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A case of pachyonychia congenita Type |, a rare disorder is presented. There :
was no oral leucokeratosis and the family history was also negative.
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Introduction

Pachyonychia congenita is a rare
genodermatosis first described by Jadassohn
and Lewandowsky in 1906.! It has an
autosomal dominant inheritance with
incomplete penetrance. However a recessive
pattern of inheritance has also been
described.? It is included among the first
subgroup (1-2-3-4) of the ectodermal
dysplasias.! Based on the clinical findings, four
distinct types are described albeit with several
features in common.” We describe a case who
had features of the Type | syndrome.

Case Report

A 22-year-old male born out of a non-
consanguineous marriage presented with
thickening of all the nails since birth and
palmoplantar keratoses of 6 years duration.

Examination revealed brownish
discoloration and marked thickening of the nail
plate with subungual hyperkeratosis of all 20
nails (Fig 1). The palms and soles showed
marked hyperkeratosis of the pressure areas
and scaly keratinous plaques along the medial
border of the great toes and sides of the finger
(Fig 2). There were multiple, skin-coloured,
follicular papules distributed over the extensor
surface of the elbows, knees, buttocks, hands
and feet. Systemic examination did not reveal
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any abnormalit

There was no history of palmo
hyperhidrosis, bullous eruptions, m
lesions, premature eruption of

Marked thickening and discolouratio
nails.

Fig. 1.

Scaly plaques along the sides of
toes.

Fig..2.
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rmal cysts or macular pigmentation. The
hair and eyes were unaffected. There
family history of a similar disorder.

potassium hydroxide examination of
ail clippings for hyphae and culture for
were negative. Histologic examinations

erkeratosis, follicular plugging and mild
nthosis. The dermis was uninvolved. These

] Nail thickening due to orthokeratotic
T;:hyperkeratosis of the nail bed is the main
feature of pachyonychia congenita.? It is often
B seen in association with several other
diseases. ' Because of the protean expressions

¥ of the sundrome, several classifications have
"been proposed.® Feinstein et al” based on a
udy of 168 patients have classified it into 4
pes : Type [ which consists of thickening of
nails, palmoplantar keratosis, follicular
keratosis and oral leukokeratosis with a relative
tprevalence of 56.2%. Type Il in which in
ddition to type I changes, palmoplantar
llae, hyperhidrosis, natal or neonatal teeth
d steatocystoma multiplex are seen. It has a

_‘ felative prevalence of 24.9% Type il has a
& ’;;f-relatmr: prevalence of 11.7% and clinical
¥ findings of type Il with angular cheilosis,

torneal dyskeratosis and cataracts in addition.
type IV has laryngeal lesions, hoarseness,
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alopecia in addition to findings of the type III
syndrome. The relative prevalence of this type
is 7.2%.

Our patient had features which best fit
those of type | pachyonychia congenita.
Besides the rarity of the disorders, the point of
interest in our case are non development of
oral leucokeratosis uptil the third decade of life
and negative familiy history of a similar
disorder.
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