KXc—19

FEZMREDREEX REARERNE) ARAREESE
Rk 2 44 5 H 2 5 HEUE

HEES: 11401
MEiEE - HEFHE B)
BFZEHAR : 2010~201 1
FHEES 227902109
HRZFEL (FAX) VATAVEAERREREMER VOV E-ERMEREICRIET
BR7 I/ BABEHOKRBI DR
HEEEL (EX) Analysis of the role of sulfur amino acids metabolism in renal
proximal tubules using mice lacking cysteine—producing enzymes.
MEREKE
FRE EVE (AKAHOSHI NORIYUKI)
MBXE - KEEEFZRARH - B
HEEES : 70534551

EREOHME (F130) : MEEBLAT A= 20 AT A4 VICRET RO 2 BEFRE
Cystathionine B-synthase (CBS) & cystathionine y-lyase (CSE) D/K4RIX, RIEIIEE
JRHETZ DS, BBIIFAELIERIZIZA VY, ~ U A CIIMESR IR BTN RANE 1258 < 3885
TH0, AMEFAHRDOLNE TCOAEBIER ZRE LTz, CBS XK~ U A TIEEMED S
WA F A= DRPPEEDZRMRNDITH L, CSE K~ 7 AT CBS (2 L 2 GEHHD
PN & <, MFEOHEEICEDD EEXx bV, £o—RIEHF 7 CSE XK E~ U AT
S IR E B EAR DR HED b o 7o, WIEER XM E AR K 1 O b KE ZPFEAT 508, B
W ORAb /K FILEEEE OB FREICFEL TB Y, WE~OBEENRE X LT,

WFERE SR OMEBE  (330) : Cystathionine B —synthase (CBS) and cystathionine y —lyase (CSE)
are the transsulfuration enzymes that are involved in sulfur amino acids metabolism.
CBS—deficient patients show severe clinical symptoms, while CSE-deficient persons are
considered to be free of any clinical manifestations. Although both enzymes are primarily
expressed in the liver and the kidney of mice, their roles in the kidney remain to be
elucidated. In CBS—deficient mice, the urinary excretion of toxic methionine was much
lower efficiency, while the cystathionine was efficiently excreted into the urine in
CSE-deficient mice. The efficiency of excretion is considered to be related to the
difference of symptoms. Pregnancy—induced hypertension and proteinuria was developed in
normal-appearing CSE-deficient mice. H2S that has vasorelaxant activity is known to be
produced by CBS and CSE, and its distribution was overlapped with both enzymes in kidney.
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