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PEMPHIGUS OF THE SKIN AND MUCOUS MEM-
BRANE OF THE MOUTH, ASSOCIATED WITH
« ESSENTIAL SHRINKING” AND PEMPHIGUS
OF THE CONJUNCTIVA.

BY MALCOLM MORRIS, F.R.C.5.E.,
AR

H. LESLIE ROBERTS, M.B.

Mary @., spinster, aged 60, came as an out-patient to St.
Mary’s Hospital early in September 1888.
~ Family History.—Both parents are dead. The mother died
at the age of 76, of pneumonia ; the father at 75 of cancer
of lower jaw. There were ten children in all: five died in
childhood ; the eldest brother died at the age of 41 of consump-
tion; another, a soldier, died abroad, the cause being un-
known. There are three sisters remaining. The eldest, aged
71, is described as healthy ; the second, aged 68, is not very
strong. 3

Personal history and that of present disease.—When a child
she had small-pox, measles, and ¢¢ cholera.” About the age of
21 she suffered from axillary abscesses, which burst. Matter
discharged, and healing took place spontaneously. Between
the ages of 40 and 50 she received burns upon her legs
from her clothes catching fire. Between 50 and 60 had two

attacks of rheumatic fever, one in two successive years. She
P
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176 PEMPHIGUS OF SKIN, ETC.

was five weeks ill during the first, and eight weeks during the
second of these attacks, and was not treated professionally.

She has sustained innumerable small burns and accidents.
The patient cannot give a connected account of the course
of her present illness. The pemphigus of the skin appears
to have started some five years ago, during her recovery
from the second attack of rheumatic fever. It had been re-
current and subject to acute exacerbations when the patient
took cold. The eye affection had begun with epiphora, and
they had, soon afterwards, become inflamed.

She has been a laundress all her life, and during the summer
of 1888 had suffered from much domestic hardship, with in-
sufficiency of food.

Present state.—0On November Tth, 1888, her condition was as
follows :—General bodily and mental state feeble. Has some
dysphonia. The skin of almost every part of her body is marked
by scars of various ages and appearances. That of both cheeks
i8 converted into glossy, scar-like tissue, of a mottled, purplish
colour. The auricles of both ears on their inner surface and
the forehead presents similar scar-like patches. Both upper
extremities, on their flexor and inner aspects, are covered
with scars. Most of these have a purple colour, and are
raised, and when grasped between the fingers feel thicker than
the normal skin. Others, much smaller, are thin, and have a
pearly lustre, the skin between them being deeply pigmented.
On the chest, abdomen, back, thighs, and legs are scars quite
similar in appearance to those on the arms; some of them are
covered with broken, dead epidermis. Many of these scars the
patient attributes to burns and other accidents; only those on
the arms and face seem due to pemphigus.

On the mucous membrane of the hard palate is a white
shrunken patch about 1 cm. broad, and surrounded by a dark
red areola.

The left eye.—The palpebral fissure is narrowed transversely
and vertically. Both lids are of a red colour, and the upper
one partially droops. On depressing the lower lid the cul-de-
sac is seen to be nearly obliterated, and several bands or
bridges of conjunctiva, pale and thickened, pass from the
palpebral to the ocular surface. The ocular conjunctiva is
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congested, and the cornea is nearly opaque. The iris is muddy
and the pupil rigid. Vision is nearly lost, but the percep-
tion of light remains. Movements of the globe are restricted
in the following directions—outwards, upwards, and downwards.

The right eye.—This is not so badly affected as the left.
There is some shrinking of the lower cul-de-sac. The cornea
is olear. The pupil reacts to light and during accommodation.
Vision is limited to large type at near distances.

No bullm or vesicles are visible on any part of the skin,
mucous membrane, or conjunctivae.

Progress of the case. November 26th.—The remains of a
recent bulla exists on the right temple. On the skin of the
lower lip is a clear vesicle, about 3 mm. broad. On the mucous
membrane of that lip, of the floor of the mouth, and of the hard
palate, are a few unbroken vesicles.

December 3rd.—She entered the hospital as an in-patient.
The shrinking of the conjunctiva of the right eye has made con-
siderable progress.

January 1st, 1889.—The condition is about the same as on
Dec. 8rd. There are no fresh vesicles, but the old vesicles still
exist in the mouth, and are unbroken. The dysphonia is more
marked, the patient speaking in whispers.

Jan. 4th.—An unbroken vesicle was seen on the lower part of
the conjunctiva bulbi of left eye.

Feb. 28th.—Fresh bull@ have formed, one on the front of the
neck, two others on the mucous membrane of the lower lip. At
the outer angle of right eye the conjunetiva has shrunk into
narrow bands, which pass in a vertical direction from one lid to
another (see plate, in which the right eye has been drawn
separately). The ecilim of both lids are curved inwards, and
brush against the cornea and the sclerotic conjunctiva. On the
right eye only a few cilim of upper lid at the inner angle are
misdirected, the remaining ones being normal.

March 10th.—Fresh vesicles continue to make their appear-
ance upon the mucous membranes of the lower lip and the floor
of the mouth.

Remarks.—We have collected and arranged in the form of a
table all the cases of pemphigus conjunctivem, which have been

published up to the present time. We have chosen this
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method of arranging them, as it offers greater facility for
comparing the leading features of the disease, and any
uniformity which may exist will thus be readily apparent.
Twenty-eight cases are on record, and though others have
been seen, they have either not been recorded, or merely
briefly referred to. Of these twenty-eight cases three are
by French, seventeen by German, three by American, and
five by English observers. As regards the sex, excluding three
cases described by Klemm as ¢ children,” twelve were females,
and thirteen males. Their ages varied from infancy to the age
of 76, the average being about 40 years. The general previous
health is deseribed in some as ¢ good,”” and in others as ¢ bad.”
Some were in a condition of ill-health and of emaication at the
onset of the disease, or when coming under observation; while
others are described as being in excellent health, and well
nourished and developed. TIn only one case was there a history
of syphilis, and that was ten years before the commencement
of the pemphigus.

