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HK: RR MRS FEZ M (primary systemic amyloidosis, ALT) .0 52 BARRERE, 5%iRi2. IgD-
ARV R, EAeEE Bk ARE . A3CRE1FI L0 R A E RRIRIgD-AZLR, REXZRK L
WiFEBHEIR . ik BB T 161418 B EWIERER, BELHTREEBRE. 458 O
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Abstract

Objective: Cardiac involvement in primary systemic amyloidosis (AL-type) is insidious and easily
misdiagnosed. The IgD-A subtype is rare and often missed by conventional immunofixation electro-
phoresis (IFE). This case report aims to improve awareness of diagnostic pitfalls. Methods: Retrospec-
tive analysis of a 41-year-old female patient presenting with heart failure. Results: Echocardiography
showed septal and posterior wall thickening; electrocardiogram (ECG) revealed multiple conduction
abnormalities (“hypertrophy-ECG paradox”). Serum free light chain x/A ratio was 0.23, bone mar-
row plasma cells 6.5%~9%, but initial conventional IFE was negative. After performing IgD/IgE typing,
IgD-A monoclonal immunoglobulin was detected. Cardiac MRI was consistent with myocardial am-
yloidosis. The final diagnosis was primary systemic amyloidosis (IgD-A type, with 1q21 amplification
and RB1/13q34 deletion, Mayo stage III). After 8 cycles of BCD regimen, the hematologic response was
poor (i /A ratio 0.23-0.24, BNP decreased by 21.5%). Due to financial reasons, the patient refused
daratumumab and switched to RD regimen, then was lost to follow-up. Conclusion: Unexplained heart
failure with left ventricular hypertrophy and ECG conduction abnormalities should raise suspicion for
cardiac amyloidosis. Negative conventional IFE does not exclude the diagnosis; IgD/IgE typing and
free light chain testing should be actively performed. IgD-A type may have poor sensitivity to conven-
tional bortezomib-based regimens, requiring early efficacy assessment and timely treatment esca-
lation.
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1. 5|15

JFRNE RGO TE M AEAS M (primary systemic amyloidosis, AL 79) /& i1 857 F 22 41 i 5k B 40 A 7= AR 4 R
P2 M AR E ORI DUR THLSR TS —RFE NG . IERER T R RG22 2%, Hh
DR B i IR R I —, 29 50%~70%[1] AL B 3 7R A v B VR o o IE Ve R BE AR
() A R A T A BRI MO U, I RER I EEAT 0 )0« DR R BE,  REIRTT R ALAEAE
WA 6 M, FilEHZE.

AL BISERFEAR P (112 W HOR T 137/ R S % [8] %€ HLPK (immunofixation electrophoresis, IFE).  IfLi& i &
4255 (serum free light chain, sSELCO)FZI . ZHZERE I R AL G 8 R i AT S 27 & F- B AR, 10 ke
B, FHPERERZ R R, ORI EAE IR S I O BRI B SR W .
Hr, 1gD-2 2 AL BRI, (5 HAY 1%~2%, BARIREBHRERE. B IES500E2 2 )
R~ TG O ZE SR 0 EONIRF IS, LG IFE SUSI 1gG- IgA 1gM =FhE4E, A5 IgD 1 IgE,
T 1gD M M H VIR A TR AN Z, BOVImKIZE ) “BaBE” o H AT 2 8 eH L IFE B4
ANELE 1gD/IE 438, TGRS M £ 3 Hid
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ASCARIE 1B CAREAT VRO ) 38 v N B R RIII 41 % ok s, o0 I P 4 s 5 1A) g 5 /e 5 e BEXT
FRUESE R, OHEEEI LML SR, M sFLC w2 thE/™HERE, (HEXE M IFE &8 NN, &%
BN 1gD/GE 738 )5, SZME RFE I 1gD-A B R R G PR AR AR 1 O ILSZ B (O I BT 43
0 ). s RUEAR 2T 2, B AER EImREEAEXT 1gD e B AR A2 W BB AR, SR
W IFE FAEEASGEHERR 12 W, FE3E H I i5 2% 5 O G 3L 4% 1045 (magnetic resonance imaging, MRI)AH 45 & 1)
TBNL W SR .

