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CQ 2-12 ATTRwt 7204 R—YRCKDIAFRZICH UL TEDK S FTBBENHEREINDN? 097

CQ 2-13 ATTRwt 7204 R—Y RICKDREIRICH L CED K ITEBEDHRESNDIH ? 098

CQ 2-14 ATTRwt 7=04 R—Y RCHT HR—AX—HBZIAH S EDSY A=V T T
I5XEN? 100

CQ 2-15 ATTRwt 7=0O4 R—Y R (I HiEAHERHMEIRE (ICD) / DiEEREAE
FRifEhas (CRT-D) D@3 ? Z0D, EDFAIZVITITS3N? 101

CQ 2-16 FREERFOENEPRRILLETREMEN, D704 R—YAZEGHLTLIEL
ATTRwt 7=04 R—YABEHFEDK D [CRBHART HEHN? 103

CQ 2-17 Ef® - /RIEZKIT ATTRwt LN, DASIEROEWVEEE
EDKSICTBIN? 104
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EDKLDFBENEREINDN? 105
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2. BHERATTR (ATTRwt) 704 F—2R

‘ca2- 1

[ - e - B

ATTRwt 7=04 F—2 ADKEA - fRREIE
EDKSICEZSNTVSH?

OATTRWt 7=0O4 R—YRI&, RWBLEFEEDBWVWNS YAV LUFY (TTR) EBHFIEREH

EULT7I0O0A RIFHEEER L, 2BOMBICIET 2 ETREEBEE A E0d. NEIL, BRI

BOBESRIIPIEEEINTVSD, EFNRREDFANDZXLICDVWTIZFFETHS.
[HEBOEE 1 AL, IEFVRADEE : Cl

)

TTRZ, IMFELHEREP CTHIRBERVEY 1 0F2 2 (T4 RLF/ —VHEEEN (retinol-
binding protein : RBP) % #fi%93 % 55 kDa D&EFE T, W&, B, IRiEECEASH, SENERE
THGET A, ATTRv DA, TTR BETOERIZE YT I VBEHIZELTSZ LT, TTREAD
VAREEDORRERIBL, IAT+—NVT 4 72 &LL< %5. LML, ATTRWt 7 I 04
F—Y 2L TIE, BEFERICLZ 7 IV BEFIZDG 20z, €7 304 FRHELTERL 9
LD, FHHEA B = X MIMRIRAY 22 HA% W

ﬁll

1. ATTREFILEYMDI LY

In vitro DWFFETE b TTR EANBWT I 04 FEREZRTIEPMONTBY, —BIICT 3
O 4 FHSEREIIRERE A OMRRICKET 225, ThITe + TTR ZHOBREHEW T
VL ERENTEZ. ZhO6D N YAV 2oy 278, 1A TTR EERHEIZ 5% D
OO, ERARTH->TH ATTR 7 I 04 FEMEOTRE - BERUIMENTH - 727 v AR TTR &
HDO NI VAV 2=y 737 ZAZBWTIE, B S N7z< T 2D 20% 0T O TTR 7 304 F
MAELAE DR SN, OMERREZRTF— 2 T TIIRENTV ARV, +454%T73I0f Fiksz
BBEDOIC, HZEFVITALZEHMTHRTTAIED I ENDDS, MEIC L 5 HRFEAENZ
apoAll R AA HikD7 I 04 FILEZBIZ L WA I T2

2. ATTR7=04 RERICBIFZD 75X MEDER
Amm7=u4Fﬁwvu2947ﬁﬁié’kﬁﬂ%nfﬁb1oiC*%ATm77¢xy
FEEER TTR THKENE 54 7 A, 1) 1 23%EE TTROATHERENS 54 7B TH5.
%Ei@&%73@,%%ﬁ@VWM)ayuﬂzmymm)@_<m6ht SRANC 2T MG D
D, BERMZEDIEEALDATTRA YA 7ATTIREAN 7S 7 A Y FORELZRDDL LD,
TI7 AL MEDT I 04 FEMERICHE S 3 2 TR S hTwa! F%, 2R TTR&HY
\& in vitro (2B TR 2K pH BREECTOMRREE - BiE 22D 505, EARNYIR SN/ TTR 75 7
AV Mg, PEOABRBREET T, RAME L IFICEM L7 I a4 MM B 5 1T %75
TTREHED 757 A ¥ MEIZIK, 79 A3I VR EOBENZUNASLET, WSO X 9 R
A DL ADZFNERACHET B EWESINTWE™S, —F, 754 TETHEMENC X 2B T, O
S L7Z2 TTR 7 2 0 4 FMEOMEIX, ATTRwt & ATTRv V30M # 1B LRy, £55637
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I B A8-58 T SN —D N K757 AV P CRMGTZ I AL Mo THERENTE

D,

M AL e DML L 7248580 & ) AR EZ E L Tna 2 &6, BHETZBHNCEER WU % 21

TWwRWREIZZ L <, BRI TTR &AM LE TR 2 Wil i S h T 2°.

3.

ATTRwt 7/ LIRBE DHEE

BE, R TIRIES A RIS YEA T 8§ 5 85078 (J-COSSA) 1ZH#B LT, ATTRwt ® 47 J A
WZeAFITENTEY, ©EO ATTRwt BF D DNA Mifks & BIEFIHER A2 BN L, WEMHB Lo
TEPLERR DI L 2 DO TV D,

@3ZRk

1.

Kohno K, Palha JA, et al. Analysis of amyloid deposition in a transgenic mouse model of homozygous famil-
ial amyloidotic polyneuropathy. Am J Pathol 1997 ; 150 : 1497-1508.

. Ueda M, Ando Y, et al. A transgenic rat with the human ATTR V30M : a novel tool for analyses of ATTR

metabolisms. Biochem Biophys Res Commun 2007 ; 352 : 299-304.

. Teng MH, Yin JY, et al. Amyloid and nonfibrillar deposits in mice transgenic for wild-type human trans-

thyretin : a possible model for senile systemic amyloidosis. Lab Invest 2001 ; 81 : 385-396.

. Suhr OB, Lundgren E, et al. One mutation, two distinct disease variants : unravelling the impact of trans-

thyretin amyloid fibril composition. J Intern Med 2017 ; 281 : 337-347.

. Mangione PP, Porcari R, et al. Proteolytic cleavage of Ser52Pro variant transthyretin triggers its amyloid

fibrillogenesis. Proc Natl Acad Sci U S A 2014 ; 111 : 1539-1544.

. Ueda M, Okada M, et al. A cell-based high-throughput screening method to directly examine transthyre-

tin amyloid fibril formation at neutral pH. J Biol Chem 2019 ; 294 : 11259-11275.

. Marcoux ], Mangione PP, et al. A novel mechano-enzymatic cleavage mechanism underlies transthyretin

amyloidogenesis. EMBO Mol Med 2015 ; 7 : 1337-1349.

. Slamova I, Adib R, et al. Plasmin activity promotes amyloid deposition in a transgenic model of human

transthyretin amyloidosis. Nat Commun 2021 ; 12 : 7112.

. Steinebrei M, Gottwald ], et al. Cryo—EM structure of an ATTRwt amyloid fibril from systemic non-hered-

itary transthyretin amyloidosis. Nat Commun 2022 ; 13 : 6398.
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cQ2-2

(%% - w1 - 2]
ATTRwt 7=04 F—Y ADEEY - BREREDIEED ?

OFFICHIFT B ERLBLERABFRTONTLREL. EFARBRRMNERL TLDEZERED
m— bR (2023 £ 12 AEFR) TlE, ATTRwt 7= 04 R—Y XOEZKIESELFH 3,000 ATH >
Te. B DERRARBRD SHESNIHRBESHELERTD &, KR, BEOREMBINEET S &
EZ25N%.

[HROES : FL, TETVADEE : C]

OfEH

FREAIICIE, BEEOL I, MRk 7 I 04 FILEPBIZ SN ZLPMbNTWA, FIREEAR
% O 7R BRI AT OFRTTUIE, 80 ML Lo E#iE Tl 12-25%, 90 mi Bl L Tid 37% 1L
7I04 FIEEDHEREINTWAES. B4, " Tc-PYP Y > F 757 1 HHERSWIIEHENS X9
1270, ATTRLT I 04 F— Y AOBWHEFBUIREICEML T» 21 EZZIK% 5 HFpEF
BE DR 13% D Te-PYP ¥ ¥ F 275 7 4 TLIBICHRWERE Z /R 2 LA HE S hTwn s (LSl
K#EMED %R\ HFpEF BE T3 5% 2015 . DALBE ORI % HFpEF 2 Twa'2 e h b b
BHCRSBEEDARTOIHEESINTEBY, KRETEHHEE 120000 A & SNEBWEIEOEDDH
25 La L, RIFTIE, EFEREMEIOEERME I A — MFJEE S22 LT 2023 4 12 AN
TATTRwt 7 I 04 F—Y ZBZOBWIEIIHR 3000 ATH Y, KK, £ < ORBWHREBIAEAE L T
WRIREEARR SN T b, ThF CRBWNIPL 22 » 728 B & LCid, HFpEF B& O R KNZ K2
MR INTI Lo/ LA RICH L LEZ O, T, WHNIC HFpEF 128 L CLHAER %
FHEL2HETIE 14%1C7 I 04 FILEDPHER SN Tw Y,

F 72, KBRARAERGE DD B, SWEHEREZZ I ZERTIZ56%", EE<T TAVIERE %1
THEBTIER 83-16% " PIC ATTR AL TV A L ME SN T WD, 512, HEMRKICEH S
NZZERBLOIE R Te ¥ Y F 75 7 4 THAREBTE, 205 HIUNEIFATTIR Thozb )
Wb H 20

@3ZHk

1. Cornwell GG, Murdoch WL, et al. Frequency and distribution of senile cardiovascular amyloid : A clinico-
pathologic correlation. Am J Med 1983 ; 75 : 618-623.

2. Tanskanen M, Peuralinna T, et al. Senile systemic amyloidosis affects 25% of the very aged and associates
with genetic variation in alpha2-macro globulin and tau : a population—based autopsy study. Ann Med
2008 ; 40 : 232-239.

