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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOANOTAZ

1.TPOYZH EAIZABET (Zvvtoviotpla), AlpatoAdyog, Zuvvtoviotpla Acvbuvtpla
E.Z.Y.N.Y. Awwodooiag I''A.O.N.A. «O ATIOZ ZABBAZ».

2.BAXIAAKOIIOYAOX OEOAQPOYX, AwatoAdyog, Kabnynmig Awatoloyiog
E.K.ILA., AqpatoAoyucti KAk T.N.A. «AATKO».

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

4. AHMOY MAPIA, Awpatoroyog, Akadnuaikog Ymotpo@og, Awpwatoroykn KAwiknm
I.N.A. «<AAIKO».

5. KATXAPOY OATA, AevbVvtpua EXY, IMabBoAdyos- latpelo Awodotaong, I.N.A.
«AATKO».

6. KATTAMHX ANTQNIOZX, INawsiatpog, Kabnynmg Madatpikig Alpatoroyiag -
Oykoloyiag (KE®), A’ IMMadiatpikn KAwikn Mavemotnuiov ABnvwv I'.N. Maidwv «H
ATTA 20PI1A».

7. KOYPAKAH AAEEANAPA, AwatoAoyog, AtevBivtpla E.X.Y.,, Alnatoroyikd Tunua
[MaBoAoyiknc KAwviknig ILI.N. Matpwv «I[TANAT'IA H BOHOEIA», YtievOuvn Movadag
Meooyelakng Avalpiog Kot AlLoo@alpvoTadeLwy.

8. KQXTEAIAOY OEOAQPA, Awvbivtpia Movadag Awodociog, KAwikng
Awatoroyiag, [INéEng-Awpodotaong, Qvaoelo Kapdioxepovpywko Kevrpo (Q2.K.K.).
9.MIIAATAAAKHX IQANNHE, AwatoAdyog, AtevBuvtnig
Awatoroywng/Asppwpdtwv  KAvikig  kat  Movadag M.M.O. T.N.A.  «O
EYATTEAIZEMOZ».

10.MA'QNH MAPIA, AwyatoAdyog, AtevBovipla  AlUATOAOYIKNG-AELPWUATWV
KAwikng kat Movadag M.M.O. I'N.A. «O EYATTEAIZEMOZ».

11.MANATIQTIAHY TANATIQTHE, KaBnyntig Awatoroyiag, E.KILA. T.N.A.
«AAIKO».

12.IIAATA EAENH, AwatoAdyog, AwvBvvipiae  EXY., T.NA. «AAIKO».
13.XAKEAAAPH IQANNA, AwoatoAdyog, AtevBuvtpla AwatoAoywkn KAwwn -
Movada M.M.0. I'.N.0. «I".ITAITANIKOAAOY ».

14.ZNYPIAQNIAHEX AAEEANAPOYX, Awatoroyog, Kabnynmg AwatoAdoyiag,
[Tavemiotnuiov Matpwv.

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

16.TXIPITQTHX MANATIQTHY, AwatoAdyos, Avaminpwtis Kabnyntig
Awatoroyiag latpwkng ZyxoAng E.KILA., B’ Ilpomaidevtiky IMabBoroywkn KAwikm,
I1.T.N. «KATTIKON».

17.0HPAIOX EAEYOEPIOX, I'evikdg/Owoyevelakog latpog, Atevbuvng E.Z.Y., K.Y.
Bapng, Ipoiotauevog Ievikng AwevBuvong OAINY A.E., Tevikog Tpappatéag g
latpung Etalpeiag ABnvov.

18.MHTPOY IIANATIQTA, EwWSwkog IlaBoAdyos - Awxfntordyos, ASaktwp
[Tavemotnuiov ABnvwv, Ilpoictapévn Avtotedols Tunqpatog OgpaATEVTIKWV
[MpwTtok6A WV kat MnTpwwv AcBevwv touv Yovpyeiov Yyelag.
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ENIXTHMONIKOI XYNEPTATEX I'lA TH XYITPA®H TOY INAPONTOX OEPAIIEYTIKOY
INPQTOKOAAQY

Kwoton Mapackevn, Aqpatordyog, Emikovpn Kabnyntpua latpknig  ZxoAng
[Tavemiotnuiov Oecoaiiog

IT'PAMMATEIAKH YIIOXTHPIZEH

Toanapikov Auntpa, TE Emokentpuiv Yyeiag, Avtotedés Tuiua Oepameutikov
[TpwTtokOA WV Kal MnTpwwv AcBevwv.
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MEO®OAOAOTIA ANAIITYZHX ITPQTOKOAAQN

