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1 | INTRODUCTION

Lichen planus pigmentosus (LPP) is a variant of lichen pla-
nus characterized by purple-black macules and patches on
sun-exposed areas such as face. Here we report a rare case of
periorbital lichen planus pigmentosus which was accompa-
nied by pemphigus vulgaris shortly after we began treatment
with topical steroid and calcineurin inhibitors.

Lichen planus is a chronic inflammatory disease causing
cutaneous eruption and mucosal involvement. Lichen planus
pigmentosus (LPP) is a rare variant of lichen planus charac-
terized by dark brown or slate gray macules in sun-exposed
areas like face and neck, and it mostly occurs in middle-aged
dark-skinned individuals.’ Only few cases of periorbital
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Lichen planus pigmentosus is a rare variant of lichen planus with different patterns
and manifestations. The coexistence of LPP and PV suggests that there might be a

relationship between these two conditions in terms of immunologic mechanisms.

coexistence, lichen planus pigmentosus, pemphigus vulgaris, periorbital lichen planus pigmentosus

lichen planus pigmentosus have been reported previously.z’3
It is a rare clinical manifestation of LPP which sometimes
masquerades as racoon eye.’

Pemphigus vulgaris is an autoimmune disease destroy-
ing the keratinocyte connections causing vesicle. Recent
studies have reported the associations between pemphigus
vulgaris and other autoimmune conditions such as hypo-
thyroidism, irritable bowel disease, type 1 diabetes, rheu-
matoid arthritis, and systemic lupus erythematous.4’5 The
coexistence of pemphigus vulgaris and oral lichen planus
has been reported previously.6 A case report from 1987 has
also reported the coexistence of general lichen planus and
pemphigus Vulgaris.7 Here we report a rare case of a patient
presenting with periorbital pigmentation diagnosed with
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lichen planus pigmentosus which was later accompanied by
pemphigus vulgaris.

2 | CASE REPORT

A 39-year-old male patient presented to our dermatology de-
partment with the chief complaint of bilateral pigmentation
and darkening of upper and lower eyelids for months. There
was no history of associated trauma, sun exposure, drugs, and
cosmetics. He had a history of keratoconus that was taken
care of by hard lens under an ophthalmologist observation
and grade one fatty liver. Physical examination revealed
purple-black discoloration of upper and lower eyelids and
medial and lateral canthus of both eyes without ulceration
and telangiectasia (Figure 1A,B).

He had no pruritus. The primary diagnosis of lichen pla-
nus pigmentosus was confirmed by the biopsy results report-
ing epidermal atrophy, vacuolar degeneration, and obvious
melanin incontinence. (Figure 2A,B).

FIGURE 1
eyelids

(A,B) purple-black discoloration of lower and upper

After consulting the ophthalmology department regarding
his past medical history, we initiated treatment with topical
ophthalmic betamethasone and topical calcineurin inhibitor
(Pimecrolimus, Elidel [R]). Following 2 months of partial
recovery, he complained of erosions on his nose and scalp,
which did not respond to topical antibiotic therapy properly
after 3 weeks (Figure 3). He also complained of bleeding
while brushing his teeth. Two biopsy specimens of oral mu-
cosa and nose erosion (from the advancing edge) were per-
formed for routine histopathology, and one biopsy for direct
immunofluorescent study was done on peripheral erythema-
tous skin of nose erosion.

Microscopic examination of the oral lesion showed eosin-
ophilic spongiosis that may occur in early pemphigus lesions.
Histopathologic examination of nasal skin lesion exhibited
suprabasilar clefting in epidermis with acantholytic cells in
the split region. Basal cell layer had a characteristic “tomb-
stone” appearance on the floor of the vesicle (Figure 4A,B).
Direct immunofluorescence showed intercellular deposits of
IgG and C3 in a “fish-net” appearance. Indirect immunoflu-
orescence was done on patient serum and both anti-Dsg-1
and anti-Dsg-3 antibody checked and anti-Dsg-3 antibody

FIGURE 2 (A) Histopathology of palpebral lesion showing
atrophy of the epidermis and melanin incontinence (H&Ex100). (B)

Focal basal cell layer degeneration, and few civatte bodies are noted in
high power (H&EX400)
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FIGURE 3 Nasal erosion

titers were high and reported positive (anti-Dsg-3: 1:320). A
definite diagnosis of pemphigus vulgaris was made based on
clinical, histopathological, and DIF findings.