3. Ueda M, Horibata Y, et al. Clinicopathological features of senile systemic amyloidosis : an ante- and post—
mortem study. Mod Pathol 2011 ; 24 : 1533-1544.

4. Lane T, Fontana M, et al. Natural history, quality of life, and outcome in cardiac transthyretin amyloidosis.
Circulation 2019 ; 140 : 16-26.

5. Gonzalez-Lopez E, Gallego-Delgado M, et al. Wild-type transthyretin amyloidosis as a cause of heart fail-
ure with preserved ejection fraction. Eur Heart J 2015 ; 36 : 2585-2594.
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10.

11.

12.

13.

14.

15.

16.

. Devesa A, Camblor Blasco A, et al. Prevalence of transthyretin amyloidosis in patients with heart failure

and no left ventricular hypertrophy. ESC Heart Fail 2021 ; 8 : 2856-2865.

CEEGHEE. AA2 4 (20200 AIENERET (HEE%) oL

. Kazi DS, Bellows BK, et al. Cost-effectiveness of tafamidis therapy for transthyretin amyloid cardiomyop-

athy. Circulation 2020 ; 141 : 1214-1224.

. Hahn VS, Yanek LR, et al. Endomyocardial biopsy characterization of heart failure with preserved ejection

fraction and prevalence of cardiac amyloidosis. JACC Heart Fail 2020 ; 8 : 712-724.

Treibel TA, Fontana M, et al. Occult transthyretin cardiac amyloid in severe calcific aortic stenosis : prev-
alence and prognosis in patients undergoing surgical aortic valve replacement. Circ Cardiovasc Imaging
2016 ; 9 : e005066.

Castanio A, Narotsky DL, et al. Unveiling transthyretin cardiac amyloidosis and its predictors among
elderly patients with severe aortic stenosis undergoing transcatheter aortic valve replacement. Eur Heart
J 2017 ; 38 : 2879-2887.

Scully PR, Patel KP, et al. Prevalence and outcome of dual aortic stenosis and cardiac amyloid pathology in
patients referred for transcatheter aortic valve implantation. Eur Heart J 2020 ; 41 : 2759-2767.

Nitsche C, Aschauer S, et al. Light-chain and transthyretin cardiac amyloidosis in severe aortic stenosis :
prevalence, screening possibilities, and outcome. Eur J Heart Fail 2020 ; 22 : 1852-1862.

Rosenblum H, Masri A, et al. Unveiling outcomes in coexisting severe aortic stenosis and transthyretin
cardiac amyloidosis. Eur J Heart Fail 2021 ; 23 : 250-258.

Nitsche C, Scully PR, et al. Prevalence and outcomes of concomitant aortic stenosis and cardiac amyloidosis.
J Am Coll Cardiol 2021 ; 77 : 128-139.

Maurizi N, Rella V, et al. Prevalence of cardiac amyloidosis among adult patients referred to tertiary cen-
tres with an initial diagnosis of hypertrophic cardiomyopathy. Int J Cardiol 2020 ; 300 : 191-195.
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ca2-3

(%% - mfs - B
TTRELEFOY ALY FERZEESH/RSH?

OTTREIEFDYA LY NEREIZE, 7= /BEHDOE(LZFEDIRVED, RUEERICZSENZL. TTR
FHEFHERTH D, ATTIRZ =01 REEBEDBSIEATTIRWt =04 R—Y X EULTRS.
[HED®RS 1, TEFVIAD®RE 1 A]

)=

ATTRv 7 384 F—=3Y RA&FET 5 TTR BIZTAERIBAL F TIC M0 FED L shTws
B, FOREAENTI/HEI—FLTWRI Y VICELHERIIEIZIALVAERTDH
5L I Ak AERPINCIE, in—frame deletion A3—-2, frameshifting insertion 23S —2FER I LT\
5l TTREETZ42DT 2 Y ORI EY, T2V Y LIQWEEERIMEShTwi
W4 ATTRY 7 I B4 K=Y RI2BWTIE, BETERICL ) TTR ZAOHEIZELL, HRAEIA
REATZHZLICED 7 I0f FEEDPERINSD, ¥4 Ly NERIZT I BESOZLE D
Wiz, TTRUBFRARELL LRV, ALY FERMSAKINS TTR ZAIIHERNTH S
728, ATTR 7 I 0 A FLEBEOEAIZATTRWt 7304 F—3 R& LTik). RIFICBVCHE
DFVHA L v FERIZIE, pS120=(S100=)/c360 C>T, p.T139=(T119=)/c417 G>A, p.Y89=
(Y69=)/c267 C>T HdH 5.

IEMRFROL R D TTR 7 I /7 BRI EE S, TTR ZEHIIHAMTH S0, ATTR 7 3
04 FiLEBIEOLEOZIIEL, ATTRwt 7304 F—Y 2E LT . AFICBWTHEOEWIE
BRI OZE TR ¢ *3_*11del ' 5.

@Xfk/Web

1. Rowczenio D, Wechalekar A. Mutations in hereditary amyloidosis. 2022.
http://amyloidosismutations.com/mut-attr.php.

2. Sekijima Y. Hereditary Transthyretin Amyloidosis. GeneReviews® [Internet]. Seattle (WA) : University
of Washington, Seattle ; 1993. 2001 Nov 5 [updated 2021 Jun 17].
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cQ2-4

(%2 - ke - BH]
EDXSHEHFIT ATTRwWt =04 F—V AZ5ESHh ?

OATTRwWt 7 =04 R—Y R IFEEHEMHICZ V). FEREHRERISOEEBETRSD, DARICLDIE
PINASFEE, TEIRICK DENE PR, FIREEREOCEREFREICLZIFROLUNZET 2EMmE
TRAEZZES. DERCORKEN, BOHEE/NI—Y, DENGERES, DII—-CTOEEEX,
apical sparing, XEIRFIRFEAE, D MRl TOEZERRE MBLIDOUEAM LGE ¥ native T1 BX Y
ECV OBIEIRAEZRSREREE TH .

[#EDEE 11, TETFVAD®RS 1Al

Oz
ATTRwt 7 304 F— Y RN EEZED, BmBIEICL VI LA TH 5 (BHEAT80-90% ).
FRAIERE L, DR & B CRRD 5. AE % 589 MRIERE (red flag symptoms) & MRAFTR (red flag
signs) ZBE 1R T. DIROBKERE LT, OAZERERICESZDICKNSIND. KIErEED
Nize &3, LEMKRE, LTo—, ROKREZETTS. TEETHIUDOM MR 3BT 5"

DREICEBZHD
- Bh

- . 7hE
--'L TEIR-£ 560
cHEL, K
- 81

Red Flag symptoms

FREERBEICLHD
CBED LUA

BEREREICLEHD
23

* BRI
CETEROLUA

LER

- AEEAL

- BUBRE/NE — >
- DENGEEREE

DHIa—
- EERBX

« apical sparing
—,m < | - kAR

FR1f
* BNP/NT-proBNP +&
cERENORZVER

Red Flag signs & MR
— | - EENETELOV X AN LGE
- Native T1, ECV &f#

FIREERFOBMER

- Phalen #f&

- BHEXILABEIC & B Perfect O sign

1 KEZEESEBKEIR (red flag symptoms) &iRER (red flag signs)
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DAEORFRINZ, ESEBREEOKT L0A% (HFrEF) & AEZRMFOR 2084 (HFpEF)
IR END, ATTRwt T, #H-hliix HFpEF Ol L 0, HIOMET & & b ISR S
BT LTwL. Ei# HFpEF BE O 10% BEDOFNAARIETH 5 L HE S Tw b2

EERRE, ER%OLEZRRRDPS W E SNZD, FEABEORKREZRDZZLbH L. LTI —R
7+C apical sparing # 29 5 Z L BLLAFHINTH 5. Z oM, EiEE O KENRFIAIE D 10% F2E
CASED A PR 22

AERE LT, DEMEIDIR DS WA, BE7 Uy 7 & EOHEREREROEH D L. LERE
OFf & SN B ACEN % 380 B 51T 13-40% T < 13w,

RIMMBICBITAEBE P DR U RF M) 7 AFRRTF FOREIL, HBIZ R odEic
HERTHA.

Ll MR MBI CTlX, EENRETEMO O E AR Z% S Tlmapping (23817 % nativeT1/Ls
iRl R (ECV) REAARRELZ B TR TH 5.

ASE O FAREE BRI MICGED B 2 EA% v, BRI (FHE, Ri8, JiR & BRIGOMEM) o
L ORI AE <, &M, JRICHIT H ISR 2 O TH 5. HAERIE, DERICEEERITL
THHT 2 LB\, F/, BEHMERERRZICLER ROLUNhGE2RDLILEdH5.

Red flag i3, AEZ SFHICE X, BMI~NOAYVOZRRTLEHDOTH S, 72, % D red flag 1TAR
JEWCIFRN DO TIE RV, MoRE L DENBHIIFICLETH L.

Red flags D#AEDEIZ, BRAORIE E 512EHHTL NS, Kumamoto criteria (O EE L
FaR=>T=00308 ng/mL, @EEHBEE =136 mm GQRSIE=120 ms)®, Inomata & ® red flag’,
T-Amylo (Prediction model and score for transthyretin cardiac amyloidosis diagnosis)®7 & A5 &
nNTwnas.

@Xik/Web

1. HAMERSSS, M 2020 450K 07 I 04 K=Y ABETAL FI4 ~.
https://www.j-circ.or.jp/cms/wp-content/uploads/2020/02/JCS2020_Kitaoka.pdf (2024 4 1 B B%)

2. Aimo A, Merlo M, et al. Redefining the epidemiology of cardiacamyloidosis. A systematic review andmeta-
analysis of screening studies. Eur J Heart Fail 2022 ; 24 : 2342-2351.

3. Marume K, Takashio S, et al. Combination of commonly examined parameters is a useful predictor of pos-
itive ™ Tc-labeled pyrophosphate scintigraphy findings in elderly patients with suspected transthyretin
cardiac amyloidosis. Cir J 2019 ; 83 : 1698-1708.

