Cases of diseases of the nervous system in patients the subjects of
inherited syphilis / by J. Hughlings-Jackson, M.D.

Contributors

Jackson, J. Hughlings 1835-1911.
St. Andrews' Medical Graduates' Association.
University of Glasgow. Library

Publication/Creation
London : John Churchill and Sons, 1868.

Persistent URL
https://wellcomecollection.org/works/v2asba83

Provider

University of Glasgow

License and attribution

This material has been provided by This material has been provided by The
University of Glasgow Library. The original may be consulted at The
University of Glasgow Library. where the originals may be consulted.

This work has been identified as being free of known restrictions under
copyright law, including all related and neighbouring rights and is being made
available under the Creative Commons, Public Domain Mark.

You can copy, modify, distribute and perform the work, even for commercial
purposes, without asking permission.

Wellcome Collection
London NW1 2BE UK

E library@wellcomecollection.org
https://wellcomecollection.org



http://creativecommons.org/publicdomain/mark/1.0/













CASES OF DISEASE OF THE NERVOUS SYSTEM
IN PATIENTS THE SUBJECTS OF INHERITED
| SYPHILIS.

By J. HuceHrings-Jackson, M.D., F.R.C.P.

Physician to the National Hospital for the Epileptic and Para-
lyzed, Assistant-Physician to the London Hospital.

IT 1s now widely known, thanks to Mr. Hutchinson, that
those who have a particular malformation of the permanent
central upper incisor teeth are the subjects of congenital syphilis,
Mr. Hutchinson, however, has pointed out that it is rare
to find teeth so malformed except in the eldest living
of a syphilitic family. Nevertheless he has himself re-
corded exceptions to this rule, and I have published (London
Hosp. Rep., 1864, vol. i, p. 384) the cases of two sisters,
each of whom had the deformity of the teeth in a well-
marked degree. In this family* were several sufferers from
nervous affections, including the two who had malformed
teeth. This 1s, however, the only instance in which I have,
In my own practice, seen the malformation in two children of
one family. Thus my observations tend to confirm, so far as
a small experience can be said to confirm a very large one, the
observations of Mr, Hutchinson. It is important to keep in
mind the fact that this valuable test of the existence of a

¥ There were four children. The eldest, a girl of 18, had good teeth, but re-
mains of old iritis, and scars of ulceration at the angles of the mouth. Her
general health seemed good. A girl of 15, whose sight was much impaired from
choroiditis, and who had imperfect hemiplegia. This child had the malformation
in the teeth. A girl aged 12, who had the same malformation and choroiditis. A
boy aged 8, paraplegic, partly idiotic, and who had several fits, This boy was
quite blind ; both optic dises were found to be dirty white, margins obscure, ves-
sels small, and fundus hazy.
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or are not syphilitic. Now I have, like every one else, made
post-mortem examinations of infants who have died of con-
genital syphilis, but I have not seen an autopsy on a patient
above seven years of age, who had died either of congenital
syphilis or with symptoms resulting from it. (See foot note,
page 21.) I must then treat my subject clinically, although
this method renders us unable to arrive at decided conclusions.
It must be remarked that whilst one child in a family may
present in a very striking manner the signs of congenital
syphilis, there may be nothing in the appearance of the
patient’s brothers or sisters to give rise to suspicion. A short
time ago this was impressed on me very strongly. In very
many cases of epilepsy we find nothing in a patient’s bodily
condition by which to account, even in the most general
way, for the occurrence of fits. 'We know scarcely more than
that there is a person who has occasionally a convulsion,
Such a patient was attending at the Hospital for the Epileptic
and Paralyzed, when one day her sister came with her. The
sister’s body presented in an obtrusive manner the signs of
congenital syphilis. These were the peculiar malformation of
the teeth, scars about her mouth, and nebulous cornes,
Here, then, the suspicion came with force that the epileptic
patient’s fits might be due to inherited taint. I say suspicion,
as of course there was not evidence to make it certain that the
family constitutional state was really the cause of the diseased
nervous system of the one who had fits. Besides, the epileptic
patient was the elder of the two. The case was such a one
as would, I think, generally be called idiopathic or genuine
epilepsy. It is all the more desirable when a patient’s case
appears like the one just mentioned, only as a symptom-—a
seemingly healthy patient and convulsions—that we should
extend our line of research in every hopeful direction.
Especially should we follow the example Mr, Hutchinson
has set us in studying family histories, and thus we shall get
a longer “base line” for the determination of how widely
different symptoms arise out of the one degraded bodily state
which the offspring of syphilitic parents present. Whilst the
eldest child of a family may show external signs of syphilis,
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An ophthalmoscopical examination was made, but from the
child’s inability to keep quiet, and from the partial opacity of
the cornes, no definite results could be obtained. The pupils
dilated well with atropine,  She had lost nearly the whole of
the right ala of the nose and much of the left one, and there
were numerous fissures at the angles of her mouth,and many
white lines about her face. She had lost the whole of the
uvula. The left central incisor was narrowed at its cutting
edge, and was notched. The right one had only just appeared,
The liver and spleen were not apparently enlarged, and the
urine was not albuminous. There was no cardiac murmur,
and it may be mentioned that it was afterwards ascertained
that the child had never had either rheumatic or scarlet
fCyer

