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Note to the reader
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Introduction

Dementia is the catch-all term we usually use to describe a range of brain disorders which lead eventually to a complete loss of memory, speech, recognition and understanding. The most common form, Alzheimer’s disease, is named after the German psychiatrist and neuropathologist who identified it in 1906. Alzheimer’s is usually associated with older people and may affect as many as one in five of the over-85s. Dementia has been described as ‘the greatest medical challenge of our time’ as, with an ageing population, more and more people are likely to be affected, with all the implications that has for health and social care in the future.

	However, dementia is not just a problem for the very old. Accurate figures are difficult to come by, but it is estimated that between 15,000 and 64,000 younger people – that is, people under 65 – in the UK have some form of dementia. About one-third of these are said to have Alzheimer’s. It’s difficult to say exactly how many because early-onset dementia, as it’s known, can often be confused with other conditions and is sometimes misdiagnosed as stress or depression.

	Dementia, like all serious long-term medical conditions, affects not just the people themselves, but their families and carers as well. Though people with dementia in all age groups face many of the same problems, younger people diagnosed with early-onset dementia have distinctive difficulties to face. They may still be working and have dependent children. They may have financial commitments, such as mortgages. They may be physically fit and have to deal with the social stigma and lack of understanding caused by their occasional unusual behaviour. In its early stages, early-onset dementia may cause quite subtle changes in behaviour that aren’t immediately obvious to outsiders, so it may be hard for those with dementia and their carers to explain what’s wrong. Plus, there’s the psychological distress of realizing that, as one person put it, ‘this disease is taking me away’.

	Help is available for those with dementia and their families and carers, but provision is sometimes patchy, in spite of the government’s new National Dementia Strategy, launched in February 2009. This promised £150 million over the first two years, with the aim being to:


	increase awareness of the problem;

	ensure early diagnosis; and

	improve the quality of care.



Much of the help, and many of the facilities provided are, understandably, aimed at older people and may not be appropriate for those diagnosed in their forties and fifties. However, there is specialized help out there, not only from statutory agencies but also from charities and campaigning groups like the Alzheimer’s Society and those set up to support people with lesser-known dementias such as Pick’s disease and Huntington’s.

	No-one would pretend that a diagnosis of early-onset dementia is anything but a blow – but there is still a life to be lived, for both those with dementia and carers. Making the most of it is what this book is about … 










1

What is dementia?

Dementia – or, more properly, the dementias – is the name we use to describe a number of conditions which cause nerve cells to die in particular areas of the brain. As yet, researchers have been unable to find out exactly why this happens. However, the result is that the person affected gradually loses the ability to function effectively in the world. Memory loss is an early symptom of some dementias. This doesn’t just mean the occasional absent-mindedness we’re all familiar with – forgetting for a moment where we left our keys or glasses or the name of an acquaintance we meet on the street. It means the inability to remember who we are, our place in the world, how to perform the simplest of tasks like getting dressed or making a cup of tea, or how we should relate to those around us. 

	This is, of course, why dementia is so distressing for the families and loved ones of those affected. People with dementia will look familiar but may be unable to recognize their own family, may undergo personality changes, for example becoming rude or aggressive, and may behave in ways which would have horrified or embarrassed them in the past. Those with moderate to severe dementia will almost certainly need full-time care, whether this is provided in their own home or in a care home with special facilities for those with dementia.

	Dementia is much more common in older people. It’s now estimated that one in five of the over-85s has it to some degree, and that around one in three of us will die with it. As the population ages and medical advances mean that more and more of us live into our eighties, nineties and beyond, the issue of appropriate care for those with dementia will be spotlighted more and more.

	Sadly, dementia is not just a problem for the very old and their families. Around one in 1,000 people under 65 will be affected by some form of the condition. People with early-onset dementia, as it’s known, have particular difficulties to face. As we saw in the Introduction, they may have financial worries and dependent children. Both they and their families will also have to come to terms with the loss of the ability to remember, speak and understand the world around them at an age when they might have expected to lead a very different life. Dementia can be more aggressive in younger people, and is also more likely to be the result of some kind of genetic mutation, than dementia which develops in later life. Although the causes of dementia have not yet been fully identified, most researchers seem to feel that a combination of genetic and environmental factors leads to the development of the condition – or conditions, in the plural.

