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Accesso Pazienti con sospetto o provato linfoma cutaneo 

in Ematologia MO da 

• UO-C Dermatologia

• PS Affido Onco-Ematologico lun-ven 8.00-20.00 e sab 8.00-13.00

• Ambulatorio di riferimento Ematologico per MMG e territorio AUSL 

MO, lun-ven 14.00-16.00



Diagnosi di neoplasie ematologiche

in Ematologia MO si basa su

Piattaforma diagnostica avanzata che 

comprende esami di

• Cito-isto-immunoistochimica

• Biologia molecolare

• Citogenetica

• Citofluorimetria

e produce un referto integrato 

International Society for Cutaneous Lymphoma

Algorithm for diagnosis of Early MF

Early stage MF vs inflammatory benign

dermatoses like eczema, parapsorisis,

lichenoid dermatoses, drug eruptions etc.

PD1 for dd between Sèzary Syndrome and 

Erythrodermic Inflammatory Dermatoses



Courtesy of A. Paolini and E. Tagliafico

Unusual ALK pos C-ALCLs, with excellent

prognosis, although possibly progressing to

systemic ALCL

DUSP22-IRF4 rearrangements in 25% of C-

ALCLs and rare in LyP but without

prognostic signficance.

TP63 gene rearrangement rare in C-ALCLs.

CCR4 expression and mutations?



SEPARATE 

ENTITIES





FMF

NOS



3 clinical subgroups of Folliculoptropic Mycosis fungoides with significantly different survival data were distinguished:

early skin-limited FMF (group A; n = 84; 5-year and 10-year OS, 92% and 72%);

advanced skin-limited FMF (group B; n = 102; 5-year and 10-year OS, 55% and 28%);

FMF presenting with extracutaneous disease (group C; n = 17; 5-year and 10-year OS, 23% and 2%).

Age at diagnosis, large cell transformation and secondary bacterial infection were independent risk factors for disease progression

and/or poor survival Charli-Joseph et al., JAMA Dermatol. 2021 Feb; 157(2): 1–9.

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7726700/


Clinical Morphologic Features in Folliculotropic Mycosis Fungoides

A, Perifollicular papules coalescing into plaques on the flank in a patient with early-stage cutaneous disease.

B, Comedone-like papules and cystic nodules on the face of a patient with early-stage cutaneous disease.

C, Multiple plaques without follicular prominence on buttocks in a patient with advanced-stage cutaneous

disease.
Charli-Joseph et al., JAMA Dermatol. 2021 Feb; 157(2): 1–9.

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7726700/


Histopathologic Features Seen in Folliculotropic Mycosis Fungoides (FMF)

A, Low-power image of early-stage cutaneous FMF with perifollicular and intrafollicular sparse to moderate lymphocytic infiltrate
(hematoxylin-eosin, original magnification ×40). B, Medium-power image of early-stage cutaneous FMF demonstrating mucin within

follicular epithelium (hematoxylin-eosin, original magnification ×200). C, High-power image of early-stage cutaneous FMF

demonstrating penetration of lymphocytes into follicular epithelium (hematoxylin-eosin, original magnification ×400).

Charli-Joseph et al., JAMA Dermatol. 2021 Feb; 157(2): 1–9.

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7726700/


Histopathologic Features Seen in Folliculotropic Mycosis Fungoides (FMF)

D, Low-power image of advanced-stage cutaneous FMF with a dense and deep perifollicular and intrafollicular lymphocytic infiltrate
(hematoxylin-eosin, original magnification ×40). E, Medium-power image of advanced-stage cutaneous FMF demonstrating follicular

prominence of the infiltrate despite the diffuse configuration (hematoxylin-eosin, original magnification ×200). F, High-power image of

advanced-stage cutaneous FMF demonstrating penetration of lesional lymphocytes into the follicular epithelium and follicular distortion
(hematoxylin-eosin, original magnification ×400).

Charli-Joseph et al., JAMA Dermatol. 2021 Feb; 157(2): 1–9.

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7726700/
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Terapia sistemica di pazienti con linfoma T cutaneo

in Ematologia MO offerta a

• Pazienti in stadio IIB-IV (MF), SS, linfomi cutanei anaplastici CD30+

• Terapie sistemiche: bexarotene, MTX, ECP, brentuximab (Alcanza e

real life), mogamulizumab (MAVORIC), (allo-tx)

• Tossicità vs Progressione (mogamulizumab)

• Resistenza (mogamulizumab)

• Progressione dopo vaccino Sars CoV2

• Terapia Supportiva/Palliativa Precoce, integrata a terapia sistemica

standard emato-oncologica





ORR







Median follow up, 45,9 

months

Median PFS for BV vs

physician’s choice was

16,7 vs 3,5 months



ORR 53%

CR 23% 

PFS of 10,3 vs

16,7 months in the

ALCANZA study

Response in 

SS and LyP



Response lasting > 12 months in  11% patients

PFS of about 10 months in real life 

LCT MF excluded

ORR 68% blood, 42% 

skin, 19% lymph nodes

SS excluded

Gemcitabine

1000 mg/m2 day

1,8,15, every 4 weeks

IFN-alpha

3x106 UI

3 times a week



From: Clinical Characterization of Mogamulizumab-Associated Rash During Treatment of Mycosis 

Fungoides or Sézary Syndrome

JAMA Dermatol. 2021;157(6):700-707. doi:10.1001/jamadermatol.2021.0877

Clinical Characteristics of Patients With

Mogamulizumab-Associated Rash (MAR)

Patients with MAR exhibit 4 predominant

clinical presentations, including (1)

folliculotropic mycosis fungoides (F-MF)–like

plaques with alopecia on the head and neck,

including the scalp (A-C); (2) papules and/or

plaques, often with lichenoid or psoriasiform

features (D); (3) photoaccentuated dermatitis

(E); and (4) morbilliform or erythrodermic

dermatitis (F).

