Obayashi K, Ogawa H, Ando Y: Clinicopathological
features of senile systemic amyloidosis: an ante- and
post-mortem study. Mod Pathol 24: 1533-1544, 2011.
29) Ueda M, Ageyama N, Nakamura S, Nakamura M,
Chambers J, Misumi Y, Mizuguchi M, Shinriki S,
Kawahara S, Tasaki T, Jono H, Obayashi K, Sasaki E,
Une Y, Ando Y: Aged vervet monkeys developing
with  the

disease-causing lle122 allele: A valid pathological

transthyretin =~ amyloidosis human
model of the human disease. Lab Invest, in press.

30) Yamashita T, Ando Y, Okamoto S, Yohei M,
Hitahara T, Ueda M, Obayashi K, Nakamura M, Jono
H, Asonuma K, Inomata Y, Uchino M: Effect of liver
transplantation on the survival of patients with
ordinary onset familial amyloid polyneuropathy in
Japan. Amyloid 18 (Suppl.1) : 185-186, 2011.

31) Yamashita T, Ando Y, Okamoto S, Misumi Y,
Hirahara T, Ueda M, Obayashi K, Nakamura M, Jono
H, Shono M, Asonuma K, Inomata T, Uchino M:
Long-term survival after liver transplantation in
with  familial

patients amyloid polyneuropathy.

Neurology , in press.

32) HHBHEME: FEMET I oA KR =a—n
/XF— (FAP) DIRWEIEDMENR. HfE G F a8
28:115-120, 2011.

33) WEHDERE, LB ELE: FKEMET a4 FR
Voa—anNF— BAMLEEHET I A F—
ABRBETINVEW). B EFRBIYHHE =2 33:
1-9, 2011,

34) REHYERE, 2 ERE: BRI A 2 v
T2 EAR TR BB, H AR B B 7225
36: 189-195, 2011.

35) WTFARES, ZRMEME, WEB: FEMET
oA KRR Y ==o—wm/XF—(FAP). & ##E 63:
583-595, 2011.

36) IR KRES, ZEBERE: BEET IeA KT
VXA NTF . HEFEPIEE T4: 485-492, 2011.

SRR EEES 1

2. FEER

1) Yanagisawa A, Sueyoshi T, Ueda M, Obayashi K,
K, Ando Y, Mizuta H: TTR-related
ligamentum flavum. The VIlIth
International Symposium on Familial Amyloidotic

Yawatari

amyloidosis in
Polyneuropathy, Kumamoto, Japan, 11.20-22, 2011.

H. M EEDHEE - BHKE (FEZED)
1. ¥FErHiRE

R HELGE, YWEFE 5L, Rene Alvarez, Dinah Sah
1) FEBHOLFR : siRNA Therapy for Transhyretin (TTR)
Related Ocular Amyloidosis

HifEE 5« PCT,/US2011,7030392

HBEH @ SERR 23 423 H 29 H

2. RAHEER
mL

3. T Dt
el



#

of
T

vaxiEloiy 5 2

b

(EER MR B RITIE S 2E)
ﬁﬁﬁ%#&m =

[ A T B TSR B &
7 A K= AT A RESUEE

2 AMELHMT 204 F—2 ROBEBO®RE

JessE  MEE—  BMKFBEFRAARAR, ) U~ T BERAR
SEEIRTGEE BB R PIERES . RN, LR AR
HEMNRZEEENE, U v~ F - BERAR
IR R RS AR BR fR B

MEEs ZAMEEET IaA F—I2 (SSA) 13, EEE CTHEEOERWVERTH 5 PMEANRIGR
ENIEIE LW OFEBAICERZH SN D 2 213 220n. L, TIR MEFREZERT D1E01E
BTG T IAERT SSA 1Tkt L CASMER B Sh, AEOBRKE ORI L OCRHRIIEOHEILITA
BThD., SEFkx L, SSA BFE 20 £ OFEKEGZFEMICHNT LTz, I SSA OFEERIERDO—D>TH
B FARGIEMERE (CTS) WCiEH L, #RME CTS BF I 25 AR TTR 7 I v A NUL&E O 2 et
L77. SSA BT 70% N BHTH Y, BEEMITTEL T12mTH o7, BRERTIE, 204 134T
CTS %#2BHA 11 FICIHARERTH o7, F7o, KEHOBE CRBEEELRY, BRI iEsE
SOBAHIE T/ ¥ DEIE B RIE UGN 5 BI7E L7z, Befetk CTS BE ORFICIE, 100 & 34 £ (34%)
B~ DT 2 0 A ROWEERD, FORTHEER TTR HEDOT I u A RTholz. HitFH
%ﬁfi,%ﬁ&cm$%ﬁfiﬁ%ﬁ WCHNEEICTIR 72 a4 FEEREREL< (Fy Xt 158,
95%EREXE 3.3-75.7), [MNlh) & THEM) BFERE~O TIR 7 a4 RELEOMI LIZEREFTH
B ENBELC T, SEIOFSET, SSAIIEREZ bR TV LD bEETRET 2HEREN
SERBELNI T, £, CTS LT I8 F—3 R T L THEBETAZ ENEL, TIRT7 I

A RO CTS BERHRBET DI LITLY, B0 SSA BEORBKNFAETH DL LEL B,

A HIEER

EANMEEMET I A F—3 2 (SSA) |
%Lt%&ﬂ%7/X%4V?/(ﬂR)ﬁ@%
L E LI 2FERChE T THRARE
BThD. FIRFITIE, 80 LA LD 12~25%IZ:0
[~ TTR 7 2 v A FILEPBD b D LHE
ENTWBR, BARMZRIRFRIEDFE LRV
FEMOICERZET S5 Z Lixd v, Ll
Bl FEET I FRY =a—a/3F—0
JERRIE L LU TR STV 5 diflunsal <° tafamidis
72 &0 TTR WEERZZFET HIES FHEEw
SRNART v FEH L ALV IAXT VAF NRED
B FIREE, SSA IR L CHLHEDMENHIR SN
4. Lo T, SSA OERBOHRARK L ORI
EOWSIITAE TH D, AElOF« OO BHY
1T, REIZRroO#E L 725 SSA DEFREBE A LT
THZILETHS.

B. A AE

WRLTHRER L 72 SSA A 204 OB, BRI,
FERRARTR, BEGRERTR, AR ORES

RN RRET LT,

HIZ, SSA DFERERO—DOTH 5 FREIE
ERE (CTS) WCHEHE L, F5MECTS BFEIZRBIT 2
AR TIR 7 30 A FEEOHEZRF L. &
B, FARERBINZZ 1772 126 40 CTS
AT, BR3P CTS CRW S N7z B3E 1004 (OF
B 66.9F12.5 %, BE264, K74 4) %
wf&iz, FAREBAIERCERER BRI L, =
vad— Ly FERER L ORISR a2 T o7,
T TTR HUEBM: CTH - 128581, TTR BisT OfiF
WrEiTo7z. £7-, R E U TARIC CTS 2R D
IRino - HIREE 32 4 OFAREHR L RETN
WRRET L 7.



(wEE ~DEE)

LR CRRER U7z SSA B3 OENTIL, A E
TERWE I ICEAL LTI LT-. FIREERE
HEZICBITA2HAR TTR 7 I 04 FILEDHE
EWCET 20580, BINKRZBEXTEREEZES
DERBEZITIH%, ETCOEENLLETA T
F—bRearer heREL, BELBETE
RVE D ITEAL L CER L.