We began 60 mg of daily prednisolone and tapered the
dosage to 15 mg every other day within a year as the lesions
started to recover. New lesions appeared on his nose and
scalp afterward which were resistant to topical steroid and
steroid injection. Finally, we continued the treatment with a
daily dosage of 30 mg of prednisolone and 50 mg of azathio-
prine twice a day that led to full recovery of the skin lesions.
Patient is currently under treatment, and new lesions have not
appeared yet.

3 | DISCUSSION

Lichen planus pigmentosus is an uncommon variant of li-
chen planus with an unknown e’[iology.8 It can be concomi-
tant with other conditions such as hepatitis C infection,
nephrotic syndrome, and head and neck cancers.””'! Lichen
planus pigmentosus is characterized by brown-bluish mac-
ules on sun-exposed parts of the body like face and neck,
which can later progress to hyperpigmented patches.lz_14
It has various patterns including diffuse, reticular, linear,
perifollicular, blaschkoid, and zosteriform.”>” Unlike li-
chen planus, Wickham striae and pruritus are often absent
in lichen planus pigmentosus.18 Typical histopathologic find-
ings in LPP include vacuolar degeneration of the basal cell
layer with perivascular or lichenoid infiltrate, pigmentary
incontinence, keratinocyte apoptosis, and superficial dermal
melanophages.8
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FIGURE 4 (A) Histopathology of nasal skin lesion showing
suprabasal cleft (H&EX100). (B) High power shows thumb stone
appearance. (H&EX400)

Periorbital linear lichen planus pigmentosus is an ex-
tremely rare condition. Bilateral periorbital involvement has
been reported previously.z’3 Considering the involvement of
eyelids, most probable differential diagnoses would be der-
mal melanocytosis, post-inflammatory hyperpigmentation
secondary to atopic dermatitis, allergic contact dermatitis,
Riehl's melanosis or pigmented cosmetic dermatitis (PCD),
fixed drug eruption (FDE), and tear trough associated with
aging.5 Treatment modalities for LPP include topical ste-
roids, topical calcineurin inhibitors (pimecrolimus, tacroli-
mus), dapsone, and most importantly photoprotection.2

Pemphigus vulgaris is an autoimmune condition caused
by circulating autoantibodies against keratinocyte cells that
involves skin and mucosa. Previous studies have investigated
coexistent diseases with pemphigus vulgaris and suggested
that the prevalence of rheumatoid arthritis, type 1 diabetes,
autoimmune thyroid disease, irritable bowel disease, and sys-
temic lupus erythematous increases in patients with pemphi-
gus vulgaris compared to the general population.“’5 There are
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reports of coexistence of pemphigus vulgaris and pemphigus
foliaceus with oral lichen planus.19 Balighi et al reported the
coexistence of pemphigus vulgaris with oral lichen planus in
which pemphigus lesions responded to rituximab but lichen
planus lesions did not. This suggested that the pathology of
these two conditions might be different despite all the other
clinical and immunological similarities.® Also, Lee et al’ re-
ported a case of generalized lichen planus coexistent with
pemphigus vulgaris in 1987. Lajevardi et al studied the role
of autoantibodies against desmoglein-1 and desmoglein-3
in the pathogenesis of lichen planus, which revealed an in-
creased level of anti-Dsg-3 antibody in erosive oral lichen
planus.20 Also in another case report, Michele D Mignogna
et al. reported the case of two female patients who after an ini-
tial diagnosis of oral lichen planus developed mucous mem-
brane pemphigoid in a period ranging from 3 to 11 years.
Data provided in that case report originated the hypothesis
that epitope spreading phenomenon might be the underlying
mechanism of this event.?!

In this case, the simultaneous occurrence of LPP and PV
was significant and suggests that there might be a relationship
between these two conditions in terms of pathophysiology
and etiology. Also, the coexistence of these two conditions
could be an accidental finding as it is extremely rare. Further
studies need to be done to investigate the possible relation-
ship between LPP and PV.

4 | CONCLUSION
Lichen planus pigmentosus is a rare variant of lichen planus
with different patterns and manifestations. The coexistence of
LPP and PV suggests that there might be a relationship between
these two conditions in terms of immunologic mechanisms.
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