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A Case Report of Holoprosencephaly
Seung Han Song, M.D., Nak Heon Kang, M.D.

Department of Plastic & Reconstructive Surgery, College of
Medicine, Chungnam National University, Daejeon, Korea

Purpose: Holoprosencephaly(HPE) is a rare devel-
opmental defect due to incomplete cleavages of the
prosencephalon during the third week of fetal develop-
ment. Chromosomal anomalies, genetic syndrome,
teratogen, or genetic disorder of non-syndromic HPE are
usually accepted as etiology. The consequences of pre-
chordal mesoderm defect are varying degrees of deficit
of midline facial development, especially the median
nasal process(premaxilla), and incomplete morpho-
genesis of the forebrain. We experienced a case of lobar
HPE with complete cleft lip and palate.

Methods: A female newborn infant was born at 38°
weeks' gestational age via NSVD. The infant’s birth
weight was 3.6 kg, height 52 cm, and head circumfer-
ence 32.5 cm, showing microcephaly, flat nose, median
complete cleft lip & palate, and hypotelorism, along with
defects of midfacial development including losses of
premaxilla, philtrum, nasal septum, and columella.

Results: There were no specific findings noted from
the head and neck X-ray and tests for endocrine and
metabolic disorders, but clinical characteristics of mid-
face and dysgenesis corpus callosum on brain MRI were
seen, so that this case was diagnosed with HPE.

Conclusion: HPE is divided into three categories of
alobar, semilobar, and lobar prosencephaly according to
the degree of cerebral hemisphere separation. Asses-
ment of patient's brain abnormality and malformation is
essential in determining the extent and benefit of
surgical intervention. This case was included in the lobar
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type HPE which shows relatively good prognosis
compared with other types and reconstruction of median
complete cleft lip & palate and midfacial defects will be
performed.

Key Words: Median cleft, Dysgenesis corpus callosum
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(Fig. 1). S EW(premaxilla)9} 15 2 ¥]F A3} v]E5
7} A24EE 5 AgtA) FobHE whtko] ALS. Ho|y
A HFig. 2). o]0l AAA 7]1d ZF=F 3 (congenital mal-
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AN FYRRGE o) FE WA ] olaA
(dysgenesis corpus callosum) 47S Ho] AFAZoz
AT T (Fig, 3).
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Fig. 1. Complete median cleft lip and palate with nasal septal
defect.

Fig. 2. A neonate showing deficit of midfacial development with
hypotelorism.

Fig. 3. Single common ventricle and partial agenesis of corpus
callosum on brain MRL
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