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AA: serum amyloid A related amyloidosis

Alg: immunoglobulin related amyloidosis

AL: light chain related amyloidosis

AH: heavy chain related amyloidosis

AHL: heavy chain and light chain related amyloidosis

ALECT: leukocyte chemotactic factor 2 related amyloidosis
Afib: fibrinogen related amyloidosis

AApo Al: apoprotein Al related amyloidosis

AApo All: apoprotein All related amyloidosis

AApo AlV: apoprotein AlV related amyloidosis

FLC: free light chain

MIDD: monoclonal immunoglobulin deposition disease
MGRS: monoclonal gammopathy of renal significance

MGUS: monoclonal gammopathy of undetermined significance
POEMS: polyneuropathy oraganomegaly endocrinopathy monoclonal protein skin changes
IL-6: interleukin-6

TNF- a: tumor necrosis factor- «

eGFR: estimated glomerular filtration rate
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5. AApoA T apolipoprotein A I BC TR
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7. AApoAIV 1 apolipoprotein AIV 1fiixa
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EHOWIMEELICEDONEHTHE V. T/, FEFNICE VB L WIET Iv 4 FEIEERICXY, &
7o DUETALICERDY D 2 R TH 5. —IICiE, % ORIFRERARC, 7 I v 4 FHIEHEIZRER
RICHF A CILE T EA2H 5. Lo L, AApoA T M, ACys BICIIBENOIMEREICT I v 4 FilliiED
WEBFEICEDOLNS.

NS R

7 I\ A FHIERHEERERIR A D v F oy AGHIL L ARBRREERICUUE LY. R A S v ¥ L5
BICHBRICUE T 5 & REETHERRZ (nodular lesion) #7837, SRERIFELEIRICIUE 35 &, SRERBREJEE D
JBEA 23 2. RAREFERE O EEMIRENCIE L7727 I v 4 FHERHEDSRERIR ERIf TEic % & %
STHRIRMEZIEL L 03B 5. TOT I v A FUUEME% spicula LIEE. 7 I v A FHIARHEIL PAS 3¢
G TH 2 23, PAM Ft i i3 IR S v, L2 L, Z @ spicula $R021Z PAM Hetaicxd L Cafis
PR BEHEEIED 254 2T L D %4 R A E 28, 8 L CENT 50855 5.
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e FIREDOHEEZITS. DFS B & A v v RORETEA v vt e IEEN 5. Congo-red Hefu s
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AT, AT T, Congo-red Yeth X 0 YLt 23%5E L T\ 5 DFS Yot 2B WiRf I i3 ir £ 5. 7272 L,
R TFEEBHETH B.

AL 81 & AA BUOAHARA 2 LUl U 7209823 5. —fikic, AL i3 AA B X 0 RER(EELERE~D 7 I v A4
FILEREE TH O, AATRUZALB X W BEIE I X W itE T 2 {EAB A SN 5. FEHRZ (nodular lesion)
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LD OoNS. LirL, Heafitkick s TETAARIGHRIIC W b H 5. BAEFEET InfF
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B7 ivA4 F—v ik, AL, AA R, ATTR Bl UEFREENRRZ 256, ThZho7 Iaf F—
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IRFME AL 7Iiv A4 F—v ROZWEENRD 5. WRICHEI v T ) VEENRD 5 Z & A H R
TiE, EHIKD 2 W ITEREREDR D AEFNICX L, 2o OBZWEEICTEER E N Twv» 3 251 iR
FERICB L T2 2 WIEREZITY, B7 304 P X255 LELRDH 5.

B7 i 4 F—=v 2258 256, EFNZE 1T 5. M EEE S (free light chain: FLO)D « /A
b, M EHFE D 72 & DR EE R, fEERKENESMEENZH L L CERT® 223, BED 5 it
MDA 5 R, MIEFLCO £/ A HOWELZH —IGERT 2 2 e BHED LN 5. £/ L LORKE T, 1.65
A5, HDH5WVIT0.26 Kimchiu, 2Nzt k, AFLC LT 2/ 7 v — GO EE
BEEDNS. JRICBIL TH, M EHHARE D72 ® O REEE L, WEERKENESEICI NG, LOREs
a7 Y vo g, A HICEREDR D 2 O ZRIEEEE, WEERKENECHIECTE 2. 2721, BHREMK
TLAMEFITIRC o ERBEETCRTINIERS R (CQ-251R).

W CTHEMREZEMRT 2405 21H 5. IWEMEOEME, BHEORKEL RIGH LI R0
BRD LY, Pl L IBREOIEMIOIIEIZFED bivd T L 23% . M & A2 B cEHNIC 2E &
B fife-e I 25520 & 1 5 B4, MGUS (monoclonal gammopathy undetermined significance) & % \»
¥ MGRS (monoclonal gammopathy with renal significance ) & MESHES2H %23, WZFDOAEZRICEIL T
12 CQ-5 Z&M L THL .
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AA TNC X 2B 7 I v 4 F—v 2255 Wi, TRICEERIESFRT 2IEEFET 5. KLY E
X, RAICAPET 22 L BIILAETH 28, R 4 1K T HBIER, BYYER & o2 BT RAERERIC
L7 IvA F=v ROMERDH 5.
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1. ATREME A #5E: TEIERB L OFRD 5 B 1, 2 0—2LL Lotk 3 2 & 13— IOAIE DO AT REM: % % 58
LTH3.

