Avoon Bpopponevia ota nawdia (ITP) onpepa
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Opoloyia-Oplopoi-Opodwvieg

H éMewpn opodwviag wg mPog Toug opLopoUC Kal TNV OpoAoyia oTnv autoavoon
Bpoppomevia, yeyovog mou Suoxepaivel TN OLEVEPYELN  CGUYKPLTIKWY KAWVIKWV SOKLUWV
odnynoe otn ouotacn pLag dteBvoug opadag epyaociag (IWG-International Working Group),
OIOTEAOUEVNC a0 OLaKEKPLUEVOUG ELOIKOUC KALVIKOUG, TIPOKELPEVOU va oToBuLoTel
61eBvwe n opoloyia yupw amo tnv tdlonabr avoon Bpoppormnevia katl Tig Stadopes PAoELg
™¢, ™ SdoBabuion tg coPfapotnrag TG KOBwWG Kol TA KAWIKWG ONUAVIIKA KpLThpLa
anavtnong otn Beparneia.

H IWG &8iékplve katapyxnv tnv autodvoon Opopfomnevia oe mpwtomnadn-tdlomadn)
(primary) kat deutepomnadr) (secondary).

Mpotelve Aowmdv opodwva tnv allayn Tng ovopooiog Idtomabng OpopPomevikn
MNopdupa (ldiopathic Thrombocytopenic Purpura) oe I6iomabri¢ Avoon OpopPomevia
(Primary Immune Thrombocytopenia). O 6po¢ “18lomabng”, mapoho mou diatnpeital otnv
eMNVLIKN amodoon tn¢ opoAoyiag, amoteAsl mMAéov petddpaon Tou 6pou “primary”, Snhadn
npwtonadnc kat oxt Tou opou “idiopathic”, mou xpnolpomnolovvtay dlebvwg Eéwg onuepa. O
0po¢ “primary” uloBeTBNKE ylo v UTOYpOMUIOEL TNV ammoucia Kamolou gpdavoug
EVAPKTAPLOU 1 UTTOKELUEVOU aLTLOU.

O 06pog «immune” dnAadn «avoon”, SNAWVEL TOV 0VOCOAOYLKO UNXOVIOUO TTPOKANONG
Tou voorjpartoct. Stnv nepimtwon tne Bpopporneviac o dpoc “dvoon” onpaivet “auvtodvoon”,
oAAG TtpoTiunBnke va dtatnpnOel to ypaupa | oto ayyAltko akpwvoutlo ITP, To onoio amno :
“Ildiopathic Thrombpcytopenic Purpura” mpotdabnke va onuaivel “Immune
ThrombocytoPenia”. Katda avtiotolia, to €AAnVIKO okpwvOulo [OMN amd “l1dlomabng
Opoppormeviky Mopdpupa” onuaivel mAéov “ISlomabng Avoon OpopBofevia”. O 6pog
“purpura” , Snhadn mopeupa, mpotadnKe va KatapynOel SLOTL TA OLLOPPAYIKA GUUITTW LT
arouctdlouv 1 eivat eAdyLota oe PeydAo TT0o00TO TwV acBeviv’.

H mpwtomnabr¢ avoon BpopPormevia opiletal mAfov w¢ OpopPormevia pe aplOuod
atponetaAiwy K&tw and 100 x10%/L (avti twv 150 x10°/L tou tponyouuevou opLtopol) Adyw
™G MKPNG TBavotntag pakpompoBeopung e€EALENG TNG Bpoppomneviag o maldld pE TIUEG
atpomnetaAiwy mou kupaivovtat ard 100-150 x10°/L.

Ta tedeutaia xpoOvia UTIAPXE EMLONG HLOL EVIOVN €PEUVNTLKA OVTUTAPAOECN OXETIKA UE
™ Slakplon petall ofelag kal xpoviag popdng tne ITP. ZVudwva pe t IWG navw ano ta
2/3 Twv adwv pe avoon BpopPornevia Oa UTTOKATOOTHCOUV TOV APLOUO TWV ALUOTIETAALWY
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N Ba autoiaBolv Toug MPWTOUG 6 PNVeG. EmutAéov, amd Toug umoloutoug acBeveic 25%
(ouvoAilka mepimou 80%) Ba amokataotobel péoa otoug MPWTou¢ 12 pAvVEG amo TN
Stayvwon. MNa to Adyo auto, o apxLkog dLaxwplopog os ofela, umotpomialouoa Kal Xpovia
Bpoppomnevia aviikataotadnke amno to Sltaxwplopd os veodiayvwaodeioa (newly diagnosed)
nou 6 Slapkel mavw amd 3 prveg and tn Siayvwon, emipovn (persistent) dnAadn xwplc
mAnNpn Udeon 3-12 pAveg amo t Slayvwaon Kot TEAOC o€ ypovia (chronic) mou Slopkel mavw
oo 12 Ynveg amo tnv apxkn dtavwon.

Q¢ Aeuteponadn¢ Avoon OpopPormevia mpotabnke vo oplobel kabBe AAAn popdn
ovoooAoyika pecolafBolpevng BpopBonuttaponeviag, ektog TnG ITP, m.x. n oxetllOYevn Le
To AUKO Seuteponadng avoon Bpopponevia, n oxetlopevn pe HIV Adolpwén Seutepomadng
dvoon Bpoppornevia k.0.k .1

Erudnuiodoyika dedopéva

H 8lonabrc avoon Bpoppomnevia (ITP) eival pia kAo Ong Kal n Mo cuxvr EMIKTNTN
atgoppaytkn Statapoyxn ota maldld pe enimtwon 3-8 neputtwoelg ava 100.000 madid to
Xpovo. 2

H ITP mpooBaiAel 6o 1o paopa tng matdikng nAkiag Eekwvwvtag amd 4 unvwy, n
TIAELOVOTNTA WOTOCO TwWV acBevwv avikel otic nAtkieg¢ 1-10 etwv. H Ainmelpwtiky opada
peA€tnc tng ITP (ICIS-InterContinental ITP Study Group) cuvélefe otolxeia and 2540 maldla
ano 39 XWpPeg o€ OAO TOV KOOMO. ATO autd, Hovo to 8% ntav Bpédn (4 punvwv €wg 12
UNvVwv), To 73,2% ntav motdla 1 €éwg 10 etwv Kat to unoAouno 18,8% twv madiwv ntav 10-
16 etwv, pe avaloyla appévwy mpoc BnAsa atopa vPnAotepn ota Bpedn (1,73:1), aAAa pe
npoodeutikh pelwon auTAC KaBWwe aufdvetal n NAio Twv rasuwv’. AvdAuon otoxelwv
ano tnv bl opada (ICIS) €delée emoylakn katavoun epdaviong tng vooou pe uPnAoTepn
eTinTwon tnv avolén/apyxn kahokalplol Kat xapunAotepn to ¢pOwvonwpo.

