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—Abstract—

Apert Syndrome

—A Report of One Case—
Se Il Suk,M. D., Hyun Oh Cho, M.D. and Jang Seok Choi, M.D.

Department of Orthopedic Surgery, College of Medicine, Seoul National University

Apert described acrocephalosyndactyly as a clinical entity in 1906.

At first he included a patient with craniofacial deformities combined with syndactyly of both the
upper and lower extremities.

This is a rare congenital disturbance in the growth of bone and soft tissue affecting principally the
head, the hands and the feet.

More than 200 cases have been reported in the world literature, and three cases in Korea.

Authors experienced one case of the classic patternof Apert’s syndrome and treated surgically for
syndactyly.
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s, &3 ool Ak QA4 S Acke] YA
HATE JAE7 ol ArFHZ Qdted falel4pel
kg 88 4ol SYT Fokolu o4 &
olgt hAYL gom FAg AUL §ich

Ol8HH A1 : al% 6.2kg, ALZ 6lemo2 W&t
Fopatel e vm A okEslddel. FHE Aol us
DlZY 23 HEYols S42 Aol AFEAR
ot Aeh(Fig.1). 5439 el ¥3 gos NFY
%51 $53& AHUckFig2,3).
o. & &l 123 (nasion) ol 4 FFE7AE HAs) L]

I. M 2

Apert syndrome -2 19061d Apert 7} & 7|&%
ol=f < 200w 7L Husojgle AL AN UL
o824 FX2 7Yzt 4}=2] x5 (syndactyly) &
Aoz dtv Aoz A4 Ul 90l Haldl
olgt Ao Az Yl

ALty Yool A T AF 2AY &
ofell 4| A alql JalE ZHHE3IU7Gl Fmabz
Lig /- Nnk ) 1=

-507-



Fig. I.

e
Aged two months showing all the typical
deformities of the skull and the hands and

feet.
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(Fig. 4). .
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2 &4 coronary suture®] §¢S HFTm glon}
ZotEL ¥ F2 4 et (Fig.6,7).

Fig. 2, 3. The typical head fead features of Apert’s syndrome The forehead
is high and broad with the apex of the skull at the bregma and the

occiput flattened. Eyes are wide set and the lower jaw is prominent.
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Fig. 4. The hands with syndactyly of all fingers Fig 5. The feet with complete syndactyly of
except the thumb. all toes.

The thumb is radially deviated and there

is synonychia of the long and ring fingers.

Fig. 6, 7. Radiograph of skull showes the large vault, the high calvarium
bulging frontal region, enlarged sella and the premature fusion

of the coronal suture.
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-3 proximal interphalangeal joint o4 zZ+2 §
= o] synphalangism$ ¥ F3 glo= Zx:= I
8FF o2 vlals|o] 1A, delta shaped 313 Q.o
= (Fig. 8) & FE X—A £AE 439 v
A1

Z-2)F2 synp-

T A£AE BRAFH F 549 FxFe] Yxn
F2EFL FJA4ncr god, vz
halangism§ R F2 ek (Fig. 9).
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Fig. 8. Radiograph of both hands showes the thumb
with one radially deviated phalanx,
between the bases of the fourth and fifth

fusion

metacarpals, and fingers with no PIP joints
except the thumb.
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Fig. 9. Radiograph of both feet showes no PIP jo-

ints.
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Apert syndrome-2 FY¥-9} %829 F 9 32
A2 AAggeale qlale 7132 Jete Ay &
¥+ o8 5FY:= acrocephaly® 2| craniofacial defo-
rmity§ %2 FX = o8 Y2 &&= (syndac-
tyly) & el =iV o|= 1886y Troquart”} acroce-
phalosyndactyly § & 713k o] a2l o2 8
AE Rof 190613 Apertst o]F RIEHA Hepn
M o] % 1920w Park W Powers™ 7} 31e|§ B L3}
3. 1960 Blank” & Apert7} & 7]&% 3A
SFIT B ASE JebdEs wiAYgY FFF
o2 FHE93, Temtamy2l McKusick: acrocep-
halosyndactyly: 5 type2 2 3-%8te Apert syndr-
omeg typel 2.2 3}%c}.
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o]2] 442 uy © 2 & linear craniectomy, subte-
mporal decompression, decompression of optic ner-
ve and morcillation procedure 5% A|4% + Urh
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PE 2y s Aol dAFst Fobn 4k ¥
Z274¢¢ ARG 4% EAsd J5¥ T+
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Ql F&A4E} slfo|AF 2aAQ +5& FH3}

717k Qe A4dE 4F 24702 AdArie A
o] Feii &7 = et £ A AF 2AYE
of&oll Baver 4 W& At A 222k A3 A
9 A& Eelsids
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Agcittg e AP el AF 24 ot
ol 4] ur+3%t Apert Syndrome 1§ Z ¥l 4<E
ol A2 Y A3FAY FAo|$E-E AYPIT &
quabsh gl 2ok
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