Stadiéring mycosis fungoides en Sezary syndroom

Table 4. ISCL/EORTC revision to the classification of mycosis fungoides and Sézary syndrome

THME stages
Skin
Ty Limited patches,* papules, and/or plaguest covering < 10% of the skin surface. May further stratify into T.; (patch only) vs T (plague = patch).
Tz Patches, papules or plagues covaring = 10% of the skin surface. May further stratify into T, {patch only) vs T, (plague = paich).
Tz One or more tumaorst (= 1-cm diameter)
Ts Confluence of erythema covering = B0%: body surface area
Node:
My No dinically abnormal peripheral lymph nodesd; biopsy not required
My Clinically abnomal peripheral lymph nodas; histopathology Dutch grade 1 or NCI LN,
MNia Clone negative#
My Clone positive#
My Clinically abnomal periphTaJ Iymiph nodes; histopatholegy Dutch grads 2 or NG LN
Maz Clone negatives
Moy Clone positive#
Mg Clinically abnomal peripheral lymph nodes; histopatholegy Dutch grades 3-4 or NCI LM,; clone positive or negative
M, Clinically abnomnal peripheral lymph nodes; no histologic confirmation
Visceral
M,y No visceral organ involvement
M Vigceral involvement {must have pathology confirmationy] and organ involved should be specified)
Blood
BO Absance of significant blood invohvement: = 5% of peripheral blood lymphocytes are atypical (Sézary) cells|
B Clone negatived
B Clone positive#
B1 Low Mood twumor burden: = 5% of peripharal blood lymphocytes are atypical (S&zary) cells but does not meet the oritenia of By
Bz Clone negatives
B Clone positive#
B2 High blood tumeor burden: = 1000/plL Sézary calls| with positive clone#

*For skin, patch indicates any size skin lesion without significant elevation or induration. Presence/absence of hypo- or hyperpigmentation, scale, crusting, andfor
poikiloderma should be noted.

tFor skin, plaque indicates any size skin lesion that is elevated or indurated. Presence or absence of scale, crusting, and/or poikiloderma should be noted. Histologic
feawres such as folliculotropism or large-cell transformation (> 25% large cells), CO30+ or CO30-, and dlinical features such as ulceration are important to document.

{For skin, tumor indicates at least one 1-cm diameter solid or nodular lesion with evidence of depth andior vertical growth. Mote total number of lesions, total volume of
lesions, largest size lesion, and region of body invalved. Also noteif histologic evidence of large-cell transformation has occurmed. Phenatyping for CD30is encouraged.

§For node, abnomal perigheral lymiph node(s) indicates any palpable peripheral node that on physical examination is firm, irregular, clustered, fixed or 1.5 cm or largerin
diameter. Node groups examined on physical examination include cervical, supraclavicular, epitrochlear, axdllary, and inguinal. Central nodes, which are not generally
amenable to pathologic assessment, are not currently considered in the nodal classification unless used to establish Ny histopathologically.

{For viscera, spleen and liver may be diagnosed byimaging criteria.

|IFor blood, Sé&zary calls are defined as lymphocytes with hyperconvolutad cerabriformnuclei. If 56zary cells are not able to beused to determing tumor burdan for B, then
one of the following medified I1SCL criteria along with a positive clonal rearrangement of the TGR may be used instead: (1) expanded CD4+ or CD3- cells with CD4/CD8 ratio of
10 or mare, (2) expanded CD4~ cells with abnommal immunophenotype including loss of CD7 or CO28.

#AT-call clone is defined by PCH or Southem blot analysis of the T-cell receptor gene.

Bron: Olsen et al. Revisions to the staging and classification of mycosis fungoides and Sezary
syndrome: a proposal of the International Society for Cutaneous Lymphomas (ISCL) and the
cutaneous lymphoma task force of the EORTC. Blood (2007) 110; 1713-1722

Table 5. Histopathologic staging of lymph nodes in mycosis fungoides and Sézary syndrome

Updated ISCLUEORTC

classification Dutch system®2 NCI-VA classification?357.5%
Ny Grade 1: dermatopathic lymphadenopathy (DL) LNg: no atypical lymphocytes
LM;: occasional and isolated atypical lymphocytes (not arranged in
clusters)
LMz: many atypical lymphocytes or in 3-6 cell clusters
Nz Grade 2: DL; early involvement by MF (presence of cerebriform LNz: aggregates of atypical lymphocytes; nodal architecture
nuclei > 7.5 pm) preserved
N3 Grade 3: partial effacement of LN architecture; many atypical LMN,: partialicomplete effacement of nodal architecture by atypical
cerebriform mononuclear cells (CMCs) lymphocytes or frankly neoplastic cells

Grade 4: complete effacement

Bron: Olsen et al. Revisions to the staging and classification of mycosis fungoides and Sezary
syndrome: a proposal of the International Society for Cutaneous Lymphomas (ISCL) and the
cutaneous lymphoma task force of the EORTC. Blood (2007) 110; 1713-1722



Table 4. Prognostic Index Model Using Four Risk Factors (stage IV, age > 60 years, elevated LDH, and LCT in skin)

Stage (No. of
patients)
No.of  No.of ———— 1-Year Survival 2-Year Survival 5-Year Survival Median OS Hazard

Risk of Poor Survival ~Patients Deaths 1B 1 v (months) (months) (months) (months) Ratio 95% Cl P
Low (0-1 risk factor) 2% 100 166 134 27 94.0 86.6 67.8 NR 1
Intermediate (2 risk

factors) 329 123 91 82 156 83.9 71.9 435 46.4 209 15610280 <.001
High (3-4 risk factors) 201 100 20 4 177 84.7 62.2 276 34.2 291 21510396 <.001

Abbreviations: LCT, large-cell transformation; LDH, lactate dehydrogenase; NR, not reached; OS, overall survival.

Bron: Scarisbrick et al. Cutaneous Lymphoma International Consortium study of outcome in advanced
stages of mycosis fungoides and Sezary syndrome: effect of specific prognostic markers on survival
and development of a prognostic model. Journal of clinical oncology: official journal of the American
Society of Clinical Oncology 2015 Oct 5.