C. MIZHEE

LR CTRER U7ZSSABE L, Biuuplic LT
L6l & BIEOBENE N -T2, £z, WD
EEJEEILT6.05 T o 725, FIEEE 0L
71.25% & Rl <, BRI B T 1409 2360
RN TORIETh o7z, S EIOENT Crl il ~D
TInA NEEERDTIEGI OS2 SSA L2 L
TWBTe), BFTCOHLARE, RERK, IMeEEE
72 E OLOIFBE DR 250 728, CTSOME ¢
FEFITE <, 20B1H 1341 TFR D S AN 1] TIEA)
FERTh o, £, BBTICMEECEEE
72 8 DEWRNE T B UTIEGISBITEE Lz, FIig,
P OLE TEEREEELRD. 7iag K
B OMERINLL, < OFITLH 2 & T B
FDERTT InA FEEEZHERLZH ST
T8, Bl DRER] TILR ELFRE ML e & Dl
LIS D AR & Te-99mbe 1 U VRS v v F & D
MAGOE TR SN0 b 072 bz,

FERMECTS B ORI TIE, 1004 H1344 (34%)
W ~DT I A FOLEERDT. 7%
MR TI, tEE LT S a4 RiZefioh
TTRYUF CREEMIC Y S 7=, TTRELEFB LW
BEHOMHTCIL, £ CORETERITIRD T,
WE LT JuAf NIZEARTIREREEZEZ BN
Te. BURT 4w 7 BURGHTE AT 8320072
FRHTCIX, FrRSMECTSAEBE B CIIx Rt IC g
BEIWZTIRY T v A FEHERIEL vy X 158,
95%(EHHIX ] 3.3-75.7), [0k BIOY Bk
BEREBE~DOTIRT I 1A RILEOMIT L= fEkk
HFTHDZERHL ST,

D. 2%
SSA BFE 20 FlOWF G, FIEFEMETIL 60
RFIE DI TIEARL, ERKEBZONTWZLY B

ARG EES 2

FHETRETH2HENENEEZ BN, FHEE
FRE~DOBAR TTR 7 I 7 A ROWHFIL, #EskiT
BT S A R—2 2 EEZ TR, 4
[60> SSA HBHE DIRFT & HIE CTS BF Ot

b, Al Lb DT REET IS R—v

A (SSA) DHIFIERER T\ aEEZ BT,
SSA FBFEIZRBWT, CTSIEL T S uA R—3 R
FAITLTHETEZ L%, TTRT7 2 A R
D CTS BEEZRETH LICEY, B o SSA
BEOBWNAEECTHD L EZ BN,

E. #&5

SSA IEERB X DN 2 LY & BE TRIE
TOHENL. CTSITLT IrA K= RAZHAT
LTHET S Z L% <, TIR 7 I v A RigtED
CTS BEEZMBTHI LICL Y, RHi O SSA
DEWINFRETH 5.

F. eRERER
QP

G WrRHER

1. BXHER

1) Kodaira M, Morita H, Shimojima Y, Ikeda SI:
Electrophysiological features of familial amyloid
polyneuropathy in endemic area. Amyloid 18:10-18,
2011.

2) Tsuchiya-Suzuki A, Yazaki M, Kametani F,
Ikeda S: Wild-type
significantly contributes to the formation of amyloid

Sekijima Y, transthyretin
fibrils in familial amyloid polyneuropathy patients
with amyloidogenic transthyretin Val30Met. Hum
Pathol 42:236-243, 2011.

3) Katoh N, Matsuda M, Tsuchiya-Suzuki A, Ikeda S:
Regression of gastroduodenal amyloid deposition in
systemic AL  amyloidosis  after  intensive
chemotherapies. Brit J Haematol 153:535-538, 2011.
4) Ikeda S, Sekijima Y, Tojo K, Koyama J: Diagnostic
value of abdominal wall fat pad biopsy in senile
systemic amyloidosis. Amyloid 18:211-215.

5) Miyazaki D, Yazaki M, Ishii W, Matsuda M, Hoshii
Y, Nara K, Nakayama J, Ikeda S: A rare lung nodule
consisting of adenocarcinoma and amyloid deposition



in a patient with primary systemic AL amyloidosis.
Intern Med 50:243-246, 2011.

6) Matsuda M, Katoh N, Tazawa k, Shimojima Y,
Mishima Y, Sato K, Ikeda S: Surgical removal of
amyloid-laden lymph nodes: a possible therapeutic
approach in a primary systemic AL amyloidosis
patient with focal
18:79-82, 2011.

7 WMEE—: M7 InA RT7 ¥4 5 —0il&
DIEE L M. HFEAFE T4:467-471, 2011,

8) MiF{E—: T I v A 7 U FARF -
W LRI, HHEAE 14:493-499, 2011.

9) AMREFRMA, MEE— M7 InA K7 o&Fa
NF—. HAMEH 69:140-147, 2011.

10) thEE—: BAMEHFHET I A F— X,
WHIEDT &, 7Ies F=XZHDTNT,
B e HE R, B, pp102-107, 2011.

lymphadenopathy.  Amyloid

2. FRER

1) Sekijima Y, Uchiyama S, Tojo K, Sano K, Shimizu
Y, Imaeda T, Kato H, Ikeda S: High Prevalence of
Wild-Type TTR Deposition in Patients with Idiopathic
Carpal Tunnel Syndrome: A Common Cause of Carpal
Tunnel Syndrome in the Elderly. The 63rd Annual
Meeting of the American Academy of Neurology,
Hawaii, 4.9-16, 2011.

2) EE—: Wik ¥V b 7 2 aA REAORHIE

o REEET 2

s L VBRI L HBHE. 52 B H AMRESHRE,
£, 5.18-20, 2011.

3) BTHEE -, ZhEE mmas, &)IBE.
THEsEwl, BRAM=SE, EE— K7 a4 R
TURFNRF-RBLOEHEET I a4 F—V R
%9 B [CIBF227PET OR2WiyA k. 8 52 A H
AR ESRE, A dE, 5.18-20, 2011.

4y VIIERER, EAE. BB BEE, WmE— &
A2 HMHET S a4 R—V ZAORMBZMHIIRIT 5
A PR EEGERE OB FME. 2 52 Bl H AR
e, AHE. 5.18-20, 2011.

5) AR T, RigEd, BEER. SO E .
HEE—: AFBHT FAP A TR 2MRIEE T
2 A FOturn-over IZoVN T, 85 52 A H ARRERLH
e, A&, 51820, 2011,

H. fIBMEEOHE - B2HKE (FEZ2D0)
1. REFERS
L

2. RRAHFERBR
mL

3. ZTMit
7L



AR mE EES 3

JEAE SR TR E B &
T uA F—= R DA IR

(EEIE MR BOLIRIT7EEZE)
SRR SRR S E

EEBEMD SR FEIEL FAP ATTR Val3ONMet 0 BAFEIZE T S5t

WHoem s MBS A BRI

LFNFIEE  MBARS™, B HEE™, JIEE—, SUBIER, ILAREZ**, | iR,
PR, g, JERSL R, L Aoe
AE BRGNS B HERR AR
R HNDRBE RN R, TR =

MEREE HERMOSEFIES FAP ATTR Val30Met O HRFEZ Wit L7z, 6r I3 ERH & o R 238
DT, MERFHNCT I v A RO &4, BE BN CHE L7z 50 B L EF8EED FAP ATTR Val30Met
48 5% S0 B (BE43 l, &iETH). 7 oA F—3 RICERE L SEIR o HEBAER & JE CER, 3
KO, RIEHRERAETT R, B Xp BT, O a—F ROWRE % retrospective (2R L7z, kgL
TREORBEF R E O MBI ZN TN 66.0£6.1 (meantSD) % & 65.146.5 &%, L& THoEHEED
HERER I N F N 66.3+5.8 R & 66.5£6.2 B Td o 72, 10% OIERTIE FREOERA FROER LV &
R B U 7e. TRIAERL & 326 < & B/ o0 BRI 2 40 66.4+5.8 B & 66.446.3 1% Tdh o 77
PERBEE T 67.446.7 RERFCHIER U7z, BLE BFF 768 F BHAGIFIIT 2 120 67.746.6 1% & 68.9+6.0 5% CH
STz DAREOFERIX 69.346.2 FEFRFICHEL U7z, RIEFRIL S1-7T7 R EZETH o720, LR olEERH
RYEENENENOIEG THE T DIEFIE— 2B MR 5 - 72, FTRERIL 700560 B TH Y, FIE
MO E TOWRIL 73429 £ TH -7, FERNITOAE L FERIENEL 2 EDT-. ETHEROESH
THEVENL & LMl & D EPRREERIL 2,3 EOHIE CH O MREBAR A LN, LLEDOFER S, FEE
FEHIOD = R FEIETY FAP ATTR Val30Met (3, 7€M OLEFEM OB FFIER FAP ATTR Val30Met & 138272 %
RimERETDHEBELN.

