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Abstract
Introduction: Dandy-Walker Syndrome (DWS) is a congenital brain malformation. The
psychiatric aspect of DWS has not been addressed sufficiently. To our knowledge, there are
few reports about psychiatric presentation of this syndrome, especially bipolar disorder.
Case Presentation: We report a 48-year-old male with bipolar disorder type I diagnosis
with recurrent mania episode apparently sensitive to benzodiazepines. The brain imaging
was done to investigate the causes of ataxia and impairment of consciousness after prescription of benzodiazepine. According to the neurological consultation, CT scan, and
MRI findings, DWS was diagnosed. Following shunt insertion, the psychiatric treatments
were more effective for control of psychiatric signs.
Conclusion: This case report implicated the importance of studying and accurate diagnosis in the preoperative administration of medication, especially in patients with recurrent
mania episode and impairment of brain function following the sedating drugs administration.

INTRODUCTION
Different diseases can occur in different parts of our body.
Human’s brain have so many functions and any type of disease or injury to nerves can lead to so many problems. The
role of the cerebellum in movement coordination has been
widely recognized. It plays an important role in cognitive,
emotional, and behavioral processes [1-5]. Multiple studies
have reported the effect of the cerebellum in the pathophysiology of various psychiatric disorders like mood disorders
and schizophrenia. The model of behavioral dysfunctions as
well as cognitive impairments that is related to cerebellum
abnormal functions can be provided with the illustration of
the cerebellar cognitive-affective syndrome with congenital
or acquired cerebellar lesions [2-5].
The Dandy-Walker Syndrome (DWS) involves the multiple
developmental abnormalities of the cerebellum, including
Dandy-Walker variant, Dandy-Walker malformation, mega
cisterna magna, and posterior fossa arachnoid cyst [5]. DWS
has been characterized as a triad of malformations: dilatation
of the fourth ventricle, complete or partial agenesis of the cer-

ebellar vermis, and large posterior fossa with a displacement
of the tentorium. The DWS has been variably explaining in
association with atypical psychosis [6, 7]. Remarkably, it has
been reported that confounding factors in defining the treatment of complicated bipolar disorder organic psychosis or
somatic diseases may be misdiagnosed [8].
Here we describe a patient with recurrent mania episode apparently sensitive to benzodiazepines. He was a patient with
DWS that was misdiagnosed until 3rd decades of his age. The
comorbidity of bipolar disorder with DWS is very rare. We
don’t know the relationship between these disorders. It is
interesting when a very rare congenital disease in cerebellar
functions is detected following the course of psychiatric disorder.

CASE PRESENTATION
A 48-year-old male, rural and low socio-economic with a history of recurrent mania episode from 9 years ago admitted to
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the psychiatric ward with previously diagnosed with bipolar
disorder type I, according to DSM-IV-TR. Re-hospitalization
was due to episodes of agitation, aggressiveness, decreased
the need for sleep, an increase in goal-directed activity and
hyper sexuality. There was no family history of neurological
or psychiatric illnesses. Familial history of medical illness
and psychiatric disorder were negative. The psychosocial intervention wasn’t done and psycho pharmacotherapy wasn’t
effective. The patient wasn’t symptom-free anytime.
The patient was under treatment of antipsychotic and mood
stabilizers, the first documented hospitalization occurred six
years ago, due to delusional thoughts, suspiciousness, insomnia and aggressive behavior. The patient was diagnosed with
bipolar disorder type I and substance dependency (opium)
and treated with Olanzapine 5mg twice a day and Sodium
Valproate 200mg twice a day, Clonazepam 2mg daily (when
necessary) After two days with the consent of a person is discharged and he discontinued the drugs after few months. In
the following six years, the patient had seven compulsory admissions to local psychiatric hospitals.

Personal History
The patient was born at term by normal vaginal delivery without complications of pregnancy. Premorbid physical growth
has been reported as normal. Pacific childhood spent without
trouble but lots of detailed history of childhood growth was not
available. Due to financial difficulties and lack of facilities has not
gone to school and was engaged in farming and past oralism.
He smoked cigarette one pack/day from 28 years ago and
from nine years ago, he used half a gram of opium a day without other drug addiction. He had 4 brothers and 2 sisters and
none of them had a history of mental illness. Routine lab tests
were normal (Table 1).
He was discharged after each admission with a diagnosis of
bipolar disorder type I and substance dependency and was

treated with Risperidone, Sodium Valproate plus Chlorpromazine. Since the last admission to a psychiatric ward,
six months ago, patient was diagnosed with bipolar disorder
type I and prescribed the following therapy: Sodium Valproate 500 mg twice a day, Risperidone 4 mg/daily, Clonazepam 2mg PRN, Subsequently, after receiving the first dose of
Clonazepam, mental status examination revealed poor rapport, mild cognitive deficits. The patient could not walk alone
and then fall without reducing the level of consciousness.

