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Reprinted with permission. © 2012 American Society of Clinical Oncology. All rights reserved.
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L7304 R=V ABIRTA KI4 >

@ Val30Met
(p.Val50Met) £

Tgr69\|e
Glu42Gly
Glu54Lys

Leu58Arg
Phe44Ser
Alad5Asp
Pro24Ser
Ser50lle
Asp38Ala
Thr49Ser
Glu42Gly
Thr59Arg
Glu6TLys
Phe33Val
Thr60Ala
Ser50lle
Ala25ser
Glu6TLys

@ Non-Val30MetHd

GluS4Lys Ala120Thr Aja120Ser
Gly47Arg

,..‘i GIn92Lys
) \ Val28Met
\ lle107Val

FrBER
RAEHREREE

Ala25ser (p.Ala45ser)
Val28Met (p.Val48Met)
Val30Leu (p.Val50Leu)
Phe33Val (p.Phe53Val)
Asp38Ala (p.Asp58Ala)
Glu42Gly (p.Glu62Gly)
Phe44Ser (p.Phe64Ser)
Gly47Arg (p.Gly67Arg)
Gly47Val (p.Gly67Val)
Thr49lle (p.Thr69lle)
Thr49Ala (p Thr69Ala)
Thr49Ser (p.Thr69Ser)
Ser50Arg (p.Ser70Arg)
Glu54Lys (p.Glu74Lys)
Leu55Pro (p.Leu75Pro)
Glu61Lys (p.Glu81Lys)
Val71Ala (p.Val91Ala)
Ser77Tyr (p.Ser97Tyr)
Lys80Arg (p.Lys100Arg)
lle84Asn (p.lle104Asn)
Ala97Gly (p.Ala117Gly)
Ala109Ser (p.Ala129Ser)

FIREGE(REE Leu58Arg (p.Leu78Arg)

== Tyr69lle (p.Tyr8olle)
+ R HEREE lle107Val (p.le127Val)

Tyr114His (p.Tyr134His)
Ala120Ser (p.Ala140Ser)

Ser50Arg
" Leu55Pro
Val30Leu
Gly47Val
Ala109Ser
Tyr114His
Ser50Arg
Gly47Arg
Pro24Ser
Thr60Ala
Ala25Thr

lle107Val Ala120Thr (p.Ala140Thr)
Ser77Tyr Val71Ala IDVGE(R /;sp;ff\u((pb/\siigm)u)
0. er(p.rro: er,
Ser50lle lle107Val Ala36Asp (p.Ala56AsD)
Tyr114Cys Ser50Arg /S\Ia;lgﬁ\s? (E.A\;g,ﬁsp)
Arg104His lle84Asn ersOle (p Ser7Ole
Thr59Arg (p Thr79A
Val30Met Asp38Ala Th:60A\r§(<;§).Thrr80A\;€)’)
/Arg104His Val30Leu Glug9lys (p.Glu109Lys)
Glu89Lys Thr49Ala GIn92Lys (p.GIn112Lys)
Tyr114Ser Ala97Gly ¥3:??4G‘sye5?ﬁy]rl )
Ala25Thr al 5563'&0”9 FUBERE-BRAE(R  Ala25Thr (pAlad5Thn
Asp18Glu Va|94yC-in u Gly53Glu (p.Gly73Glu)
- Tyr114Cys (p.Try134Cys)
Arg104His Thr60Ala = e
Thr49lle Ser50Arg RIEIR Arg104His (p.Arg124His)
lle107Val Gly47Arg VIR Val30Met (p Val50Met) /
GIUGTLYS ¢ 577y, Ala36ASP AFO Arg104His (p.Arg 1 24His)
erzyr Val30Met (p.Val50Met) /

Lys80Arg (p.Lys100Arg)

B2 DHE®DATTRv 7=04 RF—Y25ME TTIRERR

(Yamashita T, et al. 2018 * & W /X))

(REMRA DT DN DG BN L VDT, FiE/IMERHE ORI
ZIEARME TH D, M MERAEORFMEE LT, B/ §
¥ F MR & B AR R ORFAI Y R, i B 72 ST %
RERFAME T 20 EASE R ST B (1S, Bk iEL BIR).

5.

T73IOA F—Y ADZWNIIL, 7T I0A FOhEZEN
FTLOAR%RLT, 7I0L FOERZIZLDIEERREEIZLD
HEU7-ERIERAWRT A LN EETH L. LoTHH
D7=HI2IE, TP EREEIC L B EER2S 7 I A
=Y A% eV, TN R T HMETREEED) 2,
OB OEHNEZITV, WA 2B W2 MR T 21D
WETHL., LLTIOA =Y ALBWT LA
X, EEE IO BB 2 S JE R X 2 IR R 2
R ens, LIE~NOT7IOA FORBIZLILLER

HILD FRTT R R AR AR I35 2 L S EE
THbH 7I0L K= ADOMEZINIE, MBS
T IO A FikaE 2 R T 2 LS e B, T
04 R, BHEEMIC Oy T— Ly RO TR I
0, WHREMEBETICT Yy IVT ) — o taoEi R BT
LWEE L CRESNG, D%, e OniEkEH («#H,
184, TTR, Amyloid A7 &) (K9 2 FESEM 2 bifh 2 H
WCRIEMMR AL ATV, RV AT . ALICOWT
&, A - R MEH, BEZFLCER, BRI EMEO
7 U—F Vi R 5. ATTRv ClE, #Efa T
IZ& D TTRERTFAREZMERT 5. J14F, ATTRZHNCS
F2PTe¥a ) VRS Y F 7T 74 ORI R LE
TUARERLTEBY P, ERETO T IRRE L E(E
WA ZGEH LB RELRES T, —F, 73
04 K=Y ADMEEZMIRe Yy A 7hte SR 2 &
DB, %IEANZ1Z Definite & Probable ® 71 7 3 — A%k
EENTW5S.

T IUA F—2 AOWPMERBRIEREL L 24K



&8 D7I0OA R—YRZERESBAFIRDS KUREMR
BSEPRIE(R

DERE, MHCEREE FEJ0vY, MJ0OvY, DERGERS), DEEAER KFEESEM WEHEQS

DR &= (V1-3)

(28N, ZE).
FAREP S

DEBEEE ELEDZ2D). DEFBEREE. &FUWLEHRERSE, DEOTI I—EETTE (granular sparkling
appearance), DIERITE, FIEE, AEEEEBDlongitudinal strainf& R (apical sparing)
[ BNP/NT-proBNP & &, HIshDs ~OR=> T/ 5fE*

DEMRI (CMR) [EHIFHEEDHNE FOUFAMEIEST, T1 mapping TS5 native T1EE, ECV EF

*RORZVRER, 07204 R—=YXTHUT, REREZESE UTRH SNTLIEL.

LFFNE - TARTA 0, BERSESICE L. ALT
U A F—2 ALERER 2 2 Wk & L CEE s R
8 4 (International Myeloma Working Group: IMWG) 12
LB BWREEEDLE HNSNT WA Y ERNTIE, 20104
(IR @A R e B A Bl 4 Bl R e R Fe
TIuA =3 ABT A FANZEEE (EEEEE) 257 30
1A K=Y ABHEIT A KT 4 22010] 31T L, AL,
ATTR, AA, AB.M, X7 I0Af F—3 A0 B WiEHEL R
LCwaY L, FESGOBWHEM DM 3 B &0
ZAL, FHEEEO EiR B 2, BWEREOUETNT v
XY R ATFAN N = oTW0Ah DD, 730
A F=2 AT AHEEIDEFZEZOT L2 AD
L&, AL, ATTRwt, ATTRvT I 04 F—3 2D F Wik
WRYETLZY. AHARTA 0TI, CONEL LS
FIIR OBWAEIEL LT

5.1

HREICH T ZEZHBEDHLEIRR

A, B, CIIEWRENILEL T 5.
A. BERIERS L AT R

FIRENC X % L E 2 N5 EBRER T 72 13T %

AR5,
B. AR AT

MR Ta y I—Ly N, ROGBEBEE T

Ty TN = ORI AR T ST I8 4 kgL

AR5,
C.7I3uAfK¥A4EVT

7 IUA FEEIEREOmEREAGETH 5.
ADEHHIIS R TR TH 275, 7304 F—
ANHFFRM TR TIE R, BOAYIOEE RS, &<
W7 304 F=Y A2k 2 0w cdhmL TB Y,
FRBIHFLT 2.

FRBM OB A EH TH Y, EAIZ A
TREDRD, INESAFRBH7O0—Fv— 1 %E32 (4
BELTIOA R ABET VT AL) ISEET.

5.2

ZH5MEAL7 =04 R—Y ADZHBE

A. BRARAER 3 & OB 7
AL7 304 F=3 RIC L5 EE 2 O N L EIKAER
72IREFT R RO 5 (R9).

B. B R AT L
MRAERTa Y I—Ly Nk, ROGEmMSET
Ty TNT) = ABOBEN Z RS DT I A Rk
ErRDD (EL.

C.7IuA RNy
7304 ML REs 07 VRS TH S (2.

D. M#&H
I B VIZIRAIC MERHREH S5 (IR
B, fEREER, 7 —94 FF =1 ¥ (FLC)
DV N TR ENS) (E3).

E. #5510
A DEFRFEBRCARATT 2 & 723 TR D & 2 i
2SS 5. EITLT IS F—2 2%,
monoclonal gammopathy of undetermined significance
(MGUS) %19 ATTRWt 7 3041 F—Y AR HETER
WOT, ATTRwtOFZ I LA - B 70 —F v —MI &L
O ATTRwt 7 301 F—3 A% 2beyb3 5.

<gBWroHnTIT1)—>
Definite: AD 1IHHLL L+ B+ C+ D+ E%jii7zz3. %
L<Ix, AD23HHL E+ B+ C+E%ii/z3. 72720, 0
figh, BEhE I AOFLEENH), SHICB+CHE
T AL, ESR e s LTRo.
Probable: A 1IHH L L+ B + D + E %729

* e, MR R PR VT ORI G
FEEL . L7225 T, SEMlik g ta cuE a7 it
FHAGETE 2 T, ATTRZFEFEICHEL7ZH AT
ALEZH L CTRABICHRETHBET 27— A% BEL T
Probable %752 L T\ 5.
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x99 AL 7=04 R—Y RZRESRINEIRS KUREMR
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=]

D7 =204 b=V RICKD
HD

BRPRIER

REMR

xK8ZEMR

B7=04 F—YRICKD
BD

B, AEIEM

EHR (>0.5g/day, 7ILIT=ZUHFE)
MEZ L 7F =8I, eGFRIET. R NAGHEN,
RB-=20707 M

FF7=04 b= RICEKD
BD

FHEEX

BRARHEHE> 156 cm (DAEZERSY)
ZIWAU T3 AT 7 5—CEM (>IEE LBRD1.51)

R =04 F— X
[CLDHD

INEHRHEBRAIO R Y Z 2 —0J/SF—ER (TERHED
RERETREUET)

RO CEIRE RS

BEMR7 =04 =YX

EAMMHEME, TR, @R, BHRES

[CXRDHBD

BIEE7 =04 h—YRI(C

T, B, RACME. ERAZEE. IRINARIEIRE:

£HBDD

- s =04 R—YR | FREFEEEER (FOLUON, &RE) BRCERE LD DFREBDGEELE
[CKDDBD

BEEI” =0+ R—</RIT&K | Shoulder pad sign, BIEIfEKR

DD

H7Z04 =YX LD | BE

BD

BE7=0A4 R—YRICE | AEAEHRACEDIEED, K58

5D

ZDftDIEEE 7S04 R— | ERIROERR ) B EOBMEX: BT (M | CT LUFAMBEEMESR/(Y—
JRICKBDBD B7 =04 RICKD) : BifE (RIEIEXR)

KRELHEUEBWELEDOBMRMESZRNATDH &,

MEROTRIE, BRIV EY YA A VICEHSNCEBARBEEDEEEERT Y. XDV EY/YRAFEZAVTE, D7 I0A R—Y
ADEFRELT IDEFRBIOEELEERE (>12mm)] £ENTWS.
¥ALICKD D7 =04 R—=YR(F, EOUVEYYFISTREDTEDEL.

% Monoclonal gammopathy of renal significance (MGRS) MD—#f(&

(E D DR, PERERRNG, TVSMERE, WL, ah
BEDPLRL72bDEHWTEL, L EERED)
SRS 2 MFE RV, HILEWRE DA TEIEROS A1
RIS 7 3 0a4 =3 20D H Y, Tii, T
I, AEFLZ: EOFEIROMH, B OWCE I R BEH°
PETHD, W7 304 F—Y ZAEWERDOZ L %
{, MEHBRI SN WIEED L0, B+ C Tl

EE 2 5.

(732) MGUS & ATTRwt 7 3 2 A F—3 ZDO 56135 %
7o, avI—Ly FEEUSICMERE—H L7517
DRIET T T) YRSHA AT 2 LB B D, I
IDAL Kk F721ZAL A (+), ATTR (—), AA (-) %Hf:2
T52E, LA AR YRS HTE (LMD-LC-
MS/MS) T7 I a4 FRKRENE LR T 5. Hiigt <o
FEESHEE R A%, JRAET@EE AR B 6 EEE T
PRI IRIFZEH S [ 7 2 04 F— 3 ACB$ 5 A e BE

BI04 F—YRICLD.

(http://amyloidosis-research-committee.jp/) ] (< fEHT K HE
HUEETH 5.

(E3) MEAHOKINZE, MEREREDE, ME7)—7
A +F =42 (FLC) B X OIREEE E LD EMAESE S
N5, SR L O B SR B & 0 MR B EE 25T
1% FLC TR ER 1 / A L TRHES 2 £ 013, EAL
TV AR FLC & B L TWiWFLC ®% (difference
FLC:dFLC) ##Fflid 5. & <IZdFLC=50 mg/L D¥i&
12U, RERIRHEICOERTH 5.

