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ABSTRACT: Mal de Meleda is a rare autosomal recessive palmoplantar keratoderma characterized by 

transgradient keratoderma with associated scleroatrophy, knee changes and onychogryphosis. This 

case of a 20 year old girl born of second degree consanguineous marriage is reported for its 

uniqueness in conformity with criteria enunciated by Stulli associated with hyperkeratotic warty 

papules clinically fitting into Darier’s disease with lip involvement. Another interesting feature being 

black pigmentation of fingers and nails which was due to cashew nut shell paste application mistaken 

for dry gangrene. 
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INTRODUCTION: Mal de Meleda disease was first described by Stulli of Ragusa in 1826, named after 

Croatian island of Meleda, with wide spectrum of skin manifestations characterized by1,2 clinical 

features such as autosomal recessive inheritance with onset of diffuse palmoplantar keratoderma 

soon after birth associated with transgradience and glove and stocking keratoderma involving dorsa 

of hands and fingers, feet, toes, flexor aspect of wrist with sharp margin. Globally there are four 

reports of this clinical condition.3,4,5 The other associated features are palmoplantar hyperhidrosis, 

pitting, lichenoid plaques on the elbows, knees and groins, subungual keratoderma, koilonychia, 

dystrophy of great toe nail, progressive conical tapering of the finger tips, perioral erythema., high 

arched palate and corneal lesion. 

 

CASE REPORT: A 20 year old female patient presented on 3/10/13 to the outpatient department of 

Dermatology Venereology and Leprosy with history of thickening of skin over palms and soles from 6 

months of age. Lesions were progressive with slow involvement of dorsal aspect of palms and soles. 

She had pigmented rough raised grouped lesions on the elbows, knees at 6 years of age. She also had 

hyperpigmented hard, curved long finger and toe nails. She gave history of topical application of 

cashew shell paste 4 months before. She was born of 2nd degree consanguineous marriage. 

Developmental milestones were normal and school performance was below average. There was no 

history of hearing impairment and eye problems. Two other siblings, parents and relatives did not 

have similar complaints. 

On clinical examination she had severe anemia. The skin on palms and soles were thick, waxy 

and yellow with loss of dermatoglyphics. There was diffuse palmoplantar keratoderma involving 

bilateral palms and soles extending proximally up to wrists and dorsa of the hands and feet with well- 

defined margins. Few areas of erosions in the web spaces with conical tapering of the distal digits, 

flexion deformity due to contractures were noticed in most of the fingers. Hyperkeratotic plaques 

mimicking knuckle pads were seen on the proximal interphalangeal joints. Multiple well defined 

lichenoid papules were present on the extensor aspects of the elbows and also well-defined plaques 

were seen on the extensor aspects of the knee joints. All the finger and toe nails were hyper 
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pigmented, hard, curved and long. Lips had dry, erythematous and depigmented plaques. Oral 

hygiene was bad with caries teeth with angular cheilitis and geographic tongue. Multiple, dirty, warty 

papules coalescing into patches symmetrically distributed over neck, trunk and flexors of the 

extremities mimicking Darier’s disease. Hairs were normal. Histopathology of the palmar skin 

showed hyperkeratosis, hypergranulosis and acanthosis. Skin over the lower back showed 

hyperkeratosis, acanthosis, papillomatosis with no evidence of Darier’s disease. 

 

DISCUSSION: The diagnosis of palmoplantar keratoderma is complex and the disorder has been 

distinguished by mode of inheritance, sites of involvement and associated abnormalities.4 

 

The obligatory clinical features of Mal de Meleda are:  

1. Autosomal recessive inheritance,  

2. Onset of diffuse keratoderma palmoplantaris soon after birth (or up to 3 years of life),  

3. Transgressive and progressive nature of keratoderma which tends to involve the dorsa of 

hands and fingers, feet and toes, flexor aspect of the wrist (“glove and stocking keratoderma”) 

with sharp margin. Hyperkeratotic plaques resembling knuckle pads may be seen on the 

interphalangeal joints.  

