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EIXHTHZH

TPIGVTa XPOVIO AIHOOTOOT)

2. APONH-BOYPNA

Karapxiv 8a RBeda va euxopioTAOW TOV KOON-
YnTA K. Xpovoo yia Tnv TIpi Tou pou €kave va or-
vaBpeBdd 0’ Evar XAPO TTOL POV ATAV OIKEIDG OTTS T
XPOvia TTou oLV OTEAEXOG TNG MOVETTIOTNHIOKHG.
Mo 6ooug dev yvwpiCouv, To THAHA Alpoppo@iAiog
- AigéoTaong 15pvbnke To 1975 ota TAGoIO TNG
A" raudiarpikig KAivikrig Tou Mavetotnpiov Tng
ABrjvas. Avtovopridnke To 1985 pe Tnv évradr Tou
o710 EXY, 6Tmwg kal ToAAG GAAa €161KG THAHOTO
s KAivikig, kai n opidoboa riipe Tr) d1ebBLvVOT TO
1988. O deopds Spws, pe TNV MoavemmoTnuiokr Kol
pe Toug ouVadEAPOLS TroL Eekivioape padi, oAAG
KOl TOUG OLVOBEAPOLG TTOL TIEPATAY PETA 1 KAl
épeivav otnv MNavemoTtnuioky, ToTé dev €0TOOE.
MévTa évoiwbo N BuYATEPG TTOL TTAVTPEVTNKE KO
amAG GAAae oTriTI.

To 1972, 6Tav Eekivoboo Th HETEKTTAIOELON POV
oTo kévtpo Aigoppogidiag Tng O&pdpdng, n aipd-
oTaon ATav ota omdpyava. Tote To Kévrpo Tng
O&popdng ATav n «Mékka TnG cupoppogidiogy. To
Kévtpo eie katoryeypappévoug 1000 aoBeveis. Exeivn
v emox, Ta Kévrpa aipoppogidiag Tng AyyAiag
dev Eeepvovoav Ta 10 ko 16pUOVTAV OF PEYGAES
TIGAEIG, TTOL GUYKEVTPWOVOV HEYGAO GPIBHG 0I0BEVAIV.
2HHEPA LTTAPYOLV TTEPIOTOTEPA GTTO 25 KEVTPA, TO
10 eivar “comprehensive care centers” ko Tt UTTGAOI-
Ta “treating centers”. Ta Tpa@dTO K&GVOULV OIGryVWOT),
BepaTtreia, TTAPAKOAOUONON TWV AIPOPPOPIAIKGOV
KOl TNG OIKOYEVEIOG OTT6 team €18IKAV, TIPOOPEPOLV
YEVETIKEG OUHPBOVAEG KOl TTPOYEVVNTIKH S1Gryvwor TG
aipoppo@IAiag. Ta delTepa TIPOTPEPOLV POVO BEPOL-
TIEIX KOl OTOV XPEICOOET TTAPATTEUTIOVY TOV 0IOBEVH
oto mAnoiéatepo Comprehensive Care Center.

TOTe, 00Bevei§ KATEPBAVOY OO GAX TO ONEitt
Tng AyyAiag, oG kai Tou Kéopov, yiarti To Ké-
VTPO €iXe YiVEl YVwOTS ord TPEIG KOAOOTOUS TNG
aigéoToong, Tov kadnyntr Roger Macfarlane, Tn
Rosemary Biggs Tnv Ethel Bidwell kon Tov kaBnynti
NG opBoTredikig Roger Duthie, rouv pwTOG TOA-
HNOE va KGvel peyGAa S10pBwTIKG XeIpovpyeiar o€
aipoppogidikoig oto Nuffield Orthopedic Hospital
™S O&PGpdng, o ouvepyaoia TavTa pe To Oxford

Haemophilia Center. O Roger Macfarlane mp@Ttog
diamriotwoe 611 To dSnAnTrpIo TG ox16s TAEl TO
afpa Tov aIpoppo@IAIkoV. H onpavTikGTEpN, Gpws
oupPoAr Touv Roger Macfarlane otnyv aupdoToon fTav
N TTEPIYPOPH TOL CUOTHHOTOS TOU KATAPPAKTT), TO
1964. H Rosemary Biggs, pia otrovdaia, ogpviy, oaAM&
KOl TEAEVBEPWHEVN HOVOXIKI] Yuvaikat (ekeivn TV
etmoxf] TOAPNoe va vioBeTroEel Toudi, avoTTOVTPN
0000), ETIVONOE TNV 160 TG OLYKEVTPWONG TWV
IHOPPOPIAIKDOV G€ KEVTPO QIHOPPOPIAIDG YIO VO
OovVTIHETOTTICOVTON OO €181KOUG KO VO PNV “KOIKO-
TTOI00VTOI” BEPATTEVTIKG. AKOMN, ETTIVONOE Tr) dOKI-
pooia mpoadiopiopol Tou TapdyovTa VI (11 stage
FVIII assay, ki €101 dloxwpioTnke n aipoppoiAior A
oo T B) kan Tov rapayovra IX (1l stage FIX assay),
10 Prothrombin generation test, To Thrombin genera-
tion test, kai To «inhibitors tests. To oboTnpa Tov
KOTOPPGKTI TIPE TTOMEG Hop@EG ot To 1972 Ka
PETE. XTOLG TIAGOHATIKOUG TTaPAYoVTES TG TTRENG
TPOOTEBNKAV 01 PUOIKOI avaoTOATEG [AT, PC, PS,
TF plasma inhibitor (TFPI), a2MG, Heparin cofactor
I, PAFI], oTorxeior Trou ammeAevuBepdvovTal ammd TO
evboBrAio Twv ayyeiowv (TF, VWF, TM) koi oToryeio
™S IvwdSAvong (Plg, tpA, PAI, a2-antiplasmin). Ta
HOKPOPAYQ KOl OI KUTTAPOKIVEG TIpav BE0T 0TO
dadardeg oVOTNHA, KOI TO AIPOTTETEAI PAVNKE
TG TAICOLV KEVTPIKG péAo, dedopévou 6Ti ) 6An
diepyaaia Tng apéoToong AapBGvel XWpa oTnV £TTI-
@paveia Tous. ErmimmAéov péBape Tws ) evepyoTtroinon
TOL OLOTAPOTOS YiveTal oTTé TNV €€WYEVH Ko X
o1d TNV evdoyevi 066. BéPaia, Tpodmébean yiax
va evepYoTToinBolv Ta oLOTAPOTA TNG TTRENG eivan
TPOVHATIOPES TOL ayyeiov. O BpSpPog SHWS £Yive,
n porj Tov aipgaTog £€w amd To ayyelo OTOPATNOE
KOl 1] OUVEXEIX TOL €vB0BNAioL TwV oryyeiwv aro-
KaTOOTAONKE. H evepyotroinon Twv ouOTNHATWV
TPETTEl Vo avaxauTIoBEl Ko var AuBei 0 Bpdpos,
Y10 VO PNV TTapakwAVEl T PO} TOU GiHATOG PEOO
oTa ayyeio. Tnv mpwTn digpyaaia avatapPdvouy ol
PLOIKO VOO TOATEG Kail T 6e0TEPN O IVWOOAUTIKGG
HNXaVIop6s (Exrpa1).

