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1. BRIRHURFZE

(H )

BRI BRI T RURE ORI A B L FRIRIE 2 3 5 184 BT EFI 4 AT L 728, 2 DWE,
REKRE, 7 BRELRD, B0 777 4 —ORR, MBS T /BIZ1—Cy-
stathionine ( LAF [ ] XB%) L Wi L 7z, —7% Cystathioninuria (LT TS 0REE ] & BH) HFICHE
KUEED L DX ERLERE RO, FEFICIET 2RI D% v, OBEFIC L FIRRBART
NDHEHEXB b LRI HENT, Znd [TIRE] OBIERTIZ L W2 L& 2 KEFICT 2 /B
3, FOKAR, 1B CEEL CRETL 72,

(F k7 & U Bekk)

1) RIy] oRE—ZKTHEE 7~ 777 4 —THK [+ ] ICRERUVERA»—2, Kibad
FERUGR M A o LD BT, BB, T VBT 74 ¥ —T4—8. 1 —Methion-
ine AffICkY) 2T 3 EHER,

2) W, LR [ rBRERE—FERME,

3) Tryptophan AW RERIEME— Vitamine B ARIC & 5 kM (S RIE] Tl v,

4) KSCNRU KCIO, HriakBr, ' I fEHEgRdimtic BE 2 L - TR TOFEBICLIEOBRIZ R
fad ),

5) I 5-24RpRTRIC A AR L 72 HUIR BRAEER I IS (X Monoiodo tyrosine (MIT) % Diiodotyr-
osine(DIT) i2H L T Triiodothyronine(Ts)®° Thyroxine(Ts) WuiicA 2o vy, MFETICZE
OMIT=DIT #FEPH L 72, FKRC TsTe L4 7% ) FFFEL 72, —partial coupling defect,

U #E)
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ASEFNI KM TORE] OB H (RHFL1H) T, ABI— FOWEEELZHF->Tw?

2 . EBRWE

(B )

FIEGNC FURIRBERRIR T i & L THREZRE L2, R [ »7FRL 72, fRES L kL
B2 THY, ERE [TRE] & BR/ROAHE 2 — FREAEE L oMz ARBEFROGEE L
EBLBWESR BRI L 72, [ RENDAEIEIX Cystathionase ([C— ase |) DBEREHEE TH LY
JEIR E DOBEIIAHL DT [ C—ase | DERNTORELREL 72,

(K& & UM B

1) o] RS RITTHRRIR R LVE > DR,

B—%&ATCHEELZT v b (hkE200g) % ZFI201F 4 )Te25ug 70 % B9 208 RIAT & 4 BF
BRI 2 [@ESH, o) SEOEROEEKEZEHF L2L 0, ) T 9 BEHSEEIZ FRIR 5
BL7zbo, &L, TR FnemEbiml T, We25ST o] R#H2EE1%H 5 Serinedehydra-
tase( [ SDH]). [C —ase|. Cystathionine Synthetase ([ CTS J)ift:% # 4L FIHMRE L 72 Fr,

[C—asel JCTS] icBIL T3 HBMICE 2D LA - 7245, Rat I [ SDH] ML 4 )84.75
+0.16, @) #3.04+0.43, ~~#¥1.84£0.17 (umoles/min/g.wet tissues) & % ) FUkiRHK 1 €
GBI ABICE (. FIRIRFERE S A FIC i 28 L 72, Rat B[ SDH J 2 L lBkL 99—
P ERERDT, »

2) DITHE&RITY [ ] OB —FTRIREM 7 0V —L 28 T DIT #& S (A. G. Fi-
sher’s method)llff/:\\z"C\FVJ BN kA RIBHEERLZRET L2, RUGHED T2 ] BE 10 mM/
mTl36.2%DHE e, BELR S CEEEIRML 107> mM/m Tl 19%I12:E L 72,

3) 7 MFMIFIANBS % Schneider D FETH ML 72F1.[ C — ase | ?4r#ild#% & Microsome
12 % < Adenyl cyclase ?/¥% — > |2—F L . Microsome % Lawford D HFHETEIZ M T 5 &,
Rough &£ Y 3 Smooth endoplasmic reticulum (2%\v, X kY Pure ﬁ‘*ﬁﬁ}‘@lllirc—asej i
WA B Eh 5, [ C— aselid Plasma membrane I2H 5 EF2Z 5115,

4) T b, TR A, FNEFROR, B, 12OV THENES Z5E L [C— ase |G Hi 2K
I, M, EERIC LD M0 pattern AR 5> T b,

Uh 18) |
ORI T T3] BE2 & DIT A ST OABATHES 1L 207212 T L 72 kAL

€23 [ SDH] EMZ{RT X, Serine BEX LA XL, - Tl |[AROKE»HEL [

LB L BEERE LD
Z v bR TC—ase]id Plasma membrane i2H %,

(4 %)

1) XM TLRIE] B 5H (KHE 1) 2BBLARI - FoaEELEH:,

2) R Ty RETIE To] AHE FRBRLES SR E OMICEBEIEETL, T 4bbC
—ase| DEEFREHARFEICL M (] oz, FREBERALECAREEEL ZHPN [
BmEBET S,
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3) [C—ase] DMBMRECHLEAL .

RXOBERBENDEES

FRMES R 8 F A4 = RED KB HEFNIGET 2IERI D v,

FHITTFIRIRIE 2 - 2 AER 2 BB L CDIT fESBEEIFRIREDRKR TH 2H LR L 72,

HMEFIHEEEERETL L. FRBEERTOFEE>EZ SNLEICHFBL, BWERTINE
AERA L 7z,

B FRIRBEERIR T B IUTIR S A S F A= BT 2 ELEMERTRL. R A9 F4=
>k FURRBREER T oM o BARIR 21208 L 72,

XA ML Cystathionase DEE L TN TV BH, ZOBEROMIEAE COHOFLELRL 72,

IHNFIHHAE L TREROMBIZHE T 5K TH B,
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