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Ané to Maboloyikd' kal Aquatoloyikd? Turua tou Mevikou Noookoueiou «H MAMMAKAPIZTOZ»

EmikTnTn aipo@iAia gye mapoucsia vEOMAQONATIKWV KUTTApwV Kal Sea-blue
ICTIOKUTTAPWV OTO HUEAD

A. KQZTOYPOY?, K. MATKA®A', T. I'IAI'IAZI'IYPOﬂwY, X. MANAAAKH?, |. KONZTANTINIAHL',
K. MATZHZ?

H eniktntn awopiAia aroteAel uta ondvﬁm, n ortola opeiAeTal og QUTOAVTIOWUATA KUPLWG Evavtl Tou
napayovta VIl tng nné&ng. Avixveuetat mio g € Uyl drouaq, evw 10% mepimou Twv aobevwv ndoxouv amnd
Kakorjfn voorjuara. 2to napdv dpbpo yive @opd o’ éva neptotatikd, To oroio rnapouctddel evolapEPoy,
eneldn arotelel ula nepintwon eniktnTou avac 1 évavtt tou napdyovra VIll, mou avartuxOnke oe €5apog

YEVIKEUUEVOU VEOMAQOMATOG, XWPIG EUPAV] a6rj eotia kat kAwikn etkova. ErunAéov eivat n npwtn ¢opd
rou n veorthaouartikn dtrjénon tou uueAou oyygdlaotnke ue tnv napoucia sea-blue OTIOKUTTAPWV KL aQuTO gival
éva eupnua rnou rmbavo va €xel va KAvet aitepn ouunepipopd g veonAaouatikng e&epyaoiag. And
™mv dAn rnAeupd o awpvidiog Bavatog Tou 1o xwp(g mpolndpyxouoa ekAutikn attia uropel va attioloynbel
ard 1o au&nuévo poptio vooou Kat tnv anpd aiuoppaytkn dtabeon, karaotdoelg mou ndn ouvdgovtal e

aué&nuévn mmbavotnta ernAokwv kat uolpaiwdPouuBaudtwy.

NEEeIG KAEIBIA: ETKTNTOG AVACTAATNG, Vi ola, sea-blue oTiokUTTOPA

Eicaywyr Jsv Kdnyl(a Kat 6ay Kumrvd)}wve QAAKOOA. Kqu mv
H eriktnt aipo@ia anoteAel pa ondvia ermrio- LOaywYT) TA CWTIKA ONPELa NTav UOLOAOYIKA Kat N
K] TIou umoAoyiletal 6Tt oupBaivel mepinou oe 0. YEVIKT| TOU KaTaotaon Kahn. MNapouciale extetaueveg
dtopa/1.000.000 mAnBuopol/étog. Ogeiletal oe au- EKXUHWOEG He 0uvodo oldnua Kkat okAnpia otoug
Toavtiowuata évavtl Tou napdyovta VIl tng mAE paxloveG AU, TIOU ETIEKTELVOVTAV APLOTEPU WG
Ta ornoia deopeldovral og EMTOMOUG Tou Hopiou Hiu N HaoTkn Xdpa. Aeppadevoridbela dev Bpednke Kat
TTAPEUPAIVOUV OTIG TINKTIKOAOYIKEG IBIOTNTEG TOU, ipoppayia anod Toug BAevvoyovoug dev apatnenen-

OUVETELO va EAQTT@VOVTAL TA EMiNeda Tou Mapdyovg KE- YTPXE CUGTOAIKG QUOHA QOpTHG Kal puonuata

VIII, ouviiBwg o€ TMOAU XaUNAEG THEG (Ek. 1). apwTidwv AUPW, VW olamoTweonke Helwon Tou
Mio ouxVva avixveuovtatl oe Katd T AAAA Uyt GTougl QVAIVEUOTIKOU queuplopaToq ota mveupovikd Tedia

eV Ta autodvooa voonuara Kabwg kat n repiod PHPW HE CUVUTTAPXOVTEG HOUGLKOUG Kal U POYXOUG.

