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Two rare cases of hypothalamic hamartomas associated
with central nervous system malformations
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We describe two cases of hypothalamic hamartoma associated with central nervous sys-
tem malformations.

A 6-year-old girl presented with a history of precocious puberty. Magnetic resonance imaging (MRI)
of the brain revealed a well-defined, nonenhancing solid mass in the hypothalamus with a relatively
large arachnoid cyst. Another 2-month-old infant had been suspected of having a hypothalamic mass
and holoprocencephaly by fetal MRI. After birth, MRI of the brain revealed a well-defined, solid mass
in the suprasellar cistern and the prepontine cistern with holoprocencephaly (alobar type).

These two cases revealed typical MRI findings of hypothalamic hamartoma although they are
relatively huge, and being therefore, easy to diagnose. Besides, both cases showed central nervous
system malformations. A review of the literature suggests that the presence of large hypothalamic
hamartoma may disrupt the sequence of the brain development and lead to the formation of central
nervous system malformations such as arachnoid cyst or holoprocencephaly.
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Fig.1 MRI of case 1

Noncontrast T1-weighted sgittal MRI (a), T2-weighted sagittal MRI (b), and contrast-

enhanced T1-weighted sagittal MRI (c).

a:T1-weighted sagittal MR images reveal a well-defined, solid mass in the hypo-
thalamus (arrow). The mass is isointense relative to cerebral gray matter.

b : The mass is slightly hyperintense on T2-weighted images.

¢ : The mass does not enhance after contrast medium administration. The pituitary is
normal in size, shape, and position. Its tissue shows normal signal characteristics
both before (a) and after (c) contrast medium administration.
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Fig.2

MRI of case 1

Axial diffusion-weighted MRI (a), apparent

diffusion coefficient-map (b)

a:The huge cyst on diffusion-weighted
images appears isointense relative to
CSF, extending into the cerebellopon-
tine cistern, quadrigeminal cistern, and
ambient cistern (arrows).

b : Apparent diffusion coefficient of the cyst
is similar to CSF.
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Fig.3 MRI of case 2
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T1-weighted sagittal MRI (a), T2-weighted sagittal MRI (b)
a:T1-weighted sagittal MR images reveal a well-defined, solid

mass in the suprasellar cistern

and the prepontine cistern (arrows).

The mass is isointense relative to cerebral gray matter on T1-

weighted images.

b : The mass is iso- to slightly hyperintense on T2-weighted images.

Fig.4 MRI of case2
T2-weighted axial MRl (a, b, ¢)
T2-weighted axial images demonstrate that the mass is slightly hyperintense
relative to cerebral gray matter (arrow). The falx, interhemispheric fissure,
and septum pellucidum are absent. Hypothelorism, thalami fused (arrowhead)
can be seen. A large dorsal cyst occupies most of the posterior fossa and
communicates with a single ventricle.

a\b\c
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