2. Bt FEIERBLOFHIARD B 1~9 0 2L EZFED. 222 10 BREHE0E&EIRE v 7Y vk
(JFFM)T7 2o 4 F—v 205Ebh 3.

3. fEE: ERRICMACTEMRTT Inf V205
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1. Bk REH >0.5g/day (FA7 I vEERTHE &)
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3. HFlE: OALEDER 7  total liver span > 15 ecm 2 WIIMIET VA U 7 + 27 7 £ —X{HIEH LR
D 1.5 fFLA L
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BT Ind F—v ZEFOEMTE &20IETRITRNCEIFARTH L. £72, ALBITIR, T#
FHl~—A—& LTIt ®d FLC L R~ Em P ERPE TR LBEELH 2 2 L bfEffiThTing W9,

EE O AL BB T I v 4 F—v ZEHl oG T, GFR 2882 20 ml/min/1.73m? KO fEHNIZ, BT
I R = ZEHER]C H IS 49.2 » H, BHo07 a4 F— 25EfCi EEETE
I 84 T HTh B L LTWwb. 72721, M D FLC BBEIC LY R—2F 4 X0 90%LL EEA L 7=
FEBE, P EAGEEPIEEICIER INS W ALBME 7 I ol F—v 2 ClE, Ifihd FLC L <
DMEEER, & 2 WIZIEHEIC X 5 FLC LRV TR E WG O B P L v e 3 28mE0Mhicd
R x5,

AARIE T Iv 4 F =y XICHL TiZ, 81 HIDFERID 5 H2WiRifEic CKD 27— G4~5 DFEHI»
45%TH - 12356, Z ORI L OB AERYIRIZ 655354 »y HTh oz kWG I hTwa 17, B4
BOMBATR L BT L OB EZ RS L 2222235 2 19, 2 ofER i, BREVERSE 362 1< B E My
DEHERE(eGFR) & X K MHBHZ R L 7228, RKABARICE 2 FHIKT& Lt AATIT I v 4 FOUEH
BARDEHETE 3 FHRTCH o7, £/, 7304 FOWEIDRE & BAEBREED BHREE & i< b B
HbHLETIMEDHD V.

ALBIE AABIOBE T I F—2 ZDFHDEICONWTIE CO-6 ZZM L TAL .

7. 7 104 F—v RDWEE

— iR L L i, BB (CKD) o#EfTic &b, MIUE, @RI, BrEEm, SRR,
REET & V= AR E~OWIERESLETH 5. JREH DS WIERI T #E#ﬁ%f%% N
% <, WaHIR, FIIRANC X 2 BB MBI L 72 5. FHCOBEEED IR T L T 2HEFI <k, ARE R IZFHEIC
ML RS, LTa—R Y TCREOKRKEZIMEL 2280 L T BERD 5. KIIBEARARICE -
AR, BRBELEZEIRT 2080 H 5.

ALBEE7 Inf F—v R

AL B7 I v 4 F—v ZOREBFEICEI L CTiE, Shimazaki S5 238&E L T3 7 v 4 F—v AFEMH
FEUEDFENE L 7z REFEOERLSE L 2 Y. BT a4 F—v 2f128 542 fil&, @ &iER o T
70%58 % 5 2 EMOTTH 2 (K 5). ALT77T7V/FFF X2 VERGNT 243 HITH Y, partial
responses (PR)79 5] (32.5%) , very good partial responses (VGPR)44 f5](18.1%) T® - 7=. & b FER D
%o T2IRIBERII AL T V2 T R—2T 276 fil, 2D 5 b PR110 #1(39.9%), VGPR60 §1(21.7%) TH -



2. 2Ol Y) F~A4 F, L3 U F~4 F_—x, FAfEEHSMEEHEO mE RS E L Tw 228, MR
FEFIBUI R D b DD L F Y K= 4 Fx—2, ARG BRKIGESE X 5 TH
%(%£5). (PR: k & A ® FLC @7 (dFLC) ANWAEERIfEICH L 50% L Eo4, VGPR: ¢ & 4 @ FLC
D7 (dFLC) 40 mg/ L Kili ok . CQ-6 )
AABRIBT7 I f F—v R

AA BIBT7 Inf F—v 2OBBEORERI, HREREZRET e Th L. $72, BEIY v~F2H
HICHD AA BT I v F—v 2EFICE, EVFERASEMTHRELES IR D 5 LT 28RE
23H 5 20 (CO-7 &),
ATTR #

ATTR BIf7 v 4 F—2 2L Lit, CKD 27— 25T L T 3548103, B REHE
MThsePMEINTHE 2D BREFIM LY, B RO EE © 75 53 R 5 Rk
MTHEOHAICEET 2 2 L8 TE 3.

