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Case Reports

Case 01: A one  -ye ar-old m ale  ch ild pre s e nte d w ith
a h is tory fe ve r for las t four days  as s ociate d w ith  one
e pis ode  of fits . MRI brain w as  advis e d for w ork  up
of fits . H is  birth  h is tory w as  ins ignificant w ith  no
h is tory of birth  as ph yxia. De ve lopm e ntal h is tory w as
als o norm al.
On e xam ination,no ne urologically s ignificant com -
plains . Ce re be llar s igns  w e re  not pre s e nt.
An MRI s can s h ow e d h ypoplas ia of th e  le ft ce re be llar
h e m is ph e re , a large  cis te rna m agna, and as ym m e try
of th e  pos te rior fos s a: th e  le ft s ide  be ing s m alle r th an
th e  righ t (Fig. 1) s om e  as ym m e try of m idbrain w as
als o note d. Re s t of brain im aging w as  norm al. Bas e d
on th e s e  im aging findings , a diagnos is  of unilate ral
ce re be llar h ypoplas ia w as  m ade . Th e  ch ild w as
m anage d cons e rvative ly for fe ve r and fits  and h e
re cove re d.

Case 02: Anoth e r cas e  of one  and h alf ye ar old boy
pre s e nte d w ith  a h is tory fe ve r for las t th re e  days
as s ociate d w ith  one  e pis ode  of fits . MRI brain w as
advis e d for w ork  up of fits .
H is  birth  h is tory w as  ins ignificant, no h is tory of birth
as ph yxia. De ve lopm e ntal h is tory w as  als o norm al.
On e xam ination, no ne urologically s ignificant com plains .
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Unilate ral ce re be llar h ypoplas ia is  a re lative ly rare  m alform ation. W e  re port tw o cas e s  of unilate ral ce re be llar
h ypoplas ia th at w e re  de te cte d follow ing fe ve r and fits  in a pre vious ly as ym ptom atic ch ild.

ABSTRACT

Ce re be llar s igns  w e re  not pre s e nt.
An MRI s can s h ow e d h ypoplas ia of th e  righ t ce re -
be llar h e m is ph e re  and as ym m e try of th e  pos te rior
fos s a: th e  le ft s ide  be ing s m alle r th an th e  righ t (Fig. 2).
Re s t of brain im aging w as  unre m ark able . Bas e d on

Figure 1: T1W  coronal MRI im age s  s h ow  le ft ce re be llar h ypoplas ia
(arrow s ).
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pre s e nt w ith  de ve lopm e ntal de lay e s pe cially gros s
m otor de lay and h ypotonis .8 H ow e ve r, unilate ral
ce re be llar h ypoplas ia m ay be  an incide ntal finding
in a patie nt w ith  no pre vious  e vide nce  of ne urom us -
cular or m e tabolic dis e as e  and no pas t h is tory of
traum a or anoxia. Th is  w as  e s pe cially true  in both  of
our cas e s .9

Long te rm  outcom e  in diffe re nt cas e s  is  variable
ranging from   no ne urological com plain to ataxia and
de ve lopm e ntal de lay. It s e e m s  th at involve m e nt of
th e  ce re be llar ve rm is  is  as s ociate d w ith  a poore r
cognitive  outcom e , w h e re as  an intact ve rm is  is  as s o-
ciate d w ith  norm al cognitive  outcom e  and no truncal
ataxia.10

CT s can s h ow s  pos te rior fos s a as ym m e try w ith
unde rlying unilate ral ce re be llar h e m is ph e re  h ypo-
plas ia. W h e n available , MRI angiograph y m ay de -
m ons trate  th e  vas cular anom alie s  in th e  ce re be llar
and / or ve rte bral arte rie s  in m os t of th e  patie nts . In
th e  pre s e nt cas e s , th e  ch ild's  s ym ptom s  w e re  pri-
m arily due  to th e  fe ve r, w h ich  re s ponde d w e ll to
cons e rvative  m anage m e nt. h ow e ve r as  both  th e s e
cas e s  pre s e nte d w ith  fits  and fits  are  as s ociate d w ith
ce re be llar h ypoplas ia according to lite rature , th e s e
patie nts  are  on re gular follow  up of Ne urology de part-
m e nt of Ch ildre n H os pital. Follow  up re ve als  th at up
till now  no furth e r fits  occur in both  th e s e  cas e s .
From  th is  w e  m ay conclude  th at ce re be llar h ypoplas ia
w as  an incide ntal finding in both  of our cas e s .

th e s e  im aging findings , a diagnos is  of unilate ral
ce re be llar h ypoplas ia w as  m ade . Th e  ch ild w as  m ana-
ge d cons e rvative ly for fe ve r and fits  and h e  re cove re d.

Discussion

On th e  bas is  of MRI findings , ce re be llar m alform ations
can be  divide d into th os e  as s ociate d w ith  h ypoplas ia
and th os e  w ith  dys plas ia; e ach  type  can s h ow  e ith e r
focal or diffus e  m alform ations . Focal ce re be llar h ypo-
plas ia can be  furth e r s ubdivide d into is olate d ve rm is
h ypoplas ia or h ypoplas ia of one  ce re be llar h e m is -
ph e re .1,3,4 Path ologic e vide nce  of ce re be llar injury
due  to birth  as ph yxia is  w e ll de s cribe d and, be caus e
of its  h igh  m e tabolic activity, th e  ve rm is  is  th e  s tructure
th at is  m os t com m only involve d.5 Th e  cle ar de m ons -
tration of ce re be llar h ypoplas ia, as s ociate d w ith  h ypo-
plas ia or aplas ia of th e  ce re be llar or ve rte bral arte rie s ,
favors  th e  conce pt of an intraute rine  vas cular e tiology
for ce re be llar h ypoplas ia / aplas ia.2,6 Ge ne tic m uta-
tions  w ith  s om atic m os aicis m  m ay als o h ave  a role
to play.7 Ch ildre n w ith  ce re be llar h ypoplas ia m ay

Figure 2: T1W  coronal MRI im age s  s h ow  righ t ce re be llar
h ypoplas ia
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