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DARIER’S DISEASE
(Clinical study of fifteen cases)

B. M. S, BEDI* AND B. R. GARG T -

Summary

Fifteen cases of Darier’s disease were studied. Males and females were in
the ratio of 3 : 2. The disease appeared between the ages of 5 and 16 in majority
(80%) of the patients. Family history was positive in only 609 cases. Ytching
was the main symptom in 2{3rd (66.6%) of cases. Seven cases experienced agg-
ravation of the disease in summer. Recurrent skin infection and eczematisation
were present in five cases, Majority of patients had typical lesions. Severity of
the disease was directly related to its duration. Acrokeratosis verruciformis-like .
lesions over the hands and feet were present in all cases and 86.,€%, of cases had
palmoplantar keratoderma. Mucosal lesions were seen in 73. 3% of cases.
These unusual findings are not often stressed in clinical practice and need to be
highlighted, Leucoderma guttate, yet another unusual ﬁndmg was seen in 26% -
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OF Cases.

\

Darier’s disease is a rare skin disease
of familial origin'. Prince Marrow was
the first ' man who described this in
18862, under the name of Kkeratosis
follicularis  and Darier® was the first
to recognise the phenomenon of dyske-
ratosis in this disease. The present

paper is a study on the spectrum of

clinical manifestations and other associ-
ated features of this disease.

Material and Method

‘Material consists of fifteen biopsy-
proved cases of Darier’s disease which
attended skin OPD of JIPMER Hospital,
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Pondicherry during 1971-76. Their age,
sex, complaints, family history, age of
onset, aggravating factors, type and
dlstnbutxon of lesions, mode of spread,
involvement of mucosa and nails, prese-~
nce of keratoderma, leucoderma guttate,
alopecia and other associated features
were recorded.

Observations :

Age, Sex and Onset - Out of fifteen
cases, nine were males and six were
females. Their ages ranged from 10 to
51 years. In twelve cases disease star-
ted between 5 and 16 years of age. In
one patient it started at the age of 2
years, In two others disease started
after forty years.

Family History :

Among 9 cases with positive family
history, 6 had the disease in one of the
parents and in 3 others it was present in
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one of the children. In 6 patlents the
family history was. negatlve,: g

Sy mptoms fanain e T

In ten patients, the main presentmg
ymptom besides skin lesions was itch-
ing. In seven cases the itching and
skin lesions used t¢ igétaggravated’
during summer months. Five patients
used to get recurrent skin infection and

eczematisation of the involved areas.

Morphology of the lesions and their::
distribution.; ., ... :

Typical - lesmns (papules thh dirty’
brown crusts) wefe seen in elevenJ ‘cases
while skin® coIoured flat” topped apuie<
were seen in fourcases. T cases
lesions were generah d but varying in
number, {
were seen 1n four cases and conﬂuent

and,. discrete lesions. .

3. Leucoderma guttate - In three pati-

~€nts,- small depigmented discrete pin-
“licad sized to a few millimeters sized
macules wereseen on the lower abdo-
mén upper parts of thighs and genit-
alia. There were no papules in these
areas. In another patient slightly bigger
depigmented Jesions were present on
the abdomen, chest and back. These
were intermingled with the keratotic
papules of Darier’s disease.

»Other associated findings observed
‘were partial alopecia scalp (one case)
- ntero-vaginal:prolapse-(one case), recur-
srent-pyoderma’ and :eczeniatisation (five
cases) and pseudoamhum (ﬁg 2) (one
case) R _ BT

Investtgallons

«,Hlstopathology BlOpSles wcre done
:fromes(a) the typical skin- lesions (b)

lesions , ‘with.. eczematxsatlon‘on. face,.. :palatal lesions: (4 cases), (c).palms (6
neck and: axillae:were seen;dn five - cases)and:(d)the'dors.ofhands (6 cases).

cases. In the remaining six cases lesions
were numerous but discrete. The sebor-
rhoeic sites (fig. 1) were more 1nvolved
tha ~t.he other A

Inall cases warty lesmns were present
on the dorsa of hands and feet (fig. 2).
They were devoid of dirty,brown crust,
In. th1rteen casgs: the.-palms:and soles
(showed papu]es whlch were. so closely
set that they appeared hke . pebbled
keratoderma.

Rare features

Nall changes were. seen in. 51x patr-
in the. form:.of thinned out nail

ents;
plates; . longltudmal red and white stre=
aks, terminal -notching, semilunar tips

and -subungual thyperkeratosis; - These
changes:Were; presént most}y on: ~the
finger nails. A S R
2. Mucosal lesions —In eleven ¢ases
cl sely set papules formmg vtohceus
and"whxte ' plaques were present on the

All showed typical histopathology of
Darier’s disease,

Comments g

Sex mmdence and age of onset‘ o.f
disease in our patlents were comparable
wnh those of earlier reported serlesl, 5,
The. greater _ incidence in males has
been attrlbuted to, their ‘more frequent
exposure,o sun! ;) but we were unable
to explain. the male preponderance on
that Dbasis. Although an autosomal
dominant 1nher1tance is common in this
disease!,® evidence.for. such an inheri~
tance was seen only in 40% of our
-patients. . In'the others,  disease ‘may
‘have occurred as-a: result of “mutation;
Lesions ‘on . 6ral mucosal;4-1? L oesophs
agus!® rectal mucosa'4 and larynx1%,16
have Been ‘considered rare occurrences’
In .our’ series ‘involvement -of: oral
mucosa ‘was. present in ' 11 patients
(73'3%")' ‘Si’mila"r high incidence “of

zler and Flini6;" Verma et g11® detected
mucosal mvolvcment in 12 5% of thexr
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DARIFR’s DISEASE

Showing typical lesions of Darier’s
disease predominantly over
seborrhoeic sites

Fig. |

Fig 2 Showing

(a) Wart like lesions of
Darier’s disease over
the hands and feet,

(b) Pseudo-ainhum left
fifth toe

Fig. 3 Showing punctate whitish
papules of Darier’s disease

over the hard palate
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North Indian patients. Leucoderma
guttate was described by Cornelison et
all” and four (28%) of our patients
manifested these lesions. We believe
that leucoderma guttate is a feature of
this disease. Acrokeratosis verruci-
formis like lesions described by some
authors'8-2! were present in all our
patients, 13 patients showed diffuse
palmoplantar keratoderma,

Nail changes as described by Ron-
chese?? and Zais et al?3 were seen in six
of our patients but the typical red and
white longitudinal lines were present
only in two cases. Features like small
stature®, Jow intelligence®, genital hypo-
plasia¢, psychotic episodest, diffuse
fibrosis with nodulation effect mainly in
the lower lobe of langs?* and cystic
changes in bones? were not present in
our cases.
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