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INTRODUCTION
Patsy Marr, Chairperson, HDSA Patient and Family Services Committee 

I was given the privilege of introducing the keynote speaker, the person you all came to hear. Dr. Edmond Chiu was born in Hong Kong and migrated to Australia in 1952. He went on to basic medical qualifications at the University of Queensland and moved to Melbourne to obtain his post-graduate training in psychiatry. He continued his post-graduate experience in Hong Kong and England, where he qualified with a Diploma of Psychological Medicine from the Royal College of Surgeons and Physicians in 1971. 

When he returned to Melbourne in 1972 he was volunteered --and he has that in parentheses -- by Professor Brian Davies to become a clinician member of the Huntington's research team and that has, in turn, become the Arthur Preston Centre which most of us know is the world renowned center for the care of HD. This makes 18 years that Dr. Chiu has had extensive experience in the day-to-day care of HD persons. 

All expenses for Dr. Chiu's trip are being funded by the Foundation for the Care and Cure of Huntington's Disease, which is also supporting a return visit of Dr. Chiu's next year. In fact, right before this meeting, we were meeting with him to make the final arrangements for that tour. So, even though we're privileged to hear him tonight, we're going to get him back another time.

UNDERSTANDING BEHAVIORAL CHANGES IN HUNTINGTON'S DISEASE

Dr. Edmond Chiu 

Thank you, Patsy. It's always a pleasure to come to the United States to talk about Huntington's Disease because it is my way of repaying a personal debt to the late Marjorie Guthrie the widow of Woody Guthrie. For the younger generation here, and I see a large number of younger people who may not have been into folk music, Woody Guthrie was the folk music hero of my era. That dates me. He was mistakenly diagnosed with all kinds of horrible things including alcoholism, schizophrenia etc., when, in fact, he had Huntington's Disease. Marjorie fought a strong battle to put Huntington's Disease in its proper place with regard to care and research, and it was Marjorie Guthrie's enthusiasm, upon a visit to Australia in 1976, that kept me working on HD. 

I started in 1972 and by 1976 I was beginning to feel a little burned out. I wasn't quite sure what I was doing working with HD when my career path was in psychiatry anyway. And I wasn't making any headway in my academic career in HD. And as a young psychiatrist, I said, "Well, what on earth am I doing?" Marjorie told me what I was doing. She came to Australia to launch the film called "Bound for Glory," a biographical film on Woody -- at least the first half of Woody's life -- and she sat me down and spent a lot of time with me and persuaded me that I should continue to commit myself to HD together with Mrs. Betty Teltscher, who is a sort of a 'mother figure' and supported me through 18 years work on HD. 

So I'm coming back to New York and the United States to repay the debt to Marjorie. And those who look at my face and realize that I'm Chinese. We Chinese have a funny cultural habit of visiting people's graves, particularly graves of our teachers and those who have been valuable to us in our lives. It's a sort of hangover from ancestor worship. Although I'm a Christian, I still have the cultural thing about paying respect to one's teachers. And every time I come to New York, I always go to Coney Island and pay my respects to the ashes of Marjorie Guthrie scattered outside Coney Island Pier. And for those of you who really want to do that, may I suggest you do so regularly, because she is the person who really got a lot of us into the work of HD. 

So what I'm telling you today has its origin back in the days of Marjorie Guthrie's fight for HD. And I would at least like to acknowledge that when I speak to you all. 

My experience with HD has been a very rewarding one, particularly in my professional career, because what I learned from the patients and the families has indeed given me very good training in my practice of psychiatry. A lot of the things I learned have now been translated to my students. Hopefully when they graduate as doctors in Australia, they will carry these principles with them in their psychiatric and medical practice. 

Some of the biggest problems in HD, in the care of HD, are the so-called ' problems.' You hear that all the time. Nursing homes and hospitals say, "What do we do with the behavioral problems of HD patients?" The way they say it is usually pejorative. It's always very negative. And it's always implied that there's something 'crazy' about HD patients. And, in some way, I'm trying to get rid of the myth about HD patients by trying myself to understand the behavioral difficulties, what they mean, what is the basis for them, and how we can handle them. 

But before I talk about the behavioral problems, I want to establish a few principles. Because without those principles, you may not fully understand how I explain the understanding of behavioral problems of HD. These are the philosophies of care for HD which I have been able to establish through our working together. 