5.3

ZHEATTRWt7Z=04 F—Y XD
SRR AE

A. BRRIERE S X OResin 2,
ATTRwWt 7 S0 A K=Y A2 X % L2 SN BERRIE
B - BT 280 5 (R/10).



B. JRE AT
DL Lok cay I— Ly FRaBt 1/
WBEMBETICT v TV 7)) — ORI E 29 5

7I0A FEEERDS ().

C.7I04FFAEY T

7IOA FikEIZ T A A LF 2 (TTR) BT
b5 (1F2).

D.YYFr574
PP n ) VEEY U F 7T T 4 TLEI TR DS
AEND (E3).

E. {=ERTE

TTRMBIZTFAZT XV BROZEALE L) B R A RO\,

EM&EHZZEOR (7E4).

G. Rk

1. - B AR D A L2 BR R 3 2 BRI ATTRwit I3 BR41
5.

2. A DEFRIEMRE R % & -3 etk & 2 i
AN T B, 72720, DHERE &L D AEE
HEATTRWt 7 S 04 K—3 2 L DEBEBIAATET 5
CLICHEENLETHD.

<BWrohra) —>
Definite: A + B+ C + E + Gl & i /=7
Probable: A+ D+ E +F + G2 i /=9

NP ) YEEY VF T T4 LA LT
DOIHRHEM 2 EHTEATTRWt 7 S04 F— 3 A0 Wi 48
7€ LT Probable Z %% L T\ 5,

*RTA NI A VIRERETIE, L7304 F—=2 AU
LT Tc¥a) YERY Y F 75 7 1 1 3MERZEeE LT
FROLNT W\,

(ED AT, IEEENRS 12E4r, R AR, THLE A

F1E8 7

1

O F—2 XEZEOFEH

R

*EMETH. Tz, ERAEBERLMOMATHT LD 5 A AE AR
LN DAL, SR 5 OAME D K LTS
CETHRIBEN DA DD, RIEDOT ITA FiLaFixa
YI—Ly FOREEDNGEL, WETTy TV r) —
DOBBITHIFNGEVH D, AMERE COHED R 56
(X, WIEHERH TR~ AT 5 Z E T L,

(FE2) et L YATTR (+), ALk (=), ALZ (-),
AA (=) ZHERET A2 &, LA, ABlko B =5
% (LMD-LC-MS/MS) TbtZ ¥ A4 4 LF > (TTR) % H
B34, Bisk COERIWELRLG AL, EAEIEEAIT
FRERD & HRA MR B IRIIZE R [ 7 I8 4 F—2 R
FA9 2 FAANIZEHE (http://amyloidosis-research-committee.
ip/) J W IR IRIEAS T RE T 5.

(E3) 3 BEFEE L 77 F—H{% % F\ 728U
% (Grade 0 -LDE~OEFEZ L, Grade 1 hE L D D550
A~ OEFEGRE, Grade 2 B & A LB OHEELE
T, Grade 3 E & 1 bigvWIEA~OEEEAER : Grade 2 DL
LRSS D), HAHVIE ] ER ARG O E EIRE
fii: (heart-to-contralateral [H/CL]tt: 1.5 L E &M E
%) EZKDEHES S (DY Y F 7T 7 4 ORflid 25
6. R FRAEOEE S HR).

(E4) fpEru7) Vil (7)) =74 v F =4 V) k/
AHICEFE 2o\, AT, EREREEE, KM
EH (RIERED) 2L, MEAPRILESN 2w L
TR T 5.

5.4
5 ATTRv7Z =04 R—Y ADEH
i

A. BERIERED X OBAHT R
ATTRV7 S E A F—Y 212X 5 & 2 5N B HKAE
B - AT R AR5 (T/11).

B. SR B AT HT R

W, EAKZ EO7 304 FIFHRIIRW20, 2 sk ca y I— Ly Fgmgt, RCEMET
DEMFIALTT I 04 ORI SN WIGEL, OHER 2Ty INT) = aoBET 2347 304 Nk
£ 10 ATTRwt &5 ERERS KUREMRER
EH BRFRAE(R BEFR

DFI0O4 R—Y2(TED iz

50 x8=ESHR

SRRSR 7 S04 R—UR | IVRSHBAIOR ) Z1—0) CF—Eik TURSRRSOD | SEiOMRGERERE, MEERICHIT2REN

CLBBD SEREEETGE UET) RSB DERT

B #5704 R—YR | FREERBER FOLUN, B, SEEIE | SRGEREICHT2FRENOEEEE. SHMRAI

C&BBD ER (B, S1TREE), R

MIFHAGIDFENDNDHEE LELPIRDHED TIEL.
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LT I8A F=YABETA FT74

ExRODL (EL).

C.7IuAfF¥AEYT
T3IOA Rik&EIZbT v A A LF 2 (TTR) BT
»H5 (E2).

D.YYFTI574
PO ) VERY Y F 75 T 4 TUMBI MR A HE
AEND (7E£3).

E. Bz
TTRE(ETNIT I VBROEAL ) B R A DS,

<sWrohTa1)—>
Definite: A + B + C + E #iifi729".
Probable: A+ B+ E%iii7z3. 3L <iE, A+D+E%
723

XESTRAER : £ (ER, B¥) OERIL20~40180°%
WS, Zofbo ik GEERM) Tl 50 IR DFEREDS
%<, RPEBCRIEEDARE TR,

XGEIEHE: B aAEEEETH LA, MBOATIER
TRBEDAH R 2 D38 5.

MTTRBIZFERAEN L) SR ER: CRAFMARR]L O
g, P AT - REIZ: &) 2 B3 2 L IEED W,
EThb Tz, M—FKRNTOIEFRARE (£

& 11 ATTRv Z5E S BRAREIRS K UIREFTR

158 BRPRAENR

LY a5,

*ATTRv7 S0 A F— ZADWFKGE LT, £ (B8
R, B¥) 1B D EFEREOREET7 304 FR) = 2—
URF—DREEZSHEICE VG E, MGUSE &0 5
LA MEHEZE#TALEEIRV DLEEZ S
NAH AIZ ATTRwt7? S 2 A4 F—3 222 W T,
MGUS & DEPEBIDSIEF LN L (10~18%) AEIH N
THBY, ATTRWt7 304 F=L AD39%I27Y—5 1 b
FrA Y ORGEMEZHODLEVIHELH D LB
DEYIPFR—NVELTHETRETHD. 20720,
ATTRwWt7 R HA F—Y ZADOZBRNIIIEMEHD TR IE & VB
SR L7275, ATTRVT S04 F—3 ADZWFFLEEN S
EMEADIHIERRA L7

RITARTA VHEERETIE, L7304 K=Y A2
RLTP"Tc¥n) VEEY VF 75 71 1 3MERBEE LT
ROLI TV,

(1) BEEERRI S|, WALE B, BB AR, EER,
FRERAEME, DA & TR0 5. THALE R T R il
TREZT7 30 FILEEBOLLGENL W0, HLEE
Ml TR £ TS 5 2 DS E L, BRI s i
DOEHEIT CHERZGEYE LTI LT, 7304 Nk

TREFRR

REMRE7 =04 F—Y X
[CRDBD

INEEREBAIORE - EFRU Z 2 —0)(F—ER (T
BERHDRRREZEFE UZET, MECRIROEIZEE -
BET)

HRADMRGERERY, HEERICHITHREN
HERIRHEREDE T, MR neurography (MRN) [£8
| 2 BRI ENC AL B A A B DIER

BD

BEHREFS0( R—YR | BUMENE B, TA @ FRES BE | MBGLHYYFIS5I4L8F DM ABDIE

[C&BBD wFRRHE T L—U—RISHENFRE FTRERE
R-REMRE (DIEYZEHRE), YTOYIHR
BRI

B HE7S0( F—YR | FREERHER FOLUN, £H) WREEREICSH D FREBOEEET

[CkBBD

DFPE04 R—YRIEED .

o ®8ESH

BPSOA R—YRICED | 30 HEEN BEREE

B0

BPS0A R—YRIEED | K574, BFHEES RAE BAOTEEE | REOLRES

PRI S04 R— R
[CRDHD

—EMEARERER (TFNE), E#ifEE, MHmags

TEE, BHEER MRICHBITDBERER.
ShIchmE s

U\ M7

ZOMDEE 7 =0+ R—
VRAICKDBD

RIMAEFSE, FRRIREAEE MEREE




OMMFEEED L Z LD TE 5.

(:2) oEREIZ L DATTR (+), ALk (=), AL A (-),
AA () 2R T 52 &, b LI, ERMBO BT
#: (LMD-LC-MS/MS) T7 3 0 A1 FIRRKEHE % 72

%. Bftis COERAPNEEL G, JEETT BRI E
& MR B IRIFEEE [ 7 31 F—2 AT
% i A W 72 Pk (http://amyloidosis-research-committee.

o) JIIEAT R T RE T 5.

1.
D7 Z0A F— R %&Z5ESRE,
fER, BFFRR

LTIV R=Y A EFBMT 5120%, FTHEORER
SEIR, BARFRAS L7 I0Af F=Y A 25EH 2 e
BETHL, 7IOM F—Y ATEFWERTHY, LIE
FTADAMID S ESE AT H ), IhE kSN
EDEETH S,

1.1
I AL7Z=04 k=R

AL7 304 FEAORAZE, O, B ML,
W7 ELEEH 72, BRRIERIZ S TH 5 720
LY RIT R E AR ASDETALT IO =2 A
EEE)ZENEETH L.

ALLT7 304 F—=3 A2 X AU ERERNE— &1 2 8
HTHY, KEOFIRIEL ML T TRIFIECHiE KA
I M=)V TELRVEFIS LIF LIRS NS, Tt
EHFT A A7 O—YIEBIC L DTNV T I VIED 720
MARZE AT R0V — TFIRIEO R FIES, HE7 I a4
F—= 201280, OARE L IR ONFRE TRIKIFRE % & 729
TEDHDLIEICEED, LEHNOT I UL FIEAICL
DIAFEIZ S b b T AFENNEY & 7252 8bdH D),

(73:3) 3EER R R 21T 7' F-— Wi {5 % F v 7 R R EFAIG
% (Grade 0 \CEA~OEFEZ L, Grade 1 11 & D D550
TEANDEEEGRE, Grade 2 I & A5 O L~ D EEEER
T, Grade 3 /'H & 1 b g LIEA~OE R : Grade 2 DL
LERBMEET2), & DI RGO E R
filii%: (heart-to-contralateral [H/CL]t: 1.5 DL &2 B4 & 3
%) EWZEVEHIT . (OHiY ¥ F 7T 7 1 ORI 2
B 6. BKEFMADEHE ZH)

DEMEREZREITZE3H LY. Migk~07 30
A FILAE AT R MR MEAT, Poliz 3729 2 LAY
S5NTW5EY F/2, ALT IO =Y ATIEHV 70y
IR ELLRT, KMEEAETAEELRALT ITA F—
AEBI T T AANISEEBEET Y 7 IZE5TWw5
FEFID DR W EHIE SN TWB I NS, Kt
BE7Uy 7 OEFNIZH ALT 301 F=Y AWHHET S
L 55 7Y,

DBEDI O BARFT L & LT10~20% 1 CEEA RSN S
LEND (B3). 7304 FOWEICL->THIZOT AN
JERF 7 REERE 2L C, HHBRCIERERZ20 5.
MAEREZT I 0 A FALHE L CIEEs & 7 A 72O M E A A
< R DERBEE X2 L. IR EFH ORI L “raccoon
eyes’ X “panda eyes” & VORI T A TH 5. H1L
B DA TIA ELAEBERER T O 72 DR R R0 42
BEGE &7, ST I 01 FA50a5 LTS
&9, LA ORI I B IFERE L T
AL7 384 F—Y AKX BRI CEE NG, 2D
i Shoulder pad sign, 57§ O B ERRNLE L AG Y, HAR
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ELTIRAEREE, BEE, HIRTE2R05. EEEE
B RRE T TR, BEMREE & L CHEREE
RRZE, R MKIME S 5 .
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WD EN T,
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L OMUBRIEIR A E <, 1M, & BT HICHERT 20
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F£28 0704 F—Y XDk

6 ATTR 7=04 R—YRICHIF D FEIREHDEHE

A : perfect O sing T
B : tear drop sign

FIREEREE CIFRHE &R B TIEANYENL W tear drop sign "R 5N 5.
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RERBEDODAEPOERZRODEETIE, ATTRVZZOA R—Y X 7Z5E
DEDIEFIERDEVD, FEREZRETOVNENDD.
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sign) 12252 WD L (B6). Tz, EEHEERAE
(14~22%), MEBEIRZEE, THMEAMIZ, —BHmM, 1
MO EIEbIRE SN, INOOBFEMERLT A2
LEEETHL PP,

ATTRVT I 04 F—3 2L, FMEREE, AR
M, FAREEMRE, MmEREE UG, HILEHEIR,

B b

, BYEIR 7 &S e e Bl IR E £ %
<E7> 61.69,76).

AR E L, R E AT E A TR 2 M 14
£ o & b E T FEGEMIROFERDFEIEIRE 72 235
G, Fz, MESREIRI IR B AR, R
EF (ARAT), EHkE (AR ERD) O TERD
T LI EPL . ZIUL, 7304 FIRFIC LD /ME
IEBEREAE D 5 KA BEAME DN R E D HEAT S 5720 T
L. HAINIE, R R ELET, mAEAMET Uik
RITIEH TH 2 R TR E 2RO 2,804\, L
FREBEEDO, ROKGRERIZEERADP GO S|

23
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LT I8A =Y ABETA NTA4

<w

BEfRERE S L LC, R HRINE, FhekE, PERE
& OMEA MR, R R, FEITEE, FIA4T74, F
TATY AL EEH R EREY BT 5. SO EIRIE
ATTRvV7 304 F—3 A (Val30Met (p.Val50Met) Z55271)
DIEFIT, TS0 EEACMREREEIR N L D HIZo 2,
FEERHSEGI DTN IN AL B L 72 W B 03 7 { e,

fiEEAE, Y 7 SEB MR I, R LD
NCTHIT 2H 60500, RN E B R &5 3
HTEEBEEPBEAEG S B 5. EATHNE, BSEOXKY
PRAERE L K B DUR O IR & A T AR RPN A IR
R 5.

