DIREZEITI,
TEEZW ZHOBRILLLEEC DL IO TERERENMREZRODLLEHEEDHLET 5,

ABAREXRKBEEFE DHEERTEREESR
REEZER DHOE

ZER ZREH=E

2012 12 B 16 BAR

VO UREE B R IE ST iE &t

TIEEMTI/BEEI INIDyHAT-1IDEREICES T UDPU  FLXZU  FIVZFoDEHM LR TORIL
EE.EREELRTOBRINEEEZE-T, TORR. ChoDT7I/BORZ. AV INVEHOET. &7
EZTMEDIEN . 2FITEITEEHEEREET . E7VEST7IEFIREVIIILOEBETHHTILF=
U HLNZFUDRZICEHTELDEEZ LN TN,

Phriast
12LE BBERMRICEBTS1LOL8HY . A OETELREREDIEREH=TED,
(oD %ILAEREDISHEER)
<BERERFRR >
- BB R(64%. AEEMTE(56%). FFIEX(72%). BRIER(50%)
- EHENEZOREM-EE. SEEER T AL AL - ZLE R (ZERS(84%)
(BEmR)
* DAINAREDOEREIL(13%). REFEEEQ24%. B REEEBQ1%.
- BAHERIE44%).
- BHIETAN. BEF
<BEmR>
- RETI/BANT IS GEFICKYTILFZD  FIIL=Fo4) OHE#FTHE (100%-HEEEH)
- BT UEZTMEDBEE (90%)
- M;ELDH(84%), 7x!) F-{E(80%) L5
' SLCTAT BIEFEEDHEE
(BEmMBR)
- MABTI/BA/HT.UDU(66% TILFZU(82%). FIL=FB6RDNThAMEILIEDIEE 3 DELIE
fiE1£62%, 3D&HIEEIL0%)
- K4H B mER(40%) - M /MRIE 4 (39%) ., B I(21%) (BEFEMHARELY)

BAREXKBEEFZS DHEERTERES
REEE HAE

FER ZFEH=

2012 %12 A 16 BAR
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=TT/ BERBERABE (B E KGR RIEERE) e et

I [EEE (gyrus) EBHE D ELGREFRRLEEFA L _FUMENBFEENTHS. TIL_FoOETELEILRIG
ERE T A I _F -6 -T2/ RTTS—E (OAT) DRIBIZKH>TRIET 5. CORIGITEFHA R EA
IWZFUBRIZ. TNUBRIEA L=FOOELEICEBO TS EEZLN TN,
BHEWEIREMRENOAREZRONIENZ VD FIERDBET U EZTIMEDHANZEHEL TLEEIND
RETHD YPENORNETEEL. FRITEITLTER 45-65 i CEBICES,

PWIDELGRE

OEELGIREFRRMORENELNS,

@A IV =FUIEEETEH S :400-1,400 1 mol/L (5.3-18.4mg/dI)

FTIZFUEEEZEET HHH(EA W ZFo-B T EZT-REVMNVIVRE) EERBEEDEMABEELLS,
HHH SEIERE T, REMREROT . MHF L3> DO LR, RPFRES MY R OMNEOEMERD
%,

QEETFHRITLERATHS.

DEQ@EHT=L. HHH EEBDERZH N ITHONU TONIERELEZHEND,
HERBICEONASHTIEGWGELHY . QNBELLLHIENHD,

HAERRBEEFS BHELERERER
HEZRE PHaE

ZER ZREESE

2012 % 12 A 16 HIR
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(AlF2)
REVAVINEBEDLETARSAY

KA RTA OB EIRDEEAIL, CPSIKIEAE, OTCKRIBIE, ¥ bV VMEIR, 7v
X= ) a g BERE. &7 /VE¥=ME, NAGSKIEGE., HHHEBER, FA=F 7 3 /2 &g
BEERKEETH S,

