
Case reports

Poland-Mobius syndrome associated with dextrocardia
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SUMMARY A newborn male with Mobius syn-
drome, Poland anomaly, and dextrocardia is
described. This is the second case reported of
Poland-Mobius syndrome associated with dextro-
cardia. The patient presented with strabismus,
facial diplegia, difficulty in swallowing, hypo-
plasia of the left pectoralis major muscle, partial
absence of the upper costal cartilages, absence of
the left areola, hypoplasia of the left forearm and
hand, and dextrocardia without murmurs.

Poland syndrome consists of absence of the sternal
head of the pectoralis major muscle with ipsilateral
symbrachydactyly. The malformations of the limbs,
especially those of the fingers, are variable and in
some cases associated anomalies have been reported
including Mobius syndrome. The association of both
disorders (Poland-Mobius syndrome) may represent
a distinct clinical entity.1 We report the second case
of Poland-Mobius syndrome associated with
dextrocardia.

Case report

The patient was the 2790 g male product of an
uncomplicated 38-week pregnancy and delivery. The
parents were unrelated and young and healthy at
the time of conception. There was no history of
maternal irradiation or drug intake. On admission
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FIG 1 The proband. Note bilateral convergent strabislnuis
andfacial diplegia.

to the nursery the following congenital abnormalities
were observed: bilateral convergent strabismus,
fixed and expressionless facies (fig 1), difficulty in
swallowing, hypoplasia of the left pectoralis major
muscle with partial absence of the upper costal
cartilages (lung hernia), absence of the left areola,
hypoplasia of the left forearm and hand (fig 2), and

FIG 2 C/lest deformlity andt abnormlalities of the left
hand.

FIG 3 Chest x-raY Jshowing dextrocar-dia.
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dextrocardia without murmurs. Radiographs showed
left radioulnar hypoplasia with absence of the bones
of the left hand and dextrocardia, and that the ribs
on the left were thinner than those on the right
(fig 3). Electrocardiographic and echocardiographic
results indicated isolated dextrocardia. The ab-
dominal sonogram revealed two kidneys of normal
size. Cerebral sonography and karyotype were
normal.

Discussion

Poland2 in 1841 described the association of aplasia
of the sternal head of the pectoralis major muscle
with ipsilateral symbrachydactyly. The population
incidence of Poland syndrome is 1 in 30 000 live
births.3 In some cases associated anomalies have
been reported, such as hypoplasia of the hand and
forearm, hypoplasia of the breast, absent nipple,
partial or total absence of other upper segment
musculature, rib deformities, Mobius syndrome,
absent ipsilateral kidney, and club foot.4 The
presentation of Poland syndrome with leukaemia,5
ipsilateral hemivertebrae,6 and osseous polysyn-
dactyly and radioulnar synostosis7 has also been
reported.
Our patient had typical features of Mobius

syndrome, characterised by congenital paralysis of
cranial nerves VII, IX, X, and VI (facial diplegia,
difficulty in swallowing, and external ophthalmo-
plegia), as well as the Poland anomaly. In addition,
dextrocardia was an unusual accompanying ab-
normality. The association of Poland syndrome with
dextrocardia has been reported in a boy with acute
lymphocytic leukaemia5 and in another boy with
absence of the permanent incisors.8 Dextrocardia in
Poland-Mobius syndrome has been published only
once.9 In our case, as in the other patients, dextro-

cardia was accompanied by a normal abdomen with
no other cardiac abnormalities.
The cause of Poland syndrome is unknown, but it

has been suggested that the primary defect may be
in the development of the proximal subclavian artery
with early deficit of blood flow to the distal limb and
pectoral region.10 The Poland-Mobius syndrome
represents a distinctive malformation syndrome but
its aetiology remains undetermined.'
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