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A Case of Laugier-Hunziker Syndrome

Eun Jung Kim, M.D., Sang Hyun Cho, M.D., Jeong Deuk Lee, M.D.

Department of Dermatology, Our Lady of Hospital, College of Medicine,
The Catholic University of Korea, Incheon, Korea

Laugier-Hunziker syndrome is a rare idiopathic acquired hyperpigmentation of oral mucosa
and lips which is often associated with longitudinal melanonychia. This condition is known
to be an entirely benign disease with no systemic manifestations. Herein we report a case of
a 54-year-old woman presenting with a 7-year history of asymptomatic oral pigmentation and
linear pigmented streaks of several fingernails. Histological examination taken from the mucosal
lesion of tongue revealed increased pigmentation at the epithelial basal layer and a few melano-
phages in the submucosa. The lack of a family history coupled with the absence of any polyps
on the endoscopic examinations of upper and lower bowel as well as the clinical features with
late onset were all in favor of a diagnosis of Laugier-Hunziker syndrome. The significance of
this disease is due to the need to differentiate this disorder from other pigmentary disorders
of the oral mucosa, especially Peutz-Jeghers syndrome.

(Ann Dermatol (Seoul) 20(3) 126~129, 2008)
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INTRODUCTION

In 1970, Laugier and Hunziker' described acquired
macular hyperpigmentation of the lips and oral
mucosa in 5 patients, with longitudinal nail pigmen-
tation in 2 of them. The eponymous terminology
"Laugier-Hunziker syndrome" (LHS) was later coined
to designate this entity. Additional reports em-
phasized the absence of associated systemic disease,
and the need to differentiate this condition from
diseases that have similar pigmentary changes but
also significant systemic abnormalities”’. The im-
portance of recognizing this benign syndrome is to
avoid unnecessary and invasive diagnostic investiga-
tion and treatment. We herein describe a case of
a 54-year-old woman with classical findings of
Laugier-Hunziker syndrome to underlie the impor-
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tance of this differential diagnosis.

CASE REPORT

A 54-year-old woman presented with a 7-year
history of pigmentary change on the lips and int-
raoral mucosa. She was otherwise healthy with no
history of gastrointestinal problems. There was no
relevant family history. There was no drug or
exposure history to explain the findings. Oral lesions
manifested as irregular dark brown to black con-
fluent pigmented macules on the upper and lower
lips extending to intraoral surfaces (Fig. 1A). Diffuse
pigmentary change with indistinct margins on the
lateral and lower aspects of tongue was noted (Fig.
1B). Inspection of her fingernails showed longi-
tudinal hyperpigmented streaks spreading onto the
distal nailfolds on several fingers (Fig. 1C). On the
physical examination, she was otherwise unremar-
kable and routine laboratory investigations were all
within the normal range. The patient was referred
for an opinion by a gastroenterologist. In view of the
possibility of Peutz-Jeghers syndrome, she underwent
the endoscopic study of upper and lower bowel,
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Fig. 1. (A) Dark brown to black, confluent, hyperpigmented macules on the lips and intraoral mucosa. (B) Diffuse
hyperpigmentation on the lateral surface of tongue. (C) Longitudinal melanonychia of the right index fingernail.
Hyponychium also shows hyperpigmentation.

Fig. 2. Histological examination from tongue mucosal
lesion. (A) Basal layer hyperpigmentation and super-
ficial pigment incontinences (H&E stain, original magni-
fication: X400). (B) Increased melanin pigments in the
basal layer of mucosal epithelium and melanophages in
the submucosa (Fontana-Masson, original magnification:
%x400). (C) No melanocytic hyperplasia was detectable
(Immunohistochemical staining for S-100, original magni-
fication: x400).
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which revealed no evidences of polyps. Histological
examination taken from the mucosal lesion of
tongue showed increased basal layer hyperpigmen-
tation without melanocytosis and superficial pig-
mentary incontinence with a few melanophages in
the submucosa (Fig. 2). Given the patient's history
and findings from clinical and histological exami-
nations, a diagnosis of Laugier-Hunziker syndrome
was made. The patient was informed about the
entirely benign and sporadic nature of the disease
with no systemic involvement. No treatment was
desired or administered.