Out of the twenty-eight cases sixteen began on the skin as
pemphigus vulgaris or foliaceus, four on the mucous mem-
branes, and eight on the eye. One eye always became
affected before the other, but the lapse of time before the
second became affected varied from a few days to two years.
In twelve out of the whole number of cases vesicles or
bulle were observed upon the econjunctiva either in an
unruptured state or soon after bursting. In some cases
a diphtheritic pseudo-membrane is desecribed as forming upon
the conjunctiva. Reference to the column in the table
headed * Mode of Termination,” will show how uniform
are the changes which are ultimately produced in the con-
junctiva. These changes manifest themselves by a characteristic
shrinking of the conjunctiva of the lids and of the globe. The
result of this is twofold : first, a deformity of the lids, by which
the cilim are directed against the corneal and scleral con-
junctiva, and secondly the irritation of these structures, which
results from this entropion. Sooner or later the cornea of the
affected eye becomes clondy, and the sclerofic conjunctiva
thickened. They finally become dry, a condition which some
observers have compared to xerophthalmia. Vision may be
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impaired even before the cornea becomes affected, but then it is
amenable to treatment. Generally vision in one or both eyes is
lost, but the perception of light always remains. Perforation
of the cornea, prolapse of the iris, and total destruction of the
globe have been recorded.™

With reference to the treatment of pemphigus conjunctive
unfortunately little can be said. There are two broad lines
upon which it has hitherto been attempted: (1) the operative,
(2) the palliative. The former includes operations for entropion,
epilation of lashes, transplantation of rabbit’s mucous membrane.
Of these, the operations for entropion have given temporary relief,
but the fransplantation experiments have completely failed.
The palliative measures consist in improving the general
health, in alleviating the dryness of the eye with glycerine or
mucilaginous lotions, and in the application of soothing remedies
to allay the inflammation.

But in spite of all known treatment the shrinking maintains
a progressive and uninterrupted course till total blindness
results. Inone case only, that of Samelsohn, mentioned by him
at the 12th Congress of the Ophthalmological Seciety at Heidel-
berg, 1879, is a more favourable termination recorded. Here
the cornea cleared up, and the trichiasis almost disappeared,
while the conjunctiva appeared shrunken to only a trifling
extent.

There is no question about the rarity of this affection, as
the following facts will show. While Arlt affirms that in an
experience of forty years he had only seen one case of pem-
phigus conjunctive in the practice of Professor Stellwag, in
the Ophthalmic Hospital in Vienna, Hebra, out of 200 cases
of pemphigus of the skin had not seen a single case. Steffan,
of Frankfurt, amongst 84,000 patients had not seen (up to
1884) more than one in which vesicles formed on the con-
Junctiva in association with shrinking, Horner, out of 70,000
patients, had seen only three cases of ahunkmg of the con-
junctiva, Professor Griife, at the congress referred to above,
mentionéd having seen four cases which he deseribed as
essenticlle Schrumpfung der Binderhaut.

The pathology of this disease is still obscure. As yvet we

* See Steffan’s case, No. 17 in Table.
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have the records of only one post mortem examination, and of
three microscopical investigations. Unfortunately these in-
vestigations do not throw much light upon the etiology of the
disease, neither are they uniform in their results. In Gelpke's
case,* the autopsy showed internally nothing specially abnormal
beyond extreme anwmmia of organs and general atrophy.
Gelpke,t Batimler,{ and Sattler§ have examined the altered
conjunctiva and sclerotic microscopically. From Sattler’s pre-
paration it appeared that the swelling of the conjunctivee bulbi
was not due to infiltration of conjunctiva with lymphoid cells,
but partly by a great swelling of the connective tissue bundles,
and partly from the expansion of the fissure-spaces which were
filled with liquid. The subepithelial layer of the conjunctiva
bulbi formed a specially modified membrane of about 30—40 u.
broad. It was much more turbid than the rest of the tissue,
being almost opaque, and running parallel with the surface of the
conjunctiva, and covering the greater part of the cornea. This
subepithelial turbid layer might easily be mistaken for the
epithelium itself at first sight. The entire stroma of this
layer was pervaded by granular bodies, which did not stain
with bismarek brown or hmmatoxylin. The blood vessels of
conjunectiva were very numerous, and much congested. They
were not, however, apparent on a superficial view of the con-
junctiva, being concealed by the condition of the epithelium.
This epithelium had lost totally its normal character. From
the deepish layers to the most superficial it consisted of
horny cells. It was 80 . thick, and separated easily from
the underlying conjunctiva. Baiimler admits that the de-
seription of his preparations does not differ essentially from
that of Sattler. He failed, however, to find the subepithelial
turbid layer which the latter observes and describes. On the
other hand, the preparations of Sattler did not show the
hypertrophy and the papillary formation of the epithelium,
which Baiimler had deseribed. For farther details wo must

* Zehenders klin. Monatsblitter f. Augenheilkunde, vol. xxiii. p. 199.

¥ Ibid. p. 206.

$ Ibid. p. 341

§ Rep. of 12th Congress of Ophthal. Soc. at Heidelberg (Zeh. Monatsbl.
Augenhlke., vol. xvii. :















