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Xanthinuria
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T CRHOEMBRAHED TH S RE~DRK
BO2ODHIS, ThbBERFHFIF D
FHIFrN FLTRY 2 F U0 OREBAD
IS DW & 2 i3 58BED, ¥4 0 F VB
7% JLI# % (xanthine oxidoreductase) TH 5. Z
@ xanthine oxidoreductase (&, #% xanthine
dehydrogenase (XDH) & LCEI< 435, » D&M
F T xanthine oxidase |2 X, MISHAFET
EEBEETEET S XDHAXRKELTHA
BEEEERIZE FHrFUREEEY TV
#iE 2% (molybdenum cofactor: MoCo) KARSE ¥
H5.

¥4 FVREE, XDHOXRETH 5 F
YF Y ORBPHREEAIEINT A2 L6, R
ERse FHUFUREICIE, XDHEMKIEO
7 4 71 & aldehyde oxidase(AO) b /RIEL Tw
554 7 UNHEET A, MoCoid, XDH, AO
& sulfite oxidase (SO) DHEEE TH 5. L712a8
T, MoCoRIEIETIX, TNHIDDBED
RIEZAD 5.

FHUF VRER 1954 EIZFHMOTHRE SN
SFTIZ 100 P LS TRiy s T 528, L
BENBEETHL. #4715 4 71LIEE
RAIER, BERREFMAFIZEAERLI END
1990 FRi £ T Tl Y 1 TOFEEIIZE#HRSITY
Bhol FDilH, ¥4 T1IEY LA TUD
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HEHAE

HROFEMIIAHTH 5.

MoCo KIBHE L 1978 412 XDH & SO D ljE%
FORBE LTHMFHESN, TOHA0LK
HLTWBIEFHLMIEINAY. MoCo/K
HREGINAREETHLP, Pl LLHRT
A0 RAL EAHE I N T 5.

3. "

a. ¥YCFUOREZATI]

FHF UIRESY A4 7 TIZXDH O RIEDEK
TH 5" k& FXDH® cDNAIZ 1993 FF I BLEE X
N, 13337 I VEEL D252 EhmEINLY

b. Y FUREZ1TI

XDH, AO & SO f. MoCo #fififr & L TL
YE3 55, XDH & AO TER XS MoCo
OffEEIL, SOTEREINDZDDLITEL .
MoCo sulfurase X, MoCo Wi R T & flAA
H, XDHEIDO MoCo 29 AEZETH A" (H 1).

% 4 7 1iZ MoCo sulfurase D/RIBIZL hEZ b,

XDH & AO D#EgED b A, B b D MoCo
sulfurase gene {3, 8887 I /@A a—FL, M
[fil4& & % Drosophila ® ma-1 gene %* Aspergil-
lus ® hxB gene LK 30% DFET I —%FT
5.

c. MoCo RIBIE

MoCo X $8#EiZ, XDH, AO B L T'SO D3>
DERVRBLTHEERATHS. EUYTF
TFY VIR T FUPRMLFEEL LD
MoCo D ERADEEIZ L D, MoCo KIBAEIL
B2 A, Y TTFVOHBANSNDERMEIZDN
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1 MoCo D& DS LU MoCo sulfurase 12 & 3 KIS

GTP ————>»

MOCSI1 gene
(MOCS1A, MOCSI1B)

cPMP ———»

gene MOCSI gene

protein

(MOCS2A, MOCS2B)

molybdenum

MPT —————» MPT-AMP —— MoCo

GPHN gene
(gephyrin G domain)

GPHN gene
(gephyrin E domain)

MOCSZA 1B % &%

(MOCS3)

K2 MoCo&REDEEBFEL/NY
¢PMP: cyclic pyranopterin monophosphate, MPT: molybdopterin,

TIESIIIEH I N TV WA, BFEICR D
bt b MoCo &RIZET 2 BIZFOIRIESMN,
ERROEMPBHL NI ENTEL(E2) ™

4. & HE 5]

a. XY UFURE

X F URER, FRAASEEEEE
&0, XDH RIBIZ X D IRRER IS % 720, FREE
EAEBRELIKTTA ZLT eRFHY
FrpoFYrF AR nion, Wik
BIXURPUERFF U F U/ HIMERDL. L
L, ERFHFUFLEFLRFFUIF - TT
VERAKRYEIYNDITFT VAT —HIZL &
e LTHAINAED, HAEED EIXEN
L, Fi AEBIIBITLFHF U7

