9h-9h30 : New classification: Pascale De Paepe, AZ Sint
Jan, Brugge

9h30- 10h00 : Hodgkin lymphoma: M. André, CHU UCL
Namur

10h00- 10h45: Diffuse Large B cell Lymphoma (incl. PTLD
and DHL): Daan Dierickx, UZLeuven

10h45-11h15: coffee break

11h15-11h50: Other aggressive lymphoma (BL, PCNS,
MCL): Virginie De Wilde, HUB Erasme

11h50-12h30: T and NK cell lymphoma: Sylvia
Snauwaert, AZ Sint Jan, Brugge



Session Hodgkin and Aggressive B-cell
Lymphomas
BHS

2 new classification systems in 2022

Pascale De Paepe

AZ St Jan Brugge




“Aggressive” versus “large cell”

“Aggressive” biological behaviour
“Large cell”=> cell size size > 2x normal lymphocyte
“high grade” need for intensified therapy

In ICC 2022: “large B-cell” lymphomas and “high grade” B-cell ymphomas (BL, DHL & HGBCL, NOS)

'%'Y w
- g
Morphology: heterogeneous | : t

Some “large cell” lymphomas are more indolent (eg. LBCL with IFR4 rearrangement)

Some aggressive lymphomas have a small to medium sized morhology ( eg. blastoid variants of MCL)



Heterogenous group
neoplastic large cell population

historically subdivided into Hodgkin and non-Hodgkin Lymphomas

* Hodgkin lymphomas: Classical Hodgkin lymphoma vs Nodular
lymphocyte predominant Hodgkin lymphoma:

—> an abundant reactive background with a minority of intermingled “large
atypical cells” aka Hodgkin cells, Reed-sternberg cells (CHL) or popcorn
cells (NLPHL)

= B-cell proliferations

Lymphomas

* Non-Hodgkin Lymphomas : B-and T/NK cell lymphomas

— Most present with sheets of small, intermediate or large cells
= Sometimes only minority of large cells (e.g. HTRBCL )

—> Sometimes in blood vessels (intravascular B-cell ymphoma), around blood
vessels and in sinusses (e.g. ALCL)

—> Nodal and extranodal




Principles of Classification

 CLINICAL CHARACTERISTICS: Age and location!

* MORPHOLOGY : architecture and cytological variation

* IMMUNOPHENOTYPE: characteristic but often not unique
* GENETIC FEATURES: characteristic but often not unique

* POSTULATED CELL OF ORIGIN

INTO DISTINCT CLINICOPATHOLOGICAL ENTITIES

REAL CLASSIFICATION (1995)
WHO CLASSIFICATION (2001-2008-2017-2022)
ICC (2022)

CD5: CLL, MCL, DLBCL, LPL

CD10: FL, BL, DLBCL, AITL

CD23: CLL, FL, LPL

CD138: MM, Plasmablastic lymphoma
CD30:  CHL, ALCL, AITL, ...

Translocations
ALK: ALK+ ALCL
ALK+ DLBCL
myofibroblastic tumor
bcl2: follicular lymphoma
de novo DLBCL
Myc: BL
DLBCL
HGBL
Mutations

MYD88 mutation: LPL (90% of cases)
DLBCL, SMZL, DLBCL leg type...




Site of somatic hypermutation Site of class-switch recombination

Centroblast

Antigen
Immuno-

globulin

Germinal centre

B cell

Dark zone Light zone —
Physiological

| Differentiation |

[sim || | csr |

Antigen-activated
B cell

Aberrant SHM Chromosomal B
(muitiple oncogenes)| | translocation
(Immunoglobulin-MYC,

immunoglobulin-BCLS)
l Pathological

Diffuse large B-cell Burkitt lymphoma
lymphoma and diffuse large
Plasma cell B-cell lymphoma

Dark zone

Light zone

Germinal centre

Somatic hypermutations: Germinal centre derivation

Except B-ALL, MCL: most B-NHL are GC derived

Nature Reviews Immunology volume 8, pages22—-33 (2008)



https://www-nature-com.kuleuven.e-bronnen.be/nri
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ICC 2022: Virchows Archiv: annual review

Issue

VircHOWS ARCHIV

Volume 482, issue 1, January
2023

Annual Review Issue: Advances in the classification of myeloid and
lymphoid neoplasms as revealed in the International Consensus
Classification

