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Wemers's syndrome.
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Werner's syndrome (WS) or Pangeria
is an adult premature aging syndrome of
autosomal recessive inheritance affecting
connective tissues through out the body.!
The exact aetiopathogenesis remains ob-
scure even though biochemical and con-
nective tissue abnormalities have been
postulated.? The disease involves multiple
systems of the body and may be associ-
ated with intemal malignancy.

Case Report

A 4l-year-old unmarried male pa-
tient presented with erosions, ulcer and
keratosis of both tendoachilles. He also
complained of premature greying of scalp
hair and baldness, along with "hoarseness
of voice. For the past 15 years he was get-
ting recumrent erosions and ulcers of the
feet. He had undergone bilateral cataract
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surgery at the age of 29 years. The family
history of the patient indicated a second
degree consanguinity of his parents. His
younger brother had similar disease and
had died of coronary heart disease 7
months back. His other three siblings includ-
ing one sister were normal.

The physical examination of the
patient showed a short stature with mus-
cular atrophy of the exiremities, a weight ;
of 20 kg and he appeared old for his oge.f"'

Figuro-l w«nu'ssynd'ome Note comeal leucoma,
beak-like nose.

The head was small with a beak-like nose
and the scalp had scanty grey hair (Fig. 1).
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The left eye had a comeal leucoma and
‘the right eye was aphakic. The skin of the
limbs was sclerosed with thin tapering dig-
its and keratosis of both elbows(Fig.2).

Fig.2 note keratosis of elbows and wasting of
muscles of upper limbs

The skin of the trunk and limbs also showed
areas of hyperpigmentation and depig-
mentation. The patient had hypogonadism
with scanty axillary and pubic hair. The re-
gion of the tendoachilles showed kerato-
sis, multiple erosions, and secondary
eczematisation. The feet were small with
stfrophic nails and shortening of the first
and fifth digit of the right foot. There were
no features suggestive of Hansen's dis-
ease.

Investigations recorded a normal
blood hemogram, liver and renal function
tests. Blood sugar levels indicated diabe-
tes mellitus . Serological tests for syphilis
and HIV were negative.X-Rays of the limbs
showed generalised osteoporosis and
blood vessel wall calcification. Ultrasound
of abdomen showed microsplanchia of the
kidneys, but no evidence of malignancy.
ENT examination showed reduced move-

©

ment of left vocal cord. Skin biopsy showed
epidermal atrophy and nonspecific fea-
tures of the dermis. The patient was given
symptomatic treatment.

Discussion

The presentation with classical clini-
cal features of short stature, premature
aging, sclerodermatous skin, eye lesions,
hoarseness of voice, hypogonadism, non
healing ulcers of feet, d iabetes, X-ray find-
ing of osteoporosis of limbs and vessel wall
calcification and ultrasound finding of
microsplanchia enabled us to make a di-
agnosis of Werner's syndrome. WS is rela-
tively a rare disorder of low incidence.
About 400 cases have been reported
world wide since its first publication.® The
tissues of patients with WS show non-uni-
form premature aging, atheroma of the
blood vessels and microsplanchia. In addi-
tion, altered connective tissue metabolism
and abnormalities of immune and endo-
crine systems have been described.* There
is increased incidence of malignancy in
WS, the usual malignancy being fibrosar-
coma, though other sarcomas and organ
specific malignancies have been re-
ported.’ However in our case there was no
evidence of malignancy but careful and
periodic follow up of the patient may be
required as malignancies can occur later
on . The cells of the patient s with WS show
chromosomal instability and a spontane-
ous hypermutability with a high rate of de-
letions.® This factor may be responsible for
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the premature aging and high incidence
of malignancy in these patients. The scle-
rodermatous skin and blood vessel wall
calcification contribute 1o the develop-
ment of non healing ulcers and keratosis of
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