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Presentation Outline

ÅSézary Syndrome

ÅAggressive cytotoxic T-cell lymphomas:
ÅPrimary cutaneous aggressive epidermotropic CD8+ cytotoxic T-

cell lymphoma
ÅCutaneous extranodalNK/T-cell lymphoma, nasal type
ÅPrimary cutaneous Gamma Delta T-cell lymphoma 

ÅAngioimmunoblastic T-cell lymphoma 

ÅBlastic plasmacytoid dendritic cell neoplasm

ÅDiffuse Large B-cell Lymphoma, leg type



Sézary Syndrome



Sézary Syndrome

ÅFirst described by Albert Sézary in a series 
of papers from 1938 to 1949 described 
erythroderma with monster cells in the 
skin and blood

ÅRare variant of cutaneous T-cell 
lymphoma (< 5% of cases)

Albert Sézary (1880-1956) 



Clinical Presentation

ÅTriad:

1. Erythroderma (> 80% of the skin surface +/-
scaling)

2. Generalized lymphadenopathy

3. Clonally-related cerebriform T-cells identified 
in skin, peripheral blood and lymph nodes

ÅMore common in males in their 5thς7th

decades

ÅBlack populations are affected twice as often as 
white populations

Skin Lymphoma: Fig 3.2



Clinical Presentation

ÅIntense pruritus

Åpalmoplantar keratoderma (edema 
and scaling)

ÅNail dystrophy

ÅAlopecia



Diagnostic Criteria

ÅWHO/EORTC criteria to diagnose Sézary syndrome:

1. An absolute Sézary cell count of 1000 cells/mm3 or more in 
peripheral blood

2. A CD4/CD8 ratio of 10 or higher by flow cytometry

3. An increased population of CD4(+)/CD7(-) and/or 
CD4(+)/CD26(-) cells and the loss of T-cell antigens (CD2, 
CD3, CD4, CD5) by flow cytometry

4. T-cell clone in the blood by Southern blot or PCR technique 
or cytogenetics
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Histopathologic Findings
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Immunohistochemistry

ÅTypically CD3(+), CD4(+)/CD8(-), TCR-ʲCмόҌύ

ÅCD7 is commonly diminished or absent

ÅCD2, CD3, and CD5 are sometimes lost

Å/5пόҍύκ/5уόҌύ ŀƴŘ /5пόҌύκ/5уόҌύ ǾŀǊƛŀƴǘǎ ƘŀǾŜ ōŜŜƴ 
described



Challenges in Diagnosing Sézary Syndrome

Clinical

Erythroderma is not 
specific for Sézary 
syndrome, can be seen 
in:

1. Mycosis fungoides
2. Atopic dermatitis
3. Psoriasis
4. Drug reactions
5. PRP
6. Idiopathic 

erythroderma

Peripheral blood

Sézary cells can be 
present in non-sézary
syndrome patients:

1. Reactive cells can 
give cerebriform 
morphology

2. Mycosis fungoides
3. Other T-cell 

lymphomas

Clonality

Detection of peripheral 
blood T-cell clone 
without clinical 
significance is frequent 
in elderly patients

* Always recommend 
to find identical clones 
in the peripheral 
blood/lymph nodes 
and skin

Flow cytometry

Some parameters are 
insensitive and 
occasionally seen in 
benign dermatoses

*Look for expanded 
populations of 
CD4(+)CD7(-) T cells 
and/or CD4(+)CD26(-) T 
cells



Prognosis

ÅThe results vary in different series (5-year survival varies 
between 11-50%); this is attributed to varying criteria used 
in establishing the diagnosis of Sézary syndrome

ÅIn more recent studies were strict criteria has been applied, 
the prognosis is generally poor, with an overall 5-year 
survival of approximately 25%

ÅMost patients die of opportunistic infections due to 
immunosuppression



Aggressive Cytotoxic T-Cell Lymphomas

1.Primary Cutaneous Aggressive Epidermotropic CD8+ Cytotoxic T-cell 
Lymphoma



Primary Cutaneous Aggressive 
Epidermotropic CD8+ Cytotoxic T-cell 

Lymphoma

ÅFirst described in 1999 by Dr. Emilio 
Berti

Å!ƭǎƻ ƪƴƻǿƴ ŀǎ ά.ŜǊǘƛΩǎƭȅƳǇƘƻƳŀέ

ÅExtremely rare accounting for less 
than 1% of all cutaneous T-cell 
lymphomas



Clinical Presentation

ÅUsually affects adults

ÅRapidly progressive eruption 

ÅGeneralized patches and plaques with 
verrucous hemorrhagic papules, nodules, 
and tumors

ÅFast onset widespread visceral metastases to 
uncommon sites including the testis, lungs, 
spleen, and central nervous system (without 
lymphadenopathy) 

ClinExpDermatol. 2010 Jun;35(4):e210-2. 



Histopathologic Findings







Immunohistochemistry

ÅCD3(+) cytotoxic T cells

ÅCD4(-)/CD8(+)

ÅUsually CD7 expression preserved but loss of CD2 and CD5

ÅTCR- F̡1(+)

ÅCytotoxic markers are positive: TIA-1, Granzyme B





Differential Diagnosis

1. CD8(+) mycosis fungoides: Indolent long course with patches-
plaques-tumors

2. Pagetoid Reticulosis: Indolent long standing solitary plaque with 
verrucous changes affecting extremities

3. Lymphomatoidpapulosis type D: Waxing and waning lesions

4. Primary cutaneous anaplastic large cell lymphoma: Solitary or 
multiple lesions with indolent clinical behavior

5. Epidermotropic Gamma Delta T cell lymphoma: TCR- (ɹ+) and 
most cases CD56(+)



Prognosis

ÅPrognosis is very poor with rapid progression of disease to 
demonstrate systemic involvement

Å5-year survival is 0%

ÅMedian survival is 12 months



Aggressive Cytotoxic T-Cell Lymphomas

1.Primary Cutaneous Aggressive Epidermotropic CD8+ Cytotoxic T-cell 
Lymphoma

2.Cutaneous ExtranodalNK/T-Cell Lymphoma, Nasal Type



Cutaneous ExtranodalNK/T-Cell 
Lymphoma, Nasal Type

ÅtǊŜǾƛƻǳǎƭȅ ōŜŜƴ ŘŜǎŎǊƛōŜŘ ŀǎ άƭŜǘƘŀƭ ƳƛŘƭƛƴŜ ƎǊŀƴǳƭƻƳŀέ

ÅHas a high propensity to affect the upper aerodigestive tract 
(midline)

ÅEBV driven lymphoma



Clinical Presentation

ÅMostly affects adults

ÅMore common in East Asian countries (China, Korea, and 
Japan), and South/Central America

ÅAfter the upper aerodigestive tract, skin is most frequently 
involved as the primary or secondary site of presentation



Clinical Presentation

ÅMultiple cutaneous lesions in 
different anatomic sites consisting of 
multiple nodules or plaque 
(sometimes ulcerated)

ÅPredilection for the trunk and/or 
limbs

ÅB symptoms (fever, night sweats, and 
weight loss)

ÅHemophagocytic syndrome may be 
present



Histopathologic Findings










