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[Abstract] Objective To summarize the clinical and imaging characteristics with Dandy - Walker
syndrome (DWS) in children before and after peritoneal shunt. Methods and Results All 6 children with
DWS admitted to Fujian Sanbo Funeng Brain Hospital from January 2016 to January 2023 were selected as
the objects of observation, including one case of Dandy-Walker malformation (DWM) and 5 cases of Dandy-
Walker variant (DWV). Before surgery, the main manifestations were cerebellar vermis defect, upward
movement of the tentorial and sinusional area, severe dilatation of the fourth ventricle, posterior cranial
fossa cystic lesions, supratentorial ventricle dilatation and hydrocephalus (one case); or cerebellar vermis
dysplasia, cerebellar hemisphere compression, the fourth ventricle dilatation, posterior cranial fossa cystic
lesions, supratentorial ventricle dilatation and hydrocephalus (5 cases). Right lateral ventriculoperitoneal
shunt (2 cases) or posterior cranial fossa cyst-peritoneal shunt (4 cases) were performed, and the operations
were successful without surgery - related complications. After 2.31-7.00 years of follow -up, 6 cases of
hydrocephalus and posterior cranial fossa cystic malformation were gradually relieved, 3 cases of good
prognosis, cerebral hemisphere and cerebellum development, speech, movement and intelligence normal;
there were 3 children with general prognosis, including cerebellar disequilibrium symptoms (one case),
autism, claustrophobia (one case), and speech, motor and intellectual disorders (one case) complicated with
neurocutaneous melanosis. Conclusions The brain structure of the children with DWS presented with
hydrocephalus can be well developed after the hydrocephalus is corrected by single shunt. Among them,
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the cerebellar vermis of the DWYV is well developed, while the development of the DWM presented with

cerebellar vermis defect needs to be observed in more cases.
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Figure 1 A 9-month-old male child was admitted to hospital with progressive enlargement of head circumference for 3 months. The
clinical diagnosis was DWV, and right lateral ventriculoperitoneal shunt was performed. Pre- and post-operative head imaging findings
Preoperative axial T,WI showed dysplasia of cerebellar vermis, a cystic signal shadow communicating with the fourth ventricle was seen
in the posterior cranial fossa (arrow indicates, Panel la). Preoperative sagittal T,WI showed dilatation of the fourth ventricle and
dysplasia of cerebellar vermis (arrow indicates, Panel 1b). Axial CT at one year and 5 months after surgery showed improvement in
dysplasia of cerebellar vermis (arrow indicates, Panel lc). Sagittal CT reconstruction at one year and 5 months after surgery showed
posterior cranial fossa cystic lesions and supratentorial hydrocephalus were alleviated, and the development of cerebellar vermis and

Chin J Contemp Neurol Neurosurg, May 2023, Vol. 23, No. 5 . 435 -

cerebral hemispheres were improved (Panel 1d).
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Figure 2 A 2-month-11-day-old male child was admitted to hospital due to repeated vomiting for 3 days. The clinical diagnosis was
DWYV, and right lateral ventriculoperitoneal shunt was performed. Pre- and post-operative head MRI findings Preoperative axial T,WI
showed dysplasia of cerebellar vermis (arrow indicates, Panel 2a). Preoperative sagittal T ,WI showed mild dilatation of the fourth
ventricle and dysplasia of cerebellar vermis (arrow indicates, Panel 2b). Axial T,WI at 7 years after surgery showed the cerebellum was
well developed (Panel 2¢). Sagittal T,WI showed bilateral cerebellar hemispheres developed well, cerebellar vermis was visible, posterior
cranial fossa cystic lesions basically disappeared at 7 years after surgery (Panel 2d).
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Figure 3 A one-year-8-month-old female child was admitted to hospital due to repeated vomiting for 5 days and paroxyspasm with
coma for one day. The clinical diagnosis was DWM, and posterior cranial fossa cyst-abdominal shunt was performed. Pre- and post-
operative head imaging findings
development of bilateral cerebellar hemispheres (Panel 3a). Preoperative sagittal T,WI showed mesencephalic aqueduct was clear and
upward tentorial movement of the cerebellum (thick arrow indicates), a cystic signal shadow communicating with the fourth ventricle was
seen in the posterior cranial fossa (thin arrow indicates, Panel 3b). Preoperative PC-MRI showed no circulating signal of cerebrospinal
fluid in the aquduct and the fourth ventricle, and the circulation of cerebrospinal fluid in the anterior pontine cisterna was smooth (Panel

Preoperative axial T,WI showed absence of cerebellar vermis (arrow indicates) and abnormal

3¢). Axial CT at 2 months after surgery showed relief of hydrocephalus (Panel 3d).
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Table 1. Neuroimaging characteristics of different subtypes of posterior cranial fossa dysplasia '
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