Bt oj ¥ T E BT
0% X E %
Cystathionine ? -synthase BizFIZA 5N 5
A FF = VIRINIISE L BB A G HERRE OB

F i XNBEDEE

WA F A= BENERT S04 XF XFRAERK (mrol) DR H
AFF = VESROBEE L% 2 b1 Scystathionine y -synthase (CGS) EzF 4%, *
FF = VIRMIZICE L EERHRE LRI L e NI L.

mtolZE R TI1ECGS mRNADE A F A RIBRDI~5E Ik o Tk, 72, HAE
RIBRICRI S X FF = %25 27254, CGS mRNADERPETTHDIIxTL,
mtol- 1ERBBTHBVLRVOERLR-o7TETTHY, A FAVOREIIRS
Nhhot, TNLOERLS, FERKIIIXF 4=V RMIZEE L TCGS
MRNADEREX A ABHEBIFEEL, mol- EERTIZIZORBBV;G» 212D
12, BEAFA=UEBREICERTAEEZONS.

SR\ EE L7250 Omiol BB A TR E 2B, molERIICGSHIEFNEIT
¥V 08T I/ BEEVIBLBONLERICHNBT A e bh o/, T2, F
NRTOLERIIT7IVEBBRAEI EEBERTH o7, ZOHERIZICGS mRNADE

BEOIEISEICCCSERIZEFEFNEILX YV U lboTWwAE I EERKEL TV

—H CCGSRIEFRIAFIHDO A A = XL ZBATH720DIZ, ANVZERVIHE
¥47o7:. mRNALAVOHIEICRESERAS S L UEERRHEIE1 o5, 71V
RACEBHERITHLT I F /74 vDEMRX AT L TCGS mRNAD I % 5~
7o, FOER, BFAERBKICAFF = 2MR /2L £I12CGS mRNADFHEHNES 2 5
Tt, BrUmol-1EE{RTEIAF A VIRIMZEBHEBRON LW L2707
o7z, COKRIICGS MRNANDEREOHIHIIEEXREICLIZINTHAL I %
RLTW5,

FIT, AIVAEBW—BHRBRIIBWVWTCGSEIZTFEIL XV » OHERERF
2T o7:. BERKOSEITF Y T 2idmol-1~mol 4EEKRDEILF YV X DCK
WAL R — & —&fEF & L TB-glucuronidase (GUS) DHEERIZF ZHAR T HD
TTORE, ThEH)TIT—FFA VA VASSTUE=F —DFIHTIIH
WHETITAIFNERBELL:., AN TIAI FEABFAERMKERO IO M 7T Ak
WEREILECI>THEAL, AFF= ViR L AGUSEMDEILZRA~NT. £
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DFER, FAEROEILFY Y TRAFFZVFMICEE L TGUSEWET T4

DL, molERBMOEILY Y vV TRFEROEITF Y ¥ L) BVGUSIEE%E
TL, 22, AFFZUFEMCBRE L kb o7z. T, molBEOEL/IZINY
LTI/ BEBERYELEVIERBRPEALLEII XY U TIE, HEROE
ITXY  EEBOEFERLE. 2FNCGS BIZF VDT I/ BREFINFAFF
Z VRN E L2 CGSBIEFORBHMICEE R 2 /O b o 7.

CGSBIZFDT 3 /7 BEEFHIHCGS mRNADEEZHEH I BHboTWwhETH L,
CGSIIEEE L LTOBEICIME, FOEITF VY VIZIZmRNADKEHDOFIHIZE D
ZERFLLTOBELEDoTWALEEILNSE, #2TC, CGSEIZFOEIZFV
~HSE & DCGS mRNAIZD AE < (cisi2B <) 2>, fDCGS mRNAIZH &)< (transil
B PERETZ7-010, BEROEILFY Y bmol BRBIDEIZ XV V%2 £
NEFENBEE oL R— 9 —BEFIIOLWVWETSSAI F2HEELL. 22077 A 3
FEEAERKBROTO NI A MIERICEAL, MHADOLF—F —EHEL RN
2z A, BEROEIZF YV bmolZERBOEILF YV VIIBEWIIRELSD
HTWIEDTRENT. Tibb, CGSEITF VDR RTF FIICGSERZFITH
L CeisicfBd 2 eabhor. T/, INVAICBWVTCGS mRNADER TRz L
ZAH, AFFZVEMIE > TCGS mRNALVRUDET§5 L &b, SHEOK
177:CGS mRNAWTH L A Z Edtbhol. ZOMRIIAFAZ VML - T
B 5CGS mRNADGTROTHEERNLEZ OND.

