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Apatohoyrés Avatagayés
vot Iowovatouxn AvongOnoio

TTATIAIQANNOY BALIAEIOL

1. APEITANOKYTTAPIKH ANAIMIA

H dpemavorvtrapuri] avauple elvan nia atiloog ot
vordBela mov opelAeTUl O [ ONUELUA UETALUD)
(point mutation), ®atd TV omola avtizadiotatal 10
apvoEy yhovtauxd axdé myv Pariv) ue aTotéreona
avaparo mohvpeplond xat xabitnony twv poplwy
aloopatpivng oe ouviijreg vogiag. Ta epuBoonryt-
tapa €10l alhdlovv opijpa xabug empnrivovial,
yivovtal dVorapnta eTpEQOVTUS €V TELEL QEOAOYIRES
dwatapayés omy xiviion tov aipatog xat enneedlo-
vtag OAa Ta 6QYava.

ALEYYELONTIXY] AVTIRETAMION

H dpemavorvtrapint] atpoopatpivorddeta avEdvet
ToVv %{vduvo mov oyetiCetan pe v avatotola xal my
eyyelonon rabawg n mrwon mg PO,, tov pH, mg apa-
TS 001G, TOU Gyrov Tov aluatog 1 g Bepuorou-
olag Wroovv Vo TEOXRAAECOUV TaQANSQPWON TWV
€QUOQORVTTAQWYV EVIOYVOVTAG ETOL (PALVOUEVA LOYL-
iag 0QyAvmV %ot EPPQARTWV.

Ze pepwovtg aobevels, xoovieg petayyloels xonot-
HoToLoUVTaL Yot TNV VED CUNTTWUATWY, EVEYOLV
SUWG TOV RIVOUVO NG LPOYQWUAT®WONS. ZuyVd VTdQ-
YOUV TEVUHOVIXG EUQOAXTA, XOOVIC TIVEVHOVIXI] ROQ-
dila, napdropeyahia rat vepduvauni xurhopoopla e
avEnuévo KAOA. Negowxt duokettovpyla pe apa-
Toupia %ot aduvapio CUUTUAVWONS TWV OUQWYV UTTALTEL
evOOPAEPLa evuddtwon Twv aobevidv oL TO YELQOVQ-
yelo.

Ta gpuBporvttapa oe aviiBeon pe ta PuUOLOAOYRA
nov €yovv dudpreta Lwng 120 népeg, emtovv udvo yia
S pe 15 nuépeg, n O rapmiAn atpoopalpivng elvat

HETUTOTIONEVY Tp0g Ta OeELd 1oyw avEnuévov 2,3-
DPG. Avté 1o atvduevo aad T ula avEdvel v and-
doan oZuvovor arors Lotovs, atd v dAA) Suwg mpo-
dubeTel a gouBporittapa i dpexdvwon. Téhog, o
VEUQOLOVIZES LUTUQUYED UL TU UYYELURA ETELOOOLL
ATOTELOVY TIS 7ELOOTEQES EMLTAORES TNG VOOOU ROl
rapumeovvtat 0to 8% twv madidv (Lane, 1993).

O o1y 0g oV avalodnolohdyou oto yeLPOUQYELD
TEEMEL VO E(vaL, 08 ATOAUTY OUVEQYO(T LE TOV OILULaL-
ToAGYO, N eAdTTON TOV LEWOOVG TOV A{HaTOS HECW
™mg erdttwong g HbS »at aviiratdotacmi g pe
HbA. Yndpyouvv morhég amdypelg yvow and 10 néoo
np€nel va peltwdel  ovyrévipwon g HbS ota epu-
Booruttapa, ahhd and TV enoyl] TV £QYAOLWV and
toug Lessin »at Kurastin-Mills (1978), wdaviry Bew-
oeltal 1 nelwon rdtw Tov 40%.

Ot Burrington »at Smith (1976) €yovv mpotelvel
HETAYYLON TAVPEVOY gQuBpwV pe Tayutnta 12 ml/h
wéxoL n awpoopatpivn va pracel ota 12g/dl »dt mov
yoeldletal mepimov 8 wpeg. M dAAN mpoo€yylon
neolhappdvel morhamiég petayyioets twv 10 ml/kg
OUUTURVWIEVOY EQuOQWV 3 1e 4 oEES TNV NUEQa ®at
oe pecodiaonipata 3 we 4 NUEQMV.

O Janik »au Seeler (1980) mpdtewvav po amii
HETAYYLON TAVUEVWV CUUTURVOUEVOV £QUOQWV 15 e
20 ml/kg apéowg oLy 10 XeELoVEYELO.