Firstly, the HD family has the right to all available care. This is not a privilege; it's a right. 

Secondly, caring takes precedence over curing when no cure is available. In the United States as well as Australia, too much emphasis is placed upon curing a disease and not enough on caring for a disease. I'm very glad to hear, last week when I was at a conference in Tokyo on my way here, the Deputy Director of the National Institute on Aging, Dr. Gene Cohen, spoke to the gathering on the philosophies, directions and policies of the National Institute on Aging. He mentioned Alzheimer's Disease, which has no cure. 

The National Institute on Aging is now proceeding with a policy of modification in caring for the person with Alzheimer's Disease. I said to myself, "Cheers!" and finally woke up to the fact that I've been practicing this for the past 18 years. Caring must take precedence over curing when no cure is available. 

That doesn't mean we don't go and look for a cure. While we're looking for the cure, let's continue the care. 

When we talk about care, we talk about total, comprehensive, holistic and balanced caring. It's not just caring in the medical or nursing manner or the PT manner — we put everything together into caring for the individual. 

Quality of life is more to be pursued than quantity of life. We can do little about quantity of life. It's not our prerogative to decide how long a person shall live. But we can do a lot about how well that person can live. So the most important guiding principle when looking at an HD patient is how well that person can live. It's better to live a happy and short life than a long and miserable one. 

Ability is to be maintained and optimized. Self-explanatory. Ability development is more relevant than working with irreversible disabilities. To a large extent, Huntington's patients have a lot of ability that we still can develop with them. 

Lastly, clinical and anecdotal assumptions of HD need to be constantly challenged. The moral and theological term, "demythologization" is a basis for research and understanding and education. We must not take assumptions written in medical textbooks and circulating around as 'gospel truth' about HD without challenging each one of them. So if someone says, "HD is XYZ," the answer is "prove it." If you want me to prove it, I shall take it away and try to prove it. 

There will be other people after me who will test out a lot of the clinical observations we all make. So if I say anything that you think is not relevant or not useful, it is up to you to challenge all of us by saying, "Hey, I think you're not right." 

The Huntington's patient and family has the right to remind us professionals that we need to demonstrate that what we say can be proven, and is relevant and useful. It's your job to do that because we often do not challenge ourselves. You have to do that for us.
In developing a care center like Arthur Preston Centre or the Cardinal Cooke Center, we have the following goals: 

1) To provide the best quality of care so as to give the best quality of life possible. Notice that quality of life is always the issue. 

2) To provide hope. Not hope for a cure but hope for a better life. And then, hope for the cure to follow.

3) To establish a concrete confrontation of the disease, thereby resolving the existence of denial, shame and guilt by fostering pride, self-esteem and a genuine sense of worth. And when we say concrete confrontation, we do mean concrete confrontation: bricks and mortar. Because without bricks and mortar, it's very difficult to provide care to people. Winter in New York, without bricks and mortar, is not the way for healthy people. So many people die in freezing cold New York when there's no where to go. So when I say 'concrete, ' I mean not only concrete in the psychological, emotional term, but concrete in terms of bricks and mortar. A place to live. 
4) No one can do HD care by himself or herself. It's a cooperative effort with all kinds of organizations networking together and sharing care. And sharing expertise also with other disciplines. I work not only in a multi-disciplinary manner but in a cross-disciplinary manner. 

I was explaining to some of the staff at Cardinal Cooke this week about the way I operate. If the patient happens to need his or her chest 'thumped' because they're not able to cough, and the physiotherapist happened to be elsewhere, I take the job of doing it myself. If I don't know, I ask the staff or the therapist to teach me for the next time. If the patient happens to wet himself or herself, and no nurses happen to be available, it's my job to help that patient to get dry, to go to a place to change if the patient is a male. 

If it's a female, I'd rather not because it can be embarrassing, even though I'm a doctor. It's my job. So l do not have a demarcation with other staff — the nurses, the PT's, the OT's. If the person has a spill and needs cleaning up and I happen to be the first available person, I do it. So that's working cooperatively and sharing the task. 