DISCUSSION

Laugier-Hunziker syndrome is characterized by
the presence of a variable number of asymptomatic,
discrete, slate to brown-black pigmented macules
involving the oral mucosa and lips, which are
sometimes confluent or even diffuse”. Buccal mucosa
is commonly affected and reports also include pig-
mentation of the hard and soft palate, the gingival,
the palatoglossal arch, the floor of the mouth and
the tongue. Nail changes are found in about 60%
of cases’. The characteristic changes are longitudinal
pigmented streaks in one or more fingernails’.
Toenails are less frequently involved than fingernails.
Pigmentary change has also been reported on the
fingertips and nail folds’. Pigmentation around the
proximal nailfold has been termed the pseudo-
Hutchinson's sign and no evidence of malignant
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changes has been reported®. The onset of this con-
dition is usually in middle age and to date there has
been no known association with systemic disease.
Histologically, pigmentations are due to an accu-
mulation of melanin in the basal layer kerati-
nocytes and an increase in the number of mela-
nophages in the submucosa or papillary dermis. The
etiology of this acquired and benign disease remains
undetermined.

Several conditions may induce abnormal mucocu-
tanoues and/or nail pigmentation resembling the
clinical picture of Laugier-Hunziker syndrome. These
include benign racial pigmentation, Addison's disease,
Peutz-Jeghers syndrome, LEOPARD syndrome, LAMB
syndrome, drug ingestion such as minocycline, anti-
malarials, and phenothiazines®’. Most of these
conditions were ruled out in our patient on the
basis of history and clinical examination for the
associated features. The Peutz-Jeghers syndrome was
considered to be the most important differential dia-
gnosis because the classical occurrence of mucosal
and labial pigmentation in this disease may make
diagnostic confusion in our patient.

Peutz-Jeghers syndrome is an autosomal dominant
disorder characterized by hamartomatous gastro-
intestinal polyposis and melanin pigmentation of the
skin and mucous membranes’. The polyps occur
throughout the whole digestive tract with a predi-
lection for the small bowel. Most patients present
in adolescence or young adulthood with episodes of
colicky abdominal pain caused by recurrent intussus-
ceptions or intestinal obstruction. Pigmentation starts

Table 1. Differentiation between Peutz-Jeghers syndrome and Laugier-Hunziker syndrome

Peutz-Jeghers syndrome

Laugier-Hunziker syndrome

Autosomal dominant
Infancy or early childhood

Inheritance

Age of onset

Mucocutaneous features
Oral pigmentation
Nail pigmenation Rare

Systemic involvement

Risk of malignancy

Perioral distribution is typically seen

Acquired
Middle aged adult

Usually confined to intraoral surface
Frequent (approximately 60% of cases)

Hamartomatous gastrointestinal polyposis None
High risk of gastrointestinal (large bowel, None

duodenum, stomach) and extraintestinal
(breast, uterus, cervix, ovaries, testicles,

pancreas) malignancy
Surveillance protocol

Two vyearly entire gastrointestinal investigation, Unnecessary

early breast screening and yearly gynecological

evaluation




A Case of Laugier-Hunziker Syndrome

to appear in infancy or early childhood and occur
most commonly on the lips and oral mucosa. In
addition, periorificial pigmentation around the mouth,
nose and eyes are classically seen, whereas the
lesions of the Laugier-Hunziker syndrome are con-
fined to intraoral surfaces. Although pigmentary nail
changes have been described in cases of Peutz-
Jeghers syndrome, these are rare’®. A number of
studies have shown a significantly increased risk of
malignancy, both gastrointestinal as well as extrain-
testinal such as the breast, uterus, cervix, ovaries,
testicles and pancreas, and the chance of an affected
person to die of cancer by the age of 57 has been
estimated to be as high as 48%!!. Therefore, com-
prehensive surveillance protocols have been esta-
blished for patients with Peutz-Jeghers syndrome
consisting of two yearly entire gastrointestinal endo-
scopic investigation, early breast screening, and
yearly gynecological evaluation'.

Therefore, several pieces of evidence including
lack of polyposis, late onset in middle age and no
family history of findings typical of Peutz-Jeghers
syndrome strongly render this diagnosis unlikely in
our patient. Moreover, longitudinal melanonychia
together with the absence of periorificial distribution
was another piece of evidence in favor of the
Laugier-Hunziker syndrome (Table 1). The patient
was reassured about the benign and sporadic nature
of her condition.

Although there are four reported cases of Korean
patients with this condidion'*"’, we think that this
condition is probably more common than is generally
recognized, considering that some patients have
been mislabeled as Peutz-Jeghers syndrome due to
its similarity of mucocutaneous features. In conclusion,
Laugier-Hunziker syndrome remains a diagnosis of
exclusion. It should be kept in mind when con-
fronted with a patient with pigmentary changes
suggestive of Peutz-Jeghers syndrome. Correct clinical
identification of this benign syndrome negates the
need for unnecessary invasive screening protocols.
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