	[image: image1.jpg]eﬁ‘ PaISJ,

/4

SUPr, a’l(,o
0

.
“$s9,601d





	



Progressive Supranuclear Palsy Factsheet
What is PSP?

Progressive Supranuclear Palsy (PSP) is a neuro-degenerative disease.  It involves the progressive loss of neurons (nerve cells) in certain regions of the brain, particularly in the basal ganglia and brain stem.  
PSP is also known as Steele Richardson Olszewski Syndrome after the three Canadian neurologists who first described the disease as a separate condition in the early 1960’s.  Before then, it was often referred to as ‘Parkinson Plus’ or a form of ‘parkinsonism’ but it was not understood why the symptoms of some patients diverged from what was expected and why they did not respond to drugs for the treatment of Parkinson-type symptoms.  However, Parkinson’s patients have characteristic deposits in the brain called ‘Lewy bodies’, whereas in PSP there are the neuro fibrillary tangles due to the overproduction of a protein called Tau. These neuro fibrillary tangles of Tau are similar to those seen in Alzheimer’s Disease, though seen in a different part of the brain. 
How is it Diagnosed?

Patients with PSP are usually over 40, with a typical age of around 60. Diagnosis is clinical, which means that it is made from observing symptoms.  Although there is encouraging research into more positive clinical diagnostic markers, such as brain scans and analysis of blood and spinal fluid, none is yet sufficiently definitive.  Some PSP symptoms, especially in the early stages, can be very similar to those shown by other neuro-degenerative diseases including Parkinson’s Disease, Alzheimer’s Disease, Motor Neurone Disease and Multiple System Atrophy.  An initial diagnosis of one of these other conditions is therefore quite common because of the difficulty of an accurate diagnosis. 
What Causes PSP?

The death of neurons and apparently related over-production of Tau protein in certain areas of the brain causes clumps called neuro fibrillary tangles that progressively distort or block many of the motor signals that the brain sends to various parts of the body. The cause of this over production and the tangle processes are currently the subject of intense research at both national and international levels.

A plausible theory is that neurotoxins in the environment, or even possibly a neuro insult like a blow to the head, may trigger the process, and that the amount of ‘exposure’ necessary to set the disease off depends upon the individual’s genetic predisposition.  However, despite current research, there is as yet, no certainty as to how PSP is ‘triggered’.

There is known to be a genetic component to PSP, lying on chromosome 17 – a necessary but not sufficient requirement to ‘get’ PSP. It is thought that, given a certain common grouping of genes that have been inherited, the persons concerned will be more susceptible to one or more of the as yet unknown environmental ‘triggers’ which in theory might ‘set-off’ the disease. This area of genetic susceptibility is also currently the subject of intense international PSP research.
So, is PSP Inherited?

It is important to stress there is no clear cut proven case of a child in the UK inheriting PSP from a parent.  Indeed, there are very few recorded cases of patients with PSP who have relatives with this disorder, although there are known to be a few families worldwide, usually living in isolated communities, (where genetics plays a greater role in inheritance) with more than one relative with the disease.  In essence, the probability of inheriting PSP is extremely low.

How many people in the UK have PSP?

Recent research has shown that at least 6.4 per 100,000 people in the UK have PSP.  According to the most recent studies, there are, at least 4,000 living diagnosed cases of PSP in the UK, but leading neurologists suspect the true figure could be as high as 10,000, as many patients are misdiagnosed or, particularly amongst the elderly, not diagnosed at all.  This is not entirely surprising since the symptoms of the disease can vary from person to person, and can be similar to a number of other disorders.   Even taking the lower figure of prevalence, this means PSP is at least as common, and most neurologists would agree, at least as nasty as its far better known ‘cousin’, Motor Neurone Disease.  
What are the main symptoms of PSP?

Early symptoms often include loss of balance and unexpected falls (often backwards), stiffness or rigidity in the muscles in the back of the neck and problems with vision, particularly in looking up or looking down.  Other early symptoms are often vague and disparate and may include depression, apathy, dislike of bright lights, tunnel vision, tiny cramped handwriting, fear of falls and loss of judgement.

As the disease progresses, there is often increasing difficulty in speech and in swallowing. Movement can also become increasingly difficult with possibly the need for a walking frame, or other aids, to help balance and later, a wheelchair.  As the disease advances, the patient’s memory is usually well preserved. Not surprisingly, patients can be very distressed by their failure to communicate effectively because of their physical difficulties.  There can be incontinence.  There may also be other behavioural effects, including emotional lability (laughing and/or crying without apparent cause), depression, irritability and the inability to handle complex issues.

However, PSP is a very individual disease, in which the symptoms and progression of the disease vary remarkably from patient to patient.  The disease may not progress in a straight line but rather move along a plateau, possibly for some years, with perhaps a sudden rapid drop in capability that might be tied to an event like a damaging fall.  Life expectancy varies enormously between patients. 
What treatment for PSP is available?

There is a range of therapies, drugs and other treatment and strategies available to help alleviate many of the symptoms of PSP, and to help the patient and their carer cope with a progressive situation. However, there is currently no effective treatment to slow or halt the progression of PSP, although promising research into the cause, treatment and eventual cure is accelerating. 
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