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Investigation of Imprinting mechanism between Beckwith-Wiedemann
syndrome and Wilms tumor
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WFGERRR O (Fn30) - BHFEZ SR I 22Xy 7 U 4 XU ¢ — M~ EEFEO R RES
THETH 5 11p15.5 TiX KVDMR K 2 A 1281+ 5 DNA it 2 F 11k (Loss of Imprinting) 734
CTWo, 7205 KOVQI0T] AR OHERTHY FBHIFE BN X 0 JEEAR 7 DO FE B 53
A U HIER LI b - TW 5, a1 AOVQIOTI BT OFBMAIH T2 PILARY 7 I R&H
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WFZER R OMEEE (330) : In Beckwith Wiedeman syndrome (BWS), which occur in conjunction
with Wilms tumor at high rates, DNA demethylation of KvDMR domain on chromosome 11plb.5
has been frequently observed. In fact, absolute or relative overexpression of ACNQI0TI
gene inhibits circumjacent genes on same allele. To suppress ACNQIOTI gene expression,
two PI polyamides were designed to recognize CCAAT box of promoter region. After the
treatment with those PI polyamides, significant down-regulation of ACNQIOTI gene and
growth inhibition were observed in G401 (Wilms tumor cell lines). The results indicate
that these PI polyamides could be new therapeutic agents for Wilms tumor and other tumors
which has Loss of Imprinting in KvDMR domain.
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