2) Okano HJ. Impaired axonal transport in Purkinje
cells of HuC knockout mice. Neuroscience 2014 (Soci-
ety for Neuroscience 2014 Annual Meeting). Wash-
ington D.C., Nov.

v, & &

D) WY = A A ATER. 518 G RS & i
WEE 5 IS/ N RIRIEE 7 VB A S D
AR OIS, EEEEY, e mY (RN,
= (BEEKR), tEFA (s E g A b
FEHT) M. RS MOOK 26 © MBS — HEFRH
R EWHEA S 72 & FHERFE. KB A7 1 AV o,
2014. p48-52.

2014

ERMREE (2 TFEES)
% OBmE M STEEE - MRy

HE - MEBE

1. P AICET 3D FREEZNAR

1. BEIIE 05T HtE

Bl T VR S (MPN) (318 1k B I
(CML), HEMZiE (PV), BHEMEE (MF),
REEME /MBS ZAE (ET) IR SN L@
BRI A & o TRBTH b WTAE, BIRAEIZIFBY
AT B DS S NZF D5 AR L iz, 4
FBBEEDOBSENE L TV AEERTYH 5, L
ML, BEEMICIHEOLF — N =5 v TN
PR ARHEE O LR & (5 O BRI LVIER] D FAET
Do ZOREERICH LT EETHRAESEET,
Z DAERANL G O BIRLHEDIFICHEHTH %,
3 % 13 JAK2V61TF ZE 5 % 45+ 5 MF SEBNZ 3 72
|2 BCR-ABL % 8 % 4% L 7S Bl % #EBR L 720 A
JEBNC BT AER 70— v OWBLEREL L OGS
Lo —rolEEEEEHE L, MPNIZBITS
PEAE OB EE X OO R A B S 21 L
720

T/, BAITEREEBIZAH L2 FIE I8 L
T, Ry =7 v — % H 22 E 5SS T OHER
W7 ZERIEN 24T > THBY . BWOHE L Wi ERR
REDIRITAYHE L W L T TR MG %
Mz Twb,

I. REEEOH FEBEZHMR

1. TET T4 v 7Bl L PR 5

F o IZA MR MIEIZOWT, A~
L7 2 F VAL R &S (HDACD) o BB L
fDZEF & OHEHIZ B B PEEEH % 172 L € &
7oo WAE, BT LRSS OFERICB T
ED 2T Ay 7 B ERACEETHL &
VHEEN TS, TEFMELL A b > %278 Lz
GR7 ) AOLRERICEE B S 2o Tw B s
TELTCTUER AL VA2 AT HEETEHID .
209 BT EMLIES O TIE BRDA O % 28
HFHENTWS, BRDAWEET7EF Vb A b v b &
BTN OEE % LT 25 TLEWORRSEH
HEATVE, F4lZZFD15THS -BETI5L 12D
WO, HIME, S5 aiiiE, ISR A1
TEAIRIRD R ST L T b JAMOILT 133k 4 A3 ar
L 72 MLL-AF9 Ozl % 4 3 % IR ML T H

— 291 —



Y I-BETI51 OBFI2 LY GL#ELRARZIL, 7
KM= AW o 2 ORRIIRERBAFET D - 720
[-BET151 THLIE S 7= BV Tk~ 2 (s
T DOIBUDPEAT o &Y DIF, ~MYC DOIEHID
FHIBEE CH Y, Z OZAL)SHE I IC EEE ) X
FHoTWwWB EEZ 5N A, [-BET151 OHUEE )
B S LITFENCHETT A 720, HERME A MR
¥k U937 % H € I-BETI151 128§ A i Ak o 1E ik
Birol. KikED -BETISL A5 A8 — ML, #
FUTERE & 445 2 12 1P Tl Rk 2 VR L 720 BIFE,
FRiZxh LT 100 5 PL Lol % 7R LT o AT
FEMIIE TUE I-BET151 %512 W HIR CRRD 5
% c-MYC % BCL2 O#MEIFRZ 57w, T2, 2
DI SR ST OB 513% 2 8L, 0l
PIERORTIIHAED L AR TH 5, i
O 1 oou et LT, HEHEICE L Tz
TIEHR L 1382 2 B EROBEGH 5 b D &
HELTWS,

