ERARE B @ 5544 - 15 - 1993
Clin. Otol. pp 153~156
Vol. 4, Nol 1, 1993

Proboscis 13

EEELIEEREE!
S L [P R eI

A Case of Proboscis
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= Abstract =

Probosis—a trunklike appendage covered in skin and dimpled on the outer end droops from
the medial canthal area is an unusual deformity. There may be coexistent maldevelopment of
the nasal cavity, varing from a normal nose to complete agenesis of the nasal cavity and the

paranasal sinuses.

We present a case of the proboscis which was combined with synophthalmia and alobar type
of holoprosencephaly with a review of the literatures.

KEY WORDS : Proboscis * Synophthalmia - Holosencephaly.
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TE oFEA N2 §¥H AR e,
TR, 34, 2FAE dZolgoy 2, F
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The gross findings show a single
trunklike proboscis and a single ocu-
lar aperture.

Fig. 1.
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IgGst IgM, herpes IgM, toxoplasma IgGS}:
IgM2 4ol
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Fig. 2. The MRI shows the midface was re-
placed by soft tissue signal without
bony signal.

a

]

Zu|d vl HAY o] MM Yoz
Eig A¥zoz YHE UFRYY T2
o] Pt B AFRo] ¥Hgo} vjx] 27|
ge 28 APsigE N19e 28 oy
HZ puge oFd ez EAsAY
SA3 EASA GA Aepes,

- 154 -



e AL oby FEHA gn Qo
A b Qs duor wasty gy
4~5% 7] W A5 2 (frontonasal area)t &
- (maxillary area) o) Sl & JZuE
7I(lateral nasal process)t %4 & 7] (me-
dial nasal proccess) % T4HE 7](globular
process) A7k EA A gowA wRel §
Fro] AVle ol ulg Huje] Eie A
RN A7E Ao FPsta Uk,
DeMyer(1964) 9 Cohen(1982) 5% A3 )
% (prechordal mesoderm) ] )7} %i}"" o
ez gstgom of& g #d¥ % (ho-
loprosencephaly) 2 ?}?l%‘(synophtha]mla)—l
WS AR, B 4~8F ) F M (te-
lensephalon) & ¥&7} ¥ ¢fgozn
A% A (prosencephalon)t2g 7k} &
ve) 4723 o] wak ¢ (lobar), ¥4
(semilobar) ¥ <) (alobar) 2.2 TE5E
AREFo) wAE F Qo ogh Fwigol
FEH EE H g o) AAFS
B2 & oglatn musgohe, o ew T
AL} PAE, 7HF, ol¥ H3Z(spina bi-
fida), 47183 g FALERA 55 F
g g s,

olelgh NAHA7|Ye WAy BHE 2
2E 94 Y §A% 40w Lo
Aok AAA g E & den 844 o
2 JAF FERE 2, vetne
To2 AWsta Yo, ol w Atm
¥, f4d S aeisjol o,

ZAHAdozE 95F F (cebocephaly),
% (otocephaly), ¥-*% (arhinencephaly),
%4 @35 (asymmetric monophthalmia)
alepen,

£ FAeA e dAagy 3 gl
FHYo] AU YAz FNE QG 1)
Aol kEH G Ao Edust AT
FFAThFol AU $olol JAH HAY
¥ ¥ (blood karyotype)©l 46, XX, t(15.21) &
GHA ool Ao WA P
CMV-IgGst herpes IgG7t FAolAW Ao &
Hol ¥ Fdo 2o NP e fH4 2

1_9_

J_

ol
ule)

5ol

At JAF HREGY 2
Qo F&dnh

SOl o 24

E| (5
AAEe AT AT FATNA AP
clohol A oh$ HAG HAAIEA e

AR F 3} FEe E‘ﬂ”‘?} "Jﬂlé Adata
7l 2R A FA B

Reference

D MEF - mA8- o5 5 Aol

WA Cyclopia 2@, thdkaobnts}s] A
34 700~706, 1991.
2) oW - QA - AAA S ' Cyclopia

FA 1R, el ss)A 161 250~
252, 1982.

3) Burrig KF, Gebauer J, Terinde R et al
* Case of cyclopia with an unbalanced
karyotype attributable to a balanced 3/7
translocation. Clincal Genetictics 36 :
262265, 1989.

4) Cohen MM ! An uptate on the holopro-
sencephalic disorders. J Pediatrics 101 :
865~869, 1982.

5) DeMyer W, Zeman W, Palmer CG : Fa-
milial alobar holoprosencephaly ~with
median cleft lip and palate. Neurology
13 © 913~918, 1963.

6) DeMyer W, Zeman W, Palmer CG : The
face predicts the brain : Diagnostic sig-
nificance of median facial anomalies for
holoprosencephaly. Pediatrics 34 : 256~
263, 1964.

7) "Kerr D The oral manifestations of cyc-
lopia . review of the literature and re-
port of two cases. OS, OM & OP 16 :
823~838, 1963.

8) Kurlander GJ, DeMyer W, Campbell JA

- 155 -



et al ! Roentgenology of holoprosence- al - The facial features of holoprosence-
phaly. Acta Radiol 5 ' 25~40, 1966. phaly in halic human

9) Siebert JR, Kokich VG, Beckwith JB et Teratology 23 : 305~315, 1981.

- 156 -



