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INTRODUCTION

Lichen planus pemphigoides (LPP) is an autoim-
mune blistering disorder, clinically characterized by
the lichenoid features associated with lichen planus,
along with the bullae associated with bullous pem-
phigoid." LPP is an exceedingly rare diagnosis, with
an incidence of around 1 per 1,000,000 patients per
year.' Typically in this condition, bullae develop on
both lichenoid and nonlichenoid skin, with a re-
ported average lag time of 8.3 months between the
onset of lichenoid dermatitis and the presentation of
bullae.”

The bullae formation is due to antihemidesmoso-
mal autoantibodies and therefore, the diagnosis
requires direct immunofluorescence (DIF) of perile-
sional skin demonstrating basement membrane
linear deposits of IgG or C3,” in conjunction with
clinical and histopathologic findings. Additional DIF
findings may include fibrinogen deposition along
the dermoepidermal junction and Civatte body for-
mation, associated with the lichenoid features that
manifest clinically.

We present here a rare case of LPP, with a unique
presentation of hyperkeratotic plaques on palmar
and plantar surfaces.

CASE REPORT

A 64-year-old Caucasian woman with no significant
past medical history presented with a 2-month history
of progressively worsening pruritic blisters on her
hands, feet, and mouth. Before presentation with
dermatology, triamcinolone 0.1% and clotrimazole

Abbreviations used:

DIF: direct immunofluorescence
LPP: lichen planus pemphigoides
PPK: palmoplantar keratoderma

cream had been prescribed but provided no improve-
ment. Her medications at time of presentation
included buspirone, celecoxib, citalopram, cycloben-
zaprine, gabapentin, lisinopril-hydrochlorothiazide,
and simvastatin; of note, she denied any changes to
her medications within the last year.

Skin examination revealed erythematous papules
on the lower portion of the legs and wrists coalescing
into hyperkeratotic plaques on her palms and soles
(Fig 1). There were also superficially eroded and lacey
appearing white papules and plaques on the lower
mucosal lip, buccal mucosa, and tongue (Fig 2). At
the time of initial presentation, there were no active
bullae; however, the patient did report a history of
blisters on her palms and soles. Laboratory workup
including complete blood count, comprehensive
metabolic panel, hepatitis B, hepatitis C, and HIV
revealed no abnormalities.

Punch biopsies from lesional and perilesional skin
on the shin showed compact hyperorthokeratosis,
hypergranulosis, saw-tooth epidermal hyperplasia,
lichenoid infiltrate obscuring the dermoepidermal
junction, and necrotic keratinocytes, consistent with
the typical features of lichen planus (Fig 2). DIF
demonstrated linear deposition of IgG and C3 along
the basement membrane, focal shaggy basement
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Fig 1. Physical examination demonstrates erythematous papules on (C) wrists and (A) lower
portion of the legs coalescing into hyperkeratotic plaques on (C) palms and (B) soles of feet. D,
Examination of her oral mucosa demonstrates reticulated white papules and plaques along

with superficial erosions.
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Fig 2. Histopathologic findings demonstrate compact
hyperorthokeratosis, hypergranulosis, lichenoid infiltrate
obscuring the dermoepidermal junction, saw-tooth
epidermal  hyperplasia, and occasional necrotic
keratinocytes.

membrane zone staining with fibrinogen, and IgA
and IgM colloid bodies. The clinicopathologic cor-
relation was supportive of a diagnosis of LPP.

The patient was initially treated with topical
triamcinolone ointment and a gradual taper of sys-
temic corticosteroids. Mild improvement was made
on this regimen after 2 months, but with persistent
oral flares, methotrexate 15 mg weekly was started.
With persistence of symptoms, new flares, and
accompanying nausea associated with methotrexate
use, methotrexate was switched to dapsone,’
and patient now reports overall improvement of
symptoms.

DISCUSSION

Differential diagnoses for clinical presentations of
LPP include many of the various lichenoid diagno-
ses. Because the clinical manifestations of LPP
(lichenoid dermatitis and bullae) are relatively
nonspecific, diagnosing this condition requires clin-
ical suspicion precipitating further workup, specif-
ically, perilesional biopsy for DIF. DIF findings
demonstrating linear deposits of IgG and C3 in the
basement membrane zone, indicating an autoim-
mune antihemidesmosomal pathogenesis, allowed
for diagnosis of LPP.*’

Regarding treatment and management, most cases
are successfully treated with systemic corticosteroids,
although topical corticosteroids, dapsone,"* metho-
trexate,” and dupilumab’ have demonstrated
improvement in specific cases. In our patient specif-
ically, methotrexate showed little effect, whereas
dapsone demonstrated symptom improvement.
Further, in managing LPP, considerations should be
made for previously reported associations and po-
tential triggers of this autoimmune disease, including
coexisting neoplasms and the use of angiotensin-
converting enzyme inhibitors or simvastatin,' both of
which this patient had been prescribed without
changes to her medications in the last year.

Our patient’s presentation with prominent hyper-
keratotic plaques on palmar and plantar surfaces, is a
rarer clinical presentation of this entity. To our
knowledge, 4 cases have been published in the
medical literature detailing cases of LPP presenting
with palmoplantar keratoderma (PPK).”' One of
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these patients had a history of hereditary Unna-Thost
PPK since childhood,” however, the 3 other cases
presented with hyperkeratotic plaques on palmar
and plantar surfaces in temporal association with the
onset of LPP symptoms,”*” which was the case in
our patient’s clinical presentation. Further, biopsy of
plantar lesions in 1 case confirmed typical lichen
planus features on histology.” Previous case reports
have hypothesized that autoantibody production
and epitope spreading may be implicated in the
pathogenesis of bullae and PPK lesions.”"" Our case
of LPP presenting with hyperkeratotic plaques on
palmar and plantar surfaces contributes to these
previously reported temporal associations of LPP
and PPK, allowing for stronger evidence for the
consideration of an immunologic mechanism linking
these clinical presentations.

Our case of LPP is both rare, with a reported
incidence of 1 per 1,000,000 patients per year,' and
unique, with hyperkeratotic plaques presenting on
the patient’s palmoplantar surfaces. The growing
number of cases of temporal associations between
presentations of LPP and PPK demonstrate a poten-
tial association and warrants further investigation.
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