KAnpovoukn mpodiaBeon

H 10N av kot eriktntn Statapoxy Opwe mapatnperidnke kKAnpovoutkd tpodidbeon’ oe
oxéon:
1. Emimtwon/mopsia :
e JUudwva pe debopéva anod to Pediatric and Adult Registry on Chronic ITP (PARC-ITP)
10/440 (2,5%) Twv oSV pe ITP mopoucialoy BETIKO OLKOYEVELAKO LOTOPLKS
e DRB1*17 kol mpodidBeon ywa ITP
e [L1IRN VNTR kat 1L2-330 kat xpoviotnta tng ITP
2. Avtamokplon otn Bgpaneia :
e HLADRB1*11 avOektikOTNTO OTO OTEPOELSN KAl 0T y-odalpivn og matdia pe ITP
e HLADRB1*0410 ¢twyn amavinon ota oTEPOELSN

Entiong onuavtiko podo otnv ekdnAwon Kat mopeia tng ITP €xouv dtadopot moAupopdLopol
OMwG :



1. NoAupopdlopol mou oxetilovtal pe tov untodoxéa Fey:
FcyR2, FcyR3A, FcyR3B, TNF-308

2. MoAupopdLopOl KUTTAPOKLVWV:
Tranforming growth factor b1 (TGF 1)

3. MoAvpopdlopot peBuliwong tou DNA:
DNA metylation DMT3B (-149 C/T)

4. MNoAupopdlopol mou oxetilovtal pe B- kat T- Aepdpokitrapa:
IL4, IL6, IL 10,, TNF a TNF b, IL-1b, ILRa

NaBoducioroyia tng ITP

MNaAalotepa Bewpouvtav otL n ITP odeilovtav Kupiwg otn TEPLDEPLKN KATACTPOPN
TWV awdometaliwv amd kKukAodopouvta 1gG autoavilowpoto Tou otpédovial €vavtl
OUYKEKPLUEVWV ETUTOTIWV -YAUKOTIPWTEIVWVY oTnV emidpavela twv atponetaliwv (GPIIb/Ila,
GPib/IX) kot kataotpodrng avtwyv amo to evboBnAlokd cuotnuo KUPlwg Tou OTARvA Kol
Aydtepo tou Aratoc (Fc uroSoxéwv) ©.
Inuepa n ITP amoteAel pLla TOAUTIAPAYOVTLKE OVOOOAOYLKN Statapayr mou adopd tnv
Statapaxn:
- OTO OKEAOC TNC ePLPEPLKAC OVOTOAVOXNG
- oTNV avTlyovomapouaiaon, onuatodotnon kat Aettoupyia twv T AepudokuTtTdpwyv
- WPLMAVON TWV KEYOKAPUWKUTTAPWY KOl OTNV TTOPOYWYI TWV OLUOTETAA WY

To kUplo aitio tng BpopPomeviac otnv ITP gival n KATACTPODN TWV ETUKOAUUUEVWY UE
OVTLOLUOTIETAALAKA ~ OUTOQVTIOWHATA  OLUOTETOAWY  HEOW  TWV  KUTTAPWV  TOU
SiktuoevdobnAtlakou cuotrpatoc (AEZ). H mopaywyn Twv auTOAVILCWHATWY YIVETOL Ao Ta
B Aepdokutrapa, e€aptatol OHWG amod £va PeEYAAO aplOpO avoGOAOYLKWY UNXAVIOUWY TIOU
oxnuatilouv €va puBuloTikd Siktuo, oto omoio ta T Aspdokuttapa Swadpapatilouv
Kupiapxo poAo’.

Q¢ atiwpa, oL autoAvooeg MabnoeLg TPoKAAOUVTAL Ao anmotu)ia Tou opyaviopoU va
KOTOOTPEPEL 1| Vo OIEVEPYOTOLNOEL Ta auto-avidpwvta (self - reactive) B kot T
AepdokUTtopa, Yeyovog TOU avTKATOmTpilel Kamoila Slatapaxry OTOUC HNXOVIOUOUG
KEVIPIKAC /KL TTEPLPEPLKAC avoxriC 8.

OL aLTLoAOYIKEC Bewpleg TwV OpYAVOELSIKWY QUTOAVOOWY TTABNOEWV YEVIKA Ko Tng ITP
eldika Baoilovtal otn poptakn upiunon (molecular mimicry), otn Staomopa avtiyovikwv
emronwy (determinant ) epitope spreading) kot 0To YeviKOTEPO POAO TwV T AsupOKUTTAPWV
KOLL TWV KUTTAPOKLVWV TIOU TIOPAYOUY °.

H Baon tng uoptaknc pipnong Bploketol oTto yeyovog OTL oL MPWTIEIVEG Tou EevioTh
uropel va p£pouv avilyovikoUg KaBoploTtég (antigenic determinants) mopOpOLOUG PE AUTOUG
HkpoBiwv Kal wwv. JUVENWG Katd tn Stadpoun plag Aolpwéng, n avocoloylkn amavinon
TIOU KLvnTomoleital évavtl Tou £€vou maboyovou (UikpoBiou f LoU) TTapAyEL AVTLIOWLOTO TTOU
eudpavidouv dlaotaupolpevn avtidpacon MPo¢ TOUG LOTOUGC Tou Eevioth, odnywvtog o€
dAeyuovn, kataotpodr LOTWV KoL autoavooia. Eva XapakTtnploTIKO MapASeLypa LOPLOKNC
nipnonc eivat n oxetllopevn pe avepoProytd ITP ota mawdid °. O mapamdvw pnxaviopdc



Aounov pmopet va amoteAel moAU miBavn attia évapéng tng ofeiag ITP av Kal To EKAUTIKO
aitio dev eival mavrtote duvato va evtonmioBel, AOyw TNG HAKPAG TIEPLOSOU TIOU amalTelTal
yla tnv €vapén tng autoavooiac.

Mia aA\n Bewpia PBaciletal 0TO PNXOVIOUO TWV KPUMTOYEVWV EMITONwWV (cryptic
epitopes) kat tnG Slaomopdg oavrtyovikwv emtonwv (determinant spreading). Itnv
niepintwon t¢ ITP, ta emikaAvppéva pe avit-GPlIb/llla atponetdAio dayokuTTOpWVOVTAL
Kal artodopouvtal and ta avilyovormopouclaka kuttapa (APCs) mou otnv MAELOVOTNTA TOUG
elval pakpodaya tou OiktuoevdoBnAlakol ouothpoto¢ n Sevdpltikd kuTtopa. H
arodoéunon tng yAukonpwrteivng GPIlIb/llla kat GAAWV QLUOTETAALOKWY YAUKOTIPWTEIVWY,
OMwW¢ TNG YAUKOTPWTEIvNG GPIb/IX pmopst va oénynoel otn 6Onuioupyia  mowkiAiag
KPUTITOYEVWV ETILTOTIWV (tpomomnolnpévwy dnAadn veoavtiyovwy). Ta APCs ekdpalouv otnv
€MLPAVELA TOUC QUTA TA VEQ QVTLYOVO Kal 08nyouv HEow BonOnTIKwY UNXAVICUWVY KoL TOU
ueilovog ouotiuatog LotooupBatotntag (MHC) otnv evepyomoinon O&Swadopwv T
AepdokuTTApwWY TIoU avayvwpilouv wg Eéva auTd Ta avilyova Kol EMAyouV TNV opaywyn
TIOAATMAWY AVTIOWHATWY TIOKIANG €18kdTNTOg, ToANamAactalovtag £ToL TNV AVOOLAKN
andvenon®”?.

EKTOC amd Toug mapamavw HNXOVIOHoUG, GaiveTal amd OXETIKEC €PEUVEC OTL Ta T
Aepdokuttapa mailouv KEVIPIKO Kol TOANEG popécg avetaptnTto poAo otnv oAn dwadikaaoia
NG AUTOAVOONG KATAOTPOPNC TWV OULUOTIETAALWV.

ApPKETEC peléteg €delfav OTL n evepyog ¢aon tng ITP yapaktnpiletat amd Thl
KUTTOPLKN amavtnon, He av&non Twv aviiotolywv Kuttapokivwv (IL-2, IFN-y, KAT) kat
KATaoToAj TG Th2 KUTIAPWKAC amdvtnone pe ehdttwon tne IL-4 kot IL-5 213,
ErmunpooBeta, ektog and tnv Thl avoooAoyLKr OAVTNGON, OXETIKEC UEAETEC AMOSEIKVUOUV
otL ta T Aepdokutrapa acBevwv pe ITP €xouv au&nuévn ekdpaon yovidiwv mou oxetilovral
He tnv amontwon (Apo-1/Fas, granzyme 1 kau 2, perforin), yeyovog mou umodnAwveL avtoxn
oTNV QmoONMTwon TwV outoavitdpwviwv T AgudOKUTTAPWY, HE QMOTEAECHA OQUTA va
ouvexilouv TV avoooloyikr Kataotpodr] Twv atporetarinv . Ta T Aepdokitrapa eniong,
OUHPETEXOUV otnv TtabBoduaotoloyia tng BpopPormeviag pe ameAsubEPwaon KUTTOPOKLVWV
TIOU EUTTAEKOVTOL OTNV WPLHOVON TWV UEYOKAPUKUTTAPWY Kat/fj otnv amneAeuBépwaon twv
OLLLLOTIETEALWV OTTO TO MUEAO. lNa mapadelypa, £vag LoXuUpOC avaoTOAEQC TNG wpipavong Twv
HEYOKOPUOKUTTAPWY Bewpeitat o TGF-B1 mou mapdystat omd ta pubuwotka T
Aepdokvtrapa®.