7 IuA FiEEIC L M FIREEREE 2T 55670
H5. EPNC Lo TE, IEEECHNE D7 I a4 FiLE
V2 &% BRSO 7 SRR AR R S A AT
H5.

& NCKIEREDH S 2 TR WIERI T, iz E M2
FEPEL RS2 F6 1k S (CIDP), BEWRIME = 2 — 03 F —
JE BB 2 L LGB IND D% L, R
HThb.

GIMEROERE LT, R L) BAMREREIC L 2
VHARIMER, GEANOT 384 FEEICL2EETay
7, WAETEGR, CEMEIR EOARER;EL LT,
DNOT I8 A FIRAEIZ LD OAEZED, LEoik
MEEANAMEREE BT T AL EZHNTWA, TTREE
BN K0 OIEBEASTART, KRR S H L2\ A
T BT LI, AREREICL BRI AL BT
BEMEZ T Ic B L, EE,OHEROFMAEETH 2.
JIRDEITE & BIZ, BHMFREREEC X 2RI A
HEEL R DHEDL N,

HAbEERE E LC, BEMEREIC L 2HmEOLZRMET
FUEAL RIS 7 & OB RER AL 2%, JEFIC LY
FEREIZHERZ 578, IHALEIEBED R\ A3 HE AR ICK &
B BEREL L, & AERMOAEFIIE ATTRV T 31

A B =2 ATHRIIIFFE OGN TR E 20, W
EXEHEORH AL 2.

MRERE & LT, 28R TTRIZIFED &7 5 FHE A S
DIEEENTEY, 7304 FLEIC LB FRE®RIZ
ATTRVEFIZL (RO OLN L. G TRIRE DA DR 5
JEIRTHBIEB S H 5. AIIREA~NOT7 I 04 FiEEICLS
ENEE X722, AT T EEMORRE LS. T2, R
AWK TFIZE D R IATALELD.

FiEfRE LT, 7384 FILEIZ LS4 70— BREFERE
RBFEREEET LD, EBNZ L) ZOREIZRL L. Hd
WX HN 2 WIGEDZ .

ZTOMOERE LT, HURIRBEREIRTE, (Hifb7e1E
2 LR LD ED B 5.

2.

RIRE

2.1

AL7=04 R—Y 2R

AL7 304 F=Y ADOFBWMTHo L dEE R &1L, i
AREAR, BT AL, LEER, BB XAR, L=kl
PORFEREE) L THL, ZOL) RREFIIHL, IMiE
a7 v, MiEB L OTRBIEREE D (F7213BRIK
), MFEEERESE (7)) —5 4 M F oA, FLC) OHlE
2179,

AL7 I0A F—=3 ZBE S8 AZ /R E L2HRE T,
I3 FLCIZ X A M 1% 88.3%, IfiLi FLC + IfLi & F
BHAIKENT 96.2%, i FLC + I 2% F1 8 S0k B + i
FIERE E T 97.1%, il FLC + I 2% F 75 A 0k Bl + I
T RIEE S+ REE T T98.1% Th 0 *, Blow
T IMIL{E FLC + I8 5052 [l 7 5 + JR 02 [ 7 T 100% &
ENTWAE Y EFLCOARTHEI§ 2 DIEAT5TH
D, 7 EBIME - IRCIEFEEENILETH 5.

L7304 R=Y AOFHIE Ui S ) 2F)R
~7F F (BNP, NT-proBNP) R E&E.Lf haoR=> %
HET S B7I04 F—Y A% 828121 RED
WET V7 I B LUIRY Bence-Jones & E = DHRIE %
TV, BHROMEESB X URZFHET 2. BHEHB L0
AR LD 70— F VI EMIRBOGFAEOMER B L OVE il
ANOT IuA FEEOHEZFHY 5.

MiEFLCOMEIZALT 304 F—Y ADSWFIC XD
THEHTH S, B8 IZHKHEHEIIBIT 5 M FLCE % 7R
T8 OALT I0A F—3 ATIZH80%DIER A A I T
0, ZOWEMIX 50~ 1,000 mg/L ORI 5ATT 52 L7
2\, IS FLCIXBEHEREIN T IC L D 8, 18HE =2
FTA YDA 70, HIER /A TR 2 X 01,
FHALTWARNAFLC E AL TWa\wiZ) DFLCO
7% (difference FLC: dFLC) % #Fifi3"%. dFLCIZ Revised
Mayo stage 201212 BV TP ERARKETFOI212 %> THD,
EFRHIEICD OO N2 EELIRECTH S .

2.2
ATTR7Z=0O4 K=Y R

AL7 304 F=Y AIZBIFAHAFLCHOLHIZATTRT 2



#
N
1
c/
N
11
[}
X
T
W
N
S
¢
BR

100000 5
- IR
A
10000 - 8,0 g
[e] A
o AnL SPEQIRHIRST
1000 A + @R AME
~ B K ALCMM
‘g A ABILCMM
= 100 A o IMM
T A High PlgG
= o AL7ZOAR—2Z
10 1 + B
0 NSMM

IFEDI R ——— |

o
O] T T T T T
0.1 1 10 100 1000 10000 100000
k FLC (mg/L)

8 WEMREREICHSIISFLCEED/INY—

SPE: serum protein electrophoresis (1175 &

E KK E). IFE: immunofixation electrophoresis (7 & B & /%),

LCMM: light chain multiple myeloma (8 §EEVE88fE), IIMM: intact immunoglobulin multiple myeloma (intactE4 %
%J07U > BE8EE), High PlgG: polyclonal hypergammaglobulinemia GRU 2 0—7)b&A>~x o071 VIME),
NSMM: nonsecretory multiple myeloma (GE5 0 ELE BERE)

(Bradwell AR. 2010%¥ & 1))

04 F— ZOZWCBBN AR E ICHERE T 503 4~ —
I LR WD, BWO—BE%h )N F~—
H—ELT, DHiEEDY—H—ThHoLH IRk
DAREDONAFY—=H—=TdHbT M) T LFRRTF R
(BNP/NT-proBNP), % 3> A (LF/—)b) DIk
EHETH DL T/ —)Viti & &1 E4 (retinol-binding
protein 4: RBP4) O LA STz 788

2.2.1

D hOR=>

L MR = YO FFITEME G EOBENIC AV S
TWVDBA, L7384 K= ATHOH b O R= 2 3 Fef
FIZEALTWALZEPMESNTEDY, Redflagn 1o
THhbhH BARICIE L7330 F—Y A ALBLD
ATTRZ &) &, LARIZE>T L7 IaS F—2 X
HEE S NI NEFIEB Oof HAE) & Foise L CRnlsiE L
IO R=ZY TEAEEICEA L C0b 2 EmEshT
WA G IEEE (WP fi) 0.018 ng/mL, L7 3T A F—3 2
# (hJefit) 0.048 ng/mL) 7. IEELAG bR =2 T
DIy M A 7MEZ 0.031 ng/mL & L7z856, FEE AL KAER]
MHLT IOA F—Y AL BT HRE1274%, FRERE
79% (areaunder the curve 0.787) T - 7-.

F7o, WIEE O O R= 2 T ESA (>0.05ng/mL) &
NT-proBNP _[& (>3000 pg/mL) & DA EHEIZLD
ATTRWt-L7 S04 F—3 2D FHRFMICERTH Y,
Stage 1 (FINDONA F~v—H—¢ 3 LH%L), Stage2
(WFNDONA F~—H—F5), Stage3 (TN A
F~—n—bd bR L LA OB PR, 2
Zne6n H, 25 H, 20 AL snTn5™.

L MR OFHIICEE LT, i hEAR= Y BRI
B B0 R IR B A RE IR, e AR PR e 2 & %
ERTHUENDY, Friels LA ThHL I L 2RSS
TOICEREEM 21T S LA s NS, F72, O b
ORI OAL T BRI 5720, UENHET
B EDHEIES NG T,

222

F FUDLFIRNTF R

BNP B L UO'NT-proBNPILUAED AL ) — =0 7R
Wi, FHEFUMPHENENS A —H—TdH5b. LT3
04 F=3Z (EIZALT7 304 K= A) TIHLAED
FIEE R IMATENREIC L L C NT-proBNP O _E57-2500% CdH
LEENTWE®,

ATTRV7 S04 =3 A TOIERDSHB T 2805 5

25
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L7304 R=Y AZHETAFIA >~

NT-proBNP 7S L5 L T3, Zd LA LEIRZ ORI
WCERTHo s Tns ™,

2.2.3

LF/—IViEEEEE (RBP4)

RBP41IV % I A (LF/ —)V) OISR E

D, NIUAFALF DR EW»W%L,:X7%—W
FA Y TREERIHIL, 7 I 04 FEMEIEREIH 3 5
EENTVD, VIRIDBIZFEREH TS ATTRVL T
304 K=Y ABEICBWT, 7304 K=Y ZALSOJEK
IZEBUDARERE L L CRBPADA IR CTH - 72 &
HHEESNTBY, RBPAUZILLT7TIUA F=Y ADAZ 1) —
= B E L TOF RIS T0 B S,

2.2.4

lIEm\

ATTR/.L7 304 =2 ADOBWIZBWCFLCIZ g
m7U/® CEDRNWC ERIERRL, ALT IS F—2 X

LETHHTHEMEN LD, MGUSIE 707% L T

53%’ﬂm%n%,AHRb7 T K= 2D 40~50%

x12

ICH 7 a— o ME s a7 VIER RO 8 LR S
TWAY, g0 7)) Y OREZRD/LT IO, F—
VAREEIBEETIE, ALTIOA K= A LDEN D7
WIAERRRIC L 27 I 04 FRIBREHDRIEDSLEE
5.

L7304 F=Y A% o7k EOFIMRAEOHESE: =
RV ALV ERI2IRT.

3.
ITRY=E

DEMBAIIRRECHELRRAETH Y, LEKEE
LT IHAL F=Y ADBMANOAN AL 2L L D%
v, LT IO F—=YATIE, 7304 FEHDLE
D ERHIEAERICK XL 12X - T, KRB, B
Ny — v AREREE LEAMEZR & oLERFT R AR
5N5 (F'13). L2L, WINb.L7Iof F—2 A4

D704 F—YRAZF o LEDRIMFBEDHRETET VAU

S04 R—Y XZIEBIODIcH ORRE FOR= > DRAIE

S04 RF—2 AZIEBID 28D BNP/NT-proBNP DRIE

ATTRwt 7=

O+ R—=Y XA FEFHEDIHDERE SOR= 2 DRIE

ATTRwt 77 =0 R—2 X F#FHEDz8HD BNP/NT-proBNP DEIE

AL 7 =04 R—YAZMOIcHDIMERET O TV ORIE

AL 7 =04 R—YAZMODCHDIMED FURBEEEE (FIclFBKUXE)

AL 7 =04 R—YZXZMOIchDImSEsiEE (FLC) AIE

F*EATIROTZ0A R— XM U TRESERIFEL.

®13 L0704 F—YATRHS5ND, HHELERME L ZOEMER

{EENL REEN5— BEJOvY DS HHED
AL 23~64% 15~69% 15~26% 6~32%
ATTRwt 13~40% 18~71% 11~33% 27 ~67%
ATTRv 23~38% 18~69% 25~45% 5~17%




RIYTIE RV IR, 210 O ORI LR EEE
Lo TR D720, BIGLENREEZHEOLZNWI L
bHb, Flo—EHOFTRIE, 7I04 =2 ZADFFAENIZ X -
ThHMENPRECELLZELEETH L, ERICILHE
THOEBTH LMD, LEREFZRDORWEITY
EIOERO 7 3 0 —%21T\v, RN LZ S L T
W EDEETH D,

3.1
{K&E(I, voltage/mass ratio{EfE

LEEBEORE (FERKR) 2BD LI 0b5T0E
M EIMEEMZET 52801, L H8RRERIZmS
TWAITRTHL, LA LKEME AL7 IS F—
ATIE23~64% & W SHEIZREO SN DITR L,
ATTRwt7 S04 F—3 A T13~40%, ATTRv7 I 04
F—=2 2 TH23~38% &, ATTR7 I U4 F—Y A CIHKE
ﬁ’i’ﬁféf)é%ﬂé\bigr < ‘i&b\ 32,33,35,55,70,71,92-94). %0)7’:&),
BEMAHFELZLTH, 7304 F=Y 22BN 52
LIITELW (A7) —= 7l e LCdER SR ).
%L OWETIE, BFEIZT=S05mV /213 WEEAEIC
T=10mVEZEEMOIERE L L THW TWw 5P,
Sokolow index (SV1 + RV5 7212 SV1 + RV6) =1.5mV
RS HS. AL7 IO F—Y AL ATTRT I 0
4 K=Y AZRE LB, KEMCIITFEARKNT T
BHHIENHEIN TS % F72 Sokolow index
% BEJE G L 72 voltage/mass ratiof&fiEd, L7 I 04 F—
T ADBWNAERARFT R TH 577,