211G apx£g TG dekaeTiag Tov 70, 6AeS o1 KAnpo-
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VOHIKES dlaTapay€Eg pmmopovoav va diayvwodovv
pe Ta avrioTorxa tests. O1 inhibitors évavTi Tou FVIII
fi FIX mpoadiopiddTav pe éva xpovoPdpo test, rou
efxe 5 peg xpovo emwaong kai faaiCovrav ato Il
stage FVIII assay Twv Biggs kai Douglas. 1o kévrpa
QPOPPOPIAIOG TNG ApePIKAG, Ol AIHOOTAGI0AGYOI
Xpnoipgotroiovoav £va ammAoVoTEPO, AlyGTEPO XPO-
vo3épo ko @OnvéTepo test, Touv PaaiféTav oTo |
stage FVIII assay kai e pOvo £TTOOONG HIO (PO
MpoodeuTIKG, GAoi evaTepvioBnKav TNV e0KOAN 080,
Y0 va SivovTal T TTOTEAEOPATA TTI0 YPyopa. Tnv
idiaeroyr, 01O KévTpo aipoppopidiog Thg OEpdpdng,
n Bidwell éBade Ta Bepéia TG €BVIKAS Plopnxaviog
Tapaydywv aipiaros, BPL (British Plasma Fractionation
Laboratories), pe Tnv opaywy Tou BpeTavikol
kpuokaBIrjpaTog og Avogidotroinpévn popen. Ol
EUTTOPEVOIPOI CUHTTUKVWHEVOI TTAPAYOVTES XPNOl-
HOTTOIOUVTOV ETTIKOUPIKG OTO HEYGAC XEIPOLPYEIT.
BéBaia, To TAGOPQ WG BePATTEVLTIKG PECO TTPO-
kahoUoe OAAEPYIKEG QVTIOPAOEIS KOl KUPIwG dev
TPOOEPEPE LPNAG AIPOOTATIKG ETTITEST TOL TTO-

®APPHIRE @

ZXHMA 1. ZvotfpaTta mREng.

PAYOVTQ TTOL AEITEl, KO (G €K TOUTOU 1) GVOTTHpict
ATAV 0 KOVOVOS Kal 0 BEVATOG AT pn EAEYXOHEVN
onpopparyio epXOTav TOAD vpis, Trpiv Tar 20 Xpovia.
H e100ywyr TwV CUPTTUKVWHEVOV TTOPOYOVTWY OTN
Bepatreia TV AIPOPPOPINIKAIY £dwoe eATTIOESG YT
KoAOTEPN TTOISTNTA (WS, OPOV TA TIPOYPEPHOTO
Beparreiag 01O OTIiTI £yIvay TPOTTOG {WNAS YI TOLG
OIHOPPOPIAIKOUG 0TO AUTIKG KGOHO. To TTPOC0OSKIpO
emPiwong av€onke, Spws o BGvaTog HABE péow
TWV CUUTTUKVWHEVWY TTOPOYOVTWV, HE TN HOPET| TOV
AIDS kai Tng nrarimidag C. MoAAol aipoppogpiAikol
katéAn&av xwpis rj pe Bepameia. To AIDS ATav pia
KOTépa, TToL GpoIa TNG dev MOoTEVW Vo €xouv PIdoE
yiatpol oTnv 1oTopia TG 1aTpIkAS. Mia BepaTreia
g Tpoékupe BepaTreia BavaTov. MNaTpoi Kal
000eveig TTAOaPE KOTEGONY)...

21nv EANGd0;, “pioneers” aTo XWpo Tng alpoppo-
@INiog Twv evnAikov fjrav o KabnynTig lrrokpdmng
TCePpévng, n Titika Mavoaddkn kal o Zaxopiog
2ivékos. O . T¢ePpévng, TIpadTOS YIXTPAS CIOPPOI-
NG 0T XWPO HOG, EIOTYOYE TO (PPEOKO KATEWPUYHEVO
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mAGopa (fresh frozen plasma) otn Bepatreia Twv
OIHOPPOPINIKAV 0T dekaeTior Tov ‘60. To £Tio Ve
oTnv aipodooia Tou lrrmrokpdireiov Nogokopeiov Tng
ABAVOG, GTTOL TETE TIPOTETPEXOV GAOI O GIHOPPOPIAI-
Kol. (0§ XWpQy, KABUOTEPHOAHE VO XPrOIHOTIOICOVHE
TOUG OUPTTUKVWHEVOUG TTOPGYOVTES 0T BEpaTTEin
TWV AIHOPPOPIAIKAIY, oG bev amrogpUyape To AIDS!
M®6Aig To 1980, o1 TapdyovTeg fATAV dIOBETIHOI OTO
KEVTPO KOl XPEWVOVTAV OTO TOHEIX TWV OIODEVWV.
MpdTa SIMTIOTWONKE N HOALVON TWV AIHOPPO-
@INIK®V pe Tov 16 TNG NmaTiTIdag B. ELTUXWS, TO
epBoAIo évavTi Tou HBV kukAo@dpnoe ypriyopa
kol OAa Tar TodIG epPoAiGlovTav yia Tov 16 aUTS,
«&pa T Sloyvadoen Tng aigoppoiAiag. To 1985, n
dlaBeoipdTnTar TOL kit yior Tov TTpoadiopiopd Twv
oVTIoWPATWVY vavTl ToL HIV arokGALYE T TTPAdTN
Tpoywdio. H pETpnon Tou iikol (popTiov TTpooTEONKE
oTOV €AeYXO, OPYOTEPQ. XTIG APXES TG SEKAETIOG
TOL '90, 0 €AeyXOG VIO TO AVTICWHOTA EVOVTI TOL
100 Tng nmaTimdag C kai apydtepa Tov HCV/RNA
atrekGALav T debTepn Tparywdiar. Mévw omrd Toug
HI00UG QIHOPPOEPIAIKOUG, TTOL BEPATTEVOVTAV HE TOUG
OUHTTUKVWHEVOUS TTOPAYOVTES, £iYOV HOALVOET pe
Tov HIV kai 0xeddv 6Aoi pe Tov HCV. ‘ETo1 otn AioTa
TWV OLVEPYATWV OTA «THAHATO OIHOPPOPIAIKWOVY
TPooTEBNKE 0 AoIpwEI0AGYOS Kal 0 NTTATOAGYOS.
EuTuxads, n oAoéva avoveoUpevn Beparreion HETETPE-
e 1o AIDS o¢ xp6vio véonua kai ) SITrAf Bepareia
yio TV nrraTimda C apvnTIKOTToinoe To 1iké gopTio
OTNV TAEIOVOTNTA TWV AIHOPPOPIAIKGV.

Me agoppr] TN HOAVOHOATIKOTNTO TWV KAGGIKGWV
OUPTTUKVWUEVWV TTOPOYOVTWY, Ol POPHAKEVTIKES
ETAIPEIEG AvaYKAOONKAV var BETTTIOOLY TOV LTTO-
XPEWTIKO EAEYXO TWV GIHOSOTWV YIO TOUG YVWOTOUG
100G, KOI VO EQPapPPOOOLY TroIKIAEG HEBGOOLG YIO
TNV QTTOHGKPLVOT) KOl O8PAVOTTOINOT TV IV 0T
TPOIGVTO TIPOEPYOHEVD aTTé TO TTAGOHA (plasma
derived products). XT6x0G ATaV TO GOPOAEOTEPO,
KOBAPGTEPO TIANV GG KOl ATTOTEAEOHATIKG TTPOIGV.
211G apX€S TG dekaEeTieg Tou "90, KLKAOPSPNTQY Ol
OVOIOLVOLOIOPEVOI TTAPGYOVTESG 1NG YEVIGS KOl OKO-
AovBnoav o1 2ng kol 3nG Yevids. H agaipeon Tng o-
Boupivng aTré TOUG AVACUVOVAOHEVOLS TIOPEYOVTES
3NS YeVIGS peiwoe Ewg Kot eEaPAVIOE TO BewpnTIKG
kivbuvo aipaToyevolg peTafiBaong ikdv, Taboydvwv
BakTnpidicwv, TTpwTolndmv 1 GMwV BAATTTIKGY TTOPO-
YOvVTwV. ZHpePa, OAQ T KUKAOPOPOUVTO TIPOIGVTQ,
TTAGOPOTIKG 1] OVOOLVOLOIOPEVQL, EIVaI «BEWPNTIKGN
e&ioov ao@OA Kol ATTOTEAEOHATIKG. X TIPAKTIKG
emrimedo peT& 10 1985, 6€ dIATIOTWOANE KOPION PO-
Avvorn pe Toug YvwaoTous 100G. [Mpdo@aTa, SHwS, 0TO

site TG WFH avokoivaOnke n mp@Tn mepimTwon
oHopPO@PIAIKOU, 72 XpOvwv, GTOV OTTOI0 peTOBOVO-
Tiwg avixvevBnke To prion TNG nvCJD (new variant
Creutzfeldt Jacob Disease). O aupoppo@IAikdg éBave
o6 GAAN cuTiox Kol Oev EkOAAWOE TTOTE CUPTTTOPOTO
Tng véoou. Q0T600, OTO IGTOPIKG TOL AVOPEPETOI
Bpwon AyyAikob kpéaTog kai €kBean o€ BpeTavikd
OULPTTUKVPEVO TIAAOPOTIKG TrapdyovTa VIIIL “Evag
o116 TOUg A0S TES TNG Se€apeviig ToL TTAGOHATOG,
IOV XPNOIHOTIOIBNKE YIO TNV TTOPOOKELN TN OL-
YKeKPIpEVNG TTapTidas, TéBave amré nvCJD!

