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Abstract

Light-chain cardiac amyloidosis (AL-CA) represents the most aggressive form of cardiac amyloidosis,
characterized by rapid disease progression and exceptionally high sudden cardiac death rates. The
pathophysiology involves dual mechanisms: mechanical myocardial infiltration by amyloid fibrils
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and direct cytotoxic effects of circulating free light chains on cardiomyocytes. Preferential involve-
ment of the His-Purkinje conduction system predisposes patients to fatal arrhythmias and conduc-
tion abnormalities. Despite advances in hematologic therapies, including daratumumab-based reg-
imens achieving improved remission rates, sudden death remains the predominant cause of mor-
tality even with prophylactic device interventions. The non-specific clinical presentation results in
delayed diagnosis, with most patients presenting at advanced stages when irreversible cardiac
damage has occurred. Early recognition through systematic multi-organ assessment, cardiac bi-
omarkers, and advanced imaging techniques is crucial for improving outcomes. Current prevention
strategies encompass rapid achievement of hematologic remission, judicious use of cardiac devices,
and meticulous hemodynamic management. However, the optimal timing of interventions and pa-
tient selection criteria remain incompletely defined. This review synthesizes current understand-
ing of sudden death mechanisms in AL-CA and evaluates evidence-based prevention strategies,
highlighting the urgent need for early diagnostic algorithms and individualized treatment ap-
proaches to reduce the devastating impact of sudden cardiac death in this population.
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CMIEE A A8 P (Cardiac Amyloidosis, CA) 2 —Ff B 575 978 8 19 T K SR B B 41 4R -0 i
Jfoh 2 () o S B R PR O WU [L] [2] ARIE AT 288, O R R B N R BE B (AL-CA)
By A A FUR IR R 12 80U A B (WIATTR-CA) L B & 1R HUIR I 3 i 8 B BU(hATTR-CA) 5251 3]-[5].
W, AL BUCEREE ) e R M A f i L HL TS S A, O IR PR AT XU 122 e T A 28 3L [6]-[8]

AT HoAh SR A, AL By AR AR e HAT URE ()05 B AR FEARRAIE VI S 42 5% (free light chains, FLC) MY
T BRI N A Ji 41 4 it Bl O UL TE) SR PO MTUBR IR 453477, 0 B 1 A B st O UL M LA B B 1 4 M B A
SECOULLE M) e RS MR AE T [9]-[12]. LAk, AL BUSERREASIE 5 2 K His-Purkinje 163 2%, H#
DL S PR 00 b5 2 A% SRR AL ORI, X5 H s AR B IR 05 [13]-[15]

SR AL Ao SR FE AR DR FL I R S I = R e, B0 R 2 BUR AR WS N i 1 otk J 22 16 A
BB, MR CoYR R0 KU B I . IRATR R EL AL By RE AR Mk R R, AR AR AT Y 6~15
H, FIHERIZ Mo scEBUR EoE . HAT, AL BT RS ME M2 W 53697 5 k™R Bkl .
THRIARERGE B = R0, #isi 2 2t 20D R E 2 WM B, H & F A K #i2 k[ 16]
[17]. BEEAFEREAE, BIE S B2 IYE AT SOk N\ B a0 I 55 E RR B A (ICD), 0o T 48 28 25 TR
B, HAIERERTEREAT[7]. Hik, A AL BLO TGRS T R BEHLE],  FRHE U] e 4
X P PR SR A B AN T TS, 2 0 A TS (R G BE R

REER BIE RGN AL BLOTGE R BRSO S 0 B A L, LR G VERIUA S W RIRyT 3R
W PR RS SR BRI, D AL ZRCo JIE T R R AR M A SR B 1) TSI RV 97 2 B30T AR S8 A 408 AT PR R 2%
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SR R A5 1) AL SR AR AL SRR, 3 A A T A S O R R R g T XS 8 o ) AR A
HERICEEIAH[18] . — L6 7R EE 4R 35 R, JeM AR R 4T 4E R B B MR O T AL F R A2 5K
PR T RERINLH . JERFE R ARIRIER K - HEH 2%, SEULSHE R RENE ST, 2ts
RG22 AR, AR EA T, BN OIS E R LS, miRIEA S R LR E
OB AR O I 2 AR IR PL[13] [19] [20]. [RIE, 52 55 45 B # i B (IR I 2 B ME OV AR 0 s B )
EZEE, R TR E00 5 EURTh REAREE, 205 DhReRRAT Y, O IE AR IR IR EE 1 2 2
S [14]0 7RO ZE TNREIETH, JE KRR IR A1 4E 70 O ME (AN 38 SJUTRR 5 808 A5 O Z IR AN [R5 L0 2 N 45 S 4
IR (R M, RSN ) F R AR, BT e R EOREAE, 1M ™ I Sk A B R R 5 R S AL
I3, RIUNA BIGSNMETCA AU S, X2 LR BHENLH] 2 —[21]. #bab, (5 A FlE b F & E it
FRG SRRE I JE AN s B ZE RE e OO ULRE Y, AT RBIN A% 2 R G 0 AL Reetg, eSS 2H 23 S w1 B R R
FE AT e SZ MO I SRR 1) IR 3 F) 2 AR e 1 [22] [23] .

