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MOAYKYTTAPAIMIA - OPI2MO2

m MoAukuttapatpia Q mToAvepuBpatlpia R epuBpokuTTIApWON
elval n avénon tou aplBpou Twv epuBpwv atpoodalpiwy, TNG
aLtpoodalpivng Kol Tou QLpaToKpLtn, mMavw oo Ta armodekTa
duololoyLka opla.

m Awakpivetol og anoAvtn (N aAndn) (avénon tnc palog
epuBpwv) kat oxetikn (R Pevdn) epuBpokuttdpwon
(puoloAoyikn palo epuBbpwv)

m H amoAvtn Slakpilvetal og

[ mpwtomadn n aAndni moAvkuttapapia (Polycythemia Vera)

1 deuteponadn epuBpokutTdpwon
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> (Ouolodoyikni pala epudpwv (< 36 mi/kg)

B Meiwon Tou OYyKou MAAGLOTOC
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WeudNnc n oxetikn epubpokuttapwon

AlovpnTika
YrepkatavaAwon aAKooA
Aduvdatwon

EykaOpata
MapaTeETAUEVEC SLAPPOLEC
AKOTAOXETOL EMMETOL

stress

> Gaisbock’s Syndrome: unéptaon, pelwon Tou OyKou TIAQ-
opatoc, umEpBapa atopa, kamvioteg, uPnAa emineda CO




< Hb > 18 g/dI
< Ht >56%

AY=HMENH MAZA EPYOPQN (red cell mass, RCM), Hb, Ht

fuvalikec
>32mL/Kg

Avdpec
> 36 ml/Kg

<« Hb > 16,5 g/dI
e Ht >50%




AEYTEPONAOHZ EPYOPOKYTTAPQzH

< Odeiletal oe puocloAoyikn andavinon o€ vnoéia 1) o€
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anpoodopn EKKpLon EpuBpomoLnTivng
MowiAa yeveolovupyad aitia

2uvOnkeg epBaAlovtikng uroéiac
NaBnRoeic veppou

NaBRoeLc mMVELUOVWV

vV WV V V

NeonmAaopotika voorpato

>  IMAvieC HeTaAAAeLCc TNG atpoodalpivng

Kidney
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Hypoxua induced kidney Erythrocyte

EPO expression
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Proerythroblast
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BaSODhIhC
erythroblast

Pol ,\:hromatophhc
erythroblast

EPO dependent

H avtipetwnion otoxevel otnv Oepareia TOU UTTOKELLEVOU
VOO HOTOC aV Kot LEPLKEC PopEC N adaipaén Bonda
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AITIA AEYTEPONAOOYz2z EPYOPOKYTTAPQ2H2

Yroéia

MeyaAo vdopetpo

Yno&oupikn nveupovonadeLa

KvavwTtikn cuyyevic kapdiondBeia

Kanviopa

MNaBoAoyk atpoodatpivn pe vPnAn ocvyyévela pe to 02
Anpdaodopn EKKpLon epuBpomnolntivne

Noonpata vedppou (dykot, KUoTELG, UOpOoVEPPWON, OTEVWGN VEPPLKWV OLPTNPLWV,
HETAHOOXEVON VEDpPOU)

Hriatikd voonpata (nnatwpa, kippwon, nratitido)

Oykol (6ykoc Wilms, oykotl mapwrtidag, atpayyetofAaoctwpa napeykepaiidog,
Aépdwpa, BPOYXOYEVEC KapKivwpa, KapKivoc wodnkwv, adpevepyikol Oykol,

b aLoXPWHOKUTTWUA, LVORUWUOTO HATPAC)

AN\ aitia

dDapuoka Kat xnpuwka (Avépoyova, vikéAlo, koaATio)
Neoyvik TOAUKUTTOPOLLOL

MoAA£C peTayyioEeLg



AITIEZ ZYITENOYZ AEYTEPOINAOOY2 EPYOPOKYTTAPQ2zH2

Neoyvikn epuBpokuttdpwon

PucloAoyLlko evéouATPLO
nepLBaiiov

Neoyva dtaBnTikwv pnTtEpwv

KuavwTtikéc ouyyeveig
KapOLOTIAOELEC

AdpevepylKn untepmAacia
Oupeotoéikwon

2ZUYYEVNAG EpUBpoOKUTTAPWON
m Tpwowpiec 13, 18, 21

m Awpoodarpivn pe uPnAn
oUYYEveLa o§uyovou

m XaunAo 2,3 DPG
m  Autovoun, auénmévn

%Hb saturation

100 [
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70
60
50
40
30
20 +
10 +

High affinity
methemoglobin

napoaywyn epubpomnointivng
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NMPQTOMNAOGHZ NOAYKYTTAPAIMIA
EmuénuioAoyika dedopeva

0.6-2 véeg mepuntwoel ava 100.000 etnciwg — Polycythemia Rubra Vera

e Alapeon nAwkia epdaviong 65 £tn (cuvRBwg
>55)
e 5% TWV MEPUTTWOEWV G€ NALkia <40 £tn _ A R A SO 1 i
J - . A " 3 _-‘-_ AT SR YOI ..’\.-';‘:, ,‘_‘»":..4- SEONENY)

o APKETEC MEPLNTWOELC SLaAAOoUV TNC
dLtayvwonc Kot dtaytyvwokovtol apya oov
HUEAOOKARPUVON