AUTH TN OTIYK, 1 TTIO CNPOVTIKA TIAPEVEPYEIR TWV
rFVIII mrpoiévTwv eivan o kivbuvog avatrTuéng avo-
oToATWV évavTi Tov FVIII (FVIIL inhibitors), o1 otroiol
e€oudeTepdvoLV TNV TIEI0Y6VO SPAOTIKETNTA TOL
EYXEOHEVOL TTOPAYOVTO KOl TOV KABIOTOUV OVOTTOTE-
AeopOTIKG. Z0ppavar pe To BiBAIoypogikd Sedopéva,
1/3 TV cupoppo@IAIKAY pe Bapid alpoppo@idia A
(FVIII <1 u/dl), rov BepatrebovTal pe OVOGUVOLOOHE-
VOUG TTOPAYOVTES, OVOTITUGO0LY OVTIOWHOTO EVOVTI
Tou TrapdyovTa FVIIL H emimTaon Tov ovaoToATwv
oTa ToudId pe Popid aupoppogidion B (FIX <1 u/dl)
eivan pIkpOTEPN (3%), ANV SpWS N Bepartreian TOUG
eivai mpoPAnpaTIkr, yioTi To Tandid mapovaidfouv
Bopiég avapuAakToEeIdEl§ avTIOPEOEIS.

H maboyéveia TG avaTrTLENG AVOIOTOATAGV Eiva
TTOAUTTOPOYOVTIKH, POIVETO TTWG GUPPETEXOVV YEVE-
TiKOl kou TrepIBaMovTiKoi TrapdryovTes. «Eivan ol avar-
OLdLOOEVOI TTAPEYOVTES TIEPITOGTEPO AVOOOYOVOI
o6 TOLG TIACOHATIKOUG; ». AIEOVEIG TTOAUKEVTPIKES
OUYKPITIKEG HEAETEG Bt dXdYOOLY ATTAVTNOT €I TO
£YYUs péMNov. Mavtws, n évapén TpopuAKTIKAS
Bepareiag, vapig oTn {wi evos Bpépoug pe Papi&
a1goppoiAiar A, AEyeTOI TIwG PEIAVEL TOV KIVOUVO
VAT TLENG AVOOTOATMV.

211G AUTIKEG XWPES, N BEPATTEIR TWV AIPOPPOPI-
ANiK@OV Troudicdv yivetan et oupopparyiag (on demand)
A TPOPUACKTIKG. ZTNV TTPATN TIEPITTTWOT, O TTOPA-
YOVTOG EYXEETOI PE TO TIPATA ONUGSIA afpiapOpov.
BéBaia, aigopparyieg diakvPBebovoesg Tn {wr ToL
TaIdI00 PTropoUV Vo eEAEYXBOUV pie BepaTTeion «eTT VG-
YKNS» KOt 1) &pOpOTTEOEIR PTTOPET VO EAayI0TOTTOINOE N,
w0TS00, N TTPOPULAGKTIKA Bepartreiar (TTPOANTITIKN
€yxvon Tov TapdyovTa), TaPePTTOOICel TNV €KOA-
Awon Tng alpoppoaryiog Kai Tnv emTakGAovdn BAGPN
NS GpBpwaong, améppoia eTAVOAXHPAVOPEVWY
aupopparylcdy atnv idia GpOpwarn. H TTpo@uAKTIKH
Beparreio oLVIOTATOI WG BepaTTeian EKAOYHG OTTG
Toug opyaviopois WHO, WFH, MASAC kai National
Haemophilia Foundation Tawv HIMA. H poguAakTi-
KN BepaTreia aTOYO €Xel TN HETOTPOTTA TNG Popidig
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aipoppogidiog (etritreda FVII/FIX: <1u/dl) og péong
BapoTnTag (ermrimeda FVII/FIX: >1-5u/dl). H Nilsson
IM, piax epmrvevopévn kai SpaoTripia yovaika, Tpe-
TN XPNOIPOTTONOE TNV TTPOPUACKTIKH Bepareiar o€
Zoundoug aipoppoPIAIKoUG, VwPI§ Tr deKAETIO TOV
'70. AiorpoviKd, To BepaTTeLTIKG X HOTA ANV
Yo vor KOATOAREOLY OTIG 3 POPES TNV €BOOHGON I
TNV aipoppo@IAia A kol 2 QopEg Thv efdopdda yia
TNV aipoppo@iAia B.

H pooAaén €xel TOMATTAG evePYETAHAT VIO
TO TTaId( KOl TNV OIKOYEVEIG TOU: AIYOTEPES ETTIOKE-
PEIG OTO KEVTPO, AIYOTEPES EICAYWYEG OTO VOTO-
KOpEIO, EVIOXUOTN TOU HUOOKEAETIKOU GUOTAHHOTOS,
TOL PuxIopoL Tov TaIdIoV, BeATiWON TNG EIKGVOS
TOU €0VTOV TOV, KOIVWVIKOTIOMOT KOl ab&non Twv
dpaoTtnpiotiTwv Tou, BeATiwon Tng eTidoong Touv
0TO OXOAEl0 KO ETITELEN AKOONPATKWY OTOXWV.
‘O)a auTé peTagppdlovTon og KOAGTEPN TTOIGTNTO
Cwns. Aogoaads, n évapén rpoguAaéns ot Ppegiki
nAIkiot TTpoUTTOBETEl 0KOAN TTPSoPaon PAEBWOV Y
TNV evOoPAEPIa €yxuon Tov TTapsyovTa, CANMTIKS,
N EHPUTEVOT KEVTPIKWV KOBETHPWV PE TX YVWOTA
HEIOVEKTAPOTA TOLG TTOTEAET Hovédpopio. To k6oTog
NG TPOQPVUAGENG €ival aTTAYOPEVTIKG YIO OIKOVO-
HIEG PTWXWV XWPWV, YIOTI ival TPITTAGOIO TNG on
demand 6eparmeiag (éva @ioAidIo TTapdyovTa Twv
1000 povédwv aTorxiCer mepi Tar 1000€). EvAoya,
Aoirév, pévov 1% Twv Troudiwv pe Bapid aipoppo-
@Al A TToryKoopiog, atroAapBévouy Ta evepye-
TAHOTO TNG TIPOPUACKTIKAS Bepareiog. ANwOTE,
OTIG QVOTITUOOGHEVES XWPES, 75% TWV OTOPWV HE
aipoppoidia dev xouv Tpdofacn oUTe oe Bepareion
pe TTAGOHOTIKOUG TTOPGYOVTES.

