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Preface 
By Jean GEORGES 

 

 

This report presents the results of the Alzheimer Europe project “Rare forms of dementia” 

which was financed in the framework of the rare diseases programme of the European 

Commission. 

 

Rare diseases are described by the European Community Action programme as diseases of 

low prevalence “which is generally recognised as less than 5 per 10,000 in the 

Community”. 

 

While quite extensive work has been carried out on the prevalence of dementia, the same 

cannot be said for the various forms of dementia, which are covered in this report and for 

which epidemiological data are often either incomplete or missing. This presented us with 

an obvious problem at the outset of our project, in order to decide on which forms of 

dementia we should include and which fulfilled the criteria set out by the European 

Commission. 

 

Although dementia does not only affect older people, the likelihood of developing dementia 

nevertheless increases with age. Thanks to the work of the European Community 

Concerted Action on the Epidemiology and Prevention of Dementia1 group (EURODEM for 

short), it is possible to estimate how many people in a given country are likely to have 

dementia provided that accurate population statistics are available.  

In the course of their work, members of the above-mentioned group pooled data on the 

prevalence of moderate to severe dementia in several European countries and came up 

with a set of prevalence rates for men and women in 9 different age groups. 

 

 Age group  Male  Female 
 30-59  0.16%  0.09% 
 60-64  1.58%  0.47% 
 65-69  2.17%  1.10% 
 70-74  4.61%  3.86% 
 75-79  5.04%  6.67% 
 80-84  12.12%  13.50% 
 85-89  18.45%  22.76% 
 90-94  32.1%  32.25% 
 95-99  31.58%  36.00% 

By using the 2000 population figures of EUROSTAT and applying the EURODEM prevalence 

rates, it was possible to calculate the number of people with dementia living in the 

                                               
1 For more details about this study, please refer to the article: Hofman, A. et al. (1991), The 

prevalence of dementia in Europe: a collaborative study of 1980-1990 findings, International Journal 
of Epidemiology, Volume 20, No.3, pages 736-748. 
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European Union. Alzheimer Europe estimates this number at 4,731,576 in the current 15 

Member States, which corresponds to a prevalence rate of 1.25% of the overall population 

of the European Union or, to use the Commission definition, 125 per 10,000. 

 

It is clear that dementia in itself is not a rare phenomenon under the Commission 

definition and neither are the two most frequent causes of dementia, Alzheimer’s disease 

or vascular disease. 

 

While the EURODEM figures are generally accepted, it is far more difficult to find a 

breakdown of the various diseases covered by the definition of dementia. Often the 

percentages used vary quite considerable. 

 

Alzheimer’s disease is considered to be the main cause of dementia and according to the 

quoted research, should amount to between 50 and 75% of all causes. Vascular dementia 

is the second most common form of dementia and it is generally accepted that it accounts 

for between 25 and 50% of all cases of dementia. 

 

For the purpose of our report, we have therefore concluded that all other forms of 

dementia account for maximum 25% of all forms of dementia, which would give us a 

prevalence rate of 31.25 per 10,000. 

 

Fronto-temporal degeneration and Lewy body diseases would be the commonest of these 

rarer forms of dementia and it is generally accepted that they account each for about 5% 

of all cases of dementia or 7.81 per 10,000. Both of these categories though cannot be 

considered as one single disease, but rather as a spectrum of different diseases, which 

would individually fall under the Commission definition of “rare diseases”. 

 

Similarly, all other causes of dementia are even rarer and have been included in our 

report, as well as the rare forms of both Alzheimer’s disease and vascular dementia. 

We found some 30 diseases or disease groups which are either rare in themselves or which 

lead to dementia in rare cases. For each disease we provide general outline, describe the 

symptoms and course, the causes and risk factors, the genetics, the frequency, the 

diagnostic procedures, as well as information on care and treatment, ongoing research and 

available services. 

 

The expert group discussed possible ways on how to present these diseases and we 

ultimately opted for a classification system based on the causes of dementia, as this 

system had the advantage of grouping related diseases. 

 

The biggest group of diseases is made up of degenerative diseases, which are 

characterised by a progressive loss of nerve cells and synapses. For most of these 
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diseases, the causes of this nerve loss are unknown and our knowledge about possible 

treatment or prevention remains limited. 

 

Infectious diseases are caused by an infectious agent, such as a virus or prion.  

 

Metabolic diseases are a group of often treatable diseases which may lead to dementia 

and which are caused by an under-activity or over-activity of a part of the human 

metabolism. 

 

Traumatic diseases are caused by a trauma and in the disease described in this report 

by repeated head trauma. 

 

Toxic diseases are caused by the consumption of substances, which are harmful to the 

human body. 

 

Cerebro-vascular diseases are diseases of the blood vessels in the brain, which are the 

second most common cause for dementia. 

 

When describing the various diseases, we have attempted to be as complete as possible, 

yet we also noted that for a lay reader some information may be too technical or that 

repetitions between various diseases would have become necessary. 

 

For these reasons, the expert group decided to include some introductory chapters to the 

disease definitions. 

 

In the introduction, Clive EVERS highlights the importance of dedicating a report to rare 

forms of dementia and reminds us of the very special needs and expectations of people 

suffering from rare forms of dementia and their carers. 

 

In the chapter on “Dementia”, Alexander KURZ reminds us that dementia is not a 

disease, but rather a syndrome which can be caused by a number of various diseases and 

provides a definition of dementia that is useful for the understanding of the following 

chapters. 

 

The chapter on “The human brain” by André DELACOURTE gives an overview of how the 

brain functions and provides some information to link the apparition of symptoms to the 

areas of the brain which are affected. 
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To help us understand the information on diagnosis in the disease descriptions, Giuliano 

BINETTI has dedicated the chapter on “Diagnostic procedures” to an explanation of the 

various tools that doctors use to come to an accurate and differential diagnosis. 

 

Similarly, the chapter on “Genetics of dementia” by Jos van der POEL is aimed at helping 

the reader to understand the information on genetics for the various diseases described by 

describing the various forms of transmission of genetic diseases. At the same time, she 

raises some of the ethical points involved in genetic testing. 

 

In the final introductory chapter on “Care and treatment”, Clive EVERS addresses the 

impact of a diagnosis of dementia on a person and his/her family and highlights some of 

the care and treatment approaches which are relevant to the great majority of rare 

dementias covered in this report. 

 

On behalf of Alzheimer Europe, I wanted to thank the above-mentioned experts for their 

contributions, as well as Sandrine LAVALLE, the Communication Officer for the co-

ordination and support of the work carried out in the framework of the project and hope 

that the collected information will prove useful to all people interested in the rarer forms of 

dementia. 

 

Jean Georges 

Executive Director 
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Introduction 
By Clive EVERS 

 

By definition there are relatively low numbers of people affected by the extensive range of 

these diseases in any population. Despite this they have a major impact on health and 

social services, voluntary organisations, carers families and patients.  

