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EFNIFE LR L7 FO-OEREENAEIC
MO LNDLEEEL AT 5EIE - BRI
R EFBERTHALTAMEbHE S L
2 U, BB (CKD) 2B W T B R
MAELERRFTHLAEEIREN, F-4
BERICBW T BRBENSTEE 2 {EET
HIEMWRENLZEHDS, BREBEILE S KIS
BREOFENEE 2 2 WL FRMEE LTy
B2

BB T IO IEREE LR T2 L
»5, EEMEICBCTERBIE: BEED
KRR Z FREICEHAT 2 0LV, HoHE
B EOBIEE R EQRIT T, BRE
MAEAFEEZ G| & T 2 RIRD
HHEEW L EROMEIILL, HohizH W,
HA® Iseki 512 6,403 ADOZZHE % 246/
B L, MEREBEIINGE 2 L7 F= S~
DR EIEOMMERL, MIEREMESOmg/
dL DL Eid i REEE 5.0 mg/dL &I L, #
DN ERELENT29, LHETI104ThH-
oEIRE L TwAY, %72, Obermayr & i3l
BRIT VT AT 21475 N e 7 A EREBEL,
CKD A 57—V 3IZ#R T 54 v XIhid, miskR
FefE 7.0-8.9mg/dL "C 1.26, I i%RERAME 9.0 mg/
dLU ET163THYH, MiLGEHREFTH
BHERRTWABY, EIZRIL 177,570 A b DEDS
ZHHEDBEBOT— 7 BB SN, IMEFER
BRIED 147 quartile i3 F i quartile iIZ%F L T
HEALIERTENY - FHD214TH -
VAR S Y (WA

3. ™R EREE ]

a. RELECLI?BEEOHFE

IR TH HRBBIZERATIEA A L, R
B P oA EORBIEOREN LD, F7-
A F Vb TREZ DD OO THET 5.
RPTEREEREBIEOW O THERLEL, R

Kimiyoshi Ichida: Department of Pathophysiology, Tokyo University of Pharmacy and Life Sciences FE#H} K
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~NORBEOERBEEZBEMEIIL TS, BIZ, R
pH - ROWDRHIZEH L T D70, REE
DRANDEREZPRIIZITE 2D, BB
VR, REBIEFH LT 2 5.
REBIRERMAIE IR 2588 L 72, SR
&% RO TR EE O BRI & 43 O T )7 ) VE >
ERESFAAL, BRENIIGRRETEES L
72REED 6-10 % SRR ICHER S NS, R
WARDOFERILAYT N, RILEHE 100 5L L1
BB IND0, BREMICESE T CIWRPR
BRI 105 L8 T 5. F7:, Bodkk
& 0 A RS DI TR I 2 &
ME . BET CRREBOBMERET T 57
%, RPEE LIS p o RPRBEESEL &
LEATRANE 2 5 £ 5B IHTT TR R LT
HLR T WIREEIC 2B, L7225 T, SREBYE
B, BREEORMBERE TR - IRERIEAWT
HL, ZRICKZREREE - RMEEOHEL
L CHENDRBIRILAEIREZY, Fhhbh
TR 70 OEEFRISILICL A ERE
ETHHLEZLNTWVA.

b. ZOMOBEZOES

B, REBEOEIZL A EEEDSNOBIEIC
LY, BRENEIEEEZFISEITI LN
XN Tw5, Johnson 5D 7N —TiL, o
A —F¥HEETHLFF YV VBEERS LS
REBIMIEEF VT v MIBWT, REEE S
MEPEEEZFIZRIL, BICREBRTED
FRHICEY, ZThodyETAI L E2EMEL
770 F 7 Ty bbb NoOME ORI
RV E v, REEPRESET A P A v
PR T OEML, 7 —F VA NVEALE
LA LV AOJERMELEDE TH 5 —Mib
FRELEOWH 2 &% 8 U ClE e iao
wasE, MBI IR RREEIR T R R 2 AR L,
MEBEERICERT L ERELTVEY. ZTh
S5O &5, BREEME B AAE ME <O
BROBERELRDILEDRFEZRBLTY
59 BIETIE, A7 F—ZABEERICLY
FRashs A A VEIEO—-IIZ, BIRE
MEHNEES L TWATREMEDIRRL TWna"
FEERICBVTY, BIREBRMIED S ME, A