™G Aoxelag arnotelolv TIg TILo cuvnBlopéva avapeP

MEVEQ KATAOTACELG TIOU OXETICovVTAL [E TNV avArTu

KUKAOGOPOUVTWV QVTIOWUATWV €vavTl Tou Tapdyo

VIIl. Nepinou 10% Twv aoBevaVv e ETTKTNTN Aol Fa FXa
MAoxouV and Kakoren vooruata. QoTéoo TO MOCOOg Fla Flla Flla FlXa F¥a
autd pmnopel va eival peyaAlltepo kat eival mbavo ' (&7 (T) (1698) {1719) {1721) e

OTL heplkol aobevelq pe kapkivo kal apoppayia m
ogpeilletal oe avaoTtaitég tou napdyovra VI eite
dlaylyvwokovtal eite dev avagépovtal.

B M oM o [e

Mapouciaon mepioTaTikKoU Al H i h

‘Evag 86xpovog dvdpag mpoonABe otnv MNadoloyt-
k] KAvikn e€artiag avatuiag, n onola diarotwbnke oe
Tuxaio eEwtepikd €leyxo. Eixe unopAnBel oe yaotpe-

KTOMN Tipo 20eTiag, oe aoptooTepaviaia nmapdkapyn BC O ARC

npo 6etiag Kal oe apBponAacTiky] aplotepou Loxiou Fba (562

npo 3etiag, xwpig avapepdueva enelgddla pueyding Fa

alpoppayiag. ‘Emaocxe and aptnplakrn unéptaon anod (%)

eTWV Kal eAdpPBave aywyr pe evalarmpiln, evw em-

mA€ov eAduBave aoripivn, daveneliAn Kal TPAKETAWN). Eik. 1
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H uméhownn @uolkn e&étaon dev eixe maboAoylkd
eupruara.

H avd\uon aipatog avédelEe vopudxpwun, VOpHo-
kuttaptk avawia (Hb = 8,9 g/dL) xwpig diktuoegpu-
BpokutTdpwan, e PUOLOAOYIKO aplBud Kal LopPoAo-
yia Aeukwv kat alporetaiiov. O Bloxnuikdg ENeyXoq
KAl 0 TPOCJLOPIONOG VEOTIAAOUATIKWY OEKTWV HTAV
PuUOLONOYIKOG. H aktivoypapia Bwpakog katd tnv
eloaywyn napouociale SIKTUOOTIWAELG ATIEIKOVIOELS TWV
Tveupddévwv auew. H a&ovikr Topoypagia 6wpakog k-
B86ploe alolwoelg oupPatég pe Wlonabn nveupoviRg

Ot a&ovikég Topoypagieg dvw Kkal KATw Kolkiag dev

elval avtiowuara, Ta omnoia otpégpovral kat adpavo-
mololv HEPIKWS 1 MARPWG TPWTEIvVEG TOU CUOTAHUA-
Ttog mMNENG. OL o ouyxvol apopolv avacTaATEG Tou
napdyovta VI, evw €xouv meplypael HEPOVWEVEG
MEPIMTWOELG €vavTl Tou apdyovta IX, von Willebrand,
V, X1, XllI, 1, VII kat X.

H mapouocia avactoAéa €vavtl Tou mapdyovta
VIII | eniktntn awpo@hia A anoteAel pa voco mou
edpavifetal kuplwg oTig peydAeg nAikieg kat ek-

NAwveTal o mdvw and 80% TwV MEPTTWOEWV e
IMoppayieq oto dépua, pUeg, Halakouqg LoTtouqg Kal

né To yaotpevieplkd ailaroupia, omaobornepitovaikd

{(vwon Kat Kpoug (€8 mm) Aeppadéveq plecobwpakiou. E)\evvoyéwaq emupaveleq (dnwg emniota&n, alpoppayia

elxav eupnuara and ta evdokol\lakd dpyava.

