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M-CSF: macrophage-colony stimulating factor. Scale bars: 200 um. **P < 0.01, ***P <
0.001 vs. M-CSF (-) at the same time point.
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M-CSF: macrophage-colony stimulating factor. Scale bars: 200 um. ***P < 0.001 vs.
M-CSF (-).
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BAGBEEEEMBIe  (EHMREERRTEEE (BAER BT RITZEER))
T RV RICET SHAEMEHR SEMIEHREE

T7E0OA FORBEREL - BEAEMBED WL ICEZH5FEIZDINT

woeotEE mmER ROMEkiE Rt —

LEAFFEE  BEM— EEESP DGR EEE PREET BRI
WANEZ*  REMF* FREHRRER  FLRE
ROMFEE Ber s —

MREE BT I2A NEOHRSBZHEEYICHET 57201013, BRFTR & BE - WREERS & 0
FEERE QOL IZHEEL 5 X TWANEHLNITALENRD D, 46, ERl - BEXFZT 47— bH
EZITV, BT 204 NEOIRELN - BENEE QOL ICEDREFEL T AERE L,

KIGIIARMERIBITRE 140 4 (FFlp 6411 5%, BATHIR 16212 4F), EEATA - EERTZ2HT - SF-36
TEOFRER, BT I A NEZKEE 6 HE (LK. FREEBGECTS), XhfE. BER, %
BEMFHEBIEIE(DSA), FHERARE) © 55, BER - DSA ITHAREREIC, 1T7fE L DSA I3ERIC
WMEBEY L2 TV, $RRBEBEES L5003, FIREEGER. TRk, Bg2l (BEk,
DSA) BWEHELEZ b, S DICFER - BITE - BEETERT2E DL BTSN T, BT
v MEOTHFEITE B - BRIk bEELEX AR T ThoTz,

SEOBFHI T, PIEEOKEENEE QOL ICH 2 ZHERHL I R-Tz, 5%, SE0OME
BrifgReb o, BT IvA MNEORBEFHMTA2HIE (T Ivf RRa7) ZEKRLTHERN,

A BB/

FTTT I A MEORBEZ BT 572
DITIE, BEBFTRE BR - URERS & ORER
# QOL ITEEEHEZ TWADNEHLNIT D0
ERHDH, B BT I oA REOREFEAL -
FRENEE QOL ICEDOREFEL TV E R
FTAZEEEHE L,

B. X FE

YUBEDARMEFEITRE 23R e L, ERMB X
OEBFCT v — MREZ T L(EF QOL ¥
I% SF-36 version 2), EAFEAEENT I 21 NiE
PO EEIEIRATEA 23 EE QOL X525
BELRN-, ETLAEZETEFITONL TS
X BRE & MRI BT R OEBEE G E L 72,

(B~ DELE)
S U= BEERIIBEN O &L TR Hu, #Et
FRNT 24T D BRICIZ SR T — N v 7 Shiz /Y

aryEHAWE, ERRBREOBRIIEAL LT,

C. IEHER

LBEASAHERF BT D 5 B 1404 DIEMT %F G245
Lot (EHAEReA T 115, TSR 16+
1248, BHET1%. FERWERIE14%), €0 5 H43
BIDSENTT I v A REEZW IO F BRI R2
HHUEERRZL, BT InA NEERZEEh
7o, NIRRT, ZBEER & 1 284 | FAREEFERE(CTS)
b5tk EhREHV244,. BERD V214, T
EMEFHERIEEDSA)H Y 144 | FHAEIRZAERE(CS)
H 0344 ThH-o7-, SF-36 version2 % FI W THEER
HH Z & @ A3 QOL % NBS(norm-based scoring,
50=[E BAZHEME . 40=-1SD, 30=-2SD) Cilfli+ 5 & .
B (RHRRIC 3R < BB % 5 2 HIKF1IDSA & £ B
BWTHY ., KOFBHRIRSEEL L2 HRTIX
DSA L iEhiETh o7z (K1,2),

FAHE OREBRED S LFETE0HL L%
BT I oA RIEE LIRBRREORT T,



CTS. IEREOFE, BLUOEBFR (F#Ek -
DSA) BEWRFRREZ R LI,

— J7 AT - SEIR OSBRI B IChE VN B IRHEEE -
KORAA I TITBALT 2EMEFRDT &b,
- M - BATEE - BRI - OIVERE - K
REOHFEREED I EEEMTERIT LI A,
BT I v A NEOTFIEN FIEHEEE - BIRmE 12
Ho b HEEBERITTRTTHo T,