5) To provide a base for education to the community at large, educational 

     institutions and self-help groups in a continuing effort to destigmatize

     HD. And certainly at Arthur Preston Centre, for those of you who've 

     ever seen the building, you realize that HD got destigmatized very 

     rapidly. It's one of the most prestigious properties in Melbourne. The 

     church had sold the surrounding area which they did not need and the 

     average block of land -- suburban land, that is -- which is roughly 150 

     by 120 feet, sold for $857,000. And on those blocks of land now sits one

     and a half to two million Australian dollar properties. So the Arthur  

     Preston Centre is surrounded by the 'nouveau riche' who came after the 

     Huntington's patients. They decided to join us. How many of you can

     afford an address on Fifth Avenue, New York? That's a good 

     destigmatizing strategy! 

6) To provide a base for research and evaluation. I'm very glad that the

     Cardinal Cooke Center is associated with the New York Medical College

     and I hope the association will continue. The research and evaluation 

     will proceed out of that. 

7) To provide a focal point for the stimulation of research. 

8)  And to provide the best possible care to develop a model for the caring 

     of related brain disorders and services for the elderly. 
One of the characteristics of caring in Melbourne led me to try to understand 'behavior problems' of HD. The characteristic is the rights of the patients. I've taken the position that patients are always right; the customer is always right. I ask the patient if I'm right, if my interpretation of the behavior is right. 

The Interactive Model (see figure 1) is something I modified from Marjorie Guthrie. Some of you may remember from an early CCHD publication of three intersecting circles of schizophrenia, manic depressive illness, and HD. What I've divided the interactive model of HD into are interacting elements of personality, social changes, changes in anatomy, changes in physiology, physical illness that HD patients have. All interacting with the HD person, to produce a complex array of symptoms and behavior patterns with personality changes in exaggeration of the worst of pre-morbid traits. 

I keep telling HD families that if you want to be nice when you get HD, you'd better get nice now! Because if you're nasty now, you'll be double nasty when you're old or when you get HD. Either way, you're going to get nasty. Whether you get HD or not, it's good to be nice now and nice later. Otherwise, your family will desert you. 

Personality change also involves loss of control. There is anxiety in losing control. Primary gratification is another issue. Because of personality change as a result of anatomical change, HD persons are the kind of people who want something 'not now but yesterday. ' You remember the days of the anti-Vietnam marches when people shouted slogans like, "What do you want?" "XYZ!" "When do you want it?" "Now!" 

That's called primary gratification. HD patients don't want it now; they want it yesterday. And you can understand that. These changes interact with a whole lot of social changes of losses. They've lost their role in life. They've lost their usefulness; at least they feel so. They've lost control over their environment. And also there is loss of autonomy over everything. 

All these changes have their basis in loss of neurons: the caudate nucleus, frontal lobe, and cortex generally. This leads to the loss of neurotransmitters and other unknown substances which combine to produce a lot of personality changes. And if that's not bad enough, frequently they've got physical concurrent illnesses -- pneumonia, for instance. This aggravates the whole situation further. All of that produces a very complex array of changes of behavior in an individual. Now, interestingly enough, this is the same diagram I've used for teaching psychogeriatrics. Only the different parts change. So it's no different. 

What I wanted to say to you is that HD is a disease of the brain. It has a lot of commonality with other diseases of the brain in the elderly and in other people. 

The next one is the Ripple Effect (see Figure 2 ). This is strictly from Marjorie Guthrie. You must understand that the effects of HD are not just on the individual. It involves other people in the family and in the community. If you imagine the HD person is a stone to throw into a still pond, the ripple effect affects the nuclear family, extended family, neighbors, co-workers -- at the time the person's still employed -- carers -- family or professional carers -- friends, and the ripple goes on. Employers, schools, the media, politicians, community, bureaucracy, and churches.

It's interesting that the two major HD care centers in the world -- the one in Melbourne and the one on Fifth Avenue here -- involve churches. The Melbourne one is the United Church of Australia and the one here is the Catholic Archdiocese of New York. When Marjorie taught me about this ripple effect, little did she realize the influence of the churches and how the effect works in both directions. You can see that the Huntington's person is not a person alone. HD affects both positively and negatively all the people in the community. 

We tend to think of negative effects, but there are a lot of positive effects as well in interacting with HD people. For instance. I'm one of the carers who've been 'adopted' into HD families. Nancy Wexler is a genuine daughter of an HD family while I'm only an adopted son. So she has a little precedence over me in the family heirarchy. But we see ourselves dragged into the situation in a positive manner. This ripple effect is VERY important to understand when we talk about behavioral changes in HD and its effect on individuals.

