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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.
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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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WFEBECIE, ZWNcidfi— L2 IStEo S Witk 2z v 2 2 L 2352 L T 5. AA R, AFiba B, ATTR
MEECI1E, AARY, AFib o B, ATTRBI%E Cl, Z 0 Z N ORTEKE FICH 5 2 §ifk 2 v TR B 2170,
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%. TP PAM JetaZ i3 &, spicula #HA7IXEEBE T b 58y PAM RS % R~ 3
# L WIREE T

RO E 2T T In 4 F— v ZOFBRERARE 21T ) C L I3 EBHOEFTH B, Lo L,
2 FAOTEEIC X o CRECHEBRZ L WAL D 5. £/, R1IORT L L, BIEE CIc LMo
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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
oA F—v 2T ALBICH L, OIREAHSEE 2B (19% vs. 50%, p=0.02) , [Mi& s X KD fEs
SRIKENC X el eE a7 ) vEBREBSEERE W (81% vs. 54%, p=0.038 I X U 67% vs. 32%,
p=0.011) , el X NEHEEBRTOT I v 4 FEESEERA K (15% vs. 72%, p<0.001 3 X 8 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
H 723 50%LA DA TERR S N2 B oBRERISE X AH/AHL B¢ < (92% vs. 55%, p=0.02) , Ay
T b BIFTH o 7= (Kaplan-Meier ZE775047, p=0.03) .

SR
1. Said SM, Sethi S, Valeri AM, Leung N, Cornell LD, et al. Renal amyloidosis: origin and clinicopathologic

correlations of 474 recent cases. Clin ] Am Soc Nephrol. 2013;8:1515-1523.

2. MK B, s Fl=E, B mfdk, fi. Monoclonal gammopathy BEEEE DGR - JREEBET (&
k%) . HEREE. 2018;60 5307,

3. Eirin A, Trazabal M V, Gertz MA, et al. Clinical features of patients with immunoglobulin light chain
amyloidosis (AL) with vascular-limited deposition in the kidney. Nephrol Dial Transplant.
2012;27:1097-1101.

4. Kato H, Fujigaki Y, Asakawa S, et al. Rapid Deterioration of the Renal Function Caused by the
Coexistence of Intratubular Amyloidosis and Myeloma Cast Nephropathy. Intern Med. 2015;54:3023—
3028.

5. Nishi S, Muso E, Shimizu A, Sugiyama H, et al. A clinical evaluation of renal amyloidosis in the Japan
renal biopsy registry: a cross-sectional study. Clin Exp Nephrol. 2017;21:624-632.

6. Nasr SH, Said SM, Valeri AM, et al. The diagnosis and characteristics of renal heavy-chain and
heavy/light-chain amyloidosis and their comparison with renal light-chain amyloidosis. Kidney Int.

2013;83:463-470.

CQ-2
EREREIEE 2D % & TG FLC ®ZEIT ED X 5 I~ & 20 ?
A

EHRERE IC X - C FLC BT R L, HHEHIPH2Y 0.26-1.65 TH 5 k /L i, BHEEREORE L
EDIC AT S, Lzdio TERREEFEEN O /1 HOMAICIE 0.37-3.1 @ renal reference range % & 5H
CE %, ZofhoREEZHAGDLEREIICEHET 2 LEYEH 5.
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HESERE

IEF VAL VD, #i5EL—F :Cl

fER
SEMAEIE L #H%2 H X 08 40%%  EA T 5 720, @RICPELE S 7z L BHILEEEEEESH free light
chain (FLC) & LCHithE 2. M EHORIEICIE, BEAERKENE, fEE A ESKENE fEEE

%, 79 —74 F(FREELITE®)IC X % FLCHI'EE 2 H 528, 7V —74 bic X 5 FLC HliEE ORE

DD EW®, By a—vEEHh v~ 2 a7 ) VISE monoclonal gammopathy (MG) D2l - iR 7

FHRE - RERHIE - PR TPHEICERTH L. AL T I uf F—=v Ri2ET 25 MG RERIZ, migasE

EEED 69%, IREIZREEED 83%ICxf L, FLCIETIX 91% e mEINT WS V.

