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CASE REPORT

Isolated Palmoplantar Lentiginosis
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Abstract: The distribution of lentigines offers great insight into the multitude of potential-associated genetic or acquired conditions.
In this report, we described a unique presentation of lentigines limited to the palms and soles in a healthy individual. Personal and
familial history, clinical examination, serological testing, and whole-genome sequencing were all unremarkable. The benign clinical
features and absence of associated medical conditions support the likely lentigo simplex with an isolated palmoplantar distribution. To
date, no similar distribution has been reported. This case extends the breadth of view into all possible presentations of lentigines.
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Introduction

Lentigines are small, well-circumscribed, hyperpigmented macules that can present anywhere on the skin and/or mucous
membranes.' They can develop slowly over the years or they may erupt in a sudden manner.' Their appearance is owed
to an increase in the number or activity of epidermal melanocytes.' Lentigines are typically a clinical diagnosis, while
dermoscopy and histologic examinations are reserved for equivocal cases.! They can be a separate entity (ie, lentigo
simplex) or a feature of an associated disorder.' Acral distribution of lentigines can be associated with several genetic or
acquired conditions with or without systemic abnormalities.” Patients with acral lentigines usually have involvement of
other body sites (such as lip lentigines in Peutz-Jeghers syndrome or Laugier-Hunziker syndromes).>* This report
describes a distinct case of lentigines predominately on the palms and soles with no involvement of other body sites. The

presentation did not match any other reported cases of palmoplantar lentiginosis.

Case Report

A 35-year-old middle eastern female presented for evaluation of hyperpigmented lesions over her palms and soles. The
lesions appeared unprovoked at the age of 16 years. Over time, they increased in number but remained confined to the
palms and soles. No associated symptoms, aggravating or relieving factors were noted. The past drug, medical, family,
and social history were unremarkable. On examination, she had numerous, sharply demarcated, round-to-oval, 1-5 mm
macules with different shades of brown, affecting mainly the palmoplantar surface with some extension to the periungual
areas (Figure 1). Dermoscopic examination showed a parallel furrow and lattice-like pattern (Figure 2). Mucous
membranes, hair, and nails were spared. The remainder of the physical examination revealed no neurological, cardiac,
or gastrointestinal (GI) abnormalities. Laboratory work-up including serum complete blood count with differentials, liver
function test, renal function test, cortisol, adrenocorticotropic hormone, vitamin B12, thyroid stimulating hormone, anti-
nuclear antibody, lactate dehydrogenase hormone, and immunoglobulins were all normal. Whole-genome sequencing

was performed but was negative. The patient was reassured and was offered a trial of laser therapy.
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Figure | Clinical images showing numerous macules with different shades of brown affecting mainly the palmoplantar surfaces with some extension to the periungual areas.

Discussion
Lentigines can be seen in association with a wide range of conditions. The diagnosis of the associated condition usually
depends on the overall combination of cutaneous, systemic, and investigative findings. Table 1 summarizes a selected
group of conditions that present with acral pigmentation and compares them to the findings in our patient. The findings in
our patient did not match any of the previously described conditions with acral pigmentation as they typically present
with the involvement of other body parts and/or associated non-dermatological findings. Peutz-Jeghers syndrome (PJS) is
an autosomal dominant disorder presenting with the external hallmark of macular pigmentation on the lips (94%), palms
(74%), buccal mucosa (66%), and soles (62%).> The macules typically appear in the first year of life, increase in size and
number over time, then eventually fade away after puberty. The internal cardinal finding in PJS is diffused hamartoma-
tous GI polyposis, which becomes symptomatic and potentially malignant for most patients by the age of 30 years.
Laugier-Hunziker syndrome (LHS) is a sporadic condition that is thought to have no systemic involvement.* The clinical
feature of LHS is lenticular mucocutaneous macules that distinctively affect the lip and oral cavity but can be seen in the
palmoplantar region. Associated with dotted macular melanosis of the fingertips and longitudinal melanonychia in 50—
60% of the patients but without nail dystrophy.*>

LEOPARD syndrome (multiple lentiginosis, ECG conduction irregularities, ocular hypertelorism, pulmonic stenosis,
abnormal genitalia, retardation of growth, and deafness) is a rare autosomal dominant disorder.’® The pathognomonic
presence of multiple lentigines is typically found on the face, neck, and upper trunk but can be seen anywhere, including
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Figure 2 Polarized dermoscopic images showing a parallel furrow and lattice-like pattern.

the palmoplantar. The diagnosis requires the presence of multiple lentigines and two other prominent features. Carney

complex is an autosomal dominant disease with major features such as mucocutaneous lentigines, cardiac and noncardiac

myxomatous tumors, and endocrine neoplasia.” The lentigines can be located anywhere, but a rather classic distribution

is observed over the face, lips, genitals, and mucosal membranes. Other common cutaneous findings include epithelioid

blue nevus and myxomas, usually on the eyelids, external ear canal, breast, and genitals. The diagnosis is established if

Table | Features of Selected Disorders Associated with Acral Pigmentation

Inherited

Peutz-)Jeghers
syndrome’®

LEOPARD

syndrome®

Carney complex’

Inherited patterned
lentiginosis®

Blue-gray to brown macules on the
lips, perioral, buccal mucosa, palms,
and soles.