M. AFHREHRZ

1. IR ZEfERE (Spinal Muscular Atrophy :

SMA) B3 505t

SMA %, Survival Motor Neuron 1 (SMN1) &
EFORIBELFLERICLY, FHiOEE =2 —n1
AR S S N Y S = R N
MmO MREEMRETH L. L Mk, SMNIL &
VA 72 SMN2 B 15 FAFIET 5 A%, SMN2 i#
EFEETIr Yy EO—IHEEDOEVDPLEED
Avt T v —RNA DR LPMESNT, HIER
% SMN % > 7% 7 BAMERRE N 20~30% L 2MES 1L
T\, 2 D72, SMADFIEXR I I LA TE R,
INFETOWFERR LD, EE SMN2 mRNA #:5.
X, RNA#E&% /87 8 Td 5 hnRNP A1/A2 (2
WHEN L ) MDA TIA 7 AL
B — (ESS) OFEEE/LFERNTH -7z, LA L,
RNAi #ffi>TAl ZLTCA2DFBEEZH L K
LERDBE ATT4 Y 7HF TH D hnRNP
A21ZSMN2 o4& 7 =7 v > O Hfil#1Z hnRNP Al
EIICE Do TV AT TR, BT SMNI K&
FSMN2 @ SMN & > 7327 EAOFNERE L O HI#12
5 LTWa 2 EDTRE Sz, MRHEEEI IS
T, RNAIZ &2 A2 DFFEM 7 v 7 ¥ 2 1d SMN
DEHEOE L VL RNz, AT =007 F
O 72K 27090 A T ROV X B RITClE, SMN
Dy NI EEEFT Y P A= VIZHRTHS 2
WYL TCWAENR- T2 IS, VR =24
SMN2 ® mRNA & OMHEBEBRETRL &, A2

2014

RS 7 RNALALELF: SMN2 @ mRNA &R 1) U R
V= A E O AHTAERNE, AT B L Tunzewn
T WICHRTHIZ R > TWA 2 ED -T2 &
D Z &%, SMN ® mRNA 2SZRIGIZERS 1L 5
#1201, hnRNP A2 2 mRNA & VRV — 4 &L D5y
THAMAMEERICLERZZ E 2R L TWh, FEIZ
A2 X SMN1/2 @ mRNA FEFHZIIZHERB LR L T
W5 Z ez TOB A% MALDI-TOF &
BN CAAT L7246 3, A2 13> RNA #4 4
> 737 '8 hnRNP C1/2 % hnRNP M & #H H 4% L
TWAHZ EBHBL 72o A2 & SMN1/2 ® mRNA
& DREEENLE RNA TNV Vi CTRT L Ca b
&, mRNA b J-FERIFREEBUC AT 5 A2 DEA
vk AEHIC & D TV UUUAGG (A)
IHEELTWAZEQHH Lz ZNEDFRNPD,
SMN (1/2) #fz T+ OREBIZH VT, RN R
SMN @ % > /% 7 B jE A 12 1E hnRNP A2 2 L C
hnRNP C1/2 13 EART R TH A Z EHIRE S N7,
F 72, SMN ® mRNA & 3-FEFIEREIH 12 H 5 A2
OAEEHRHNIEI R EORAERLY] (Translation En-
hancer Sequence: TES) & L T\ Twa Z &8
o720 SRIOFE A DFEH L 72Hr L v SMN #EED
TR L 2 h 5 O SMA OIEDOFIFEIZHINT,
FrLWIEAOY -7y b)) 202 EFESN
%o i, hnRNP A2 D ZEREFIZ X 5 KIikMED
MR LIE (ALS) 2SHEE S, Fx oL
FLOMER 2D, A2 O L EBHESHIE D2 A
?D SMN OD ) BEHERSNDETHS )0

2. FRHVE DB mS R

TIVINA T =K (AD) AT O MR
BTh ) illEESE, ZHEERSLEENOKT, 2L
TATHEEE % £ ) JEERETH 5o T4 1 Brain-de-
rived neurotrophic factor (BDNF) % Neurotro-
phin-3 ®—¥ LA (SNP) |27 H L C, Amnes-
tic mild cognitive impairment (A-MCI) & Mild
AD OEZBE L CE&DS, SHICINED#E
TFOTEY 2T 4 v 7 RIREE & BG & ORI % M
FFLCw4, BDNF © 70 E— % — 0D 2 F )
It AD LIEEa Y ra— VoM CTHEd 5 &
AD [ZHMNT B [FEEBRL O A F IOVALIE IE & B T ~EAL
BN Z AV L 72s & ISR 1 2 i A
fEA L OMIIEHAHBE ORIRD S B & L AV L 72,
COZLEFAFIMUICRESNLZZEY 24T 1 v
7 RO 72 A AD OFIEIZE G35 2
LEIRLTWA, SRIIMOIEMFAN Rt~ —
B — L OREICE L T2 D 5 FETH b,

