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Message from the Newsletter Committee
2017 is a busy year for HKPGA. In this issue, we will learn from Dr. Connie Yan and
her colleagues on an important type of dementia in Psychogeriatrics: the frontotemporal
dementia (FTD). Patients with FTD may present with a wide variety of BPSD and will need
psychiatric input or anti-dementia drug. Dr. Mimi Wong will highlight the significance of
cardiac monitoring for patients taking anti-dementia drug via a clinical audit subsequently.
Please do not miss the photos of the HKPGA Annual Scientific Symposium 2016. Lastly,
you can make your submission via info@hkpga.org and visit www.hkpga.org for archives
of the HKPGA newsletters.

FRONTOTEMPORAL DEMENTIA: A REVIEW AND A GENERAL
APPROACH TO NON-PHARMACOLOGICAL TREATMENT –
THE HONG KONG EXPERIENCE
Dr. Connie TY YAN, Department of Psychiatry, Prince of Wales and Shatin Hospital
Dr. Joshua TSOH, Department of Psychiatry, New Territories East Cluster (NTEC)
Ms. Daphne ST LAW, Occupational Therapy Department, Shatin Hospital

Introduction

“Frontotemporal lobar degeneration” (FTLD), or “Frontotemporal dementia” (FTD) to
which most of us are more familiar, is a heterogeneous syndrome of frontal and anterior
temporal lobe degeneration which presents clinically as progressive deterioration in various
aspects and functions – with behaviour or language being the more striking (Rabinovici
& Miller, 2010). Karageorgiou and Miller (2014) recommends the term “frontotemporal
lobar degeneration” (FTLD) as an updated understanding of the condition, defining
it as a pathologic endophenotype that leads to three clinical syndromes that overlap
microscopically. The clinical subtypes comprise the behavioural variant (bvFTD) and the
two forms of primary progressive aphasia (PPA) – namely semantic dementia (SD) and
progressive non-fluent aphasia (PNFA); in addition, the condition is often associated with
movement disorders such as Parkinsonism, corticobasal syndrome, and/or motor neuron
disease (MND). Another fact supporting the common basis of these conditions is the

postmortem examination findings, usually showing TAR DNA-binding protein 43 (TDP43) positive inclusions in regions such as the extramotor cerebral cortex, hippocampus,
basal ganglia, substantia nigra and lower motor neurons of the brainstem and spinal cord.
(Rademakers, Neumann & Mackenzie, 2012).

Epidemiology

Most clinicians, when faced with the worldwide prevalence of FTLD being the second most
common cause of presenile neurodegenerative dementia (Vieira et al., 2013), will find it
unexpectedly high. This sentiment is well echoed across the continents, Ratnavalli et al.
(2002) stated that certain forms of dementia were relatively underrepresented – possibly
due to case ascertainment methods – and that “frontotemporal dementia is a more common
cause of early-onset dementia than previously recognized”. Let us further delve into
literature spanning across a decade. FTLD was found to be come third after Alzheimer’s
Disease and Lewy Body Dementia as the most common causes of neurodegenerative
disorder and accounted for 5 to 15% of all pathologically confirmed cases (Rademakers
et al., 2012; Snowden, Neary & Mann, 2002). Panegyres and Frencham (2007) even
found the prevalence of FTLD to be higher than that of Alzheimer’s disease in their local
cohort of clients under 65. Clients typically present in their sixties, although it was not
unknown for some subtypes to present at more advanced ages with possibly slower
disease progression (Hodges et al., 2003; Johnson et al., 2005; Panegyres, Davies, &
Connor, 2000).
Hou et al. (2006) has reported the occurrence of FTD in Asians to be as common as in
Caucasians; this conclusion was agreed by their Japanese counterparts who estimated
the national prevalence of FTLD to be 9.5 per 100,000 individuals and suggested that
there were at least 12,000 FTLD patients in the country in the year 2008, shattering the
myth that FTLD was a rare disease (Wada-Isoe et al., 2012). The postulated reasons
for the seemingly low diagnostic rate include the typical belated presentation in Asian
populations (Chao et al., 2013; Ghosh et al., 2013) and the absence of diagnostic criteria
to detect early FTD in Asians (Ghosh et al., 2013; Sheng, Law, & Yeung, 2009).
There is no reason for Hong Kong to differ from the rest of the world. Even though Sheng et
al. (2009) only diagnosed 1.8% of the 385 attendees of a memory clinic with FTD, readers
should note that 10.9% of the group was labelled with “other irreversible” or “undetermined”
dementia – with the heterogeneity displayed in FTD clients, it would be arguable that a
certain portion of FTD clients might be concealed in the “undetermined” one-tenth. Despite
a formal report on an updated FTLD prevalence is still wanting (Tsoh & Yan, 2014; Yan &
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Tsoh, 2016); high hopes are pinned on a study undertaken by the neurology team of the
Chinese University of Hong Kong to contribute to the local epidemiology – Au et. al (2016)
reported that the preliminary data from their registry appear to confirm FTD as the second
most common cause in early-onset dementias.