A BRREBE™

I, BEFWoBiiotesk s & bic, & T
FAE L, SEREHL S OBS#E 2 F D72\ FAP ATTR
Val30Met JEGI S EENCBIEMEIZ A LT bH 2 &
BB NMZ/2 Y, FAP, %2 FAP ATTR Val30Met
IR EZ BN TWRIE ERAER TRV L E
X ONDHEITI>TETNWS. FEERHD FAP
ATTR Val30Met {35 Cd D ASEUZ TR O
W27 B2 VWEFIA Y, diflunisal <2 tafamidis 72
EORNFZVAYA LF U EbsdTrIods
RO ULE % Bl 2 A YTV VR I F AT E IS
DT ERTREEIN, ZOX D REFOBRED
RN EERBFEE > TE WD, A, JEE
FEH O EEFIER FAP ATTR Val30Met O B S8 %
Bt L7z,

B. Mi%AiE

LM OBEEZFEO T, MHBEMICT Iag
R &, B 2B THE Lz 50 il
FEGE D FAP ATTR Val30Met 48 5% 50 1 (B4
434, ET7HD) OTF I oA K=Y RZBEE L
SR O HBUF D & SECIRHER, LU, AR
(BRI, MR Xop i, D a—Fr R oOHE:
¥ % retrospective IZARET L 77,

(fiw B ~DELRE)
BETR2ENICBE L T4 BRER LU
BWEZEZOEKROL &, TORUAHAEZITY,
FEZHE T 7.



HEER

LE&T%G@ﬁF OHBEH I ZENEN
66.0+6.1 (meantSD) &% & 65.1%6.55%, ke Th
O EB[EE O H R HIEZ L E 16631587 &
66.5+6.25% T - 1=. T b ORER O HERHI3E
IR ICE DT A EREAH Y, 10% DR TIL LR
DFERND TREOIER IV HITOHERALTED,
PERT DEFE R OFERIER L ITRR BB E 2
L7z, FRIMERL L S < B A/ O HBIR T L
NFH66.4+5.85% L 66416 3 TH o T2, EEHD
SERESSEFNC B BB IR 22 & O EEEEER
W E ST Ao Tz HEREE 1367446 Tk e I HEL
L7-. &t & Bfg1-f F BRAGRE I L2 N E67.7+6.6
% L 68.946.0R ThH o 12, DLDARDIERIL69.346.2
R B L. RIEERIES1TTR E SR Th -
=08, ERROBRZRIRENEN LN ORI TH
B BIEF T —BREAN D o 7o, FETRERT
70060 TH Y, FHIENHIET E TOHRKIL
73829 Th o 72, FHRITOAE QiHhesl) &
ZEIRIE. (1B TH)) NE<L & EHdTo. IEHHRED
BEBIEBEA & D & O E P REEE 32,3
FEOHIM CTH LN RBAR A BT,

D. £

IEEETE HL 0D 5 R FEJE FAP ATTR Val30Met D #¥1#
AT EARERIC BER e < B —CTH D, FHIH
DD BITERDTRT D EEZLBNT.

E. ¥

JEEFEHE O SN FRIET! FAP ATTR Val30Met 1,
FE SR D EEFE H O FEAEFEAERY FAP ATTR Val30Met
IR ARBEETDEEZ N,

F. BEEKRER
L

G IR
1. WXHER
1) Koike H, Tanaka F, Hashimoto R, Tomita M,
Kawagashira Y, lijima M, Fujitake J, Kawanami T,
Kato T, Yamamoto M, Sobue G: Natural history of
Val30Met

polyneuropathy: analysis of late-onset cases from

transthyretin familial amyloid

DHEFRHBEERS 3

non-endemic areas. J Neurol Neurosurg Psychiatry
83: 152-158, 2012.

2) Koike H, Kiuchi T, Iijima M, Ueda M, Ando Y,
Morozumi S, Tomita M, Kawagashira Y, Watanabe H,
Katsuno M, Shimoyama Y, Okazaki Y, Kamei H,
Sobue G: Systemic but asymptomatic transthyretin
amyloidosis 8 years after domino liver transplantation.
J Neurol Neurosurg Psychiatry 82: 1287-1290, 2011.
3) Koike H, Hashimoto R, Tomita M, Kawagashira Y,
lijima M, Tanaka F, Sobue G: Diagnosis of sporadic
Val30Met
polyneuropathy: a practical analysis. Amyloid 18:
53-62, 2011.

4) Koike H, Tanaka F, Sobue G: Paraneoplastic
neuropathy: wide-ranging clinicopathological
manifestations. Curr Opin Neurol 24: 504-510, 2011.
5) Koike H, Hashimoto R, Tomita M, Kawagashira Y,
lijima M, Nagamatsu M, Sobue G: The wide range of

transthyretin familial amyloid

clinical manifestations in leprous neuropathy: two
case reports. Intern Med 50: 2223-2226, 2011.

6) Koike H, Hama T, Kawagashira Y, Hashimoto R,
Tomita M, Iijima M, Sobue G: The significance of
folate deficiency in alcoholic and nutritional
neuropathies: Analysis of a case. Nutrition, in press.

7) Koike H, Tanaka F, Sobue G: Transthyretin
Val30Met familial amyloid polyneuropathy in Japan.
In: Halcheck IP, Vernon NR editors.

Composition, Functions and Pathology. Nova Science

Amyloids:

Publishers, in press.

8) Koike H, Sobue G: Paraneoplastic neuropathy.
Handb Clin Neurol, in press.

9) Sone J, Tanaka F, Koike H, Inukai A, Katsuno M,
Yoshida M, Watanabe H, Sobue G: Skin biopsy is
useful for the antemortem diagnosis of neuronal
intranuclear inclusion disease. Neurology 76:
1372-1376, 2011.

10) Morozumi S, Koike H, Tomita M, Kawagashira Y,
lijima M, Katsuno M, Hattori N, Tanaka F, Sobue G:
Spatial distribution of nerve fiber pathology and
vasculitis in  microscopic
neuropathy. J Neuropathol Exp Neurol 70: 340-343,
2011.

11) Ilijima M, Koike H, Katsuno M, Sobue G:

polyangiitis-associated



Polymorphism of transient axonal glycoprotein-1 in
chronic inflammatory demyelinating polyneuropathy.
J Peripher Nerv Syst 16 Suppl 1: 52-55, 2011.

12) Miyazaki Y, Koike H, Akane A, Shibata Y,
Nishiwaki K, Sobue G: Spinal cord stimulation
markedly ameliorated refractory neuropathic pain in
transthyretin Val30Met
polyneuropathy. Amyloid 18: 87-90, 2011.

13) Miyazaki Y, Koike H, Ito M, Atsuta N, Watanabe
H, Katsuno M, Kusunoki S, Sobue G: Acute

sensory neuropathy with generalized

familial amyloid

superficial
anhidrosis, anosmia, and ageusia. Muscle Nerve 43:
286-288, 2011.

14) Hashizume A, Koike H, Kawagashira Y, Banno H,
Suzuki K, Ito M, Katsuno M, Watanabe H, Tanaka F,
Naganawa S, Kaneko R, Ishii A, Sobue G: Central
nervous  system  involvement in  n-hexane
polyneuropathy demonstrated by MRI and proton MR
spectroscopy. Clin Neurol Neurosurg 113: 493-495,
2011.

15) Iida M, Koike H, Ando T, Sugiura M, Yamamoto
M, Tanaka F, Sobue G: A novel MPZ mutation in
Charcot-Marie-Tooth disease type 1B with focally
folded myelin and multiple entrapment neuropathies.
Neuromuscul Disord, in press.

16) /NHLFER, AV . Acute autonomic and
sensory neuropathy DERIR & IREE. A HEAFE  48:
96-100, 2011.

17) /NS, AT - LU &L, HAREARD
SRS 140: 328-330, 2011,

18) /IHiER, MAILIT : ANCA BRI L
HIREREE . [EFEDDH DA 236: 788-790, 2011,
19N, HAVLIE : FIEMET I v A KR Y =
2= NF—DRRIR EIRE. B HEF 51
1134-1137, 2011.
20/, AT IR 2w F— D
FRISEE.  AHEEAYEL, in press.

21) SRS TERE, NS, #5015 : CIDP DS
T2 L IR EOE. Annual review #EFE 300-309,
2011.

22) W ABER, FOKEF. PAAHR., RAH R,
BRNE, ANMES, BPER, HRTT, &l

UG EES 3

vy ra—.<l—- ky—RF2000F D~
A7 87 VADNAT v 7L X 2 BIETF M.
Peripheral Nerve 22:64-71,2011.

