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Abstract

Cutis Laxa (Elastolysis) consists of loose hanging folds of skin with normal elastic 

recoil with multisystemic involvement .This condition is transmitted in autosomal 

dominant or recessive, x-linked recessive forms or it can be acquired. We present 

case of preterm with VLBW who presented with complaints of loose hanging folds of 

skin later confirmed as cutis laxa.

Introduction

utis laxa also known as ellastolysis is Ca heterogenous group of disorder. It 
may be autosomal recessive (fibulin s 
gene), autosomal dominant (elastin and 

1fibulin s gene) or acquired.  We present a 
case of preterm (30-32 wks), male baby 
who presented with complaints of 
respiratory distress, loose folds of skin, 
aged appearance. Incidence is 1:1,00,000 
to 1: 2, 00, 000. 

Case Report

30-32 wks, preterm, Male baby with birth wt of 
1.15 kg was delivered in Urban health centre, Bandra 
hospital and was transferred to J.J. Hospital in view 
of preterm status. On admission baby had 
Respiratory Distress score of 3, Pulses were poor. He 
had extensive loose folds of skin over face, neck, 
abdomen, thighs, entropion, long upper lip, everted 
nostrils, short columella. Abdomen was soft with 
visible peristalsis and visible lump over epigastric 
region. 

He was treated with IV fluids, ionotropes, inj. 
Cefotaxim, inj. Amikacin, CPAP. Respiratory distress 
(R.D) was settled in 4 day's and pulses were 
improved. X-ray chest was showing hyper inflated 
lungs. X-ray abdomen was showing dilated stomach. 
USG abdomen was normal. We had done Barium 
meal to rule out pyloric stenosis which was showing 
normal study. On day 7 of life we started him on OGT 
feeds initially he was not tolerating. But after adding 
injection perinorm he had tolerated feeds. Meanwhile 
we had send skin biopsy to rule out cutis laxa, 
pseudoxanthoma elasticum. Skin biopsy report was 
showing hyperkeratosis keratotic plugging, loss of 
rete ridges in epidermis. In upper dermis marked 
colonisation and thickening of collagen fibres and 
basophilic changes which was suggestive of cutis 
laxa. On the basis of clinical findings and skin biopsy 
report the diagnosis of cutis laxa was made. Baby 
discharged on day 45 of life after adequate weight 
gain. On follow up we advice him to do 2D echo.  

Discussion

Cutis laxa is a rare, inherited or 
acquired connective tissue disorder in 
which skin becomes inelastic and hangs 
loosely in folds. It is inherited as 
autosomal dominant, autosomal recessive 

2or X-linked recessive pattern.  Acquired 
Cutis laxa has developed after a febriIle 
illness, inflammatory skin diseases such 
as Lupus erythematosus or Erythema 
Multiforme, Amyloidosis, Urticaria, Angio-
oedema and Hypersensitivity reactions to 
penicillin.

Pathophysiology is characterised by 
degenerative changes in the elastic fibres 
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resulting in loose, pendulous skin. In most 
cases the biochemical and molecular basis 
o f  s k i n  c h a n g e s  a r e  u n c l e a r .  
Histopathologic analysis of the skin in 
several patients reveals alterations in the 
quantity or the morphology of elastin in 
which fragmentation or loss of elastic 
fibres is present. Additionally evidence of 
abnormal crosslinking of elastin exists in 
some patients. Elastic tissue is reduced 
throughout the dermis with distension, 
fragmentation, and clumping of the elastic 
fibres. Clinical features are characterised 
by multisystemic involvement .                                                                                

Loose appearance of skin is most 
prominent around eyes, face, shoulders 
and thighs. Facial features include aged 
appearance, sagging jaws, bloundhood 
appearance, hooked nose with everted 
nostrils, short columella, long upper lip 
and everted lower eyelids. Hoarse cry is 

2present as a result of laxity of vocal cords.  
The dominant form of CL may develop at 
any age and usually benign in infancy, it 
may be associated with IUGR, ligamentous 
laxity and delayed closure of fontanels. 
Pulmonary emphysema and mild 
cardiovascular manifestations may also 
occur. Those with recessive forms of 
disease are susceptible to bronchiectasis, 
emphysema, cor pulmonale and 
pneumothorax. Pulmonary emphysema is 
the most common cause of death in these 
neonates. In GI system multiple hernias, 
r e c t a l  p r o l apse ,  d i v e r t i cu l a  o f  
gastrointestinal and genitourinary tracts 
present. In CVS, Cardiomegaly, CHF, 
aortic aneurysms, peripheral pulmonary 
artery stenosis. Skeletal anomalies, dental 
car i es ,  g rowth  re tardat ion  and 

3developmental delay also occur.

The most often hypothesis suggesting 
the causes of reduction of elastic fibres 
reported in literature are abnormal Copper 

metabolism, Cu deficiency, decreased 
serum elastase inhibitor level, low lysil 
oxidase Activity, Increased elastase 
activity, immune mediated mechanism, 

2decreased elastin gene expression.

Dif ferential  diagnosis include 
Acrodermatitis chronica atrophicans, 
Anetoderma, Coste l lo  syndrome, 
Cutaneous T cell lymphoma, Debarsy 
syndrome, Ehler - Danlos syndrome, Focal 
dermal hypoplasia, Lipodystrophy, 
Pseudoxanthoma elasticum, Wrinkly skin 
syndrome, Lenz - majewshi syndrome, 
SCARF syndrome.

Diagnosis requires skin biopsy. On 
elastic fibres stains, all types of CL show 
decreased number of elastic fibres, 
remaining fibres are shortened clumped, 
granular, or fragmented. Electron 
microscopy reveals electron dense 
amorphous or granular aggregates that 
are irregularly distributed in the vicinity of 
elastic fibres. No treatment exists to 
prevent disease, progress. Dapsone can be 
used acutely to control swelling in persons 
with acquired CL. Cutis laxa have an 
international support group for patients 
with cutis laxa. Surgical correction of 
redundant skin folds, prolapses or hernias 
may be undertaken. However surgery 
often produce temporary benefit. 
Botulinum toxin injections are being 
considered for improving the agent 
appearance and facial defects.
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