Assessment
CT scan showed severely comminuted hydrocephaly with
enhancement of fissure and sulci were seen. For more evaluation, MRI without contrast was performed and dilatation
of all cerebral ventricle (communicating hydrocephaly) and
white matter (atrophy as well as periventricular high signal
change on T2 FLAIR in both cerebral hemisphere) were
seen. The MRI scan showed no evidence of space occupying lesion in supra and infratentorial structures that DWS
was offering these symptoms. There was no family history of
neurological or psychiatric illnesses. Therefore, based on the
imaging studies, history, and clinical judgment, he was diagnosed as DWS.
Repeated previous period of ataxia and gait disorder after
taking benzodiazepine and spontaneous recovery was notable. Informed written consent was obtained to report this
case. Following surgery, some problems include ataxia and
mood instability were declined.

CT scan findings
Non-enhanced CT scan demonstrated partial agenesis of the
vermis, resulting in communication between the fourth ventricle and the cisterna magna in the normal sized posterior
fossa (Fig 1A). Also the lateral ventricles were dilated with

Table 1: Neurological Findings (Physical Examinations)
1.

Cranial nerves were intact

2.

Motor function: 2-A: muscle force: 5/5 , 2-B: lower extremity reflexes increased and asymmetric but deep tendon reflex upper
limbs seemed to be symmetric

3.

Abdominal reflex was absent

4.

Hoffman sign was negative

5.

Coordination test (finger to nose ) indicated a slight clumsiness and dissymmetric

6.

Heel to shin obviously was abnormal

7.

Rapid attention movement seemed to be dysdiadochokinesia

8.

Tandem gait was obviously abnormal

9.

Romberg test with the open eye was abnormal.
Psychological examinations:
A: Mini-mental state (MMSI) test score was 7 B: interpretation of bender visual motor gestalt test score was 18
C: Wechsler memory scale was 53 that under normal class
D: In testing of scoring Rey Andre card was reported severe visual memory test

In general, all tests confirmed the brain damage
Pharmacological Interventions
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abnormal orientation (Fig 1B). There was no evidence of intra or extra-axial hematoma or abnormal calcification.

Imaging findings
Study of the MRI revealed the partial agenesis of the vermis,
resulting in communication between the fourth ventricle and
the cisterna magnain normal sized posterior fossa (Fig 1C).
There was an associated with moderate hydrocephalus (Fig
1D) and partial agenesis of the corpus callosum (Fig 1D).
Also, MRI demonstrated the significant dilatation of occipital
horns of lateral ventricle and thin white matter in the posterior cerebrum (colpocephaly) (Fig 1E).

sometimes it remains undiagnosed or misdiagnosed until the
later childhood and only solitary cases of adulthood onset of
symptoms which reported a broad spectrum of presenting
symptoms. The more common type is about women transmitted as an autosomal dominant, it may be purely coincidental discovery [9, 10]. The psychiatric aspect of DWS has
not been addressed sufficiently. To our knowledge, there are
few studies of psychiatric presentation of this congenital malformation [11, 12].
To date, the reports about this syndrome in association with
bipolar disorder type I are rare. This report presents a 49 yearold male in rural areas, illiterate and shepherd, unlike previously reported cases, sings of the disease until the age of 49
the conditions of employment and living patients who don’t
subtle movements not recognized.
This report shows the importance of neurological examination and procedural surgical intervention for the decline of
psychiatric symptoms. Respect to treatment, the same treatment as the primary mood disorder was indicated effective.
Due to patient sensitivity to psychotropic and sedative drugssimilar to other brain disorder- the lower dose of drug should
be administrated.
The psychiatric symptoms related mood disorder was declined after psychopharmacologic intervention in some
studies [13]. But about our patient, the treatment wasn’t
successful until after shunt insertion. Following surgery, the
psychopharmacological interventions were more effective.
Finally, we have concluded that justification whether DWS is
one of the risk factors for bipolar disorder or other precipitate
affective disorder is too soon.
Another hypothesis which calls for more research is the common genetics factor between DWS and bipolar disorder. The
patients with severe and recurrent psychiatric disorders may
have a general medical condition, it may be missed and even
the patient experience serious side effects with low dose of
drugs. A psychiatrist should know these situations and doubt
to an organic brain disease in these situations.
If this syndrome is with other anomalies, therefore its prognosis will be the worse [14]. About our patient, if we presume that bipolar disorder is an abnormality of the brain,
therefore the concordance of these may effect on prognosis.
We emphasize on exact and complete physical examination
of psychiatric patients.

CONCLUSION
Figure 1: Non-enhanced CT scan demonstrates partial agenesis
of the vermis, and communication between the fourth ventricle
and the cisterna magna (blue thick arrow) in normal sized posterior fossa (A). Non-enhanced CT scan showing dilatation of lateral ventricles with abnormal orientation (B). Axial T2-weighed
image depicting agenesis of the inferior vermis, (yellow arrow)
resulting in communication between the fourth ventricle and the
cisterna magna (C). Sagittal T2-weighed image showing partial
agenesis of posterior body of corpus callosum, also linear signal void in aqueduct of sylvius (red arrow) due to stenosis and
non-communicating hydrocephalus (D). Axial T2-weighed image depicting colpocephaly (E).

DISCUSSION
DWS is considered as a relatively very rare brain disorder
most of the time, it is diagnosed in early life period [8], but

We expect the comorbidity of bipolar disorder type I with
DWS lead to poor prognosis, more next recurrence, and resistance to treatment. This case report implicated the importance of studying and accurate diagnosis in the preoperative
administration of medication, especially in patients with recurrent mania episode.
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