#* 5. AL Amyloidosis D5

Treatment Cases Response, N (%)

>PR >VGPR NR
MD 243 79(32.5%) 44(18.1%) 87
Bortezomib-base 276 110(39.9%) 60 (21.7%) 61
Thalidomide-based 77 9(11.7%) 5(6.5%) 19
Lenalidomide-based 42 22(52.4%) 15(35.7%) 25
ASCT 126 92(73.0%) 73(57.9%) 26

MD: melphalan/dexamethasone, transplant, PR: partial response,
VGPR: very good partial response, NR: not reported

ASCT : autologous stem cell transplant

PR: k & L @ FLC @7 (dFLC) 23RHERIEICH L 50% LA Lo
VGPR: k & L ® FLC ®# (dFLC) 40 mg/ L Kiiii D

S R
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7 infF—vx CQ

CQ-1

g m 7Y v (AL/AH/AHL BY) B 7 I a4 F— 2 X ORI Frid i 2> 2

A

BAEMCIFH I N hE s m 7Y vk (AL/AH/AHL ) &7 2 v 4 F— o R IR0 72 BOEk 1L, &
DEARTH VL IZA 7 v —UEEEEZ 25 5. 2WiRFICBEREE X LB R 72 0, BRRBEAK T 03 AT
LCHIME EFZRELIC v B v — Ik S 2 @RI EER I 2 BoSEE R E . &
Era 7 ) BT a4 F =y ADMIRENIC % S B & SRR R L 3 2 B A IR .

HESERE

IET VAL IV, 3L — F kL

1R

BT i F—v R0, %fErmn 7 ) v (AL/AH/AHL B) &7 I v 4 F— o R IR 72
FEME Y, MIEOEHKTH 5. BERTIHEHINAZET I a4 F—v 2 474§l (AL/AH/AHL & 407 f,
AA Y 33 {4, ALECT2 A 13 ], AFib ! 6 4], fth 15 f1) ICE83 % Mayo clinic 2> 5 D5 DV Ic X % &,
AL/AH/AHLB%E 7 I m 4 F—v 20 &\EHARITHIAET 6.2g/H (U (r#iPH 3.5-10.0g/H) TH Y, *
7 —YhEfEREE 68% (AA A 54%, ALECT2 #! 17%, AFib B 17%) & m3ICE L7z, MR
AL/AH/AHL B 7 2 v 4 F— ZFEFID 70% (AA R 52%, ALECT2 A 0%, AFib &Y 0%) <4 Ekik
HEEO 2 v 7 KA BE S, X0 RMEREICT 3 a4 FRRHEXIIE T 2 9tk KKk L 7 45
EEZOND., —BICRIERT RN RIESBIECH 5 2 L 2 ML TR TH v, EAROHIHIC
X0 RN ZE S 2 7202001 7 L 7 F = VEIRHIMET 1.2mg/dl (PU5A7#TBH 0.9-2.1mg/dl)
& IERI P D RE D RIS F 2H153% v (AA R 2.4mg/dl, ALECT2 #! 3.1mg/dl, AFib # 4.1mg/dl) .
BAREDOEEML YA P — (J-RBR) ZH WV 7=H7 o — v EhE s o 7 ) v BEEBYE 160 floaicd
2 AL/AH/AHL BB 7 I m 4 F—v RICHBIT 5 % 7 0 —VIEGERER T1% TH o -0kt L, FEBES
MIDD 7 &EDJET7 Iuf FH 7 v — v g s a7 ) vEEHEYER CIE 21%ICE F o 72, T 2 B4 M
DI 27 V7 F = fEiid, AL/AH/AHL B 7 2 v 4 F—2 2 C¥H 1.2mg/dl THo7=dicktL, JE7
v V7 a—vERE e 7Y vEEBER T 3.3mg/dl TH - 7-.

—7C, AL BB T 304 F =3 20D 51%ICARREFEZRZMERCRF/LET Iaf FilELZE
TAHDBEE L, EARIZE G CERAEK T 2YEREO EAREZRT Y. 7228, 73 u 4 FIERE
X2 anBEEoHREDH LY.

F 72 —FOFEFNIMEAMER N F £ (EIMED 7 ) BRI T2 ETT 200852 ET7T IaA ¥
— Y ADFHED—D2TH 5. J-RBR W7z AA B LfhoB 2 5L E T Ivf F—v 2O » I X
%L, —MDIBMERNR CIXBE AT LD CEEREAALN LA, BT In 4 F—v REHFITI,
BREREIK T 235 o T ME EA233280 6 e WEM 23 S 5 72.

AL/AH/AHL 7 2 v 4 F—o 2 3EAl e Ll d L BRFICH 7 o — v WfyEsran 7Y v o
FlExR A LD %, Mayo clinic 15172 ALBIE T Iuf F—v e, BWRERED R AL BIFEE 7 2
04 F—y 20MEt 0 icXse, ERET7 I F—v2iEflicksid s A BR#EbkoT7T Il F—v %

‘1 x?
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DHED k Bo 4 fEThroicxfL, B7 1o 4 F—v 2EFlITIE 2 BREGkO 7 Inf F—v 2
OHEDR k Mo 125 FRICEHETH 72, 72 AL/AH/AHLAE 7 Iof F—v R0, B
BT 30% LA | (HHEREICHYS 32 D% 10%LA E) # 2 L7z0id 218 filH 15 5] (7%) © TH Y.,
JF-RBR® #y% 27 a7 Y v (AL/AH/AHL ) &7 Ia 4 F—v 249 fflics v Cid, SFRMEEHiE?
R L L CERINADIT 1146] (22%) & Z0EGIIKr o722 .

