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Myeloproliterativa :

~ sjukdomar (MPN)

® Polycytemia vera
® Essentiell trombocytemi

® Myelofibros



Symptom vid MPN

Manga patienter upptdcks vid blodprovstagning

Manga patienter debuterar med blodpropypar, ofta
mer ovanliga varianter, eller med bloédningar

Symptom har klassiskt uppfattats ganska
okarakteristiska med synstorningar, huvudvark,

klada,

Senare studier har visat att patienter med MPN har
betydligt mer symptom &n vi trott
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Fig. 2. Frequency of 11 symptoms reported by patients in the SFID-interferon questionnaire before treatment at 1 week, 1 month and
6 months of treatment. [] Before; £ 1 week; Il | month: B 6 months.
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Fig. 1 Symptoms experienced
by patients in past 12 months. Top
10 symptoms for each disease are
reported. ET essential
thrombocythemia, MF
myelofibrosis, PV polycythemia
vera
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Fig. 2 Symptoms reported as > 6
(for any disease) on a severity
scale of 0 (not severe at all) to 10
(worst imaginable). Scores for
which n < 20 are not presented.
ET essential thrombocythemia,
MF myelofibrosis PV
polycythemia vera
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Sammanfattning symptom:

e Fatigue besvdrar huvuddelen av patienterna med
saval ET, PV och MF

® Buksmadrtor, andfaddhet, depression, svaghet,
huvudvark,nattsvettningar, klada, domningar &r
vanliga symptom hos savél ET, PV som MF

o Flest patienter upplever svara symptom av fatigue,
koncentrationssvarigheter, depression, ofrivillig
viktnedgang, huvudvark



Fig. 3 Patient impact ratings
against select statements about | often feel worse than my
disease impact on QOL. Patients physician is aware of
were asked to “Rate the following
statements as they have occurred
during the past month, as a result
of your condition.” Statements
were ranked from | (not at all) to
S (a great deal). For the purpose of My condition has caused
this analysis, | = never, 2 financial hardship for me
3 = sometimes, and 4- -
$ = frequently. QOL quality of life My condition has caused
emotional hardship for me

| worry that my condition will
get worse

My condition has caused
physical hardship for me 36% 23%

—

I nave et depressed

B

| have felt anxious or worried
about my condition 49%

| am satisfied with how | am
coping with my illness

0% 20%




- Paverkan

Table 2 MPN symptom impact
on QOL* Symptoms reduce my life quality, % MF (n = 151) PV i(n=181) ET (n =253 Total (n = 585)

Agree strongly 36 27
Somewhat agree 47
Somewhat disagree 11

Strongly disagree 6

ET essential thrombocythemia, MF myelofibrosis, PV polycythemia vera, QOL quality of life

*Includes patients experiencing symptoms

&1 Springer



Table 4 Impact of MPN on
work* n (%) MF(n=174) PV(n=223) ET(n=302) Total (N=699)

Reduced hours at work 36 (21) 33(15) 70 (23) 139 (20)
Voluntarily terminated your job 14 (8) 14 (6) 35(12) 63 (9)
Been involuntarily terminated from job 3 (2) 7(3) 4(1) 14 (2)
Gone on disability living allowance 21 (12) 9 (4) 21(7) S1(T)
Taken early retirement 19 (11) 12 (5) 27(9) 58 (8)
Taken a lower paid job 5(3) 8 (4) 20(7) 33 (5)

ET essential thrombocythemia, MF myelofibrosis, MPN myeloproliferative neoplasms, PV polycytherma vera

*Patients were asked, “As a result of your condition, have you ever . . ." Percentages represent those who
responded “Yes™




Sammanfattning

® (Ca en tredjedel av patienterna med MPN, flest vid
MF, upplever att sjukdomen kraftigt paverkar deras
livskvalité

® Manga patienter har svart att klara fullt arbetsliv



Reduction of symptoms
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Reduction of symploms

Slow/delay progression of condition
Prevention of vascular/thrombotic events
Belter quality of Iife

Healthy blood counts
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c Slow/delay progression of condition

Prevention of vascular/thrombolic events
Healthy blood counts
Reduction of symptoms

Better quality of life
Anemia treatment

Hematocrit < 45%

Reduce frequency of phlebotomy treatments
Reduction in spleen size

Reduce blood transfusions

Thrombocylopenia treatmen: ' m Patient  m Physician




~ Sammanfattning

forvantningar

® Patienter dr ofta mer oroliga for sjukdomsutveckling
dn lakarna

e Savdl ldkare som patienter tycker att det dr viktigt
att minska symptom av sjukdomen, speciellt vid MF

