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Cutis Laxa with Growth
and Developmental Delay

To the editor:

Congenital cutis laxa is a rare
inherited disorder of connective
tissue manifested by loose, hang-
ing skin. Cutis laxa may be inher-
ited (autosomal dominant, auto-
somal recessive) or acquired. As
opposed to the recessive form of
cutis laxa, the dominant form has
been reported to be free of pul-
monary and other internal mani-
festation.! Skin fibroblast cultures
from cutis laxa patients exhibit re-
duced elastin. The genetic map
locus of autosomal dominant
form is 7q11.2. Tassabehji et al?
have described patients with auto-
somal dominant cutis laxa and
mutations in elastin gene.

Congenital cutis laxa with
growth and developmental delay
has recently been defined as a dis-
tinct entity of autosomal recessive
inheritance.

In this report, we described a
patient with cutis laxa and growth
retardation.

This 1.5-year-old girl was ad-
mitted to our hospital for bilateral

inguinal hernias and lax skin. The
patient was the third child born by
spontaneous vaginal delivery at
term to a 28-year-old G3P4 mother
and 30-year-old father who were
both healthy. Birth weight and
length were not known. The par-
ents were third-degree relatives.
The paternal uncle also had 2
daughters with the same disease.

On physical examination
weight and height were 9 kg and 74
cm, respectively, both of them be-
ing below the 3rd percentile. Ex-
amination revealed bilateral in-
guinal hernias. There was no
hyperextensibility of the joints
(Figure 1).

The skin of the patient was ex-
tremely redundant, the folds be-
ing soft, doughy, and inelastic.
These changes were most marked
on the face, arms, legs, neck, and
abdomen. She had long philtrum
and wide nasal bridge.

Cardiac examination revealed
apical midsystolic click and 2/6
systolic murmur. Radiographic
examination of the chest and gas-
trointestinal system and abdomi-
nal ultrasonography appeared
normal. Echocardiography re-
vealed mitral valve prolapse. A
skin biopsy was obtained and
processed for light microscopy. It
revealed a decrease in the num-
ber of the elastic fibers. Chromo-
somal analysis yielded normal
findings.

Under the title “congenital
cutis laxa with growth retardation
and developmental delay,” 27 pa-
tients have been reported. The
condition has been described as a
distinct entity of autosomal reces-
sive inheritance.? It is recogniz-
able at birth owing to its typical
skin findings. Even at birth, there
are multiple folds of loose redun-
dant skin over the trunk and ex-

Figure 1. Photograph of the patient with marked laxity of
the skin.
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tremities. Involvement of the face
with sagging skin gives the pa-
tients a senile appearence.* This
problem increases with age. Ec-
tropion and blepharochalasis of
the lids may also be noted. Con-
genital dislocation of the hip, di-
verticula of bladder and gastroin-
testinal system, hydronephrosis,
prenatal and postnatal growth re-
tardation, wide or delayed clo-
sure of fontanelle, reversed eye-
brows, bilateral inguinal hernias,
long philtrum, and wide nasal
bridge, have all been reported in
this syndrome.?

Because it is a rare and inter-
esting syndrome, we wanted to
present this patient.
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Bone Mineral Density
in Adolescents

To the editor:

In the article by Cromer and
Harel,! the attainment of an opti-
mal peak bone density was re-
ported as the most important fac-
tor for preventing adolescent
osteoporosis. The authors sug-
gested that during the evaluation
of bone mineral density dietary
calcium intake, physical activity,
and sex hormone therapy, espe-
cially subdermal implants or com-
bined oral contraceptives, should
be considered.

Prevention of disease is an im-
portant aim of medicine. Al-
though a significant geriatric
problem, osteoporosis may be
prevented in childhood and ado-
lescence. In our country, post-
menopausal osteoporosis is com-
mon, and male osteoporosis has
also been reported in men 50-70
years of age.2 Because adoles-
cence is a critical period for the
deviopment of osteoporosis, we
planned to study the bone min-
eral density in adolescents. Fifty-
two adolescents, 26 girls and 26
boys who attended Social Security
Ankara Children’s Hospital, were
included in this study. Exclusion

criteria were endocrine, renal,
and gastrointestinal disease and
use of drugs that might affect cal-
cium and/or vitamin D metabo-
lism. All adolescents had similar
socioeconomic and cultural con-
ditions, and none of them had a
history of regular physical activity.
Bone mineral density was mea-
sured by dual-energy x-ray absorp-
siometry. Twelve girls and 13 boys
were osteopenic [-1.0-2.5 stan-
dard deviation (SD)], whereas 1
girl and 4 boys showed overt os-
teoporosis [over —2.5 SD].

We have started a training pro-
gram for parents of children and
adolescents at our hospital with
brochures and booklets. We would
like to emphasize the importance
of educating parents and adoles-
cents about osteoporosis.
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