— 292 —



Bt il

1. R
1) Hge

(1) B E S DM B X OHUE 5 38 0 25 11k,
(2) R B OG5 T BIEF N R BN, O 200 %
HOLICTgE 2 o 720 SRS ICRE L CIdol I 2AE 45
HEIEIEAAIE 2 DT, Z D TIRRED I % (5
RO S FA TV D, HIMLFHIZOWTIE
WAL Y — 2 o — % JH O 72 B 85T O MY Y 7
Wiadro7z0 F7z2, MEEMBLOSEHIRGIE O &
e bR LR O RS 2 1T 720

PUEE S O 72 CTlx, Bromodomain and Extra-
terminal domain protein (BET) FHEIRoOWf5eh3E
Thbo, ZOMRDFALEWE—E O I FAEE (2 xF
LC, Mo CIREE CHmT IR 5. 20T %
TR E BT RBOMN 2 OME LT, o,
fOSEH] & DOBERRDFICE L CH MR Z2INZ v,
ARAEFEIL BET FESE ISR 5 2 T EROMER, B
MR ORI 24T 5 720 SIS OWFZED BRI
RO IME 213 U &3 25 B O RRICE T
ThhHHo TNSDRHITHARMEFEDRE TS
L7

SMA (ZB8¢ A2 Tl, SMN2 2 & 2 & E
HEARBIZnRNP AIVA2 AT 54 v 7B L0
FROMWHIZB TS L TWwWA I ExHELMIIL
720 ZFORFHERECONT L EEM 5 2 50 5 &
EWTEIzZ, TOZ EANTAEMRIBRED R WEERIC
L CH 7 R RIREREOTH» VIR 2 b0 L%
ZTWh,

AD TUE#= T2 1 LmRl - JRE & o B & Ryt
L DI THET L7z, MBI 2 BE OHiHE
#RERE L BDNF 212 Lo & § 5B ETZRIZow
THS L FEREELIENTE, £5I12AD
& BDNF 70 € — % —4Hi D X F ) b & DBFLC
OWTHIFRZ RSS2, $72, IR & o Ft[E b
72 C I HEBEL R A BB RS B L 7l (R 2 T
TexRIMA D ENTET,

2) FRANOEHL

DNA ¥ —7 ¥ ¥ v 7 OMRFEM B ZIEFTT 2 50 L
TWh, REELHEEOERIEE2EE T &7
BT HIENTEEEZTWD, T2,
DNA Wi OIEREZMEIC & 5, BRI S IE
FHER LT Do Z O BIIHRICM§ 2552
ML O AN 2 065 2 i b B O & % HEETF
WL DE RIS HTE 200D EEZ 5, K
A =7 W — 1 EAE B B B AG S, R
B, N, LR, EMESEE

2014

WF7Ei 72 &N 7V — T OMEEREIZE S TETw
LEEZ D,

3) #HE

B T, HELAPEESTIIBI 59,
WHE, Fa— MU T UBIUHERTHEY L CHEIC
B 720 REFEHETIRIL@A ) F 2T 5 N4
FA VT ARTA VI R) O—EEHEL L, T/,
KEFEBAEDMEIRELZIT> T,

2.

FRFEE, WCELICHEDO WL DT R ho
720 WFRAGRIEFN RS T 2 AP IS B AS D 5 72 &
E 2 bo B P OFESIETICSINL CTfge % o
LUENSHLEEZT VD, 72, WEBOMEED
T TR Do7e BREETHEELTELOWIEE L
AR, RDAT y TIHD D LTI LR
FIUEWiF e nwkE 2z Tnh, T/, EaEH#HEE X
B0 537 O CHIBENAI & 0 BRREE IR L
b OTRIFIUIWIT RV, FOERTIE, £FT
DRI RSe & oigE2 R L, HAICEmT S
BRI HEHRTUENH L EEZTWD, ZOE—
sl UCHESS - MR & OB CHLEE N > 7 12T
LRBEAY—FEETVD,

moR ¥ &

I. RE5H

1) Nagata T, Kobayashi N, Shinagawa S, Yamada H,
Kondo K, Nakayama K. Plasma BDNF levels are cor-
related with aggressiveness in patients with amnestic
mild cognitive impairment or Alzheimer disease. ]
Neural Transm 2014 ; 121(4) : 433-41.

