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4th edition of the WHO classification (2008)
Cutaneous T-cell lymphomas

• Mycosis fungoides & variants of MF

– Folliculotropic MF

– Granulomatous slack skin

– Pagetoid reticulosis

• Sezary syndrome

• Adult T-cell lymphoma/leukemia

• Spectrum cutaneous CD30+ LPD

• Subcutaneous panniculitis-like T-cell lymphoma

• Extranodal NK/T-cell lymphoma, nasal type

• Hydroa vacciniforme-like lymphoma

• Primary cutaneous peripheral T-cell lymphoma, NOS +   
rare subtypes

- Primary cutaneous γ/δ T-cell lymphoma

- Aggressive cytotoxic epidermotropic CD8+ CTCL

- Primary cutaneous CD4+ small/medium T-cell lymphoma

- Primary cutaneous acral CD8+ T-cell lymphoma

Cutaneous B-cell lymphomas

• Extranodal marginal zone lymphoma (MALT) 
(Primary cutaneous marginal zone lymphoma)

• Primary cutaneous follicle center lymphoma

• Primary cutaneous DLBCL, leg type

• EBV-positive mucocutaneous ulcer

• Intravascular large B-cell lymphoma
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5th edition of the WHO classification (2023)
Cutaneous T-cell lymphomas

• Mycosis fungoides & variants of MF

– Folliculotropic MF

– Granulomatous slack skin

– Pagetoid reticulosis

• Sezary syndrome

• Adult T-cell lymphoma/leukemia

• Spectrum cutaneous CD30+ LPD (LyP – C-ALCL)

• Subcutaneous panniculitis-like T-cell lymphoma

• Extranodal NK/T-cell lymphoma

• Hydroa vacciniforme-like LPD; mosquito bite allergy

• Primary cutaneous peripheral T-cell lymphoma, NOS + rare 
subtypes

- Primary cutaneous γ/δ T-cell lymphoma

- Aggressive cytotoxic epidermotropic CD8+ CTCL

- Primary cutaneous CD4+ small/medium T-cell LPD

- Primary cutaneous acral CD8+ T-cell LPD

Cutaneous B-cell lymphomas

• Primary cutaneous marginal zone lymphoma #

• Primary cutaneous follicle center lymphoma

• Primary cutaneous DLBCL, leg type

• EBV-positive mucocutaneous ulcer

• Intravascular large B-cell lymphoma

# International consensus classification (ICC): 

primary cutaneous marginal zone B-cell LPD
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PCSM-TCLPD

Willemze R. Cutaneous lymphoproliferative disorders: back to the future. J Cutan Pathol (in press)

Acral CD8+ TCLPD PCMZL(PD)
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What does the term LPD mean?

• Includes benign and malignant lymphoid proliferations and 

both LPD with an excellent and LPD with a poor prognosis

• Immunodficiency-associated LPD

• Post-transplant lymphoproliferative disorders

• iatrogenic immunodficiency-associated LPD

• Primary cutaneous CD30+ LPD 

• includes benign (LyP) and malignant (C-ALCL) conditions

Expected effects on clinical

management:

In typical cases no (or less):

• staging

• aggressive treatment

• long-term follow-up

Questionnaire
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Questionnaire to 30 cutaneous lymphoma centers

What does the term LPD mean to you?              

Benign; indolent malignant; other, namely ………

• Benign without restriction: 12

• Benign with a caveat:             3

• Benign, but not PCMZL:    5 

• Indolent malignant:     7

• Borderline/uncertain:           5
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Questionnaire to 30 cutaneous lymphoma centers

What does the term LPD mean to you?              

Benign; indolent malignant; other, namely ………

• Benign without restriction: 12

• Benign with a caveat:             3

• Benign, but not PCMZL:    5 

• Indolent malignant:     7

• Borderline/uncertain:           5

 

Effect on clinical management of any of the

LPD in daily practise?

Change in clinical management:          19/30     

- Less intense staging (no PET-CT):   10/30

- Less aggressive therapy (less RT):    6/30

- Less or shorter follow-up:                11/30

No change in clinical management:     11/30

Term LPD useful for patient reassurance
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Questionnaire II
PCSM-TCLPD is A: benign condition/reactive process (not a cancer)

B: indolent (low-grade) malignant lymphoma

C: other: ……………………………..

PC acral CD8+ T-cell LPD is A: benign condition/reactive process (not a cancer)

B: indolent (low-grade) malignant lymphoma

C: other: ……………………………..

PCMZL(PD) A: benign condition/reactive process (not a cancer)

B: indolent (low-grade) malignant lymphoma

C: other: ……………………………..