‘EkBeon og aktivofoAia o povog
OLVOLYVWPLOHEVOC TTPOSLAOECLKAC TOLPAYWV

Hypercllular arr,
Red skin & Hepatosplenomegaly
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KAwvikn elkova

B JUMRTWHOTA OIte UtepyAoLotnta,
ayyelakeg BAaBec (OpopBwoclc,
olLpoppayiec) kat vnepkataBoAlopd

m MAnBwpa / unepatpia npoocwrnov, {aAn

m EpuBpopelalyia (avénon Beppokpaciac
dépparog, aicOnpa kavoouv, epudpotnC)

m Kedalalyia, Statapaxéc opaonc,
napotcOnoiec

B Kvnouocg lbiwc peta amno Aouvtpo,
onAnvopueyalAia (75%), umtéptaon
(<50%), nmatopeyalio (<50%),
Seppatika €AKn

m Kpioeiwg ouplkic apBpitidog

~ Eryt

EA‘;L“\\
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EtoBoAn pne coBapn EMUTAOKN € VEAPOUC OLOOEVELC
Xwpic epdpavn npodlabeoiko mapayovra

Thrombosis in Unusual Sites: MPNs are Prevalent

4% CVT cohort (N=706) w/ MPN
} 0.4% MPN cohort (N=2413) w/ CVT

08U eudpaypa puokapdiov

Hepatic
Vein 41% will have MPN

T el 17% w/ normal CBC

15% w/normal CBC [E 1 T ipm, f‘\ «

kO
5 \
e " \
( \ \

HR for SVT w/in 3 months of MPN dx: 81.1 (vs. general Swedish population)

Splenic
Vein
Thrombosis

Death of heart tissue due
to blocked coronary artery
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NaBoduoioAdoyia:

AuTOvoUNn EPUOPOKUTTAPLKA AVATITUEN

KUpLo BLOAOYLKO XOPOLKTNPLOTLKO Eival N LKAVATNTA TWV IPOYO-
VIKWV KUTTAPWV TNG EPUOPAC va TapayouV EpUOPOKUTIOPLKEC
anolkieg anovoia epuBpomnowntivne (EPO)

H wavaotnta avutn 6ev odeiletal o avwpaAio tov apltOpou

NG Aettoupyiag Tou untodoxca tng epuBpormnontivng aAAd

daivetal Twg Ta TPoyovika KUTTapa TG EpUOPAC CELPAC
napovotalovv avénpévn evawcOnoia otn dpaon tng EPO, (IL-3, ®
GM-CSF, SCF, IGF-1), xwpic va UdeXouVv oVWHAALEG TwV
UTtOSOXEWV TOUG.

QPaivetol nwc moAAamA£C yeveTtikeg BAABeC, ovu EEKlvouv ano e
¢ petadAdgerc tng JAK-2 Kivéone emnpedlouv TiE LETA TOV . R
untodoxEa 0600¢ moAAamAaoLlaGpoU Ko ETLBLWONG Kot LOPEL
VoL TTPOAYOUV TNV AVATTUEN TOU VEOTTAQOHATIKOU KAWVOU.

Zuxvotepa n onpetakn petaAlaén JAK2V617F (95%) .

CFU-GEMM




| MapakALVIKOC EAEYXOC

< Depprtivn, B12, duAALKO 0&U

< Emimeda epuBponointivnc opou

< Ag€pLa alpatoc (sat 02), Eleyxoc dlaxvonc aeplwv

< AkTwvoypadia Bwpakog

< 'EAEYXOC VEPPLKAC, NTTATIKAC, KOLPSLOKAC KOl LVOTTVEVOTLKNA G AELTOUPYLOG

< YrmEpnyol N aéovikn KolAiag (Amap, omAnvag, vedpot)

< Muelkn avappodnon, ooteopueALKn Broio KAl KUTTAPOYEVETIKA avaAluon
< ALpomoNTIKA KAAALEPYELA AlpnaTOC i LUEAOU

< KopmuAn anodelopeuonc oéuyovou (P50) (amokAelopocg alpoodatplvorna-
Belac pe avénuevn ocuyyevela pe 02, B€TKO OLKOYEVELOKO LOTOPLKO)
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EPTA2THPIAKA EYPHMATA

e Auénuévn Hb (>18 g/dl otouc avdpsg,
>16.5 g/dl otic yuvaikec)

e AUEnon Asukwv/oudetepodiAwv Ko atponetaliwv oto 75%
TwV a.cOsvwv

e 216npomnevia ano vrepkatavaAwon Fe
e MIKPOKUTTAPWON KOL UTTOXPWHLO EpUBPWV

o Emtiyplopa kat flodia puelou: avénuevn kuttapoBpifeia, xwplc
NMoBoyVWHOVLIKA XOpOKTNPLOTLKA (UTtepTAaoia epuBpag Ko
LLEYOKOLPUOKUTTAPLKNG OELPAC ME AVWHOAQ HEYAKOPUOKUTTOPO OF
onadEC)

e Kapuoturmoc (ouvnBeotepa K.d. maBoAoylkoc oto 10%)
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EPTA2THPIAKA EYPHMATA