Diagnosis

The natural question that follows an epidemiological review of FTLD will be – why aren’t
we seeing at least six to seven hundred FTD cases in our region? The answer lies in the
heterogeneous presentation and the diagnostic difficulty.
When we examine the revised diagnostic criteria for the behavioural variant of frontotemporal
dementia (bvFTD) proposed by Rascovsky et al. (2011) which achieved a sensitivity of
86% for “possible” cases and 76% for “probable” cases in their cohort and were widely
used in subsequent researches, we may have a better idea of the diagnostic complexity.
This requires 3 out of 6 clinically discriminating features (disinhibition, apathy/inertia, loss
of sympathy/empathy, perseverative/compulsive behaviours, hyperorality, dysexecutive
neuropsychological profile) for “possible” cases and adds functional disability and
characteristic neuroimaging for “probable” cases. Similar to most other neurodegenerative
diseases, a “definite” diagnosis requires histopathological confirmation or a pathogenic
mutation. For significantly older clients, they may present atypically and have marked
memory impairment. By this point, our readers should realize the symptomatology of
bvFTD can overlap deceptively with that of other dementing illnesses, which necessitates
detailed history taking, neurological examination, neurocognitive profiling and timely
neuroimaging to elicit a probable diagnosis.
The classification proposed by Gorno-Tempini et al. (2011) for primary progressive
aphasia (PPA) and its main variants aims to improve uniformity and reliability in research.
Since the most prominent clinical feature of PPA is language difficulty and associated
functional impairment, diagnosis at the onset and in the initial phase is relatively more
straightforward. However, since the clinical variants only differ in specific speech and
language features – that is, agrammatism or halting inconsistent speech in the nonfluent/
agrammatic variant, impairment in naming and single-word comprehension in the semantic
variant and impairment in repetition and in single-word retrieval in the logopenic variant –
subtyping inevitably embodies the individual judgment of clinicians, especially when most
working recommendations and suggested assessment tasks are based on the English
language. Similar to bvFTD, PPA cases can be further specified as “imaging-supported”
if neuroimaging manifests the expected atrophy patterns and “with definite pathology” if

3

pathological or genetic data are available.
Despite the attempts of the above researchers to create consensus criteria for both bvFTD
and PPA by integrating clinical features, cognitive profiles, neuroimaging, histopathology
and genetics to improve early diagnostic accuracy, this is a colossal task as even members
of the same family with a single genetic mutation can exhibit heterogeneous phenotypes.
Interested readers are encouraged to peruse the excellent summary by Karageorgiou and
Miller (2014) on the pathological convergence associated with specific clinical syndromes
and the syndromic divergence within pathologies in FTLD as well as their newer approach
to this neurodegenerating disease. In spite of all these advances, we should bear the basic
principles in FTLD diagnosis and management in mind; that is, to first exclude treatable
and reversible causes which mimic FTLD, such as metabolic disturbances, nutritional
deficiencies, CNS infections, substance abuse, vascular disease, heavy metal toxicity,
primary neoplastic and paraneoplastic conditions (Rabinovici & Miller, 2010). In previous
discussions, we have also outlined the key relevance of FTLD to psychiatrists as well as
the risks of misdiagnosing FTLD as a functional psychiatric illness (Tsoh & Yan, 2014; Yan
& Tsoh, 2016).