3. BRI R TR KX 5

Y AL FLC ISR REAR M I PR R B 2 5 S ik FL Bk P, N R G IR B AE S
BEWERAEER L[], £ RA% R EGEAER T OIER B, &5 58 WUt 1 DI
[24].

AL B REASPE I R SR H T 2 R 40 % RAE R ARG 75 (028 & PPA5[25] [26]. LA RIS
BB ANRBE . EERE . B BIRSEEIE . AL RGUER S M IhRe Rk, X SRR
PRSI L E FEZR R . O F B A P R I QRS I B F 50 = B JE R I s« F - HURR AT 57 B
G PAEESERY Q W b = AL R U by BN SSRHEME R [13] [27] [28]. MIEAbs EV T, NT-
proBNP 5o ILILAS 25 (1 A s EL 9] T v B B B2 Wi vn s X [29] [30], 1 M JiF B8 4 B wld LUAB S
JE 1 5 B 5 B S R BB I A% Lo FE B [31]

LA B PR AT AR AL BLONEVEM BB VERD, SRR A SR AL — D RIS WK IR [32] . HEFE LB
BRSO IUVRRDIR NG RIS S BERE R EFIRDIRE e, 4EBE s B AR oFAik (1) B AR I 7] B AR A A
Cr AR A AR T LIS W7 B e BB [33]-[35] . 2 S EHE A O sl BV RSB A AR bR, 2R
£ AUC JA 0.90 [36]. 12 O LEAZH, 99mTe-PYP S5 H#77I7E AL BUH{Y 20%~30% & # 25 R,
FER THEBR ATTR BU[37]. (ColEREILHR AR S A oG I AL 2R EAAE 2, S5 AR T St PRI a) e K AN 2
M AR 2R R0 O AN Ve B AR TR A I T, FEIR AL I 9 520 Y R IR VR0 A, AL LB R A
B RYAE 5 [38] [39].

L5 2 T ARG B e OS2 K 2 HUB L 857 AL RO IEVE RS P 1) v 1T REE T2 T [40] . X FHIE T
o0 B (I ZRE 2 W HE S ke G QAR RS, 62 R R R SRk SR, 7RI PR R IAS 31 7Y YO8 G A 2
S5 RANE (MEEAMER ], AR BT RA WIS MA[41]. OAMALUER BRI EE R 70 BEmE
I 5 S B YR BV G AT o P LR A IRV A, ARLATO A7 AE R IR, Rl st I D e i 1 AL 24
B NIRRT LR, WO R 55T 1% 7 b e Ve R B B 1 B 2R BN [42] . GRSk
B RIAR SR F R M 2 A e Wi ok, DB T LR B LU B AR AN R T B

4, RITREE

Ty S T B R IX L R LR S PRI T 1A i, A% O B0 3 PRl 3 M 7 22 A DABEL LE 5 it e,
PRI BRI AORE[ 1] TS WT . PR RS8R iR . & BUE A A TT AR AL B KU DA
R EE AR R IE R A R B . AT PSR TR AR SR a5 KU 1)~ 4, 787025 FE O 70 391
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L T BRSO U A7 3 o
4.1. FEFCTRRTEIAR A SR B

MR 5 8 R T CoV M R AR ) D R, 3 I 0 1) S 5 S A o e s D B PR R P A, LR Ve R R
VIR — DU, O IR BRI AL-CA BRIE AR A% 0 s A EVETT 5 S0 I S5 B REAE 12 %A
TREE H e TR 2 5. LUATE 2t PN EEREN) D-VCd J7 R(GEH Z i, Mg vek . Bt
FER) T EZ I AL BUUEM AR ERIFRHEGYT, JEHAE b BEUE B E S M SUR[43] [44]
Bellofiore % N\ 7E 2025 4F & F (I ULELH 5 B ST o . 61 AL SERFEARTE 11b JH00 52 2833 AR,
R ZICHRPUR S T RAR AR AEAE AN 10.3 N H, W3 m T CyBorD 5 S (B B 1K FRBEE i A b
FERIR)HM 4.0 N H, FEBF[EEBN T RAFAIPAECY 102 MH, @l CyBorD 411 3.2 M, 1
KT RYUEEA T RALERITFIRIE 3 A A I S M A B R R 3] 50%, B mT CyBorD 41
21%. HEIENE, AHEZIURPALE 3 NHBSEILT 25% M0l Z, TR TR 3%, xR
A R B A 0 v e B 0 (IR T 1 R 3 rh AT T BB IR N AR R SR B R 2 VR I I Y 27 A
WESZ AR, AT AE K ZE 35 1Y) OS [44]. A IfiL 441 7% 4 (ASCT) 1) 5K W 1EAE B8 S, 4wt i) -T2 48 A
WL FIRIT JE TN 2 15 75 B ASCT o i Bl 58 S M 1) 38 T Gk S 4k R J7 Bk B ASCT, 1A 26
IIERFRIAIE B FE AT AT A ASCT SRAFZRMARIRMGRIAEAZ IR . H A i T A0 B S R ATD 2 19 & 2 1R AL 3
AR B F I ERIGT R —, TEGEHTER <65 2. H.OIREM &1t £ % . D’Souza 5 2015
EHIBEFAESE, ASCT Refg iy KRACHARIUR B2 MR, HBFETE 5 I M LR e 2R ML 37%. BRL
I IS S 1) R B S IR BB T 6~12 N, (R ARRREERT (A, REMR TAERAYIRIT I % . SR,
ASCT T Ab BRFA B 10 25 M U2 BRI Bk, DRIt 75 2 4 i 7™ 85 s U 0 S 4P [45]

