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Quantitative and topographic detection of copper deposition in the
tissues of inherited disorders of copper metabolism
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Abstract

Diagnosis of Wilson disease is difficult. Copper content measured by atomic absorption spectroscopy is most
reliable technique. However, the method is destructive and re-examination is impossible especially for the
needle biopsy specimens. Histochemical copper staining is often negative. We here demonstrate the microbeam
X-ray fluorescence analysis is very sensitive and specific means to unequivocally detect copper deposition in
the affected tissues. This way of application would open a new era of the third-generation synchrotron radiation

facility for practical application to clinical medicine.

5 L AF9E B A

T 4 VY IR TR O R AR 2 & R~ 53 s
PEEFIC LD R O ERENAITREE 28 Z L
B ICHFR & VIR U782 BF AR (O
FLEEE - AR . BiRe L) ICEEEZSI SRS
T &IV 2B\ EEREER & LTI
FEA3E < . Wilson O 2 4 — Hifd o [ E
BINZER L, Bk~ 2B OFE L IR EO T
WA TND, ZZRFOEERIFIZLD . T
W i 5 32 S D IFIEL, WP M2 S
DT RN Do TRIE — IR I s e
ROBNEEEZZIT DO TR, IFEEN
WIS 72 G & HF B D AERERE 3 /W T2 D /D
T, L VEEREACT WML T
S Llob T, ABEL CHHRERE - SR
BB b DA & T X 2B R A D ETE

T D, U4 URITREOE A, FL— |
72 & QAR IEIC L - TRIE—ED0B %A
Lo 2aleetEnim <. Rk - RENGHE.N
FRIRDOERICKRES EETLIHRETHD, 2
AU E T ORLERAL F 72 8 00 F H 7 15 13 R A
&R R EE MR < RO A TR R B
HLZ 8 D A5 23 B C b Ml B R0 AE ik P9 oD 8 v
ENFEATE RN ENEL, FBEEOHRV
FIETIE RV, JRFROETE TR R CTRIE I
FviBEnELSTLIOT, FPHIEE T —X
MTTHHAMZHRT L2 ENRRNETH D,
T A S T B s 12 RARAT R PR 012 B
DR T VY IRIEBI DK 1 5 % ARk &
%, BERBRHOGBGHOME, L ARENIZ
X, BRESHOHENEBIZAH I L%
FREBDRWVWIRVELW 2D THD, WTh



ORBTFELHE O FIETIEIRZBICTE 2R,
A TIE, ALFRITICEE O DL E— LT
AV BL37TXU ZFIH LT, 74 VY UIREHE
JT W HEL 8k B0 F oD ) 0D & i & AR SRR > i R
T2~y Bkl ERani-,

e,

BL37XU O X#REAMEL S AT L2 AN T, <
A 7B E—LX#ETn—7L LT, ®EZ
Db D % IERERIC 2 IRSTHIIZ IRFLPHIZ 7z
S T~A 7 1 —2hd X5 (microbeam
X-ray fluorescence analysis: mXRF) % 17> 7,
SElOFER TITHRA/AI NI E 2 KD
Kirkpatrick-Baez (KB) mirror |Z & > THJE L |
XBE—2P A X211 I 7m0 £TK
DIAATE, BEN Y FHORE AL & — Ll
By L7z 2o B o — 2 il o8 BRI EE D % 5T
B S L ICBEICE LU EERAE, b
N Z WD 8F9ETod 0 | R AR R A R
T - IR M E AL B R OKRE 5
T, BEHBIOIZZEEDOA v 74— L 2
Yy MCESOTEHRREATAEHZ SN T
D HMFFEN N Tz,

B A= G T ikl v o T O Rk
HGeta CIEBEME B 235 b AL 7e 0y o 72 (Fig. 2A) |
fith > 7 A L AP T B R0 A M AT B T & X
L#Ev, AJERFNZ DV T, BL37XU (28 W\ T
mXRF ZAT o 7o e, @D F v o RV KED
I FARELNT (Fig. 2B),

Fig. 2 v ¥ =3t (A) LEEXMoTic
X34 Cu (B) 2%kt~ 7,

A  Rhodanine B Cu

K-BX 77—, X#HDHm

(E R =2

E G TESE TR RE PR & 2 S Tz, kv e
TTAIVMEEND T 4 Y IRPEAT I & HE
TE ST, NTIEAEAR F 2 R 7 ROEVE I THIE L
SHOZEFED I LT, — 77 WEHRAR AL,
PRI IR S D U > /RERIZ I & /N BEPN T
BENR OGN, BYETROMET R TH -7,

REHRAVIZ . AT R E 2 D R WL A
I D > 7 F v 3 e TRV, mXRF 12 &
%2~y SR EARAEARICS T, @
RO 2 7R RIS, MEFRE & bICH
BILDZ L ERT I ENHRT,

LS OE

T AN HBIR T ERIIZIEICDID 2L
MORMEBEFEOBEEITISHEY 5> <0
B CT& T\, mXRF XV, FEAHES -
FHLA 0> T3 22 JR) I i O 578 A R SR . @R T
1T9 2 &2k, FERECIMBAGER (T
2 MERALEEE IR . Kaiser-Fleisher £ i) @
IRVEREIB MO RFEEF O T, v g Y
VRO EA B RERE L T2 &
DAREIC 2 D E IR SN D, AMHTIZ LD,

BRACGH B & B IR DR R 2RI
LA AL B 2 T, i B R 2 00 IS T E 72
Wrd 2 AlREME 2R L7,

STHR
(1) Kitazawa J., Kaizuka M., Kasai M., Noda Y.,
Takahashi Y., Terui K., Narumi S., Hakamada




K., Sasaki M., Kamata Y., Endo T., Nomachi S.,
Saikai T., Mizoguchi Y., Kinebuchi M., Ito E.,
Matsuura A. Pediatr Int. 46:726-729, 2004



	平成19年度成果報告書 49.pdf
	平成19年度成果報告書 50.pdf
	平成19年度成果報告書 51.pdf

