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Ilegidnym

To vyiég veoyvo, mEOmMEO 1) TELELOUVO, TAQOVOLALEL OVVOETES JLUTUQAYES TOV UNYAVIOU®V TOV EUTTAE-
ROVTOUL OTNV GLULOOTAOT, TAQOAD aVTd, VX0 QPUOLOAOYIXRES oVVON®ES, dLaTneel o dvvapuxl] Loogpoia
RETAED TOV CVOTNRATOV %ol OeV aLLogQayEl ovTe Bgoufavel. Qotoco, xAngovomxrés 1 enintnTeg data-
QUYES TV TAAGUOTIXOV TAQAYOVTIOV TNS THENGS 1] TOV GLROTETOAMWOV NITOQEL Vo eXPEATOOVY RaTd T1) VE-
oyvirt] TeEiodo xat va weofinuatiocovy To vEOyVoLGYo, GYL LOVOV dLayVOOTIXd, dAAd ®aL OgpamevTIXd.

A€Eeig xAetdid: veoyvo, oupnooaryLrd oUvOQOoNa, dLaTaQoyES TG LUGOTOoNS

Ewayoyn

To vyLé€g TeEAELOUNVO VEOYVO EQYETAL OTOV ROOUO UE
ouvOeTec dLatapay€c TG OLUGOTOONS, TTOV CUVIOTO-
VTOL O€ OVETTGQUELD TTOQAYOVIWV TNG TTNENG, CLVE-
TAQUELD. PUOLXMV CVOLOTOATOV RO OF OLATOQOYES
orowyelmv g wmddhvoncl-2, ‘Ohor o1 mhaouatirol
mopdyovtes g mnEng (FII, FVIIL, FIX, FX, FXI,
FXII, »ou FXIID), pe eEaipeon tov mapdyovra VIII
(FVIII), ovvtiBevton oto yrap. H ovvBeon twv FII,
FVII, FIX now FX gEaptrdton, oyl uévov amd v
WELUOTNTA TOV 1ITOTOS, AAAG, RO ATTO TNV ETAQRELL
g Prrapivng K. To cwpomerdha mopdyovion amd
v 11n epdoudda g euPfouirig Comg »ow  elvor
QuUoLoloYIrd o 0ELOUS, aveEdQTTO amtd TV MWOL-
uéTNTOL TOU VEOYVOU, WOTG00, TAUQOVOLALOVY TOQO-
duxn Aertovpyri] dratooyy. OemwEnTird, oL doTo-
QUYEC TV TAACUOTIRMV TOQAYOVIOV TS TNENS
odnyouv oe pelmuévy yéveon Booufivng rour doa
oLHoEEOyLrY] TEodLdOeoN.
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Q01600, 0L OLOTOQOYES AUTES AVTLQQOTTILOVTOL OTT6
TN QUOLAY] OVETAQKRELD TV QUOLXMDV OVAOTOATMOV
(natural inhibitors of haemostasis) xau TV avendp-
new otowelwv g wmwddlvone. Ta emimeda twv
PUOLRAV OVOOTOATMOV TG OLUOOTOONS (AVAOTAATIC
™g 000V Tou wotrov mapdyovro - Tissue Factor
Pathway Inhibitor, TFPI), g avuBooufivng
(antithrombin, AT), g mowteivng C (protein C,
PC), mg mowteivng S (protein S, PS) - n ehetiBeon
PS eivaw puotohoyni- xow tov ovumodyovta 11 g
nrapivng (heparin co-factor II) eivar ehattouéva,
eve) ta enimeda g a2MG (a2-pangoyrofouiivn)
elvol UOLOAOYLRA 1] ROL CLUENUEVQL YLOL VO, OLVTLOQO-
niCeton M uowrty avertdoxreta g AT, PC, now PS.
Anté ta otoryeia e vwddiuong, To TAACULYOYSVO
(plg) ®oL 0 LOTHOG EVEQYOTOLNTIS TOU TAUOULVOYO-
vou (tissue plasminogen activator, tpA) elval peww-
UEVA, EVM O OVOOTOATIC TOU LOTIXOU EVEQYOTTOLNTY|
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TOU TAaowvoyovou (tissue plasminogen activator
inhibitor, PAI) x»ow 7 o2-avuuthoouivy (a2-
antiplasmin, a2-AP) eivow avEnpéva. Ou droragayég
QUTES TWV OTOLYEWV TTOU CUUUETEYOUV OTO LYWOOAV-
TW®G OVOTNUA EXPOATOVTAL UE AVETTAOKRY LVWOOAUTL-
%] 0p0OTIHOTNTA, TTOV oNuaivel 6Tt 0 BpouPog, Tou
evdeyouévag €yel oynuatobel, dev Aiveton astd tov
WwOOMTIRG unyovioud. Or wg avm JLUTAQOYES TV
OUOTNUATOV ™S TNENS eE0QTVTAL aTtd TV WELUGTH-
TOL TOV NTOTOS, TV NArior ®inong »xow 10 fAog tov
veoyvov. Qot00, ToQd TG OUVOETES dLOTOQOES TS
UUOOTAONGS, 08 ®MVIKO eTiTedO, TO VYLES TELELOUNVO
1 TEdwQEo veoyvo dev aupogeayel ovte BoouPwvel,
ALGTL VTG PUOLOAOYIKES CUVONRES UETOEY TMV OLOTH-
udtmv droTneeiton pic duvaunty LooEQEOoTTia, 1 OToto
OLOTALOAOCETOL KOLL EXTQETETAL TTQOS THV WKL 1] TNV GA-
A ratevbuvor, Gtav VITaQYoUV ®ANQOVOWKRES 1 ETTi-
UTNTES OLATAQUYES TNG CULUOOTOONG OUVUPOOUEVES UE
vmoxelueva voojuorta  xarootdoelc. H awpogparyia,
houtdv 0To VEOYVO UTOQEL va. oelleTal og ®Anovo-
wxég M eminmreg OLATAQOYES TS CUUGOTUONS TTOV
UWITOQEL VO ApOQOUV TOVUG TACOUATIROUS TTOQAYOVTES
™G TNENG, T cpoTTETAMOL 1} ®ow tar Yo pal>-4.

2 veoyvuy eiodo, avemdoxrela VoS 1 TEQLOCO-
TEQWV TAOOUATIXMV TALQAYOVTWYV TS TTNENS UTOQEL
va, exEaoBel pue €va 1| TEQLOCOTEQO OTTO TAL TOQOL-
NATW OVUTTOUATA: TETEXELES /EUYVUDOELS, HEPOL-
houpdtopa, oLpwooayion omtd Tov oupars, OLUOTE-
ueom, UWEAOLVA, OLUOQEAYICL WETA TAQEUPOTIRES
emeupdoels, Ommwg Aeforevnioels, OeLyUaToin-
PYio and ™ @régva, evdouuwmr] €veon Prrouivng
K M xewpovpywn eméupoon. H evdorpdviog eyxre-
Qalny] awpogeaylo 1 10 VIToorANEIOLO cpdTmua
wrtopel va amotelel ™V TEMTN €XQOAOYN OVETAQ-
newg mhoouatirdv  mogoyoviwv  (FVIIL, FVIII,
FIX, and FXIII) »o TOL0TiR@Y OL0ToQay v TV oL
wortetoliwv (immune thrombocytopenias)s-°. Avti-
Beta, ovhopEayio xal eXioTaly eival acuviOeLg ex-
podoels, vopic ot Cmr| evog maudiov. Tloocotirég
1] TOLOTIRES SLOTAQYES AULUOTETAAMYV, ROOWS RO M)
véoog VWD ouwi|Bmwg expodlovtal ue meTéyeles/ex-
YUUDOELS, OULUOQQOYIC OTTO TOUS PAEVVOYOVOUS, EVH
OVETAQXELD TAQAYOVIMVY TG THENS elvOL TEQLOTO-
TEQO CUVUQOOUEVT UE aluapBOOL ROl CULUATOUOTOL.

