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[H#] DNA #4& F A 4 ~® missense Z %1t dominant negative 7EJH & B E IZMHE ¥ 5 gain-of-function % LiZ LIER
T, ABIFECIIARARA & po3MIHBEFER L OMM %, psS3ZROBEEN SISV THRETT 5. [J1:] Informed
Consent Z#3 THMTEH ST L 72 FEABERAEESHMA L b RNA 2l L yeast functional assay #17\, pb3&AZERD
HEEZZ 7YY == 7 Lz, MBMoNFITENERE D456, FEFMBERE13MTH 5, background LV 2B 2 Ak
auz -4 U727 0= VIZIEHE pS3iEE K- TE Y pS3RMHREETOERD A VREESHLLEREL, Y21V R
&) po3ERZHERTH LI, EFEPS2ELTIAI FRZ ¥ —L L} IC yeast functional assay % 47\ p53& 3 D
dominant negative fEFI OF HEHER L 72, po3BIHIEE T OBREBWIREEZEH (N), recessive (R), dominant negative
(DN) (ZoM T TR, 4TI & HBORES L7, [BRE] JNBIRAGE © p531d N : 3360, R:86l, .-DN:4BITH Y, ps3EREH:
RI3267% TH 72, FEENERAEO ps3id N:46l, R: 141, DNFITH b, p53ERBEMEHI269.2% Th - 72 (p=0.0002).
FIGO #T MO E Tid, LIMTN: 260, R:66], DN:8#ITH v, pS3ERIEMHEII35.0%, ULIVIITN: 114, R:3
B, DN:4BITH Y, po3EREIERIZIBI%TH Y, MBICEZLd o7z, pb3ERDOH T DN H%5% 5 H& X EABRED
33.3%12% U CIEBEMNIERRAE T8R.9% & mRICD St (p=0015) . [#] BENICFEARTH 2 IEABERTFEAEO
&4 /BT dominant negativepS3EIIF B FER VLS L Twa LEZ LN 5,

317 FEMEICBT S Copper-Transporting P-type adenosine triphosphatase (ATP7B) ORHEE TS5 FF D~ —
H—LLTOER
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[BEM)] F+EABICHTAHLEBRETIR T I F F 8 A A keydrug T, 79 FFWBOFMIEELRBETH 5. Copper-
Transporting P-type Adenosine Triphosphate (ATP7B) i&#lilg 4 S8 2 BT A EELR G T TH 575, FEEMBO 75
FFHHICDERLEET 5. 22 TTERBTO ATPTB ORBAZHAL, ThH 77 F 28R ZEH LIEROTFHRICES
THPRETHIEZEME L2 [HEE] FEMEINICH LHEW L MEZ B TPNERO—BE2RIR LA 2R L
72, ATP7BCx¥ M 27 0 v Hifk ThRIEMMY L ATP7B ORBE M L7z, [RE] ATP7B OBtk I3 24K T373% (19
/51) THY, FhEte o ERTHIRBHTEIRB S L, o7, G2 - G3ITOBRMEE8% (11/19) 1 G1TORHESR25
% (8/32) ICHAREEIIERETH-7 (p=002) 2%, BTHICL2BBOERZRO Lo FRABRETZAHT 527612
WLV RS IF Ve Ui b RER T L2, S ATP7B Bihi126), BEFIZ1SHTH -7, ATP7B BikH
D9 H6fl (500%) THREERN A LN DI LRBES TIZ2H (13%) TERZ RO, BEATRARICEREINE» -

7= (P=004) . AL AT RIS B TR & YR COEAER E BRA AL KT 2 &, BERTHRICESR
%ﬁﬁTwatGeamL(%%L?EwﬁﬁﬁubnéATWB@%ﬁﬁ#ﬁ+%mﬁ®v—ﬁ—u&6ﬂ%ﬁ%%o:
LARE E iz,

3-18 FHEEEMGANEE FEEWGIEICHEIT 5 cDNA microarray % BV 72815 T B profiling 123 A5
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(B8] FEFERGAE (LMS) 36, FE Pl (LM) 3BoREFEESIZ3 LT cDNA microarray % W CREFHEBO
HEZHEW L, BEZSH~OEHPTETHHHPRE L [HE] BE2S5RM L7 S LMS ##% £ 7213 LM ## O total
RNA #% Cy3C, control & L CERFHEHEMRKDI06ID total RNA % Cy5THOLEMR L, cDNA 7u—T7%{ER. N1 T
¥4 ¥— g vk, Cy3k CysOKBETOHNMELWE - B L7, Cy3CysBiflOMiT HOLMBE L H o 225
B E L7, RBEHA05~200 b0, RBIZE{LOZVEDE L7z, PER contorol A T2 AV, BEEIMEVEETIZ
5550 LOBNDS LB L. BLoiRd Sh - —ETFICH L, Welch @ t BRE T p 005U T OREFHZAML, %R
MEHICEY 2525 V7 % fTote. ZN—TH TR 2RIETOHEE S LI, EANIBHR T —LARL R
}Eo)l’:—b‘/‘lﬁﬁ(?‘ﬂ oL LMS7#, LM10%, &Ml FshiEspicowvwT ABC sz v, ERt it o7, BRI T —,
g lefs OREEE b L ICHEAEE 2 B L7z, [ LMS, LM 2 L, ARICEBSHMM L o880, B L7
BIETF16MTH 72, LMS TREABI L 728 EF 13 DNA BHEBE#EET (TOP2A, PCNA) , Al & 1 B 8 =7 P& 8
%7 (CPNEF %), R WD L RET 3HREERT (VCL, ITGA %) %2530 S h /e, [#a] e L7z LMS 038 2
7ML LTE D, HLOBRETSHEE LOSHTE, L3RBT 5 TOPZBER OARPEAHEN &
7.
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