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VWU CLASOIFILATIUN U CUITANEUUOS
LYMPHOMAS

Mature T-cell and NK-cell neoplasms

A Mycosis fungoides (MF)
A MF variants and subtypes
Folliculotropic MF
Pagetoid reticulosis
Granulomatous slack skin
A Sezary syndrome
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A Primary cutaneous CD30+ lymphoproliferative disorders
Primary cutaneous anaplastic large cell lymphoma
Lymphomatoid papulosis
A Subcutaneous panniculitike Fcell lymphoma
A9 E i N} y 2 Reéllfymphoma,inasal type
A Primary cutaneous peripheralcell lymphoma, rare subtypes
Primary cutaneous aggressive epidermotropic CD8ellymphoma (provisional)
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WHO CLASSIFICATION OF CUTANEOUS
LYMPHOMAS
Mature B-cell neoplasms

AExtranodal marginal zone lymphoma of muc@saociated
lymphoid tissue (MALT lymphoma)

APrimary cutaneous follicle centre lymphoma

ADiffuse large Bell lymphoma, NOS

APrimary cutaneous diffuse largecBll lymphoma, leg type
Alntravascular large-Bell ymphoma



WHO CLASSIFICATION OF MYELOID
NEOPLASMS
Acute myeloid leukemia and related

neoplasms
ABlasticplasmacytoicdendritic cell neoplasm

Thisrare andaggressivénematopoietic neoplasm has been
renamed several times in previous years:

BlasticNKk:-celllymphoma
AgranularCD4+naturakiller cellleukaemia
AgranularCD4+CD56Raematodermicmeoplasm



CUTANEOUS LYMPHOMAS

APrimary cutaneous lymphomas are rare
AThird most frequent type aoéxtranodallymphoma

(8% of total)
ACTCL represents up to 60% of primary cutaneous
lymphomas

AB-cell lymphomas represent up to 25% of primary
cutaneous lymphomas




CLINICAL AND HISTOLOGICAL
DIFFERENCES BETWEEN CUTANEOUS B
AND T CELL LYMPHOMAS

CTCL CBCL

AUsually evolves through  ATends to present with
stages papules and nodules

AEpidermal changes very AEpidermal changes
common uncommon

Alnvolvement of adnexae + ARare involvement of adnexa

ASubtle changes in early ~ (cutaneous)
lesions AMore prominent infiltrate in

early stages



IMMUNOHISTOCHEMISTRY IN THE
DIAGNOSIS OF CUTANEOUS LYMPHOID

INFILTRATES
CTCL CBCL
APanT cell markers: CD2, CD3, CD5APanB cell markers: CD20, CD19,
CD7 CD79a, Paxb

Ahi (BF1) {(gamma/delta MAb) ABcl2
AHelper T cells: CD4* (subtypes)  ABct6
ACytotoxic suppressor T cells: CD8 ACD5, CD10

ATIAL, granzyme, perforin ACyclin D1

ANatural killer cells: CD56 ACD21/CD23 (dendritic follicular cell
ACD25 AKappa and lambda: light chain
ACD30 restriction

ADetection of clonality not possible by
IHC



DIAGNOSIS OF PRIMARY
CUTANEOUS LYMPHOMAS

AClinicopathological correlation is essential to make a diagnosis
AHistological confirmation essential for diagnosis

Almmunohistochemistry and genotypic analysis also important f
diagnosis



DIAGNOSIS OF PRIMARY
CUTANEOUS LYMPHOMAS

Aln Bcell lymphomas, Ig light chain restriction (Igk or Ig
expression) has been used as a surrogate marker for clonality

ADemonstration of clonality is not absolute confirmation of
malignancy

AAbsence of clonality does not ruteit the diagnosis of lymphom:



GENOTYPIC ANALYSIS IN THE DIAGNOSIS
OF CUTANEOUS LYMPHOMAS

AAnalysis of the T cell receptor and immunoglobulin heavy chai
genes by PCR (high sensitivy, allows the use of paraffin
embedded material)

AFalse positives and negatives can occur

Aln CBCL there is a rate of false negative results in @p%toof
cases (due to somatic hypermutation)




MYCOSIS FUNGOIDES

AAbout 70% of cases of CTCL
Alncidence: 0.42 cases/100000
A1000 new cases per year

AM>F (3:1)

AWide age range (4th to 6th decades)
AThree stages: patch, plague, tumour



MYCOSIS FUNGOIDES

AHistological diagnosis in early stages difficult and often need
close correlation with clinical presentation and genotypic analy

ATumour stage MF appearing de novo is no longer accepted as
distinctive entity (most previous cases likely to be CD30 (+)
lymphomas)

AStandard Tcell panel (CD3,CD2,CD5,CD7,CD4,CD8) is usefu
distinguish between reactive and malignant (most malignant a
reactive infiltrates are CD4 +)



MYCOSIS FUNGOIDES

ALymph node enlargement does not always indicate involvemer
(N1)

AHistologically reactive nodes can show evidence of a clone
(related to prognosis)

ADetection of the clone in the blood appears to be an independ:
prognostic indicator even for early (stage |) disease

ASome cases of MF are CD8 (+) particularly in children and
hypopigmented MF

ASome cases with gamma delta phenotype



HISTOLOGICAL DIAGNOSIS OF
CUTANEOUS T CELL LYMPHOMA

AThe histological diagnosis of early CTCL may be very difficult
findings are often nosspecific in the patch stage of the disease

AUsually multiple biopsies over a period of time are necessary
confirmation of the diagnosis

AClose clinicopathological correlation and the use of T cell rece
gene rearrangement analysis is crucial to confirm the diagnhos

AThe histological diagnosis is easier in the plague and tumour
stages of the disease




HISTOLOGICAL DIAGNOSIS OF
CUTANEOUS T CELL LYMPHOMA

AA single histological finding does not allow a diagnosis to be m:
AA combination of histological features is usually required to rea
diagnosis

Almmunohistochemistry is of limited value in early stages of the
disease (most reactive and neoplastic infiltrates have a T helpe
phenotype)

AL oss of pasT cell markers common with progression and less
common In early stages (except for CD7)



Mycosis fungoides
Immunohistochemistry

ACD2+, CD3+, CD4+, CD45RO+,

CD8 . s
ACD®, CD® i3y
ACD25+ in 50%
ACD30 + ooy HE e
ATCR gene rearrangements BRI, ey



Patch stage mycosis fungoides
Clinical features

AD.4 per 18 population

Avariably pruritic, slightly scaly,
erythematous, irregular and
asymmetrical patches

ATrunk, limbs/limb girdles,
breasts & flexures













DIAGNOSIS OF EARLY CU

ANEOUS

_.YMPHOMA (MYCOSIS FUNGOIDES)

USEFUL HISTOLOGICAL FEATURES IN THE

CELL

AColonization of basal keratinocytes by lymphocytes often in an

Indian file pattern**

ALymphocytes with convoluted mediutarge nuclei (® um)
either singly or in clusters either in the superficial dermis or the

epidermis **

APautrier microabscesses (tend to be rare, aggregates of
Langerhans cells often confused with microabscesses)



Patch stage mycosis fungoides
Histological features

AAtypical enlarged lymph
(with halos)

Tagging at DE junction
(string of pearls)
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Plague stage mycosis fungoides
Clinical features

AErythematous irregular scaly,
pruritic plaques

AAnnular and polycyclic or
serpiginous lesions

A10-20% progress to tumor
stage disease