 

The facultative clinical features are:  

1. Palmoplantar hyperhidrosis,  

2. Pitting in the keratoderma palmoplantaris,  

3. Lichenoid polycyclic plaques, 

4. Subungual keratosis, koilonychias, dystrophy of the great toe nail,  

5. Progressive conical tapering of the fingertips which may lead to contractures of the fingers,  

6. Perioral erythema,  

7. High arched palate,  

8. Corneal lesions. Digital constrictions (pseudoainhum) and angular cheilitis are also common.  

  

Other rare features include lingua plicata, syndactyly, left handedness and hair on palms and 

soles. The involvement of the lips as was seen in both our cases is unique and hitherto unreported in 

the English literature.6 

 

We made the diagnosis of Mal de Maleda based on certain features:  

1. Autosomal recessive inheritance with family history of second degree consanguinity. 

2. Onset during 6 months of age.  

3. Characteristic glove and stocking like hyperkeratotic (transgradience) with sharp margin 

hyperkeratotic plaques on the knee and ankles, slow progressive without remission, 

sclerodactyly, knuckle pads, hyperkeratotic plaques on the lips and onychogryphosis. 

1. Hyperkeratotic plaques looking like knuckle pads were present on all proximal 

interphalangeal joints. Similar lesions have been described in one case of hereditary 

epidermolytic palmoplantar keratoderma (vorner type). Our case is an example of 

knuckle pads associated with Mal de meleda.7 
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2. Mal de Meleda is characterized by slowly progressive transgradient, hyperkeratotic 

plaques on the dorsum of hands, feet, knee, elbows and medial malleoli, perioral 

erythema, hyperhidrosis and nail thickening or koilonychias. Other rare features include 

lingua plicata, syndactyly, high arched palate, left handedness and hair on palms and 

soles. It can be differentiated clinically from other hereditary keratoderma with diffuse 

involvement of palms and soles and absence of transgradience. Keratosis Palmaris et 

plantaris of Thost- Unna is an autosomal dominant genodermatosis in which 

hyperkeratosis is confined to palms and soles. The change from keratotic to normal skin 

in sometimes marked by a narrow red line but does not progress to glove and stocking 

pattern seen in Mal de Meleda.8 

3. Progressive palmoplantar keratoderma (Griether’s Syndrome) exhibits autosomal 

dominant inheritance. It can resemble Mal de Meleda but may spare palm and soles and 

involve other areas rather than hands and feet and tends to improve spontaneously in 

mid-life. Of the keratodermas with recessive inheritance, differential diagnosis was easily 

made both from Papillon-Lefevre syndrome in which peridontopathy always occurs and 

with Richner-Hanhart syndromes in which mental impairment and corneal ulcers is 

present. Voh Winkel’s keratoderma is characterized by star shaped keratosis, fibrous 

bands and auto amputation. Ainhum like lesions and digital constrictions have been 

reported with Mal de Meleda giving rise to ugly mutiliation.9 

4. Therapeutic options include urea containing moisturizers or keratolytics like salicylic 

acid. Etretinate was found useful in Mal de Meleda.10 

5. It improves the hyperkeratosis but not the erythema and the response is dose dependent. 

It is recommended in the dose of 1mg per kg body wt over the period of few months. This 

drug enables the hand and feet to function acceptably with regression of ainhum. 

Isotretinon has also been used with promising results. High doses of vitamin A (3, 00, 000 

units daily) has led to noticeable reduction in hyperkeratosis and this is maintained as 

long as vitamin A therapy is continued. A lower dose of vitamin A has a less satisfactory 

and slower response.11 This is similar to the case reported here. 

 

CONCLUSION: This case is reported for its uniqueness in conformity with the criteria enunciated by 

Stulli associated with hyperkeratotic warty papules clinically fitting into Darier’s disease. Another 

interesting feature being acquired black pigmentation of fingers and nails which was due to cashew 

shell paste application mistaken for dry gangrene was saved. 

With emmolients and good nutrition her disability reduced to such an extent that she could 

perform her daily activities independently. 
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Figure 1: Transgradient palmoplantar keratoderma with sharp margins and flexion deformity. 

 

 
 

 

Figure 2: Hyperkeratotic warty papules 
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Figure 3: Palmoplantar keratoderma 

 

 
 

 

 

Figure 4: Lip involvement with angular cheilitis. 

 

 
 

 

 

Figure 5: Flexion deformity with black pigmentation due to cashew paste application with 

onychogryphosis (Before treatment). 
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Figure 6: Flexion deformity with black pigmentation due to cashew paste application (After 

treatment). 
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