270 KEVTPO alpoppo@IAiag Touv Ay Xopia, n
mpoUAaEn ekivnoe deING-0eIAG TTpIv 19 Xpovia
wg “devTepotradng TPoPULAAEN” oe TaIdIG OV
ékavav trepi TIG 8-10 BepaTTeLTIKEG OLVEDPIES TO
pva (n “mrpwTotadng TpogUAain” apxiel «Gpa
™ dioyvadoery fj pe To TPWOTO aiilapBpo). To oke-
TTIKG ATV 6TI, AV T TAPEIX avTIdpovoav yia TO
LVYPNAS kéaTog, Ba eiyape TN dikanoAoyia 6TI €701
KI" oAAIGYG, TOr OUYKEKPIHEVD TToudIG “KaTavEAwvav
uTTePPOAIKG” (“heavy consumers”). Tot aTrOTEAEOpO-
TQ TNG «OYIPNG TpopUAaéns» fTav BeapaTikd. O
OPIBHGES TV AIPGPBPWV PEINBNKE SPapOTIKG Kal
N KIVTIKOTNTO TwV TTandIwdv BEATIOONKE, 1IBIaiTepa
TV a1V AABaVIKAG KaTorywyrg, Trov eiyav Bapid
arpoppo@iAiar kai goPapd kivnTik& TpoAjpaTa. O
OTTEIKOVIOTIKOG €AeYX0G TwV aipBpwoewv pe MRI,
ota mAaioiax Tng diarpiPig Tng K. MepydvTou, avé-
dei€e TNV apBpoTGBEeIa aKGpN Kal OTa TTOIdIG TTOV

PAVOVTAV «PUTIOAOYIKO®: 55.5% TWV TTAIdIWV eiov
pNdevikS KAIVIKG score, evad pe To MRI pévov 29.5%
efYov UOIOAOYIKEG XPOPWOEIS KI OG ETTAIPVOY GLI-
pn mpo@LAaén. H Siamriotwon auth eméBare Tnv
évapén TnG TPOPULACKTIKASG BepaTTeing aTTé 7€ TiO,
pE «avarrpooappolOpeves dGoeigy (Escalating doses),
vopi§ otn (i evég Toudioy, yia vor TpoAngOer n
opBpotrébeia. H popiAaén apxiCel pe Ta TpadTOL
QlIHOPPOYIKG £TTEIo60I0 pe piat d6om efdopadiaiwg,
ko TTpo0odeuTIKA avénon Twv déoewv, avéhoya pe
TNV KAIVIK| €kppaion Tng cupoppogiAias. ‘Etor atro-
PEVYETOI 1] EPPUTEVOTN KEVTPIKWV KOBeTAPwV. H
MRI, ropdTi datravnpn e€€Taon, Prfke 0T pouTiva
eAEYXOL TNG CIHOPPOPIAIKAG APOPOTIEOEINS.

TNV QVTIPETOTIION TWV OVAOTOAT®V ETTIKPG-
TNoav ol €§AG TTPAKTIKEG: BEPATTEIR AVOTOOVOXIS
(Immune Tolerance Therapy, ITT) pe vnAég d6oeig
TopAyovTa o€ dIGPopa OXAHATA 1 Bepartreiar TnG
KGOe aipopparyiog pe by-passing agents: Novo Seven
(rFVIla, NovoNordisk) 1} Feiba (activated prothrom-
bin complex, Baxter). Or TeAevTaior diaogpaAilovv
aipéoTaon mapakGumTovTag Tov FVII, oAG dev
ekpI{@vouv Tov avaoToATH. H ITT egapavider Tov
OvOOTOATH 0€ 70% TV TEPITTITWOEWV KOl ETTITPETTE
Vv évapén TPOPULACKTIKAG BepaTTEIOS.

O1 TTPOCTIGBEIES, TTOUL YIVOVTOI TWPE, OE EPEVVNTIKG
emiTredo aTO)XEVOLV OF TrEPITOIR HINBECIPOTNTOG O-
OPOAEOTEPWV KOl HOKPOPIGTEPWY OVOICUVOUOIOHEVIV
TPOIGVTWV, TTOL B KAAVYPOULV TIG AVEYKES TWV Oil-
HOPPOPIAIKGIV O€ TTAYKGOUIO ETTITTESO pE XapNAGTEPO
KOOTOG. NEEG BEPATTEVTIKES TIPAKTIKES YIO GTOUO PIE
inhibitors dokipéalovran, 6rws o rFVila pe peyodvTepn
OIHOOTOTIKA SPAOTIKOTNTA KOl HEYOAUTEPO XPOVO
nuioegiag {wns. Etriong, dokipéleTon o véog Yoipeiog
FVIII Trou TropdyeTa pe TEXVIKEG AvaoLVOLOOUEVOL
DNA, xwpig To B-domain Tou yovibiov Tou FVIIIL. O
KAIVIKEG PEAETEG TNG YoVIDIOKNAS Bepareiog dev €xouv
OTTOOWOEl OTOV GVOPWTTO KOl PHEAETAOVTOI GAAEG
TPOOEYYIOEIS.

¢ eMMITESO AVIXVELONG YUVOIKWDV-POPEWV KIHOPPO-
@IAaG Kail TTpoyevvnTIKAS SiGyvwong alpoppo@IAiog
TMEPGOApE OTTS OIGPOPES PAOEIS: TIPOTOIOPIOHO TN
BroAoyikris (FVIIC) kan ovoooAoYIKAG OpaOTIKGTNTOG
Tou Topdryovta (FVIIICAG, VWFAg) o€ epfpuikd deiypor
OfHaTOG, KOl 0TI OLVEXEIX VA TNOT TTOAVHOPPI-
Opav, Intron 1A 22 Inversion, kai TeAevTaia Siepev-
vnon g aAAnAovxiog (sequencing) Twv apIvo&Ewv
ToU Yovidiov Tou FVIII/FIX o€ defypa TpooPAGoTNS,
repi TNV 10-12" ¢fSopdda Kbnong kot aviyvevon g
peTEMaENG. A6 T0 1984, wg Tprpa akoAovBovoope
TIG EPOPHOLOHEVES TEXVIKEG OTIG OVETITUYHEVES XWIPES
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Kkai fonBooape, SIoXPOoVIKG, XPKETES OIKOYEVEIES VO
OTTOKTHO0LV £VO HI QIHOPPOPIAIKG orydpl.

211 véoo von Willebrand (VWD), pia véoo ouyvi
0TO YeVIKG TTANBLOHG (1%), o e€eAitelg akolov-
Bovoav o€ OIOYVWOTIKG KO BEPATTEVTIKG ETTITTESO
QUTEG TNG AIPOPPOPIAIG pe K&TTOIO KABLATEPN O,
O Trpoadiopiopds Tov VWF kai Tov VWFAg ékave
duvaTé To dioywpiopd Tng VWD atré Tnv aipoppo-
@INiac A kot TNV Ta§IVEPNoT 0 3 KUPIOUG THTTOUG KOl
ToAMoUg vtroTUToUS. H Bapid VWD eivai n TA€ov
mPOPANUATIKA oTé TOug 3 KUPIOLG TUTTOLS TNG
véoov. OepateuTIKG, 0T Bapi& poper Tng véaou,
610U BAeg o1 dpaoTIKGTNTES TOL FVIII eivan 1diaiTepa
HEIWHEVESG i} KOl AVOTTOPKTEG, XPNOIHOTTOI00VTAl
okevaoparta Tou FVIII ou eivon mAovoia oe VWF 1
KOl Gy OKEVAOHOTA CUHTTUKVIHEVOL TAOHOTIKOU
VWEF. Xxed6v o€ OAeg TIG GAAEG HOPPES aTodIOE! TO
DDAVP (mrapéywyo Tng faocotrpeaivng), To otroio
XOPNYOUHEVO evOOPAEPIa 1] LTTOBGPIA, PETOPEPEI
Tov FVIII kar Tov VWF o1ré Tov TOTTO Troporywyns
TOUG OTNV TTEPIPEPEID.

Avemépkera Fl, FlI, FV, FVIL, FXLEXII

Eivar otrévieg dlataporyés ou ouvrws, kAnpo-
VOHOUVTOI PE UTTOAEITTOHEVO OWHATIKG XOPOKTAHPO.
Kard kavéva, dioryryvawokovTar apyd KaTé Tnyv Trol-
dikr) nAikia fj o€ TrpoeyxelpnTIKG €Aeyxo. O péAog Tou
FXII efvar apiBoAog, ovoxeTiCeTon péiAov pe Bpop-
BwTikA TPodIGOEeDT. OepaTTEVTIKE, KUKAOPOPOUV
OUPTTUKVWHEVO TIAGOHOTIKG TTAp&ywya yia GAovg
TOUG TTOPGYOVTES, ANV Tov FV. ETri avemrdpkeiog
Tou FVII yopnyeitai o rfVIla.

EmikTnTES S1aTapaxés MAAOPATIKGOV Tapayo-

VTV
YupPaivouv oTo TTAGIOIO TIOA®Y TTOISIOTPIKGY

VOONUGTWV i} TTABOAOYIKWV KATAOTROEWV.

