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MepiAnyn

H autodvoon OpopBotrevia(immune thrombocytopenia) €ivar n 1o
YVWOTH €TTKTATN dlaTapaxf TMENG TTou atmavidrtal o€ TTaidid  Kal
eviAikeg. Eival autodvoong apxnig Kai xapaktnpifetal ammd BpoupoTrevia
uE apIBud aigotreToAiwy  <100.000/mm?[1]. Or aoBeveic Kard Tnv
EMPAVION TOUGC WJTTOPEI Vva €ival QOUPTITWPATIKOI A HE  PETPIA
OUUTITWMPATA aTTd TOUG BAEVVOYOVOUG HEXPI OOPBAPES QIOPPAYIES VIO TN
Cwn. Mepittou 5% TwWV aoBevwyv egugavifovtal ue cofapn aigoppayia.
Eicaywyr oto voookouegio kGvouv TrepitTtou 10 15% péoa oe 5 xpodvia
atro 1N diayvworn. [1]

O1 karteuBuvtrpleg odnyieg dev divouv TTPOG TO TTAPOV CUOTACEIC ME
IoXupO oToixeio. H Bepartreia £xel 010 TNV TTAUCN KOl TNV TTPOANWN TNG
algoppayiag. Eival eEatouIKeUPEVN AOYW ATTOUCIAC CUYKPITIKWV HMEAETWV
METALU TWV BEPATTEIWV.

MpwTng ypauung Bepatreia gival Ta oTepoeldr) Kal n y-oeaipivn(lVIG).
AeuTePNG YPAPUAG Bepatreia eival TO rituximab, avTaywvioTéEG TOU
uttodoxéa Tng BpopPBotrointiving(TPO-RA) Kal  avOOOKATOOTAATIKG
pdppaka(aladeloTrpiun, MUKOQQIVOAIKO ogu).
2Tnv Trapouca epyacia Traparnpouvtal ol Bepatreie¢ TTou EAafav
TTadIa(€wg 18 €TwWV) Kal veapoi evAIKEG(19-25 eTwv) otnv Kpntn. 21NV
TTPWTN Ypapun Bepatreiag ta TTaidid éAaBav y-o@aipivn, KopTiI(dvn Kai
OuVvOUAONO Y-OQalpivng, KOPTIKOOTEPOEION Kal anti-D -c@aipivn oTa
TTaIdia KAl y-o@aipivn KAl KOPTIKOOTEPOEION OTOUG VEAPOUG EVAAIKES. 21N
OeUTEPN YPOUMN Bepatreiag TTapaTnPOUUE TTOIKIAIQ OTIG BEPATTEUTIKEG
ETTINOYEG.
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Summary

Autoimmune thrombocytopenia is the most well-known acquired
coagulation disorder found in children and adults. It is of autoimmune
origin and is characterized by thrombocytopenia with platelet count
<100,000 / mm2 [1]. Patients on their appearance may be
asymptomatic or with moderate symptoms from the mucous
membranes to severe bleeding for life. About 5% of patients present
with severe bleeding. About 15% are admitted to the hospital within 5
years of diagnosis. [1] The guidelines do not currently provide strong
evidence. The treatment aims to stop and prevent bleeding. It is
individualized due to the absence of comparative studies between
treatments. First line treatment is steroids and y-globin (IVIG). Second-
line treatment is rituximab, thrombopoietin receptor antagonists (TPO-
RA) and immunosuppressive drugs (azathioprim, mycophenolic acid).
In the present work we observe the treatments received by children (up
to 18 years old) and young adults (19-25 years old) in Crete. In the first
line of treatment the children received y-globin, cortisone and a
combination of y-globin, corticosteroids and anti-D-globin in children and
y-globin and corticosteroids in young adults. In the second line of
treatment we observe a variety of treatment options.
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Eicaywyn

H autodvoon Bpoppotrevia ;. avoooAoyikng apxns OpopBoTrevikni
TTopPUPA(ITP- Immume thrombocytopenia) €ival éva autodvoong apxng
voonua. Xapaktnpeidetar amd Bpoupotrevia  Kal  XaunAd  apiBuo
aipoTTeTaAiwy aupoTreTaAiwy <100.000/mm?,

Evw n KAIVIKR) €Ikdva TOU VOO IMNATOG €iXE TTEPIYPAPEI TTOAU VWIS , OTIG
apxéc Tou 18°Y aiva amd Tov Paul Gottleib Werlhof,n mepiypagr Tou
oav autodvoon ovrdtnTa €yive 10 1951.[2]0 Werhof Trepiéypawe «pia
YUVQIiKA, TTOU XWPIC UTTOKEIMEVN aiTia, €Byadle TTOAU TTNKTO Kal PJaupou
XPWHMATOG aipa atrd 10 oTopay. ATTd T0TE TTOANG BrpATa £XOUV Yivel OTO
medio TNG ITP.

XovipiIKA@ O TTaB00QUOIOAOYIKOG MPNXAVIOUOS TNG  OUPTTEPIAQUPBAVEI
TTEPIPEPIKA KATACTPOP TWV QIMOTTETAAIWY ATTO QUTOQVTICWHATA Kl
avaoToA] TG MHEYAKAPUOTTOINONG amd  auTtoavTiowpara.  Ta
QIMOTTETAAIO TTOU  €XOUV  QAYOKUTTOPWOEI atmd Ta Pakpo@dya Tou
OIKTUOEVOOONAIKOU  OUOTAMATOG TOU OTTAva KOl TOU  ATTOTOG,
avTiyovotrapouciddovTal atro atrd 10 peiov ouoTnua I0TOCUURATOTNTAG
Kal €vepyoTTolouvTal Ta T-kKUTTOPA. 'EXEl TTEpIypa@ei €1miong OTI TA
KUTTOPOTOEIKA T-Aep@okuTTapa diadpauaTti(ouv pOAo 0TV KATACTPOPN
TWV QIJOTTETOAIWYV KQI TNV avaoTOAR TNG JEYAKAPUOTTOINONG.[1]

To voonua e€ival pia ammd TIGC TIO OUXVEG ETTIKTNTEG QAIMOPPAYIKES
dlatapaxés. H emdnuioAoyia Tou Ogv gival yvwoTr KAl TTAPOUCIACEL
OIOKUMAVOEIG ETTOXIAKES, NAIKIOKEG KOl YEWYPAQIKES. [3] AtravTdaral o€
10000710 3,3/100.000 evAAikeg TO Xpovo kal 5-10/100.000 traudia oTIg
HIMA.[4]. ZTov EAAQDIKG Xwpo auTd Ta oToixeia dev £€xouv dIacaPnVIOTEI
TTAQpwG, o€ evAAko TANBuopd.(Charalampos Pontikoglou,Abstract
Book ASH,2017). Z1a TTaudid cuppaivel cuvABwg 2-7 €Twv, oTa TTAdioIa
Ioyevoug  Aoipwgng(avarrveuoTikou Kal YOOTPEVTEPIKOU) TIG
TTponyoupeveg 2-4 €BOONAdES. ZTIC PEYAAUTEPEC NAIKIEC O €KAUTIKOG
TTapAyovTag €ival AyvwoTog. [5]

KAIVIKA, n Tropeia Tou VOOAMUOTOG XapaKkTnpietal wg oggia(ogeia
OUUTTTWHATOAOYIa TTOu TTapouadialel UQeon AUTOUOTA PECA O€ Aiyoug
MAVEG), eupévouoa(3-12 prveg didpkela) kal Xpovia(dlapkei TTavw atrd
12 pnveg).[6] To voéonua XapakTnEIiCeTal KUPiWG atrd CUUTITWHATA TTOU
a@opouV 10 XauNAS apiBud aiyotreTaAiwy. Ta TTepIOTATIKG gugavidovTal
KUPIiwG JE aigoppayia atmd 1o OEPUA(TTETEXEIEG, EKXUNWOEIS), €TTiIOTASN,
algoppayia armrd Tn OTOMATIKA KOIAGTNTA, Pnvoppayia, oTTaviotepa atrd
alIoppayieg ATTO TO YAOTPEVTEPIKO CWANVA, eVOOPOAAUIES algoppayiEg,
algatoupia. NMoAANEC QOpPEC eppaviCeTal PE EVOOEYKEPAAIKN alpoppayia.