MNPOTYNO AATOPIOMOY AIAINQ2ZHZ
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Apxwn Enioken Emavektipnon
-Adyvwon MopAUETPOL EKBOGNG YLOL TNV EMAVEKTIUNGN
Awdyvwon cupdwva pe
A) KAwvikd kpueripla
B) NapaxAwikég e€eTdoELg

la ek MpPoTEIVOUEVO OGOTIKOTIOINHEVO £pYaAEio yia TNV
*Amnotipnon g ékBaong
*Avtamokplon otn aywyn

| Jtadlo Nooou |

N\
, , *Mota kKAwikd Sedopéva anattovvrat (Seikteg)
Evbelkvuopevn apUakeuTiki *Mota napakAwikd Sedopéva amnattovvrat (Ssikteg)
Aywyn ( ATC4 rj ATC5) ) I

V 8

XPOVIKO ALACTN L0 TTIOU TIPETIEL

va pecolaBel yla tnv MpoTelvOUEVECG EKSOXEG YLA TNV CUVEXLON TNG
enavektiunon / OEPATMEVTIKAC QVTIETWITLONG UE Bdon Ta
enavaglohoynon Sedopéva EKBaong avtanokplong

ZXETIKA PE TNV AVATITUEN TWV BEPATEVTIKWOV AUATOAOYIKWV TPWTOKOAAWY €xel An@Oel
oy

e 1] KATNYOPLOTIOMON TWV BEPATEVTIKWVY OXTNUATWV 1) BEPATEVTIKWOV CUVSVAGUWDY OE
veoSLayvwoBév voonua/vedTAaopa

e 1] KATNYOPLOTIOMON TWV BEPATEVTIKWOV CXNUATWV 1] OEPATEVTIKWY CUVSVACUWV OE
VTOTPOTILAlOV 1] AVOEKTIKO Voo /VEOTIAXG LA

ne Baon apyikd kpLtipla (EYKeKPLUEVES eVOEEels, aTOSESELYUEVT] ATIOTEAECUATIKOTITA,
amo{nUiwoTn  @EAPUAKEVTIKOU KOOTOUG) KOl HE ava@opd o0& S0COAOYIKA OXMUATO,
BepameuTikoUG KUKAOUG, Slapkela Bepameiag Kal EMAVAANTITIKOTNTA KUKAWY, HE OCLVOSA
KpLTNpLa EVTagnG/amokAELT OV /ATTOTUXIOG oy WYTG.

El8ikdTepa, 0TV KATNYOPLOTIONON TWV OEPATEVTIKOV CYNUATWY, GUVEKTIUNONKOY 0T
Slapdpwom Toug:

e  OepaTMEVTIKA OYNUATA TOU €Youv NON EYKPLOT OTNV AVUQPEPOUEVT] YPOAUUN
Bepatmelag, TEKUNPLWHUEVO ONUAVTIKO KALVIKO O@QEAOG £VAVTL AAAWY BEPATIEVTIKWV
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OYMUATWY, TEPLYPA@OVTaL OTIS SleBvels 0dnyleg pe onpavtiko Babud tekunpilwong
KOl KOTA CUVETIELX ATTONULWVOVTOL ATTO TOV AOQUALGTIKO (POPEX

BepamevTiKG oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] VPO
Bepamelag, TEKUNPLWHUEVO CTHAVTIKO KAWVIKO OQEAOG EVAVTL AAAWV BEPATIEVTIKWV
OYNMUATWV OTIWG KATASEIKVVETAL ATIO TIOAVKEVTPLKEG UEAETES OLaitepns BapvtnTag
aAAQ ToV xpelalovTal PEYAAUTEPO SLACTNUA TTapakoAlovOnong Yo va embeifouv
TAEOVEKTNHX OULVOALKNG emBlwong Teplypagovtal otis Olebvels odnyieg ue
ONUaVTIKO PBabpd Tekunplwong kKal KATA OCUVETELN OTMOINULWVOVTAL A0 TOoV
ACPAAMOTIKO @opéa (0 avapovy NG emavasloAdynong TG GUVOALKNG aglag Twv
oYPLpwyv Sedopévwy Toug)

BepamevTikd oynUata Tou €youv NON EYKPLON OTNV AVUEPEPOUEVT] YPALUUT
Oepamelag, aAAd eite w@EEAOVV OUYKEKPLUEVEG opGdes aocBevwv, eite £xouv
TIEPLOPLOPEVO OPEAOG/ 1) KL OTUAVTIKY TOEIKOTNTA EVAVTL AAAWV EYKEKPLUEVWV
BEPATEVTIKWY GYXTUATWY TIOV ET{OTG ATTOTULWVOVTOL KL TIOV 0TLS SteBveis 0dnyleg
EVOEXOUEVWG TIEPLYPAPOVTOL LE ALYOTEPO OTUAVTIKO BaBud tekunpiwong.
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OEPANEYTIKA NMPQTOKOAAA TIA THN ANTIMETQMIZH TQN
ZMANIQN KAHPOMIKQN AIMOPPATIKQN AIATAPAXQN (RARE
INHERITED BLEEDING DISORDERS-RBDS