THE MELBOURNE CHARACTERISTICS OF CARE 

In the Melbourne caring situation, quality of life is preeminent. I keep repeating that until it really sinks in to everybody's head. 

Risk-taking Policy; 

The risk-taking policy is talking about enabling an HD person to take the highest risk to maintain quality of life. I believe, unless we can take risks with Huntington's persons, we're not giving that person the quality of life in the sense of control and autonomy he or she has a right to; not deserved but has a right to. 

We adopted a risk-taking policy right from the beginning. We'll take risks with family and individuals. For instance -- this might be very controversial in this context -- none of our patients in Melbourne has any form of tube in his or her stomach. It's not an option. It's not considered. We will only do that if that person has a gastric esophageal lesion which in any other medical situation requires a gastroscopy or gastric tube. It's not for Huntington's Disease but for a genuine gastroenterological condition. 

We will take the risk of patients choking and they know it. We will do all we can to prevent choking. It's a labor-intensive area of helping the patient to eat. We use all kinds of strategies: occupational therapy, use of Valium, all sorts of physical strategies combined to help that person to eat normally, without tubes. In ten years, we've only had six incidents of inhalation pneumonia. No patient so far has died of inhalation pneumonia. Now that's risk-taking. 

Any care center or nursing home here that will do that has to consult a batallion of lawyers. I'm not sure what you're going to do about it. You live in your society and I live in mine. This is your society and you'll have to deal with it. You may have to consult a batallion of lawyers on that one. 

But I feel very sorry for professional carers who are in nursing homes and care centers. What are they going to do if the family doesn't want to have any tubes? What are their legal liabilities if they follow your suggestions and something happens to the patient? You only need one in a hundred patients that it happens to and that institution is down the drain. You press suit. What about the other family members? What's going to happen? So I leave it to you to think this one over. I have no solutions. I'm just telling you that in Australia, we hold dear a high risk-taking policy. 

We let them walk as much as possible. If they fall, we pick them up and get them walking again. If they fracture a bone, that's the risk we have to take. We haven't had too many fractures so far. Lots of bruises but not so many broken bones. We accept the bruises for the price you have to pay for autonomy and independence. That's the policy we have. Whether you'll have it in the United States, we'll have to wait and see. 

We also have a policy of not HD. In other words, not blaming the HD patient for a lot of things like behavioral problems. We also do not blame HD for everything and anything happening to the individual. 

Too often, any illness or changes in life, 'it's the HD doing it. ' We say, "is there any other explanation? Would it happen if that individual hasn't got HD?" And frequently we find that that's the explanation. If the HD person has a chest pain, it's not HD at all. We have to do an EKG. Or maybe the patient has gastric ulcers. 

But too often people blame every medical condition on HD. We don't do that. We don't scapegoat the disease nor do we scapegoat the person. 

In terms of behavioral change, we will say, "Okay, it's not the person who's bad. It's something happening in the brain." We accept the behavior for what it is. We don't put a value judgment on the behavior. 

I also have a matter of policy that we keep telling the HD person, "You're not sick; you've only got HD." That is to avoid the difficulty of a 'sick-role' adoption. We do not want HD persons to say, "I'm a sick person." Rather, "I'm a person afflicted with HD, but I'm not sick." Because the corollary of that is the person can control his or her own behavior. If he or she says, "I'm sick," then the responsibility will be passed on to the physician or nurses. I will not allow them to pass the buck. That person must accept the behavior the way I accept the behavior. 

I talk about multi-disciplinary and cross-disciplinary operations. We also have a very strong advocacy role. We're able to do better for HD persons as much as we're given the power to do so. We take it as far as we can within a democratic constitution. All Huntington's families should take on advocacy on behalf of family members and on behalf of families at large. 

To quickly go on, we try to understand the behavior in more detail. I would remind you that HD is a disease of brain cells. A lot of people forget that. In Australia, HD is cared for by psychiatrists, whereas in the United States it's cared for by neurologists. This is just an historical thing that happened. 

In Australia, the last generation of neurologists made the diagnosis and then passed the patient on to the psychiatrist and then the mental hospital. Here your neurologist does everything. Psychiatrists, until recently, did not like touching patients because they're trained to do psychoanalysis and psychotherapy. And they sit there and listen very carefully. "Um, ah, yes, no." Recently, they found that there's a human being there with all kinds of organs and neurotransmitters and enzymes. There's hope for U.S. psychiatry yet! 