3.2

£E QR RIFEEFR (IREE/\5—2)
BRI EDS 2 WIZE b5, LHEZETRO b
% FH QIR R S A B2 7R B T R fAfi g /34 —
~ (pseudoinfarct pattern X*> pseudonecrosis pattern) ” & -
EN5. BEFE/NY -1, ALT I8 F—=Y A TI5~
69%, ATTRwt7 I HA F— AT 18~71%, ATTRv 7
SUA F=YATHI8~69%L, WTNORRRITD HEK
E AR TG 5L BIN%B palRsE Sy — L kR
1, CMRARELIZ BT B BIERE DML S IZHHI L T
KRB ENHEENTEY, 7I0A FIEEDOERL
HZE Y — OEBLEBIE L TV D EEZ 65 ™)

3.3

FERE (F=J0vo, WOvs,

DEAIGERESE)

HBARBERIZT 304 NibEZMHE) 2L, BET

#
N
1
c/
N
11
[}
X
T
W
N
S
¢

H

Oy 7 R LENGREREREOLZEEHL. BETOY
T OEPERIE AL 7 IO A F—32 AT 15~26%,
ATTRwt7 30 A K—3 A T11~33%, ATTRv7 314
F—=Y AT25~45% L B SN T g P29 F 70
FH 7oy 7 ORI ALT7 304 K= ATIE 3~
19%, ATTR7 304 K=Y ATlE12~16%, KH7oy
ZIXAL7 30 A F—=Y A T4~6%, ATTR7 30 A F—
TATT~40%EHESINTWE 33T Marume 513,
QRSIE=120 msecix " Tc ¥ 1) YR > F 75 7 1 Gtk
EABICHETLZEMELTBY, mEBEEOFAIX
ATTR7 304 F—=2 ADZWO—B & % 21 5eldn'H %
EEZHLNE'Y. Fi, (EEERERS R OMEST 2 St
LCTWh 1208 REDEZ SN, ALIZBIT 2/ LENRE
EERL, ATTRVT S04 F—3 A12B1T 5 PQERIMER T
FHARKNT- L WS Tng %)

3.4
IDEHED

DEMENZ T 304 F—3 AZERMZITR TR WD
DD, ELIZATTRWt Y S0 A F—3 ATHEDE VAT R
Thb. LEMEIOEPHE, AL7I0A F—=2 A Tld6~
32%, ATTRV7 304 K=Y A TIE5~17%TdH 5 DIZxt
L, ATTRwt7 304 F—3 A TIE27~67%& S
&E’g-(%;gy) % h% 2: iﬁ% é n-( W z} 32-35, 55,70, 71,92-95, 103-105).
ZD720, LIRSS ) 20 L EMEN % A0 L T S ER]
T, fIc7Ia S F—=3 A (EIZATTRwt 7 301 F—
TRA) BRSOV, EELCEETLILEDND D
EEZLNDL. LT IO F=L AZBT L .LEMBIOE
BRI, A TPHREGEELZVWETLIHMEIT S 0
AT 100100 P TRAFENE LIRS B L o b 3 B 1,

LEMEIAE SR SN, LEICT IO Fik
FHE U7 EHEN e R, KRR E R L EFILE
DRI X B EREEIAE > TR L A8 Eh
EAOND. BETIE, ODREICRBLT? 304 FibEH
EELRBELEMS7 394 F—3 X (isolated atrial
amyloidosis) &\ ) REL L SN, LEMEIZAEL 5 —
HEEZH5NTWDE"M Rocken 51, BHUMEE )72
BEBOLELHED16%I27 304 ik ZRO Ll L
THEY, ZNHILLEMEF MY 7 2R~ T T K (natriuretic
peptide: ANP) [ZHIZR T2 7 304 FiHECTH 72 L
LTz " LEORERE R L EME) E Itk > T ANP S
WIS 5 Z LT OREICHEEL TnbEEZLNT
WAL, R ANPAYT 2 U4 R T A0S
T\/\CC\/‘ 107)‘
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L7 30 F= Y ABRHA RIA ~

3.5
Z0fth (DEMERENR, QTER)

L7 I8A F=2 AIBIT D LEUAEIROEEICS K
L723REFIIR SN T3, Rtk D=4 L= MEh 7
EOLEMERNIERE SR E T A0 RSN D, £72,
FIAESTS 1o, IR LCEREARRO 55 &

S BHIRERIEFI D E SN T VB, LT IaA
N = 212 BT 2 DR EAREIR OB 7 2O A AT
BBl SR s - A REICOWTIE, —EORIES N
TWRVORBIRTH S (CQ3-3 M), T/, MR
RHTH B, %L OBITQTIHMAEE L TWHZ LD
$&lﬂ:l: é h’(\/\% 33,35,92, 94).

4,

IDI =% (ca3-368m)

@1:—i57im4k—>zﬁﬁtﬁwf,bﬁ@%
. PRAEZ JEREEAYICHE D SR LEHMETT RE T, W< Dh D
l:~ﬁ%i?%%%mtié:tﬁﬂ%ﬂfwé

4.1

ME—RDII—%

ME— NI a—Tl, JERASE UREOL
SEEERIROMA, TUHARIT ORI, OBETE I A5

WTh2 ", F7z, MRS A 2 ok B /e 25 R
R, DS, A REEOBRIE B & O e = B
JEOWA, IEE R UISHMEL 72222, i/ (2B
<13, EFEEOYLR, MIEFE-FAT—7 DA, &
Fen P fEE BRI (> 60%) 2SHIIMIT R Ch 5 "D, e
HEE D JEIE X ERIR A R BT L C, W BT RLIZ & —3K
j—%llllm).

4.2
BiEO T J—% =9, 10)

ME—FFRIZMZA T, JLEHOEE, F#ORE, A%
BEEJE O BEAL, LB BEIEE, AEIE.L ) @ “granular
sparkling" R EDHIBTTRETH % Y. granular sparkling

I, DA\ RR O B L o — 2 RO BT HR T,
@7\D4b~/zm%ﬁ%&%i%h1mtﬁ,@E@
30% K<Y, LTI -RAEIN—EZy 74 A=Y
VTDPREREEAAFEND LR THS, LT IO F—
2 APAET Y granular sparkling BRICFLZ TLE ) 2 &AF
HY, TOHEMERIIERLVENEZEZ LN TWD. AL
7304 F=Y AT, EZMUOFOMEST EBUER T
ERDZENHEINTVL" ALT I UuA F—2 A
HCTREIEF 22 LIS KBRS O 3 mm Pl EOJEERT 71X
SEEMAFMT EMET S, RFBPELEKOEMME LT
I—TOLHMHFEITEOMBEEZRL, B/ CHRTRE
RO T IEER LR CRICBIET 27, L= B &
ML EMOMASDEILLT ITA F—2 AFERFTR

M9 L7044 F—YA0WEEERME (A), MELKREHER (B)
HBRUIDRER 4 & (C)



T, AAT3IO0A F=Y 2D 10%, ALT I0A F—YAD
54%CBD SN L EMRE LT - Rox T
(&, OEREOBEREA L CEPRRE (> 1.98 cm) DA
Ehe T, EET2%, FFREEI%, YT ETI%, &
PR R ER% T LT I A F—Y ZADZ AT HETH -
721 R AT T, OO IR, = T
I—FITH HA, LT I 04 F—3 ARREI 2B
RTiEzn™),

BRI DA SE (L e BRI O R, fho = a—1F
EORFEEMELTBY, AFRISBEERN, AZENEE
ML S RBIL, Lo a—FE a7 Iuf F—3

10 D704 R—YZDIHEEE 4 I8
AZBEHE, AFE. DETROIEEZRHD (KED).

YWY
vy

D7 E04 R—2 ZDBIEHFMTHE R
FERERER; R TSR (D)

= 11

i
[\
1
c/
N
1]
O
A
T
\’I
N
S
&
=S

ADFHEHETE L,

TAFET CHIIRED AT L7207 I8/ K=Y ATk
ERENIEEAETH A, BEEOLE, LEOT7IOL R
IR 2 LR EIL R &L, IRERE &2
2P g, AEIREEE, O0H o MR E
T ALOANIIAR OB L 72N T Ch 5. Prbeimd:
BINSD) A7 ZBLERED.

4.3
RSO I—i% @m11A,B)

AL7 I0A F= ZABEDO N7 Z.Ln a3kl k2
FEITRAEDOFHM T, BRELLIHZE CIRIER & LEIESR
M E/A I L, SR HRRIEHIZIER L7278, #ATL
7oL T R84 K= A TILEIR MR O kR 5 —
¥ EPRER R R R O JAE, AR IR ML o> S/D o
WA ERD D . EERAEETEARIROMEITE & D12,
IEE W LIZERFE PRI E (Y — o 9 Bk = 1221 b
T2 N7 A EZIRIFEIL LT IS F—
ADFHFRHFTHY, MRS MG O F LR
<150 ms GRS 1L O FHRARZRIET 5,

4.4

g RS d—% ®m11c, D)

L7 I8 K= AR R MR E SN,

E/ALEDER, S/IDEEDET, DEHRCe DETZRDHSD.
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L7304 F— Y ABEFA B4 >

DGR E IZEZEEHA IO NGiE BB DT &
L T2 S50z, B, PROMIE L — 7 H#
FE L EEBRBEOME— FHlfEY T — K75 CFSpmseE
ODFEEAR) &, 07304 K=Y A% oy ba—)Vi#E
MOENTHIENTEL™, SOV AN TS LD a—
P L 20, IO LR E O =D B SRl
MLDAREARE, AT ETABRETIIEL TV RN
BHELIENRTETLTWS ™. L7304 F—2 2 L85
PRI HCE O E & LB L 72038 Clg, L7 384 K= A
TIE100% D EFH TLERI RO T L Twzn
W2xf L, SRS MR M O E T UE 36% D B C L 2o bk
KT ZBDERPo720,

4.5
AMVALIO=i%

AN Ay, AMLA L= MBI T T T a—kig,
MM T 74 A=Y TIIHRNTELWVWALT IES =3
ADIEZE RO FIBONGHRT 2 M3 5 2 L 25 fg
THs P ZoPiE R, #EOTI—TIXX)
TEBRWATTRVT7 I UA R—=Y AL ALT7 IS F— A
DLKEREDE N E M TE 5,

T, MBZa—FR NS a—FCURENR W E
HESNIZAL T 304 =3 ABFE O LSRRI T
AT AL TEL Y, LR ATA N LA VD
TFIGMEIXERRIICER ) 2 PR IR TF-C, g o —ik
F7 M, M7 OMREL ) ENIBETH L P,
AMLA Y RTTTRHMEL -G ZEOFFEDAL 7 I U A R —
T2 BEORIBRRRRE 2 IR T, T A7 DT
DFETH B .

4.6

ANV IIVRSyFIIT— @12

AR NI Ty F T TaA— 2L B0HARNLA
AMLAYL—=MILT IO =Y AZMOBEHNIC L S
DA SXNT 252 EHHHET, L7330 K=Y AT
TR, MEAR, BERROA ML A T RTHK
TERRT . AR &L ME R o Kl T, PR,
BEJE I OA ML A g ay ba— Ve e HERELL
MHEBL P U AP A LF U RI7 IO =3V ATET
LTWwWa ™ S5 0HMERIOME A ML A SIZRR
FLOIE S R, NI VAT AL F U7 IO F—=2 X
TR TARRL.

PHEIA DL ZE RO LIEER D 5 LFRERAND A N L A 78]
Fitd (LR /D FETBIARII I > 2.1) & AEIESF B DR EE Iy
iw (<200ms) DA GHER, LT IFS F—Y 2%

K12 ARy IIWISvFIICLBIEERMABR MV
4 >® Bull's eye F®'R~
apical sparing pattern 532 .

(RN Ve Ly N 71| s YDl N SV AR

7 I8A =Y ATIE, HUIPHEITS 5 LR
DA N A MEIGLEIELPSML T LTV, ALTIEA
F—Y ATOREITIE, LRE LGSO RGO A
LAV 21 %82 5L, K88, FFILEE85%, Wik
(IR 67%, BIEHER 6% THOEEIKE BT B
BEOERPTRETH LY. EZREWMAWNAN LA 2D
Bull's Eye /R Tl AR A2 apical sparing (O E O FEifil
HIEAPLA AT L, MR LRE TRz T
LETR) # WAL TE S L7 I8 A K= AT apical
sparing & 29 2L, BB TIIHAS TR,

/2 @ global longitudinal strain(, AL7 I 04 F—3
ADFHOMITHERNTTH DB, 2DAXRY Z VT
Frr7Ta—3EILT IUA F=Y AD % \WEHET,
BITOFHRAT =V IV AT AIMA, S5 5HM%
FREHRE 525", EEBRHEORI-NIZALT 301
F—3 2T, E#AMOA ML A 3RENE FERENE
LAEALT 304 F—Y ABBFTHERIZIKRTLTEY,
LR BSFNT TIANYHA 7 5 A, LsE iR o> il 5 1)
ANVA YD TFHROBTHERT TH-72". ALT7 I 1
A F—=Y A, ATTRV7Z 304 F—3 A, ATTRwt7 2104
F—3 A% LB L7285 Cld, ATTRwt7 304 K—32 R
o 2BEL L, EREBEENE L, LR T %
&L, FHEEMANLA VIZATTRWt T 30 A F— 2
AL7 304 F=Y AT TFLTW/ ATTR7 IO A F—
VAR THRERL, BHGMAN A VKT L



NYHA 7 T A KEVIZETFHRARTH o727,
JEEREIE ARG, MR A — S ATTRwWt 7 I 1 A
F—Y AL ATTRVT I U A R—=2 AD I TIE, AR
g RIS B I BEE A ML A v, FEERE
BEEHIA ML A 1, ATTRv7Z 304 K= 2 &L
ATTRwWt7 304 F—=Y A THEIZERME TH-72. ROC
fEpTCIid, ACERREE, AR FHREE A ML A~
M2 XPNTH/87 A=F =L L Thok b L WnifiET
Hotz',
EREEKDSHHATTRLT 30 F—=3 Z22BWT, O
FOW A XIZBR% CEBHEERTE NS 5 2 Lo s
TV LB A XIRTE L OB UG O £ B A
LAY L—FDIET, Ele, EEERIREILOEEAE
PROFRNFHNT-TH S, L7 I04 F—3 ATREERE
FRIZBC EESNTHY), TNEEELER EBVHEE
HoTwag ™o,

