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Poland’s syndrome and recurrent pneumothorax:

is there a connection?
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Abstract

Aim. To investigate the possible connection of Poland’s syndrome with the presence of lung bullae and, thus, with
an increased risk for recurrent pneumothorax. Patients-methods. Two male patients, aged 19 and 21 years
respectively were submitted to our department after their second incident of pneumothorax. Both had Poland'’s
syndrome (unilaterally hypoplastic chest wall with pectoralis major muscle atrophy) and both had multiple bullae
to the ipsilateral lung based on CT findings. The patients were treated operatively (bullectomy, lung apicectomy,
partial parietal pleurectomy and chemical pleurodesis) due to the recurrent state of their pneumothorax. Results.
The patients had good results with total expansion of the affected lung. Conclusions. Poland’s syndrome can be
combined with ipsilateral presence of lung bullae, a common cause of pneumothorax. Whether this finding is part
or a variation of the syndrome needs to be confirmed by a larger number of similar cases.

Introduction

Poland’s syndrome is a developmental deformity charac-
terized by hypoplastic (unilaterally) chest wall with pec-
toralis major muscle atrophy, sometimes combined with
syndactyly. It has an incidence of 1:7000 to a: 100000
live births and affects with a higher frequency (2:1) the
right hemithorax [1,2]. It was first described by British
Alfred Poland [3] and about 100 years later studied by
the British doctor Patrick Clarkson [2] who named it
after him. The syndrome is in rare cases combined with
severe ocular pathologies, such as hamartoma of the
retina and retinal pigment epithelium [4]. Herein, we
are presenting two case reports of patients with the syn-
drome which was combined with bullae of the ipsilateral
lung and suffered from recurrent episodes of
pneumothorax.

Cases Presentation

Two young (aged 19 and 21 years old) male patients
with Poland’s syndrome were admitted (with an interval
of 6 months from each other) to our department after
their second episode of pneumothorax for which they
had to be treated with the placement of closed chest
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tube thoracostomy. Thorax CT imaging revealed the
presence of 5-6 bullae to the ipsilateral (right) with the
syndrome lung (Figures 1 and 2). Both patients were
submitted to surgery (bullectomy, lung apicectomy, par-
tial parietal pleurectomy, and chemical pleurodesis with
hyperosmotic 35% Dextrose solution) with total lung
expansion and excellent results both on discharge and
on the 3-month follow-up control. The patients’
informed consent was obtained prior to their inclusion
in this report.

Conclusions-Discussion

Although the complex genetic and embryological
mechanisms behind the genesis of developmental defor-
mities are in most cases unknown, the knowledge of
such clinical syndromes can always be useful for practi-
cing physicians. In the current study we are reporting
the cases of two young male patients with Poland’s syn-
drome who were admitted with recurrent pneumothorax
due to the presence of lung bullae affecting the ipsilat-
eral to the syndrome side. Although more cases of the
kind are needed to confirm lung bullous disease as a
part or a variation of Poland’s syndrome, one could say
that, based on the current report and two similar pub-
lished in the past, comprising 3 patients in total [5,6],
augmented clinical suspicion for the occurrence of
pneumothorax by patients with the syndrome and their
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Figure 2 Photograph of the affected hemithorax of one of the
patients after the operation.
A

attending physicians is justified. Whether this clinical
suspicion also justifies the routine performance of
thorax CT to all patients with Poland’s syndrome is yet
to be determined, based on each doctor’s sense and also
on future cases of the kind that will definitely correlate
the syndrome with the presence of lung bullous disease.

Consent

"Written informed consent was obtained from the
patients for publication of this case report and accompa-
nying images. A copy of the written consent is available
for review by the Editor-in-Chief of this journal.’
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