#ZEEE, (J. Nara Med. Ass.) 45, 95~96, 1994 (95)
FRMEABRIER S & VEED_ LSGEMNSEE 2408 L 2 ERE
Crouzon J#{5? 1 14

R RIS NRRE S E
oA OB OK R R ® X EF M =

ZEREBEVERAFERABEEE
#*x H o= & L E

BRI RB R IR R B
& MR R W OE T M

3R RS B BRI B
Fd F o K R B B B K 1

R RIS B
A M — BB, # h

5 BRI RIS A R
ARt B E

CROUZON DISEASE COMPLICATED WITH CONGENITAL CORNEAL
OPACITY AND SEVERE DYSPNEA DUE TO UPPER AIRWAY STENOSIS
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Abstract A case of Crouzon disease complicated with congenital corneal opacity and
severe dyspnea due to upper airway stenosis is reported.

A male infant with a birth weight of 2.960 g and a gestational age of 38 weeks and 6
days, was admitted to the neonatal intensive care unit (NICU) due to odd facial features
and recurrent severe cyanosis. He exhibited a bulging forehead, exophthalmos and corneal
opacity, however, there was no syndactyly. X-ray films of the skull demonstrated early
synostosis in all sutures and digital impressions, and he was diagnosed with Crouzon
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disease.
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The case was complicated by incomplete dislocations of both elbow joints,

synostosis between the third and forth cervical vertebrae and atrial septal defect. We began
intermittent mandatory ventilation soon after admission because severe cyanosis with
bradycardia recurred. Computed tomography and X-ray films revealed severe stenosis in
the oropharyngolaryngeal cavity, and tracheotomy was performed at 44 days old.
Craniectomy, keratoplasty and ventriculo-peritoneal shunt surgery were performed at 64
days, 136 days. and 318 days, respectively. He left NICU at 318 days. However, respitatory
infection reccurred frequently and he died due to bronchopneumonia at 387 days.
Our case seems to be a very rare and severe case of Crouzon disease.

Index Terms

Crouzon disease, congenital corneal opacity, upper airway stenosis, neonate
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Table 1. Laboratory data on admission

Blood Picture

RBC 4.45%10°8 /ul
Ht 42.5 %
Hb 16.9 g/dl
PIt 140X 10° Jul
WBC 9.900 /ul
Bas 0 %
Eos 0 %
Neut

Stab 7 %

Seg 68 %
Lym 22 %
Mon 3 %

Blood Chemistry

Blood Gas Analysis

pH 7.260

pCO, 56.3 mmHg
pO, 54.9 mmHg
HCO,~ 24.5 mmol/1
BE -3.1 mmol/1

(heel prick)
FiO, 0.35
Serum examination

CRP 0.0 mg/dl
IgA <1.0 mg/dl
1gG 717.4 mg/dl
IgM 10.9 mg/dl

T. Bil 7.8 mg/dl
D. Bil 2.8 mg/dl
1. Bil 5.0 mg/dl
GOT 50 1U/1
GPT 10 1U/1
LDH 1488 10/1
CK 932 10/1
AIP 610 10/1
T. P. 4.4 g/dl
Alb 3.0 g/dl
BUN 14 mg/dl
Cr 0.8 mg/dl
BS 86 g/dl
Na 128.6 mEq/1
K 5.69 mEq/1
Ca 7.0 mg/dl
P 5.0 mg/dl
Urinalysis n. a
Chromsome 46, XY

(Peripheral blood)
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Fig. 2. Radiograph of the skull ; synostosis (1) ,
severe stenosis in the oropharyngolaryogeal
cavity (1 1)
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Fig. 3. CT scan of the head and neck.

Fig. 4. Histological findings of the cornea.
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