NMASOAOIIA ANIOYZHZ AOPTHX
2YNEXIZOMENOZ KAINIKOZ NMPOBAHMATIZMOZ
2THN TPOXIA NEQN AEAOMENQN

FEQPrOx A. AOANAZOIMNOYAOZ

PWTN NPocgyyion Napadociakd oTny ava-

yvwpion g naBoloyiag Tng aviouong

QOpPTAG KAl KATENEKTAON EVOEXOUEVNG

naBoloyiag kail TNg unoAoinou BwPAKIKNG
aopTng otnv KapdioAoyikn npdgn cuviotd n agio-
AGynon Tou €Upoug TNG. Av Kal Bewpeital anAn kai
dueon n kaTaypagpd Twv YETPNCEWV, PAiVETAI OTI TE-
NKd xpelddeTal nepIcoOTEPN cucTnuaronoinon and
TNV Ndn £QapPogopEvn.

MapdMnAa €xouv NPOKUYEl VEEG anOYEIG yia
€vOEXOUEVA YEVETIKA UNOCTPWHATA NEPAV TWV Ma-
PadOCIOKWV AVAPEPOUEVWV.

Meta nepinou 13 €tn ano Tnv €kdoon TwvV NPW-
TWV KaTeuBuvtnpiwv odnyiwv TNG Eupwnaikng Kap-
dlohoyikng Etaipeiag (2001) nou agpopoucav tnv
naBoAoyia TnG AOPTAG KAl MOU OTOXEUAV KUPIWG
oTa 0&€a opTIKA cUVOPOUA Kal TV Kaivo@avn Tagl-
voéunon Twyv, eEed0ONoav ol deuTepeg (2014).

MapdMnAa €xel NPoKUWel Ta TEAeuTaia 5 €mn
Kal pia o€1pd €&aipeTwv dNUOCIEUCEWY OE cuvapn
B€uaTta nou dieukdAuvav Tn dIACAPNVION AVOIKTWV
£pWTNPATWY NEP TNV NaBoAoyia TnG aopTAG.

Moi6 npénel va gival To anodeKTé €UPOG TNG
aviouong OwWPAKIKNG aopTAG:

H avartopia Tng aviouong aoptng (oxnpa kai
pEyeBOQ) kaBopileral TGO and avOPWNOUETPIKEG,
ONPOYPAPIKEG OO0 KAl YEVETIKEG CUVIOTWOEG.

NAOYw TwV IBIAITEPOTATWV GTNV PAIVOTUMIKA €K-
@pacn TNG aviouong aopTng Kal dedopEvng TNG CU-
OXETIOEWG QUTAG UE TA NPOYVWOTIKWG Kpiolua o&€a
ouvdpopua, €xel undpEer 191aITEPO EVOIAPEPOV TNV
TeEAeuTaia OEKAETIO OTOV €NAvVANPOGCOIOPIOHO TOU
anodeKToU eUPOUG Kal SIAKUPAVOEWG TNG AVIOUoNG
aopTng.

Katd 1a TeAeuTaia €Tn €xel undp&el ouoTnuaTI-
KA oUoTacn avaloyikonoinong Twv SIacTACEWV TNG
aviouong aopTAg TOCO PE BAon TNV CWUATIKA EMi-
@Aavela 6co Kal PJe TNV NAIkia pe dnuocicuon dedo-
pévwv 1600 ano Tnv Eupwnaikn 6co kai Tnv Apepi-
KavIKr KapdIOAOYIKN ETAIPEIQ.

Kai o1ig dUo nAeupég Tou ATAavTikoU enicnpai-

VETAI N avAykn avaAoyIKoNoINCEWG Twv dlEvEPYOU-
MEVWV PETPNOEWV TOOO OTA CWHPATOPETPIKA OED0-
MEva 000 Kkal Pe Bdon Tnv nAIKia.

Eival xapakmnpioTIkd To napddelyya Tou VEOU
nAikiag 20 TWV PE PEON CWHATIKNA ENIPAVEIQ ONOU
ME pEon eVOEIKTIKA TIUN 27mm €ival anodekTo eu-
POG aviouong aopTAG £wg To NOAU 34 mm, eV avTi-
oToixa og dvdpa nAikiag 80 eTwv pe NpoBAenduEVN
pE€on Tiun 37 mm, e0pog €wg Kal 44 mm Bewpeital
anodekTo.

H xpnon Tou 6pou aveUpuopa NPENEI va EQap-
MOZeTal OCAKIG TO UETPOUUEVO €UPOG unepRaivel
katd 50% Ttnv pg€yiotn avaloyouoa TIuN, EVw OTIG
UNOAOINEG NEPINTWOEIG dIATACEWS €ival OOKIPOG O
6pog ekTaCia.

