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to be published as it is a very rare condition.

Mental Retardation, Strabisnus.

INTRODUCTION

Incontinentia pigmenti acromians, hypomeia-
nosis of Ito is a ncurocutancous disorder of unk
nown ctiology. The disorder is characterized by
hypopigmented, bizarre, irregular shaped macules
on the trunk and extremities. Lesions appear as the
ncgative image ol the pigmentary pattern observed

with incontinentia pigmenti. But hyporaclanosis of

Ito differs in the other features and inheritance pal-
tern. Since 1985, this rare disorder were reported in
38 cases.

CASE REPORT

A 16-year-old girl complained of white colored

skin lesions without previous history ol suppurati-
on, inflammation or desquamation ol 10 ycars dura-

tion. During her school years. she complained of

forgetfulness, inability of concentration and adup-
tation. The family hislory revealed that one of her
cousins were mentally retarded. Physical and labo-
ratory examination revealed mild motor and mental
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retardation, strabismus and scoliosis that were not
so serious that surgical approach were not conside-
red. Her chromosomal analysis were normal and
skin biopsy showed no pathological findings inclu-
ding pigment incontinence.

DISCUSSION

Hypomelanosis of Lto occurs 2.5 times as coi-
monly in women as in man. An autosomal domi-
nant inheritance pattern is being argued (1, 4, 5. 7)
The hypomelanotic macules are usually present at
birth. The hypopigmented macules may progiess or
regress itsell (4). These macuics occurs along
Blaschko fines along which hinear nevoid anomali-
es also occur (4, 7). The lesions mostly occur on
trunk and extrentities. Chroimosomal mosaicism
thought in the etivpathogenesis (7). The other the-
ory is random distribution of two clones ol cells
with different pigment potential with the capability
of becoming melanoblasts (4). More than 90 % of
patients has other features besides skin lesions. Half
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of the patients have mental retardation and/or epi-
lepsy. Strabismus, hypertelorism, speech disorder,
car abnormalities, scoliosis, dealness, atopic der-
matitis, teeth abnormalitics, insulin dependent dia-
betes mellitus, guatr and cosinophilia were also re-
porch (2.3,4.06).

In our case characteristic hypopigmented ma-
cules has been present since she were five years old
(Fig 1). Besides having macular lesions, she also
had mental and motor retardation. scoliosis and
strabismus. In tissue sample we observed no pig-
ment incontinence. In the regions overlying lesions
no sensational or sweating abnormality were [o-
und. Incontinentia pigmenti were differentiated by
the lack ol basal layer degeneration, pigiment incon-
tinence and dermal infiltration. Systemic problems
were not seen in nevus depigmentosus. Other hypo-
pigmented disorders were excluded by the absence
of the progression or regression of macules, by the
presence of the systemic involvement such as scoli-
osis, mental retardation and by the absence of the
secondary findings on the lesions like sensational
loss sweating disorders induration atrophy.

Fig - | Bizarre shaped macules of the patient.
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