
Chapter 1 • Huntington’s Disease •

Imake no excuse for starting this collection of papers with George Huntington’s 1872 descrip-
tion of the disorder that now bears his name. It is truly a classic description of the disease and

contains in two pages the essential genetic and clinical features whose basis we are only now com-
ing to understand.

George Huntington (Fig. 1–1) wrote his description—part of a broader essay on chorea in
general, the rest of which is not included here—as a newly qualified doctor, following his father
and grandfather into general practice and working with them on Long Island, New York. His
paper (Fig. 1–2) is the only one he wrote during his entire career, and it encapsulates, as he notes,
a period of 78 years of observation and care of the families involved.

This unique perspective is perhaps what allowed such a clear description of what we now
recognize as dominant inheritance: “it never skips a generation to again manifest itself in another;
once having yielded its claims, it never regains them.” It is not surprising that, following the re-
discovery of Mendel’s work, Huntington’s disease soon became the paradigm for serious autoso-
mal dominant disorders, a position it maintains today.

The description of the clinical aspects and natural history is remarkably complete given its
brevity. The adult onset, relentless progression, and fatal outcome are all recognized, as is the
mental involvement alongside the movement disorder. There could be no better illustration of the
value of clear and accurate clinical observation as an essential part of the foundations of human
and medical genetics.
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Figure 1–1. George Huntington (1850–1916) as a young man (left) and
in later life (right). From Harper PS (ed.), Huntington’s Disease, 2nd edi-
tion (1996), London: WB Saunders.

Figure 1–2. The title page of George Huntington’s original paper
(1872) On Chorea.



We know now that other patients described earlier may well have had the same condition,1–3

but no one will deny that it is George Huntington’s description that established the disorder as a
specific entity and that the use of his name in relation to it is fully deserved. The attached refer-
ences will allow those interested to gain a fuller picture of both George Huntington himself 4–5

and of early work in this field.6 The centennial bibliography compiled to mark the centenary of
the publication of Huntington’s paper7 is a comprehensive source for the early literature on the
disorder.
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On Chorea

GEORGE HUNTINGTON

4 PART I CLASSIC DESCRIPTIONS OF INHERITED DISEASE

And now I wish to draw your attention more particularly to a
form of the disease which exists, so far as I know, almost ex-
clusively on the east end of Long Island. It is peculiar in itself
and seems to obey certain fixed laws. In the first place, let me
remark that chorea, as it is commonly known to the profession,
and a description of which I have already given, is of exceed-
ingly rare occurrence there. I do not remember a single in-
stance occurring in my father’s practice, and I have often heard
him say that it was a rare disease and seldom met with by him.

The hereditary chorea, as I shall call it, is confined to cer-
tain and fortunately a few families, and has been transmitted to
them, an heirloom from generations away back in the dim
past. It is spoken of by those in whose veins the seeds of the dis-
ease are known to exist, with a kind of horror, and not at all al-
luded to except through dire necessity, when it is mentioned as

‘that disorder.’ It is attended generally by all the symptoms of
common chorea, only in an aggravated degree hardly ever
manifesting itself until adult or middle life, and then coming on
gradually but surely, increasing by degrees, and often occupy-
ing years in its development, until the hapless sufferer is but a
quivering wreck of his former self.

It is as common and is indeed, I believe, more common
among men than women, while I am not aware that season or
complexion has any influence in the matter. There are three
marked peculiarities in this disease: 1. Its hereditary nature. 2.
A tendency to insanity and suicide. 3. Its manifesting itself as a
grave disease only in adult life.

1. Of its hereditary nature. When either or both the parents
have shown manifestations of the disease, and more espe-

From Medical and Surgical Reporter 26:320–321, 1872.



cially when these manifestations have been of a serious na-
ture, one or more of the offspring almost invariably suffer
from the disease, if they live to adult age. But if by any
chance these children go through life without it, the thread
is broken and the grandchildren and great-grandchildren
of the original shakers may rest assured that they are 
free from the disease. This you will perceive differs from
the general laws of so-called hereditary diseases, as for 
instance in phthisis, or syphilis, when one generation may
enjoy entire immunity from their dread ravages, and 
yet in another you find them cropping out in all their
hideousness. Unstable and whimsical as the disease may 
be in other respects, in this it is firm, it never skips a genera-
tion to again manifest itself in another; once having yielded
its claims, it never regains them. In all the families, or nearly
all in which the choreic taint exists, the nervous tempera-
ment greatly preponderates, and in my grandfather’s and
father’s experience, which conjointly cover a period of 
78 years, nervous excitement in a marked degree almost 
invariably attends upon every disease these people may suf-
fer from, although they may not when in health be over
nervous.

2. The tendency to insanity, and sometimes that form of in-
sanity which leads to suicide, is marked. I know of several
instances of suicide of people suffering from this form of
chorea, or who belonged to families in which the disease ex-
isted. As the disease progresses the mind becomes more or
less impaired, in many amounting to insanity, while in oth-
ers mind and body both gradually fail until death relieves
them of their sufferings. At present I know of two married
men, whose wives are living, and who are constantly mak-
ing love to some young lady, not seeming to be aware that
there is any impropriety in it. They are suffering from

chorea to such an extent that they can hardly walk, and
would be thought, by a stranger, to be intoxicated. They are
men of about 50 years of age, but never let an opportunity to
flirt with a girl go past unimproved. The effect is ridiculous
in the extreme.

3. Its third peculiarity is its coming on, at least as a grave dis-
ease, only in adult life. I do not know of a single case that has
shown any marked signs of chorea before the age of thirty
or forty years, while those who pass the fortieth year with-
out symptoms of the disease, are seldom attacked. It begins
as an ordinary chorea might begin, by the irregular and
spasmodic action of certain muscles, as of the face, arms, etc.
These movements gradually increase, when muscles hith-
erto unaffected take on the spasmodic action, until every
muscle in the body becomes affected (excepting the invol-
untary ones), and the poor patient presents a spectacle
which is anything but pleasing to witness. I have never
known a recovery or even an amelioration of symptoms in
this form of chorea; when once it begins it clings to the bit-
ter end. No treatment seems to be of any avail, and indeed
nowadays its end is so well-known to the sufferer and his
friends, that medical advice is seldom sought. It seems at
least to be one of the incurables.

Dr. Wood, in his work on the practice of medicine, men-
tions the case of a man, in the Pennsylvania Hospital, suffering
from aggravated chorea, which resisted all treatment. He fi-
nally left the hospital uncured. I strongly suspect that this man
belonged to one of the families in which hereditary chorea ex-
isted. I know nothing of its pathology. I have drawn your at-
tention to this form of chorea gentlemen, not that I considered
it of any great practical importance to you, but merely as a
medical curiosity, and as such it may have some interest.

Huntington’s Disease 5