A. Averdorela TAAORATIZOV TOEQAYOVIOV
™ TiENg

1) KAngovopurés dataQuyés TOV TAACTRATIZROV

TAQAYOVTOV TS THENS
Avemdorelo. tov mhoopatrwv magayoviov (1, 11,
V, VII, X, XI, XII, and XIII) extdg amd v avemdo-
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zewa toov FVIIT and FIX, elval eEoupetind omdvieg
dvatapayéc’. O todmog uetafipoong eivon ouvnoE-
OTEQM OMUOTIXOS UTOAELTTOUEVOS HOL OL YOVEIG KO-
Td ®avova givon ovyyevels. Avemdoxrela tov FVII
TOQOVOLALEL TOWiAN nhviny] €xgoaons, mov eEap-
TdToL oo T UETAMOEY 0TOo Yovidio Tov tapdyovTa.
Avendorera tov FXI M touv FXII dev mpoxraiel oo-
fAMpato ot veoyviry mepiodo. AvtOEtmg, ave-
ndorera tov FXIIT exgodieton wotd ™ yévvnon 2
ue xeparapdiona, EKA, 1 awoppayio amd tov
ouaro - 80% twv mepurtoemv-. o va amopev-
¥0el m cupopoayia, WOLalTEQ OTOV EYREPAAO, OUVL-
OTATOL CUOTNUOTLRY TTQOQPUACEN UE OUUTURVOUEVO
nopdyovrta XIII, dva flov. H dvowvmwdoyovoaruio ei-
vou pioe worotryy drotaayn Tov Lvmdoyovou, TTov
opelheton oe onueloxn uetdAialn. "Exovv meol-
voapet >100 dragpopetivol timoL duovmdoyova-
utas. H dvatapoym uetafifdletan ue emnparovvia
OMUATIRG YOQOXTHQO, GO ayoQL 1 %OQITOL TTOV
®Anovouet 1o TaBohoyrd Yovidlo armté to pégovta
TO Yovidlo yovio maoyer. H fagitnta g »hvirng
€xnpoaong elval wowiln, wotdoo ndmoLeg diatoQa-
¥EG TEOJLABETOVY O QLo XY ROl RATTOLES G-
Aec oe BoouPwtiny mpodidBeon. Zm dvovwdoyo-
vouio, o adeog €heyyog ™ TENS (Xpdvog Boou-
pivng, xodvog mpoBooufivng, aPTT) zaw o xodvog
pemtihdong elvon TaBohoynd, 0 YOOVOS QONG Eival
TOQATETOUEVOS ROL TO MAERTQOPOENTIXO OLdyQOU-
uo Tov mdoydvou oty duthy draotavgovpevn nhe-
%TEOPOENON elval TaBoAOYIRS, Otmg TOBOAOYIRES
elvor now oL doxLpootes eELEYYOU TS AeLTOVEYIROT-
Tag  twv  oupometaliwv  ue  ADP, collagen,
epinephrine »xow thrombin. Xty avivwdoyomevia, o
a000¢ €heyy0c TS THENG elval maBoloyndg ot T0
vwdoyYOvo elval un oviyveUoLuo 1 LELMUEVO.

Awoppopihiocc A M B elvar uAnpovouréc dorta-
00 EC, netaPLpatoneves ue To UAOOTUVIETO YOWUO-
owUa, ETOUEVIS OL Yuvaireg elvol opeis g dio-
TAQAYNGS KO TAL GOQEVA TEXVOL TTOU XANQOVOUOUV TO
mafoloynd yovidlo expodlovv ) véoo. Elvar ot
O OUYVES Ao TG RANQOVOUIRES OLATOQUYES TG
QUOAOTOONG TTOV WTOEEl Vo dDOOVY CUUITTOUTO
anté ™ yévvnon. H exlmtoon g awpopoopiiiog A
(avemdprewo FVII) eivar 1:5000 yevvioelg apé-
Vv, v 1 dpopeogiia B (avemdoreia tov FIX)
enmtpoommel 1o 13-15% tov awpopgopihav. H Pa-
QUTNTO TS VOOOU glval avdloyn e to emimeda Tov
FVIII / FIX, yv auté ®ouw yoooxtitetonr wg faoid
(emimedo  FVIII / FIX: <1%), uéong Poagitnrog
(emimedo. FVIIL / FIX: >1-5%) 1 i pooepnj (emti-
neda FVIII / FIX: >5-30%). H yevetwn drotaga-
¥ TOLRIAEL ATTO OLXOYEVELDL O€ OLROYEVELXL, OAAGL €l-
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vau idlo oo Tdoyovta WEA) TS (0L0g oroYEVELOC.
Neoyvd pe dmoia omtd Tig S0 doTaQoyEg eival ra-
Td ta GAAa QUOLOAOYIXd, WOTG00, Og TEQIMTWON
oofaig amdlelag aliatog oTo ®EAVIO (REQUAL-
uatouo) M wEoa otov eYrREQPOLO (EYREQAMKRY OuL-
HoQEEOLYIaL), TO VEOYVO QAVETOL YAMUO ROL VITOTOVL-
%0. ALUOQEOYIRES EXONADOELS OTY YEVYNON ouufai-
vouv o€ 15-33% 1mv maududv ue ooQQOMLALL 1oL
41% oo autég agoovy otov eyréparo. Kepahlat-
udrmwpa, EKA, awpoppayio uetd and megrtouy, ue-
T4 and  dotoyn gAePoxEvinom, vuyud @régvac M
yoonynon Prrapnivng K umopel va ouupotv xotd
vévwmonlo. Apydtepa, ®af’ SAnv ™ Oudoxeld TG
Comg evog atduov pe Pagid awpopgeogiiic (FVIIT /
IX <1%), o atuopBoa extpoomnmovv 10 90% Twv
OLULOQQEAYIRMDV TOU €TELCOO(WV. ZTLS TEQLOOOTEQES
TEQUTTMOELS, VTTAQYEL OLKOYEVELUKRG LOTOQIXG Ot~
UOEQEOPLALOGS, aAAd Ot 1/3 TV TEQUITWMOEMY 1 CiL-
ULOQQOPLALCL ELVaLL OTTOQOOLRY.

H dudyvwon g awpopoogihiog emiopoaryiCetol pe
e €heyyo: to APTT elvou maoateTapnévo ®o To
enimeda tov FVIII 1§ FIX elvou un aviyvetvowa M
uetwuéva, avdroya pe ) fogutna g vooov.

H awoppogirio B Ba mpémer vo emiPePancvetan
oty nhxia twv 3 uvav, dedouévov Gt Ta enimeda
tov FIX elvon uetmpévo ot yévvnon.

H Bepameio exhoyng yio ta woudid ue cpoooLhio
A 1M B givauv ov avaovvdvoouévor (recombinants)
nmopdyovieg FVIIL / FIX (rFVIII / rFIX). Ou avo-
OUVOUOOUEVOL TTAQAYOVTES €lval aopalelc GO0V
agod oty uetafipaon woyevov AowwwEewv (HBV,
HCV, HIV, HAYV, Parvo-Virus %.a), Tov ameTéhe-
OOV UAOTLYO YLOL TOV ROOUO TMV CLUOQQOPLAMARMDV
mowv 20 now TAéov xodvia, dtav 1 Begasteia yivotov
UE TAOUOTIROUGS TTOQAYOVTES U1 ETEEEQYOOUEVOUS
vy v adpavoroimon . Ov avaovvduaougvol
TOQAYOVTES ONOLUOTOLOVVTOL O0TO0 AUTRG ROOUO
mepimov amd g apyés e dexaetiag tov 90. Me
TOV ®OUQ0, avayvmpiodnre mwe to pelCov mEORAN-
UoL UE TOVS OVALOUVOVOOUEVOUS TTAQAYOVTES E(VOL M)
ovAaTTTLEN avaotolt®v ot 1/3 Twv modiv pe Poold
oo @Lhion A, mov extiBevtol ®oTd ATOXAELOTL-
nomra and ™ dudyvwon oe rFVIIL H eximtmon
TWV AVOOTOATOV 0€ TToLdLA ue Paold oLpoQQOMLAioL
B elvou natd molU wrpdteon, 3%. H moagovoia tmv
OVOOTaATOV #aBLotd ™ Bepameion aveveQyn. ZTig
TEQUITTMOELS OWTES, TO OV CLUOQQAYIRG ETELGOILO
OVTLUETOTICETOL UE TOQAYOVTES TTOV TTALQOKRAUTTTOUV
tov FVIII v FIX oto ovomua g mEng (by passing
agents), N egoaouotetar avooooavoyr (Immune
Tolerance Therapy, ITT) ue vymiéc d6oelg mod-
YOVTQ, TTQOXELWEVOU VO eEapaviobel o avaotaltc.