	Dementia is very much an individual condition which affects different people in different ways. Some dementias seem to produce slightly different symptoms – for example, personality and behavioural changes rather than memory loss – depending on the area of the brain which becomes affected. Symptoms also tend to vary with time, especially in the early stages of disease, with people having ‘good’ and ‘bad’ days. This is, of course, difficult and frustrating both for those affected and for carers.

	Alzheimer’s disease is the most common form of dementia. In fact, the terms ‘dementia’ and ‘Alzheimer’s’ are sometimes taken to be the same thing, although this isn’t the case. About a third of those diagnosed with early-onset dementia have Alzheimer’s. Some of those who develop Alzheimer’s in middle age have the rare ‘familial’ form, which can be inherited. Children of affected parents have a 50 per cent chance of developing it too. However, the majority of cases of Alzheimer’s are not of the type that can be inherited. 

	The condition causes the nerve cells in the brain – neurons – to degenerate, and disrupts the transmitters which carry messages in the brain. People with Alzheimer’s produce less of the vital brain chemical acetylcholine. This is a neurotransmitter which carries messages and instructions between brain cells, enabling them to communicate. The regions of the brain which are especially affected by Alzheimer’s include the temporal lobe and the hippocampus, which are the areas responsible for both the storage and the retrieval of new information. As these nerve cells are destroyed and die, the person gradually loses the ability to make decisions, to remember, to speak and to think logically. 

	An examination of the brain of someone with Alzheimer’s disease after death will reveal that it has shrunk, that gaps have appeared in the affected areas, and that characteristic ‘neurofibrillary tangles’ and ‘plaques’ composed of fragments of an abnormal substance called beta-amyloid protein can be seen in the damaged parts of the brain.

	As far as is known, there is no way to prevent the development of either early-onset or late-onset Alzheimer’s. The characteristic changes that take place in the brain are not a normal part of ageing. However, a healthy lifestyle may help to reduce the risk, and anyone concerned about developing dementia will be advised to eat a healthy diet, low in saturated fats and rich in fruit and vegetables. In April 2010, American researchers reported the results of a four-year study of more than 2,000 older people and found that those who ate plenty of fish, poultry, fruit, nuts and dark leafy greens had a one-third lower risk of developing Alzheimer’s than those who ate lots of meat, high-fat dairy products and butter. Make sure you are around the correct weight for your height, give up smoking and follow ‘safe drinking’ guidelines, and take regular exercise. Keeping your mind active, for example by reading, doing crosswords and having plenty of hobbies and interests, is also recommended.

	Recent research has indicated there may also be a link between high blood pressure and dementia. A study at the University of Alabama looked at 20,000 people over the age of 45 and found that those with high diastolic blood pressure – the second figure in a blood pressure reading of, say, 140/90 – were more likely to have what is known as ‘mild cognitive impairment’. This means they had problems with memory. Having regular checks and taking steps to reduce  blood pressure if it’s too high would seem to be a sensible precaution.

	Vascular dementia, where damage to the blood vessels leads to the brain being deprived of oxygen, can also lead to the death of brain cells and cause dementia. There are actually two types of vascular dementia. One is stroke-related. It can involve damage to a particular part of the brain caused by a single stroke, in which case it is called single-infarct dementia. Dementia can also be caused by a series of mini-strokes, in which case it is known as multi-infarct dementia. Some areas of the brain are more affected than others, and as the strokes can be very slight and with few symptoms, the effects are variable. Deterioration may happen in small steps as one mini-stroke follows another. Depression, mood swings and sometimes epilepsy can result from vascular events.

	The second type is caused by damage to the blood vessels deep inside the brain. Risk factors for this type of dementia are much the same as those for coronary artery disease and stroke illness. Smoking, high blood pressure, obesity, lack of exercise, high blood cholesterol levels and being diabetic can all predispose people to vascular disease.