 

While most of the diseases have different symptoms and consequences they all have some 

features in common: 

 

 They are characterised by severe and often progressive, cognitive, physical, 

psychological and behavioural impairments. 

 They have a profound impact on the lives and capabilities of the people who 

develop the diseases.  

 They require major long-term commitments in many cases from both health and 

social care services 

 The majority require skilled specialised diagnosis and assessment 

 A significant number of theses diseases are treatable and need early identification 

 

Whilst dementia is associated mainly with older people, in the range of rare diseases 

described here many patients may be ‘younger’ and below retirement ages. This will bring 

special needs. 

 

At primary care level GPs, practice nurses social workers and other professionals may not 

have any experience of treating individuals with these disorders. Currently because of the 

low incidence of people with these diseases together with a lack of specialised hospital, 

residential or nursing home facilities, many people with rare dementias' receive 

inappropriate care.  They are for example sometimes inappropriately placed in acute 

hospital wards (medical and psychiatric), nursing homes for elderly mentally ill people and 

private hospitals located far away from families. 

 

Sometimes patients are categorised as having predominantly physical disorders and this 

can result in insufficient care for psychiatric, behavioural, emotional and cognitive 

problems that often develop.  In fact people with brain diseases and brain damage are at 

greater risk of mental health problems and disorders than the general population. Their 

carers are also more liable to depression and other illnesses resulting from the stress of 

providing care to a close relative or friend whose life and personality has changed. 

 

A significant number of these diseases are well represented in some European countries by 

nationally networked voluntary and charitable organisations such as the Huntington’s 

Disease Association, Alzheimer’s Societies, Motor Neurone Associations, Multiple Sclerosis 

Societies etc. 
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These organisations have played an increasingly important role in supporting people 

affected and their carers and in providing updated information about the disorders to 

primary healthcare teams. 

 

Research and practice has shown that patients and carer’s value a range of key skills and 

services to assist in treatment and management. 

 

Expert assessment and accurate diagnosis especially of symptoms 

and behaviours 
 

In acquired brain injury, whilst health professionals can give good attention, the condition 

itself was often misunderstood. In frontal lobe dementia, carers wanted early diagnosis as 

in hindsight they felt guilty about their inappropriate responses to the patients behaviour 

when they were not yet diagnosed. 

 

Need for appropriate facilities for rehabilitation, respite care and 

support 
 

Patients are often placed in facilities that do not offer rehabilitation. The only residential 

respite that is available is often a home for elderly people with dementia or on an acute 

psychiatric unit. These facilities do not meet the individual needs of people with rare 

dementias. 

 

Specialist information and advice needs to be available about the range of rare dementia’s 

and about what services and support may be available. 

 

Employment and legal advice will be particularly important for patients still of working age 

 

Individual and family counselling may be needed for patients and carers who have young 

children 

 

Centres of expertise and specialism are much valued. For example there is evidence that 

there are growing numbers of such centres for people with Huntington’s disease and 

carers. But the supply and availability of them remains limited in relation to demand. 

 

Genetic counselling is much in demand for these diseases e.g. Frontal Lobe Type 

Dementia, Familial Autosomal Dominant AD, Familial Parkinson’s Disease, Huntington’s 

Disease, Familial CJD all require and benefit from prompt, expert and supportive genetic 

counselling services. 
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Continuity of care is much valued but rarely available.  For example it is far preferable that 

a patient with Huntington’s attending a specialist unit on a day care basis is enabled to 

become a resident when needed rather than being moved somewhere new. 

 

Clearly defined care pathways are important especially at times of transition when a 

patient is passed from one service to another. The completion of comprehensive 

assessments and prompt and accurate referrals will avoid distress and confusion for 

patients and carers. 

 

Where they exist community mental health teams can be very supportive. Regular visits 

from a community psychiatric nurse can provide continuity with the range of health 

services and provide opportunities for regular review of patients. 

 

The best environment for improving and developing services for this group of people is 

where there already exists a clinical team with a special interest. When this happens the 

services in the area tend to focus their efforts on gathering information about 

requirements, providing advice and support to family carers and primary healthcare teams, 

and building links with other specialist services such as neurology, genetics, and psychiatry 

of old age. Such a setting is also likely to stimulate the development of new services in 

association with any leading charities for the conditions. 

 

More outreach services are needed. Where specialist psychiatric services may exist for 

some of these diseases they tend to have a strong inpatient focus. This results in a limited 

impact on the local populations and services outside the immediate vicinity. 

 

Effective commissioning of services for these groups is best achieved by proper 

assessments of local needs. Commissioning could be very effective because the target 

populations are small and well defined. In the main these diseases are well-defined clinical 

entities which can be diagnosed through specialist services. Although the exact course of 

an illness cannot be defined for each patient the general pattern of symptoms and needs 

are often similar within in group of conditions and this makes forward planning easier. 

 

In some countries (UK) complex care programmes (within the Care Programme Approach 

CPA) have been found to be effective for these groups of patients when taken on by 

mental health teams. 

 

The intervention of care co-ordinators, case managers and link nurses in the post diagnosis 

period is important. They can reduce the stress on carers and lead to more effective use of 

scarce health resources( e.g. by preventing crises, which result in lengthy hospital 

admission.) 
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Consulting service users and carers in order to develop effective provision should be seen 

as pivotal in the development of services and is now increasingly required by regulation in 

some countries. 

 

It is important to recognise that patient and carers needs do not end with the acute stage 

of diagnosis and management. Many of these patients will have clinical needs over many 

years and continuity of care is essential. 

 

Specialist neuropsychiatry posts have been established in some countries in which the 

psychiatrist has specialist neurological as well as behavioural and psychiatric expertise. 

Such posts can make a major contribution to the diagnosis, assessment, support and care 

of these patients. 

 

Specialist memory clinics have developed in some countries e.g. UK and they are useful 

referral points for people with e.g. early onset dementia. They are run by many different 

disciplines and offer high quality assessment services. They can be particularly useful in 

identifying the treatable disorders that are present in up to 10% of people with early onset 

dementia.  www.memory.kingshill-research.org 

 

 

Multi-disciplinary working is also essential in the assessment, care and management of 

people in these client groups. Alongside medical and nursing staff, important contributions 

are made by clinical neuropsychologists, occupational therapists, speech and language 

therapists, social workers, rehabilitation technicians and others. The integration of 

specialist social workers in healthcare teams can provide individual workers with more 

specialised knowledge of these conditions and their consequences. 