Have you seen patients in your clinic with the 

characteristic clinicopathologic features# of a 

PCSM-TCLPD who

(A) developed extracutaneous disease: Yes/No. If so, how many? ……

(B) died of lymphoma: Yes/No. If so, how many? ……

Have you seen patients in your clinic with an 

acral CD8+ T-cell LPD who

(A) developed extracutaneous disease: Yes/No. If so, how many? ……

(B) died of lymphoma: Yes/No. If so, how many? ……

Have you seen patients in your clinic with a 

PCMZL(PD) who

(A) developed extracutaneous disease: Yes/No. If so, how many? ……

(B) died of lymphoma: Yes/No. If so, how many? ……
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Questionnaire II

Benign Malignant Other Change in clinical management

staging treatment FU policy

PCSM-TCLPD * 24 (80%) 3 (10%) 3 (10%) 7/30 4/30 7/30 

Acral CD8+ TCLPD 17 (57%) 9 (30%) 4 (13%) 6/30 3/30 6/30

PCMZL(PD) 6 (20%) 21 (70%) 3 (10%) 4/30 3/30 6/30

*  solitary lesion without prior or concurrent patches and/or plaques typical of MF 
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Extracutaneous dissemination

Extracutaneous dissemination
seen in

Cumulative number of 
patients

Died of LPD

PCSM-TCLPD * 3/30 centres 3  1

Acral CD8+ TCLPD 1/30 centres 1** 1 **

PCMZL(PD) 16/30 centres ca. 50 ca. 5

*  solitary lesion without prior or concurrent patches and/or plaques typical of MF 

Have you seen patients in your clinic with the characteristic 

clinicopathologic features# of a PCSM-TCLPD / acral 8+ TCLPD / 

PCML(PD) who

(A) developed extracutaneous disease: Yes/No. If so, how many? ……

(B) died of lymphoma: Yes/No. If so, how many? ……

**  Alberti-Violetti S, et al. Primary cutaneous acral CD8 positive T-cell lymphoma with extra-cutaneous involvement. J Cutan Pathol 2017; 44:964-8
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Focus on PCSM-TCLPD

1980 Lymphomatoid reactions

1990 Pseudo-T-cell lymphomas (MF-plaque and nodular type)

1997 EORTC classification: CTCL, pleomorphic small/medium

2005 WHO-EORTC: Primary cutaneous CD4+ small/medium T-cell lymphoma

2008    WHO: Primary cutaneous CD4+ small/medium T-cell lymphoma

2016 Revised WHO: primary cutaneous CD4+ small/medium T-cell LPD

2018 Update WHO-EORTC: primary cutaneous CD4+ small/medium T-cell LPD

2022 5th edition WHO classification; ICC: unchanged

PCSM-TCLPD (band-like)

PCSM-TCLPD (nodular)Pseudo-CTCL (nodular)

Pseudo-CTCL (band-like)

Rijlaarsdam JU et al. Seminars in Dermatology 1994;13:187-196; Cancer 1992;69:717-724
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PCSM-TCLPD

• Second most common condition in consultation (>40/year)

• Considered as a benign condition by 80% of CL centers

• Extracutaneous dissemination exceedingly rare.

Literature Number
Extracutaneous 

disease
Died of LPD 

Beltramelli (2009) 136 0 0

Alberti-Violetti (2016) 62 0 0

Beltzung (2020) 60 0 0

Surmanowicz (2020) 160 0 0

Oschlies (2023) 177 0 0

LUMC (2019-2023) 200 0 0
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PCSM-TCLPD

• Second most common condition in consultation (30-40/year)

• Considered as a benign condition by 80% of CL centers

• Extracutaneous dissemination exceedingly rare.

Literature Number
Extracutaneous 

disease
Died of LPD 

Beltramelli (2009) 136 0 0

Alberti-Violetti (2016) 62 0 0

Beltzung (2020) 60 0 0

Surmanowicz (2020) 160 0 0

Oschlies (2023) 177 0 0

LUMC (2019-2023) 150-200 0 0

• Clinical practise one would expect In typical cases:
• no staging
• no aggressive treatment
• No long-term follow-up 

• Current clinical practise:
• Only 10 centers indicate staging not useful
• No aggressive therapies proposed
• FU ≥ 24 months: 16/30 centers

great need to develop uniform guidelines

for management and treatment
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Acral CD8+ TCLPD

Biologically malignant – clinically benign
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PCMZL/PCMZLPD

• Considered as a indolent lymphoma by 70% of CL centers

• Reluctance to accept the term PCMZLPD

• Large series: extracutaneous dissemination: 4-8%

• Dutch CL registry: extracutaneous dissemination: 10/391 (2.5%)

• Experience with extracutaneous dissemination: 16/30 centres

with in total > 50 patients

Which patients are at risk to develop

extracutaneous disease?

EORTC CLG meeting 

Lausanne
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Summary and conclusions

• Downgrading of low-grade malignant lymphomas to LPD: most important 

change in cutaneous lymphoma classifications over the last 15 years

• Term LPD widely accepted, but interpreted in different ways and often not

followed by changes in clinical management.

• Current clinical practise very heterogeneous.

• Need to develop uniform guidelines for typical cases.

• For philosophers: How to define malignant: biologically or clinically ?
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