To véonua ota TTaIdId Kal oToug €VAAIKEG TTAPOUCIAdeEl dIaPOopPES Kal
opoidTNTeG.H ITP ota mmaidid ouviAbwg eivalr o Bpaxupia, pe oggia
évapgn Kal autopaTtn Ugeon o€ avtibeon MPE TOUG EVAAIKEG TTOU
TTOPATNEEITAI  YIA  TTIO  XPOVIA  JOP@r] TIoU  XPEIAZETal  10TPIKEG
TTapeupaoccelg. Qotéco , oTn XPEovia Tadiatpiky ITP TTaparnpouvral
TTapOMoIa TTO000TA UYeoNG.[4]



Awyatoloyia - Oykoloyia ITad v xat E@nfeov

Iatpikr) Zyxolr) - ITavemotipio Kpning

2UhQWVa PE YVWUEG €1dIKwy n Bepatreia ¢ ITP PBaocifetal oTnv
eCaTouikeuon. 210X0G TNG BepaTTeiag ival va oTapATOEl N algoppayia
Kal va atrotpatrei pia emmouevn.[4] O1 Bepartreiec dev gival €10IKES.[7]
Kauia amd T11¢ uttdpyxouoeg OepaTtreieg Oev ATTOTEAEI TTAVAKEIA O€
ETTITTEDO  ATTOTEAEOUATIKOTNTAG KAl ACQAAEING. To KPITAPIO ARWNg
Bepatreiag BacileTal oTov APIBUG TWV AINOTTETAAIWY, OTOV KABNUEPIVO
TPOTTO CWNG Twv aoBevwyv. Aev utropei va dlac@aAioTel n UTTapén
ooBapPOTEPWY OCUUTTITWHATWY OTO0  MEAAOV. Baoikd Kpitplio TTou
XPNOIYOTIOIEITAI OTAV AVTATTOKPION TWV aoBevwyv gival n dvodog Tou
apIBuoU TwWV AIJOTTETAAIWY Kal N KAIVIKF €IKOva .[8]

Q¢ TTPpWTN YPAUKA YPAUKN BepaTreia xpnolgoTroliouvTal N y-o@aipivn, n
anti-D-o@aipivn kal Ta KOPTIKOOTEPOEION. XpnolyoTrolouvTtal hJe Tnyv idia
ATTOTEAECHATIKOTNTA KAl AVETTIOUPNTEG EVEPYEIEG OE TTAIOIA KAl EVAAIKEG.
Mapatnpeital o ouxvil XPAon KOPTIKOOTEPOEIOWY OTOUG EVNAIKEG ATT
ot oTa TTaIdI4.[7][9]

Q¢ delTEPNG YPOUMNG Bepatreia UTTAPYXOUV OPKETEG EVAANOKTIKEG. 21N
QPapPETPa  €XOUV  TTPOOTEBEI TO MOVOKAWVIKG avTticwpa anti-CD20,
rituximab kKal o1 avaoToAgic Tou uttodoxéa TNG BpouBotrointivng(TPO-
RAS), ek Twv oTToiwv o€ diadedouévn xpron ival o eltrombopag kai 10
romiplastim. To rituximab TTapouoIddel KAAEG QVTATTOKPIOEIG KAl OTA
TTadId KAl OTOUG €VAAIKEG ME TN dlapopd O,TI O AVTATTOKPIOEIG gival
OITTAACIEG OTOUG €VAAIKEG. Agv TTAPATNPOUVTAI POAKPOXPOVIEG UPECEIG
otV TIEPITITWON TNG TrpwToTtaBoug ITP , og avriBeon pe NG
TTEPITTITWOEIG OEUTEPOTTABOUG(ZEA, B-CLL).O1 TPO-RA €xouv KaTadeigel
€CAIPETIKA QTTOTEAEOUATA OTNV ATTOTEAECUATIKOTNTA KAI TNV ACOQAAEIQ O€
TTaidid kai eprifoug. Map” 6Aa autd aTraITeiTal TTPOCOoXH AOYW TwV
avaduOPEVWY TTAPEVEPYEIWV(BPOPPWOEIG, augnon NITATIKWY EVCUPWY
,010npoTtrevia).[10]H BepatreuTikh €TTIAOY TNG OTTANVEKTOUNAG TEivEl va
TTapapeAnBei, av Kal TTPOCQPEPEl PJOAKPA QvTOTTOKPION Kal UQeon O€
avBekTikég  ITP.ETTiong, dAGANa  avoOOKATOOTAATIKG,  OTTWG TO
MUKOQ®QIVOAIKO O¢U , N KUKAOOTIOpivN, N alaBcioTrpiun kal To sirolimus
XpnolyoTrolouvTal otn Xpovia ITP.[4]
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Mé06odol

Me Tnv apwyrf Tou TUAMATOG pnxavoypdenong tou [llaverioTnuiou

KpnTtng oUAAEXBNKav Ta dedouEva TOU apXEiou KaTtaypa®nig acbevwy e

Avoooloyikig Apxf) Opopupotrevia (Immune Thrompocytopenia, ITP)

uttd TNV gubuvn TnG EAE/TuApaTog MAZ kai MueAIKAG AVETTAPKEIOG.

210 apxeio Asitoupyei ammd 1o 2013 kal TTapakoAouBei TNV eu@avion Kai

TNV TTopEia Twv acBevwy. ZUAAEYEI CUOTNUATIKA TTPWTN OopPd OTOV

EANABIKO XWPO OEDOUEVA OXETIKA [JE TO OUYKEKPIPMEVO VOO Q.

2.€ JIANOPPWHEVN TTAATQOPMA O1 YIATPOI KaTaypd@ouv dedouéva apxIKa

oTnNV TIPWTN ETTIOKEWYN TOU 0QOBevOUC HE OTOIXEIA TTOU  QPOPOUV

OnUoOypPaPIKA OToIXEia, OToIXEia atmmd TO ATOMIKO QVAPVNOTIKO Tou

acBevoug ,TNV QOPMAKEUTIKH) TOU aywyr ,TO OIKOYEVEIAKO TOU ICTOPIKO,

TOV €PYAOTNPIOKO EAEYXO TTPOCEAEUONG KAl TNV ApPXIKN dlEpeUlvNOn TOU

aoBevoug. KataypdgeTal n apxikf KAIVIKI €IKOVO Tou aoBevoug Kal n

QPXIKA QVTIUETWTTION TOU a0BEVOUG KOl AV AVTATTOKPIONKE O€ AUTAV.