4. Inomata T, Tahara N, et al. Diagnosis of wild-type transthyretin amyloid cardiomyopathy in Japan : red-
flag symptom clusters and diagnostic algorithm. ESC heart failure 2021 ; 8 : 2647-2659.

5. Arana-Achaga X, Goena—Vives C, et al. Development and validation of a prediction model and score for
transthyretin cardiac amyloidosis diagnosis : T-Amylo. ] Am Coll Cardiol Img 2023 ; 16 : 1567-1580.
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ca2-5

(%2 - ke - L]
ATTRwt 7=04 F—YRAZEDKSICEHTHID ?

OATTRWt =04 R—YZAHWHONcEECIF, BYVFIT ST+ & MEBDHEREZITS. BYY
FIST 14 BET MEBREDBEE, TIREGTFREICEENRIFINE, FAED probable 2Z2#i&
13%. RIFRTIE, definite ZEIDTHICIFTDEHH D WVIFMEDBHTOFZ =041 RiiEL, 91V T
THRELIEZZ0O4 RO TIR TH2 I EDHERDNRETH .
[#BOBS 1, TEFTVADES Al

OfESH

ATTRwt 7 3 04 K=Y AWgEbh7é, B3 v F 27574 ("Tc-PYP ¥ v F 557 4 /P Tc-
HMDP ¥ v F7574) L M&EH (ME7Y =54 bF oA ¥ - MEREREE - ROERTE) O
MR A 4TS .

B U FIE, grade 0-3 IS, grade 2 & 5\ id 3 Btk & HIW§ 5. Grade 1135 #» ATTR
HHLWEIALT7IOA F=Y ZOWREERD L. 53 v FHBEETMEAPEEOYA ATTR 7 3 0
A F=Y 2P b, TTREETHRETT I VBOBILEME I BRELRD L VA, $ﬁ0)prob-
able WS HETH 5. BlEETIZ ATTRwWt 7 3 04 F— 3 A ® definite ZWD7-0121%, Lfid 5
WIIMBOMBETT I 04 FILEZFEWIL, 7304 F¥AE VT T, & LT IEA FAETTR Th
52 ERAMT HLERD LY. KT, BYYFZIT7ADOATTR 7 I 04 F=Y AT 58
WEBHIHEEE L D, ARFBD probable B E b o THEEZHE LTH D, MlkToOT I 0 PO
EUHELTWARWS, RETLHEBWH O, ERPLEIOERIHRVTVD, FY VTR
grade 1 TMEHBEDOHER, O MR 2 &L EHECERNIC &L > TIARTT I a4 FiLE O

ZHEET 5.

ATTRwt 7 304 F— ZIZ2WTIE, monoclonal gammopathy of undetermined significance
(MGUS) ko0& HBIA%Z Y (10-18%) Z LIZHET 5. B v F grade 1-3 5> M EABGHOBE
&, ERTOT IO, FOREOHRL YA Y I HPUETH S,

F1IZATTRwt 7 I 0 A F— ¥ AOBWi#E LR 3
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®1 ATTRWt 7 3I04 F—2 ZDOBHEE
(BEFBET7 I01 F— 2 XICET 2 REMRH)

A. BRRERS S UREMR
ATTRWE 7301 K= RIC L B EE RSN BRRIAER (DARSER, HEV - KM, FIREEREE
R, BREEREERE L) FLEBEMR (KA K51 > T-2. BEOED, [ZE] [2. E&EE]
[3. £IERE - MAERE] £SHR) 2305,
B. RIEREMR
DEFFbH L RMOMBHETI > T—L v FEERE, FBABBMBTICT v TILI) - EBOEERTEET
37304 FEEERDS (E1).
C. 73AA Ka(1E>J
7301 FEEIR R XYALF> (TTR) BETHZ (£2).
D. ¥>FJ37+«
OMTCERN CEHBWMEP"TcE FKAXF YA FL U IRIAK B L F 757 1 TLRBICBEEN T
RAEh3d (£3).
E. EEFHRE
TTREERFICT I /BOTILEFSEREBO L.
F. MERZERDEWV (4).
G. &Rl
1. B - BEEED A ICBRIS§ BBREME ATTRw ($BR54 ¢ 3.
2. ADBRINERCIREFR 2RI AN & 2 MERBE+ RISk T 5. 72 LIDIEKRERL S 378K
BEATTRWE 7IOA K=Y R EDEHFINFEET B EICHERPLETSH .

<BWIOHTIU—>
Definite : A+B+C+E+G1 %#i#i/= 7.
Probable : A+D+E+F+G2 &7/ 7.

(GE1) NETIE, RERERARG £, BB, HILEER OBERZFO7 IO FBEREVED, Zh50%EE
BUTT7IOLN KPREINEVEEE, DEEREERT 3. £ ABREREPMOREFRRE,» SAEHIREHON I
B, BEBIML,SDERERVELITIZETRESNZBEEIFHS. AMEOT7IOLC KiEEIRI>T—L v KD%E
BEFTEL, BXTTy TIVT) - BOERTLBVGEN H 3.

(X2) RELEBICELY ATTR(+), Alk(—), AIA(=), AA(-)&HRBT32E, HLLIE, HESHE (LMD-LC-MS/
MS)T7I04 KEREH 43T 5. BRFECORBIRELIZEE, [7I04 K= RET 3 HEMRIE (http://
amyloidosis-research-committee.jp/) | (CEEAFRFED RIRE T H 3.

(£ 3) IMERBIRTER V7 F —EGE AV RENFMEE (Grade O DIEANDEE L L, Grade 1 Big &V H550V0E
ANDEEE, Grade 2 1B ERZEDUBADHEEETE, Grade 3PIBE LY HBVWDBANDSEE : Grade 2 LI L%
BtEET3), 2031 BEZBREZEROEENTME (heart-to-contralateral [H/CL] k1.5 E%EBHEET )
HEIZEVWEHMET 3.

GE4) &E/OT) ESEE (7Y -S04 M F1M1>) W/ ALICEE#AD AV, MAT, MEREETE RPEME
B (REEEZX) 8L, MEAYRESIh GV L &HERT 3.

@Xik/Web

1. BARMEBRSRS 4, Ml 2020 4ERR L7 304 F—Y ABHHA FF A4 .
https://www.j-circ.or.jp/cms/wp-content/uploads/2020/02/JCS2020_Kitaoka.pdf (2024 4 1 B BI%)

2. Garcia-Pavia P, Rapezzi C, et al. Diagnosis and treatment of cardiac amyloidosis : a position statement of
the ESC Working Group on Myocardial and Pericardial Diseases. Eur Heart J 2021 ; 42 : 1554-1568.

3. 2022 AHA/ACC/HFSA Guideline for the Management of Heart Failure : A Report of the American College
of Cardiology/American Heart Association Joint Committee on Clinical Practice Guidelines. Circulation
2022 ; 145 : e895-e1032.

4. WEREHRE Y Y —. &HMT I g4 F—3¥ A, https///www.nanbyou.or.jp/entry/207
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cQ2-6

[ - #AE - 27
ATTRwt 7204 R—YRADEWICTZEOA RAX—=I VT
(OFI35T«) FEAD?

OATTRwWt 7 =04 R—YZADBHICBEY Y F TS5 T« FBATSHS.
[H#EROBES 1 1, TEFYZADMES : A]

OfZH

IMTe-PYP # V728 Y v F 2757413, BOBETATTR 7 I 04 F—Y ADFHERKRINT 2 2
EWTEDY Fiz, ¥Te-PYP DA OB L —H—TdH 5 "Tc-DPD ¥ "Tc-HMDP T ATTR
7 IOA F=YALHEICH L TEHVBHEEZE LTS RIBTE, ®Tc-PYP B &L U Tc-
HMDP %\ 723 ¥ F 55 7 41%, [HBESZHRICBT 5 EERLOBIRIZOWT] (BH5549 H 3 H
584 51 FIEAGRBR EEA) OWBANCHEIE, #EEIMEHCTH - TR oOR LT 52
EDRD BN TV B,

FYrF 7T 74 OLRBEROFTMICE, 7FF—M{EE A CE L RO ERE L L2855
AR (R1), Ok &M OERIEIC & 2 PERFFE (B2) #5227 g 57574
DLBER IO WT, RELEZE 4% 5 practice points 2R I T 5%, Grade 0 F 721300
JigE - M AEAE e AS 1 RGE e, Grade 2 L F 721300 - MMERE AT 15 X 0 v & oIl Btk
EENDLH, Grade 1 F 72130 - SHUBFERELL 1-15 AWML LR T 5 2 LRI TnDE (R
1) F7z, Grade 1 & Grade 2 DHIWIIZHE D Ydid, Ll - MM SERUL B FFM%: % Wise 3 215
e LTHMENSY, Grade 1 &I SN2 E, RIEOAA F 54 ¥ TIZOE MRI I & 5 38l % 38
Ms a2 EdERINTHBL Tz, ERZEEL ORBESEMCATTR 7 304 F— Y XOMRZ
B2 2 EBHERIN TV DS, BN TN 7T — VBB ZH L S e 2d 0 2 B—aT i
Wi (single photon emission computed tomography : SPECT) Mif%2: 5.0 & LEN 7 — VD
EREEEN T BLED D 23N T2, TR Te-PYP, “™Tc-HMDP & b (ZH#HE 2-3 B2
I8 I R R (R

AL 7384 F—Y A, BRELOHIE, S OHmEE, SFFE soaf AT, FML—
P—DLBEREZRDLIEDH LS. BV FTIT 74 TR, ATTR7 I 04 F=Y XABTTEL,
AL7I0A F=YAbBlkL 22 2L2HY, ME7V =54 MF oA Y OYE, M - FRIERE
BRIV E) 70— FVEAZHELTAL 7 IO F—Y AZ2BRNT 50805 5. AL 73
T4 F— Y ADEESNLYE, " Te-PYP V> F 25741255 ATTR7 I 04 F— 3 ZALBHED
W & B PER T ERIE 100% E HEE S hTw Bl

KIFZBWT, BY Y F 5574 BMTH o ERNCH L THAT S 720N BLL I ER T,
ATTR 7 3 04 FOEFHEA 99-100% DAEFNCHER STV 231 2024 48 3 AAE, AR Bk
TIX ATTR 7394 F—3 XOHEEZW (definite) (ZIZWEFAOFEIEDLIETH 5 205, k& FERIC
RIRCT D RBAIOTEFE 2 LIC ATTR 7 3 04 F— Y A EMEZW S5 HICHEATY TR D
5. RIROBWRETIE, B rF7I5774 & MEAZHW2 ATTRwt ##1Z probable D & 7
D, TEEROBEME T
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@Xik/Web
1. Gillmore JD, Maurer MS, et al. Nonbiopsy diagnosis of cardiac transthyretin amyloidosis. Circulation 2016 ;
133 1 2404-2412.
2. Castano A, Haq M, et al. Multicenter study of planar technetium 99m pyrophosphate cardiac imaging :
predicting survival for patients with ATTR cardiac amyloidosis. JAMA cardiology 2016 ; 1 : 880-889.
3. Tahara N, Lairez O, et al. ™ Technetium-pyrophosphate scintigraphy : a practical guide for early diagno-
sis of transthyretin amyloid cardiomyopathy. ESC Heart Fail 2022 ; 9 : 251-262.
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13.

