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%1 A-Galactosidase activity in cultured B-Hexosaminidase activity in cultured

epithelial cell epithelial cell

I-cell disease (T.N.) 0.8 T-cell disease (T.N.) 312

I-cell disease (R.1.) 1.3 )

Father (T.N.) 6.4 I-cell disease (R.I.) 271

Mother (T.N.) 1.6 Father (T.N.) 593

Sialidosis (M.M.) 7.5 Mother (T.N.) 514

Sialidosis (T.M.) 1.4

Father (M.M. and T.M.) 34 Control 785+469

Control 56+22 (N=13, 278—1863)
(N=6, 31-96) (n mol/mg prot./h)

(n mol/mg prot./h)

a-Mannosidase activity in cultured a-Fucosidase activity in cultured

epithelial cell epithelial cell

Mannosidosis (J.H.) 1.5 3 .

Father (J.H) 99 I-cell disease (T.N.) 5

Mother (J.H.) 16 I-cell disease (R.I.) 8

Brother T (J.H.) 13

Brother T (J.H.) 93 Father (T.N.) 17

I-cell disease (T.N.) 27 Mother (T.N.) 5

I-cell disease (R.I.) 26

Father (T.N) 56 Control 18+11

Mother (T.N.) 44 (N—12, 6—44)

Control 54422 (n mol/mg prot./h)
(N=8, 26—84)

(n mol/mg prot./h)

Lysosomal Hydrolase activities in cultured skin fibroblasts and epithelial cells

Skin fibroblasts Epithelial cells
p-Gal | B-Hex a-M a-F f-Gal | B-Hex a-M a-F

ICD (T.N.) 17 743 20 4.8 0.8 312 27 5
ICD (R.1) 33 965 18 3.6 1.3 271 26 8
Father (T.N.) 214 2212 119 101 6.4 593 56 17
Mother (T.N.) 229 2379 138 113 1.6 514 44 5
Control :

Mean+S.D. [203+65 [2795+1283( 65+20 | 56 £38 | 5622 | 785469 | 5422 | 18x11

Number 10 10 10 10 6 13 8 12

Range 122—336|1175—5508| 44—110| 26—151{ 31—96 | 278—1863| 26—84 | 6—44

(n mol/mg prot./h)
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