fli&mmbiESE 11, 31-35, 1991

25|

Ornithine transcarbamylase K8fE
M7 v==70HNES

fRRE
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Foxk & &, HER® % & 0F L 7 ornithine
transcarbamylase KAEfE D — 2 B AFIWC D\ THR
BLIY, &, BEORBVEBESEYEFRLL
TUREZL LI, RABLEEL LN LB
7VvE=TIEXE LD, ZoOFE7vE=T7I
TED A » THEKD DA ENELNIcDTH
535,

fiE 5l
B 2, LM

x5F: BREEE

FHEE : BERBRO— AP EBRE L RIETTL
Tu B,
BEOE—T 2B 15 » B0, FERFE & /s
D, UpLICHEE B TARE L, CT & T, A
KESAHER O JA# Fn AR & iR X 26—
7 N RRDI, ABRKICE 7 vE =7 MEHE
Hohheh, TOERBKIKT Lic, 7 3 /B
ST, ZArgivEiTs=vorEELs b
) VDR T RREDI, 6K BICIT - e MILES
Y TRHAEHNERESCEBEIRSG T I S 1ZD 5
nish ot FFAERCIRITHIRA A, KEREL
RL, WHPRIEOERENEHTH Y, Reye
SERBEN bR, Ll, EHAMARTIA
oMt 7 vE=7HEO LR LRI MR
Bt oA B fe 0T, OTC KIBIEL ZH S h
Too BEMIZOVLTIRER A BRI hic
BIER . BT R binl, WE, E8ExL
X A RA D EICRD T, BE IR L FER,

(=N RVALI AR (A et
* G PR

W OMH%T, & B & B B R E &
— & H % Z, E

e

FEIES % T CHRERIC O LT T,

BRE: AB2ERLD, BrigARIT5HZ
ERB oty BHTHEL T\, ABE—4FH]
nh, KRoM4HELEOEETCEFERO VA v FfEY
BRI,

ABRIR D 9 KEEE, E£BNREL TR D EXER
B, BEEEXRECHD, KofllkEx
RO o THABRFHZ S & L, BH, Yo
BHExYZ2 Lo nh, MEFRLEEMEYE
WEh, Mh7veE=71E% 282ug/dl L EET
B0, FFHERE & L CURIANBA & 72 - 7,

APERFIRSE : & E 154 cm, 4 435kg ¢, %
BERBIRTFTH -7, BEO RMBEELRD
HUghy, P TIREER S, WRFHIRE 2R
T oic,

BN 7 e kMBS L OFELBERDT,
FEEES IR SR S 7 <o Mk L O Amed, I8
KD T,

ABEEAR ARG R 1L —BRBEEREL =T,
RIEMICEZT <, FEERETCIBE ) vE Y
DEEBEIML TWADRTH -7, ICG REEIC
EEL T\ e, BEKBETE, 7rirviEvig
ME74 7Y = RFEEETLT LR,
LaL, IMh7 v x= 781256 pg/dl & EEI
FRL T,

M7 I /BT REF A7 A BET7 3 /B
ThHAHhANL=FV, )Y, TALF=ViRE
CEMEAR R U, $h, SHE7 ¢/ BIMEET
- 1ehs, Fischer'sratio 13227 TH o1, 7 v
% 3 vt 1264 nmol/ml & EfExX R LI (K2,
BRI CTRRR : FFEX, AR DIsh -1,
F 7o fgRH L% BE o8 % BT @ density DK T b 52
feinote (A1,
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K1 ALRRA B