ICD-10:

D68.1 KAnpovopiki avendpkela touv napayovra Xl
Awoppodiia C

Avemdpkela evepyomolnuévou mpodpopou Bpopfomiactivng mhaopatog [PTA r napayovrta Xla]
D68.2- KAnpovouikn avendpkela aAAwv rapayoviwy nn§ng
D68.20 fuyyevnc avenapkeia napayovra |

Juyyevn¢ avivwdoyovatpio

Aucwvwbdoyovatuia (ouyyevig)

Avendpkela vwdoyovou

D68.21 KAnpovoutikn avendapkeia tou napayovra Il
Avendpkela tpoBpopPivng

D68.22 KAnpovouikn avenapkeia touv napayovra V
Avendpkela actabouc mapdyovta

Nooog tou Owren

Avendpkela AC-odatpivng

Avendpkela poaelepivng

D68.23 KAnpovouikn avenapkeia tov napayovra VII
YrnonpokovBeptvatpia

Avendpkela pokovBeptivng

Avendpkela otaBepol mapdyovta

D68.24 KAnpovouikn avenapkeia tou napayovra X
Avendpkela mapayovta Stuart-Prower

D68.26 KAnpovouikn avenapkeia tov napayovra X111

Avendpkela mapdyovta otabepomnoinong Tou vwdoug

EIXATI'Qr'H - ENIAHMIOAOTTA

OL oTt&vieG KANPOVOULIKES apoppaytkes Statapayés (rare inherited bleeding disorders -
RBDs), mepldapfavouy Tig eAAelPels Twv €616 TapayovTwy TENG: vwdoyovo, TapiyovTog
(F)II, FV, FVII, FX, FXI, FXIII, cuvévacuévn éAderym tov FV kat tov FVIII ko ovyyevn
EMewm twv Brrapwvo-K egaptwpevwv mapayoéviwv (congenital deficiency of vitamin K-
dependent factors, VKCFDs, FII, FVII, FIX, FX). Ot Statapoayég autég KAnpovopovvtot
oLVNOWG PUE AVTOCWUATIKO UTTOAELTTOMEVO YapakTipa. Ot RBDs amaviwvtal o cuyvotnta
TIov Kupaivetat amd 1 meplotatikd ava 500 000 (yia tov FVII) éwg 1 ava 2-3 ekatoppvpla
(ywa toug FII, FXIII). 'Ontwg @aivetal amd SleBveig kal eVpWTAIKEG KATAYPAPES OL TILO
ouXVEG Slatapayés elval auTtég ou agopovv tov FVII kat FXI, pe mocootd mepimov 39%
kal  26% avtiotoya emi tou ouvoiou twv RBDs, kat akoAouBolUv ol eAAeiPelg Tov
wwdoydvov, Twv FV kat FX (8-9%), tov FXIII (mepimov 6%), n cuvdvaopévn éAderym FV kat
FVIII (mepimov 3%) kain omavidtepn éAewym tov FII (1%).
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BAXIKEX KATEYOYNTHPIEX OEPAIIEYTIKEX OAHTIEX
YIIOKATAXTAXHX

To aTopkd KAl TO OLKOYEVELAKO LOTOPIKO TOU aoBevoUg €Youv ONUAVTIKO pOAO OTNV
QVTLUETWTILON.

H Bepameia BacileTal TNV LVTOKATAGTACT TOU TOPAYOVTA TIOU €AAE(TEL KOl OF
aAAec emmpOoOeteg katad Tepimtwon Ogpameieg (OTWG TL.Y. AVTIVWEOALTIKA
(PAPUAKA T) OLOTPOYOVA ).

INuepa SlatiBevtal avacuvvbvaouéva (recombinant, r-) okevACUATH YL TNV
EMewm FXIII vtoopddog A kat éAAewym FVII kot mAaopatikd okevaopata (plasma
derived, pd) wwdoyovov kat mapayovtwv VI, X, XI kat XIII. H amoguyn petadoong
AOUWEWV THPAYOVTWY OTOTEAEL TIPOTEPALOTNTA OTNV €MAOYN NG Oepamelag
UTIOKATACTAOTNG.

To mpoBpoupvikd cuumieypa (PCC) elvat cuvdvaouos 3 1 4 mapayovtwv (FII, FX,
FIX pe M xwpig FVII), mov umopel va xpnopomomBel otig eEAAelPeLs Twv TapaydvTwy
IT kot VKCFD xaBwg kat atig eAdelPets twv FX kat FVII 6tav dev vtapxel Stabéaipo
oKeVAO A TOV HELOVWHEVOL TIAPAYOVTA.