< XapnAn EPO opov

% ZTANVOMEYOALO OTTELKOVLOTIKA KOl KALVIKQ
<+ QAEK puolodoyika

»  Auv€énpéva emimeda B12 ko LDH opov

< Autovoun avantvé¢n BFU-E

% AVWHMAAN CUCOWPEUON OLUOTIETOALWV
o0to 80% TWV NMEPLITTWOEWV

< Auv&€nuévn LAP(Q NAP)-aAkaAwkn pwodatacn
oudetepopilwv

< Auv&nuévn LDH (2/3 aocBsvwv)

< Ynepoupyopia (1/3 acBevwv)
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AIATNQ2TIKA KPITHPIA

3 Meilova N ta 2 npwta peilova + To EAacoovV

MEIZONA
1) @' Hb >16.5 g/dl i Ht >50%
® > 16 g/dI >48% 1 pala epuBpwv > +25% duo. (>40 ml/kg)

2) ™M kuttapoPpiBera pueAoU e TPLYPAUULKA uTtepTAOCia
3) Napovucia petaAAaénc JAK2V617F n JAK2 exon 12

EAAZ2ZON
Entineda EPO opoU yapnAotepa tou Katwtepou puotoAoyikou (9-25 ng/ml)
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| OEPATEIA NMPOQTOMNAOOYz NOAYEPYOPAIMIAZ

e Adarpaterc (Ht<45% n Hb< 15 g/dl)

e Aomupivn (80-250mg/dl) yia avaoctoAn cucocwpsvonc AMN

e Kuttapopewwtika ¢pdappaka He KOO KataotoAn epubpomoinong
e Yépououpia (AvactoAéag RR)

o lvtepdepovn-a

e AvaotoAeic JAK2 kwvaonc (Ruxolitinib, Pacritinib, Fedratinib)

e ABpwpopovvitoAn

e BouoouAdavn

e Pablevepyog dwodopoc (maAlotepa o€ NALKLWHEVOUG)

Y ©
e 'EAEYXOC CUUMTWHUATWY OTIWE O KVNOUOG UE AVTILOTAULVIKA, TNG ? QY@'_
UTtEpOoUPLYALioG LE dAAOTTOUPLVOAN

e [aotpoonpootacia pe PPI f Z:neus N
e 'EAgy)0¢ TNC KOMWOoNG ME eAadpd Aoknon &ﬁl—.

Transcrlptlon



MPOINQzH

. Xpé\'la KAleKr'l Véooq’ aVi,atn’ ME stthd Area of brain deprived of blood
KaAn mopeia

Eluod Chul

« Méon emBiwon: 16 £tn o &% //

= ApPKETOL 00OEVELC LETAMLTTOUV O€ pUEAOiVWwoN ;.’\( '/ Y,
(30%) N ko o€ ofeia Asvuyopio (5%) <U/ Blood (FX\

» MWKPOTEPOC KiVOUVOC EKTPOTNC ETTL [q -

Blood unabke to gass ciot

adoapatewv, peyavutepocg (5-15 popéc) otav
Xopnyouvtot aAKUALOUVTEC TOLPAYOVTEC N
padlevepyoc 32P

= Alpoppayia kot Opoppwaon eivat oL KUPLEG
OILTLEC Voo npoTNTaC Kat Bvnolpotntac Ko
NPOKANGNC AVENMAVOPOwWTNC avarnneilog
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OPOMBOKYTTAPAIMIA




OPIXMOX

MuegAoUnepmAQOTIKA VOGOC IOV XopoKTnpL{ETAL OO enipovn avénon tou
OLPLOOU TWV ALUOTETAALWV XWPLE aLtia Tou va SLKALoAOYEL auth TV avénon

Nocog tou apxEyovou moAudUVOOU OLLLOTIOLNTIKOU KUTTAPOU

Fevika Oewpeital KAwVLIKA VOGOG av Kol EXEL mapatnpnOsl moAuKAwVLIKA
OLLLLOTTOLNON OE KATIOLOUG A0OEVELG, OTOUC OTIOLOUG IOPOTNPELTAL ULKPOTEPOG
KivOuvoc OpouwTikwV EMMAOKWV
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ENIAHMIOAOIIA

> Euputato nAtkiako ¢paocpa (15-90 £tn)
> Awapeon nAwkia epdaviong 55-60 £tn

> Taon epdaviong o€ vedtepeG NALKieg cuvOwG

HE TU)Xaia Sltamictwon

> Tuvaikeg/avépec:1.5/2

> H ouxvotepn puehoimepnAaotikn dtatapaxn
(2.5 - 3 véeg mepuntwoelg/100.000 Katoikoug

gtnoiwg ot HMNA)
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NMAGODYZIONOTIALL

> H KAwVIKA alpomnoinon 6ev cuvodevETAL OO XOPOKTNPLOTLK KUTTOPOYEVETLKN I
pnoplakn avwpoAio (kapuotunog ¢uoloAoylkoc oto 95-98% Twv MEPLMTWOEWV)

> Ta MPOYOVLKA QLLHOTIOLNTLKA KUTTOPO TOU HUEAOU rtapouotalouv avénevn in
vitro evalcOnoio 0€ KUTTAPOKIVEC LE ALUTOVOLN AVATTUEN OTTOLKLWYV OTNV
nAsoPndia twv neputtwocwyv (EpuBpa ospa otn epubBpormnontivn Kot/n
HEYAKAPUOKUTIOPLKN OELpa otn Bpoufonointivn).