Eniong, umdpyxel ameuBeiag kuttapotofiky 6pacn twv CD8+ (kuttapotofikwv) T
AepudOKUTTAPWY MAVW OTA ALUOTIETAALX TTou 08nyel otn AVon toug, cupBarlovtog £ToL 0TO
HNXaviopo g OpopBokuttaporneviag .

H koataotpodr TEAOC TwV ETUKOAUUUEVWY ATIO QUTOOVTIOWUOTO OLHOTIETOALWY YivETAL
Onwe avadpEpOnke amo ta kKUTTopa Tou AEY. Oswpeital OTL KUPLOG HecOAABNTNC OE AUTH TN
Stadikaoia eival To cuotnua Twv Fc umodoyxéwv. H dpaon tTwv TeAsutaiwyv e€aptatal ano
TNV LooppoTiia HETAEU Twv evepyomolnTikwy uttodoxéwv (FcyRIIA kat FcyRINIA) kot twv
KataoTaAtikwv urtodoxewv (FcyRIIB). Agv eival EekaBapo mwc puBuiletal autr n Loopporia.
MeA€teg Tou adpopouUV TIOAUHOPPLOHOUEC UEMOVWHEVWY VOUKAEOTLSlwV (SNPs) twv Fey
urtodoxewv o€ oxéan Pe TNV KAk mopeia ¢ ITP deixvouv OtL kAmolol utoSoxeig pnopet

' I . 18,1
va euBuvovtal yua TNV armavinon o€ OUYKEKPLUEVEQ eepOLT[ELEq 8 9.
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Jta mpoavadepBEVTa TPEMEL va  TIPOCOECOUUE TNV  OVETAPKN Topaywyn
OULLOTIETOALWY aTTO TO MUEAD TWV OOTWV TIOU €XEL KEVTPLKOTEPO pOAOo otnv maboducioloyia
™¢ BpopPorneviag otnv ITP amd OtL maAaldtepa mLOTeEVOVTAY. TPELG KUplwg pnxoaviopot
Bewpouvtat untevBuvol, n ameubeiag SpAcn TWV AVILALUOTIETAALOKWY OVTIOWHUATWY TIAVW
oTa PHEyOoKapuOKUTTOPA, N SpAcn TwV KUTTAPOTOEIKWY T AEUPOKUTTAPWYV TIAVW OE QUTA KoL
N OXETIKA OVeMApkela tng Opoppomowntivng (TPO) mapa TNV mopoucio MEPLPEPLKNC
Bpopponeviag.

KAWvIKA €LKOVA KOl EPYAOTNPLOKA EVPHLOTAL

H turtkr ek8Awaon tne ofeiac ITP (veodlayvwobeioac, cupdwva pe tn véa opoloyia’)
eivat n awdpvidla epdavion yeviKEUIEVOU TIETEXEWWSOUE N/KaL mopdupLkoy e€avOnuatog ot

2021 st 2/3 mepinou

£€Va TTPONYOU LEVWG UYLEC TtaSi, Hikpn ¢ nALkiag, cuvRBwe 1 £wg 5 eTwv
TWV TIEPUTTWOEWV Tiponyeitatl pia pn €181k Aolpwén amo 1 €wg 4 eBdouddec mpv tnv
ekdnAwan tnc BpopPoneviag (mepimou 2 efdouddeg eival To cuxvoteEpo HeECOSLACTNUA) KOl
ouVNBLOTEPA TIPOKELTAL YL LOYEVH AOLMWEN TOU QVUITEPOU QVATIIVEUOTIKOU??. S€ OPLOHEVEC
TMEPUTTWOELS N ITP akoAouBel kamowa €16k toyevy Aoipwén (epubpd, avepeuloylq,
napwtitida, Aolpwde¢ €plBnua Kat Aowwwdn povomupnvwon) 1 euBoAlacpd pe {wvta
e€aoBevnuévo 16, ouvnBéotepa to gUPOALO KaTd TNG Aapdc-epubpac-napwTtitidag (MMR)
2326 0 kivSuvoc epdavionc ITP puetd amnd epfolacpd pe MMR givar unAdTEPOC TIC TPWTEC
6 eBdopadec peta tnv avooomoinon kat umtoAoyiletal oe 1 mepintwon ava 25000 - 40000
560¢€Lc Tou epuBoriou?e.

H kAwikn ef€taon katd tnv mpwtn Siayvwon eival duclodoyikn, e e€aipeon Tig
OLLOPPAYIKEC €KONAWOELG TIOU OTN OCUVIPUTTIKA TAsloPndia Twv TMEPUMTWOEWV Elval
Sepuatikeg, SnNAadn TIETEXELEC KaL/f) EKXUUWOELG, EVW OTIAVLOTEPO Ttapatnpeital eniotagn,
awpatoupia fj apoppayia arnd dAouc BAevoyodwouc 2222728,

H mapoucia KAWIKA oOnUOVTIKAG Agpdadevomabelo 1 €KOECNUOOUEVNG
NMATOOTMANVOUEYOAlOG OUVIOTA  ATUTIN  CUPMTWHOTOAoyia Kot Bétet v umoyia
SlapopeTikng dlayvwong omwe kKakonBelag, KA. To KUPLO EpyaoTnpLaKO eUpnua o€ atdla
ue ofeia (veoblayvwaobeioa) ITP gival n onpavtikn peiwon Tou aplBpol Twv aLlpomeTaAlwy
LE TOUTOXPOVN Ttapouaia Leyalou peyEBouc autwy (LeyaatponeTaliwy).

H efétaon tou HUEAOU TwV 0OTWV KPLVETAL ammopaitntn OTov UTAPXEL ATUTN
oupMTwHOToAoyia amd TNV KAWVIKA €€€tacn, esupnuoata aAAA EKTOC TNG HUEMOVWHEVNC
Bpoppokuttapomneviag, €AAxlotn €wg Koplo amavinon otn Bepanceia pe IVIG i otav
npoKkeLtaL o acBeviic va urtoPAnBei oe koptilovoBepaneia A orAnvektopi® 2. H efétaon
TOUu HuegloU kaAd Ba eival va ocuvodevetal amo Ploia, kabwg auvt) Sivel kaAutepn
ekTiinon Tne peyakapuornoinonc®. Enione, n kuttapopetpia porc wropei va BonBriost otn
SL&yvwon AEUXALUKWVY KATaoTAcEWY >,

Awayvwon-Awadopikny Stdyvwon

H Stayvwon tng ITP Baoiletal katd kKUPLo AOYO OTO LOTOPLKO, TNV KALVIKN £€ETaON KoL
TN VEVLIKA alpatog pall Je TN ULKPOOKOTILKY e€£TOON TOU TepLdEPLKOU eMmiypiopatog, ue faon
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2931 EMelpet elSikic €étaonc

Ta omola amokAeiovtal AAeg attieg BpopBokutTaporneviog
TIou va xpnotlpelel we “gold standard” yia tn dtayvwon tng ITP, n teAeutaia otnpiletal ota
TIOPOTIAVW, EVW TIEPALTEPW SLAYVWOTIKEG EEETAOELG XPELALOVTOL POVO OTLG TIEPUTTWOELG TIOU
TIPOKUTITOUV ATUTIA EVPNUATA, EiTe acuvnBlota yia TNV ITP gite evdelkTiKA AAANG VOOOU.
Y€ YEVIKEG YpappéG n Stadopikn Stayvwon g ITP Ba mpémel va meplhappavel ta
nopakdTw voorpata >t .
e HIV, HCV (ebika otav udiotavtal mapdyovieg Kivduvou), eAikoBaktnpidio tou

TIUAWPOU 1 AANEG AOLUWEELG

AMec outodavooe¢ mobnoelg mou oxetiloviat pe  BOpopPomevia  (rx. ZEA,

r ' ' ' ' 1
avtldwopoATTLS KO cUvEpopo), slaitepa og madLd >10 ety >3

AVOCOQVETIAPKELEC (TT.X. KOLVH TTOLKIAN OVOCOQVETTIAPKELQ)

Hratikr voéoocg/avendpkeLo

Oappaka (m.x. nrapivn, Kwivn KAT.)