3DARY 7 IV INTvF 2y xa— (3DSTE) 10730
A F=2 AIBWTEERBEARED A H = X LDV TH
LWHIRZ S 725 L7z, 3DSTEREI, AnyzmsE
e RL, HEBEASIL IR &2 3o FEKH O
FHIE L OEFNZAELD . TEREOWEENTFIZIL, ALT 3
OA R=YADAL =D )29 I AT =V VT AT A
DEAIZPECHEFTIEIZZ LR & 729, LB 3D R
AN A YOETIRERET A X EdMay L 7o FEEERT
VC&)Z} 148)4

LILI—FEOWRE T AL NV ER14 1R

#
N
1
c/
N
11
m}
N
T
W
N
S
¢
BR

5.
MEMRI - CTHRE

5.1
1iiE MRI (CMR)

CMRIZLT IOA F—Y AW LTEWZHREZ A L
Twb. CMRCHEFTHO.LT IBA F=3 22375
CEERELTH LD, FHREDOZ W RIEEZH I IZR
Sk sb, Fio, FRRWNEAEZET 520507
&, MORAFT B ERIRAT R 2 ek U CErHiis 2 2 & A3
HETH5S. CMRIZLT 304 F—2 A L ERRIEHH
T A AR A (B KELLFSE X Anderson-Fabry 35 72 &) &
FAC S A HTH A, Cine MRI & 2 I 3% 52 MRI (late
gadolinium enhancement: LGE) % V2723 Wi 2s—fk 9T
H DM, AR, O T1 mapping |2 & 5 58 &0 7 UG RLEE
PERFEMO A AR ENTBY, L7304 F—=2 AD
BWNHESES NS, ZOM, T2 mapping LA ML A >~
MRIDOH AL RE SN T WA, CMR TR IS DR
BB AIICEHET 2 28T, L7 384 =Y 2D
DA BT, WEREOHER, FREEOFM, T, 7R
BE_Y—IZHEHTHL. L7301 F=Y ADCMRFTR
K15, HERLETUETF U ALNLVERIBIIRT.

x14 07=Z04 R—YALBIFZIDII—BRBOHEEIET VAUNIY
. Minds Minds
;Ef;\ IEZ;Z e | IE7VR
JU—R par:]
EEREX, EEILK DERFR ERHHER, AZFEOEEOFHIDHD M E—R
~T e B IVb
DIk
EZERX, EBRIEKR DERITE EERHE, LEHLEE AZ0HEE, OfHII—1E B IVb
E L&, voltage/mass ratio DFHEDZsh DUfELT I—i%
IDAMAEDIRHE DIz DFEE DT I—i& B IVa
BIERIR, MBRIRIR, AERPEIATMS LOFTETFRADCHD RIS I—E B IVa
EEREESHEDI O/ R TSI I—% B IVa
FHIDHEEERREEDRE, FHRFADIZHDRA MUY RTISDII—E B IVa
FERDICHIFDD7 =04 R—Y ZDFRIPFETFRADICHD AR Y )L hSvF U IDT B Va
d—&
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L7304 R=V ABIRTA KT

F£15 L7304 F—YXDDEMRI (CMR) FrR

il BREMR &Z
Cine MRI B L DEORERES KU - BERELDERE & DIERTERNNE
- IDEBMEAIDDEEK - Cine MRI SR C D2 R
- TIED U < [FFERFREDIDRER
- AEBPLETROEE (=26 mm)
C EEFRHEEFRND LN
EESE MRI B 704 BRE S DR R EOFTHE - JEEAVN | GE BAME < TE
- EERENMEMIOUFAMLGE - LGEFTRIFRIE & BICE L
CEITIHEBEMEDLGE - Inversion Time DEREZFZD LT L)
- AEBYLEEE, DETREICHLGE - PSIRY—0 TV RDHEE
- M 7—)LDIKES1E (dark blood pool) - Ttk S AEEE
T1 mapping B V=04 BB EDESY X—I D5 - EENSEHEN AT RE
- Native T1, ECV&EBICEESIE - Native T1 [FEEBEDRTEDNE
- ECV = 40% - EHAIGES D UL [FHREE LAV EEGEEDOES
fe C5EhtE
- RS (PRI
- EEEP TR EMEM
CBBDEZY—, SAENRHENDER
T2 mapping B DENTRE KAEDFHE REIRZINICE 59 AR
CEEIY hO—-ILEENEEZERT - TEF YA T
- ELICAL7 =04 =Y ATEWMEZTRT
DEA LAY | B  DEHOMEEZ T BRI EN
- longitudinal X kL >/, circumferential X kLA > ®D | - FBEZY—ITER
RE - EEEP TR O
C ANUAVE—DE (@ERHE) DIET
s AMUAVE—=TREDIESDE

LGE: late gadolinium enhancement, PSIR: phase-sensitive inversion recovery, ECV: extracellular volume fraction

x16 L7204 F—YRICHIF 200 MRl (CMR) D#RETIET VALY

#RE | IETVR
95 | LA
Cine MRI [C K2 DTERESD K UDWHERRD T C
EREER MRI (C KD thDDERE & DR C
T1 mapping (Z &2 DDEHE DR C
T2 mapping (C k2 MDDERE & DRI Ila C
DR kLA > MRIZ LB HDDEHE S Dl lla C
5.1.1 WIERERRIEARE 2552 L bl hnesng ™
Cine MRI (B13). LIEKOREIZALT 301 F—2 AL ) ATTR

Cine MR/ LIKDTERE & #8RE A BFAii 9 2 AL — 7 = T I0A F=Y ADIE) HEEE & R EADH 5. —H,
YADIDOTH D, LT I0A K= A LIEEER OO L7304 F=Y AD3~8% TLIERE LRV & LFE
JERZE X732 EMBu. ek, 5tk - RIS T DUENH L. LT IO F—Y ATIIEREER
RE SNTED, AFEOHE TIIIEHIOIELR, &< HFIFOME DS LI LIEEZE S, 6 mm Ll EO.LEHEO
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PagiY Ié/L\HEj(

13 AR

D7=04 R—2 XD Cine MRI :
IDAEXR EFEMFREDIER

JEEIZ L7 I a4 F—2 ARy e gh s ™,
Cine MRI T O UAEFERFATIC BV C, AEEEE ST Rz
BN, IR T2 & 7219 %, #THO
L7 I8 F=Y ATIROERC K DI 248 2 L3
%\ Cine MRICOTRERYPT R, HEEEAYHT I IEHF 2
HTHY, HITLTIOA F—2 A% BT 2 DI HE
Thb.

5.1.2

BIESE MRI

BIEEMRIG LT 30 A F—=2 A2BWTH - & LIl
VLZBWEO1 O TH L, BIEEFEMRUE, )=

LEERHIF G107 DEECHE L, Dy A= (BbIC
WHEAL) 2l AL T BB TH B, B2 id inversion
recovery (IR) #ES— IV SN S, UL F MRIIZ X
BT 30 R—Y AOBWRRIZIEE, FEREL L1285~
90% & i s B,

L7 384 F—=3 2O MR 72 IiE%E % (LGE) BT,
O ZNEETEAM OV F A LGE, @7 % RE /5 BE,
LEFEO LGE, @Ik 77—V O EAE 51t (dark blood
pool) 3BT 515 (E14). LGEIX-LHHE~DT 3
U A FILEB LORUIMESREE I X A T EA ORI
ZAL (BAEAL) OB ST % B L T2 ™. dark blood pool
X, AR = AP T =V S RENIRWIR S5 &
W, T I0A =2 AR OEEAIEIREISER L TBY,
EHOME~NDOT I8 A FIRETRICH ) =7 A2 HKH
AT LR R AL TWwA RSN S LGEFT R
ATTR7 30 A =Y ADIIHIAALT I U F—=Y A LD
BHE L )R, BEMLGEE 252 LIFLIED

14 D7=Z04H F—Y ADELEERE MRI

HAKWMEE LT, OEZEABETNEMLOUFAMLGE, @HEE
PEEE, DEFROLGE, ®m®&T—ILDEESL (dark blood
pool) #+5MNBD.

%% LGEILUIEEEMICFBD L 2 L 05% " LGED
FAEE LT IS F=Y A0 FHFURTL SN
5 EAEOHIRLTIE, LGEIZRMIDMEFTE & b IZPE
THALBEBEMEANERBITL, WL o TS F S F R IpMA
[ LGE (BEIK LGE, #MELF LGE, 0% AV EEEE LGE)
FRETLHIEDRBENTHS Y, BRI LGE (FEW
BN LGE) % 29 AEBNIEMERD 50% LT &5 & T
K/‘ZQ) 154).

IR 12 X BB IERE  MRIIL, OEZED X 9 % FFTHY
OB EEZ BT L AN THESNTBY, L7 3Ia4
F=Y A ED T A LHEE 2T 55 ETIIRE T

Tl EoTA#EY T PFTAMNERDRT L, LGE%R
NG 2 BN D 5. F T T — ORE % kS % 72
¥IZ, phase-sensitive inversion recovery (PSIR) ¥ — 2 T
YARMHT B I EANE TR S TR S Y,

BIEHE S MRULLT S04 M= ADBWICHHATH
505, DTOBRRETFA) Y FOE#TRETHL. D
Lﬁ%MMT@?%V“%@ﬁTgaW @IE#A LGE
*ETDLIENL N, QU FE AL ECTIX LGERTR
/NI A, @I —%E LR TV, @ERNGE
ffiasif Ly, ©mEERRERERE - EEETIEIT N
= AR R BT E v, RIZIER S T1 mapping (&
EIEREFE MRIO T A1) v b2 fi5E T & D EBERMANLT
5.

5.1.3

T1 mapping

T1 mapping |3-0F O TUHiE (T1AFIRK [ms]) % E=AY

WM 22 TH D, Tl mappingld, LY A—2
ERMIEHICE 5720, RAPREZOMILREREE - T
O, ‘(“‘Jﬁiﬁ%ﬂ%& ENOIRHDHIFE N TS
T1 mapping 121&, &A% fH L 7\ Native T1 &, ﬁ?ﬁ
ﬂ%ﬁﬁtf%ﬁ?éﬂ%ﬂeﬁﬁﬁ%ﬂﬂd@20@%
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LT I8A F=YABETA FT74

A3 . ECVIXERHI OB & O o THE & ~
~ 7))y MEZHNT, ROFERICEIVE RSN S,
AT 27y ME24ER LN OEEORE R EHT 52 &
DHEFES LD,

ECV (%) = (1 = Het) X (1/Tluyopost = 1/Tlinyopre) /
(1/T1bloodpost - I/leloodpre) %100

Native THIMAZN - HAOE#REEIELTEBY, ECVIZ
MIFAEDIR DY % FB L T 5. Native T1 X E R
BB (15TR3.0T) RWE Y — 7 LU A L DWEL 2
RV, FEEIIEESE WY AT EICH
ETLHLEND L. —J, ECV I EHI A EE~
GAL72EE (%) 2R LTBY, EREHE P HR%E —
Ty A EORBIINE K, BE LT U TEIR O AT
fEL XN 5. ECVOREMEHIZ23~28%TH A, igh &
OFHANZ GRS L TR L~V O e 2 iR 0.2
HRETIT ) S el s s '™,

L7 204 K= A Tld Native T1, ECV & & i 7 5
HEEEZRT I D% (B16). TEREMIEIY 58
KELUOFHRERC KRBIIRFFRAEAE & LR, L7 I8 K= A
@ Native T, ECVIZAHEIZE W& &4, Native T1HL
OB WAL IKES0~92%, FFEES6~91%, ECVH
MOZWIREILIKEEIZ%, FFREQWEFENTBY, o
IRT A—F ERATHET A2 LT, BWERIZE HIM T
BEEZLND LT I0A K=Y ADECVIZ 44~
61% L5 SN0 ECV S 40% UL EE 2T A5

Native T1

E15 ©O7=04 F—YZAD T1 mapping
D704 R=Y 23S MmESDER E T Native T1, ECV
(extracellular volume fraction) EBICEBESEERY.

T 304 F=Y ARG LD H L. L7 Iuq
F—3 2 @5 Bl (AL, ATTRwt, ATTRv) 12 X 1, TI
mapping T FLICE T DENIH L5, A—1TF v THRE
<, RIS L' T1 mapping [$3B L& MRI X
D HREOHIPREN T, L7304 F=Y Z0RMZ
WHZE RS D5 & & 2 515 ' & 5|12 Native T1 &
ECVIZLT7 304 F—Y ADEFEER T & QB EZRT
720, V) ALY FIRREDE = —, BRI ES
B =D A Y MAOTEADEIE S T g 5619190160

5.1.4

T2 mapping

T2 mapping {3/ T2 fifl (T2 #EFREH [ms]) % HI7%E 3
DT D, T2EIHRNOKDOER % L, O
VPR e A2 U % LIER T 4. IEHLA O T2M#IZ 40
~50msFEFE & ity STV 5 7%, T1 mapping & [H £,
FETE, W T AT EICRETALEND
% SEEORETIE, LT IUA =Y ADT2EIZAL
T73IOA F—Y AT56.6~632ms, ATTR7 301 F—
AT 542~562msC, H#H I FE—)V (48.9~51.1 ms)
LHARTHBZICE L, ELIZALT IOA F—L ATEW
7R3 (1.5 TMRZEEZMHH) 'Y ZhdomErS
L7304 R=3 X, EIZALT IO A F=Y AIZBWT
MO OUHFHPELTWS EHEESINS (B16). &
512, AL7I0A F—Y A TIET2MHEIIHE LR TR TR
FTHDLIEPHSEPREL>TND Y,

5.1.5

DEA MU VMRI

L7384 F=Y ZDOFBRIIBWT, 2D ARy 7 )b k
TR LI E DA N LA VT ORI
LT 5b. CMRTHREIERIZODA A b LA T3]
HETH D, igiEd L Clddy ¥ 7% feature tracking
EHWLNAL. LT a— L[, CMR T3 longitudinal
AMLA OB RENTWS, 72, CMRIZBW

E16 ©D7=04 F—Y XD T2 mapping
ATTR7 =04 =Y AEERNTAL7Z =04 R—Y A (FEWT2EZ
ma.



