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2 A CASE OF CONGENITAL ADENOMA SEEACEUM.

lika hers ; nor has any relative, as far as she has been able to ascertain.
Her chief complaint is pain after food, especially solids, accompanied
by flatulence, with flushing and smarting of the face. The bowels
are stated to be habitually constipated, aeting only every two or
three days, and the motions are hard. The appetite is poor, the
tongue small, red, with prominent papille projecting through a thin
for. Bhe admits to taking het, strong tea in large quantities both at
and between meals, and thinks it does not agree with her. Oeccasion-
ally she has a glass of ale to dinner.”

The history as regards the skin affection was obtained with
considerable difficulty, as the statements of the patient and of her
mother, who aecompanied her—and neither was particularly bright
intellectually—were often at variance. Nevertheless, it appears
certain that * something ™ was noticed wrong with the ekin all over the
body in earliest infaney, especially upon the face. There is, however,
no assuranes that the condition over the trunk and limbs was similar
io that on the face; indeed, the probability is that it was of a
different nature, as the patient states decidedly that she remembers
the palms of the hands being affected, and that they recovered ab
about the age of twelve years, when the face was gefting worse.
Hince the ase of sixteen the diseaze has been gradually but eertainly
diminighing spontaneously, the forehead, which was then severely
affected, having reecovered at the age of ninefeen. BShe has at no
time noticed black-hends (comedones), or other appearanees sugges-
tive of acne, ecither on the face or back, and she has never had
a senrfly head.

The patient was noted as being: “an nndersized but well-nourished
brunette, whose intelligence is decidedly below par; her answers to
questions are hesitating and unreliable. Her hair is copious and
dark brown, her irides deeply pigmented, her nails well formed, but
her teeth arve small and many of them carious. The skin, where
unaffected by disease, is fairly fine and supple.”

The condition of the digestive organs has been already alluded fo.
It may here be mentioned that subsequent examination revealed the
existence of slight gastrie tenderness and possibly of dilatation. The
organs of generation were not examined. The face presented an
appearance with which I was totally unfamiliar, and which may be
thus described :—* The disease is distribufed with rongh symmetry
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4 A CASE OF CONGENITAL ADENOMA SEBACEUM.

appearances deseribed, and which the patient eays varies according to
the digestive conditions. In the interscapular region there are -
numerons nwevoid telangiectases similar to, although larger than
those noted on the face, but without comedones or other concomitant
evidence of sebacecus disease. DBehind the left ear thera is a
yellowish flat wart, the size of a threepenny picce, which itehes a good
deal,*and iz probably congenital.

#Ower the posterior aspect of the upper arms and onter sides of the
thighs there is some piling up of epidermia round lanugo hairs,
constitubing o mild degree of Keratosiz (vels ichthyosis) pilariz,
probably conpenital, and the remains of the condition noticed in
early infaney. A rouline examination of the nervous and urinary
gystems revealed no abnormality.”

It was at onee recognised that there were two elements, probably
dissociated one from the other, in the ease: (1) a familiar, often
transitory or easily curable, erythematous form of “rosacen,” and
(2} an unfamiliar and apparently permanent, neoplastic condition of
gebaceons glands, allied perhaps more elosely to “ milium ™ fhan to
anything else. The case was accordingly labelled “ rosacea with
pecoliar milinm.” It iz rather curious to note that but for the
commoner, and in this ease trifling rosacea, the patient would not
have .come under observation.

The treatment recommended ineluded the substifution of milk or
milk and soda water, for tea and beer, both of which were absolutely
interdicted ; abstention from soups or other hot liguids, and correction
of some obvious errovs of diet; the administration of a laxative
magnesia, draught every morning before brealdast, and of a simpla
mixture containing alkalies, rhubarb and gentian, thrice daily, quarter
of an hour before food ; and the employment of a weak sulphur and
calamine lofion every night at bediime.

