SYNDROME IN QUESTION
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Do you know this syndrome? *

Vocé conhece esta Sindrome?
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CASE REPORT

A 64-year old woman with hyperpigmented
macules on her fingernails, toenails and lips sought
medical care at a dermatology outpatient clinic. The
condition had been present for at least two years.
Dermatological examination revealed the presence of
brownish, well-defined macules in a lentiginous pat-
tern, bilaterally located in the oral mucosa, with pig-
mentation similar to that of the lips and labial com-
missures (Figure 1). Homogenous hyperpigmenta-
tion was found in symmetrical longitudinal stripes on
the nails of the 1%, 2™ and 3™ fingers, and on the nails
of the 1" and 209 toes (Figures 2 and 3). Similar pig-
mentation was also present on the proximal nail fold
of the 2™ and 3™ fingers of the right hand, with poor-
ly defined borders, characterizing Hutchinson’s sign
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FIGURE 1: Hyperpigmented mac-
ules on the oral mucosa and
lips, including punctiform mac-
ules in the labial commissure

FIGURE 3: Longitudinal melanonychia of

FIGURE 2: Longitudinal stripes of hyperpig-
mentation on fingernails of both hands
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(Figure 4). No nail dystrophy was found and there
were no macules in the conjunctiva, genital mucosa or
on any other area of the body.

Histopathology of samples from the nail plate
and oral mucosa showed only lentiginous hyperpig-
mentation of the basal layer with no cell atypia, an accu-
mulation of melanophages and a deposit of free
melanin in the superficial dermis (Figure 5). Upper
and lower digestive endoscopy revealed normal mucos-
al epithelium with no polyps or masses. Family history
was negative for pigmentary or genetic diseases. Based
on the dermatological and histological findings, the
diagnosis was reached and the patient was informed
with respect to the benign nature of her condition and
the absence of any systemic repercussions.

FIGURE 4: Hutchinson’s sign. Hyperpigmen-
tation of the proximal nail fold of the finger

FIGURE 5: Lentiginous hyperpigmentation

the toenails

of the basal layer without cell atypia
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WHAT SYNDROME IS THIS?
Laugier-Hunziker Syndrome

Laugier-Hunziker syndrome (LHS) was first
described in 1970 as melanotic pigmentation of the
lips and oral mucosa that could also be accompanied
by hyperpigmentation of the nails. ' This original con-
cept of this acquired pigmentary disorder was later
modified to idiopathic lenticular mucocutaneous
pigmentation after the condition was detected in
other areas where a similar histology was found. *’
The etiopathogenesis of this condition is unknown,
although different theories have been proposed to
explain the mechanism behind the melanocytic dys-
function. **

It is most prevalent in women and in general
begins between the ages of 30 and 50 years. It occurs
almost exclusively in whites, unlike the patient in the
current report, who is brown. * The syndrome is char-
acterized by a varying number of asymptomatic,
lentiginous or linear, hyperpigmented, mucocuta-
neous macules. ** Their coloring ranges from brown
to black. They may be single or confluent and gener-
ally involve the mouth and lips. ** Less commonly,
the syndrome may affect the labial commissure, gum,
tongue, palate, fingers and toes, neck, abdomen,
esophagus and the palmar and plantar regions. >
The nails are affected in 60% of cases, although this
feature has never been seen in children. When affect-
ed, one or two homogenous, longitudinal stripes may
appear on the nail plate, affecting it either partially or
completely. >’

Diagnosis is clinical and was reached following
the exclusion of all other causes of mucocutaneous
hyperpigmentation commonly associated with longi-
tudinal melanonychia. ' The pathology of this condi-
tion consists of hyperpigmentation of the basal layer,
an increase in melanophages and the presence of pig-
mentary incontinence in the papillary dermis, with no
hyperproliferation or melanocytic atypia. **” The dis-
order is more evident in the areas most affected.
Mild acanthosis has been described in some reports. *
Therefore, it is a functional change in the melanocyte
of an as yet unknown cause; however, it is probably a
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consequence of chronic stimulation due to enzymatic
hyperreactivity in the biosynthesis of melanin-tyrosin,
which subsequently results in an increase in the num-
ber of melanosomes. > Various conditions should be
included in the differential diagnosis of mucocuta-
neous pigmentary disorders such as the following syn-
dromes: McCune-Albright, LEOPARD, Addison, LAMB,
Gardner, Cronkhite-Canada, neurofibromatosis and
Peutz-Jeghers, as well as racial pigmentation, which is
a benign disorder and the principal cause of longitu-
dinal melanonychia. "*”* Nail disorders may be caused
by fungi such as Scytalidium dimidiatum, Fusarium
spp, Wangiella dermatitidis, Exophiala dermatitidis,
Scopulariopsis  brevicaulis, Aspergillus niger,
Alternaria sp, Penicillium sp and Acremonium sp;
however, nail disorders have also been reported to
have been caused by the Trichophyton rubrum der;
matophyte and by yeasts (Candida spp).
Melanonychia may also be a consequence of the use of
certain drugs, principally tetracycline, minocycline,
antimalarials, phenothiazines and chemotherapeutic
agents. - Of all the causes of localized mucosal pig-
mentation, the most important is amalgam tattoo,
melanoma and Kaposi’s sarcoma. These conditions
are easily excluded by associated clinical findings and
supplementary tests. "*>7’

Hutchinson’s sign is always present in the case of
subungual melanomas; however, it may be present in
Peutz-Jeghers and Laugier-Hunziker syndromes, subun-
gual hematoma, racial pigmentation and AIDS, in asso-
ciation with the use of certain drugs such as minocy-
cline and zidovudine, and in Bowen’s disease. **°

No treatment is required, since the condition is
not associated with systemic diseases or complica-
tions. "*** There have been no reports of malignant
degeneration. ° From a cosmetic point of view, laser
therapy may be useful. ’

Mucocutaneous hyperpigmentation is not
uncommon in clinical practice and may represent a
diagnosis of various different conditions. It is impor-
tant to include Laugier-Hunziker syndrome in this
work-up, since it constitutes a diagnosis of exclusion
and its prognosis is excellent. a
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Abstract: Laugier-Hunziker syndrome is an acquired macular hyperpigmentation of the oral and genital
mucosa, often associated with longitudinal melanonychia. We report a case of longitudinal melanonychia
on ?ngernails and toenails, hutchinson's signal and lenticular pigmentation of her lips and oral mucosa.
Histopathological analysis is tipical and had a broad differential diagnosis. This is a rare and benign enti-
ty, which should be included in the differential diagnosis of mucocutaneous hyperpigmentation.
Keywords: Diagnosis, differential; Mouth mucosa; Pigmentation disorders

Resumo: Sindrome de Laugier-Hunziker € caracterizada por hiperpigmentagio macular adquirida,
idiopatica das mucosas oral e genital, que pode estar associada a melanoniquia longitudinal. Relata-se caso
de melanoniquia longitudinal das maos e pés, sinal de Hutchinson e pigmentacao lenticular dos labios e
mucosa oral. A histologia ¢ tipica, com amplo diagnostico diferencial. Trata-se de entidade rara e benigna,
que deve ser incluida na diagnose diferencial das hiperpigmentacdes mucocutineas.

Palavras-chave: Diagnostico diferencial; Hiperpigmentaciao; Mucosa bucal
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