14.

. Cappelli F, Gallini C, et al. Accuracy of 9mTc-Hydroxymethylene diphosphonate scintigraphy for diagno-

sis of transthyretin cardiac amyloidosis. J] Nucl Cardiol 2019 ; 26 : 497-504

. PREEFE 1026 45 15 A1 24510 26 H. %5 23 IEATHHIR A SR, BAHBILHLFH No. 345, HegkEE

WL T Y VBT 2 A F 7 A (9mTe) SN FEA. 01 i) EIEREOBIS/VE RN 5 RS
#EOTER AN D N T,
https://kouseikyoku.mhlw.go.jp/tohoku/shido_kansa/000164823.pdf

. PREEFE 0228 45 173, M4 42 A 28 H. 45 26 IRFANTHAL A TH, WA NTHILALIH No. 355, s kEE

WY FOF Y AF LY YRAF VBT 7 2 F 74 (99mTe). 01 [@H] EHSOBISIVEENIRS
PR H# ORI OWWT,
https://kouseikyoku.mhlw.go.jp/tohoku/shido_kansa/000213548.pdf

. Bokhari S, Castafio A, et al.(99m) Tc-pyrophosphate scintigraphy for differentiating light-chain cardiac

amyloidosis from the transthyretin-related familial and senile cardiac amyloidoses. Circ Cardiovasc Imag-
ing 2013 ; 6 : 195-201.

. Dorbala S, Bokhari S, et al. ASNC PRACTICE POINTS ; 99m technetium-pyrophosphate imaging for

transthyretin cardiac amyloidosis.
https://www.asnc.org/files/19110%20ASNC %20 Amyloid % 20Practice % 20Points % 20WEB (2).pdf

. Dorbala S, Bokhari S, et al. ASNC AND EANM PRACTICE POINTS ; 99mTechnetium-3,3-diphosphono-

1,2-propanodicarboxylic acid (DPD) and 99mTechnetium-hydroxymethylene diphosphonate (HMDP)
Imaging for Transthyretin Cardiac Amyloidosis.
https://www.asnc.org/files/19110%20ASNC%20AND%20EANM%20Amyloidosis%20Practice%
20Points %20WEB (2).pdf

Dorbala S, Ando Y, et al. ASNC/AHA/ASE/EANM/HFSA/ISA/SCMR/SNMMI expert consensus recom-
mendations for multimodality imaging in cardiac amyloidosis : Part 1 of 2-evidence base and standardized
methods of imaging. J Nucl Cardiol 2019 ; 26 : 2065-2123.

Kitaoka H, Izumi C, et al. Japanese Circulation Society Joint Working Group. JCS 2020 Guideline on Diag-
nosis and Treatment of Cardiac Amyloidosis. Circ J 2020 ; 84 : 1610-1671.

Staron A, Mendelson LM, et al. Factors affecting the accuracy of amyloidosis identification and referral to
a specialty centre. Amyloid 2023 ; 30 : 297-302.

Nishi M, Takashio S, et al. Extracardiac biopsy sensitivity in transthyretin amyloidosis cardiomyopathy
patients with positive ™ Tc-labeled pyrophosphate scintigraphy findings. Circ J 2022 ; 86 : 1113-1120.
Naito T, Nakamura K, et al. Prevalence of transthyretin amyloidosis among heart failure patients with
preserved ejection fraction in Japan. ESC Heart Fail 2023 ; 10 : 1896-1906.
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cQ2-7

[ - wAE - ]
ATTRwt 7204 F—Y ATHERESIN D ERIMILES ?

OATTRWt 7= 0O4 R—Y ZDEBEHETH I DM TOERD, BRWICHEESETHY, 704
RIBHEDFL. L, BEEESPIEOERAEN SERELHFBRINDEL, KA IE L TIEEE
BERR, FZRE, BILETODEWMZEHIET B.

[#EDEE 1 1, IEFTVADEE : C]

)=

RIRTOEHME ATTRwWt 7 I 04 K= ZADFBWL#EIZB VT, definite iB BN 1399 B AT /L2
RoOOLNDL IS, 7 I 0 A FILEIC L DREEL D A - A COAERDRMICEERTH
D, o, TIA FOMBELT. LrL, EMOBBEIE VIS T, AR 82 AWM T
MR RZRED 5 VIR T A2 0% . ATTRwt 7 3 04 F— 3 A TORERPBEAELT 5 I
wOREBILOIETH 225, FERORIRE &0 BEERPM AW OT A RE TOHARSEHRE L
AhINZPEI L v, ARORHTALE L, WEEENRL, KM, HLESIH SRS, L7 3
OA K= A% R8T 5K - BEITRE2E L, OHUSORMBRICBWTTY I uf FOEEH S hiug,
L7 IO =Y ALBWTHILEFASINS.

JERERRIELE I E DD TREP OB TH Y, A7V —= v Ik L LTEHTH L. 72721
P TNVEPLRWZ EITA, ALICHL ATTRwt TO7 I 04 R (79-84% vs. 14-
15%)%  ZHUKF LRz R Ak, SMRHEIBIC & 0 B TALER O /MG 7 SHIE B2 R T &, Ml
R &2 (63-73%)°. —J, WHEEE MW LEEm, + 28 OB, 5k, § (i
DN T I a4 FRHBEEDSE . HETROMSETT I uf P& 2RO AL V10,
WO EZ RN 5. %8, ATTRWt 7394 F—Y Z0WmAM<lE, ATTR 73 a4 Mk
A - WU ALK ICBRR LT A 56055 ), - W ORI ROATEY S 2 Wik L7 I8 F—
¥ ADBWITMT B,

@Xi#k/Web

1 JEA SR AR M 4 BEEVER B TIFTE S E 7 I u A F—Y AT 2RAEMIENE. 7 I 04 F—
VABENA FF 4~ 2010. 2010.
http://amyloidosis-research-committee.jp/wp-content/uploads/2018/02/guideline2010.pdf

2. Quarta CC, Gonzalez-Lopez E, et al. Diagnostic sensitivity of abdominal fat aspiration in cardiac amyloido-
sis. Eur Heart J 2017 ; 38 : 1905-1908.

3. Takashio S, Izumiya Y, et al. Diagnostic and prognostic value of subcutaneous tissue biopsy in patients
with cardiac amyloidosis. Am ] Cardiol 2012 ; 110 : 1507-1511.
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ca2-s

[ - #AE - 27
ATTRwt 7 =04 F—Y ADZERICIDEFERISER NS D ?

OATTRwt 7 =04 R—Y 2 DEEEME TH 2D COERIE, 704 RRHENZFF 100%T
&Y, REFRRICHBERATSS.
[#BDEE 11, TIEFVADHES : C]

(BEXEHEIDEL, REDKBTII+HBRAUIAME LEENT S DHERENBSTUBRREERBE
NV, BEODRIRCERIRE, FRIGEZEY, TONBEZHIYT B)

)5

ATTRwt 7 3 04 F—3Y 20 E AT O TH 0, BiEE D e COEMIPHRHEBH OF—
BIREZ 2 B 51F, OHERIZ ATTRWt 7304 F—3 20%ET LWHHEBIELSA 5. bha
2, ATTR-L7 I 04 F—Y 2N L CHIEE— @S2 G355 7 7 I VAN O BEEM &
LT, THEAEMICE 27 I 04 FLEPROONL ] BEEhs! RERHLE 2 SR T
DERIZEZ 7 I 0 FHIEIZ 100% Tld%e <, 2 TH ATTRwt 73 0f F—Y A TR B
0, HHEEEN 2T I 04 Nk % RD 2 BHCIRBII O ERANTE D AW v, D4k
MIZE D 7304 FibE 2T 5HBERIZ100%IIZELE Wb EF Y 7Y ¥ 7 L5 —Ii3FERW
MIRE L, RERELEHHEY A2 THE. 72721, FELRGHEL LTOLEREILIE 1% KM T, LT
BIOFE DAL TIHITITRZIT 2V DS 7 —F VBRI H5E A LGy, S5130s v
RF—FAORLAFMAMRER MR TIT IO BRY, AP TILOHEREZ) A7 0Bt L B s
NHEWEANCH S, —FH T, BWEIKET%EDS ATTRwt 7 I 84 F—Y AT, LHKROAR
5% ADL %2 E B IRER FHREELR, ¥ 77 I VARGOBEIRE Y Y F 757 1 BMOH AL
DLNS, OHEMOLINEZHK T 2 LE D 5.

7384 FEEOHEZT S T—Ly FEETITHID, 7 ITAL FERREFRI Do ZIKEIZR X
523y Yy M) rzu—sgid, OFHREORMEILE OENEESHICIL, A7) - Y TICEHRTS
b. Fiz, BEICEDHDTT IuA FILESERSND 2P FNICHEL, ERERNO—E % BIH
7V VT IVTFe RETCREET S 2 LD b bhs.