EvOEIKTIKG OpIa aveUPUOUATIKNG SIOTACEWG €i-
vail Katd nAikiia Ta akéAouBa oTov avdpIKG NANBu-
OMO PE JEON CWPATIKA ENIPAVEIQ:

1. 20 eTwv 40mm
2. 40 eTwv 45mm
3. 60 eTwyv 50mm
4. 80 eTwyv 55mm

Eidikh npévoia npénel va AapuBdaveral octov
TPONO METPNONG TWV JIACTACEWV TNG AOPTAG.
Eivalr kpioiun 1600 n diampnon TnG KABETOTNTOG
KaTd TNV PETPNON WG NPOG TIG KAPMUAGTNTEG TOU
AopPTIKOU TOIXWHATOG (KABETOTNTEG OTIG VONTEG EPO-
NTOPEVEG TOU TOIXWHATOG), 60O Kal N PEPINVA TNG
CUUNEPIANYNG TOU NAXOUG TOU AOPTIKOU TOIXWUA-
TOG OTNV ava@ePOPEVN PETPNON.

To ndxog Tou aopTIKOU ToIXWPATOG duvaTtév va
nPocBETel and 2-4mm oTnv PETPNON, EVW N AMOKAI-
vouoa KaBeTdTNTa va NPOcBOETEI kal va auEAvel NAa-
opaTikg Tn SIAUETPO KATA TO CUVNWITOVO TNG Ywviag
andékAiong.

O1 181aITEPOTNTEG AUTEG €IvVal KPIOIUESG TOCO yia
TNV anoAuTn TIPN TnG JETPNong 600 Kai yia Tnv a§lo-
AGYNon evOEXOPEVNG NPOOOEUTIKAG AUENCEWG OTOV
id10 enave&eralduevo.

MdANicTa n avapopd oTIG KAaTEUBUVTAPIEG 0dNYi-
€G WG KpioIuNg oTdbung PETABOANG ava €T0G NPOG
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anégaocn enepfdoewg Ta 3mm, KabioTd ano@aoci-
OTIKNG onuaciag Tnv evoeAexn dladikacia YeETPNoE-
wg.

H akpiBela Twv dievepyoUPeEVWY LETPNOEWY Ei-
val navopoldTunn Pe GAOUG TOUG AMEIKOVIOTIKOUG
TPONOUG (a&oVIKA — payvnTiKA Topoypa®ia-dlabw-
PAKIKA unepnxokapdloypagia) e@’6cov €xouv dia-
TNPNOEI 0l NPENOUCEG CUUPACEIC OTNV KATAypapn
Kal avdiuon.

MeTd Tnv apxikn dianiotwon naBoAoyIkAG ava-
Touiag TnG AopTIKAG pidag kal aviolong AaopTng,
KpiveTal avaykaio énwg digpeuvaral To cUVOAO TNG
avaTtopiag NG BwpPaKIKAG aopTAg dnag eite pe TO-
poypagia payvnTikn €ite agovikn.

Bdoel Twv kateuBuvtnpinv odnylwv, Npénel va
Aappdveral un’ yiv katd TG OIOOOXIKEG eNAVeEe-
TdoeIg n eniBdpuvon og padievepyd akTivoBoAnon
Kal KaTd CUVENEIQ va ano@eUyeTAl N CUCTNUATIKA
enava&§loAdynon pe agovikn Topoypagia.

H olUoTtacn QapuakeuTIKAG aywyng npénel va
KaBopicetal and Tnv avAykn dIATNPNCEWG EAEYXO-
MEVNG apTNPIaKNAG NIECEWG TOCO OE NPepia 600 Kal
KaTd TNV KONwon.

Noyw Tng dlanioTwoewg ota 2/3 Twv o&€éwv di-
AXWPICPWY TNG AOPTAG WG NPOKANTIKWV QITiwV Thv
€viovn QUOIKA Katandvnon e&iTe ocuvaiocdOnuaTikA
€Eapon pe AueoN CUVEPYEIO KATEXOAAMIVIKNG OlE-
YEPOEWG, upioTaTal EvOEIEN EMAEKTIKNG KAT apXxAv
XPNOEWG B AVACTOAEWV.

H npooBnkn avacToAéwv ayyelotevaivng gival
€MIBUNTA NPOG CUVENIKoUpia alAd dev €xel ano-
OeIxOei oe NPOOPATEG PEAETEG NOU apopoucav To
ouvdpouo Marfan 611 ungeptepolv AUTOVOUWG OE
OX€on PE Toug B avaoToAeiq. (dueon oUyKpion aTe-
VOAOANG-AoocapTdavng)

‘Ocov apopd TIg TUNIKEG evOEi&elg napeuBdoe-
wg, dlatnpeital Kal oTic NPAoPATEG 0dNYIEG O YEVI-
KOG Kavovag Tng SIaTAcEwg TNG aviolong aopTng
népav Twv 55 mm wg 10 KPICIPO GPIOo yia TOug NAN-
BuopoUg NANV TwV EXOVTWY YEVETIKA oUvOpoua. 10
ouvdpouo Marfan avagépeTtal wg Kpioiuo épio Ta
50mm, evw TIPEG >45mm yia To cuvdpopo Marfan
Kal >50 mm BewpouvTal Ikavég yia andégacn na-
PEPRBACEWG 0CAKIG UPICTAVTAl CUUNAPOUAPTOUCES
napdueTpol ONwe:

1. oTévwon 100poU aopTig

2. OIKOYEVEIQKO IOTOPIKO OlaxwpICHoU

3. ouoTnuaTikA unéEpTacn

4. kataypa@ouevn avd €10 avgnon Tng diaué-
TPOU TNG AOPTAG COE 0l10dNMNoTE €NiNeEdo KaTtd 3mm,
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€@’600v auTd TEKUNPIWBEI YE auoTnpd TPOMNO Kal
ME TOUAAXIOTOV OUO OIAPOPETIKEG QAMEIKOVIOTIKEG
peBBGdoUG.