Tld circumferential A L A4 Y OF AL EwE S5,
L7 304 K= A Cldcircumferential A L A > D E—
ZEAPEEIETL, Dt 7 Ay MBS Y — 7 EEE
WZHiEe2&x £ 05 (B17). SO OFTRITEREE &
HRIL, FRE OB L TWD EHE ST 5 21010,
O A B LA ¥ MRUG IR Z ORI R € = 5 — |2
DAER L TREMED D 5 1.

5.2
0iECT

CMRORFZFRFE L LT, GIKCTIZ L 2 BIEEER
ECVOFHIATREL o T A, REBERERS T 27
VISPV — CTOREHEA X {§ % Hvb 2 & T, MRI
ERSEOBIEE M REE 225 'Y F 72, LD
ARSI - NEENSECVOEHTE 'Y CTI],
MRI D FE i AN 8 2 AR EEFI R 773 A Al AL DER,
H R =7 AFERHIDER T & R WENTHORERIC b 4

septal
} anterior

|
posterior

\ lateral

B17 L7=Z04 F—YZDDEHR LA~ MRI

circumferential A b LA VDE—IBEHNBRICETL, DEtEI X
Y NCBIFDE—IRRBICBEEDEZERDD.

F£28 0704 F—Y XDk

¥

IZFERTE, BRMZFERES ST cH L. L7 30
A RF=2 2D CTHT R 2 R17, HRLZET AL N
WVERIBIIRT.

5.2.1

BIESECT

1 CT CTHWA I — FiEAIIMRITO A K1) =7 4
TERCH L DL 7B RE A TR T 720, S CT ChHIRME
BEOFMAEH E, WTRETH L. LarL, CTOa Y b
I A N REREIX MRINZS 5 7280, BRECOMIZRER
Thotz i, REEBERELT 27 NVILFI—CTO
IR X MR IHR ST REE 72 ), (RIERE 2 CT O HE
WRELMEL TV, LT IUA F=Y ADZWIZB W
T, #BIERER CT TMRI & FIEEORT R 2155 2 ] Helki%
HHN HESTIIIET Y 2R TH S (E18).

5.2.2

CT-ECV

TRIEHE 2 CTIZ B 5. L ORI RR 3 — N EE D
S5ECVAHIETE, CMR® T1 mappingll &% ECV &
EOFMATTHETH S 'Y, CT-ECVOEHZIZIE, #HE
DCTEE (> 7 VT F Y — CT) THERMTREZ LR
BRI D72 #E55: (Subtractiond:) & a7V TS
V= CTTOI— FEEMEIZHED V29— Nk (lodine )
BHY, WINLFEASEOMEERTEENS . MRIL[H
ke, 07304 F=Y ADOCT-ECVIRAELBEZ R L,
SZWICAHRTHL 7D (E18). RENRIE 7T 2
WE LR LERE#GY, CTDLg 11~ 25 mGy,
3 — N AR 500 ~ 600 mgl/kg, s A 227 7~10
Gk, BURIT L (R TR K.

x®17 D7=04 R—YADiE CTFRR
b= BEEFIR e
EIESE CT B3R | DERMEEOFHMm - 3IRITTHIISEHE DY BT BE
- EERETNMEADOUFRAMEEILSS - BTERETCHI— NEFARIEERTEE
- ET Y D E BRI DEILER - MRIEHARTOY SR MY D
CT-ECV B V=04 REBE SRS XA—J D/ -GN IFI—CTClFEDETERY
- ECVHEESE - FaAaF7)IVIFI—CTTlEI—RNETHELEDRE

ECV: extracellular volume fraction

F®18 7304 R—=YRICBIFDDECT DREIET VA UNIL
. Minds Minds
3 FIES
jﬁfx IEZ‘}T}Z #E | IEFUR
JL—R b}
D@ MRl (CMR) OREBFERE U TOME CT IC KB IEIESE A ECV DFH lla C IVb

ECV: extracellular volume fraction
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LTI F=Y ABEAA FIA >~

6.
REFRE

L7304 K= ZOBIICB W CEE ST B
REEHS . LBy F ST 74 TH A Te¥ 1
VUMY v F 7T 74X ATTRALT I 04 K= Ak

TAEVBHRET A L Th Y, JFREH RS HT IZF)
AENE. LR MEA A= ¥ 7 Tdh 5 Pl-meta-

iodobenzylguanidine (""I-MIBG) 1, L7 304 F—3

EEE R CT
D7 =04 R—Y ADEEER CT & CT-ECV

18
EZERR NOFAMIOEESS

(2B % Bt OB 2 LA A OIREERFA I A H T
. Fi, HAETET7 IS FFEEMENL—H—%2
L 727 X 9 A1 F positron emission tomography (PET) %
AR BE OB ZEA T O TV 5. L7 30 K= A
DHMEFHRATT R AR, HRLELET AL NV ER
20127~

6.1

TeEOU VBV YFIS5T4
(BYUYFIST«) (CalHB]R)

COy VBRIV Y MBI R AT AMETH Y,

sRHD. ECV (extracellular volume fraction) ([FEEHFSEETY.

x19 D704 RF—Y ADBREFRERR
i BELFR #E

EOUYVED Y | B% ATTRODZ Z0OA R— ADZH CALD7 =04 F—Y XA THGCrade 2&EEDEN DD
FIST« RERFHIEDGrade 2B U< [&Grade 3 (3F5REEET MR T— )L DEERERE(C KD BEESER

- H/CLHE> 1.5 (1 BRI - SPECTiREDEMNERA

- H/CLHE> 1.3 (3EsRikEE - PROFHIICER
FMBCGYVF | B L DEHREARHEREDHE - FERPURIOFHRICER
I>T4 CHMEE< 1.6 (B85 (FFRARATF CREBFEMEEEN
=041 RPET | BF  D#H7 =04 RABEDOH - B PRERPE

CIDEINNDERISER S04 MFESE NU—Y—Z &R
- IS DBMIND Y = O RLE DI aE

F20 D7=0

1 F—YRACHBIIIREZREOHRELEIET Y AUN)Y

o s Minds Minds
9#&5421 IEZ}JLZ #E | IEFYR
JL—R bap:}
FOUVEBYYFIST 4Lk ATTROZ =04 R—Y DM C IVb
PIMIBG ¥V F IS T + (TR DB AR AL DS Ila C IVb
=04 RPETICKZD7Z=04 R—V 2D Ilb C C1 \Y

FEAARSA VRERRCTIE,

DPE0OA R=YZ(CHLTH TeEOU VY >

FIS5T 1 [FRREEESE UTERHSNTLIEL,




WS EREREM ORI S, —#m
WKIEBY Y F 974D == L THMBN TNV A,
AR, PMTe¥n ) VBABHLZE Y YT ST TAN
ATTR.L7 304 F—3 A (ATTRv & ATTRwt) O HIZ
ELOTHEHTHLZENRBEN, HEHEEDTW
%021 (E19).

PE " Te ¥ m ) V50 1R % D L <13 3K %
27T F—1BOWEEITH . 1B O TIIMHE

19 D704 R—YZRDOS " TcOVUVEEY YFIS5T 4
ATTRZ =04 R—Y A COEICEEHERETDD.

ST OV VEEY YF IS T «4ICKD ATTR DT
=04 R—Y ADFHE

RREIEHA

Grade 0 IDVENDEREF L

Grade 1 BB KD BHFLVDENDRELETRE

Grade 2 18 EEZEDDENDHEREERS
Grade 3 fIB & D BBLDIENDSEERE

=21

Grade 2 & Grade 3%z EHIET D
(FEEHVETS 3 BRI IREIR CEMET D)

FEEEH

H/CLE> 1.5 (1 BRI IR
H/CLE> 1.3 (BE5EI&IRS

H/CL: heart-to-contralateral
FEITSTF—BERICEVWTLEICHEZ I 2 M EOBEE
(region of interes: ROI) Z &<, IRIDKES (FAIEFFELEL) (C
BEILT A XDROIZEE, H/CLELZ&EH T D

(Dorbala S, et al. 2019 " & &E|cfExK)

F£28 0704 F—Y XDk

¥

A EL, 3EMAOWE CIIMINERED N 5L S
N5 P"Te¥n) YEEY V757 4 &7z ATTRG
T IUA K= ADOFLWREILEEE 58 ~99%, FFIREET79~
100% & S BBt % CIZALT I0 S K=Y A Th
5. ALT7 304 F=Y AZBHL L7206, SEREL
B H R 100% & i ST 5 Y,

PTe¥n ) YRS VT 7T 7 4 OFHEEICIE, EHET T
F— g2 7R R B L OVE & REHIE A S
% (&®21, E20) "

BRI 3 Rl (R B R CAZEE SN2 FETH
D, TR MGG WG TEIME 7 — VIS X 5 &S EEE £ T
957280, [AFROREERFEH T RE TRV, HEEHGD
Grade 1%°Grade 2 DFEFITIX, ALK 7 — I~ HL
MWERETENT 2LEN’H D, 77—\ single
photon emission computed tomography (SPECT) i 5 %
BT 5 LT, LRRIE 7 — VO ERE L0 IR
B Z EATTE B 720, EMETHEZ fisk TIEIEIES
%' SPECT/CT 72—V a Y G O/ERL b BN 27
WA R TH 5.

PTe ¥ m ) VRO ERORREE L TR L OB L I
LrE7eoTEY, H/ICLI> L6 IMIL Lz FRA KT
LENEY. ATTRALT 304 F=Y RIBITAEDY) Uk
2ot ML — - O 3B S TIIAHITH 595,
HIV T DAAEED A T Z A LHHEER SND, PIOFY v F
75 740 b L—=h—TdH % “"Tc-hydroxymethylene
diphosphonate (“"Tc-HMDP), *"Tc-3,3-diphosphono-1,2-
propanodicarboxylic acid (*"Tc-DPD) T *"Tc¥1a1) &
BRLRSOBWREE AL b E SN L T

DT BCA

t—/‘] i
BENFHME  Grade 0 BENFHE  Grade 1
H/CLEE=10

H/CL=1.25

HAEMEHME  Grade 2 BENFHE  Grade 3
H/CL=1.46 H/CL=2.55

20 ®"TerOUVEYYFIST+ (3BHLIRES
IREMEHEE & ESHETHIE
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LTI F=Y ABEAA FIA >~

6.2
'BI_MIBGYYFIS T«

PLMIBG 13U s AR RE A A — 2 > ZHHITH Y,
MREEME CTH D/ VIR 7)) VIEM L s e A
T 5. LA~ PLMIBG #A51L, /LA QBRI R e
WL THBY, LD & ORIEAMEASRE R 2
S A2 EDMEETH A, 72, PI-MIBGOLHi2 5
D7) T T v AMIIEMREREIG 2 3 5 & S b,
Wik, PI-MIBG#:5- 1550 O R HG &L 3~ 4RO
BIG A T NENIEE 77 F—Hig & SPECTHGE T 5D
BB TH L. FHMNLET 7T F— W50 5Ll / #EF
(H/M) I @kvH L= (washout ratio) # B L1795 (B
21). PILMIBGY > F 7574 % H\WTC, L7 3IaAf F—
TADLFBEMREOIRELFMTEZ L. ATTRVT I 04
F—=3 ZIZBWTITHMEEDKT & P & oA
LhtoThBY, HBIMGETOHME<LOETHRARRK
TE &N, SEREHEIIHMIL<1.6T4R%, HMIt=1.6
TI%EHEIN TS, F72, ATTRV7Z 304 F—
Z12BWT, HMIE<1.6 1341, LA4IZ X B AR
LT N A ADREAR, LRI EOF & b A=
B L Tz e i ShTns ',

6.3

7=04 RPET

TIuA FREEEN =2 L2730 1 FPET
DT IHUA =2 ZANOIBHIZEE L CRIERR B OWFgE
WA e N CTw b, "C-Pittsburgh compound B

(PIB)'™, "F-florbetapir'™, "F-florbetaben™ ® AL 7 3
OA K= AL ATTR7 S04 F—2 ZZBIT 5 0H~D

ZBHARH/MEE=1.05

®21 L7204 R—Y 2D '®I-MIBG Y VFI5T «
IO/ R (H/M) LOBBFETZRDD

EREDSHER SN, T2 FE—VER & IR THEICE W E
FE AR ST 5. ®F-florbetapir, "“F-florbetaben 13,
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FAIb, TEFYALNLC). LaL, EFRE;SE
BIIZHWI SNDLRETH DL, ALLT IO F—2 AE
BIRZDOMDLT IO A K= ATHIEREEIRIE R /L
KBHEZIERICIXIEIR T E v (R 9 AT, 8T
YALNILO).
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TINA RiBE

3.1

BEJOvY

L7 304 F=Y ATIEERIMS2O.LEXETE G
P27 209 b, BEEERZFOEMHL, Pinney &
AAL7 30 A F—Y AT43%, ATTR7 304 F—3¥ A
TUIZFBDOENL EREL T0DL . R=ZAX—J Dl
BB BREET Oy Z1ER20% THRET 5. BAR—R
A=A OFHE, HATEREFED [AEENRIEEY G5 7T
A FTA4 2 QOIBHFLLETI J IZHE>THII§ 52 & ThB
GAREIZ VDY, 72720, #ITHoRBRTHLI L EE
BIbL, BEEREETOYI7HLVIIITEREETOY 712
F5FETORMIE 2 NZRRY, FI0BWERERE DA
BEbH L s, BN OERFERR RV Y — LEM,
W= T HAAAARELLEFCORET ROFHRHIZE®
HRETHAD.