2. ™RHHEH
2.1. —f&1ER

2, 41 %, RE. B “ TR, <2 H, E 4 K7 F 2025-02-17 ANBio. TiliE O 5,
TEF AT -
2.2. FIFEWMFESE

BET 2 ARTJCi S5 R OO RO R, ARSI B, KRB R TSR A . 5B tH IR
F) R VERPIR R E,  JR o AP, TERd . O AL EEHR . T SR T R 2, Bhie
CER”, THIRTART, IEIRESE. AR 4 R, BN BOKMIEINE, EREE LR

SeAA: ME 111/70 mmHg, O3 97 R/45, W19 ]/55, SCRB I FRMMHKM. 28 B B4
JRIK (B-type natriuretic peptide, BNP) 1807.06 pg/ml (ZZ#%til#l <100 pg/ml), HHUILE, & H 1 (high-sensitivity
cardiac troponin I, hs-cTnl) 147.60 pg/ml (ZH G < 34.2 pg/ml). JREFRERIMAL() EHGED HAR
(H) EHEERER(H). SZ OIS ERES A FERENFRIENE, k. AR R, i AosWgE)
REIAS, OEDERW. OHRE: SErOH, PRI, EePEARSCHA, 11, HI. aVF SBRHE
Q W, FBELFTECENITH, QTc . MEITHEHLWT =4 (computed tomography, CT): XUl i fiz R 3% £F:
ITIBATK, XUIIRME JRE/ A AErE, DARR SO 5 22 /N R g, DO ISR, (OB ARIE, IBER R
BAHLUKM . SUSTRRIEK. PEHL 2R SRR.Co, FRATEA I3 T AMMME 2R 51RA, SRR E Gl K
2800 ml, FH MW RGEM . NI 2 KBS A0 D3 m IR R, NG AR B -

23. NIRfsi =

T35.7°C, P97 X/%3, R19 IX/43, BP 111/70 mmHg. 45 & w2, Mgt aRyiE, TEE.
NE BB XN K. ol S TR0k
2.4. HEPKERSERTIEIE
2.4.1. N\BR#IRARHER (2025-02-17~2025-02-25)

WIS AE A IH AR ZL4T M 5.46 x 10'2/L, ML A 156 g/L, /MR 162 x 10%/L, E 40 7.83
x 10°/L; D-Z2&4K 1.23 mg/L (% <0.5); AR5 WIEF 61 pmol/L, &K 54.25 g/L, HEHH 33.19
g/L, SAHLE 32.9 umol/L (IHHEAHL R N F), ALT23U/L, AST39U/L, FLERHiZA S 325U/L, JRIR 379
pmol/L, & JH [ B 4.09 mmol/L .

R K B i A A BAE, HEBR RSV BORIE . AR RRIBIT R,

MR K R LA (+++/HP), BAAMZANAE 80.4%, 25 FLAMIRIGRAYE; MkA1k: MEA
16.29 g/L (IfiliF S HEH 54.25 g/L, FFEimHR), % 6.91 mmol/L; MZK¥E ML 2.04 ng/ml, PLERFT
WA B, RPN, 2 3 AR R BT AS A, U T O ThREAN AT, (H SR ali0 3 2 DL A
PR 40 S AR 1 R I
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OHE: SEPEOE: PR EHIER: SEaMa asC: 7% Q MWaialmk: Rk 0ahid s,
QTe LK (K 1).

AL TR BN K CT I 3% 82(CT angiography, CTA)7R A i & 32 B AL BESR, 45 s Bk 45 40 20%:;
FERTRE SR BOO U, WA AR FE 2 s O BB HERR T E R O .

OB A (W) EIFFEJEE 16.6 mm (IEH 5.6~10.6), /2% JGREEE 13.5 mm (1IEH 5.5~10.3), £}
W2 43.3 mm (IEH 22.0~36.8), A5 AR(LE TR x EHREL) 49 x 46 mm). 7o ZE 0 M550 51%, Z R &
Ko I = BE A TG SR 58 « = JS RIS AL A (TAPSE) 11 mm, #7547 O BHRERAE o T I & ik 4% 20 mm,
BEMPR IR R <50%. O EFR: A= JERERL 8.9 mm, A EFTEERL 6.3 mm. 2. KNGS A
EIGEE R, Te A KA ZARIPR LR, T R =R R SO, A DD REIAI, 45O DRI,

OB .

