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Jarcho-levin Syndrome Associated with Imperfor-
ate Anus and Thoracoabdominal Wall Hernia

Woo-Hyun Park, M.D., Soon-Ok Choi, M.D. and Hee-
Jung Lee, M.D.'

Jarcho-Levin syndrome is a rare condition, characterized by
multiple morphological abnormalities of the vertebrae and
ribs due to malsegmentation of the axial skeleton. The au-
thors report a case of Jarcho-Levin syndrome, with a review
of the related literature. A full-term neonate presented with
a reducible bulging mass in the left lateral thoracoabdominal
wall, respiratory difficulty with cyanosis, and an imperforate
anus. A radiographic examination revealed severe cervico-
thoracic vertebral anomalies, associated with secondary de-
formities of the ribs. An echocardiogram demonstrated a com-
plete atrioventricular canal defect with TOF. To the best of
our knowledge, this case of Jarcho-Levin syndrome, asso-
ciated with a thoracoabdominal wall hernia and an im-
perforate anus, appears to be the first reported in the Korean
and English language literatures. (J Korean Surg Soc 2007;
73:188-190)
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Hkokom (short neck). H5-7F 2k7F FEE o] A vk(Fig. 1).
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Fig. 1. External appearance of the neonate with Jarcho-Levin syn-
drome shows shortness of neck, broad forehead, and wide
nasal bridge.
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Fig. 3. Frontal view of chest x-ray reveals multiple segmentation
anomalies of the cervical and thoracic spine such as butter-
fly vertebrac and hemivertebrae resulting in severe sco-
liosis. Associated multiple rib anomalies such as fusion
(left 6" ~7" and 10"~ llth), absence (left 8™ and 9‘h), and
hypoplasia (left 11" and 12™) are also noted.

Fig. 2. (A) The baby shows a
round bulging soft tissue
mass in the left lower lat-
eral aspect of the thor-
acoabdominal wall dur-
ing crying, which appears
to be related to the corre-
sponding rib aplasia. (B)
Plain chest radiograph
demonstrates the herni-
ated stomach with or-
ogastric tube and bowel
gas in the left thoracoab-
dominal wall hernia.
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