@Xik/Web

L HAREREFE. PIVAFALF VHLLT I8 4 F— Y ZREFIIRT 2 € ¥ 77 ViS5 0 70 Dtk
B, BEENEMFICHET 2 AT =7 A b CEE3L4E3 A 30 H).
http://www.j-circ.or.jp/topics/83thjcs_statement_dr_fukuda.pdf

2. Fine NM, Arruda-Olson AM, et al. Yield of noncardiac biopsy for the diagnosis of transthyretin cardiac
amyloidosis. Am ] Cardiol 2014 ; 113 : 1723-1727.

3. Yilmaz A, Kindermann I, et al. Comparative evaluation of left and right ventricular endomyocardial
biopsy : differences in complication rate and diagnostic performance. Circulation 2010 ; 122 : 900-909.
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ca2-9

(%% - mts - B
ATTRwt 7 =04 R—Y ADFEFRIDOHF(EETh ?

OATTRWt =04 R—Y ADF#HZFRIT HEFE U TOE FOR= T, NT-pro-BNP/BNP, #
BRREEEE, ME7ILTZY, EEREE, F&, MEF MO LDNERTSHS.
[#EBOEBE 1 1, IEFTYADEE 1B

OfESH

77 IVAOBRZEY ATTR 7 304 F—Y A2 X B 0BEDEGTHRIEELTWEY ¥
7 7 IV ANEYT LN ATTRwt DL 7 % 88F L 72151 & BISTZE TIXZ WA S 0 A A2
Ul AY 467 1 H, 5 ALY 35.7%, T8% WMEILTH Y, ATTRwt 7 I 04 F— RIZBIT S
DED AR ERTRICKRE BB 5.2 Tw D5

ATTRwt DA T2 H AR & IZEZ L7285 T, Mayo score & National Amyloidosis Centre
(NAC) score BAFETIMICEHTH B I EARENTWVASY, Mayo score 130 b aHK=> T>005
ng/mL & N K 7 a i+ 1) 7 AFJR~X7F F (N-terminal pro-brain natriuretic peptide : NT-
pro-BNP) >3,000 pg/mL, NAC score i& NT-pro-BNP >3,000 pg/mL & HES Bk E <45 mL/
min/173 m?% FPHARRETF & L, FPERARKTFZ#0 %\ stage 1, PHARKT 1 2% @D 5 stage
0, THBABKT220%#5 stage T, stage M, I, IDETEGTFEIARTH 72 LIS
WEENTWD (F1)Y. Mayo score TlE, ATTRwt DHFEBINZB VT stage 1, T, MERZhD4
R geEA 66 # A, 40 4 H, 20 H A TH o722 LAREN TV AL NAC score Tid, ATTRwt
DEAFII R gAY stage T TEMHiAEE, stage T T492 A H, stage MT327 A HTH-725 T2,
ATTRwt DEGTH % #5510 & T L 22 AR FEORF%E T, NT-pro-BNP>3,000 pg/mL Tid 7% <,
BNP>250 pg/mL % vy, «0offi b @R =2 T>005 ng/mL & #HEHRBRANM B R <45 mL/min/1.73 m?
D32 TFHRARET & LTHEORE TN, FERARKTZ 0-1 26T 518 X 7R L T,
FERARKT 220U EE2FTHEY A7 HOEILTONY — FHIZ 696, OAEFHABREDO NN — FHIE
421 CTH Y, WY A7 HOELWB P IMEA 320 7 A TH o722 LpMEIhTnws (RS 25

F1 ATTRWtDEBFEICODVLTOEIRERBHMR

I N T N

D rAR=ZCT NT-pro-BNP

BNP >250 pg/mL
Furamy o ooone/ml ZE 0D/ LF FAKZ S T>0.05 ng/mL
NT-pro-BNP i A B HEHERAIBE <45 mL/min
>3,000 pg/mL <45 mL/min
Stage I : 66 # B Stage I : FHIEFRAEE
EFHRE R RE Stage II : 40 # B Stage I : 49.2 # B =SUXU8 132058
Stage I : 20 # A Stage I : 32.7 B

Stage I : FEARAFH L, Stage II : FERAREF 1 D, Stage Il : FEARRAF2 D
BYUXVE FEREAREF=2D
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12, IO TIE, B S OEFHR bR IUEA 456 7 H, 1EAGFEDIT9%, 2 EELFHEI68%, 5
SEEFRN 3% THY, MFETNT I ME<375 g/dL, HIRELH b eR=>Y T>0086 ng/mL, %A
SERHEE<50% T EMTFRARRTH - 7285 R B W > O LW B hJLitiAs 589 7 H, 3 4E4EAF
HAT68.7%, 5AEAMAEMN AU TH Y, FhrLlfiiEF b)Y APEGTFHRETFHTLIRT THo7z2 E
HRENTVEBS,

AL, ATTRwt, ATTRvD 3 20HO7 304 F—=Y 2 I2BWT, LERKEMFR, Ay 7L
Fo XV TI AL BAEBERMAROR ML A YHAHED 10% LT, ATTRwt & ATTRv 128
WA R = A% v 7200 MRT o BREVRIE AT 1Y, M/ SR 0 58% UL 112, %™ Te ¥
Oy Yy YF 5T 4B B0 - ISR >1.6", Mayo score ¥ 7213 NAC score, FlIJR3E
#, NYHA O HRE %2 2 a7 —bL, TOR a7 =2 &2 RTBIMEGTFRIARTH o722 &
PRENTVE., TNOLDORFIZY 77 IV AEROEEEZEZEELTBLY, KB ATTRwt M
ERRIZY 77 IVABREREMK L 72T ETUERFOMTAEENS.

@3k

1. Maurer MS, Schwartz JH, et al ; ATTR-ACT Study Investigators. Tafamidis treatment for patients with
transthyretin amyloid cardiomyopathy. N Engl J] Med 2018 ; 379 : 1007-1016.
2. Takashio S, Morioka M, et al. Clinical characteristics, outcome, and therapeutic effect of tafamidis in wild-
type transthyretin amyloid cardiomyopathy. ESC Heart Fail 2023 ; 10 : 2319-2329.
3. Connors LH, Sam F, et al. Heart failure resulting from age-related cardiac amyloid disease associated with
wild-type transthyretin : A prospective, observational cohort study. Circulation 2016 ; 133 : 282-290.
4. Grogan M, Scott CG, et al. Natural history of wild-type transthyretin cardiac amyloidosis and risk stratifi-
cation using a novel staging system. ] Am Coll Cardiol 2016 ; 68 : 1014-1420.
5. Gillmore JD, Damy T, et al. A new staging system for cardiac transthyretin amyloidosis. Eur Heart J
2018 ; 39 : 2799-2806.
6. Nakashima N, Takashio S, et al. A simple staging system using biomarkers for wild-type transthyretin
amyloid cardiomyopathy in Japan. ESC Heart Fail 2022 ; 9 : 1731-1739.
7. Ochi Y, Kubo T, et al. Prediction of medium-term mortality in japanese patients with wild-type trans-
thyretin amyloidosis. Circ Rep 2020 ; 2 : 314-321.
8. Yamada T, Takashio S, et al. Clinical characteristics and natural history of wild-type transthyretin amyloid
cardiomyopathy in Japan. ESC Heart Fail 2020 ; 7 : 2829-2837.
9. Cipriani A, Michieli LD, et al. Low QRS voltages in cardiac amyloidosis : Clinical correlates and prognostic
value. JACC Cardio Oncol 2022 ; 4 : 458-470.
10. Chacko L, Martone L, et al. Echocardiographic phenotype and prognosis in transthyretin cardiac amyloido-
sis. Eur Heart J 2020 ; 41 : 1439-1447.
11. Fontana M, Pica S, et al. Prognostic value of late gadolinium enhancement cardiovascular magnetic reso-
nance in cardiac amyloidosis. Circulation 2015 : 132 : 1570-1579.
12. Martinez-Naharro A, et al. Magnetic resonance in transthyretin cardiac amyloidosis. ] Am Coll Cardiol
2017 5 70 : 466-477.
13. Castano A, Haq M, et al. Multicenter study of planar technetium 99m pyrophosphate cardiac imaging :
Predicting survival for patients with ATTR cardiac amyloidosis. JAMA Cardiol 2016 ; 1 : 880-889.
14. Cheng RK, Levy WC, et al. Diuretic dose and NYHA functional class are independent predictors of mortal-
ity in patients with transthyretin cardiac amyloidosis. JACC CardioOncol 2020 ; 2 : 414-424.
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)
cQ2-10
[8 %]
ATTRwt 7=04 R—Y X IC TTR MEAFLZTE(LEIS
WiEETNnNshH ?

OATTRWt =04 R—YXIC TTR UEFRLELEDRSEHET . 22U, NYHA class NOE
BVEGRTED 1 FERB/EEZSNDESIFTDERY TIERL.
[HEEMDRE 11, TIEFYAD®WE 1 A]

)=

ATTRwt 7 304 F—Y AT, M#EZ L Y TTR ONUEEEESALEICR Y, BEE) misfold-
inglL, BEA - BHETLHILETT IS FABEENS. XoTC, TTR 2RELSE, HEKIZHRS
ZLERPCIET, ATTRwt 7304 F—3 ZOETHIHIS NG Z LS NS, BIEMH TR
%77 IVAL TTROVA Oy UREAHICHAL, MEAZRELSED. 777 I VR,
20134EIC ATTRY 7 I B4 F— ¥ A ORI R E O #EATIHNII N L TR S hiz. 20 2018 4512
SN/ ATTR-ACT #BRIZB VT, ATTRwt BEXWATTRVIZEL 07 I 84 F— ¥ ZBHIH
LC, &R T L MEFSIBET 2 ARBEEZLEL, P VAFA LFVRLT IO F—2
A (BRI R OERA) IS L CERIEARY T REROLT I 0L K= 2T A HIC
HizoTE, BMEHGOLODBEHEEM, MM, EMEGICHET2AT— AV 2 ¥TFT 54058
M HL ATTR-ACT REEOMEHFI21Z, NYHA class MOBZICHTERBRIEIZ L vE SRS,
ZOBOEMOZBMBELETIZ, NYHA class IOEZICBWTE 7 I RE ) SRR DD T &5k
HENS, AH A4 N5 4 2 TIENYHA class 1-TID ATTRwt BEI2F 77 I V2 &2H55 52 L 24
%9 %. NYHA class NOEH X, ATTR-ACT R CTHALSNTEB Y, FREHESLLrTEE. F
72, #773IVAIER, ATTRwt 73084 F—3Y ZA0#T2H$T2EHTH Y, KROMEEZRD S
72O 1LEED S 2FEREOR GIM S LETH 5720, EHTHF1ERNEHESIND BEICIZ
BHFTRETIE L.