Under these measures the patient rapidly improved, and on Decem-
ber Gth, 1888, there-is o note (o the effect that * the rosaces element
is now quite gone.” At this time the admirable water-colour drawing
was made by Mr. Burgess, from which the aecompanying chromo-
lithograph is taken, a replica of which is in the colleetion of the Royal
College of Burgeons.

Bhe was shown at a meeting of the Dermatological Society, on
January 9th, 1889, bul no member present had seen a similar case, or
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6 A CARE OF CONOGENTTAL ADENOMA BEBACEUM.

this ehange, and the peduneulated growth already referred to, is almost
entirely made up of this hypertrophied connective tissue. But it is in
the deeper layers that the essential lesions lie. They consist of an
enormous increase in number and complexity of the sebaceous glands,
recalling at the first glance the general appearances of sections of the
acquired condition of sebaceons rhinophyma. Many of these in the
section are in obvious connection with hair follicles by ducts, some of
which are imperfect, while other schaceous masses (photo. 4, lie quite
below the normal level of the bases of the hair follicles, abutting upon,
and even lying among, the fibres of portions of voluntary muscle
removed. The number and position of these masses render it
inconceivable that they can all be in conneetion with hair elements.
Evidence of the activity of these glands is found in the fact that
sebum can be seen in many of them, thug confirming the elinical
observation that the contents were sebaceous. The gland epithelium
is everywhere well formed, the acini at no spot exhibiting retrogressive
changes, but the small eell accumulation, of clearly epithelial type,
round many of the masses is, on the contrary, highly suggestive of
continuing formative activity. The wvaseular abnormalities un-
doubtedly present were unfortunately not demonstrable, owing to the
necessarily small size of the portion excised, whieh was purposely
taken from a specially sebaceons region.

No morbid change could be observed abont any of the rare sweat
glands present in the sections.

Treatment.—If was difficalt to persuade the patient to submit to
any experimental method of treatment, as she had become accustomed
to and did not feel the disfigurement. It was found that attempts
to seoop, gouge or bore out the little tumonrs with instruments
snitable for such purposes in cases of lupus, were painful and
unsatisfactory, the growths being more firmly and deeply fixed in the
skin than was antieipated. Superficial scarification was also tried,
but it caused considerable bleeding and invelved the loss of a day’s
work., KElectrolysis was not employed, as it seemed to me only
applicable to the smallest growths.

Progress.—During the year which has elapsed since the patient
first came under observation, decided spontaneons improvement
has oceurred. Many of the sebaceons tumours have disappeared from
the cheeks and bridge of the nose, their former sites being indieated
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B A CABE OF CONGENITAL ADENOMA SEBACEUM. T

depressed, white, atrophic scars, which will probably in
‘and become imperceptible, following the course of the
lyprasent on the forehead. Even the telangiectases
She has had no return of the rosacea, nor of

Iﬁappam probablt that minor degrees of a condition
just daam'lbeﬂ are not extremely rare, but the fact
only two E]m.l.la:l‘ cases have been actually recorded,
ave been obgerved at the Saint Liouis Hospital in Paris,
tsmuaﬂnm by Monsieur Baretta. Of all five I am

1 ﬂgaas we owe to my friend Dr. Balzer. They are
Adénomes Bébacés,” and the models are numbered

( mtamn a very fu]l and admirable description of
"my ease. The points of difference pre-

..mmmhthﬂfdnﬂwing a) There was
hei h@mdﬁmx t#}*rh;mphon

; aeb;,&ndm @ ‘I‘hapat:anthad
1 Bﬂhurrhma mcca {e) Thﬂ

A case of congenital adenoma sebaceum - page 7 sur 16


http://www.biusante.parisdescartes.fr/histmed/medica/page?epo0074&p=7

8 i CASE OF CONGENITAL ADENOMA SEDACEUM.

