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Punctate Palmoplantar Keratoderma

Punctate Palmoplantar Keratoderma (PPK) is a rare dermatological condition that commonly
manifests during adolescence, characterized by epidermal thickening of the palms and soles,
leading to hyperkeratotic growths. The condition affects approximately 1 in 100,000 individuals
and may be either acquired or inherited through an autosomal dominant pattern. A key genetic
mutation implicated in the pathogenesis of inherited PPK is found in the AAGAB gene, which leads
to keratinocyte hyperproliferation and subsequent thickening of the skin. PPK is classified into
several subtypes based on clinical presentation, including diffuse, focal, and punctate forms. The
most common subtypes are PPK type 1 (Buschke-Fischer-Brauer), PPK type 2 (Spiny
Keratoderma), and PPK type 3 (Acrokeratoelastoidosis), each with distinct clinical features.

Clinical Presentation and Subtypes

➢ PPK Type 1 (Buschke-Fischer-Brauer): This type is characterized by small, hyperkeratotic
papules that range from yellow to brown, primarily appearing on the palms and soles,
particularly in pressure-bearing areas. Over time, the number of papules may increase, and
when these papules fall off, they can leave behind small pits.

➢ PPK Type 2 (Spiny Keratoderma): In this subtype, the palms and soles display small,
spine-like projections, which may be tender and cause discomfort.

➢ PPK Type 3 (Acrokeratoelastoidosis): This form presents with small, flat, or umbilicated
keratotic papules along the margins of the palms, soles, and digits.

Despite these localized manifestations, all three subtypes have been associated with an increased
risk of underlying malignancies, including renal, lung, gastrointestinal, and cutaneous carcinomas.
The relationship between PPK and malignancy underscores the importance of careful clinical
monitoring and investigation in affected individuals.

Systemic Involvement
In some cases, PPK extends beyond the skin, with associated features including changes in hair,
nails, and teeth, as well as hearing loss and, in some instances, cardiomyopathy. The occurrence of
these systemic signs is particularly relevant in the context of genetic forms of PPK.

Diagnostic Approach
A positive family history is a strong indicator for the diagnosis of inherited PPK, although a skin
biopsy can provide confirmation. Differential diagnoses should include conditions such as
porokeratosis palmaris et plantaris, warts, arsenical keratosis, calluses, corns, palmar pits, Cole
disease, and Darier disease. A detailed clinical history is crucial, focusing on factors such as the age
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of onset, symptoms of palmoplantar pain, blistering, sweating, infection, and any associated
systemic symptoms like hearing loss or abnormal hair, nails, or teeth. Furthermore, a family
history of cancer may be significant, particularly in cases where the disease is associated with
malignancy. Given the complexity of its presentation, genetic counseling should be considered to
help guide the patient and their family through potential genetic implications and screening.

Management Strategies
The management of PPK primarily focuses on symptom control, patient education, and addressing
any underlying malignancy if identified. It is important to reassure patients that while PPK is a
chronic condition, it is usually benign, although ongoing evaluation for associated malignancies
may be required. Treatment options vary based on severity and patient needs and include both
topical and systemic therapies:

➢ Topical Treatments:
○ Moisturizing Creams: Regular use of emollients can help alleviate the dryness and

cracking associated with thickened skin.
○ Keratolytic Agents: Salicylic acid, lactic acid, and urea are effective in reducing the

thickness of the keratotic plaques.
○ Topical Retinoids: Tretinoin and other topical retinoids may help in the

normalization of epidermal differentiation.
○ Topical Vitamin D Analogues: Calcipotriene is commonly used to treat PPK by

regulating keratinocyte proliferation.
○ Topical Chemotherapy: 5-fluorouracil cream can be effective in reducing the

hyperkeratosis associated with PPK.
➢ Systemic Treatments:

○ Oral Retinoids: Acitretin, a systemic retinoid, is used for more severe or widespread
forms of PPK, though its use requires regular monitoring for side effects, such as
hepatotoxicity and hyperlipidemia.

○ Oral Keratolytic Agents: In some cases, systemic keratolytic agents like oral urea may
be prescribed to address extensive involvement.

➢ Surgical and Physical Therapies:
○ Cryosurgery: This technique may be used to remove painful lesions or thickened

areas of skin.
○ Mechanical Debridement: This involves the manual removal of thickened keratotic

material and can provide temporary relief.
○ Excision: Surgical excision may be necessary in cases where lesions are particularly

painful or resistant to topical treatments.

Management of Acquired PPK:
In cases where PPK is acquired rather than genetic, the treatment focuses on managing the
underlying disease or removing the triggers responsible for the condition. This may include
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discontinuing medications, treating infections, or addressing other systemic factors that
contribute to the condition.

Prognosis and Follow-up
PPK is typically a lifelong condition that may require long-term management. Regular follow-up
with dermatologists and other specialists is important, particularly when systemic involvement or
malignancy is suspected. Patients should also be educated on the signs of potential complications,
such as skin infections or the development of malignancies, and encouraged to seek medical
attention if these arise.

Conclusion
Punctate Palmoplantar Keratoderma, though a rare and often chronic condition, can be managed
effectively through a combination of symptomatic treatments, close monitoring for associated
systemic conditions, and, when applicable, interventions aimed at underlying malignancies. A
multidisciplinary approach involving dermatologists, genetic counselors, and oncologists may be
necessary to optimize patient care.
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