Data from NTEC Psychogeriatric Team

The Old Age Psychiatry (OAP) team at the Prince of Wales Hospital and Shatin Hospital
belongs to the New Territories East Cluster and serves a population of approximately
850,000, of which about one-fifth (20.4%) are individuals aged 60 or above. 41 FTLD
clients have been identified from January 2005 to May 2016 in a prospective cohort
according to the Neary criteria (Neary et al., 1998) with compatible neuroimaging findings.
The demographics and the cognitive profile of these cases are presented below in Table
1. The male-to-female ratio was about 1:1, the mean age was 75.4 and most (80.5%)
were bvFTD cases. This is also seen from the initial presentation (Graph 1) where most
(61%) of the clients presented with affective symptoms. The average age of symptom
onset was 64.1 which appeared to precede the mean age of presentation (67.7) and the
mean age of cognitive decline (69.0). For the cognitive profile, the frontal lobe deficits and
dysexecutive syndrome were reflected in the Chinese Frontal Assessment Battery (cFAB)
scores, where the mean (8.1) was below cut-off (12).
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Table 1. FTD cohort (41 cases) demographics and cognitive profile
Male (n, %)

21, 51.2%

Age (mean, range)

75.4 (68.4-82.4)

FTD subtype

bv-FTD (n, %)

33 (80.5%)

lv-FTD (n, %)

8 (19.5%)

Age of symptom onset (mean, range)

64.1 (54.2-74.1)

Age of cognitive decline (mean, range)

69.0 (61.1-76.8)

Age on presenting to psychiatry (mean, range)

67.7 (57.9-77.5)

Age on presenting to OAP (mean, range)

69.6 (61.6-77.6)

Education in years (mean, range)

7.4 (2.5-12.2)

Initial MMSE (mean, range)

19.6 (13.1-26.1)

Initial MoCA (mean, range)

17.2(12.5-21.8)

Initial cFAB (mean, range)

8.1 (4.5-11.6)
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Treatment

Although there had been advances in molecular genetics fueling multiple trials on drug
targets, animal models and early stage compounds, there had yet to be any definitive
clinical trial to date and therefore an approved effective treatment for FTLD and related
disorders remained a future challenge to be overcome (Boxer et al., 2013a & 2013c).
For pharmacological management, the limited evidence-based options from symptomatic
treatment trials are summarized by Karageorgiou & Miller (2014); it is noteworthy that, in
most drug trials, the target population is the bvFTD group. Selective serotonin reuptake
inhibitors (SSRIs) are in general associated with benefits in behaviours and compulsions.
Atypical antipsychotics, because of their side effect profiles, should be used with caution
in cases of severe agitation. The use of cholinesterase inhibitors may worsen behavioural
disturbances. Memantine, despite its favourable side effect profile, is not associated with
benefits in cognition in recent trials (Boxer et al., 2009, Boxer et al., 2013b, Vercelletto
2011).
It should come as no surprise to our readers that, with the relative blank we draw in
current pharmacological treatments, the first-line therapy for FTLD and its behavioural
disturbances is non-pharmacological management (Merrilees, 2007; Perry & Miller, 2001;
Talerico & Evans, 2001) optimally provided by a multidisciplinary team (Karageorgiou &
Miller, 2014). Various modalities have been suggested (Riedijk et al., 2006; Talerico &
Evans, 2001; Weintraub & Morhardt, 2005) and the list below are in no way exhaustive
– caregiver education, communication enhancement, exercise and physiotherapy,
interventions to minimize undesired behaviour, speech therapy, regular activity and sleep
schedule, respite and support, etc.

Non-pharmacological Treatment – Approach and Case Vignettes

There are many possible approaches to the non-pharmacological treatment of FTLD
clients; to cater for the specific needs of clients and caregivers, we suggest following the
principles of identifying symptoms, recognizing cognitive signs, capitalizing on preserved
strengths and applying strategic interventions (Tsoh & Yan, 2014; Yan & Tsoh, 2016; Yan,
Tsoh & Law, 2016).

