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A Case of Alobar Holoprosencephaly

Sang Myung Huh, MD; Eun Sook Suh, MD;
Tae Won Paik, MD; Chin Moo Kang, MD

Department of Pediatrics, School of Medicine Keimyung

University, Taegu, Korea

We experiericed a case of alobar type holoprosencephaly without extracranial abnormalities except microce-

phaly in a 8 months old male infant. The diagnosis was made by brain CT scan, which showed the findings

compatible to alobar type of holoprosencephaly. The patient is living up to the age 18 months with severe

mental retardation.
A brief review of literature was made.
Key Words: Alobar type, Holoprosencephaly.
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72em(50~ 75 percentile), 59 42.5cm(3~10 percen-
tile), F9(3~10percentile)2.& ¢f7te] AFFE H
gdon 19 okl 71¥e AU

BA Bilem #& 388C, A 1903)/%, 2§
408)/%-0)1. e, etF9} g Fo] FEHY AU
ZHFEH AELS oI en] B o] e U
HEFUE ek FARrEe AP AR s 7t
A3 5] ot WAALE gt Denver De-

velopmentatl Screening Test(DDST)A 7HQl AF3] 4
1~2704, vA&F HE 1~2704, Qo] 2~37 4,
AHH &5 1~2701¥4=2 A5 Ul

AR D9 BA) TR gAAE e A2 100
gm/dl, B 7 19,500/mm* (EFT 66%, AT 26%,
S 5%, HAE PukT 3%)ojUa FHe 50
mm/hr& A5 5ol Ut

#A Naw 192mEq/dl, K 65mEq/dl, Cl 144mEq

Fig 1. EEG: Continous low voltage nearly feat waves was seen on both occipital area.
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/dE TUEF 2 12558 BY3 BUN 75mg/dl,
creatinine 4.6mg/dlE AsHo]l Y. HFd
At e g P 12/mmiol e et &
A& Aol 88FE 1,005, A HFLe 309
m0smol, SAFSHE 222m0smol 2 A HH el
o W AAMY tgTFe] HEHAL FH XM
Aol e o} Fat A4 A E e ol
k= FEHo| RYTHFig 1). ¥ AL @3 #GY
ofz A} 3x Ho) §tuof shte] AvE HHE
A5 3 3 79T D (interhemispheric fissure)# 5
™ 2 2 (septum pellucidum), = Z(corpus callosum)-L-
s19om AJAare] §5-8 Ko alobar¥ 9] holoprosen-
cephaly®] A7& R YTHFig 2,34).

A2 U Ao andgel AR FTE ETE
Zurate) A9 £ U AsAaHE AW
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259k 83 Naxle AsHdel AYFHAL
Ad 23 B Folw 187149 FAAA A&HA
A % Bg Ade HoldA yEstn AUrh

Fig 2. Brain CT: Holospheric shaped monoventricle.
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Third ventricle and interhemispheric fissure are not visible. Corpus callosum is absent and rim of cerebral
tissue fused across the midline with a monoventricle compressed by large dorsal cyst.
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Fig 3. Brain CT: Holospheric shaped monoventricle.
Third ventricle and interhemispheric fissure are not visible. Corpus callosum is absent and rim of cerebral
tissue fused across the midline with a monoventricle compressed by large dorsal cyst.

Fig 4. Brain CT: Holospheric shaped monoventricle.
Third ventricle and interhemispheric fissure are not visible. Corpus callosum is absent and rim of cerebral
tissue fused across the midline with a monoventricle compressed by large dorsal cyst.
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g Holm ol2fdt M o] 4L 50% HENM
AR 3 Trisomy7t 7F4 @rha shgoho,
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TS B J1oh ] A, 71E A Agla
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#elo] Yepds Aok &k
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A Holr] M FAAF, M glor} 7t
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ot
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] 8 (corpus callsom), %% % Z(septum pellucidum)
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ShAl fom HAL sl g olglope BoF
A F S A3 3w Ho) FeFE I Al o] §3El
A om 7t de] glv= alobar¥olglon E4

immunoglobuline] 2F7} AA&3iar o, B =4
M= FN & dd Ado] Yo ARz A
A& LR Ao

SHHEE 71¥oRE RS 9 vel £wo g,
WEH 71% B3] H a4, Bl g
AF A8 2 AF 7Y, AN FAEESTS
AR7NER FALGTFl AR i 13~15 Tri-
somy®} #H F alobar @ el A Wol B4 girln gt
W Q5 F29] oF 10% 7} holoprosencephaly©] ™ alo-
barZ oM = &I semilobar, lobar& oM = E8&}
TR BFF Y. 9] o] B9 % Fallot 4%, $& tff