Subsequent to these investigations I saw the child’s mother,
and then further evidence was obtained, which confirmed the
diagnosis of inherited syphilis, The mother had had three
children before the birth of the patient. = Two of these three
died “at the birth,” and one came at half its time. Two
younger children are reported to be healthy, The patient was
(and this is the usual story) at birth a fine baby, and kept in
apparent good health for some weeks. At the age of seven
weeks “ erysipelas” of the face occurred, and carried away
part of her nose. At five years of age she had whooping-
cough, and at six, bad eyes. The child was then placed
under Mr. Dixon’s care, and Mr, Dixon—the mother volun-
teered this—asked “if there had been anything amiss with
the (child’s) mother or father.”” So much for the constitu-
tional history. The history of the nervous symptoms is
equally interesting.

In the winter of 1864-5—for what precise length of time
was not remembered ; ““ it was most of the winter—’ the child
had St. Vitus’ Dance. The mother is quite positive that the
movements affected the left, the now paralysed side; but she
is sure that the side of the face was not worked at all.  After
getting over this illness, the child is reported to have kept in
her usual health until August 24th last. On the 23rd she
was quite well, and had been out to a school “treat,”” On
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the only ones in which T have met with chorea in patients
who themselves presented decided evidence of congenital
syphilis. I have, however, seen chorea in a girl whose elder
sister had the malformed teeth, but this child had heart dis-
ease, and her family was very rheumatic (vide infra).

We know neither the seat nor the nature of the tissue
changes in chorea. My own opinion is, that chorea depends
on plugging* of small branches of the middle cerebral artery
supplying the convolutions near the corpus striatum, and that
this is often brought about by heart disease, the consequence
of rheumatic fever.

Now, can syphilis lead to chorea by interfering with the
nutrition of these convolutions in an analagous manner ?

There being to my knowledge no post-mortem evidence to
show how the nervous system is damaged in congenital
syphilis, it is fair to see if grounds for the supposition
are supplied by a consideration of the cases of adults who
have died of or with syphilitic disease of the brain. Dr. Bris-
towe (Path. Soc. Trans., vol. x.), Dr. Wilks (Guy’s Hosp.
Reports), and myself (“ Lancet,” Oct. 27th, 1866, and Lond,
Hosp. Reports, vol. iv.),+ have recorded cases in which the
large cerebral arteries have been plugged, and it is, I think, at
least, possible that the smaller branches may be occluded from
the same cause. However, I never saw chorea presumably
from acquired syphilis, but it is to be remembered that chorea
rarely occurs after childhood.  The same region must be
liable to damage at all ages; embolism may occur at any age,
but no doubt the nervous structures and their arterial regions in
childrenarelessdeveloped and lesseducated than in the adult,and
thus deterioration of nervous organs will be followed by different

* I would ask those to whom this hypothesis may seem strange to read a
paper by Dr. Kirkes (“ Med, Times and Gazette,” June, 1863). I will also refer
to remarks by myself (** Med. Times and Gazette,” January 28, 1865 ; ** Lancet,”
Nov. 26, 1864 ; * Lond. Hosp. Reports,” vol. i, 1864), and especially to a paper
entitled, * The Physiology and Pathology of Chorea” (** Edinburgh Medical
Journal,” Oct., 1868).

T See a most valuable paper by Dr. Moxon, on Visceral Syphilis, “ Guy's
Hosp. Reports,” 1867-8. The researches of Reade of Belfast, Todd, Russell of
Birmingham, Hutchinson, Wilks, and Bristowe, are now well known,
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(1) Tt follows a lump of syphilitic disease of the cerebral
hemisphere, distant from the motor tract, as it follows other
sorts of lumps similarly placed.*

(2) As already stated, it is sometimes the result of block-
ing of the middle cerebral artery, the coats of which are already
affected by syphilis, and then the hemiplegia is analogous to
that caused by plugging from heart disease. For, in each, the
change on which the palsy directly depends is softening of the
corpus striatum.

(3) It may be the result of a syphilitic nodule which has
grown in the motor tract itself, as other sorts of nodules do.