B/AS 001825567800
#oatia 2025-02-16 14:17:35
hE 95 bpm
PR B1EH 226 ms
ORS pli:] 159 ms
or/0Te  EH 437 / 550 ms
P/QRS/T 334 0/-125/43 -

RVS/SV1I  fRiE 0.485 / 0.000 mV
RV5+SV1  {fRiE o

WMW/JW\WJW
WM%AWW
WWW

W

Figure 1. Electrocardiogram (2025-02-16): sinus rhythm, PR interval 226 ms (prolonged), QRS duration 159 ms (wide), QTc
550 ms (prolonged), left axis deviation, and low voltage tendency in precordial leads

B 1.2025 F 02 B 16 BRiSLBE: REMOE, PRIEE 226 ms (E), QRS BIFR 159 ms (383E), QTc 550 ms
(), BHAR, METSKREEES

2.4.2. FE3RAMREIZEE (2025-02-22~2025-03-05)

ANBE G R B AAAE O NUIEE . 22 R B R B 00 56 17 e S PR B R e e . T 2025 4F 02 H 22 H
TR ML 25 0 B X o 2 [ o LUK

MEW BB « 325 18.9mg/L (B 3.3~19.4), )74k 80.9mg/L (3% 5.7~26.3), w/A HL1H 0.23 (IE
i 0.26~1.65), FERAFAEHIE A AT &

UL S [ K AT IgGL IgA. IgM. kv A, 455K WATA] B 50 B 46 (ML 2R ) -

B EETFH)(2025-02-25): EBEMAATERRER, RIZLEL 4.89:1; RIZR Y 66%, ZLF 13.5%; WRELHM 13%:;
KM EIE S, 4 6.5%, MEEPERKA, ZPERMAE, oTISE . IR0, B
MR IE R o B Bl A0 AR R 8 SR B AN | 0.84% . E BEVG R EE: AR TR IR(Z) 70%), HUESK
éﬂiﬂ@éﬁ 5%, Gomori PPREFGEGLtE MF-1 2, WIRAGLEPIEE 2). Getafiiz iy 46, XX,

R 45 PR AP AEAR LA () B0 5 B 2 A B, (ELR SR LT BH P . 8 MU TFE B, MR BERRIZ Ve M REAR P
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Figure 2. Bone marrow biopsy: HE staining shows hypercellular marrow with scattered plasma cells (approximately 5%) and
no definite aggregates; Congo red staining is negative, with no apple-green birefringence

& 2. BHEEH: HE RBREMEEEER, BARMRG 5%), RNAHEE; NRLRERAN, TEREWFL

2.4.3. B EX—T2 IgD-2 8(2025-03-05~2025-03-14)

LT BEIMKEI S EF SR OEZ REAEE + OBEERTRE + 2HERTE +
sFLC WWAE ™ H A5 E), MH A IFE BV, ImpRMSE AT BE 2 2 W) IgD 50 IgE Y M &2 H . 2025 4£ 03 H
05 FH4 M35 SRR A SME, il IgD 1 IgE H4E ) S ] e fi ik . 45 R IRI4(2025-03-10): L35 fo 2 &
SEHLUK(Fr 1gD~ IgE): IgD PHYE, 1 BREERHYE, #isE h 1gD-A B sr b S le R AR (o PR AP [l 52 fik: 4 5%
B VIO DL PTIE 2515 o 117 1gD /B i: 1.0567 g/L (2% <0.1 g/L).NT-proBNP: 5365.54 pg/ml (3% <114.5),
PEREE T2 R

A BE S H)(2025-03-11): ANMILLEITH B 2 9%, AT . =AZIRANM, AT 20 Al 5 4 otk vt
42, FISH K5ll: 1q21 FH8BHTE . RB1/13q34 B2k BH (5 MG 40 st A5 24 5 )

CMIFHE 8 MRI (2025-03-14): =AW EEL) 16~18 mm, /& = BRI DI RERYIRAG, 14 O ILET TR I
REPEIRAG o O VAEIR 4 s 70 20 B X ORISR A FE AL, prBE. [AIRgEE S Ay = BEJR AT sl . 4
O EMRETERZ) 50mm). SWighit: 1) HROVIEMEE: 2) ZRM & ZRIMRELHAS: 3) L
BRI 3).