H 860m, n ouyxvémrta xal n didorela tg Bepameiog
ue mapdyovreg eEaptdron amd ™ B€on nouw foguty-
TOL TG oLUoEEAY(0G. Ze TEQIMTMON REPALAUUOTH-
UATOC OTA TN YEVVNOY, OTTAYOQEVETOL 1) TTAQONLE-
VINOT Yo TOV %{IVOUVO ER{TOONG TG CULUOQEOYTOS 1]
emuolvvong.

H mpoguhantinny Bepameia (€yyvorn Tov mapdyovio
VIII, 3 @popég mv efdoudda, TQORELUEVOL VIO Ot~
uoppo@ihiar A M €yyxvon tov FIX, 2 popég v efdo-
uada, TEORELWUEVOU Yo opoEo@ihion B) amotelel
™ Bepameio exhoyng yia o woudid oo ™ Oudyvom-
o1 TG VOoOou M UETA TO TEWTO ainapBbpo. Telev-
talo, eQaQUOTETOL TEOPUAGEN Ue €yyuomn TOU mTa-
odyovto dmag efdopadiaing ror aEnon g ov-
KVOTNTOC XOONYNONGS, OVAAOYQ UE T CUUTEQLPOQT
Tov 0.0Bevouc (escalating doses). ZT0y0g TG TEOPU-
hoxtieng Bepameiog elval 1 TaeUTGILON TS EXON-
AMDONG TNG CLUOQQOYLOS HOL 1) avarXalTlon TS OlL-
uopeo@LMxng apbpomdoeLog.

IMooyevvnuny] SLayvmon TS oLuoQQOPIMOS gival
duvarn pe texvirég DNA og otroy€veleg mov v ye-
vetxy duatapoyn €xel avayvooLobetl otov aobevr).
Intron 22 inversion e{voul 1 L0 OVYVY| YEVETIXY| dLo-
TaQayn oO¢ dtouo ue Pooud  opoQQo@hic A
(>40%). To mEWTO PRUC OTNV TQOYEVVITLXY| TNG CiL-
UOQQOPIALOS EIVAL 1) QVIXVEVON TWV YUVOLRMV (O-
p€wv g vooou ue texyvinéc DNA, mou epapudo-
VIO TTOWV TV ®UNOM, Yol eival TOAUTAORES ROl
X0OVOPOEC TEYVIRES. X€ TEQIIMTWON EYRVUOOVUVNG,
nord v 10-12 efdoudda ximong haupdveton deiy-
ua Teo@ofAGOTNS OTO OmotovV TEOOdL0QItETAL TO
@UAO TOv eufeuov rat yivetor avdivon DNA ya
TNV OLUOQQOPLALD. & 0QLOUEVO REVTQO OVOLPOQUS,
YXONOLUOTTOLOUVTOL TEYVIRES TEOOALOQLOUOU OAAY-
hovylog Tmv apuvoEEwv (sequencing), TQORELUEVOL
vo. ®aBoploBel emanopwg M yevetwy daraQoyn
0T0 Yovidio.

O BepdmmV YLaTEOS ROL O UOLEVTHOOS TTQOOPEQOUV
TLG TANQOPOQRIES VL0 TOV TEOTTO HeTAfifaong g vo-
00V, TN OVYYQO0VI] CVTLUETMOTLON THG CLUOQQOLALTLG
Ol TOUG %LVOVVOUS TOV TTOOYEVVNTIXOU ELEYYOV OTO
€upovo (ameLpoerdylotol o €umeLpa Y€oLa), oAld
oL yoveig amopaoitouv, didtL av to dpeev Eupouo
elvor ooEOo@IM®O, 1 dlaromy g »inong eivor
amépaor Oy Tovg.

210 Kévtpo awpogpogiiiag tov Noooxouetov Iai-
dwv «Ayio Zogia» g ABnvog, ta televtaio 10
xoovia €xouvv epaouocBel teyvinég DNA oeg 160
yuvaires oo 90 (un ovyyeveic) owmoyEveleg, ato-
v pe apoeogihion A. Amo avtég, 90 (56%) ya-
paxtnelotnrov mg gopeic awpoppoihiog »ar 32
(21,4%) g un-gopeic. Ahheg 29/160 yuvaireg
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(18%) Mtav - de novo TANQOMOQLAKRES, EVH OL VITO-
howreg 9 (5.6%) frav un winpogoplaxés (dev umo-
povoe va Yivel TOOYEVVNTIXOS EAEYYOS OTa. Eufova
TOVG). 2ZTLS TEQUITMOELS OTES Ponbdel o €heyyog
™me arnrovylog twv awvoEEmv. 37/90 yuvairec-
popeic (41%) Po€dnre va elvon oelc g netdh-
AaEng intron 22 inversion. [Tpoyevvntny dudyvmon
€ywe oe 30 wujoeic. H ox€on aydoia : ropitolo
Nrav 9:21 (aovviing). Amo ta 9 aydoia, 5 Htav at-
UOQQOPLMHA KOL OL YOVEIS ATOPACLONY Lo
™G ®UNoNg.

Nooog von Willebrand (vWD)

H véooc vWd eilvou 1 o ovyvi »Angovouuxy dtoto-
oayn ™g awpdotaons. H erimrwon g etvon 1% oto
veviré minBvopd. H véoog elvon amotéheouo mtooo-
TWRNG 1 TOLOTXIG LaTaQaNS TOU TTOQAYOVTO. von
Willebrand (vVWF). H vdoog €yt 3 drogpopetinoig
tmovg!l. O timog T eivon 0 o ouyves woTéoo o~
povotdter N xhviryy exdjhmon. O tirtog 11 vmo-
duanpeital og 3 VTOTHITOVS TS TOUG OTTOIOVG, O TU-
mog IIb ouvovdleton pe BoouPomevia. O timog 111
elvol eEaupeTivd Omaviog, aAAd omotelel TV O
Paoid poper| g véoou. H duataoym vAngovouei-
TOL UE COUATIXO YOQAKRTNOO, VITOAEWTSUEVO (type 111
vWD) 7 emuparovvra. H véoog vWd dev engpodle-
T ouVNBmS ratd T VeoyvIry] teQiodo. AlnoQoayt-
%n€g exdNAoelg amd tovg PAEVVOYSVOUS Eival Lo
OUYVEC EXPOAOELS TS VOOOU 0T VHTiLarn niwria.

H dudyvmon yivetor ue mpoodloglopd tmv 0Qaoth-
owotitwv tov FVIII (FVIIIC, vWFAg, vWF,), 10
YOOVO QOYG RO T OUYXOMNTIXOTNTO TWV OULUOTTE-
tahloov  pe  owotooetivy  (platelet  ristocetin
aggregation test, RIPA). To DDAVP s/c 1 iv yonot-
UOTOLE(TOL YLoL TN OEQOUITEID TWV CLUOQQOYLRMV
emeLo0dimv, ums ot Paold LoEEY ™S VEooU OUVL-
OTWVTUL OVUWTVRVOUEVOL Todyovies VWE, mov
mpogpyovtar and mhdopo (plasma-derived VWF
concentrates) 1 didueong rabagomrag FVIII, mov
nepLEyel VWFI12,

210 euntéoLo dratiBevTol TAAOUATIROT CVUTURVOUE-
VoL TaARAYOVTES Y10 T1 Bepauteiat GAwV Twv ®ANEovo-
WXV SLOTAQOY DV TMV TAQAYOVTIWY, EXTOS OO TOV
FV (now FXII- ovoyetiCetan mepuoodtepo ue Boop-
Botwy moodidbeon). Avaouvvduaougévor maQdyo-
vteg rFVIla, rFVIII, and rFIX eivow diaB€oiuor yio
TG avtioToryeg dLaToay .

