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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ n

ENNIXTHMONIKH OMAAA EPTAXIAY AIMATOAOTIAXZ

EINNIXTHMONIKH OMAAA EPTAXIAX

1.TPOYZH EAIZABET (Zvvtoviotpla), AlpatoAdyog, Zuvvtoviotpla Acvbuvtpla
E.ZY.N.Y. Awwodooiag I'A.0.N.A. <O ATIOX ZABBAZX».

2.BAXIAAKOIIOYAOX OEOAQPOYX, AwatoAdyog, Kabnynmis Awatoloyiog
E.KILA. AwatoAoywky KAk T.N.A. «AAIKO».

3.BOYATAPEAHX MIXAHA, Kabnyntg Iaboroywkng Puoloroyiag-Alpatoroyiag
E.KILA., I'.N.A. «<AAIKO».

4.AHMOY MAPIA, Aipatoroyog, Akadnuaikog Ymotpoog, Awpatoroyikny KAwikn
I.N.A. «<AAIKO».

5.KATXAPOY OATA, Aievbvvtpua EXY, IMabBoAdyog- latpelo Awpdotaong, TI.N.A.
«AATKO».

6.KATTAMHX ANTQNIOZX, Iasiatpog, Kabnynmig Madatpiknis Alpatoroyiag -
Oykoloylag (KE@), A’ MMadiatpikn KAk Mavemiotpiov ABnvwv I'.N. Maidwv «H
ATTA ZODIA».

7. KOYPAKAH AAEZEANAPA, Awatodoyog, AtevBOvtpla E.X.Y., AjpatoAoyikd Tunua
MaboAroywkng KAwvwkng ILI.N. Iatpwv «ITANATTA H BOHOEIA», YrehOuvn Movadag
Meooyelakng Avatpiog Kot AlHoo@atpvoTadeLwy.

8. KQXTEAIAOY OEOAQPA, Awevbivtpix Movadag Awodooiag, KAwikng
Awatoroyiag, IINEng-Awpwdotaong, Qvaocelo Kapdioxepovpyko Keévrpo (Q2.K.K.).
9.MITAATAAAKHX IQANNHE, AwatoAdyog, AtevBuvtnig
Awatoroywng/Asppwpdtwv  KAwvikng  kat  Movadag M.M.O. T.N.A.  «O
EYAITTEAIZEMOZ».

10.MA'QNH MAPIA, AwyatoAdyog, AtevBovipla  AATOAOYIKNG-AEUPWUATWV
KAwwkng kat Movadag M.M.O. I''N.A. «O EYATTEAIEMOZ».

11.MANATIQTIAHX IANATIQTHX, Koabnyntig Awatoroyiag, E.KILA. T.N.A.
«AATKO».

12IAATA EAENH, AwatoAdyog, AwevBovipix  EXY., T.N.A.  «AAIKO».
13.XAKEAAAPH IQANNA, AwoatoAddyog, AlevBuvtpla AwatoAoykn KAwwkn -
Movada M.M.O. I''N.O. «I".ITAITANIKOAAOY ».

14.XMYPIAQNIAHY AAEZEANAPOYX, AwatoAoyog, Kabnynmgc AwatoAoyiag,
[Tavemiotnuiov Matpwv.

15.TEPIIOX EYAITEAOZX, AwoatoAdyog, KaBnyntig AwuatoAoyiag, OepameuTiki
KAwwn E.K.ILA. T.N.A. k<AAEEANAPA».

16.TZIPITQTHE TANATIQTHXE, AwatoAdyog, Avaminpwtig  KaBnynmg
Awatoroyiag latpwkng XxoAng E.KILA., B’ Ipomaidevtiky IMabBoAoywn KAwiky,
[L.T.N. kxATTIKON».

17.0HPAIOX EAEYOEPIOX, 'evikog/Owoyevelakdg latpog, Aicvbuvtig EXY., K.Y.
Bdpng, Ipoiotdpevog Tevikng AevBuvong OAIMY A.E., Tevikog Tpappatéag g
latpwn g Etaipeiag ABnvov.

18.MHTPOY IANATIQTA, EwWwkog IlaboAdyog - Awxfntordoyos, ASaktwp
[Mavemotnuiov ABnvwv, Ilpoictapévn Avtotedolg Tunpatog OgpaATEVTIKWV
[MpwTtok6A WV Kat MnTpwwv AcBevwy Touv YTovpyeiov Yyelag.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ E

XYNEPTATEX I'lA TH 2YTTPA®H EINIMEPOYX KE®AAAIQN

XAPIZ MATZOYKA: Zuvtoviotpla AtevBovtpla, Atpatoroywko Tunua, INA AdeEavdpa

$OTHPIOZ MMPIZTOMNANNHE, EwSikevopevog Awpatoroyiag, Awpatoroywkny KAwikn kat
KAwikn Metapooxevoewv Muedov twv Ootwv, ILI.N. «kEvayyeAiopog»

T'PAMMATEIAKH YIIOXTHPIZH

Toanapikov Auntpa, TE Emokentpiov Yyeiag, Avtotedés Tunua OepameuTikmy
[TpwTtokO6A WV Kal MnTpwwv AcBevwv.
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ME®OAOAOTIIA ANAIITYZHX ITPQTOKOAAQN
MPOTYNO AATOPIOMOY AIATNQSHE

h_—’, \ﬁ__’,

Apxukr Emtiokedin Emavektipnon
-Adyvwon MNapapetpol EkPaong yla Tnv EMAVEKTIUNON
Alayvwon cuppwva PE
A) KA\vikd kpuripla
B) NapakAWIKEG EEETATELG

to ki MPOTEWVOLEVO TOGOTLKOMOLNUEVO EPYAAELO YL TRV
*Anotipnon tng €ékBaong
*AvTamnokpLon otn aywyn

| 2tadlo Nooou |

A4
, . *Mowa kKAwika dedopéva amnarrovvron (Seikteg)
Evbetkvuopevn QoppakeuTkn *Mota naparAwiké Se5opéva anarrodvrat (Seikteg)
Aywyn ( ATC4 ry ATC5) V

XPOVIKO ALACTNLOL TTOU TIPETTEL
va pecoAaBei yia tnv MPOTEWVOUEVEC EKBOXEC YLOL TNV OUVEXLON TNG

enavektipnon / BepaMEVTIKAG AVTLHETWTILONG Ke Bdon Ta
enavagloAoynon Sedopéva EKBaoNG AVTAOKPLONG

TXETIKA HE TNV QVATITUEN TWV BEPATEVTIKOV AUUATOAOYIK®OV TPWTOKOAAWY €xel An@Oel
oy

e 1] KATNYOPLOTIOMON TWV BEPATEVTIKWOV OXNUATWV 1] BEPATIEVTIKWVY GCUVSVACUWY CE
veoSlayvwoBév voonua/vedmAao o

e 1] KATNYOPLOTIOMON TWV OEPATEVTIKWOV CXNUATWV 1] OEPATEVTIKWY CLUVSVACUWVY OE
UTOTPOTILALOV 1) AVOEKTIKO VOO /VEOTIANC UK

pe Baon apykd kpltipla (eyKeKPLUEVEG €VOEIEELS, ATTOBESELYHEVT] ATIOTEAECUATIKOTNTA,
amo{nuiwoTn  @EAPUAKEVTIKOU KOOTOUG) KOl HE ava@opd o€ S0COAOYIKA OXNUATA,
BepaTEVTIKOUG KUKAOUG, Stdpkela Bepamelog Kol EMAVAANTITIKOTNTA KUKAWY, HE GUVOSA
KpLTNpLa EVTAgNG/amoKAELT OV /ATTOTUXIOG oty WYT|G.