L TTR MEARZ /L3 T % acoramidis # il L 72 ATTRibute-CM fREEDOFE RS s
7. Acoramidis ®#¢5-1Z, primary endpoint (&JE1C, -OAEAFE, NT-proBNP OZ1L, 6 5 WHAT
DEAL) 27T LRI VAZTICEE LR, Lo T, NYHA class 1-TID ATTRwt 7 304 F—3 2
12 TTR WRAZ BSOS % il SRS 5.

@3ZHk

1. Maurer MS, Schwartz JH, et al. ATTR-ACT Study Investigators. Tafamidis treatment for patients with
transthyretin am yloid cardiomyopathy. N Engl J Med 2018 ; 379 : 1007-1016.

2. HARIEBRER 4, M. 2020 4ER L7 304 F—3 ABHTA FI 1 ~.
https://www.j-circ.or.jp/cms/wp-content/uploads/2020/02/JCS2020_Kitaoka.pdf (2024 4 1 HBI%)

3. Elliott P, Gundapaneni B, et al. Improved long-term survival with tafamidis treatment in patients with
transthyretin amyloid cardiomyopathy and severe heart failure symptoms. Eur J Heart Fail 2023 ; 25 :
2060-2064.

4. Gillmore JD, Cappelli JF, et al. Efficacy and safety of acoramidis in transthyretin amyloid cardiomyopaty.
N Engl ] Med 2024 ; 390 : 132-142.

94



c02 11

(&

ATTRwt 7 =04 F—Y RAICKEREZESERENDD ?

OATTR 720 R—Y RICH T SHBEROENMNERIRICBLTRINTLZA, FERT

(& ATTRWt 7204 R—Y R T BEFRERIFFASNTH ST, #HELIRL.
[HEBDERE 1 2, TEFTVADMEE 1 C]

OfFH

I YA A LF Y (TTR) DT AW TEE SN, BEEEDIFEAD T /N —H g
WESHTHDIEPHATTR7 I 04 F—Y AT 5 EDOLNTE/z. ATTRT IEA F—
¥ A2 L C small interfering RNA (siRNA) #HF|7 > F v A4 1) TX 7 L+ F F (antisense
oligonucleotide : ASO) ##| 7% X OBEEERIHFE I N TV S

ATTR 7 304 F—=Y AT 5 siRNABF L LTRF TS50 ET M) T UvhpsEsh, Lbic
JFi&ICB1F %5 TTR mRNA % BIRMICHIRT 2 2 & 12 & ) ZRA B X O AER TTR O& K% i3
5. RNFTT VIIRET /BT SIRNA BEE SNAHHTH Y, MM T BEFRAES S 5.
T YT, GaANAcHAEZIBHLAENI vy 77U N) = 274 %2FHLTEBY, 3AHIC1M
FTF#REENE. T YT, RFV T v R LB % VT siRNA ORERLHOTH
D, NFT T VIR T, RS5HEL RIBICHIET 2 2 AW REIC R -7, W#EHE H ATTRv
7 IuA K=Y A L CTHRRBRSITbN, "= 54 ¥ & TR 0% DIH TTR DK T1E
MZERL, BIEEERTERISHIEIR L EF{OEOLENBD Shz! 512, "F YT VoK
R CILOHIELE AT 2EAOY TS, EEEE, EAZREMA LA ¥, NT-pro-BNP
OFEALZHEZIIHTH I EIRENTWASY. T, 7MY TS5 3B E R TRITHE, SR
B, NT-pro-BNP # HEICHHES I L HRENTVEY, Th o DBRRBOMEICL D, A
WZBWT 201949 HITXF T 078, 20224F 11 A7 M) 27 UA%8ESE ATTR 7304 F—Y X
V25 U CRRRME AT RELC % o 7.

ASO BAITH % Inotersen & ATTRv 7 I B A F— ¥ AR L CEIRRBRATbh, BEIZERT
HEIESEIR & AR OO ED SN Lo Lad s, SREERE L M/MURD DA EH 5
MHEAEL, R TORKRBITHIEE 2, BREHEZET SR ThRw. 20, BRRE ASO R
T % Eplontersen DKREFAIATTRV 7 I 84 K=Y AW LTITbh, CA M) ANVF—F L 1b
«“Tﬁ% CHREIRZ BRI L, RIF2AEMOE2 D720 T EARENTWET LrLiads, K

FERRRBAERINTE ST, BRMEHZET S Tw .

;ﬂ%@ﬁ@@%mi Pl DZE A TTR & ¥4 TTR OFHE OREAZIHIT 2 2 LS4
BATTR7 304 F=Y AR L THREES RSN G, BB L OWARATTR 7 I A F—
ALHEZ G & L72NF ¥ 5V OBERRBFICB VT, JBER AR, DASMEI ZHEAL Y KRS ¥
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[HEED®E 11, IEFVRADEE 1 C]

OfZH

— RO T B IERE, (DR Y TR TSR ) RO EAT & B it e, MATEIRE R K 2
THER AP B & B 2 M SR SN B, S 512, MiFOBWE LT, LRSI IET 5180
HEATIREEAND AL, HADOFEREBANDHNAD2O%EZ L. L7 I 04 F—Y AL BLAET
&, ZEEBREA ST B —REMIBERE T I 04 =Y 220 FURISH T 5 B0 2 000 fgtk
ZEHEICBERNS, LDASMBEANOXNLE LEIE U TR S5,

ACE MEER pER#LR L, IhE TE L OUALETFRHREEEESAIM SN TELY, H4E2 0T 3
O F—3Y AP SRR R Y725 v, TR 2 2R EERE (HFpEF) (X Lk
—PHRYGER R ERE S N7z SGLT2 HEHETT 6, ML e o ZZHRRBOL { TLT7 I uf F—3
2B SR L, PREECHEFST 200005 E LawiEs ) Tk &, ROHH R B kR %
Lo ZRIRTER 2 A DRV, DAETHRUEROENEIMEIC I ) REEL2( Db %2
D= ThH»). L7edoT, OAZOETE CFRELTE, 77 ITVALREATTRWt 7 I 1
A4 F=Y RIS 2 FIREHSFEME 25 2% 2 2.

— T, DRI X BRERRL MR Z BT 56503, 9 o & RO O 2 WEAORIRICKI S h
5. ) o lMEFERT 235 L LT, RIMEFIAZ WA TIZAIRIEDHL L R Y, v —TFIRIEC
A, MASNER 2R SMTEHREOEALN DRV PSS UL XA TH 5. HOHHO®
BBV S, B DN R RS LEE 5 2 e DR v, B
L7 I0A4 F=Y AT, DHEERM2 1R EOKT 2B T2 %82 1L TCwBBEETEL,
TR OBIC IR I E L R E TIE 2.
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OATTRWt 7 S04 R—Y ZOFBIRAREICE T 3 AREHEZHE LN ARRIHITSNTHS
¥, IEFVRRFRLTVS. DEMBICHU TR TERET 3.

- MEAEREE [#RDES 11, TIEFVADES : Cl
- rate control/rhythm control [HEEDES 1 2, TEFVADHESE : C]
OfESH

CQ2-14 THIFZERBEE, CQ2-15 TLEUAEIRICERT Sz, ACQ TiE, LB % I &
T 5 EEWANERICOVTIHRRD.

LT I8 F=3 20, DEAERKICT7 I a4 FRMENSESE T 5 2 L C, SHELRESIREE, S AR
WHRAKIME B3 - EFEE A Z &3 L 2 012, LEHFRAARANDT I 04 FIEIC X > TOEAEIR
HOMBEY T ¥V I HEIND 720, LEMEIOAIEEIE V. 12 ATTRwt IBI 2 A HEIE
El, ZBWEIT1%, 18 7 A OBEMBIITE 52 12% WLz s G s hTwal [@ifgeTix, O
BB DA R K B B A THEFIMICED 2 WwE LTWA I, AL 23R L% Tid Ol
BAPEBIIIEA PN NAERICTFHRAR L LT 22

1. IRFE S BEEE

ATTR 7 3 uA F—Y AT, ABREFEL, CEMEZERICEHRTLI 800, MBEDY) X
ZHE. LT IA F—Y AT, #EELOT I —BECALENIGEIEEOK T 2D, bR
I O—=7A567%, OPIIARDT 28% IR S, AL & ATTR THETER OB IZEZIT WV ERE SN T
WaS F 7z, B ALLT I U4 F= Y 2 TRIAFETHORNNRZED S 2 L o#Eb H D1
ZD LX) BRI A 7 H OB 2 EEAREESHER SN TE ), loa s rH2x R
F—hAYPRHA KT A4 U TlE, CHADS,-VASe J A7 A3 TIZBRR L, LEMBISHEET 5
BIIEPBREREE 4TS X OB T2 JstEEEE LUV 7 7)) ¥, DOACOHEE L EMHT
REPIEOVTEZIET VAPIFEA LRV, BBtEHRELZT-> T a5 &) ATTRwt.L7 I B4
F=Y 2BV TLEMBEHOAEIFRICEELZVEVIMEDLDH VS, LHE508Rb 5%
FHRREIWFTEZ LEZONTVES, LA L—FT, RMEFPEERL L ZIT T T BT
SAECHIETE RV ERMEEINT VS 2D, HIVF 4 F 13— 3 VORI, BEE LTI -
THLH A% T 2 S LA FE L PUEFREICISA D 2 BB ISR I CH AR 73 4
ZHBEEND B, NEICHTIIEF Y ZEIARLTWAS,

2. LEHEID rate control, rhythm control
LTI K=Y AT, BWENER - EREHZ AT 28H81E, ZLVERSEE70y 7, K&
DI, RIE % & 22 TR D b 720, MERSGH L VIEHEHEZET 2 REL NS, REILE
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B A EPE L 2BCHIR % 29 2R D 5T 525, RO BH THANC X 2 050 I Hik
5. RO MMHEIE, HAINEXWI%ET, HFEF 22 L72 ATTR 2oV T FHROEFEIRINTE
D7 ME - BRI D ZAEVEREE TLEMBIO rate control ICHEMTH 2 E VI #ELHBE YIxy ¥
1, BEN in vitro DWFFETT I 04 FRMEL A LBELRERE X723 27 REsh, 40T
RIEICEZE SNTE2A, BEO—HOMETIE, MEICE=F Y ¥ 7272 30EME 0.0
A CTE 2 MEEELREIN TV Caflii s8I0, YUF7ELIE, FHAlE LTS
WSS, AN X B 0B O.CAREE LS R HE 2EF R EAT L7207 I A =Y XTI, BAW
R—ZA—NRBOLY, BEEHT TV —> a3 Y2479 B LM LY 5.