Eni amovoiag ocuumukvwpévwy mapayovtwv mENg  pmopesl va xpnopomomOel
EVOAAQKTIKG 1M xopnynon @péokov katePuypevouv mAdouatos (Fresh Frozen
Plasma, FFP). H xopnynon adpavomowmpévov mAaopatog (Solvent detergent-treated,
SD-plasma), e@doov eivat e@IKTN, amoTeAEl TNV TIAE0V EVEESELYEVT ETTAOY.

e NTILEG alUopPpayieS KAl EAGOCOOVEG EMEUPACELS 1| WG EMKOUPLKN oywylr] OTN
Bepamela vmokatdotaong pmopel va xopnynbel tpaveiaukd ofv oe §6on 15-20
mg/kg Bapoug Zwpatog (BX) 4 @opég 1o 24wpo 1 1 g4 popeg to 24wpo.

H Bepameila viokatdotaong pmopel va eivat kat’ emikAnorn (on-demand) kot a@opd
OQVTLUETWTILON ALUOPPAYIKOU ETMELCOSIOV 1] TPOPUAAKTIKI] KOl UTOPEL va elvat
TAPOSIKI OTAV APOPA TPOETOLUACIA KOl OVTIUETWTILON UELOVWV XELPOUPYLKWY
emepfdoewv 1 pakpoypovia oe coPapég eAAeiPels pe alpoppaykd @awotvmo. H
docoloyia koL 1 ouyxvoTHTA TNG AyWYNG €LapTATAL ATMO TO €AAXLOTO E€Timedo
TAPAYOVTA TIOU ATTALTELTAL YIX TNV EMITEVEN IKAVOTIOMTIKIG ALLOCTAONSG YLOL TOV
KGBe mapayovta, tov Xpovo Mulwng Tou kat To €idog Tou emelcodiov ToOL
QVTILETWTIleTaL 1) TpETMEL Vo TpoAn@Bel. Odnyieg yia “on-demand”  Bepameia
avaypa@ovtal otov mivaka 1.

Te mepumtwoel pE Baply  aoppaylkd @awotuto, pmopel va  xopnynOel
TPOPUAAKTIKY aywyn. H amdéeaon ywa mpo@Uiagn oxetiletal e v cuxvotnTa
TWV QLHOPPAYIK®V €TMEWC0SiwY, TOV KIVOUVO gU@AVIONG HEWOVWY QUTOUATWY
awgoppaywwv (v mapddetypa otnv éAAewpmn touv FXII) kat tmv mBavotnta
ep@avions avammpiag mapd tnv “on-demand Bepameia”. Odnyieg yia «mpo@UAaén»
aVaYpA@OVTAL 0TOV TIivaKa 2.

Me v Bepameia VTTOKATAOTAONG £XEL AVA@PEPOEl OTIAVIA AVATITUEN AVACTAATWV
yw to wwwdoyovo, tov FII, tov FVII, tov FXI kat tov FXIII. H avtpetwmion twv
TEPLOTATIKOV AUTWV TEPIAXUPAVEL TN XOPNYNON TAPAYOVTWY  TopaKapymg
(bypassing) yw TNV QVTIHET®TILON TWV QLUOPPAYIK®V EMEGOSIwY  Kal
AVOOOTPOTIOTIOMTIKT aywy"| (0TwG el aloppo@riag).
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KAnpovopkn éAdewdm Ivwdoyovou

0L Satapayég Tou Ivwdoyovou umopel av eivatl TTOCOTIKEG 1] TIOLOTIKEG AVAAOYQ HE
av 1 mpwrteivn Aeimel N elvar SuoAsttoupykn. Tocotwkn Swxtapoyn elvar m
avivwdoyovorevia (FI<1%) kat n vmowwdoyovormevia. H Svowwdoyovomevia
aPopa Tapaywyn TaBoAoyLkov popiov vwdoyovou .

Avivwdoyovotevia kat vmolvwdoyovomevia Slaylyv@wokovTal amd Tn VEOYVIKN 1)
TSk NAkia A0yw algoppaylag omod TOV OUPOAL0 AWPO 1] HETA TEPLTOUN.
Awoppayieg BAevvoyOvVWY KOl QLUATOUATH LOAQK®OV HOPLwV KAL HUWV Eval cUXVA.
OL yuvaikeg avamapaywylkns nAkiag eu@avidouv punvoppayies &vw omofBoA£g
TPWTOV TPLUNVOL €ival cLVHOELG.

H ovTet®mion Twv apoppaywwv 1 1 Tpo@lAaln yivetal pe xopnynon
OKEVAOUATWY CUUTTUKVWUEVOL LVWS0YOVoU .