(a) (b) ()

Figure 3. Cardiac enhanced MRI in IgD-A AL amyloidosis. (a) Delayed gadolinium enhancement in the left ventricular short-
axis view; (b) Diffuse subendocardial dust-like delayed enhancement in the left ventricle; (¢) Global ventricular wall involve-
ment in the four-chamber view

& 3. 1D AR MRI D ALUEM T EFHEM I () £EFEMMEIREWL; (b) ZEOARTREMOHRNK;
(c) O ELEETR
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TR R I B B T B 36 462 (2025-03-16): HUIRHB R I K fz B B AT WIS 41 e €8 . HH B S5 (2025-03-27) 5
PRIRIH : A UL HH S DR R AR M X0 o 1% B 1 45 SRS SE M I PR A2 T, DRI 27 SO0 JIE MRT S84 78 /B B

2.4.4. RERISHE
el b, BERAHIZA: ERIERFIEEMHEZRMEAL A, IgD-A A, £ 1q21 ¥4, RB1/13q34
BR), O ERZ BB 4 1 T3, AR S IR R, OB B R .

2.5. JRITREE)3

iz 5T 2025 4F 03 H 15 HFF4h BCD /7 R4097: MIE K 2 mg (55 1. 8. 15, 22 K), ABEEEN%
03g (3 1. 8. 15, 22 K), HuZEKHIA 20mg (55 1. 8. 15, 22 K). HMFEIELAME AT Z 0. AR 4k
SE RSB FATIE R (47.5 mg, &FHF)fEhl0E, BRIEKF (20 mg, & HMWR)BEIENEE
(20 mg, & HPHR)FIIR .

S —ITRNITIE, BFERR . BRI, XCR K IR, s AR, 5l
WMERER. T 2025 4F 03 H 17 Hilibe, WBRAEEM TN, HRERFEALEATT, JREonET2H
Vi, ARV KA.

BEDFLR: 81 IRE B BE F): sSFLCx16.2mg/L, 169.6 mg/L, x/1.0.23; BNP 1596.86 pg/mL.

ITHEEHE (2025 4 11 H 14 H): BEMENFLFESZ BCD T EUITZEE 8 972, B & sFLCk17.4
mg/L, 1 71.6 mg/L, /A 0.24; BNP 125421 pg/mL. J7RCFA: U5 2525 LLESGE A &, BNP FFIRZ)
21.5%, FER MR RN AECRIE IR /3 AR FRE), O IETh REA R FRE AR -

JEEIRIT R NV IR, B E 4 T e — SRR WA T (WA B 2 L),  BOR M 25 RD
i RIBENE 25 mg (B8 1~21 R), HBZEKIL 20mg (B8 1. 8. 15. 22 R). WEITREH, MHEARHE
ANBE KRG, IGARK

3. g
3.1. KRGS SRS A

ANy 41 5 Lo, DAHEATYEC J 380 e KR, R S 5 I 2 R A B 40 SO UL
ST Nt fE O S PR ZE ARG 5 0 = S BEX FR PR JR(16.6 mm/13.5 mm), 10 HLEI 23 PR [H] 3
FEAK(226 ms). TEAENEL W SCPHAT . 8 Q I MM IE . QTe KL HAL 3 HH, MRMAR “0
WS - O EE T3 TIERSR . Falk Z[1]3EH, XRS50 EEZ P “AITE” 2O
FEASPER B R SCRIRRE,  FOp AR BEE RN TE T UM AR IR O LRI BT, BARIE R O, S35
G S22 0. SR, BEZIEMAE AR MR E S IEA . BESAME, SBiREN
CERT, NGEVIATREES RO, AT R B R R