® HmaTik& voorjpara: Htramikr duompayio otroloo-
drTToTE cuTIoAOYIOG CLVETTGYETON OUVOETES dIITO-
porxés Tng aipdoTaong (L, Fll, FV, FVII, FIX, FX, FXI,
FXII, T ivawdoAuTikA dpaoTikéTnTa, - T D- Dimers-, |
PC, PS, AT, 6popPotrevia), dedopévou 611 To fTTap
vl To YA TAPIO TNG AIP6OTAONG: GAOI O TIAO-
opaTikof TTapdryovteg ANV Tou FVIII cuvTiBevTan
oto fmop. O FVIII rapdyetar oto AEX ka givai
avénpévog eTri nraTokuTTOPIKAS PAGPNS.

® Negpikd voorjpoTa: H rpoTomabiig aipéoToon
eivan aveTrapkrg Adyw dlataparis Tng Aeitoup-
YIKOTNTOG TWV oIPOTTETONWV. TNV évapén Tou
VEQPPWOIKOU OLVOPOHOL ETTIKPOTEN DTTEPTINKTIKA
KOTAOTOOT TTOL TTPodyel Tr BpSpPwor).

® Noipadéeig: Evepyotroinon 6Awv Tawv ouoTNHETWY
™G THENS Kai €kppaan GAAoTe GAAoL BaBpou
DIC.

® Autodvooa voorjpoara: Mapovaia LA (Lupus anti-
coagulant), ACA (anticardiolipine antibodies) rj kau
BpopPotevia. H véoog Hashimoto ouvbudletan
pe L VWF.

® Kokorfeies: H idia n kokofBeia fj Kol Ta xpnaoigo-
TTOIOUHEVOL XNHEIOBEPATTEVTIKGE OUVOOEVOVTON TG
ToIKiAeg SiaTapayés, xpovio fj kai o&v DIC.

® NoorpaTta Tov ouvdeTiKoU 10TOU: H avénon Tou
VWF, kou VWFAg TTapaTnpeiTal 0Thv eyKaTGoToon
TNG VOOOUL KOl XPNOIHOTIOIEITOI TNV TTOPEIC WG
delkTng avTaTékpiong oTn BepaTreio.

KAnpovopikég Opopfomevieg

TaXopaKTnPIOTIK, TTOL TIPETTEI VO EYEIPOLY TNV
vTroia TNG KAnpovopikig BpopPoTreviag eivar Ta
e&As: pakpoBpopPoTrevia, pikpoBpopfoTrevia, avo-
00A0YIKG EMEIPPX, OVWHOAIEG OKEAETOU, TIVEVHOTIKI
KaBLOTEPNON, KATAPPAKTNG/KDPWON/0APIOHAS,
AeiToupyikr diarapayr veppav fj kapdidg. Or wg
Qv dlaTapayEg £XouV TTOIKIAO XOPAKTHPO PETO-
BiBaong. O1 kAnpovopikés BpopPotrevieg (TP) ivai
o1 €&As: Tarr syndrome, Wiskott-Aldrich syndrome,
apeyakapuokuTapikr TP, Alport syndrome, Fanconi’s
anaemia, von Willebrand disease type Il, Mediterranean
TP, Bernard- Soulier syndrome, Sebastian anomaly,
Fechtner syndrome, Trousseau syndrome ko Chediak-
Higashi syndrome.

EmikTnTEG OpopPorevieg

O pnXovIGGS pTTopEl vor £ivon SIAPOpPOS: PEIWpEVN
TTAPOYwYr AIHOTTETOAIWV, aLENPEVN KOTAVEAWOT) Ot
HOTTETOAIWY, LTTEPOTTANVIOHGS ] OUVOUOIOHGG OUTAV.
AIiBnon Tov pLEAOV TWV 00TV GUVOLALETAI IE TO
OULYYEVEG VELPOPAGOTWHA, TN OUYYEVHS AeuXaIpiC
Kol TO oUVOpopo Letterer-Siwe. Kataotdoeig, Tou
ovvodevovTal o BpopPorevia eivai: RDS, @w-
ToBeparreia, HUS/TTP, obvdpopo vtrepyAoidTnrag,
peTABOAIKG voorjpaTa, evooprTpIa KABLOTEPNON
avaTrTULENG EPPPUOL, OTT peT& aalpadopeTayyion,
Gvooeg BpopfoTrevieg PIKPOPIOKES/10YeVEIG ADIPAIEEIS,
Moipadéeig omrd mapdoita mpwTtélwa, DIC, vekpwTikr
evTePOKOAITION, aUvdpopio Kasabach-Merritt, obvopopio
HELLP, obvdpopo TORCH, ekhappia kbnong.

Neoyvikr avtodvoon OI1 (Neonatal Autoimmune
Thrombocytopenia, NATP)
Neoyvikrj AutoGvoon) OIT ptropei va oupfef, 6Tav
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n pnTépa €xel avtodvooo véonua 6trws ITP, SLE,
ouvdpopo Evans, i pappokeuTikr TP. H pntépa kara
kovova eivar Bpopotrevikr (OIN). AvrioipotreToNOK&
OVTIOWHOTO TTEPVAVE OTO EPPPLO HEOW TNG -
BpuopnTpIKAG KUKAOPOPIOG KOl KATAOTPEPOLY TA
QIHOTTETGAI TOL €pBpUov. Evdexopévws, n pnTépa
va €Xel PUOIOAOYIKG AIPOTTETGAIC OTIG £E1G TTEPITITE)-
O€IG: OTOV £IVOI LTTO OYWYH, EXEI PTTEI OE VQPEDT) HETA
omAnvekTopn, 1 €xel TaAau6 10TopIkd ITP. e GAeg
QUTEG TIG TTEPITITAOEIS, 1) TTOPAYWYI| KIPOTIETOAIWY
QVTIOTOOHICEl TNV TTOPOYwYH AVTICWHPATWY 0T Pn-
TP, MG TO AVTIODHATO PTTOPET VO TIPOKOAETOLV
OTl1 oT0 veoyévvnro.

Neoyvikn) aAloGvoor) OI1 (Neonatal Alloimmune
TP, NAITP)

H Neoyvikrj 100évoon Ol eivar amotéAeopa a-
OLMBATOTNTOG AIPOTTETOAIOKWY OVTIYOVWV HETAED
pNTEpag Kai TraTépa, 6Tav To EUPpPLo Traipvel TO
YOVOTUTTO TOUL TraTEPA. YTEVBLVA AVTIYOVO Eivai
T HPA1a, HPA5b, HLA. H ouxvétnta HPATa(-) o
yuvaikes eivan 2.5%. Av To €uppuo eivan BeTIKS yia
TO QVTIYOVO TIPOKOAET TNV TTOPOYWYT| OVTICWPETWV
oTnV KUKAogopia TNG pévag, Ta oTroia TEPVOUV
TOV TAGKOOVTO Kol Trpokadolv Of1 oTo veoyévvn-
T0. KAvikadg eppavrig NAITP oupPaiver o 1:1500
yevvrioeig. Or mBavotnTeg NAITP yia Tnv mpdTn
gykupoouvn eivar 40-50%. MNa KGOe eTTépEVN KONON
eivan 80-90%.

Avoon 0popBomeviky moppvpa (Immune
Thrombocytopenic Purpura, ITP)

[MpdkeiTan yio KOIVG KOAGNBES, KATA KOvova, al-
paToAoYIKG véonpa Tng Taudikig nAikiag. O1 Bepar-
TIEVTIKEG TTPOKTIKES, TTOL XPNOIHOTTOI00VTal £iVal Ol
€EAG: «un Bepatreion, KOPTIKOOTEPOEIOH O€ TTOIKIAX
doooloyiké oxfpaTo, intravenous Y immunoglobulin
(IVIG), kou anti-D. ZuykpITIKA HEAETN TV G Gvw
DEPATTEVTIKWV TTPOKTIK®V aTrédelle wg n IVIG
oe 660n 0.8g/kg yia pic pop& vTTEPEXEl TV GAAWV
Bepameiniv, pe e€aipean TI§ LPNAEG dboeig predni-
sone (4mg/kgX4 nuépeg), 6oov agopd oTny Gpeon
aBENON TWV AIHOTTETOAIWY O€ AIHOOTOTIKA ETTITESQ.
211 ovykekpipévn HEAETN ) evoo@AEPia anti-D eixe
xopnynoei oe xaunAés déoeis. Mpdogparta (2006),
w0oT600, aTodEXONKe WG 1 evOoPAEPia anti-D, oe
ddon 75pg/kg, €xel ePGUIAAN ATTOTEAEOPATIKOTNTO
g IVIG og 660n 0.8g/kg. H anti-D dpa péow Tng
(POYOKUTTAPWONG TOU OUPTTAGKOL EPUOPOKUTTO-
po-+anti-D kot areAevOEPWONG TWV KIPOTTETOAIWV.