210 Kévipo awpoppogiriog tov «Ayia Zogio», ma-
oaméupnray ta tehevtato 30 yoovio 524 moudid
ue OLAmOES KANQOVOURES JLOTOQUYES TS TIENCS
{Haem-A: 219, Haem-B: 29, vWd: 190 (vWD type
III: 10), omdvieg »hnpovourég droroQayés: 57, »hn-
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povourés Booufomevies: 7, BoouPactéviec: 22},
Alopoayiréc exdNAMOoELS 0T YEVYNOT TUQEOVOIa-
oav uévov 8.5% twv moudLdv ue ®Aneovouxég dia-
TAQOYES TNG UUOOTOONS (1) CLLOEEOpLALOL A fTtay M)
o xown).  4/5 moudid ue Paoud diotagoyn Tov
FXIII eupdvicov cofay] awpwogoayia, Tov yoeLd-
obnxre uetdyywon aiparog. To xepaiaudrouo rov
N 7o ovyvy eXONAmON OToL TToWdLE UE CLLUOQQOMLALL
(18 veoyva), evdd EKA ouvvéfn oe 3 veoyvd ue au-
uwopoo@ihio naw €va ue pagd avemdoxewo FVIL to
omoto EBave MEeS UeTd T YEVVNON. ZTLS TEQLOOO-
TEQEC TMEQUITMOELS O TOXETOS 1ty £Qywdns. Ta te-
Aevtaia 10 yodvia, dev €xel avapepbet atvyéc ovu-
fouo oty yévvnon o€ xovéva amd To TodLd Tov
Hog maaméupinray, vOEXoOUEVMS Yot oL cuvon-
%EG TORETOU E(VOLL HOMITEQES, UL 1) XOLOOQIXY] TOUN
710 ovywr), 6tav dLafPAEmeTon OUORONOS TORETOG.

2) Emixtnteg O10T0QUYES TOV TAOORATIRGV TAQA-
yovtav tng TnEng

ALpopary i vooog Tov veoyvou, deuteQomadnc o-
noEEaywy] véoog, dudyutn evdayyelony mnEn xou
nmoTxy dvompayio eival YVWOTES OVTOTNTES, TTOV
ovvovdatovrol ue apnogeayxy dudeon ato veoyvo

Khaown awoppayyj vooog touv veoyvou (classic
haemorrhagic disease of the newborn -CHDN-): ex-
nmhovetal ratd v Tl nuéoa Camg o’ €va ratd
Ta GAACL UOLOAOYLRG VEOYVO UE CLUOQQEOYIES Tl
ToUg PAEVVOYOVOUS, TOV OUPAAS 1] UE EYREQPOMXUT
awpopeayiold. Zuviibwg eppaviteton oe pwed unTé-
QWV XAUNAOU ROVWVIXOOLROVOULROU emutédov. Ot
uNTépeg dev €Youv omMOTH OLOTEOPY] KOl ETOUEVIGS
dev map€yovv ravomo Tk moodmra Prrapivng K
010 uwEo tove. Emdoxera Prrapivng K now moind-
TOL TOV NTATOS OOTELOUVV TIg PACIHES TEOUTOOETELS
v v mapaymy twv Prrauvo-K eEaptouévav
nmopayovtov (FII, FVII, FIX, and FX). H dwotaga-
¥ elvo o €xdnin, otav to umwed BnAalel, dedoué-
VOU OTL TO UNTEWO Ydla elvol pTtawydteQo o€ Prtapi-
v K amdét 10 roviomomuévo. H ovyvémra g
CHDN avagépeton 5.4 mepurtwoeic / 1.000.000
vevvijoels. H mpoguhaxtiny yopvynon Prranivng K
o€ na0e veoyvo, aveEdomta amd 1o TV nhxion ®im-
ong, Paog yévvnong (Todweo 1j Tehedunvo) M Ty
RALVLHY TOU ROTAOTOON (GQQMOTO 1] VYELES), eEapd-
VLOE 1] VO0O.

Howwn awpogeaywry véoog tou veoyvou (early
haemorrhagic disease of the newborn) exdniwveton
OT0 VEOYVA UNTEQMV TTOV TTOLIQVOUV OVTLITNHTLRA N
OVTLETANTTTLHG PAQUOXO, TTOU OVTOYmVICOVTaL T
Brrauivn K. H awpogoayio exdnhmdvetol Tig momTteg
weec Comg. H Bvnowudmra elvor vymiy, rupnaivoue-
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v amd 10-50%. Nevpoloyird vroheipuoto ogetho-
ueva oe EKA dev eivar aovvion. Ze yuvaireg mov
TOLOVOUV CVILETLANTTTLNY OLYWYY], OUVLOTATOL UITO-
nardotaon pe frrapivy K zatd tov tehevtaio piva
®ninong 4. Av 1 untépa TEETEL VoL TTAQEL OVTLITNXTL-
%1 oywyy amd To otéua ®otTd TV ®UNOoY, CUVLOTA-
tar n yooriynon LMWH (low molecular weight
heparin, younhot pogroxot Pdoovg nragivn) ratd
to lo nou 30 TEiumvo g ®imong »au evoldueoa
OIté TOV OTOUOTOS AVIWTNUTLXY aywYY| Y| ®otd TEOTi-
unon LMWH »a836 v t dudorera tng ®imong ®ou
™V eEiodo g hoyeiag.

Anategn owpogpayryy vooog (late haemorrhagic
disease): ovufaiver og Onhalovia veoyvd mov dev
€youvv mapet Prrapivn K rard tov toretd. Eivou
eEQULQETHA OTTAVLOL OE VEOYVA, TTOV TTNOALY TQOPUAML-
En om vévvnon. H EKA (60% tov meguutdoemy)
elvar 1 ovyvotepn exdlwon, oaAhd ®ou apoEa-
vieg amd Toug Prevvoydvoug dev elvar aovvieLc.
Zvupaivouy o€va xotd ta dila vyiég uwed. Ta ov-
urrtdporta exdniovovion omté v 3n efdoudda Cw-
NS U€yoL noL To OeUTEQO WVAL 1] axroun aQYSTEQQ.
H ovyvomta g amdtegns aogoayric véoou
oto HB avagépetar 5 meputtdoeig ava 100.000
Bo€pn xow m Bvnowwdmta 9%. e avudlaoTtol,
OTIS CVOTTTUOOOUEVES YMOES, TOV THQ EPAQUATO-
VTOL TOL TTQOYQAUUOTA TTOOPUAAENS 0T VEOYEVVITA,
N Ovnowdmra givan 116/100.00015-16,

To 1992, n Golding cuoyétioe v evdouuLry| xoon-
ynon g Prrapivng K ue v avdatugn voxondelog.
Metayevéotepeg UEAETES ATERAELOQY TN CVOYETLON
oY}, WOTO0O0 PAIVETOL TS OEV WTOQEL VO ALTTORAEL-
00e( évag mupds xivouvvog hevyoupios!? ota veoyvd
mov ooy Prrauivy K ue mv evdopuinr) 0d6.

Ov OMavdot ouvioToUY atd Tov OTGUOTOS XOENYT-
on Prrapivng K. H mpoaxtiny avty mpootatevel amd
t0 mowwo xow amdtego VKHD  (vitamin K
haemorrhagic disease), Suwg atehic TEOPUAGEN
uropel va odnynoer oe anwtego VKHD o 2-
4/100000 twwv meputtwyoewv. Mixed micellar
formulation yua x001ynon amo to otéua €ival oto-
dotwn o€ vy veoyvd, Oyl SUWS KoL OE VEOYVA UE
dvoamoppdgnon. Ilapd T dwoudyn Twv 0ROV
OV OUVEYICETAL arSUY YLOL TOV TEOTO YOQYYNONS
™mg  mEo@UAaENg, M American Academy of
Paediatrics o10.0e0d cuviotd v IM 0061718,

2TV 6ol HoP@Y CLUOQQOYXHS VOOOU, O €QY0-
OTNOLRGS EAEYYOS NG CULUOOTOONG OVAOELRVIEL
mogdtaon tov PT, wow APTT, addd to TT eivan gu-
oworoyrd. Ta enimedo Twv magaydvimv FII, FVII,
FX, FIX »abdg »ow tov guoradv ovootaitayv PC
now PS elvon pewmuéva, wg eEaptapeva amo ™ Pu-
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tapuivn K (vitamin-K dependent).