We psychiatrists in Australia 'got lumbered' with the task and we said, "look, we are doctors first and we happen to be psychiatrists. What the hell? We don't mind." And because of acceptance of caring for that problem, a lot of people say, "Ah, it's a psychiatric problem — he must be treated by a 'shrink." People in Australia tend to think of HD as a psychiatric problem, rather than a brain cell problem. And I keep saying to my students that this is a disease of brain cells. The brain cells die gradually. 

Professor Dom in Dusseldorf counted the rate of cell death — six cells per second. From onset to death a Huntington's person loses six cells per second. We've got billions of them, so we can afford to lose six cells per second for a little while. When an HD person dies, there's still billions of brain cells unused. And that's the part I want to tap into when I say ability development is important. Let's get on to those parts of brains not dying and do something with that part of the brain. 

Brain cells from the caudate nucleus and cerebral cortex are the brain cells that die. And the six cells that die per second are from those areas. At the present, we don't know what causes cells to die. But once Dr. Gusella in Boston and other people like Dr. Michael Hayden in Vancouver and elsewhere find the gene, then we may be able to tell you how the brain cells die. 

Now, what does the caudate nucleus do? The caudate nucleus controls movements. The cerebral cortex controls the major high intellectual, emotional, abstract, motor, sensory and complex human functions. 

We are what we are because our brain has developed in a way in which we have a large cortex and the front part of the brain which differentiates us as human beings — the highest order of animals, from the lowest order. You know the saying 'bird brain. Birds have very small frontal lobes. Sheep don't think. They just follow the leader. Sheep also have very small frontal lobes. We've got a huge one. 

So our cortex, our frontal lobe and the rest of the brain control all these complex functions. And when the cells die, these complex functions begin to deteriorate. What are the frontal lobe and cerebral cortex responsible for? Some things that they control are emotion, judgment, planning, organization, social inhibitions, abstract thinking, encoding of memory, problem solving, logical thinking. 

Starting to ring a bell for those of you who care for HD persons? Let's look at another condition and this is not my slide. This is one I borrowed last week from Professor Gustafson who presented a paper on Frontal Temporal Atrophy in a group of patients he followed for twenty years in Sweden. Picks Disease is the general term; there is another condition which is not Picks Disease but it's a frontal temporal atrophy. The front and side part of the brain die. The reason is unknown; the symptoms are slow progression, change of personality, lack of judgment, euphoria, disinhibition, agitation, emotional unconcern and inertia, depressive episodes, suicidal ideation, reduced speech and phrases, fainting attacks, epileptic seizures, etc. Some of these things are common with HD and some are not. But the change of personality and cognitive changes are very similar. 

So my hypothesis, and I can't prove it at this stage (it's a clinical observation waiting to be proven) is that behavioral changes in HD are the result of death of brain cells leading to altered personality functions and should be viewed as part of the disability suffered by the patient who should not be held totally 'culpable' for such changes. 

I'll give you an example. In my practice of psychogeriatrics, I see a lot of patients who suffer from psychiatric problems after a stroke. Usually such patients are referred to me as "behavioral disorder; please assess and advise treatment." After a stroke, they usually have paralysis and behavioral presentation that reminds me a lot of HD patients. 

When a person has a stroke, that part of the brain bleeds, cells die, and frequently a lot of swelling occurs in that area. And the swelling effects that area in front responsible for movement. And when that's affected, the patient has these

behavioral changes. And when the swelling settles down, some of these behavioral changes will settle down. 

Sometimes it annoys me that the nursing staff will have no difficulty coping with patient's paralysis. If the patient can't use the right arm, you never hear them say, "You naughty boy, why don't you use your right arm?" No one dares say that. They'd be sacked. But if the patient has behavioral symptoms, "Naughty, naughty, naughty." 

If you explain to nursing staff and others, "Hey, this is part of the stroke," they say, "Oh, no problem." We accept it. Same behavior but different level of acceptance, different level of understanding. HD patients should not be held totally culpable, because the brain cells have died. Some of these behaviors are brain-cell based. 

Let's take another approach. Don't say, "Naughty, naughty, naughty" or "Bad boy, bad girl." Let's say, "Alright, the brain cells have died. I don't like the behavior but let's put it in the context of understanding. Part of the brain cells have died." 