Issue editors
Daniel A Arber, Elias Campo & Elaine S. Jaffe

20 articles in this issue
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1221CC CLL

2 22ICC FL and MZL

3 22ICC plasma cell neoplasm

4221CC DLBCL

5 221CC Burkitt and High grade

& 221CC Hodgkin and MLPEL

7 221CC EBY associated B and T LPD

g 221CC Extranodal T and ME

9 22ICC nodal TNK

10 221CC cutaneous lymphoma

11 221CC ALL

12 221CC AML

13 22ICC eosinophilic

14 221CC IMML germline predisposition ...
15 221CC mastocytosis

16 221CC MDS

17 221CC MDS MPIN

221CC guidelines genomic profiling lymp...
22ICC guidelines genomic profiling myel...
2022 |CC classification lymphoid
2022 1CC classification myeloid



WHO-HAEMS5 en ICC 2022 Classifications are overlapping for the majority of entities:

- both written by experts

- based on the WHO 4th edition

- based on same literature

“differences” in approach of follicular lymphoma and EBV related/ immunodeficiency related diseases

nomenclature :

WHO HAEMS

ICC

NLPHL ¢<-> NLPBL

Fluid-overload LBL (may be EBV!)¢> HHV8 neg/EBV neg primary effusion- based lymphoma

HGBL with MYC and BCL6 rearrangement recognised only in ICC

High grade B-cell lymphoma with 11q aberration << LBCL with 11q aberration (prov entity)

High grade lymphomas of immune priviliged sites <> prim CNS and prim testicular DLBCL

Table 4. Distinctive features of primary large B-cell lymphomas of immune privileged sites.

Subtypes

Clinical

Morphology
Immunophenotype

Mutational profile

Primary large B-cell lymphoma of the CNS
Primary large B-cell lymphoma of the vitreoretina
Primary large B-cell lymphoma of the testis
Usually in adults over age of 60 years

Lymphoma tends to “home” to other immune privileged sites: vitreoretina tumour may occur concurrently with or follow
CNS tumour; testicular tumour tends to relapse in CNS or contralateral testis

Aggressive tumours with generally poor prognosis

Large B-cell lymphoma

Activated B-cell immunophenotype: Usually CD10-, MUM1+, BCL6+
EBV negative

Concomitant MYD88 and CD798 mutations

Immune evasion: genetic inactivation of MHC class | and Il and B2M (p »-microglobulin) with subsequent loss of protein
expression

Showing DLBCL genomic signature C5/MCD/MYD88



Classical Hodgkin Lymphoma

CD-O

WHO 2017

WHO 2022

CC 2022

9659/3
9650/3
9663/3
965112
965213
965313

Architecture

Neoplastic

cells

Phenotype

Background

Hodgkin ymphomas
MLPHL

CHL

MNSECHL

LR ECHL

MCICHL

LD CHL

Nodular (NS and
LR)
Diffuse (MC)

Classic RS cells
Lacunar cells (NS)

CD15%, CD30°,
CD20™*,CD457, EMA’,
PAX5" (weak),
CD79a, J chain’,
Oct-2™*, EBV”
T cells (NS and
MC)
Small B cells (LR
nodular)
FDC"" (LR, some
NS)

Nodular

LP (L &H) cells

CD20%, CD79a’",
Oct-2", J chain’,
CD45', EMA™,
CD30,CD15,
BOB.1', EBV°

B cells, CD57/PD-1"
cells, FDC*

MNLPHL
CHL

NS CHL
LR CHL
MC CHL
LD CHL

nodular lymphocyte predominant B-cell ymphoma*

CHL

NS CHL
LR CHL
MC CHL
LD CHL

Age-specific incidence rates of Hodgkin lymphoma, Canada, 2003-2007

(from average annual counts)

64

Age-soccific rate per 100,000

AN

— Males
== Females

0 T T T T - T T T T T T T v - T T ]
04 59 1014 1519 2024 2529 30-34 35.39 4044 4549 5054 55.50 GOGA 6569 70-74 7579 8084 85+

Age at diagnosis



Lymphomas of the mediastinum

Primary mediastinal B-cell Grey zone lymphoma Classical Hodgkin lymphoma
lymphoma