Agvtegomafig  awwoppaywm} véoog  (Secondary
haemorrhagic disease): didpoeg ®ROTAOTAOELS OV-
vodevovror pe vrofrtapivoon K, énwe mogoteta-
uévn Oudpoola, ®rVoTky (vwon, avemdoxrewa al-
avuifoupivng, a-b Mmompwreivauio, atonoio twv
XOMPOQWV, XELQOVQYLRY €XTOUY TOV AENTOU €VTE-
Q0U, TEOOANYY  CUYXEXQLUEVOY  aVTLBLOTIRWV
(cyclosporines, b-lactames) xa maQevTEQLAY OTTLON.
Hrotwnd voorjuata (Liver disease): Zyxeddv 6iol ot
mhaopotrol mtapdyovieg extég tov FVIII mapdyo-
VIOl 0T0 M0, omtdte oty dvompayio omoLao-
Ojmote autiohoylog ouvdudleton pe pelmon twv
emutédmv mowihwv mapaydviwv (FII, FVII, FIX,
FX, I, FXI, FXII). Ta eximeda tov FVIIC eivon
auEnuéva, dedouévou 6t ovvrtibetal oto AEX. Ou
Quowol avaotaltéc g awudotaons, PC, PS, AT,
elvol ®ow autol petmpuévol. ®poufomevio ko aven-
uéva. D-dimers amotehovv evdeiEelg ovvumayo-
vtog wrov Babuov DIC.

Awgyuty  evdayyewomy  miEn  (disseminated
intravascular coagulation, DIC): givouw dgvtegomadng
ovToTTa, TTOV OVVIBMG EmUTAEXEL COPaOd VoorjuaTa
O HOTOOTAOELS. ACQUETQ, TQOWUOTIONSS, Oy, 0O-
Paod ZAA, Kasabach-Merritt oUuvOpouo, ®oQ®ivog
elval oL 7o OUYVES RATAOTACELS TTOU OUVOOEVOVTOL
a6 dudgpopng Pagittag DIC. Zto ovvdpouo, Sha
TOL CUOTHUATAL TNG CLUOOTOONG EVEQYOTTOLOVVTOL KO
N avEnuévn yéveon Booufivng mEOodyeL TO OYNUOTL-
oud Bpdupwv ot dudpopa dpyava. Ztn dadiwaoic
oyNUoTIopuoy Twv BeouPwv, dLdpoQol TaAYOVTES
™mg mENg ratavahovovion (I, FVIL FV, FVII, PC,
PS, AT, platelets, increased D-dimers), ®ow o aofe-
VIS WITOQEL VO, QUUOQQOYNOEL OTTO TOL ONUETDL TOV (Ae-
Poxevmoewv 1] xou Tovg frevvoydvoue. To un Exdm-
Lo DIC (non-overt DIC) eivaw donoho va duoryvo-
obet. O anpoymviaiog MBOg 0TV AVILUETWITLOY TOV
DIC eivon Bepameio g viroreliuevng vooou mov To
TEOXAAEDE %ol OUYYQOVY BEQamein VITORATAOTAONG
TOV EMETOVIWV TOQAYOVTWVIY,

B. Awotagayés Tov apomeTariov
(Platelet disorders)

1) Kingovouxég dratagayés

a) Khinoovounés BOpoupomevieg
Thrombocytopenias)

Q¢ Bpoppomevia (TP) yapaxtnoiCeton »dbe Tiun
awportetadiov <150 X 10°/ L (qpuolohoyixég -
uéc:150 - 400 X 10°/ L). Enineda  oupometoliov
<100 X 10°/ L mo€mer va diepgvvadvror. H enimrm-
on mg TP otov miinBuoud twv veoyviv avagpépe-

(Congenital
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Iivaxrag I: KAnoovomxrés Opopfomevies
Svvopopo Tarr

Svvdpouno Wiskott-Aldrich
Aupgyanaguoxvttapuxy Opopfomevia
Suvopouo Alport

Avoupta Fanconi

Noooc von Willebrand timoc IIb
Meooyeiaxn naxrgoooufomevio
Svvdpouo Bernard- Soulier
Avouolio May-Hegglin

ZUvdpopo Sebastian

2vuvopopo Fechtner

Svvdpopo Trousseaux

ZUvdpopo Chediak-Higashi

tow 0.7-0.9% now oe ICU (intensive care unit) 20-
40%720. 20-40% twv meputtwoemv TP elvar dyvm-
omg attohoyiog. Amé ta Boouformevind veoyvd,
20% mapovoldlovv emimedo cupomeTahinov <50X
10’/ L. Zmv opdda avtiv twv acfeviv, 1 Bvnowud-
™o eivon VYA, OTTmg VPNAGS IvaL ®oL TO TOC0O0TO
TOV VEVQOLOYIXMV VTOAEWWUATOV UETA amtd evOo-
%nOAavLI0 eyxrepalnn awpoppayia (EKA).

AoBeveig pue »inoovowny Bpoupomevio (Ilivaroag
I) umogpel va magovowdlovv €va 1 TEQLOGOTEQO
oo 0. o ®ATm yoeouxmeLotrd1-23:  uoaxpo-
Booupomevia / wrpoBooufomevia, avoooroyIHES
ALaTOQUYES, ORELETIRES AVOUAAES, TTVELUOTLRY KO-
Buotépnom, rOPwOon / raToEEdxT) / ahgLond, ve-
oy duokertovpyia, rapdlomdBela .\t O 1006-
mog uetafifaong g duatooyis WTOQEL va gival
PUALOOUVOETOG (OTTAVLAL) 1] COUOTIROG - VITOLELTOUE-
VOG 1 ETTLRQATOUV-.

Zuvdpopo Tar (TP + amovoia xexridog), ovvdo-
uo Wiskott Aldrich (TP + wxpdg 6yxrog awpometa-
Mov + avoooloywo ehhewupo + €xtepo + gulo-
oUVOETOC YoQorTiEaS UETARIPOONS), CUEYAHROQUO-
nuttoony  OBgoppomevia  (TP+ovwuahies  tov
drEmV) €ivaL OTAVIEG TOOOTWRES OLOTAQUYES TWV
opomeTohimv. Zuvopouo Alport (paxgobooufore-
viaw + vepowri] duohettovpyio + ovyyeEVES avoua-
Meg), avoupia Fanconi (mavruttapomevio + ovyye-
velg avoUalies, VTOLELTTOUEVOS COMUATIXOG YOO~
utjoog uetaPifaong) elvor yvmotd ovyyevij ouvv-
dpoua. von Willebrand disease tomog IIb (uonpo-
Booupomevia, Taboloyiry TEOORGAANOY CLUOTETO-
Mov + vWF, emnpatotv cmuatinds oQoxtnoog
uetapipaonc), Meooyewomy poxpobooupomevia -
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Zopio Apwvn-Bovpvd

Mediterranean macrothrombocytopenia - (o TP
+ narpoBpoupomevia, £mrQATOUVV COUATLIROS YO
oaxtioas uetafipaong), ovvdoouwo Bernard-
Soulier (avemdoxeia glycoprotein Ib + naxgoBoou-
fomevio + maboroyiry cuyrOAAnon alposeTalimy
ULE QLOTOOETIVY, EMRQATOUV CMUATIROG Y OLOUKTQUS
uetapipaong), May - Hegglin anomaly, Sebastian
anomaly (emxQATOUV OCMUATIROS {OQOUTIQOS UETC-
pipaong) ouvvovdloviar pue  uonpoBooupomevio.
Zuvdpopo Fechtner (TP + vegpowég avouahies +
RATOQEAXTNG + €YXAELOTOL OTO TTOAVUOQPOTVON VAL,
EMHQATOVV CMUATIRGS XAUQOKRTNQOS UETARIPooNC),
ouvdpouno Trousseau (PT + 11g23 deletion + qu-
owhoyrdc Syrog oupometalinv + maboloywnd
EYXAELOTO, EMURQUTOVV OMUOTIROS YUQURTHQOS UE-
tafipaong), ovvdpopuo Chediak-Higashi (TP +
Booupomdbela + avoooroyrd €Mhelpuo + oh@L-
OUGS, EMKQOTOVY CMUATIROS YAQAXTHOAS UeTAP(-
Paong) eivan Waltepa omdvies daToQayEe.