KHA RSGAVNIHEENTVWAZIET VALY, HIREFEIDTOLBY Th A,

PREEE I DU T

g S

* REEIS TH D B D

ok EHELE LTRDLATWVDR, R TRREIL TRNS D
koK RERLCEEMR TRV D, MEZESEFRTHNIRELD
T

* HRBEGTHD B O

ok RBGEIG Tid7e <, L~ L BELSLTHLHHO

ZEF R LAY ESNWTWATEF A
T systematic review/ RCTD A X T} U I/ &
T 12U EDpT v & AMeEERER

111 T X AMpLbiiAER
IV af— b, EFIRTSAFE

v EFIHRESCr — A ) —X

VI BET 2 ESP R OEMFEEL

S

A [~IIIDTETF VA ESHERETIT O REH D

B AR, RRBANCEREMERH Y, EFTHORE DD LRESNTEVITINE
H D

C EGICHRN DD LWMESINTEY, BETREDLO

D ALFER), FRREENICREETI S 2NIER DD D

E BHABARBLOIE AR S 72 SICE SV T T o TIIWIT 2 Z &
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1. RESEE

RFEFA 7 VFEICFRCBNTT U E=T DO RBLELETIRETHY . Fr=F
VRV TAXZ ) ang B TAXKZUDAODT I I LB SN TWD, JRE
A I NVEEETIE, TORBYA 7 NVCBITHRFBZART HBEROECHEEIZL -
TE7 Vv E=TMER 2T 5, REFA 70585 L LT, carbamoylphosphate
synthetase 1 (CPS1). ornithine transcarbamylase (0TC). argininosuccinate synthetase
(ASS) . argininosuccinate lyase (ASL) and arginase 1 (ARGl) . N-acetylglutamate
synthase (NAGS). ornithine/citrulline antiporter (ORNTL)BHiF o b, TN EFhD
RIBIZ K 0 CPSIRHESE (MIM #237300),  OTCRABME (#311250) , & kLU v ffEl A
(#215700) , T /VF =/ @y BRIRIE (#207900) , 7 /L = fifiE (#20780) . NAGS/KEJE
(#237310) °hyperornithinemia-hyperammonemiahomocitrullinuria (HHH) JEfERE
(#238970) & & /=¥, /NEMNCRET @7 E=T MEDKRIT, REYA 7 NVRFEESE
ECwET
DERNHEFEDIED, EROIRETVRER ., BEERGESCED 2 ELIKICDIZ5, K
R A I NVEEEOZFE T, 2o DRBOENEZED DZNENDH D, FTRNHERE
T, fF7 =7 B EF LT =40 F vy v TRER TERAES 2V GEITIIRE T A
7 NEETEDTFENIRS B D,

2. HRREH

REEY A 7 NVEEIEDORIEMEIL L : 8,000~44, 000N L EZ BN TWAL 2, bAEICE
FABEE L LTI, CPST 1 805 AIZLA, OTC: 8 F AIZIA, ¥ bV U U ETARL : 5375 A
ICIAL TAXR= ) a g BIRE : THACIAY, 7= U : 2205 AICLA & O
ORBH D,

3. ERRAER DR & BRRE

1) ERPREEIR

REYA 7 NVREEORT BT MIEE, BIbOTTE (B, #82LE) | BEREOBR
RHER, EWREICLoTAELSDY ?, BRERIIFF/RENRHEREHRE CHDLZ RS
<MERE, LT, SRR, R BEMEE, ITBRE. REEERLNLLNDYY,
FUBEFEREZF ORI CTORERPCEEENERD Z L b H DY, LMEBE CIIHE
BITRIE, FIITEROBABAOND Z R3S D, OTCRBIED LM TIE, XYPAKRE
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bR Y OREIZ L > C, EERN OFAERMRIE E TRA RIRERTFET 2, £, &
DEORLINIIT AT = a7 BRI, /NEHDHEITS 5 WL T V% =1
FECHHEBEREIZ K< B NAERTHYE & P Zhbid@m7 v E=S T IENIZE A LR
b2 THEITT D,