ANUUEVEG WETPNOELG TIAPATETAUEVO XPOVO HEPIK
BpouponAactivng (aPTT = 83,4-110,8 sec) kat puol-

(laTtwuata), eved ta alpapdpa mnou eival Turikd g

aocuvnn. MapdAa autd eivat apketd dUOKOAO va
YAAOuE oUUMEPATUATA YA TN oUXVETNTA ELPAVIONG

O mMNKTIKOAOYIKOG €Neyxoq amokdhuye oe anav%uyysvoﬂq avendpkelag tou napdayovrta VI eival

ohoylké xpdvo mpoBpoupivng (PT = 11,2-13,8 se
MeAéteq piEng nMAdopatog Tou aobevolq pe TAG-
OHa QUOLOAOYLIKWV doTwv amétuxav va dlopbwao
To aPTT petd and enwaon otoug 37°C yla 2 wpe
nap€xovrtag tnv €v3elEn yla napoucia avaotaltr evog
napdyovra tng mnEngG. Xtov umdlono €Aeyxo TQ,
akoAouBnoe, ta enineda tou napdyovra VIl Bpébnk
1% Kal 0 avaoTtaATng tou napdyovta VIl mpoadiopi:
otnke oe 20 povddeqg Bethesda, emiBepatwvovrag €
v Unapén eniktnmng apodiiag. To wwdoydvo, ta
D-dimers, To avtiydvo tou tapayovta von Willebrand

alL TNV KAWVIKA mapouaoiaon autng g véoou, apou
oL Tieploodtepeqg amnd TIG BBAMOYPAPIKEG AVAPOPES
{(val anooTiaouaTIKEG Kal TIEPLOPLOMEVEG.
H didyvwon tng eniktntng aipo@iAiag A eival
OM\EG PopEg DUOKOAN, emeldr] o acBeviig dev ava-
PEPEL ATOMLKO 1] OLKOYEVELAKO LOTOPLIKO ALLOPPAYIKWY
nelgodiwv. ‘Etol propel va e&etdletal and apketolq
1d1kouUg Kat va urtoBAAAeTal oe dLldpopeg emkivouveg
enepBatikég eEETATELG TIPLY TNV OPLOTIKY] OAOKARPWAON
ng didyvwong. H apxikr dlatapaxr xapaktnpiletal
and napatetapévo Xpovo UePLKNG BpouBomnAaactivng

KAl n dpaocTkOTNTA TOU CUPMNAPAYoVTa PLOTOOETIVNG [Ql (PUCLONOYLKS XPOVO TIPoBpopPivng. MeAéteq MiENG

Bpébnkav augnuéva, evw ta enineda Twv MApayovIwv
IX, XI, Xl kat XIll ATav puCLOAOYIKA.

Ta D-dimers amnotelouv Ta npoidvta didomnaong 1o
SIKTUWTOU vwdoug, To orolo €xel otabeporotndel
™ dpdon tou napdyovta Xlll. Autég o napdyovta
dlaotaupwvel Ta E-otoixela og duo D-otoixela kat au
anoteAel To TEAIKS PBrjua otn yéveon evog Bpoup

Ot enavelAnupuéva augnuéveg Tiég Twv D-Oiuep W

ou MAAouaTog Tou aoBevouq pe puOloAoyLkd TAAoUA
abwg kat n dokipaocia Bethesda emBepaiwvouv v
napoucia Tou avaotaitd €vavtl Tou napdyovta VI
KAl TIOCOTIKOTIOOUV TOV TITAO TOU QVTIOWMATOG.
Kakonbela aveupioketal o meploocdTepoug amnod
2% Twv agBevwyv pe eniktnTn algo@iNia. Ze pia
IBALOYPAQIKY KaTaypa®r) 41 aoBevav pe kakorBela
Kat emikTtnTo avaoTaAtr, TO HeYAAUTEPO TOCOOTO

dénwg emniong Tou vwdoydvou kat Tou VWAG anodionms{60%) apopoloe OYKOUG CUMNIAYWV Opydvwy, evw €va
vtal oe Peudwg BeTIkA auv&naon, kabwg eival vaoﬁmpérapo nooootd €naocxe and AlaToAOYIKEG KAKO-

Mwg Ta enineda autwv TwV MapayovIwy Propouv
augénBouv e To TPaUua, ™ AO(HWEN 11 AAAN ofel
¢dong di€yepon.