 

 

 11

http://www.memory.kingshill-research.org/


Alzheimer Europe                                                                          Rare Forms of Dementia Project    

Dementia – Definition - Concept 
 

by Alexander kURZ 

 

In Western countries approximately 6 % of the population at the age of 65 years or above 

is in a condition termed dementia [10]. Dementia is not a disease but a pattern of 

symptoms (or a syndrome, in medical language), which can be caused by an almost 

infinite number of cerebral and extra cerebral diseases. According to current diagnostic 

criteria the pattern is defined by changes of observable behaviour on three different levels.  

 

 Patients perform significantly worse than their age peers on tests of cognitive 

ability including memory and at least one other domain such as attention, temporal 

and spatial orientation, language, and executive functions (planning, organising, 

problem solving, judgment) [21].  

 Patients have a reduced ability to carry out activities of daily living. More complex 

activities such as managing the bank account, organising the household or 

arranging travel, are impaired first, while basic activities such as dressing, 

grooming, preparing simple meals, eating, or using the toilet are affected later [5]. 

 In addition to impairments of cognition and activities of daily living, patients with 

dementia show significant alterations of personality (loss of interests, apathy), 

social conduct (indifference to others, tactlessness, aggressiveness, disinhibition) 

and emotional control (outbursts of anger, tearfulness and mood swings) [3]. 

 

This definition of dementia is very broad and covers a number of different clinical 

presentations which depend primarily on the cerebral localisation of the underlying 

disease. The temporo-parietal type is characterised by impairments of memory, 

orientation, language, recognition and handling of objects [23]. Changes of personality and 

social conduct as well as impairment of judgement and problem solving, are the hallmarks 

of the frontal type which may be associated with either apathy or agitation [6]. In the 

subcortical type, slowing of information processing and changes of affect are associated 

with frontal symptoms [13]. It is important to note that the current definition links 

dementia to the presence of a significant impairment in activities of daily living, i. e. to a 

certain level of disability. In most diseases, which ultimately lead to dementia, this stage 

of clinical severity is only reached when a significant degree of brain damage has 

accumulated. Therefore, the goal of early diagnosis is to identify these diseases before 

dementia has developed [16].  

 

Dementia must be distinguished from normal ageing and from two other symptom 

patterns (or syndromes), which occur relatively frequently in the elderly: amnesia and 

delirium. The deterioration of some cognitive abilities which can be associated with normal 

ageing is very slow and never shows the observable decline within one or two years as it is 

seen in dementia [17]. Furthermore, in normal ageing there is no significant loss of 
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activities of daily living due to impaired cognition.   Amnesia is a state of relatively isolated 

memory impairment in the absence of significant changes in personality, social conduct, 

and emotional control [8]. Delirium is a symptom pattern which usually occurs in acute 

brain diseases. The characteristics of delirium are rapid onset, fluctuating course, and 

clouding of consciousness which becomes apparent in a reduced ability to focus and shift 

attention. Patients are usually disoriented: they may have vivid hallucinations, delusions, 

and agitation [9].   

 

Dementia can be caused by a large number of diseases some of which affect only the brain 

while others affect the body as a whole. For the purposes of the present documentation we 

have classified these diseases into six main categories (neurodegenerative, infectious, 

traumatic, toxic, cerebro-vascular and metabolic). Of these categories, neuro-degenerative 

diseases represent the largest group [7]. They are characterised by a progressive loss of 

nerve cells and synaptic connections. The second largest category of dementia causes 

comprises diseases of brain blood vessels. By reducing or cutting off blood supply they 

result in large or small infarcts as well as in demyelinisation of the fibers connecting nerve 

cells [18]. Compared to these two categories, traumatic, toxic, infectious, and metabolic 

causes of dementia are rare. Nevertheless these categories are important because in 

several of these diseases dementia may be reversible by adequate treatment [22].  

 

As mentioned above, neuro-degenerative and small-vessel cerebro-vascular diseases 

which account for the majority of dementias are gradually progressive. Over extended 

periods of their course they are clinically silent because the brain can compensate a 

remarkable amount of pathology . Only when nerve cell and synaptic loss has reached a 

certain threshold symptoms become apparent. Initial symptoms consist in minor 

impairments of memory, attention, and executive functions, or in slight changes of 

personality, social conduct, and initiative.  These symptom patterns represent a pre-

dementia stage of a number of diseases and are termed „mild cognitive impairment“ [14]. 

Different definitions of mild cognitive impairment have been proposed, some of which 

focus on memory impairment [15] while others are broader [4]. Follow-up studies have 

consistently demonstrated that patients with an amnestic type of mild cognitive 

impairment are likely to develop dementia at an annual rate of 12 to 15 % [12]. At post-

mortem examination over 80 % of these subjects show neuro-pathological changes 

consistent with Alzheimer's disease, whereas fronto-temporal degenerations, Parkinson’s 

disease, and cerebro-vascular disease are rare causes [11].  

 

For the affected individual having dementia is associated with a progressive loss of 

abilities, personal autonomy, social roles and gratifications. Quality of life is further 

reduced by non-cognitive symptoms including depression, agitation, anxiety, delusions, 

illusionary misidentifications, and hallucinations. At later stages of dementia, physical 

symptoms such as epileptic seizures, difficulty swallowing, and gait disorder also occur. 

The management of dementia must therefore aim at maintaining cognition as well as 
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activities of daily living and physical well-being for as long as possible, and to minimise 

non-cognitive symptoms, combining pharmacological and non-pharmacological treatment 

strategies. For family members living with a demented person means a heavy and 

continuous burden which significantly increases the probability of psychological and 

physical morbidity [1]. The loss of a loved one, a change of roles and responsibilities, and 

withdrawal of relatives and friends all contribute to caregiver burden.  Non-cognitive 

symptoms are more closely associated with caregiver distress than impairment of cognition 

or loss of activities of daily living [2]. Importantly, these symptoms frequently precipitate 

nursing home admissions [20]. Hence, providing advice and support to caregivers and 

improving their ability to cope with disease-related problems is another essential part of 

dementia management [19].  
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Explanation of brain 
by André DELACOURTE 

  

Our nervous system receives information from the outside world, via our eyes, ears, nose 

and other sensitive captors (from the skin for example). This information is processed in 

the brain by nerve cells, analysed and integrated with our own information, our knowledge 

and our experience.  The result of the integration generates an adapted response, an 

action if necessary, a storage in our memory if the information is interesting or important. 

All this work is performed by different specialised nerve cells, also known as neurons, that 

are gathered in specific neuronal populations that have different and specialised roles and 

location. Their function is to transport and to store the information (memory), or to trigger 

the activity of other cells (muscle fibers for example). 

  

The information is transported along neuronal extensions of nerve cells, called the axons. 

Information can jump and circulate to another neuron via a “synapse”, which is located at 

the end of the axon. The synapse bridges the gap between each neuron and allows the 

next neuron in the chain to be activated.  