T 343

VAN CEFERATR) v s Fa— A0
W LEREFTH), MEREEL &7
EERTHELSRTWAEY, Lal, ERB
MIED NGO E % VIET 5 72D AR
BRASLETH B0 BEREEMFE A3 50 AR
Bo#@Eizg < v, R, CKD BEHICHL,
7O )= NRBTbN . 24
HABOHEIZBWT, 77 ) — Vx5
PHEBICEBEOETEZIH LY Ll
Mo, —HT, RESMEBERTHLIT ) H—F
OFEIC X D HERFBBE OMBEREEZ KT S
FCHMENEREOUEIED SN ho 2
T kR, BERFBRECEREANORERS X
D, MICMENEREOWUEIBOONIZZ L
FREZNTWESY, Lizd > T, mREBImLE
YCKD DBERCE LTI AREEIESNT
EolEZO6ND%, MBECHTAERCHEL
TiE, HR5MEVLETH 5.

c. & &%

TR, - EIRERIE A ) BREE O RA 2
i, BEEEPOE LS A RERE
A, WRHEOMRE - 0K - B, RHEE L&
OEFZ L THENOREBERLE L Mgz
%% F 7o RERRIMAE R M BIAR 722 & 0 B

BALDHEDONDL 2 ENEL, ERLEMEY
£15.

AR - BREBICE ST, 55 - BER#HE
%&&@X9TU/?//FD — ADSEBHEC
AT HE END, Aif%m 25 bR B LA R
ZOBHBIIBNTRD LN MEREZ &
NOEDEPEICHE) MEELTHE EEZ DN
TE/ZY LaLl, BidoREBEHAEOMEND
B & 2SER S E, R - SRR IR 12
5 BREERICED SN A MET{E, REEE
WX AZEBENRIEHOERLE TN TV ATHE
ﬁﬁ 5. HEETEZONLMEE - BREED

W24 ) BREEORF OIS Z R 1 12R7.

B & ERIBH

FREZZOLERBIESEZZET L
IR E 2 B0, TOBREENEREERE
ThHBHED HDHVIAOEREIC L 5 EEEE

&
'
el
=
i<
7
B
1
3
B
FE
3
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4 ¥R Vb

A4

e - IR B S

*K/ZUJME

N\

ﬁ?ﬁwi“ AN
mﬁﬁﬁ* REERE B
. E&ﬂ%"w/‘r
m&m@m ity | BE~ORBIE
Y
REAT |
Y
RIS |
\

ARIRIE, FRAEE,
HEEE

Y \ 4
LATEA T R Bt | | BESETR

v
| MIBDIR ML |

| mimEE s |

T

PR TEE
X1 SRBIOEICLZBEEEORRF

TOROERBIMAEL X72LT0E0OHE V)
e ThbH HEUNLEREETETRDL
NaHMEZHLE LARBOLE L BEHE
HERRAIZ L D EHE &S~ o —1% (hyper
echoic medulla) & L CTHZETX 5. ¥/, BF
FRMETAE Tl R ERIAFEEE XL 0 b BB MG
CEEINLID, CerlZl L COREREE

EORTIXFERBRETEZ TR L, S8 MmeE,

SILE, HOHEBREL Sk thoBRE LM
CRET 5. EREMEEI X 2BEEOHET
3EL, BREBIER S OCERBRED 2V b
O—VIZ X ) BFEEDETLIFITE L LA
Zuv. IhHIC Lo THEREDETIIHE T
9, EREOETIEL ZVEEEIYREST

2 VORBEICE VR HREMEEL SRS
MARBIEZEET LRI TH L. FREMEE
HERBLEESECE HEERICKEER

BT DI ENE N,

BAEHATIE, BEZH 2D -EENAE
LTwa7z, HEKRERBESEZ AL
L3Sl hoTwad, LeL, B0 LHIC
BIEZEZAMALT, FTREREEEIFREE
AT LUEESH L2 TEL L
PBoT, MAMLEERBERTELZ X2TEO%
RO 2BRBIE* RO LD, BR
BIELFET 2561, BREORA R
P XREITHEEICOVWTEET L2LEI D
5.
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5. AELT#& -]
BRBEBEOGRIE, BE~ORBROLE
EROTETHDH NCEELEZLAT

ELTEELROE, RPIRESREE - JRE - R
pHTH 5. LA -> TEEZDIZIERBILE
- EREBEREO Y bO—)V, REOWHR, B
WRORIETH B, BABRE O SRRIMAE,
R R &¢I, FRICRPRER