number of patients

23 29

21 m
19

XXHMA 2. Xpovikrj ammrokatdaTaon Bpopfotreviog
o€ Toudié pe xpovia ITP

TeAevTaia dokipdlovTar péppaka, Tou dieyeipouv
TNV TTOPOYWYH TOV KIHOTTETOAIWY 0TO PLEAS (AMG
531, Eltrombopag, AKR-501). ZTnv avBekTIKA Xpovia
ITP, Trou eV AVTOTTOKPIVETON OTCH OLVHON BEPaTTED-
TIK& péoa, ouvioTavTal: Rituximab, Vinca alkaloids,
Azathioprine, Cyclophosphamide koi omAnvektopn.
H omAnvekTopr eivon arodoTik og >80% Twv Trou-
8105V, wOT600 Oev TTaE! VO ATTOTEAET JI TIPOKTIKI
OKPWTNPIGOPOV, KABGTI agaIpeiTon £va TTOAUTIHO
opyavo. EmritrAéov, n dioypoviki) TapakoAovdnon
293 mepimToewv ITP oTa xpovia AeIToupyiog Tou
TPAPOTOS pog oTrédelée TTwg pévov 15% Twv Troi-
d1adv Xpe1dobnkav TeNIKG orAnvekTopr, dedopgévou
0TI éva pEYGAO TTOCO0TS AOBEVMV QU TOIGONKE O
KGITOI0 XPGVO, TTOU KUHAIVOTOV >6 PRVES PEXPI KOl

20 xpovia (oxApa 2).

KAnpovopikég Opopfacdéveieg

® Glanzman thrombasthenia: O1 aoBeveig Tapov-
oiaCouv toikiAn ékeppaon Tng GPllb-llla, yAuko-
TPWTEVNG TNG ETTIPAVEING TWV AIPOTTETAAIWV.
H ouykoAAnTIKOTNTO pe ADP, emmiveppivn, Kai
KOMary6vo eival TTaBoAoYIKH, EVa N GUYKOAANTI-
KOTNTO pE PIOTOOETIVN EiVal PUOIOAOYIKH, KOOOTI
o VWF &ivai (puai1oAoyIKes.

® Bernard Soulier syndrome: O1 ao6eveig Trapoual-
&louv troikiAn €kppaon Tng GPIb-1X. O VIIC ka
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EIKONA 3. Opadikr| (pwToypo@ia Twv OTEAEXWV
NS KAIVIKAG pe Tov kaOnynT N. MaTtoavid .

o VWF givai qpuaioAoyiKoi, ) GUYKOAANTIKETNTO pe

PIOTOOETIVN £ival TTABOAOYIKH KO T GIHOTTETAAI

eival XapoKTnpIoTIKG yryavTio. H BepaTreia guvi-

oTaTOI 08 XOPAYNON QIHOTTETOAIWY OTTé QIHOTTE-

ToAiagaipean fi evoopAEPia xoprjynon rFVila.
® May-Hegglin anomaly: xapakTtnpileTan pévov oré

HEYOAQ QPOTTETANIO.

H kAnpovopikétnTa givar didgpopn yia Tov kGbe
TOTTO BPOHPOTOEVEING: LTTOAEITTOPEVOG OWHOTIKOS
XOpoKTAPOS peTaPiBoong yio Tig 800 TTPWTES, 1M1
KPOTWV YIO TNV TPITN.
® EpyaoTtnpioka gvprjpaTa: To screening tests (o-

dpog €Aeyxos) TnG apdoTaoNg eival KaTé oo,

0 XPOVvoS PONS €ivail TIOPATETAPEVOS, KOI TO tests

OUYKOMNTIKGTNTOG (aggregation tests) eivor raBo-

AoyIk@, avéhoya pe TNV KGOe TTepiTTwOon.

e Storage pool disease; H diarapoxn agopd ota &

i & CWUETIO

EmikTnTeg OpopPfaocOiveieg

Eivan ovooTpEYIpes KATAOTAOEIS, TTOL OLPBaIVOLY
devTEPOYEVWG, HETA TN AP PAPHEKWY, GTTWS
ovTIBIOTIKE, OTTOCLHPOPNTIKG, AVTIIOTAUIVIKE, O-
VTIPEVPOTIKG fj IvOopeBakivn. EtrikTnTn OpopPa-
00€veia prropel vor eITAECEl ve@PIKT aveTTapKEIaL.
H SuoAeitovpyia Towv aipotreToAiv SlopBdveTal,
pévov pe aupodidAvon. H Beparreia eivon 6rag eTri
KANPOVOHIK®Y BpopPacBeVEIGV.

Opoppwon
H 6pdpwon eivail oraviéTepo oVpapa oTa rondid

o€ ox€on pe Toug eVAAIKESG, WOTE00 CLPPaIvEr TTIO

OUXVG OTT'6TI 0TO TIAPEABGV, avoryvapiCeTan aré Toug

YIoTpoUG AGYw EVAIGONTOTTOIMONG KOl TEKUNPIGVETOI

HE EVAITBNTO VIO TNV KABE TTEPITITWON OTTEIKOVIOTIKG

péoa. «Mei TIG akpaieg NAIKIEG, veoyva kai eprifous.

H 6pSppwon eivar TOALTTAPOYOVTIKG paivopevo,

TPOKOTITEI A6 TNV XAANAOETTIOPAOT YEVETIKWV

kot TrepIBoAOVTIK@Y TTapayovTwy. H BpopPoTiki

podiGBeon awédve pe TV nAikia. EmiTeiveTon, dtov

OLVUTTGPXEI KATTOI0G TIPOBPOHPBWTIKGS TTAPEYOVTO,

KOl EVOEXOHEVIG VO EKPPOOTEN OE VEXPOTEPN NAIKIOL.

H mBovéTnTa 8pSppwong auvEaveTon ETI TEPXITEPW,

OV OUVUTTGPYEN VTTOKEIHEVO VOOTHQ, GTTOG AEUXAIITL,

ko av 6pdoel 11 TTAEov KATTO10G EKAUTIKGG TTOpyo-

VTOG, 0TTWS KOBETAHPOS.

o KAnpovopikr 6popogiAia: Qg kKAnpovopikr 6pop-
Bogpihiar xapakTnpieTail 1 YEVETIKG KOABOopIoPEVN
podIGBean yia BpopBoepPoliké paivopeva, TTov
XOPAKTNPIOTIKG ePpaviCovTal TTpIv THY NAIKI Tav
40-45 xp6vav. Or kAnpovopikoi TTpoBpopPwTikol
mapdyovTteg eivar or e€fg: PC, PS, AT, HC, PZ,
HRG, vynAd emriredba Tou Fll, FVII, FVIII, vWF,
FIX, FXI, xapnAa etritreda Tou FXII, utroivadéAvon
Aoyw avetrapkeiog Towv Plg, Tou tPA | avénong
Tou PAL. O Factor V Leiden (FVL), n Prothrombin
20210A (FII20210A) kai To MTHFR (opoluyw-
TiO- VTTEPOHO-KVOTIVAIHIT), KABWS Kol auénpéva
emrimeda Lipoprotein o (Lpa) eivai yeveTIkG KAnpo-
vopoUpevol TpoBpopPwTikoi Tapdyovreg (PF). H
op6duyn KAnpovopikr avetrépkeia Tng PC kai PS,
eKPPAETAI PE KEPALVOPBOAO TTOPPUPT OE VEOYVH
o1é TN Yévvnon. H mapouaio TpobpopfwTikoy
TOPEYOVTa CUOXETICETAN PE BOPOPPWTIKA TTPOOI-
GBear, MG b€ CUVETTGYETON OTTWOOITTOTE OPO-
Bwon. MepioodTepor Tov evég PF R opoluywTia
yia k&roiov PF, 6mrwg Tov FVL, av€aver péxpi ko
80 @opég Tnv mBavSTNTA Yia BpSpPwon.