So, what are the behavioral consequences of cortical cell death in HD? I mentioned personality changes. Some of the symptoms are well-known to you for those of you who are carers: irritability, intolerance, childish regressions, inappropriate social interaction, usually in a public situation. 

Behavior which we call in Australia, a real 'bastard.  You become a bastard when you have HD or Alzheimer's. It has three meanings. It can mean you're a nasty piece of work or it can mean you're a great friend of mine. Australia has a very interesting language. 

HD persons can be very stubborn people, and egocentric -- "Me first, me last, and me in between." They're self-absorbed. The world ends with whatever's around them. They're also very demanding. These are the kinds of behaviors that we see in any patient who has cortical-cell death of the frontal lobe. 

Emotional changes: They cry one moment and laugh the next. Their emotions just don't match what's around them. They're superficial. They're very shallow. You can't relate to them deeply. They're disinhibited, which adds to the social inappropriate problems. They're very facile and very childish. They also have impaired judgment. They can't judge what is socially acceptable behavior. They can't judge what's appropriate to do at that time. They're frequently disorganized. They can't concentrate and finish anything. They keep moving around and changing things. They can't attempt a conversation for more than a short period of time. They want to go on to something else. They can't plan -- they're incapable of planning ahead. They demand primary gratification. 

One of the questions asked by our nursing staff is why HD persons always want things now  "If I'm attending to someone else, what am I to do?" A common experience. This is part of the brain change. Inhibition and social control is impaired. Frequently they have no drive. They're withdrawn and depressed and usually referred to as 'lazy.' But they're not lazy — they just haven't got the drive, the self-starter is not working. So these are the behavioral consequences of cortical cell death in HD and in other frontal lobe diseases. It's not peculiar to HD. Let's look at the behavior of HD this way: that before the disease, you have a whole lot of personality, behavior, interactional relationships that existed long before HD comes. Cell death leads to impaired communication function and also personality changes. In addition, you have altered environment and altered relationships as a result of the disease. The social environment changes and relationships change. The person is no longer in control and is now controlled by other people. Autonomy has changed. All has changed. The enhanced behaviors may be the behaviors that are not so nice. 

There are a lot of behaviors still maintained. When you cut away all the behaviors, inside there's still the core of a very nice person. That's why I stuck to HD. It's because I think HD persons are basically very nice people, despite the fact that they have these enhanced, exaggerated behaviors. There's a lot of released behavior which wasn't there before. But because of brain cell death, they've now got this new behavior released from control by the frontal lobes. When the frontal lobe cells die, all these inappropriate social things come up which are no longer under the control of the frontal lobe. 

Despite the combination of enhanced 'bad' behavior and the released 'bad' behavior, if you take away that shell, there's still a very nice individual. We have to continue to look for the maintained behaviors which are appropriate and nice to work with. 

It is very difficult to look beyond that. Maybe I'm too optimistic or naive but after 18 years, I can honestly say that there isn't any HD patient of mine that isn't, underneath it all, a nice person. 

So, what do we mean by 'behavior problems'? What is the problem? Who is the problem -- the patient or me? Frequently, when I'm asked to see HD patients or psychogeriatric patients, the problem's not really with the patient. The problem's the carer, and I treat the carer before I treat the patient. So who needs the treatment -- the patient or the carer? I'm not saying that the carer is at fault. Frequently the carer wants and needs treatment as much or more than the patient. And who's asking for help? 

When the nurse rings me from the ward and says, "Dr. Chiu, such and such is behaving badly," I say to myself, "Well, who wants the help? Does she? Or the patient?" What's the expected outcome? What do we expect the HD patient to be? And who wants that outcome? Me? You? Who is it? We must examine what's going on. Who wants the outcome? What's the outcome they want? What are the solutions? Are there any solutions? 

What kind of person do we want the HD person to be? Do we want that person to be like he or she was fifteen years ago? And I would think: that we'd want the HD person to be the best person he or she can be at that stage of the disease. Not what the person was 15 or 20 years ago. 

I had a patient who died about six months ago who was a gorgeous girl when she was young. Her photograph album made me feel I should be 20 or 30 years younger. She was one of the chorus girls in our most famous musical troupe. When she got HD she was, to quote journalistic jargon, "a miserable shell of her former self." But if I keep thinking of her as that chorus girl, of course I'm going to be disappointed. I have to teach myself that I have to treat her as the kind of person she is now: in the late stages of HD. She still loved music. She had the TV 

on when musicals were on, and she listened on the radio to the songs she sang in the chorus line. That's the kind of person she is. And not the person who was a beautiful girl. I will work with her on that level. And I expect her to behave at that level, so let's not go back over these years and carry those old messages around. 