El8ikdTepa, 0TV KATNYOPLOTIONON TWV BEPATEVTIKWV CYNUATWY, CUVEKTIUNONKAV 0T
Slapdpwom Toug:

e  OepaTMEVTIKA OYNUATA TOU €Youv NON EYKPLOT OTNV AVUQPEPOUEVT] YPOAUUN
Bepatmelag, TEKUNPLWUEVO ONUAVTIKO KALVIKO O@QEAOG £VAVTL AAAWVY BEPATIEVTIKWV
OYMUATWY, TIEPLYPA@OoVTaL OTIS SleBvels 0dnyieg pe onuavtiko Babud tekunpiwong
KL KATA CUVETIELX ATIOLN LLWVOVTAL ATIO TOV AGQAALOTIKO (POPEN

o DegpameVTIKG oYNUATA TOU €xouv TNON EYKPLON OTNV OVAEPEPOUEVN VPO
Depameiag, TEKUNPLWUEVO ONUAVTIKO KAWVIKO O@PEAOG £vavTL GAAWVY BEPATIEVTIKWV
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OYNMUATWVY OTIWG KATASEIKVUETAL ATIO TIOAUKEVTPLKEG HEAETES Slaltepng BapvtnTag
0AAQ TOU YpelalovTal PEYAAUTEPO SLACTNUX TIapakoAovOnomg Y va emidei§ouv
TAEOVEKTNUX OULVOALKNG emiBiwong Teplypa@ovtal otig Siebvels odnyieg ue
oNUAVTIKO PBabud Tekunpiwone kal KOTA CULVETEIX OTOINULOVOVTHL ATO TOV
Ao0PAAMOTIKO @opéa (0 avapovn NG emavailoAdynong TG CUVOALKNG aglag Twv
oYLy dedopévwy Toug)

BepamevTiKd oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] VPO
Bepamelag, aAAA eite WEEAOVY OUYKEKPLUEVEG OMGdeG aoBevwv, elte £xouv
TEPLOPLOUEVO OPEAOG/ 1) KL OTUAVTIKY TOEKOTNTA £VAVTL AAAWV EYKEKPLUEVWV
DEPATIEVTIKWV GYXTNUATWY TIOV ETIONG ATTONULWOVOVTAL Kol IOV 0TLS SteBveic 0dnyieg
EVOEXOUEVWG TIEPLYPAPOVTOL LE ALYOTEPO OTUAVTIKO BaBuo tekunplwong.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ H

AIATNQ2TIKO KAI OEPAMEYTIKO NMPQTOKOAAO MNA TH
OPOMBQTIKH ©OPOMBOTENIKH NOP®YPA

EIZXAT'QI'H

H OpouBwTik ©pouponevikn MoppuUpa (OOMN - Thrombotic Thrombocytopenic
Purpura/TTP) neplypdapnke npwTn gopd 1o 1924 and Tov Eli Moschcowitz os pia
16xpovn acBevr) Pe avaigia, METEXEIEC KAl EKXUMWOEIG, PMAKPOOKOMIKN digaroupia,
VEUPOAOYIKG CUPNTOHATA Kal Bavatngopo £kBaon. Mali ye To Oupaipikd AIJOAUTIKO
>0vdpopo (OAX - Hemolytic Uremic Syndrome/HUS) anoTtehoUv Ta nAéov KAAOIKA
ouvdpoua BpouBWTIKAC HIKpoayyeiondadelag. MpoKeITal yia enegiyouca KATaoraon nou
xapakTtnpieTar and uwnAn 6vnrtotnta (>90%) anoucia €ykaipng diayvwoTIKNAG Kal
BepaneuTIknG Nnap£uBaong.

H ©OMN ogeileTal o€ €nikTnNTN 1 KANPOVOUIKN avendpKela Wiag NpwTEivnG, YVWOTNG HE
To ovoua ADAMTS13 (A Disintegrin-like And Metalloprotease, with ThromboSpondin-
1-like domains), nou puBuilel To PNAKOC TwV NOAU uwnAoU popiakoU Bapoug
noAupepwv Tou napdyovta von Willenbrand (VWF). H éAAeiyn dpaoTikdTNTAg TNG
ADAMTS13 odnyei oe au€nueva enineda Twv MOAU HeydAou poplakoU BAapoug
noAupepwyv VWF (ULVWF), he anoTéAeopa au&nuévn OUCOWPEUON TWV AIJOMETAAIWV
ota ULVWF kai dnuioupyia aigoneTaAlakwy 6pduBwy nou anoppdocouv Ta ayyeia Tng
MIKpOKUKAOQoOpiac. H kAIVIKR €kppaon TnG nepiypageioag naboyeveiag ival 1oxaiyia
kal duoAsiToupyia diapopwV 10TWV KAl opydvwyv, BpopBonevia AOYyw KATAvAAWONG
TWV algoneTaAiov Kal pikpoayyeionadnTikr aigoAuTikn avaipia (Microangiopathic
Hemolytic Anemia/MAHA). MikpoayyegionadnTikni aigoAUTIKN avadigia, 8pouponevia,
VEQPIKN aVEMNAPKEId, VEUPOAOYIKI] OUVOPOMN Kal MUPETOC anoTEAOUV TNV KAAGIKN
nevrada yia Tn didyvwon Tng O0r. Qoroco, POAIG oTo 5% Twv acBsvwv nAnpouvTal
Ta €UpnUATA/KPITAPIA TNG KAAOIKNAG Nevtdadac. Mpiv TNV €il0aywyr TNG O€pAneuTIKNG
nAaopagaipeong (Therapeutic Plasma Exchange/TPE) otnv avTigeTwnion Tng ©0MN
onNMavTIKO NOCOOTO TWV ACBevwV giXe EEAIEN TNG vOOOU, EPPAVION TNG NEVTAdac Twv
gupnuUaTwyv Kal 8avarneopo €kPBacn. NMAEov MAHA, anouacia aAAng npogavoucg aiTiag,
kal BpopBonevia BewpoUvTal ENApkn KpITrApla yia Tn didyvwon Kal TNV aueon &vapén
TPE, npakTIKA nou £xel odnynosl oTnV KAAUTEPN €kBaon Twv adoBevwv Kal Tn HEiwon
Tn¢ BvnToTNTAG.

H ©0MN JdiakpiveTal ot ouyyevh Kal eniktnTn. H ouyyevng OOM eivar ondvia kai
gy@avifetal ouvABwg oTn Bpe@Ikn kal naidikn nAikia r ornv kunon. H nAsiownoia
Twv acBevov ndacxouv and eniktntn ©OMN nou pnopei va eivalr 131onabng, 1
OguTeponabng oTo mAdiolo kakonBeiag, ouoTnUaTikoU auTodvooou vooruaTtog, HIV
AOINWENC, aAAoyevolUC UETAPOOXEUONC aApXEYOVWV AIHOMOINTIKWV KUTTAPWY, ANRWNG
(Papuakwyv kal kunong (MNivakag 1). EpgavileTal nio ouxva o€ YUVAIKeG, nou diavuouv
TNV TETapTn dekasTia TnNG {wng Toug. AAAol napdyovTeg KIvOUvouU gival n naxuoapkia
Kal n AQpIKavikn kataywyn. Ze KAaBe nepinTwon @aiveral nwg Xpelaletal €vag
EKAUTIKOG napdayovTag, nx BAABn n evepyonoinon evdobnAiou, kUnon, KAM, yia va
gp@avicbei GOI.

H didyvwon Tng ©0MN BacileTal oTnv KAIVIKR €IKOvad Tou acbevoUc, Ta suprjuaTta ano
TN YEVIKA aigatog kal Tnv aveUpeon TwV XAPAKTNPIOTIK®WV OXIOTOKUTTAPWY OTNn
MIKpOOKOMNNoN Kabwg Kal oTa supnuaTta Tou PloxnuikoU eAéyxou. MpokeiTar dnAadn
yla didyvwon nou ortnpileTal npwTapxikd aTnv KAIVIKR €kdOva Kal TNV €Ikova Tng

o0Mn |6



ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

MIKpoayyeionadnTiknG alJOAUTIKNG avaiyiag kail empBeBaiwveral and Ta xapunAd enineda
Tng ADAMTS13 (<10%, kai ouvhABwG <5%) kal Tnv Unap&n avaoTaATikwv anti-
ADAMTS13 IgG avTiocwudtwyv. Mo ondavia eygavidovral avTiowpaTa nou au&avouv Tnv
kdBapon Tng ADAMTS13 1| avaoTéAAouv Tn oUVOEDH TnNG ME To evdoBnAio. QoTtdoo,
MIKPO nocooTd acgbevwyv pe OOM €xel enineda ADAMTS13 >10%.