Mabnoslc Tou puelol twv ootwv (m.X. Asuxalpieg, Aepdomnapaywyikn Statapoxn,
OQTAQLOTLKI) avaLpia, KATT.)

lotoplkd Mpoodatng Letayylong (mopdpupa KATOTLY LETAYYLONCG)

KAnpovoutkn n OUYYEVN Bpoppokuttapomnevia (Tex. X-puloolLvdetn
Bpoppokuttaponevia, cUvdpopo TAR, MYH9-oxetlldpeva oivSpopa KAT.) >, mou

€UKOAQL GUYXEOVTOL HE Xpovia ITP”

MBavotnTa Kakomoinong
WeudoBpopBokuttaporevia (cuykOAAnon awponetalinv napovaio EDTA)

‘EkBaon ITP ota madia

H ékBaon tng xpoviag ITP ota matdld gival yevikad KaAn pe uPnAd MOCOOTA AUTOHUATNG
UdeonGg evtog 6 pnVwV oo TN SLdyvwaon ToUAAXLoToV oTa 2/3 TWV TMEPUTTWOEWY EVW HOVO
10 15-20% TWV MEPIMTWOEWV Ba PETAMETEL O XpOVIOTNTA. TA TTOCOOTA WOTOCO QUTA OeV
ovtavakAoUv Tnv emipovy) oofopng BpopBomeviag, kabBwg n  ouxvotnta emipovng
CUUMTWHOTLKAG, cofapn¢ BpopPokuttapomneviag mou amaltel Latplkn mapéuPfaocn sivatl
oAU yapunAdtepn®’.

ErumAéov, elval apketa Suokolo va mpoPAedBel amd tnv apxn moto madi Oa
HETATEOEL O€ XPOoVIOTNTA. MEeALTEC amo TIG IKAVOLVOPBIKEG KUPLwG XWPES €xouv avadeifel tnv
UTouAn, Bpadeia €vapén NG vooou (SLAPKELD CUUMTWUATWY >14 nUEPEC TPV amo Tn

7 '
3738 AvtloTtolxn

Slayvwon) w¢ TOV LOXUPOTEPO TIPOYVWOTIKO OelkTn  Xpoviotntag
TLOAUKEVTPLKN LEAETN Apepikavwy emiBefaiwoe OtL N peyaAutepn nAkia Kata tn dtayvwon,
0 uPnAoTEPOC OPXIKOG aplBuog atpomeTtoAiwy, n amoucia alpoppayiag amd Toug
BAevvoyovoucg Katl n amoucia LoToplkoU ofsiag Aotpwéng eivat Loxupol mpoyvwoTtikol SelKTeC
xpovidtntac otnv ITP twv madtwv>’. Mol mpdodata MpooTEédnKe 0TOUC MAPANAVW SEIKTES
0 XaunAoc aplOpoc Asukwv atpoodatpiwv (<6250/pl) kat o XopUnAOG amoAlutog apltOuog

40,41 r It ' '
%41 0otd00 XpetdleTal MePLOGdTEPN EpELVa

Aepdpokuttapwy (<3050/uL) katd tn dayvwon
yla v eniBeBaiwon tou teAsutaia autol MPOoyvwaoTikoU Seiktn Kal tnv maboducloloyikn
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Alpoppaytkég ekdnAwoelg — Kivduvog eykepaAikng atpoppayiog

OL alpoppaylkeg ekOGNAWoeLG Twv madlwv pe ITP pmopouv va Slalpebolv oe TPELC
KOTNYOPLEC : OEPUATIKEC QLUOPPAYIEG (TTETEXELEC KOL EKXUMWOELG), OLLOPPAYIEC TwV
BAevvoyovwv (emiotafn, PAevvoyovoc TAPELWV-OUAWV-UTIEPWAG-OUUYSaAWY, HEAALVO,
olgotoupia, pnvoppayia) Kol E0WTEPLK olpoppayia  (KEVTPLKO VEUPLKO OUOTNHA,
neputovaikfy Kol\dtnta, mvevpoves, apBpwoelc f puec)®. H teheutaia katnyopia
neplhappavel tnv eykedalikry atpoppayia (EA), mou eivat n ocoPapdtepn KoL n
SuopevEaTePN o OAEC TLC EMUTAOKEC TNC vooou™.

KaBwc ta atpomnetdAia otoug acBeveic pe ITP lval O AmMOTEAECUATIKA WG TIPOC TNV
OLLOOTATLKN TOUC Asltoupyla amd OtL otn Asvuyatpia r} otnv amAaoTikn avaiuia, ol pébodot
MPoodLloplopol tng coPapotntag TnG atpoppayiag otnv ITP pmopel va anodsyBouv mLo
XPNOLOoL 0TOo OXESLAOUO TNG QVILUETWIILONG TG Kal thv afloAdynon tou BOepameuTikou
AMOTEAEGATOC atd OTL 0 AAAUTOC aptOUAC Twv atponeTahinv®.

Ot Buchanan kat Adix meptéypadav €va cloTnUa Katataing Kol otadlomoinong g
awgoppayiag. H katatatn auth oavayvwpiobnke OleBvwg, He HIKPH TPOMOTMOINon w¢
KATAAANAN ywa TNV Katnyoplomoinon twv matdiwv pe ITP kol Tto oxedlaopd g
avtipetwnionc touc (Mivakac 1).%

Juudwva PE TA TAPOATTAVW Kpltipla, o kivbuvoc oofaprc oatpoppayiag otn

27,46,47 ' ' '
% " 6 .To LJ.EVOO\UTEpO TtOOOOTO TWV T[al.&l.wv

veodlayvwobeioa ITP avépyetal os mepimou 3
QUTWV £XeL TIOAD XaUNAG amOAUTO aptBpd atponetadiny (<20x10%/L) katd Ty ekSAAWGN TNG
awpoppayiac®.

O «ivbuvog, wotooco, epdaviong eykedballkng olpoppayia¢ oe maldld e
veodlayvwoBeioa ITP eival efatpetikd pkpOg kat Kupaivetat amo 0,1 €wg 0,9%. H
SlakUpavon auth OUVOEETAL ME MOl TIOWKIALOL Ttapayoviwy. MBavov 1o xapnAo auto
mooootd NG EA va odeiletal otoug LoxupoUG SLakuTtaplkoUg cuvdEoHoUG, Tou elval
UTTEUBULVOL YLOL TOV EAEYXO TNC TPLXOELSIKAC SLamepatotnTac otov eykédboho &4,