ESR lThr 9

2hr 20
Peripheral blood
WBC 6800
RBC 458 % 10*
Hb 12.5 g/dl
Ht 38.2%

PLT 23.9X10*

Biochemistry

TB 1.6 mg/
DB 0.3 mg/dl
GOT 15IU/L
GPT 18 IU/L
ALP 97 1U/L

y-GTP  9IU/L
LDH 200 TU/L

TP 6.4 g/dl
alb 64.6%
agl 3.9%
a,gl 10.7%
£-gl 9.2%
y-gl 11.6%

NH, 256 pg/dl

plasma glucose

105 mg/dl
ICG Ris 12%
ICG K 0.130

BUN
Gr

Na
K
Cl
Ca
P
UA

Lipid
TG
TC
PL
FFA

Serology
ANF
AMA
ASMA

HBs-Ag
HBs-Ab

Coagulation
PT
APTT
Fg

12 mg/dl
0.5 mg/dl

138 mEq/L
3.7mEq/L
109 mEq/L
8.3 mg/dl
3.2 mg/dl
2.6 mg/dl

58 mg/dl
203 mg/dl
187 mg/dl
0.17mEq/L

(=
(=)
(=)

(=)
=)

67%
31.7 sec
175 mg/dl

ABREIEB : BEORVPOTC KIBIETH S &
LXh, BFEIZOTCREFECRAEAELEZEZ L
7oo ABEHIZam 8:00 & pm 8:00 »—H 2 [0], 1M
h7ve=7EXHELL, ARBEEID, 87
vE=T7IRECHEXERLT, #RELL, &EH
IREVIC 7 F —KE¥E T 800 cal/ B O ik & 1T » 7
L2 L 250 pg/dl gitk o0& 7 v £ = 7 M ekE
B, ERMHLFETIe, EIRALLIE
EHIBE £ (30 g/ H, 1500 cal/ ) & BEtG L7zhY, *
DEOME 7 v =7 fEIX 130 pg/dlIC FFEL,
FOHBEARTREL I, #H5HAIIIERSHED
el lgoted, FOEDIMF 7 v €= T7{HIL 164
ug/dl EHEEAL, Lk, FEiZEREIER
L, ZREBERHECI ERTS L5, BEEKLKAA
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®2. M#ET < BOH TEh 2 —vERR LI, #8HANLILEAE
control E%50g/ A& egicr, 7vE=7HOK
amino acids (nmol/ml) : (nmo_}_/zmsl%)) RS 150 wg/dl BT IC & £ % o7 (E2),
mean* . . . s ,
— BRI EEG Bt d, ZEAHRE BEA
O.I‘l’llthfne 33.9 47.1-72.5 50 g/ E, 1500 Cal)fzﬁ H‘f:o e H Tﬁﬁ’l,%% Qiﬂé
Citrulline 21.7 28.2-40.8 1 e Ao ST e S M 2 S
Arginine 24.4 64.6-97.8 BeLrens, REME, Hidf SRBELRDLS -
Urea 4712 3269-5097 7o, COBoMb 7 v E = 7EEREIZEERES 67
Glutamate 41.8 22.8-45.4 ng/dl, WL REMEH 121 wg/dl &, (ZITEBK
Glutamine 1264 478 - 658 DIRBERHEFF LT\ te, F 7o, AP EAE A 775 L
Aspartate 2:2 <3.3 _— P 0/ 1 ke e
Asparagine 55.2 43.7-60.1 7w bw v U 805% ERE L Tindk,
Valine 145.7 224.1-276.3
Leucine 99.5 107.3-144.1 % =
Isoleucine 34.3 63.4-88.0 BEZOTCREBEOLEY ORBTHY, &
Phenylalanine 68.0 57.1-68.7 FvEr=TMEYE L LD, BEHYSL
Tyrosi 54.8 54.6-75.2 - ) S
Tymsme . OTC RiBJE D obligate carrier £& 2 b b, &
ryptophan 54.5 43.0-67.2 ) ) .
Alanine 306.6 321.9-479.9 %, ME7 3 2 BHWCIE, REV1 271 B#E7
Cystine 28.9 29.8-49.0 S/BThLAN=FY, YAV Y, TAF=
Histidine 117.9 67.4-98.6 VINETCERERRL, AR I VRNEED AR L
e o e teo 1o, FEBORENR, FOTHEDR
ycine . 1= 3 - 5
- F> > =4 N - >
Serine 146.1 98.0-142.4 fe Tk, CT R RERD s -1 o
Proline 120.3 165.6-243.6 EXOTC RABIELFE LTev
Methionine 36.9 26.4-36.0 BT 32 IR T, BIEOBEED s <, FE R,
Threonine 95.9 122.5-181.1 PR B REE 2 Eb\\W2 L), BEEXIEO
BEIRVEHESRD, —iIC, BEXEOR
Protein 50g/ day
intake
Calotie 1500 Cal/day
_ 300+
3
R
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BB ATREY A 7 VEER KABIED BE D
HEIETHEEITE, REXNEFRVGET S EE
zZ b b, TERNCE, KEOKEY, v —1 2 ff
RKANDEBY, ITRSBE? e EXHE IR T3
Dy, AN I\ T, ABE—ERT X D BER KA
YICHAEL, o[, BEOREOERY, 40
DFRIEDFHRICTe - 1-TJREMLD B,