F1 ERRETA 7 NVEEEORKH Y

BB EXAS TR/ FREIBTI B BEEHK
I R Aoy Mg

CPSI RIBJE BT VUo7 I TNE I — AR
TNE I ER

OTC KABIE &7 UES T MSE TN I ++ XLR

TNE IV

¥ MV E BT V=T MIE AN ++ AR
I8
TAX=) w7 E=T MR TAX=) TAF¥=) + AR
aNT BRIREE FFIER, BE2RF any g, any g
vy
TE = IfE ‘7 E =T LA TAF= TAF=Y ++ AR
Mt R Y

SAF

NAGS /RABSE &7 VE =T MAE INE I — AR

TNE IV

FN=F T I B EIERIR IRAE IS 1 F=F +/— AR
IR KBE fE. FAERSET
=7 fAE

2) WHIZ LT A BN D EREERIERS?

SR

Bl VORI (IR, FER, B | AR, G, KW, WEEREL, —
MAEAEE, RIECRENR, IFEE, ZBHBIE, KEERTE, ERBHREE. B
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PR S
BAERM - BUERRAEIR, B LE, MPREEE, 20Tl

B4
BAL IR, HEV. TR, R KW, MERE WP RE, EEE, K
IR, SESEE), /MRTR, PR | TRV R/ R 2 R,
B, WL, BCEREE. BEEER, SR LS. MRRHORN. B15, B, BERN,
RS

PR R BB 7R R R

FBEEE  TAX= ) any BIRE

ATV R BREE « & 7 L ¥ = IE, HHHGE R
IUEIERRARAE RSN A V=T 7 2 KRR K IEE

REVA I NVEEERECE T VE=TIUES X235 REY ¥
BRYe, FEN EM, VELEHM, o) —EECRE., ERERAE., BElboTtE,. FEIR
HE, ALREIE, BEE oL T a4 NRFE, BREER., S5 FEET OF0. B BEEE,

$y (valproate, l-asparaginase, topiramate, carbamazepine, phenobarbitone,

phenytoine, primidone, furosemide, hydrochlorothiazide, salicylates’ &)

3) ERARWTY
@ FIERTT
BRETCA 7 ) — =0 TS TR R SN EBERFZE T, ERAWN, B |

HTHRE WS BILDOTUEIZ L o TET VBT MEFFRIET D FREERH 5, B
FRSNIBEN A S TIERNT LRI Z EICRIET 2 Z & H &V,

O R EA TR
AR CBWASEKA) (. HENCRBZ 2IEM, AR T, S, K8, EiRE
ERETREICHEL, &7 VE=TIEZET D, HONIT VE=T 2RETE R
TIITIEICE D, Wolo ABMEBIZBEN U713, BALTE L7 BROE L RIE BRI
BETLIIENH D,

@ EFE
FLIREALA R IR IR S B, R 21T, b L IR 2 e s T e =T
MU LIER OB A b D, TEIRE, Uath, FERE, R L ORRE 2T 5,
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4. DUEYE

1) BREFR25Y

QLR 7 =7 E i : FHAER 5120 pmol/L(200 u g/dl),  FLIBHILIEE >60 1 mol/L (100
wg/dl) Pk,

Q7 =Xy v 7*EH (20) THDH I EHBE,

@R EFFE CTH 2 (BrERH >45mg/dl),

@BUN«MET LTWD Z EAE,

®O0TC RIEFED L RHNIITHEREEE« L TR R S ND T LD 5,

2)%%@&%&&5%&&ELZ&%

Oifu - JRFT X BAHT+0 BE Bl B 2 ITRE

e« R 7 2 BT R O BEERENODORETHY . ¥ MY VIEIR, T
X= /) anyBRE, 7TA¥= U liE, HPEFEEILZ OFRE S L IZiE2tE s, v
VU v OIREIXCPS T KABAE, NAGSKIBSE, 0TC RIBFEDOBWICEETH 5,