2. FRER

1) Koike H, Sobue G: Late-onset familial amyloid
polyneuropathy in Japan. VIIIth International

Symposium  on Familial Amyloidotic
Polyneuropathy, Kumamoto, Japan, 11.20-22,
2011.

2) Koike H, Hashimoto R, Tomita M, Kawagashira Y,
lijima M, Tanaka F, Sobue G: Diagnosis of sporadic

transthyretin Val30Met familial amyloid
polyneuropathy: a practical analysis. VIIIth
International  Symposium on  Familial

Amyloidotic Polyneuropathy, Kumamoto, Japan,
11.20-22, 2011.

3) Koike H, Kiuchi T, Iijima M, Ueda M, Ando Y,
Morozumi S, Tomita M, Kawagashira Y, Watanabe H,
Katsuno M, Shimoyama Y, Okazaki Y, Kamei H,

Sobue G: Systemic but asymptomatic transthyretin

amyloidosis  eight years after domino liver
transplantation. VIIIth International
Symposium on  Familial Amyloidotic
Polyneuropathy, Kumamoto, Japan, 11.20-22,
2011.

4) Koike H, Hashimoto R, Tomita M, Kawagashira Y,
Ilijima M, Tanaka F, Sobue G: Diagnosis of sporadic
Val30Met amyloid
polyneuropathy: a practical 2011 PNS
Biennial Meeting, Potomac, Maryland, 6.25-29, 2011.

transthyretin familial

analysis.

H. M EEOHEE - B8R (PEZSD)
1. HErEE
L

2. ERHEEK
L

3. T ik
L



R B TR R B &
T IuA R—RICET 2 FHEEE

DR E SRS 4

(BERVER BRI RS 2)
SIS E

FEET7IOA FRY Z2—0/F—DEE - REZESE

Wr7es s WEIEC
SERIBITEE  EBE T,
PR T B

IR KF IR A - wRRIR AR (BN E)
JNEFER AR MLFEEENE* . FRARBHAEF, BRI, BRI BT,
eI

*EIRKFRFBME - PRRES: (FREEARE)
R IRKEIM B IR 5 BB TR (B =H)

MEEE

FhET a4 RRY = 2 —1a/3F—FAP)DEEHE - BUARE OFEIZOWTIRETT 2720,

hT v RV A LF B REE T HFAPEF L MO RMHREE B & Al & 1 C8 ek LERE - BRE~—D
—DOBPEEIT -T2, FAPBRERIIMEE LB LABICEER X, 7RI /75y, a2-7TFAIA
CEEX RN, Ya a7 57 A RRIRPEE TH o7, FAPEE ILERE - ERE %

HTob0EEZLNT,

A HIZRER

AL 73 uA F—3 2 TEEE - MIBEROEED
D HND I ENRE SN TEERN, FHEET I o
A RRY == —a/XF—(FAP)DEERE - HEITD
UWNVCHFZE LTz idb i, Bz idaim & Fgeic
LV FAP OEEE - BRIE O RH DA I OV TRRES
L7,

B. I A=
BRKFZIWZABRE LT N T AP A LF /(TTR)
EREYETHFAPBEE L L Flhr vy T SH
Tr R E R 10 A A T IREE S L CRIm =
IZBEk L7z, FAP BE D 5 B 7 4755 TTR Val30Met
ZEEL 1 A& LeuS8Arg BHEE G LTV, STHEEE
DEEOZWEIIET LV a— A 2 — s SF— 3
& BERFEE S T — 24 mE RS
—uas3F— 1 4. Crow-Fukase JEMEEE 1 4. L
myelin associated glycoprotein (MAG)HUABME= =
— R F— 1 4 BIERIE M RS FAR R S
1 44 Th oz, FAP BERR LUK A2
W CEE - SEo~—h— (Fa bo e s
MET)., EEEES b R T T 2F CRH
(APTT), 747V /7w, 747V o iREY
(FDP), FDP-D dimer, «2-7J7 A A v EEH
—(a2-PD), ToF hurey, FITRI T,

e T T b ECEGIR(TAT), 77
A2 TTAI A e EX—EHEERPIC),
ZFu ka7 57 A b FIF2F1+2), EEEA
T X) 2HIE LR,

(B ~ DO BLHE)
AR SRR EOE A MBEZRE R TERE
ZITTNWD,

C. iR

FAPHEE BRI FREE & bl U BB R X
FISGAI ) o 2-PINMEE T, FIR2NEMHE T
BT,

D. Z%

Fl+2 IZ7v b e b B
HEICA T, BEROER T 5, EEEEA
F X I OWTCHEEEERNEMR T 5 2 & THE
ENTWAAREMERSH D, AL 73 R— R
CTHEBERT X X7 I RIS LTETT
5HAHEMEA R SN TR Y | FAP THIRIEROBF
NEE L CWDREEER S B, BEED~—T—IZ
DOWTIE FAP BEBTT 7 A )7 w2-Pl
DR T 2R IBEIRRE DORIENE 2 BT, FAP
BE T, BE~—I—DRTORRE25 X5



BRIFEESCT VT I, al o255 —FPOE H. HpEEEDHEE

THEERD RN T=, ORI FAP S5 DR - 1. BEFERE
BIRADEEAL L TCWAZ EEZRLTWDS, B 2L
o BREEILT I Rea—a X F -0
. AROBEFREICESI OB 22— 2. RRREERE
ﬁ~@1o?&57 MDD D, Z DRER A MR L
T DT OB L ARG EET 5,
3. TOith
E. #&im 7L
FAP B LERE - SREHRER AT 5,

F. BEERIER
L

RHER
1. EXHER
mL

FRER
1) Akagi A, Iwasa K, Sakai K, Motozaki Y, Ono K,
Sugiyama Y, Yamada M: A unique familial amyloid
polyneuropathy family with a transthyretin Leu58Arg
mutation. VIIIth International Syposium on Familial
Amyloidotic Polyneuropathy, Kumamoto, 11.20-22,
2011.

EEUIF R T S

F BHRR (PEZED)

4



R T BRI R R B &
T IuA F—AZHET L FRENEE

LC-NS/ NS ZEREL 7204 F—Y X5

MemstEE  RHEE

SRS EES 5

(BRI BRI IE S 5€)
Sy E =

N OFCE S

RRAR R R e A B AT JE 0P RE I AR AT 200 B

EFEEE  EESAM Y IR EERE | SRACOE | RIBRE ', #O0E
FEBFE . SREFHR | wEMERE . MR BIHIRE D N

s

REAR R R EE B AR AT 5

W BT, IR,

3L RS R RN R, 4 B R

MEEE

TIioA RV AORBEAEZRET S FELE LTE, —RICHRERB LR aEs Ay

ENTWD, LaL., RECIEEEL LT EAE~OFUEORIGHER TIC & 2 @S, miFms o=
VHE IR = a TR BB EBEL, ERDHAZEECTS LI VRRBH D, £l RMOR
REAEZERET D7 oA F—U AR LT, RSk aridge LEy, £ 2 THail,
Liquid chromatography tandem mass spectrometry (LC-MS/MS) ZFWZH LT T A R— 2L E
B L7-, MR OfE, 200 0 mx300  mx10pm FREDT I 0 A NEXHIIETZEIAHE & 72 D FIA,
SRR LG IEN L 2 2 RO RISHIC BT 2 MBRE TR L 5 5, ARLRY IuA F— 2R
SEETHD I EBERENT, F. REFAWDZE T, EREOMITHERETH ST RMOT I
g K=Y AT 2 RRAEREORIEN L 7207,

A BIZEE®

T 2uA R—AOREZECIE, WNIIER
W7 A FRIBEEHELZIRZ 2003 ) TEE
ThbH, BIREAELFIET 2FEL LTL, —
BRI R LR EEA A BT WS, Lo
L. KREITBRHEE LB E~O RO RIRH
ETFIC LA EBEES, MERSOarZ Ix—
g N LB BEMER ERAE T, HEEZE T NEEIC
THLEINRERDHD, T, RAOKEERE
FEERETLT IS R—T ATk LT, HEH
RSB I I RE LB, AIFFE Tk, LC-MS/
VS ZFWEFH LWT 2 oA R— ABWED,
SEREM LY B TR CH o o7 I v A
R— ZOFBREHEREIC L THEMRATH 55
EIRETT 2,