> H avénuevn vnepevaicOnoia otnv Opopforointivn yivetatl HEowW TOU UTTOSOXEQ
c-Mpl. Aev €xouv BpeBdei petaAAagelc touv utodoxea tnc OpopBomnontivng ovte
Tou yovidiou tnc epuBpornowntivng. Néa dedopéval Meleteg o e€€AEn

> MetaAlaéerc tng JAK2 kwvaonc i tou untodoxea Mpl i tng Calreticulin
dnuouvpyouv tn voceo 6to 75% TwV MEPUTTWOEWV
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NMAGODYZIOANOTIA II.

< Quolodoyikad N avénuéva enineda OpopBormotintivne €xouv
Bpebei o€ acOeveic pe 1.0.

< Moapoapével acadEg av n dteyepon tou c-Mpl givar R oxt
géaptwpevn amno tn Opouponowntivn

< MetaAlaén V617F tnc JAK2 kwvaong: (50% twv acOevwv)
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KAINIKEZ EKAHAQZEIZ 1.

> O oot acBeveic eival acupntwpotikol (BpopBokuttdpwaon: tuxaio
g0pNMA OE YEVIKN QipOToC pouTtivog)

> Katd tnv nmopeia tn¢ vooou oL MeEPLocOTEPOL aoBevVeiLC mapovaoLlalouvV
OLYVELOKLVNTIKEC, OPOMBWTLKEC KL ALLOPPAYLIKEC EKONAWOCELC

> Ta cupntwpota cuxva odeilovral oe dLatapaxEG TG HKPpoKUKAodopiog

> AloOnua kavoovu ota mEApata Kot otic maAapec, puxpa akpa,
VEUPOAOYLKA GUUITTWHOTA OTtwE KEaAaAyia, {AAN, OMTIKEG SLATOPOXEC

> loyauuia, yayypawva i aKpoKuavwaon akpwv amo anodpoén aptnpeidbiwv

> OpouBwoelc peyaAwv ayyeiwv (10-25% twv acBevwv £€XoUV LOTOPLKO
OpoppoeuBoAikol enelcodiov kata tn dtayvwon)



4

4

4

4

L)

KAINIKEZ EKAHAQZEIZ II.

Neapécg yuvaikeg pe 1.0. €xouv avénmévo Kivbuvo
ortoBoAn g mpwTtou TeLuvou (36%)

Alpoppayiec (ekxyupwoelg, eniotaén, pnvoppayia,
olLpoppOyia 0TO OTOMA, EVTEPO KATL) avadEpovtat
HOVO OTO 6% TWV MEPUTTWOEWV, KUPLWG OE
NALKLWHEVOUC KAl 0€ acOeveic HE atpomeTaALla
navw aro 1,5 x 10%/ul

Napadofo patvopevo OpopBokuttapwon HE
oiLpoppaykeG ekdnAwoeic! (Id6tomadnc alpoppoykn
Opopupokuttapartpio)

2rtAnvopeyalia (30%), emwduvo EpdpaKTo oTTANVOC
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AIAINQZTIKA KPITHPIA KATA WHO

> Ztafegpoc aplOuoc AMT > 400 x10° /L
> AMOKAELONOC UtaPENC AAANC VOoOoU mou va SikatoAoyei Opopuokuttdpwon

> Bloyia pueAoU pe untepmAaoio LEYAKOPUOKUTTAPLKNG GELPAC XWPLG ONHAVILKA
oUENMEVN TNV KOKKLWAON Kal TNV EpuOpaA oeLpd

> Amnouoia kpttnpiwv dtayvwonc aAnBol¢ noAvepubpatpiacg, mpwtonaboug
HueAoivwong, xpoviac pueAoyevouc Asvyatpiac, pueAoduomAaoTtikou
ouvépOOoU ] AAANC ALLATOAOYLKNAC KaKONOEeLOG

> Mapovoia petaAlaénc JAK2V617F (n aAAwv Mpl, Calr) R eni amovoiag tnc,
EAAewdn €vdeenc aviidpaotiknc Opopfokuttapwong
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AIAQOPIKH AIATNQZH

J
*

Attia deutepontabouc(aviidbpaotikig) OpopfokuTTAPWONC
Nopwéerc (ukpofrapia, pupatiwon

DAcypovwodeLlg kKataotaoelg (KoAAayovwoelg, AAAa avoooAOYLKAG apXNS
VOO UOTa, oapKoeidwon KAN)