F B EROZWNICRIT D BEMXER & MRIFT R
ORRFTCIE, B - FHES L CO—BFRITWT
NH0% L EE BIFCh o7z,

D. ¥

BT IaA4 NEZKEROLSTEE NEE
QOL (25 x 2%t Lz, 2% - DSA
IZEBE ORI, IXRiE L DSA ITAEER
W< B EY 5 x T, £72 CTS, iThfEniz
CEEZET (BN, DSA) bRBRFREL Lk
FATDICEEELEZ Bz, — 5 CS 8 QOL X
DWIREREICS 2 BT E -T2,
SEIOKFHT T, WO R IEE 23 EF QOL
B2 DEBRE LR -T2, S%IE, SEO
fENTRERZ b L2, BT I v A NIEOREEFF
i3 24EE (7FIaA RRa7) BERLTNE
VAN

E. &
BT I v A NEBBAEOSERKREE 258
#H QOLIZE 2 5B LN Te o T2,

F. REERER
2L

G HIEHHE

1. BXFER

1) Suwabe T, Ubara Y, Inoue M, Kitajima I,
Oohashi K, Nakano I, Takaichi K. What can we
learn from a patient on dialysis for 42 years?
Clin Nephrol. epub ahead of print. Jan 15, 2013

2. BERR
D JIBEZ, HFEX, 2EHM—, JREHHEt,
ZWEIAR, ERE—, TREET, LREZ, B

DEMEREESES 14

Ry, BAGkT, TBEM, EimEWE, KiEk
—. JFFMEAL 7 I aA R— AT HHER
M RIEBHESC Z R LI KEA VT 75
VIR OIRENE. B 55 BB ABRESREE
fhites. M. 6/1-3, 2012

E 2 B, JURESC, WEFEES, =ML, fE
HE— BR#M7, FREET, EA)GEKT, W
NEZ, BEHi—, BEM, sBhEH KkE—
Kigbk—, BEHL L. Tocilizumab 23285 U7z Flk
PEHUFIEEVAOF AA BI7 I a4 R—3 2D 1 4.
42 EIRABRPZSEBMAR RS, HB.
10/13-14, 2012.

WRAE—, HLIREX, EHE—, EZ LY, 4
fEfl, =WRARS, SGHEREEt, RRMLF, PR
7, WNEZ, BEB)NGEKT, REM—, BEH,
Kigg—, Lt BHER. S¥RILETR
EREL AA-T I A NBEEAUBEEY v~F 0
—@l. % 42 BB ABRESFTEN RS, B
10/13-14, 2012.

4) Masahiro Kawada, Kenmei Takaichi, Yoshifumi

Ubara, Junichi Hoshino, Tatsuya Suwabe, Noriko
Hayami, Keiichi Sumida, Koki Mise.Autologous
Stem Cell Transplantation in 18 Patients with
Primary AL Amyloidosis: Long-Term Outcome.
Annual meeting of American Society of Nephrology,
San Diego. 11/1-3, 2012.

5) Satoshi Hamanoue, Yoshifumi Ubara, Tatsuya
Suwabe, Koki Mise, Keiichi Sumida, Masayuki

Yamanouchi, Junichi Hoshino, Kenmei Takaichi..

Successful of Humanized Anti-Interleukin-6
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Receptor Antibody (Tocilizumab) Therapy for a
Case of AA Amyloidosis Complicated by Familial
Mediterranean Fever. Annual meeting of American

Society of Nephrology, San Diego. 11/1-3, 2012.

H M EEOHRE - EBKR (FEZED)
1. FEFRE
mL

2. RAHEEHFE
L

3. Tt
mL



SERAHREEES 14

A ER 7SO/ MERRBMEEN BT ICEZ55E

BB a7 (SF-36version 2)

» RS

8

fad
wn

sed Scoring (NBS)

[n=140)

Norm-Ba
: kb

[

Lo
<8

kg an £

%f?} BA AT (5F-36version 2)

~..
=
J I | l I l l

b

%%ﬁﬁ%% ‘%ﬁﬁ% %ﬁ%

I
i

£
.§ﬁ

P

f}sfa %&%ﬁ‘&?@ L{fis&

=

M2 #@M7I0/NEREEBEE LD

A, — e 7

QOLB LU ZHEFEEICSZ58ENELED

LM | FHE |$hiE BER DSA | HHE LUK

-3 EER Mg
BEBE 44+ b+ A ddd | +
{NB3) 250 265 1263 26.0 23.1 30.3 30.9
EoEs | ++ |+ [+ |+ 4+ |+ +
{NBS) 363 1369 358 393 35.3 415 39.5
ESER | + Fdt A | A | +
BRE) | 77% 93% | 92% 83% 89% 79% 62%