B. AR AE

SHEITERIIC FAP NEEbn-5AF 3 4. %
RENC AL 7 I m A K=Y AREEDTA,
Yufe TN oMo BE 1 4. B UER

RHOAET I oA R—ABEH 14, ZNbD
BELVELNEFRA~Y Y CEEERERE D,
laser microdissection EIZ XYV, T v A &
AT DI % 200 1 mx300 pmx10 pm FREERIN L,
EHETMEAIEZANT MY VBB IOE
HE OB 2{To7%. TOY 7%z LC-MS/
MS ZHWTHT L, ZOFRERIZOWTERE LTz,

(B~ ELFE)
BEARZEZMMEFREICR T 2 MEEES
BL0RREZT, BESERIA 7+ —LF
arvty hETV, REEZBREGEICOLMEE
Tol=,

C. IEHE

1. BRFRAIC FAP BEbh/-RBF 3 AWV Thic
SOV T%, LC-MS/ MS CRIREREFEGOEH
12 TTR Ak &, FRIERCHETT Lz it
YA TH, T IuA RIEEHAIC—8 L TH
TTRELER MG Z R, 2. BRI AL 73



A K= AREDLNTZN, YHOBEAS L~V
v EEAR A T R LR e TR E R
Wiz ool r— A2, LC-MS/ MS
O TCEY o T O 21T o ek R JRIKE
HEOFEME LTEfcA L/ 7 aT ) A Fx
— VBB ENTe, ZoERE I, R4
AT 2 WD TR S e a2 T o 7o i SR AL
L BB ERx s LN TEZ, 3. 255, B
@%ﬁﬁ?’ oA F—I2AEFIZOWT, LC-MS/
MSIZ ko2 a iAo 7o iR RIRE R EEG 0%
@&LT77F7:J/#@M§MLO% \D Tz
O, FL7 7 N7 =) UhEE AW TREE DA
vauyl%ﬁ%%%fﬁﬁk“%éb =5
AT e Rl LcEREICRLTY
lX?/7UVT4/ﬁ%%ﬁbﬁﬁ%\$%%
WIEE LT I8, RiE9 7 h 7=V U ERRE
HEETAHLOTHDZ LRI,

D 2%

200 m>x300 umx10pum BREDOT I v A KEHN
HIEZWIATEEZe LC-MS/ MS #EIT. ShE Rk L
PYEIENR 2 D RO I B A A A
LY 2, ARRT oA F—v 2EH455EE
ThdI VRSN, T, REEFRHWD Z

T, EREOBITIPEECH T RIMOT I =
A R—=V AT HRREBEDORENFEE & 72
DT, BIpHT, SEOKERI TR sNZT 7 K
T2 7 InAg K=V RABHEIZOWTIE, WE
BNEZIETHDHZ EbH Y, BERIRABRELSME
JEWC LD bDEREST, 22T, —RICTIBEER
AREMRE O ETERT & SNHTACSTD 2 %
AT AER, AEEIEQLISX &5 TACSTD 2
BEFOEREZRETREOI LR SINZ, &
B TIX, TACSTD 2 BETOEEE KT TR
LWL TABELEOANY THEEOERRKT
DAL, TNILL-TT7 h 72UV DOAFE~D
BAZBEENT, FEICT IvA NOWELZF
LiebDEEZLND,

E. &

LC-MS/MS DIeRIZ &LV | Rt CIIMER
WREECTH 727 I, P~V ADOFEKNEHE %
BE L7,

SrEREEmEEES 5

F. BEERER
L

G BIERE

1. BCER

1) Ando Y: Therapy of ATTR amyloidosis:
Perspective. Amyloid 18 (Suppl.1) : 182-184, 2011.

2) Ando Y, Ueda M: Proteomics for Transthyretin
(TTR) Related Amyloidosis. Cuwrrent Proteomics 8:
237-246, 2011.

3) Ando Y, Ueda M: Diagnostics and therapeutic
approaches to transthyretin amlioidos’s. Curr Med
Chem, in press.

4) Asahina M, Akaogi Y, Misawa S, Kanai K, Ando Y,
Sakakibara R, Arai K, Hattori T, Kuwabara S:
Sensorimotor manifestations without autonomic
symptoms in two siblings with TTR Val107 familial
amyloid polyneuropathy. Clin Neurol Neurosurg 113:
139-141, 2011.

5) Asahina A, Yokoyama T, Ueda M, Ando Y,
Ohshima N, Saito I, Tadokoro E, Hasegawa K:
Hereditary Gelsolin Amyloidosis: A new Japanese
case with cutis laxa as a diagnostic clue. Acta Derm
Venereol 91: 201-203, 2011.

6) Berk JL, Dyck PJ, Obici L, Zeldenrust SR,
Sekijima Y, Yamashita T, Ando Y, Ikeda SI, Gorevic B,
Merlini G, Kelly JW, Skinner M, Bisbee AB, Suhr OB;
Familial Amyloidosis Consortium: The diflunisal trial:
update on study drug tolerance and disease
progression. Amyloid 18 (Suppl.1) : 196-197, 2011.

7) Guo J, Jono H, Kugimiya T, Saito S, Maruyama T,
Misumi Y, Hoshii Y, Su Y, Shono M, Ueda M,
Obayashi K, Otagiri M, Ando Y: Antioxidative effect
amyloid fibril formation in

Amyloid 18

of albumin on
transthyretin-related  amyloidosis.
(Suppl.1): 17-18, 2011.

8) Jono H, Anno T, Misumi Y, Mori Y, Motoyama K,
Ueda M, Horibata Y, Shono M, Obayashi K, Arima H,
Ando Y: Effect of cyclodextrins on transthyretin
amyloid formation in transthyretin-related
amyloidosis. Amyloid 18 (Suppl.1) : 58-59, 2011.

9) Jono H, Anno T, Motoyama K, Misumi Y, Tasaki T,

Oshima T, Mori Y, Mizuguchi M, Ueda M, Shono M,



Obayashi K, Arima H, Ando Y: Cyclodextrin, a novel
therapeutic tool for suppressing amyloidogenic
transthyretin
amyloidosis. Biochem J437: 35-42, 2011.

10) Kawahara S, Ueda M, Miyazaki A, Yuki U, Shono
M, Horibata Y, Jono H, Obayashi K, Tkeda K, Tanase
S, Ando Y: Age-dependent increase in thiol conjugated
of ftransthyretin (TTR)

quantitative analyses by the surface-enhanced laser

misfolding in transthyretin-related

forms in the elderly:
desorption/ionization time-of-flight mass spectrometry
(SELDI-TOF MS) protein chip system. Amyloid 18
(Suppl.1) : 14-16, 2011.

11) Koike H, Kiuchi T, Iijima M, Ueda M, Ando Y,
Morozumi S, Tomita M, Kawagashira Y, Watanabe H,
Katsuno M, Shimoyama Y, Okazaki Y, Kamei H,
Sobue G: Systemic but asymptomatic transthyretin
amyloidosis 8 years after domino liver transplantation.
J Neurol Neurosurg Psychiatry 82: 1287-1290, 2011.
12) Kugimiya T, Jono H, Saito S, Maruyama T,
Kadowaki D, Misumi T, Hoshii Y, Tasaki M, Su Y,
Ueda M, Obayashi K, Shono M, Otagiri M, Ando Y:
Loss of functional albumin triggers acceleration of
transthyretin amyloid fibril formation in familial
amyloidotic  polyneuropathy. Lab  Invest 91:
1219-1228, 2011.

13) Kumabe Y, Miura A, Yamashita T, Oshima T,
Misumi Y, Ueda M, Obayashi K, Horibata Y, Jono H,
Ando Y, Uchino M: A homozygote case of familial
amyloid polyneuropathy amyloidgenic transthyretin
Val30Met
(Suppl.1) : 169-170, 2011.

14) Misumi Y, Ando Y, Ueda M, Obayashi K, Jono H,
Su Y, Yamashita T, Uchino M: Relationship between

amyloid fibril formation and overproduction of

in a non-endemic area. Amyloid 18

basement membrane components in familial
amyloidotic polyneuropathy (FAP). Amyloid 18
(Suppl.1) : 22-23, 2011.

15) Misumi Y, Ueda M, Obayashi K, Jono H, Su Y,
Yamashita T, Ohshima T, Ando Y, Uchino M:
Relationship  between amyloid deposition and
intracellular structural changes in familial amyloidotic
polyneuropathy. Hum Pathol 43: 96-104, 2012.

