Dermatology Aspects
Case report 							

Open Access

Dariers disease and pregnancy
Julie A. Quinlivan1* and Louise C. O'Halloran2
*Correspondence: QuinlivanJ@ramsayhealth.com.au
1
University of Notre Dame Australia School of Medicine, Centre for Women's and Children's Health,
University of Adelaide, Australia.
2
Sir Charles Gairdner Hospital Department of Dermatology.

Abstract

Darier’s disease, also known as keratosis follicularis or Darier-White disease, is an autosomal dominant inherited condition.
The disease usually has its onset in the teenage years, meaning it co-exists with the years of fertility in women. The potential
dermatological and obstetric implications of Darrier’s Disease, especially when it involves the groin and vulva, have not been
well reported. We report a case of Darier’s Disease associated with multiple antibiotic resistant folliculitis involving skin of the
breasts, groin, vulva and perineum that precluded safe vaginal delivery.
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Introduction

Darier’s disease, also known as keratosis follicularis or DarierWhite disease, is a rare autosomal dominant inherited disease
with considerable geographical and penetrance variance that
affects approximately 1 in 30,000 individuals [1-3]. The condition
results from a mutation in the ATP2A2 gene [4]. It affects men
and women equally [1]. The disease usually has its onset in
the teenage years, meaning it will co-exist with the years of
fertility in women [5].
Histologically, Darier’s Disease is characterised by dyskeratosis
and suprabasal acantholysis, manifesting as warty plaques and
papules in seborrheic and flexural regions. It is malodorous and
disfiguring; pruritis is common [5]. It often affects the chest,
back, neck, forehead, groin and nails [1,2].
The potential implications of Darrier’s Disease in pregnancy,
especially when it involves the groin and vulva, have not been
well reported.

Case report

A 25-year old woman presented with significant exacerbation
of Darier’s disease. At 20-weeks pregnancy booking, warty
plaques and papules had affected only the seborrheic and
flexural regions of the axilla, neck and submammary area.
However, there had been disease progression and by 34 weeks,
the condition affected both palms, all fingernails, the neck,
sub-mammary area, groin and vulva.
In the groin there were significant follicular papules,
spreading over the labia minor, labia majora, perineum and
perianal area. There was gross fissuring of the skin and leakage
of haemoserous fluid (Figure 1).
In addition, papules had thickened the perineal skin;
the tissue was inelastic and rubbery with a superimposed
inflammatory component (Figure 2).
There was widespread evidence of infected follicles, including

the area where a Pfannenstiel incision would be performed
should a caesarean section be required, as well as the perineal
and forchette region where the fetal head would crown in a
vaginal delivery.
On obstetric examination, the fetus was normally grown,
cephalic presentation, with normal fetal heart rate. An obstetric
ultrasound examination and cardiotocographic trace were
normal.
Swabs were collected from the sub-mammary, groin, vulval
and vaginal area. Cultures demonstrated a heavy growth
of Methicillin resistant Staphylococcus Aureus (MRSA) and a
multiple antibiotic resistant Group B Streptococcus. Viral culture
was negative, including culture for herpes virus. Treatment
was complicated by the patient’s known allergy to penicillin.
Hospital admission was arranged at 36 weeks for infection
review, skin optimisation and delivery planning. Bandages
soaked in chlorhexidine obstetric lotion were applied to the
lower abdomen across the site of potential Pfannensteil incision.
In addition, gauze swabs soaked in Mometasone Furoate
ointment were applied to the perineum and Mometasone
Furoate cream applied to the remaining vulval area.
The skin of the lower abdomen cleared considerably after 48
hours. However, the vulval skin remained thickened, fissured
and continued to leaked haemoserous fluid. There was little
elasticity in the vulval skin precipitating concern that the vulva
would shatter with crowning of the fetal head. After discussion,
caesarean section delivery was booked.
Following clinical microbiology review, it was decided not to
treat the ongoing infections with antibiotics and instead to use
anti- staphylococcal washes for two days before delivery and to
prophylactically cover delivery with Vancomycin for 48 hours.
Due to the risk of newborn Group B Streptococcus infection, the
baby was to be administered prophylactic penicillin from birth.
The patient was admitted at term and delivered by caesarean
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Figure 1. Right groin region showing hyperkeratotic, inelastic
skin with superimposed inflammatory component and
significant follicular papules present.