OL Psaila et al katd tn peAétn plag oelpag 40 madiwv pe EA ota mAaiow ITP,
avadépouv OTL 0To 25% twv matdlwv autwv n EA Atav n mpwtn KAWLIKA ekdAAwaon tng
Bpoppomneviag, kal éva emumAéov 20% eudAVIOE TNV ETTAOKN €VIOGC 7 NUEPWV OO TN
Syvwon™. Eva emut\éov 25% euddvioe EA petafy 1 eBSopdSac kat 6 pnvwv amd Tt
SLdyvwon, evw to umtohouto 30% OUVEPN METAE TOUC TPWTOUC 6 urAvee °. To 90% twv
oy eixe <20x10°/L awponetdAia, evdd amd ta 4 nadid (10%) mou eixav meplocdtepa
QUUOTETAALA, ot 3 amd ta 4 mponyOnke tpaupatiopdc kebalic °. O aplBpdc Twv
atponetodiwy <10-20x10°/L kat 0 TpaupaTIopoS KepaAnc, onwe daivetal Kot amd ta
mapanavw, eivat U0 amod Toug EMPBAPUVTIKOUC TTAPAYOVTEG Yyl TNV ekdNAwaon EA. AN\otl
TIAPAYOVTEG ETUKLVOUVOTNTOG lval n xpnon un oteposldwv aviltpAeypovwdwv Gapuakwy
(M2AD), ayyelitida oxeTlOpevn pe SEA kat eykepoAkéc aptnplodAeBikéc Suomhaoieg *0°.
TiBetal ocuvenwc MOAAEC POPEC TO EPWTNHA OV TIPOKELTAL TIAVTA VLA TIEPLUITTWOELG AULYOUG
ITP 1 ouvumapxel Kot AAAO EMLBAPUVTIKO voonua (T.X. evepyog Aoilpwén, ouvépopo Evans
kArt) *%. O Psaila kat ouvepydtec avadépouv Bvnowdtnta 25% (10 ota 40 maudid) Kot
VEUPOAOYLKO UTOAEMHO 0TO 33% Twv emlnodviwy . To 70% twv matduwv sixav Adpet

kamowa. popdn Bepameiag yia tnv avénon twv algomeTaAiwy mpv tnv gpudavion g EA,
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50,53,54

OMWG TmapaATNPNONKE KAl OTIC TEPLOCOTEPEG HEAETEG H Oepameia tng EA

niepleAapPave evbodAéBLa y-adpatpivn (IVIG), petayyiloslg atponetaliwy, KOPTIKOOTEPOELST),

29,50,51,53 i
. H teAevtala,

enelyouca OTANVEKTOUN KOl Ot AlYEG TIEPUTTWOELG KPOVLOTOWN
wotdoo, KPIOBNKE WC N TILO AVATOTENEGATIKY artd Touc Psaila kat cuvepydrec *°.

To ueyaAutepo npoBAnua yia tnv EA egivar n aduvvauia va npoBAspdsi notot
aodeveic ue ITP Sa tpoocBAndouv ano avtn.

Avotuxwg eival aduvatn n SLEVEPYELD ULOC TIPOOTITIKAG TUXOLOTIOLNUEVNG UEAETNG
TIPOKELUEVOU va SleukplvioBel av omoladnmote BepameuTikn MapePPacn UELWVEL 1] OXL TOV
Kivduvo EA ota madid pe veoStayvwaobeioa ITP kot aptdpé atponetahinv <20x10°/L, kabwg
anatteitotl MoAU peyalog aplOpo¢ acBevwv yla TNV €€aodAALON OTATIOTIKWG CNUAVILKOU
OMOTEAEGATOG.

ErunpooBeta, £xel amodelyBel 0Tl 0 pUBUOG AVENONC TWV ALUOTIETOALWY LLE XOpriynon
Bepamneiag mpwTNG ypapupung (koptikootepoeldn N IVIG) otnv umoopdda matdiwv pe ITP kat
KALVIKOQ ONUOVTLKA aLpoppayila tou SLtatpéxouv Kal To peyoAUTePO Kivbuvo EA, Sev eival o

r 2 ' ' o r I
emBLUNTOC 2. ETOL, TO EpWTNHO Bepareio fj GXL TAPOUEVEL AVOLKTO.

Ogpaneia ITP ota modid

Itnv évapén Bepameiag ota madia pe ITP o kAwikog moidiatpog Ba mpémel va
Aappavel umoyn tou :
e TN oofopotnTa TWV KAVIKWY CNUELWV aLpoppayilag
e TOV apLOUO TWV ALUOTETOALWY O0TO TIEPLDEPLKO alpa
e TNV PUXOKOLVWVLKN EMIMTWON TNG VOoOU oTo motdi
e TNV enidpaon tng vooou oTnV KaBnUepLVOTNTA TOU LSOV

H e€atopikeuon mpemel va elval o mMapayov €KEIVOG TTOU TTPOCUETPATE OTNV AmOdAcT) LG
yta t Bepaneia otnv ITP Twv ratduwy .

uotaosic ue Baon tov aptduod Twv alUoneTaAiwv

Ol aoBeveic pe PLT>30x10°/L Sev xpeldlovrat Beparmeio eKTOC av UTEPXOUV GOBAPEC
evoeielg (0oBapEG apoppayLlkEC EKONAWOELC).

OL oaoBeveic otouc omolouc Ta  auwpometdMa  Kupaivovtar  10-30x10°/L
OVTLUTPOOWTEVOLV Wi Katnyopia, otnv onola n Beparneia npénel va e€atopikeVeTal BAOEL
TWV OLHOPPAYIKWY EKENAWOEWY, TOU TPOToU {WNG Kal TNS PUXOKOLWWVIKNAC EMIMTWONG TNG
vooou oto motdi.

Ol aoBeveic pe PLT<10x10°/L mpémel mavta vo avTLUeETWi{ovTaL.

Ospancia anapaitntn n ox;
Mpotou avadpepbolpe ota Siadopa Bepameutikd oxnuata tTng veodlayvwobeioag,
eMipovng Kat xpoviag ITP xpetaletat va oulntnBel n avaykaldtnta yla xoprnynon Beparmneiog

o€ éva vdonpa o ota randid eivat ev moAhoic autoneploplopevo >



a) Ospancia veodiayvwodeioag ITP twv natdiwv

O kivSuvoc coBapric awpoppayiag otn veoStayvwaodeioa ITP eival epinou 3% 274047

6e «kivbuvocg ¢ eykedaAlkng aipoppayiog (EA), n povn emutAokn mou oxetiletal pe
Bvnowotnta otnv ITP, avépyetat o 0,1-0,3% Ti¢ mpwreg 4 eBSouddec and Sidyvwon >4>48°
HE HIKPR av&naon 0co Teplocotepo Slapkel n BpopPomnevia, xwplc va untepPaivel To 1% oTIg
MEPUTTWOELC XpovLag ITP®. 1o pikpd autd kivéuvo epddvionc coBaprc atpoppayiac kat EA
otnpiletal n amoyn yia anAn moapakoAoudnon matdiwv pe veodlayvwobeioa ITP, kaBwg Kat
OTO YEYOVOC OTL SEV UTIAPXOUV TIPOOTTIKEG UEAETEC TOU va AMOSEIKVUOUV UElwoN TNG
enintwonc tne EA og oxéon pe Kdmola ouykekppévn Bepareia *°2.,

EmunpocBeta, apketd amod ta motdld mou ekdnAwoav eykedalikn alpoppayia ota
mAaiola tn¢ ITP eAauBavav 1 eixav nén Adfel apanetalio-avéntiky Bepaneia otav autn

4 ) r ’ . r '
02354 ErumMéov, OMec ol Bepameiec umopel va  emipépouv  coPapéc

ekdNAwONKe
OQVETILOUUNTEC EVEPYELEC.

OL mo mpoodateg KATeLUOUVTHAPLEC OONYLEC OXETIKA HE TNV OVILUETWIILON TNG
veodlayvwobeioag ITP mPoTeivouv TNV TIPOCEYYLON «TTAPAKOAOUTW Kol TTEPIUEVW» UE TN
oUpdwWVN YV Tou Bepdmovta Ltpoy Kat tou acBevouc L. Ou iStec o6nyiec mpoteivouv
eMioNg TNV Katnyoptomoinon twv moldwv pe ITP avaloya pe T ocofopotnta TNng
oawgoppayiag (kat oxt tov oaplBpd Ttwv olpomeTaliwy), TpPokelpévou BAcEL QuTAC va
kaBoploBei n avaykalotnta Bepamneutikng mapeppaonc (Nivakag 1).