Ouoiwg OTNV ETTAVEKTIUNON i O€ TUXOV UTTOTPOTI} TOU VOO UOTOG

KATaypAa@eTal N KAIVIKR) €IKOVA EUQAVIONG KAl O EPYAOTNPIOKOG EAEYXOG

TOU acBevoug, n avrammokpion oTnv Bepatreia 3 TuxOv xprion AAAng

Bepartreiag kal N avrammokpion Tou acBevoug yia TO TTPWTO EEAUNVO Kal

OTO £T0G TTAPAKOAOUBNONC.

To Tpdypappa e€aywyng Twv dedouévwy ATav QUAAO gpyaciag Tou WS

Excel.

ApXIKA dlaxwpioTnkav ol dU0 NAIKIOKEG Oopadeg <18 eTwv kal 19-25

eTwv. Kd&Be nAikiokqi oupdada eixe 4 @QUAa epyaociag, OTTOU

TTepINQUBAvovTaV:

. APXIK €UQAVION, OTTOU EUTTEPIEXOVTAI Ol NAIKIEG Kal O apXIKOG

EPYAOTNPIOKOG EAEYXOG TWV Q0BEVWV

ii. AlJoppaylkd  CUPTITWMOTA,  OTTou  TrepIAauPBAvovTav T
aioppayikd TTou TTapouaialav ol aoBeveic, ol BepaTtTeieg TTPWTNG
YPOMMNAG TTOU €AaBav Kal N avtatmokpion

iii. n Karaypa@rn E€TmaAveENE@AvIONG OTO TIPWTO €LAPNVO , OTTOU
oupTrepIAauBavovTav n KAIVIKA €IKOva O€ OXEon ME Tn Mopoen
aloppayiag TTou TTapouciace KABE aoBEVAC Kal 01 BepATTEieg TTOU
uTTOBARBNKaV

V. N Koataypoa@ny e€maveugaviong oT1o  TpwTto  £T0G¢  ,  OTTOU
oupTrepIAauBavovTav n KAIVIKA €IKOva O€ OXéon ME Tn Mopoen
aioppayiag TTou TTapouciace KABe acBevg Kal o1 BepaTTEieg TTOU
uTTOBANBNKAV e Tov idI0 TPOTTO

Na Tn ouykpion Twv OegdOUEVWY Kal T Onuioupyia dIaypapUATWY
xpnoigotroiénke 1o Tpoypaupa GraphPad Prism Ommwg Kal yia Tn
onuIoupyia Twv uTTOAoITTWY dlaypauudaTwy To WS Excel.

Aedopéva

Ta Oedopéva avrtAndnkav atmmd TO APXEIO KATAYPAPNG QO0BEVWV UE
Avoooloyikig Apxf Opopupotrevia (Immune Thrompocytopenia, ITP)
utté TNV eubuvn TNG EAE/Tunuartog MAZ kai MugAikig Avettdpkelag. To
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apxeio Aeitoupyei ammd 2014 pe TNV apwyn Kataypaeng 0edOPEVWY aTTo
voookopeia atrd 6Ao Ttov EAAadIKS xwpo.

H 1Tapouoca gpyacia @IA0DOLEI va TTAPOUCIACTEl OEDOUEVA OXETIKA WE TIG
BePATTEUTIKEG TTPOKTIKEG aTTd Ta voookoueia ™G KpAtng( MAIMNH
AilpatoAoyikrp KAIvik)  evnAikwv kai  [MaidoaipatoAoyiky KAvikr}, 'N
BeviCéAeio,N Xaviwv) kal eoTiaetal o€ TTaIdIA KAl VEAPOUG €VNAIKEG,
onAadn NAIKIEG
<18 eTwv kal 19-25 €Twv avrioToIxa.

ATO Tn Baon dedopévwyv CUAANEXONkav 87 TreploTaTikKA. Ta dedouéva
OUAMEXONkav ammd 6/2012 €wg 1/2020. Ardé autd T1a 65/87(74,7%)
agopouoav nAikieg <18 etwv(mean age 8,16 £1n) - 8 TTepIOTATIKA <1
ETWV -KaI Ta 22/87(25,3%) nAikieg atrd 19-25 eTwv(mean age 22 £1n).

Nouwdia kat veapot evAAKeG pe ITP otnv
Kpntn

m<18etwv MW19-25 ¢tV

HAwkiec acBevwyv pe ITP otnv KpAtn

30

25 25
20 19

18

24

22
20,75

15 M <18 stowv

W 19-25 st
10
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2TV nAKKIoK oudda =18 eTtwv umApxav 29/65 yuvaikeg TTOU
QVTIOTOIXOUV Ot 44,6% Twv TIEPIOTATIKWY TNG NAIKIOKAG OPAdAG Kal
36/65 avdpeg(55,3%).Ta TTEQIOTATIKA  OTN  OUYKEKPIMEVN  ONAda
eg@avioTnkav he pEco apiBud aiyotreTaAliwy 18.277/ul kal didueon TIPA
aipotreTaAiwv 10.000 /ul. AlagaiveTal 0TI oI A0BEVEIG TNG CUYKEKPIPEVNG
NAIKIOKAG opddag eugdvioav aigoppayikd atrd 1o dépua 29/65(44,6%),
armd TN OoTopaTIKA KoIAOTNTa 18/65(27,6%), emiotagn 4/65(0,06%),
aiparoupia 2/65(0,03%),unvoppayia (2/65 — 0,03%), aiyoppayia arro 10
yooTpeviepikd  ouotnua(1/65 - 0,01%) «kar  GAANG  pop@ng
aioppayiag(24/65-36,9%),  evdbo@BAAuia  aipoppayia(1/65-0,01%).
(p-value < 0,0001)

= Séppa

= CTOPATKA KOLASTNTa

alpatoupia
= unvoppayla
¥ YOOTPEVTEPLKS owArva
® svSodBdiua apoppayla
= GAAn

5 €¢ auTwv TTOU TTAPOUCIOCAV AINOPPAYIKA CUUPBAUATO(TTETEXEIEG KAl
EKXUMWOEIC aTTO TO OEPUO KAl YAOTPEVTEPIKN aigoppayia dev éAaBav
Beparreia Kal TEONKAV o€ TTapakoAoudnon.
2XETIKA ME TNV QVTIMETWTTION TWV acBevwy, atmd Ta 65 mepioTaTikG <18
eTwyv, 10 TepIoTaTIKA(10/65-15,4%) dev €AaBav BepaTreia Kal TEONKAV O€
TapakoAouBnon. Ta umdhoira 55 éAapav  KATTOIAG  POPYNG
PAPUOKEUTIKA Bepartreia(55/65-84,6%).( P-value < 0,0001)
Mo ocuykekpipéva, 47/55(85,4%) trepioTaTikd EAaav avoooo@aipivn Kal
25 meploTaTika/55 éAapBav poévo avoooo®aipivn(45,5%).7 TTEPIOTATIKA
éNapav  anti-D-oc@aipivn(12,7%). 26/55  TrepioTATIKA éAapav
KOPTIKOOTEPOEION(47,7%) kai  3/55  TrepioTaTikG  éAaBav  poévo
KOPTIKOOTEPOEIDN(5,4%). 23/55(41,8%) TrepioTanika €Aapav  kar y-
o@aipivn Kal KopTikooTePOoEldr. 1/55(1,8%) Trepiotarikd €ixe AABel
TTPWTNG YPAPUAG BepaTreia y-o@aipivn ,KOPTIKOOTEPOEIDN , OTA OTTOIx
Kal dev avTaTTokpidnke kal aTn cuvéxeia éAape 2™ ypauung Bepatreia pe
anti-CD20. Kavéva trepiotaTikd dev €Aae TPO-RAs.

