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I     have repeatedly endorsed the view 
that all cancers are unique. In the 

last decade or so this has been borne 
out by the fact that it is never clear 
how any tumour might behave before 
or after treatment, so that vulnerable 
patients now have teams of experts 
following developments. Having 
a relatively predictable outcome in 

many types of tumour helps in deciding the appropriate 
treatment, otherwise regularly used protocols would be 
a thing of the past. However, some tumours of particular 
tissues are indeed “rare”, and while this can occur at any 
age, they more frequently develop in the young rather the 
old. In childhood there is a preponderance of tumours of 
the nervous system for some reason, such as ganglioglioma 
and medulloblastoma. These tumours can arise in one in 
100,000 infants or even fewer. It was therefore a surprise to 
have an indication from Cancer World that 20% of cancers 
are considered rare; that’s I in 5! The issue becomes one 
of what constitutes rarity, a problem topping the list of the 
new rare cancer network project backed by the European 
Commission. There are figures available elsewhere, but 
hugely less than 1 in 5. Some typical figures worldwide 
are 1 in 1,500 in the USA, 1 in 2,000 in Europe, and 1 in 
2,500 in Japan. Hence there is a figure already there for 
Europe, but the literature also indicates that the incidence 
of rare cancers ranges massively from 1 in 1,000-2,000 to 
as few as 1 in 200,000. Some GPs will probably have never 
encountered one of the rarer tumours in a whole career, 
and some specialists might have dealt with no more than 
a small handful. The literature is an obvious source of 
information on how to diagnose and treat rare cancers, but 
pulling together this scattered information, especially from 
the past - often when CT or gene sequencing had still to be 
discovered - is not going to be particularly useful today. 

It is quite clear that databases need to be formed 
for considerable geographical areas, with appropriate 
epidemiological information. Having decided what the 
criterion is of “rare”, a list can be drawn together by those 
encountering such cases, reporting them to the European 
Network Project called RareCare (www.rarecare.eu). In its 
own promotional literature it has already indicated that a 
figure of 1 case in about 15,000-20,000 is expected, but this 
has been based on cancer registries compiled 15-20 years 
ago, i.e. considerably lower than given above by an order 

of magnitude. Clearly updating is very important, for surely 
new methods of diagnosis, particularly gene sequencing, 
must have seen the incidence rate rise considerably over the 
last 1-2 decades.  

To date over 22 European countries have signed up, but it 
all depends on oncologists providing relevant and accurate 
data. A team of true experts is in place to sift through the 
submissions - no small task, but it should yield interesting 
results. The information will tell us what the full burden 
of rare cancer might be, and provide more up-to-date 
information on individual cases. This will help diagnosis and 
treatment, and oncologists - not just those in Europe, but 
in the rest of the world - should benefit by diffusion of the 
information through global networks. Data analysis might 
reveal some unexpected trends, procedures that lead more 
precise diagnosis, and hopefully specific protocols that 
are more suitable for the treatment of the most unusual 
tumours. 

The data hopefully will also help in classifying more 
accurately the types of tumours considered rare, which 
should improve the International Classification of Diseases 
in Oncology.  These steps move in the right direction by 
bringing together the forces that can do something about 
the tricky business of managing and treating rare tumours. 
Implications regarding the cost involved might emerge. 
Modern equipment is need that can approach these 
tumours from a new perspective, such as proton therapy, 
successfully used on childhood neural tumours, for example 
in St. Petersburg at the Centre of Nuclear Medicine in the 
Sergey Berezin Medical Institute. But to return to one of my 
initial points, tumours all differ from one another, some only 
slightly, but others quite radically. So the question becomes: 
do these rare tumours, let us say gangliogliomas, have much 
on common or is each one quite different from another? It 
would be heartening to believe that it is the former, i.e. that 
they have arisen in a similar manner in each case through 
some common defect in a developmental process. Only time 
will tell, but the “comparing of notes” within the continent 
and between them should soon bring up some useful 
information, and oncologists will not be working so much in 
the dark on rare cases. 
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