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TCA 4 7 ViEiE % U EBBOBBONEIL, EROFA7uv 757 4 —IZK 3501k
AR AR, EEOMEEL S A4S B0, tHLEERTVEY, ARIZEWTIE, ZORPHE
WEEEOTEMNTEEORT LA TS TH 2, TCAHA 7 VIR LML T, HERHEL, &5
VY IV ERRDT I /BB EBCEEL T, BEABERE 73/ BRABREBETO
TCAHA 7 VOBEEEmM S Z LiE, ZOREBLMHTILTCEROLS 2L LB, £/-%K
MEBBABBEEOR 7)) -2V 70Dl h, L VEELERBREEIEEh TV,

HNAEF I EIIHT A BREARICEFAL 28K 7 o< bEERWE VR Y EBSTEHE, ATl
BAXbOTHET, BELAERITEETH 3, EHIE, HVKVESFHERAY, BESIIHY
ZNRORPERGHEBROERBELEEL 2, -HABEBORE LM BER, &7 v =7 MiE,
b= ZABRTCORPERREEDRHIENRE 2R3 L /=
(FiE% 5 VI BK)

1) RhERBROEIEL L UER

AR EBAEHEY 7 4 (B4 + KHiils) (CIREFEAL, 0.2 NERTHEN, 70L,

HAraw b —BRFHHTRBA VRV BERIEL 2o ANVKVBSHEHNIK0.33 mZEAL,

BADFhEMBLAIEL -, FEATIE, L8 CLVE VB 7108 AV /L VEE, a-7 b

TNy — VB, Tuvct B, aNIB, TYVEVEFERTE,

2) RebPRAHEE O EHE
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R BERS, £%1 A4, 27 A~ 15, 1~28&3, 2~7KIF), RA 4 B0 R R
AV, RESHORPERBOIEHEELZRD 2, FHERME, RPECVEVE, 7T VB, o-
TRTNE - VEEFRMNHARERICEET, ZhoESFTETIIIo0hEPL, 2FTHAD
BHIZ7% > 7=,

3) BEERBIRORP AR

BERIRAR T4, MRARR2LZORTEEELFAN:,
7z, BERIEBRIZT K ERs, K°}veyﬁﬂﬁﬂ<§@ﬁ§§i (lipoate 75 mg, thiamine
150 mg) 5, HLU /7 T VvEBEERITE2 VY, OHFE, YLVY VB LVRFPEEROEE L H
N FEFRMAARTIE, 3 FuX JEBAMIML THY, Y b= ADRETHZZ L 2R
LTwi, IRIBRTIE, RPIE, CVEVEE o-7 NNV —LVEBBOWINE#/o Rbe-7 b
7'V & — VB3 lipoate, thiamine 5T, WAL A -4, 7F7ER5IC LY, IR,
CNEVBORBDEFITLT, BOLR, £/, 72 VBEBSTRFe-7 M7V 5 — VERIZERIC
B 7.

4) Ornithine Transcarbamylase RiIBiEER'R14 (8F, &R) k728, 7 B
#5275, OH7 Y EZTH SLORPERBROED 2 #H N/, FEARERK Ca-7 M 7N
Y—VE, 7T U/BPHEMLTEY, Zhold, #b7 v EVRFEICKY, M7 v E=T7 A
TADITHITLTC, £K0BIIL 2, —F, R an7&I3ENLT v EVRFICED bT2ITEDL
Teo 7T VEAREIZLY, RP 7 VB, o-7 MV S — VBRI, 2BERGE T TERBICHML TV
Fzo LA LMAFT vEZTIE, #E#®I1BMBE TR LAY, 28MEIZE, AFTOEZRL
2o

5) 7 b= ARRDIRPEKRE

ISR E B IR10E (2~ 85%) DINRRBEFOIRFAMBM LA Kh3 - Fu¥ ¥ B
B, TVEVEBPHEIL T KA I VB, o-7 M7V 7 — VERIZIERRIZHART, @D
LTwik,

&)

1) ARV ESHENE, ATUESHE COROMABRTHINTRETH Y, AREEHRBABEEE (
AFNvua yRIE, 79t BIE [ VEERKRE SILBOES) ORX7)—=v7, &
F VA DRBTORBBOBBEREIT T 2DICEHTH 5,

2) MERARIIASNa-7 NIV I—VEBIRDREA L LTI, BEOBADARMT A DR L
D, e-7 b7V — VB (ENVEVE) BREBROMBEORZIZEZLDTIELZL, ELEY
BRI LY, ZRMONZe-T PV Y - VBBOEBE E 2L TVWAR3LDEEILN, T4bb,
a-4 v 7y — VBRI AKFE X TCA 44 7 )V T rate limiting step 125 ->TWBTHBHEEZ
Y (A
3) OTC RIBEABRDa-7 /N5 — VEEROKEIX, &7 v EZTMAEICED, a-7 F TV —
WEBOKEBE RS h -2 btk EL LN, /- OTC RIBERRAND 7 L VBRI,
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ZOFEFIT, —EMT, Bl EwZ AR ERS,
4) Fh— AR, TYEVERMINLY, RO oBILIAEL TR Z EMRaR,

ARXNDEBEREROEE

TCAH A 7 Vi % EUCERBROBBOMEIL, MEROFA70~v T 7 4 — 12k B35k
JEHEZ AT OMBE L E2D 5720, +aE s TwE v, RFRIE, » VRV BOTE 2
WV, FEFIIETSNMRORFEERBIRERDOIEREZHAS ML, /-, BERIE, &7
ZTMETDa-7 b 7N T —VEEREE, ¥ b— Y ATOT7T I BEMOKKICEL T, BiFT 52
EDTE S, AR, ERMABBRBRBENX 7)) -V 704 %5T, BrORETOEEE
DERE A EREIIRIT T A3DICLERL HETH 3,
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