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CASE REPORT

Pemphigoid gestationis successfully treated with
intravenous immunoglobulin

Filipa Tavares Almeida,' Rita Sarabando, Joana Pardal,® Celeste Brito'

SUMMARY

Pemphigoid gestationis (PG), also known as herpes
gestationis, is a rare autoimmune blistering disease
specific to pregnancy, which usually presents in the
second or third trimesters and, in 15%-25% of cases,
during the immediate postpartum period.'Although the
ethiopathogeny of PG is not fully clarified, most patients
develop antibodies against a 180kDa transmembrane
hemidesmosomal protein (BP180; BPAG2; collagen
XVII).2 PG has a strong association with human leucocyte
antigens DR3 and DR4.?

We report a case of a 29-year-old female patient with PG
successfully treated with intravenous immunoglobulin.

BACKGROUND

The rarity of PG and its limited treatment options
make the approach and management of these
patients difficult, highlighting the importance of
reporting successful cases with a protracted course

successfully treated with intravenous immunoglob-
ulin (IVIG).

CASE PRESENTATION

A 29-year-old female patient, with gestational
diabetes and hypothyroidism diagnosed in the
first trimester of pregnancy, presented at the 32nd

Figure 1

Erythemato-oedematous plaques located on
the abdomen and thighs.

Figure 2 Erythemato-oedematous plaques centred by
vesicles and tense blisters (left thigh).

week of gestation with pruritic and urticarial
plaques located in the navel area, with subsequent
extension to abdomen and legs. Due to dermatosis
exacerbation after delivering (at 39 weeks and 3
days), she was referred to dermatology. Physical
examination revealed annular erythemato-oe-
dematous plaques, associated with vesicles, tense
bullae (clear fluid filled) and haemorrhagic crusts,
dispersed throughout the limbs and trunk (figures 1
and 2).

INVESTIGATIONS

A clinical diagnosis of pemphigoid gestationis (PG)
was made. This was supported by histology that
showed a dermo-epidermal blister with conspic-
uous eosinophils within the blister and in the papil-
lary dermis (figure 3). Direct immunofluorescence
(IF) demonstrated a linear deposition of C3 along
the basement membrane (figure 4).

TREATMENT

We decided to initiate treatment with oral predniso-
lone (0.5 mg/kg/day), oral antihistamine and topical
steroids. After 3 days, the appearance of new
lesions in the trunk and buttocks led to predniso-
lone increase to 0.75 mg/kg/day mg per day. After
1week, given the evolution to generalised bullous
eruption, pruritus worsening and diagnosis of gesta-
tional diabetes, we decided to start IVIG 25 g per
day, during 5 days. The lesions started to improve,
and the patient referred pruritus decreasing.

OUTCOME AND FOLLOW-UP
The patient completed six mensal IVIG cycles.
A significant improvement in both pruritus and
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Figure 3  Skin with a dermo-epidermal blister containing
polymorphonuclear neutrophils (H&E 100x). Inset: perivascular
inflammatory infiltrate with eosinophils in the dermis (H&E 400x).

skin lesions was observed after the first course of IVIG. Oral
corticotherapy was also gradually tapered. At the third cycle of
IVIG, a complete remission was observed. The newborn did not
develop cutaneous lesions. The patient remains asymptomatic
3 months after therapy.

DISCUSSION

PG is rare, and its treatment is challenging, with a lack of
controlled studies.* Side effects can be harmless both to mother
and baby, even though immunosuppressive drugs and plasma-
pheresis have been attempted in recalcitrant disease.® Topical
and oral corticosteroids are the mainstay of therapy,® but when
the disease persists, therapeutic options are limited.” 8 IVIG has
been used to treat autoimmune skin blistering disorders, with
successful suppression of blisters, allowing at the same time a

Figure 4 Linear deposition of C3 along the dermo-epidermal junction
(direct immunofluorescence).

Learning points

» Pemphigoid gestationis (PG) clinical presentation and course
may vary considerably, but in 75% of the patients occurs a
flare at the time of delivery.

» Neonatal disease occurs in up to 10% of cases and is typically
mild with spontaneous resolution.

» In patients’ refractory to conventional therapy, IVIG should be
considered, given its safety profile.

» PG tends to recur in subsequent pregnancies, usually with an
earlier onset and more severe course.

reduction in the dose of corticosteroids.” Given this, some
authors reported the use of IVIG for treating PG, and it has occa-
sionally been used in combination with immunosuppressants
such as ciclosporin or azathioprine.'*™"

Few cases of PG successfully treated with IVIG were reported
in the literature, highlighting the interest of our case.
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