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DESCRIPTION

Midline developmental abnormalities are usually associ-
ated with isolated growth hormone deficiency or multiple
pituitary hormone deficiencies due to pituitary transcrip-
tion factor defects.! We describe a case with midline defects
presenting as corpus callosum agenesis and acromegaly. A
39-year-old male presented with congestive cardiac failure
with overt clinical features of acromegaly. He was a gradu-
ate, was mentally normal and had no visible morphological
abnormality. On evaluation, serum growth hormone after
75 g of anhydrous glucose load was non-suppressible (12
pg/l, normal <1 pg/l) and insulin-like growth factor-1 was

elevated (900 pg/l, normal 114-49 pg/l). He was hypothy-
roid, hypocortisolic and hypogonadal and was on replace-
ment therapies. MRI of the head showed a pituitary
macroadenoma (2x1.5x1 cm) with left parasellar extension
and subacute apoplexy and incidental findings of complete
agenesis of corpus callosum (ACC) and right cerebral
hemiatrophy (figure 1 and 2). His karyotype was 46, XY
with no chromosomal abnormalities. The patient under-
went transsphenoidal surgery and was cured.

The corpus callosum is a band of white matter structure
connecting the cerebral hemispheres medially. It develops
from the lamina reuniens in the telencephalon. ACC is an

Figure 1 MRl sagittal section of the brain showing complete corpus callosum agenesis.

BMJ Case Reports 2010; doi:10.1136/bcr.01.2010.2625

10f3

"1ybLAdoo Ag paloalold 1sanb Ag 2oz |udy 0T uo jwod fwg suodalased//:dny wol) papeojumod "0T0Z Jaqwadad TZ U0 G292 0T0Z TO109/9ETT 0T Se paysiignd 1sii :suoday aseDd rAg


http://casereports.bmj.com/

BM] Case Reports

4

Figure 2 Coronal section of MRI of the brain and sella showing a pituitary macroadenoma with left cavernous sinus extension and sub-
acute apoplexy with corpus callosum agenesis and right cerebral hemiatrophy.

anomaly that may occur in isolation or in association with
Dandy—Walker cyst, congenital hydrocephalus, Arnold—
Chiari malformation, holoporencephaly, polymicrogyria
and sometimes with chromosomal anomalies such as tri-
somy 18, 13 and 8.% Signs and symptoms of ACC vary from
asymptomatic presentation as seen in our case, to vision
impairment, hypotonia, delayed motor milestones, learn-
ing disabilities and, rarely, seizures and spasticity.® This
seems to be a chance association and extremely rare in
acromegaly.
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