The Turkish Joumal of Pediatrics
Valume 25, No. 2, April- June 1883

CONGENITAL LOBAR EMPHYSEMA®

Tayyar Sarioglu MD ", Argun Saylam MD""", Aydin Aytag MD"""",
Fikriye Sarikayalar MD secsses

, Mete Alp MD

, Melda Cadlar MD

Key words : congenital lobar emphysema, po/}a/veo/arlobe, respiratory distress

Congenital lobar emphysema is among the most important causes of respiratory
distress in newborns and infants, and sometimes the appearance of the symptoms
may be delayed to a later age. The pathology of lobar emphysema is generally
characterized by hyperinflation or overdistention of a lobel. Early diagnosis and
treatment are required since an extremely distended lobe causes pressure on the
neighboring lobes and mediastinum resulting in mediastinal shift and respiratory
distress1.2,

Clinical Presentation

For this study 15 cases of congenital lobar emphysema which had undergone surgi-
cal resection in our clinic between May 1965 and September 1382 were analyzed.
Nine cases were boys and 6 were girls. The youngest patient was 3 days old when
operated on and the oldest 18 months of age (average: 4.5 months). Ten subjects
were referred to us as cases of severe respiratory distress since birth and 5 on
account of repeated pulmonary infections, retarded growth and mild respiratory dis-
tress. Symptoms of the patients and localizations of the pathology are shown in
Table |. Lobectomy was performed in 14 cases and a right pneumonectomy in
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bronchial mucosal webs, post-infectious bronchial stenoses and viscid sticky
mucous plaques also cause emphysema by partial airway obstruction as a result of
the flap-valve mechanism8?®. Less commonly, lobar emphysema is seen in cases
with abnormal branching of the pulmonary arteries or veins, mediastinal masses,
hypertrophied lymph nodes; bronchial sling, extremely enlarged left atria, and
patent ductus arteriosus exerting pressure on the bronchi externally2.3.5.10_ Recent-
ly, a new pathological entity has been described as a “’polyalveolar lobe’’ 1112,
Cases of lobar emphysema, where the cause is unknown, can be attributed to this
new entity. In these subjects, the bronchial and alveolar formations are normal, but
the emphysematous lobe contains far more alveoli than the normal'1.12, Loss of
recoil elasticity has also been reported as a cause of lobar emphysema 13.14,

TABLE |

Symptomatology and Localizations of the Pathology in
15 Cases of Congenital Lobar Emphysema

Number of
Symptoms Patients %
Severe respiratory distress 10 66.6
Moderate respiratory distress and other symptoms
(repeated pulmonary infections, retarded growth) 5 33.3
Localizations
Left upper lobe 8 53.3
Right upper lobe 3 20.0
Right middle lobe 2 13.3
Right lower lobe 1 6.7
Right lung (all 3 lobes) 1 6.7

Symptoms of congenital lobar emphysema become apparent early in life in the
majority of cases, mostly soon after birth and in infancy®. Signs and symptoms
generally consist of tachypnea, dyspnea, intercostal and supraclavicular retractions,
progressive cyanosis, growling breathing sounds and expiratory wheezing on the
affected side. In 66.6% of our cases the patient was referred with severe respiratory
distress. In 15% of cases there is a related congenital heart disease such as patent
ductus arteriosus, a ventricular septal defect or tetralogy of Fallot. None of our cases
had an associated congenital heart disease, but we did encounter a chest-wall
deformity (pectus excavatum) in one of our patients, as an associated malformation.
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