Observation IL* of Dr, Balzer i that of a married woman, aged
thirty-two, in whom the eondition was eaid always to have existed.
The case in other respects accorded almost completely with Dr.
Balzer's provions one, except that the scalp was nnaffected, and there
were no other sobaceous complications—a fact possibly partially
explained by the more advanced age of the patient. In this case,
however, there was no evidence of implication of sweat-glands.

In both these papers Dr. Balzer discusses very fully and ably the
morbid histology of the disease. Accompanying the firet are excellent
lithographs of microscopical drawings showing, in addition {o the
changes manifest in my case, the multiple small cysts, which were
present to the number of twenty-five to thirty, or more, in each section
of the growths of the face. These wero also present in his second
case. Dr. Balzer contends that they were the result of premature
sebaceous evolution of the cells, while the larger cysts, present in
emall numbers, were the result of retenfion and dilatation, like
ordinary sebaceous cysts.

It is interesting to note that no such formations existed in my
gpecimens, nor in those eases subsequently to be narrated, although
all the predisposing or potential conditions for such cystie degenera-
tive and retentive changes appear to have been present.

Dr. Chambard,f reviewing the first case, prefers to consider the
tumours as a “ metatypical tubnlar epithelioma,” using the substan-
tive in a purely histological sense. I admit that I am in ecomplete
symputhy with Dr. Balzer, who, relying npon their general elinieal
characters, their multiplieity, their tendeney to beeome pedunculated,
their evident benignity, their complete encapsulation in a sheath of
fully formed connective tissue, and their mode of evolution analogous
to that of the glandular tissue from which they arise, prefers to eall
these growths adenomata, in preference to the ambignons and offen
misleading term epithelioma, which—in England at all events—seems
unlikely ever to be accepted in the semse applied to it by mos
German, and some few French authorities, however distinguished.

I owe the permission to make use of the two following, hitherto
unpublished, cases to the extreme kindness and courtesy of Dr.
Vidal.

* Balzer et Grandhemme, Archives de Physiologie, 15 Juillet, 1836, No. 5.
% Annales de Dermatologie et de Syphiligraphie, 1838, page 457,
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A CABE OF CONGENITAL ADENOMA SEBACEUM. 4

. Observation 111.—S8ebaceous, miliary adenomata with tﬁ&mgi-ﬁ;mﬁ,-
~ said to have originated at the age of five yoars, but probably qfcange"m&ﬂ
~ origin, Saint Louis Hospital Museum, Model No. 1169. The notes
by Dr. Broeq, and are here literally m.riambea. “ Blanche 8., a
aged fifteen, eame to Dr, Vidal's Clinique af Saint Louis Hospital in
. ,.jf.ﬂ.mh 1886, There are present on the forehead, besides some small

~ iso ed comedones and a few discrote acne pustules, very numerous,

f aene simplex.  Over the crest and tip of the nose, over its
mr the cheeks there are present a great number of irvegular
8, forming on the skin small elevations of a whitish,
m.’bmwmsh tint, which hawve, to a slight degree, the aspect
of gemolina closely pa.cksd together. These irregularly
oups, of rather yellowish colour, are traversed by vascular
a bright red hue. The lemmi, which are mﬂuent

isaiato; and Boens: aidte. Hicke
.Mmﬂnmmmnmhm of them are
1 The elamenta are of very variable size,
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10 A CASE OF CONGENITAL ADENOMA BEBACEUM.

the shoulders and back. The affeefion is probably congenital,
although the girl and her mother asgert that the first signs of it were
only seen ab the age of five years.”

“Tt was found impossible to persuade the patient to undergo the
little operation necessary for the histological examination.”

The identity of the nature of this case with my own is obvious from
the foregoing description.

Observation IV.—Congenital telangiectatic sebaceous adenoma. The
model, No. 1170 in the Catalogus, is in the Saint Louis Hospital
Mugseum, in the ease appropriated to Nawvi* and bears the Iabel
Vaseular and Papillary Neri. * Charles C., aged eighteen and a half
years, entered the Hospital Salle Devergie, No. 85, on June 1st, 1536,
under the eare of Dr. Vidal.”