It Slapkela NG KUNONG GUVIOTATAL 1] SLATHPNON TWV EMTESWV TOV VwO0yOVOoU
mavw amo 1 g/L kot otov toketd >1,5 g/L. Atopa pe Suovwdoyovomevia
EUEaVI{OVV TTAPATETAUEVO XPOVO EMOVAWONG TPAVUATWY KAl AUENUEVT BpopuBwTikni
Suabeon.

KAnpovopkn éAAswdm MpoBpoupivng (FII)

Ta ocvumtopata mepAapfavouy alpoppayicc amd Op@AAL0 A®PO, aLHoppPayies
BAevvoyOvwyv Kol WPETEYXELPNTIKEG alpoppayies. OL yuvaikes mapovoidlovv
unvoppayies kabws kat apoppayio otov Toketo. Ta alpapbpa elvat acuviOn.

H avtipetomion yivetal pe yopnynon PCC.

e mepimtwon pel{ovog aloppayiog Kol XEPOVPYIKNG emepfaong Ta emimeda
mpémel va Statnpovvtat >0,2 [U/ml 1 20% pe cupmAnpwpatikn xoprynon 10-20
IU/Kg PCC x&0e 48 wpes. Ta PCCs meptéyouv kal dAroug Brtapivo-K-eEaptwpevous
TAPAYOVTEG OTIOTE TPEMEL VA UNV  ayvoeital mBavog kivéuvog ep@daviong
BpopPoepforikwyv emelcodiwv. Enl eAeifews PCC umopel va obel evaAlaktikd
FFP.

KAnpovouwkn éAdewm FV

H éAAewdm tovu FV elvat KAvikd eTEpOYEVNIG KAl KATIOLOL AoOEVEIS pe YapunAd emimeda
Sev alpoppayovv.

INHavTIKOG €lvat 0 poAog Tou atpomeTaAlakol FV, Tou ameAevbepwveTal TOTKA o€
VYNAEG GUYKEVTPWOELG UTTIOGTNPI{OVTAG TNV TOTILKY ALUOGTAOT).

OL TIlo OUXVY] CUUTITWHATOAOYIA APOPA EKXYUHUWOELS, VTTOSOPLA CLUATOUATH KoL
BAevvoyovikés atpoppayies. Ta veoyva pe cofaprn EAAenm €xovv peydio kivéuvo
EUPAVIONG EYKEPAALKNG aLpoppayiog

To FFP eivat 1 uévn SwaBéoun Oepameioa kabBws Sev UTAPYEL GUUTUKVWUEVO
okeVaoua mapdayovta V.

Xopnynon QUUOTETOAIWY CUUTANPWUATIKA UE TN XOPNYNON TAACUATOS KABmS KAl
r-FVIla €yovv SokipaoTtel pe kaAd amoteAéopata (off-label xpnon).

2MANIEZ AIMOPPATIKEZ AIATAPAXEZ | 8



ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ n

KAnpovopwkn éAAewm FVII

Elvat 1 Tio ouyvn amod Ti§ omavieg aLHopPAYIKEG SLKDETELS E KALVIKT] ETEPOYEVELQ,
OXL TAVTA GUCYETL{ONEVN HE TA ETTESA TOU TTAPAYOVTA.

Ta atopa pe coPapn voco ( FVII<5%) pmopel va gpgpavicovv awpoppayieg oe
apOBPWOELS Kal pug, alpoppayies oe fAeVVoyOVOUS Kol HeTEYXELPNTIKA. H apoppayia
tou KNZ elvat apketd ovuyxvi (16%). Znv kUnomn OAEG oL TTEPITITWOELS alloppayiag
HETA TOV TOKETO €YOUV eM@aVIOTEL pe emimeda SpactikoTTag <15% Y@ autod
amalteltaL xopnynon Tov TapAyovTa 0TI TIEPLTITWOELS AUTEC.

H xOpua Bepameia eivar xopriynon rEVIla. PCCs pmopet emiong va xpnotpomowmOovv
aAA& 1 TooOTNTA TOu TeplExOpevou mapdyovta VII oe kaBe okevaopa Slapépel
QApKETA.

KAnpovopkn éAAsendm FX

H ocofapr éArewym FX mpokaAel eu@dvion coBapwv aLpoppayik®myv eKSNANGE®WY
VwpI§ ot (w1, EVED 1 (T ERPAVI(ETAL LE NTILEG ALUOPPAYLIKEG EKSNAWOELS, KUPIWG
alpoppayies BAEVVOYOVWYV Kol LETEYXELPTTIKEG ALULOPPAY(ES.