  

The brain: how it works 
  

The brain works like a computer. Each neuron can be considered like a chip. But in a brain, 

we have billions of neurons. Each neuron receives thousands of information simultaneously 

from other neurons. All the information, received as micro-electric currents, is processed, 

analysed, integrated and then the resulting information is delivered to the appropriate 

neuron, via a synapse, for a specific task.  

  

For example, for vision, the eyes receive the visual information through numerous and 

specialised photoreceptors distributed on the retina. The visual information is then 

transported along axons, via a subset of neuronal population (colliculus), towards the 

occipital cortex. This part of the brain is like a computer screen. The virtual image from the 

eye is reflected on this special screen. The information corresponding to the image is then 

transported to other brain areas to be analysed. The picture of the screen on the occipital 

pole (which is a primary visual area) is then analysed in secondary visual areas, and 

recognised as a specific object such as “an apple” for example. This recognition is the 

result of a comparison of the shape of the object with our knowledge of objects stored in 

the secondary visual areas (occipital regions around the occipital pole). Then the 

information is processed progressively (but very rapidly) by all other brain areas, at higher 

intellectual levels: the apple is recognised as a “golden” apple. The word will be 

pronounced, via a work of the language areas. If you do not like apples, you will be 

reminded of this by other brain areas involved in feelings and emotions, namely the limbic 

system. If you are hungry, the perception of an apple will push you to grab it. If you grab 
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the apple, you will activate your motor brain areas located in the upper part of the frontal 

cortex that will activate the nerves of your arms, then the muscles to grab the apple. In 

fact, the functioning of the brain is logical and easy to understand in its main lines. But to 

work properly, the mechanisms at the molecular levels are extremely complex and well 

regulated. Many aspects of the physiology of the brain are still poorly understood. 

  

The transmission of the information from one nerve cell to the other 
  

The synapse is a specialised neuronal ending that connects one neuron to another one in 

order to relay information. When the micro-current arrives at the synapse level, it releases 

a special molecule, known as neuromediator or neurotransmitter, that activates the other 

neuron, which in turn transmits the information. The neuromediator is a specific key to 

activate the other neuron. There are different keys according to the different types of 

neurons. Acetyl-choline, serotonine, glutamate are different neuromediators. In 

Alzheimer’s disease, neurons with acetyl-choline synapses die rapidly. A way to slow down 

the disease is to restore the normal levels of acetyl-choline. Drugs that stimulate the 

production of acetyl-choline are commercialised (Aricept ®, Exelon ®, Reminyl ®) for use 

in the treatment of Alzheimer’s disease. 

  

Brain regions and neuro-degenerative disorders 
  

Most brain diseases first affect specific vulnerable neuronal populations. The degenerating 

process will then progressively invade other brain areas. Clinical manifestations mostly 

reflect the brain areas affected. For instance, if subcortical nuclei are affected, motor 

problems appear. If the frontal pole is affected, the patient will likely present behaviour 

problems, while short-term memory problems result from a pathology of the hippocampal 

area. 

  

But because different types of degenerative diseases can affect the fronto-temporal 

regions (behaviour or language impairment), the clinical diagnosis is sometimes difficult, 

especially during the early stages. Indeed, different brain diseases can generate similar 

cognitive impairments. 
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Diagnostic procedures 
By Giuliano BINETTI 

  

The most important symptom that leads the patient and caregiver to a neurologist is a 

memory deficit. When memory impairment is suspected, it is important to review the 

clinical history and course of deterioration with both the patient and a knowledgeable 

informant (e.g. caregiver or family member).  

  

The history should include an assessment of: 

 

1. Clinical manifestation of the symptoms  

The age of onset, the symptoms presentation (such as memory, language, 

depression,…) and  the impact of the symptoms on the daily life. 

2. Mini-Mental State Examination (MMSE) 

A standard mental status exam routinely used to measure a person’s basic 

cognitive skills, such as short-term memory, long-term memory, orientation, 

writing, language, judgment and abilities to solve problem.  

3. Neurological Examination  

4. Functional Status assessment  

Analysis of the basic activities (such as walking, bathing, dressing…), the 

instrumental activities (the use of the telephone, public services, house cleaning,…) 

and social, community and intellectual functions. 

5. Non-cognitive symptoms 

Non-cognitive symptoms consist of behavioural disturbances (physical or verbal 

aggression, agitation, wandering, sexual disinhibition, incontinence, increase 

eating and screaming) and psychiatric symptoms (personality change, depression, 

visual and auditory hallucinations, paranoid ideas, misidentifications and mania). 

 

Dementia presents a significant variability of clinical pictures. Despite having the same 

causes and origins, different presentations of the disease can be described and usually 

both cognitive and non-cognitive symptoms are present.  

 

Memory impairment is necessary but not sufficient criterion for the diagnosis of dementia. 

Criteria for dementia require a person to manifest at least one additional cognitive deficit : 

aphasia, apraxia, agnosia or impairment of executive functioning. Moreover, these deficits 

must result in impairment of social or occupational functioning and represent a significant 

decline from a person’s previous level of functioning. 

  

Non-cognitive symptoms need to be assessed carefully as they are important for the 

diagnosis. They have an important impact on the quality of life and represent one of the 

primary outcomes of the pharmacological treatment. These symptoms can be present at 

the beginning of the disease and are a major cause of placement in care.  
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Symptoms of dementia 
  

Cognitive symptoms 

• Memory deficit 

• Temporal and space disorientation 

• Apraxia 

• Aphasia 

• Deficit logical and abstract reasoning 

• Acalculia 

• Agnosia 

• Visuo-spatial deficit 

 

Non-cognitive symptoms 

• Delusion 

• Hallucination 

• Depression 

• Euphoria 

• Anxiety 

• Sleep, sexual and eating disorders 

• Wandering 

• Apathy, disinhibition and irritability 

 

Several cognitive tests have been proposed in order to evaluate the impairment in the 

different cognitive areas in dementia. They are also used to follow the progression of the 

disease and the efficacy of drug treatments. Among the cognitive tests the Mini-Mental 

State Examination (MMSE) is one of the most used test for screening. In a short time (10-

15 minutes), it facilitates the evaluation of global cognitive abilities. It is composed of 11 

items that assess several cognitive functions: time and space orientation, short and long 

term memory, attention and calculation, language and apraxia.  

  

The assessment of non-cognitive symptoms of dementia represents a methodological and 

clinical challenge. The presence of cognitive and non-cognitive symptoms in the same 

patient makes the observation and characterisation of the symptoms difficult. A recent 

evaluation scale, called Neuro Psychiatric Instrument (NPI) and proposed by Cummings et 

al., assesses the non-cognitive symptoms based on the information provided by 

caregivers. NPI evaluates the presence, the frequency and severity of several non-

cognitive symptoms.   
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Lab Test 
  

In general most patients should undergo a complete blood count, thyroid function 

screening and routine blood studies for liver, kidney and endocrine function. Most 

dementia specialists also obtain a serum vitamin B12 level, which may be low despite the 

absence of anemia or macrocytosis. 