® AVTIQWOPONTTISIKG QVTIOOHATA: TOX OVTIPWOPO-
AOIKG avTiIowpoTa (ACA), GTIWS TO AVTITINKTIKG
TOUL AUKOU (LA), Tar AVTICWHOTA KAPdIOAITTIVNG
(ACA) kain To anti-b2GPI eivan ioxvpofl eTrikTnTOI
poBpopPwTiKoi TTapdyovTes. ETrikTnTn avetrép-
kela g PC, PS, kau AT ota mAaioia pnviyyitido-
KOKKIKIG Onaipiog ouverdyetan BpSppwon g
HIKPOKUKAOQOPIOG TWV 0pYAv®Y, 10XAIpian Kal
MOF (multiple organ failure), evdd n 6péppwon
NG HIKPOKLKAOPOPIOG TOU HEPUOTOG KATOAMYEI
0€ VEKPpWOT) TOL OEPHATOG.

® AvTITInKTIK] orywyr: H avTITIKTIKA oywyn Yive-
Tl TIAEOV pE TTI0 OUYXPOVA PAPHOKD, OTIWS TIG
nmoapiveg YapnAou popiakol Bépoug (LMWH) ol
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oTT0ieG XopnyouvTal LTTOOGPIC KaI puBpIovTal
MEPIOOIKG HE TOV TTPOadIOpIopS Tov anti-Xa49. H
OTT6 TOL OTOHATOG AVTITINKTIKA orywyr] pe Warfarin
e€akoAovBel, vai pev va €Xel TIG SUOKOAIEG TN,
w0TO00, BIEVKOAVVETOI PE TNV TTAPAKOAOVON-
on Tou INR oTo oTiTI, pe €161KEG CLOKEVEG TOH
CoaguMed. O1 ovokeVEG TTaPOLOIGLOVY OXETIKA
KOA} evaioBnoia, PITopolV vVa XpPnoIHoTToINBovV
oTé TO YOVIO, PHETG OO EKTTIAIOELON OTO THAHA
kot XpeiddovTal yia To test, pévov Hia oTayova
afgaTog a1ré TN pAryo Touv SAKTUAOL.

® AvTICUMNTITIKG XGmia ko kivduvog Bpdpwong: Ta
OVTIOVMNTITIKG XATTION TTOL TTEPIEXOLV OI0TPOYOVX
eivorn BpopPoydvar, oAAG kai n) TipoaToryAavdiv eivor
duvnTiké BpopPoydvos. O kivbuvog avatrTuéng
BpSpPwong eivai 4.2 Popég peYaADTEPOG OTT G TI
0€ YUVOIiKQ, TTOL &eV TTAIPVEI AVTIOVAANTITIKG.
Ta 3nG Yeviag avTIOUAANTITIKG €XOLV 2 POPES
VYPNAGTEPO KivOLVO Y BpSpPwon ar’d, T Ta 2ng
yevias. O kivduvog yio BpSpwon uTTApXEl AKOUN
KOl 6TAV TOL AVTIOVAANTITIKG TTEPIEXOLV HIKPES
d60oeIg 010TpoYySVWV. Av CUVUTIGPYOLV KANPOVO-
pikoi rpoBpopfwTikoi Tapdyovteg (AT, FVL etc),
o kivduvog gival onpovTIkG LYPNASTEPOS.

NEOI'NO: To veoyvo €pXeTal GTOV KOOHO PE GUVOETO
QIHOOTATIKG EANEIPHO TTOL OUVIOTOTOI OE OVETTAPKEIX
TV TAAOPATIKOV TTapaydvtov ILVIL IX, X, XI, XII,
Twv Topaydvtwy etragrs (Contact factors), Twv
(PUOIKWV GVOOTOATGIV KOl OTOIXEIWV TG IVWdEALONG
(I Plg, L tpA), evad o1 Tapdryovteg |, V, VIII, Xl kon Tax
QIHOTTETGAI EIVOI (PUOIOAOYIKG.
H aupoppayikr) v6oog Tov veoyvou OI0KpIveETOl O€
TPOIPN, KAAOIKH, ATT@OTEPN KO SEVLTEPOTTAON.
® [Mpipun: Neoyva pnTépwv Trou Taipvouy avTIETTI-
ANTITIK& 1] OVTITINKTIKG OTT6 TOL OTOPOTOS, TTOU
avraywviCovrai T Birapivy K, ua Tn yevvijoel
ekdnAwvouv aipoppayikr 61d0gan a1d GAa Tax
OLOTHHATO, AGYW QVETTAPKEING TwV PITopIvo-K-
eCapTdpevav apoydvtwv 1L VI, X, X. H 6vno-
pOTNTO €ival peYGAN (10-50 %) Kot Tar vEUPOAOYIKG
eMeippara éxi aouvrion, av oupfel ICH: Zuviotéran
mpoAnmTiKG VitK 10mg/d Tov TeAevTaio prjva Tng
KONons, av n untépa eivon LTTG AVTIETANTITIKNA
oywyn kol LMWH katé& Tnv konor, av maipvel
OVTITINKTIK& APPOKa 16 To oTépa (Warfarin).
® KAooikr: EkbnAadveTan repi TV TpITn Npépa {wiig
HE cIpoppayies amré Toug BAEVWOYGVOUS KOl TOV Op-
PANG O€ Evar KATA Tar GA LYIEG veoyve. OpeideTan
o€ avemapkeia TG Pirapivng K. ZupPaiver ouvi-
BwG o€ PNTEPESG XAHNAWY KOIVWVIKO-OIKOVOHIKOV

T&Eewv, TTov Gev OITiCovTal OWOTA.
® ATT@OTEPN QIPOPPAYIKA VO00G: KaTd kavéva cup-

Baiver og veoyvé rou Sev €xouv TApel TIpoPUAEN

pe Brrapivn Kotn yévwwnon. Exppdleton petéi Ty 3n

efoopGda Lwns, £éws Kl 6 PAVES OTTG T YEvvnon.

H ICH pmropei va atroTedel TV pidTn ekdAAWON

(60%). H emiTrTod01N OTIG OVOTI TUGOGHEVES XWPES

eivan akopn peydn (116/100.000 yewroeg) Kai n)

BvnoipdTnTo LPNALG (9%), debopévou 61 Ta TTPO-

YPSHHaTa TTPoUAGENS GpXIoaV TIPEOPATA. XTO

UK, n emrirtwon eivan pikprj 5/100.000 yevhoels.
® AeuTEPOTTOONS aIPOPPAYIKA VOOOS: ZUuVodeUEl

TTOMEG TTABOAOYIKEG KATAOTATEIS, OTIWS TTOPO:-

TeTOpéVN dIGPPOI, KUOTIKH VWOT, OVETTEPKEI

al-avmiBpuypivng, a-b AiroTrpwTeivaipia, aTpnoia

XOANPOPV, XEIPOUPYIKT| OIPAIPEDT) HIKPOV EVTEPOU,

AjYn KUKAOOTTIOPIVGIY, B-AOKTOH®V, TTOPEVTEPIKT

diarpor k.o

Arayvtn evéayyerakn mién (DIC): AeuTepoTrabEg
OUVOpOpO: 1BIITEPO GUXVE O APPWOTA HWPE, HWPS
pe aouiio/Tpalpa oTn yéwnor), eyKepaAikr BAGHN,
e10po@non pnkwviov, apv RDS, onyaipia, vekpw-
TIKI) evTEPOKOAITION, 0&EwOT, LTTOBEPHIT, YIYGVTIO
ougayyeiwpa, opéluyn avetrapkeia TpwTeivng C/S,
kakor|feiax KA. To DIC emimAékel devTepoTaBws
TOIKIAG VOOTjHaTa 0€ PapEws TTAOXOVTA VTTION KOl
TadIG. Tnv evepyoTroinon GAwv Twv CUOTHUGTWV TNG
TENS akoAoLBE BPSHPwWOT TNG HIKPOKUKAOPOPIOG
kot SuoAeiroupyia opyGvwv. H cupopporyikr Siébeon
efvan €kdnAn amd Ta HIGPoPa CUOTHHATA KAl TO
onpeia Twv PAePokevTioewy, wOTE00 0 00OEVIS
KOTOAYEl OTTG TNV TTOAVOPYOVIKE) OVETTGIPKEIOL.
® To pn €kdnAo DIC (Non-overt DIC) d0okoAa dio-

yiyvaoketoln. X1o €kdndo DIC, Ta epyaoTnpiokd

euprjpaTta givar xapaktnpioTiké (- TT, PT, APTT,

I, FV, FVII, FVIII, AT, PC, PS, 6popBotrevia kai  D-

dimers). Baoixkd, n pon aitiov Trou TPoKAAECE TO

DIC kot n) Bepareiar UTTOKOTEOTAONG TWV KATAVO-

AWBEVTWV TTOPAYGVTWV PTTOPET VO OVOIOTPEPOULV

TNV KATAOTOON.