H Bepameia pmopel va yivel pe xopnynon FFP 1} PCC 1 cupmukvwpévou tapdayovta X.
[Ipéoata éva vPmAng KaBapdtntag kKot VYMANG SpACTIKOTNTAG TAACUATLKO
okeVaopa FX éxet eykpiOel and FDA kot EMA ywx ) Ogpameia kot tpo@UAaén kat
TIPOEYXELPNTIKY OAVTIUETWOTILON OE OAEG TIS NMAKIOKEG OUASeS, aAAd bev eivat
Stabéayo otnv EAAGSa.

Tt mpo@UAadn ta eAdyLoTa eTtiMESA Y TOUG EViALKeS eivarl > 1% kot i ta adid
> 2%.

Ta emimeda tov FX aveBaivouv oty kinon aAAd 6Ty SIAPKELX TOU TOKETOV TIPETIEL
va gival >0,4 TU/ml yia 3 nuépeg. Ze yuvaikes pe cofapn éAAendm kal LoTOPLKO
avemBLuun S €kPfaong ¢ knong  umopel va yopnyndel mpo@UVAaEn Katd TV
Stdpkela .

KAnpovouwkn éAdewm FXI

*

H oxéon emmédwv kot opoppaywknsg Ouabeong mowkidel, kabBwg dtopa
xapaktnpulopeva wg awpoppayovvta (bleeders) eivat Suvatov va ekbniAwoouv
alpoppayia TapdtL Ta emimeda Tov Tapdyovta elval > 25% evw avtifeta dtopa pe
EMewpm <1% va unv gp@avi¢ouv kaboAov atpoppaylies.

H awpoppayia kupiwg oxetiletal pe v 0éon ™ BAAPNG Kol aopd TEPLOYEG LE
AUENUEVN VWwE0AVTIKY SpacTnploTnTa.

H vumokatdotaon o€ TEPIMIWOELS aloppayiag 1 TPOQUAAKTIKA TPV oo
emepfaoelg pmopel va yivel pe FFP 1 pe ovpumukvwpévo okevaopa mapdayovta FXI
(8ev elvar Stabéopo otnv EAAGSa).

Ta avtuvwSoAVTIKG OTIWG TO TpaveSapko oV pmopel va fonbnoovv Tov Eleyxo Twv
QALLOPPAYLOV OTOUG BAEVVOYOVOUS, EVMD 1 KOAAX vwE0UG UTTOPEL var AELTOVPYTOEL
VTORONONTIKA GTNV EMOVAWON TWV TPAVUATWV.
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KAnpovopkn éAAsuwdm FXIII

ExdnAwvetatr pe ocofapn aigoppaywkn Swabeon mov apxilel vwpis otn {wn pe
atpoppayia amod Tov ou@aAlo Awpo o€ Tocooto 8% kat atpoppayieg tov KNX ouyva
Bavatn@opes og TooooTtd 30%. AAa cCLUPTITWHATA TIEPAAUPAVOUV BAEVVOYOVIKESG
alpoppayleg Kol TOPATEWVOUEVT algoppayla HETA Xelpouvpyeio. OL yuvaikeg
ep@avi¢ouv pnvoppayia, kat kad v amofoAég. O avdpeg pe EAAewym FXIII propei
va gpeoviouv avénpéva TocooTtd 6TelpdTNTAS.

H vmokatdotaon pmopel va yivel HE OCUUTUKVWHEVO TAACUATIKO OKEVLAOUA
mapdayovta XIII 1M pe avacuvbuacpévo yla TOUG TIAGXOVTEG HE EAAEWPM TNG
vmopovadag A tov FXIII (mepimov to 95% twv mMaocxoviwv). Le mepimTwon un
SLaBECIULOTNTAG CUUTIUKVWHEVOU TIHPAYOVTA GE ATOMO HE aLpoppayla aTEANTIKN
ywx 1 {wn, umopel va xopnynOet kpuoxaBilnua.

H mpo@uAadn elvar amapaitnn vy v mpoAnym awpoppayiag KNX oe atopa pe
FXIl1<1% pe otoxo Siatnpnon emmedwv >5%.

Amapaitntn eivaen S Blov mpo@uAakTikn Oepameia petda apoppayio oto KNZ.

Tt yuvaikeg pue kab' €€wv amoforég kat éAAewym FXIII cuviotatal N TPOQUARKTIKY)
xop1ynon FXIII.

KAnpovouikn cuvdvaopévny éAdenm FV kau FVIII

Xt Ogpamneia Oa mpemel va AapBavetal voyn N Sla@opd oTous XPOVous NULLWNG
twv dvo tapayovtwv FV ko FVIII (FV: 36 wpeg FVIIL: 10-14 wpeg).