&7 v E=T7MECHEDTDIL, AREBED
iR E LT, 7PN UKo AEEEEBL
250-300 ug/dl & O & 7 v € = 7 M X3k EL
3, FFHERMEE b e\ T Ui, RN IER A BLA L
BRI MF7vE=THEOELWHEINRDH
i, Lal, ZAEOEBICIEEcmb7 v
=70 LAPBEIh, L% REEERC
1350-100 pg/dl, & EHEREMEL 150 pg/dl Gl
DFBI I ANESHIEE S R, Zolfih7 v
=7 0HRAWLBAEHICOVTE, —BOJF
RERETERLNT, KK 7 VEERKIBE
R RAGT B B AR IC D W T ERIREE b IRHRE
L7c®, MBEOENFP BT 2H G5 FAT
e EE 2 T 5,

FEEZEDL, BFEBMORAI >+ v ) v ITES]
CEFA7vE=TOHEAEHCOTHEL
729, ZOEFICE W TRBS AR IR ESE Y R
THAW 7 v == 7O BREHIBE I I,
BAZBOEF » T HebIciERe L, &K
IREGIC 7 N o BERR D % S L 7 Ay (800 cal/
B), M7 vE=7HX3 HHCREHEE o7
iz, L, BEA L, RSP T7vE=T71E
PHELER L Lo, ERAr Y -4
e o totedic, ARED T 7 B R TTE
LCHE#E7 Vv E=THREELLLIDEEZLR
o AFEFITS CORFOFERL D, HERICLZE
hw ) —REERFTSZ LI LAKBR TR
2 EHIME U, FeB R N R n R BALA L 7, i
BEAPLEEF X Ic L 557 v = 7 MIEDFEHIC
(% portal-systemic shunt 23B5 3% &£ & 2 bh
TR, —RICHEEIHROTH S5, RN
ErYRETHEHRIEFA 7OFBEETH 55
e & B\ 3 portal-systemic encephalopathy™
EREWTIRBERODRIBATH S, RATREE

VA 7 VEESRRIBRE L & ORI & o ERI A R
LB, PRI CCHEIER L L LIBR &
HEERILESGCL, &7 v e =7 MEDE/L
R ERILTETRR LD ES,

OTC RIBE D {EHRIC X Sodium Benzoate® @
BOHBENERE ERBD, KEMIZESHIRE
(F&H 50 g/H, 1500 caD D AT, &7 v =71
FEVERE BRI E D, BEH6 » AR, &< %
EREEBEL Ty, SBEEAY Rir b
Sodium Benzoate Z D {# Fliz DT h a1 5
FETH b,

I o ®

Ornithine transcarbamylase KIEHE D 32 1% D
LB ONTHE Ui, REFICI W TII AR
Lo aiEFiciig 7 v £ = 7 O Sl F
Lic, BPERBAICH > i 7 v+ = 7{Eik
FELETULREY, HAMWRBAZLE EE S h
foo TOLSMFT vV E=THEOEEIREY
1 7 VEERKBIEICHERITHDH EE 2 bR, K
REDZK, BEXT- T ETEETHSLEE
Zbhd,
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