PHoTO QUIZ

What Is Your Diagnosis?

A 37-year-old pregnant woman at 25 weeks’ gestation presented with a
generalized pruritic rash of 3 weeks’ duration. The rash had initiated around the
umbilicus and continued to progress with subsequent involvement of the arms
and legs. The patient reported no allergies or current medications, and her per-
sonal and family history was unremarkable. She had 2 prior uncomplicated preg-
nancies and deliveries. Physical examination revealed severe ecchymotic plaques,
vesicles, and bullae on the arms (top), as well as confluent erythematous plaques
on the abdomen (bottom), back, and legs. The mucosal surfaces, face, palms,
and soles were spared. Laboratory values were within reference range.
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Phot iz Di ion

The Diagnosis: Pemphigoid Gestationis (Herpes Gestationis)

ermoscopy revealed a patch of erythema
Dwith early central vesiculation (Figure 1).

Perilesional skin biopsies revealed subepider-
mal bullae, and direct immunofluorescence revealed
linear C3 and IgG deposition at the dermoepidermal
junction (Figure 2).

Dermatoses of pregnancy are uncommon and
may demonstrate similar clinical manifestations.
Pemphigoid gestationis (herpes gestationis) is a condi-
tion that may initially mimic other pregnancy-related
skin diseases but is followed by the classic manifesta-
tions of a bullous disease. A biopsy specimen is needed
to identify the epidermal lesions that are present. Once
identified, it responds to treatment with steroids.

Pemphigoid gestationis is a skin disorder in which
circulating IgG autoantibodies react against transmem-
brane proteins and hemidesmosomal components of
the epidermal basal cells.! This process leads to comple-
ment protein activation through the classical pathway,
which promotes leukocyte recruitment and degranula-
tion. The initial clinical manifestation includes pruri-
tus, which is followed by characteristic bullous lesions.

Pemphigoid gestationis is hypothesized to arise
from pathologic maternal IgG induced by paternal
HLA antigens found in the placenta.? The incidence
of pemphigoid gestationis is thought to range from
1:10,000 to 1:50,000,® with typical presentation in the
second or third trimesters. It may be exacerbated dur-
ing delivery and generally resolves after delivery. The
periumbilical region is the first site affected with subse-
quent spreading to the arms and legs.’ The initial differ-
ential diagnosis based on patient history can include an
adverse drug reaction or pruritic urticarial papules and
pustules of pregnancy. Diagnosis is based on histologic
examination of a perilesional skin biopsy. Light micro-
scopy of the biopsy typically reveals subepidermal bullae
with a predominance of infiltrated eosinophils. Direct
immunofluorescence of the biopsy specimen usually
confirms the diagnosis with the presence of linear
C3 and IgG deposition at the dermoepidermal junc-
tion. Indirect immunofluorescence occasionally may
reveal IgG deposition in the basal membrane.*

Treatment generally includes the use of topi-
cal and oral steroids.>® Fetal risks associated with
the disease include premature birth and low birth
weight.2? Our patient initially was started on a
1-mg/kg dose of oral prednisone and topical steroid
(prednisone 60 mg in a tapering dose every 5 days);
she showed a good response at 1-week follow-up.
She was well controlled with a lower maintenance
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Figure 2. Direct immunofluorescence demonstrated the
linear staining pattern of C3 deposition at the dermo-
epidermal junction (original magnification Xx40).

dose through the rest of the pregnancy and did not
show subsequent disease exacerbation.
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