Ye peioves awpoppayies ektog amd FFP Ba mpémel va yopnyeital emimAgov FVIII
(MAaopatikos 1 avacuvSuacpEVoGs ) 1 SeoHOTIPETTIV.
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OAHTIEX I'lA «ON-DEMAND» GOEPAIIEIA

Mivakag 1. 08nyieg yux “on-demand” Oepameia

. ZUVIGTWUEV
Mapaywv Xpo,voc, , eAdayloTQ eTiMES O
OV AgimeL nut(qmc Tov Aocoloyla Yl amovsia
Tapayovta .
CUUTTWUATWV
, . ZUUTIUKVWHEVO VW E0YOVO 1g/L eAaylota
vadoyovo 2-4 nuepeg (5(;1-100 mg/kg) k g/snmsaxa
FII 3-4 nuépeg PCC (20-40 units/kg) >10%
FV 36 WPEG FFP (15-25 mL/kg) 10%
e r-FVIla (15-30 pg/kg /4-6
MDPEG)
F VII 4-6 Gpeg °© PdF VLIAE\S;,? q;t?rr?L/ ke) >20%
e PCC(20-301U/kg)
eMelPeLr- 1 pd
e PCC(20-301U /kg)
, e PdFX(251U/Kkg)
FX 40-60 wpeg e SD-plasma (10-20 mL/kg) >40%
, e pd-FXI (15-20 IU /kg)
FXI >0 dpeg e SD-mAdopa (15-20 mL/kg) 15%-20%
e pd-FXIII (¢wg 50 IU /kg)oe
6A0UG TOUG TUTIOVG
, e r-FXIII-A (35 IU /kg) povo 30%
FXII 9-12nuepeg o€ éAAewpm vmoopadag A
e SD-mAdopa (3 mL/kg)
eAMelel TwV TTAPATIAV®
FV 36 wpeg e SD-mAdopa (15-25
FV & F VIII FVIII 10-14 mL/kg) 40%
WPES e YuumAnpwpoatikd FVIII
BrroquvoK * PCC(20-301U /kg)
EQPTOPEVOL e Butapivn K (10 mg) IV7YSC

e FFP 15-25 mL/kg

e Ta pecoSlxoTHpATA Yl TNV EMAVAANYT NG Bepamevtikng 86ong oxetilovtal pe
ToV Xpovo MuUwng Tou vumeBuUVOU TapAyovTa Kol e TNV BapdInta ng
aloppayioag.
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OAHTIEX I'IA «ITIPO®PYAAZH»

Mivakag 2. 08nyies yia «mpo@LAaén»

Mapaywv mov EAdylota Aocoloyia Kat guxvoTnTa
AsimteL enineda Mpoidvta Adbon Tuxvotnta
, i ZUPTTUKVWEVO i 1 @opa /
Ivwdoyovo 0.5-1 g/L WwBSoY6V0 30-100 mg/kg eBBopdBa
1 @opa /
0/, - 0 -
FII 20%-30% PCC 20-40 IU/kg £BSodsa
2 popés /
(/A 0, - -
FV 10%-20% SD-plasma 20-30 mL/kg eBBop&Sa
2-3 @opéc /
0/ 150 r-FVIla 20-40 ug/kg eBdopada
Fvil 10%-15% pd-FVII 10-40 IU/kg 2-3 @opéc /
eBdouada
PCC 2-3 popés /
(/A 0, -
FX 10%-20% Pd FX 20-40 IU/kg eBSoudd
F XI Agv uTtdpyovv deSopgva
d-FXIII 6Aoug Tov Ka&0Oe 28 nuépeg
FXIII 2%-5% p T‘S“O‘)gg S| e
07270 r-FXIII-A pévo og — K&be 28 +2
éAewm voopddag A 351U/kg NUéPES
FV & F VIII Agv vTtdpyovv deSopeva
Bmxuuio-K Agv utdpyovv SeSopeva
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EIIIAEI'MENH BIBAIOTPA®IA
1. Peyvandi F, Menegatti M. Treatment of rare factor deficiencies in 2016.
Hematology Am Soc Hematol Educ Program. 2016 Dec 2;2016(1):663-669.
2. Gernsheimer TB. Congenital and acquired bleeding disorders in pregnancy.

Hematology Am Soc Hematol Educ Program. 2016 Dec 2;2016(1):232-235.
3. Dorgalaleh A, Rashidpanah ]. Blood coagulation factor XIII and factor XIII
deficiency. Blood Rev. 2016 Nov;30(6):461-475.
4.  de Moerloose P, Schved JF, Nugent D. Rare coagulation disorders: fibrinogen,
factor VII and factor XIII. Haemophilia. 2016 Jul;22 Suppl 5:61-5.
5. Palla R, Peyvandi F, Shapiro AD. Rare bleeding disorders: diagnosis and treatment.
Blood. 2015 Mar 26;125(13):2052-61.
6.  Acharya SS. Rare bleeding disorders in children: identification and primary care

management. Pediatrics. 2013 Nov;132(5):882-92.