KakonOeleg allatoAOYIKECG KOl CUMTIAYELG OYKOL
216NPOomMEVIKN avartlupio

Xelpovpylkn enEpfaon

Tpauvpoa-totikn BAABN

Meta ontAnveKTonn

Alpoppayia

<X

AN N N NN

J
0’0

AAA0L pUEAOUTTEPTIAQLOTIKA VOO LOTOL
MueAoduonAaotiko ocuvdpopo (5qg-)
2L6npofAaoctikn avatpia pe Opopfokuttdpwon

J
0’0

J
0’0
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EPFTA2THPIAKA EYPHMATA

> AipomnetaAio >400x10°/L (2-3x10°/L)

> Amnovoia dsiktwv avtidpaonc oéeiac paonc (TKE,
yAowotnta nAaopatoc, vwdoyovo, CRP)

> LAP avénuévn n puotoloyiki

> Neukokuttapwon n/kat avénon twv epubpwv (oto 30%
TwV acBevwv)

> Ewkova meplpepLkol aipatog: HEyaAa N ylyavTia aLpLo-
netaAla, Opaldopota LEYAKOPUOKUTIAPWY, ELRUpnvVa
gpuBpa /Kol Awpa KUTTAPO HUEALKNG OELPAC
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EPTA2THPIAKA EYPHMATA

= ELKOVOL LMUEAOU: UTIEPKUTTOPLKOC MUEAOC
(3/4 neputtwoswv), xwpic SuonAacia | tvwon.
AuvénuéEvoc aplOpnoc Kabwce Kat opadec peyakapu-
OKUTTAPWV HE UNTEPTTIAOELOLKOUCG TTUPNVEC

= Kapuotunog: cuviOwc ¢puoloAoylkog, anapaitntog
yla anokAeltopo XMA kot pueAoduonAactikou
ouvépopou RARS A 5g-. Oy, pepikec PopEg,
TIOLPOTNPOUVUUEVEC KOPUOTUTILKEG AVWHAALEC eV
£XOUV TIPOYVWOTLKA aéia.

= Avénuéva enineda mpoPAeypovwdwWV KUTTOPOKLVWV
IL-6, IL-1b, IL-11 (apeococ OpopBomoinTikog mapaywv)
oxetilovtal pe dsutepornadn OpopBokuttapwon
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AEITOYPTIA AIMONETAAIQN 2TA XPONIA

MYEAOYMNEPMNAAZTIKA NOZHMATA

> OLHOPPOAOYIKEC KOl AELTOUPYLKEC OVWUOALEG

TWV atponetaliwv Sev €xouv el8koTNTA. 100+ Control S
1 4 1 4 14 14 on ro EP'
> AUENMEVOC OYKOC OLLLOTIETOALWV KOlL OVWHOALEC
’ 7 e D)
TNG CUCCWPEUONC TWV QLUOTIETOA LWV O
oveupiokovtal o€ mavw ano 90% twv £
MEPLTTWOEWV. £
S
'_
E
2
,. 7
& - © Patient 2
Ai}. ° 100uM
- 0 EPi

Minutes
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| MPOINQ2TIKOI MAPATONTEZ2

HAwkia >60 £tn Kot atponetaAia >1,5 ekat. anoteAouv cofapoug
TLAPAYOVTECG KLVOUVOU yLa aiLpoppayio

AVTIOUAANTITIKA OITO TOU OTOMATOC, oppovoBepareia, AAAEC EMIKTNTEC
N KANPOVOMLKEC OpOoUPBOPLALKEC KATOOTACELC MIMOPEL VOL LUEAVOUV TOV
Kivouvo BpopuBwTtikwv emeELlC0iwV.

2e a.oBeveic uPnAov Kwvduvou n SL6pOwan Tou apltdpov Twv
oponetaAiwv og <600000/pl pe vdpououpia R avaypeAidn HetwveL
toVv Kivéuvo BpopBoepuBoAikwy enelcodiwv.

Ention¢ peiwon tov atponetaiwv pe avaypeAidn os <400000/ul
HElwOoE ToV Kiviuvo BpopBwoswv 1 atpoppoylwyv. ZAUEPA CTOXO
Bepanciog anotelel n peiwon twv AMT <400000/pl.



OMAAE2 KINAYNOY ME BA2H TOY2 NMAPATONTEZ KINAYNOY
NA OPOMBQTIKEZ KAI AIMOPPATIKEZ ENMINAOKE2

» XapnAou kiwvduvou
< HAKia<60 £tn
< Amnovuoia .otoptkoU OpopBoepuBoAikol enelcodiov

<  ALMOTETAALA <1,5 eKaT. (XWPLC LOTOPLKO OQULHOPPAYLOG 1} ETILKTNTNG
vooou v. Willebrand)

< Amouoila mapayoviwv Kvdéuvou yla KopdLlayyeLlokn voco
(kanviopa, SucAumidatpia)