fE a7 ) VIEBT Iuf Py ABEEE SO A E OGO Tk, HIEEE&D AH/AHL B 7
TEAF—v R AL B L, DR A BHEEEAME s (19% vs. 50%, p=0.02) , [MiE% X RO G
SRIKENC X el eE a7 ) vEBREBSEERE W (81% vs. 54%, p=0.038 I X U 67% vs. 32%,
p=0.011) , f5lis X O BREEMCcO T I v 4 FERHBEE MR (15% vs. 72%, p<0.001 35 X T 40% vs.
74%, p=0.014) & \» 5 BERIFHEDSR X 47z, F 7= BOEMR I BEMET IR 25 AH/AHL B CEHECTH 5

(60% vs. 26%, p=0.013) DISMCEIZ A baLAE Do 7225, MG 2 LT F = VAl A2 25% K50 R E
F728 50%LL L oA CER S Lz B OB O 12 AH/AHL B¢ < (92% vs. 55%, p=0.02) , 4y
T b BIFTH o 7= (Kaplan-Meier ZE775047, p=0.03) .

G 7 ) T I a4 F—y 2o coficBs a5t D i, %S AH/AHL BB 7 2o
A F—=2 23 ALBUCH L, WIRZEAUSEE MK (19% vs. 50%, p=0.02) , IfiE$E & OFR D s Ak
Bhic X 25 eMGE s v 7 ) VIRHBEE S S (81% vs. 54%, p=0.038 35 X T8 67% vs. 32%, p=0.011)
fEli®s X EHERTO T I v 4 FRESEE MK (15% vs. 72%, p<0.001 3 X U8 40% vs. 74%, p=0.014)
&SRRV R S iz, 72 BRI I BEMEE IR 28 AH/AHL BIcEsaEcd 3 (60% vs. 26%,
p=0.013) LIAMCER AL N D 57223, [iFZ VT F= v EFAD 25% K02 KEH DS 50%LL DI
YCER I N B ORBEKICH X AH/AHL B¢ < (92%vs. 55%, p=0.02) , A P& d RIFCh o 72

(Kaplan-Meier 4775341, p=0.03) .
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CQ-2
EHHEREE 235 5 & % (3% FLC BAIZ XD & 5 I+~ % 2 2
A

EHRRERE IC X o C FLC BT EH L, HHEHIPH2Y 0.26-1.65 TH 5 k /L i, BHREEREORE L
EDHICERT . Lo TERBREREN DO /L2 LLOMIRICIZ 0.37-3.1 @ renal reference range % /& 5H
LB %, ZofhoBmEERZMAGDOERENICHHGT 2 L0521 H 5.

HESERE

TET VAL VD, i L —F i Cl

1R

FEM: L % H8HX 08 40%% K EAT 2720, @BEICES I N L §ITEMIRSE free light
chain (FLC) & LTINS M EHOREICIE, EHEXUKENE, HEEABIKENE, HOZEE
%, 7Y—74 F(FREELITE®)IC X 5 FLC {liEEA 5 22435, 7V — 74 bic X% FLC MlERE o/E
DD EW®, By o —vEgEs v~ 2 a7 ) VISE monoclonal gammopathy (MG) D2l - iR
FHRIE - TBEIRHE - FERTPHNICEATH Z. AL T I v 4 F—y RICH T 5 MG BRI, ik e%
[ E %D 69%, PROJERETEED 83%Icxf L, FLCIETIR 91% L MEINT B V.

FLC & « : A=2:1 CEAIN, B IUTHEANR @I NS, HEKTHS «FLC TR
22.5kDa, —8{kTH % AFLC 05 F&EIL 45kDa TH B e bE 7 VT 7 v Rid k FLC DA E W
720, WHEIMEREIZ AFLC 2355 < (/A <) , cRoiREIE « FLC 23@y (/2 H>1) &
2)T 7V AEKD EMNET £ FLC, AFLC 23R b i (55 icikiric @ s e CRRIB4H) . L7
28 TEEREK T ICfEv « FLC, AFLC & SIHREED S < 72 % 25, k¢ / A o REIZ R 1< FLC A
tkcdh s 2.0 IR L TWw < 2. Mayo clinic IZ B 2 fd#HE 127 flokkst ¥ <, /1 oddfis
0.59.95%F:HEHTFH 11 0.3-1.2 TH > 7243, MG W D etk % 815 2 7= o EHE(E 1T 1009% K YEFFR D 0.26—
1.65 W5 Z & BRIE X 72, —J7 Birmingham ® CKD =+ — + 688 ffloat ¥ <, «/ A kot
P EZ 1.12 TH Y, CKD A7 =Y DT & & b IC k/ L iZ EH L, renal reference range & L T 100%
HAEFIPA D 0.37-3.1 RE S N7z, 72 CKD FIRERNIC A B &, SERAMIEREED T 2 KBk L T 25
PRIGUEEEIC 5 C, k FLC 3 X U8 AFLC 3= 23 <, RN 3 2 L2t S Rk S nurz.

