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Table l, Activities of glycine cleavage system and individual enzyme components in. placenta of fetus at risk .
for nonketotic hyperglycinemia, control fetuses at week 12 of gestation, and full-term normal babies

Actlvily (umol product/g profein/hr)

Source of Glycine . Lipoamide

placenta cleavage P-protein H-protein T-prolein dehydrogenase
Fctus at risk for NKH 0.2 4.4 6.7 0 ‘ 865.5
Control fetus (12 wk) 43 6.6 10.4 2.8 - 15824
Control fetus (12 wk) 25 45 5.1 26 - 734.5
Controt fetus (12 wk) 4.1 -— — — —
Cantrol infant (38 wk) 0.3 —_— —_ — —_—
Control infant (39 wk) 0.8 — —_ —_ : —

Tablez Prenatal diagnosis of non-ketotic
hyperglycinemia by determining the activity of glycine

cleavage system in chorionic villi

Subjects GCS8 activity Baly
(Gestional age) in chorionic villi

(pmol product /g profejn/ﬁr)

Case 1 4.4 Healthy
( 12wk

Case 2 5.5 Healthy
C 11 wk)

Case 3 0.1 Aborted
C 8 wly
C 12w 0.2

Case 4 2.8 Heal thy
(10-12 wk)

Case 5 8.2 Heal thy
( 10 k)

Case 6 Undetectable Aborted
( 13 wk)

Case 7 3.1 Healthy

CGontrols . 2.5 - 6.0
n =10
(10 -16 wk)
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'I\a.u¢3. Activities of glycine cleavage system in liver and

brain of fetuses of Cases 3 and 6

Activity
(umol product, g protein hr)

Liver
Fetus of Case 3 (13 wk) 0.5
Fetus of Case 6 (14 wk) Undetectable
Control fetus (12 wk 28.6
Control fetus (16 wk) 22.3
Control adults (@ = 5) 3.9 - 5.2
Brain
Fetus of Case 3 (13 wk) 0.
Fetus of Case 6 (14 wk) Undetectable
Control fetus (12 wh) 3.2
Control fetus (12 wk ' 2.7
Control adults (n=s5) 0.7 - 1.2
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