CGSEIEFICESLN L A F 4+ = VRIS L 54 HHEE 12, CGSEX
FOEIZFVVDOT I/ BIFEETHL. 72, CGSOEITF Y VITBHFNCGS
mMRNAIZIT L TOA#EET S, RIRTFEEVRIBL L) T b, ZOH]
HACGS mRNA L CGS DEI1LF Y v ASEET 58, BILHROKRTRE TS
LEZBIENTESL., TRODENLVEDODEFNVRRB L. CGSEIZF»
5CGS mRNADEEE &, #DCGS mRNAIZY KV — L4 AL, BRIy RIEE
5. CGSOEIZFVUHFBRENDEAFF U hDIr I AF = ORHBED
PODMEHPDY T FVEFTT, BFOMRNADGTENBIHEN)IEDTH A,

—F, AFF Vi bR LDETEFIEICE-TEHSTERTAHIEDNT
ERVWIAT I/ BOVEDTHE, ZORDIEPD A FF =V ERBITFEEFMNIC
SEETHS, LALLHFS, BF. RELDIEFOXAFS =V EEIIEC, X
FA=VESBIIEUCERHOREIBEL L HEICLIoTHAAONTETVS, 2D
£ LBIRT, MYIIBTEAF A=V EASRFHOS>FRELMBET S I LT,
EYDAF AV EEEBRTHFEROEBRL LR LDTH S,
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PR LFEEDNER
T E BB ME @

B & & ® T E W W%
B & B A I K Z

24 WX E %
QNNMMmestﬂmeE?K&Ehé
AFF = VNG L EE#HEBREOSRE

A%CIE, K20, %3, 3IAXME2E2E S, BEKTIOMIRITHS. MIZBERI3
ENEMENTWS.

BEEMIBIAAFI = OAEGRIZEEICHRHBEINTED, RERGEFICLSTHIE
NOEEEAF A= BERIZIZ—FICRENS. FRXE, BEHEAFA = 2 BFICEHET
52014 XFXFdDmtol (methionine gveraccumulation 1) ZROMBHTICED, AFHF
ZOESROBREE S E X 5N TV Beystathionine v —synthase (CGS) 23— K3 3i&{=
FOREMN, MRNADLEEHEDERMETAD 74— RNy JHIBAEZITI TSI EEHLSL
IZLEbDTHD. BONLEROBEIIUTOEITHS. | |

1. mtol-1ERKRICBIT B AF A= U A RBEERRRETORERNT

mtol -1 B TIZCGS mRNADEREAH L RIBKRDI~5FIZmL T, £/, B4E
BRIZAF A 25X THIET 5 ECCSMRNADEHBMNME T T 50IcxtL, mtol-1%8
BBETREWVWLRNVERSEFETH-7=. INSDOHEERDS, BARKIZRAFAZVEH
INZEZE L TCGS MRNADEFEEZMA ZBBENEET DI L, BLXUmtol-1ERKKTIZZ
DHEIHBERREBL TWS ZENHASMMIL .