EEattiag Tng avawiag o aocBevrig uroBAr}Onke @e
OTEPVIKY Tapakeévinon. H avappdenon ftav Suoyk-
prig kat Ta puehikd otolxeia apaid. Mapdia auta
napatneronkav cuykUTIA VEOTIAAOUATIKWY KUTTAP
Kal katd ténoug sea-blue otiokUTTAPA.

21N didpkela TG voonAeiag Tou o agBevig a
METWTIOTNKE apXIKA pe xopriynon Prrauivng K, npod-
oQaTa KatePuyuEvou MAACUATOG KAl CUUIMTUKVWUEVWY
epUBpWV, xwplg kauia dépbwon oTov MapPATETAUEVO
XpoOvo peptkiig BpoppomAactivng. Tnv 6" nuépa tng
voonkeia Tou TEBNKe oc aywyn Pe uPnAég ddoelg
KOPTIZOVNG. Apviding Sdpwg, Tv 8" nuépa, Kal Xw-
pig va avapéveral amd tnv KAWIKA Tou katdotaon,
0 aoBeviig napouciaoce eikdéva Un kapdloyevouq
TveupovikoU oldrjuatoqg kat anefiwoe napd Tig mnpo-
ondbeleq avdTa&ng.

Zughtnon
Ot eniktnTol AVACTAATEG TWV Tapaydvtwy THENG
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10eleq. O Kapkivog Tou MpPooTdtn fTav n 1o ouxvh
ttia, akohouBoupevog amd Kapkivo Tou mvelpova,
0U TTAYKPEATOG, TWV VEPPWV Kal AANwv. O LoToAoY!-
6¢ TUMOG TOU AdEVOKAPKIVOUATOG aveBpEdnke OTIq
€PLO0OTEPEG TMEPIMTWOELG KAl 1] SLAYVWoNn TNG KAKOoN-
€laqg MPoNyNRonke g avixveuong Tou avaoTaATr| OTIG
ePLOCOTEPEG TIEPUTTWOELG. Ze Aiyeq (3) MEPLMTTWOELG
mp&e Tautdxpovn dldyvwon ToOU avaoTaATh Kat TG
akonbelag, evwy oe Mia mepimTtwon n napoucia tou
avaotaAti nponyndnke €wg 3 uriveg tng dldyvwong
XAA' Ze pa dA\n peAétn mpoodlopiotnke Mwg N
oxéon emniktnTng alpopiAiag Kal cupnaywv OyKwv
agopouce Kupiwg NAkiwpévoug Avdpeg (Héon nAtkia
eUPAVIONG 69 €TN), evw dev BPEBnke Kauia cuoxEtion
He Tnv dlaomopd TG KakorBelag (Tormikdg i HETAOTATL-
kKOG OYKOG) 1 TOV LOTOAOYIKO TUTIO TOU VEOTIAAOMATOG.
ErunAéov oxoAldletal mwg n uPnAdtepn enintwon
TOU KAPKI{VOU TOU TIPOOTATN Kal TOU TveUpova propel
anm\wg va avtavakAd v uPnAdtepn ouxvoTnTa QUTWY
TV OYKWV OTO YEVIKO TIANBUauO.?
H Unap&n kakoriBelag oto meploTatiko TNG MEAE-
NG anokaAUpenke amd Tnv napoucia veomAAoUATI-
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KWV KUTTdpwv, UT® HOPPr OUYKUTIWV, OTN OTEPVIKH
napakévinon. Anotelel katd 1T dAAa €va Tuxaio
elpnua, n npwtonadng eotia Tou omoiou MapEueLve
adleukpiviot, eEattiag Tou awpvidiou Bavdtou Tou
aoBevoulg. H veormhaouartikn diyénon tou puehou aro-
TeAel ouvniBwg pia poxwpeENUEVN eKdNAWON KakorBwv
voonudtwyv pe didxutn evrorion, o ouxvda Kapkivou
TOU TIPOOTATN KAl TOUu paotou kat Alydtepo ouxvd