  

Brain scan 
  

Imaging studies (computed tomography [CT SCAN] or magnetic resonance imaging [MRI]) 

may identify conditions other than neuro-degeneration that could explain or contribute to 

the dementia symptoms. Anatomic imaging reveals clinically unexpected lesions in up to 

5% of patients. However, the greatest promise of MRI may lie in its ability to quantitate 

the degree of brain atrophy. 

  

The role of single-photon emission computed tomography (SPECT) in the diagnosis of 

Dementia disease remains controversial despite more than 30 years of clinical experience. 

Only a few studies have compared the imaging changes to the findings at autopsy. 

  

Biochemical markers 
 

Over the past several years, there has been an intensive search for structural and 

biochemical markers that can serve as diagnostic tests during the earliest stage of the 

disease. 

  

MRI can document and quantify the presence of regional and whole-brain atrophy that 

exceeds age adjusted norms, and it may serve as an important “anatomical” biomarker of 

neuro-degenerative pathology. To date, MRI has been used only as a research tool for this 

purpose; however, if the method is shown to be reliable and valid in routine clinical use, 

the finding of cerebral atrophy on quantitative MRI in a patient with mild cognitive 

impairment may increase the certainty of a clinical diagnosis of Alzheimer’s disease. 

Likewise, monitoring the rate of cerebral atrophy may provide a measure of disease 

activity and response to therapy. 

  

Biochemical changes that reflect the presence of disease-related pathology also have the 

potential to serve as diagnostic biomarkers of Alzheimer’s disease. To date, the most 

extensively studied biochemical markers are the cerebrospinal fluid (CSF) proteins tau and 

beta-amyloid. Both are particularly relevant to the pathology of Alzheimer disease and thus 

may provide diagnostically useful information. 
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Genetics of dementia 
By Jos VAN DER POEL 

  

In the description of the following diseases it may strike you that in every disorder 

genetics play a role. May it reassure you that up till now research has shown that only a 

minor part of all dementias, including the rare forms, is caused by genetic factors, so 

called strong genes. Most other (weak) genes are indicated as risk factors for developing 

dementia. This means that if one has this specific genetic material, one’s susceptibility to 

developing dementia is heightened. Getting the disease or not in these cases is dependent 

on more than just hereditary factors. 

  

Genetic material 
The human body consists of a large number of organs, which are built up from different 

tissues that contain millions of cells. These cells enable an organ to function well. Every 

cell contains a full copy of all genetic material, the chromosomes. The chromosomes 

contain the necessary information for the development, maintaining and reproduction of an 

individual. 

 

Chromosomes can be imagined as long fibers, which consist of DNA (deoxyribonucleic 

acid). All our qualities and traits are described in codes or genes, which are found on these 

chromosomes. These genes determine our inherited traits. There are genes for hair colour, 

body length and other visible traits, but also for the production of substances our body 

needs for example for digesting food. Genes also play a role in the vulnerability for certain 

disorders. 

  

Every human cell normally contains 46 chromosomes, more precisely 23 pairs of two 

identical chromosomes. Of each pair of chromosomes one comes from the mother and one 

from the father. The reason for this is that human reproductive cells have only 23 

chromosomes. At insemination the 23 chromosomes of the male and female reproductive 

cell join to form a cell with 46 chromosomes. Every child inherits a unique combination of 

genetic properties from its parents. That is why brothers and sisters can be so different. 

On the other hand, some qualities can be very obvious in one family – certain parts of the 

DNA are then shared by grandparents, a parent, uncles, aunts and children. 

  

The 23rd pair of chromosomes is made up of sex chromosomes, which determines the 

gender of an individual. Females have two X-chromosomes, one from their father and one 

from their mother. A male receives a X-chromosome from his mother and an Y-

chromosome from his father. The other 22 pairs of chromosomes are also called 

autosomes.  
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In this chromosome map of a healthy man, it is visible that chromosomes differ in size, 

form and structure. On the basis of these characteristics the chromosomes are classified.  

  

Genes (parts of the DNA) contain the information (code) for all hereditary properties. 

Every single gene contains the code for producing one of the many proteins in our body. 

Proteins form the basis for the properly functioning of our body. Because our chromosomes 

come in pairs, every gene is also present twofold: one gene from our mother and one from 

our father. For each trait two different genetic codes – one in each pair of chromosomes- 

are found in the DNA.  

  

Genes: dominant, recessive or co-dominant 
  

At the moment of insemination a large number of personality traits and qualities are 

determined. Not only visible traits like gender or eye colour, but also traits, which appear 

only later in life. This for example is the case in the vulnerability for developing diabetes or 

muscular dystrophies. Which of the two genes will determine our eye colour, or whether a 

genetic disorder will be manifest, depends on the strength of the gene. If a gene is 

dominant, only one gene (from the father or the mother) is sufficient for having the 

genetic property. Traits, which are encoded in recessive genes, can only become manifest 

when the recessive gene is found on both chromosomes. Co-dominant genes are equally 

strong. 
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Deviations 
  

Deviations in the hereditary material can cause a genetic disorder. One can distinguish 

between three groups of genetic deviations: chromosomal deviations (in structure or 

number), monogenic disorders (deviations which are caused by a mutation in one gene) 

and multifactorial disorders (mutations in several genes in combination with environmental 

factors). 

 

But not always do deviations in the hereditary material cause a genetic disorder. We all 

carry genetic properties without these bothering us. The deviation does not manifest itself, 

because there is a normal, healthy copy of the specific material present. 

  

Hereditary patterns 
  

There are different ways of inheriting traits and qualities, but also of diseases. Some 

diseases often occur in one family, while other disorders seem to come out from nowhere. 

Other diseases affect males, while females stay healthy. These differences are due to 

different heriditary patterns. 

  

Autosomal inheriting 
  

Some diseases can develop when a child receives a deviant gene from one parent, even 

when the other parent’s gene is normal. Autosomal means that the sex chromosomes are 

not involved, so the gender of the child does not influence the chance of inheriting the 

disease. Huntington’s disease is an example of an autosomal disorder. 

  

Gender linked inheriting 
  

Females may carry certain properties that are connected to mutations on the X-

chromosome, while males – with only one X-chromosome and no healthy copy gene on the 

Y-chromosome- will develop a disease. Colour blindness is an example of gender linked 

disorders. 
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Mutations 
  

Other diseases are caused by spontaneous changes (mutations) in the genetic material. 

The disease may develop later in life. In some cases dementia is caused by a mutation in a 

dominant gene. A small number of families is known where Alzheimer’s disease is inherited 

in this way. Someone with a parent who has this disease has a 50 % chance to have the 

mutated gene too and to develop the same type of dementia. Research has shown that the 

risk of inherited dementia is highest in families where the disorder develops at a relatively 

young age. 

