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Abstract :

One of the rare differential diagnosis of
blistering skin lesions occurring in new-
borns at birth is Neonatal Pemphigus.
We report here a case of a male neonate
born to a mother who was suffering from
Pemphigus vulgaris, an autoimmune dis-
order during her second pregnancy.
Mother had mucocutaneous lesions and
mucosal involvement was more promi-
nent whereas the infant had cutaneous
manifestations. The disease in the
mother flared up during the third trimes-
ter of pregnancy with increased oral mu-
cosal involvement and was difficult to
manage. The baby was growth restricted
and developed fetal distress which
needed resuscitation at birth.The new-
born had multiple flaccid cutaneous bul-
lae on the trunk and extremities which on
rupture produced erosive lesions. There
was no mucosal involvement. The le-
sions healed in 2-3 weeks time
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Neonate at birth with lesions
Introduction Neonatal Pemphigus is a
rare cause of blistering conditions in new-
borns at birth. It occurs due to the transpla-
cental transfer of maternal IgG autoanti-
bodies formed against desmoglobin -3 and
or desmoglobin-1. In a mother affected with
pemphigus they are transferred through the
placenta to the fetus who exhibit bullae at
birth. There are two major types Pemphi-
gus vulgaris and foliaceus.(1) Both types
are said to be common among Jews, de-
scendants from Middle east and Mediterra-
nean with reported incidence of 0.1-0.5 per
1,00,000 people per year globally(2).
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The Indian literature has reported more than
250 cases of adult pemphigus so far.(3,4)

Case report:

A term (38 weeks) male neonate delivered
after an emergency cesarean section for fetal
distress was noticed to have multiple flaccid
cutaneous bullae spread over the trunk and
both the extremities at birth. His mother had
sudden onset of eruptions on the skin and
mucus membranes during the third trimester
of pregnancy. Her lesions were bullous with
surrounding multiple papules and erosions
and distributed over the skin of the face,
chest, abdomen arms and legs. The lesions
were varying in size. She was started on
treatment with corticosteroids (Prednisolone
30mg per day). At 35 weeks of pregnancy
her skin lesions flared up with vesicles and
erosions in the face, buccal mucosa and lips
and she was hospitalised. The disease was
difficult to control and the dosage of corticos-
teroids was increased to 60mg per day. Her
cutaneous lesions showed slow signs of
healing and no new lesions appeared in the
skin thereafter. But the oral mucosal lesions
continued to increase inspite of escalating
the dose of steroids

Maternal pemphigus - mucocutaneous
involvement

Maternal Pemphigus- cutaneous le-
sions

Towards term the neonate was born
through meconium stained liquor and
was non- vigorous at birth. He was re-
suscitated at birth with positive pressure
ventilation. He was subsequently sup-
ported with oxygen and intravenous flu-
ids. His anthropometric measurements
revealed that he was small for gesta-
tional age and had features of in-utero
growth restriction. The cutaneous blis-
ters ruptured leading on to erosive ar-
eas. There was no involvement of the
palms, soles or mucosa in the neonate.

Neonatal cutaneous manifestations
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Skin biopsy showing intraepidermal bulla

in the suprabasilar region and acantholysis
A differential diagnosis of herpes simplex, can-
didiasis, syphilis, infectious mononucleosis
and epidermolysis bullosa were also consid-
ered. Tzanck smear was positive for acan-
tholytic cells. Mother's VDRL test was nega-
tive. Her skin biopsy showed intraepidermal
bullae and suprabasal clefts with irregular
acanthosis based on which she was diag-
nosed to have Pemphigus vulgaris.

The infant was managed with warm saline
compresses, topical antibiotics and breast
feeds. Fluid input, output and electrolytes were
monitored regularly. Neonatal skin biopsy also
showed intraepidermal suprabasal bullae simi-
lar to maternal findings. All the lesions re-
solved at the end of the second week.

