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Clinical image description

A 16-year-old male was brought to the Dermatology OPD 
with complaints of generalized progressive thickening of the 
skin since one year of life and development of blisters after 
trauma. There was a history of difficulty in swallowing, protru-
sion of tongue, hoarseness of voice, and diffuse loss of hair. Sim-
ilar findings were also present in the younger sister. Cutaneous 
examination revealed the presence of multiple, yellowish, non-
pruritic, infiltrated waxy papules involving the entire body with 
interspersed areas of non-tender hemorrhagic crusting and 
pox-like scarring, especially on the trunk (Figure 1). Hyperpig-
mented, verrucous plaques were present over bilateral elbows. 
There was a characteristic presence of beaded papules over 
the bilateral upper eyelid margins (Figure 2). Oral examination 
revealed the presence of macroglossia with lateral crenation, 
fissured oral commissures (Figure 3), and whitish waxy plaque 
over the left buccal mucosa (Figure 4). Histopathological exami-
nation revealed acanthotic epidermis with the deposition of eo-
sinophilic, amorphous hyaline material in the papillary dermis 
and perivascular areas (Figure 5). The parents were counselled 
regarding the course and progression of the disease. 
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Figure 1: Multiple, infiltrated waxy papules over the body with 
pox-like scarring.
Figure 2: Characteristic beading of eyelid margins.
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Figure 3: Macroglossia with lateral crenation.

Figure 4: Whitish waxy plaque over the left. 

Figure 5: Acanthotic epidermis with the deposition of eosinophilic, 
amorphous hyaline material in the papillary dermis and perivas-
cular areas.