What kind of person do we want the HD person to be now? And what kind of person do we want ourselves to be in relationship to that person? When we talk about behavioral problems, what kind of person do we want ourselves to be? By handling the problem in a way that can be helpful, am I able to make myself a better person as a result? 

It sounds like I'm preaching a sermon, doesn't it? I'm not. Because I spent 18 years working with HD patients, I know I'm a better person for it. Not because I've done anything, but because they taught me to be a better person. I believe I'm a better person for looking after my Huntington's patients and my psychogeriatric patients. I learn from them. They teach me. 

When we talk about behavioral problems, we may say some of those behavioral problems can have a very positive value on the kind of person we want ourselves to be. I'm not saying if we have problems we should not run away from them. Maybe the thing to do to be a better person is walk away from it, to let someone else handle it. I know people who do that. Families have said, "Dr. Chin, take this patient for a little while while I go and recharge my batteries." I say, "Okay, don't feel guilty. That's okay. If that helps you to be a better person, that's fine. At the same time. I'm a better person if you've passed the patient onto me. So don't lose any sleep over it." 

We have to look at these questions. When we say behavioral problems, really, is there a problem? If so, whose problem is it? The next question is what really disturbs you about HP? Have you ever asked yourself that question? They can't remember and they can't talk to you. At least they can't talk back to you and sometimes that's good. The mobility problems and behavioral changes, loss of weight, loss of social graces -- you can't take the person out to expensive Fifth Avenue restaurants -- you have to worry about that. 

We had a male nurse, who was at Preston Centre for a few years who was a member of the Royal Melbourne Yacht Club. This is quite a prestigious club. And he would take one of our patients for Sunday brunch at the Royal Melbourne Yacht Club. And despite the fact that this patient could mess up the beautiful tablecloth and so on -- the Yacht Club didn't mind. They recognized that this was a patient with a disability and the member was kind and gracious enough to invite this lady to lunch at a yacht club, so it was okay. 

A lot of people worry about social graces but it's really not a real problem. We think it's a problem. Look, if you think it's a problem taking HD persons out to dinner, take them to a Chinese restaurant. They won't mind. You can make as much mess as you like and they love it! One thing they hate when you eat in a Chinese restaurant is if you leave food untouched and the tablecloth is spotless. You have not enjoyed your food. I think Italian restaurants don't mind, either. Make a mess. Go ahead! 

Change of normal relationships? That's a tough one. That disturbs people. But on the other hand, life is full of changes in normal relationships. Who was it that said the only certain things in life are death and taxes? Nothing is certain. Our relationships change all the time. We have to roll with the punches. And out of changes, we get to be better people. 

Appearance? What about appearance? I've been asked in Australia to organize a symposium for 40 people in November next year in Canaberra to talk about Environment and the Aged. I was speaking last week in Tokyo with a colleague from the World Health Organization in Geneva, inviting him to this conference. He said, "Oh I can come, if my time allows me. By the way, WHO wants to do something about that subject in 1991 so it's going to be very appropriate for me to come. I think you should ask a cosmetician to come." What a brilliant idea! I've never thought about that, but I think we should. Helena Rubenstein for the ladies and Calvin Klein for the blokes. 

We look at appearances. Social stigma? Yes, it's a problem. It disturbs me. But why does it disturb us? We ask these questions. If those things disturb us, why? Is it behavior, is it me, is it society? Having asked those questions, the next questions is, what can we do about it? And the answer should never be, "There's nothing we can do about it." There's always something we can do about it. A lot of the strategy I have for helping Huntington's patients does not come from between my ears. It comes from the patients and the families. I'm only a conduit to transmit them to everybody else. 

Way back in the beginning when microwave ovens first came out in Australia, a patient's husband taught me about the use of microwave ovens in caring for HD persons. He was a lighthouse keeper and lived away from the lighthouse. He had to drive to the lighthouse and couldn't return to serve his wife her lunch. After a few years of cold sandwiches in winter, he said, "Look, I don't want to eat cold sandwiches, why should my wife be eating cold sandwiches?" And he says, "I can't ask her to cook things because she'll burn herself." As he was looking through catalogs, he saw a microwave oven. So he purchased a microwave oven, and he discovered it could make a hot lunch for his wife every day in winter. Not only that, she could make herself a cup of coffee or tea using the microwave oven, without scalding herself boiling a kettle. 