To 10xaIpiké wepryevvnTikG stroke [Ischemic
Perinatal Stroke (IPS)]: To Stroke pmopef va xTU-
o€l oTroIadATTOTE NAIKIC, OKOpN Ko Tar EpPpuat
Kol VEOYVG52. MTTopel var ekppaoBel wg apTnpIoko
€uppoKTO, 1} BPOUPWON VOGS ) TTEPIOCOTEPWY PAE-
Bwdwv k6ATrwv. Qg IPS opileTar eykeaAikr BAGEN
TToL oeileTal 08 ATTOPPAEN PTNPIOS, TTOL CUHPCIIVE
KaT& TnVv mepryevvnTIKy mepiodo To IPS Bewpeitan
Twg eival amoTéAeapa BpdpPBouv 1\ eppfdiov, Tou
TPOEPXETAI OO TIG PAEPEG TOL TTAAKOVVTA, KO
HEOW TOL AVOIKTOU WOEIBOUG TPAPATOS KAl TOL [Bo-



TTAIAIATPIKH ©EPATIEYTIKH ENHMEPQXH, 2009

339

TAAEIOL TTIOPOL TTEPVAEI OTNV OPTHPIGKH KUKAOGOPITK

TOU EYKEPAAOU.

AloKpiveTQl O€:

1) EpBpuiké IS: AloylyV@OOKETOI HE OTTEIKOVIOTIKEG
pEBBO0ULG TTPIV TN Yévvnon oTo €uPpuo, 1 o€ vekp&
€uPpua pe vekpoTopikn e€ETaON

2) Neoyvikd IS: AlayryvadokeTan et T yévvnon
TpIv TNV 28n nuépa {wng

3) mBavo PIS (presumed PIS, PPIS): AioxyryvaokeTan
o€ Ppépn pe >28 nuépes (g oTo oTroia Hovo-
AoyeiTan (xwpis va eivan ofyoupo) 611 To IS cuvéPn
0¢ K&moIo Xpovo peTa&d Tng 20ng edopddoag
epPpLIKAS LwrG Kot TNG 281G NUEPOG PHETE T YEV-
vnon. To PPIS €ivon TTOAUTTOPOYOVTIKG (OIVOpEVO.
MapdryovTeg Kivdvou TnG PNTéPaS, Tov epPpiov/
TOU VEOYVOU, KOOGS KOl YEVETIKH TTPOdIGOEDN
(TrPOBPOHPWTIKOI TTAPGYOVTES) EPTTAEKOVTOI OTHV
ToaBoyéveia Tou PPIS. H pUon Twv oAAnAemiopa-
otV PETOED TV TTOIKIAWY TTOPOYOVTWY, TTOU
0dnyouv aTo PPIS eivan eAdxioTa KaTavonTo.
SOPPVQ pe TNV gPTTEIpian pog, Tox Tandic pe PPIS

avoryvwpiCovTol ETEPOXPOVIOHEVD KO TO KUPIO KAI-

VIKG oOpTITpa eival N nEITTANYia (75.8%) Kol KoT&

6e0TEPO AGYO N emANYicx (29%). ZT0 veoyvikG stroke,

OVTIBETWS, OI OTTOICHOI EiVall TO IO GUXVO GUUTI TWHO

kot ekgppaovTal aTn veoyvikn Trepiodo. H eTepoluym-

Tia Tov FVL kot n opoluywTtio MTHFR C677T (15.3%)

kot Tov A1298C (10.3%) aiveTal TTwG EPTTAEKOVTO

otnv maboyéveia Tov PPIS kai n opoluywTiat TOL

MTHFR A1298C (18.8%) oTtnv TofoyEveia TOL VEO-

yVikoU IS. Z0pava pe Ta BipAioypogiké dedopéva

TV TEAELTAIWV TPIGVTO XPOVWV, 40% TwV TTAIOIDV

pie PPIS givan veupoAoyiké puaioAoyikd, Kai 57% €£xouv

VELPOAOYIKES 1] YVwOIoKES diaTapayés. H Bvnrétnra

eivai 3% kai n vTTOTPOTIA 2%.

‘Otavn k. Z&vou, 10 1972, €€ atré To Ypaeio Tou
KaBynToL MaToavieTn, HOL TIPOTEIVE VO UETEKTTON-
deVTW OTNV AIPGOTOON AEYOVTOG «TTOIOI HOU TTHYQIVE
VO HETEKTTONOELTEIG TNV TSN, YIO va KOADEIG
OUTE TO KEVO TNV QIPOTOAOYION, TNG OTTEAVTNOX «WG
POITATPIO, TGOV TO KEPAAXIO TNG TTHENG, YIoTT
dev To kaTaAGPaivar. AKGHI, KAVOVTOSG TO TPipnva
otnv MavemoTnpiokn diaTupmévia «dvo TpdypaTa
dev B kGvw: Mandiatpikr kai EpyaoTripio» kai Ta
€kavat kai TordUvo! Ki 61 pévo T ékavar, 0AAG ko T
atréAavoa. Ki etreidr] Bewpw 1EpocuAian var Eexvag
QUTOUG TTOL GOV AvoIEaY SPBHOUG, aTré T B€on AU TH
B BeAa va evxapIoTHOW TNV K. A. Z&vou, TTou eiXe
TNV «16€0m VO PETEKTTAIBEV T OTNV AIPGOTAOT), TOV
kadnyntA k. N. MaToavi®dTn, Tov cuvaiveoe Kai
éoTelAe TN OLOTOTIKA €MOTOAR 0T AlevBUVTPIX

Tou Kévtpou Aipoppoidiog Tng Opdpdng Rosemary
Biggs, kou oTéOnke ditmAa pov, amré 1o 1975 péxpl
Kal To 1985, TToV ATTOCTIAOTNKE TO THAHO OO TNV
MavemoTnuiakn Ko evraxtnke oto EXY. EuxapioTw
idiaitepa TNV Koo Mréotn-Maodivn, ou 61 pévo
pou €dwae To BEpa TNG diaTpIPriG pov, aAAG pou
HETEOWOE KOl TO TTEIOPA KOI TNV OYWVIOTIKOTNTO
NG va SIEKOIKW Kal va TETUXAIVW TOUG OTEXOUS
pou. EuxoploT® 6Aoug Toug OLVEPYATES HOU YIO
TOV I01GITEPO XOPOKTHPA TTOL £6WOAV OTO THAHA OE
QVOPWTTIVO KOl ETTIOTNHOVIKG ETTITTEDO. ZeXWPIOTH
Béon oTnv kapdIG pov Bat €xel TTAVTA 1) VOO AEVTPIO
kot AvuavTr|. O 61EVBLVTHG TNG OPXAOTPOG GUVTOVI-
Ce1, o1 opyovoTtraiXTeg Bydlouv Tov KaAG f TOV KOKG
fixo! EuxapioTad 6Aoug Toug cLVOBEAPOUS, PETa Kal
€€ a1r6 TO NOGOKOpEID KOBWS KOl TOUG YOVEIG Twv
TSIV YIO TNV EPTTIOTOOVVN TTOL oL €de1Eav GAa
QUTE TO XPOVIO. TEAOG ELXOPIOTE TOV GVTPO HOL KOl
TO YUIG POV, TTOU HE aVEXONKOY GAQ GUTG TO XPOVITK
wg part time 00{uyo ka1 PNTEPQL.
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