Katd tn ¢pappoKEUTIKA QVILLETWTLON Taldlwy pe veodlayvwBeioa ITP, mpwtn ypapun
Bepameiag¢ amoteAoUV T KOPTIKOOTEPOELSr, n evbodA£fla y-odatpivn (IVIG) kat n

evbodpAEBLa avti-D adatpivn (Mivakag 2).

8) Oepancia tn¢ xpoviag ITP twv natdiwv
O BepameuTikOC 0TOXOG OTa TALSLA PE emipovn 1 xpovia ITP eivat va dtatnpnBei éva

OLLLOOTATLKO ETITESO QLUOTIETOALWY XPNOLUOTIOLWVTOC BEPATMEVTIKA HECO TIPWTNG YPOLLUNG
(x. IVIG, IV avt-D, Bpaxéa oxripoata koptikootepoedwv) 223 amodevyovrtag
TOUTOXPOVA TILG AVETILOUUNTEG EVEPYELEC TNC TIAPATETAUEVNC XPIONG KOPTIKOOTEPOELSWV KOl
T omAnvektoun. Epocov xpelaletal Bepameia, cuvioTwvtal Bpoxéa oxnUOTO QMO TOU
otopartog npedviloAovne (4mg/kg/H x 4 nuépeg, LEyLotn nuepnola 66on 180mg), meplodikn
xopnynon IVIG (0,8-1 gr/kg edamag) f yta RH D (+) madia IV avt-D 75 pg/kg. Mevikd, n 0An
QVTLMETWTTILON TWV XPOVIWV TEPLOTATIKWY TIPEMEL va yivetal oe efeldikeupéva maido-
OLULOTOAOYLKA KEVTPAL.

2ta maldld pe xpovia ITP ota omola ol Bepameieg MPWING YPAUMAG QITOTUYXAVOUV va
Slatnprioouv  €va  LKOVOTIOLNTIKO  €Timedo  QUMOTMETAAlWY UTIAPYXOUV Ol  OKOAOUBEG
Bepameutikég emhoyég : Se€apeBalovn, peBuAmpedviovn uvnAng 6oong (HDMP),
QvVOoOKATAOTOATIKA (alaBelompivn, KUKAOPwWodapidn, KUKAOOTIOTIVN, K.Q.), PLTOUELUAUTIN
(Rituximab), omAnvektour, aywviotég Tou umodoxéa tng Bpoppomnointivng (TPO-receptor
agonists). H pappakeuTiki avtipeTwion nodlwyv pe xpovia ITP ¢paivetat otov mivaka 3.



e Prrou§ipaunn (Rituximab)

Ita maldld pe Xpovia Kol avOekTik AO PETA oG QMOTUXIOL OVTATIOKPLONG OTa

npoavadpepbévia dapuaka TPWTING YPAUUNG, XOPnYELTal oAoEva Kol TIEPLOCOTEPO OF
HEAETEC Eval LOVOKAWVLKO avtiowpa, n pttovéipapunn (Rituximab).
MpOKeLTAL YLt £Va XLHOLPLKO LOVOKAWVLKO QVTIOWHA TIOU OTPEPETOL OTOXEUHEVA EVAVTL TOU
emupavelakol urtodoxea CD 20 twv B Aspudokuttdpwy, 0 omoiog e T oepd Tou Asttoupyel
w¢ SlapepBpavikd kavaAl oaofeotiou. H kavotntd Tou vo KaTtaoTtpédel Apeca ta B
AepdokUTTopa Kol Vo €AOTTWVEL £TOL CNUAVTLKA TN TAPOYwWYH TwV KUKAOPOpOUVIWV
OUTOQVTIOWUATWY EVAVTL TWV OLUOTIETOALWY BaoilleTal Og TPELC LNXAVIOUOUG:

- Abon twv B Aspdokuttdpwyv HECW E€VEPYOTOLNONC TOU CUUMANPWHOTOG KAl TOU
ouunAéypatog mpooBoAng pepBpavng (Membrane Attack Complex, MAC).

- Kuttapotofiky koataotpodr Toug HEOW ouvdeong HE Hakpodaya Kal KUTTOopa
duokot dpoveig (Natural Killer Cells, NKs) tou mpodyouv tnv €kAuon mepdopivng Kot
granzyme B.

- Evepyomoinon Twv onuatodoTikwy 08wV yla anontwon twv B-AK.

H mponynbeioa Snupooleupévn eUMEeLplal UE TOV TTOPAYOVTA QUTOV SE(XVEL LKAVOTIOLNTLKA
TTOCOOTA AVTATIOKPLONC TIOU KULALVOVTAL amto 64-75% pe BepameuTiko oxApa ta 375mg/m?
(1660n/ePdopadiaiwc emni 4 cuvexdpevec epSopddec)®. Evtoutolc, To avikd Bepameutikd
oxnua dev €xeL akopo Kaboplotel, SLOTL mpoteivovtal eVOANQKTLKA Kol TPWTOKOAAQ e pia
ebdmal 66on, pe Mkpdtepec 86oelc (100mg/m?x4), evw Tého¢ uPnAd TOCOOTA
OVTATOKPLONG avadpEpovTal Kal o€ cuvduaouo xopnynong prtovétpaunng pe de€apebalovn,
HOVO Opwc ot evAAKeC aoBeveic péxpt onpepa®. Ektdc amd ta uPnAd moocootd
OVTOTIOKPLONG KOL Ol HEXPL CUEPA KATAYEYPAUUEVEG AVETILOUUNTEG EVEPYELEG £lval ArLec. H
avénon twv Aolpwéswv ota maldld eival pikpn Wlaltepa otav Kotd tn SLAPKELD TNG
Bepamneiag AapBavouv kot TPopUAAKTIKA aywyn Ue tpluebompipn kat couAdapebofaloin,
evw o€ eviAlkeg aocBeveic avadépetal povo o kivéuvog avalwnipwonc tng nratitdog B os
dopeic. e pla mpoéodatn avackomnon avadEPsTal n  pakpoxpovn emnidpacn NG
pLtovLpaumnng ota madla pe AO, otnv omola POTEIVETAL O EUBOALOCUOC TWV TTOLSLWV TIPLV

66,67
. 2T

N Xxopnynon tTou GappaKoU 1 LETA TNV avayEvvnon Twv VEwV B Aspdokuttapwyv
natdld o PECOG Xpovog avakapupng Twv B Aepdokuttdpwy Kupaivetol amo 6.9-15 pnveg.
Elvat onpavtiko va TovioTel OTL n Aeon Kal onuavtikn petwon i e€aiewdn (<1%) twv CD20
CD19 B-AK petd tn xopriynon tou ¢papuakou oxetilovtol Kol Ue TNV KAAUTEPN avVIATOKPLoN
otn Beparmeia. TEAOC OTO €pWINUO KOTA TOCO N amavinon otn pttovfipaunn Stadépel
HETAELU TwV OMANVEKTOUNOEVTWY Kal pn, n HeEAETN Twv Cooper Kol GUVEPYATWY avapEpouv
OTL SEV UTLAPXOUV ONUAVTLKES SLaPOPEC AVTATIOKPLONG HETAEY TwV 510 opadwv®e.

e IMAnvektoun

Ol kateuBuvtrpleg 08NYLEC OXETIKA PE TN OMANVEKTOWN OTa Todld pe xpovia ITP
elval ouvtnpntikég Kat avtikatontpilouv to uPnAd MocooTo auTopaTNG UdeonG ota aLdLa
QUTA KABWC KaL TO MLKPO OAAG TTAVTO UTOPKTO Kivduvo kepauvoBolou onPatpiag HeTa tn
omAnvektopr, Slaitepa o madLd HkpdTepPa Twv 6 TV,
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H AleBvnc Opada Epyaociag (IWG), otig mAéov mpoodateg kateuBuvtrpleg odnyieg
OUOTIVEL OTL N OTANVEKTOWN Wopel va SikaloAoynBel o MEPIMTWOEL AMEIANTIKAC Yl TN
{wn oawoppayiag kot yla matdid pe xpovia avOektikn ITP pe C0OBOPEG QLUOPPAYIKEC
ekdNAwoelg, pue Slapkela vooou peyalutepn Twv 12-24 unvwv Kat coPapr EMUMTWON oTNV
nolotnTa LwAC Twv odtv’.