Avtatmékpion otn Bepatreia Tapouciacav Ta 56 TepIoTATIKA(86,15%) |,
o€ avtiBeon pe Ta 9 mrepioTaTika (13,84%)1TOU dEV AVTATTOKPIBNKAYV.

21N Bdon dedopévwv KATaypAPoVvTal KAl OTOIXEIA €va €CAUNVO PETA TNV
TPWTN  €u@Avion NG BpopPotreviag. mv 17 emmavekTiynon
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OUYKEVTpWVOVTal dedopéva yia 65 aoBeveic pe nAikia <18 eTwv. 12
TTEPIOTATIKA(18,46%)  €ixav  apiBud  aigotretadiwv — <20.000/pl.
371TePIOTATIKA(56,92%) pe apiBud petagu 20.000 kar 100.000/ul kon 18
TTEPIOTATIKA YE apIBud aipotreTaAliwv >100.000(26,61%). ZuvoAika oTnv
oudda o PEoog apIBuOS Twy algoTreTaAiwy Atav 161.907/ul, pye didueon
TIUA algoTtreTaAiwy 141.000/pl.
Mapatnpwvtag Katd opadeg yia apiBud aigotreTaAdiwv <20.000 /pl .
‘EAaBav  Bepamreia 9/12(75%) kar  3/12(25%) 1éOnkav  O¢
TTapakoAouBnon Kal N avramékpion oTnv dIaXEipIonN TwWV TTEPICTATIKWV
gixav 9/12(75%). 9 «aoBeveig/12(75%)ep@dvicav  KAToI  HOPPAG
aigoppayia(2 aigoppayiké OoTO0 OTOMA,6 TTETEXEIEC KOl EKXUMWOEIS OTO
0épua). Ao autoug €Aapav y-oeaipivn ol 8/12 aoBeveig(66,67%),
KOPTIKOOTEPOEION, o1 8/12  a00¢eveig(66,67%), uwnAég  dOOEIg
MEOUATTPEDVICOAOVNG  2/12  aoBeveig(16,67%), anti-D  Aaupdavouv
1/12(7,67%).
Xpnoigotroinénkav  ocuvduaouoi  Beparreiwv (1) y-oeaipivn
KOPTIKOOTEPOEION Kal  anti-D  éAaBav  1/12(8,33%), 2)y-c@aipivn,
KOPTIKOOTEPOEION Kal UWNAEG dooelg TTpedviCoAdvnG 2/12(16,67%).
2KETN y-opaipivn €AaBav 2/12 trepioTatik&(16,67%). AloonueiwTo gival
OTI éva TTEPIOTATIKO(7,67%), AvOEKTIKO O€ Bepatreia Pe avoooo@aipivn
KAl KOPTIKOOTEPOEI®N , UTTEBANBN Ot OTTANVEKTOUN 2 XPOvia HUETA Tn
dlayvwon. Kaveic dev éAaBe TPO-Ras, avooOKATOOTAATIKEG BepaTTeieg
TOU  TUTTOU TG  acaBeIoTTPiuNnG, TWV  AAKOAOEIdBWV  TNG
vinca,KUKAOOTTopivn, JUKOQAIVOAIKO 0&U.
O1 aoBeveic pe apiBud aipotreTadiwy peTagu 20.000 kar 100.000 oTo
e€dunvo, o010 OUVOAO 16 00Beveic.3/16(18,75%) TreEpIOTATIKA €ixav
aioppayik@d cupBauata(depuaTiké). AvTattokpion oTn Bepartreia gixav
Ta 14/16 TepioTaTIKA(87,5%). O¢patreia éEAapav 6/16
TTEPIOTATIKA(37,5%) kai  T1é€Bnkav o€ TrapakoAouBnon T1a 10/16
TTEPIOTATIKA(62,5%). AvoAuTikKG €éAaBav  y-o@aipivn  3/16(18,75%),
KOPTIKOOTEPOEIDN 4/16(25%) kal anti-D o@aipivn 1/16(6,25%).
TéNOG, 37 TrePIOTATIKA €iXav apIOUO AIYOTTETAAIWY MEYAAUTEPO ATTO
100.000/pl. MMpdyua TTOU CUPPWVA ME TOV OPICUO onuaivel OTI Ta
TTEPIOTATIKA QUTA QVTATTOKPIBNKAV PEV 0T BepaTreia Kal BpiokovTal o€
opeon ue Bdaon Tov aApPIBUO TwV AlYOTTETAAIWY. Agv ptTOpoUUE va
yvwpiouphe TNV OIAPKEIA TNG AVTATTIOKPIONG 1l AV TA TTEPIOTATIKA OTO
eVOIGUEDO TOU ECANNVOU TTAPOUCIACAV UTTOTPOTTH KAl ATAV ATTApaiTNTO
va AdBouv Bepartreia aueong augnong Twv  alJoTTETOANiwWV. ‘Eva
TTEPIOTATIKO(2,7%) TTapouciace €AAXIOTEG TIETEXEIEC KAl Oev €AAPe
Bepatreia Kal BewpnBnke OTI €ixe avrtammokpion OTNV TTPWTN YPAPUNA
Bepatreiag.  Kataypdeetar  ont 4/37  tepiotarnikd(10,8%) éAaBav
KOPTIKOOTEPOEION Kal Eva TTeEPIoTATIKO(1/37- 2,7%) €Aape tacrolimus.
2UVOANIKA oTnv  nAKKIaky  opdda <18 etwv TA  TTEPIOTATIKA
QVTIMETWTTIOTNKAV WG €EAG:

a) Aev éAapav Bepartreia 45/65 repioTaTIKA(69,23%)

b) M-ogaipivn 11/65 trepiotarika (16,92%)

c) KopTtikooTepoeldr) 16/65 trepioTaTtika(24,62%)
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d) Anti-D -o@aipivn 2/65 trepioTaTikd(3,08%)

e) YwnAég dooelg TTpedviCoAovng 2/65 TrepioTaTika(3,08%)
f) Tacrolimus 1/65 trepioTatika(1,54%)

g) -o@aipivn, KopTIKOOTEPOEID 7/65 TTepIOTATIKA(10,77%)