FLC ¥ k : A=2:1 CTEAIL, BEBIOMARTR#z NS, HEATH S «FLC DRI
22.5kDa, — 8K TH 2 AFLC O FEIL 45kDa TH 2B Z b & 27 VT 7 v &Rl kFLC DA E W
728, WHIMEREIZ AFLC 2358 (c/ 1 <l , #ICRPREIX «FLC 2@y (/A B> O &
7VT v AREERS AR T cFLC, AFLC 2R b i < 3% IR IRIcR#t e s CRIIH4 H) . L7
25 o TEBEBEM M ICH v « FLC, AFLC & & MHRED & < 725 25, &/ A oo R EIZ RS i< FLC A
Td 2 2.0 KGR L Tw < 2. Mayo clinic IZ 5 2 {@#i#E 127 flofkst ¥ <, /2 odifEss
0.59.95%F:HEHTFH 11 0.3-1.2 TH - 7243, MG Wi D etk % 1T 2 7= o HHE(E 13 1009% K YEEFR D 0.26-
1.65 W5 Z & BRE X L7z, —J7 Birmingham ® CKD =+ — + 688 fflofaat ¥ <Ti, «/ A kot
JEiX 1.12 TH Y, CKD A7 =Y DT & & b IC k/ L iZ EH L, renal reference range & L T 100%
FLHERIPH o 0.37-3.1 2330E S 7z, £ 72 CKD JERERNIC A 2 &, SERIPRIMVETRAE DA % Sk L C 28
PRIGUEEEIC 5\ C, k FLC 3 X U8 AFLC p it 23 <, RN 3 2 L2 S Rk S v fz.

k /A D renal reference range Z &L 72\ &, HICEBEKNICXL Y ER L «/) k2o ¢ M
MG LB LY, BT 2 A MMGEED /1 o BRIV REZ AR LY
TBEMADH B, /L HA 3.1 R 255 1T EREEREZ T CIISPNETH 5. /1 HD 1.65-3.1
R UBHEEREEZ N BAOMINICIERZE L, 24 KfEEIRIC X 2 IREABLRKENE, G E R
Ik Y MG i i g g, BEEETICHES /L0 EFLHKcE 2. Lo L EREREKT &
k/ A EROBEICOWTIEIKEE>® $H D, EFC renal reference range # ZFIC L0350 b, £ DOfth
DAL Z A G DOEREINICEHE S 2 L1 H 5.

XHR

1. Katzmann JA, Abraham RS, Dispenzieri A, et al. Diagnostic performance of quantitative kappa and
lambda free light chain assays in clinical practice. Clin Chem. 2005;51:878-881.

2. Yadav P, Leung N, Sanders PW, et al. The use of immunoglobulin light chain assays in the diagnosis of
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3. Katzmann JA, Clark R], Abraham RS, et al. Serum reference intervals and diagnostic ranges for free kappa
and free lambda immunoglobulin light chains: relative sensitivity for detection of monoclonal light chains.
Clin Chem. 2002;48:1437-1444.

4. Hutchison CA, Harding S, Hewins P, et al. Quantitative assessment of serum and urinary polyclonal free
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5. Vermeersch P, Van Hoovels L, Delforge M, et al. Diagnostic performance of serum free light chain
measurement in patients suspected of a monoclonal B-cell disorder. 2008;143:496-502.

6. Bochtler T, Hegenbart U, Heiss C, et al. Evaluation of the serum-free light chain test in untreated patients
with AL amyloidosis. Haematologica. 2008;93:459-462