7. Austin SK, Kavakli K, Norton M, Peyvandi F, Shapiro A, Group FXI (2016) Efficacy,
safety and pharmacokinetics of a new high-purity factor X concentrate in subjects
with hereditary factor X deficiency. Haemophilia 22:419-425.

2MANIEZ AIMOPPATIKEZ AIATAPAXEZ | 12




ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

8. Mumford AD, Ackroyd S, Alikhan R, Bowles L, Chowdary P, Grainger ], Mainwaring
J, Mathias M, O'Connell N; BCSH Committee. Guideline for the diagnosis and
management of the rare coagulation disorders: a United Kingdom Haemophilia
Centre Doctors' Organization guideline on behalf of the British Committee for
Standards in Haematology. Br ] Haematol. 2014 Nov;167(3):304-26.

9. Benitez Hidalgo O, Martinez Garcia MF, Corrrales Insa I, Ferndndez-Caballero M,
Ramirez Orihuela L, Cortina Giner V, Comes Fernandez N, Juarez Gimenez ]JC. VHrare
study: Prevalence, clinical features and management of severe rare bleeding
disorders in a large cohort. E | Haem. 2023 Mar 9;4(2):476-482.

2MANIEZ AIMOPPATIKEZ AIATAPAXEZ | 13



	2024  ΕΠΙΣΤΗΜΟΝΙΚΗ ΟΜΑΔΑ ΕΡΓΑΣΙΑΣ ΑΙΜΑΤΟΛΟΓΙΑΣ
	ΜΕΘΟΔΟΛΟΓΙΑ ΑΝΑΠΤΥΞΗΣ ΠΡΩΤΟΚΟΛΛΩΝ
	ΘΕΡΑΠΕΥΤΙΚΑ ΠΡΩΤΟΚΟΛΛΑ ΓΙΑ ΤΗΝ ΑΝΤΙΜΕΤΩΠΙΣΗ ΤΩΝ ΣΠΑΝΙΩΝ ΚΛΗΡΟΜΙΚΩΝ ΑΙΜΟΡΡΑΓΙΚΩΝ ΔΙΑΤΑΡΑΧΩΝ (RARE INHERITED BLEEDING DISORDERS-RBDS
	ΒΑΣΙΚΕΣ ΚΑΤΕΥΘΥΝΤΗΡΙΕΣ ΘΕΡΑΠΕΥΤΙΚΕΣ ΟΔΗΓΙΕΣ ΥΠΟΚΑΤΑΣΤΑΣΗΣ
	Κληρονομική έλλειψη Ινωδογόνου
	Κληρονομική έλλειψη Προθρομβίνης (FII)
	Κληρονομική έλλειψη FV
	Κληρονομική έλλειψη FVII
	Κληρονομική έλλειψη FX
	Κληρονομική έλλειψη FXI
	Κληρονομική έλλειψη FXIII
	 Εκδηλώνεται με σοβαρή αιμορραγική διάθεση που αρχίζει νωρίς στη ζωή με αιμορραγία από τον ομφάλιο λώρο σε ποσοστο 8% και  αιμορραγίες του ΚΝΣ συχνά θανατηφόρες σε ποσοστό 30%. Άλλα συμπτώματα περιλαμβάνουν βλεννογονικές αιμορραγίες και παρατεινόμενη...
	 Η υποκατάσταση μπορεί να γίνει με συμπυκνωμένο πλασματικό σκεύασμα παράγοντα XIII  ή με ανασυνδυασμένο για τους πάσχοντες με έλλειψη της υπομονάδας Α του FXIII (περίπου το 95% των πασχόντων). Σε περίπτωση μη διαθεσιμότητας συμπυκνωμένου παράγοντα σε...
	 Η προφύλαξη είναι απαραίτητη για την πρόληψη αιμορραγίας ΚΝΣ σε άτομα με FXIII<1% με στόχο  διατήρηση επιπέδων >5%.
	 Απαραίτητη είναι η δια βίου προφυλακτική θεραπεία μετά αιμορραγία στο ΚΝΣ.
	 Σε γυναίκες με καθ’ έξιν αποβολές και έλλειψη FXIII συνίσταται η προφυλακτική χορήγηση FXIII.

	Κληρονομική συνδυασμένη έλλειψη FV και FVIII
	ΟΔΗΓΙΕΣ ΓΙΑ «ON-DEMAND» ΘΕΡΑΠΕΙΑ
	ΟΔΗΓΙΕΣ ΓΙΑ «ΠΡΟΦΥΛΑΞΗ»
	ΕΠΙΛΕΓΜΕΝΗ ΒΙΒΛΙΟΓΡΑΦΙΑ


