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Summary

We present a 5—year—old boy with late infantile form of Krabbe disease who required gen-
eral anesthesia for dental treatment. He was diagnosed with Krabbe disease at 1 year and 6
months old, and bone marrow transplantation was performed to prevent the neurological
deterioration at 2 years old. He presented severe neurodegeneration and quadriplegia , and
could not move actively except for tossing about from laterel to supine position.

A diazepam syrup (2 mg) was administered 90 minutes before the start of anesthesia. Af-
ter the establishment of a venous route, anesthesia was induced with thiopental sodium(50
mg), and nasotracheal intubation was facilitated with vecuronium bromide (1.4 mg). The
anesthesia was maintained with N>O (8.0 £ /min) , O: (1.5 £ /min) and sevoflurane (1.0~
2.0%). Pulpectomy and dental prosthesis for every 20 deciduous teeth was performed, and
the anesthesia was completed uneventfully after 5 hours and 50 minutes.
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Table.l1 Laboratory data

(C.B.O)
WBC 6500/mm®
RBC 425 X 10*/mm?®
Hb 13.1g/dl
HCT 40.5%
Plt 20. 3% 10*/mm’®
PT 11. 4 seconds
APTT 29. 7 seconds
(URINALYSIS)
Specific gravity 1.025
pH 8.0
Protein -)
Sugar -
Acetone -)
Bilirubin o)
Occult Blood @)
Nitrite -

Urobilinogen 1.0

(BIOCHEMICAL)

TP 6.8 g/dl
ALB 4.3 g/dl
A/G 1.7
TTT 5.0
AST 25UM
ALT 8 U
LDH 180 IUN
ALP 628 UN

vGTP 61U/

CPK 57 IUN
Glucose 87 mg/dl
Creatinine 0. 2 mg/dl
BUN 15. 0 mg/dl

Fe 17 mmol/)

Na 141 mmol/1

K 3.9 mmol/1

Cl 106 mmol/l
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Fig.1 Anesthesia record
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