CQ-3
BH7 I F—vRZkics i 2HE8nmE RTINS0 ?
A

HRR I - IR T S B A F— o ZAVRIBE NS b 00, GEHIEML RO L 27 0 4 FEAR
AR C B BRI L, BT RO % HEAE S 5.
HeSEIE

TEF VAL~ VD, i L —F i Cl

1R

—MICET I v A4 F—v 2OMBEHNIE, X7 7 4 v eEHRBYIR ICEB 1T %5 Congo-red Fefii%° Direct
Fast Scarlet (DFS) faic k> Chdih, 7iv4 F—Y ZROFKNEAEOHREIX, 71w 4 FREKEH
N3 B R R PUAZ T, BEEEAS U R T IO IR, X T 7 4 v e HHRRYT R C IR B UAE
X 3 LR Ic X > TITbIT w3, L LAt s, HilRE HE O WAL kg o2 bic
Lo THiRRIG xR E bkttt b b, IERENICEMTRZE2 T2 2L 307 &<, ik
OPETIET I v FPEAREX LIXLIZRECTH 5. L2PEOATFREELR, 25013, MOTHaT
14 FEADREIIAAIRETH 5. ERICHEZEMMEETH % Mayo clinic IKBWTH, B7 Iuv A
F = 2 474 il 74 ] (16%) THRIEMMALY:IEIC X B ERREAEORIED TE o7 2 & AHEG
InTw3 V. (AL EZKHOPT AL FURICBIL <, EFRHFT I v 4 F—v R ICBI3 2 fEITZEHE X
DHEE S REHURB SRR I N L BDbN D)

COX) BB ZRRT 27201, BEAWEIZH W27 I v A FUEM? b o JH K E R E R E
BTbig. ik, wr~) VEEMBIIEEEEZZ T 2 -0 EAE OB AR CH - 7228, THED
a7 d— LENTFEOESIC X o TERE 2, FET 2 Rkl HELINz. L—F—< (M 7u X
A7y avick )7 Iiof FIERMCOS 2L, EHEZMHH, Zo®RICH) 7oV EICK 2
FiHlkxz Mz, E0EHKROWEKXTF V2K In~ 2777 4 —EHEHHiE (Liquid
chromatography tandem mass spectrometry : LC-MS/MS) iIC X WL, o -fERE2 T — 42 —2
ciET sl (av b AVE , TIA VERZEUATRI AN Ty 735, INET I v A
FPavE—3v 1 (SAP) 7RIV KEHEE (ApoE) e 7 Iuf FickikE+2EQE LM
na.
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\ |:> ¢ T::.::’ » ‘\\_},:""\ |:> \\_'I,_\ I$ MIE |:> ﬁiﬁﬁ&ﬁ
\°—7 N i I: :' ; :\.\“/,“ i

/ %z%ﬂgﬁjﬂ?—#i L—H—<4(40 BUINVE LC-MS/MS
SAwsaz it

iz Mayo clinic 2> 5 DR D TlE, HEMBCEROICX 2EERTE o272 74 6] (16%) 1<
LC-MS/MS %R\ iz 237, 35 f5il¢ AL Y, 13 f5i-¢ ALECT2 #4, 9 f§il-c AA %}, 6 f§l-c AFib &, 4
¢ AH %Y, 4 ¢ AHL B, 2 ¢ AApo AI/AII/AIV Y, 1 |- AA/AHL &R D 7 I v { FIFRKEN
BEOEE X7z, AL B HHH L 72 35 Bl BT O EREICE - 7B O NERIE, 6 Bl CHritssE v/ 23
oo, 50T ¢ BLU A BTN dEETH o 72 %, 13 HlCfiimICEL Wi x
— v Th D h, 1 HIIBERTURE T SAA TG T H - 7= B H0OthiiRE < A el ch o B Th 5 7=
DF VAR TIZIAL T I v A F—v XL BWr& sz 384 fiild 28 f5il (7.3%) 23 fuEilidfb s iitaic X 232
Wicihkzticd oz b ick s, HloWME P TH AL 7 2 v 4 F— > 2D G AR EIC X 55
P23 14%-35%1C A b D Z LRI NT VD

HEAMNET InA FVEADRIED AR HT, 7 I v 4 FEAZMKT 2 BEAI A Ve, HiEE
FOFEIC & 2REMITICH AMATETDH 22, WERERSITE %2 RE L 2> D H VIR % 172 T
%#uﬁktétb ERETRER MR IZR O T2, BURTIE, 7 I FPEADHEENRTE R0

BOMZRET 5287 Iuf M=y 2ol LT, HilEET R 235 5 ik h o 356G, SO URET

K, A Rt d OFERPUAL T SAA BRMEDG A, SOLHUARIET ¢ & L REVBFEFICRAEINE5A,
S m 7Y VIR G O G/ B D o STEESMIGIEO S G, dTUREIC X2 RE s n T v
HEE O/ F 72 TR L ERPUREICL 2 SAA 2 b0 YE, 7 Iv 4 P (Congo-red
/DFS %tt) b I it 25088 ons V.