Another thing taught to me by another patient is that dental care is a problem. Agree? After a while a patient said to me, "Dr. Chin, what do you think of the idea of electric tooth- brushes?" You can hold an electric toothbrush and you can move your head any way you like. With a toothbrush, you have to move it where your teeth are. Such things are often taught us by the patients. 

So, through all these disturbing things, you can learn a lot of things about the person. You should share it with us. Then we can share it with each other. When it's a behavioral problem, we should not get too concerned about some of the behavior in a totally negative manner. We should look at these so-called behavioral problems in a more positive manner as they contribute to your own welfare, to your loved ones, and also to people elsewhere. 

Just one more thing for those of you who have to deal with family physicians. I want to show you this diagram which is sometimes life-saving. This is one I use to teach medical students about Huntington's Disease and psychogeriatrics. 

The natural history of the disease is this slide ( see figure 3 ). When an HD person develops "behavioral problems" suddenly thus, then it's not HD. That is not 'dementia.' That is something else. The causes are these five: 

1) Infection -- chest infection, urinary track infection, and other kinds of infection. And patients with HD do not often show high temperatures. They may express in terms of sudden behavioral change. 

2) latrogenic causes -- pills that we doctors prescribe. They're a very important cause of the sudden confusion and behavioral change. 

3) Subdural bleeding -- bleeding in the brain. Often they fall and hit their heads. If it does not show immediately, it may take a few years to show. It's what we call subdural hygroma. 

I have a series of six Huntington's patients in Melbourne who have this problem. I sent one patient to general hospital saying, "Please investigate; I think there's something wrong with the brain of the patient in addition to the Huntington's Disease." Some of my colleagues examined this patient from top to toe, right through. I took her to the neurologist and they said, "We can't find any- thing wrong with this patient." I said, "Look, I've known this patient for many years and I notice that the right arm is a little bit weaker than the left arm. Do a CAT scan, keep her there till tomorrow morning, and if the CAT scan is clear, send her back to me." So my colleague said, "Fine, anything to do you a favor." They sent the patient for a CAT scan the next morning. She went straight from the radiology to the operating theater for evacuation subdural hygroma. 

Since that time, whenever I send a patient and say, "There's something wrong with the brain," they do not discharge this person unless thorough tests are done. I've had six of them. The latest one died two months ago of subdural bleeding. The other five survived. I'm very aware of the fact that subdural bleeding can be a cause of sudden behavioral change which is not consistent with the way of HD's development. 

4) Depression can be a very important cause of behavior change. When we're depressed, it's very difficult to behave normally. I know I don't. I treat depressed patients in psychiatry all the time and recognize depression can be a cause of a sudden change in the behavior of a person with HD. 

5) Common illness: the Huntington's patient is not exempt from heart attacks, strokes, gastric ulcers, thyroid disease, and kidney disease. They can all have it. And frequently the disease. shows itself not in the traditional signs that these diseases show themselves but in sudden behavioral changes quite out of pattern with the usual course of the condition. 
As you can see, to understand behavioral change in HD, we encompass not only the brain changes. The other reasons for the behavioral change are the psychological, social, and medical reasons. The patient may not even be the real cause of the problem. I'm trying to understand to not really blame the patient and say, "Look, it's all your fault", because sometimes it's not your fault. It's not anybody's fault. It's the way it is. And we should try to understand what's going on and seek a solution that is good for the patient and good for ourselves at the same time. * * *PRIVATE "TYPE=PICT;ALT=Figure 3"

Figure 1. INTERACTIVE MODEL

Find: Altered Physiology: Neurotransmitter
Other Unknown
Anatomical Pathology: 
Neuronal Loss - Caudate
Fontral
Cortex
Social Changes: 
Losses - Role
Usefulness
Control 
Autonomy
Personality: Exaggeration
Control
Primary Gratification
Physical Illness: Concurrent
Susceptible
[image: image1.png]



[image: image2.png]



Figure 2

[image: image3.png]- INFECTION

- TATROGENIC

- SUBDURAL

- DEPRESSION

- CONCOMITTANT ILLNESS




Figure 3