>XETIKG e Ta enineda Tng ADAMTS13, afilel va OnNUEIWOOUME OTI TIYHEC WETAEU 10-
20% pnopei va gival ouppBatéc pe OOI os aoBeveic nou PeTayyiodnkav €niBETIKA HE
OUMNUKVWHPEVA gpubpd ) aAAa napdywya aigaTtog, n €xel yivel nAacpagaipeon. Eival
AOIMOV ONUAvTIKO N YETPNON TNG OPaACTIKOTNTAC TNG METAAAONPWTEACONCG VA YIVETAl OF
deiyua aipatog nou €xel AngBei npiv Tnv €vap&én petayyioswv kal TPE. O KAIVIKOG
1aTPOC NPENEI akOpa va yvwpilel OTI n avelpeon XapunAnc TiuAc ADAMTS13 dev sival
€NApKNC ouvlnkn ag’ €auTtng, yia va TeBei n didyvwon Tng ©0rM, kabwg XaunAn
dpaoTikdTNTa (10-60%) pnopei va ouvodeUsl PAEYHOVWOIEIC KATAOTACEIG, onWn n/Kal
kakonBeia.

H ©00N 6a npénel va diapopodiayvwaobei and 1o Oupaiyikd AINOAUTIKO ZUV3IPOHO Kal
GAAEC naBoAoyIikEC KATAOTACEIG Mou ouvodslovTal anod HIKpoayyeionaenTikr
aIJOAUTIKA avaipia kal 6pouponevia. ZTiG NEPINTWOEIG Nou dgv €ival Aueoa d1abEaipog
0 npoodiopiopyoc Tng ADAMTS13 T0 PLASMIC score (lMivakag 2) Jnopei va
ouvelopEépel oTn dIdyvwaon Kal Tov apxiko BepansuTiko oxediaouod. MpokeiTal yia éva
anAo oTnVv €@apuoyn Tou oUCTNUA nou nepiAauBavel enTtd KAIVIKEG PETABANTEG Kal
Mnopei va xpnoigonoinBei yia va npoBAéwesl Tnv niBavotnTta coPapnc avendapkeiag
ADAMTS13 o€ aoBeveic Ye pikpoayyeionabnTikn aidoAuTIKR avadidia, 6popBonevia kai
oxloTokUTTapa. EvaAAakTikd, pnopei va epappocBei To FRENCH TTP score o€
aogbeveic pe aigoAuon, oxIOTOKUTTAPA OTO E€NiXPIOUA TOU NEPIPEPIKOU aiyaTog Kal
anouacia 1oTopikoU Kal/r evOeifewv KapKivou, 10TOPIKOU HETAPOOXEUONG N AidxuTtng
Evdoayyelakng Mngng (AEM) (MNivakag 3). QoToco, o acBeveig nAikiag >55 €Twv n
napdpeTpog «kpeaTivivn» Ogv unopei va a&lohoynBei dedouévou OTI ouxvd eival
upnAOTEPN via dAaAAouc Aoyouc. ‘ETol, autd Ta ouotnuaTta PBabuovounong esivai
AyoTepo afidonioTa og aoBeveic yeyaAUTepnG nAikiac.

H apxikf Bepaneia Tou aoBevolc pe veodiayvwaBeioa f unotponr OOI gival n aueon
€vap&n OepansuTiknGg nAacya@aipeong, n €lgaywyn Tng onoiag oTn BepaneuTikn
avTigeTonion TNG ©OM aAAa&e dpapaTikd Tnv €kBaon Twv acgbevwv (eniBimon >80%
vs BvnToTnTa >90%). TauTOXpPOVA XOPNYOUVTAl KOPTIKOOTEPOEIDH.

SUppwva pe Tn BiIBAloypagia To nooooTd Twv aoBevwv nou O&v aAvTanokpivovTal
oTnV nAaopagaipecn kAl Ta KOPTIKOOTEPOEIDN Kal anaiTouv eninAéov Bepancia
Kupaiverar  peTa&l  10%-42%. H peydAn npdodoc ortnv  katavonon TNngG
naBogualoloyiac £xel odnynosl o onuavTikn npdéodo ornv Bepaneia Tng ©OM. H
xopnynon Tou Rituximab £xel Béon TO0O OoTnV veodiayvwaBeica GOM, 6co kal oTnv
napo&uvon, ornv unoTponn Kabwg kalr ornv npdAnywn TnNG UNOTPOMNNG. AnoTeAei
Bepancia ekTOC £vdeiEng (off label treatment), aAAaG €xel Aoyikry Baon dedopeEvou OTI
€xel XopnynOei pe anodedelyhévn anoTEAEOUATIKOTNTA Of MOAAEC AUTOAVOOEG
dlatapaxéc. MpoogpaTta nNnpe £€ykpion Kal npoonabei va Bpel Tn 6€on Tou otn Bepancia
NG OOMN é&va povokAwvikd avTtiowpa é€vavti Tou VWF, To Caplacizumab. Apa
MnAokdapovTac TV aAAnAenidpaon avapeoca otov VWF kal Ta aigoneTaAia kal £T10l
anoTpENEl TO OXNUATIONO AIPONETAAIAK®WY BpOUBwY TN MIKPOKUKAOPOpid. And HEAETN
(Paong 3 eavnke OTI PHEIWVElI TO XPOVO AMOKATACTACNG TWV AIJONETAAiwY, Tov aplBud
TwVv PeIlovwyv BpouBogUBoAIKOV enelcOdiwy Kal Tov Kivouvo BavaTtou oXeTICOUEVOU WE
Tnv OOII.
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To Caplacizumab €xel napel eykpion EMA kal FDA, wotdoo dev ival dIaBEGIN0 G OAEG
TIC Xwpeg TNG Eupwnng. 'Exel €vdeiEn otnv apxikn Oepaneia, o€ ouvduaopd WE
BepaneuTikn nAacpagaipeon (TPE) kal avoookaTaoTaATIKG (papuakd.

Mpoc To napov Oev €xel Bpebei 0 BEATIOTOC TPOMOC EVOWNATWONG TOU OTNV KAIVIKN
npaén kal dev undpyouv Osdopeéva yia Tov Kivduvo aigoppayiag oe “real-world”
aobeveic. Mevikd@, GUOTAVETAI N Xopnynon Tou €@ocov n dldayvwon Tng ©0M eival
eniBeBaiwpevn i undapxel IoxXupn unoyia.

H unoTponr| Tou voonuaToc anoTeAEl Tov PeyaAUTEpPO Kivouvo o BABog Xpovou yia
€vav aoBevr) pe OOI. QoTtdéoco TOUuC aoBeveic auToUc anaocyxoAoUv Kal dAAa
npoBANuaTa uyeiag nou npénel va avayvwpilovral kai va avTigeTwnifovral P Tnv
ouvepyaacia 1aTpwv dIAPOPETIKWV EIDIKOTATWV.