Hyperpigmented macules on the
face, neck, upper trunk, palms, and
soles.

Hyperpigmented macules on the
centrofacial with perioral and
periocular accentuation, palms, and
soles.
Hyperpigmented macules on the
nose, cheeks, lips, hands, soles,
elbows, and knees.

Hamartomatous gastrointestinal
polyposis with a high risk of malignant

transformation.

Electrocardiogram (ECG)
abnormalities, ocular
hypertelorism, pulmonic stenosis,
abnormal genitalia, growth retardation,
and deafness.

Cutaneous, endocrine, and non-
endocrine tumors.

None.

Pertinent Negatives in
Our Patient

No family history of PJS.
No mutation in the STKI |
gene. No lip, mucosal, or

Gl involvement.
No mutations in the

PTPNI | gene. None of

the other manifestations.

No mutations in the
PRKARIA gene. No
tumors.

No facial involvement. No
family history of similar
presentation. No genetic

abnormalities.

(Continued)
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Table 1 (Continued).

Acquired Laugier-Hunziker

syndrome4'5

Post-inflammatory

Cronkhite-Canada
syndrome9
Cydnidae

pigmentation'®

Addison?

Vitamin B12
deficiency?

Post-chemotherapy
or PUVA-induced?®'

hyperpigmentation®

Slate to dark brown macules on the
lips, buccal mucosa, palms, soles,
and genitals.
Hyperpigmented macules and
patches over the area of preceding
inflammatory dermatosis.
Hyperpigmented macules on the
face, hands, feet, and buccal mucosa.
Irregular, brown macules with
tapering and streaky ends over the
soles of the feet.
Generalized brown “muddy”
hyperpigmentation with prominence
on the face, neck, palmar creases,
and mucosal membranes.
Diffused hyperpigmentation on the
hands, feet, and buccal mucosa.

Hyperpigmented macules on the
palms and soles.

Longitudinal melanonychia.

None.

Gl tract polyposis, alopecia, and nail
dystrophy.
None.

Postural hypotension, salt cravings, and

vitiligo.

Fatigue, anorexia, angular stomatitis,
gastritis, and palpitations.

None.

Pertinent Negatives in
Our Patient

No lips or buccal mucosal
involvement. No nail
changes.

No preceding

inflammatory lesions.

None of the other
manifestations.
Persistence of the lesions
beyond 15 days. No
contact history.
Different pigmentation
pattern. No associated

abnormalities.

Different pigmentation
pattern. Vitamin B12 level
is normal.

No history of
chemotherapy or PUVA

treatment.

two major features are present. O’Neill et al described 10 cases of inherited patterned lentiginosis in black patients.® All
had centrofacial and lip distribution but sparing the oral mucosa. Six of the patients had palmoplantar involvement as
well as the dorsum. Similar to our patient, 5 of the 6 were healthy, one had hypertension, and all were Fitzpatrick skin
phototype IV. Even so, our patient’s lentigines are limited to the palms and soles, while theirs were predominantly on the
face.

Cronkhite-Canada syndrome (CCS) is a rare, nonhereditary disorder that affects individuals in their sixth decade with
a male-to-female ratio of 3:2.” Two-thirds of the patients (75%) are Japanese. CCS manifests with diffused GI polyposis,
nail dystrophy (described in 98% of the patients), non-scarring alopecia, and macular hyperpigmentation, mainly on the
face, neck, palms, and soles. Cydnidae pigmentation occurs after direct contact with the fluids secreted from an insect
known as Cydnidae (burrowing bug).'® The rural-residing insect causes irregular, brown macules with tapering and
streak-like ends to erupt over the soles of the feet with quick resolution of the lesions (10-15 days). Post-inflammatory
hyperpigmentation (eg, lichen planus) can present as violaceous, macular, or papular melanotic lesions over the palms
and soles.” Acquired causes of lentiginosis are relatively easier to detect and may potentially be reversible. In our patient,
the past medical and drug history are unremarkable. The laboratory results regarding a variety of endocrine and
nutritional deficiencies, such as vitamin B12 deficiency, and Addison disease are normal. In addition, post-
chemotherapy or PUVA-induced hyperpigmentation is less likely since both conditions are lacking in our case.”'" Our
patient’s benign clinical features and absence of associated medical conditions support the likely lentigo simplex with an
isolated palmoplantar distribution. This report is limited by the short follow-up duration since the first clinic visit was
1-year ago.

The distribution of lentigines can help delineate the multitude of underlying etiologies. In this report, we described
a unique presentation of lentigines limited to the palms and soles in a healthy individual without associated findings. The
case will add to the understanding of all the possible clinical appearances of lentigines. Physicians should be aware of

this atypical distribution after carefully evaluating associated medical conditions.
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Abbreviation
GI, gastrointestinal, PJS, Peutz-Jeghers syndrome; LHS, Laugier-Hunziker syndrome; CCS, Cronkhite-Canada
syndrome.

Ethical Statement
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