k /A LD renal reference range # ZJE L7\ &, HICBHEETICL Y EF L /) 2o ¢ B
MG &2 L7 0, BHREEET 205 L MG EBED /A WAREHPICEI OV REZRHELZD
THEMH 5. k/ L D 3.1 2R 256 ITBEREERESE 72 CIEEHREEcH 5. k/ 2 A 1.65-3.1
R LUEHRERELE O SEOMPICITFEEEL, 24 FFREIZEIRIC X 2 IREAERKENE, GEREEE
X h MG Sz T, BREEETICHES /42 EFEHMTcE 2. Lo LEEREEKT &
k/ A EROBEICOWTIIKEE>® $H D, EFC renal reference range # ZEIC L 035 b, £ Dfh
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CQ-3
BE7 I F—vRXZkics i 2HE80mE RTINS0 ?
A

PR - AL ICET S04 K=o XAURRE N5 b 00, RIERMMLREIC X 57 T a4 FEAR
AT B IERIIH L, TR K2 1T 5.
HEIEHE

IEFYRAL~L Vb, #5271 —F : Cl

fE

—fRICET I v 4 F—=v 2oMEwE, X7 7 4 v EBHRYI R icEB 1T %5 Congo-red ¥eta% Direct
Fast Scarlet (DFS) J¢fiic X o T &N, 7Iiv4 F—Y RADOFERNEHEDREIX, 7 I v A FEiEkEH
N B R R PUAZ T, BB YR T IO IR, YT 7 4 v Y R c IR BER P UAE
X 5 R LA R B IC Lo T T LT w3, Lo LA s, HilREHE WAL LRG0 Z ic
Lo THRRIG B bkt e b 2 b, IFRENICEUTRZE2 T2 2L 307 &<, Tk
OPETIET I v FPEARES LIXLIZRECTH 5. L2PE0 AFREZR, 250, MO THAET
InA FEHORIE AT 5. EERICEEREMMEEK TH 2 Mayo clinic IZBWTH, 7 Iv A
F— 2 474 il 74 B (16%) CTHRIEHIEILZREIC X 2 JFREAEDOFED TE b o7z & L A
INTws V. (AL ZKAHOPT AL JiikicBI L <, JEFHEHFT I v 4 F—v X IcB3 2 FEMRIE X
DT N E ik S RAER I N L BDND.)

TDLXD hEREERT 2701, BESTEHEH W27 I v 4 FIEHR> b o JF K& E[FE
BITbiLd. (K, wr~Y vEEHKIIEBIEKEZ 2T 2 -0 EHE O BHEETH o 72238, LFED
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7'u T A — LR FEOESRIC L o CTEEE MW, FEST 2 FEFHELINL. L—F -/ 27v X
A7y avick )7 Ind FEHCOAZIIL, EAEZME, 20K Y 7> VAT X 2R
FWlLzmz, EOEHKOWHIL~TF Fr2ks e~ 2777 4 —HEHHiE (Liquid
chromatography tandem mass spectrometry : LC-MS/MS) IC X W f#fT L, o 7=fERE2 T —4 =2
AT LT (vay b AR, TInf FEAZEDD TRV ANy 7E3N5. T a4
FPavaA—3v bt (SAP) 7RIV KEHHE (ApoE) &7 Ivf FiciiET 2EHE DM
ns.

larol L - r)T Y o
\°_7 N @‘ii ) ; :‘f\__/"‘ o
/ %?‘rﬂf:ﬁ/tﬂ A L—H—<4(40 BINVE LC-MS/MS
BAHay il

AR D Mayo clinic 7> 5 O V <, ML EREICX ZFRIERTE ko7 74 6] (16%) IC
LC-MS/MS % R\ 724341 2347 b 41, 35 5l < AL B, 13 f5l-¢ ALECT2 Y, 9 fjil-c AA %Y, 6 {§il¢ AFib &, 4
#ic AH #, 4 |- AHL #, 2 |- AApo AI/AII/AIV #, 1 |- AA/AHL BE&HIDO 7 2 v 4 FEREA
B 23AGE S 7z, AL B LB L 72 35 Bl &AW D EMIC R - 72 BB O NERIL, 6 Hil cHrifaisitl 23
oo, 15HIT ¢ BLU A oI dEETh o724, 13 HloffiimiciE L Wi x
— v Th DL, 1 HIIBERTURE T SAA TG TH - 7= A HOthiiRE < A el ch o B Th 5 7=
DFVRAERTIIAL T Iv A F—2 XL BWr& sz 384 fiild 28 fiil (7.3%) 23 fuiErlidib - iitaic X 232
Wicihkzticd oz b ick s, HloWME P TH AL 7 2 v 4 F— > 2D AL EIC X 585
P23 14%-35%1C A N5 Z LRI NT NS,

HEAMNET InA FVEADRIEDA R HT, 7 In 4 FEHAZIKT 2 BREAIZMHEN Ve, LiEE
HOREIC X 2 REIEITICD AR FIETH 225, WEHLEBINEN 2 /A L 2D BRI Z 7 O gt
BEDVREE R0, FHATREREHIIRONTWE. BIRTIE, 71v4 FEHDOHELSTEAR WD
HESMZRHNT 287 Io 4 F—v20fle LT, FilifsiG v 235 o i b o 7286, SOk
K, A Betafthh SRR T SAA BYEDGE, SOHRET ¢ & L REXFRFICREINIHA,
S m 7Y VIR E O G/ B D o STEESMIGEO S A, dOTUREIC X 2 RE s e T v
HEE» O/ F 72 TR L ERPUREICL 2 SAA 28 b0 YE, 7 Iv 4 P (Congo-red
/DES #ttt) 23b 3 ICHEL k2 GEBE TN V.