[Mewpdpata tov Greenberg xat Kass (1958) €youv
deiEel Betnn emidpaon g petaformiic aAxrdiwong
oto 1Endeg Tov aipatog. Enfong vrovatplatpio moo-
rahovpevn and DDAVP (deopompeocaivy) amodel-
yOnre o amotehel avaotaltind tapdyovia g doe-
ndvmong oe ouvireg yauniig Beppoxrpaociag xat pH
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11 pO,. H 8¢ avEnon tou mocootol g eppouing
atopoopatpivng HbFéyel ovoyetiotel pe »alitepn
TEOYVWOY), RATL TOU OUVTEAE(TAL EV HLEQEL [LE TN X O1HOM
vdpoEvovplag.

AvaroOnowoloyx] avripetdmon

O otdy0g g avalotnoiag mp€met va elval 1 amopu-
] ™S voEuyovatpiag ®at ToV VTOEQLOUOU. ATTaLTel-
TaL TEOOOYY OTNV TTWOoN TS Bepuozpaaciag, omyv
oy oo ot oTdon Tov UmoQel va opeiketal oty BEa)
TOV 0lOWOTOU RUBMG EMIONS %A 1 EMAQXS EVUOETOON)
TOLY ®aL ®atd T didoxrela Tov yerpovpyelov. ToviCetal
TEAOG M AVAY®Y] ATTOQUYYS ¥ QoS tourniquet zaBuig
en{ong xat 1 drapriig Tapaxohoubio) ™S 0SuyOVmOoN <
2OTd T dLdpreLa TG €yyelonong aAhd #aL LETEY Y ELON-
TIRG [LE TNV TTohpry] oEuyovopetoia.

2. AIATAPAXEE ITPOIONTON ITHEEQZL

QO O €heyyog ™S EXAQRELAG TWV UNYAVIOUDV TG
aldotaong ouviotatal o€ SLAPOQES EQYOTNOLA-
#€¢ OOULUAOIES OV UTAULTOVVTOL TTQOEYYELONTIXG
%ol autég elval:
® oBdg atpomeTaA{my IOV ZUPAVETAL (PUOLO2.0-
ywd petagl 150000 »ar S00000/mm3. Avinuévy
awpoppayta Adyw Booppomeviag ondvia ovupai-
VEL OTaV 1o ayomeTdiia Eemepvouv TLg
50000/mm”,

® yodvog mpobpoufpivng PT, mov rupaivetal peta-
EV 11,5 »at 14 sec #atl aviavarid 10 1000016
napaydviov 11, V, VII zat X, ot onolot eEaptw-
vraw ol ta enimeda g frrapivng K.

® yoovog pnepriig Bpopfomiaotivig APTT 1 repa-
Aivng pe puolohoyrég TEg 25 €wg 40 sec, mou
arattel puotohoyrd enineda mapaydviov XII,
XI, IX VIII nat napdyovta von Willebrand.

® y0GVOG QO1)G OV UTOIMNAWYVEL TV ENXAQHELD TOV
evOoBNALaxoy %ol alpomeTahelanol ototyeiov
™G altpéotaong, rvpaivetar petaglv 4 »at 8
AETTAIV oL TapateiveTal o€ aobevels e ehattw-
uéva (50000/mm*) 1 duorertoveyrd aponEeTd-
Ma (. Myn aompivig  NSAIDs) »at ot
véoovon Willebrand.

Awootacn ato veoyvo

210 veoyvd 10 eninedo dLapdomV mTaQaySvimy
mgemg, edd TV eEapTdpevmv and ta enimeda g

Brrapivng K, elvar yapnAd. Zvyreroipéva ol mapdyo-
vieg 11, VII, IX, X, XI, XII, mtporahhxroeivy, ®ivivo-
yoévo peydhov poprarov faooug, aviibooufivn II1,
nowtelveg Cral S »abwg enlong ®at 10 TAACULYOYOVO
LLE TOUG EVEQYOTOTEG TOV Polorovial o€ yaunid emni-
neda. H gvdopuinig yopiynon Prranivng K ehayioto-
TOLEL TNV EUPAVLON TNG CLLHLOQOEAYLHIG VOOOU TWV VEO-
vV petagl 2ng ®at Sng nuépag mg tunis.

KAnoovopuxég drataguyés magayovrav mieEng

H awopihia A zat B eivat guhooivdeteg dwatapa-
7€S OQELMOUEVES OE AVETAQZELN TV TAQAYOVIWYV
VIII zau IX aviiotorya. EpgaviCovrat pe ouyvémra 1
/5000 dooeva taidid ue 1000016 80 émws 85% Yy v
awogria A, H guotoroyi] ouy#Evipmon Tmv Taa-
yYovimv opiletar oe 100 novadeg/dl zaw n fagitta
TV véowv rabopiletal wg oofapr, pétowa 1 eha-
QOLA, av OL RAQOUOTIREG CUYREVTQWOELS elval ( 1%,
1% €wg 5% 1) ( 5% avtiotouya.