	There are also rarer forms of dementia which are especially likely to affect younger people, such as Pick’s disease, sometimes known as fronto-temporal dementia, which usually strikes between the ages of 50 and 60, and Huntington’s disease, a hereditary disorder of the central nervous system in which symptoms can develop at any time after the age of 30. Creutzfeldt-Jakob disease (CJD), a new variant of which hit the headlines in the 1990s after the BSE scandal, is caused by an infectious agent called a prion which attacks the brain and destroys the neurons. Other conditions such as HIV & AIDS, Parkinson’s disease, multiple sclerosis and alcohol abuse can also lead to mild dementia or ‘cognitive impairment’ in their later stages, although this does not always happen. People born with learning disabilities such as Down’s syndrome are especially likely to develop dementia in later life as well.

	People with Pick’s disease, like those with Alzheimer’s, have deposits of abnormal proteins in their brains, although they are not the same proteins – those affecting people with Pick’s are known as ‘tau’ and ‘TDP 43’. Researchers have found that this form of dementia is 50 per cent triggered by an abnormal gene. Once it has been triggered, and it is not yet known how this happens, the brain is affected by the protein deposits. Neurons in different parts of the brain are then destroyed. People may lose their speech or be unable to remember the meanings of words. Pick’s disease tends to lead to personality and behavioural changes and the inability to empathize with other people, rather than memory loss, as with Alzheimer’s, but is equally distressing both for those affected and for their families.

	Huntington’s is a progressive neurodegenerative disorder caused by a faulty gene on Chromosome 4, which was discovered as recently as 1993. This leads to nerve cell damage in particular areas of the brain called the basal ganglia and cerebral cortex. The cells then die, causing physical, mental and emotional changes in the person affected. Huntington’s can affect movement as well as thinking processes, leading to twitching, mumbling speech, clumsiness and – not surprisingly – stress and depression. Huntington’s runs in families, with a 50–50 chance that the children of affected parents will inherit it. It is known that symptoms usually begin to show between the ages of 30 and 50.

	The new variant of CJD mostly affected young adults who had eaten BSE-infected beef products. However, there are other types of CJD. ‘Classical’ CJD is much more common than the others and tends to affect the over-fifties. There is also an inherited form of the disease affecting younger people.

	Some people have developed CJD after medical procedures such as treatment with human ‘growth hormone’ or, in very rare cases, a blood transfusion. Precautions have now been taken to minimize the risk of this happening: for example, all surgical instruments used on people with CJD are destroyed after use, and growth hormone is produced synthetically. CJD is not infectious in the way a cold or flu is, so there’s no risk in normal social contact with those who have it. New variant CJD seems mostly – though not always – to affect young adults. Like other dementia-type illnesses, it leads to mood changes, memory loss, clumsiness, slurred speech and, later, to the loss of most ordinary functions. People with CJD tend to have a shorter life expectancy than those with other kinds of dementia.

	Yet another form of dementia, known as ‘dementia with Lewy bodies’ or Lewy body dementia, is actually very rare in younger people. Like Alzheimer’s, it is associated with protein deposits in nerve cells which damage them. As yet why this happens is not known. The so-called ‘Lewy bodies’ are also found in the brains of people with Parkinson’s disease and the symptoms may be similar.

	Dementia-type symptoms may also develop in people who have abused alcohol over many years. This can lead to memory loss, difficulty in learning and mood alterations and is often difficult to distinguish from the early stages of Alzheimer’s disease. It’s caused by a lack of thiamine – Vitamin B1 – which is essential to the production of the neurotransmitter acetylcholine. Unlike with dementia, however, it is sometimes possible to reverse the mental effects of heavy drinking if the person gives up alcohol and eats a healthy diet.

	People with other conditions, such as HIV & AIDS, multiple sclerosis and Parkinson’s disease, can also develop what is known as ‘cognitive impairment’ as a part of their illness, and find it difficult to remember things and to cope with everyday life. It’s estimated that about one in five of those living with HIV develop some kind of cognitive impairment. This may lead to memory loss, lack of interest in the world around them, mood swings and difficulty in concentrating, though doctors now say that as more and more people with HIV are being treated with more effective drugs, these symptoms may become less common.

	Parkinson’s disease also involves damage to brain cells, but in a different part of the brain, the substantia nigra, which is involved in the organization of movement, leading to slowness, stiffness and shaking. Although having Parkinson’s does increase your risk of developing dementia in later life, early-onset dementia is almost never associated with Parkinson’s.

