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Table 1. Clinical Characteristics and Management of 13 Cases with Currarino Syndrome

Age at " .
Case diagnosis/ . Initial . ARM Presacral  Associated Management
No. diagnosis mass anomaly
Gender
1 1moM ROHD RS Fatty mass* Colostomy
- follow up loss
Colostomy - Excision,
2 0.7 mo/M R/O HD RS LMMC untethering > PSARP
Colostomy - Excision,
3 3 mo/F R/O HD RS MMC, T + untethering, PSARP**
4 276 mo/F IA IA Cystic mass* Colostomy - PSARP
5 26 mo/M A A Not evaluated Anoplasty
-> follow up loss
Anoplasty > Colostomy
6 0.1 mo/M A A bC ¥ 3 Untethering > Excision
Anoplasty > Colostomy
7 19 mo/F 1A 1A LMMC + - Excision, untethering,
PSARP**
Colostomy >
8 0.1 m/F Currarino 1A LMMC, T + Excision, untethering >
PSARP
. Colostomy - Excision,
9 0.1 mo/F Currarino RS MMC untethering > PSARP
10 04mM  Curarno RS RO LMMC* +  Colostomy > expire due
to severe heart anomaly
11 04moM  Curarino RS  R/O DC* +  Hegar diatation,
Neurosurgery scheduled
12 26 mo/M  miscellaneous LMMC + Untethering - Excision
13 108 mo/M  miscellaneous MMC Excision > Untethering

HD: Hirschsprung’s disease, |IA: imperforate anus, RS: rectal stenosis, MMC: myelomeningocele,
LMMC: lipomyelomeningocele, T: teratoma, DC: dermoid cyst
* indicates patients who did not undergo excision of presacral mass. (radiologic impressions

were decribed.)

** indicates patients who underwent combined operation of presacral mass excision, untethering

of spinal cord and posterior sagittal anorectoplasty.
Patient No. 4 and No. 5 are familial cases (mother and son).
Patient No. 8 and No. 11 are familial cases (sister and brother).
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Clinical Experience of Currarino Syndrome

Taehoon Kim, M.D., Min Jeong Cho, M.D., Dae-Yeon Kim, M.D.,
Seong-Chul Kim, M.D., In-Koo Kim, M.D.

Division of Pediatric Surgery, Asan Medical Center Children’s Hospital,
University of Ulsan Collage of Medicine,
Seoul, Korea

Currarino syndrome is a hereditary syndrome characterized by the triad of a
sacral bony defect, presacral mass and anorectal malformation. We retrospectively
reviewed 13 Currarino syndrome patients who were treated in our center between
1997 and 2010. Demographic data, initial symptoms, initial diagnosis, pathologic
diagnosis of presacral mass, associated anomalies and managements were
analyzed. There were 8 boys and 5 girls. Four patients were diagnosed as
Currarino syndrome immediately after birth with failure of passage of meconium
and abdominal distension. Four patients underwent surgery for imperforate anus
immediately after birth and were diagnosed as Currarino syndrome later and
underwent reoperation. Three patients were diagnosed during work-up and
management with of the tentative diagnosis of Hirschsprung's disease. Diagnosis
of the remaining two patients was at the age of 26 months and 9 years and
anorectal malformation was not associated. Twelve patients showed hemi-sacrum
and one patient showed bilateral sacral subtotal agenesis. Two patients without
anorectal malformation underwent presacral mass excision, untethering of spinal
cord and repair of myelomeningocele. Six out of 8 patients, excluding 3 that
expired or were lost to follow up, with anorectal malformation underwent
colostomy, presacral mass excision, untethering of spinal cord, repair of
myelomeningocele, posterior sagittal anorectoplasty and colostomy repair. One
patient underwent only posterior sagittal anorectoplasty after colostomy. One
waits the scheduled operation only with Hegar dilatation. Pathologic examation of
presacral masses showed myelomeningoceles in 4 patients, lipomyelomeningoceles
in 3 patients and dermoid cyst in one patient. Teratoma was combined in 2
patients. Eight patients needed neurosurgical operation for spinal cord problems.
Seven patients had urologic anomalies and two of them underwent operation.
Currarino syndrome should be considered as a differential diagnosis in pediatric
patients with abdominal distension, constipation and anorectal malformation. For
proper evaluation and treatment, a multi-disciplinary approach is recommended.
(J Kor Assoc Pediatr Surg 17(1):65~71), 2011.
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