BHRT S v 4 F—v RcBT 2PEMEIECTIE, 7 Inf F—v 2MBHa v LT —vay
BOEFRIA— L=V ICHRL T 5, 2OV A b oW LA, SWIREEGICBI L <. e
HDLVITEEMM R EICXZBMELIZ T b5,

%M1 URL: http://amyloidosis-research-committee.jp/consultation/
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B7iv4 F—=v 233780 —EE@EEUIMCE D X ) RERRIEES M EZ L 50 ?

%7im4b—yx1u F 70— RREERELISMC b, BB SRR CRIET 5 a0, BIRSZ L
BHAERED 20, ABIED 5 v AMETEBAERNE 2T 35005 5720, EELET 3
ﬁﬁﬁ L

BRIRYICIE, BRI D A 3 v ¥y A5, (REFBEICTLE L, S2WIREIC X o TRRA IO EH K &
BHEREREEA 2L, & 70— EIEERE CORIESEE I3 (CQ 1 318). FZAEOBERL Y R b
Y —(J-RBR)Df#FICHB VLTS D, BAERTET Iuf F—o 2 LBME =il (281 41) oEiAE:
DT, F 7w —RhEERE 152 (54, 1%)75H%y wﬁuﬁ KfECcH o7 LaL, Znllbhicd, 18k
B IRIEMERE 92 §1(32.7%), AMEEREEH 2 I3 20EETIERBRIFE K 13 #1(4.6%) THAEL T 5 BE
bV, FEABETHS. KT Inf 0)7ﬁi*{$’\0)‘{7ﬂfi§% L EAROBE T BT 2 MBI
FHo P TRAVEINTRS 2,

BHRE KRS, F722 7 3 v A4 FUERAL 2SR CTE, #/NILE ©H 2561k, EHRAZLL,
BREREOA TR INDE L b H 2 VY. LRIFE IS, FRMEREC 2 v =1 v FEETEDRRHE
W& % b o -FEDEE T > CANEREE % 23 2 Intratubular amyloid cast nephropathy b & & 1L C\»
%9,
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CQ-5

B7 I F—v XROEMRE L 70 5 MGRS L 37212h?

A

MGRS (monoclonal gammopathy of renal significance) & 1%, LAY 7o BV B O IR REHE % G 72 X 7
v B /T E MR E R 7 E A 2 M EE AR EEE E 7 IR IS 35 2 & TEE
FEx BT 2MERANRELZIETH LWl ch 2. Bll~o M &R 0BG 223 5 72 0 B A
WELL T D,

HEBEEE 7L

AR

BEEAHZBE 7o — v N v~ v 7Y YIE(MGUS; monoclonal gammopathy of undetermined
significance) ® X 5 ICEMEE MK, MR ANICIIBENRICE SR M BEHE AT 2 IMIEERTD,
Rl AL 07 I v 4 F =y RCBHINEIE, 7V A7 u7) vBERL o BEEZE LT 25605
5. b DI HE T dangerous small B eell clones & 3 FRIF IV, b7z MGUS & 1357 2 fHRET
H 5 EFERI N T2, MIRARE R OB IR 720, IMGUS &L 2BFEE] Lw)d
Db &, EHEBLEFOBRENMNAGRGDINTE . LarL, M &HOMHE b BRI ICK
BLTOBAHREES R N, BIZIEVAVIY 72— 7B T 2883 ALBE T 2o F—v Z0JF
JRATERE FIC 72 b L3 W2 H Y 2, BREZPEMOESECRE#EEZ ST M EHEZ T T TE ]
QEEMIND XS ICho7z., 2D, 2012 FIC MIFEPEMEE O 2 W HHE % i 72 & 7o W IR GEPE R
B (FFIC B Mifa/ e E Mgtk ) 23 A 32 M EABBEREE CH R 5 2 T B IR 7
€ % MGRS(monoclonal gammopathy of renal significance) & #72 1ICEFK L, MasEED 72w MGUS & 1%
2Rt & 7z ¥, MGRS Tlf, MRS R IC M & FPEEMAE 2RI L 72BBEN AR I T
W (EIWN T RBERA R L), 7ok 2017 4£121X MGRS O E# 2% update 1), M EHDJEIK & 72 3 1ML
WIETHIER R, Z OBIREHHCERINAERIC K 2 60HEZ G 2R 33, RN LR ER L%
MEEL T HIMR AN B EL - hnwa e eI Nk, 2 ) MGUS KR35, M&EHARELET S
MM GEPE R B MR IS O B E 2372 L7z & L Cd, IMRAE R D O IR AR IBEN A LE
Tl 7 WK BT oo I RS &Il S, Z o MEEESEREEZERL T 255 d 2 ORI
MGRS D #iliEic A% (] : MALT U v ~ff, low-grade D&MD v HIE, < 3520 BoEHiE/ <
surzma7) VilfER )., MGRS I X b & X 2 BB, BEEUEL S L LT MGRS B
HEE L R XN D Y, 7272 L—FEC b I MR 21y 7 Lok 2 223 2 Bt 7 SIS o L %
Witz L7238, MGRS &3 Ae X 7w,