BHRT S v 4 F—v RcBT 2PEMEIECTIE, 7 Inf F—v 2MBHa v LT —vay
BOZRRFEA - LR=VICHR LTV 5, 2OF A b bHLADE, SWHREEGICE L <. i
HLVITERIM R EICX2BMTELIZ T 5N 5,

%M1 URL: http://amyloidosis-research-committee.jp/consultation/

XHR
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3. Novak L, Cook W], Herrera GA, et al. AL-amyloidosis is underdiagnosed in renal biopsies. Nephrol Dial

Transplant. 2004;19:3050-3053.

4. Kourelis TV, Dasari S, Theis JD, et al. Clarifying immunoglobulin gene usage in systemic and localized

immunoglobulin light-chain amyloidosis by mass spectrometry. Blood. 2017 ;129:299-306.

16



B7 I04 F—v 23470 —WIERFELIMNC D X 5 RERRIER DI Z & 52> ?

W7 v F—v2ATR, F7v—hERELINC b, BB RIEREECRIES 2856 %, EHKSZL
CEBEEERT 02, SEERED 2 W EAMETEBRRIERFEZET 2560525720, EE2HT 3.
HEE L

fi#

SH:I

BRI I, BARIRIRD A4 v ¥ v L5HE, (REFEEICTE L, ZWIRHHIC X o TRRA IO EHIR &
BREREZ 2L, 7 n —YREEF COFRESFHIE 212 (CQ-1 ). WAEOE LML Y X b
) —(J-RBR)DfEFFiIcE VT H Y, BAERTET Ind F—v 2Bl E h-ER (281 F) DEHERE
METIE, A 7 v —BRERERE 152 (1(54.1%) 28 —HF S WERREIE CH o 7. L L, Zallshicd, 8%
SEMERE 92 $1(32.7%), BMEEEE D 5 v I3 2aUETH R ERIRE K 13 §1(4.6%) THRAEL T 5 EH
HDH VD0, FEAMLETH S, BT Ivf FOLRRE~DNER L EARORE I T 2 HBERR
FHL AT ARVWEINT VDS 2,

BHREIIKR S, F722 7 3 v A4 FUERAL 2R CTE, #/NLE ©H 2561, EHRAZL L,
BHRAEREO A TR INDE b H 2 9. FRIEFHICHEZH, IKMEPLC 2y I —L v VGO #RHE
g% b o 72 MFE2EE £ - CAatEEE % &9 % Intratubular amyloid cast nephropathy b #if5 & uC\»
39,

SRR

1. Nishi S, Muso E, Shimizu A, et al. A clinical evaluation of renal amyloidosis in the Japan renal biopsy

= I¥

E 3

registry: a cross-sectional study. Clin Exp Nephrol. 2017;21: 624-632.

2. Dember.LM. Amyloidosis-associated kidney disease. ] Am Soc Nephrol 2006;17: 3458-3471.

3. Gertz MA, Leung N, Lacy MQ, et al. Clinical outcome of immunoglobulin light chain amyloidosis
affecting the kidney. Nephrol Dial Transplant. 2009;24:3132-3137

4. Kyle RA, Gerts MA. Primary systemic amyloidosis: clinical and laboratory features in 474 cases. Semin
Hematol 1995;32:45-59.

5. El-Zoghby Z1, Lager D, Gregoire ], et al. Intra-tubular amyloidosis. Kidney Int. 2007;72: 1282-1288.

CQ-5
BT IoA F—v 2ROEMRE L 725 MGRS & 372122 ?

A

MGRS(monoclonal gammopathy of renal significance) & (%, LR/ 7% B B D TR REHE & i /- & 7
v B fiE/ T E MR AR R e AT 2 M B BRI IER: F 22 IR ICE 35 © L o E
FHre BT 5 IMRAEN WELZIRE T L WitaTd 2. Billiki~0o M EH OG5 2T 5 7= © B LM
MHEL D,
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HERE 72l

