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Teras, L.R., et al. CA: A Cancer Journal for Clinicians, 66: 443-459

Incidence of T-cell lymphoma
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Frequency of T-cell lymphoma subtypes

International T-Cell Lymphoma Project JCO 2008;26:4124-4130 Archana L et al. IJPM, 2018; (61) 2:204-208

International T-Cell Lymphoma Project JCO 2008;26:4124-4130 Archana L et al. IJPM, 2018; (61) 2:204-208
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Leukemia lymphoma molecular profiling project: Distinct gene expression profiles of 

T-cell lymphomas

Copyright © 2023 American Society of Hematology 

14% of PTCL, NOS had same expression profile as AITL

Iqbal et al., Blood, 2014
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At least 2 or 3 TFH-
related antigens 
should be expressed:
ÅPD1
ÅCD10
ÅBCl6
ÅCXCL13
ÅICOS
ÅSAP
ÅCXCR5
ÅCD57
ÅHGAL
ÅCD200
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WHO REVISED 4THEDITION WHO 5THEDITION ICC
Nodal T-follicular helper (TFH) cell lymphoma 

Angioimmunoblastic T-cell lymphoma Nodal TFH cell lymphoma, 

angioimmunoblastic-type

Follicular helper T-cell lymphoma, 

angioimmunoblastic type

(Angioimmunoblastic T-cell 

lymphoma)

Follicular T-cell lymphoma Nodal TFH cell lymphoma, follicular-

type

Follicular helper T-cell lymphoma, 

follicular type
Nodal peripheral T-cell lymphoma 

with TFH phenotype

Nodal TFH cell lymphoma, not 

otherwise specified

Follicular helper T-cell lymphoma, not 

otherwise specified
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WHO online
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Iqbal et al., WHO online

Dobayet al., Haematologica, 2017

-Early mutations (TET2 
and DNMT3A) and 
RHOAmutations 
higher frequency

-IDH2 mutation -
relatively specific for 
AITL (large clear cell 
morphology)

-Fewer TFH IHC 
markers expressed in 
TFH, NOS
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ÅPostulated normal counterpart: CD4+ T-follicular helper T cells (effector 

T-cells)

ÅThree clinicopathologic subtypes 

» Angioimmunoblastic T-cell lymphoma (AITL) type

» Follicular type

» NOS

ÅCutaneous T-cell lymphomas with TFH origin not included

ÅOne subtype can relapse/progress to another, suggesting a biological 

continuum

Nodal T-cell lymphomas of T-follicular helper cell (TFH) origin
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CASE
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Patient History

ÅA 58-year-old male with bilateral neck masses for 7 months, 10 lb weight loss 

and occasional night sweats

ÅPhysical examination revealed confluent bilateral neck masses

ÅCT Neck:

1) 2.4 x 2.5 x 3.8 cm exophytic oropharyngeal mass

2)  Multiple enlarged bilateral cervical lymph nodes largest measuring 4 cm 

on the right side 

ÅClinical concern of a squamous cell carcinoma with metastasis, and a biopsy of 

the oropharyngeal mass and cervical lymph node was done
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Dense submucosal lymphoid aggregate

BASE OF TONGUE BIOPSY
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Å Proliferation of high endothelial venules
Å Background of small lymphocytes and plasma cells
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Epithelioid histiocytes and granulomas
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Hodgkin (Reed-Sternberg) like cells Centroblastic and Immunoblastic 
cells
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CD20 positive follicles are pushed aside and compressed by the expanded T 
cell population

CD20, 2x CD3, 2x
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CD30 +

PAX5 dim+CD20 +

CD15 +
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CD45 neg

EBER negMUM1 +

OCT2 +
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Classic Hodgkin Lymphoma???
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CD2 + CD3 +

CD4 + CD7 neg 
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CD10 + PD-1 +

BCL-6+

Follicular 
helper T-cell 
markers
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CD21 20x CD21 40x

CD21 demonstrates expansion of follicular 
dendritic meshworks around blood vessels
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Angioimmunoblastic T-cell 
lymphoma???
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ÅMost common type of node-based T-cell lymphoma (30-40% of non-cutaneous 

T-cell lymphomas)

ÅA unique clinicopathologic entity:

» Clinical manifestations (lymphadenopathy, hypergammaglobulinemia, skin 

rashes, autoimmune, pleural effusion etc.) +

» Polymorphous proliferation in lymph nodes +

» Proliferation of high endothelial venules and FDC meshworks +/-

» EBV+ B-cells (dropped in WHO 5th edition)

ÅBM, skin

» Lymphoid aggregates with similar morphology

Angioimmunoblastic T-cell lymphoma
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Ganapathi K, Karner K and Menon MP et al. Hemato, 

2022