Mapatnpwvtag he TNV idla TOKTIKA Ta OedOUEVA yIa €va €TOG PETA TN
diayvwon. [laparnpolue deiwon Tou OUVOAIKOU apiBuol  Twv
TrepioTaTikwy oTa 40 TepioTaTtikd. Autd dev o@eileTal o€ KATTOIO BAvVaTO
atr’ Ta dedopéva TTou UTTApYXouv oTo apxeio. O aoBeveic mBavov eite
ATav o€ UQPECN Kal OTAPATNOAvV TNV TTapakoAoudnon, €ite AGAAagav
atpd. Karaypdgovtal, Aoimmév, 40 TEPIOTATIKA €K TWV OTTOIWV
10/40(25%) c€ixav  apiOud  aigotretaAiwv  <20.000/upl,  11/40
TTEPIOTATIKA(27,5%) ¢eixav aplOud aigyotretoAiwv petagu 20.000 kai
100.000/ul ka1 19/40 trepiotatika (47,5%) cixav apiBud aipgoTTeTaNiwY
2100.000/pl. H péon Ty aipgotretaliwv Atav 149.000/ul kai n didueon
TIu aigotreTaAiwv Arav 92.000/pl. O1 acBeveic toOU €ixav apiBuod
algotreTaAiwv  <20.000/ul  epedvicav  aigoppayikd  cuupauaTta
6/10(60%), €k Twv oOTOIWV Ol 5 agopoucav aiyoppayia aATrd TO
0épua(50%) kal atrd T oTohaTIKr KOIANOTNTA (2/10 TrepioTaTikG-20%).To
BepatreuTikO TTAGVO TTOU akoAouBnonke Atav 1/10 TrepioTaTtik&(10%) va
NN  AdBel  Bepatreia kar  Ta utéAoITTa  avrioToixa  va  AdGBouv
7110 y-0@aipivn(10%),7/10 va Aa&Bel  kopTikooTePoeldri(10%),1/10
TTEPIOTATIKA(10%) va  AdBel  uywnAéc  ddooeig  TTpedvifoAévng, 1
/10mrepioTaTikd(10%) va AGBel aAkaAoeidr ¢ vinca, 1/10(10%), va
AGBer 1/10 mrepioTaTik@(10%) kukAooTtropivn , 1/10 TTepioTaTikA(10% va
A&Ber  eltrombopag(10%) kai  1/10 (10%) va Adper  petdyyion
algotreTaAiwy.  ZTnVv  opada  auTh  avratrokpion oTn  Bepartreia
TTapouciacav 9/10 TepIoTATIKA(90%).
ATTO T TTEPIOTATIKA, TTOU €ixav apiBud aipotreTaliwv peracu 20.000 kal
100.000/ul avtioToixa TTapouciacav aigoppayikd cuuBdaparta kar 6Aa
agopoucav To Ofpua  2/11  TrepioTaTiké(18,18%). DaApPUAKEUTIKA
Bepatreia éAapav 4/11 TrepioTaTika(36,36%) Kal oc TTapakoAoubnon
T€OnNKav  7/11  TrePIOTATIKA(63,64%). Oco agopd TIG BOeparreieg
Karaypagovtal o1l éAapav  y-o@aipivn  1/11  trepioTarnika(9,09%),
KopTIKooTEPOEION éAapav 2/11 trepioTaTik@(18,18%), acabsiotrpiun 1/11
TTEPIOTATIKA(9,09%), KukAooTropivn 1/11 trepioTaTiké(9,09%), rituximab
1/11 mepioTaTiké(9,09%) kai eltrombopag 1/11 mepioTarniké(9,09%). H
avtatrokpion Toug avagépetal 9/ 11 mepiotatik@(81,81%).
O1 aoBeveic tTou gixav apiBud aipgotreTaAiwy peyaAuTtepo atrd 100.000/ul
dgv TTapouciacav aigoppayika cuptTITwuarta. ‘Eva tepioTatikd amrd 1a
19 (5,26%) éANape y-o@aipivn Kal KOPTIKOOTEPOEION. AvTaTTOKpIon OTN
Beparreia ixav 15/19(78,95%) TepIOTATIKA.
2UVOAIKA Ta TTEPIOTATIKA AVTIMETWTTIOTNKAV WG EENG:

a) Aev EAapav Bepartreia 26/40 TrepIoTATIKA(65%)

b) M-ooeaipivn 9/40 trepioTaTIKG (22,5%)

c) KoptikooTepoeldry 10/40 1repioTaTiKA(25%)

d) YwnAég dooeig rpedviCoAdvng 1/40 trepioTaTtika(2,5%)
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e) [-o@aipivn, kopTikooTEPOEId 9/40 TTEPIOTATIKA(22,5%)
f) AAkahoe€id Tng vinca 1/40 trepioTatikd(2,5%)

g) KukAooTtropivn 2/40 trepioTatika(5%)

h) Eltrombopag 2/40 trepioTatika(5%)

i) Rituximab 1/40 trepioTaTika(2,5%)

)) AlaBeiotrpiun 1/40 trepioTatiki(2,5%)

Ta Tmepiotarnikd  19-25 egrwv(mean age 22 €1n) nArav 22,
MepihapBavovrar 17 yuvaikeg kai 6 Aavdpeg. O péoog apiBuog
algOTTETOAIWY €PPAvIoNS OTo YIaTPO NTav 32.455/ul kai didueon TIWA
algotreTaAdiwv 20.000/ul. Ta mepioTaTikKG 0 AuTA TV NAIKIOKH OPAdQ
TTapouciacay wg e€NG:
4 [22T1T0pOUCI0CaV dlgoppayia atré T OTOPATIKN KOIAOTNTA(18,1%) Kai
12/22 Tretéxeieg amd 10 Oépua(54,5%), 1/22  emiotaén(4,5%),
1 /22punTpoppayia(4,5%)  kal 1 122 aigaToupia(4,5%).

M OTOpATIKY) KOAOTHTA

Séppa
emiotagn
pntpoppayic

= awpatoupia

ATTO Ta KaTayeypaupéva mrepioTatika 15/22(68,1%) EAaBav Bepartreia kal
7/122(31,8%) Oev €AaBav kal T€BnKav o€ TTapakoAouBnon. OTTwg
KataypageTal oTO apxeio, TQ TTEPIOTATIKA éNapav
avoooo@alpiveg(10 /15 TTEPIOTATIKA — 66,67%),
KOPTIKOOTEPOEION(13/15 TTepIOTATIKA — 86,67%). OXTW(8/15 — 53,33%)
TTEPIOTATIKA EAaBav Kal avoooo@alpivn Kal KOPTIKOOTEPOEIDN, EVW HWOVO
avoooo@aipivny  éAaBav  2/15  TrepioTaTikG(13,33%). Emiong 1
TTEPIOTATIKO UTTEBAAON O€ OTTANVEKTOMUN. TO OUYKEKPIPNEVO TTEPIOTATIKO
agopd acBevic Tou €ixe AGBEI KOPTIKOOTEPOEION XWPIC aVTATIOKPION.
Aev  xpnolyotroindnkav  AAAeg Bepartreie¢ OTTwg  anti-D  ogaipivn,
anti-CD20, TPO-RAs. AvramokpiOnkav otn Bepateia 1o 21/22
TTEPIOTATIKA(95,45%).

Opoiwg TTapoucidfovtal Ta deQOPEVA TOU EEAUNVOU ETTAVEKTIMNONG YiA
TNV NAIKIGKA opada 19-25 eTtwv. ZU0pQwva HE TOV apIBUO Twv
aigoTreTaAiwy aveupédnkav <20.000/pl 3/22 trepiotaTik@(13,64%), 20
¢wg 100.000 pl gixav 8/22 trepioTaTika(36,36%) kar 2100.000 /ul 11/22
TePIOTATIKA(50%). ZUVOAIKA O MECOG apIOUOC TWV  QINOTTETAAIWYV
NTav137.363/ ul kai n didpeon Ty aipoTtreTaAiwy 110.000/ul.