Now, it is perfectly plain that in each of the three instances
there is a different thing for treatment, and thus that the term
“ Syphilitic Hemiplegia” is really most vague. And we see
how it 1s, when we come close to the positive tissue changes,
that in undoubted cases of Syphilitic Disease of the Ner-
vous System we quickly cure some of our patients and do no
good to others. We cure those patients who come to us for
recent palsy of cranial nerves; or, in other words, we can
easily procure the absorption of recently effused lymph, whether
it be in a nerve bundle, or in the iris. But in the several
sorts of hemiplegia just mentioned, to get rid of the palsy, we
have in the 1st, to reverse changes “diffused from a foreign
body;” in the 2nd, to treat softening of nerve tissue, the re-
sult of cutting off the blood supply by a mechanical obstacle ;
and in the 3rd only have we to treat actual syphilitic disease
which is then squeezing nerve tissue. So, I repeat, to
speak of treating syphilitic paralysis is to speak with mere verbal
definiteness.

* A lump of anything coarse—a new growth, blood-clot, hydatid cyst, etc.—
may give rise to changes at a distance from itself. 'We see part of such changes
pretty often by the ophthalmoscope—optic netritis—and I presume that it is by
extension of similar changes to the motor tract—corpus striatum neuritis—that
coarse disease in the cerebral hemisphere leads to convulsive seizures and to
epileptic hemiplegia. I must here refer for further remarks on this subject to
papers I have published : “Roy. Lond. Ophth. Hosp. Reports,” vol. iv., part 43
vol. v., part 1 3 vol. v., part 4; and for a brief summary to the * British Medical
Jgganal." March 28th, 1868.  See also * Med. Times and Gazette,” Aug. 15th,
1868.
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idiopathic epilepsy, but she had it for some hours before the
attacks. They never lasted more than five minutes. She had
the fits about twice a week when she came under my care.
Bromide of potassium did her some good, but there was no
decided permanent benefit,

Her sister Mary, aged 13, began five years ago to passa large
quantity of thick mucous urine. ~Then there was also an occa-
sional streak of blood. When I saw her she was thin and
wan, and was still passing the urine described, yet she had no
pain, and, except the urine and the emaciation, had no de-
cided aillment: The urine was milky-looking, and contained
flocculent matter which settled to the bottom. By heat it
was made more milky, and by nitric acid it became more
minutely flocculent;

Her teeth were malformed as in congenital syphilis (Mr.
Hutchinson was kind enough to look at them for me), but
she had no opacity of the‘cornez, and had never had any in-
flammation of the eyes, Her sight was then supposed to be
good, but unfortunately T did not test it.

She improved remarkably under quinine and iron, but
could not take cod-liver oil. About the end of July she began
to have what her mother called faints. When out she would
suddenly fall without obvious cause, occasionally the sight of
the eyes failing first. She sometimes had several of these
attacks in a day, and sometimes passed a week without one,
On September 18th, however, her mother brought her to me
on account of defect of sight. The right pupil was smaller
than the left, and she could only just see shadows with the
right eye. She said that this eye had been weak for some
time, but that it had decidedly failed only a fortnight before,
Practically she was blind on the right side, and on the other
the sight was very much impaired.  Both optic discs were
atrophied, but the right much more so than the left. (Un-
fortunately I have no better account of the ophthalmoscopical
appearances, so that it is not plain whether the optic atrophy
was simple or after optic neuritis),

In November she began to be deaf on the left side, but
this bas not progressed.

In February, 1864, she began to menstruate, hut st did






Nervous Diseases in Inherited Syphilis. 17

of her state until three hours after, when she came to herself,
She had had nine fits altogether, and in the last three the at-
tacks had been preceded by a curious sensation in the head
and by some kind of movement of the nose. She had had
much violent pain in the head betwixt the fits. She had
nebulous cornew, her eyes having been bad when she was 18
or 19. She was then blind three months, being unable to see
anything. Now the patient was married lefore her eyes were
bad, and her first baby was nine months old when they were
affected. It may be supposed, then, that these symptoms were
the result of acquired disease, especially as we found nodes on
her tibiee dating three years back, and scars of ulcerations in
the same place, But so far as I know, acquired syphilis does
not produce keratitis, which she had evidently had, and it
certainly could not be the cause of the dental malformation,
which was well marked. Tt was clear to my mind that she
was the subject of inherited syphilis, but she may also have
acquired disease as well. Mr, Hutchinson, who saw her and
her family, with me, was of this opinion. It seems the more
likely from the fact that her eldest boy has also the dental
malformation. Tt is the only suspicious sign he has that I can
find or that I can hear of, signifying inherited taint. Now
this woman’s third child, five years old, has fits, and has been
subject to them for three years. The child has no warning,
and I know nothing more of them than that they are attacks
of convulsions. She seems healthy.

