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The original experiment system elucidates the cause of a patient of RTT syndrome
with brain or other organs
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The form change of a certain organ was observed in the MeCP2 gene deficiency
mouse as a model mouse of Rett syndrome (RTT).l guessed that bioactive substance secretion abnormality
was a cause.lIn this study,l tried the in vitro production using the cultured cell of the organ.l let |
introduced the lentiviral vector which carried shRNA into a target cell, and the knockdown of the MeCP2
gene succeed. | performed the analysis of the pro?erty and the function of the MeCP2 knockdown cells and
was able to duplicate bioactive secretion abnormality seen in in vivo.




Rett RTT)

18 1 5

1999 X
CpG
methyl-CpG binding protein 2(MeCP2)
RTT 80%

2010
MeCP2 ES
in vitro
MeCP2  ES

RTT MeCP2

MeCP2

(M.Chahrour et.al.,Science,2008

MeCP2

RTT

Neural Development of Methyl-CpG-Binding
Protein 2 Null Embryonic Stem Cells: A
System for Studying Rett Syndrome. Okabe
Y et.al Brain Research (2010)

MeCP2
MeCP2-/y

MeCP2
vivo
RTT
MeCP2
)
in vitro
MeCP2-/y
(

vivo) MeCP2-/y
Hetero(X+/X-)
Hemi X-/Y)

Hetero 1/4

Hemi X-/Y)

MeCP2

in vivo
in vivo

RNAi
« 2

(in vitro)

RTT
MeCP2-/y
RTT

80

MeCP2

RTT
MeCP2+/-

) (in
O+/Y)

OX+/X+)

MeCP2



RNAi MeCP2
MeCP2

vitro

ELISA LS/MS

invive

¢ R

MeCP2Yo" X1 A

. & \\

E=EALE oqRT-PCR,Western
blotting, FACS
EIEE YIS AIE
(HPLC,ELISA, %32v)
oA REZ L (SR,

)

(RSO SMEA Ly  nvire
1 JLAIC TShRNAMeCP2iE
A(RNAIE)

& /
l6)

MeCP2-KD cell linefE%

pUbiquitin  shRNA

2 MeCP2
MeCP2 shRNA
MeCP2
GFP
RTT MeCP2

ELISA

MeCP2

ELISA

(ng/mL)
20
18 | r___
16 | r———

14 |

12 -

MeCP2

vitro
ShRNA
MeCP2
MeCP2
in vivo

«C 9 RTT
X MeCP2
( )



(MeCP2
)
(pg/mL)
180,000
*
150,000 F
+
120,000 F
90,000 F
60,000
30,000
0
<
& &S
< Q
& o N
>N
4 X
MeCP2
X
Tanoue K., Wang Y., lkeda M.,

Mitsui K., Irie R., Setoguchi T.,
Komiya S., Natsugoe S. and Kosai
K. Survivin-responsive
Conditionally replicating

kills

rhabdomyosarcoma stem cells more

adenovirus
efficiently than their progeny.
Journal of Translational

Medicine, 2014, 12(27).

Irie-Maezono R. and Tsuyama S.

Immunohistochemical analysis of
the acid secretion potency in
gastric parietal cells., Open
journal of Cell biology., 2013, 2

179-185.

69
( )2013 11

http://ww.kufm.kagoshima-u.ac. jp/~anat
omy2/

o

Irie Rie

90381178

@



®

( Kosai Ken-ichiro )

90301663