O1 veapoi eviAikeg 19-25 eTwv TOU €ixav aplOUO  AIHOTTETAAIWY
<20.000/pl oTO €€AUNVO TNG ETTAVEKTIMNONG NTAvV 3 TTEPIOTATIKA. ATTO
autd 1o 1/3 TrepioTaTik@(33,33%) €ixe aioppayikd Kal autd apopoucav
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T0 Oféppa. ATO autd Ta TrepIOTaTIKG 1/3 TepIoTaTIKG(33,33%) Otev
éNapav Bepartreia kai 2/3 éAaPav Bepatreia (66,66%). AvratTrokpion
TTapouciacav 1/3 mepioTaTiké(33,33%). 1/3 mepioTaTiké(33,33%) £Aafe
y-oQaipivn Kal KopTikooTepoedn, 1/3 meploTaTiké(33,33%) TPO-Ras
N-plate 1/3 TrepioTaTiK&(33,33%) UTTOBARONKE O& OTTANVEKTOUN.
Autoi TTou gixav aipgotreTdAia 20.000-100.000/ul eppdvicav aigoppayikda
2/8(25%) kai autd agopoucav TO OfpuHa. AvTaTTOKpIon OTNV
QvTINETWTTION €ixav Ta 7/8 TtrepioTanikd(87,5%). ‘EAaBav y-ceaipivn
4/8(50%), MovoBepatreia paAiota  €AaBav  3/8(37,5%)  kai
KOPTIKOOTEPOEION £AaBav 2/8 TTepIoTaTIKA(25%).2Zuvduaoud y-o@aipivng
Kal KopTIKOOTEPOEIDN £AaBav 1/8 TrepioTaTika(12,5%).
Autoi TTou €ixav aigotretdAia =100.000/pl oev TTapouciacav
aigoppayik@ cuppauara  (90%). Avtattékpion cixav 1a 9/11 (81,82%)
otn  dlaxeipion. Mévo  3/11 TTEPIOTATIKA(27,27%)  €Aaav
KOPTIKOOTEPOEION, TTOU BEV €ival yVWOTO av TTPOKEITAI yIa dOoN PEIiwong
(tapering) Twv KOPTIKOOTEPOEIOWYV ) dOCT CUVTHPNONG.
2UVOANIKA oTnv  nAIKIoK  opdda 19-25 e€Twv 1A TTEPIOTATIKA
QVTIMETWTTIOTNKAV WG €EAG:

a) Aev éNapav Bepartreia 12/22 TrepIoTaTIKA(54,54%)

b) M-ocoeaipivn 5/22 repioTaTik&(22,72%)

c) KopTtikooTepoeldn 6/22 trepioTatika(27,27%)

d) I ceaipivn Kal KOPTIKOOTEPOEIBN 2/22 TrepIoTATIKA(9,09%)

e) romiplastim 1/22 trepiotariké(4,55%)

f) ZmAnvektoun 1/22 trepiotatika(4,55%)

210 etioio follow-up oTIg nAikieg 19-25 eTwv TepIAauBdavovtav 13
TTEPIOTATIKA . ‘Eva 1repioTaTiko (1/13-7,69%) cixe apiBud aigotreTaAinyv
<20.000/pl. ETriong, 3/13 trepiotatikd(23,08%) cixav aidoTreTaAIA ETAEU
20.000 kar 100.000/ul kar 9/13 TrepioTaTIKA(69,23%) €ixav aplOuo
aigotreTaAiwyv =2100.000/ul. H péon Ty aipotretadiwyv Atav 208.615/ul
Kar n oiaueon toug TIR 210.000/ul. To €va TTePIOTATIKO TTOU E€iXe
algotreTdAia  Aiyotepa  amd  20.000/ul  dev  eu@davioe  aigoppayikd
ouuBduara, eAduBave eltropombag kai €ixe avramoékpion oTn Beparreia.
OpeINéTav g Koiv) TToikiNAouca  avoooaveTTdpkela-common variable
immune deficiency(CVID). O1 aoBgveig TTou gixav apiBuo aigoTtreTaliwv
peTagu 20.000 kan 100.000/ul dev ep@dvicav aigoppayikd cuuBdauara.
‘EAaBav kopTikooTEPOEId 1/3 TTePIoTaTIKA(33,33%) KOl 0Th OUVvéXEla
utToBARONKe o€¢ oOTTAnvekTOPN(1/3 TrEPIXTATIKA-33,33%). TéBnkav o€
TTapakoAouBnon 2/3 tepIoTaTikA(66,66%). Avtatmékpion TTapouciaoce
MOVOo TO €va TTePIoTaTIKO(33,33%). Na Toug aoBeveic TTou eixav aplOuo
aigoTreTaAiwv ~ peyoAutepo amd  100.000/ul  xpnoipgotroinénkav
KOPTIKOOTEPOEION yia €vav acBevri(1/9-11,11%) kar 3 uttoBAnBnKav o€
omAnvekToun(33,33%).  Avramoékpion  €ixav  8/9(88,89%) oTO
BepaTTEUTIKO TTAGVO.

ZUVOAIKA yia Toug aoBeveic 19-25 eTwv aTo 1° etrolo follow up éAapav:

a) Aev éAapav Bepartreia 8/13mepioTaTIKG(61,53%)
b) KopTtikooTepoeidn 2/13 mrepioTatika(15,38%)
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c) Eltrombopag 1/13 mrepiotatikd (7,69%)
d) e omAnvektoun uttopBARGnkav 4/13 trepiotatika (30,77%)

ZugnTnon

H ITP £xel ueAETNOEI apKeTA oTa TTAIBIA KAl TA TEAEUTAIO XPOVIA UTTAPXEI
MEYAAN BiIBAIoypagia Kal yia Toug evAAIKES. H @uOIKA TTopEia TG vooou
dla@épel ota TTaIdIA KAl OTOUG €VAAIKES. 2Ta TTaIdIA akoAouBeital éva
TTPOTUTTO O&EIOG CUUTITWHUOTOAOYIOG JE auTOMATN UPECH TOUG TTPWTOUG
€C1 MAVEG, EVW OTOUG EVAAIKEG XOPOKTNEIZETAI ATTO XPOVIOTNTA KAl Xpron
TToIKINiag Bepatreiwv. H peAETN Twv veapwyv evnAikwyv gival éva oxedov
KevO TTedio, KOBWG uTTdpxouv HEAETEC pE acar 6pia OpPICUOU TOU
veapou evAAIKa. QOTO00 Bewpeital 0TI N vOOOG TWV VEAPWY EVNAIKWV
XOapakTNpEigeTal ammd xpovidtTnTa Kal avAaykn Xpnong 0euTepng YPAUMAG
Bepatreiwy.

2TV Tapovoa epyacia  utmopei  of  TTAnBuopoi va  pnv  €ivai
Ico0KeAIOPEVOL, TTap’ OAa auTd oTnv KpATn dev uttdpxel KATToIa PEAETN
TTOU va €PTTAEKEI Kal TTaIBIA KAl €VAAIKEG. YTTAPXElI Mia gpyadia TTou
TTEPIYPAPEI TTAIOIA KAl TNV TTOPEIA TOU VOOHUATOG TOUG KAl TNV EUTTEIPIA
atro TIG evOedelyuéveg Beparreieg.[11]

O1 dU0 NAIKIOKEG OpAdeg TTOU dlaxwpioTnKav OlagEPOUV oTov apIiBud
Kal OTa TTO000TA Twv OU0 @QUAwv. AuTé TBavov o@eileTal OTO
MEYaAUTEPO emmmOAaopd TG ITP ota maidid. 2t BiBAioypagia
AVOQEPETAl OTI OTOUG EVAANIKEG UTTAPXElI UTTEPOXHN TWV YUVAIKWY O€
oxéon Me TOoug Gvdpeg(2:1). ZTa OIKA pag dedopéva autdg o AOYOg
givai(2,8:1). Zta maidid dev UTTAPYXOUV PEYAAES BIaPOoPEC KABWS 0 AOYog
givar 0,9:1, oeg olumrvola ye 1o AOyo 1:1, TTOU QvoQEPETAl OTN
BiBAIoypagia.

