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INTRODUCTION 

Palmoplantar keratoderma are a heterogeneous group of 

disorders characterized by hyperkeratosis of the palms 

and soles.1,2 In 1952, Greither3 originally described 

keratosis extremitatum hereditaria progrediens, a new 

kind of palmoplantar keratoderma (PPK), inherited in an 

autosomal dominant pattern with variable expression. 

Mutations in the gene encoding keratin 1 are responsible.4 

Onset is in late childhood. Diffuse palmoplantar 

keratoderma extends onto the dorsal aspects of the hands 

and feet (transgrediens), knees, elbows, with 

characteristic involvement of Tendo-Achilles. 

Hyperhidrosis is common. Histopathology is usually 

nonspecific in these cases. 

CASE REPORT 

A 9 year old boy, presented to our department, with 

complaints of thickening and fissuring of the palms and 

soles since one year of age. Initially, the thickening was 

noted as small raised lesions over fingertips and plantar 

surface of the toes, which gradually progressed to diffuse 

thickening of the palms and soles with extension to the 

dorsum of hands and feet. Patient also had excessive 

sweating and fissuring of the palms and soles. He was 

born of non-consanguineous marriage and there was no 

similar illness in the family. Physical examination 

revealed diffuse keratoderma of the palms with 

erythematous border (Figure 1) extending to the dorsa of 

the hands (Figure 2). Diffuse plantar keratoderma was 

associated with deep fissures and hyperhidrosis with 

maceration of the skin, more prominent in area of weight 

bearing (Figure 3). The erythematous border was seen 

extending to the dorsum of the feet (Figure 4) and to the 

skin over the Achilles tendon (Figure 5). There was no 

hyperkeratosis over the knees or elbows. Hair, nails and 

teeth were normal. Routine investigations revealed mild 

anaemia (Hb-10 gm/dl). LFT, RFT and urine examination 

were within normal limits.  

DISCUSSION 

In 1952, Greither described transgrediens et progrediens 

PPK, and since then, few cases of this variant of PPK 

have appeared in the literature.5-8 Greither’s disease is 

characterized by diffuse keratoderma of the palms and 

soles, which may be slight, but by definition extends to 

the dorsal aspects  (transgrediens), characteristically 

involving the skin over the Achilles tendon. 

Hyperkeratotic erythematous plaques may also be present 

over the knees and elbows. 
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Figure 1: Keratoderma involving the palms. 

 

Figure 2: Lesions extended to the dorsa of the hands 

(transgadiens). 
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Figure 3: Diffuse plantar keratoderma. 

 

Figure 4: Hyperkeratosis extending to the dorsal aspect of 

the feet. 

 

Figure 5: Hyperkeratosis extending to the Achilles tendon. 

In classic cases, lesions of Greither’s disease start after 

the second year of life and tend to involute after the sixth 

decade. In cases described in the literature, the 

histopathologic findings are nonspecific and consist of 

orthokeratotic hyperkeratosis. Flückiger and Itin studied a 

case of Greither’s disease ultrastructurally and found 

cytoskeleton aberrations, filament aggregations, and cell-

to-cell junctions with an imbricated pattern.5 Some 

consider it as a distinct entity while others consider it as a 

variant of the Unna-Thost type of PPK.9 It is claimed to 

differ from the Unna-Thost variety by showing extension 

to the extensor surface of the hands, knees and elbows 

and by showing a tendency to improve in the fifth 

decade.10 Greither's disease has several clinical 

similarities with Mal de Meleda syndrome.11 However, in 

contrast to Mal de Meleda syndrome, the palms and soles 

may be spared in Greither's disease. Mal de Meleda 

syndrome is autosomal recessive; the palmo-plantar 

keratoderma appears early after birth and progressively 

involves other regions of the body without a tendency for 

spontaneous involution. It also has typical nail changes. 

To conclude, we report a case of PPK consistent with the 

clinical features of Greither's disease. The histology 

described by Greither and others is not specific.12 We 

think that the natural history and the unique clinical 

findings justify retaining the entity as Griether's disease. 

An electron microscopic study by Beylot-Barry et al13 

showed aggregated monofilaments around the nucleus, 

without true clump formation. Desmosomes were 

numerous and cell-cell junctions showed an imbricated 

pattern. Molecular genetic investigation with localization 

of the responsible gene may clarify the nosologic 

situation of this type of keratoderma. 

Funding: No funding sources 

Conflict of interest: None declared 

Ethical approval: Not required 

REFERENCES 

1. Judge MR, McLean WHI, Munro CS. Disorders of 

keratinization. In: Burns T, Breathnach S, Cox N, 



Singh T et al. Int J Adv Med. 2015 Aug;2(3):291-293 

                                                         International Journal of Advances in Medicine | July-September 2015 | Vol 2 | Issue 3    Page 293 

Griffiths C. Rook’s textbook of Dermatology. 7th 

Ed. Oxford, Blackwell science;2004; 34.1-111. 

2. Lee R, Bowe WP, Goss PR, Grubur PC, Ratnavel R. 

Keratosis Palmaris et Plantaris. 

3. Greither A. Keratosis extremitatum hereditaria 

progrediens mit dominantem Erbgang. Hautarzt. 

1952;3:198-203. 

4. Kimyai-Asadi A, Kotcher, LB, Jih, MH. The 

molecular basis of hereditary palmoplantar 

keratodermas. J Am Acad Dermatol. 2002;47:327-

43. 

5. Flückiger R, Itin PH. Keratosis extremitatum 

(Greither’s disease): Clinical features, histology, and 

ultrastructure. Dermatology. 1993;187:309-311.  

6. Dominguez JD, de Argila D, Rivera R, et al. 

Queratodermia difusa progresiva (enfermedad de 

Greither). Actas Dermosifiliogr 1997;88:119-22.  

7. Van de Kerkhof PCM, Mali-Gerits M, Ruiter D, et 

al. Keratosis palmoplantaris transgrediens et 

progrediens Greither. Br J Dermatol. 1989;120:125-

6.  

8. Rook AJ. Progressive palmoplantar keratodermia—

Greither’s syndrome. Br J Dermatol. 1967;79:302. 

9. Goldsmith LA. In: Moschella SL, Hurley HJ, ed. 

Dermatology. 2nd ed. Philadelphia: WB 

Saunders;1985; 1256-7.   

10. Griffiths WAD, Judge MR, Leigh IM. In: Champion 

RH, Burton JL, Burns DA, Breathnach SM, editors. 

Textbook of dermatology. 6th ed. London: Blackwell 

Science;1998; 1557-62.  

11. Lestingant GG, Hadi SM, Qayed KI, Blayney BJ. 

Mal de Meleda: Recessive transgressive 

palmoplantar keratoderma with three unusual 

facultative features. Dermatology. 1992;184:72-82. 

12. Greither A. Keratosis extremitatum hereditaria 

progrediens mit dominantem Erogang. Hautarzt 

1952;3:198-203. Quoted from Kansky A, Arzensek 

J. Is palmoplantar keratoderma of Greither's type a 

separate nosologic entity? Dermatologica. 

1979;158:244-8.  

13. Beylot-Barry M, Taieb A, Surleve-Bazeille JE, 

Malevitte J. Inflammatory familial palmoplantar 

keratoderma: Greither's disease Dermatology. 

1992;185:210-4. 

 

 

 

 

 

 

 

 

 

Cite this article as: Singh T, Yadav S, Dhillon KS, 

Khan N, Khan A, Srivastava S, Srivastava R, Agarwal 

V. Greither’s disease: a case report . Int J Adv Med 

2015;2:291-3. 