16) Morizane R, Monkawa T, Konishi K, Hashiguchi

SRR SE

oF
I

%5 5

A, Ueda M, Ando Y, Tokuyama H, Hayashi K,
Hayashi M, Itoh H: Renal amyloidosis caused by
apolipoprotein A-IT without a genetic mutation in the
coding sequence. Clin Exper Nephorol 15: 774-779,
2011.

17) Murata S, Ueda M, Tanabe Y, Kurata N, Demura
N, Gram H, Tasaki M, Su Y, Jono H, Shono M,
Obayashi K, Ando Y: Inhibitory effects of anti-IL-1
beta antibody in murine AA amyloidosis model.
Amyloid 18 (Suppl.1) : 38-39, 2011.

18) Obayashi K, Yamashita T, Tasaki M, Ueda M,
Shono M, Jono H, Ohshima T, Ohya Y, Asonuma K,
Inomata Y, Ando Y: Amyloid neuropathy in a younger
domino liver-transplanted recipient. Muscle Nerve 43:
449-450, 2011.

19) Obayashi K, Hornsten R, Wiklund U, Karlsson M,
Okamoto S, Ando Y, Suhr OB: Blood pressure
overshoot after tilt reversal in patients with familial
amyloidotic polyneuropathy.
133-138, 2011.

20) Obayashi K, Hornsten R, Wiklund U, Karlsson M,
Okamoto S, Ando Y, Suhr OB: Haemodynamic
responses after tilt reversal in FAP. Amyloid 18
(Suppl.1) : 166-168, 2011.

21) Obayashi K, Ueda M, Misumi Y, Yamashita T,
Jono H, Tasaki M, Shono M, Yazaki M, Kametani F,
Ohya Y, Asonuma K, Inomata Y, lkeda SI, Ando Y:
Amyloid turnover after liver transplantation in FAP.
Amyloid 18 (Suppl.1) : 187-189, 2011.

22) Ohya Y, Okamoto S, Tasaki M, Ueda M, Jono H,
Obayashi K, Takeda K, Okajima H, Asonuma K, Hara
R, Tanihara H, Ando Y, Inomata Y: Manifestations of

Hypertens Res 34:

transthyretin-related familial amyloidotic
polyneuropathy: long-term follow-up of Japanese
patients after liver transplantation. Surg Today 41:
1211-1218, 2011.

23) Su Y, Horibata Y, Ueda M, Tasaki M, Misumi Y,
Guo J, Shono M, Jono H, Obayashi K, Ogawa H,
Ando Y: Transthyretin-derived amyloid deposition in
the heart of an elderly Japanese population. Amyloid
18 (Suppl.1) : 180-181, 2011.

24) Su Y, Misumi Y, Ueda M, Shono M, Tasaki M,

Guo J, Jono H, Obayashi K, Senokuchi T, Yamagata K,



Ando Y: The occurrence of islet amyloid polypeptide
amyloidosis in Japanese subjects. Pancreas, in press.
25) Sueyoshi T, Ueda M, Jono H, Tasaki M, Murata S,
Horibata Y, Obayashi K, Irie H, Sei A, Ide J, Mizuta H,
Ando
musculoskeletal
163-165, 2011.
26) Sueyoshi T, Ueda M, Jono H, Irie H, Sei A, Ide J,
Ando Y, Mizuta H: Wild-type transthyretin-derived
amyloidosis in various ligaments and tendons. Human
Pathol 42: 1259-1264, 2011.

27) Sueyoshi T, Ueda M, Sei A, Misumi Y, Oshima T,
Yamashita T, Obayashi K, Shinriki S, Jono H, Shono
M, Ando Y, Mizuta H: Spinal multifocal amyloidosis

Y: Transthyretin-derived amyloidosis in

systems. Amyloid 18 (Suppl.1):

derived from wild-type transthyretin. Amyloid 18:
165-168, 2011.

28) Ueda M, Horibata Y, Shono M, Misumi Y, Oshima
T, Su Y, Tasaki M, Shinriki S, Kawahara S, Jono H,
Obayashi K, Ogawa H, Ando Y: Clinicopathological
features of senile systemic amyloidosis: an ante- and
post-mortem study. Mod Pathol 24: 1533-1544, 2011.
29) Ueda M, Ageyama N, Nakamura S, Nakamura M,
Chambers J, Misumi Y, Mizuguchi M, Shinriki S,
Kawahara S, Tasaki T, Jono H, Obayashi K, Sasaki E,
Une Y, Ando Y: Aged vervet monkeys developing
with  the
disease-causing lle122 allele: A wvalid pathological

transthyretin ~ amyloidosis human
model of the human disease. Lab Invest, in press.

30) Yamashita T, Ando Y, Okamoto S, Yohei M,
Hitahara T, Ueda M, Obayashi K, Nakamura M, Jono
H, Asonuma K, Inomata Y, Uchino M: Effect of liver
transplantation on the survival of patients with
ordinary onset familial amyloid polyneuropathy in
Japan. Amyloid 18 (Suppl.1) : 185-186, 2011.

31) Yamashita T, Ando Y, Okamoto S, Misumi Y,
Hirahara T, Ueda M, Obayashi K, Nakamura M, Jono
H, Shono M, Asonuma K, Inomata T, Uchino M:
Long-term survival after liver transplantation in
with familial

patients amyloid polyneuropathy.

Neurology , in press.
32) WM ERE: RIEMET IaA4 FRY =a—n
/NF— (FAP) DIRFRIEDMEHN: . Mtk /b E 258
28: 115-120, 2011.

Li

SRS 5

J

33) WEHIEHE, b e SEET I a1 KRR
Vma—mF— BAMEGHETInA F—v
ARBET NEMW. B EREIMIIES S 33:
1-9, 2011.

34) HEHENE, &R EE: B AR v
TeBARFEEBIRYT. H ALK& H B Fa 55
36: 189-195, 2011.

35) N RER, B ERE, NEFR: RT3
A KR Y = o —na/F—(FAP). & ## 63:
583-595, 2011.

36) ILIFRER, W ER: BEET Ias K7
VRANTF— HEEAFEE T4: 485-492, 2011,

2. BRHER

1) HIRAERS, MM YEE, = B0onds, EEi,.
ANeAr. RS, Rugfedn, Ik, B
B, WREZ, ME, RS, B KM
Yo, HHBERE: R~ TS
BESWIEICL A7 I A F— 202

55 58 [0 A AR A [ i & Wl 11,17,
2011.

2) MM, MEHEYENE, = ERPVRE, sy, )
JRERSE . RUBMREL, WIS R, AROKJoHE, EIRAL
m, WRFEE, wE., EEE. B, Kk
o, WHRHERE: BEOIEC X 28727 2
oA NRBEEZEEORSE. 836 H HAREH~ A
AN hVEESES D KR, 9.15. 2011,

H. M EEOHE - B2HRE (FEZED)
1. BEFRE
mL

2. ERHEER
L

3. O
L



DEFTRHREEES 6

B BF AT R M
T IuA R—VRICBT 5 PHENITIE

(Bt ESTIRITIEE2E)

SRS
HERDH LIRS & S AL 7 2 04 F— RO REMBBIEZIRE

Wrge R
L FBTFEE

EHFE R RFEZENER R EE
EBER L0 REE R R

MEEE 704 FOREHRBILZORHOBRIZ, AL 7 I a2 REHROH L A Tl 238k
LWZ ENH AL, BHARERZ L H D, SEIOMETIES AREOEMAHILIT, —E L~ TAL
TIoA ROBENRTED LI, EOLI RHROMEN L VONZHEE Uiz, #MEHZAL 73 uA
R—3 ZEBFIOWELE DB~ Y VEENRT T 4 BT ALES B A B S B2 Ve, TREROE
FEHL A SHFUEA R L UL « $45UE HI6-E 2 — kLA & L. PURIRTE AR & U TR 1 o T, &
EB Y BERE LT, R 7 a—FAHFIRTH D A193, A80-112 1XFIT A AT 15 il 10 BIkGME.
1 FEERECHY . TSRS LRE Thotz, £/ 7 a—F LA TH S N10/2, HP6054 1X A LT
15 T 1 5D BB T i - 7=, BB A 85 & DL RIGT HEF /) 7 v —F ik v — 2 3D12,5LA/3D12
I AAE 15 BT 4 BRI L 22 . FIRREOREEE R LT, HIGEIZALBEFIRETH -T2, AT
A RIEHROPE L #EHUE TIZYE 59, HIGE Tt cho7, SRIOMETIZIALTY I
A F—=L 2FNZBNT T AT ) 7 a—F PR TIBERR D2 vFFRY 7 a—F A fiEond;
NEATREZEL TS EEZ BN, BURT, MROH A SEHFEOH TIERY 7 o —TF Ak L it
WEEERL L 88E ) 7 m—F AHR s 50— 3D12 H A WL SLABDIR2 O T AL T 284 R—U 2ADFR