PEEE AR USRHUZIRBBAMTH L4 < % 5,

a. SRBIE - BRBEREOCI b
O—Jb

BRI AE (X PR B HELAG R, PRI EE A 5
B mEE R ORGMICHE SR, HIREB
MLAE 7R BEHE L2 SR B HE AR i e & R B AR B
W 2N H 5. A - BIRERIAE O R KR E
EBERN I REBRAREEREY, £ L ORREE
M T AN IR R ERE A R A5 2 & 4°
HIREINTWAE, 27250, REJEEERILE
B & OREEHRE 2 iS5 700, KA
A IEF 7 & O R IREESHT - 5 EREDS
WIEBI A SRR EE R AT A5 £
72 R 0 3 T B R R A T B TR R AT
853 5. ZZ CTHEES I CIIREAEREE
ERFHIhLZEPE, LaerLTa7y )/
— VB BREKTRICRBEY THLAF VT
Y —olhiEENER L, SHHHZED
BVERHZ RBTAEHRENHSH. LT,

BRI TR 7T ) — v R LA
BEEYEREICEDETCRETAILEND 5.

FD7%0, BERRET R S FRERE A HIH

i, 727X VASy bOEMERALRL T,

ZOFEYIEHED S  hvicd, BEEOER
BRI TR G B2 BET A LEEH F
UR7IRY

L BREBETEZRAO» OHEFETHET S
LANRAMERETEETLIENEDH LD,
RERTREIVEIDFEGL, MIEKRE Re
REPRHEZHE L 225, 3-6 2 HPTTW
-5 ) EHFEICT S,

b. REDOREEF
REZERLT I LRIRTRERE KT S
BT EhB70, REOHHFFLE LTER
Thb Tl RAPREBEHREIIREICLORE
BWa ¥, BRE15-2mL/min AT TR
Bz, RERD R ERPIRESLE AR
LEREBEMEZET A, L7728 THKIZK
hRE%#2,000mL/day UL EIZR2Z &% H
R o ‘

c. BMERORIE
FREEORIIBEEICHLBELZETSLZ
L%\, Lo TRPEBEICEVTWAEAR
BE . s UBEALZSICLOVBERORIER
19, COLEBMEOEHZEIZLDF Y
Y AR BT WAy o R
3. LaAL7ZryBERAEA) T AEEATY
A0, BHEEEEETEIZEE, mEAY A LA
WHEELRINER S HELTA5RpH
1X6-65Th 5.

s 73
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2) Obermayr RP, et al: Elevated uric acid increases the risk for kidney disease. J Am Soc Nephrol

19: 2407-2413, 2008.

3) Nakagawa T, et al: Uric acid—a uremic toxin ? Blood Purif 24: 67-70, 2006.
4) Hsu CY, et al: Risk factors for end—stage renal disease: 25—year follow—up. Arch Intern Med

169: 342-350, 2009.

5) Kang DH, et al: A role for uric acid in the progression of renal disease. ] Am Soc Nephrol

13: 2888-2897, 2002.

6) Kanellis J, et al: Uric acid stimulates monocyte chemoattractant protein—1 production in vascu-
lar smooth muscle cells via mitogen—activated protein kinase and cyclooxygenase—2. Hyperten-

sion 41: 1287-1293, 2003.

&
B
el
=
i
#
5
n
2
)
=
&



LV SRR - BEMERE
ERAHER
XYL FURE

Xanthinuria

Key words © ¥4 F Y IR4E, ') 77 #iEEK/KIE%, xanthine dehydroge-
nase, sulfite oxidase, molybdenum cofactor sulfurase

1. 82 - E&

T R ORBRBED TD BRB~DOH
BD2ODHIS, ThbLERFHFLF 5
FHIFrN FLTHFY VF UrhLREEAD
KIS DT % 3 5 BEEA, 49 0+ VEvE
% JUEE 3 (xanthine oxidoreductase) Tdh 4.
? xanthine oxidoreductase 1%, % xanthine
dehydrogenase (XDH) & UL T#i< 2% & 544
T T xanthine oxidase It X, RISAKRT
EHREELEET S XDHAXKELTWS
EEEREICE FHUFURIEEEY) 7R
#if# % (molybdenum cofactor: MoCo) /R 83 A5
H5.

