PEDIATRIC SURGERY Update ©
Vol. 31 No. 03 SEPTEMBER 2008

Jeune Syndrome

The two most common chest wall deformities in pediatric surgery are pectus excavatum
and pectus carinatum. Pectus excavatum manifests itself during early childhood, while
pectus carinatum is seen more commonly in early adolescent ages. Jeune syndrome is a
rare autosomal recessive chest wall skeletal dysplasia also known as asphyxiating thoracic
dystrophy or insufficiency. Almost all cases of Jeune syndrome has been described in
children. The syndrome is characterized by respiratory distress, osseous dysplasia, and
short stature. Patients generally die during the first months of life since the thoracic chest
wall will not grow creating entrapment of lung and asphyxia. Besides a small thorax,
varying degrees of rhizomelic brachymelia, polydactyly, pelvic abnormalities, renal
anomalies, cystic lesions of the pancreas, retinal anomalies and hepatic fibrosis are also
present in the syndrome. Diagnosis can be made prenatally. The life-saving procedures to
expand the chests of infants born with Jeune asphyxiating thoracic dystrophy provide a
static solution incapable of responding to the growth demands of thriving patients. Actual
management consist either of dynamic lateral thoracic expansion with titanium struts or
vertical expandable prosthetic titanium rib thoracoplasty creating additional chest wall that
is formed of autologous tissue.
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Pectus Excavatum

Pectus excavatum (funnel chest) is the most common chest wall deformity in children. The
depression in the sternum in relation to the costal cartilages causes a distressful cosmetic
defect with mild to no changes in pulmonary and cardiac function. Symptoms of lack of
endurance, shortness of breath with exercise, or chest pain are frequent. Indications for
surgical treatment includes severe, symptomatic deformity; paradoxical respiratory chest
wall motion; CT scan with a pectus index greater than 3.25, cardiac
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compression/displacement, pulmonary compression, pulmonary function studies showing
restrictive disease, or other cardiac pathology secondary to compression of the heart.
Originally repaired open using the Ratvich technique of costal cartilage removal, this has
fallen into disuse and replaced with a minimally invasive technique called Nuss procedure
where a titanium bar is placed behind the sternum and fixed to each side of the thoracic
wall for two years before removal. Thoracoscopy while placing the bar behind the sternum
helps avoid significant complications. Though the complications reported with the Nuss
procedure are minimal, a few of them are significant such as laceration of the internal
mammary artery, hemopericardium, recurrence of the pectus deformity after bar removal
and bar displacement. There is a 1.5% incidence of postoperative wound infection. Surgical
repair of the pectus excavatum improves cardiovascular function but there is no significant
improvement in pulmonary function. The value of routine testing of pre- and postoperative
lung function in patients with pectus excavatum is questionable. Good sternal elevation as
measured by preoperative and postoperative CT scans can be achieved with the Nuss
procedure regardless of the severity of chest depression or age. Results are good with
excellent cosmetic results. Minimally invasive repair of pectus excavatum procedure and
removal of the pectus bar should only occur in specialized institutions with wide experience
in thoracic surgery.
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Trocar Hernias

With the advent of minimally invasive procedures the trocar (port site) hernia has emerged.
A trocar hernia is an abdominal defect caused by the sheath of the trocar through which
omentum or even small bowel can protrude (incisional hernia). Trocar hernias occur in 3%
of all laparoscopic procedures. Risk factors which increase the development of a trocar
hernia are: large trocar (10 mm or larger), trocar design, use of linea alba for port
placement, pre-existing fascial defect, pre-school children and skinny constitution. When
small bowel protrudes a Richterds hernia develops. The usual presentation is of crampy
abdominal pain with nausea and vomiting. Treatment is reduction of the bowel that is
incarcerated and then repair of the fascial defect. To avoid trocar hernias fascial closure of
port sites of 10-mm in adults and 5-mm in children should be accomplish whenever
possible. Trocar site hernias in infants are mainly of omental protrusion and occur within



the first postoperative week.
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