EvéLapéoou Kivéuvou

Anouoia mapayoviwv xoapunAov i upnAou Kivduvou
Y¥nAou kwvéuvou

HAwia>60 £t

lotopko OpopuBosuBoAkol enelcodiov

% VW & VY

K/
000



OEPAIEIA

> H évapén Bepaneiag e§aptatal ano tnv nAkia tov acBevouc, Tov aplOpd aponetaliwv
KOLL TOV TIPOLYLOLTLKO 1] EKTLHLWHEVO KivOuvo BpouBwTIKWY N CLLLOPPAYLKWY ETILITAOKWV

> ZKOTOC TNG Oepameiog eival N mpoAnyPn twv emmAokwv Kot n dtatipnon ¢pucloloyikou
opLOpoU aLpomeETaAiwY

> OEPAMEVTIKEC EMLAOYEC

>

Aoripivn (o€ 0Aoug toucg acBeveic mou dev epdavilouv ALLoPPAYLIKEC EKONAWOELC KOl OE
EYKUOUC HE LOTOPLKO anwAesLlac eppuovu)

NapakoAoUOnon povo (o€ veapa atopa, He aptOpo oponetaAiwv <1 x 10%/ul, arnodpuyn
KLv&UVOU KUTTOPOTOELKWV)
AwponetaAloadaipeon Ribonucleotide
Kuttapopelwtikn Oepaneia tree reg;’ﬁgse s

> Yépo&uoupia £ R

> AvaypeAidn ) E,HH . T R H

> Iviepdepdvn-a Riboa\t}n;l:so)tides Deoxyr(ig;r%;zl)eotides

v 4

RNA DNA



MPOINQ2zH

KaAonOnc¢ nopeia — Awapeon enBiwon > 20 etwv

Kivouvoc yia 0avato 4 popec peyaAUTEPOC O€ CUYKPLON UE LOLac nALKioG
duoloAoyikad atopa

Kata tnv mpwtn dekaetia ard tn dtayvwon 10-40% twv aacBsvwv Oa
A POVCLACOUV OPOoUBWTLKO EMELCOOLO Kot 4% OLLOPPOYLKO ETELOOOLO

Metantwon o€ puehookAnpuvon (5-6%) R oéeia Asuyatpia (1%). O
Kivduvoc e€€ALENC oe Asuyatpia avéavel og 3.5-5% o€ 5-10 £€tn otav
XpnotpornotnBsi udpoéuoupia KoL CUVUNTAPXEL KUTTOLPOYEVETLKN
avwpoAia, ivwon i xprion ENUTAEOV XNHELODEPATEUTIKWV TTAPOAYOVIWV



=B
IAIONAOHZ MYEANOZKAHPYN2ZH

NeomAaoaTIKN OLUOTOAOYLIKN Xpovia ' '1;' =
VOGOC IE XOPOLKTNPLOTLKAL: e

2nAnvopeyalAio
NevkoepuBpoBAaotikn avtidpaon
Tvwon puelov - x

E€¢wpueAikn aponoinon ,
Neoayyeloyéveon D a’0 O . '

YV V VYV VY V V

MowtAokutTtApwon e
dakpuokuttapa oto nepiLd. aipa

y
®



EruébnuioAoyia

Entiktntn KAWVLIKA dLatapoXn TOU oPXEYOVOU OLLLOTTOLNTLKOU KUTTAPOU
> 0,5-1,3 véec nepurttwoelc /100.000 TANOuGHOU £TNOLWC
»> Méon nAwia dtayvwongc: 60 £€tn

Mponyeitat cuvnOw¢ untepmAaotikn (PoivwTtikn, KuttapoBpPLonc ¢aon)
Kot aKOAOUOEL Lvwon Tou HUEAOU Kol aAVATITUEN EC0TLWV EEWHUEALKNAC
oiponoinong (omAnvoc, nmotog KAm)

H ivwon odeiletal o dratapoxn ThG LOOPPOTILOG LETAEDY TOU OXNUATLOUOU
KOl TNG AtodOpNonNG Tou KOAAayovou (ormapaitntou GToLELOV TOU
OTPWLOLTOC TOU HUEAOU)
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NMaBoyevela

m MNaBoAoyikd —kAwvika MIK mapdyouv
kutokivec (PDGF, TGF-B, EGF,

: ’ A SR
KQALOVTOUAiVN) IOV EMAYOUV TNV 0 A BB\ W% IR
’ ’ ’ '.'{3" - SR &
uneprtAacia woBAaoctwv Kot epeENC AT B RS £ 75
' ' : ' el N o g
TNV lvwon HEow avénEVNG cuvBeonc e 4 el
: e = A N
KOAAotyovou ‘-‘13\-5"7'?‘, S A A

m H efwkuttdpla ovoia armodopeital

0\“‘ ‘ q -~ ,-‘I~ -
’ ’ ’ B ” Yoplle
QMO MPWTEACEC, OTWG ‘:"&W B 119,:‘ 2
HETOAAOTIPWTEACEG, AVWHAALEG OTAL B5: . \.;f?;.; e H A —
s s ’ ’ " A e TR
EMMESA TWV OMOLWV £XOULV \\ i 4\-.-«:_;1.-'

StamiotwOel otnv puehockAnpuvon

"" 1\ e
E law e?n; ..:??‘:‘"



KAwvikn elkova

2IAnvopeyalAia, natopeyaAia, omwAsia
Bapoug, EUKOAN KOMwon, KataBoAn
SUVAMNEWYV, CUMTTTWHOTOAOYia avatpiac,

.

