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Sirenomelia, also known as sympodia,

is a rarc lethal anomaly with a frequency of
one in 60,000 live births. Known since
antiquity, it has always been considered a
severe form of the caudal regression
syndrome (CRS). Resurgence of interest in
this condition has occurred because new
evidence shows that it is unrelated in
etiology to CRS(1). Over the last 15 years
only six Indian reports have appeared
describing this condition(2-7).

Case Report

The infant was born to a 21-year-old
primigrada, married to a first degree
relative. The antenatal period was
uneventful till the eighth month of
gestation, when on routine examination the
patient was noticed to have a markedly
reduced uterine size. She had also lost
three kilos since the previous antenatal
checkup a month before. There were no
fetal heart sounds and she spontaneously
expelled the fetus the following day.

On examination, the macerated still-
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born weighed 1450 g. The skull was a mass
of floating bones. Potter facies was not
evident. The rectum was absent. External
genitalia consisted of a small protruber-
ance with no orifices. There was a single
fused lower limb with a midline raphe, and
only one foot with normal toes. Only one
umbilical artery was present.

X-ray of the lower limb showed soft tis-
sue fusion but separate femurs and tibiae.
The right fibula was displaced medially.
There was only one sct of foot bones. No
vertebral anomalies were noted (Fig. 1).
Postmortem was refused.

Discussion

Sirenomelia, until quite recently, has
been comsidered to be a severe form of
caudal regression syndorme(1). CRS is the
consequence, of a wedge shaped early defi-
cit of the posterior axis caudal blastema
allowing for the fusion of early limb buds
and absence or incomplete development of
the intervening caudal structures. This
theory does not accommodate the consis-
tent presence of a large vitelline vessel aris-
ing high in the abdomen or satisfactorily
explain the spectrum of defects that occur.

It has recently been shown that
sirenomelia and its associated defects are
produced by an alteration in €arly vascular
development(8). Dissection of the abdomi-
nal vasculature in 11 cases of sirenomelia
has demonstrated the presence of a single
large artery arising from the aorta just
below the diaphragm. This steal vessel
derives from the vitelline artery complex,
which is an early embryonic vascular net-
work that supplies the yolk sac. This artery
assumes the function of the umbilical
arteries and diverts nutrients from the cau-
dal end of the embryo distal to its site of
origin. The abdominal aorta distal to the
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Fig. Sirenomelia: showing soft tissue fusion of
lower limbs, medial rotation of right fibula
and single foot.
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origin of the major vessel is always sub-
ordinate and has no branches before it bi-
furcates into the iliac arteries. Conse-
quently tissues dependent on nutrients
supplied by this hypoplastic vascular
system may be absent (e.g, kidneys),
arrested at an incomplete stage of develop-
ment (e.g, hindgut or genital tract) or
aberrantly formed (e.g., lowerlimbs). Thus,
as with other disruptive vascular defects,
no two cases of sirenomelia are the same.
It is possible to demonstrate
sirenomelia by ultrasound as early as 20
weeks of pregnancy(9). As it is lethal an
attempt should be made to identify this
condition in cases of TUGR and/or
oligohydramnios at this stage.
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Familial Fibrous Dysplasia of the
Jaws: Cherubism in Two Brothers
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Familial fibrous dysplasia (Cherubism)
is a rare disease characterised by painless
swelling of the jaws or cheeks, firm protu-
beramt intraalveolar masses and missing or
displaced teeth. This condition was first
reported by Jones in 1933 in three Jewish
siblings(1). It was termed ‘Cherubism’
because of the typical facial appearance in
these children characterised by chubby
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checks with upward projection of the
eycballs, due to growth arising from the
maxilla. The discase has a strong familial
predilection and probably occurs due to
local disturbance in the embryonogenesis.
This report illustrates cherubism diag-
nosed and treated surgically in two siblings.

Case Report

Two brothers (PRP and DRP) (Fig. )
aged 7 years and 4 years respectively pre-
sented with bilateral symmetrical swellings
arising from the lower jaws. These swel-
lings were painless, bony hard in consis-
tency with no signs of in{lammation. Den-
tal cxamination revealed labially positioned
mandibular canine and premolar teeth on
both the sydes which were out of occlusion,
bulging into the buccal sulcus of the lower
jaws on both sides from the canine to the
1st molar teeth, Maxillac and other bones
of the body werc unaffccted.

Radiology of the lower jaws of both the
cases revealed large well defined osteolytic
arcas within the body and part of the
ramus of the mandible on both the sides.
There was expansion of bone and thinning
of the cortical margins more pronounced
on the left side (PRP). A thin septae within
the ostcolytic lesions were also seen. The
uncrupted premolars were not weli-
developed and they were below the roots of
the deciduous molars (DRP) (Fig. 2). A
routine blood picture and urine
examination were normal. Serum calcium,
phosphorus and alkaline phosphatase
levels were within normal limits.

The cases were planned to undergo an
exciston and curettage for histopatho-
logical confirmation and as a part of surgi-
cal management. The older child (PRP)
was operated upon first on the right side of
the lesion. After one week the younger
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