RN ENRB LHRI SN, HI6EIZOWTIZZFORAMENERER SN,

A BT ER

T IuA R—TALEE, IBRIEORRO AT,
WHELTNDET IS ROF A TREDEER
ENTWD, 734 ROXATHEIL, LD
MEER TIEH R OFUEZ D 7= e E R L T
ETITOIVTWAMR AL 7 2 a4 RZHROHL
EHAETORERHE LN B LIZLIED D, B
HI2SEE L WERIR & LT, Mot L STt ZAEE
EEATHAT I RiZipo T WL (¥
Bz ) 2RETA2ZE2EME LTERS
NTWATD, SIFEEEDEL LT 2 a4 K
MEFORFRER LG LIZS W, BEWAL T
SoA FOLEMICE D EHEENS,

AE O TIE—RREEHR LY K< ALT
SuAf ROFATRENTE S LS, HROGIE
DERNZIT 27,

B. B Ai%
MBHIAL 7 2 v A R— 3 ZE R 20 B OIEAL

BOFRAL<) CEESRT T 4 o9 (ALEL 15
B, A SH)) T, WIS L HRFEFER
B RES2 0 B CYERL S U77 anti- A (118-134), anti-
k (116-133) TH A T ZFERB LTIERI TH D, anti-
2 (118-134)F & W anti- k (116-133) TR/~ U > [EH
ENTT7 48R ETHEH, 7IaA NZRoTn
PWRESa T v b ORISHERTTIRO & O X
DHIH . BRIZAL 7 I A REBRHETHZ &
NS, 72720, Ak No,3 22\ Tk anti-
k (116-133)&METH > 7223, anti-V L VI(1-19)F &
W anti-V L VIFRIIF&M, anti-V & [ (1-19)5HTH
STz, A BIEHITE S NTIEFTH D,
i AFRYLEEIT, T 2 A RLEDES
AR L, B LORTHGRE — Rk L LT
vy, FURIRELE & U C BB % 51T L7-,
—WFE s m— 3D12 B L O SLA/ADI2 (220
Tk, PUBRPURRES & B9 S8 5 3RO Can
Get Signal B & AW THREIT o 72, ZRHUKIT Y
X —RPLRIZIE EnVisionTM+/HRP (7 4 % —k



ik . DAKO) . ~ U X —RHFIKIZIZ
EnVisionTM+/HRP (= 7 2 —&k#i{AH], DAKO)
HENTN AEFRTHEM Lz, #AICIT DABY
(DAKO)% H\», DAKO Autostainer %V THE
Pets Z AT o7,

(frE i ~ORCE)

AW FR L PR BE SEEA R R E E 3E TR
B - BRTMESERELZE20ERE LT RN -
RERAIC Y T D EFEH &Nz, MEHZ DWW T
VR BRARA 1 & A OGBS R FTREEE AL 21T o T2,

R
QBafERAZRAUTTY, 7 I 0 A FOSRH., BAR
WCREINLTWVDHOE +, ORREEDRTHTVH

HWERE—THHIPHERRERZLOE(+H)E L.

fRECHMEE Lz, — 7384 RO —EHO
HYLE TN | FERICREAERTH, F147
ENHRETHTbDER(—)., 704 Rie
SPeFoTWWnboE—& L, i C@atEel L
oo 7204 RUANADOEHSHBIBS GeE > T DT
WX A TRENKNEE 2 b OITAEREE S LT,
R 7 a—F PR TH HA193, A80-1121F,
& HIZA LB SR 106G
FIERIE ORI THH-T-, —FHE/ 7 a—FL
Bk 7 m— 2 N10/2, HP60541TA A TS 1451 o
DG TH o7, WEERIAHE OBRGT BT/
7 a—F HiRZ m—23D12, 5LAADI2IFA A Y
15s@IalgtE & 70 0 | [AREOREMN 2R LT,
DD BL2FNER Y 7 v —F HUREMES 161
HEREG CTHoT2, FieHY X a—F b
RHI6-ETIZAL 7 2 A F—3 2T 26 EM
ToHoT,
k BISEHEH IR OB A HUE Tz b iz

MTH Y HI6-ETIEEFIGM & 7277,

D. 8

AEIOWFFE T FEOFUA T T ALHF
AT AU, TROBBIZEST IR
A K= 2 DRBEHMBGFORFTOHE L S DR
RoO—o2,EZ LN, ALT IaA K= 24H#)
WDOWTHE~ U AE /) 7 a—F LHRTiEEME
B UHFRY 7 a—FHIRO TR H

. IPHEREETSH Y |

SR EEES 6

A TWREZE L TNDZ EpmmBEEniz, Lxn
L b A i~ v 28/ 7 ma—F Vi
{R(SLA/3DI12 & 3DI2)TIE U HFKRY 7z —F /L
PUAR(A193 & ABO-112)f&MEMH IS & OV E K i ¢
Bt a <9 b O 36 AL H A 72(A A B No.1,No.8,
No.14), Z OPLlFkER A i~ 2AE /) 7 a—F v
FUKIZOWTIE, AL 7 2 0o RERMEE AT L 84
DHBIR o> TWDT2D, JLilFkEi A 8~ v 2%
J 7 a—F iR E WA Z LT, AT ARG
THRFEOPELD bEROREMENTFHI 2D |
TInA RERIFICHEBETHZENTEAHDT

ARV EHIFFL TR L, AAT 24 K—
RS BIFBHEENT 4 §] & Diedro ot TH
HOEFITNTNG T 2 v 4 RAHRIC TG S
. FHERBEGNL o772, « B L 84 % 3858
TAHHIG-EIZTTICAK T 204 ROX A TRE
WEHEHATHD Z ENHIALTWDR, BReToR
BLEET, ALE T2 E 5T, ant-«
(116-133)EMETH -7~ Ak B No3 & A « BT
TRCEMET, AcBOS 4 TRECHEHTHD
T EDEHERE SN,

PLASHAR Y 7 a—F gl & | 3D12 HAH WL
SLABDI2 OHFAICE Y 86.6%D AALT I A K
— YV ABIERIEST H I LN TE, BIZHIGE &2
HT5E, KEo AL 7204 K= AT
HHECThoTz, Lo TZ o 3 FOFUKROHFHAIL
HEROPT L $HPLRO R TIE, AL 73124 F—3
ADRECHEHTHD EEZLND,

E. ##

ALT IaA R=T ADH A THREOBIZIETH
BROFUETIEIR Y 7 a—F bk % H =55
BHERE W, FIASEHFY 7 o—Ffifke <o
2 ) 7 a—F R 3D12 F£72id SLA/3DI2,
H16-E OfFfIZ AL 7 2 a4 R—Y 2AORIEICAH
HAcdhHb,

F. BEREKRER
mL

G HIRRER=E
1. BCHER=
1) Hoshii Y, Nanbara H, Cui D, Takahashi M, Ikeda E:



SHEFAREEET 6

Immunohistochemical examination of Ak amyloidosis
with antibody against adjacent portion of the carboxy

terminus of immunoglobulin kappa light chain. Med
Mol Morphol, in press.

