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IMAGES IN CLINICAL PRACTICE

IntracranIal calcIfIcatIons wIth DanDy walker MalforMatIon
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a male child born of non-consanguineous marriage 
was admitted with severe microcephaly and 
seizures. there were no ocular, hematological, 
abdominal or cardiovascular abnormalities. ct brain 
showed cerebellar vermian agenesis, dandy-Walker 
Malformation (dWM), lissencephaly, agenesis of corpus 
callosum, intracerebral-periventricular and basal 
ganglia calcification (Figure 1,2). TORCH infection was 
suspected but the serology for all tOrch components, 
repeated twice was negative. Maternal tOrch serology 
was also negative.

figure 1. ct brain showing intracerebral and 
periventricular calcifications.
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figure 2. ct brain showing posterior fossa cyst 
communicating with fourth ventricle, cerebellar 
hypoplasia, ventriculomegly, lissencephaly and 
cortical atrophy

What is the diagnosis?

Discussion
Pseudo TORCH syndrome (PTS) is a poorly defined 
heterogeneous group of disorder that is reported 
rarely in literature. it is an autosomal recessive 
condition which is clinically similar to congenital 
TORCH infections. It was first described by Baraitser 
et al.1 it is also known as Microcephaly intracranial 
calcification Syndrome and Baraitser – reardon 
syndrome.1  The spectrum of clinical findings includes 
microcephaly, seizures, cerebral atrophy, intracranial 
calcifications, hepatosplenomegaly, thrombocytopenia, 
and developmental delay. however, microcephaly, 
intracranial calcifications, and cerebral atrophy are 
uniformly present.2 Prevalence is less than 1/1000000. 
the clinical course is similar to that seen in patients after 
intrauterine infection. The intracranial calcifications in 
neonates can be seen in rare syndromes like aicardi-
Goutieres syndrome, Cockayne syndrome and Fetal 
akinesia deformation sequence. in all these syndromes 
the calcifications are diffuse and not confined to the 
periventricular region like that of cytomegalovirus 
(cMV) infections. On the other hand, dandy-Walker 
malformation presents with a large posterior fossa 
cyst, cerebellar vermis hypoplasia, and hydrocephalus. 
the malformation is often associated with agenesis of 
the corpus callosum, dysplasia of the brainstem, and 
cerebellar dysgenesis. But the presentation of dandy-
Walker Malformation with microcephaly and intracranial 
calcification is very rare. 

the association between dWM and PtS has been 
reported by cohen in 2012 and Patnaik in 2017.3,4 
in our case, there were clinico-radiological features of 
cMV infection and radiological features of dWM. though 
it may be necessary to confidently exclude the CMV 
infection by doing a Pcr (Polymerase chain reaction), 
testing in cerebrospinal fluid for CMV antigens, the 
association of dWM is strongly against the diagnosis 
of cMV infection as they have not been reported 
with them. the management of these cases includes 
supportive care and there is no need for any shunt 
procedure as they are not associated with increased 
intracranial tension. 

after four months of follow up, the child is seizure free 
on anti-epileptic drugs and has delayed developmental 
milestones.
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