UTTEPOTIANVLOMOC |
ALLOPPOYLKEC EKONAWOELG, VUKTEPLVOL q
LOPWTEC, MUPETOC, EPLPEPLKA OLOAMATA, :
nuAaio unéptaon Notmal spigen

Aokitng, Opoupwon nuAaiog
ApXKA oL aoBeveic eival acupuntwpotikol

MPOo0SEVTIKA £0TIEC EEWMUVEALKC-EKTOTING
oiportoinon¢ (omARvo, AMap, MEPLTOVOLO,
nivevpoveg, MEZ, KNZ kAm)

Splenomegaly
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A\

Epyaotnplaka evpnpoto

NeukogpuBpoBAaotikn avtidpaon & i‘:'O“ o0
(aprotepn otpod} KOKKLWOOUG GELPAG o ¢
- Euupnva epuBpa) 00
AakpuokUTtropa PLW %

|

Avaipio + Aeukonevia + Opopfonevia o WO

%C

MeyaAa AMT-0pavopoata MIK

Avappodnon puelov: aduvartn cto
90% twv aocBevwv (LueAoc dry tap)

OocteopveAikn Brodia: ivwon

» NAP av€nuévn

~

_—

g0
L




Awadopikn diayvwon

/
000

AAAa xpovia puehoimepnAaoTtikd cuvépopa
XMA

[0

NMOAYEPYOPAIMIA

YV V V

< Agutepomadnc pueloivwon

METOOTAOELC GUUTTIAYWV OYKWV
Aevyoupiec-Neppwpoata-MAZ pe ivwon
ABpoLoTikd AUCOCWHLKA VOOiLoTOL
Qupatiwon

vV V V V



Mpoyvwon-Oepaneia

>

< Méon emPiwon: 5-7 €n
< EEENLEN o OMA: 20%

>

>

< H Baputnta kaw n §€EALEN
ToKiAouv

*

< KoaAutepn mpoyvwon: Anovcia
CUMMTWHATWY, CTIANVOHEYQALiQg,
cofapnc avatpiog, copapnc
OpopuBoneviac (LEon emBiwon: 10-
12 €1n)

>

vV V VYV VY V

AvaotoAeag JAK 2 kwvaoncg (Ruxolitinib,
Pacritinib)

Yépoéuoupia
Ivtepdepovn-a

OaAlbopidn
AvapoAwka-Koptikoeldn
Ynootnpktik aywyn (Epo,

HETOYYioELC EpUOPWV-AMT, aVTLHETWTILON
AoLpwéewv)

AktivoOepaneia otAnvog

> ZmAnvektopn ( omavial)

» AANOYEVAC LETAUOOXEVUON



AANNA MYEAOYMNEPMNAAZTIKA NEOMNAAZMATA

/
0’0

XPOVio OVOETEPOPLMKT] AEVYOLULCL

/
0’0

XpOovio NOGIVOPLALKT] AEVYULULO/VTEPTMGLVOPLAKO GVVOPOILO

< XVGTNUOTIKI LOCTOKVTTOP®OGT)

<+ AToEVOuUNTO PVEAOVTEPTAUGTIK( GVUVOPOLLA
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XPONIA OYAETEPO®IAIKH AEYXAIMIA




YNEPHQZINO®IAIKO YNAPOMO (HES)



http://images.google.gr/imgres?imgurl=http://www.som.tulane.edu/classware/pathology/medical_pathology/InflamDermato/S1CcInterstitium/S1C31P21_Collagenosis/eosinocoll2x02.gif&imgrefurl=http://www.som.tulane.edu/classware/pathology/medical_pathology/InflamDermato/S1CcInterstitium/S1C31P21_Collagenosis/s1c31p21_collagenosis.html&h=576&w=384&sz=229&hl=el&start=7&tbnid=UBmNtxoiCNDMXM:&tbnh=134&tbnw=89&prev=/images?q=hypereosinophilic+syndrome&gbv=2&ndsp=20&svnum=10&hl=el&sa=N

YIIEPHQYXINO®PIAIKO XYNAPOMO
(HES) —Awa@opikn d1ayvoon

cdl 1@ e e

AlLTI0 NOGIVOPLALOS

= AOUMOEELS (TUPOCITIKEG,
KOKKL000HUK®GT),
YAV K(L)