2. BRER
L

H. SIMEAEEOHEE - BIKR (FEZED)
1. HEFmE
2L

2. ERAHEER
L

3. £0fi
ZQ



SHEMRREEES 6
x1. FEARALEZ—XA
b L gk A—dr— s TR JRTE LB

A193 PR ) u-hy DAKO 1:20, 000 F4B* diluent X
A80-112 PHCE ) et BETHYL 1:5000 F+B diluent £
N10/2 ) Ju-th DAKO 1:100 F+B diluent Xk
HP6054 TYRE) ot Novocastra 1:100 F+B diluent e
3D12 YRR ut HyTest 1:100 F CGSB* EE
5LA/3D12 AR Ju-ti ‘“‘"réﬁx;if&‘ 1:100 P CosB i
H16-E IR E) Jety DB Biotech 1:100 F+B diluent B
anti-2 (118-134) ER W YER [INf=pN-2 1:1600 R diluent By

anti-x (116-133) PHEE ) yneti ifep-= 1:2000 H diluent ARALH

A193, A80-112, N10/2, HP6054, 3D12, 5LA/3D121&#n A Sk, HI6-ElLn « $EHLIA
* F+BILEERE R LBH S ESHICH A L-LEOMAZZEE TS

ok FIEEBELSED AZ R T 25K

¥ :Can Get Signal B (EE¥EHH)

Fz2. R

gk;(ﬁ’;ﬁ'f’%} ??;’g, {33 | A183 |Aso-112| WiO/2 | HPOS4 | 3DI2 |SLA/3D12| HIG-E
T - o O - - : : -
e 3 - + 4 - - - - -
3 ¥ - $ + - - - - -
4 ¥ -) id ¥ (- EEoHR| () (=) -) -
-5 + - + + + + + + -
B ¥ - £ 3 - - - e -
i ? £ EY - ¥ 3 - - e
3 + - (= () - * * -
8 + - () {+) (- ) - - -
10 + - - PEEE  WERH - = =
1t + - D) + - ~ - - -
12| ¢ - =) &) NS - = -
13 + - + + - () e - e
14 * - FIEEZE WEH| HEEE - * + -
15 + - B + - - - - -

em (R Cii6_ i33y| A193 |AS0-112| Wi0/2 | HPGOS4 | 3D12 |SLA/3DI2| HWIBE
e . - _ . B - :
— - : - - - - - - :
3 - &) = - - - - - +
4 - + - - - ~ - ~ +
5 - : ) &) - & - - +




DHEFFRHREEERS 6

1. R A—F LA D HBEEIZTE o f=ED

A80-112[Fanti- A (118-134)&
R DEMNFEES>TNDA,
5LA/3D12[F &< EFE->TLVG

5LA/3D12[Fanti- A (118-134)
EEBRDEAEEO>TLDA,
AB0-112[Z IR IR B IEH T

LY,




JRAE T B T IR R B e
T IvA P RZEY S RENILEE

SEFEREEES T

(BB IER BT IR FE )
SRS E

AL7 =284 F—2RIZEIT HBEEIRS

MoEnEE MR REARZE R SR R e il A R
KRBIZEE  REOERE . OGS R a7

LHREHERE ", FEHH"

FREAREE LR R R AR, I MR TR A T R,
R RRA R R R E I AT SRR BRI AT 0 B

MEEE ALT v A R— RTBIT 2 18FEBIREOBFE 2T 5 72512, uPA, uPAR @ mRNA 35
EREILIZEZA, FBEMIBLY b LA, 7 2 a1 FIEEFEICEB VT uPA/UPAR 233 HL L T/,
T mA RiMEE FFREERIZEINT 5 &, uPA OFBLNEER L7z, @ERRERIL, 7 a1 FIEERST

FEHINTWDLZ ERHRA L,

A HIEEM

Fxld, AL 7 I 84 K= RTBWTRERR
BREETHZ E2RELTER, 4EITZ OB
FFafEAT 52 L2 BHE LT,

B. A AE

uPA (3ffE YA, RT-PCR, Real time PCR T
HU7, BREV 7 Vb, CDI3S R E— R %
AWCHEMIZML LT RNA 2Lz, 7
S A RILEMBERE S RNA ZHFiH L. uPA B &
N uPA receptor (UPAR)DIEHR A MM L7z, =2 b
Bl LTHREERT I v =V Riges % A
Wiz,

(T ~DRLE)

AR CTHLNDT—21E, AHDRLALR
5HOTH Y, HEEOMEIZR, BT
IV, AR, FE AR CRIRL TR 0 EARE
ERIELTHA LTS,

C. MZEHER

EEYETIE AL 7 S A R—3 AEEHE R
EHERIZ uPA 23R & 7243, MGUS HskEZE /M
faCidmt &Nz dotz, —H, ALT I A K—
VA& MGUS OFFEAAED uPA 3 LY uPAR @
mRNA FEIZIZZZ RO T, @WHEBE 7 ER
3 EThHoT, T uA NILEBESOBRECIL,

AL 73w A R— ZAHEHas CHEEET I a1
F—3 ZJEFNCEE L THE 7 uPA B XUV UPAR @
mRNA FHEMZ RO 7=,

u-PA expression
10000 -
1000 :
100
100
10 +
PLAUR expression (liver)
ity
§ PP R
§ a0
% 1000
?’j W -




FAL 7 I uAf B REFIRRT I B A N
fHElx, FRREREE HepG2 T uPA Bl% mRNA L
~NLTHEL,

D. &%

AIRBITE T 5 PICIRERREDRE TH % uPA
BB ORR BT, 7 aA NLERRE? S
PEAE I TV,

LEOMETIE, uPA OFFEMIETO mRNA
FHIT AL EH] & MGUSIEBNZ ZZ TR ORI 2T,
—7. AL JEFIOFE R D& uPA D3R E
SX=HRE L MR O uPA & TEE MG E D uPAR
EORERIC L DD E X biL/Z, uPAR 137
oA RILEESCHREICHEERELTEY ., uPA
17 2 oA RiLEEE L TH uPAR RS LT
ETHAERMERD D, 2 AL 7T 1A Nz
T uPA/UPAR RDFHE I D DI RHATH 5728,
T uA RS D2 &b uPA BEEZFHFE T
B AIHEMEDS TR ST,

E. f&iR

AL 73IuA R—L ACBT5BRBREIZ, 7
oA FrkERAGRRIT CHEET 5, 41k, BT
VWHEMY . 75 A U OMERER P EREET B4
BERH D, BERENT I a4 F—v 2DHETIC
BE L TWADThiuE, MREEAERDFRIRD =
Y ho—WIZHEHATH D AREED ® D,

F. BERERIER
L

G MIEHRR

1. WXER

1) Kumar SK, et al: Risk of progression and survival
in multiple myeloma relapsing after therapy with
IMiDs and bortezomib: A multicenter international
myeloma working group study. Leukemia 26:149-157,
2011.

DHEFEREESES 7

2) Kawano Y, Ueno S, Abe M, Kikukawa Y, Yuki H,
Iyama K, Okuno Y, Mitsuya H, Hata H: TRAIL
produced from multiple myeloma cells is associated
with osteolytic markers. Oncology Rep 27:39-44,
2011.

3) VERFD, AR A FIRRBICEE O K SRR
TED VRN, M1 /ZPIFF 62(4): 463-468, 2011.

4) R BREEEMEEREIEICS T D In RS
AL 108(2):252-255, 2011.

5) MRz SR RIEIC T 2 BTRIA R R 5
DBUR & R, MR 52(8): 603-608, 2011.

6) MtE 2 SRR AR L 2 B REIETER. Mk
7 52(10):1485-1495, 2011.

2. BRER

1) Takamatsu Y, Sunami K, Muta T, Tsukada J,
Miyamoto T, Eto T, Higuchi M, Hata H, Uozumi K,
Ogata M, Tamura K: Bortezomib, doxorubicin and
intermediate-dose dexamethasone (iPAD) therapy for
relapsed myeloma. 73rd annual meeting of Japanese
Society of Hematology, Nagoya, Japan, 10.14-16,
2011.

2) Kawano Y, Fujiwara S, Yuki H, Tatetsu H, Izaki M,
Uneda S, Yoshida M, Yamasaki H, Sakai A, Okuno Y,
Mitsuya H, Hata H: Low CDI138 expression in
myeloma cells, a potential indicator predicting poor
prognosis. 73rd annual meeting of Japanese Society of
Hematology, Nagoya, Japan, 10.14-16, 2011.

3) Yuki H, Ueno S, Tatetsu H, Niiro H, Hata H,
Qatanabe T, Akashi K, Mitsuya H, Okuno Y:
PU.1-induced growth arrest and apoptosis in classical
Hodgkin lymphoma cell lines. 73rd annual meeting of
Japanese Society of Hematology, Nagoya, Japan,
10.14-16, 2011.

4) Fujiwara S, Kawano Y, Yuki H, Okuno Y, Nosaka K,
Mitsuya H, Hata H: High serum LDH levels correlate
with the Warburg effect in myeloma cells. 73" annual

meeting of Japanese Society of Hematology, Nagoya,