• MAR onset in 1/3 cases (56 days to 3,8

ys-median time 119 days-).

• Discontinuation, topical and systemic

corticosteroids, low dose MTX

• MAR does not preclude retreatment



From: Clinical Characterization of Mogamulizumab-Associated Rash During 

Treatment of Mycosis Fungoides or Sézary Syndrome

JAMA Dermatol. 2021;157(6):700-707. doi:10.1001/jamadermatol.2021.0877

Histopathologic Features of Mogamulizumab-

Associated Rash (MAR)

Three major histopathologic reaction patterns of

MAR were identified. The most common pattern

showed overlapping features of psoriasis and a

chronic spongiotic dermatitis (hematoxylin-eosin,

original magnification ×20) (A). Other cases

showed a lichenoid or interface pattern with

dyskeratosis (hematoxylin-eosin, original

magnification ×10) (B). A smaller subset of cases

had a granulomatous reaction pattern with

moderately to well-formed granulomas.

(hematoxylin-eosin, original magnification×20) (C).
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GoF

Favorable

response?

GoF

Favorable

response

Low CCR4 expression in 65% of resistant pts





Use of TBI associated with lower

incidence of relapse

Advanced phase and URD independent

adverse prognostic factors for OS

MF vs SS ???
BV before allo-tx (and

Mogamulizumab in trials?

despite high rates of III-IV

aGVHD in ATL, due to donor-

derived Tregs depletion)

NRM of 28%



CIBMTR: 129 MF/SS pts with

PFS 17% and OS 32% at 5 yrs

DFS of 34% at 10 yrs. Pre-transplant

follow up  adverse factor

4-year PFS of 11,4 % in MF and 73% in SS 

In 5-year DFS of 27,5% in MF and 56% in 

SS in the 2019 update of Milan experience

Flu/Mel +- ATG MAC: TBF; BuCy

RIC: Thiotepa/Cy/Flu

NO AVAILABLE  

RCT STUDIES



Terapia sistemica di pazienti con linfoma T cutaneo

in Ematologia MO offerta a

• Pazienti in stadio IIB-IV (MF), SS, linfomi cutanei anaplastici CD30+

• Terapie sistemiche: bexarotene, MTX, ECP, brentuximab (Alcanza e

real life), mogamulizumab (MAVORIC), (allo-tx)

• Tossicità vs Progressione (mogamulizumab)

• Resistenza (mogamulizumab)

• Progressione dopo vaccino Sars CoV2

• Terapia Supportiva/Palliativa Precoce, integrata a terapia sistemica

standard emato-oncologica
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2017

Bakitas et 
al. 

JAMA

Temel et al.
NEJM

Bandieri et 
al.

Ann Oncol

Zimmermann 
et al.

Lancet

Maltoni
et al. 

Eur J Cancer

El-Jawahri
et al.

JAMA/JCO

Bakitas et 
al. 

JCO 

2013

2017

ASCO 
statements

Bandieri et al.
BMJ 

Supportive & 
Palliative Care

2019

Miglioramento del controllo dei sintomi 

Miglioramento della qualità di vita 

Riduzione dei sintomi depressivi

Maggiore consapevolezza della prognosi e 

obiettivi di cura 

Riduzione della aggressività di cura nel 

fine vita 

Maggiore sopravvivenza mediana

Accesso alle cure palliative era definito 

PRECOCE

Quando iniziava entro 8 settimane dalla 

diagnosi di malattia

Benefici delle Cure Palliative Precoci in Pazienti Emato-Oncologici

2021

El-Jawahri
et al.
JAMA 
Oncol

Potenza et al.
BMJ 

Supportive & 
Palliative Care

2021

Zagonel
et al. 

Cancers 

2022

EPC solo in  

ematologia



• I benefici delle EPC sono stati dimostrati in

studi randomizzati di pazienti con neoplasia

ematologica, sottoposti a regimi intensivi

come la chemioterapia di induzione o il

trapianto di cellule staminali emopoietiche

(El-Jawahri A et al, JAMA 2016, JAMA Oncol.

2021).

• In uno studio nella nostra Regione di piu’ di

215 pazienti con leucemia mieloide acuta,

un intervento di EPC riduce i sintomi fisici,

aumenta la consapevolezza della prognosi

di malattia e degli obiettivi di cure

riducendo l' accanimento terapeutico

(Potenza et al, BMJ Supp & Pall Care 2021).

Ruolo EPC in 

Linfomi T Cutanei?



Si, Ricerca sul Ruolo EPC in 

Linfomi T Cutanei


