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his syndrome was first described in 1904 by Otto Werner in his

doctoral thesis entitled “Cataract in combination with scleroderma”
in a family of four siblings.! These paticnts had similar clinical findings:
shortness of stature, senile appearance, graying of the hair beginning
at about the age of 20, cataracts appearing at about the age of 30,
various skin changes (atrophy and ulceration) and joint deformities.
In 1945, Thannhauser differentiated this syndrome from scleroderma.?
He suggested that adult progeria would be more- appropriate as a
name for this syndrome and he listed the following twelve principal
characteristics observed in these patients:

1- Shortness of stature with characteristic habitus
2- Premature graying of the hair

3— Premature baldness

4- Hypogonadism

.5- Tendency to diabetes

6— Metastatic calcifications

7- Juvenile cataracts

8- Scleropoikiloderma

9- Trophic ulcers of the legs

10— Osteoporosis
11- Calcification of the blood vessels

12— Tendency to occur in brothers and sisters

Since the time of Werner’s original report, over a hundred cases
have been described in various countries. \We could find only one case
reported from this country.? In this communication we will describe
two new cases of Werner’s syndrome.
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Discussion

Werner’s syndrome seems to be a hereditary condition. In an
analysis of 125 cases the clinical picture followed a definitc pattern.t
Graying of the hair occurred at a mean age of 20 years and scems to
be onc of the ecarliest signs. Mean ages for various dermatological changes
is 25.3 years; for loss of hair 25.8 ycars; for alterations of the voice
26.6 yecars; for visual symptoms or dctection of cataracts 30 ycars; for
skin ulcers 33 years; and lastly for diabetes 34.2 ycars. Several ocular
abnormalities other than cataract have also been found. Retinitis
pigmentosa, blue sclera, telangicctasia of the iris and vitrcous opa-
cities, diabectic retinopathy and healed chorioretinitis have been oc-
casionaily noted.*

Dermatological findings are of great diagnostic importance. Atrophy
of the skin duc to a deplction of the subcutancous adipose tissue
results in shiny, smooth skin which cannot be lifted up from the under-
lying tissue. Atrophy of the face produces a thinning and sharpening
of the nose giving it a beaked appearance. Loss of circumorbital tissue
results in pseudocxophthalmos. All these facial changes produce a
bird-like or ‘mask-like’ appearance. An carly feature of the skin involve-
ment is the development of hyperkeratosis on the soles of the fect.

Pathological findings observed in the reported cases are sum-
marised in Table I.

Incidence of tumours is increased in patients with Werner’s synd-
rome. The tumours observed were predominantly mesenchymal in
nature (10 9,); fibroliposarcoma, ostcogenic sarcoma, mclanotic sar-
coma and meningioma were most common.

Although osteoporosis has been observed radiologically in half
of the cases, the skull is not usually affected. Ostcoarthritis of the peri-
pheral joints, spondylitis deformans and vertebral collapse are also
noted. Soft tissue and vascular calcification are observed in about
one-third of the patients.3

Endocrine features of Werner’s syndrome were similar to those
seen in adrenal hyperactivity; Bauer and Conn suggest that this entity
might be due to a defect in the inactivation of glucocorticoids.6

Electromyography shows greatly reduced action potentials. LDH
and SGOT, aldolase levels are normal but there is a high urinary
creatine [creatinine ratio which reflects the loss of muscle mass.

Thyroid functions are generally within normal limits,
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scleroderma and progeria. A careful clinical investigation, however,
helps greatly in differentiating these conditions from Werner’s syndrome.

Summary

Two cases of Werner’s syndrome are presented.
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