	Multiple sclerosis is a progressive disease, and some people – around 45–65 per cent, according to the Multiple Sclerosis Society – do develop some type of ‘cognitive difficulty’ as it progresses. Memory lapses, problems with concentration and mood swings are not uncommon but they are not usually as severe as those experienced by people with Alzheimer’s, for example. The term ‘dementia’ is not appropriate as most people experience only mild to moderate difficulties, sometimes finding it hard to read, follow conversations, plan and organize their lives.

	Motor neurone disease is another progressive neurodegenerative disease which causes weakness and wasting in the muscles, loss of mobility and problems with speech, swallowing and breathing. In most cases it doesn’t cause cognitive difficulty but, according to the Motor Neurone Disease Association, about one in five people who have it are affected by some kind of personality change. This may be so slight it is almost unnoticeable, or it may lead to quite marked changes. A rare form of the disease – about 3 per cent of all cases – is associated with early-onset dementia.

	It is also worth remembering that dementia-type symptoms can also be caused by treatable conditions such as thyroid problems and vitamin deficiency.

	People with learning difficulties, for example those born with Down’s syndrome, are also more likely to develop dementia. The Alzheimer’s Society says that about one-fifth of those with learning disabilities have Down’s. About 2 per cent of people with Down’s develop dementia in their thirties, rising to just over half (54 per cent) who develop the condition in their sixties. Researchers have discovered that almost everyone with Down’s develops Alzheimer’s-type ‘plaques’ in their brain, though not all of them develop dementia symptoms. As yet, we don’t know why. The amyloid protein which, as we have seen, is found in these plaques is known to be linked to a gene on Chromosome 21. People with Down’s have an extra copy of Chromosome 21, which explains the link. More research is clearly needed into why this happens.

	People with other types of learning disability, and also those who have suffered a brain injury, are four times as likely to develop dementia as the general population.

	Professor Martin Rossor of the Dementia Research Centre at the National Hospital for Neurology and Neurosurgery in London says that research into all the degenerative brain diseases overlaps, so that experts researching, for example, Alzheimer’s, can often offer insights into other dementias too. As he says,

We can’t look at a human brain and do a biopsy in the same way as we can on a liver or a stomach. But we can now look at the proteins which go wrong. They play a key role as they are the building blocks of cells. The shape of the proteins is important to their biological function. Degenerative diseases are often caused by these proteins becoming abnormally folded and the wrong shapes. Once this has happened it is hard for the brain to get rid of them or to grow new healthy ones.

	We now know there are a whole host of proteins which are going wrong. Once one goes, others often do too, and diseases begin to overlap. We can learn from Alzheimer’s, Parkinson’s and motor neurone disease, as they progress. Some gene mutations we know can cause either Pick’s or motor neurone disease.

	At least seven different proteins have now been identified and research into motor neurone disease is helping us to understand why cells die. MRI scans can show us where brain cells are being lost. Different diseases only affect particular parts of the brain and different symptoms will appear, depending on where exactly in the brain the problem is.

Genetics and dementia

The part played by genes in the development of various kinds of dementia is complex and varied – and still not completely understood, though it is being extensively studied. For example, medical research has so far identified three genes which influence the development of early-onset Alzheimer’s disease, known as the APP gene, PSEN-1 and PSEN-2. However, these genes are very rare, and account for fewer than one in 1,000 cases of Alzheimer’s disease.

	We all have between 50,000 and 100,000 genes contained on the 23 pairs of chromosomes which make up our individual genetic blueprint. Changes in genes which can cause disease are known as mutations. Our genes come in pairs and we inherit one copy from each of our parents. In some conditions, such as Huntington’s disease, only one copy of the faulty gene is needed for the condition to be inherited. Others need two copies, one from each parent. Some conditions are influenced by more complex genetic factors; for example, mutations in several different genes can lead to the inherited form of Alzheimer’s disease. However, most forms of dementia occur in people with no family link.

Genetic testing

If you have a strong family history of dementia, especially if it developed early in life, for instance between the ages of 30 and 60 in close family members, you might want to consider genetic testing. This will involve a laboratory analysis of your DNA from a blood sample, looking for the mutation or mutations which could lead to the development of dementia. Genetic testing can be used to:


	confirm a diagnosis;

	assess a person’s risk of developing dementia, although having some of the faulty genes linked with Alzheimer’s, as an example, cannot predict when or even if you will develop the condition;
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