Kal Tou veppoul. ZuvodeleTal amnd aluatoloylkég dyf-

plo napdyovta VIl ) va dnuoupyel dlatapayrn otnv
avTlyovo-mapouctacTiky dladikaoia 13 va mpokaAel
al\ayég otov apldud 1) o Aettoupyia twv CD4-BeTl-
KWV KUTTAPWV A TwV UTTIOSOXEWV TWV T-KUTTApWV 1) va
dlatapdooel T Aettoupyia peta&u B kat T kuttdpwy
1} TwV T-KATACTAATIKWY KUTTAPWYV, e AMOTEAECUA TNV
avdntugn avticwudTtwy ou oTpé@ovtal Evavtl g nn-
KTIKOAOYIKNG dpacTtnpidtnrag tou napdyovra VIIIL4

apdyovta VI éxouv SelEel pia Un-yYPAUULKY) CUOXETION

Kapkivou Tou mveUlova, ToU eVTEPOU, TOU eupeoalég MeAETEG KIVNTIKNAG TWV AUTOAVTIOWUATWY EVAVTL TOU

TAPAXEG UIKPOAYYELOTIAONTIKAG AIUOAUTIKAG avauul

HueAdg urnopel va dinbeitat and éva vednhaoua xwpiq

€TafU TNG CUYKEVTPWONG TOU AVTIOWHATOG KAl TNG

kéua dnAadn kal étav o TITAOG TOU avaoTaATr eival

1 AeukoepuBpoPBAaCTIKAG avTidpaong, aA\d ondvia O Eno)\améuavnq dpaotnpétntag Tou napdyovrta VIII.

eMPave(c avwualieg OTIG CUPBATIKEG QTEIKOVIOTIKE
HeEBADouUG, oTo OTIVENPOYPAPNUa 00TWY, OTO BLOXN-
MIKO TPOQIA 1 OTIG ALMATOAOYIKEG TIAPAUETPOUG.
dldyvwon tng veonhaociag otov acBevry amoTéAeoe
énwg paiveral éva katd T d\\a tuxaio edpnua oe
AON HeTaoTATIKA VO0O. MeviKd vEOTAAOUATA AYVWOTOU
npwTtonabouq eotiag aviimpoowrelouv a cuvnoiod
vn katdotaon g kakorifoug dlepyaoiag. Ouwg veo-
nAdopata ayvwoTtou npwtornaboug ou eugavi¢ovral
WG METAOTACELS OTO MUEAS TWV OOTWV AVAPEPOVT
ondvia. 2e wa kataypadpr 11.820 detyudtwv O0TIK
Bloyiwv oe pla 15etr| nepiodo anokaAlpdnkav Povo
25 mnepuntwoelg denong and vednmAaoua ayvwot
npwtonaboulqg eotiag.?

Ané Vv dAAN mAeupd, n autéuatn avdamtuén ava-
otahtwv évavtl Tou napdyovta VIl oe acBeveiq ue
AN dlayvwouévo KakdonBeg véonua dnuoupyel pia
katdoTtaon au&nuévng aigoppaytkng didbeong oTov
aobevr). Opwg 1600 N Kakoridng véocog 600 Kal
XNueloBeparneia mou xopnyeitat urnopel va eubuvo
Yla Ta alpoppaytkd eneloddla, e apkeTousg EKAUTIKOU
pnxaviopoug, mou mepthauBdvouv BpopBokutorevigl
dlaxutn evdayyelakn &N, wwdoAuon, peiwon TRv
Birauwvo-K gEaptwpevwv nmapaydvtwy Kat dlaomop