L7 IO F—Y RZEB L2 OEMENZE L Cld, 9 rate control ZMET3 5 RE 7205, LAL
DOBEERLFEROBHDEN 2 W4, 73448 12X 5 rhythm control bHE LD 52 L7 IaA
F=YRBIF AT =T VT 7=V avid, —#oMETHEROBIPEH SN T L0, 0
BAE - AR X 5 ABRDIHARELROWHFICHEL THB Y, NAC stage FIC7 7L —va v
ZEELZBEETE, CEMBOFREDLER 36%) TE, X IvHErsfHonizLdmEshTn
54
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ATTRwt 7 =04 F—=2 AT HN—ZXX—HHEAHiIE
EDTAZVITITINEN?

OATTRWt 7 =04 R—Y RICH T BZR—AA—NDIEIAFHTF, DIEDORBIZEREE (T4 S RIR
ERDRIBULIBSICERESNS.

[HEED®E 11, TEFVADEE 1 B]

)=

LT I8A F—=Y AT, SHROBORBMRERRE, FEESERP OCEWAIEIRAHIS 5\
BRERLTRIETS. BE7ay 2y, 270y 2 BI03M7ay 7, WALSREGER, HIRHECHEM
)7 LTS R B E AL ) BIGERDFAE LB, R—A XA = WHHARDME P LETH 5. Bk
MT, BRI 2 PRI R R—A XA =T OAMERIMEL L ThRWY, 7I0f F—Y A TRE
o, R RATRE R, O F v, BN, ZEFTEL EORERYH - T, FN5 OERAWEBRRRME
WCEBZENDHY, FIRICKZIERTH 252 0B, HFHFHLER, Sy —0ER, AR —
FTROBEH L EZHOTHERT A ENZET L. 72, LDIEARIKZ EMBOMED S LA EDT
iE - WEICBE L CWBIEAIE, R—AA—NEARMTERET 5. M2 BISICE LT, HARMGEER
WS, HAREROGEZRO [RERIEEWEFEATA P4 2 (2018 WG] 2 BEFITFEED
IR A B IR IS & 0 BN BIS % Mt 2 B0 H 5.

7 I8 =Y 2BV, REHRREREE & B SHHmEEEOIMBUHEIZ AL 7 304 F—Y 2
WCHNRTATTRwt 7304 F—=Y 2L ATTRV 7 2 84 F—3Y AL L, X=X — A HGABMEEDS
WL R—= 2 X — A HGARGEIG 2 8 E T AR FICIE, DEMBIOBAE, PR BROEE, QRS EHE®
K, BERAHFZHRAICB T2 HVBOER, SERZETTy 7 OFHEREBHITONDL L
RIS X BEMEICBNT, AL7IO0A F—YAE ATTR 7304 F— ¥ ZALHEICBIT 5
N— A A= HEAHOFWHE T OEMEIOBER (v — NI 380), PR BEFE>200 ms (NH— Flb
1.013), & 0" QRS K >120 ms (Y — R 470) TH o725 7304 F=Y AT HR—Z A —
HHAREFIZ, ATTRY 7304 F—3¥ AA9235%, AL 7 IO K=Y AH222%THHDIZH L
TATTRwt 7 I 84 F—3 213529% i b EW I LB STV AL R—=Z2 X — HHAR DT
AT LT, LEPROBRE ONF—FH110) 3EETHL I EPWMEINTD!

R= A A= HHABMHPAT ORI LTI, 73804 F=Y 20BN X > TEWDYD 5.
ATTRwt 7384 F—3¥ 2D 30%, ATTRV 7 I 04 F—3 ZAD 15%27 I0Af F—Y A0S W %%
7B T TIER—ZA A=A PR TN T DI LT, AL73I0f K=Y AT 1%ICT X%
Mol Zhid, ALT3IOA F=YRE ATTR7 I 0 F—Y 2A0REETHEOEVIZEZH DL
Z26N%. ATTR7 30 F—3¥ A TIMEEEENRY 2 HETETH ), ZHSNLTORHRT
NR—=2A X = HHAARD TN TV EZBNL, ERRICBWT, ATTRT7 IuA F—3 203l
HZTBERET, TTIR=AA=NIRIE L TR S B WIER b A7 { v,

F7z, HER=V UV IZPRLHYEFT) Y 7ICEREEZRIZL, DAEOBE(LEEEL TV A%
N—3 Y 7 OEED 40% L EOBGE I AERIEOMET, NYHA OERESEOERE, MIEHRNED
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ATTRwt 7 3 0 A F— RIGLEMBAIEBIAZ W3, LR, LEMEhE 29 2E6 25 10%
BEICEO SN LEEMP LEMBIAEED 57z ATTRwt #1113 ICD HAARD R P& LT
WISAH B E#E 2 HONDB% [REARIEEWHRET 4 F54 >~ Q018 4EYETH)] 1tk pL, L7 3InAg
F—=Y 2B T HN 2 BRI & S RSB F 72k Besb ok, F 7233 B0 ECE
Pl OSEHINE A L, MATEROBE S 2 iEIRE D b O TH1UL ICD AR OMIE TH 5°.
L2 L, ATTRwt I283 % ICD OZERIEITHT 5 — R FHIZhRICB L TId, TEF Y ARIFLA LR
W [REEIRIESEDIRE A K94 >~ (2018 AFRLRTHO ] (2 & 5 L IEMIMPCHREICR T % —RFBi D
Wt & LTH0 R DAL Y#HEET © New York Heart Association (NYHA) LBEREZME I DL o>
ODASERE A L, ABEED 35% LT TR O S AL & M7z B B\ TE ICD AlA
AOEEA class T L ENTHEY, EEERHFED 35%LL T T NYHA LGS T L ED ATTRwt
BHZBWTIER N & —LER L & TR OEHNOMIE L R A, ICD AR OB % M § %)
ELdrLEZLNLS

ZDEHIZ, B OLEWAERDFE SN0 T I a4 K= 20 LT3t H i< ICD
WABM % ZESTRETH B, LT I 04 F—3 AEH L2200 S MBI 03 % ICD Ak
AMOELN 2 FHUENRIZREN TH 5. Kristen Hi, L7 I 04 F— ¥ 2LLEMEIDIZ A2
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MRV BRITE CHREEZAZ 2EMD% , ICD MAAEIT-> TOEMFRICETRADLNT, A
AL BBEEZILIENTERVERELTWAL BE, TXNTOMEOLT ITAL F—Y R
xt3 % ICD AR DA FAYE % Mgt L7285 <, Wi R ICD MUARM 24T - 72 fERI TH - T
LEMATZUEL 2o EWE SN TS,

ATTRwt IZBWT, AEBRHEA 5% U TIT, NYHA LHERESHEIT/ IV E O LALREIRE A L,
QRS IEAT120 ms %A 258 &EMW 70y 7 2 BT 52 RHT 55 A4 K54 VIS LeDbED
&, 2D LX) RIEFITIE CRT-D D Class I D@L H b EEZ b5, —J, Fischer 51, dipRA
OHE E RTOLT7 I3 84 F— 3 2289 5 CRT-D O A, BE SR LAHEHTIE
ZWEHHLTWST ATTRwt @ HEBIIZIB VT CRT-D 12 & D LA SR T X 2B H 1,
CRT-D M TH 5 ATTRwt Bl b FFAET 5.

BAEETIZ, LD X HICICD/CRTD 2 & 2 R FHEENRIIMENTHE—HKT, 7Ia4
F— 2129 A BB HI SRS X 2 RN AR O ICD/CRT-D EHO AR T EF v Z0ERH? T
72> BURTIA RO L EE/ O EMB) A S T IUEZB I R o ICD/CRT-D A
HERIND.
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BCThr. WEEICBOCTEREERERED 22D BB %17 - 2BoMEIC T I a1 Foikk %<
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B0, PREEFENCTHEEPAIGERICIIOT 304 F=Y 22B0 2 HE & 2wl —#KIC
FAREEGERHELHFRERAEIEL 507 304 F=Y AOFMET TH-9ERELHE SR TV
X o TR EBERER TR RATIEFIC LT 304 F—3 2082 RD TV ARLTS, LT3
4 F=Y ZORWBM D012, BELZEMWIIBIE T LT, L7304 F—Y 2Z0RMZIICIE
HFHThLEEZLND., L, ZOBOEMNRBIETERHBICHENE S TRETRD LW
AHIZHEITT A ATTRWt 7 304 F—Y ABFRAL VI L L0, FARGREGREER FH R4 52
DT I8 F=Y A2RBORVEFICB VT 1-24E12 1 BEoFHi (OCERKRE, Lra—HREBLD
FIMAEAE (F b)Y AFRRTF FBLORKE baR=) 255 <R3 2. @SS Y v F 21T
I ZLOEMAMEIRT LT -5 3%, M OMETRE 2RO BIHITE2EET 5.
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Hif% - RIEZZHEIT ATTRwWt 7204 R—Y X EEBRrENTEDY,
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OBBEMLLTKROENTVDIDAZEESH D VI DARERZBE IRV ATIRWE =04 F—Y X

TIHMRBEALY 77 SYRBRETEY, BERCEREREIBALERSTDZRF/R. FBHR
HREE UTRIFEDS 1 EHRHEEEZISNS.

