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A case with Poland�s syndrome and athelia
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Poland's syndrome was first described by Alfred Poland
in 1841 [1, 5]. The incidence has been estimated at be-
tween 1:30.000 and 1:80.000 of live births [4]. The syn-
drome is characterised by congenital aplasia of the sterno-
costal head of the pectoralis major muscle associated with
ipsilateral hand deformities [6]. This rare entity is referred
to as Poland's syndrome or Poland's syndactyly [3, 4, 7].
The former term seems to be more appropriate since mul-
tiple abnormalities of the upper extremity and the chest
wall are usually associated with the syndactyly. Less fre-
quently reported features of Poland's syndrome include
the absence of digits, brachidactyly, hypoplasia of wrist
and/or hand, hypoplasia of forearm, hypoplasia of arm,
thoracic cage defects, herniation of lung, axillary web
or band, absence of nipple and some genitourinary abnor-
malities [6, 7]. Congenital absence of the breast (amastia)
and of the nipples (athelia) is an extremely rare anomaly
which occurs more frequently in females [2, 4, 8, 9].
Around 50 cases have been described previously, the first
was in 1802 by Louzier although there is some reference
to this anomaly in the Bible.

A four-year-old boy presented with a small left hand
with syndactyly since birth admitted to our clinic. On ex-
amination there was absence of the nipple and areola, the
left pectoralis major muscle, hypoplasia of the left metac-
arpals and phalanges and syndactyly (Fig. 1, 2). Physical
examination was otherwise normal. Chromosomal analy-
sis of the patient was also normal. He was within normal
limits in height weight and intelligence. The initial oper-
ation was a satisfactory syndactyly repair.

This boy with Poland's syndrome had unilateral ab-
sence of the breast and nipple, this is a very rare entity.
This case emphasizes many relatively rare features of Po-
land's syndrome.
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Fig. 1 Ipsilateral hand deformity

Fig. 2 Absence of the left nipple and areola
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