WO R ) E S (1) IRRRILER Z R ks (2) 8 G [ e f ik B PR A O 2 T
Brs (3) HLUEIIPE. FlR S FEIRIZ IR 2 3 JH, (A2t 230N 1gD/1gE 40 Y &I MRI 43
CLE 2 T o

3.2. AL BUOBER B S R AR D O =R E AR R R £ RSB

U B A A LA I T B R L, LA TR T s P B SRS AN T 5 22 57 3 Dt v I PR 45
BIREST, BURE AL RLCHESER FEARPE . ATTR RUER AR TE . LS AL Co U0 A2 A L0 1) E B AL AT 1
AR 1), ISR EE A S P 50 5%
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Table 1. Key differentiating features of AL-type cardiac amyloidosis from other causes of left ventricular hypertrophy
F 1L AL D R S E A D ERERBREANER

FFAE AL OB ATTR AEMFEEr:  IREm Ol A HL A
KPR
s N HEET. 40~60 %1 (LIRS, | N
RIS ¥ LT 40~70 % BT, 65 % oy FEHZ 0, 30~50 %
e BRETLRAE B R R
. RS . , . 2
wippgen, L B AREL WIS D Cmiinia R i RS
; S - (L) SRRV Ik
L
I e ST R 15 52 - Ji S B, o
ot i), g, SSRRER o gmmmqu Y RIUE AT
rc TR @RF TR, may 0 ST
PR L (2 A 3 S PR i i
AL
LRI, O A EEEE
RUEBG BT o EsmE e IR ) e PPREEIEIDE,
o ity WD BEUER e R
iﬁﬁ Fh FR 5 WL FR
. BERIE, N W, B 3 —
RESR(GLS) LR B DREEMAEE (R IREPERL
O JIE MRI
LGEpist BEIELRB TR IR LR R MR R: E BR
sk, RIS S LGE, WEIKA=E LGE (AEE5EY) LGE (F#1ETH)
T1 mapping ECV BE 5 ECV T+ ECV IEW BT & ECV ® Tt
Ko R
‘ oL TN A b
R e F M EH % B (T )
s e lyso-Gb3 T+
b 99MTC-PYP/D PD: , ‘
MHREME  99mTc-PYP/D PD: BATEGEF) BIFE2~3 /) Bk 91
A % TTR HHgeascfenyy WVNERRERRE 0 o

(1 MYH7. MYBPC3)

AL BEERIVEM AN, ATTR Y. HHRIREREAREMEEEM; GLS: A\ RNAF; LGE: JERELHE
1t; ECV: Jiwsb5F; IFE: sl fik; sFLC: MBS &5 PYP: AERLL; DPD: 33-#E-12- =&
fR; SAM 1E: W4iHART RIZ SHAE «

T AR SRR L, AERF IEIRR IS AL BUE MR RHE S E Y & © O EER
i A S BRI P B A 5 0 JRE R 75 S 3 1) =5 R B R (16.6 mm) T R LAY “HIE - IEE TG s @ HFEZ A
G RIEHE(EE . 2R, KRERDTE): @ sFLC w4 WEMHESFE; @ O MRI SR
BOAIE T LGE. IXELRHEMER I R 17 ALEALOIURCE R B 6 SAM iE)FEAT B (JE4d PR
3. JCRFIEYE LGE #5047). %% A2 e LR B T IR R 2 A4 PO iR AR U, B iRisiwie.
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33. KRUHRRSRERT
AP W EREZE T T L R I B RN R 7 BT, fil e s A
FEIER: @R OIUEE S O i B A G538 IR, RS M WU o S JU LY 38 F
BRI e S m e, TSR AR AV e R B A O LR G s A% 332 B, B H BILAIR i e B

e PR 1]
ZREZ R L. BHE. SREBREEFIME, AREBR - ODIRA SR, IR RS
PRI -

TR E ™ EGE: 2 =023, IR ER MMM . Lachmann 55 [2]/#F 5TUESE, sFLC
For I EE LY 2 LUK SRR, AN A L A

X P K P PR i I PR 5 I R IR IR ROk B P T HE R 12, 8l IgD/IgE 7328, S 2R
HIX.