H spgdvion katdbAiyng €ival n nio ouxvn diaTtapaxn o< eniBiwoavtec ano OO0 kai
ennpealel o peydAo Babud tTnv noidtnTa {wnc. AvagEpovTtal €niong JUOKOAia aTn
OUYKEVTPWON, TN MVAMN Kal aiobnua kabnuepIvic KOMNWOoNG uno Tov Yevikd Opo
«01aTAPAXEG TNG YVWOIAKNG AEIToupyiac». ApkeTd guxvh €ival kal n egpavion aAAwv
auToavoowvVv VOOonMATwV, ouxvoTepa ZEA, yeyovoc nou ev PEpel €€nyeital ano Tnv
auénuévn €ninTwaon Tou KABe voonuaTtog EExwPIoTd Ot veapeEG WAUPEC yuvaikeg. H
gykataoTaon ofeiag veppikng BAGBnc kar XNA ondvia anacxoAoUv Toug aoBeveic pe
©0rl. Qotdoo, anod Tn Pakpoxpovia napakoAoubnorn Toug gpavnke OTI gugavidouv nio
ouxva HIKkpoaABoupivoupia, nou OxeTieTal HE aufnuévo KivOUvVOo  EPQAVIONG
aptnplakng unéptaong (AY) kai 6avaTou. AEloonueiwTo €ival To yeyovog, OTI n unapén
ooBapnc vePPIKAC BAABNG kata Tnv JIAGpKeld Tou 0E&L0G eneicodiou TnNg OOIM dev
oxeTiCeTal pge TNV avdanTuén xpoviag vePpiknGg vooou, aAAd peE TNV eu@avion AY.
IdiaiTepn npoooxn 6a npénel va doBei OTIC yuvaikeg avanapaywylkng nAikiag pe
I0TOpIKO OOI nou npoypapuaTifouv va TEKVOMOINooUV.
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AIATNQXH

AIANQzH

MIKPOAITEIOMAGOHTIKH AIMOAYTIKH ANAIMIA
(anouagia aAAng npogavoug aitiag)
OPOMBOTIIENIA (OLTVf]G(og <20.000/pL)
ZXIZTOKY‘I‘I’AP-;\ oTOo Enixpliona
KAINIKH EIKONA (I'IYPETOZT NEYPOAOIIKH ZYNAPOMH)

ENIBEBAIQ3H
ADAMTS13 <10% + avaoTaATIKO auToavTiowpa, anti-ADAMTS13

AIANQzH
ICD -10: M31.1
OPOMBQTIKH MIKPOAITEIOMNAGEIA
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KATHI'OPIOIIOIHXH TOY NOXHMATOX

Mivakag 1

KATHIrOPIOMNOIHZH TOY NOZHMATOZ
1. OIKOFENHZ 00n - >uvdpouo Upshaw-Shulman: petaAAd&eic ADAMTS13

2. ENIKTHTH oon

« Idionabng
+ AeuTeponabdnc

v Autodvooa voonuara (ZuoTnuaTtikoc Epubnuatwdnc NUKog/ZEN,
SkAnpodepua, AvTipwo@oAinidiko Zuvdpouo, AyyeliTida
oxeTi{ouevn ue ANCA, IgA veppondafeia)

v Noludé&esic (HIV, CMV, EBV, HIN1, SARS-CoV19, EAovoaia,
Mnauneoiwon, ZTPENTOKOKKIKI MVEUUOVIA, BakTnpiakn
evdokapditig, AanepyilAwon)

v’ ®dpuaka (n.x. kivivn, TiIkAodinivn, KukKAoaropivn, kAornidoypeAn,
yeuoitaunivn, kappiAlouiunn)

v Kapkivog

v' Kunon/ANoxeia

v’ *MeTaudoyeuon Apxeyovwv AigonoinTikwv Kuttdpwv (AAAo-
MAK), MeTauooxeuaon ouunaywv opyavwyv - Anoppiyn

HOOXEUUATOG

! * H MAHA O€ UETauUOOXEUEVO aoBevi exel eEaIpeTIKA oUVOETN naboyEveia kal 1d1aiTepn
! avriueT@nion, nou EEPeUyouV Tou napovroc OspansutikoU MpwTokOAAou

N N A R A A R A A A R N R R AR RN RN A A AR RN A R R AR RN RN A A AR R A R A A AR A A A AR A A A A A A AN E R A EAEAEEEANAREEEREEEEEEEEEEE -
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

AIATNQETIKOX KAI OEPAIIEYTIKOX AATOPIOMOX

APXIKOX EPTAXTHPIAKOX KAI IIAPAKAINIKOX EAETXO0OX

NAPAKAINIKEZ ESETAZEIZ — EPTAZTHPIAKOZ EAEMX0z -1

1.
2.

A

10.
11.
12.
13.
14.
15.
16.
17.

Fevikn aigatog

AEK kai IPF (kAGOoHa Awpwv aijoneTaAiov)

Enixpiopa aiparog

TKE

ApacTikOTNTA Kal avtiyovo ADAMTS13, anti-ADAMTS13 IgG

Bioxnuikoc eAeyxoc (Glu, Ur, Crea, Na, K, TP, ALB, TBIL, DBIL, IBIL, AST, ALT,
ALP, yGT, LDH, Ca, P, Mg, CRP, CK, CKMB, troponin, B12, ®uAAIkO 0&U)
revikn oUpwv

Kapkivikoi deikTec (CEA, AFP, PSA, CA 19-9, CA 125)

‘EAeyxog nn§ng (PT, APTT, INR, ivwdoyovo, D-dimers)

Opada AipaTtog, AlacTtaUpwon kal Aueon Coombs

AnToogpaipiveg

IoAoyikog Exeyxog (HIV, anti HBc, HbsAg, anti-HBs, HCV, TPHA, EBV, CMV)
Avoaooloyikodg éAeyxog (ANA, anti-dsDNA, RF, C3, C4, Enineda avocoo®aipivwv)
AvTipwo@oAimdikd avTiowpaTa (anti B2 GPI, aCL, LA)

HAekTpokapdioypapnua

Ynepnxoypapnua kapdidag

AKTIVOYpa®pia 8wpakog
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

NAPAKAINIKEZ ESETAZEIZ — EPTAZTHPIAKOZ EAEMX0z - 11

1. * Oupeosidikn Asitoupyia (TSH, T3, T4, anti-TPO, anti-TG)
2. *MaocToypagia

3. *Evdookonnon MEx

4. **Test kUNONG

5. *KaAAIgpyeiec aipaTog, oUpwyv, Konpavwy

6. *KaAAigpyeia konpavwyv yia E.Coli 0157

7. *Moplakog EAeyXog yia SARS-CoV19, pinn

8. *AvTiyovo MVeUUOVIOKOKKOU aTa oUpa

9. *EAgyXoC WE aEOVIKN EYKEPAAOU, BWPAKOG, KOIAIAG
10. *MRI eykepaiou

11. "EAeyxoc peTaANGEEwv ADAMTS13

12. *Mantoux, Quantiferon

13. * AOyoG npwTEivnNG-KpeATIVIiVNG

14. * BuBookonnon

*Eni evdeifewv, Un avranokpiong orn Bpancsia Kali Katd Tnv Kpion Tou BEpdnovrog

**5e yuvaikec avanapaywyiknc nAikiag

+ e aoBeveic nou undpxel n unowia kAnpovouikng ©Of[1, dnAadr) oIKOYEVEIGKO
IOTOPIKO, NpwTO €NEICO0I0 OTNV Naidikn nAikia n ornv Kunon, rnoAAania

unoTponidlovTa ensicodid, anouoia avaoTaATIKoU quToavTIowUaAToC, XaunAd enineda

ADAMTS13 kata Tnv €niTevuén upeong
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ENIZTHMONIKH OMAAA EPTrAzIAzZ AIMATOAOTIAZ

PLASMIC SCORE

AIMOIETAAIA <30.000/pL 0 1

AIMOAYZH 0 1
(AEK >2,5% R ibil >2,0 mg/dl q yapnAég anTtoogaipiveg)

ENEPIH KAKOHOEIA i 0
(Bepaneia Toug TeAsuTaioug 12 PRVeg)

IZTOPIKO METAMOZXEYZHZ 1 0

(aigonoINTIK®WV KUTApwV 1| cupnayoug opydvou)

MCV <90 fl 0 1

INR <1.5 0 1

Crea >2,0 mg/dl 0 1
Mivakag 2

lMpodnoBeon yia Tnv epapoyn Tou Plasmic Score eivar n unapén
OXIOTOKUTTAPWV OTO EMIXPIOLA MEPIPEPIKOU AilJATOC

_ RISK OF SEVERE ADAMTS13 DEFICIENCY ( <15%)

0-4 low risk - 0%
5 intermediate risk - 6%
6-7 high risk - 72%
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ENIZTHMONIKH OMAAA EPTrAzIAzZ AIMATOAOTIAZ

FRENCH SCORE

Crea >2,26 mg/dl 1

AIMOINETAAIA <30.000/puL 1

OETIKA ANA 1
Mivakag 3

lMpodndBson yia Tnv epapuoyn Tou French Score eival n unapén aiuoAuvonc,
OXIOTOKUTTAPWV OTO EMiXPIOUA NEPIPEPIKOU AilJaTOC KAl arnouaia IoTopIkou Kai/n
evoeiéewv KAapKivou, I0TOPIKOU LIETAOOXEUONG N AET