Oegamneio VTOXATATTUONG
Awogidia A

Iml mhdopatog mephapfdver 1 povdada tov mapd-
vovra VIII. E@doov o dyrog mAdopatog eivat
45ml'kg, 45 povades/kg tov mapdyovra VIII Ba emi-
g€oouv avsno tov zatd 100%. O ypdvog nuioelag
Tz oto mhdoua eival 8 €mg 12 wpeg, YU autd yoeLd-
Covtar emavarapfaviueveg 060elg yia dramijonon
otafe1ig CUYREVIQWONG.

O napdyovtag VIII yoponyeitar wg »puorabilnpa
6mov €vag aoxrdg mpogpyetal and pia povada FFP
(po€oro maywpévo rAdopa) rat meQLeyel 75 pe 125
novdadeg. “Etou 0,2 aoroi/kg (20-25 povddeg /kg) Ba
avgijoouvy ta enineda tov mapdyovia xatd 50%. Ta
TaQaTdve dtadipata eVOEYXETUL VO TTEQLEYOUV ONpa-
viri] Toodmta avii- A zat avit -B aviioopdtov xot
v TEOXaAEooVY arpolvtxt] avtidoaon, av xoonyn-
Bovv o€ peydin ovyrévipwon oe aobevels pe opndda
afpnatog A1y B. Ou odnyleg yia dreyyetonuuni xoo1yn-
0] UTTOXATAOTAONG OUvioTavIaL ota axrdiovba:

Muwzot] enépflaan

ITgoeyyeonrna: 50 povadeg/kg 1h mouwv
™V eméppaon
Mereyyewonuxd Awatijonon emuédov oto S0%

yio 4 NUEQES UETEYYELONTIRA




OEMATA ANAIZOHZIOAOIIAY KAI ENTATIKHE TATPIKHE

119

Meyaln enépfoon

IIgoeyyelonuirad: 50 povadeg//kg 1h mowv

™V enépfaon
AeyyeronTind: 40 povadeg//kg nabe 8h
Mereyyelonrind: 40 povadeg//kg 2 popég v

NUEQQ YL TIG EOUEVES
4 nuéopss.

Idraitepn mpoooy amatteltal otg 0doVILUTOIXRES
eneppdoelg dmov 1o enimeda tov mapdyovra VIII
noénel va dtatpovvral mdvm axd 50% i 11 1w-
1eG 24 WQEC.

10-15% twv aoBevawv epgaviCovy aviionuata otov
napdyovra VIII xat o cofagés atpoppay(es WToQel
VO YQELAOTEL TAAOUAPAIQED VLA LTOUAZQUVOY (UVTL-
owpdtmv ®abig emlong rat yzoynon Poelor Taod-
yovia 0’ autoUg Toug aoBeveis.

Téhog, 1 xonon deoponpeaoivis (DDAVP) oe ddon
0,3 ugr/kg iv oe 30" avEdvel ta enineda oV TQdYO-
via vatd 20 €wg 50% o€ 1TLES TEQUTTWOELS QYLOPL-
Mag A.

Awoqilia B

Zuviotatal oty xoejynon FFP 1 napdyovta IX. O
yoovog nuioetag Lwnig Tou mapdyovia eivat duTAdotog
tou VIII (24h). 1 povdda/kg tov napdyovia IX avEd-
veL 1o eninedd Tov oto mAdopa ratd 1% oe oyéon e
10 2% Ttov napdyovta VIIL oa, yia mv enttevEn 50%
emuédwv, S0 povadeg/kg moémnet va yoonynbovv.

Nooog von Willebrand

IToorakeltal efte and eAaTTOUEVY TOQAYWYY TOU
napdyovia VWB 1) mapaywyr duohettovpyinig mow-
teivng. O mopdyovrag autdg e(vol ®ol HETOPOQENS
tou 1apdyovra VI ue axotréheoua €Ahenni Tov va
ouvexdyetal zat dgvtegoxady erdrtwon tov VIIIL Ot
aobevelz avtol yauouzmolloviat and mapdtaon Tov
APTT =zat tov y00vov porjg. H vdoog rAnpovopeitat
7070 TOV QUTOOWIAHG ETIKQATOUVTIO {OQAKTIOO KA 1)
ovyvoTTd Mg extipdtal oto 1% mepimov. H Bepa-
Tela ovviotatal otV TEOEYYELENTRY Yooynon 4
aozdv zpuorabiliuartog /10kg nat peteyyetonund 2
aozov /10kg »abe 12 wpeg 116 4 mpwteg NUEQES ®at 1
TOQ¢ TV NUEQU Vict TS ETOUEVES 6 NUEQES. 2€ NTLES
TEQUTTWOELS OA( UTOTEAEOUATOL ETLPEQEL 1) XOONYN-
on DDAVP &vo e 1petg popég mv nuépa moorahe-
viag dumhdola €wg ToumAdola avgnon tov emmédwy
Tov ntapdyovia o¢ 30 pe 60 Aemtd nat didorela Opd-
oG TeQImoOU 6 WEWV.
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