BT, GHUINEZEL ’?J’al’ 718& By
B FHoMe eurd 718 °i‘?«i‘3}

e 4 4% —'lz"H 2 R XM &9,
X AAats ©EEy, TH xg 9 ‘§*—‘1‘iﬂ A}, o 3}
AASoz Agd 5 gl

Osaka 5?3} Maki®t Kumagai®® & 43¢ 9
29% 71489 = v, 71 %) 5% (azygos anterior
cerebral artey)o] ¥ A%E A} o] Holoprosen-
cephaly2] A3 =<l A7elatn 514} Wisens &
HY &Y AoAM F9F Bge urdRE A
=7} “dorsal sac”g A STHT & .ow, Hayashis
W Al Hara o] el 548 rastdn
(Table 1).

TR 23 AAke B AAF e A (fax
cerebri), % 7% (pineal body), FH %2, tj=nkr g,
34 o] gle.rm g “echo-free zone”o] L}ERLLH
%Al o]+ MW HAKscreening) & & 0] ¥ 31 TR,

Huhe ohgg olig Hojed oA SYA
“3Mmultiple independent spikes), &3 2 9|x}
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Holoprosencephaly2] 4% o]d2 50% ol A%t
B9l 11 o2 thekahAl GERER E4H
Ak 3] A4 o]y,
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Table 1. Neuroradiological Features of Holoprosencephaly

Radiological
Examination

Alobar

Semilobar

Lobdr

Skull
Radiology

Angilogram

CT Scan

PEG or PVG

orbital hypotelorism
microcrania,
trigonecephaly

absence of intermaxillary
segment & crista gali,
midline cleft in maxilla

azygos ACA supplying
anterior aspect of
cerebral mantle,
hypoplastic MCA
supplying periphery

of the brain,

absence of inferior
sagittal sinus &
internal cerebral vein
abnormal vein draining
basal ganglia & internal
cerebrum into lateral
sinus

large single ventricle
small amount of periph-
eral brain tissues

fused thalamus

no telencephalic cleavage,
no visualization of 3rd
ventricle,

normal brain stem &
cerebellum

single ventricle
communicating with
large dorsal sac

microcrania

small frontal bone,

small anterior fossa
midline cleft in maxilla,
presence of inter-
maxillary segment

no specific facial syndrome

azygos ACA

MCA comes out directly
from the bifurcation

one thalamic image,
absence of internal cere-
bral vein, straight sinus
& inferior sagittal sinus,
several small veins
draining thalamus
posteriorly to join one
vein to lateral sinus

moderate size single
ventricle with attempt
at formation of post-
erior horn,

fused & anteriorly
rotated thalami
incomplete interhemi-
spheric fissure
abnormal location of
3rd ventriell

(extracranial midline
space communication
with single ventricle)
no uisualization of 3rd
ventricle

presence of intermaxillary
segemnt

no specific facial
syndrome

azygos ACA

absence of stright sinus

& sagittal sinus,

vein draining basal ganglia,
thalamic draining vein

two thalamic image

well formed bodies & poster-
ior horns to the lateral ventri-
cle, squared off frontal horns
with a straight roof.

no evidence of septum
pellucidum,

3rd ventricle in normal
position

midly dilated lateral ventricle
broad interventricular
communication,

presence of interhemispheric
fissure

fused frontal horns
visualization of interhemi-

spheric fissure

ACA: anterior cerebral artery, MCA: middle cerebral artery

PEG: pneumoencephalogram PVG:pneumoventriculogram

31) Hayashi T, Toshida M, Kuramoto S, Takeya S, Hashimoto T: Radiologic features of holoprosencephaly. Surg
Neurol 1979: 12: 261-265.
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