MGRS BLEEREDORKFITH 2 FFIEAL 7 I v A F—r R MERCZ OWH C©dH 5 B
VAT 5 TEEN e B~ DfRAEZ 28, M & H I B L 72 C3 BYiE® TMA (thrombotic microangiopathy),
POEMS JEfEHFIC & 2 BFEETH, M EHS [FEN ] (CEHRICEEZ5ZTORETH 5720,
Zh b b MGRS BEEEOHIRSIC A 2 Y. MGRS BI#EEE X, JFRAIR I X ORIC M ER %229,
BEPOE~O M EBEHOMG 2R T 2720 ICEERPLEL 25, 7272 L MGRS B#EEED 9 b &
ALBT7 I o4 F—=y 2R o TUIE LI Dl ER T35 2 e23H 570, HHROFEL LD
BERPT R 2 b BAERIZITON T, HEBH I 2568bH 5.
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CQ-6
ALBIE7 I F—v R AARIET I F=Y RICBETROEILXD 207

A

B7 io4 F—v20EFRITRNWICARTSH D, FHC AL B0 T2 AA T X 0 RIIE AR~ 0iEfT 23
FwiIntni,

HEBEEE 7L

AR

B7Iof F—v 20 FPHRIT—RWICAREINTEHY, B ALR 19 4, AA B 20 §l 0B A3 45 &
7o I BE BB R HERRET L 2ok oGz Y, ALBIOGAZKE T2 LDBMICES £ T
DA ERICH < (25.2vs 69.3 » A, P<0.05), @ T#Hd ALBOABARTH o7, EHNICEIT 2
B AL B4 38 f5l & AA B 30 il & 22 /7 BARIMENT L 72 9REE ©d BT RIZ AA BB HEREICRIFCTH - 72 (166 vs
85 # H, p=0.025)?. ¥ =4 EBMETICEH T, L7 v 4 FAPMHR4L.18), 27 v 4 Fif#EHRO0.18)
DEFHREERTTH o7z, —J7 CRFHTICE W CHIBKE B oL El, EHAK, eGFR, 7Iv4 F
s DA, FRMERERE(PREU P IEBETPRICGEEL G2 208 BAcEhr o bt I n
TWw3,

DB AA U 81 fHl(CKD4 27— 4 LA LS 45% &) D BRI T3 Y, BFHkiZ 65+3.54
n H & X, ZWiREOIGHEIIMT Ol M2 L7 F= viafl, REARD% X RAEOTRIFNT7Z 572
EHEINT WS,

B AL BICHEWTH ZHR OB A2 L EHIROBRENEE R IZ EENMBTRIIEVE IR TV 4),
L2 L, REIC X 0 IR dFLC(T 2 v A FE4 D FLC & JEEA: FLC ©2)*40 mg/L Kl DEAK
DL, BPROBITHZEEINTWE Y9, RIETIEZHFO 24 B &E HK/eGFR
(24hUPr/eGFR ratio: mg/ml/min/1.73m?) %% 30 i, 31-99, 100 LA Eo 3FECLiKT 3 & 9, 1-2-3 4
BOBRBITRIZZENE N, 0-0-0%, 7-9-11%, 30-35-46%TdH v, KR 3 »H, 6 » AKS D
24hUPr/eGFR ratio 2L L TW 3 HETIX, BFREBARTH oz #iE I LT3, ks dFLC & &
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Ti& L OBETIE, 163 » HRE R ©D dFLCI0% LA Lok 2s, Mz L 2B TPREBIFRT X5 7, )ﬁ

FEMEE AL ELT oA F—v AT LIXLIE FLCratio ®° dFLC 23T IEH IS WEER 2 #2583 % 23,

DX RIEFICEBNT LB 3 » H £ <ic dFLC % 10 mg/L Rifiic & < % 7-#£<lx, dFLC<10

mg/L RERBFICHARETRITARICRIFCTH Y (1) 3 FHROBERFEIL 100%), EdPEd ARICRE

FEolzeINTW3 3, 207D WiRF D IMEEN R BHEE MK &b, B2 o ofBIIcT Iuq

FJEA 0 FLC A 2613 2 A HEEE S 5. 2 iz MGRS(CQ-5 2R) it d 2 i ¢t o iRilo

—DoEH R D.

*)dFLC ic oW T
dFLC & % difference between involved free light chain((GFLC) and uninvolved FLC(uFLC) Dl& T 5.

iFLC & (3B FLC, 2D ALT7 Ivf F—=vRxTlx7 IvA4 FEAEFLCoOZ &TH Y, uFLC 1ZFE

JESM: FLC, 2% 07 IvAf FIEFEDFLC TH 2. HlziX, A MALT Ivw A F—v XDE#A, iFLC

=LA #THY,uFLC=k $H& 7% %. ZD7=® iIFLC—uFLC OFH A2 b HH 2 1 /-fl2s dFLC TH Y,

IR ALY I v 4 F— 2D MIEER Zinia e i s 1 5.
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B THREEICENTH L LR EINT WS,
HEEEE 7oL

fER
AAT v A4 F =Y ZDRBICHE VT, SAA 2+l 32 2 L BSEETH 5. SAA DHfilic X b %

HEEGR~D T I u A FILESED L, RN EGTPREEF M GONS 2 LilEIhTws V. IL-6

FAAT I 0 A F—v 2OFIERYE TH 5 SAA DFEARICE O THOLINRERIZIH> 4 b A4 v Th b,

IL-6 DFHEFIC XY SAA ZHIHI T 05 2. IL-6 [HEROMERIZ AA T T v F— > XOEWY)E 7 LTIk

INTEHY Y, HRAD RA BEZNRE L EHKABICHWTD, SAA oFWALIEIIRIN TV 2.

