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HTHok, MPT I/ BOWFTRAF A=V OBEMETE 9 5 2mol LTH o %o

ABEROFEBRMFMetiZ 8~ 1 2mp de L BETH - fctd, EHRBREFCTH -7, AK
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Table I
Specific activities of several enzymes from:an infant E:F@MA T Eﬁfbﬁﬂﬁﬁi Liau 5@75{%’

liver with hypermethioninemia

cystathionine synthetase it
Suda BOFEXHREL TiTo7,

Enzyme Control Patient

nmol/mg protein/hr

AdoMet synthetase 5.62, 5.80 1.01, .0.81 phenyl—sepharoseﬁ?AVCiéMAT
Cystathionine synthase 49.2, 52.4 53.0, 47.4 .
AdoMet-homocysteine iH ¥ 3
e thy Leoore forage 1.52, 1.23  1.31, 1.16 D4 Kunz BOFHELL kiis iz,
Betaine~h tei Ny
mthrliranstorase -l 356 2.0, 34 MATOFRCHTHHMERHEML K
Methionine-ae-ketoglutarate aminotransferase . . P i - B
12.3, 10.2  14.2, 11.3 7y DL BEEERTRELREL T,
A control infant liver was employed as comparison. ZOHMERaBEDBERRIGIRH DR T
Acﬁ;ities ar: expressed as m;iol‘ of product g{er mg :
80 e protein per hr. Two fferent protein - por =
concentrations were used to express each value of ‘the ﬂ bl 8 &E L 7&‘/‘ e ﬁ‘ﬁ@?&g hfll\ 59
activity of each enzyme.
Table II
Properties of AdoMet synthetase from an infant liver 2] =+
with hypermethioninemia B E & R
Control Patient
Assay conditions -
(% of control) Jﬂ‘@ﬁ%?ﬁﬂ%“ﬂiMA T ?ﬁﬁ@@-ﬁ‘s@,ﬂg\
Contrgi system 100 100 D18%ELETLTERD, fBOAFA =V
-Mg 1 3
-x* s 6 RANERECBIE L A BRI EEE IR & 208
-Dithiothreitol 59 75
-Dithiothreitol ol (£l ), FBROMATIZ
+ p-chlo?'cme:curibenzoate S 40
0.5 mM) . . ¥ .
dimethylsulfoxide i X O & ERF A
—Me250 (10% v/v) 700 106
+Tripolyphosphate (1 md) 53 22 /£{+ P-chloromercuribenzoate T
+Cycloleucine (1 mM) 43 36

FHHRET ARV RATEERBFE RS T
7z. phenyl-sepharose 174 CTHHEL
THHEBADE— /I a B, 2BEDOE—71CE, r BEHEIND T Ldibh o TH B,
BRO2FHOC— 7 0—H% L DL Tdimethylsulfoxide ZMzZ TAHTHiEH ERIRRA
o,

AR+ 21gGHithE 2 5°C, 2BRIRIGCEEMATOERE T 45 & BR CRIEENE
CH L TE FRIRD R0 5 oo '

HEDZ L X0 BROFMATRS » P THLEDONBBREO r BB LAEEHDTED,
BABNOEBREBNERETE2RAEZL TV 0L Bbhi,

Soluble fraction from liver was used as enzyme sources.

= 'S

AFA =B Transsulfuration BB R FEEE INLTWS, ZOFIMAT,
cystathionine synthase 3@ N3, MATXRBICLBEA F4 = MIER Gaull ©
Finkelstein 5IC X > TBE 5 BIBBESRTWEY ™ ZhbOHETMATRERD 8~
18%DETFTTHD, 5B 2HTldcystathionine synthase bRPETFTLTWA, LAL



Gaull1biRRMR-CEERHE Lymphoid cell OMA TERRIEE LHEL T 5B, é&%{ﬂmt
TRTEFERTHY AAO L S RERPEE LT & IZEKREN,

Liaubidt FMATkId high, low, intermediate Km®D 3D isozyme ¥ 5
LT#%Y, Tallan, Finkelstein®3MATXKBHTKm , Vmax B o> TWi s B|EL
TW»b, AEITCHEEET OMIC isozyme DRFERSOABERAFCAONRD a , FRITH
< BRRBFCRFAHER , EHERICADOND r BRKEIrEHDTEY, TOREMA TEHEINME
TURA F4 = XKL & Bbh 3,

Benevenga bid * ¥4 =Y®Dminor pathway & LT trasamination pathway O
EEXHEL T0D, Vit Bg &0 RREERIBTITHS25% transsulfration pathway @
78y 7KL Yminor pathwaydSHMANCITH U methanethiol ® hydrogen sulfide
REDREBICPHARBEDSERINSED L 5 A FREES. BERBRE&5T LIcTTHERER
oo

MATRBICKIBEA FF =V MIECRWTIR Vit By BEREDHTHIIELD TR EE
ThHTESD DO, EEIDETH D, X A FA=VRRIZLES L WEEICHBS 5 04E
¥hoHeEEbhs,
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