= AMEPYIKES KUTAOGTAGELS

= AVOUTVEVOGTIKES OLUTUPOYES

= [MoONoeic YooTPEVTEPIKOV

= KoAllayovika voorjpota

= Koakof0n voofjpata

= MUveAoVTEPTAAGTIKG VOGI|LOTA



http://images.google.gr/imgres?imgurl=http://bioweb.uwlax.edu/APlab/Table_of_Contents/Lab_11/Eosinophil/Unit_11-17a.jpg&imgrefurl=http://bioweb.uwlax.edu/APlab/Table_of_Contents/Lab_11/Eosinophil/eosinophil.html&h=300&w=378&sz=43&hl=el&start=7&tbnid=Iz2ITkQNWxG3bM:&tbnh=97&tbnw=122&prev=/images?q=eosinophil&gbv=2&svnum=10&hl=el&sa=G
http://images.google.gr/imgres?imgurl=http://www.users.globalnet.co.uk/~aair/Eo_0.2_GIF&imgrefurl=http://www.users.globalnet.co.uk/~aair/eosinophils.htm&h=253&w=224&sz=34&hl=el&start=6&tbnid=r8XVGksK11flgM:&tbnh=111&tbnw=98&prev=/images?q=eosinophil&gbv=2&svnum=10&hl=el&sa=G

" -

O¢pomelo

> Koptikogion

» Imatinib mesylate (Glivec)
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XYXTHMATIKH MAXTOKYTTAPQXH

<+ Ta pootokvTTope Kot to faceo@iio ELval OPacTIKA
KUTTOPO TNS GUEONS UALEPYIKNGC GVTIOP UGS KAOMC
oVVOETOVY KOl 0TELEVLOEPOVOVY KUVTTUPOKIVES GOV
anmtavtnon o€ uéoo IgE ko un-IgE epebdiopara.

< Hatlovv onuavtiko poro oty Guovva, TNV ETOVAMGT)
TPUVRATOV, TNV OYYELOYEVEST] KL TV AVOGOPPLOHLIOT.

< IIpoépyovtar amwd T0 TOAVOVVANO GLHOTOLTIKO KUTTAPO

-

»



http://images.google.gr/imgres?imgurl=http://www.marvistavet.com/assets/images/Mast_Cell.gif&imgrefurl=http://www.marvistavet.com/html/body_mast_cell_tumors.html&h=150&w=167&sz=23&hl=el&start=12&tbnid=cWVA7mwjTFIS-M:&tbnh=89&tbnw=99&prev=/images?q=mast+cell&gbv=2&svnum=10&hl=el&sa=G
http://images.google.gr/imgres?imgurl=http://www.flowcases.org/caseFiles/ACF16D8.jpg&imgrefurl=http://www.flowcases.org/casebuilder/index.cfm?fuseaction=displayCase2&caseID=56&h=375&w=500&sz=91&hl=el&start=11&tbnid=R4RD6MzuwgYJhM:&tbnh=98&tbnw=130&prev=/images?q=mastocytosis+systemic&gbv=2&svnum=10&hl=el&sa=G

Taivounon cveTNUOTIKNG HOGTOKVTTAPOGNS
kotd WHO

v AEPUOTIKI] LOGTOKVTTAPMOOT)

v Urticaria pigmentosa
v "Hmo GVGTNHOTIKN HOGTOKVTTAPMOGT)

N

YVGTNUOTIKI] HOGTOKVTTAPMOGT GLUVOVOLOUEVT NE
KAMVIKT] GLROTOAOYIKT] VOGO

EmOeTiKn ovoTNUOTIKI] HOGTOKVTTAPMON
MoGTOKVTTOPIKN ASVyoLio
MOGTOKVTTUPIKO GAPKOUA

DN N N

EEmogpnaTiKO HooTOKOTTONA




|
| KAwvikEC eKONAWOELC

= AYYELOKLVNTIKEC dtatapayxec (aioOnpa
Oeppov, aicOnpa maApwy, voutia,
Sdiappolra, movokEdpalocg, unotaon)

= DEPUATIKEC EKONAWOELC

= WnAadnti mopdpupa

= MeAayxpwpatikn Kvidwon
= [OLOTPEVIEPLKEC SLATAPOXEC
= Nepdpadevonabela

= AVETIAPKELA OPYAVWV oo diOnon ano
paotokuttapa (Qmap, orAnvacg KAmn)



http://images.google.gr/imgres?imgurl=http://www.medscape.com/content/2003/00/45/00/450039/art-dn450039.fig2.gif&imgrefurl=http://www.medscape.com/viewarticle/450039_2&h=475&w=400&sz=109&hl=el&start=10&tbnid=jPrAkRSQI0Z5vM:&tbnh=129&tbnw=109&prev=/images?q=mastocytosis+systemic&gbv=2&svnum=10&hl=el&sa=G
http://images.google.gr/imgres?imgurl=http://home.iprimus.com.au/babbotts/web/iris.jpg&imgrefurl=http://home.iprimus.com.au/babbotts/web/pixgall3.htm&h=299&w=323&sz=6&hl=el&start=12&tbnid=77ri-hBtVoNIrM:&tbnh=109&tbnw=118&prev=/images?q=mastocytosis+systemic&gbv=2&svnum=10&hl=el&sa=G

Oepamneia

¢  AVTUOTOLVIKA

< Koptikoedn

< AvaoTOoAeic avtAiac npwtoviwv
< Kuttapootatikd

< AVOOTOAEIC TUPOOLVIKWV KLVOLGWV

H npoyvwon motkiAel




