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MALT = Mucosa-Associated Lymphoid Tissue

Congenital MALT Acquired MALT
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Extranodal Marginal Zone Lymphoma
• Commonest MZL form (70%), representing 5-8% of all NHLs.

• Mostly in patients in the 7th decade (M/F=1/1).

• Most cases present as localized disease (Staged IE or IIE).

• BM involvement in 10% of cases.

• Widespread dissemination very rare.

• Possible regression.
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Cc-like Monocytoid LP-like

Plasmacellular IPSID: Immuno-Proliferative
Small Intestine Disease = 
MZL with marked plasma-
cellular differentiation and 
only alpha-chain production; 
PC diff., also in thyroid MZL.
Possible evolution into a 
DLBCL.



Phenotype
CD20+, CD79a+, IgM+/IgD-, Ig light chain restriction+*, IRF4+*

IRTA1+ (LEL)

CD5- (+20%), CD23-, CD43- (+30%)

Cyclin D1-

CD10-, BCL6-,

BCL-2+/- weak

*plasma cell differentiation



CD79a kappa lambda

CD3 CD4 IRTA1





Microenvironment
Richness of TFH and T-reg lymphocytes

Eosinophils and macrophages secrete APRIL and BAFF cytokines 
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The most extensively studied form of MALT lymphoma 
corresponds to the gastric one, which in most if not all instances 

shows a pathobiological correlation with Helicobacter Pylori 
infection.

It represents a model, as other infectious agents involved such as 
Borrelia Burgdorferis in the skin, Chlamydia psittaci at the eye 

level, Chlamydia pneumoniae and Chlamydia trachomatis in the 
lung, and Campylobacter jejune in the intestine.



Gastric MZL and HP infection

• HP infection occurs in more than 95% of gastric MALTomas.

• The infection causes the development of the acquired gastric MALT, which is 
responsible for the onset of autoimmune phenomena.

• More often, it is sustained by the CagA+ strain, which causes IL8 release by the 
epithelial component, neutrophilic activation and genomic damage.



Acquired gastric MALT and HP infection



• Localised to the stomach for a long time.

• Late dissemination to:
loco-regional lymph nodes
Malpighi’s corpuscles
bone-marrow (5-10%)

• In 50% of patients, regression with antibiotic therapy (HP eradication) 
even if transformed.

Gastric MZL: Clinics



• Architecture:
growth: peri-follicular, 

diffuse,

follicle colonization,
multi-focal,
lympho-epithelial lesions (thyroid).

Blastic transformation (3-15%) 

• Depth of the infiltrate:
mucosa/sub-mucosa = regr.+

muscularis propria = regr.-

echo-endoscopy.

Gastric Marginal Zone Lymphoma



• Evaluation of regression:

Histology (more reliable than PCR);

time required: 2-14 months.





Translocations

• t(11;18)(q21;q21) involving BIRC3 and MALT1 

• t(14:18)(q32;q21): IGH::MALT1 fusion 

• t(3;14)(p14.1;q32): FOXP3::IGH fusion

• t(1:14)(p22;q32): BCL10::IGH fusion

Resistance to antibiotic therapy!  



Primary Cutaneous MZLPD 

• PCMZLPD is a clonal disorder with excellent long-term 
survival (99% at 5 years) despite the risk of recurrence.



IgG (IgG4 in 25% of cases) positive; plasmacellular differentiation; IRTA1 negative

IgM positive, IRTA1 positive, monocytoid appearance