Mediastinal mass Mediastinal mass Often mediastinal & nodal disease
Preserved B-cell program Preserved B-cell program Crippled B-cell program
High tumor density High tumor density Minority of HRS cells
Spectrum between CHL and PMBCL
Diffuse fibrosis, clear cytoplasm, HRS like cells, sometimes clear cell,  Often fibrotic, nodular
sometimes HRS like cells fibrosis

Female predominance, young adults Male predominance, young adults Female, young adults

CD30+, CD23+, MAL1+ CD30+, CD15+/- CD30+, CD15+, IMP3+, GATA3+, PAX
5 weak

EBV - EBV —/+ ( < 5%) EBV -/+ (< 25%)

Variable prognosis Poor prognosis Good prognosis

Amplification of 9p24,1 (PDL1, PDL2, JAK), REL amplification, mutations in NF-kB pathway genes




Under “large B-cell lymphomas” in ICC

Nodular lymphocyte predominant BCL/HL

DO

9659/3
9650/2
96633
965112
9652/3
965313

Architecture

Neoplastic

cells

Phenotype

Background

WHO 2017

Hodgkin ymphomas

NLPHL
CHL

NS CHL
LR CHL
MC CHL
LD CHL

Nodular (NS and
LR)
Diffuse (MC)

Classic RS cells
Lacunar cells (NS)

CD15%, CD30,
CD20™*,CD457, EMA’,
PAX5" (weak),
CD79a, J chain’,
Oct-2™*, EBV"
T cells (NS and
MC)
Small B cells (LR
nodular)
FDC™" (LR, some
NS)

Nodular

LP (L &H) cells

CD20%, CD79a’",
Oct-2", J chain’,
CD45", EMA",
CD307,CD15,
BOB.1', EBV"

B cells, CD57/PD-1"
cells, FDC*

WHO 2022

MNLPHL
CHL

NS CHL
LR CHL
MC CHL
LD CHL

Pattern A
“Classical”
B-cell-rich nodular

Typical

Prominent extra-
Nodular L&H cells

Pattern F
Diffuse moth-eaten,
B8-cell-rich

or DLBCL-like)

variant

Pattern B
Serpiginous/
Interconnected

ICC 2022

nodular lymphocyte predominant B-cell ymphoma™

NS CHL
LR CHL
MC CHL
LD CHL

>

10
0.9 1
08
0.7 4
06
0.5 4
04 4
03
0.2 4

PFS during 5 years after recruitment

01

0.0

Pattern AB

Pattern non-AB

0
Pts. at Risk
AB 308
non-AB 105

T

24

82

Time [months]

T

36 48

197 168
69 60

60

0

Am J surg Pathol 2003 Fan
Blood 2013 Hartmann



Location

EBV+

Inflammation/

fluid

Mediastinum

Terminal
B-cell

Other

Large B-cell lymphomas

ICD-O

9680/3
9680/3
9680/3

9680/3

9680/3
9680/3

9680/1
9766/1
9766/3

9680/3

9680/3
9678/3

9679/3
9596/3

9737/3
9735/3
9738/3
9678/3

9712/3
9688/3

9687/3

WHO 2017

Large B-cell lymphomas
DLBCL, NOS

GCB subtype

ABC subtype

primary DLBCL of CNS

Primary cutaneous DLBCL, leg type
EBV positive DLBCL

EBV-positive mucocutaneous ulcer
Lymphomatoid granulomatosis grade I-II
Lymphomatoid granulomatosis grade IlI

DLBCL associated with chronic inflammation

fibrin associated DLBCL

primary mediastinal (thymic) LBCL
B-cell ymphoma, unclassifiable, with features intermediate
between DLBCL and CHL

ALK-pos LBCL

plasmablastic lymphoma
HHV-8 + DLBCL, NOS
primary effusion lymphoma

intravascular LBCL
T-cell/histiocyte rich large B-cell ymphoma

Burkitt-like lymphoma with 11q aberration

WHO 2022

DLBCL, NOS
GCB subtype
ABC subtype

Primary Large B-cell ymphomas of immune-priviliged sites
Primary Large B-cell ymphomas of immune-priviliged sites

Primary cutaneous DLBCL, leg type
EBV positive DLBCL

EBV-positive mucocutaneous ulcer
lymphomatoid granulomatosis

DLBCL associated with chronic inflammation

fibrin associated DLBCL
Fluid overload-associated large B-cell lymphoma (+/- EBV!!)

