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Was gibt es Neues….?

• Pathologie

• Diagnostik

• Therapie



WHO Klassifikation 2022 

Leukemia 2022



ICC Klassifikation 2022



Marginalzone Lymphoma:

       „A royal family?“



Pediatric nodal MZL

• Männliche Prädominanz (6 - 10:1)

• Auch bei jungen Erwachsenen 

• Lokalisation: bevorzugt HNO

• Extrem indolent!

• DD:      nMZL

           ptFL

     Marginalzonen-Hyperplasie

Zamo et al, Virchows Archiv 2023
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“GUT – Grand Unified Theory”?
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Raderer et al, Ther Adv Oncol 2023



Weiler-Sagie et al, J Nucl Med 2010



N = 55

Gastric:  11

Extragastric: 44



Pentixafor-PET/MR

[18F]-FDG-PET/MR

[68Ga]-Pentixafor-PET/MR



Sidestep: Mantle Cell Lymphoma

Mayerhoefer et al, Clin Nuclear Med 2023

Mayerhoefer et al, Theranostics 2021



18F-FDG-PET/CT versus 68Ga-Pentixafor-PET/CT

• N = 21, untreated

• PET/CTs within 14 days

   Pentixafor  18-F-FDG

• MALT:            14 / 15      6 / 15

• nMZL:     5 / 5      3 / 5

• sMZL:    1 / 1     0 / 1 

       95%       42%

Viering et al, J Nucl Med 2019



N  = 100

Diagnostic accuracy GI-tract: 94%



Biopsies from:

- Macroscopically suspicious areas

- 10 double biopsies

- „Sampling bias“!

CT-Thorax/ Abdomen

Imaging of salivary glands



68Ga-Pentixafor PET/MR follow-up

26 patients, HP-eradication

(46 post-eradication PET/MRs)

Comparison to matched biopsies (GELA)

Sensitivity:   95%

Specifiticy:   100%

Mayerhöfer et al, Blood 2021



Neuigkeiten in der Therapie?

IELSG 19 Chlorambucil +/-R

-JCO 2013 & 2017

-Randomized Phase III, 454 patients

-Chlorambucil 5-year EFS 51%

-Rituximab 5-year EFS 50%

-R-Chlorambucil 5yr EFS 68%

OS n.s.

MALT 2008-01 R-Bendamustine

-Lancet Haematol 2014, Blood 2017

-Phase II, 60 patients

-ORR 100%, CRu 98%

-EFS 7yr 88% 

-Option for treatment stop - CR4 (75%)

Zucca E et al, J Clin Oncol 2013 & 2017

Salar A et al, Lancet Haematol 2014, Blood 2017



Chemo vs “targeted therapies“

Kiesewetter et al, Cancers 2020

ORR:

90% vs 68%

CR:

75% vs 73 %



R-LEN for the treatment of MALT lymphoma

ICML 2017
19

Chemo-free approaches:   Rituximab/Revlimid (R2)

Number of patients 46

Median FUP: 38.6 months

Median PFS Not reached

Number of relapses 7 (11-34m)

Alive at last FUP: 94% (32/34)

Disease related deaths 1 (transformed)

OVERALL RESPONSE RATE 80.4% (37/46)

Complete remission

Partial remission

Stable disease

Progressive disease

54.3%    (25/46) 

26.1%   (12/46)

17.4%   (8/46) 

2.3%     (1/46)

Kiesewetter et al, BLOOD 2017



AUGMENT subgroup - R2 in r/r MZL patients

Thieblemont C, EHA 2019 PS1262

After a median follow-up of 27.9 months (range, 0.5-51.3), median PFS was 20.2 months in the R2 arm vs 25.2 months in the R-placebo arm (P = 1.0)

EHA 2019

n= 31

n= 32



71% remission rate at 24 months

Median PFS 40 mos (ITT)



Ibrutinib 

Noy A Blood 2017

Clarithromycin median FUP 33 months

Median FUP 19.4. months

• N = 63 (MALT 32, nodal 17, splenic 14)

• Events: 13 PD, 7 relapse after initial response and 6 PDs after

SD

• No cases of HGT

• Failures involved the primary site of disease in all cases but

two.

ORR 53% (3% CR ?)

62% PFS 18 months

ORR 54%,  24% CR

52% PFS 36 months

Ferreri et al, ICML 2017

Clarithromycin

N = 55



Durable ibrutinib responses in relapsed/refractory marginal zone lymphoma:

long-term follow-up and biomarker analysis

Copyright © 2022 American Society of Hematology 

Noy et al, Blood Adv 2022

ORR:

EMZL  63%

nMZL  47%

sMZL  62%





Date of Download:  9/28/2022 Copyright © 2022 American Association for Cancer Research. All rights reserved.

From: The MAGNOLIA Trial: Zanubrutinib, a Next-Generation Bruton Tyrosine 

Kinase Inhibitor, Demonstrates Safety and Efficacy in Relapsed/Refractory 

Marginal Zone Lymphoma 

Clin Cancer Res. 2021;27(23):6323-6332. doi:10.1158/1078-0432.CCR-21-1704

Zugelassen nach CD20-Therapie!

N = 68



MAGNOLIA – Longer-Term Follow-Up

PFS by MZL Subtypes by IRC Assessment

Data cutoff date: 04 May 2022.

Opat S et al. Oral presentation presented at ASH 2022. Abstract 234

MALT

Censored

SMZL

NMZL

PFS rate at 24 months:
Overall 71%

MALT 77%

NMZL 73%

SMZL 64%

No. at risk

25MALT 23 22 21 21 20 18 18 18 18 17 17 16 16 16 14 14 14 14 14 14 14 14 13 12

25NMZL 25 25 24 24 23 21 21 21 20 20 20 20 20 20 20 19 15 15 15 15 15 15 15 15

12SMZL 12 12 11 11 11 8 7 7 7 7 7 7 7 7 7 7 7 6 6 6 6 6 4 4
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Take Home Message:

Online 15.10.2023
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