  

Genetic testing 
  

When dementia occurs in a family often, the suspicion may rise that genetic factors play a 

role in the origin of the disorder. A clinical genetic centre can – by studying one’s pedigree 

on the prevalence of the disease- estimate the chance of the person to develop it. A blood 

test can determine if one has a gene mutation that can cause or heighten the risk of 

developing dementia. 

  

Diagnostic testing 

  

Familial early onset Alzheimer’s disease (FAD) is associated with 3 genes. These are the 

amyloid precursor protein (APP), presenilin-1 and presenilin-2. These genetic mutations 

can be detected by genetic testing. However, it is important to note that the test only 

relates to those people with FAD (i.e. about 1% of all people with Alzheimer’s disease). In 

the extremely limited number of families with this dominant genetic disorder, family 

members inherit from one of their parents the part of the DNA (the genetic make-up), 

which causes the disease. On average, half the children of an affected parent will develop 

the disease. For those who do, the age of onset tends to be relatively low, usually between 

35 and 60. 

  

Assessment for risk testing 

 

Whether or not members of one’s family have Alzheimer’s disease, everyone risks 

developing the disease at some time. However, it is now known that there is a gene, which 

can affect this risk. This gene is found on chromosome 19 and it is responsible for the 

production of a protein called apolipoprotein E (ApoE). There are three main types of this 

protein, one of which (ApoE4), although uncommon, makes it more likely that Alzheimer’s 

disease will occur. However, it does not cause the disease, but merely increases the 

likelihood. For example, a person of 50, would have a 2 in 1,000 chance of developing 

Alzheimer’s disease instead of the usual 1 in 1,000, but might never actually develop it. 

Only 50% of people with Alzheimer’s disease have ApoE4 and not everyone with ApoE4 

suffers from it. 
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There is no way to accurately predict whether a particular person will develop the disease. 

It is possible to test for the ApoE4 gene mentioned above, but strictly speaking such a test 

does not predict whether a particular person will develop Alzheimer’s disease or not. It 

merely indicates that he or she is at greater risk. There are in fact people who have had 

the ApoE4 gene, lived well into old age and never developed Alzheimer’s disease, just as 

there are people who did not have ApoE4, who did develop the disease. Therefore taking 

such a test carries the risk of unduly alarming or comforting somebody. 

  

 

Alzheimer Europe has developed the following positions with regard to genetic 

testing: 

 

1. Alzheimer Europe firmly believes that the use and/or possession of genetic 

information by insurance companies should be prohibited.  

2. Alzheimer Europe strongly supports research into the genetic factors linked to 

dementia which might further our understanding of the cause and development of 

the disease and possibly contribute to future treatment.  

3. Based on its current information, Alzheimer Europe does not encourage the use of 

any genetic test for dementia UNLESS such test has a high and proven success 

rate either in assessing the risk of developing the disease (or not as the case may 

be) or in detecting the existence of it in a particular individual.  

4. Alzheimer Europe requests further information on the accuracy, reliability and 

predictive value of any genetic tests for dementia.  

5. Genetic testing should always be accompanied by adequate pre- and post-test 

counselling.  

6. Anonymous testing should be possible so that individuals can ensure that such 

information does not remain in their medical files against their will. 
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Care and treatment 
By Clive EVERS 

 

Patient perspectives 
 

How does it feel to have dementia?  Dementia is usually described in books as a list of 

neurological symptoms or is written about as a series of problems that need to be solved 

or skills that are gradually lost. But it is important that not to forget the individual behind 

the medical definition.  

 
People with dementia often find that they have more than their physical neurological 

symptoms to cope with. They also have to deal with other people’s reactions to dementia. 

They may be talked about as if they are not there or treated like a child. 

 

If this happens people will lose their confidence and begin to doubt their sense of self and 

identity. 

 

If they have a rare disease other people may regard them as an ‘oddity’  

and be very wary of them. 

 

A diagnosis of a rare disease  that includes dementia  can come as a shock even if the 

person is half expecting it. 

 

Reactions may include: 

 

• Anger: ‘Why is this happening to me?’ ‘What did I do to deserve this?’ 

• Worry: ’how will I cope? How will my family cope?’ 

• Sadness:’Things get too much for me. There doesn’t seem any point in making an 

effort.’ 

• Guilt: ‘I feel bad  asking for help. I don’t want to be a burden’ 

• Alone: ‘Sometimes I feel I am tackling this on my own. No one seems to understand.’ 

• Frustrated: ‘I just can’t do the things I used to. Sometimes I feel like screaming.!’ 

• Fear: ‘ I am afraid of what will happen to me in the future. It seems just like darkness 

ahead.’ 

• Relief: ‘ I’m glad I know it’s an illness. I wasn’t having a breakdown. I will manage.’ 
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People with rare diseases including dementia may feel isolated but they are not alone. 

Other people will have been through the experience and some of them have given the 

following tips: 

 

• Talking helps: if you can talk to your friends and family about your worries. Don’t 

bottle things up.’ 

• Get support: we all need extra help at some point in our lives- don’t be afraid to ask 

for support. Think about contacting someone with the same disease through a support 

group. 

• Find out about your dementia: you have a right to know about your illness and 

what will happen in the future. Patient organisations can provide much information and 

support. 

• Tell other people about dementia: explain what you know about your dementia. 

Other people need to understand that you are going through. 

• Stay as active as you can: maintain your interests, see your friends. Carry on with 

your life. 

 

Caregiver problems and needs 
 

There has been extensive research into the needs of carers of people with dementia and 

the problems they may face. These needs have been described as : 

 

• Early identification and diagnosis 

• Assessment of need 

• Active treatments when available 

• Continuing support and review 

• Information, advice, counselling and advocacy 

• Emotional needs and support 

• Respite care 

• Financial support 

• Appropriate residential care 

 

Research also shows that there is a higher prevalence of the rarer dementias in younger 

people below the age of 65. This group and their carers have specific needs and will 

encounter particular problems. 
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• Rarer dementias are less likely to be recognised and addressed by services bringing 

extra burden to families. 

• Younger people are more likely to have children and financial commitments dependent 

on them. The carer may have to give up work to look after them. 

• The emotional impact of developing a dementia at a younger age is significant and has 

dramatic effect on life plans and expectations. 

• Younger people with dementia will have a diverse range of needs. They may remain 

physically strong and fit and still have work related aspirations. 

• The issues facing younger people with dementia and their families are complex and 

may change quickly. There is a need for ongoing specialist involvement and 

monitoring. 

 

These needs and issues should be taken into account within the context of the specific 

dementia that is being investigated or has been diagnosed. 

 

Having recognised these special needs there are a range of common problems that 

dementia presents which caregivers should be alert for. 
 