Katd tn didyvwon Twv 800 NAIKIOKWY OPadwyv @aivetal 0TI 0 aplOuog
TWV QIJOTTETOAIWV TTOU KATAYPAQETAl €ival QVTIOTOIXOG ME QUTOV TG
BiBAIoypagiag. ZTa TTaIdId 0 apIBudS Twv alpoTTETaAiIWY ATav 18.217/ul
Kal otn BiBAIoypagia avagépovTal yupw oTig 18.000/ul. XToug veapoug
EVAAIKEG O apIBPOG Twv aipotreToAiwv Atav 32.455/ul ,eviy oOTOUG
eVAAIKEG avaEpeTal 0TI N péon TIUA aigotTeTOAiwy 32.577/ul gival o€
oxéon pe 25.000/pl ota dedopéva TnNG BIBAIOYpaAiag.

Kard tnv epeavion g ITP TTaparnpeital ye OTATIOTIKA ONUAVTIKO
ammotéAeopa(p=0.05) o1 TpoTINATAI N XPAON TNG Y-OQaipivng oav
MovoBepaTreia, aAAd Kal o€ ouvOUAOMNO HE KOPTIKOOTEPOEIDN. 2TOUG
VEAPOUG eVAAIKEG QAIVETAI VA UTTEPEXEI N TTAPAKOAOUONON Kal aKOAOUBEI
0 OuVvOUAOPOG Y-OPaIpivnG Kal KOoPTIKOOTEPoeIdwy. H xprion Tng
Y- oQaIpivng €xel TTPooPEPEl TTOANG. 2Ta TTaIdId €ival n  TTAéov
KaBiepwpévn Bepatreia, w¢g TV o  PEATIOTR OtV Avodo  TWV
algoTTeTaAiwV(70-80% avodog Twv aigotreTaAdiwy). H  €vdeign  yia
XopAynon tng eivalr ouvnBwg 1o 6pio Twv 10.000/ul.[12] H xpAon Twv
KopTIKooTEPOEIdWY. H xpAon Opwg Tou oOuvduaopou TnG HE
KOPTIKOOTEPOEION £XEI AN@IBOAA ATTOTEAEOUATA, AV KAl TTPOG TO TTAPOV
OTATIOTIKA PN onuavTika. Agv @aivetal 0TI n Xpron Tng y-ogaipivng va
dladpapartifel pOAo oTnV PEPIKN f} 0TAV TTARPN UPECN TNG VOOOU.[13]
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H mrepaitépw avaAuorn, 600 apopd Tn y-o@aipivn, Ta KOPTIKOOTEPOEION
Kal TN XPAon Tou ouvOUuaouoU Y-O@aIpivnNg KAl KOPTIKOOTEPOEIOWYV OEV
QaiveTal va UTTAPXEl UTTEPOXN TNG XPNong o€ KAmola atro  TIG
MEAETOUPEVEG NAIKIOKEG ONAdEG(P-0,55/p=0,73/p=0.45). lpdayua TTOU
Ola@aiveTal Kal a1t TIGC QVTATIOKPIOEIG OTI Oev UTTAPXE OTATIOTIKA
onuavTikl dla@opd atd Ta TTaIdIA KAl TOUG VEAPOUGS €VAAIKEC KABWC
TTaparnpeeital >85% avramoékpion OTIC TTPWTES YPANUES BepaTTeiag Kal
empPBeRaiwvel Eva KAAONBeS voonua.

Etriong, ota mepIoTATIKA eV UTINPEE TTEPIOTATIKO PE COPRApPr] MOPPNG
algoppayia pe €Caipeon €va TTEQIOTATIKO OTAV OPAdA TwV TTAIDIWV ME
evoo@OdaAuIa aiyoppayia. Zupewva ue tn BiBAIoypagia, Ta Taidid otnv
ITP epgaviCouv oe 1mooooTd 2,9% oofapéc aigoppayieg kal 0,6%
ep@avidouv ooBapric MOPEPAG alIhoppPaYIag TIC TTPWTEG 28 UEPEC TNG
EMQAviong TNG BpoppoTreviag,Tou dev oxeTICovTav OUWG e TN ARWN TNS
Bepartreiag.[14]

2T0 £EAUNVO TTAPATNPEITAI KAl OTA TTAIOIA KAl OTOUG VEAPOUG EVAAIKEG OTI
<18% Twv acbevwv egixav aplBud aigotreTaliwv <20.000/ul[7]TToU
OUPQWVA PE MEAETEG KAl TIG OONYIEG KPIVETAI ATTAPAITNTN N €l0QYywWYr OTO
voookoue€io.[7] Maparnpouue 611 0TO €EAUNVO N Kupiapxn Olaxeipion
TWV 0a0Bevwyv eival n TTapakoAoubnon. ZToug aoBeveic pe XapnAd
aiOTTETANIO  TTapATNPEITAI  €l0aywyrh Oepatrelv  deUTEPNSG YPAMMAS
XWPIG OUWG va UTTAPXEl OTATIOTIKA ONUAVTIKO ATTOTEAECHA yia KATTOIQ
Bepartreia(p=0,98). O1 Bepartreieg TTOU XPNOIYOTTOINONKAY ATAV N Y-
oQaipivn , Ta KOPTIKOOTEPOEId , OANG kal anti-D-o@aipivn kal n
OTTANVEKTOMN O€ €va TTEPIOTATIKO. lMaparnpoupe OTATIOTIKA GNUAVTIKO
ATTOTEAEC O yia aoBeveic <18 ETWV
ME apibuoé QIMOTTETOAIWV >20.000/ul
UTTép  TNG TTapakoAouBnong Twv aoBevwv(p<0.001).Qoté00 dev
MTTOpOUME va €EAYOUME TETOIA OCUPTTEPACHATA VIO TOUG VeEAPOUG
eVANIKEG. 2€ auTh) TNV opdda xpnolyotroindnkav kar TPO-RAs, 10
romiplastim kai n ommAnvekToun.[15]To @dapuako €xel TTAPElI EyKpIon O€
evAAikeG Kal o€ TTaudid  pe ITP >6 pAveg Kal €ival avOekTIK OTa
KOPTIKOOTEPOEION.[16]AvagpépeTal OTO  apxeio n XpAon NG
OTTANVEKTOMUNG. Mg TnVv €icodo Twv TPO-RAS Kai Tou rituximab oTo 1Tedio
NG ITP TrapaykwvioTnke n Xpron G AOyw Kal TwV ETTITTAOKWYV
TNG(Kapdiayyelaka eTTeIoOdIa, AOIMWEEIC Kal BpouBwoelg). Mpooépel,
wWOTOOO0 TO UYNAGTEPO TTOCOOTO AVTATIOKPIONG 0€ avOekTIKN ITP wg Kal
60-70%. [17]

210 £70G¢ OTA TTAIDIA TTAPATNPNONKE TTOIKIAIQ Bepatrelwy. ZTa TTAIOIA
Kata Kupio Adyo T1éBnkav o€ TTapakoAouBnon. AAAG UTTApXOuV KOl
TTEPIOTATIKA TTOU éAafav rituximab, alaBeiotrpiun, aAkaAogidr TnG vinca.
QoT1600 OTOUG VEAPOUG €VNAIKEG dEV XPNOIKOTTOINBNKAV O TTapaTTavw
Bepartreied.