Algalarrondo 512 & %07 384 =3 ZEFDREET
O 7 OFBICET AT, IERE 70y Y, vy
4 NN L— b <100 bpm, AH BB =70 ms, HV [ i@
>55ms ORI T 7%, 455 HOBEET25%H = — A
A — HAEABRM OIS & 70 B A N MDFEFETE 7 & sy
LT3 ™ Zo k) el Es 3 HEHCIE TR
T R—= A X =N A7 [ AN Tdd 5 HEME R RIE L
TWh, 20729, TO L) RIpEBELHT HEHTIE
R e ROB BRSNS, B CFR e R— A
A= OFFEIHET L T (fEdE7 7 AT, YT~
AL~V Q).

3.2

AR RAEIRET - RIRIECFEHED

AN GEREBERE - ARARME O BB SR AR — A A —
HOEIEL, BBOR BRI GEET A KT A~
(2018 4FECLETH | 12 Ht > THIWT 3% 2 & CHIEIZ 2 P,
JREPRAI(ERE L L) L7 IO F—2 AT, LEM
FrEsETay AT 80, — R OB X
DLLVEEZLND. FEIRD R WRIRME MBI,
N 2 A= H AR DG\, I TH > Tl
FEREE R S ABEREIN T 2 1) 73 0 4 K= ADfERITId
Soth, gs EREIRE R, o3, BYIN, BESEe &
DFEIRDS, R 7V LLEE I L 55D ThH L 5% E

() 72 L EHRLER R AV & — LR X FLFR P A A BV — 7
FROEFZHCTHERET 52 e EE L. E72, LIEKR
7 EABOIRAAG R S OAEDFIEIZ IR L TV 235513
R=ARA=HEAR G 5.

3.3
DiEERAEZE (CRT)

LT 304 F—3 AR E L ) LR RE LS
%3 % CRT OH SEDMEHIAE O BT R Bl D A
THY, TEF VALV, BEISITEEREICRE TN
ETHD. WARER & 2 DIEBNL [ANIENRIEZED G
1 FF 4 Q0184ELETH) J*Y @ CRT DA B 12 Mii
ENDLY, WRELRLIEFINZRVIRESINS. FIE14E
DB S, 2O CRT ORI R IR TE 5
W7ty 7 MOEREZ 2 L CWAEMIIRETRET
HH HFEZ 5 Ab, TEFYALNVC). THEMTED
M, QRSHEDIL KA 150 ms A, H5HWITEM 7Ty~
DAoL B ERE E Tl RIEDE ST v (JE
"y 5 AN, TEF Y ALNILO).

3.4

IDEEARBIRICH T SHEAHEUFRIHEN 2R
(ICD) D&k

LT 304 F—=3 ATIXOIEZEIRIEIE 10 ~30% 12 A 5
NBELHEINTVDL PP L IZALLT IEA F—
VATRBMBOFRIZEDDTARBRTH LA, 2RO
IREBESES (PEA) 12X D ZBIRIET 5 2 &% /2w,
ICD DA DV TEHERN LB AL\ 02D bAsE
25T % ICD HlaA A2 Ol & #4352 T & % Nippon
Storm TH.L 7 I A F—3 A5x4 B OB AR I
IABDERIIITIZ P, ALFIZH ICD DA%
L7, PR TOMEDATHS. Kristen S bl
7 I0A F—=2 ALLEME O PEA TR ZMZ 5
JEBIHD 2\ 7280, ICDAH AR & JERT A AR T F 1%
ICEIZRO SNV ERE L TWE™ —T, LHEED
TRz, E72BEREOEEIZER L T LIERICIEA R
THo7zEDHEDLH Y >, 1CD ORFEHER % 185112 FI
ERRY A Y VN

HOEVE O - MB), PEAICE 7K oL T 2
04 F—3 ZFEFITI, W7 B LE b HERh 7 2 & 8
%<, ZDHIZBWTICD DFAARIZ EZ b TIRE SN
FEGI CHMES T RETH L. ZD70, [AEIRIESEY G5
A RT4 2 Q0184ELLETHU 1Y 12378 S 7z ICD Al A
AOBIGOHILIBE T HICLEED. INETORED
B, BEMLE2SERE T RE - DLsRpEAMR o, RO



JEEE O RHRGH L .U EEOMEED;IHI SN TS
L7304 F= ZEFICES NS (HESE7 5 A1, TE
TYALNVC)., ZOL)RBIR,S, (LT I8 =2
ZIEBNZ S B ICDAEIA A DG E— R TFBh, —kFHj
DWFTIRIZBNTEL 7 T A NS BREFNIHFAE L 2RV,
F1212 7 AR & FHREN DG CTILEIG T2 (S
F I, TEFYALNILVC).

LHLESHh, BERATHLT IOL K-V AHEMICH
W S ACE G B BIG S, DA OB 2 Ik
MAES NI, ICDOMEIS L IEK SN A WREMEAH ),
L% OWZEIZ & > TICD A MBI O FARE DS L EE T H
5.

4.
AL7 =04 F—YRICXT DinE

B2 ibAE L7 304 FOBRERRSEEL T 2HFR
IBHENTESLT, ALT I 04 F—3 223 2 BBED
A7 IO FOILERE T —F4 b F x4 ¥ (FLC)
AIERTEELZEDREHNE %2 5. KE® National
Comprehensive Cancer Network (NCCN) %' 4 K A »C
X HF AWML AL KE AV 7 7 i (high-
dose melphalan and autologous stem cell transplantation:
HDM/ASCT) ®:# S8 B & FEBILFEGI D V37 7L LT
LHEFEL AL LTI 7 aFRAT7 IR (CPA), FILTF
V'3 7 (BOR), FFH 2% (DEX) DR AL HEDE
WENTHBN™, KEOHA FI4 yTHIERER T
%79 L2rL, BORIIZHMEGHIEICEOEL 2V IE S
AL7 304 F—=2 A1ZxF LI ERBEH & 2o Twhe v
CEICEENVETH L. T/, EEIOALT IUA F—
YADHA FTA v TIIEHEEHEICHC GG LD b
EREEBEEDEL 5 e HEEEHER L TWD. &
&% BOR # SO ML L 0 Z etk v ZFHT
%7 v 5 MMULEGEABRISAFAE L 22\,

OYPEOERBER b EADL L, BIEL - &b — ks
I AN 775 (MEL) & 754 2%~ (DEX) OB
P (MEL/DEX) Th V), & 2EHE % il 72 39 H1 Tl
HDM/ASCT %179 Z L IZ & D EmWER B L O EMA )
BONDLREM DS 527 AL 7 304 F—3 ADEHE
& LT HDM/ASCT 23 iG#E: & i L TR
BHEV) TET Y ARFEREL D OAIEL 2\, 20074E12N
Engl J Med |2 #t & 1172 MEL/DEX & HDM/ASCT ® It
BB T 1L HDM/ASCT DAL IR Sz o 72208777,
ARERER 2B SE ENTIEB TR DN, < —H—I2 &

FEIE L7090 R—VADBE
BHESEE DM R ENTEST, TOI LD 24%E)
HDM/ASCT #: @ 5 \» treatment related mortality (TRM)
V2D B Ao 72 HEMED S 5.

HDM/ASCT @ #5122 > Tt Mayo Clinic ¢ # #:*7
B & 1" UK amyloidosis treatment trial O 35 #7552 L
% %. Mayo Clinic5DFEDL ¥ a—""TlL, k)
TN IEN SN TS (FR3T).

MEL/DEX \ZGH MR E 2355 <A Z L VHIR % =2
FRI DS, IHHEB RS RV Z &5 HDM/ASCT O
WIS E 25 VIERNIXT L TdHERSNE. 1470
Palladini & ® 7" )V — 72 b I 2R MEHDKA)
PGS NBIEFI CTIE BT 2 ARSI CE D 2 LA
ENTB T,

WK 2 B A HED R £ 41T b BOR X thalidomide
(THAL) &, 202043 HHECTE MG HEE G HF 0 7 2
O A F—2 2SR CTRIATRETH 578, HEEALT
0 A F—2 228 L CiaPRpa# A 172 v». CPA, BOR,
DEX Ol 2 Mayo Clinic 7 )V — 7725 CyBorD
& L, v K ® National Amyloidosis Center 7> &
(X CVD#EE LT, HihE L ZalrimEsncng
T, WA EE R AU ) R iR &
e LA HEVEA S . CTD (CPA, THAL, DEX) #EIEfE
e b EENZB W TEHEGR R TH-o722% Venner b 1
matched pair analysis Df 5t & iy L, CVDEZEIZ LD
CTD#HE LD D EWRBHP RO NS TR EZ R LT
57 pHETHBORPTHAL DEFIEAL T 304 F—
> AR B RO RIS 72T 5.

K31 AL7=Z04 R—YRICHTZ2ERBEOERELE
(Mayo Clinic)

DAL S

EENEFRE< 707K

JUF7FZo 7S A>30 mL/min
DV FOR=>T<0.06 ng/mL
UNHEHAME = 90 mmHg

NYHA Class I/1l

NYHA: New York Heart Association

(SherT, etal. 20167 & V)

Sher T, Dispenzieri A, Gertz MA. Biol Blood Marrow Transplant. 2016; 22 (5): 796-801.
doi: 10.1016/j.bbmt.2015.10.010.

© 2016 American Society for Blood and Marrow Transplantation. This article is
available under the Creative Commons CC BY-NC-ND license and permits non-
commercial use of the work as published, without adaptation or alteration provided
the work is fully attributed. https://creativecommons.org/licenses/by-nc-nd/4.0/
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ATTRvZZ =04 R—Y RIC
X9 BHAE cazvem)

E{ZME ATTR (ATTRY) 7 304 F—3 21259 R
BhfigE e LCix, B, b5 2% 4 LF 2~ (TTR)
WEAZELEE, BEETEREOENED TR S Tw»
%. B29IZATTR 7 2 04 FOEEIER B L OBIEDLH
TR ST 2 BB L O ERT 2 7R

5.1
ATi2HE

MADTTRIZZDIZE A EDIECTRELESIND Z L
5, 19904 I2HH TATTRV 7 R B A F—2 AZx 3 2 JiF
MRS B, BRI &) P OZE R TTRIREEHHE R
PN B S LA SN (E29). 2 LI,
HFRDZ DRt TAREN R B IR T DAL, BRRAY
LEMEERT T BER SN TWw A Familial
Amyloidotic Polyneuropathy World Transplant Registry
and Domino Liver Transplant Registry {2 X 111, 2017
FRFTTIZ2236 N\ORIERZ (FBIA AT S, 544
FEIET7%™, 20 AEFFRILS5% ™ Th L. 72720, B
AR O FHRIE TTREMEFRIZL ) R2 D), VI0M
(p.V50M) Z 5 B EH D SEAAFHRAG% TH HDIZHT L
FEVIOMZERDBETIES9% L HESN TN ™, F72,
VIOMZRZ A 5 EETOUHEREDEZEOTRITEL
WCRAFTHY P, S0R% 2 2 BHEEOF AT

FristE
(ZERTTROBFERTIR\DBEH#R)
INFS
(R - FFABUITTRODEEA- N4

AETHEIEDNHESNTVDE X BlitkoBL %
FERIL LB #AE T d 2 ),

I & O BERERRIHIC LA L7z 7 304 FASIRA L >,
FERER I OFEFSNE VIOM A R EZ TR MR B L O
HEMREEoOBEoLELFEDOONLE ™. LaL,
ATTR7 I 0 A FORBHIMR S L1282, LTI
I AR TTR OWLAEICL ) 7 I 04 K= AP
DIGEIENTPD F 7o, MR R AR B X ODRAG R
MEICTTR 2 LT 5720, FRHHZLIRT Iaf F—v
AR - BXIEE 7 I 04 F—3 AT 5 2 L IEE
DB T 5 2

FERE BNV AEARER 73 HE AL A & BT TR Al AT dy 1), iR
BB RS ER CTH A, L L, DHETIIAIE
RF =DM INIAZLTBY, F/ATTRv7 I U1 F—
2 22 B RO B S E MO B B AT
W72, ARBEZRBAL R v b7 — 271288 LT HHEE
DOBIEE TIZh %) OREE % W & T 2 IR A VT
B RO R —05tb & LTI, 65UT D
RN, 6 S INO MR F 72133 B LIN IR (B
B OBE), I REZ KR, ATTRv7Z IuAf F—%
ADIRHEE 7% 5 TTREETFARLZF L TW RN LD3HIT
YN

5.2
TTRUEFZELE

TTRIZ @ UK & L THAKNICHEE L T 5D
TTRA7 I 04 FHMEZ IR T 121, SRS Bk
NOREESLETH DL (B29). 72, ATTRvY 2 T A

> LM JAWAN
W—» E%—»DD —> AN NN

FHRE COTTRDES: TTRIUER

= BT I
TTRE &K TTRES B4k ATTR7=0O1 K

<::I (TTREEHDZTE(L)

BIT7ZIR

v

[ ] 2urzozicdy

uu BEENITTIRESE

B 29 ATTR 7=04 ROEBERFS KUDHETREI SN TV SEREEMELZDIERER



F—3 ZABE T TTREME T AR L) WE ARSI
WREES>TWAEY 22T, TTRIMEKIZHES LLEL
T A FALEWC L B HEOMRSEDO LN, ¥ 773
VAN ENT: (B29). TNETIZ, #773IVAICK
B FAYMHREREE O EATHIRIBIE, SFCTE L0 B
D ANBEHREE OIIHIRIR AT ST 5.