ToORBIZE-TELZLDTHS. FHE
ELT MEAFT T (e RFHoFr+
FHUFV)EELI-10mg/dLOEHE, *
HrFrREICLEAFIT) VRPEEHEED
60mg/day 75 560 mg/day (¥ > F >~ : 70~
W) NEVHEFELWEINEZED L. RAHE
BT, A4 7147 EDIEELAL
BREIRTH D05, BRIRB T F 27 VR
WML AFHrF v EREHRLE LIZIREER
AL, PR EIZBT LEAREG T,
ZLLARBEAOEGHIZ L, R LOER
PHELTHWAIENFENEININSE. —F, AO
DRIBIZEL D EBDNLH O P LRERERE —
BRI HE STy, AODE2E
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DEVHERSIZES L, £ oRYoEERE
AT WD, b MIBIFA RN EHROR
B S Z TV,

b. MoCo XIBfE

MoCo RIBFEWE, ¥ ¥ F VIRAIZ SO RIE
WL BIEIRDMb B DA THBD, FHoF
RIEEIZE L Bl o RBERERBIUOTFHE
R

b F SO, #RGFHEELTMoCo% b b,
TEREFERLTWA. SORMEEEL T 3
JBTHDILYATA VY ERAFF =V DMROE
OB EICE E, EREED S WMEE~ OB
LZMiET 28ETH L. TERE D O
B TE bR oMERRICL EELREE 2 E
S>TWh SODKRIBIZIDIXETH % WAk
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Renal hypouricemia
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1. 58 - T e

T RO ERAHEY TH B IREL, T
Bl SNSRI S A, EREEEIL, R
B~ R EAR) & T2 i & LERE
BEONT Y AL EESNTWE, TOFT
MERBEOHREIIL, LY REIEELTNS
DHRIBHRERE TH 5.

IRBRIIE O e F AR 2 25813 20 £, WEF
HIZX ) MEREBMEY 1.5mg/dLU T4 54

mg/dLUTFETETHLL, EXFHS Lal,

Bl Tl M R EE(E 2mg/dL LUF % 45K R e I
FEE L TWAIEZ . RIRFBMAEIZE, R
B P AR T BUECHR B8 IfE & PR BR PR 7T HE BY AECAR
B e CEFAEA R BRIIIE) 25 0, BFMEAC IR RE I
FEVHEERTAREROEDIZLALE LHD
TWwhb,

2. & i

HHRBEINGE & ZH 572012138, RPE
EHHE R REVE R DI TCH B IRE7 U T
T A (Cya) ¥ 721% Cu/Cer (FEUA) Z lE T 5
WD D B 720, FEFEHIE T TR E

ELTTId % CERRBIE & L TOHRENES .

Lol BARTHHEEBRY 5 EAEIRO R BRI
i, B ACHERERBIETSH S K
PREEIMAE DHBELL, H1E0.14-0.22%, KT
0.25-040% TH 5. HAICBWTHEEER
ECIRBRIMAE S, MENHE L L < BEHED R

LEFE

F1 RESEHTTERERBRIMAEORKE
RV IR B A GE AR - 1R, 28D
Hoe 56 1k PR Ak 1 . 6 750 K PR B o o S R

FCHR T )
#{Z% Fanconi fEEHE
%ese M Fanconi fEEH#E (B, Wilson 9§,
£ 3EvRElE, ESEENEL )
SIADH
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PR R
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4 (benzbromarone. probenecid, sul-

finpyrazone 7 &)
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TG T W
3. 1" 73] #
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DEFHY, THEFTYAR=F =&/ LT
fThh b,

FREEHENME o TR PR R IRE OO JRUA A & 1 1R
T BRETFHERBIENEKN & LTI, &
LR E OB CIRBEOHRIUZE { b T
v A R—# — urate transporter 1(URAT1) & Ifl
ERECRBOFRICFENE L M T v AK—
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