primary mediastinal LBCL
Mediastinal grey zone lymphoma

ALK-pos LBCL

plasmablastic lymphoma
KSHV/HHV8+ DLBCL
primary effusion lymphoma

intravascular LBCL
T-cell/histiocyte rich large B-cell ymphoma

high grade B-cell ymphoma with 11q aberration

ICC 2022

DLBCL, NOS
GCB subtype
ABC subtype

primary DLBCL of CNS
primary DLBCL of testis

Primary cutaneous DLBCL, leg type
EBV positive DLBCL

EBV-positive mucocutaneous ulcer
lymphomatoid granulomatosis

DLBCL associated with chronic inflammation

fibrin associated DLBCL
HHV8 and EBV negative PEL

primary mediastinal (thymic) LBCL
Mediastinal gray zone lymphoma

ALK-pos LBCL

plasmablastic lymphoma
HHV-8 + DLBCL, NOS
primary effusion lymphoma

intravascular LBCL
T-cell/histiocyte rich large B-cell lymphoma

large B-cell ymphoma with 11q aberration



HIGH GRADE LYMPHOMAS

ICD-O WHO 2017

9687/3 Burkitt lymphoma

9680/3 HGBCL with MYC and BCL2 and /or BCL6
rearrangements

9680/3 HGBCL, NOS

WHO 2022

Burkitt lymphoma
HGBCL with MYC and BCL2 rearrangement

HGBCL, NOS

ICC 2022

Burkitt lymphoma
HGBCL with MYC and BCL2 rearrangement

HGBCL with MYC and BCL6 rearrangement
HGBCL, NOS

LPD and Lymphomas associated with |IDD

ICD-O WHO 2017

9971/1 non destructive LPD : plasmacytic hyperplasia PTLD -
infectious mononucleosis PTLD - florid follicular
hyperplasia PTLD

9971/1 polymorphic LPD

9680/1 EBV + mucocutaneous ulcer

code as type monomorphic PTLD - Classical Hodgkin lymphoma
of lymphoma PTLD

code as type
of lymphoma

WHO 2022

hyperplasias arising in IDD

polymorphic LPD arising in IDD
EBV + mucocutaneous ulcer
lymphomas arising in IDD

Inborn errors of immunity-associated LPD and lymphomas

ICC 2022

non destructive LPD : plasmacytic hyperplasia PTLD - infectious
mononucleosis PTLD - florid follicular hyperplasia PTLD

polymorphic LPD
EBV + mucocutaneous ulcer
monomorphic PTLD - Classical Hodgkin lymphoma PTLD



ICD-O  WHO 2017 WHO 2022 ICC 2022

Large B-cell lymphomas |
aga0/3 DLBCL, NOS DLBCL, NOS DLBCL, NOS :
a630/3 SCH subtype GCB subtype GCB subtype :

1
1

968073 ABC subtype ABC subtype ABC subtype

40% of all NHL

Treatment: R/CHOP

Morphological variants : no prognostic or predictive impact

COO: GCB versus ABC (GEP, immunohistochemical classifier Hans algorithm)

az sintyan =~
brugge - oostende av

non-GCB




b ? Genetic

expression subtypes i Overall survival
l subgroups l . P 3 Hallmark genetic features R-CHOP chemoRx Candidate drug target

- SyrOs BTK PI3KBCLZ JAK IRF4EZH2

MYD8S-45F mutation

\‘__‘_‘_ A0%
CD79B mutation u u u | u

NOTCH1 mutation 27% u
Diffuse large B-cell

lymphoma

TP53 inactivation
aneuploidy u

BCLé translocation
NOTCHZ2 mutation

SGK1 mutation
TET2 mutation

MYC translocation
DDX3X mutation

| . TNFAIP3 inactivation
translocation ~4pH11 mutation

Figure 3. Genetic subgroups of DLBCL illustrated using the LymphGen algorithm. The relationships between COO and the probabilistic assignments to genetics-based
subgroups are shown. The size of the subgroup circles approximates the proportions of patients in each group, with the prevalence based on Schmitz et al,'™ adjusted for a
population-based distribution of COC subgroups. Tumors assigned with high confidence to =2 subgroups are assigned to the composite group, while ~37% of tumors are not
assigned to any subgroup with sufficdient confidence (other). The hallmark genetic features are those frequent within that subgroup but are not required for that assignment.
OS5 following R-CHOFP chemoimmunotherapy along with inferred drug targets are shown. GCB, germinal center B-cell-like.




