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To the Editor:

Larsen syndrome is a congenital disorder, which con-

sists of a skeletal dysplasia with multiple joint dislocations

and a characteristic face [1]. The basis of the abnormalities

is considered to be a generalized mesenchymal disorder

involving connective tissues [2]. We describe a patient with

Larsen syndrome who suffered from pneumoperitoneum

during mechanical ventilation.

A 16-year-old boy with Larsen syndrome was admitted

because of respiratory failure. Immediately after admis-

sion, his airway was established using a cuffed 6.0-mm

tracheal tube without a Murphy eye. His chest X-ray

showed severe scoliosis and implied a possibility of

endobronchial shift or carinal impingement of the tracheal

tube. His deformity allowed only a margin of 1.0–0.5 cm

between the tube end and the carina. Expiratory tidal vol-

umes depended on patient positioning because of severe

scoliosis. On the next day, his abdomen became tense and

distended. A chest-abdominal X-ray revealed free air under

the diaphragm and subcutaneous emphysema. In addition,

carinal impingement of the tracheal tube was confirmed

(Supplementary Fig. 1). A chest-abdominal CT showed

free peritoneal air and emphysema in the anterior

abdominal wall (Supplementary Fig. 2). Pneumomediasti-

num and massive subcutaneous emphysema were con-

firmed (Supplementary Fig. 3). We attempted to correct the

position of the tracheal tube, which impinged on the carina.

With careful management regarding the tube position, his

respiratory status finally improved.

The air leak was probably derived from a micro-tear of

the trachea, because carinal impingement of the tracheal

tube was repeatedly observed. The background status,

which in this case means weakness of connective tissues

due to Larsen syndrome, seemed to predispose to the air

leak. Air may leak into the mediastinum and then into the

retroperitoneal space and the peritoneum by the diaphrag-

matic openings [3]. After correction of the tube position,

positive pressure was effectively delivered to alveoli

instead of directly to the tracheal wall, which appeared to

decrease the air leak and free peritoneal air.
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