Score 1-3 ouoXeTileTal Ye enineda

ADAMTS13 <5%
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

MPOINQ2TIKOI NMAPATONTEZ - AIAZTPQMATQRZH KINAYNOY
O0In KATA THN AIAINQzH

>1n BiIBAIoypagia n BvnToTNTa TNG OO £XEI CUOXETIOTEI* pE:

Mpoxwpnuevn HAikia, fTol >60 £Tn

®UAR, Kal ouykekplyeva Tnv Kaukaaoia

Nocoyodvo Maxuoapkia

KAIVIKEC ekONAWOEIG, ATOI engicddia apTnpIakng BpouBwaonc, veppikn BAARN,
VEUPOAOYIKG cupBapaTa/ ekdONAWOEIG (algoppayiko/ 10Xaldiko EYKEPAAIKO eneloddio,
KepaAaAyia, €0TIAKN VEUPOAOYIKN onueloAoyia, ennpeacpevo eninedo ouveidnong
Kdl ENIANNTIKOI onacoi)

e Epyaortnpiakd eupnuata: auénuéva enineda Tponovivng, LDH =10 UNL, TiTAOG
avTiocwhaTwy évavT TnG ADAMTS13 >2 Bethesda Units kai/n eningeda avTiyovou
ADAMTS13 <1.5%, xaunAn oAikn npwTeivn f aABoupivn

* 'Exouv avanTtuxBei npoyvwaoTikd JovTéAa n.x. Mortality In TTP Score (MITS) (8vntoTnTa
30-nuepwv oxeTIlOPEVN e ©ON), French TMA Reference Center Score (BvnTdéTnTa
agBevwyv ano OAEC TIC AITIEC VOONAEUOHEVWY aoBevwv e OOI), nou £€xouv avanTuxOei
npiv TNV €loaywyrn Tou Rituximab kal Tou Caplacizumab oTn Bepaneia npwTNG YPAUKNG Kal
dev undapyxouv enapkn dedopéva npayhaTikoU kKOoUoU yia enaAnBeuon TNG NPOYVWOTIKNAG
Toug a€iac.

Me Ta onuepiva dedopéva, dev eival EQIKTOC 0 oXedlaopdg TnNG Bepaneiag pe Baon Tn
dlaoTpwpaTwaon Kivouvou. H OO0 Ba npénel va Bewpeital «duvnTika» cgoBapr vooog akoua
Kal av dev ouvundapxouVv ol KAaoIKoi NapayovTeg KIvOUVoU KaTda Tnv didayvwaon.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

OEPATEIA NPQTOY EMNEIZOAIOY O0OI

1. O@gpaneuTikn NAacpa®aipeon Kabnuepiva.

> H évap&n Tng nAacpa@aipeoncg Ba npenel va yivel Aueca PeTa tn didyvwon.

> Qc uypO avTIKaTAaoTaonc XpNoIKYONOIEiTal pPECKO KaTeWuyHévo nAaopa (FFP), he
okond agevoc Yev va anopakpuvovTal Ta noAupepny uLVWF kail Ta avaoTaATika
avTIoWHATA Kal ApETEPOU VA NMPOCPEPETAl N HETAAAONPWTEACHN NOU A€inel.

> 2TOXO0C TNnG kGBe cuvedpiac nAacpapaipeonc gival n avraAAayr evoc 0yKou MAGOPATOG
(~ 40 mL/kg 2B). H ekTignon Tou 6ykou NAdouaTog Tou acbevoUc yiveral auTopaTa
oTa ouyxpova Pnxavnuata nAaopagaipeonc. € NnepinTwaon nou BEAoUPE va
UMOAOYIOOUME TOV OYKO NMAACHATOC ToUu acBevouc Unopei va xpnolgonoinBei o
akoAoubog TUNoG:

“EKTIHOPEVOG OYKOC NAdopaTtog (o Aitpa)= 0.07 x 2B(kg) x [1-(AigaTtokpiTng %/100)]”

> O apiBudc Twv cuvedpiwv NAaopagaipeong eEapTatal anod Tnv avrTanokpion Kal
ouvnBwg diakonTeTal éTav Ta aigoneTaAia sivar =150.000 yia dU0 OUVEXOUEVEG
NHEPEG.

> H TPE unepéxel Tng xopriynong FFPs kai peiwvel Tn BvnTtdéTnTa. QoTd00 av dev gival
duvaTtn n aupeon €vapén TPE, Ba npgnel va xopnyeiTal nAacua 25-30 mL/kg =B/nuépa.

* Snueiwveral 011 av Hb <6gr/dl kai ZAl <100 mmHg n Hb <4 gr/dl, npenel va
nponyeital yerayyion ue MZE

2. KopTIKOOTEPOEION: Ocv UNApXel enionun odnyia ¢ npog Tnv d000n n TO
YAUKOKOPTIKOEIOEC Nou Ba xopnynOei. M'evika xopnyeitar npedvifoAovn 1mg/kg =B/nuépa yia
OUo eBOOMAdEG Kal OTn OuveExeld oTadlakn Meiwon. e ansIAnTikh yia Tn {wr KataoTtaon
hnopei va xopnynBei uwnAr doon peBuAnpedvifoAovng 1g iv ava nuEpa X 3 nUEPEC MeE
oTadiakn peiwon. H diapkela xopnynong e€aptdtal and Tnv avTanokpion kAl Tnv nopeia Tou
acgBevouc. Ta KopTIKOOTEPOIdN Ba npénel va xopnyouvTal UETA TNV nAaopagaipeon.

3. ®UAAIKO 08U 5mg, 1x2 nueEPNTiwWG.

4. AvTiaiponeTaAlakn aywyn oe acBeveic pe peidova ayyeiakd cupBauara. Ano@eUyeTal
oTav xopnyeital Caplacizumab.

5. SUOCTAVETAl AVTINNKTIKA aywyrn yia TouG acBeveic pe PLT >50.000 aveEaptnta TngG
xopriynong Caplacizumab.

6. AvocoTpononoinTikf aywyn e Rituximab** 375mg/m?

7. AvTI-vWF Bepaneia pe Caplacizumab*®
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

* XopnyouvTal o€ nNepInTWOoeEIC uwnAnc unowiac @O[ kai kaTd Tnv Kpion Tou BpdrnovTog

*lMpoteiveral yia Tnv apxikn Bspansia sepdooov Sev undpxel avtevoesiEn yia Tov aoBevi.
AUTO BaoilsTal o dedoueva ouUpwWVa UE TA orioid n Xopnynor) Tou UMNopEl va UEIWOEl TOV
kivouvo napo&uvong kai unoTponnG Kai va €mTaxuvel Tnv avranokpion orn Oepancia,
€10IKd 0TOUC AOBEVEIC UE oUVUNApXOUTd auToavooid.

Xopnyeitai ouupwva HE TO MPWTOKOAAO Tou Tunuarog, ouvnbwc oe 4 &gBdouadiaiec
gyxuoeic. KaAov eivai va xopnyeitai aueéowc¢ LeTd Tnv TPE, yia va eAayxiorornoinBei n
anoudkpuvorn Tou. ZE [MEPINTWONn woTO0O0 rou nponynBsi n xopnynon Tou, O&v
dikaioAoyeital kabuoTepnon TnG TPE. To Rituximab kai o€ auTr) TNV NEPINTWOnN NAPaueVeEl
dpaoTikd, apou n ddon Twv 375mg/m?, €ivar noAU psyaAltepn and autr mou anaiTeitai
yia va ueiwbouv 1a B-AsupokuTTapd.

$To Caplacizumab xopnyeitai e okond va Peidosr TNV meavoTnTa emnAoKOV ansiAnTIKOV
yia Tnv {wn. Q0T000, av Kai Uurndpxouv apkeTd OeOOUEVA ano TIC UEAETEC , eEakoAouBouv
va undpxouv apKeTEC eMNIPUAAEeIC. SUu@wva e Ta OedouEVa UNopel To apxiko OPeAOC va
unv UeTappdleTal o€ UEIWON TWV UNOTPONwv o€ BABOC xpOvou Kai ENINAEOV Undpxel TO
Bsua Twv aipoppayikwv eninAokwv. Eniong, 1o Kootoc kai n diabeoiuoTnta eivai
napdyovTeg rnou npenel va AauBavovrai unoyn.