hmas

WHO 2017 algorlthm or \a‘rge B ceII \ym

Morphology

Phenotype &
cytogenetics
- DHIT-R present

TdT+ TdT—, cyclin D1-

- MYCR + BLmorph | . v
DHIT-R absent | 2
[ ',\ /’
\l\_‘ /
v v Y !
Diagnosis B-LBL HGBL, NOS BL HGBL, with MYC and DLBCL, NOS
BCL2 and/or BCL6R

Swerdlow et al. The 2016 revision of the WHO classification. Blood 2016



Burkitt lymphoma:

Dark zone Light zone Dark zone germinal center B-cell
Proliferation, Mutation Selection Differentiation

Sporadic (sBL) —endemic (eBL) — immunodeficiency (iBL)

eBL: young male patients, extranodal, EBV+, malaria

sBL: male, broader age group, abdominal & extranodal, EBV+/-

iBL: HIV, BM& CNS involvement, more plasmacytoid morhology, EBV+/-

Rare cases: granulomatous hiding the tumorcells, EBV+, more favorable prognosis
R/ intensified therapy + CNS prophylaxis/R

Hallmark: MYC/ IG translocation
MYC/IGH (80%) , MYC/IGK (15%), MYC/IGL (5%)

Cases with TdT expression: classify as B-ALL with MYC rearrangement
Anabolism P y &

Recycling

Differentiation | ; '

BE

BL look alike: large BCL with 11q aberrations
=> MYCr negative, MYC ihc partial or weak+

=>telomeric 11Q loss and proximal 11Q gain

FL : :
GCB-DLBCL EABC-DLBCL => children (localised disease I/11) and adults
5 =>in IDD setting (PTLD and ATM germline mutations)
C3/EZB i C1/BN2
! : =>TP53 mutation in adults: aggressive
Cc2? Cc4 §N1 C5MCD ;

=> clue: coarser phagocytosed apoptotic bodies, less monomorphic
=> other mutational landscape than BL (~GC DLBCL)

=> favorable prognosis in comparison to HGBCL

Immunological Reviews. 2019;288:214-239. Provisonal entity in ICC, entity in WHO HAEMS



MYC/BCL 2 (HGBCL-DH-BCL2) * MYC/BCL6 double hit lymphomas (HGBCL-DH-BCL6)

80% of DH/TH lymphomas 10-20% of DH/TH lymphomas

Adults, 60Y, M>F More extranodal involvement, heterogeneous
Advanced stage disease (llI-1V), poor prognosis

Variable morphology DLBCL / large cell morhology

Sometimes TdT expression, CD34- Sometimes TdT expression, CD34-

De novo; transformed FL

Germinal center B-cell derived (Hans & GEP) GCB and ABC
MYC/IG and MYC/non-1G (40%), complex KT MYC/IG and MYC/non-IG, pseudoDH (MYC/BCL6) 30%
Mutational landscape overlaps with BL and DLBCL Mutational landscape more heterogeneous

Uniform group derived from FL-like cells: entity in WHO  Provisional entity in ICC
HAEMS5 and ICC

*except: Foll NHL (grade I-1lla) and B-ALL/LBL with DH cytogenetics

GEP: Double hit signature (DHsig) —molecular high grade (MHG): ~ dark zoneGCB, aggressive biology

50% of DHsig were HGBCL-DH-BCL2
30% of non-HGBCL-DH-BCL2 MYC or BCL2 rearrangements were found (cryptic to FISH)



Morphology Genetic changes Diagnosis

MYC-G BCL2-R or G, BCL6-R or G

Diffuse large B-cell Diffuse large B-cell

lymphoma BCL2-§, BCL6-Rqr G lymphoma, NOS _
MYC-R
L BCL2-R, BCL6-R or G DLBCL/HGBL-MYC/BCL2 _

MYC-R IG::MYC, BCL2-G, BCL6-G

Burkitt lymphoma Burkitt lymphoma

BECLZ2-G, BCL6-R or G

High grade

HGBL NOS
B-cell lymphoma BCL2-R or G, BCL6-R or G

11q gain/loss, BCL2-G, BCL6-G HGBL-11q

Fig. 4 Algorithm for classification of aggressive B-cell lymphomas in WHO-HAEMS in the light of MYC, BCL2 and BCL6 rearrangement and
complex 11q gain/loss patterns. HGBL high grade B-cell lymphoma, R rearrangement, G germline configuration.