Figure 2. Vulval region also showing hyperkeratotic inelastic
skin with superimposed inflammatory component with
follicular papules.

section. There were no post-operative complications.
At six-week review, the wound was healed. However,
there was further exacerbation of disease affecting the
breasts. Although there was nipple sparing, the inferior half
of each breast and the area from the sub-mammary region
to the umbilicus was now affected. The mother reported
pain when holding the baby against the breast and had
decided to formula feed. On formal screening there was
no symptomatology consistent with postnatal depression.

Discussion

This is one of the few case reports of pregnancy complicated
by Darier’s disease. In this case exacerbation of disease

doi: 10.7243/2053-5309-1-1

resulted in caesarean section delivery and early cessation of
breastfeeding due to involvement of the groin, vulval, forchette
and breast skin. There have been limited publications on
Darier’s disease in pregnancy [6-9].
Darier’s disease is an obstetric issue because the autosomal
dominant pattern inheritance means that 50% of offspring
will be affected. As a result, couples should be offered genetic
counselling at a preconception visit or offered referral to a
high-risk obstetrician early in the pregnancy for counselling.
Prenatal diagnosis has been possible since the 1980s [10].
Prenatal counselling is difficult in Darier’s disease due
to variable penetrance of disease; it is not possible to
predict the severity of disease in the offspring of affected
individuals and genotype-phenotype correlation studies
have been disappointing [4]. Darier’s disease carries a wide
spectrum of disease phenotypes, with many mild forms of the
disease remaining undiagnosed and severe forms carrying
considerable quality of life impacts.
The varying phenotypes mean that counselling is important,
as women with mild phenotypes may give birth to children
with severe phenotypes. Lack of understanding of genetic
expression may lead to considerable anger, anxiety and
guilt in parents if the child subsequently develops a severe
phenotype of the disease and the couple feel they were not
adequately prepared for this outcome. One mother whose
son had a severe phenotype is reported in the literature as
stating, “I would never have had children if I had known it
could do this.” [5].
Severe disease is usually treated with oral and/or topical
retinoids. These therapies elicit a positive clinical response
in 90% of patients. However, they are teratogenic and
contraindicated in pregnancy. Topical steroids may be safely
used in pregnancy but have poor efficacy [2,5].
As demonstrated in the present case study, Darier’s disease
may cause pregnancy complications when there is skin
involvement of the groin, vulva or perineum where skin
elasticity is important for atraumatic vaginal birth, or when
it involves the lower abdomen where Pfannensteil incision
for caesarean section delivery may be required. It may also
affect delivery if there is widespread back involvement that
precludes safe administration of regional anaesthesia [7].
Histologically in Darier’s disease there is acantholysis that results
in suprabasal clefting with papillomatosis and dyskeratosis
[6,11]. Electron microscopy shows loss of desomosomal
protein attachments and perinuclear aggregation of keratin
filaments [11]. It has been suggested that the primary target
of the chromosomal mutation is the desmosomal plaque
[11]. The histological skin changes predispose to infection
through barrier thinning.
The presence of superimposed infections causes obstetric
problems, especially in respect to Group B Streptococus that
can lead to specific neonatal sepsis and death. Allergy to
Penicillin and multiple antibiotic resistance compromised
antibiotic management further in this case. The development
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of antibiotic resistance may occur in the setting of recurrent
infections where bacterial colonisation of the skin is difficult
to eradicate.
Skin infections may also affect breastfeeding if the breast
is involved. In the present case localised fissuring resulted
in breast pain that lead to discontinuation of breastfeeding.
Neuropsychiatric associations have been reported in Darier’s
disease. The reported associations are predominantly
mood disorders, which affect 50% of patients. The common
expressions of these disorders are depression with suicidal
ideation and suicide attempts [12]. In the context of pregnancy,
this pre-existing vulnerability predisposes the mother to
postnatal depression. It is important to formally screen for
depression at postnatal review.
We present a case of Darier’s disease in pregnancy and
focus on the need for prenatal counselling, review of delivery
modality and vulval skin elasticity, and the need to provide
input for breastfeeding and postnatal depression screening.
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