensor lights or nightlights to support 
wayfinding to the bathroom

Use of a white cane or Sunflower lanyard may be helpful, particularly to encourage awareness of the individual’s 
support needs among others in public places

While equipment designed for those with low vision might be appropriate beyond the white cane (for example, 
talking watch, typoscope, audiobooks), careful appreciation of concurrent non-visual symptoms is required. 
Diminished praxis skills and non-visual spatial awareness subsequently accompanied by declining memory and 
executive functioning pose substantial challenges to the adoption of generic assistive technology[3–5]
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