YnASG, uropel va avixveuBel UTTOAELNSEV AVTLYOVIKH
paotnplétnta Tou napdayovta VIll, mapd tnv unapén
QUTWY TWV AUTOAVTIOWUATWY O [EYAAN OUYKEVTPWO.
a autoavTiIowuata rnou erdelkviouv autd To olvoe-
0 TUMOo KIVNTIKAG ovopdlovtal avilowuata Torou Il
AvtiBeta, Ta meploodtepa and Ta AANO-QVIIOWHUATA
ou Bpiokovtal oe aocBeveiq pe apoPnia A adpavo-
TioloUv tov mapdyovta VI oe ypauulkry cuoxEtion
€ TN OUYKEVTPWON Tou avTtiowuarog. Ta aviiowuata
Tou eppavifouv autd Tov TUMO YPAUUIKIG CUOXETIONG
vopdadovtat aviiowuarta turou |.
H mapouocia sea-blue 0TIOKUTTAPWY OTO MUENS-
ypappa anotéleoe éva ermmniéov eUpnua o’ autdv Tov
obevr). Ta sea-blue oTiokUTApPa avtimpoowrelouv
Hakpopdya Twv OToiwv TO KUTTAPOTAQOUA TIEPLEXEL
eydha A\UooowHATIKA Kokkia yepdta Amnidia, ta onoia
pooAaupdvouv Babu urie xpwua atn xpwon Wright-
iemsa. 'Exouv meplypagei oto pueAd oe AUCOOW-
paTikd vooruata anobrkeuong Ardiwv (v. Gaucher,
v. Niemann-Pick), og kataotdoelg mou oguvodeUovtal
né uynAd mnocootd evdopuelikol Bavdtou énwg
.M.A., autodvoon oudeteporevia, 1.0.M., M.A.Z.,
EUPWA, OToyyoeldn] pukntiaon kat puehoivwon, oe
TIAPEVTEPLKT] JLATPOPY| HAKPAG dlapKeiag pe AMoeLdn)

Tou 6ykou ota ayyeia. Qg ek TOUTOU, ETIRAAE Inum——t OACKTOUATA KAl WG 3l0MABEG, TO onolo aroteAel

augnuévn undvola yia tnv mbavétnta unapéng k
TIPOOEKTLKY] EPUNVEIQ TWV EPYATTNPLAKWY EUPNUAT
wWoTe va Pn daguyel g dldyvwong n mapou
eniktntou avaoctaAtd évavtl Tou napdyovta VI
aocpalng avayvwplon 6a Bondrjoel oTov KATAAAN
XELPLoUO yla v’ au&nbouv ta emnineda Tou Mapdyo
VIIl kat va gheyxBel n eotia ™G aoppayiag.

H oxéon avrtiowuatog €vavtl Tou mapdyovra
kal kakonBelag propel va eivar anAwg CUUTTWUATL-
KAl aA\d propel va eival kat aittohoytkr). Autd J
propel va mpoodloplotel e cgagrvela sEattiag tng
ENEWPNG CUOTNUATIKWV PEAETWY. H oTevr] xpovoloyikd
ouoxétion peta&u tng dldyvwong Tng Kakontelag kat
™G avdmrtuéng Tou avaotaltr arnotelel €va loxupd
emnixelpnua méavrig ouvdeong Toug. Mmnopel duwg ua
KakonBela va gvepyorolrjosl Kal va moAAanAaoldoet
QAUTO-aVTIOPAOTIKOUG KAWVOUG KUTTAPWY;

Eivalr yvwotd nwg apketol ouumnayelq dykol kat
Kuplwg aluaToAOYIKEG KakonBeleq oxetiCovtal pe
TNV avdamTuén autodvoowv ekdnAwoewv, Onwg eival
N autodvoon AlUOAUTIKA avalpia kat n autodvoon
Bpopporevia. H napoucia evég avwpalou KAWvou
KUTTApwV unopel va napdyel éva PETAANAYUEVO UO-
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Mla kaAonBn véoo mou xapaktnpiletal and ominvo-
eyalia, Bpopporievia kat moppupa. To TMEPLOTATIKO
NG MEAETNG amnoTtelel TNV MpwTn neplypadn sea-blue
OTIOKUTTAPWONG TIOU avixveUeTal 0 VEOTIAQOUATIKN
jOnon tou pueloul. dalvetal Mwg n Mapoucia Twv
aKoNOWV KUTTAPWV dNMIOUPYNOE [ia AUENUEVN TEAIKA
LOTIOKUTTAPLKY] dpaoctnpldtnta tou puehou, 1 ormoia
dynoe otnv eupdvion Twv sea-blue loTiokuTTdpWV.
10avoloyeltal akdua OTL oV EUPAVION AUTWV TWV
UTTApwV CUVERBAAE Kal n PEYAANn aidoppaytkry did-
Beomn Tou acBevoug.