Xopnyeitai oe aoBeveic xwpic yvwoTn unepsuaiobnoia ora Ekdoxa ToU Qapudkou.
AvTevdeikvuTal 0 aoOeVEic e evdokpavia aigoppayia. To Caplacizumab xopnyeital navra
ueTa Tnv TPE, €&aipouugvnG TnNG NpwTnG NUEPAC Xoprnynorc Tou.

J€ 0A&C TIC KAIVIKEG UEAETEC TOo Caplacizumab xopnynbnke wc &nc:

o 1" nuépa Bepanciag: 10mg iv TouAdyioTov 15" npiv Tnv npwtn TPE kai 10mg sc
UE TNV 0AokAnpwon 1ng npwtng TPE.

® EnoueveG nUEPEG Bepanciag kara Tn didpkeia tng TPE: 10mg sc e Tnv
o0AoKAnpwon Tn¢ nuepnoiac ouvedpiag.

® JSuvéxion Bepaneciag, uera tnv diakonn 1n¢ TPE: 10mg sc yia 30 nUEPEG LETA
Tnv diakonn Tn¢ TPE. H Bspancia punopei va ouvexioTel yia 28 nUEPEC akoua
gpooov n dpaoTikoTnTa TNG ADAMTS 13 napauever <10%.

® Aiakonn TnG @sgpanciag: av oupPouv >2 eneioddia «KAIVIKNG eMOEIVWONG» KAaTd
Tn diIdpkeia TnG Bgpaneiac r eni onuavTikng KAIVIKNG aioppayiac.

® AvrniyeTwnion aigoppayiag: diakonn Caplacizumab. Mnopei va xopnynOsi
ouunukvwa vVWF, av kai n KAIVIKI) guneipia givai noAu ikpn.

® AvaoToAn tng Bepanciag s Caplacizumab 7 nuEPEC npiv ano npoypauaTiouevn
XEIpOUPYIKN eNEUBaAcn, odOVTIATPIKEG EPYATIEC 1/Kal AAAEC eneuBaTikec npdéeic.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

OEPATNEIA NMPQTOY EMNMEIZOAIOY OOI- ANTAMNOKPIZH 2TH
OEPANEIA

Suvnlwc petd ano pia eBdopada spapuoync TPE napatnpeital al&non Tou apibuol Twv
aigoneTaAiwv.

> 'OTav o apibpog Twv aigoneTaliov eival =150.000/pL yia 2 oUVEXOMEVEG NUEPEC,
Ta enineda Tng LDH <1,5 gopeg ULN kar dev undpxouv KAIVIKEG EKONAWOEIG VEAG N
eEeNooopEVNG 1oXalpIKNG BAABNG, N ©OM opileTal WG «avranoKPIVOHEVN> Kdl Ol
ouvedpieg TPE pnopei va Olakonouv kal va yivel oradiakn HeEimon Twv
KOPTIKOOTEPOEIOWV.

> Ano kanoila Kévrpa npoTeivetal n oradiakn HEIWON TwV NMAAONAPAIPECEWY HE
€pappoyn nap’ nuepa.
Aev BewpeiTal anapaitnTn n oradiakn HEiwon €pooov 0 aoBevng €ival enNapkwg
oTabeponoinuUEVoG Kal YiveTal oTevr napakoAoubnon HE YeVIKRA aipgaTog kal LDH.

> E@Oooov o aoBevrc exel oTabspn €ikova eKTOG TPE unopei va apaipebsi 0 KEVTPIKOC
PAeBIKOC KaBeTrpac.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

«ANOEKTIKH» 00n

! «ANOEKTIKH» OO0

OpileTal wg anoTuyxia avodou Twv AMIM PeTA ano 4 €wG 7 OUVEDPIEC
TPE 1 kAIvikf enideivwon acbevouc nou AauBavel Tnv kKabiepwpevn

Bepancia

OEPANEIA NPQTOY EMNMEIZOAIOY OOIN - «ANOGEKTIKH» 00N

OEPATEIA NMPQTOY EMEIZOAIOY OGN - «ANOGEKTIKH» O0OnN

2TIC NEPINTMOEIC NMOU Otev EXOUHE AVTANOKPION EVTATIKONOIEITAI N OEPANEUTIKNA
AVTIHET®NION OG £ENG:

1. TPE

NMAaocpagaipeson HeyadAou Oykou, pe avTikatdaoraon 1,4 1 2,0 Oykwv NAGOUATOC TOU
aobevoug.

SNUEIOVETAl OTI PE TNV AVTIKATAOTAON €VOG OYKOU MNAAOMATOC anouakpuveral To 60% Twv
HaKpopopiwy, evw YE TNV avTikatdoTaon 1,4 dykwv 10 75%.

'H

NMAaocpagaipeon 300 POPEG TNV NUEPA.

2. Xopriynon uywnA®mv 300wV YAUKOKOPTIKOEId®WV (n.x. HeBuAnpedvifoAdvn 1000mg
iv/nNUEpa yia 3 OUVEXOUEVEC NUEPEC Kal OTN OUVEXEIa aTadiakn Peiwan).

2
3. Rituximab 375mg/m , c@ocov 0dev £xel Xopnynbei. H xopnynon yivetar onwg
avagéepeTal oTnv votnTa 1.2

4, Caplacizumab, s@ooov dev €xel xopnynOei. H xopriynon viverar onw¢ avagepeTalr oTnv
evoTnTa 1.2

5. AAAn avoookaTtaoTaATIKR Ogpansgia (KUKAOOMOPIivn, KUKAOQWOPAWidn, JUKOPAIVOAIKA
HMOQETIAN)

6. ZnAnvekTopn. Mpénel va nponyeital €UBOAIAOPOG €vavTl MVEUHOVIOKOKKOU, alJOpIAOU
IVQAOUEVTZag A kal B kalr unviyyImidOKOKKOU TouAdxioTov 2 €BJopAdsg npiv  Tn

ONMANVEKTOMN Kal va xopnyouvrai epopou {wnc¢ avTiBioTikad (nevikiAAivn G 1.500.000 ¥z x 2
n ampo@Ao&aoivn 500mg x 2 p.o.).

lMapdAAnAa, npenei va npayuaronoleital evOEAEXNC EAEYXOC yia dAAn aiTia.




ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ m

«KAINIKH EMNMIAEINQzZH>» O0I

«KAINIKH ENIAEINQzH» 00N

AgbBeveic pe «avtanokpivopevn» ©0MN napoucialouyv, evtog 30 nuepwv and Tnv diakonn
TN TPE n Tng avti- VWF Bepaneiag, ntwon Twv aigonetaliov <150.000/uL, xwpic
kanola aAAn aitia, HE N Xwpic KAIVIKG guprjpaTa veac r npoodeuTIKNG I0XAIYIKNG BAGBNC
opyavou-oToxou.

H napateTrapévn ocoBapn éAAeipn ADAMTS13 petrd Tnv €niTEUEN «avTAMOKPIVOUEVNG»
©Or ouoXeTileTal e AUENMEVO KiVOUVO «KAIVIKNG €MIdEiVWONG».

H xprion Caplacizumab p€xpl Tnv anokataoracn Tng OpacTikOoTNTag TnG ADAMTS-13
MEIMVEI TNV ENINTWON TNG «KAIVIKAC €NIOEIiVWONG».

