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eratitis-ichthyosis-deafness (KID) syndrome is a rare disorder cha-
racterized by keratitis, ichthyosis and neurosensorial deafness. Ke-
ratitis may be a late finding and in some cases, it may not be seen.

In this report, a patient who did not have keratitis, but had blepharitis, ect-
ropion and photosensitivity is reported.

CASE REPORT

A 34-year old man presented with the skin lesions that had been present
since birth. In detailed examination, we have learnt that during the first ye-
ar of his life, he developed figurate red-brown hyperkeratotic plaques. The-
re were periodic exacerbations and remissions, but complete clearing of the
skin was never noted. Scalp hair, eyebrows, eye lashes and body hair had al-
ways been sparse. Deafness and photophobia were added to these symptoms
in the following years. He had had recurrent bacterial skin and eye infec-
tions. Intellectual development was normal. There was no consanguinity
in the family and the other members of the family were normal.

A Case with KID Syndrome:
Keratitis-Ichthyosis-Deafness

ÖÖZZEETT  Ke ra tit- ik ti yoz-sa ğır lık (KID) sen dro mu sa ğır lık, ik ti yo zi form erit ro der ma ve ke ra tit le ka -
rak te ri ze ek to der min na dir gö rü len kon je ni tal bir has ta lı ğı dır.  Bil di ri len ol gu la rın  ço ğun lu ğu spo -
ra dik tir.  Bu sen dro mun kli nik özel lik le ri ik ti yoz ve sa ğır lı ğı içer mek te dir.  Ke ra tit kıs men geç
gö rü len bir bul gu dur ve ba zen gö rül me ye bi lir.  Bu ya zı da ik ti yo zu, sa ğır lı ğı, bi la te ral eks tro pi yon
ve ble fa ri ti olan bir ol gu su nu yo ruz. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Ke li me ler: ke ra tit; sa ğır lık; ik ti yoz; ble fa rit; eks tro pi yon

AABBSS  TTRRAACCTT  Ke ra ti tis-icht hyo sis-de af ness (KID) syndro me is a ra re con ge ni tal di sor der of the ec-
to derm cha rac te ri zed by de af ness, ich tyo si form eryt hro der ma and of ten ke ra ti tis.  The ma jo rity of
the ca ses re por ted pre vi o usly we re spo ra dic. The cli ni cal fe a tu res of this syndro me inc lu de icht hyo -
sis, de af ness.  Ke ra ti tis is rat her a la te fin ding and so me ti mes may not be se en.    In this re port, we
pre sent a pa ti ent who had ich tyo sis, de af ness, bi la te ral ec tro pi on and blep ha ri tis.

KKeeyy  WWoorrddss::  Ke ra ti tis; de af ness; icht hyo sis; blep ha ri tis; ec tro pi on
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On der ma to lo gi cal exa mi na ti on, the skin was
dry, the re we re fi gu ra te hyper ke ra to tic patc hes
over the body (Fi gu re 1, 2). The ha ir was short, dry,
and spar se. The eyeb rows and eye las hes we re scar -
ce (Fi gu re 3). 

No pat ho logy was de tec ted in the ro u ti ne la-
bo ra tory exa mi na ti ons . Chest X ray grap hi es , ab-
do mi nal and pel vic ul tra so nog rap hi es we re nor mal.
The his to pat ho lo gi cal exa mi na ti on of the bi opsy
spe ci men of the skin re ve a led icht hyo sis (Fi gu re 4).  

The au di og ram of the pa ti ent re ve a led  bi la te -
ral de af ness of sen so ri ne u ri al type. The pa ti ent was
con sul ted with the opt hal mo lo gist for the pho top -
ho bi a and was di ag no sed as blep ha ri tis and ec tro -
pi on.