fEER

BEEAHZBE 7o — v N v~ 27w 7Y YIE(MGUS; monoclonal gammopathy of undetermined
significance) @ X 5 ICHEEE MK, MIRARITITIERNRICAR LD 7w M EHEZE T 2 IMIIRETDH,
RRic AL -7 I\ A F—v ZARBEHIEIE, 7V A7n7) vBRL o BEE2ERT 25605
5. b DIMEZEHE T dangerous small B eell clones & 3 FRIF IV, #ike7s MGUS & 1357 2 fHRET
H 5 MR I NIz, MRENB RS O BRI K720, TMGUS ICAPFL 2BREE] v
WD b &, EEEEBLFEFEOBENAGAADINTCELZ. LAL, M BEHOWE D BRIEERICE
BT RAGEE SR E N, BIZIEVAVIF 720 — F i@+ 2 883 ALBIE 7 v 4 K- Z0fF
JRRTENEE I 2 O 3 Wi A3 H Y 2, REZVEMEOMEECEHZ S0 MEARKL T T H]
bEEHIND LI o7z, ZD7®, 2012 F I MBS O Wi ELHE 2 3 72 & 7o o It
BORRIC B Mifa/ e MR ib - E ) 23 A 2 M EASERE ICH R E 5 2 T 5 IR 70 0H
€ % MGRS(monoclonal gammopathy of renal significance) & #72 1ICEFK L, MasFEED v MGUS & 1%
2Rt &7z ¥, MGRS Tlf, MRS R IC M & PEEMAE 2RI L 723G BEN AR I T
W (EIWN T RBER R L), Zod 2017 4£121X MGRS O E# 2% update 1), M EHDJERIK & 72 1ML
WHEIEMERE R, £ OB ERINZIESIC X 26 IHER S & X 3, RENR(LFEER %
ML T BIMR A B E L - hnwa e eI, 2 ) MGUS KR35, M&EHARELET S
MRS SE MR B MR B S O FHE A i 72 L7z & LT, MBS D O I3 F 2 RIBEN AR E
TUE 7 WK oo I RS & HIlT < 1, Z oI ERSEFEELZEEL w2865 2 0T
MGRS O#iEic A% (il : MALT U v -¥ff, low-grade D&Y v AWK, < 33520 BogitE/ <
ym a7 ) vififEs L), MGRS I X b & Sz BEARIE, BRI L 28& L L T MGRS B
HEEL RBL I NS Y, 772 L—E T Rl IC MIRSAR 7 (U205 & 23 2 W 7n M s oo B %
W7z L7286, MGRS & 3A7m X700,

MGRS BH#EEREDREHICTH 2 FFEMEAL 7 I v 4 F—2 R MEAPZ DM CH 2 B 2B
VAT 5 TEER e B~ DfRAEZ 28, M & H I B L 72 C3 BYiE® TMA (thrombotic microangiopathy),
POEMS JiEfiffic & 2 HEHTH, M HEH2 [HHEN] CBEHBICEEZ 52 TV RETH 5720,
o b MGRS BH#BE O FIEEIC A 2 Y. MGRS BIEEAE 3, JFHIFICINRG & L OJRIC M &EH 2589,
OB ~0 M BEHOMES 2R T 2720 ICEEMPHEL 5. 7272 L MGRS BEHEEED 5 b &
ALBIT7 I o4 F—=v 2R o TTB LI Dl ER CEMi 35 2 L35 570, HEHROFAKL LD
BRIRFT L2 b BRI fTb T, HEEZW I n256b5 5.

XHR
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2. Kourelis TV, Dasari S, Theis JD, et al. Clarifying immunoglobulin gene usage in systemic and localized
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3. Leung N, Bridoux F, Hutchison CA, et al. Monoclonal gammopathy of renal significance: when MGUS
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4. Leung N, Bridoux F, Batuman V, et al. The evaluation of monoclonal gammopathy of renal significance:
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a consensus report of the Internationa Kindey and Monoclonal Gammopathy Research Group. Nat Rev
Nephrol. 2019;15: 45-59.
5. Bridoux F, Leung N, Hutchison CA, et al. Diagnosis of monoclonal gammopathy of renal significance.

Kidney Int. 2015;87: 698-711.

CQ-6
ALBIE T I F=v 2 AABIBET7 I P RICETFROEITD 55 ?

A

B7 o4 F—v20BE PRI -RWICARTH Y, Frc AL B0 T2 AA B X0 RINE AR 2~ 0723
BweiIntni,

HRE L
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*)dFLC I 0\ T
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