Healed lesions in the third week

Discussion

Pemphigus is an auto immune group
of blistering disorders characterized
by acantholysis (loss of adhesion be-
tween the keratinocytes) that results in
the formation of intraepithelial blisters
in mucous membranes and skin. In
pemphigus IgG autoantibodies are di-
rected against cell to cell adhesion
molecules called desmosomes. Anti-
bodies derived from PV patients bind
both the desmosomes, predominantly
desmoglein-isotype-3 (dsg3) and des-
moglein-isotype-1 (dsg-1). These anti-
bodies binding to the desmogleins dis-
rupt cell to cell binding and cause
acantholysis. The PV antigen, dsg3 is
expressed predominately between
cells of the deep, immediate supra-
basilar region of the epidermis thus
leading to the relatively deeper blister
formation of PV. Additionally, mucosal
sites have been shown to express sig-
nificantly higher levels of dsg-3 rela-
tive to dsg-1, explaining the occur-
rence of mucosal blisters unique to
PV.(5) Pregnancy is not uncommon
among pemphigus patients in India as
it occurs in a lower age group. (4)
8.5% of pemphigus patients became
pregnant according to a retrospective
study by Maryam Daneshpazhooh et
al. Out of the 66 total pemphigus
cases the diagnosis was made before
pregnancy in 48 cases and during
pregnancy in 18 cases. Pemphigus
vulgaris was the most common type
reported (85.4%). Exacerbation of the
disease occurred during pregnancy in
54 % and the disease showed im-
provement in 17%. Postpartum flare
occurred in 44% of cases. The dis-
ease was found to worsen predomi-
nantly during the first and second tri-
mesters and the postpartum periods.

(6)
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The disease is said to be suppressed by the
high endogenous chorionic steroids during
the later gestation. In our patient the diagno-
sis was established based on the clinical fea-
tures (mucocutaneous involvement) and
histopathologic findings (intraepidermal cleft
and acantholysis) during her last trimester of
pregnancy. She was started on treatment
with corticosteroids (Prednisolone 30mg/day)
and required higher doses when the disease
flared up later (60mg/day). Maternal pemphi-
gus causes abortions, still births and prema-
ture births. In the recent English literature the
rate of stillbirth was 10%, perinatal mortality
12% and abortions 9.7%. (6) This may be
due to the disease per se or due to the im-
munosuppressive treatment given to the
mother.

Neonatal pemphigus is a rare complication
of pemphigus in pregnancy. Review of litera-
ture revealed that 40 cases of neonatal pem-
phigus have been reported so far. (7). In a
large retrospective study on pregnancy out-
comes in pemphigus patients the rate of
neonatal pemphigus reported was 1.4%
(single case).(6) In Indian literature three
cases have been reported in the newborn
period.(7,8,9) Majority of the infants have re-
ported to have cutaneous manifestations.
Desmoglein—-3 is the predominant desmo-
some in the adult mucosa as well as neona-
tal skin. The desmoglein-1 is not present
here to compensate for the destruction of the
desmoglein-3 by its antibodies unlike the
adult skin. Thus maternal pemphigus with
predominant mucosal involvement due to the
high titre of anti desmoglein—3 antibodies
have higher incidence of neonatal pemphi-
gus.(5, 10, 11, 12) The placental dysfunction
either due to the disease per se or the treat-
ment given for the disease is the usual mani-
festation seen during advanced pregnancy.
Thus severe maternal disease predisposes
to fetal growth restriction and poor neonatal
outcomes.(13, 14)

The maternal pemphigus vulgaris anti-
bodies transferred transplacentally may
cause transient blisters in the newborn
period. Unlike the maternal disease,
these lesions have been reported to be
short lived and found to clear within a
few weeks. Thus the prognosis of neo-
natal pemphigus is very good. (9,15)

Conclusion:

In summary, we report a rare case of
neonatal pemphigus born to a mother
with an unusual course of this autoim-
mune disorder. Maternal pemphigus
during the third trimester causes fetal
growth restriction. Predominant muco-
sal manifestations in the mother predis-
poses to a higher incidence of neonatal
pemphigus due to sharing of antigen
between the adult mucosa and the fetal
skin (desmoglein-3). The prognosis is
very good with resolution of lesions
completely by 3 weeks of life.
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