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Acral blisters in neonates: Three rare and benign diseases
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1 | INTRODUCTION

Neonatal autoimmune blistering dermatoses (AIBDs)
relieve from different etiologies. Neonatal pemphigus
(NP) and neonatal bullous pemphigoid (NBP) are rare
and transient." They result from the passive transplacen-
tal transfer of maternal autoantibodies to fetus through
the placenta.'” They can begin or can be exacerbated as
the pregnancy progresses and immediately after delivery.
Pemphigus becomes active in the second trimester of preg-
nancy and improves in the third trimester due to endog-
enous corticosteroid secretion from the placenta.' Female
patients with AIBDs may experience stillbirth, high pro-
portion of prematurely born neonates and even infertil-
ity. The adverse course of the disease during pregnancy is
related to poor control as there are high titers of pemphi-
gus or bullous pemphigoid antibodies. In fact, when auto-
antibodies affect the fetus early in gestation, the clinical
sequelae may be more severe, causing a disproportionate

Exclusive acral involvement in neonatal pemphigus is unusual. Blisters in neona-
tal bullous pemphigoid, affecting 2%-3% of newborns of mothers with gestational
pemphigoid, can be located in the trunk, limbs and acral areas. Unlike neonatal
bullous pemphigoid, which can appear up to 5days after birth, neonatal pemphi-
gus is often revealed at birth. They are benign diseases in newborns. There is no
correlation between the disease severity in babies and mothers. Neonatal risk is
dominated by the side effects of corticosteroid therapy.

blisters, bullous pemphigoid, neonates, pemphigus

effect on the desmosome, hemidesmosome and basement
membrane zone adhesion points.

We report 2 cases of NP and a case of NBP with partic-
ular clinical presentations.

1.1 | Cases1and?2

Two newborn boys presented in the first hour of life flac-
cid fluid-filled blisters and erosions on the hands and feet
(Figures 1-3) but the skin around blisters was normal
while for the rest of their skin, no oral and genital mu-
cosae was observed. The Apgar score was 9 and 10 after
1 and 10 min, respectively. The babies weighed 3200 and
2700grams, respectively. At the initial dermatological
screening, the following diagnoses were suggested: bul-
lous impetigo, hereditary epidermolysis bullosa (HEB)
or AIBDs, such as pemphigus or bullous pemphigoid.
There was neither family history of HBE nor AIBDs.
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FIGURE 1 flaccid fluid-filled blisters and erosions on the soles
of the first boy

FIGURE 2 post blistering erosion on the hand of the second boy

Other important differential diagnoses were the dermato-
logical manifestation of TORCH and congenital varicella
syndrome.

In the first boy, the diagnosis of bullous impetigo was
the most likely to be made. Local care with antibiotic

FIGURE 3 flaccid fluid-filled blisters and erosions on the feet
of the second boy

therapy was prescribed with good outcome. Fifteen days
later, a follow-up examination revealed plantar desquama-
tion without new blisters.

His 25-year-old mother was very anxious. She confessed
that she was being followed up for pemphigus vulgaris.
Histology showed supra-basal clefting with acantholysis
in the deep epidermal layer. Direct immunofluorescence
(DIF) revealed epidermal intercellular deposition of IgG
and C3.

During pregnancy, she was treated with oral cortico-
steroid therapy (1 mg/kg/day). Her pemphigus was sta-
ble throughout the follow-up with a gradual decline to
0.3 mg/kg/day. At the delivery, she had pigmented mac-
ules without active lesions.

For the second baby, his mother was followed up for
pemphigus foliaceus in our dermatology department
and treated by corticosteroid therapy (10 mg/day). Anti-
desmoglein 1 antibodies were positive over 200 UI/ml
while anti-desmoglein 3 antibodies were negative. Her
disease became active again in the second trimester of
pregnancy; however, the lesions went into remission after
increasing the dose of corticosteroids to 1 mg/kg/day. Her
baby was evaluated at the neonatology consultation on his
36th day of life. He was in complete remission of the con-
dition after antiseptic care.
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Based on the mother's medical history and the patient's
lesions, the diagnosis of NP was retained for the two ba-
bies. They did not present new lesions after a 3-month
follow-up.

1.2 | Case3

A newborn boy presented at birth with diffuse urticarial
plaques on the trunk, face and limbs associated with post
blistering erosions of the hands and feet (Figure 4) but in
good health. His mother was followed up for gestational
pemphigoid and an examination showed that she had
vesiculo-bullous lesions of the trunk and upper limbs. The
lesions resolved after few weeks under topical corticoster-
oids without recurrence while the diagnosis was an NPB.

2 | DISCUSSION

NP often affects the trunk and the cephalic region.
Exclusive involvement of palms and feet is unusual.
Unlike NP vulgaris, which is relatively frequent, NP
foliaceus is a very rare disease entity.* It may be a re-
sult of desmoglein 3 over expression in neonatal epider-
mis.>® Blisters in NBP, affecting 2%-3% of newborns of
mothers with gestational pemphigoid, can be located in
the trunk, limbs, and acral areas.* The clinical aspect
could wrongly point to an infectious disease; hence,
the importance of the mother examination and medi-
cal history screening.® According to recommendations
for investigation of suspected DBAI, biopsy and DIF are
not recommended if the mother has typical lesions.” If
the diagnosis of AIBD is made before pregnancy, the
latter should be scheduled.” The disease must be stable

]

FIGURE 4 post blistering erosions on the left hand with
diffuse urticarial plaques

under the lowest dose of corticosteroid therapy to avoid
its complications (low birth weight, prematurity, etc.).
In our cases, the mothers were in clinical remission at
delivery while the newborn had an active disease, with-
out having the complications of corticosteroid therapy.
NP and NBP have a good prognosis* and usually resolve
within the first 3-5weeks of life."* There is no corre-
lation between the severity of the disease on the baby
and the mother.’ However, stabilization of the disease
before conception remains essential.

3 | CONCLUSION

Unlike neonatal bullous pemphigoid, which can appear
up to 5days after birth and have a male predominant,**
neonatal pemphigus is often revealed at birth. They are
benign diseases in newborns. Neonatal risk is dominated
by the side effects of corticosteroid therapy.
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