¢ Att minska risken f6r proppar och blodningar &r
viktigare fOr ldkaren dn for patienter



Behandling av symptom

® Approach to MPN Symptom Assessment
® Geyer, Mesa 2017



~ Patientrapportering av

2y PR

e MEF-SAF: bukobehag, fatigue, hosta, nattsvettningar,
bensmarta, viktforlust, tidig mattnadskanslan,
inaktivitet, klada, feber, livskvalité

o MPN-SAF utvecklades och mdtte ocksa
somnsvarigheter, sexuell dyspunktion, yrsel,
ostadighet, domningar, huvudvark,
koncentrationssvarigheter



Fatigue

Multifaktoriell
Kronisk fatigue (35%), sporadisk fatigue (30%), bada
Korrelerar med funktionell kapacitet

Mer uttalat hos pat med andra tillstand sasom
njursjukdom, diabetes, fibromyalgi, restless legs

Korrelerar till bruk av antidepressiva och
angestlindrande medicin



Fatigue

e Kontrollera anemi, naringsbrister, okontrollerad
smdrta, depression

¢ Trdningsprogram
® Yoga
e [ikemedel

® Ruxolitinib har visat effekt mot fatigue



Depression

® [nternetstudie visade depression hos 23%
o Korrelerar gj till sjukdomsrisk

e Fatigue, aptitloshet, bristande sexuellt intresse kan
vara uttryck for depression

® Ingen standardbehandling
e Stodgrupp
o [dkemedelsbehandling



Bukbesvar

® Vanligt och kan bero pa manga olika saker

e Stor lever och mjdlte, syrebrist efter propp i bukkarl,
propp i portavenen, blodbildning utanfér benmargen

® Hydroxurea, ruxlitinib kan vara bra

® Mjiltstralning eller mjdltoperation kan 6vervégas
men har risker



Sexuell dystunktion

Sexuella problem hos 64 % av MPN patienter
Paverkar patientes funktion och livskvalité
Underskattade besvar

Patienter 6ver 65 med laga varden har ofta dessa
besvir och kortison kan 6ka besvir

Kvinnor mer uttalade symptom



Sexuell dystunktion

Relationsproblem och initimitetsproblem remitteras
till specialist

Bukbesviar behandlas

Remiss till gynekolog for att overviga
hormonbehandling

Se dver medicineringar speciellt kortison and
danazol



Behandlingsmetoder
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Anvdnds for att sanka hoga trombocyter, leukocyter
och i viss man hemoglobin

Kan minska forstorad mjdlte
Kan ibland paverka symptom

Kan orsaka tkade besvdr med laga varden men kan
ibland forbdttra anemi och trombocytopeni

Minskning av fibros har beskrivits



Ruxolitinib

¢ Jak-2 hdmmare

® Indikation: sjukdomsrelaterad mjaltforstoring och
symptom vid myelofibros, polycytemia vera for
patienter som inte har nytta av eller inte kan ta
hydrea
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Background: Phase 3 COMFORT Studies of Ruxolitinib in
MF (Figure 2: EORTC QLQ-C30 Symptom Scales (COMFORT-1i)")

4m Worsening Improvement mEp Difference (85% Cl)
9.5 } Fatigue -10.2 (-15.9 to -4.5)

0.7
» | Dyspnea -11.6 (-17.6 to -5.6)
- -10.8 } Appetite loss -16.3 (-21.5t0 -11.1)

-10.7 } Insomnia -9.8 (-16.7 to -3.0)

} Pain 9.0 (-14.9 10 -3.0)

ie } Diarrhea -84 (-13910-2.8)

| Nauseaivomiting 2.9 (5.8 0 0.0)

} constipation 1.0 (4.3106.3)

} Financialimpact  -0.4 (5.0t04.3)

10 5 0 s 10 15
Overall Adjusted® Mean Change From Baseline Score - p. 01 for treatment iference (rom the mixad model).

et ® Adjusted for age, sex, baseline score, and prognostic risk category.
- M . Bw ® Ruxolitinib, n = 125 to 130 patients; ° BAT, n = 56 to 57 palients.

1. Harrison C, et al. Biood. 2011;118(21):361-362. [abstract 785].
Gisslinger H, et al. Poster presentation at ASCO Annual Congress; June 1-5, 2012. Abstract 6642.



Anemibehandling

Erytropoetin
Kortison
Blodtransfusion

Anabola steroider

Luspatercept ASH 2018, MDS