QIR AR T IT DR A = MERREIE

R4 v NEAEMEOSE, OTC KIBAE, ASS KIBJE. ASL KIBAE, HHH FEMEEES DL D,
FEAR DEACIZE - TRF A 1 MEBITHEMNT 5, 0TC KIBEDLMEEE H D WITREE DD
Wizt o NBOWMERERATHL, 7Tar ) ) —VERRBRIZBWTRFOA 2 EEEt
DBEBIT 2503, Bfas s 2 &by,

PR Z Wk d B\ LB T
OTC/RIBSE. CPSIKEIEIZRB W CIIEGFZRER TH S, v MY U RIBE TIIBE T
Wi E2ZIcRF SN D,

@F T b~ AGpH ek

FAERCARI )= TIZBWTHWLN TV ABRETH S, VMV VUE TR, 7
W= ) angBRIETIZY ML) v, TAFZVME TIET A= OEMERD 5
Flo. &7 UE=TMER X 7o AERIEOENICAA TS 5,
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3) gERiZer ®
HHBBME, VA VAR, PIREEERS ¥ b, ILERRSE, FRER I8 357
VEST MFEOER LTS,

4) BWrEYE

(1) BRPRAEIR - SRHE

ONEs, M, EMfEE, S5 CIRRFRN 2R RIER
@3 BENDOREY A 7 VEEEDEE

@A RHIC I T B RMEDZERIE

@ BRET—¥

Ot 7 o E=T7EE HAER >120 umol/L (2001 g/dl), FLIRHILAE >60 1 mol/L (100
g/dl) L ED3FFgE L CTH B D,

@7 =4 v ¥ ¥ v FEH (20) Th D,

@MIENTEFHEATH D FrAERH>40mg/dl),

(3) FFREIRE
Ou - JRFT X7 BRAHT. REWERST (v M) OREEEMED 213EE (1)
OBEFRIENE S D WVITBEEFRITIC BT 5 RE

VD55 1EA»S Q) OOZEDE 2 HAU EZMELTHE, KRRV A 7 VREIED B
b, WEBBORDORELT .,

LT : BIRORILE 725 () Db L< O TREBENFTR LD 5 & SHEDH LT
Do

5) MERRI V) —=V T TRRENTREYA I VEFEDOD

BERAZV—= FTRRIND DRFBVA 7 NVEEEIZ, MY VIE T BET LV
X= /) anIBRETH D, WIhby ML v OEEE & 729, CPS1 KIBE L 0TC KB
SiE, NAGS RIBJE. HHH JEMERE, AN =F 07 I/ BREBHEXEEIHERA ) —=
TTEBER IR, £, TAX=VEIZA 7 V) —= 0 T OREHREB L STV,

DWTEIED QBRET —% (OB 7 E=T ., QMIRT A S, @Mk & (3)FFRMKR
B (O - RPT I BONT. RAEKBRSIT. OBRIEEED 2 VIREEF#HIT) %
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?jd‘l/ \\ Eﬁﬁ%‘?%%@&béo

VRAY CIE T RET AR anyBRECILF Y X BAIC WL, mH v
ZIvempy VY UREETHD, ¥ VY CIETEMLF Y S 201,000 pmol/L
(17.5mg/dDRBEL R bH D, REEFIITARY U —=2 7 OFERMHT 501
WHRET D, TORODYARZ ) —=v 7 REATIXMLF S ML) 25 100 g mol/L
(1.8mg/dD)BEDZ L b H D, TAX= ) angBIFETIKRFT X ) BOWEITV, R
HIGERE ThITREH S R2WT v = ans R ENnD HPLC EIC K57 X/ Bk
SHBUETH D),

5. IR EEH

REFA 7 NVEEEOIREIL, DU LB IT NG, SMEBEORIEL FRERIR
DEIFIL, BEL THEPLHIHES Y, ROV TT U E=TELZERIIRD,
BEORGIMEREY AELT D,

1) BMEFREF~ DR

AT ETEREL L, BEWIBECED T VE=TORTE2BI2 9, EARLEINH
T 5720, 7 NUBEBMERO+52EK 10% 7 va—2xH LIXPL, OV AT —T %
AWz @mREmRKE (60—100kcal/kg/d, MERRIZE D ZHUTOH D) 2179 (HEEREB),