2. mtolERDFE

MNICHBEEL =5 DOmtol BERBRERANREE A, TXRTOmMtolERIICCGSELZEFDON
KMMNSEBOT I /BEN/-HBICREL T, ZOREKIICGSEBETOEIIFY I
FMIELTBD, AFAZEMCHEL=CGS mRNADHMIFEEICCCSEBETFDOEILF
VOOEBENEDo TWB I EERRLE. £, WTHOZERL 7 I/ BEREZMN-ZL
HEBEBRTH .
3. CGS mRNADOLEM DR

mMRNAL RV OFEICBEERSB X NEERRAHNEZ S5NS. BAERBIUmtol-1
ERKEONNAERBICESHEN 25X TCGS MRNADEEWLEZMIT L. TOME, B
ERIBRTIImtol - 1ERKRICH R TCGSMRNAD B RNEL, AFA= %8515 &L TX

— 937 —



SIZHMREE-ST=. ZHICH LT, mtol - 1EBRKETORMIIAF AV ICERZHETH
o, —F, EEHEEIFARGEmol-1ERETEVWIR SN o, INSD/R
1 5CGS MRNADEF B IZ MRNAD L EH OB THE I N TWna 2 ENH LI 7.
4. CGSEETFEITF > DIBEEMRT '
ANAERANE—BRNRRRICBWTCCSREFELITF Y D OBIMITET o 72, B4
BIRE-IImoIERKDEITF Y D EVR—F B TFERALEEDETDORE, ZTh
EHYIST—FEFA I AIISTOE—F—DHIETIZBWETSAI FEBELKE.
INSDTIAIREFARMKOTON S A MIERBILEICE>TEAL, AFFZ
RINCEB L R—Y —EHOELERANE. TOHRE, BEROBLIIFY D E2FDEEIT
mtolERRDOEITFY JITERTLR—F —EHEIMELS, AFFZUHFRMICED I S5ITE
KIzol=. —F, mtolZERBBMOEITFY VIRAFAZVEMIUSE Lh>7=. Zh60
HEMNS CCSERFEITFYVVRAFAZVERMCEEL TEEFREZHET 20
HEN D+ EEEEZFE D T EMNASMICIRS .

51T, molERDELCHFIRICHLTT I VBEEBREHDIBWERERBEREZEAL K
EBITFY T, BEMOEITIFY ERBO%EEERLE. 0T, JZOREICE
CCGSEITFY DT I/ BRFIVBEERREEZHEDIENVHASMIIR S, T, BER
EmtolBRBODEIIFY V2 FNENERE S LVR—F—BETFIDOBRWVWETIZAI RE
BEL, 20075 AI REZFBKHFERKOTON T SAMNIEALLEER, TIThO
BILFY ROV R—F —FEHICEE LRV I EMWREINE. #-T, CGSE1LF
VDRI RTFRIBFEERUZCCSERERFINLTOABS (RITHS) T &0
ST,

5. CGS mRNAMH DO H :

HINAEBIZAF I 2EML TCGS mMRNADZHEBORB L ERANIER, AF

ORI E - TCGS mRNAL ~XIVHHE T % L RIFFIC, RUAZEDAD, SEEERN
7=CGS mMRNAWF MEL B Z &Mtbho7=. ZOWKIZICGSMRNAD S EOFHEY &5
AN, '

UED#HRLD, CCSEETRAFAZCHEMIEE L -EERHEAEEEEL, oM
HIZIICGSEETDEITFV  OT7 I /) BEFINEETHDZ L, BLUCCSDEILF
VB HOmMRNAICK L TOAMMBEET B Z ERBHSNCR- 2. RURTF RN
B ENSTEMS, ZOHENCGSOMRNAEEITFY > RURTF RNEWITEET
5, MBHROBRBETEETVDEERLE. INHERELT, CGSEETOHRPIT
FAEBITFY Y RURTF R, AFFA= 2B LK BEFORBEYHL SO T FIVESZIT
THHOMRNAZS RN S BT IDICEETEH NS EFIIERRBLZ.

AFFZURBEMCES>TRAT I /JBOVEDTHD. LMLEAS, EFH BEED
REFOAFAZERIIT2 TR, RRICTHS NS NICCSRIZT DR HiliEH
i, FREOBLREHIBEOEELZHASMILEDOHRST, ENDAFFI VIR
EHPTHTFEEORABRE L THEETHS. Lo T, EEEFRRTEHETVHL (B
#) OFEMLERTHDICTHRERERTHHOLEDI.
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