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Sintomi
Microcircolo
(vertigini, acufeni, cefalea,
parestesia alle estremita)
Macrocircolo
Vascolari trombotiche
IMA, Ictus
Diatesi emorragica piu rara




SINTOMI DELLE MALATTIE MIELOPROLIFERATIVE IN 1179 PAZIENTI
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Sopravvivenza

“Hard end-points” = “ traguardi/obiettivi ” da considerare
per I'efficacia del farmaco
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Questionari di raccolta di sintomi

Total No. of Available
PRO Year Questions Question compaosition Clinical studies languages

MF-SAF 2009 20 Fatigue Ruxolitinib English

Fatigue
Inactivity

Catabaolic/proliferative symptoms
Bane pain
Cough
Pruritus

Constitutional symptoms
MNight sweats
Fever
Weight loss

Splenomegaly/abdominal symptoms
Abdominal discomfort

Abdominal pain
Early satiety

Quality-of-Life
QoL




MPN-SAF

MPMN-SAF TSS

(MPHN10)

2011

2013

27

10

Fatigue
Fatigue
Inactivity
Microvascular/cognitive symptoms
Headache=
Dizziness
Concentration problems
MNumbness
Insomnia
Sad mood
Sexuality problems
Catabolic/proliferative symptoms
Bone pain
Cough
Pruritus
Constitutional symptoms
Might sweats
Fewver
Weightloss

Splenomegaly/abdominal symptoms

Abdominal discomfort
Abdominal pain
Early satiety
Clualty-of-life
Crol
Fatigue
Fatigue
Inactivity
Microvascular/cognitive symptoms
Concentration problems
Catabolic/proliferative symptoms
Bone pain
Pruritus
Constitutional symptoms
Might sweats
Fewver
Weight loss

Splenomegaly/abdominal symptoms

Abdominal discomfort
Early satiety

LY2784544

Ruxolitinib

Ruxolitinib

SAR302503(A,

Vorinostat pegylated interferon

PRM-151
Ruxoliinib Rucolitinib (NCTO2092324)
Pacritinib (NCTO2055781)

English
Halian
German
French
Mandarin
Arabic
Spanish
Dutch
Swedish
Portuguese
Japanese
Hebrew
Czech

English
Halian
German
French
Mandarin
Arabic
Spanish
Dutch
Swedish
Poriuguese
Japanese
Hebrew
Czech

MF-SAF indicates Myolofibrosis Symptom Assezsment Form; MPM-SAF, Mycloproliferative Meoplasm Symptom Assessment Form; MPMN-SAF TSS, Myelofibrosis Symptom
Assessment Form Total Symptom Score; and Coll, quality-of-litfa.
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Total symptoms score
http://www.mpnl10app.com

Considera 10 sintomi fra i piu frequenti

Applica un punteggio da 1 a 10 che valuta la PERCEZIONE del
sintomo paziente specifica

Permette di confrontare SINTOMI e gruppi prognostici

| dati raccolti consentono di confermare la severita e la
frequenza dei sintomi (fatigue al primo posto, dolore osseo,
perdita di peso)

| dati raccolti confermano la diversita di sintomi fra una
forma e I'altra (peggiori nella mielofibrosi, rispetto a
policitemia vera e trombicitemia essenziale)



http://www.mpn10app.com
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Risk score versus symptoms score

Respondents With ET, % (n/N)
e 0 20 40 60 80 100

High 60 (21/35)
Reduced el = 57 (26/46)
QoL . . Q4 93 (39/42)
Symptom seve uartile
e i al 15 (11/71)
Had to cancel Prognostic risk High 28 (838)
olarmied Low 35 (16/46)
activities® |Symptom severity quartile g‘: 67 (28/42)

Prognaostic risk High

Had to Low

call in sick® 04

Symptom severity guartile a1
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Nella pratica clinica consente di:
Valutare la risposta alla terapia, soprattutto ai nuovi farmaci
Monitorare la evoluzione della malattia
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confronto terapia standard e ruxolitinib
miglioramento TSS

o

MPN-10 TES [negative chanpe scores indicete improvement]

404

204

Mean ( +-95% confidence interval )
L]
% 1
|
|

] 2 4 2] 12
Month
Treatmard  » Best availzbie therapy =« Humodtinib
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Diagnosis of ET/PV
Symptom Management: «Risk stratify patient *Symptom scores by MPN-10 quartile
Fatigue: sBaseling symptom assessment Q1: TS5 <8 by w
Genaral health advice: exercise, diet, (MPN1-10) * HE:TSSI-!J
ENBTCISE. 1
Controlled correction of iatrogenic iron Q3: 755 18-31
deficiency in PV patients | 31"5’: : 3'?
Paychological support initial nmmthrﬁl_mk group ET/PV
Pruritis: patients
Avoidance of trggers sLow dose Aspirin (uniess contra-indicated)
Anti-histamines *FY = controd of Heematocrit < 45%
PUVA / aprepitant in intractable cases eTreat cardiovascular risk factors if present
Is patent in High Risk category?
Does patient have a high symptom burden?
NO YES
| 4 First line cytoreductive therapy
Maenitar sHydroxycarbamide
Symptom assessment at intervals sinterferon a | standard or pegylated)
*Entry into trial
Patient intolerant ol medication/progression
If evidence of: Vascular complications - l .
microvascular and macrovascular Disease of ditease/worsening symptom

— husdenfuascularexant
progression /** PV patients ~intolerance of

Second line cytoreductive therapy
venesection [ increasing thrombocytosis oIFNa / Hydroxycarbamide if not used first line
«Entry into clinical trial
«Elderly ET /PV patients —pulsed busulghan
Figure 2: Proposed treatment algorithm for patients with ET/PV Symptom assessmant at intervals

*Ruxcifinb if appeopristet
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Buono strumento di valutazione dei sintomi alla
DIAGNOQOSI, di MONITORAGGIO della malattia e di
RISPOSTA alla terapia.

ndicatore della qualita della vita, che rimane
obiettivo della cura.

Piu dati/informazioni raccogliamo e migliore sara
la validazione del questionari nella valutazione
della QOL.

Migliora la comunicazione medico-paziente.