EiflE GRAEIR>280mg/dl. FAERBILIFE>180mg/dl) ZFRDIEAIE, A AU %% 0.01
~0. 1U/kg/BCRItET 2 (HIEE B), A R U VTN ~DT FUBEOBITEZRTZ &
WY, RV A 7 VOERBREEEIEIBEBERSHD EINTND,

BT VRS T MIECHTAEMIGRE LT, TAX=x (FAX Ue, AMRBRAOT IV
F=UTHRMA 100-250mg/ke/d BFRIRIR 5) (HELEEE B) 22 ML Y > (100-250mg/ke/d
oS, AL LTOH, OTC KIBE, CPST KIBEICMEMA) MEREB) MEA Sh 5,
TNV WRZTHERBIA I NVORBMEUCICUEBERAIN=F B RZL, TUE=
TOBRENESICREIC R D, £/, TAXR=VIIBEREDOARICKNEDT I JBTH D
W, RZTHEEAORBTLET D, TDD, BT A= VMEDNTIX, £T7
NE = OBERBN OG5 %24T 5, ¥ kLU 0% 0TC KRIBJE, CPSI RIBIEIZEZITH Y |
TAF= LV LT V=T RECHTADEEBBENEEZ LN TN,
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E) VRV ARERES E LTUIERY bR TWRWD T, 70 A b, BARERREH
BEZENLORMLE LTOMBERE2FAL TRAKRET S,

T VEEEEF R Y U Ak(T 7 = =— e 200-300mg/kg/d RO E) (HEIRER) BEE
e B U o bwxx (100-250mg/kg/d REEFAR L BRNEREE) (MELRE B) IXARIZEFR DI
ZHRE L THERESRS VY,

WHEEEECT VE=TIERT LT A0, ®WELRZWES (HFH 7 U E=7 600ug/dl
PLEA G £ 7213 AR R & Maak 0@ ERRIL S BE) 1 iRENT . £z
IR A BT 51T 5 (HESREE B) , JERGENT CIXT VB =7 ORRESRITE (HEBRE C) |
BTN REE CHIITEROCORBENLE E Ly (HEEEE B), HEMMER CIdFHEIRTH-
THMEEITTERZIT O Z LN TH 5, BITIRR OB ITHIR, Mgk, TP L -
TERDEENRD D,

Urea Cycle
Phenyibutyric acid
Sodium — Glycine glutamate !
benzoate v ﬁ ,
Hippuric asid NH, glutamine Phenylacstic acid
,\
N-acetylglutdmate mitorhondria Phenyl acetyl glutamine
NAGS e - ﬁerbamwl phosphate ¥,
omithine TNl . Excretion

N-acetylCoA transcarbamylase
4
glutamate

in Urine
-7
. !
H

aspartic acid

ornithine

Citrull

Ures

arginine

argininosuccinate

Fumaric Acid

E) 7= VEEER T R Y AL 2013 E L AT T a=— el L CENBRGEENBRIBEENT
W5, IR BT AT SCE L TR Y 200-300 me/ke/d BRE L L. SELEIER A IR L
MBI ERHRTT S (EEFEAERESH),
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E) REERT M) U AMTRAEZBEARE L THRERA L LTHV ATV S,

T E=TMET LR OERAATREICARNIE, BEAREINLS (S-23) THRELRDB LML
AT X/ BRFEILIIERER (INIRRBERLY) 2RAIHEET S (HEBEB), i
FlHARICEY B2, BREALNAT I BRAICHREAE 1.0-1.2¢/ke/d BEZ BIZ
95 (HEEEE B), REAEOERED BEITEFZLICRRLIN, YUy, TA¥
=, Tz VBT R UL REFEBRT NV ULAREEFFRA LN, TEXLIETE
REEROFIREAER TE D LI IZBD 5,

