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MF/SS THERAPY AT A GLANCE: FIRST LINE
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Willemze R et al. Annals of Oncol 2018







PROCLIPI is an international prospective database in which
all the new cases of mycosis fungoides(MF)/Sézary syndrome
are registered after central clinico-pathological review to 
confirm diagnosis. 

the PROCLIPI (PROspective InternationalCutaneous Lymphoma Prognostic Index) study for early-
stage MF is a prototype study for international collaborations in rare disease and present our initial
findings and central review process.



395 “early stage MF” (stage IA, IB, IIA) 
included in the database after passing
central review process from 01/2015 to 
2/2018

Quaglino P et al. BJD 2021



Summary of treatments registered at first visit (first-line therapies)

Topical steroids UVB PUVA Nitrogen mustard
Topical BiCNU Local RT SYSTEMIC +PHOTO ECP
Retinoids Bexarotene MTX IFN

20%

20%

42%

Quaglino P et al. BJD 2021



La terapia nel paziente ricaduto/refrattario con CTCL

2nd line
(n; %)

3rd line
(n; %)

4th line
(n; %)

>4 lines
(n; %)

IA (n=207) 72; 35% 24; 12% 4; 2% 5; 2%

IB (n=188) 65; 35% 28; 15% 10; 5% 15; 8%

IIA (n=29) 28; 96% 5; 17% 3; 10% 5; 17%

ALL
(n=424)

165; 39% 57; 13% 17; 4% 25; 6%

FMF
(n=82)

32; 39% 10; 12% 6; 7% 9; 11%

Further treatment lines according to stage 

Quaglino P et al. BJD 2021



Summary of treatments according to the therapy line 

1st vs 2nd line Chi square: P<0.001

82%

Quaglino P et al. BJD 2021



Treatment All (n; %)
N=395

IA (n; %)
N=198

IB (n;%)
N=164

IIA (n;%)
N=33

Expectant 29
(7%)

17
(9%)

9
(5%)

3
(10%)

SKIN-
DIRECTED

322
(82%)

168
(85%)

131
(80%)

23
(70%)

SYSTEMIC 44
(11%)

14
(6%)

23
(14%)

7
(20%)

First-line therapies according to the stage

The percentage of patients undergoing a first-line systemic approach increased from stage IA to IB to 
IIA paralleling a decrease in skin-directed therapies (SDT)(particularly in stage IIA. The difference
between stage IA-IB and IIA was statistically significant (chi square:15.398; p<0.0001).

Quaglino P et al. BJD 2021



Treatment T1a (n; %)
N=113

T1b (n;%)
N=96

T2a (n;%)
N=80

T2b (n; %)
N=106

Expectant 8 (7%) 9 (9%) 8 (10%) 4 (3%)

SKIN-
DIRECTED

100 (89%) 76 (79%) 67 (84%) 79 (75%)

SYSTEMIC 5 (4%) 11 (12%) 5 (6%) 23 (22%)

First-line therapies according to T score

Chi square: P<0.001 Quaglino P et al. BJD 2021



Multivariate analysis of parameters associated with a more frequent first 
systemic approach

Variable Coefficient Standard
error

p O.R 95% CI low 95%
CI high

Geographical 0.7711 0.4636 0.0962 2.1622 0.8715 5.3643

Age -0.0011 0.0103 0.9146 0.9989 0.9790 1.0192
Gender -0.0219 0.3543 0.9508 0.9784 0.4886 1.9593
mSWAT 0.1683 0.4283 0.6943 1.1833 0.5111 2.7395
TNM stage 0.4363 0.3003 0.1463 1.5470 0.8587 2.7871

Plaques 1.1221 0.4186 0.0074 3.0712 1.3521 6.9761
FMF 1.0391 0.3641 0.0043 2.8268 1.3846 5.7709

O.R. odds ratio
CI Confidence Interval
FMF: Follicolotropic mycosis fungoides

Quaglino P et al. BJD 2021



Brentuximab vedotin

Duvic M et al JCO 2015; Kim Y et al. JCO 2015



Phase III ALCANZA Trial



Prince HM et al. Lancet 2017



Phase III ALCANZA Trial

Prince HM et al. Lancet 2017

Median PFS 16.7 vs 3.5 months
(HR 0.270, p>0.0001)



Prince HM et al. Lancet 2017



Mogamolizumab

• Mogamulizumab a first-in-class defucosylated humanised IgG1κ moAb,
selectively binds to C-C chemokine receptor 4 (CCR4) with enhanced
antibody-dependent cellular cytotoxicity activity

• CCR4, which is involved in cell trafficking of lymphocytes to skin, is
consistently expressed on the surface of tumour cells in T-cell
malignancies, such as cutaneous T-cell lymphoma (including mycosis
fungoides and Sezary syndrome), adult T-cell leukaemia-lymphoma, and
peripheral T-cell lymphoma

• In phase I/II Trials ORR 38%-42%



Kim YH et al. Lancet Oncol 2018

R/R MF or SS (61 centres)

Random Mogamulizumab vs Vorinostat

Stratified by disease subtype and stage



Phase III MAVORIC Trial

Kim YH et al. Lancet Oncol 2018



Phase III MAVORIC Trial

Median PFS 7.7 vs 3.1 months

Kim YH et al. Lancet Oncol 2018



Phase III MAVORIC Trial

Kim YH et al. Lancet Oncol 2018



• It has been reported that patients in 
either B1 or B2 stage have a 4 to 6-fold 
greater risk of disease progression than 
those in B0 

• Furthermore, the median survival of 
patients with B1 or B2 blood 
involvement is considerably affected 
compared with B0, independently of 
disease stage

• A better understanding of which 
patients with early-stage disease will go 
on to develop advanced disease is 
particularly important in this context, as 
it will help guide treatment choices

• Improving the methodology and extent 
of blood testing for patients with early-
stage MF to establish the proportion of 
patients with B1- or B2-level blood 
involvement in stage I–IIA disease is 
crucial in determining the risk for 
disease progression in patients with 
less advanced disease

Wermeer MH et al . BJD 2021



OVERALL POPULATION B0 B1 B2

By courtesy of Pietro Quaglino



OVERALL POPULATION B0 B1 B2

By courtesy of Pietro Quaglino



Kaemmerer T et al. Cancer Med 2021



ACKNOWLEDGEMENT
HSCT UNIT
Giulia Galassi

Giorgia Saporiti
Maria Goldaniga

Federica Grifoni
Luca Baldini

DERMATOLOGY UNIT

Prof. Emilio Berti 
Silvia Alberti Violetti

Daniele Fanoni
Roberta Piccinno