H xprion Tou rituximab €xel ueAeTnBei o€ TTAIBIATPIKOUG TTANBUCOUG Kal
EXEl KATADEIEEI ATTOTEAECUATIKOTNTA KAl AOQAAEIA, aKOPN Kal TNV dvodo
TWV AIMOTTETAAIWY O€ QUOIOAOYIKG TTiTrEdA. T
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H alaBeiotTpiun €xel xpnoipotroinBei oe ouvduaouo ue AAAEG BeparTreieg,
ommwg n  davaloAn. ‘Exel amodeixOei 611 eival éva KAAO @APUAKO yia
Bpaxuxpovieg avtattokpioelg, aAAd  Ox1  yia  Pokpoxpovies.  Ta
aioTTETANIO €Xouv auénon eviog 5-7 nUEPES, aAAG n avTaTTOKPION
xavetal oTig 8 eBdouddeg ouvnOws Kal PETA atrd 3 eyxUOoEI§ TNG. Agv
TIPETTEI VA TTAPABAETTOVTAI O AVETTIOUUNTES EVEPYEIEC, OUCKOIAIOTNTA KAl
TTEPIPEPIKNA VEUPOTTAOEIN.[18]

2€ OXEON ME TN XOPNYNOn TNG KUKAOGTIOPIVNG, APKETEG MIKPEG MEAETEG
UTTOYPAMMICOUV TNV QTTOTEAEOUATIKOTATA TNG KUKAOOTIOPIVNG YIa TN
dlaxeipion TNG avOekTIKNG ITP. 21N peyaAuTepn PeAETN 20 aocBevwy, Ta
TTO000TA atmokpiong ATav 50% £€wg 60%. AVeETTIBUUNTEG EVEPYEIEG, TTOU
TTEPINAUBAVOUV UTTEPTAON KAl VEQPOTOEIKOTNTA, 0drlynocav o€ OIAKOTTH
oe 6 aoBeveic (30%). Mia peAétn 14 TTadIWY QVEPEPE TTOOOOTO
ammokpiong  mepimov30% kal 1 amelAnTIK yia T (wr PUKNTIAOIKNA
Aoipwgn.O1 acBeveig atrauToUv TOKTIKI TTApAKoAoUuBnon TNG apTnpIakng
TTiEoNG , VEQPIKNA AcIToupyia Kal eTTITTEDA QAPPAKWY.[19]

Avagopikd yia To rituximab otn xpovia ITP €xel xpnoiyotroinBei o€
avBekTIK) vOoo oTa TTadId PeE KOAG atroteAéopaTta 600 agopd Tnv
Ao @AAEIa Kal TNV OTTOTEAECUATIKOTNTA. Ta TTEPIOTATIKA AauBdvouv 2 ue
4 kukAoug. O OKOTTOG €ival N PEIWON TNG AIJOPPAYIAG KAl O TTEPIOPIOUOG
TNG XPAONG TWV KOPTIKOOTEPOEIdWV.[11]

MoAAaTTAG @dappaka £xouv dokiyaoTei oTn Xpeovia ITP. To 611 1o véonua
gival KaAdnBeg , av Kal UTTAPYXOUV TTEPITITWOEIG TTOU TO vOonua Eival
avBekTIKO Kal eTTnpeddeTal n TToloTNTa (WNAGS TwV aoBevwy, T600 atod TN
QUOIKA TTOPEId TOU VOONUOTOG, OCO0 Kal aTrd TIG TTAPEVEPYEIEG TWV
Bepatreiwv  TTOU  AauPdavouv ol aoBeveic. H  y-oQaipivn, TO
KOPTIKOOTEPOEION €ival ATTOTEAECUATIKI TTPWTNG YPauun Bepatreiag. H
xpovia ITP €xel TTOAATTAEG Bepartreieg Kal e€aTopikeUovTal avaloya Ue
Tov acBevr). TToANéG Bepatreieg €xouv dokipyaoTei oTn xpovia ITP
IB1aiTepa ota TTaIdIA. Me Toug TPO-RASs GAAage To 1Tedio Tng Xpovia ITP.
H peAétn PETIT amédeiée tTnv atmmoteAeopaTIKOTNTA TOU eltrobopag oTta
TTaIdId WG TTPOG TNV auénon Tou apiBuoU Twy AIJOTTETOAIWY, Tn PEiwon
TNG AIJOpPAYiag Kal oTn PEIWON TNG avAaykng yia TAUTOXPOVEG BEpaTTEieg
ITP pe oxXeTIKA Aiyeg QVETTIOUNNTEG EVEPYEIEG.

2UVOTITIKA , N ITP €ival éva kaAdnBeg voonua kai ota TTaidid Kal 0Toug
eviAikeg. 2Tnv ofegia ITP n xpAon Twv KOPTIKOOTEPOEIDWV Kal TNG
Y-oQaipivng €xel KaBiepwBei otV TTPWTN ypauur Bepartreiag. TNV
EUMEVOUCO Kal 0T Xpovia ITP xpnoidoTrolouvTal TTOIKIAEG HOPPES
Bepatreiec. Agv utTApxel WOTOCO BepaTreia TTavAKeEId Kal n BepaTreia
gival egatopikeupévn yia KGBe aoBevr) avaloya pe Tov TPOTTO CWNG TOU.
O1 Beparreieg eTnpeddouv TNV TToIOTATA WS TwV aoBevwy. ATTaiTouvTal
TTEPAITEPW MEAETEC KAl KAIVIKG Kal TTAVW OTnv TTaBo@uaioloyia Tng
vOoou yia Tn BEATIWON Twv BEPATTEUTIKWY ETTIAOYWYV WG PovoBepartreia
Kal o€ ouvduaouod. H ITP oTtoug veapoug evAAIKEG PoIpAZeTal Kolvda
XOPOKTNPIOTIKA KAl atrd TNV TTAIdIATPIKA Kal atrd TNV evAAIKN ITP, av kai
Oev  €xel OlaAeukavOei TTAApwg. H karaypagry TG TropeEiag Tou
VOOAUaTOG Ot aoBeveic Ba PonbAcel otnv egaywyr TTOAUTIMWY
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OUPTTEPAOUATWY OTNV KATavonon TOU VOOAMOTOG Kal TwV BgpaTTeitdv
TOU.
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Table 1. Proposed definitions of disease

Primary ITP

Secondary ITP

Phases of the disease

Primary ITP is an autoimmune disorder

characterized by isolated thrombocytopenia
(peripheral blood platelet count <100 x 10%/L) in
the absence of other causes or disorders that may
be associated with thrombocytopenia. The
diagnosis of primary ITP remains one of
exclusion; no robust clinical or laboratory
parameters are currently available to establish its
diagnosis with accuracy. The main clinical
problem of primary ITP is an increased risk of
bleeding, although bleeding symptoms may not
always be present.

All forms of immune-mediated thrombocytopenia

except primary ITP*

Newly diagnosed ITP: within 3 months from

diagnosis

Persistent ITP: between 3 to 12 months from

diagnosis. Includes patients not reaching
spontaneous remission or not maintaining
complete response off therapy.

Chronic ITP: lasting for more than 12 months
Severe ITP: Presence of bleeding symptoms at

presentation sufficient to mandate treatment, or
occurrence of new bleeding symptoms requiring
additional therapeutic intervention with a different
platelet-enhancing agent or an increased dose

*The acronym ITF should be followed by the name of the associated disease (for
thrombocytopenia after exposure to drugs, the terms “drug-induced” should be used)
in parentheses: for example, “secondary ITP (lupus-associated),” “secondary ITP
(HIV-associated),” and “secondary ITP (drug-induced).” For manuscript titles, ab-
stracts, and so on, definitions such as lupus-associated ITP or HIV-associated ITP

can also be used.

[6]