B) Exixtnteg OgonPomevieg

(Acquired thrombocytopenias)

O unyoviouds g entnnng BpopPomeviog wroQet
VoL elvol TOWIANG oLTLOAOYIOG: OTTOTEAEOUC, UELUE-
VNG TaaymYNS, CUENUEVNG RATOVAAWDONG, UTTEQ-
omAnviouov 1 ouvovaouoy autwvd. Melmpévn ovv-
Beomn wmwopel va elvor amtdppoia dtbnong tov pve-
AoV Smmg OTIC anOAOVOES ROTAOTAOELS: OUYYEVES
vevpoPrdotmua, ovyyevis Aevyaiuion M Letterer-
Siwe. TP ogellduevn o avENUEVN RATAOTQOPY TV
QULUOTTETOM MY UToel va, ovufet ota €E1g voonuo-
Ta: Poxtnolaxt] / yevig / mogaottky M AotumEn
a6 mowtétwa, DIC (disseminated intravascular
coagulation), vexQwtxy] eVTEQOROATLOM, OUVOQOUO
Kasabach-Merritt, oUvdpouo HELLP, TORCH,
exhappia. ®imong ™mg untépog ®.0. TP umogel va
ovuPet oe ZAA, potofepamneio, HUS (cwporvtind
ovpauxd  ovvdpouo) /  TTP  (thrombotic
thrombocytopenic purpura- Opoupwtiny Bpouporte-
v ToegUEa), ovvdgouo vregylodtntog (ouyye-
VIS wvoveTry] xodlomdfeia), uetaford voor-
uota, evéountoo rabBuvotépnon euPeuiov, Hetd ue-
tdyywon TP, dvooeg Booufomevieg ®.A.m.

2 veoyviry ofym artd Gram- 1§ Gram+ faxtmol-
Owa, 1 TP amotelel mooLpo €QyQOTNELOXO VNI,
[Tpoodevtin aiENoN TV ETTEIMV TOV CULUOTETO
Mwv (PC) amotehel €vdelEn avramdrolong oty Oe-
oamela, eve emtpovn TP amotehet €vOelEn un avto-
nténpLong ot Bepameia v empPailer ahhoyr| avti-
Brotav. Mepovouévn TP pmopel va amotelel ev-
onua oto whatowo DIC.

Neoyvixy avoon TP (Neonatal Immune TP) pumwooet
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va (VoL OTTOTELEOUN RATOOTQOPNS TWV CLUOTTETOL
MoV 0TV TEQLPEQELD. OPELNGUEVT OE OWTOAVOOO 1
OAOGVOTO UNYOovVIoUG24,

Neoyvwin avtodvoon TP {Neonatal Autoimmune
TP (NATP)}: umopet va oupfel, dtav n untépa md-
oxeL and ITP (avoon TP), SLE (Systemic Lupus
Erythimatosous), oUvdgouo Evans (dvoon OIT+
avoon avawpia) 1 gaouaxevtxy TP. H untépa ei-
val ovviBwg Bpoupomevirny, ToQATL TEQLYQAPOVTAL
TEQUTTMOELS TTOV 1] UNTEQQ €YEL PUOLOAOYLRS O QLO-
U6 OULUOTETOMMV AOY®w MYMG POQUARMY, OTTANVE-
nroung 1 VItaEENS o yovuevov otogwoy ITP. X’
QUTES TIC TEQUITMOELS, 1 Booupomevio oto veoyEV-
VNTO elvol OTOTEAEOUN TAQAYWYNS UWEYAANS TOOO-
TNTOS OVTLOULUOTTETAALAKMV AVTLOWMUATMOV TTOU TTEQ-
vAve amo TV ®KURAOPOQIM TS WAVOS UECM TOV TTACL-
®OUVTA 0TO €UPQUO %L ROATOOTQEPOUV TOL OULUOTTE-
TaMoL TOV.

Neoyvni ahodvoon TP {Neonatal alloimmune TP
(NAITP)}: elvon 0 amotéleouo aouuforoTrog oL-
UOTTETOMOXWY OVILYOVOV UETOED UNTEQUS AL TTATE-
00 0€ TEQITTWOY TOV TO EUPOUO RANOOVOUOEL TO
yovotumo Tov motépd. To mo oyvod aviydva,
vrevBuva yioo NAITP, eivar to HPAla, to HPASD,
o HLAZ2, H untépa, apvnuxny Yo 1o viaevfuvo
OVILYOVO, TOQAYEL OVTLOLUOTETAAMOXA AVTLIOMUATO,
TG, OO0 TEQVOUV TOV TTACKOUVTOL KOL TTQOROAOUV
TP oto veoyévvnro. 2.5% Tmv yuvaurdv ivot oQvy-
Trég yua 1o aviryévo HPAla, wotéoo 1/ 20-50 yvu-
vaixeg (1:1500 xuioelg) gvawodnromorovvral. O »iv-
duvog ywo TP eivan 40-50% yia Ty oty €yrupo-
ouvn xow 80-90% yio B emSUEV EYRUUOOUVY).
Kahoiing TP wninong (Gestational benign TP):
N aovumtopotky TP (PC: ~ 100X 109/L) exdn-
MOvVETOL ®OTA TO 30 TOIUNVO TG ®UNONG OF UYLELS
YUVOUIRES. AVTIOLUOTETOMOKRA OVILOMUOTA OEV OLVL-
yvevovtal, oMd 1 empimon Twv alporetaliov ei-
VOL LELOUEVY, AGY® EVEQYOTTOINONS TOV UNYOVIOUOU
™g TNENS. O timog awtdg TP dev cuvodevetan amd
TP oto veoygvvnro.

Avayvoon NATP/NAITP

Zmv NATP, cuviiBwg vtdeyel 1otoprd dvoong TP
ot udva. H didyvoon g NAITP og éva natd ta
GMO UOLOAOYIXO VEOYVO YIVETOL UE OITOXAELOUS
VITORELUEVOV VOONUATWV 1] ROTAOTACEMY TTOV GUVO-
devovtan amd TP. Zmv mpwty epimtwon, 1 untépa
elval ovvnBwg Boouformteviny, oyl Sumg ®ow ot Oev-
teon. [1poadLoQLoUdS TOV YOVOTUTOU TV YOVEWY e
IF /Fluocytometry (avocogBoQLoud/®uttaQouetoio
ooNg) empPePfordver ) dudyvowon g NAITP. Ent
mAéov WEN Tou 000V TG UNTEQOS UE CULUOTTETAMOL

Hivaxrag II: Exirtnreg Opopfomevieg
Zvuyyevég vevpofrdotmuo

SUyyevig Aevyouuio

Letterer Swive

AOLUDEELS BonTnolonég/ LOYEVELS
AOWUDEELS TOLOOOLTIXES /TOWTOLMIRES
Avoon Bpoufomevia

DIC (dudyyvt evdayyeiomi TnEn)
Nexpwtixn eVieQoxoMTLO

2vvopouo Kasabach-Merritt

Zvvdpopo HELLP

Zvvépouo TORCH

ZAA (ZvOgopo avamvevotinis SUoYEQELOS)
dwrobeparmeio

HUS/TTP (owporuting ovpouuxd Z6voQouo
Bpoupwtiris Ogoufomevinig ToQEUEAC)
ZvOEOUO VITEQYAOLETNTAS TOV VEOYVOU
(Neonatal hyperviscosity syndrome)
Bpoupomevia PETA APOLIUOEOUETAYYLON
Metafolxd voojuora

Evdountoia xabuotéonon avamtueng

ToV TOTEQQ divel ToBohoy Y] CUYROMNON).