¢ At birth there had been nofieed helow the lower lip, in the hollow
of the chin, round the alae nasi, in the naso-labial grooves, and in
the central portion of the upper lip below the septum of the noee,
little groups Eomposad of small pedunculated prominences, some pea-
ghaped, others acuminate, analogous to fleshy buds (bowrgeons
eharnus). Around these groups other little elevations of the same
sort wera observed, but isolated, much smaller and irregularly
distributed. Sinee then these growths had gradually increased in
volnme and number, but at a very slow pace.”

Present Condition.—** The eongenital entaneons lesioms are arranged
in gronps made up of small buds, glistening and smooth, bright red in
colour, the dimensions of which vary from a pin's head to a big
millet-seed. The excrescences arve full (pleing), very vaseular and
erectile. They are united in racemose groups. Small, extremely
‘delicate vascular dilatations are seen on those at the periphery, which
are the flattest and most voluminous. On puncture, which is very
painful, a small quantity of blood escapes, the flow of which is

* The word setus is heve employed in the sense extended to it on the
Continent. Thus, Lesser in Ziemesen's * Handbook of Disenses of the Blin,”
p. 488, defines nmvi as * those congenital alterations of the skin in which is
present in the first place & cireumseribed augmentation of pigment, but in which
other parts of the skin, the corium, the papillary body, the eorneons layer, may
also be hypertrophied,” ete. The writer does not consider that this conception of
the word is & eonvenient one, at all events, for clinical purposes, but its adoption
*im the present instanee was upavoidable—J. J. F.
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A CASE OF CONGENITAL ADENOMA SEBACEUM. 11

arrested with some difficulty. Beneath the left lower eyelid there isa
triangular patch which appears to be formed by the coalescence of
several of these flat exeréscences, It is very vascular, and becomes
flattened and pale upon pressure with the finger. The upper lip is
ocenpied by a large number of these prominences, which are
aenminate, very small and of a violet red colour. In the fold of the
~ chin there is a mulberry-shaped mass, the size of a twenty centime
piece, composed of an aggregation of little papillomatous tumours, :
* which ave vascular and, for the most part, pedunenlated.  Round
“about on the chin these nwevi are less pronounced ; they project bub
are not pedunculated ; they are red, vascular and diminish in size
~ under pressure with the finger. Under the chin the little tumonrs
- are very small, confluent towards the eentre, discrete and disseminated
~ at the sides and intermingled with telangieetatic points. On thenose
there are a certain number of these elevations, and besides, a great
' ty of the tiny, little, telangiectatic arborisations which dis-
‘under digital pressure. They have a mulberry-like aspect,
nost abundant towards its tip. A few of these little vaseular
' ore scattered and much ‘smaller, can be discovered
e lower jaw and at the root of the neck; they seem fo arise
sterior of the hair follicles.- There are also a few, of still
dis ted over the cheeks. On the forehead these
are pretty numerous, and one of them hag
hemp soed ; it is red and a little pigmented.
 the seat of freckles.”
ok numerous warty prominences can be
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12 A CABE OF CONGENITAL ADENOMA SEBACEUM,

eloment, towards the deseription of which Dr. Vidal has mainly
coneentrafed his attention.

My friend Dr. Hallopean has also had the great kindnegss to furnish
me with the following unpubliched notes of his ease, designated
" Sebaceous, miliary, telangiectatic adenomata,” of which the model
in Baint Louis Hospital Museum is numbered 1291,

Observation V.—* V. N., male, age 20, a slater, was admitted to
Salle Bichat, on October 4th, 1857, Aceording to his own statement
his disease started about the age of twelve years by the appearance
on the left side of the chin of prominences lile those which are now
present round his nose. A year afterwards similar prominences
manifested themselves in the left naso-genian groove, and soon after-
wards in the right naso-genian groove, and on both sides of the chin.”