Communicating with the person with dementia 

 
The person with dementia will gradually have problems communicating their thoughts and 

feelings using words. They will also have problems interpreting what other people say to 

them. But there are many ways to actively support people with dementia, enabling them 

to communicate as much as possible for as long as possible. 

 
Some practical communication tips include: 

 
• Listening carefully to what they say and taking time. 

• Use words that are as simple and straightforward as possible 

• Introduce one thought, idea or proposal  at a time 

• Avoid offering multiple choices when asking a question 

• Be patient in waiting for a response 

• Rephrase the question if necessary 

• Use gestures and signs if you think they may help 

• Avoid competing noises or activities e.g. television, radio 

 

 

 29



Alzheimer Europe                                                                          Rare Forms of Dementia Project    

Understanding and coping with unusual behaviour 

 

In the middle or later stages of dementia a person may behave in ways that might be 

considered unusual. They may wander around, repeat questions or phrases, display a lack 

of inhibition or become suspicious, for example. Occasionally they may become angry or 

aggressive. 

 

So-called ‘unusual’ behaviour can be caused by the physical neurological changes the 

person is experiencing. But much of the behaviour needs to be understood as a form of 

communication 

 

In responding to such behaviour try not to take it personally and stay as calm as you can. 

Be as understanding and patient as possible. Don’t try to argue or convince the person and 

acknowledge what you think they are trying to express.   

 

It is essential to consider which rare dementia the person may have or is being 

investigated for. 

 

People with Front-temporal- degeneration (FTD) are likely to present quite severe 

behavioural disturbance. This is due to the damage caused by the disease to the frontal 

lobes of their brain, which control social functioning and behaviour. 

 

Sometimes the behavioural disturbance can be quite severe e.g. aggressive and antisocial 

behaviour including physical assault, theft, offensive language, public urination and 

masturbation. 

 

This is the result of a loss of executive control and of insight and empathy. 

 

Carers can often overlook the implications of a loss of insight and perceive the behaviour 

to be deliberate and when reasoning fails may think that they are being callous. 

 

Specialist psychological help may be needed to consider possible application of techniques 

such as cognitive behavioural therapy, cognitive neuro-psychology, neurorehabilitation. 

 

People with a dementia may present with one or some of the following symptoms and 

behaviours. There are techniques for identifying these and for minimising or managing 

their effects. Contact the appropriate patient group or organisation for further information 

and advice.  
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• Walking about or wandering 

• Hallucinations 

• Lack of inhibition 

• Repetitive questioning 

• Sleeplessness and sundowning 

• Trailing and following 

• Aggression 

• Suspicion 

• Extreme emotional reactions 

• Laughing and crying 

• Depression and dementia 

 
 

Financial aspects 

 
Your financial situation is likely to be affected if you are caring for a person with dementia. 

 

If a carer is working and has to give up work either temporarily or permanently they 

should check their pension position. 

 

They should check to see whether they are entitled to any benefits and if so which ones. 

 

It is important to find out the best way of managing the person’s financial affairs when it 

becomes necessary. This will depend on the legal framework of the country concerned. In 

some countries like the UK it will be through appointeeship or enduring power of attorney. 

See below. 

 

A carer should also check their position with regard to the person’s home and finances if 

they go into long-term care or die. 
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Legal issues 
 

People with dementia will lose mental capacity as their dementia progresses. Each 

European country has its own legal structure and devices to respond to people who no 

longer have mental capacity to manage their own affairs. For details of these consult the 

Alzheimer Europe website www.alzheimer-europe.org and view their LawNet reports. 

 

Where possible it is advisable to adopt preventive measures. In some countries (UK) there 

is a device called Enduring Powers of Attorney (EPA) which enable a nominated individual 

to take over the financial affairs of a person who has become mentally incapacitated. 

These devices have to be set up in advance and with initial mutual agreement of both 

parties.  

 

Legal devices to assist with decisions about the care of a person who has lost mental 

capacity are still very limited. Some countries (e.g. Scotland) have introduced a Care 

Power of Attorney, which does enable this to happen but this is an exception. 

 

It is advisable for the patient to consider making an Advance Directive (Living 

Will/Advanced Statement) in which they can specify how they wish to be cared for when 

they no longer have capacity to express their wishes and needs. Different countries treat 

such devices differently. In the UK while they do not have the backing of statute law, 

doctors and others are required to take them into account when making decisions about 

patient care. 
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Drug treatments:  

 
Drug treatments for the rare dementias are not currently available. See the individual 

disease descriptions for information on drugs that may be beneficial or which should be 

avoided.  

 

In recent years 3 drugs have been developed for  Alzheimer’s disease.  

These are Aricept®, Exelon®  and Reminyl®. They are all examples of a group of drugs 

known as the anticholinesterase inhibitors which may redress the imbalance in this 

neurochemical neurotransmitter in the brains of people with Alzheimer’s disease.  They are 

intended for people in the early to moderate stages of the disease. They will not be 

effective for everyone for whom they are prescribed. However those that do benefit  

usually   experience an improvement in memory and/or behaviour for periods of 6, 12, or 

18 months before the course of the disease resumes. 

 

More recently another drug has been developed called Ebixa®, which works on a different 

neurochemical, glutamate and is intended for people in the moderate to late stage of 

Alzheimer’s disease. 

 

So far there is no substantial research into whether or not these drugs can effectively  

help with other forms of dementia. There is some limited research and  anecdotal evidence 

that the anticholinesterase inhibitors may help some people with Lewy body dementia. 

 

Non-drug  treatments 
 

Effective non-drug treatments for the wide range of rare dementias discussed here are not 

available. However, there is an increasing amount of research into a range of 

psychological, behavioural and activity-based techniques with older people with 

Alzheimer’s and vascular dementia. The evidence for their effectiveness in these former 

groups is limited and variable but promising in some cases.  

 

Two helpful reviews of psychological therapies with older adults are available. The first was 

commissioned by the Department of Health in the UK as part of a strategic review of 

psychological therapies for all age groups (Woods, B and Roth, A Effectiveness of 

psychological interventions with older people in: What works for whom? a critical review of 

psychotherapy research (eds. Roth, A and Fonagy, P.), pp 321-340. Guildford Press New 

York). 

 

In addition, specifically relating to dementia, the American Psychological Association’s 

1997 Practice Guideline includes a section on psychotherapies and psychosocial 

interventions (ASP 1997). 
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Therefore health and care professionals and caregivers should be aware of these and 

consider their applications with those affected by rare diseases and dementia. 

 

Nevertheless it will be important to take into account the type and subtype of rare 

dementia present; the pattern and course of impairment; the stage of progression the 

impairment has reached; the person’s attempts at coping with what has happened (e.g. 

denial, self-blame etc); the person’s previous lifestyle, experiences, abilities and interests; 

the support available to them and their relationship with caregivers; other disabilities they 

may have. 