H saviny] €éxgpoaon e NATP eivow nmotepn amot
g NAITP. O xivdvvog EKA eivon 1% évavn 10%
oty NAITP. O woég mepurtmoels ovupaivouy ev-
dounroimg ot 20% antd owtég TOQOVOLATOUV VEV-
poroywrd vrohetppota. H vgpeon g TP ovpfaiver
oe 2-3 uijveg oty NATP €vavr 21 uépeg oty ah-
hodvoor TP.

Avtipetomion g NATP: av n untépa mdoyel amd
ITP nouw ta cwpometdhia g elvan < 10x10%/L, ovvi-
otdtol ®roooQwy Toun. Asglypa aiuatog omd tov
OUPAAO AMDOO OUECHE UETA TOV TOXETO TOETEL VAL
eléyyetan Yo 1o evdeyduevo TP xow va yiveron U/S
eYrePALOV Yo Tov astoxieiond pog mbavis EKA.
To apometdo TEETEL VO TOQOXOAOVOOVVTAL YLt
TG TEWTEC 3-4 Nuéec Twng.

IMooyevvnuny duayvowon g TP umopel va yivel e
Mym ailpuatog atd Tov opupdho Ao 1 T oyyeia
Tov ®Eaviov. Zmv tehevtala mepimtwon eivor dv-
VOTOV VO TAQEL HOVEIS TAOOUOTIRG OTTOTELEOUL-
ta. Enl mhéov, cofapés emmhonég e mg dvm ma-
QEUPOTIRIG TOOXTIXIG OITOTENOUV 1) ClLuoQQOyiat
Ot Wdva 1 T0 VEOYVS M RO 1) OTTWAELX EUPEUOV O
1-2% 1ov meputtdoewv. Ilowv tov TOoreTo, YOoON-
yovvtal ot udva IVIG / noptirootepoetdy]. Xe me-
o{mTwon oV T0 VEOYVO TOQOVOLALEL aupogpayia,
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ovviotdron IVIG (1g/kg/dX2d) 1 o otepoetdn.
Avupetomon g NAITP. “Eyyvon memlopuévov
QUUOTTETOMMY TS wdvag 1 cuufatd opomeTdila
omd oupodot, rabwg xow IVIG (1g/kg X 2 days)
OUVLOTMOVTOL OTLS TTLO XATM TEQUTTOOELS: €T fOQLAS
Bpoupomeviog (PC < 10X 10°/L), EKA, | GAAng ou-
uoppaytag mov draxvfevel ) Twy tov acbevoig.
Av 10 veoyévvnro dev aupoppayel, ovviotdtar U/S
yio Tov astoxheloud evdeyouevng EKA.
Avupetomion eufoiov xatd v evoountoia Lo
o€ meQimTtmon devTeEng ®UMONG: oV VITAQYEL LOTO-
oG 00ofaEMg TAOYKOVTOS TTEONYOUUEVOU UwQEOU,
happdvetor eupfourd deiyua alporog amd tov ou-
@dlo Mo v 241 gfdouddo ®imong xou TEOO-
dropitetar 0 apBuds TV apnoTeTOimv20-27, Ay
amodeyBel 6t To €upovo eivar Boouforevird, ov-
viotavron efdouadiaies eyyvoelg ouupatwv oo-
TETOM®mV UYL Tov ToreTé (32n-34n efdoundda):
WOTAO0 1) TEARTIRY OUTY| EMUTAEXETOL UE VYNAS TTO-
00016 amwielag gupovov (8.3%). Eyyvoeig IVIG
XOONYOUVTOL OTH UNTEQQ XOBOANV TNV RN 0. AV TO
EoNyoUvuevo uweo pe arllodvoon TP dev mapov-
olooe oofapd aluopEayLrd TEOPAUOT, OEV CUVL-
otdtol ®ould TaQéufaon oto €uPouvo, moTéoo
IVIG yoonyeltan ot pava.

vYKAngovopuxrés Ogoupacevieg

(Congenital thrombasthenias)

Ou ®Anpovourég Booupachévies, omdvies mTOLOTL-
%nEC OLATOQUYES TV CLUOTETAAWY, ROTA RAVOVA
dev exnpodLoviol ®oTd T veoyviry meptodo.
OpoupacHévia  Glanzman (ADP, epinephrine,
collagen, thrombin aggregation: maBoloyxd,
ristocetin aggregation: @uoloAoyx1})28, ovvdpouno
Bernard Soulier? (TP, FVIIIC + vWF: guowoloyt-
%d, ristocetin aggregation: mafoloyun, yrydviio oL-
nometda) wow May Hegglin anomaly (peydia ou-
UOTTETAMA) €LVOL YVOTES OVIOTNTES, TOQOTL ONd-
vieg. O 1pomog uetapipoong eivor vrohewtduevog
OWUOTIXOGS YLt TG QU0 TQWTES KOL ETURQOTOVV YLCL
™mv toitn. O adpdg €leyyog g audotaong eivor
(PUOLOAOYLHOG, EXTOS OTTO TO XOOVO QOTS ROl T OU-
otoM] Bpoupov, woTdoo, N SLAYVMWOoN UTaiVEL UE TO
XAQAXTNOLOTLRG YiaL TNV ®dBe BpouPacBévia Timo
duataay v otig doxwpaoieg ovyrolnuxomras. H
Storage pool disease ovviiBmg €yeL LA CUUTTOUA-
Ta %o Ogv EXONADVETAL ROTA T VEOYVIXY| TTEQI0DO.

Eniztntes OgonfacOévieg
(Acquired thrombasthenias)
O entnteg BpopPaoBévieg elvar oxeTind oUYVEC

180

Zopio Apwvn-Bovpvd

®al ouviBmg ovoyetiCovrar ue Mjym oviLfLoTinay,
OVTLPAEYLOVDOWV POQUARMY, CVTULOTOULVIXMV KO
wdopeBalivng (mivarag I1). H aompivy avrevdi-
®nveltoL o€ aobeveic ue dratapay€c ™S audoTaoNS,
dedopévov Ot mogeuPaivel ot AertovoyrdTnTA
TOV OLUOTETOAMV %Ol ETMTEIVEL TNV CLLUOQQAYLXT
dudBeon.

I'. Egyaotnoiaxog €heyyog

O adp0g €leyyog g arpdotaong (Screening test of
haemostasis) mepihaufdver T €E€ig donpaoles:
Thrombin time (TT), Prothrombin time (PT),
APTT, Platelet count (PC), ovotohyj Bodufov,
Xoovo porig (BT), yevini afpotog ®ou emiotomon
hoxtdlov (UEAETN TG LOQEPOLOYICS TWV CLUOTTETOL-
AMwv). O mepatépw €Aeyy0g amopaoiteTol avaho-
vo e T amoteAéopata Tov adQou eAEYYOU, TOU
OTOKOU KAl OLXOYEVELOXOU LOTOQLXOU TOU VEO-
YVOU, TO YUVALXOAOYLXG LOTOQWKO ROL TLS OUVOYRES
Tov ToxETOV. O TAENG AL OWOTOS EAEYYOG OUTORL-
Mirtter ™) duaTaQoyny ®ou ToodLoQilel T Bepamev-
TRy TOREuPaon.