T EREAR

w 2L

R =y XY



B S BRI R B &

7 IvA F—RIZET HREMIE

DERFEREEES 15

(EERMERBE RIS (EHAERETRITIEER))

SRS E

C-3ki# unfolded B ,—microglobul in METILEAELTH
ANG6 B ,m DIREE

MRS EE AEER BEREARES

HLRIFFZEHE  LHRBELE*, HWEFEL* FRmA*,

*REA R R B A A P AR SRR N R 20 B

MREE

TIPSR s

BRS04 R— ZRIBBFEA B, 77V Bm) OTIaf KT Tk

AN6B,m OEERFEMEZH 52T L, C K%i2% unfold L7z Bm 22> 7 4 —<— —Bm 92-99— DHIE R

(BELISA %) ZHESL LTz, X 7 U —BKIKE) (CE) L AN6Bm PR ENDHZ LR LT, D
WTC, —fEDE/ /e —FAiES CE ECRIESND Z &, BLUC KRFEGA L OIS bR S
N5z E&ER L, FOETHIF Bom 92-99 JIFEY > KA »F ELISA 5 LTz,

A BIRBE®

7 I uA NEBIRE IS AEE DRI
1 < A7z (unfolded) F A F DFENREE TH
b, Bm DT I A FUIZEBWTH E DR R
REEEDBE G TV DA, & DR/ unfolding 234
BE LD O0NIHERIN TR, 1997 FF1 4
V7 DT N—Thb CKim® unfolding WEZET
HDHZEBRWESh, Pk, Fx b CREIZEHR
LC& 7z, —J. 2000 FFIZ N Kimas 6 KR IT 72
AN6Bm BEWT I aA FREMEEZFET 52 LDk
XN TWD, &EZ O variant D C REGTIZIE
58407 unfold L CWA Z & % C K EFE—
mAb92-99 (Motomiya et al. Kidney Int:2005)— %
WTHREE LTz, TRICESWTHEE S Bom 7
IuA Rar7r—<—0RETEN T I aA
R—s ZDgM~—h—& LTRHALES L&
Z 5,
B. IRAE

BinF THRANC/ERL L 72 AN6Bm &% /37 &
WTH ¥ BT Y —EBRKENEICL Y, mAbI2-99
DREZ MRS LT,
% ® _ET C K% unfolded Bym—B,m92-99 — D M+
BERESR (ELISA B EH EFT,

(fw B ~DELRE)
BEOMEY - TARIT, RIESHEBEES

WEASX A T7x—LbRartvr hod x#t
97,

C. IEHER

1. ¥ b7V —ERKEEIT AN6Bm O C K
5% unfolding ZFEsR L7z (X 1),

2. AN6Bm%Z AZ L HX—RE LT, 73ImA R
P B (R Bm 92-99 DELISAEIC L AMIER %3
b EFE (K2),

3. ELISAWETHE, mHBm 92-990 L PESMEFT
THEREENR o0, BT CHEFAETH
-7z (K3),

D. 3%

B,m Ti C KD unfolding 37 2 v A R{LOE
EREBREELZLNTWS, —F, 7 I
A R—YZRBEOT I NEGZHSHEESH
HZNEMT 7 V7 b ANGBm BREWT I 2 A N
FMEZERT Z &M in vitro TH ST - TE T2,
AT HF LM T T AN6Bm @ C KA
unfolding L CTWAZ XML, ZDZ &
T2 o7IveAf RY7 V7 MTiE C Kin
unfolding AERBILL TWAZ L ERLTWVWA,
AN6B,m TIE N KA KB L TWDH3, core i
FHEREINLTWD, > TE DR
amyloidogenicity % C ¥ unfolding (ZJF3 2 & 7%
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ks, H. HIEEAEED HEE - B8R

INFETHOLEZACKENunfold L7z 74— L

= ——Bym 92-99 — DFE IR D T 72\, A [E B

F LTz Bom 92-99 PIERICH - pinigstiesric 2. REAHEERK
BROMRZH/F LIV, 2L

S HI, AEIOBETIIMH TE / 7 m—F At

Eo#mA CE TEEIICHRIEL RS Z LR s 3. Z0fth
niz, 2L

E. #&i&
TIvnAg RFEESTELTEER C Kk
unfolding D&% AN6B,m 23F L TV 5 Z & A5
RENTDT, SHFEE Bm OEWFREZ B
W FRERED AL v F— Ry F L LTIEM
5%,

F. REEIRIER
2L

G. BIRFER

1. MWXER

1) Motomiya Y, Uji Y, Ando Y : Capillary
electrophoretic profile of f3,-microglobulin
intermediate associated with hemodialysis.Ther
Apher Dial 16: 350-354, 2012.