“On admission there are present on both sides of the face, in the
grooves separating the cheeks from the nose and upper lip, and
symmetrically arranged, tracts of prominences the size of hemp seeds,
obtuse, firm, full, of pinkish colour, coherent (i.e. closely aggregated)
and g few similar lesions are seen sparsely scattered over the sides of
the nose. On the chin prominences of the same sort are present, but
they are smaller and miliary. There is no pruritus,”

 On the parts originally invaded there is now present a violet-hued
patch, cicatricial in appearance, partly projecting beyond, partly
depressed below the surface, the lesions having undergone a refro-
grade evolution. The patient presents several nmvi on the forehead,
zealp, and behind on the root of the neck, and fhere are pendulons
(fibroma) mollusea, divided in two groups. No histologieal examing-
tion was made. Affer four sittings of scarification of the lesions on
the right side of the face, they distinetly subsided.”

The same patient came under the charge of Dr. Merklen in tha
following year, 1888, and another model was made of his condition,
which had undergone some alteration. It is numbered 1884 in the
catalogue and named as befors. T am indebted to the courtesy of
Dy, Merklen for the following reflections on the ease:—** The model of
Dr. Hallopean and mine were taken from the same patient at a
year's interval. Dr. Hallopean had made the diagnosis of adenoma
and had removed with the eurette, or by scarifications, a certain’
number of the little tumours which had recurred. The patient left
the hospital whils under treatment and I only followed the cage for a
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3 A CABE OF CONGENITAL ADENOMA SEBACEUM. 13

- few ﬂa.yﬂ in the following year. It is interesting to tell you in
s ing that, hkems.ny patients who present rather extensive nmvi,
~ he was of very limited intelligence, and of mobile temper, which
B pm:ﬁaﬁnrhare:fum.ngtommmmmhmplhlserme However
may be, the difference of opinion between Dr. Hallopeau and
turned upon this, that the patient was well aware that he had
I:wi some little spots and projections, but affirmed that their
ment and multiplication were recent. There remained,

gome doubt as to the congenital origin of the affection, but,

at, tho pn.henf. was not one of those whose declarations
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14 A CASE OF CONGENITAL ADENOMA SEBACEUA.

1. A number of cases may be grouped together under the name
of Adenoma Sebaceum, first proposed for them by Dr. Balzer.

2. Inall the essential element is an hypertrophy of sebaceous
clands.

8. The seat of election of the disease is the face, and especially
those parts of it where the sebaceous glands are normally present
in preatest abundanes,

4. The condition is always either congenital or observed in early life.

5. It is frequently aggravated at the commencement of puberty,
or the patient’s attention fo it may be avonsed at that age when “le
désir de plaire ' is naturally nascent in the mind.

6. It may be associated with other sebaccons disorders prone to
develop at that period, but snch association is by no means constant
or essential,

7. There is always a certain amount of concomitant vascular
hypertrophy or telangiectasis, but the amount present varies within
very wide limits, being in certain cages so inconspicuons as to attract
no attention, whilst in others it constitutes the main feature of the
disense. .

8. Telangiectases often coexist in regions other than those
affected by the sebaceous changes, and to this clinical type the
additional epithet * telangiectatic” may reasonably be applied.

9.  Other degenerative or “nmveid” conditions of skin are often also
present (warts, troe nevi, mollusenm fibrosum, pizment changes, ete.),
the association being so frequent as to suggest their possible depend-
€NCe TPon & CONIMON CATEa, ;

10. The snhjects of the disease appear to be generally intellectually
below par; all those cases hitherto observed have been in members
of the lower orders.

11.  Apparently females are more frequently affected than males.

12. The disease is absolutely benign, and unattended by subjective
symptoms unless eomplicated by other affections.

18. Its tendency is to inerease up to, and remain stationary after,
puberty; or to disappear slowly, leaving shallow, atrophie sears which
ultimately fill up.

14. It can be removed by operative procedures, but may afterwards
reeur in foco,
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