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Letter to the Editor
Head shaking has been associated with various neurological conditions, commonest being Hind 

brain malformations. The mechanism is usually undetermined. A typical pattern of head shaking 
called the figure of 8 has been associated with 75% of the children with Rhombencephalosynapsis 
(RES) [1].

We report a 6-month-old baby with figure of 8 patterns of head shaking diagnosed to have 
Rhombencephalosynapsis

A 6-month-old girl baby born to non-consanguineous married couple, 5th in birth order 
with history of two miscarriages in the mother presented with motor delay and head shaking. 
The antenatal scan showed a small cerebellum and enlarged lateral ventricles. Post-natal period 
was uneventful. The post-natal neurosonogram done on day of life 2 showed similar findings of 
that of the antenatal scan. Child was on regular follow up at the neurodevelopment clinic. She 
had attained partial neck holding at 3 months, currently she is able to turn to both the sides, has 
achieved social smile can recognize parents and babble. She has a pattern of head shaking observed 
since the neonatal period which is intermittent, rhythmic, and repetitive in a pattern of figure of 8 
(Video 1). Though clinically the head nodding movements with the earlier antenatal and postnatal 
scans suggests Hindbrain malformations but this particular pattern of head nodding guided us to 
clinically diagnose Rhombencephalosynapsis supported by MR Brain imaging.

Rhombencephalosynapsis is a hindbrain malformation characterized by absent (either 
complete/partial) midline vermis and fusion of cerebellar hemispheres. Association with VACTERL 
anomalies are seen (vertebral anomalies, anal atresia, trachea esophageal fistula, renal anomalies 
and limb defects) [2]. An Incidental finding of RES has been observed in 10% of the individuals 
with Aqueduct stenosis [2]. More than 90 individuals with Rhombencephalosynapsis have been 
reported. Etiology remains undetermined, no single gene cause have been reported. Differentials to 
be considered in a child with head shaking include aqueductal stenosis, Joubert syndrome, Dandy 
walker malformation; occipital encephalocoele with near absent cerebellum. The typical persistent 
figure of 8 pattern of headshaking is consistent with Rhombencephalosynapsis [3]. Motor delay, 
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Video 1: CAG is showing subtotal occlusion of LAD artery. 
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squint, Stereotypes, tics; Attention deficit hyperactivity disorders are 
the other features of RES. There are various proposed mechanisms 
for this pattern of head shaking such as deficits in central vestibular 
processing non-volitional means of gaining additional sensory 
information [3]. Persistent figure of 8 pattern of headshaking along 
with motor delay would warrant us to look for abnormalities in 
vestibulocerebullum.
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