2. FRER

1) Motomiya Y, Uji Y, Hiramatsu T, Ando Y: A
conformational change of an intermediate
B,-microglobulin associated with haemodiasysis. The
49th European Renal Association - European Dialysis
and Transplant Association congress Paris, France,

May 24-26, 2012.
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(BHRERBETTRTIE R (BEHGRIER BRI IEEZE) )

SRR S E

JE A T R AT R BB &
7 IvA F=URTET HAENITEE

B2-=HnsnJY U7 soq FgHOMSEICET i

WHoEmtE WRZIE RBARFEEZEEFIEFRE FH D 1B
EEBFFEE  REUER, BRI NERE
B R S R RR I A3 - B S R K

HREE p2-I7vs/m7 I r@2-m7 I a4 FEREORENE BEHELZI SR T AI=X2%
B OMNCT B0 REREN THERK L72p2-m 7 I A NERHMED v I X VR IBERHMESE IR I 63 5 Ml st
ERE LT, B2-m 7 2 v NRRHERBRIICEIIN LB, &/ ~—IEE, RO bu— g b
B L CHBEIZ viability 2MET L TRV, FEREEAICIIEL, 2 6NIT R b—T 205 OFREELA
Wb BNTz, TUNEL REIZEABRITH, 7 2 v NRHERSEECITT /) ~— & 58, K OFRMERER
\ZH LT < @ TUNEL BB D589 H 37z, Congo-red Yt Tld, 7 I v A NERMENSHIIAE®EIZE L
TWDZ L ZMHER LI U EORR LY B2-m 7 2 v NEMEIT T IR OFE I 5 L.
BERROT R M=V AOMBZIEEIT I L TEMERETL2L2EXLN.B2-m 7 I a4 REFIZL
5 - BIEREEORIBIC, B2-m 7 2 v RERMEIC X 2 EEOMIEEL RS L TV 5 ATREMEAS R

N7z,

A HIEEW

BT I A R—V AT, B2-37vrnmr
U PB2-m)7 I A RAFICEIHET. Bkt E
L. FIREEER. BEEFHERESE 02y
BgER A5 & 27, & - BEnEZ 5 1T
L7237 2 v A R—3 2 DR Z R ERARR
FNCEET D &, 7 Iaa RikE L hicHER, <

a7 7=V ORENRRDEND, LLRNG,

B2-m 7 I 1A NEMEDUE 1 E - FARIKEL 5 %
BT AN = XAIREHE LTI TH RN,
ARFFEE, REREN TR L7 I a1 MRl s
BERMEEZ AV, BT I 2, F—3 228\ T
B2-m 7 X 1A REFHED LS DRI HE B HE
REDE - BEBELZBI SR T AN =XLEH
LT BHZEEEME LT,

B. #ARAE

U B 2 VR R AE 2 A B Sk OBGHRR(HIG-82) %
24 RFV— MIEEE L, p2-m 7 I v FHEHE,
HDHVIEP2-m E v —EFEx ORE TREERIC
WL, —EEEOA v FaX—T g D%,
LDH release assay 2 O"MTT reduction assay 1T\ >,

TInA NEHEOEEMRICY T 2EEOH &
CREEZFHET S & &b, HEEakaxy b
I L AR TOWERBFENRFMIZITo 72, &5
W, TInA NBRMEICEX AT R F—v XFEDOH
. REAZIET 57202, DAPI %4, TUNEL
PO “EREEITD, TR =V AREHE L
77, F7=. Congo-red L% ITWIEESL —P—
BEMECBRTAIZ LT, WNLET I aA FiE
HEDSHRRIZATE LT 2 00, MBI Y IAE
NTNDDNERE LT,

(i BEE ~DECLRE)

ARERENERICLERB2-m BRI 57
BOT IuA FEEMBIL, B XV ERICHER
THEDORIEEZELH-H#. FINRRCERL,

C. AE#HER

B2-m7 X v A RHERHEE 100pg/mlE Teks3iE TA
YFaX—ar LEEE, E/ < —(100ug/ml)
W, ROa v he—/V L L C, LDH
release assay, MTT reduction assay DV 9 11D ik
THA B viability2ME T LTz, FHEEREET
BET 2L, 7oA NEMEZIML 28T,