HHH JEEEHCIIEREOFIE., 7LvX¥=roE, 57V a—2A0RRE & TEEZITV,
FHRITHBOBIF L SNTWE 9, F7- FA=F 0 7 3 ) REREEREEICITEET v
F= T IMGERHIIIT AF =0 FOBOEBEICITET V= ERRa bbb,

2) BHEHIOIEER

B ORRE TITREFEIE LY - 7 X BERENRERIZR D, 01C KIBJE, CPSI KIBJE
TIX.ERE (T /BEKL Y 2E5T) 2 1.25— 1. T5g/kg/d FRE# BIEL L GEREB).
VRAY VISEE T AKX =) a g BRIRIETIX 1. 75g/ke/d REX BL T4 (HEREB),
BEOBRGEREEICLIVATIBLETHY . BFRENR 0TI LT vE=T LS
NEIVUREEERY ., B EEZEE LEAERELRZ LTV, REHEOE
BEOBREIEMNS LICRRLN, YY), TAX=Y, T VBT N T A &
BEBRTFIDLAREEZHALRNS, TEHRTEREERROGIRENEH TES LI
B 5,

SMENEERTIT 12) BMERESI~OXR] LT, 7 FUBEEMERRREFREL, 7
YEZTDOEROBREICL T, BMHICEC YRR E1TO (HERE B), BFFEN
BLTEDL L, BERE. HEXA. BEREREPRLOND, BEAHIREZIT ) & &I,
WIRT X BROBEZEDETIT I,

EHEEROFIBEIT) EINF U RZEEETIEND DD, MF AL =F %
FEL, RZEZBRDNWITMFHINL=F 2 50umol/L & BIEIZ L-INV=F o FE5EE21T5, (HiE

E£ B)

PBRMEIZ LD 7 =T BREOIMEIDIZY, T7Ya—A A=Y —)LOWNk%E
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179, (HEIREE B)

£2 REYVA I NEREEOEDIGE

A OIRR BIEE ORI

L-T ¥ =% 100-250mg/kg/d 100-250mg/kg/d
(T ¥ = ffE TR L2z

L= b U Lok 100-250mg/kg/d 100-250mg/kg/d
(0TC R4BJE. CPSI KIBEIZHZLD)

RRAEWLT N U bk 100-250mg/kg/d 100-250mg/kg/d
(AR ELZFEARE L THWS)

7z = VBT R Y T bk 200-300mg/kg/d 200-300mg/kg/d
(77 xz=—NE LTHEKINTND)

L-H b =F 1% 20-50mg/kg/d

IBEZROHEIIT, FRIEEQIEFR MM, P 7 E=TE, 7 /B HINey
IV TAK= VMY U EOMONET R B, T AT I F—F
BUN, BFEZEMINCT = v 7 L, & EICIFRSCEROBEGZEA21To, @FAIC1EO
NkZH L MBHRENRSBETHDHB, MFT7 U E=TENEEL TV IBAITEEZ2
DORMRZHRE TE 5,

OTC RABAESS CPST KABJE Tix, MF 7 E=7 1% 150 ug/dl LR, Z % 31,0004
mol/L LA, 7AF =1 80—150 umol/L LA F 2GRN REEDHEIZEL T5, BEEMITS
VALV S h AT, ERRICIEZ U % 100—150 umol/L 12725 X 91
BETS (( 7==/VEBT N U AOFABIIORET I BROBKTARESh TN
DT, ST IV BOTREHBRT D, LhA Y u A 25 umol/L L EEEIZE L T 5,

FRHEEITEBIICITY 2 EREE LW, BICEBEEOL I o, KER S H#E
T 5 LHICED S,

3) FERRT Y —= T B~

BERRA ) == I TRAIND DIREVA 7 NVEEREIL, bV Y UiffE T BTV
Xo ) anIBRIETHD, TUETNOERIE, B0 11) SMREFA~OIG] IC0E
Yo TAARY V== U TEEEENIT CIBEL TWA D, [1) BWFREF~Oxt
S WCRESNTEIRERRETHHZ bbb, TOHEITIE [2) BHEHOEE) ICHEL
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TR EBRGT 5,