WHO-HAEMS5 2022 algorithm



Cytogenetics No BCTZYSrga_GR MYCR&BCL2R  MYCR&BCL6R

o 0 1 1 1 @
o 0 ] ]

ICC 2022 algorithm, Virchow 2023 King
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HGBL with TdT expression

myc
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A MYC-R LBCL B DHL/THL

100 = TdT Pos 100 —— TdT Pos
s —— TdTNeg = —— TdT Neg
) [\
Z 2
c c
- — |
2 50 ©» 50
® ®
$ e
(@) p=0.01 (@) p=0.009

o 1 1 1 1 | 1 o | | 1 ] ] )
0 100 200 300 400 500 0 100 200 300 400 500
Months Months

FIGURE 3. A, Survival comparison of TdT" (n=6, median survival-12.5 months) and TdT™ (n=59, median survival-61 months)
MYC rearranged LBCL from UPMC. B, Survival comparison of TdT* (n=5, median survival-8 mo) and TdT~ (n=39, median
survival-61 mo) DHL/THL from UPMC.

Am | Surg Pathol * Volume 46, Number 1, January 2022



Standardised nomenclature for all IDD-LPD’s

Histologic diagnosis Virus(es) Specificimmune
deficiency/dysregulation setting

Hyperplasia EBV+/- Posttransplant

Polymorphic LPD KSHV/HHVS +/- HIV infection

EBV+ mucocutaneous ulcer Auto-immune disease/therapy
Lymphoma (classify as for related

immunocompetent patients) Immune senescence

Inborn errors of immunity

e.g.

Extranodal MZL, EBV+, RA/MTX

Primary effusion lymphoma, KSH/HHV8+, EBV+, HIV setting

Polymorphic lymphoproliferative disorder, EBV+, giant cell arteritis/Medrol



EBV+ B-cell LPDs s

/\ —

Immune Deficiency (ID)

“No” Immune Deficiency

A—"'—/

Local ID Systemic ID Burkitt lymphoma || CHL || PBL
DLBCL associated with chronic inflammation _ / EBV+ DLBCL || LYG || FL (| MZL
Fibrin-associated LBCL*

latrogenic
Inherited / \‘
fimarv} 1D Lall. PTLD Other iatrogenic, autoimmune
EBV+ MCU EBV+ MCU
Hyperplasias Hyperplasias lesiens (hyperplasias) Hyperplasias
Polymorphic LPDs Polymorphic LDPs Polymorphic PHB (LPDs) Polymorphic LPDs
VNS DLBCL || HRLCHL Menomorphic |
Lymphomas — Lymphomas
HA-PBL | HALBL EHLPTLD | Lymphomas

Surgical Pathology Clinics 2023, Chapman, in press




EBV+ B-cell LPDs

metimes EBV positive:
EBV-positive distinct entities / \ Sometimes EBV positive

unless known source of IDD

EBV+ DLBCL

Reactive hyperplasias

Fibrin-associated LBCL 0

ocd

DLBCL associated with = ;

chronic inflammation Burkitt lymphoma, EBV+*
CHL

1]
PBL** vorigE= MZL
i DD FL
EBV+ MCU SystE— S

plasmacytoma

Hyperplasia, EBV+, IDD associated / P r
e
Polymorphic LDP, EBV+, IDD associated / ;’f’f’

- 3 -~

o

_E-CE" lymphoma, EBV+, IDD associated %
_‘1—._-_‘_‘_‘_‘_‘_-_-_-_ _._._._'_._._._._._.—F'_