FYFURER, XDHOEE TH S X4
OF Y ORPHREESEINT A &, K
SNJz FH P VREICE, XDHEMRIED

% 4 71 & aldehyde oxidase (AQ) b RIBL T\

%54 TUMEHET S, MoCold, XDH, AO
& sulfite oxidase (SO) DHEZE TH 5. L7228
2T, MoCoRIBFETIE, TNH32DEED
RIBERD 5.

2. & F

A2 F VIREEIL, 1954 FIZHD THE S
SETIZI00 FILL EA G STV DA, Hhlk
HWENDIRBTH LY. 471854 71ILE
WRIEIR, BERMAEFIAMSIZLALRILZ 2D,
1990 FFRIA Tl ¥ 1 7OEFEIZEHRZR S LTV
BIPoT72 FOD, ¥4 TF1EY AT

365

QRS

HEROFEMIIANHTH 5.

MoCo KABHE 1% 1978 412 XDH & SO O g
EOREE L THOHRE SN, FOHEAO LK
HLTWBIEPHLMIENT" MoCoX
I EFNDEBTH B, Pl LHRT
A0 KR B ShTw 5.

3. "

a ¥YCFUOREZATI

FHF VIRESY A4 7112 XDH O RIBHE K
TH A k b XDH®cDNA I 1993 4 |- Bk 5
N, 13337 I/BREY A ENWMESNTT,
b. ¥YLFURESATII

XDH, AO & SO &, MoCo k#fg L LT
WeE355 XDH & AQO TER S5 MoCo
DEEIEL, SO THERENLZLDEIZEL S,
MoCo sulfurase (&, MoCo i # 5 T % #l A
&, XDH#D MoCo i2§ 5EFETH 57 (K 1).

% 4 7 11iZ MoCo sulfurase DRIBIZ L b= D,

XDH & AO D#EEEN LI B, & F® MoCo
sulfurase gene {&, 888 7 I /A a— F L, #
[ilf& T & % Drosophila # ma-1 gene %> Aspergil-
lus ® hxB gene £¥30% DFET YV — % F
5.

c. MoCo Ri87E

MoCo K{8jiEiX, XDH, AOB LSO D3>
DERPREBLTVLERTHH. EYTF
TV YR TTF UM LEEEE L
MoCo DERADEEIZL Y, MoCo KiEhEE
RIh E)TFrOHBANDEREIZ DN

Kimiyoshi Ichida: Department of Pathophysiology. Tokyo University of Pharmacy and Life Sciences HUE{#H} &
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SO %I MoCo

MoCo
sulfurase

0
S -OH
0 s—Mo
H \
NeAS S
HNT N7 N7 ™0 ~p7
H |
o-

XDH, AO % MoCo

1 MoCo DS 5 & U MoCo sulfurase - & 5 RIS

GTp ——»

MOCSI1 gene
(MOCS1A, MOCS1B)

gene MOCSI1 gene

protein

(MOCS2A, MOCS2B)

molybdenum

¢PMP ——» MPT —— > MPT-AMP ———— MoCo

GPHN gene
(gephyrin E domain)

GPHN gene
(gephyrin G domain)

MOCSZAZHEHE & i

(MOCS3)

K2 MoCo&RFRNEBEFEZ/INY
cPMP: cyclic pyranopterin monophosphate, MPT: molybdopterin.

TIXES BB I TV WA, &l
v+ MoCo BT A EETFIRIESN,
LSRFZOEMSHLMIENTEL(E2) 7.

4. " & £

a XY UFURE

FH v F VR EREeRSEREEAE
0, XDH/RIBIC X W IKRERIIE % 72, R
EABIIZELIKTTA FLT bFRFFY
FrhbEFYF MBIV, E
BIURPEREYFHMEEDL L
L., bRFHVFLFeRFHFFU-TT =
VEARYEININTI VAT -BIlE D E
BrLCHASNALD, HAHEED RIZEM
Lawv, T, KEBCIBITLZXFHVF VTS

T UORBMIZE-TELZLDTH S, KRk
LT, mEAFFT 7SI (bR RFHFF U+
¥ vFU)iEE0LI-1.0mg/dLO LA E, F
HrFrvEECLEFFTS) CRBPRERED
60mg/day #* & 560 mg/day (¥4 > F » 1 70—
90 %) ~EVIFELWENE 2RO L. KIE
CBWTIE, A4 TF1EZ A TINEDITEAL
HREIRTH B D5, BICRP A F 27 VEREE
WA & B FH 2 F ViR L E LT REES
BHhAHAH, PEL EITBT HEANRE T,
Z L RBREAOAHNE L, RiEZEDESR
NEE | TWAHZ eSS —F, AO
DRIBIZE D EBDONLY S R ERIRERE —
BrEE RIS SN Tw vy, AODELE
Xk LCi4kEmoiit, b bERRE
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DOEIMHICIZES L, %< oRyoOREHERE
ZEATWADY, B MIBITAEENERDEE
HHZBE B2 E R Tn R,