3.4. KNS ARNAERN ST

34.1. EMEBERBEKXY “BX” —EHIZBLRISERFERH

WHLIMLIE IFE ORI 1gG. IgA. IgM =FhEgE, AEE IgD fl IgE. IgD B4 v [ e BR 85 A 75
DSNS54 102 i SO N 7 = R S R st P e T o

WATH AR B, 1gD BUE 2 R B BER I 1%~2% [3], 1F AL BIyEH et Ll A, {H
FOOMEZ Bl & TS 2% . Blade S5 [41256 M1 KL 1gD BB #fR A KW F SRR BHH L
AR R A e 2 BREERN . ALK 5 IR 12550 5. Muchtar S5 [S1HIRIBUPERT 5T o, 1gD Bl
B &1 AL BB REAR TR G EL 91 i 15%~20%, 27 T 1gG B 5%~8%.

IR G 718 : 06T i B IR B e Ky B AR PE(E B TFE B iR 3, 3 infi 1gD/IgE 73 84 J¢JR TFE.
Palladini 4¢[6]48 Hi, sFLC Kl bt ifinyf5 &5 [ H vk SE BUse, IR NI E TR, JR IFE nl RIS %58 M 5
F, AHBIIR A BEEBH PR ER (i 1 SR .

3.4.2. 1LfE MRI BISEAE

A ERG 5 MRI 7R 7 250 A B 9Ri88) 2R FF 4838 584K (late gadolinium enhancement, LGE) (/4] 3),
R O FE AR TE R EME R I, Sl e Co U 755 Bt O AT s A B i P 7 5 A 0o L 1)
HHEE X SO SRR ANE] [ 7] Fontana S5 [8] 1A 5T R, LGE BtA T1 mapping 12 WO IR e 4 A A8 4 1 i
JEIE > 90%, REStE > 85%, HATIX4) AL #15 ATTR AL, Dorbala %5 [9]iF— B UE LR 2 0] Jo R
LIERMFETTR .

TEARMG R, SR ERENIR A G e B 1, (H 37 O iE MRI SR ILZE A 35 2= UEdE 2 Uiz,
O LTS B R R

3.4.3. HEERA “SiRE” 5 EHRYE

AAEARL NIRRT B RGO R S Wiie b FE AV (A e S hndE . SRTIT, A B BlS
e B M BRI B O B, (HI R Z . ATRESRFI RS O JemBEm e S i 2Rk,
FRIFAIATRERZ R @ W HEIF AR A E SR VIR RO ARALCOE . HE. MR L) O iFia
LB AN B A A B RS P (U

$ers: HIUFKIITEAREHEERIZWT . Gertz S£[1014E FEIFr SRR, £IMTE¥M HAER +sFLC)
AL A ZCOIE MRS 78 7> HAFAE SR 85 5 32 BRI, IR Wl AR, H AT N A1 R R A AT
TRIZ Wik iE .
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3.4.4. BRTEARBE “SiRE” NISHERSEKER

A B AR M5 S AR SR TS 2, (E A Sk = 2L SV B 2 W R LT e (B PR 45 S, XA — e R
RIS TIZW BRI R . EIRIRSEE A, 2 BT BE O ISR AR AR T A1 B A AL (i . I8
HOR R BTSRRI, AR T P M D R ARk TR B A M A U, RS AR A
JEENRIT 2 OB ILERE B A ARSI O IR RS “SbrdE” (R IIE PR S FH A7 7E 535 R PR
P B, ZEEAARAM, TSEUODMEF L. OAIEIE . S R IR, SCHIRIRIE T RO R AR
29 1%~6%, FETZREGZ) 0.1%~0.5%: FIXk, VERFEYIILECo I R UTRA AT 2 Rkt o0 A, B v i T e
AERFERZE, FEURANE: R, ZEREREEES RS FEE%, JFAEra BEyT O AR REH AT .
RIE, 6T ABX G R RIS O fIF MR RFAEPE 08 B3 204 B 6 10 8, 2800 IR )
TAE P A 53R 805, AT AN C LA T A5 I PR 12 T [10]

IEAESR, RS HT R AR BONTE MR VE 0 BUR) B ahrit” o AR BESE M 4 21 A 4
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