«KAINIKH ENIAEINQZH>» 00N
OEPANEIA

2
1. Rituximab 375mg/m , spooov dev £xel xopnynBei. H xoprynon yiveralr onwg
avagepeTal otnv evotnTa 1.2

2. Caplacizumab, spooov dev €xel xopnynBei. H xopriynon viveralr onw¢ avag@epeTal
otnv gvotnTa 1.2

3. AAAn avoookaraoTaATikl Oepansia  (kukAoonopivn,  KUKAOQwWOQaApidn,
HUKOMAIVOAIKN HOPETIAN)

4. ZnAnvekTopn. [Mpénsl va nponyeital €PRoAIaoPOG  €vavTl  MNVEUHOVIOKOKKOU,
aigoIAou IvQAoUEvTlac A kal B kal pnviyyiTIOOKOKKOU TOUAdXIoToV 2 €BJOUAdEC
npIv TN ONANVEKTOWN Kal va xopnyouvrar epopou {wrg avtifioTikd (nevikiAAivn G
1.500.000 %2 x 2 np ainpo@pAo&aoivn 500 mg x 2 p.o.).

MapdAAnAa, npénel va npayuatonoieital evOEAEXNG EAEYXOG yia dAAn aiTia.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ n

«YDPEXH» OOII

«'YDEZH» 00N

AoBeveic ue oTaBepd «avTanokpivopevn» OOT
xwpic TPE kal anti-vWF Bgpaneia yia TouAayiotov 30 NUEPEC

n
dpaoTikoTnTa TNG ADAMTS13 >20%*

OnoladnnoTe ocuvlnkKn Kal av CUHMBEI NPpwWTA, ApPKEi yia ToV OPICHO.

*Y@peon Baosl TG dpaoTikoTnTag TNG ADAMTS13
«MARpNc» opiCeTal 6Tav n dpacTikoTNTa TNG ADAMTS13 >60%
«Mepikn» opileTal oTav n dpacTikoTnTa TNG ADAMTS13 >20% aAAd <60%

Z€ OPIOUEVEG MEPINTWOEIG ENITUYXAVETAI KAIVIKN UPeon aAAd n dpaoTikdTnTag TnG
ADAMTS13 napapével o naboAoyikd enineda. AcBeveic pe noAU xaunAa enineda
ADAMTS13 pg/n anti-ADAMTS13 auToavTiowpaTa Kata Tnv dldpKela TG UPeong
EXOUV TPEIC (POPEC MEYAAUTEPO KivOUVO UMOTPOMNG OUYKPITIKA HE aoBeveic He
UWnAOTEPN JpacTikOTNTA TNG METAAAOMNPWTEAONG KAl WN  aviXVeUoido TiTAo
avTiowpaToc. Eniong, o1 aoBeveic autoi napoucialouv au&nuévo  Kivouvo
IoxaigikoU AEE.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ m

AATOPIOMOX [TIAPAKOAOYOHEIHE acOsvwv pe OOII petd TV enitevdn
«0@ECNC»

AATOPIOMOZ NAPAKOAOYOHZEHZ acOevmv pe OON PeTa TNV eniTEVEN «UPeonG»

*MapakoAouOnon yia kAIvIkKEC ekONA@DOEIC
00I1, Aprnpiakn) Micon kar oe kaBe enioxkeywn

=| Enzicodio 0001 oTo 1aTtpeio: levikn aiparog, AEK, Enixpiopa,
Oupia, Kpeamivivn, KaAro, Narpio, LDH,
l OAikry/ Eppeon xoAepuBpivn, ART0a@aIRIVES
Apeon Coombs, Apaonikérnra ADAMTS13.
KAviki "Yopeon Emnoing yeupowyuxiarpikil akioAéynon.
|. II
'E <20 % ADAMTS13 dpacTikéTnTa 220% alMAa <60% "
=
5 ! l
=
=]
E ¢ [lapakoAouBnon* ¢ MapakoAouBnon*
s TouAdyioTov ava 3 prjveg —‘ Avtandkpion TouAdxioTov ava 3-6 prveg S:T
¢ Mérpnon avriooparmwv anti- l g_
ADAMTS13 — - 3
Ynotponr Baocsl dpaonikéTnrag ADAMTS13 g
e KAvikn ektipnon yia 17 i =
NEPAITEP® XOPNYNON l
Rituximab 375 mg/m? * MzTpnon avniowpdarev anti-
. . Mn —
efdopadiaing x 4 dooEIg Avranokpion ADAMTS13
*  AvoookataoTaATIKi) aywyn ‘ ¢ Rituximab 375 mg/m?
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“YMNOTPOIMH"” eon

“YNOTPOMH"” e6n

«KAIvikn) unoTponnf» O©OM: Mtwon Twv aigonetaAdiov <150.000/uL, Xwpic
Kanoia AaAAn aitia BpopBoneviag, e N XWPIG KAIVIKA gUPNUATA VEAG ICXAIMIKAG
BAGBNC opydavou-oTdxou, HETA TNV €MITEUEN KAIVIKNG UPEDNC.

H «kAIvikni unoTponn» npénel va empBefaiwveral Ye Tnv anodei&n ocoBapnc
EAeiyng dpaoTikdTNTAG TNG ADAMTS13.

«YnoTponn» OGN pe Baon Tn OpacTikoTnTad TNG ADAMTS13: Meiwon TNnG
OpaoTikdTNTag TNG ADAMTS13 <20%, MeTA Tnv eniTeu&én Ugpeong PBaoel TNG
dpaoTikdTNTag TNG ADAMTS13.

H unoTtponny Bacel Tng dpacTikdTATAG TnG ADAMTS13 €ival nNpoyvwoTIKnA
«KAIVIKNG UNOTPOMNG».

OEPANEIA YNOTPONHZ 060N KAI ENEIZOAIQN NEPAN TOY NPQTOY

AoBevnc pe ioTopiko OOI1 unopei va eupavicBei ue xaunAo apibuo aiyonsraiiowv
XwpIic kaveva dAAo KAIVIKO N1 epyaoTnpiako eupnua @Of1. 2TIC NepINTWOEIC AUTEC OEV
eival navra sukoAn n diapopikn diayvwon ueTa&u ©O[ kai BpouBorneviac avooncg
apxne.

O aobevric unopei va avtiueTwnioBel xwpic dueon evapén TPE, aAAd ue xopnynon
KOPTIKOOTEPOEIdWVY Kal NAdouaroc. Anaiteitar BEBaia oTevn napakoAoubnon.

«KAIviknl unoTponn» ©0r
AVTINETONION €Nglgodiou ONWC avaPEPETal oTNV «Ogpaneia NnpwTou

eneicodiou OOM»

«Ynotponn» OOM Baocsl dpaocTikdOTNTAaGg TNG ADAMTS13.
AVTIJETONION €NEIcodiou ONWC avAPEPETAl oToV «AAyopiOuo

napakoAouOnong acbsvwv pe OOIM peTad TNV eniteudn vPeong»
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00 KAI KYHZH

i O0OMN KAI KYHZH

H oxemifopevn pe kunon OOM anoTteAei To 12-25% TwV NEPINTWOEWYV OE EVAAIKEG,
! KaBwg Ta autodvooa VOONMATA E€ival ouxva OE€ YUVAIKEG avanapaywylkng nAikiag. i
i AkOHa, N OUYYEVAG HOP®N TNG vOoou gival ouxvoTepn PeTagl Twv eykUwv pe OOIM ot i
! olykpion ME TO YEVIKO NANBUCHO (24-66% vs <5%). H au&nuevn ouxvotnta
! eupdviong ©OM oTtnv kUNon @aiverar va OxeTi(eTal MPE TIG AIMOOTATIKEG Kal i
! avoooAOoYIKEC aAAayEC nmou oupPBaivouv Katd Tnv eykupoouvn Kal Tn Aoxeia kai i
! guodwvouv TNV unepnnKTIKOTATA, YETAEU Twv onoiwv av&non Twv emnedwv VWF kai i
! peiwon Tng ADAMTS13, kal TNV avoooavoxr, Nou suodmVEl TRV avanTtu&n autoavoowv i
! voonuatwv. :

i H didyvwon Tng ©OMN ortnv kunon Oegv €ival navra €UkoAn kabwg anaiteital o i
i anokA€IoPOG AAAWV HIKpOAyyelonabnTik®V ouvdpOuwv Mou epgaviovral ouxva n i
! anokA&IoTIKG OTnV gykupoouvn, Onwg n Bapia npoekAapwia (PE-SF), To ouvdpouo i
! HELLP (Hemolysis Elevated Liver enzymes Low Platelets), n diaxutn evdoayyeiakn :
! nA&n, n ayyelimda pe napoucia ANCA i} To KATAOTPOPIKO avTIPWOPOAINIBIKO cUVOpOUO
! kal To oupalpgikd aINOAUTIKO OUVEPOUO PE EVEPYOMNOINON TOU CUMMNANP®UATOC. :

