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A familial neurological disease complex has recently been found in Bedfordshire. So far seven

generations have been identified, comprising 131 members of the family. Of these 56 are male,
and 75 female (see genealogical table). In this family we have found 21 cases of neurological
disease only three of whom are alive.

Genetically the disease appears to be an autosomal dominant defect with approximately
50 per cent penetration. Unaffected members appear not to pass the disease on to their children.

Of the 18 cases who have died, six were male and 12 female. Of those living, two are male
and one female. The mean age of death was 50-7 years with a range of 38 to 67 years; 63 mem¬
bers of the family so far traced are younger than this age group now, so that we may expect to
find at least 30 cases in this group during the next 50 years, assuming the genetic pattern is
similar in third and fourth generations.

An analysis ofthe certified causes ofdeath shows:
Disseminated sclerosis 6 cases
Cerebral atrophy 3 cases
Familial spino-cerebellar degeneration 1 case

Insanity 5 cases All these were certified before 1913
Presenile dementia 3 cases

Only two Of the above cases had post-mortems, both from the last group. One showed
classical Creutzfeld-Jakob disease, the other showed cerebral atrophy of an odd nature with
amyloid deposits in grey and white matter. Both of these cases are under careful scrutiny
(Keesey, 1974; Misch, 1974).

The three living cases have been diagnosed as presenile dementia (one case), Parkinsonism
(one case), and disseminated sclerosis (one case).

Heathfield and Mackenzie (1971) in their survey of Huntington's chorea in Bedfordshire
considered that the figure of 3 . 5 per 100,000 indigenous cases of Huntington's chorea was above
the national average. The family studied here originate in the same villages in Bedfordshire as
their families with Huntington's chorea, although so far no family connection has been
established.

Superficially the genetics and age of death of this Bedfordshire family seem to fit with
Huntington's chorea, although chorea has not been an early or prominent symptom in any case
as far as we have been able to ascertain.

Many writers (Heathfield (1971), Oliver (1970), Lyon (1962) and others) consider that where a
family history of Huntington's chorea is established, diagnoses such as disseminated sclerosis,
senile dementia, and Creutzfeld-Jacob disease on follow-up will usually be found to be
Huntington's chorea.

We feel that we have three possibilities:
(1) We have found a hitherto unidentified complex ofneurological disease following a dominant

autosomal mode ofinheritance.
(2) The family has Huntington's chorea in an unusual presentation, apparently without chorea.
(3) The concept of Huntington's chorea as a genetic defect producing a relatively circumscribed

disease entity requires further study.
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We intend to follow up our initial study of this problem by:
(1) Further genealogical searches into the ancestry of the family, and any family in the area

with Huntington's chorea,
(2) Further study of notes and records of those members of the family who have suffered from

neurological disease,
(3) Studies, both clinical, and, where possible, pathological on all members of the family.
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GENEALOGICAL TREE OF BEDFORDSHIRE
FAMILY TREE 1791-1974

Acknowledgements
We would like to thank Miss P. L. Bell, Miss Riddle, Professor John Keesey, Drs K. A. Misch and
Morman-Huahes.

REF F-REwcE5:

Heathfield, K. W. G. (1967). Brain, 90, 203-232.
Heathfield, K. W. G. & Mackenzie, I. C. K. (1971). Guy's Hospital Journal, 6, 295-309.
Keesey, J. (1974). Personal communication.
Lyon, R. L. L. (1962). British Medical Journal, 1, 1308-1310.
Misch, K. A. (1974). Personal communication.
Oliver, J. E. (1970). British Journal ofPsychiatry, 116, 241-253.