AA BB T Inf V= RickF 5 IL-6 FHEROHRMEICOWTIL, FREBBED CBHRE D UGS W

INTWE Y, IHIICiE, BERICEYEMB~OT I v A PG O 03 R S =il b FET 5 9.

TNF-a HFFEDFEICAA 7 v 4 F= 2~0HMESRE TN T2 9 Y 7= FHEREICADL

72AAT Im A4 F—vRicktd % IL-6 HESK L TNF- o BEROH MM iR L 22855 <, IL-6 fHE

I GHECHEIC SAA 238 L, GFR 258GE T 2R SN VL AA 7 T A F— v RT3 2 e

EREMZEICE W T, TNF- o [HEIEICHISHETD IL-6 [HEIEXS RIERISE T, REHBDICEITH - 72

FEFI DML SN T2 Y. Vy~FHEEICAILAZAARE T I a4 F—v RIBW T, FFICSAA R

il %R IRES & i, YR ORI NS . 2L, AYREAoE IR L T,

RSO HRIIE, BEEREEE, BRYPED Y R 7 R E R RAEMNICHN T2 L AEETH 5.
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BT 04 P =y 2 EPER T BBMRIER I NS 5 2
A

EITRE LD S BB B E NG RO LM TRAEN TS 2 L 2Ry 2WMELH Y. &
TIivnA F—v 22 FREL TERNEARTOEBMIIMHEREI NS, 272 L, BMEEL 7 I v 4 FEK
HBOMEREHENRLETH D,

HEE L

1R

ERAE 1 SR E O I W IRIEUE 2 M E LT w B, bAETIRAREBME L E LT
A2 HEIER T d 2 23, FEINEIC R Th R o2 BlikTch 5, BT I v f F—v R B T 2 BEEHE
X, ZOMOBIRE L HIRL TAFRSL 77 PEERMMET T2 2 eamE I w0V, R T
BIFFEEFE LT 2HREDH D Y,

IAERE X O KB 2 A 1 2 B EOR S ERE I LT3 ¥, B7 Ivf F—v RICTEBHE
IR 72 576 JEFI & 3 SiBlEBA BIET I v 4 F—v ABBMEEGICE T, EFERE 777 MEE
e L CTnwd, BT Inf F—v ZEFICRIECESL 77 P r AREREICS WERTH o 72038, I
MR ER 2 PR T BE % 65 i A Lo @il 7 &4 U R 7 FEFNCIRE L TR 9 2 L AR ERED O
B odz, 77 VATEMING SIEFO AARET Ia A F—v R 0RIC L 7SI RS gm s
Tl AARIE 7 204 F=Y RAEFICIRIET I v 4 F—v 2Ef & R THERICAEMTHRBMET T 25
(5 4EAETFR 82.5% vs 94.2% p=0.028), 2'7 7 F DAEERICH L TR CARERRED NG -7
DV, F =2+ 7V Tlma—V =V FBVWT, BT 104 F—=Y 2R ZFEER L 3% 490 SEHI O KR
REDEMTPHICET 2 S FRBEMEIEmBEINT NS Y BT Iv4 F—v ZGEFICIRIET 2
oA K=Y REFIE T 2 &, B TRe 7 7 7 VEERPERICK T T2 RETH 572, L L, I
OB 2 REREZEAT O A AR Uil 1.9-2.1 4 & ik L <. BAEfI< i 6.0 4 (10 473K 37%) TH Y |
BEER TR 2 L BB A EM TR EIRE S WA HEAI RSN, MEET 2 BT 287 14
F—y 2D 5 EEFRIT 12-18% e MEINT VS 9, BT Ivf F—v RF2GHEEETHY, dLd
EDRBERVBHGEOFRICEEL 52 2EEREETE RV, 2020 IET I a4 F— RJEH]
L oW AR L v, BT I u 4 F—v 2B 3 BREEECI, BITEE LY BBl
DENEGTRETRRT 2MELH V., BT Ivf F—v 22 FREL T3 RPBEALTH BBMIZ
TNz, —77. 14-16% DIEFITT I v 4 FOBEEIREINTEHY 9, HRITEFRICGTE LS 2
%Y, MiE7 Im 4 F AGSAA)fE 10mg/dL R RIF%R 2777 b TiReBET 2L 0REDH L 7, &
72 AL 7 3u 4 F—v B L Tl BT LSRR IC RIF R RIS %ZR LIERNL 777 7 P AREERH
PV EHMEINTHE ™, BT Iv4 F—v REFICBEBREE TS 56, EFLERE & b I Bk
D7 v FFEREDHEZEMIEETH S,
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