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PRI 1B ( Pompe K% ) X
WOERITRGFESPRSE » NEORK
HEFFALAEFANESER o WRZARE a-
D-glucosidase K AFTE » (£ MIRIGHT » X
BRBENRELERAR  BRET  EHER
WAD 1 BIRTET o WEERFERILA ~ #
Ex « RBRRFARZA » EERATUIFER
BE o ANHM2LRE » E—WMBET—
fr Pompe EFZHT » KRBERS NR
216822082 MR MEE KR » MEFK
M S~6 B » MEKMmEEMERA
a-D-glucosidase 2 BERIEYE » AR 1 HIR
homozygous 1 Fiff heterozygous e Heter-
ozygous EE T HBEFRRIH XL EERF
AT R a-D-glucosidase BEETEME
HERENRERL > BRNER S RERE
# EALFEER o Homozygous ZRHARKE
@t e BRENBRBIERBE—FK
E{HERERRH
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Propionic acidemia—A case
report

En Lin,® Ching-Shiang Chi and
Kung-Jen Hsiao*

Departments of Pediatrics and

Biochemistry Research Laboratory,*
Veterans General Hospital-Taichung

'ﬁgﬁwmgm isoleucine, valine, me-
thionine » Z 25285 (odd-number chain
fatty acid) SUMEEEfIMISEMEL propionyl
CoA, propionyl CoA & propionyl CoA car-
boxylase HI{ER B methylmalonyl CoA,
methylmalonyl CoA g PR GEREEREEE
R #hrE (methylmalonyl CoA racemase
and methylmalonyl CoA mutase) HBEK
succinyl CoA #A TCA cycle 235 o FRAE
RRRZ propionyl CoA carboxylase Ri
RREAEAHRTEAEER  HBOTAR
(propionic acid) kBB » BRARIMIE °
FREP M E i 3-hydroxypropion-

ate, 3-hydroxyisovalerate, methylcitrate »

% propionylglycine S7ER gkt i#in o
PR E . —fr—% S MANKE » BH
A EE225 » E—Bh 0 R AMRE » BE—FR
SHERARBEAENHER » B RFRZ
REHN 2 EIREBRERTENRZL ©
REEBEREROFTESL - RABRHEPHR
HES  MERFIOLNT  BAFHER &
HBHE o
WEREAE | F-RERFZEREONH
MERIEE o I pH 7E 6.964 3| 7.171 2 »
MR RREES (4~ » OEEERNE
DYERERER 450 pg/dl o ZHRIEHBR
BE%E - MKRHEAR (glycine) HF 1100
nmol/ml (127~295) o FFE#XEE » MIER M
EERBERTEN - KERKBEBERESHT
wmae MEFESESEDN 3-hydroxypropionic
acid, 3-hydroxyvaleric acid, 3-hydroxy-
butyric acid 1 2-ketovaleric acid o
ABMERRLCREBERE K2WHR
£h 1 Bl M i e 8 5 M BR E B AR pro-
pionyl CoA carboxylase WS RETNEE
o HUERRTERLABIENNLRER TR
HRE BEEAENER - A—HOEIRA
ATLIA biotin &5k o ARBPITERE SHE
B R A ATIFEDS » BREERRR &1L
HEREATRENZEERBLE » FTUZRE
T ERHRERE TR BEFERRMAEWER
AR B EE RITL BT ©
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Plasma amino acid level in
normal adult Chinese men and
women

Tso-Ren Wang

Department of Pediatrics, College of
Medicine, National Taiwan University
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6 /EEES » SRMIRMEE » LT TR

AEXEoTE (Amino acid analyzer LC
5000, Biotronik Co., Wissenschaftliche Ger-

ate GmbH) » {8 5 & lithium buffer syst-
em: buffer A: pH 2.74; buffer B: pH
3.16; buffer C: pH 3.53; buffer D: pH
3.84; buffer E: pH 3.73. ¥ B4 ninhydrin &

H & AR o LERIT ¢