2) Takahashi H'', Hayashi T, Tsuneoka H, Nakano T,
Yamada H, Katagiri S, Fujino Y (Tokyo Kosei Nen-
kin Hosp), Noda Y (Univ of Tokyo), Yoshimoto M
(Tokyo Teishin Hosp), Kawashima H' (Jichi Med-
ical Univ). Occult macular dystrophy with bilateral
chronic subfoveal serous retinal detachment associat-
ed with a novel RP1L1 mutation (p.S1199P). Doc
Ophthalmol 2014 ; 129(1) : 49-56.

3) Nagata T, Kobayashi N, Ishii J, Shinagawa S, Na-
kayama R, Shibata N'’, Kuerban B'’, Ohnuma T"’,
Kondo K, Arai H'' (!Juntendo Univ), Yamada H,
Nakayama K. Association between DNA methylation
of the BDNF promoter region and clinical presenta-
tion in Alzheimer disease. Dement Geriatr Cogn Dis
Extra 2015; 5(1) : 64-73.

4) Yamada O', Mahfoudhi E*’, Plo I*’, Ozaki K, Na-
katake M'', Akiyama M, Yamada H, Kawauchi K"’
(' Tokyo Women's Medical Univ), Vainchenker W?*’

— 293 —



(*INSERM, UMR). Emergence of a BCR-ABL trans-
location in a patient with the JAK2V617F mutation :
evidence for secondary acquisition of BCR-ABL in the
JAK2V617F clone. J Clin Oncol 2014 ; 32(21) : €76-9.

5) Tamai M, Kawano T, Saito R, Sakurai K, Saito Y,
Yamada H, Ida H, Akiyama M. Phosphoglycerate ki-
nase deficiency due to a novel mutation (c. 1180A >
G) manifesting as chronic hemolytic anemia in a Jap-
anese boy. Int ] Hematol 2014 ; 100(4) : 393-7.

. FEER

1) Hishiki H, Agawa M, Arakawa Y, Ozeki K, Yamada
J, Yamada H. Analysis of bromodomain inhibitor I-
BET151 resistance U937 cells. 45 76 [A] H A MLl 245
b, KRBR, 10 A, (B 2014 ; 55(9) © 1432]
2) Akiyama M, Yamaoka M, Terao Y, Ohyama W,
Yokoi K, Yamada O, Takita ] (Univ of Tokyo), Ya-
mada H. Molecular characteristics of cup-like acute
myeloid leukemia in a girl with Mafficci syndrome. &5
76 Il H A M 274 K 10 5. [E&
2014 : 55(9) : 1426]

2014

BERMRiER (2 FRRENZ)
BoEBH fE

o F R - B R
2
O EHE mA O RS
ik e = ¥ NI W SO o o SR s A =YL E 2
eIz - e M BT RES
M eHE A MRS - N
L T 3R B T e

HE - MEHRE
1. MESMEADRS vy TFYINY —

WESERE & Tk 2 v 72 IIESS i~ OB 7
YN —HAT ) HEE RS L C & 72, REZITH %
MRS X B BEEME~D KT v 7 77) N1) —
IZDWTHRET L7z fBNICEIZ TRy X0 &
DEDFEEAT B LI EIRE IS
EEGEMTH L, Bk, HETFIZBWTIEY AV
ARG & — 7 YR & R L7 AR
SNTED, REMEOMERCEEZTRIEICHE) R’
BENL Y VX RN Ty FEREEEEAT L
DRFLHEAI > TWE, TNEFTIAIVAZH
WhRWHFEE LTIE~ A 7 a7 )V e G L 28
ERBEBLRGEILEFZ AT WA, Slal, M 25
EHl AT 7Rl EEE L, BT AL —%
WG U CZRILT A o AR =S, S8 AR % (ol
IR L72o T ORER, —#MEoEZE Lo #TE
WL E o7z,

I. BEEDYAMBEOIEZEERINDEE)

JHEED AL, S FRz 2 & 38T 2 I E e
EAEES T d A28 2012 4, 20~30 RERTEE O FII4x
HOTHERIS, BEEILEL T LTWnE S
EDAS DT 5 720 ML Tz KREOZEEH] I
sIENAEWE [Yr7uuxy | (12700
TNy ] EOMESIEH SN TB Y AIRAE TN
TWwhe 2O L) REBOIERNCHER T H:% #
NRD 7O FHAEFN T Ta—FIXAHTH S
W, DS AN D TR LEALSE NS & B RE DS
FAZHH S 2 SN TV AR IZ A 2 VO SRET
B Do REFE, RETHEIT S NMBRRIZ O W TH
HITZEE L ALFIRER 7 A Y & ¥ 0 OB B4
LA A ERE L2,

— 294 —



		2016-04-20T10:43:53+0900
	東京慈恵会医科大学