H Beparneia Tng emniktnmg aiopniag amoBAEmnel
oe dUo OTdXOUG: TNV eMiOXEON 1 TOV TEPLOPLOUS
TWV alopPaylkwv ekdnAwoewv Kat Tnv ekpilwon
Twv avTiowudtwv. H eniteu&n tou mpwtou otdyou,
o orolog eival meploodtepo aAmeAnTIKOg yia T wn
Tou aoBevouq eEaptdral and Tov TITAO TOU avaoTal-
T, av Kal N KAWIKA elkéva @aiveral va oxetiletal
PTWXA Mall Tous. Ze TEPUTTWOELG e XaunAd TiTAo
avaotaAt (< 5 Bethesda units [BU]) punopoupe va
XPNOLUOTOiC0oUNE CUUNUKVWHEVO Ttapdyovta FVIII
Mévo 1§ og ouvduaoud pe deouomnpeoaivn. Otav o
T{tAog TOU avaoTtaAty eival mdvw and 5 BU/mL 1

15/4/2008 3:14:19ii



160

| I [ B |

IATPIKA XPONIKA

oe aoBeveig Tou dev amavtouv otov napdyovrta VI
xopnyouue xoipelo mapdyovta VI, o onoiog €xel
Helwpévn dlactaupolpevn avTidpaoTtikdTnTa He Ta
avTiowpaTta tou avBpwrivou napdyovta VIl Ta ou-
MTAOKA TIPoBPOoUBIVNG TIOU TIEPLEXOUV EVEPYOTIOINE-
voug napdyovteg AENG (Vlla, IXa, Xa kat Bpoppivn)
propolv va xpnoigornoinBouv yia Tov €AeyX0 NG
alpoppayiag étav dev undpxel mapayovrag VI, Zn
Bepareia Twv oféwv aAlNOPPAYIKWV eMEloOBiwV €XEeL
anodelxBel aoPaAiiq Kal amMoTeAeoUaATIK N XPN

Tou avaouvduacpévou mapdyovta VII (rFVila).

TIKA alpgoppayia propel va epapuooTel BEPATIEUTIKY

To gvdexduevo aloppayiag wg attia Bavdétou dev

TEKUNPLWONKE oTov aoBevi TNG MEAETNG pag, eEaitiag
NG anouoiag eppavwyv EKOINAWCEWV KAl VEKPOTOMIKNAG
eéraong. H aipvidia €EEMEN kalt n éNewn AAANg
uTtokeipevng arttiag tomoBetolv Tnv mubavétnTa at-
Hoppayiag og uPnAr} B€on kat poetdomnololyv yla Tnv
€ykalpn mpoomdeela anoTeEAEOUATIKNG TIapEupaong.
Alpoppayilkd gawvéueva oe uyleig 11 un aocbeveiq
opelhouv va B€touv oe unoyia Tov ylaTpd ya tnv
apouoia emiktNTwv aAvaoTtaAtwyv, va KateuBuvouv
n SlayvwoTIK okéyn mpog Tnv taxeia empPepaiwon

VTIMETWITLOT] TOUG.

TMEPIMTWOoELG e UYNAS TITAO avaoTaATr Kat arelin- Fcu va mpooavatoAiouv €ykaipa Tpog Tnv dueon

nAacpagaipeon 1 puéBodol avooomnpoopdPnong T
QVTIOWUATWV TPV TN XOPrynon Twv mapayoviwv. ™

MNa v eEAAePn TWV AVTICWUATWV XPNoloTtoLel
QAVOOOKATAOTAATIKA aywyr. Ouwg os dvw arnd to 1/
TwV aoBevwv ol avaoTaAtég eEagaviCovral autépara
kupiwg dtav Bpiokovtal oe XaunAd TitAo (

ABSTRACT
Acquired haemophilia is a rare complication,

hich is due to antibodies mainly against coagula-
ion factor VIII.

