PHOTO CHALLENGE

Hyperpigmentation on the Head
and Neck

Blake E.Vest, MD; Spyros M. Siscos, MD; Anand Rajpara, MD

A 78-year-old Asian woman presented to the
dermatology clinic with progressively worsening
dark spots on the forehead and neck of 3 months’
duration. She noted mild pruritis and hair loss
involving the eyebrows and anterior scalp. Her
medical history was notable for type 2 diabetes
mellitus. She denied any new medical condi-
tions or medications and had no prior history of
similar' symptoms. Physical examination showed
hyperpigmented brown macules and patches

on the forehead (top) and anterior neck (bottom)
with sparing of the posterior neck and lower face.
Alopecia with areas of perifollicular erythema and
hyperpigmentation with reduced follicular open-
ings were present on the eyebrows and anterior
forehead. Two punch biopsies of head and neck
lesions were performed.

WHAT’S YOUR DIAGNOSIS?

a. ashy dermatosis

b. frontal fibrosing alopecia overlapping with
lichen planus pigmentosus

c. keratosis follicularis spinulosa decalvans

d. postinflammatory hyperpigmentation

e. pseudopelade of Brocg
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THE DIAGNOSIS:
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Frontal Fibrosing Alopecia Overlapping With

Lichen Planus Pigmentosus

icroscopic examination revealed focal dermal
l\/|pigmentation, papillary fibrosis, and epidermal

atrophy. These clinical and histologic findings
indicated a diagnosis of fully developed lichen planus
pigmentosus (LPP) overlapping with frontal fibrosing
alopecia (FFA). Other cases have demonstrated an asso-
ciation between LPP and FFA.'?

Lichen planus pigmentosus is considered an uncom-
mon variant of lichen planus, as it has similar his-
topathologic findings and occasional coexistence.®* It
is characterized by hyperpigmented macules primarily
located in sun-exposed and flexural areas of the skin.
First described in India,” this disease has a predilection
for darker skin (Fitzpatrick skin types III-V),*” and it has
been reported in other racial and ethnic groups including
Latin Americans, Middle Eastern populations, Japanese,
and Koreans.*® Typically, lesions initially appear as ill-
defined, blue-grey, round to oval macules that coalesce
into hyperpigmented patches. Involvement most com-
monly begins at the forehead and temples, which are
affected in nearly all patients. Infrequently, LPP can be
generalized or affect the oral mucosa; involvement-of the
palms, soles, and nails does not occur. Patients may be
asymptomatic, but some experience mild pruritus‘and
burning. The disease course is chronic andinsidious, with
new lesions appearing over time and oldJesions progres-
sively darkening and expanding.®”?

Although the pathogenesis of LPP is unknown, sev-
eral exposures have been implicated, such as amla oil,
mustard oil, henna, hair«dye, and environmental pol-
lutants.” Because lesions. characteristically occur in sun-
exposed areas, UV light also.may be involved. In addition,
studies have suggested that LPP is associated with endo-
crinopathies such'as.diabetes mellitus and dyslipidemias,
as in our patient, as well as autoimmune conditions such
as vitiligo and systemic lupus erythematosus.'*"

Histopathologic findings are characterized by vacu-
olar degeneration of the basal layer in the epidermis as
well as perivascular lymphohistiocytic infiltration and
the presence of melanophages in the dermis.* Lichen
planus pigmentosus is difficult to treat, as no consistently
effective modality has been established. Topical tacro-
limus, topical corticosteroids, oral retinoids, lasers, and
sun protection have been implemented with under-
whelming results."?

Frontal fibrosing alopecia is a variant of lichen pla-
nopilaris that predominantly affects postmenopausal
women and presents with frontotemporal hair loss in a
bandlike distribution.>"® Both terminal and vellus hairs
are affected. Involvement of multiple hair-bearing sites
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of the skin have been reported, including the entire
scalp, eyebrows, and eyelashes. Affected areas may dis-
play hypopigmentation and be accompanied by pruritus
and trichodynia.’'® The pathogenesis currently is under
investigation, with studies demonstrating autoimmune,
genetic, and possibly even endocrine predispositions.'*
Biopsies of lesions are indistinguishable from lichen pla-
nopilaris, which shows folliculardymphocytic infiltration,
perifollicular fibrosis, interface dermatitis of the follicular
infundibulum and isthmus, and vertical fibrous tracks.’
Patients with FFA have demonstrated variable responses
to treatments, with one study showing improvement with
oral finasteride or dutasteride." Topical and intralesional
corticosteroids have yielded suboptimal effects. Other
modalities include hydroxychloroquine and mycopheno-
late mofetil.">*

Co-occurrence of LPP and FFA primarily is seen in
postmenopausal women with darker skin,"* as in our
patient, though premenopausal cases have been reported.
Lichen planus pigmentosus may serve as a harbinger in
most patients.”? In a similar fashion, our patient pre-
sented with hyperpigmented macular lesions prior to the
onset of frontotemporal hair loss.

Our patient was started on finasteride 2.5 mg daily,
minoxidil foam 5%, clobetasol solution 0.05%, triamcino-
lone ointment 0.1%, and hydrocortisone ointment 2.5%.
She was instructed to commence treatment and follow
up in 6 months.

The differential diagnosis includes dermatologic con-
ditions that mimic both LPP and FFA. Postinflammatory
hyperpigmentation and fixed drug reaction were unlikely
based on the patient’s history. The lesions of ashy derma-
tosis are characteristically gray erythematous macules on
the trunk and limbs. Riehl melanosis is a rare pigmented
contact dermatitis that is associated with a history of
repeated contact with sensitizing allergens. Although
Hori nevus is characterized by small, blue-gray or brown
macules on the face, lesions predominantly occur on the
bony prominences of the cheeks. Melasma also presents
with dark to gray macules that affect the face and less
commonly the neck, as in our patient.?

Early discoid lupus erythematosus presents with
round erythematous plaques with overlying scale extend-
ing into the hair follicles. In pseudopalade of Brocq, an
idiopathic cicatricial alopecia, lesions typically are flesh
colored. Biopsy also shows epidermal atrophy with addi-
tional dermal sclerosis and fibrosis. Folliculitis decalvans
is a scarring form of alopecia associated with erythema
and pustules, findings that were not present in our
patient. Keratosis follicularis spinulosa decalvans is a
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rare, X-linked inherited ichthyosis manifesting as scarring
alopecia with follicular depressions and papules on the
scalp in younger males. Photophobia and other mani-
festations may be present. Alopecia mucinosa is a non-
scarring alopecia with grouped follicular erythematous
patches or plaques. Mucin sometimes can be squeezed
from affected areas, and histopathologic examination
shows mucin accumulation.*
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