H amoteAeopatikOTNTA TNG OTANVEKTOUNG OE Tadld pe xpovia ITP ¢aivetal otL

29,71 i . ’
%710 «ivduvoc wotdoo KepauvoPOAou

ayyilet moocootd 70-80% TmAnpoug Udeong
onyalpiog YeETA TN omAnvVektoun umoloyiletal mepimov oto 3% Kal cuvBwC TapPapEVEL
epopou {wng. MNa to AOyo aUTO amatteital ta madld mou mPokeLtatl va urtofAnBoulv os
EKAEKTLKN OTANVEKTOUN VO EUPOALCBOUV TPONYOUUEVWG KOTA Tou atpodilou vdArougviag
TUTOU B, TOU TIVEULOVLIOKOKKOU KOl TOU NVLYYLTLEOKOKKOU 2.

EmunpooBeta, ouotrvetal KaBnuepvr) mPodUAAKTIK XOpRynon TEVIKIALVNG HEXPL
NV NAKIA TwV 5 ETWV Kal TOUAGXLOTOV yLa €VOl XPOVO UETA TN OTIANVEKTOUN TIPOKELMEVOU VOl
arnodpevXOel TIVEUHOVIOKOKKLIKN onatpia. Kamolol cuyypadeic CUOTAVOUV TN CUVEXLON TNG
npoduAagng péxpL TNV evnAikiwon n epopou Lwng Katl to eUPOALO YL TOV TIVEULLOVIOKOKKO
KaBe 5 xpovia edpopou LwNg.

e  MeAdovtikn dspancia

MéxpL orjUePa N BEPATIEUTLKN OVTLUETWITLON TWV TTOSLWV He Xpovia ITP eotialovtav
OTNV KATOOTOAR TWV TOPAYOUEVWY QUTOOVTIOWHATWY £VOVTL TWV QLUOTIETAALWY KOl TNV
TIOPEUTOSLON TOU HNXOVIOHOU KOTOOTPOdNE TWV €VOLOONTOMOLNUEVWY ALUOTIETOALWY amod
To SIkTuoevS0BNnNALaKO cuoTNUA.

To teAevutaila xpovia n €peuva TMAVW OTOV TOMEA TNG Avoong BpopPomeviag
ETILKEVTPWVETAL KoL otn Oléyepon TMaAPOYWYNG OLUOTETAAlwWY HE VEQ poOpla Tou &egv
napouotalouv Souiky opoAoyia pe tnv BpopPomointivn (TPO), aAAd pmopouv va
gvepyornotjoouv tov urtoSoxéa tng (TPO receptors). Itnv katnyopia autr avikouv ot 1" kat
2"° yevidc aywvioTtég twv umodoxéwv BpopBornotntivne (TPO mimetics). Ot pev 1™ yevidg
anooVpOnKayv, S1OTL avAvouv GNUAVIIKE TO TT0o0oTd avi-TPO avilowpdtwy, evw ot 2"
VEVLOC QYWVLOTEC, OMWG OL TIAPAYOVIEG POMLTTAOOTIUN (romiplostim) kot eAtpoumonayk
(eltrobopag) xopnyouvtat &N o0& HEAETEC E LKAVOTIOLNTLKA OTTOTEAECUOTAL.

Amo ta GApUOKO QUTA N HEYAAUTEPN €UMEeLlpia ota atdld pe xpovia ITP sival pe
POULTTAOOTIN UE EVOAPPUVTLKA AmOTEAECHATAL.

H pouutAootipn evepyomnolei toug c-Mpl urmtodoxeic yia va dieyeipouv tnv avénon kot
wpLHavVoN TWV PEYAKAPUOKUTTAPWY KOL OUTO £XEL WE AMWTEPO QATOTEAECHA TNV AUENUEVN
TTapoywyrn oLUOTETAAlwY. ATO TNV EUMELPLA TTOU €XEL AMOKTNOEeL amod T xpnotpomnoinon tng
OTOUG €eVNAIKEC, akoAouBnooav HeAétec ota maldid mou €6elav Udeon NG vOoou.
SUYKEKPLUEVQ, O pia pehétn twv Elalfy MS et al”?, Stamiotwbdnke andvinon oto 83,3% twv
Ty HeTd amd xoprnynon PoupuTAooTtipng pe péon 8oon 2ug/kg xwpic Saitepa
npoPBAnuata amno tn Bepameia evw o AAAn HeAETn ol Bussel at al avadépouv Udeon kat
apOpd twv atponetoliwy >50x10°/L og pwikpd aptBpd acbevwv mou ElaBav poputhootipn
He péon &o6on 5,4ug/kg kot pe péon Siapkela Oeparmeiag 167 BSopddec xwplc coPapeg
nopevépyelec . H amdvinon otn Bepameio pe poputhootipn amaitel touldyiotov 2
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eBdouadeg xpnion auTAC, £T0L TO GAPHOKO QATOKAELETAL €K Tpooluiou yla emelyovoa
Bepamneia otnv ITP Twv matdlwv.
EvBappuvTika eival Kal Ta mpwTta armoTeAEopata anod tn xpron tou eltrombopag os

75,7 I ' ' ’
>7® 1o omola emPefatBnkav mpoodata Kat and Tty

evnAlkeg aoBeveic pe xpovia ITP
oavtiotolxn peAétn ddaong 3, OMOU  OHWG TAPOUCLACTNKOV AlYEC TIEPUTTWOELG
BpoppoepBOAkGV eelc0diwy .

Téhog, mpoodata avadépetat otn PiBAloypadio mepimtwon moatdol pe TP
avOekTIKO 0 AA\eg Bepameieg oto omoio xopnynOnke sirolimus kat avénoe tov aplBuo Twv
awgoretodiwv  amd  41,9x10°/L  oe  264x10°/L®. To owpilpouc eivar  évag
OVOOOTPOTIOMOLNTLKOG TtAPAyovtag Tou ennpedlel tov moMamAactaopd twv T Kat B
AepdoKUTTAPWY AVACTEANOVTAG TO HOVOMATL TG pamapoivng (mTOR). Xpnoiuormoteital
ETTUXWG  yla T Oepameio  OpopPokuttaponevia¢ ota TMAAiol@  TOU  AVOOO-
AepdoimnepmAaotikol cuvdpopou (ALPS) kat paivetal OTL £Xel KAAQ AMOTEAECUATA KL OTNV

ITP.

H &laBeon véag yevidg OepameuTIKWV TAPOYOVIWV KAl N aVAYKN OCUYKPLTIKWV
KAWVIKWV peAetwy odnynoe tn 6tebvn opdda epyaociag (IWG) va Beomiosl kpltipla yla tnv
KALVIKQ ONUAVTIKN amnavinon otn Bepameia. JUpdwva HE AUTA TA KPLTAPLA, WC TANPNC
andvinon opiletat n dvodog tou aplBpol Twv aponetoliwy >100x10%/L, wg andvtnon otn
Oepaneia n eniteuen emutédwv aponetahinv petafy 30-100x10°/L kat 0 SUTAACLACUOC TOU
oplOpol twv oawometaAiwv ¢ Sldyvwong, evw un amnavinon Oswpeital aplOpog
atpomnetaAiwy < 30x10°/L /i avoSdc Touc Aydtepo amd to SuTAdoto aptdpd tne Stdyvwonc A
mapouacia véag algoppayiac.