 

It is worth noting that in applied behaviour analysis and neuropsychological rehabilitation 

the use of small numbers of people is usual. The American Psychological Association 

criteria (Gatz et al 1998)(Gatz, M Fiske A Fox, LS et al 1998 Empirically validated 

psychological treatments for older adults: Journal of Mental Health and Aging 4(1), 9-46., 

simply require a series of 10 or more single cases with good experimental designs for a 

psychological treatment to be accepted as ‘well-established’ as long as certain other 

‘quality features’ are present. 

 

The following is a very brief overview of this range of techniques and treatments. For more 

information on these techniques consult  Woods, R Non-pharmacological techniques  pp 

428-446 IN  (Evidenced based dementia practice Qizilbash,N editor, Blackwell 2002.)  

 

Reality orientation 

 

Reality orientation is a technique in which people caring for individuals with dementia take 

every opportunity to orientate people with dementia. For example a member of staff in a 

hospital may remind someone with dementia where they are and what time of day it is. 

Staff members would also disagree whenever someone with dementia says something that 

is incorrect. 

 

Reality orientation has been shown to be effective in making some changes in the 

responses and behaviour of people with dementia. However in view of concerns about how 

significant these changes are and its insensitive use as a general approach, it is 

recommended that it be only used where there are important orientation aims for the 

person with dementia and as part of a person centred care plan. 
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Reminiscence therapy 

 

Reminiscence therapy involves stimulating the recollection of events or memories from the 

past. This is achieved by using music, videotapes or pictures (for example films of trams or 

photographs of early cinema idols) or by providing items such as food packaging or articles 

of clothing from past times.  

 

People with dementia appear to often enjoy this therapy although it probably does not 

prevent the memory getting worse in the long run. Knowledge of the person with dementia 

is a prerequisite of individualised care.  It has not been adequately evaluated in dementia 

care but those who use it can be creative in its application. 

 

Validation therapy 

 

Validation therapy emphasises the emotional world of the person with dementia and offers 

some useful techniques for such communication. This may invoke ‘tuning in’ to the feelings 

and meanings behind the words, which are spoken. This approach stresses the importance 

of listening to the person’s emotional expression but without getting into debates about 

facts, dates and reality. Essentially it is about trying to enter into the person's world 

seeking to understand their perspective rather than imposing our own reality. 

 

The use of this approach may then bring sense out of less clearly articulated 

communication. Research into the effectiveness of validation therapy has been 

disappointing but there is evidence that more investigation is needed. 

 

Memory training 

 

In the early stages of dementia, some patients may wish to try to improve their memory 

function. Memory training approaches that have been mainly developed with people with 

static and specific memory difficulties may be of use.  

These include he use of external memory aids, such as a watch or diary or a memory book 

with photos and text. Teaching  mnemonics has been tried. Enhancing the learning process 

through special techniques such as  ‘spaced retrieval’ and ‘errorless learning’ has shown 

some benefit in research. 

 

The use of well preserved aspects of memory can be helpful. The time taken to complete 

self-care tasks with 10 people with dementia was reduced by using a procedural memory-

training programme after 3 weeks of daily training sessions. The emphasis was on 

enacting and practising the tasks rather than memorising them 

 

This is a developing approach and care should be taken in its application. 
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Stimulation 

 

Over the years a background level of stimulation and activity has come to be accepted as 

good practice in care and treatment of people with dementia. The current approach is on 

the effects of more specific forms of sensory stimulation and physical exercise. 

 

There has been a lot of interest in multisensory stimulation known as ‘Snoezelen’. This 

increases the amount of sensory stimulation by using lava and fibre optic lamps to provide 

changing visual stimulation, pleasant aromas, gentle music, and materials with interesting 

textures to touch and feel. Although often successful as form stimulation the calming 

effects of these activities are also important. 

 

The effects of regular exercise have been discussed over many years. People with 

dementia in residential care who have taken part in regular exercises programmes have 

shown improvements in night-time sleep, less agitation and spending less time in bed each 

day. 

 

Cognitive –behavioural therapy(CBT) 

 

CBT has been found to be useful for people with depression and it has now also been 

applied with some people with dementia with a lowered mood. This involves working with 

the caregiver of the patient included as much as possible. Weekly 1-hour sessions include 

teaching the caregiver to identify and develop pleasant events for the person with 

dementia and later for themselves as well as strategies for management of difficult 

behaviour. Additionally a flexible problem solving approach focussing on specific depressive 

behaviour is applied. 

 

The results of these interventions have shown reduced levels of depression and 

improvements in the mood of the caregiver. 

 

Progressive muscle relaxation techniques appear to be of some benefit and could be more 

widely applied with tense and anxious patients with dementia. This technique with its 

successive tensing and relaxing of muscle groups relies on procedural memory, which is 

relatively spared in dementia. 
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Behavioural approaches 

 

These approaches can be divided into two types. First, there are the attempts to increase 

the patient’s level of independence including re-learning apparently lost skills and 

maintaining existing skills. Secondly there are efforts to reduce the levels of behavioural 

disturbance and difficulty. 

 

In promoting independence encouragement and support for continued self care may be 

helpful. Improvement in mobility including independent walking can come from prompting 

and praise for achievement. 

 

Improvements in maintaining continence have been made through prompted voiding. The 

person with dementia is asked on a regular basis if they wish to be taken to the toilet and 

praised for using it and remaining dry. 

 

Reinforcement and prompting can also be useful in increasing participation in purposeful 

activities. 

 

Environmental changes in residential care can be beneficial. These include individualised 

care and a more homely environment; more choice and participation for residents; more 

time for people with dementia to go at their own pace and participate more in self-care. 

The benefits include less confusion and anxiety and improvements in mood and ability to 

carry out activities. 

 

There is now much research activity underway to investigate ways of reducing problem 

behaviour as this is seem as the greatest clinical problem for caregivers, staff and patients 

themselves.  

 

The four most challenging behaviours may be said to be noise making, wandering, 

aggression and agitation. There now exists a body of experience and techniques that may 

be applied to assist with each of these. 
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Complementary and alternative medicine  (CAM) and dementia 

Public interest in complementary therapies is growing at a significant rate, easily outpacing 

the research conducted into their safety and effectiveness.  

 

The term complementary and alternative medicine (CAM) covers many therapies. There is 

no apparent connection between many of them and they often have diverse origins, 

theories and appearances. 

 

There is no precise definition of what constitutes CAM. A good practical definition would be 

‘interventions that are neither taught widely in medical schools, nor available generally in 

hospitals.’ What may be complementary medicine in one country may be conventional in 

another. 

 

Common therapies encountered would include herbal medicine, aromatherapy, massage, 

music therapy, acupuncture, dietary supplements and melatonin and bright light therapy.  

 

Further information on the possibilities of CAM may be obtained from patient organisations 

like the Alzheimer’s Society Information Sheet 434 March 2003. 
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