Case 1: bvFTD and BPSD

Sociodemographics: 52-year-old woman, retired cleaner, mother had memory impairment
in her 60s.
Initial presentation: Gradual memory impairment, bizarre behaviour, unable to recall
instructions, anxiety, repeating stock phrases (“old”, “can’t remember”), impulsivity (e.g.
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jaywalking despite traffic), socially inappropriate behaviour (spitting, laughing), first MMSE
17/30.
Cognitive profile: Poor initiation, perseveration, cognitive rigidity, stimulus-bound, nominal
aphasia
Preserved strengths: Procedural memory, visual memory, visuo-spatial skills, written
comprehension
Neuroimaging: MRI (at age 54): unremarkable. SPECT (at age 57): perfusion deficit
pattern involving bifrontal-temporal and left parietal lobes, suggestive of frontotemporal
dementia.
Strategic interventions: (1) Setting up tasks with visual cues and demo (e.g. lay out
cleaning tools in a room); (2) Introducing structured daytime activities and habituating
patient to these routines;(3) Educating family with skill transfer and home programmes
establishment.
Outcome: Engagement in meaningful activities – patient was able to perform tasks in a
pre-set environment (e.g. cleaning) and remain engaged for a significant period of time
without behavioural disturbances. Maintained in community for several years with reduced
caregiver stress until aged home placement due to physical deterioration.

Case 2: svPPA and mood symptoms

Sociodemographics: 64-year-old woman, married housewife.
Initial presentation: For 3-4 years, frequently felt “dizzy, anxious, unconfident, mind going
blank”, forgot friends’ names and common objects, lost track of conversation, needed
reminders. Husband was of the opinion that “patient was too lazy and dependent” –
further distressing patient.
Cognitive profile: Nominal aphasia, poor cognitive flexibility, working memory impairment;
impaired immediate and delayed recall by the Rivermead Behavioural Memory Test
(RBMT), MMSE (on presentation) 15/30, Hierarchy Dementia Scale (HDS) (at age 66)
135/200, Chinese Frontal Assessment Battery (cFAB) (at age 66 and 67): 6/18 and 3/18.
Preserved strengths: Visual memory, use of compensation techniques, mother tongue
(dialect) less impaired.
Neuroimaging: CT brain (at age 65): mild generalized loss of volume in left cerebral
hemisphere; MRI/MRS (at age 66): mild generalized decrease in volume of the left
cerebral hemisphere, affected areas include those around the sylvian fissure in Broca and
Wernicke areas. Suggestive of primary progressive dysphasia (PPA). Brain perfusion
scan (at age 66): Typical primary progressive aphasia pattern.
Strategic interventions: (1) Education on cognitive deficits and misinterpreted symptoms
to patient and family (e.g. observation of performance in cognitive assessments with
explanation);
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(2) Development of compensatory coping strategies (e.g. using visual cues or picture cards
to facilitate the patient’s expression, training patient to communicate with both verbal and
visual expression – by speaking and showing the relevant picture cards, etc.);
(3) Involvement of caregivers (e.g. validation of patient’s distress, more effective
communication by adding a visual element or demonstration, home programmes and
training).
Outcome: The patient’s mood improved, caregiver became more understanding, family
took the initiative to help design a set of customized photo cards in collaboration with our
team (e.g. facial expressions, favourite foods, photos indicating biological needs, etc.)
to prepare and train the patient as her language abilities further diminished. At 70, the
patient was still able to attend day care centre and function in the community with her
family’s support and assistance.