Y77 ITVAORMDT v ¥ MMEILEG R (Fx-005 3
Bg) PN, V3IOMZAR%AH T 5 ATTRV7 304 K= R
B 125 A MR1218 » A OB CEMm S, FHE
FHAGIE H L, N BCR AR RE E O R T & % modified
Neuropathy Impairment Score-lower limb (NIS-LL) & L
AR T — (BALD 2R A~ MR Be, EEOE0TR
1 T & % Norfolk Quality of Life-Diabetic Neuropathy
total score (TQOL) D X—=ZF 1 ¥ h 6 OEALEIZHTES
Nz, ZORER, AREFHG T BB S EMICBNTS
TrIVAH(FT7IVAATNVI Y 20mg) TT IR
FEZH L ONIS-LLO L AR Y F—RPFEFIZE N & (¥
77 IVAEE608%, 7T bAREE3R1%), ¥ T 7 IV AR
TTQOL DEALEEICHIHIESNAZ L (¥ 77 IV A
0.1, 77 LARHS) IRENLT). INSDERE 2T
T, #773ITA20134EIZ[ATTRV 7 S04 F—Y AD
FAY AR D HEFTHNH] | OIS ThHAE TR S h 7z,
ATTRELL 7 304 F—3 A (ATTRv B X OV ATTRwt) 12
xtLCld, ATTR-ACT Bk (7 > & 2 bILEGRER) * 735
S, EEFFMIEH CTH 5 LI L OIMERE O ARE
BHEEDS, 7R RBRICHL LTy 77 I VAT TEEIZIERY
CEDFEHE N CORREZIT, ¥ 77 3P A1X2019
FEIHICATTRELL Y 304 F—=3 2 (BARMB X OER
D) 23 2 @IS ASE I S v 7e FENE 336, ATTRwt 77
304 F=2 AT 2R ESH).

HmBIEAT O A PR EERE L L ST
57 7)W= b TTRIMEFRZ G EREZHL, #7732
VALFRRICT V5 AR T ATTRV Y 304 F—
> A DR MR E DML TR R AR ST >,
LL, REANIHAEDAETIIWFEENTB 5T, RIEIC
X3 2 PRIgE b 7.

5.3

ATTRV 7 I T A F—3 A\ ST [ 7 5 P A A A 45 1Y
(gain of toxic function) DL TH Y, F-HWET LT
TTRET% /v 777 L TOHL» LRI EZ RS
W EDRHOLNTWAE™ F72, ERL72LHIZTTRD
13 & A EHIFIE TR SN D 72 ORERIE SR O T N1 —
BHEWNAES TH LI D, MEFBEETIA LT

FEIE L7700 R—VADBE
T OFHEE T EHETHEEO L WIENTH L EE 2 5
QYA
ZDE)BEFEDLRHT, TTR mRNA % ) & L 721K
5T TP#RNA (siRNA) #HEITH L3572 T osFE S
ATTRvT I8 A F=3 ZBEERNRE LT v ¥ 2Lkt
BAER (APOLLOER) DOREEAT20184E 125 S 72,
KRB FEFFEME BT KM MREEEDIRETDH S
modified Neuropathy Impairment Score+7 (mNIS+7) |2
RESN, 225 AOEHIZ18 7 AR 720 3B &2
ABREE OXF 25203 mekg /2137 £ oK) 25 HEE
EEINT FORE, NSFTITUHTR=AT A IR
#780% DIMH TTRIEE DI T 2788, 77 L ARBRIZHA~R
mNIS+7 DE LU EDFEDO SN OSF T U8 RN—
ATV 600, TILREE R=25 195
28.0E4L).
EHICAPOLLOREECIX, 7304 FULIEX AT S
(FEOEBEE =13 mm T, KEIIRFHEE & RIEOBEEDS
) BEOW TR SFER SN, RXFT T U BEEICKE
ZEREIE /r 5% longitudinal strain, (OAME, 7EEILRKE
WA, NT-proBNPOEALZ M2 Z RSN
72200 e B LTI, R920% 0 S TR GBI
GRS B TS, AAEVEIRIFTH -7z APOLLOK
BROFERE Y, /8 F 3T 132019456 HIZ b T v A A
LFURIRHESET 304 Foa—ua3y— (RASCE LD
FLED) ORI L L CThoETRRIT SN, FEIHIMHEH
WREE o7z,
TTRmMRNAZE L L7727 v Fy A4 ) TX 7 LT
FREHITHLTHEL /Tt b, ATTRVT I 04
F—Y A% MR E L7125 > ¥ 2L EGEER T AR et &
DIFETH % mNIS+7 & ETFHFDEDFRIETH % Norfolk
Quality of Life-Diabetic Neuropathy (QOL-DN) % 77 &
RICHREEICWESEL I EDHHEN. L,
HELAEFRE L ORI 4 & /MR A 3720 &
NTEH, CNHOFRZTNTLHMELE=Y ) ¥ T HW
BTHDLEEROTONTNSE, A/ F b i ko
EHROHBUZ L) HARTOBRBRA I 7 - 788D
D, DOPETIERRI STV,
ATTRVT S04 F—2 A0 =2 —0/3F—8B L 0L
FEWRT 3 2 BB EHREOHER L e T U ALV ER
321K

5.4

ATTRv7Z =04 F—Y R(CXHT D
BENER

ATTRV7 2 0 A4 F—3 ZHN % 5B MR 30T b

57



58

L7304 R=V ABIRTA KT

# 32 ATTRv 7=04 R—Y RO a1—0ONF—BXTDHECKHT DEREBEEOHEELIET Y AUNIL *

FrstE

Ta—0OF—ICHITBDYT7IIR

NF2ZY

NYHA Classl/Il "CEI$1E
R—Y T DY T 7 =ZIRA*™

BFRAT— AV MOBERAFICEH U ATTRV.D S04

NYHA Classll CHABRBZFRAT — b XY FOBEEHICEH UL ATTRY D =01
R—YRCHTBHYT 7

IR

Minds
IETYR

FIO7ZVRE, Za—0/F—([CHLTIEF20 mg, D7 =0+ R—YRICIF80 mg (BEUDEVNEEIFRETED) ZR5TD.
“E<DBEDRFERICE L CIEERIZSR

“ATTRVDZ S04 R=YR(CHT DY T 7 I ADBEGICEAL T, ATTRwt 77 =0+ F—Y ADIEHSHE.

& 33 ATTRv 704 F—Y R T DIRBIEEEEDIHY

BRB(EEEDE

R (B - R2EMEL)

MREBDEE

ATTRVELL =04 R—=Y XAEED
DIJ—DFHHIER, NT-proBNP®D
21|

=N

JBEEIC EDREAE FIREZZDHDE
PSR 3 R RIFEE)

BR7 =04 R— 2 P8 - fXMmE 77 =0
A R—=2 AT T 2BRMEIFRBE
SEELEEE

REZiE] BFREOVIOMEREEICHNT R | REMKE BYEE (Y IT7PZIR, )F
HREICDEDEIMDIET VR (F | RF—FE oY) DEILEFESIEL, F
FERRIDBE CIIREHEES I L | BEgORENHFIRSDnE FEIFBEIERDEHERTELN
~REWE) BIEICERIET 2 EHIE BEHE - &R | BFEREDVIOMERZET D
EIERINEE) 85
JEV3OM (p.V5OM) ZEBENDHRIF
FRTERY
BEEZDOBFEUTTRONEICKDOT S
O+ R—3 ZADEST
R =04 R— A P8R - iME7 =0
A4 R—=Y A HER DEST
FIT7=ZIR V3OM EEBE DR HREE D RAEEEES O MERDETZRE(CEL | FIEFRHDOBAER CHEPEk
70| IBHEIFTLEW HEDPRTROKICLDAE
ATTRELZ =04 F—Y XBEDZ | IFVIOMEEBEDREHRESICHT | ZHETIEE
ECEREDMERBEDAFSEEZ RS | 2BEMMEEFHETILTCOEL (REERFIE | BEREEDEBAT/I\FV SV
U, DASERDETZ ) V3OMZEEEE(ICHHD) WMERATERLVES
BNz R =04 R— 208 - MMmE7 =
1H 1 BOROLTHDICH, 'BED | A R—=YR(THT2BMEIFAH
=5 SEELEEE
INFIZ IYMRESOERTEEL~BENE | RENGEIET VX B 221 B | 77 IROFZUNDES
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$BI3E DIEOA R—YADAE

NRITIUTEIEN 2B TH Y, REBFITH L TL, I
Bl 773V RNFVITOWTNROEBRET)
CEMHEREND. EOEREEIRT 20, Su B
ORI (R33) 52, HrADBREDEMLETELR,
HIEE, £FIRE BELEOHEREYEEL CIRE
T HUENH 5.

BRI & <ARIEICRT S 2 M — DR BIEHiFEE TH
D, 577 IV ARBHBLLEFRIEDO VIOMEREFT 5
BB L TRELEIRDEBETH-o72 ™ UL,
APOLLOGERT/3F ¥ T DS RAEIZILHEL S 5 AR A flif
BEEDEITIHRINEEZ R L2 E DS, SkIdTT
DATTRVT 304 F—=Y ABFITH LT, F3RWIGHE
(SFT 0 F72038 77 IV R) RREHT LI EBRYT
Hb (RBZ). LI, L7 IO F—T A3IFRHEE b
TTHZEns, LT IO F—3 ZBEITHT 5
DBISITIEFICRENTH S, T8 T7IVR
OB LTI TR T Y AR\ z0, $9BD
BOOHAKRGREIT, T RIEIE LN WGEITE

5.
6.
ATTRwt =04 F—Y XI(C
X9 dAE casvem
6.1
TTRUEFRELE

FT Y AFA VLT OUEAfE &L, BaTERETE

OO T T T T

NS — Rt 0.70(95% C10.51-0.96)

M LD AL EN L RIS fFilET228T, I A
TA=—NVT 4T RRILESTHEEZEZDLN TS, |k
5 YA A LF UELEE, NI UATA LT YDA
O3y SAEETIIRE S LIUE RS2 2E b3 b2 L
T, 7 I FEHEZR IS 5.

777 3T AL, 20124E 12 8B 23R ERTY T, KA
BREEA AT AATTRVT S04 F—2 21218 A
DG TEVAFMEE R L, KAEMEEROETHIH] A
FEFESAL, 20134EICOAETHRANT SN T W5,

% it s 3 [A) ] S 55 34H B B @ ATTR-ACT # B% (The
Transthyretin Amyloidosis Cardiomyopathy Clinical
Trial) V Cid, ATTR/-L7 I 0 A F—3 ZEB] (ATTRwt B
SOATTRvZ & 8) 44l N% ¥ 77 3 Y A58 (&
80 mg 3 X M & 20 mg) & 7T L AR RE M 21250 4
I, 300 A G- 2 1To72. EBEMN T, ¥ 77 IV A
G Q64 N) 13772 8 (177 N) L, 23ERE
LM R G BE T 5 ABAEEE & A A b 7By R 1R
BN CHFEECA B LBPER Lz £, 477
IVARGETIE T IR E LT, 2T (¥
77 IV AME295% [78/264 N], 75 £ AR#EA429% [76/177
AN ELIMERERICEE ST 2 ABEE (¥ 773 Y A8
0.48/4F, 77t ARH0.70/4F) AEEIHA L7 (E30) 7

F72, BRKEHEEECIE, ¥ 77 IV ARGHITI 77+
REEL AR, 30 7 AR 6 43 [ AT R #ECEFfl L 72 ADL
DTSRRI, 51 AT T 4 UHHEERZED 4k~
1) — (KCCQ-08) A =7 TaHili L 72 QOL DT b #jd L
7o 777 IVRGEWERDR AR L, #EWIE T T R
RS TH o7 HEICOWTIL, ATTRwt7 S04 F—

0 3 6 9 12

T
18 21 24 27 30 33

YRR S &R (B)

30 ATTR-ACT #HERICHBIFT B LT
(Maurer MS, et al. 2018 ¥ & ¥J)

Copyright © 2018 Massachusetts Medical Society. All rights reserved.
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LT I8A =Y ABETA FTA4

VAELATTRVT I0A K=Y ADOR T 77 IV AKE:
WEBTH D EDFR SN HEICEL L, EEF
IR H 12 DWW TR R 80 mg & AR 20 mg ORI A 70
ZIFRDO SN LD 57205, EIELIEE =80 mg DA
TR LB L CREFFNICAEE R 2RO 7
(B®31)Y. LaL, #773IT AL BEEROBIRH
PR SN D DI EMGHR VEED 2 ET 528,
77— TN CNYHA IO B | 213U 55 5 1 2 B
WZE D ABRICENED TR CTE ozl b & s, B
I 5- ORI ST
ATTR-ACTREROKE R % =1, D2SENI TR
T, 20194E3 HI2% 7 7 3 ¥ AHLT; 1565 F A A R B
FOZEEAATTR.LT7 304 F=L A0 ThILkEN
720 2D LI, ATTR-ACTBEICHA AN SN BH
BECIZy 77 IV A0SR TV 55, — AR
AERTERAF ST 2 BEHE (R34) 1003 A RPEIEA
HTdHHY. & IZNYHA Class IVOEHIE, ARREETIX
WRPSEIENTEBY, #7733V A0FMEB L U%
EMIIHEDPO LTV RV, REFIOMFIZOoWTIE, &

EFEE CIIREEGE, HAERBFES TINS5
WiF & AR L CRETESM A 3T C, Ik 2 & it
LTwW5,

ATTRWt7 304 K=Y A2k 545 77 3T ADHEE
LIV F AL NLVERESIRT .

6.2
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