[EDES 1 2, TIEFYADEE : C]
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ATTRwt 7 3 0 A F— 3 A TORBHMITEFITRT) 255, JERDBHAET 2 D133 B -
T TH Y, FERE TR S 57200 ZNZNEESE RO R EESBIRSN S, — T, R
bW EEIIEBEHEO T WG VSBENMET 525, ATTRwt L7 I 04 F— 3 220 LK
HET55 77 IVAR, BBREAEERERZCHBINATHE. Thbb, EAFBHEIED
TeBBEEHL LT, [AZICL 2 ARE 72 3FREORG 2 5Ltz LB T 5.0ASERE S
THIE] BROOENTWES, Lz > T, HEETORBRBHEOD & TR, LASERD W
ATTRwt 7304 F—=YATIEY 77 I VARG TEFRMEBSIEAL 5 852 H8 00
HAEEME ATTRwWt 07 304 F=3 AICBIF L5 77 I VADEHEMFICEL, T 87 2Ad&b
HDTRONTWEI L FFHETHS. ATTR-ACT RETIE, MRBEHICETN S NYHA 1%
DBEFITZ8ANICTEFNYHA lor 2 LT3N, 77 7 IV ADOBEROAEBE ORI
rahcwiwv, 7z, 2 57N % EDEDOASERD B VBE~NO TR EIE L 2HE b 2
NFETAHALNLW. 72720, ATTR-ACT BB T L7230 A HBER X D WHEIC Y 7 7 I VARG %38
L7z long-term extension ER>TIZ, UWMOEERBERLLGDO T T LRI ) —EH L THEARIFIC
LTV ers, L) ROERMBOERIEIRIES N, HEEREER LT IvSf F—¥
ADORIFERBIHDHE 2 TL B2, BEROCAZFICBITL2E T LWEREORENLZINEZ L
2R L 72w,
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ATTRwt 7 =04 R—Y RCEH U IcEEXENIRAIRAEAEC
DVTREDKLSFARBHERENDD ?

OATTRWt 7 =04 R—Y R GKBIREIRFEEZSHT DT ENDL. EFEABIRSIEECHT S
TAVIAEIC DWW TIFX#) ATTRWE DEHNEE - FREADBRMEEEL S 2 & DigEN G > 1.
LHU, F, BHOHmEHS ATTR-AS FEEFIICHT D TAVI BE=IFET 5.

[HEDES : 2, TETFVADMES 1 B]

OfZH

ATTRwt 7 I 04 F—3 221, KREIRAIRAEDSEH TS 2 2205, o7 I 04 Nk
W& ) REIRFBRAEZ & 72902, H5VITRERAFEZICLZBAHOMR,SLT7 ITf F—¥
A% E 12T O, WHRENHIET 2REIEANZ E ETH L. FICEERKBIIRFIRASE AT & 7 —
TV KREIRFEAE A AT (transcatheter aortic valve implantation : TAVI) OBEHEIZ, NREI &S
BTHBHIEDPH S ATTRwt BSHAETHHENR L, 8-16% & WEIN T3,

ATTR.GT7 39 A F—=Y A% G069 2 TRERBIRFAHAAE (ATTR-AS) (ZH Mo AS LI L T
FHARE ENS. 48], ATTR-AS OREIRFANDEHRA ATTAM ) A 7555, BIRIR LRI
W7z MRT D) R 7 5/l - (AFEITEPLE DR ST ATTR OFFfE% Bk S v X 9 EENE 7%
ENTE UL, EF, ATTR-ASIIXT 2 TAVIBEHCET 2503 dTbh, 2altk - A
HUEPRBEINTWAS. Scully 5%, ATTR-ASHERIB L O AS HAUERFIZDWT TAVI % & 3y
WHTHIEL72L 25, ATTR OF T TAVIIHRICB U 5 B A IHE (38% vs. 35%, p=082)
ERRLE (BISHIM gl 19 4 ) 12212 < (p=071), ATTR-ASIIx3 % TAVIEHIE, #EY
MR ADLEE L WIKL T, ARICTFHROWNEEL26T (p=003) ZE&2WMELTWBEL 72,
Nitsche & & B, AS HAEGI X Y & ATTR-AS HBE T 1 R TRIZED - 7253(245% %) 139%,
»=005), TAVI{HHIIEFNEFE & IR L CAFEZUEE L, TAVI BB OAEFRIE ATTR-AS
BlE AS BEBIOM CTEE Ah o7 (p=036) LMELTBY®, L7 I8 F=Y AHPFEL TS
LT TAVIEHREZREE T RETERVWE LTV S,
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& &

ATTRwt 7=041 R—Y XD Stage D/#AMHELRZD
EMaBEIESTHIh?

OB ALDEP DIEBEDBEISH RN ATTRWE 7 =04 R— R (C& D Stage D/EEEMEDRZF,
BERENERT, BIEENMELSNZBEOEL. ROVMZERL, ACP ICTERREZHSE
5. SANEREICHUSEN - BFENICT7 FO—F 951, SREEESFIREN SER SN 22
BF—LICKUNATS.

[#RDEE 11, IEFVADEE 1 Cl

OfREH

ATTRAT 304 F—Y 2T 25 7 7 I VADOHEMEEFEEHE L7 ATTR-ACT #E Tl NYHA
NVEOBEFBAEINTEY, BELALHTOS 77 I VA0S X %M 3ErO 5T
Wizl =, A T OBIS AR & BN EE AT 2B OAEPNRTH Y, K
FREDM/N L WIREE S X OWOE~NOREREE LB THLT7 I 0L F=Y R3Bsh2s &
HURBTH DAL, DEBHOBEIE, S QRPN TWES. EWIRROMBIZLRALD Y, wHis
HDEWATTRwt 7 I 04 F— 3 A2 X % Stage D/EEEME OSSR, BMEBHELEE ShaRE
KRB TH 5.

LRGN BT B8 712, Stage C 5 Stage D & #EATT 29K OBLR & BE LR+ 12 B R
LTHH ) TN, LARITHT RN EHRE BNy 7 2 @Il 88 Tn L ) 2 TORIREE &
5. FORMPT, BRIEOBBLZEETLTOLATHLT KNV R - 7T - F5=2% (ACP)
2479, 2L T, BMERPLRHAERIIMZ THAWERE, AE) Fa 7V RERE AR E LT
&5, BEREOBEDIMNL GO TEHEN - WG T7 70 —F35. 20720, LHREERMEKC X
LEWMEF —LIZEVAATHLELEDIT, FTIATY =RV =YX VT —h— & L THES
RO D EO7RHIEY R E N 21

7B, Stage D &3 [BBLRER 2 B LOOLAEAREMYEL, ARMEIFEL L TWDTXT
DIEYEFE - FFPEFRI OV THBE LV LIZEBRAZE S N2 b 20b 53, NYHA 5HIE X
D L wEE] EEZRESNTWS
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OATTRWt 7=0O4 R—Y RCHIFZFENERICEHAITDEANBIET VA ERV. DARRZECT
fDRREFARDES - RENDEANG T FO—FZRHENSKRE T 5 EZHET . GBI
EL<HENBEETHBIH, EFREULTCOAEDTHERT IHENSS.

[HEED®E 11, IEFVRADEE 1 C]

Oz

ATTRwt 7 I B4 F—3 R, OAERAENR, fIMEEREE, KIIUEOMERS S QOL KT
BEELZLRTV. B T454 IV THRRIBM~FE L DO T TEIHITDZ 2, ETHISOAE
B L, SRS VT L EACHIET A 2 3L <, BRICEMT A ENE V. AIET
&, BRI XY A - 7T - 75 =5 (advance care planning : ACP) Z#EEL, AA
BRI & EREHEZT OB T, KADOEINRL N OMfER, SHOBHITT T 2HEL EICOWTHAET
HPBREEZBZILILENEETH L. FONEIIIRKMOBHERZ DL LD EEL, ks
QOL DBAE B IKTIC D% Ao TV AMA, HKED L OBBETLHM T — 4 LR T 2BE 2T 2.

—HT, BEFEICEWEICTIEL, MM LOBEZ2UET L7720, 7LA 0V, BMEE, &
R, BBOAMER, R) 77—V =L EOLLRERENRZ ZBEIZOWT O RIKORE -
HRZNE, BEREMEZ GUCERE 2R SARHOMEI LT R L. Tz, LAED
BERE 2 R S M -dER] (NAC ATTR stage Ia: 70+ 3 FHYOFRIELEREH<0.75 mg/
kg 7*> NT-proBNP=500 ng/L (LEMEIAH 234, <1000 ng/L)) Tid, REMBHHRLEEZITOE
CTHRFEZEFRICENZVEOHELH L7207 —LNIIKREDOTFHREEZLDOTERL, BIE
EERH EEA T, BE - RELRRPSBOBLEZSHCIAT L2 ENEE L.

BT 2 EEETH L VT VAT A LT VINBKRRELRESY 7 7 IV ADONFIE, B
BB TR )5 i OMIBR®, JEHE 7 18 @ BB H R B L O WGl Tl & A3 5 720, RIEOL % VE
LTI Edv%v. BUE ST VAV A LT U RERSRIIAEAER RIS U TR E S fTbNTn b
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% IR, ORI SN B HEA L FARICHEMTH 5. R TREMFHIZER SN 5
A, EEEHEOYS, IS OFBIGHREOFIH & BHMD S 5E - BT 2 WD H S 720, B
EMOZWOT, GHRIPILETHEYTHL 2 L, LMD PLPITHEHRE T IENIH L%, K
AN FHICHH LB 2/ 2L EETH 2.
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