DIS CUS SI ON

Cha rac te ris tic fe a tu res of KID syndro me inc lu de an
ich tyo si form der ma to sis, ne u ro sen sory de af ness,
and ke ra ti tis.1,2 Ad di ti o nal fin dings inc lu de spar se
ha ir, and spar se or ab sent eyeb row and las hes, le u -
kony chi a, or thick dystrop hic na ils, oral mu co sa
and ton gu e in vol ve ment, den tal anor ma li ti es.3-5

The mo de of in he ri tan ce is unc le ar but it is tho ught
to be spo ra dic.1,3 Re cently, it has be en re la ted with
the mu ta ti ons in the con ne xin-26 ge ne.4 Al so fa mi-
li al ca ses ha ve be en re por ted.1

Ge ne ra li zed ich tyo si form eryt hro der ma is
usu ally pre sent at birth or ap pe ars in in fancy. In
most ca ses sharply de mar ca ted hyper ke ra to tic pla-

FIGURE 1: Figurate erythematous hyperkeratotic patches over the chest. FIGURE 2: Figurate erythematous hyperkeratotic patches on knees.

FIGURE 3: The eyebrows and eye lashes are sparse. FIGURE 4: Hyperkeratosis, acanthosis and perivascular lymphocyte infiltra-
tionin the upper dermis are seen (HE, x200).



Ülker GÜL et al A CASE WITH KID SYNDROME: KERATITIS-ICHTHYOSIS-DEAFNESS

Turkiye Klinikleri J Dermatol 2009;19(2)106

qu es which are es pe ci ally lo ca li zed to kne es, el-
bows, dor sum of the hands and fe et are fo und.5

Dif fu se pal mop lan tar hyper ke ra to sis is al so cha rac -
te ris tic. Abo ut half of the pa ti ents ha ve spar se scalp
ha ir and spar se or of ten ab sent eye brows and las-
hes.3,5,6 Our pa ti ent de ve lo ped fi gu ra te red-brown
hyper ke ra to tic pla qu es sin ce birth. The se we re lo-
ca li zed over his body es pe ci ally on kne es, el bows.
Bi la te ral plan tar hyper ke ra to sis ac com pa ni ed the -
se pla qu es.

Chro nic skin in fec ti ons (bac te ri al, fun gal) we -
re no ted in abo ut half of the re por ted ca ses, alt ho -
ugh no con sis tent im mu no de fi ci ency has be en
de mons tra ted.6 An es sen ti al com po nent of KID
syndro me is ne u ro sen sory de af ness.3,5-7 In only one
ca se, he a ring loss was re por ted to be con duc tory.8

He a ring loss is usu ally de tec ted in du ring in fancy
or early child ho od, and de ve lops by 7 ye ars of age.7

Ca ce ros-Ri os et al fo und de af ness in all of the ir pa-
ti ents  in the ir re vi ew.9 Our ca se had bi la te ral ne u -
ro sen sory de af ness sin ce child ho od. 

A vas cu la ri zing ke ra ti tis of the cor ne as, the
third ma jor fe a tu re of KID syndro me oc curs in abo -
ut thre e-fo urths of pa ti ents.  The eye symptoms
usu ally oc cur by early ado les cen ce tho ugh at so me
ti mes the se may ap pe ar du ring the fo urth de ca -
de.3,10 In a re cent re vi ew of 61 pa ti ents with KID
syndro me, only 18 de ve lo ped eye symptoms be fo -
re 15 and it ap pe ars that so me pa ti ents will ne ver
de ve lop ke ra ti tis.9 McGra e re por ted a pa ti ent with
KID syndro me who de ve lo ped ke ra ti tis at the age
22.11 In our pa ti ent, the eye symptoms be gan at ten
ye ars old and we re no ted to be mild. He did not ha -
ve ke ra ti tis, but had blep ha ri tis and sen si ti vity to
sun.

The uni qu e cu ta ne o us fin dings in KID syndro -
me be gin in in fancy. He a ring loss and ke ra ti tis
comp le te this syndro me. Alt ho ugh de af ness  usu-
ally oc curs at the age of 7, eye symptoms may ap-
pe ar la ter than ex pec ted, as it is se en in our ca se.
That is why, the di ag no sis of KID syndro me sho-
uld not be ig no red.
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