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Case Synopsis 
A 58-year-old man presented to the dermatology 
department with a 3-year history of multiple, 
asymptomatic, millimetric, hyperkeratotic papules 
projecting from his palms and soles, bilaterally 
(Figure 1). He reported that these projections 
frequently got caught on clothing and other objects 
and, for that reason, he often shaved his own hands. 
He had a personal history of dyslipidemia and 
hypertension. He denied any personal or family 
history of skin disease or malignancy. He denied 
direct arsenic exposure. Skin biopsy was performed 
and revealed a thick column of parakeratosis over an 
area of hypogranulosis and slight depression of the 
epidermis (Figure 2). 

Case Discussion 
“Music-box” spiny keratoderma (SKD) is a rare 
palmoplantar keratoderma that presents with few to 
numerous millimetric hyperkeratotic projections on 
the palms and soles. The pathophysiology of SKD is 
unknown but may involve either abnormal or 
ectopic keratinization [1]. Inherited forms 
(autosomal dominant inheritance) typically begin in 
the first to third decade of life and acquired forms 
usually appear later in adulthood [1-3]. They can be 
idiopathic or arise in association with internal 
malignancies (breast, colon, kidney, lung, skin, and 
hematologic neoplasms), [4]. Notably, there have 
been described fewer than 50 different cases of spiny 
keratoderma and about a third of these have been 
reported in patients with personal history of 
malignancies [5]. Acquired SKD has also been 

Abstract 
Spiny keratoderma (SKD) is a rare palmoplantar 
keratoderma that presents with few to numerous 
millimetric hyperkeratotic projections on the palms 
and soles. It has been described with both hereditary 
and acquired variants. The acquired form, which 
presents in older adults, has been associated with a 
variety of systemic diseases and malignant 
conditions. In patients suspected of having acquired 
spiny keratoderma, an evaluation for malignant 
conditions may be warranted. Treatment with topical 
keratolytics or topical and oral retinoids is usually 
insufficient. Herein, we present the case of a 58-year-
old man diagnosed with idiopathic SKD. 

Figure 1. Multiple millimetric keratotic filiform papules on the 
palmar surface of both hands, including fingers. 
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associated with chronic systemic diseases, such as, 
type IV hyperlipoproteinemia, diabetes, asthma, 
chronic renal failure, Darier disease, or HIV [3-8]. 
Therefore, a detailed clinical history, thorough 
physical examination, full laboratory work-up and 
appropriate cancer screenings are of paramount 
importance in patients with acquired SKD [4]. Our 
patient’s work up included full blood and urine test 

(including prostate-specific antigen), chest X-ray, 
abdominal ultrasound and colonoscopy, which were 
all unremarkable. 

The differential diagnosis includes arsenical 
keratosis, multiple filiform verrucae, porokeratosis 
palmaris plantaris or Buschke-Fisher-Brauer disease 
[4,6,9]. Although biopsy is not essential to establish a 
diagnosis in all cases, it will reveal a sharply 
demarcated column of parakeratotic cells above a 
fine granular layer [1,7,8]. Treatment is often difficult: 
mechanical friction, emollients, topical keratolytics, 
topical vitamin D3 derivatives, 5-fluorouracil, and 
topical and oral retinoids may be useful but lesions  
tend to recur without maintenance treatment [4,8]. 
Our patient’s cancer screening was negative at the 
time, which confirmed the diagnosis of idiopathic 
spiny keratoderma. Topical keratolytics revealed 
only slight improvement. Due to the paraneoplastic 
phenomena associated with spiny keratoderma, 
longitudinal follow-up is required [4]. 
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Figure 2. H&E stained skin biopsy shows a thick and well-
demarcated column of parakeratosis over an area of 
hypogranulosis and slight depression of the epidermis, ×40. 