The bleeding neonate
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Summary

The healthy neonate, premature or full-term, is born
with a combined defect in factors or and compo-
nents of the haemostatic system, however under nor-
mal circumstances, a dynamic equilibrium is main-
tained, therefore, he/she does not bleed or throm-
bose. However, congenital or acquired disorders of
coagulation factors, or platelets may be expressed
during the neonatal period and be a diagnostic or
therapeutic challenge for the neonatologist

Key words: neonate, bleeding disorders, haemostasis disorders

Biphoygagia
1) Andrew M, Paes B, Johnston M: Development of the



MEPIFENNHTIKH IATPIKH & NEOrNOAOMA Tom. 3, TEYX. 2, ZEA. 173-181, 2008

haemostatic system in the neonate and the young infant.
Am J Pediatr Hematol Oncol 1990; 12: 95-104.

2) Monagle P, Barnes C, Ignjatovic V et al: Developmental
haemostasis. Thromb Haemost 2006; 95: 362-372.

3) Chalmers EA: Neonatal coagulation problems. Arch Dis
Child Fetal Neonatal 2004;89;F475-478

4) Kenet G: Bleeding in neonates. Thrombosis Research
2005; 115 suppl 1: 41-44

5) Yoffe G, Buchanan GR: Intracranial haemorrhage in
newborn and young infants. J Pediatr 1988;  113:133

6) Rodriguez V, Schmidt KA, Slaby JA, Pruthi RK: In-
tracranial haemorrhage as initial presentation of severe
haemophilia B; report and review of Mayo Clinic com-
prehensive haemophilia center experience. Haemophil-
ia 2005; 11, 73-77

7) Peyvandi F, Mannucci PM. Rare coagulation disorders.
Thromb Haemost 1999; 82: 1207-1214

8) Perry DJ: Factor VII deficiency. Blood Coagulation and
Fibrinolysis 2003; 14: S47-S54.

9) Anvar R, Miloswewski KJ: Factor XIII deficiency. BJH
1999; 107: 468-484.

10) Chalmers EA: Haemophilia and the newborn. Blood
Reviews 2004; 18: 85-92.

11) Sadler JE. A revised classification of von Willebrand
disease. Thromb Haemost 1994; 71: 520-525

12) Lak M, Peyvandi M, Mannucci PM. Clinical manifesta-
tions and complications of childbirth and replacement
therapy in 385 Iranian patients with type 3 von Wille-
brand disease. Br J Haematol 2000; 111:1236-1239

13) Sutor AH, von Kries R, Cornelissen EAM, et al. Vita-
min K deficiency bleeding in infancy. Thromb Haemost
1999; 81: 456-461

14) Choulika S, Grabowski E, Holmes LB: Is antenatal vita-
min K prophylaxis needed for pregnant women taking
anticonvulsants? Amer J Obstetr Gynecol 2004; 190;
882-883

15) MacNinch A, Trip J. Haemorrhagic disease of the new-
born in the British Isles: two-year prospective study.
BM]J 1991;303; 1105-1109

16) Danielson N, Hoa DP, Thang NV, et al: Intracranial
haemorrhage due to late onset vitamin K deficiency
bleeding in Hanoi province, Vietnam. Arch Dis Child
Fetal Neonatal 2004; 89:F 546-550

17) Tandoi F, Mosca F, Agosti M. Vitamin K prophylaxis:
Leaving the old route for the new one? Acta Paediatrica
2005; 94 (Suppl 449): 125-128

18) American Academy of Pediatrics, Policy Statement.
Controversies concerning vitamin K and the newborn.
Pediatrics 2003; 112:191-192.

19) Taylor FB, Toh CH, Hoots WK, ET AL: Towards defi-
nition, clinical and laboratory criteria, and scoring sys-
tem for disseminated intravascular coagulation.
Thromb Haemostas 2001;86: 1327-1330.

20) Castle V, Andrew M, Kelton J, et al: Frequency and
mechanism of neonatal thrombocytopenia. J Pediatr
1986; 108:749-755.

21) Hall JG, Levin JK, Kuhn JP, et al: Thrombocytopenia
with absent radius (TAR). Medicine 1969; 48: 411-439.

22) . Giampietro PF, Verlander PC, Davis JG, Auerbach
AD: Diagnosis of Fanconi anaemia in patients without
congenital malformations: an international Fanconi
Anaemia Registry. Amer J Dis Child 1997; 68: 58-61.

23) King S, Germshausen M, Srauss G, et al: Congenital
amegakaryocytic thrombocytopenia; a retrospective
clinical analysis of 20 patients. BJH 2005; 636-644.

24) Bussel JB: Immune thrombocytopenia in pregnancy;
Autoimmune and alloimmune. J Reprod Immunol
1997; 37; 35

25) Daroven A, Curtis BR, Aster RH, McFarland JG: Hu-
man platelet antigen-specific alloantibodies implicated
in 1162 cases of neonatal alloimmune thrombocytope-
nia. Transfusion 2004; 44:1220-1225.

26) Murphy MF, Verjee S, Greaves M: Inadequacies in the
postnatal management of fetomaternal alloimmune
thrombocytopenia (FMAIT). Br J Haematol 1999; 105:
123-126.

27) Turner ML, Bessos H, Fagge T, et al; Prospective epi-
demiologic study of the outcome and cost-effectiveness
of antenatal screening to detect neonatal alloimmune
thrombocytopenia due to anti-HPA-la. Transfusion
2005; 45: 1945-1956.

28) George JN, Caen JP, Nurden AT: Glanzmann’s throm-
basthenia; The spectrum of clinical disease. Blood 1990;
75; 1383

29) Hayasi T, Suzuki K: Molecular pathogenesis of
Bernard-Soulier syndrome. Semin Thromb Hemost
2000;26:53

© EAAHNIKH ETAIPEIA MEPIFENNHTIKHZ IATPIKHE - EAMAHNIKH NEOFNOAOTIKH ETAIPEIA 181




<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /None
  /Binding /Left
  /CalGrayProfile (Dot Gain 20%)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Error
  /CompatibilityLevel 1.4
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJDFFile false
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.0000
  /ColorConversionStrategy /CMYK
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments true
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 300
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages true
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 300
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 300
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 1200
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile ()
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /Description <<
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e9ad88d2891cf76845370524d53705237300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc9ad854c18cea76845370524d5370523786557406300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /DAN <>
    /DEU <>
    /ESP <>
    /FRA <>
    /ITA <>
    /JPN <FEFF9ad854c18cea306a30d730ea30d730ec30b951fa529b7528002000410064006f0062006500200050004400460020658766f8306e4f5c6210306b4f7f75283057307e305930023053306e8a2d5b9a30674f5c62103055308c305f0020005000440046002030d530a130a430eb306f3001004100630072006f0062006100740020304a30883073002000410064006f00620065002000520065006100640065007200200035002e003000204ee5964d3067958b304f30533068304c3067304d307e305930023053306e8a2d5b9a306b306f30d530a930f330c8306e57cb30818fbc307f304c5fc59808306730593002>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020ace0d488c9c80020c2dcd5d80020c778c1c4c5d00020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken die zijn geoptimaliseerd voor prepress-afdrukken van hoge kwaliteit. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /PTB <>
    /SUO <>
    /SVE <>
    /ENU (Use these settings to create Adobe PDF documents best suited for high-quality prepress printing.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)
  >>
  /Namespace [
    (Adobe)
    (Common)
    (1.0)
  ]
  /OtherNamespaces [
    <<
      /AsReaderSpreads false
      /CropImagesToFrames true
      /ErrorControl /WarnAndContinue
      /FlattenerIgnoreSpreadOverrides false
      /IncludeGuidesGrids false
      /IncludeNonPrinting false
      /IncludeSlug false
      /Namespace [
        (Adobe)
        (InDesign)
        (4.0)
      ]
      /OmitPlacedBitmaps false
      /OmitPlacedEPS false
      /OmitPlacedPDF false
      /SimulateOverprint /Legacy
    >>
    <<
      /AddBleedMarks false
      /AddColorBars false
      /AddCropMarks false
      /AddPageInfo false
      /AddRegMarks false
      /ConvertColors /ConvertToCMYK
      /DestinationProfileName ()
      /DestinationProfileSelector /DocumentCMYK
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements false
      /GenerateStructure false
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles false
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /DocumentCMYK
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /UseDocumentProfile
      /UseDocumentBleed false
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [612.000 792.000]
>> setpagedevice