I took the mother into the hospital for a short time, and she
went out better in general health,

December gth, 1867. I called on her and found her suffer-
ing much from a recent node on the left side of her head, at
the occipito-parietal junction. She was suckling a healthy-
looking baby three months old. Except that she rapidly im-

proved under the use of iodide of potassium I know no more
of her case,

Case 7.—Epileptic Hemiplegia, with Congenital Syphilis.

The scizures, so far as one can tell by the rather vague
description which the mother gave, resemble those we not un-
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His upper central incisors present the malformation spoken of,
His mind is evidently very weak, his manner restless and
feeble, and his memory, especially for events, very bad. He
cannot read, which may be accounted for somewhat by his im-
perfect sight, and also by the want of proper trials to educate
him. His mother does not seem to suspect any taint, and no
direct questions were asked.

In the same place, and in the next volume of the ““ Medical
Times and Gazette,” are recorded other cases from the
practice of Mr Hutchinson,

Case 8.—Convulsive Seizures in a Girl who has Malformed
Teeth—Nervous Symptoms in the Child’s Father.

This case is interesting, as showing in another way the value
of Mr. Hutchinson’s researches. As will be seen, I take for
granted in this instance that the peculiarly malformed teeth
are by themselves sufficient evidence to warrant the diagnosis
of congenital syphilis. It is only necessary to give the case in
the merest outline. I speak first of the girl’s father, for it is
as furnishing evidence of the nature of his case that the
child’s state 1s of importance for my present purpose,

J. M., aged 45, was admitted into the London Hospital on
October 2nd, 1866, and was by the courtesy of Dr. Andrew
Clark transferred to my care on the 16th. He was lying in
bed, apparently suffering intense pain in the head, and nothing
could be got from him except vague complaints of this pain.
His speech was not affected, although he would talk but little,
saying chiefly, “ Oh! my head.” There was no evidence to
show that his sight was affected, but it was impracticable to
test it, except in the roughest manner. It was easily ascer-
tained ub}r the ophthalmoscope that there was double optic
neuritis,

Now the only history which could be obtained of this ill-
ness was, that a week before admission he had a fit in the
street, and although he walked home after it, he was confused,
and had been, to use his wife’s expression, “in a stupefied state
ever since.” e had had severe pains in his head, but no
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The child’s state, however, threw light on her father’s case.
It seemed to me almost certain that the lump of coarse disease
inside his head—which the severe pain in the head, convul-
sions, and optic neuritis, declared to exist—was syphilitic
“deposit,” which had its origin in pia-matritis, if I may coin
a word analogous to iritis,

The further history of the father’s case confirmed this view.
He next, October, 1867, had a recurrence of the severe head-
ache, with partial deafness of the left ear and incomplete
facial paralysis of the same side. Next, November, 1867,
palsy of the left third nerve, and on February 18th, 1868, he
was admitted under my care for hemiplegia of the right side
and total loss of speech. I know of nothing but syphilis
which produces such a disorderly succession of symptoms at
distinct intervals over so long a period.

[Since the above was in type the patient* has died (on
March 27th, 1868). The autopsy showed syphilitic disease of
his brain, and thus confirmed the diagnosis founded on the
above-mentioned clinical evidence.]

Excepting convulsions T have seen but one case of marked
nervous symptoms in an infant who at the time showed signs
of syphilis. In the exceptional case which I saw in Mr. Hut-
chinson’s practice, there was spasm of the muscles supplied by
the portio-dura nerve and paraplegia, 1 have, with the excep-
tion of this case, not yet seen affection of any motor cranial
nerve with signs warranting the diagnosis of congenital
syphilis, ~ This is the more remarkable as palsy of the cranial
nerves not unfrequently occurs from acquired syphilis. I have
seen, in children, palsy of the third nerve, without éracealle

* In reprinting this article from the Transactions,” I have to add that the
child also died soon after of typhoid fever. Although I examined the brain care-
fully I discovered no change whatever. There was no tubercle in the lungs. It
may be supposed then, either that syphilis had nothing to do in causing the fits,
or that syphilis may lead to minute changes in nerve tissue without the interme.
diation of discase of connective tissue. This subject is too large to be handled
here.  Recently (Sept., 1868) Dr. Mackenzie Bacon, of Fulbourne, shewed me a
case in which striking nervous symptoms, including hemiplegia, occurred in a
child, aged four and a half years, the subject of congenital syphilis. Dr. Bacon
will shortly place this important case on record,












