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Presentation Outline

ASézary Syndrome

AAggressive cytotoxic-dell lymphomas:

APrimary cutaneous aggressive epidermotropic CD8+ cytotexic
cell lymphoma

A CutaneousxtranodalNK/T-cell ymphoma, nasal type
APrimary cutaneous Gamma Delt&dll lymphoma

AAngioimmunoblastic -Eell lymphoma
ABlastic plasmacytoid dendritic cell neoplasm

ADiffuse Large Bell Lymphoma, leg type



Sézary Syndrome



Sézary Syndrome

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

ARare variant of cutaneouscell
lymphoma (< 5% of cases)

Albert Sézary (1880956)



Clinical Presentation

A Triad:

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

2. Generalized lymphadenopathy

3. Clonallyrelated cerebriform Jcells identified
In skin, peripheral blood and lymph nodes

A More common in males in theitsc 7th
decades

A Black populations are affected twice as often
white populations

Skin Lymphoma: Fig 3.2 |



Clinical Presentation

Alntense pruritus

Apalmoplantar keratoderma (edema
and scaling)

ANail dystrophy

AAlopecia




Diagnostic Criteria

AWHO/EORTC criteria to diagnose Sézary syndrome:

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

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

3. An increased population of CD4(+)/CDand/or
CDA4(+)/CD2e) cells and the loss ofdell antigens (CD2,
CD3, CD4, CD5) by flow cytometry

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



Cutaneous histopathology of Sézary
syndrome: a study of 41 cases with a proven
circulating T-cell clone

-]

38% Mycosis fungoides-like infiltrate

J CutanPathol1997: 24: 286291.



Cutaneous histopathology of Sézary
syndrome: a study of 41 cases with a proven
circulating T-cell clone

33% Non-specific inflammatory infiltrate

J CutanPathol1997: 24: 286291.



Cutaneous histopathology of Sézary
syndrome: a study of 41 cases with a proven
circulating T-cell clone
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Immunohistochemistry

ATypically CD3(+), CD4(+)/CIPSTCR CmM 0 b 0
ACD7 is commonly diminished or absent
ACD2, CD3, and CD5 are sometimes lost

Al 5nédb0OK/ 5y0b0 YR /5n0b0K
described



Erythroderma is not
specific for Sézary

syndrome, can be seer syndrome patients:
in:

R

Challenges in Diagnosing Sézary Synd

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

Some parameters are
insensitive and
occasionally seen in
benign dermatoses

Sézary cells can be
present in norsézary

1. Reactive cells car

Mycosis fungoide give cerebriform

Atopic dermatitis morphology

Psoriasis 2. Mycosis fungoided *Look for expanded [ * Always recommend
Drug reactions 3.  Other Fcell populations of to find identical clones
PRP lymphomas CD4(+)CD(T cells ] in the peripheral

Idiopathic
erythroderma

and/or CD4(+)CD24(T
cells

blood/lymph nodes
and skin




Prognosis

AThe results vary in different seriesyBar survival varies
between 1150%); this Is attributed to varying criteria use:
In establishing the diagnosis of Sézary syndrome

Aln more recent studies were strict criteria has been appli
the prognosis is generally poor, with an overajleéar
survival of approximately 25%

A Most patients die of opportunistic infections due to
Immunosuppression



Aggressive CytotoxicGell Lymphomas

1.Primary Cutaneous Aggressive Epidermotropic CD8+ Cytotoglt T
Lymphoma



Primary Cutaneous Aggressive
Epidermotropic CD8+ CytotoxicAll
Lymphoma

AFirst described in 1999 by Dr. Emilio
Berti

Al £ a2 1y 250 aMEIKe Y 5§

AExtremely rare accounting for less
than 1% of all cutaneouscell
lymphomas




Clinical Presentation

AUsually affects adults
ARapidly progressive eruption

AGeneralized patches and plagues with |
verrucous hemorrhagic papules, nodules, §3
and tumors

AFast onset widespread visceral me_tastase:t e
uncommon sites including the testis, lungs™ = el
spleen, and central nervous system (WItNOL ke, oemato 2010 xnssayerss
lymphadenopathy)



Histopathologic Findings
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Immunohistochemistry

ACD3(+) cytotoxic T cells

ACD4{)/CD8(+)

AUsually CD7 expression preserved but loss of CD2 and
ATCR F1(+)

ACytotoxic markers are positive: TIAGranzyme B






Differential Diagnosis

. CD8(+) mycosis fungoides: Indolent long course with paiche
plaguestumors

. Pagetoid Reticulosis: Indolent long standing solitary plagque
verrucous changes affecting extremities

. Lymphomatoidpapulosis type D: Waxing and waning lesions

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

. Epidermotropic Gamma Delta T cell lymphoma:-T@GRand
most cases CD56(+)



Prognosis

APrognosis is very poor with rapid progression of disease
demonstrate systemic involvement

A5-year survival is 0%

AMedian survival is 12 months



Aggressive CytotoxicGell Lymphomas

1.Primary Cutaneous Aggressive Epidermotropic CD8+ Cytotoglt T
Lymphoma

2.CutaneougxtranodaNK/T-Cell Lymphoma, Nasal Type



CutaneoufxtranodaNK/FCell
Lymphoma, Nasal Type

At NbBdA2dzaté 0SSy RSAONMOSR

AHas a high propensity to affect the upper aerodigestive ti
(midline)

AEBV driven lymphoma



Clinical Presentation

AMostly affects adults

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

AAfter the upper aerodigestive tract, skin is most frequent|
iInvolved as the primary or secondary site of presentatior



Clinical Presentation

AMultiple cutaneous lesions in
different anatomic sites consisting of
multiple nodules or plague
(sometimes ulcerated)

APredilection for the trunk and/or
limbs

AB symptoms (fever, night sweats, a
weight loss)

AHemophagocytic syndrome may be
present



Histopathologic Findings
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NK/T-Cell Lymphoma

* Karyorrhectic debris is common