e Osgpancia o eneiyovoa alpoppayia

e OMAVIEC TEPUTTWOELC Taldld mou £xouv ofela n xpovia ITP kat cofapn
Bpoppomnevia pmopel va ekSNAWOOUV CUUTITWHATA ECWTEPLKAG N AMEANTIKAC yia tn {wn
awgoppayia (r.x. eykedaAlkn awpoppayia)  va xpetaotel va unmoPAnBouv oe eneiyovoa
XELPOUPYLKA €MEUPAcn Kol 0 aplBpdc awpometaAiwy Toug va eivar 10-20x10°/L . TTic
TIEPUTTWOELG QUTEC xpelaletal Bepameia wkavr) va aunoel yprnyopa Tov aplBpd twv
KUKAOGOPOUVTWV alpomeTaAlwy. Mia Taktiki €lvat n xopnynon HeBuAmpedvilovng
(30mg/kg, max 1g) oe 20-30 Aemtd podi e OXETIKA HeyAAO OyKko (SUTAACLO 1) TPUTAAGCLO TOU
ouvnOlopévou) atpometoAiwy. Katomy, xpelaletat n evapén xoprnynong IVIG (1g/kg) kat
KaOnuepvi emavalndn autng Kal tng koptilovng cuvnBwg yia 1-2 nuépeg. H €yxuon tng
IVIG pmopel va auénoel tnv emiBiwon Twv HETOYYIOUEVWY OLUOTIETOALWY. MeTayylon
oLponeTaAiwy MpPETEeL va yivetal 1 povada /wpa. Emiong, Wmopst va XpelaoTel HETAYYLON
aiparoc wote va diatnpeitat n Hb>10gr/dl.

Avaloya HE TNV KAWLKA ELKOVO MTMOPEL vol XPELOOTEL aKOpA KoL EmMelyovoa
OTTANVEKTOUN 1 OUVEXAG UETAYYLON QLUOTETAAIWYV. Z€ EQLPETIKA ETIEIYOUOEC TEPLUTTWOELG
umopeic va yopnynBel kat avacuvbuaopévog mapayovtag Vila 1 avtiivwdoAutikni
Bepaneia.
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Nivakag 1. Ztadlonoinon awoppayiag kot Oepaneutikr) npoosyylon acdevwv pe ITP

Awpoppayioa/mototnta Iwng

OEPATEVTLKI) MPOOEYYLON

Ztadiol. Hria atpoppayia, Alyeg
TETEXELEG (£100) Kat/r) <5 UKPEG
EKXUMWOELSG (<3 ek SLAPETPOC), OXL
BAevvoyovia alpoppayia.

MapakoAouBnon pe cuykatabeon
aoBevoug

ZtAd102. Hrla atpoppayia, TOANEG
TeTéXeLeg (>100) kat/r >5 peyaleg
EKXUMWOELG (>3€K SLAUETPO), OXL
BAevvoyovia alpoppayia.

MapakoAouBnon pe cuykatabeon
0a0B0evoug ) Bepaneia og eMAEYUEVOUC
ooBeveig

Ztado 3. Métplag Baputntag
atwgoppayia, BAevvoyovia atpoppayia,
Spaaotrplog tpomnoc {wng¢.

OeparmevuTikn Napéupaocn yla va
emutevyBel otadlo 1 2 o€ emAeypéva
nadLa

Ztadio 4. BAevvoyovia atpoppayia
uroia ECWTEPLKAG atLpoppayiag.

OeparmeuTikn mapéupaon

Ané Provan kat ouv 2010 *, tportoroinuévo and Bolton-Maggs kat Moon 1997 % kau

Buchanan kat Adix 2002.

13




Nivakag 2. Oepaneia mpwTNG EKAOyNG o€ odLa pe veodiayvwaoBeica ITP

Npotewopevn Noocooto ATOULTOULEVOG To§wotnta AwdpkeLla
OLVTLULETWTILON amnavinong otn XPOVOG yLa Oepaneutikol
Oepaneia avénon ONOTEAEOMATOC
OlLOTIETAAIWY
JupBatikn 66on | 275% Twv 2-7 nUEPEC MapoSLKEC Aev eTudEpel taon
npedvilovng: aoBevwyv Ba OAAQYEG
1-2mg/kg/Hx14H | amavtioouv, 6wabeong,
4mg/kg/Hx3-4H avaAoya HE Tn yoaotpitda.
boon avénon Bapouc.
nipoooxn i
gvepyou
Aolpwéng kat
otpoppayiog
TIETTIKOU
0,8-1gr/kg IVIG AnoteAeopatiky | 1-2 NUEPEG Kedaladyia Aev eTupEpel Laon.
Edamna oe 1 oe >amno 80% TIUPETOC 1/3 acBsvwv
nUEpa TWV acBevwv EMLOTPEDOUV OF
QVETiTpENTA
XOUnAd
OLLLOTIETAALO O€
2-6 €B6.
50-75 pg/kg AnoteAeopatikn | 250% KedalaAyia, MNapopota pe IVIG,
IV avti-D oe 50-77% oIovVToUV TIUPETOC, plyn. av Kot avadEpetat
aoBevwy, EVTOG 24 AluodAuon, HEYOAUTEPN
ovaloya e TN wWPWV VEDPLKN Slapkela pe
boon OVETIAPKELQ emavainyn
(e€aipeTika 600ewv
OTIAVLEG XWPLC
UTTOKE(EVO
voonua)
Alpoppayia.
TLEPLOPLOMOG
Spaotnplotntag,
ayxocg, avnouyia
MapakoAouOnon | 2/3 twv nadwv | Alyec NUEPEG H autopatn Udpeon
oautoiovtat €WC 6 HNVEG ouvnBwc¢ Slapkel
EVTOG 6 UNVWV

Ao Provan kot ouvepyateg. International consensus report on the investigation and
management of primary immune thrombocytopenia. Blood 2010 **.
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Nivakog 3. OepaAMEVTIKEG ETUAOYEG O TALSLA PLE EpPpEVouoa N Xxpovia ITP

MNpotewvopevn Noocooto Xpovog £wg To§wotnta AwdpkeLla
Ogpansia gmutuyiog anavinon OMOTEAEOHATOC
Ae€apebalovn 80% maldlwv Kol | 3 NUEPEG Almvia, Mukpnr SLapkeLa,
28mg/m2/d evNAIKwV SlotapoayEg EKTOG Qv
ETITUYXAVOUV ocuuneplpopag, OUVEXLOTOUV oL
avénon Twv UTIEPTOON, Bepameutikol
OLLOTIETOALWV avnouyla, KUKAOL
KOTOPPAKTNG KATT.
YynAn 66on pebuh- 60%-100% 2-7 nUEPEC
npedviloAovng (HDMP) | twv madiwv
30mg/kg/H x3H+ ETILTUYXAVOUV
20mg/kg/H x4H avénon twv
OLLOTIETOALWV
Prtov€ipaunn 100mgn | 31%-79% Alyeg KaAn avoxn. Hmieg | 63% smituyxdvouv
375mg/m2/eB6 x 4 €S | avadepopeva eBéouadeg | avooTpEPLUEC TANpPN udeon
TT0o0OoTA TIOPEVEPYELEG: Sapkelag 4-30
gmTuxiog opovooia, HUNVWV.
e€avonua, Qotooo, Ta
apBpalyia, TT0o0OoTA
TIUPETLO, Kakouxia, | TolkiAAouv oTn
KVNGOUOG, BiBAloypadia
oUPTLKAPLA,
dapuyyLkdg
epeblopog
Mepovwpuéva oxnuoata | 70% acBevwv Huépec Tuvnong MowiAn
 OUVOLOOUOC : ETITUYXAVOUV €wg punveg | toflkoTnTa
KukAoaTopivn A, avénon Twv QVOoOKaTA-
alaBlompivn, OLLOTIETOALWV OTAATLKWV
nipedvilolovn, IVIG,
avtl-D, aAkaloeldn
Bivka kat vtavaloAn
ITTANVEKTOUN 60%-70% 24 wpeg Kivéuvocg 80% amavintwv
HaKpompoBeoua onyatuiog Sdatnpouv
BepamMEeUTIKO

anotéAeopa >4
xpovia

Ao Provan kot ouvepyateg. International consensus report on the investigation and
management of primary immune thrombocytopenia. Blood 2010 **.
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