It is often identified in healthy people,

[
< 5 BU/mL) while approximately 10% of the patients suffer from
1 OXeTCoVTal e TN XOPNYyNoN ¢apudkwy 1 Tnv Unap

eyKupoouvng. Emmiéov o T{TAOG TOU avacTtaitr dev
ouoxetiCetal otevd e TNV KAWVIKA elkdéva TnG véoou Kalt
étol dev pnopel va anotelel kputriplo Bepaneiag.®
Kal propel va oupBel autdpartn eEAheyn Twv avtlo
MdaTwy, elval okOmHo va Xopnyeital avoooKATAOTAATIK
aywyn yla tnv kataroAéunor toug oe OAoug To
aoBeveiq pe eniktntn ao@hia, wote va pelwdei 6co
TO duvatdv o xpovog ékBeang oe kivduvo yla ooBapr)
aloppayia. ITIG MEPUTTWOELG AUTEG €XOUV SOKIPAOTE(
KOPTIKOOTEPOELDY], KUKAOPWOPAUidn, alabelonpiv

S

KUukAooTiopivn, wtepepdvn-a kat o mpdopata Rituxg
imab, éva avti-CD20 povokhwviké avticwua. ‘Ogol

alignant diseases. This article refers to an interesting
ase, where an acquired inhibitor against factor VI
as been developed on the grounds of generalized
neoplasm without obvious primary site and clinical
icture. In addition to that, it is the first time that
neoplasmic bone marrow infiltration is combined with
the presence of sea-blue histiocytes and this finding

probably related to the particular behaviour of

neoplasmic process. Eventually, the sudden death of
he patient without a pre-existent causative agent may
e explained by the increased burden of the disease

of these conditions are anyway related to increased
possibility of complications and fatal incidents.

6-pepkanromnoupivn, BLVKPLOTivn, avoocoopalpiveg, :ﬂnd the unforeseen haemorrhagic predisposition; both

and toug aoBeveiq éxouv XxaunAoug TiTAoug avTlow-

paTwv 1 mpwipa otddla kakonBelaq eivat o mba
VA QVTILETWIIOTOUV ATOTEAEOMATIKA.! Ze a HEAE! istiocytes

de emutuxoug Bepareiag Tng enikmtng alopniag U
QVOOOKATAOTAATIKA aywyr], 0 HEOOGQ XPOVOG VIO T
TAAPN eEAAelPn TV QvAOTAATWV EVaAVTL TOU TIAPAYOVT 1.
VIII Atav 12 ¢BdouAdeg?, evwy ge A AAN UEAETN
péon dldpkela Tng Bepaneiag rtav 9 urveg.”

O aoBevng g peAéTng pag dev nmapouciale
peifoveg aluoppaylkeéq ekdNAWOELG Kal £€TOL Ofv
éylvav BeparmeuTikég apepPBACELS YIA TOV XELPLO
™¢ aldoppayiag. ‘Ooov apopd v €EAAelYn TWV
QUTOQVTIOWHATWY, TEBNKE apXIKA o UPNAEG ddo
KOPTIKOOTEPOEWDWV XWwPIg va kataotel duvarn n ena-
vekTiunon e€artiag awpvidiou Bavdrou.

H Bvntdtnta g eniktnTng ao®Niag eival ugnAn
Me TV TAelovdTnTa TWV Bavdtwy va cupBaivouv péoa
oTIq PpWTeg £Bdouddeq TNG eppAviong (8-22%).% Ze
pia mpdopatn HEAETN aoBevwy e emikTnTn AloPIAia,
n apoppayia anotéAeoe TV attia Bavdrtou og 9% and
autoug. Mpwiol-péoa otnv pwtn efdoudda Bdavartol
agpopouacav Kupiwg alpoppayieq and To YAoTPEVIEPIKS
KOl TOUG TIVEUMOVEG, EVW anwTtepol BAvatol opeilovtav
Kuplwg oe evdoKpaviakég Kal oroBoTepltovaikég al-
Hoppayieg. Kal énwg dlariotwbnke oty (dla peAétn
Ta polpaia apoppaylkd enelcddla de oxeTioTnKav
pe ta emnineda tou napdyovta VI 1 tov TiTAO TOU
avaotaitd Katd Tnv apxikn ektiunon.®
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