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2% 1 Levels of a-L-iduronidase and s-galactosidase in leucocytes

a-L-iduronidase p-galactosidase a-L-iduronidase
n (nmoles/mg pr;:st. hﬁs 5 (nmoles/mg prot. l/u. ) s-galactosidase
Hurler syndr.
patient 2 0
parents 4 57.5+18.5
( 37- 81)
siblings 1 35
Scheie syndr. T
patient 2 9.0+ 2.8 104,0+21.2 0. 08610, 009
( 7-1) ( 89-119) (0. 0790, 092)
parents 3 89.7+32.5 116.0+ 3.0 0. 78310, 299
( 58-123) (112-118) (0. 504 —1. 098)
siblings 1 109 114 0. 956
Hunter syndr,
patient 3 132.0:32. 4
(109-169)
(2) 143.5+36.1 95.5+ 4.9 1. 49640. 298
{118-159) ( 92- 99) (1.283—1.707)
Control 14 119.5422.2
( 90-163)
( 8) 1271426, § 88,8+22.9 1. 4920, 376
( 90-163) ( 49-119) - (1,000—2, 122)

3£ 2 Sphingomyelinase activity in leucocytes

Sphingomyelinase
activity nmoles/mg % of controls
prot. /hr,
Control (5) 0.302+0.085 (209-428)
Patient 0. 008 3
(Njemann—Pick )
disease (Type A)
Father 0. 057 19
Mother - 0. 110 36




2 3 Arylsulfatase A activity in leucécytes

Arylsulfatase A

Metachromatic leucodystrophy
homozygote (n=1)
heterozygote (n=¢6)
Control (n=15)

nmoles/mg prot, /hr.

2.1
12.54 4.5 ( 6.5- 19.1)
64, 4427.8 (29.3-112.9)

848

65 12.3 86.7

contret (N=18) G4.4% 275

X 1 Pedigree of patient with metachromatic leucodystrophy (MLD) The values
indicate the arylsulfatase A activity in the leucocytes expressed as nanomoles
of substrate hydrolyzed per mg of protein per hour.
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