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Sir,

Idiopathic lenticular mucocutaneous pigmentation
[Laugier—-Hunziker syndrome (LHS)] is a benign
pigmentary disorder characterized by discrete
and confluent, slate to brown-black macules on
skin and mucosae.'? It is a rare disorder which
represents an important clinical differential to Peutz—
Jeghers syndrome (PJS), which is associated with
gastrointestinal hamartomatous polyps and various
benign and malignant neoplasms. Absence of these
systemic findings suggests the diagnosis of LHS."!

A 19-year-old female presented with multiple, discrete,
brown-black oval to irregular shaped macules on lips,
buccal mucosae, palate, tongue, and perioral skin,
since birth. She also developed multiple light brown
freckles on upper part of face including periorbital
skin, nose, cheeks, fingertips and nail folds at the age
of 10-12 years, which increased insidiously in number
for the next 4-5 years during adolescence and since
then it remained static. She had normal built and
no history suggestive of intestinal involvement (like
recurrent abdominal pain, vomiting, gastrointestinal
bleed, malena), palpitation or weakness. There was no
history of any drug intake or excessive sun exposure.
Rest of the skin was normal and there were no blue
nevi, soft tissue swellings or hair abnormalities. There
was no family history of similar skin lesions or findings
suggestive of gastrointestinal involvement seen in PJS.

Examination revealed multiple brownish black
lenticular macules on perioral skin, lips, buccal
mucosae, tongue and palate. Many tiny light brown
irregular and angulated macules were suggestive of
freckles and they were prominently present on nose,
periorbital skin, cheeks and lower forehead [Figure 1].
Similarirregular shaped freckles were also found on the
fingertips and nail folds. Longitudinal melanonychia
was present in the form of streaks of hyperpigmented
macules on the nail plates as well. Ocular mucosa,
genitalia and toenails were spared. Rest of skin,
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Figure 1: Involvement of lips, fingers and longitudinal melanonychia
in the patient

mucosae and hair examination was normal. Routine
hematological and biochemical parameters were
within normal reference range. Intestinal polyposis
was ruled out by barium meal follow-through study.
Invasive (endoscopic) evaluation of gastrointestinal
tract was withheld in view of absence of any symptoms
suggestive of intestinal involvement; also, the patient
did not give consent for endoscopy. Biopsy from one
lentigen on lip showed basal hyperpigmentation and
pigment incontinence. An exclusion diagnosis of LHS
was made; the patient and her family members were
reassured about the benign nature of the disease.

LHS is characterized by asymptomatic, discrete to
confluent, hyperpigmented lenticular mucocutaneous
macules of slate to brown-black color. Lips and oral
cavity including buccal mucosae, tongue and gingivae
are most commonly involved, but involvement of
fingers, nails, palms, toes and external genitalia is also
described.?®! There is increased epidermal melanin
content with or without increase in melanocytes and
presence of macrophages and pigment incontinence
in the papillary dermis on histopathology.**! Rete
ridges may be normal or elongated in size. Basement
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membrane is intact and nevus cells are not seen.
Important clinical differentials of mucocutaneous
hyperpigmentation include PJS, LEOPARD syndrome,
LAMB syndrome, McCune-Albright syndrome,
Addison disease and Gardner syndrome.®’ These
conditions were ruled out by history and clinical
examination. We did not subject the patient to
extensive invasive investigations or genetic studies,
which were also not justified in the absence of clinical
clue toward PJS or other pigmentary disorders. One
unusual feature in our case was the congenital onset of
pigmentation as LHS usually has adult onset. Since we
did not perform molecular genetic studies, complete
exclusion of PJS could not be done.

Q-switched alexandrite laser has been reported to
be effective and safe for treating pigmented lesions
of LHS.®" Physicians should be aware of LHS as
an important clinical differential of other serious
pigmentary disorders like PJS to avoid unnecessary
use of intensive malignancy screening protocols.
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