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1   |   INTRODUCTION

Pemphigus vulgaris (PV) is an autoimmune bullous 
dermatosis which affects people of all races with equal 
prevalence in men and women.1 The etiology of PV still 
remains unknown. Pathophysiologically, the binding of 
circulating autoantibodies against desmoglein 1 and 3 
to keratinocytes causes the loss of cell–cell adherence in 
basal and suprabasal layers of epidermis and results in 
bullous formation.2 The cutaneous manifestation of PV 
often includes widespread vesicles followed by erosions 
and ulcerations which heal without scarring as these le-
sions are entirely epidermal.3 Nasal and oral mucosae 
are often involved in PV which may either be the only 
manifestation of PV or proceeded by cutaneous lesions.4 
Pemphigus vulgaris is diagnosed by direct immunofluo-
rescence (DIF) (demonstrating in-vivo deposits of anti-
bodies and other immunoreactants such as complements) 
and indirect immunofluorescence (IIF) as well as skin bi-
opsy.5 The histopathologic findings of PV include acan-
tholysis and suprabasal cleft formation. Corticosteroids 
and immunosuppressive drugs are considered as effective 

treatments and have reduced the mortality rate of PV to 
5%–15%.6

Pemphigus vulgaris during pregnancy may result in 
neonatal complications. Maternal antibodies may cross 
the placenta resulting in neonatal pemphigus.7,8 Also, 
corticosteroid treatment can be associated with low birth 
weight, prematurity, adrenal insufficiency, and infection 
in newborns.9,10 We report a case of pregnancy-triggered 
pemphigus vulgaris in first trimester of pregnancy fol-
lowed by the premature birth of a healthy neonate.

2   |   CASE REPORT

An otherwise healthy 41-year-old pregnant woman pre-
sented to our dermatology department with the chief com-
plaint of widespread blistering lesions. She was 8 weeks 
through her fourth pregnancy at the time and her past 
pregnancies had all resulted in fetal deaths as a result of 
severe metabolic disorders following a consanguineous 
marriage. Cutaneous involvement started as papular and 
urticarial lesions on her trunk and abdomen at 4 weeks 
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Abstract
Pemphigus vulgaris is an autoimmune bullous dermatosis which if occurred dur-
ing pregnancy may result in neonatal complications. In this study we report a 
41 years old woman with pemphigus vulgaris that triggered by pregnancy in first 
trimester of pregnancy followed by the premature birth of a healthy neonate.
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of gestation. At 8th week of pregnancy, the patient devel-
oped bullous lesions on oral and genital mucosae in ad-
dition to vesicles on her back, trunk, and abdomen. In 
physical examination, there were several blisters in aver-
age size of 2  ×  2  cm on her abdomen, chest, arms, and 
back (Figure 1A,B). Urticarial lesions were also noted on 
her abdomen and back. Buccal and vulvar mucosae were 
also involved. These blisters were not tender or pruritic 
and there were no signs of excoriation. Skin biopsy re-
ported a suprabasal bulla, the floor of which was lined by 
a single layer of basal cell tombstone appearance and a 
moderate lymphocytic infiltrate and a few eosinophils in 
the dermis (Figure  2A,B). Indirect immunofluorescence 
(IIF) reported positive anti-desmoglein 1 and 3 antibodies 
with the titrate of 1:32 and 1:320, respectively (Figure 3). 
Since the clinical and pathological findings were consist-
ent with pemphigus vulgaris, treatment was initiated by 
65  mg/days of prednisolone. After 4  weeks, her lesions 
partially improved and she did not develop any new le-
sions (Figure  4) so we decided to lower the dosage of 
prednisolone. Prednisolone dosage was gradually tapered 
to 20 mg/days after 5 months. Pregnancy follow-up was 
normal and the patient did not develop any new lesions. 
At 33 weeks of gestation, she underwent a cesarean sec-
tion because of the premature rupture of membranes. A 
healthy male infant was born, weighing 2520  g. Apgar 
scores and cord blood gases were all within normal ranges. 
Physical examination of the premature newborn was nor-
mal and his skin and mucosae were intact. After 3 days, 
IIF of newborn's serum reported positive anti-desmoglein 
3 antibody with the titrate of 1:100 (Figure 3). The new-
born was then screened for adrenal insufficiency and met-
abolic disorders, all of which were reported negative. The 
infant was followed up for 8 weeks and did not develop 
any cutaneous or mucosal lesions. Pemphigus vulgaris in 

mother was also controlled by low dose prednisolone in 
postpartum period, and she had not complained of new 
lesions ever since.