H ©60M Tng kKUNoNg, av Kai ouxvoTepn OTO 3° Tpignvo Kai Tn Aoxeia, ynopei va cupBei
o onoladnnoTe nAikia Kunong. :

! Tunika, n ©6N kal To HUS dev BeATIOVOVTAl JE TOV TOKETO EVW N NMPOEKAAPYia kai To i
! olvdpopo HELLP ugievtal 48-72 wpec YETA TOV TOKETO. TiWéC PLT <30.000/pL kai i
! upnAn LDH napanépnouv o OOM, evw uwnAeg AST/ALT oe ouvdpopo HELLP kar i
! ennpeaocpevn veppikn Asitoupyia os HUS. :

{ H avrmipetonion Tng ©OM otnv kUnon anaiTei ouvepyacia opadag eIBIKWV i
! (aipaToAdyou, yuvaikoAdyou) pe euneipia oTo nedio kaBwg aneiAgitTal n {wn T000 TNG
! unTEpag 600 Kkal Tou ePBpUOU AOYW BPOUBWOEWY OTN INTPONAAKOUVTIAKN KUKAopopia
! pe anoTéAeopa guPpuikd Bavarto f kaBuoTepnon TnG evdounTpiag avantuéng (IUGR).

Fuvaika He 10TOPIKO OOIN oTnv kKUNnon HNopei va eppaviosl OOI og enOMEVN

i kOnon.
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O0II KAI KYHXH:

ALayvwoTikog adydplOpog

MAHA + ©popBonevia
oTnv KOnon / Aoxeia

!

Eneiyouoa AiparoAoyiki} ektipnon + MaiguTikn ekTipnon
HAikia ktinong
Mpoetapyouoa opyavikn BAGPn (KNZ vs Negppdc vs 'Hnap)
>uvundpyouoeg kataoTaoelg (Autodvooo voonpa, AoipwEn, ®appaka)
KaTagraon

‘Onoio 3unvo/Aoxsia
PLT <30.000/pL
Crea <2 mg/dl|
AST/ALT <2x puaioAoyikoll
GuaioAoyikn Al

Khvikn diayvwon oLeiac 00N

Aamopikn Siayvwon
Bapid [poskAapuwio
HELLP
Zuyyevrig 000
AEN
OEeia ouompankn

Ab (-)
Zuvvevnic 060

oon
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OOII KAI KYHXH: Oepaneutikog adyoplOpog

Konon oe yuvaika pe 1oTopiko 00N

J« AuTtodvoon
Zuyyeviic een

Mpo kinong
Aywyr yia avEnon ADAMTS13 pe
Rituximab (ano@uyr oUAANWNG 6-12 m)

Z1n Si1dapkela TG KUNONG

ZUCTNMATIKA &yxuon FFP ,L

10-15 ml/kg =B ané 1° Tpipnvo

MapakoAouBnon KAIVIKA + MA =1n didpkela TNG Kunong ADAMTS13
#r-ADAMTS13 ? MapakoAouBnan kKAIVIKNA + MA + ADAMTS13

Konon xwpic eninAokég

v | ! }

KoAnIKOC TOKETOG ADAMTS13 ADAMTS13 ADAMTS13
npokAnon 36-37 epo >20-25% 10-20% <10%

Av oZtia een
TPE kaOnuepiva

*Caplacizumab ?

* To Caplacizumab dev £xel Eykpion yia xopnynon ornv kunon. Eivai uikpo Hopio nou OIEPXETAl TOV
nAakouvTa Kai NEpvAel 0To UNTPIKO yYdAaQ.

Yndpxouv OUO ava@opec yia xopnynon Tou @apudkou off label o nepinTwoeic avOeKTIKNG OTN

Bepaneia ue TPE kar uwnAn d0on kopTtikooTepoeldwv OO gs Kunon.

2T1nv 1n nepintwon, yuvaikac 36 etwv o€ kunon 17 €Bdouddwv, n OOI TG unTepac, avOekTikn o€

TPE kai noAAanAouUc avoookartaoTaATikoUc napdyovTtecg, BeATIOONKE Taxews Ue Caplacizumab, aAAd

TO £UBPUO KATEANEE AOYyw NAGKOUVTIAGKNG AQVENAPKEIQq Kai 8pouBwoswyv Tou nAakouvra.

2Tn 2n nepintwon, yuvaikac 30 eTwv o kunon 28 gBdouadwv, n €kBaocn nrav euvoikr TOOO yid Tn

UnNTépa 000 Kai yid ToO KUnud, av kai yevvnlnke npowpa oTic 33 gBdouadec Aoyw diarapaxng

kapdiakou pubuou, 2 UEpec UeTA Tn xopnynon Tou Caplacizumab.

Je kayia ano Tic dUo nepInTwoelc Oev unnpé&s aiyoppayikn didBeon oTn UNTEPA n OTO £UPBPUO Ao

Tn xopnynon Ttou Caplacizumab.

# O Recombinant ADAMTS13 (TAK-755) sival veéo BspansuTiko ornAo yia tnv OO[, nou Bpiokerai
0c UEAETEG aonc 3 kal Ba eival xpnoiuo @dpuako orn Bgpansia unokaraoraocnc TnG ouyyevoug
©Or1 oTnv kUnon, oTav Oev EAEYXETAl ENAPKWC arno TNV noootnta ADAMTS13 nou nepiexeTal ora
FFPs.
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YXYITENHX O0II

! SYITENHZ 000

1. SuoThveTal napakoAouBnaon TouAdxioTov ava 4-6 PAVEG
-y1a KAIVIKEG ekdNAWOEeIc OO, akOua Kal UNoKAIVIKAG, Onwc KepaAaAyia pe aupa,
ouykonTikO €nelc0d10, Napodikn anwAgla NPoooxXnG Kai/n Kkakouxia kai/n KolAlakn
duogopia :
-epyaoTtnpiakd EAEyX0, ONWG avapEPETAl TNV EVOTNTA «NapakoAouBnaon acbevwv
HE OOI».

Alaxeipion aocbsvwv pe ouyyevi OON

1. Ta aoBeveic ye NoAAANAEC unoTponeg, €10IKa av auTéC ouvOEovTal UE CNUAVTIKN
voonpdTnNTa, NpoTeiveTal N NPOPUAAKTIKA Xopnynon FFP 10-15 mL/kg =B kabe 1-
3 eBdopadEC.

2. Ta agbeveic nou Ba unoBAnBoUV Og XEIpOUPYIKN €NEUBACN, NOU €XOUV KAMNoia
ooBapr| acgBéveia ) goBapd TpaupaTiond kal xpnlouv voonAeiag, npoTeiveTal n
NPO@UAQAKTIKNA Xopriynon uiag doong FFP 10-15 mL/kg =B.

NAPAKOAOYOHZH AZOENQN ME ZYITENH oon

levikn aipatog, AEK

Enixpiopa aipartog

ApaoTikdéTnTa ADAMTS13, anti-ADAMTS13 IgG :

Bloxnuikog €Aeyxog (Ur, Crea, Na, K, TBIL, DBIL, IBIL, LDH, antoogaipiveg i

opou) :

5. MikpoaABoupivn oUpwv (AOYOG aABoupivng/kpeaTivivng oUpwv o€ Tuxaio deiypa i
oUpwV f HETPNON oUpwV 24wWpou) i

6. TakTikn I'IGpGKO)\OL'JGI‘]OF] Al

7. PUBuion cwuaTikoU BAapoug :

8. I'Iapanounr] og KapdioAoyo, WuxiaTtpo f aAAng £|6|K0Tr\Taq IaTp6 avaAoya HE TIG
aImdoeig Tou acBevouc Kal Ta KAIVIKOEPYAOTNPIaKA UPRUATA :

Sl o e
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