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INTRODUCTION

Keratitis-Ichthyosis-Deafness Syndrome (KID) is a 
rare genodermatosis by the triad: keratitis, ictyosis 
and deafness. It is due to a mutation of the gene 26 
connection [1]. Less than 100 have been reported in 
the literature [2]. We report a case.

CASE REPORT

18-year-old patient from a non-consanguineous 
marriage does not present a similar case in the family, 
which has had generalized erythema since the age 
of 2 months, with dry and diffuse skin lesions. He 
consulted for diffuse cutaneous lesions with a deafness 
and a decrease of visual acuity and photophobia of 
progressive worsening with a fall of the hairs of the 
body. Clinical examination found diffuse ichtyosis 
and palmoplantar keratosis, follicular keratosis (Figs. 1 
and 2), scarred alopecic scalp plaques (Fig. 3), eyelash 
and eyebrow depilation (Fig. 1), the examination of 
the oral mucosa finds a geographic tongue (Fig. 4), 
and ophthalmologic examination revealed keratitis 
with neovascularization of the horny. And deafness of 
bilateral clinical perception confirmed on audiometry. 

The patient was treated with emollients and creams 
based on urea, in parallel with the ophthalmological 
measures with a good improvement of the skin 
condition.

DISCUSSION

The syndrome of the child is described as early as 
1915 by Burns [3]. It is a problem of cornification, 
rare, autosomal dominant. Rarely sporadic; this is 
the case of our patient. This ectodermal dysplasia is 
due to a mutation in the gene encoding connexin 26 
(GJB2) that causes keratitis, ichtyosis and neurosensory 
deafness [2,4]. This disease usually appears in neonates 
as generalized erythema, sometimes with diffuse 
scaling and leathery skin. Typical skin changes gradually 
develop during infancy and include linear and spiny 
hyperkeratosis of the flexures, and ichthyosis-hystrix-
like scaling on the limbs [5]. Some patients develop 
thick perioral rugae and an aged or leonine appearance 
of the face [6]. About half of the patients have sparse 
scalp hair and sparse or often absent eyebrows and 
eyelashes [7]. Hearing loss, mainly neurosensory, is 
always present, with variable degrees of compromise. 
It is congenital but usually detected during infancy 
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or early childhood, and has almost always developed 
by age 7 years. Because of neurosensory deafness, 
speech development is usually delayed [5]. The ocular 
manifestations usually are progressive and develop 
during childhood or early adolescence. The ocular 
manifestations usually are progressive and develop 
during childhood or early adolescence [8]. The search 
for the genetic mutation can contribute to the diagnosis. 
Pancreatic, cutaneous and mucosal carcinomas and 
super infections are the main complications with 
risk of death during neonatal wager [1,4]. Deafness 
is usually severe. Ophthalmological involvement 
can lead to blindness [3]. Psychosocial reintegration 
is important. Treatment is based on symptomatic 
topical treatment, antifungals and antibiotics with 
systemic retinoids [1]. Although systemic retinoids 
have been used in several patients with variable success, 
to date there is no consensus on their benefits in 
KID syndrome. Isotretinoin has aggravated keratitis 

in one patient. We think that, along with urgent 
ophthalmologic and otolaryngologic measures, simple 
topical therapies may improve skin condition in KID 
syndrome precluding the possible hazards of systemic 
therapy [9]. The complications justify the aggressive 
treatments. Hence the importance of screening and 
treatment adapted to the long run.

CONCLUSION

 The syndrome of the child is a rare affection, the 
diagnosis is clinical, the aesthetic, functional and 
sometimes vital damage. The price in charge is early 
and post-monitoring-to-long process in order to detect 
and treat complications.

Consent

The examination of the patient was conducted 
according to the Declaration of Helsinki principles.

Figure 1: Spiny follicular ichthyosis, with eyelash and eyebrow 
depilation.

Figure 2: Diffuse ichthyosiform dander.

Figure 3: Alopecic scar plate of the scalp.

Figure 4: Geographic tongue.
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