Surgical Pathology Clinics 2023, Chapman, in press



ICD-O WHO 2017 WHO 2022 ICC 2022
Large B-cell lymphomas
968073 DLBCL, NO3S DLBCL, NOS DLBCL, NOS
9680/3 GCB subtype CB subtype 5CB subtype
9680/3 ABC subtype ABC subtype ABC subtype
96883 T—cellfhistincy’te rich large B-cell lymphoma T—cellfhistincy’te rich large B-cell lymphoma T—cellfhistim:].-'te rich large B-cell lymphoma
9680/3 primary DLBCL of CN3S Primary Large B-cell ymphomas of immune- primary DLBCL of CNS
priviliged sites
Primary Large B-cell ymphomas of immune- primary DLBCL of testis
priviliged sites
9680/3 ﬁrimary cutaneous mL, leqg type ﬁrimary cutaneous mL, leqg type ﬁrimary cutaneous mL, leqg type
968013 EBYV positive DLBCL EBV positive DLBCL EBV positive DLBCL
9680/ EBV-positive mucocutaneous ulcer EBV-positive mucocutaneous ulcer EBV-positive mucocutaneous ulcer
9680/2  |DLBCL associated with chronic DLBCL associated with chronic inflammation DLBCL associated with chronic inflammation
inflammatian
9680/3 fibrin associated DLBCL fibrin associated DLBCL fibrin associated DLBCL
Q67813 Fluid overload-associated large B-cell ymphoma |[HHVE and EBV negative PEL
(+- EBVT)
Q7661 Lymphomatoid granulomatosis grade |-l |lymphomatoid granulomatosis lymphomatoid granulomatosis
Q766/3 Lymphomatoid granulnmatnsis grade [
9679/3 primary mediastinal (thymic) LBCL primary mediastinal LBCL primary mediastinal (thymic) LBCL
9596/3 B-cell ymphoma, unclassifiable, with Mediastinal grey zone lymphoma Mediastinal gray zone lymphoma
features intermediate between DLBCL and
CHL
Q71213 intravascular LBCL intravascular LBCL intravascular LBCL
Q73avia ALK-pos LBCL ALK-pos LBCL ALK-pos LBCL
Q7353 plasmablastic lymphoma plasmablastic lymphoma plasmablastic lymphoma
Q68713 Burkitt-like lymphoma with 11g aberration |high grade B-cell lymphoma with 11q aberration |large B-cell lymphoma with 11q aberration




ICD-O

WHO 2017

HHV& -associared LPD

WHO 2022

ICC 2022

one mulficeptric Castlernan dizegce multicentric Castleman disegse mulficentric Castleman dizesse
97383 HHY-8 + DLBCL, MOS KSHY/IHHVE+ DLBCL HHY-8 + DLBCL, MOS
a73an HHYE8+ germinotropic lymphoproliferative |KSHW/HHYE+ germinotropic lymphoproliferative HHYWE8+ germinotropic lymphoproliferative disorder
disorder disorder
96783 primary effusion lymphoma primary effusion lymphoma primary effusion lymphoma
High grade lymphomas
Q6373 Burkitt lymphoma Burkitt lymphoma Burkitt lymphoma
9680/3 HGBCL with MYC and BCLZ and /or BCLE [HGBCL with MYC and BCL2 rearrangement HGBCL with MYC and BCL2 rearrangement
rearrangements
HGBCL with MYC and BCLG rearrangement
ag20/3 HGBCL, NO3S HGBCL, NOS HGBCL, MO3S
Hodgkin lymphomas
96593 MLPHL MLPHL nodular lymphocyte predominant B-cell lymphoma*
a650/3 CHL CHL CHL
Q6633 MS CHL MS CHL MS CHL
96513 LR CHL LR CHL LR CHL
QBh213 MC CHL MC CHL MC CHL
965313 LD CHL LD CHL LD CHL
[ ymphoid profiferations and lymphomas associated with immuoune deficiency and dysregofation
a9a71M nan destructive LPD : plasmacytic hyperplasias arising in 10D non destructive LPD : plasmacytic hyperplasia PTLD -
hyperplasia PTLD - infectious infectiocus mononucleasis PTLD - florid follicular
mononucleasis PTLD - florid follicular hyperplasia PTLD
hyperplasia PTLD
a9a71n palymaorphic LPD polymorphic LPD arising in IDD polymorphic LPD
a680M EBV + mucocutaneous ulcer EBY + mucocutaneous ulcer EBVY + mucocutaneous ulcer
code as monomorphic PTLD - Classical Hodgkin lymphomas arising in DD monomaorphic PTLD - Classical Hodgkin lymphoma
type of lymphoma PTLD PTLD
lymphoma
code as Inborn errors of immunity-associated LPD and
type of lymphomas
lymphoma

in ICC: PTLD separate from other iatrogenic IDD
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