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AL amyloidosis

1. Diagnosis and pre-clinical studies

2. Prognosis & response assessment

3. Treatment



• Session: ASH Clinical Practice Guidelines on Amyloidosis

• Anti-Amyloid 11-1F4 CAR-Phagocytres for the treatment of AL amyloidosis

• 1921 Evaluating Diagnostic Performance of Light Chain Dimerization By Mass 
Spectrometry to Distinguish between AL Amyloidosis and Monoclonal Gammopathy of 
Undetermined Significance

• 3305 Proteomic Determinants of Renal Organ Response in AL Amyloidosis

1. Diagnosis and pre-clinical studies





2. Prognosis & response assessment

• Defining a New “Mayo Stage IIIc” Ultra Poor Risk Category in Systemic AL
Amyloidosis: Incorporating Echocardiographic Global Longitudinal Strain to the
European Modified Mayo Staging System

• Development of a Risk Prediction Model for 6-Month Early Mortality in Patients with
Systemic Light Chain Amyloidosis Treated with Daratumumab-Based Frontline
Therapy

• Clinical Significance of Measurable Residual Disease (MRD) in Light-Chain (AL)
Amyloidosis

• 3309 Gain or Amplification of 1q21 in Systemic Light Chain Amyloidosis Is Associated
with Advanced Mayo Stage, Plasma Cell Disease and Worse Overall Survival













Development of a Risk Prediction Model for 6-Month Early 
Mortality In Patients with Systemic Light Chain Amyloidosis 

Treated with Daratumumab-Based Frontline Therapy
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Bhutani, Guizhen Chen, Anita D'Souza, Angela Dispenzieri, Morie A. Gertz, Shaji Kumar, Suzanne Lentzsch, Paolo 
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Early Mortality in Study Cohort

6-month EM ~11%

C-statistic
0.688 (95% CI 0.648-0.728)

C-statistic
0.651 (95% CI 0.611-0.691)
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Mod of Mayo 

2004

Mayo
2012



Predictors of Early Mortality on Multivariate Analysis

Variable Beta-coefficient OR (SE) P-value

Age ≥ 75 years (vs <75) 1.01 2.75 (0.568) 0.038

ECOG PS (per 1 level increase) 0.538 1.71 (0.27) 0.046

NT-proBNP>5,300 pg/mL (vs <5300) 1.37 4.0 (0.494) 0.006

Absence of t(11;14) [vs t(11;14)-positive] 1.16 3.19 (0.483) 0.017

• Factors included in multivariate analysis: Age≥75 years, 
ECOG (0-4), NT-proBNP>5300 pg/mL, and t(11;14) status



Risk-Prediction Model for EM: PACE Score
Variable Score 
NT-proBNP >5300 1
Age ≥75 1
Cytogenetics (t[11;14]-neg) 1
ECOG PS 0.5

Risk-Group % EM (95% 
CI)

Low-Risk (<1) [34%] 1.2 (0-3.6)

Int.-Risk (≥1 & <3) [59%] 10.7 (5.4-15.6)
High-Risk (≥3) [8%] 52.6 (23.0-

70.5)

C-statistic
0.751 (95% CI 0.714-0.789)













3. Treatment 1/2
• 891. Subcutaneous Daratumumab (DARA) + Bortezomib, Cyclophosphamide, and 

Dexamethasone (VCd) in Patients with Newly Diagnosed Light Chain (AL) Amyloidosis: 
Overall Survival and Final Major Organ Deterioration Progression-Free Survival Results
from the Phase 3 Andromeda Study

• 893 Venetoclax Plus Dexamethasone As First-Line Treatment for t(11; 14) Light-Chain 
Amyloidosis: Preliminary Result of a Phase II Prospective, Multicenter, Single-Arm 
Study

• 892 Efficacy and Safety of Isatuximab, Pomalidomide and Dexamethasone in Relapsed 
AL Amyloidosis: Interim Results of the Isamyp Phase 2 Joint Study from the IFM and 
ALLG

• 894 Efficacy and Safety of Anti-BCMA Chimeric Antigen Receptor T-Cell (CART) for the 
Treatment of Relapsed and Refractory AL Amyloidosis



• 3304 Elranatamab in Patients with Daratumumab Relapsed and/or Refractory Light 
Chain Amyloidosis

• 1927 Efficacy and Safety of Belantamab Mafodotin Monotherapy in Patients with 
Relapsed or Refractory Light Chain Amyloidosis: An Updated Analysis of a Phase 2 
Study By the European Myeloma Network

• 1911 Assessing the Efficacy and Safety of Reduced Dexamethasone Duration in Newly 
Diagnosed AL Amyloidosis Versus Standard Therapy

• 3378 Isatuximab in Relapsed AL Amyloidosis: Results of a Prospective Phase II Trial 
(SWOG S1702)

3. Treatment 2/2































Conclusions - AL amyloidosis

1. Diagnosis and pre-clinical studies
Ø Upcoming diagnosis guidelines from ASH
Ø New pre-clinical models and new terapeutic targets under investigation

2. Prognosis & response assessment
Ø Stage IIIc disease
Ø MRD assessment

3. Treatment
Ø Dara-CyBorD confirmed as standard of care for newly diagnosis AL
Ø Venetoclax, potential option first line
Ø Isatuximab-pomalidomide, potential role in R/R setting
Ø CAR-T cell is an option for AL amyloidosis


