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Hereditary xanthinuria

Key words : ¥4 v F VIRIE. FH4 v F VBAKEREE T 77 HBEERL

#%3% (molybdenum cofactor sulfurase)

1. B2 - T%

7Y Y REORKNABIEY TH 5 RE~NDORK
BO2ODOFIE, ThbbeRFHIF 6
FHFUN, FLTEFHVF 005 DREN
DS % B3 2B X v F VKRR
(xanthine dehydrogenase: XDH) T& 5 (E 1).
ZDXDHiZ, &% 4T T xanthine oxidase {2
E#sh, RCARTHEEREEZEEL, %
KOEBORECLCHEICHMET S, Chond
Lk, HETIE FHyFUrBILBTEE
(xanthine oxidoreductase) &L FFiEh 2 Z & 3

THAX

ATWw5h, ZOXDHIEEY) 77 v #ifEE (mo-
lybdenum cofactor: MoCo) £ ¥ &5 5. ZD
XDH A RE L TW A MEEHEBICIE, 4>
F Y RiE & MoCo RIFFEAHB. FHF VR
SEICIE, XDHBMRIBD ¥ 4 71 L aldehyde
oxidase(AQ) b RIELTWB ¥ 4 T U MHFET
5. ¥ F VRER XDHOERETHA Y
YFrORPEHERASRMT A LD, £
MFREhL FHUF U RIER REBEEET
BDE L WEREMEZZO, SFIIEERT
HEN, RELTREBERZEHTS. 72

xanthine oxidase 23l 4 DIFEIZ B TREAFHEL

Y A= 2-5-1) VB

;

PRPP

de novo S %

GMP P — IMP

-——— AMP

i

V?’//./ »{///4——— T/ vy
tfaw/—f/ 77‘}:‘/
lmm
-‘1“"1“/7‘/
lmm
PR B
E1 7Y RH

AMP: 77#= VR, IMP: 1/ ¥ ~E&, GMP: 7 =R PRPP:
RAKRYKIVE DY LE, XDH: xanthine dehydrogenase.
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XDH, AO 8175 MoCo

2 Molybdenum cofactor D#3E$ & U molybdenum cofactor sulfurase

&3 Rt

XDH: xanthine dehydrogenase, AO: aldehyde oxidase, SO: sulfite oxidase,
mARC: mitochondrial amidoxime reducing component.

FTHEGLTVwBEZEZONTWE I EDD,
FHFUVRER COXDHAXRELTWS
HATHRERIRL, SROERT— 5 ORBAWNE
Sha.
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FHUFUREIZIBLCEICIDTHESH
SETIC1I00FLLEAHEINTWEN, i
BIENDEBTHL" 947154 71IEEE

WIER, BRREFTRBIEILEAERLEI &2 D,

1990 ERiB T TRRZ 20054 7B L
BREBEINTW LA o4Y, ZO-DLHIOH
HETRIATSIES LA TINDOREUBRERTES
3, W¥ A 7TORROFHMIBAS N ThVA,
SN/ |ETIRIA4 TIOBREROF IS
v,

3. " A &

1) FYFUREZ1T]

t b XDH @ cDNA IX 1993 4E (Z i B X h,
133373 /BIbh s aBEShY *
U FUVRIES A 71, ZOXDHOKRIBICE
0 FHET 5°.

2) ¥YFUOREZATN

MoCo ZHils#E &L L THELTHREHEIL
XDH. AO, sulfite oxidase(SO) & EFE S h
7= mitochondrial amidoxime reducing compo-
nent(mMARC)ZSHI S TWw A% 7 4 711k

XDH & AO DRBEEMRIBT 2 = Lo b, Fls

FICH5HT 2 MoCo S BHi§ 5 REIT X ) B
THIEHEEESNTWA B, o MoCo
FUOBELTOIBFICEEEET2ED WL
5, MoCo &M MoCo DIEfICINE T3
BEFORENIA THNOFERE LTFHS R
7e. AT EFBRLRELZRTINDLELT,

Drosophila ® maroon—like gene (ma-I gene) &
Aspergillus @ hypoxanthine non-utilizers,

gene B{(hxB gene) DRI/ EhTw/z, ¥
A 71N OFEEBZETF MoCo sulfurase(MOCOS)
%, fHREMA T3 5 ma-I gene X hxB gene &4t
CEIESh, 88873 /Brxa—FL, Thbd
LH0%DEFET Y- F TR BETE
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MOCOSIZ X VMMM MENRBZ LICLDTF
HERETA(E2). SOMOCOSHRIEICE
h XDH & AQO #fidssebh, ¥4 7INIRE
357,

4. 8 RE B

XDH (X IFBE R /M e LWtk 2 20 %
BHETHH. FHUFURIEL Btk
BIEEHERXZ LD, XDH RIBIC L D iy REEME 1
mg/dLTF O%¥ L WiRRBEMIE % 2o, RE
PEAERIEE L CETL, R REESHEERIZE L
WEH(Z D4 30mg/day M TF) 2 RY. £
LT, CRIFHUVFIyHhLFHF S
Npnio, MifBLTRPEREG;F ¥
Mz s, Lal, eRFHUFrideRE
FUF - TTZRAFR)VEIN GV AT
27— BICIDEBELLTHHENSGD, b
HEEMEERmMLU v, T4 AERICBT
AFFrF 357 ORFICL o TELS
bDOTHD TNODFR, MFEAFT 7Y~
(eRFHIYFUr+FH 5 2)RED01-1.0
mg/dL~O LR L, BIZFHYFr2EICL
FdFF 7Y VIRPBEHR O L v I8N 60-
560mg/day (4% »F >~ : 70-90%) * 2D 5.
HRIZBULREFANDEZIZYA4 7L #4711
EHIEERTH D, KA X7 3k
BRI L B39 F o 8REPLE LAREE
BAZ2RODBI MDA —F, HPHRELS
RHELR EICBITAENRETIIREEAOS
PHAFEL, BMESRTVWLEFY UV FUERDS
b, ¥V UFUREICEHTEION2/3LE
EFHDOTWAEY, CoFEL LT, RHEICS
RREBRRBL LOERPERBLTVWE L
PN SN TS, EHIEARHTH L. T,
A4 T7NICBWT, XDHRIBIZE AL DT
%<, AODORBICERTILEDRIHS S
ZERERS L U—BBRREIRES AT
vy, AO DIFIEREAXDH %4 L DMBOBER
E—HEBELTWAEI LA, AOXKIBICLAHE
AOTREZZOLVHEREEISATVWS, &
12, ACIZEARYOBELIZHNE L, £ D%
WORBHERBICHNTVE, LT, &4

EPMICBEHF SN LVERET T FANICHE
FRELLREZEDIIL VI LD, AODE
BOFRIHLATLEVWI EICHHBELTWS D
bl b MIBITSAO DAEFENERD
FHHIIHE S Mz ER TRV, RIETIXAO
MHEFERICS < #ILL. BMROZEehk
BRBICHELTWwAI L, 4 BAHCLIY
LCHER 2 LORB~OMEIHE ST
B0 Lgs HIZAKICBIT S AO DHEEA
Licrl, 47115471 ERMBEICKX
AL, HEOEWMOHSRLCHBICHMLTER
DAL A e it B (R INN

5. Bk L EBIZH 5]
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FREE 1mg/dL UT) B & UFR A IR BE Pk 1t it
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