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Abstract

Lichen planus pemphigoides (LPP) is an uncommon skin condition that is characterized by signs of lichen planus
associated to subepidermal detachment with deposits of autoantibodies along dermal-epidermal junction basement
membrane. LPP is infrequent in adults, but extremely rare in pediatric population; indeed just 17 cases were
reported. We report a rare case history of a 6-year-old boy with clinical and histological findings of an erythrodermic
LPP.
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Introduction
Lichen planus pemphigoides (LPP) is an uncommon skin condition

that is characterized by signs of lichen planus associated to
subepidermal detachment with deposits of autoantibodies along
dermal-epidermal junction basement membrane. LPP is infrequent in
adults, but extremely rare in pediatric population; indeed just 17 cases
were reported. We report a rare case history of a 6-year-old boy with
clinical and histological findings of LPP.

Clinical Case
This is a 6 years old boy, who consulted in our dermatology

department for pruritic erythrodermia. There was no particular
medical history apart a pharyngitis that appeared 3 weeks before an
eruption made of papules on the hands and feet, evolving in
erythrodermia in 3 months, with blisters appearing. The
dermatological examination found a patient with dry erythrodermia,
with the presence of purplish papular lesions on the hands and wrists,
as well as tense blisters and post-bullous erosions in the thighs and legs
(Figure 1). Nikolsky's sign was negative. The examination of the oral
mucosa found a reticular pattern on the cheeks. The examination of
the skin appendage found a scaly condition of the scalp without nail
disorder. Histological examination of a skin biopsy performed on a
recent bullous lesion revealed a subepidermal blister containing
neutrophils associated to dense lichenoide lymphohistiocytic
inflammatory infiltrate and pigment incontinence (Figure 2). Direct
immunofluorescence showed linear IgG deposits along the basement
membrane. Indirect immunofluorescence was positive (1/160).

According to these clinical and histological features, the diagnosis of
lichen planus pemphigoides in its erythrodermic form was made. The
serologies of hepatitis B and C were negative. The patient received
systemic corticosteroid (prednisolone) treatment at 0.5 mg/kg/day,
with good clinical progress and dryness of the bullous lesions. No
recurrence was noted after 4 months of follow-up.

Figure 1: Erythrodermia in a 6-year-old boy (a) with tense bullae
and erosion on the thigh (b).

Figure 2: Cutaneous histology (HE, G x 4), subepidermal blister
containing neutrophils (a), dense lichenoide lymphohistiocytic
inflammatory infiltrate (b).
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Discussion
LPP is a rare, acquired, autoimmune subepidermal bullous disorder,

characterized by the co-existence of both signs of lichen planus and
bullous pemphigoid in the same patient.

LPP affects mostly adults, while it is unusual in children; only 17
cases have been reported in the literature. Male to female sex ratio is 1
[1]. The lowest age reported in child is 2-year-old [2].

Clinically, LPP is characterized first by lichenoid pruritics lesions
and after 2 weeks to 16 weeks, bullous lesions appear on lichen planus
lesions or on uninvolved skin [1]. The erythrodermic form is rare, it
has been described in just 11 cases in adult, but it has never been
reported in the literature in children. Our patient was admitted with
erythrodermia occurring 3 months after the first eruption. The
presence of oral lichen was noted in 4 cases before ours.

Histologically, there is a co-existence of the signs of lichen planus
(lympho-histiocytic infiltrate with pigment incontinence) and bullous
pemphigoid (detachment subepidermal), with the presence of linear
deposits of IgG and/or C3 along the junction of the basement
membrane [3]. Serum IgG antibodies directed against the PB180
antigen or PB230 can be demonstrated.

The exact etiology of LPP is still unknown, it is usually idiopathic.
In children, 2 cases were triggered by chickenpox [4,5] another case
after exposure to the sun [6]. In our patient, LPP seems to be triggered
by the episode of pharyngitis that preceded the rash by 3 weeks.

The pathophysiology of this dermatosis is still unclear, it can be
explained by the phenomenon of "epitopic spreading", that was
proposed by Vanderlugt and Miller in 1996 [7]. Indeed there is a
sensitization of autoreactive B and T cells during a chronic
autoimmune or inflammatory response, as in the lichen planus, which
leads to a production of auto-antibodies directed against the
components of the basement membrane such as Ag BP 180, ultimately
responsible for the onset of bullous lesions [8].

In children, the treatment of LPP is mainly based on dapsone and
dermocorticoids in the first place and oral corticosteroid therapy or
methotrexate in second intention [1]. Generally, the LPP has a good
prognosis, with a recidivism rate estimated at 23% in children.

Conclusion
We report the first case of erythrodermic LPP in children. It is a

serious form that poses a problem of differential diagnosis with the
other causes of acquired erythrodermia in child and which requires an
early and adequate care to avoid complications.
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