4) OTC RABSEDLHEBE DIRE

BT ST MECHTEREEE TR R I N 01C RIBEDCLHEREDOFRIIRETHDZ
Eb D, BIE L EBFIOIBREIISEET (HRE B, FEEOBEGLERET
% FERE B, &< BEROA~T v LHEITIEREIT O N E I MITERDBFE LN TUVRNA,
EHR e RBEE L L TR L HE | BREO—RAIFHRERTFT T - E=7, MF
TI BN ERITO ZENEELY,

5) EEAVL I VT

CPSI RIBJE « ¥ bV D VIGE T AL « TV = a7 BRIRIE « NAGS KIBJE - @7 V¥ =V
MAERE, HREESHERRTEIET 5, 01C KEEL XBEEF N TRIET 2, BEBEIEIC
BB V) T ETI ZENEE LY, FRNRBRE BT 5REEGEFERNR
HEHAL TR, ST EEFOREIC LD HAERMBERATETHS.

6) FTBHE

FSERARBEFE IS L THBEMTONS L2182 o7 O, REFA 7 NVEEFEICEITD
WL, MR ERIED BEERL C X 2V ER], AMERELZ RV IRTEMNRE L NS (M
BE B), BAEICRBW CIARIFBEITON, BEFRHEREE VS, BNETIEMEZ
FERR =B MFLAETHDIIED, FREOFHAICIIMGENLEESLETH
%, O0TC RIBIEDZMEGRERIIIFBMEOBE L EZOND HEREB),

WIHEEORT =T IEIC L 2MES 2 RNRIZE 8T, £0ROBMEEDORNIAE
HBHBEEITY ZEBNZEE LY,

TNR=) 2y BRE CIIFBEEITO LEAREZ 2D b 00, Btk bHRER
PETTHBARHY . FBEOBEISICIIEELREENLETH D (HRED),

5. Ttk EEAGIORRE

RFE A 7 VEEEREOFHRIT, DANCHATHEL TS 2 EMERICEIT 51h
B MIRIFA LRIEPBBIIZITON TV D I EBRBEHO—DTH DI EEZ NS, LrL,
BrAE REARE O 0TC RIBSE, CPSI KIBJE CIIFETHIH 72 < 22V, 0TC RBIEDO~T B
HEIZRBWTH, BEHIICIIAMEEELRE L, AMCBEbLL2ZL013b 5, EmTHROEE
RBBEIRERORELF T VBT EREORHEEMEEEL TWD, RERORS
A7 E=TE 600 g/dl ZBX HIEFTIX, FETHICHRBIEZZETHIZVD, LI
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[ZHAD LR TR OUELTEL D P, —BCERARET v E=TEZE LT
b, BRICE o THEONICEFMSE D Z N TENIE, TERPBRIFRESNL® 5,

BMABZBNWTO T AF = VY v BREMT M) UL, Tz VEEEET N T
LR EOFEYL, BAKREINL Y BREARREOEFRENMLETH D, AIEHEELIC
FIARE L. RERIR 2D B 5 Mg LRIEN B Z 2bi s, S BICHFBIEOBEG & 72
HIEFG B D, TDIZD, MEOCERE, BEALGOSIRSLIEL 85 BEND2L A0,
Tz VEEET N U LR LN =F OB R L TV AEEICIE, FICIREENE
Wb eE2bND, Fin, REFA I NVEEEOLENER LUZEAWCE, HEE
DORBMEELELTIENHVEBRNLETHD,

6. BlFA3CHER
1) Brusilow SW, Horwich AL: Urea cycle enzymes. In Scriver CR, Beaudet AL, Sly WS,

et al (eds): The metabolic and molecular basis of inherited disease, 8" ed, McGraw-Hill,
New York, ppl909-1963, 2001
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