Conclusion

Here the authors present a review of the updated literature on frontotemporal lobar
degeneration (FTLD), its epidemiology, its diagnostic difficulties, data from a local
prospective cohort as well as its treatment approaches. The mainstay in FTLD treatment
is non-pharmacological and the principles employed by the authors’ team are illustrated
by two case vignettes. Since timely referrals for suspected FTLD cases is paramount to
initiating the care pathway, clinicians should familiarize themselves with the condition and
enhance their knowledge on the subject so as to institute early assessment and diagnostic
confirmation. Not only will FTLD clients receive the multidisciplinary interventions they
direly need, but their caregivers will also experience less stress and get more support.
This article aims at kindling stimulating discussions on FTLD and its management – even
though currently there is no effective treatment available.
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Clinical Audit on Cardiac Monitoring in Patients on
Acetycholinesterase Inhibitors under the care of Psychogeriatrics
Team of United Christian Hospital
Dr WONG Mei Cheung, Mimi, United Christian Hospital
Background - Acetylcholinesterase inhibitors (AChEI) are commonly prescribed for
Alzheimer’s, Mixed, Parkinson’s and Lewy Body Dementia in elderly patients. Older
people have a higher prevalence of cardiac co-morbidity and are therefore more likely to
be taking rate-limiting cardiac medication e.g. beta-blockers. They are also more likely to
experience a fall, even in the absence of a cardiac arrhythmia. Furthermore studies have
shown that AChEI’s can slow heart rate in those with an existing cardiac abnormality and
as a result, further increase the risk of falls. In 2016, the ECG Reference Group (ERG)
of Yorkshire & Humber Clinical Networks had developed a guideline based on literature
review including randomized controlled trial’s, cohort studies and case reviews to support
consistent, evidence-based practice in the cardiac pre-assessment, monitoring and
safe prescribing of AChEIs. This clinical audit seeks to assess and improve the caridac
monitoring of elderly patients who are on AChEI under the care of the psychogeriatrics
team (PGT) of United Christian Hospital (UCH).
Methods - A prospective audit was conducted in May 2016 on cardiac monitoring for patients
taking AChEI who were under the care of PGT according to the guidelines developed by
the ERG of Yorkshire & Humber Clinical Networks. It recommends pulse checking to be
undertaken shortly before AChEIs are to be initiated. Once an AChEI has been initiated
the pulse rate and patient’s symptoms should be rechecked at 1 month and then after
6 months. Yearly pulse monitoring is recommended. A baseline ECG is to be done in
high risk groups (unexplained syncope, bradycardia and patients taking other cardiac rate
limiting drugs e.g. beta-blockers, amiodarone is advisable).
Results - Two hundred and fifty patients under the care of PGT were taking AChEIs. Sixty
three of them (25%) were included in the audit. Among these patients taking AChEIs, 47
of them were started by our PGT while the others were started by other doctors before
the patients were referred to us. The audit found that baseline pulse check was done for
89.4% of the patients. However, ongoing pulse monitoring was not performed. ECG was
done for 39 patients (83%) among those with AChEIs started by us. Change intervention
including staff education, discussion in team meetings and the development of a local
guideline were implemented to improve the adherence rate. A re-audit done after 6 months
found that ongoing pulse monitoring has been done for 68.6% of the patients.
Conclusions - The change intervention was useful in changing monitoring practice.
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HKPGA AGM cum Annual Scientific Symposium
2016 at the Hyatt Regency (TST) Hotel
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Council News
The HKPGA Mid-Year Scientific Meeting 2017 has been held at the Castle Peak Hospital
(CPH) on 9 June 2017 (Friday afternoon). Dr. Jemima WONG and Ms. Chui-ping WOO
of CPH shared about “Beliefs about antidepressants in elderly patients with depression:
Validation of the Chinese version Beliefs about Medicine Questionnaire” and “Chances
and Challenges in Ageing Era: Re-engineering of CPH psychogeriatric inpatient nursing
services” respectively. In the nursing forum, more than 60 participants shared the insight
of Ms. HO Wing-sze from Kwai Chung Hospital, Ms. Clara TANG from United Christian
Hospital and Ms. Janna NG from Shatin Hospital.
The HKPGA AGM cum Annual Scientific Symposium 2017 will be held at the Hyatt Regency
Hotel (Tsimshatsui) on 2 December 2017 Saturday morning. The theme of the symposium
will be on elderly depression. More details will be available soon.
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