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The analysis of congenital DNA-repair abnormality with cerebellar degeneration
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LT EERAMELTND, F£72, 1 K8 DNA GIWHER BAR 7 B8 DS BARMERRE/ NMIMZE MEIE D IR
KThHDIERPALNTII, T bOERE & OM AR B LRSI D I8 O
ERALNITHZEEHME LTWD, 200D O TIRIEOEI] 2 3730 FHI2 WA O B
BRIEOHESLZ B L TV D, SHREOIREFRIILTO LB ThHhoH AM DY 7 F L& flx
DEHBITIEZ TS Mrel1-NBS1-Rads0 EAKIZH AT AEMEHEICEAL T. 2 b 0ER
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1) AR BE O 4 FHERE % fEAT REI BB EZFH L deletion mutant ZFKHIF B &
ARNIZBT D RENRED L I IZELT 50, F-EAEAE L OMIBNTOMEGOEN, 7
RN b= AT B IR OB EIZOWTIRFT LT, EIZI A~y FEEICET2EA &
NBS1 & DFANEAIZONWT MFtER 2 o7z, 72 siRNA ZHH L 72 388HmHIC L 2 /iR o
AFREREOBLIC O W T O R 2B I o7,

2) {EMIEFE & Mrel1-NBS1-Rad50 & BB G & ORSEHNL & £ O SRR E IR
~ v FERICEDLEAE L NBS1 & DFEGHEALIZOVWT, £ DOIRBIEIZ OV TRE L,
deletion mutant 7>H45HALIZIE#R & MIAANRTES X OBEERIC K IF 3 HIC SV TRt & 17

27,
WFZERROMEE (330)

The signal transduction from complex of ATM, Mrell, and NBS1 are important for
brain development during embryonic period. We searched the common target of
protein complex of Rad50, Mrell and NBS1. We tried to find the important proteins for
brain development and cerebellar degeneration. We found several proteins which
interact with Mrell-NBS1-Rad50 complex. We studied those protein function in the
cells using overexpressing system, siRNA system and so on. We also found the binding
sites which were important for interacting with the Mre11-NBS1-Rad50 complex. We
used those data for protein structure analysis to understand about protein functions.
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FARH BT, AT B EAE &/ MMMERR & O
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L THE Y, Nijmegen breakage syndrome (NBS)
& AT-like disorder (ATLD) & ZAVE UL
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ERIILNEBMOLN TS, Lo Uil
DA TIE, NBS1 KIE~ 7 ATl /IMMKR
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W% (Frappart Nat Med 2005), ZAUidi
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5 0 DNA —AEH U BT E1E i 3 22 22 51 &
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PNAS 2006) ,
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