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CASE REPORT
An 18-year-old, single, unemployed male was brought by his 
mother with chief complaints of repeated falls and headache since 
the past one month, decreased self care since six days, angry-
abusive behaviour since two days. The patient was a known case 
of seizure disorder and intellectual impairment. His last seizure 
episode was a month prior to presentation. The patient was born 
preterm at seven months and was kept in an incubator and given 
multiple blood transfusions 4-5 days after birth (details of which were 
unknown). The patient was apparently alright till the age of three 
years when he started having episodes of loss of consciousness 
associated with frothing from mouth for which he was taken to a 
hospital and diagnosed as a case of seizure disorder and started 
on treatment (sodium phenytoin). The patient dropped out of school 
at 5th standard as he continued to have episodes of seizures and 
academic difficulties. The patient had difficulty in calculation and 
needed assistance in activities of daily living. The patient used to do 
odd jobs like working as helper in shop or sometimes as daily wage 
laborer to earn for himself. 

A month prior to presentation, he started having sudden onset 
episodes of generalized headache which were severe, continuous 
and sometimes associated with non-projectile vomiting. Headache 
did not respond to medications given by the family physician and the 
patient was brought to our hospital and suspected to have a Viral 
encephalopathy and started on by the medical team on intravenous 
mannitol, dexamethasone, phenytoin, ceftriaxone, vancomycin and 
acyclovir. Magnetic Resonance Imaging (MRI) study of the brain 
revealed inferior cerebellar vermian hypoplasia with fourth ventricle 
seen communicating with cisterna magna through a keyhole defect 
suggestive of Dandy Walker variant [Table/Fig-1,2]. 

The patient improved symptomatically on the above treatment 
and was discharged after two weeks with advice to continue oral 
medication like sodium phenytoin 100 mg thrice a day, ondansetron 
4 mg twice a day, pantoprazole 40 mg once a day, calcium 
supplements and Carbamezapine 200 mg thrice a day. 

The patient was maintained on same and after about a month, 
without any apparent reasons, he started showing altered behaviour 
in form of angry-abusive behaviour towards his mother and others. 

He showed decreased self care and stopped bathing. He had 
difficulty in eating food by self and would not allow his mother to 
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AbSTRACT 
Dandy Walker Syndrome (DWS) is a congenital malformation with brain abnormalities, intellectual disabilities, epilepsy and visible 
structural changes in particular brain structures. We present here a case of psychosis in an 18-year-old male with DWS, epilepsy 
and intellectual disability. The purpose of this paper is to discuss the clinically relevant issues, psychopharmacological issues, 
neuropsychiatric manifestations and consultation liaison issues involved.

[Table/Fig-2]: MRI image showing enlarged ventricles (arrow).

[Table/Fig-1]: MRI image showing atrophy of the cerebellum and cerebellar vermis 
(arrow).

leave the house. He also had episodes of inappropriate laughter 
and crying. He occasionally complained of severe headache, would 
lie down on the floor and start banging his head on floor. Since a day 
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prior to seeing us, he showed an exacerbation in his symptoms, got 
violent and urinated on the mother, would not wear proper clothes 
and was brought to our hospital. There is no history of psychiatric 
illness in family. 

Patient had difficulty in performing in school and would prefer 
playing with children younger to him. Mother informed us that her 
child was labeled as having mental retardation but she had lost 
the (Intelligent Quotient) report. The patient was conscious, not 
cooperative and minimally communicative. Eye contact was initiated 
but not maintained. Attention was ill sustained and the patient was 
fidgety. The patient was in an unkempt state and unshaven but 
was oriented to time, place and person. Thought assessment was 
not possible and rest of the mental status examination was not 
possible either. The patient was started on oral risperidone 2 mg 
per day in divided doses along with trihexyphenidyl 2 mg a day. The 
medication was continued till his last follow up which was after four 
weeks of start of treatment. He showed 90% improvement in two 
weeks i.e., his aggressive behaviour reduced, he started eating by 
self and episodes of inappropriate laughter decreased in frequency. 
He was maintained on the medications as mentioned above. He 
has not followed up thereafter though we have tried to contact him 
via the social work department.

DISCUSSION
DWS malformation is a congenital malformation that affects brain 
development and has a prevalence of 1 out of 25000-30000 live 
births. The malformation includes the complete or partial absence 
of the cerebellar vermis, cyst formation in posterior fossa of skull, 
and increased size and pressure in ventricles which may lead to 
hydrocephalus [1]. Children with DWS may present at younger 
ages with hydrocephalus and intellectual disability ranging from 
mild to severe intellectual impairment and may also show global 
developmental delays [2]. Less commonly the syndrome may be 
associated with agenesis of the corpus callosum and occasional 
encephalocele due to defective neuronal migration [3]. 

Three main types of DW complexes have been identified viz., [4] 

DWS which is characterized by an enlargement of the posterior 
fossa, large cystic dilatation of the fourth ventricle, total or partial 
agenesis of the vermis, and a highly-positioned tentorium with 
elevated straight sinus; 

Dandy Walker Variant which includes a cystic dilatation of the fourth 
ventricle and hypoplasia of the inferior portion of the vermis without 
enlargement of the posterior fossa; and 

Mega Cysterna Magna, where the compressive atrophy of the 
vermis is associated with cystic enlargement of the cisterna magna, 
communicating freely across the foramen of Luschka and Magendie 
with the fourth ventricle and subarachnoid space.

Our case falls under the first category DWS. Many isolated case 
reports of psychosis in adult patients with DWS exist in literature 
while reports in adolescents are few [5-7]. There have been case 
reports of psychosis in DWS responding to antipsychotics [8], but 
also there has been report of patient not improving on many different 
antipsychotics and had to be given long acting injectable [9]. The 
psychiatric reference may be taken if the patient is aggressive and/
or violent as well as for the management of psychotic symptoms, 
both of which shall respond well to antipsychotics.

Neurobiological explanations have implicated the cerebellum in the 
genesis of psychosis in this population [10]. Researchers have also 
supported a theory that implicates a cortico-thalamic-cerebellar 
neural circuit [11]. 

CONCLUSION
A sound consultation liaison approach between paediatricians, 
neurologists and psychiatrists is essential when treating a case of 
DWS. Relatives of patients with DWS need to be psycho educated 
about the propensity of these patients developing psychiatric 
disorders. The present case illustrates the need for clinicians to be 
vigilant about the neuropsychiatric complications like psychosis that 
may occur in a case of DWS.
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