MR S AR IR P 55 R0 R R B IR, B K A T 12 40 DR 1E H BT AN B, Palladini 55 AT~ 2012 4]
EIIARE, TEAZMREORINGG FLC WAEIES, HAmiE AR TR s e s 17 35 L 50 4 G2 A W 25k
% BAEERZ B FLC Z [ Z{E(AFLC) < 40 mg/L. SR EE K2, Ol RN I 5 7 2 T O LA
FREY(En NT-proBNP) # T B (11=>30% H.>300 pg/mL T FE) R B EAL , A5 LK 2 S Al br e VR
FA[31]. BhAS WM NT-proBNP LS 2 (A S48 bkt CoIE S BEEA T, DA KL I R 7 SRS, A 2 e i KAk
oA S5 3 AR B0 IR 4 28 B D RE ORI IR 7 1

4.2. EFETRLIENERTE

OERE R AL BLO I TE R PR R BSR4 5 RG02 B H SBUERME OB AP =
S, A E N ORI OB 28, R 1 BB = S AL S . AR 52
S IReREAT[46].

X F s MR, AL R AR (ICD) FI R A7 4 . 2019 4E HRS & ZIL IR F5 45
PR B WSEAAH L2 ICD BT, ST HUHAEFA > 1 4 HARSRRFLE M = M B H 5 E ICD A
[47], —SeRFFEABIE I T el e 2R M B T M O/ B B R B 28 W A SR D 1R 7 X 2 FR 3 e
s VA [48].

TR MRS /7% FA 35

AL B IEVE R R AR I I IR PR oL, o L B v PEAO AT B . B B B IR L, TR
TE 2% f 78 MUCREIR 5 2 45 0 o HE R IR IA B P o 3ok B R AT S 800 it B SR R P, 35 R s e 2=
JR A PR AR T

Vi) PR TG AN . 8 PR N R S Ve R AT A SR A ) S5 AT SR T O DR, Him
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AJ ERLC LR BB R P ey I Bt IS, IEYENL 250 5 1 R ZE A O R, YNBSS [11] . B S AARE
T AE AR AE G, BT I 5 B0 LI mT i 52 (0 28, /NI A AT i G LI 3 )1 RS
[12].

4.3. PRI ZE TR

AL TR0 I GE MR AR 1 £ I A JE XS I N, AN B B, SR IR0 55 B R B i A I = IR A - L
Bl S N AMAAL AR 10 AR ™ K8 H5 CHADS2-VASC PF43 . J U5 B iR 3 25 N bt B AR A 4 2R BoiE, 32
PR CVEE AT 0 53 T A S ol AR A4 2 s B N FE Tl . Y I ARATUEE 25 AT REAR T AR AR, K M XU B
f%[13].

5 RE

AL B0 [ A BE AR DR PR R A ZE T, R A R AR X — B e, 4R I PR B SR B K
ok A A R TR S A R A BT A 0 R PR SE BRI D R ok . 2R T AL 2L IRE R AR AR
IS B AR AL 01 R R I AR IA R, S5 4T 45 4 AL-CA 3 B AR BRAFAE S Ik RS2, 78 Mayo 403 (3
F UG . NT-proBNP)JE Rl , B A0 T RESLHR (CMR) 21 BB A 2583 20 B (ECV) « i85 S 4R O 17 b 48 (GLS)
EWBESH, BT CIGIR - EVINREY - BT SRR EE, AR T TR, B
AT FTEAT 70 S 10 (R TIDS SRS FENN I, OCBAE THE MRl ae 7y, A2 Wi AR Al AE b &
A SEIL R AR I FERYTZ M, LA 6T %G, P HIEEE ™ A AER FE A ET iR, H RN T AL
TER R M T TR T A T 55 BB B, TATE Z B BUX MO M A I, B R O T R R AR AR
B MU NEThRESZHART, T EARYE B AR R A EEALS], MR R O BN % 40 ICD Bl as . ]
EIAUEYE Wos 2 A T S A AR A G A R, HIX B T R R —— R 2T
O EEETAERFE . Rl 30K B~ TS it 76 B8 e 26 3 o e A TR A8 7 T LA S EANME . ARRAE T
RETRISW, HlE MRS ETRIT RS, RASLIMEBIRTT H EB) T 542 .
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