3   |   DISCUSSION

Pemphigus vulgaris is a dermatologic condition with an 
estimated incidence of 0.68 cases per 100,000 persons 
each year.11-14 PV in pregnancy can be more complicated 
regarding the alteration in clinical status, treatment op-
tions, and outcome of pregnancy. Pemphigus vulgaris is 
associated with infertility in active phases which explains 
the even lower incidence of PV during pregnancy.15 Most 
reported cases of PV in pregnancy describe the condition 
and outcome of PV in pregnant women who were already 
diagnosed with PV. Pregnancy as a triggering factor of PV 
is a rare phenomenon. To our knowledge, there is only 
one reported case of pregnancy-triggered maternal PV 
with persistent gingival lesions.14 Also, a retrospective 
study on 66 pregnant patients with pemphigus reported 
that in 18 patients the disease onset was during pregnancy 
and 17 (94.4%) of them had pemphigus vulgaris.16 One 
important differential diagnosis for PV in pregnancy is 
pemphigoid gestationis. Pemphigoid gestationis is a rare 
autoimmune disease during pregnancy and postpartum 
period. It is characterized by intense itching and erythe-
matous papules that later form vesicles. They appear on 
the trunk and abdomen and spare the face and mucosal 
surfaces.17 Clinical manifestations (not involving mu-
cosal surfaces), histopathological findings (subepidermal 
vesicles with lymphocyte and eosinophil infiltration), 
and immunofluorescence findings (C3 and IgG in a lin-
ear band along the basement membrane) of pemphigoid 
gestationis can differentiate it from PV in pregnancy.18 In 
the present case report, pregnancy triggered PV, as the 
patient had no history of cutaneous and mucosal lesions 
of any kind.

According to previous case reports and retrospective 
studies, the outcomes of pregnancy in the presence of PV 
include normal live birth, stillbirth, spontaneous abortion, 
intrauterine fetal death, premature delivery, and neona-
tal pemphigus.19 Most cases are followed by the birth 
of a healthy and full-term newborn which demands the 
cooperation of dermatologists and obstetricians in pro-
viding the best care for the mother and fetus.15 Neonatal 
pemphigus is another outcome of PV in pregnancy. It is 
described as transient flaccid blisters on the skin of the 
neonate which are not progressive and are mostly self-
limiting. Neonatal pemphigus does not require any spe-
cific treatments and it does not result in any particular 
complications for the newborn.20-22 The transmission of 
antibodies (mostly IgG4) through placenta is responsible F I G U R E  1   (A and B) Bullous lesions on trunk and abdomen
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for neonatal pemphigus. In this case, regardless of positive 
anti-desmoglein 3 antibody the newborn did not have any 
cutaneous or mucosal lesions which could suggest that the 
presence of anti-desmoglein 3 antibody is not necessarily 
accompanied by clinical presentations of PV in newborns. 
Although further research is demanded to confirm it, effi-
cient treatment of PV in pregnancy is critical as it reduces 
the risk of postpartum flare-up and also controls the fetal 
outcomes. Prednisolone with low maintenance dosage is 
considered as first line of treatment. Like other cortico-
steroids, prednisolone can cross placenta and increase the 
risk of premature birth, infection, and mortality if used 
in high doses.9 In our case, although prednisolone was 
tapered to low doses after the patient recovered consider-
ably, premature rupture of membranes resulted in prema-
ture birth. Premature birth in our case could be a result of 
prednisolone therapy or triggered by other factors includ-
ing the gynecological history of the patient.

In summary, this case report presents a pregnancy-
triggered pemphigus vulgaris in a 41-year-old woman that 
resulted in the premature birth of a healthy newborn with 
positive anti-desmoglein 3 antibody in the absence of any 
clinical presentation of neonatal pemphigus. Pemphigus 
vulgaris in the mother was efficiently controlled by low-
dose prednisolone through pregnancy and postpartum 
period.
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F I G U R E  2   (A) Suprabasal 
acantholytic blister containing 
keratinocytes (H&E×100). (B) Suprabasal 
acantholytic blister containing 
keratinocytes (H&E×400)

F I G U R E  3   Fluorescent microscopic image for anti-desmoglein 
3 antibody

F I G U R E  4   Improvement of lesions after treatment
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