b. MoCo RiBSE

MoCo KIBjEIL, FY ¥ F VIRIEIZ SO KB
W EBIERPMDEDATHLH, FHrF>
FRIE E1ZFE L % » FRAEIRB L U F %%
NCR

SO, #iRDFHEELTMoCo% b b,
TREFRERELTVWA. SOREHEEFSELT 3
JEBETHBYATAVERAFAZVDHHROE
OB CICH X, WREED SWMBE~ O
ILEMIET AR TH A, 4R K Y OFERE
B R EOMEREICO EELREE 2
S>TW5h, SOORIBIZEYVEETH L HEE
ORFHERE ORI, BimL 7L > 2 7
AVERRTAIEILEIBS-ANKYATA
CEROBEN, oY A54 rORREERE
i LFAMBAEROWMARE L. LrLyA
T4 COFERBEDTCHDLIATA VAT
1 YEEDPS Y] YNORINERBAEZ A0
HREBEZODOOEMIFNIIEESE L 2w, £
TCHERBROMIMOKER, FAmEESEmT 57
MoCo R{BfEIL FREBFSLEEREA L LD,
IR EFAETHIVED S, 8
FERE LT, SRLMBEFNEE, KL
LKA E2 B b, AFH1ET
2L BN ORE FF—X ADTT
HECIKT, RARELR EHHEAT S, EECT
TIRAEREGETHFEIERL HE O low density A%
DO LN D, MoCo KRIBRED EZIEIR T H 5 B
MR T AEEE, RETHLEMBEIITA
BEVRSH L L ) LHERBOE/EMERT
HAOTEEENFHVWEEZONT VA,

5. & EENZ

BRI 1mg/dLELT) B & R AP IREEHEE £ M8
(R REEHE 8 3-30mg/day) % 2%, —ikkE
RWE L, FEEL SO ZREDRERIEE S
Wiz &8bhas ME- - RFEOFFT T >

BEFSHETHALIEICLIVIZEIHESINDL DS

MEFF7) VEBEEEELRICEETSLZ
ERHY, ERFF 7)) VEEEETHEL
HVIERETH 5. HEDIE T+ IHBHED
RIS K ) XDHBERGEEOBHE 2TV ikE &
Na, RAETEEEFRTICI 22 Thh
TWwh, A4 71EZATINOENITOTY
= VARRBRIC L A E I IRP A 27
D —=VOERIZLIDTH. 7RI —Vid
XDH®H AHWIZAOIZE DA F 7Y ) — VB
LENBDT, 7a7ry /—veEHELL:F
T = VICREE N T IEXDH B X FAO
WHOREE, ThbbyATUTHY, +%
T =S Y A ST EZRT
ER

b. MoCo Ri8fE

AT HREE X BRI o R 8 & KRR
IFE ASFED & 7z 65 MoCo RIBFEAEEHILA.
ARIRBITHER, F A0, S-ALVKT AT
ARy YORPEREFEOWIME 9 5
CIRIEDOMAERRZFERICROBZLIZLDE
WrT% A, MoCoRIBIEZWTD /- DHifiEE D
M L LT sulfite test 72 E D 5 5B
Wb OB, HRBIISEERTT CICBEE
N2 O THERTITH. MoCo RIBKEDERIRAE
K2R 5 b OOEREBEIMAE % 2D 2 W&,
SODHMRIBEZZERT A RERELHRE

7" MoCo RABIED W RetE A HE S A HEITIE,

LML (chorionic villi sampling: CVS)IZ &
HIEFRT S Th 5.

6. BRL T

MoCo RIBFEIZ I AELEI & 0B IELR &
DFERZ D, FH F VIRIE & XS 2 ICER
REELZ->TWEID, MEOENICEET S
ZEE R

a XY FRE

FHF VIRAER, E L WERERILE (%

a XY UFURE

FH 2 F Y ORNOBEBRE RO T, R
O - BREBETZ T T 57-08KICX DR
mEWT LI, BENRETL. 72, R
DX T OEREE, pHEICEDH F
DHBLZ WD, BREBREDKEATFH
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