EIdIkéQ nepINTWOoEIC ano@dcewyv duvaTtév va
UNdApEoUV OE PIKPOTEPEG OWUATIKEG ENIPAVEIEG, OE
aKpaia NAIKIGKA GAcPATa EITE KAl £V OYEI KUNOEWG
O€ NEPINTWOEIG ouvdpduou Marfan (anavrd Ta avw-
TEPW PE oXeTIKA EvOeIgn Ilb Bdoel Twv Eupwnaikwv
KATEUBUVTAPIWY OONYIWV).

Ta avwTépw KPITAPIA YIa XEIPOUPYIKN anokatd-
oTacn Tng aviolong aopTng e YOoXeuua, oTnpido-
vTal oTnv anodoxn AvapevoueVNG Kal anodeKTAG
pEong nepieyxelpnTikng Bvntétntog and 2-3%. Er-
OIKWTEPA YIa NAIKIEG YIKPOTEPEG and 55 1wy, TOCO
N NEPIEYXEIPNTIKA BvnTOTNTa 00 KAl N CUXVATNTA
ayyelakoU eyKePaMikoU enelcodiou Bewpeital ni-
BeBAnpEvN va eivarl pikpdTepn ano 1.5%.

Ocov apopd TiIG OUCNAACTIKEG AOPTIKEG BaABi-
O€q (KATaXpnNOTIKA AQVAPEPOUEVES WG «DIMTUXEG» EV
OuvoAw, kKaB’ doov AiyoTepeg and 10% Twv ducnAa-
OTIKWV €ival aAnBwg OiNTuxeg), BACEI TwV TPEXOU-
oWV KateuBuvtnpiwv Eupwnaikwv odnylwy, Exouv
npoyvwon idla Ye Tov YeVIKO NANBUCPOG KaTd NAIKI-
akn avaloyiia.

EIdIKA pépiyva apopd o€ NEPINTWOEIG OlapE-
Tpwv >45 mm, 6nou Kal cuvioTaTtal ETACIA ANEIKO-
vioTIKA a§loAéynon.

‘EvOeIEn xopnyNoewsg B avaoTOAEWV PE KATnyo-
pia llb ugiotatal Bdoel Twv Eupwnaikwv odnyiwv,
enl undp&ewg diaTdoewg TNG aviolong aopTNg OE
undoTpwua SUcNAACTIKAG aopTIKAG BaABidog.

EvOexopévwe napoucia aopTikKAG avenapKeiag
METPIaG BapuTnTog va cuvioTd eniong Adyo €TACIAg
napakoAouBNoewg TG aviolong aopTNG.

EidIkn pveia a&loloynocewg Tng aviolong aop-
TAG UPIOTATAlI OE CUYYEVEIG NpwTou Babuou acBe-
VWV e duonAaoTiKA aopTikh BaABida.

Mn OuUVSPOUIKES OIKOYEVEIS
Siatdoeis aoptns

AuoTuxwg, ave&apTNTwG TWV MPOTEIVOUEVWV Ava-
TOMIKWV Opiwv yia Tnv NpOAnyn Tou aopTiKoU Ol
axwpPIoPoU nou €xouv enAeyei ue Bdoel TGGO TNV
€nIdNPIOAOYIa TwWV OEEWV COPTIKWV GCUVOPOPWYV
aAAQ KAl TIG MEAETNPEVEG PUNXAVIKEG AVTOXEG — OpIa
Opauong Tou AoPTIKOU TOIXWHATOG OE NEIPAUATIKEG
OUVBNKEG, IKavVO NocooTo TwvV enicupuBavovtwy Oi-
axwpliopwv (Ewg kKal 30%) apopd avioUoEG A0PTEG
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MEYEOOUG KaTA TO oUUBAUa PIKPOTEPOU TwV 55 mm
n akopn kai Twv 50 mm.

Qort600, Aoyw TOU conpavtikoU apiBuol enino-
AaloUCWV aVIOUCWYV AOPTWV OTOV YEVIKO NANBUCUS
ME PEYEBN Kupalvéueva and 45-50 mm, Tuxoloa
YEVIKEUPEVN oUOTAON MPWIPOU XEIPOUPYIKNG Na-
peUPAocewg Pe pEIWPEVO 6plo KATw and 50 mm, Ba
odnyouoe kat‘avaloyia og peydAo andAuto apiBud
NEPIEYXEIPNTIKWY CUPBaUdTWV (BavdTwy Kal ayyel-
AKWV EYKEPANIKWV €MNEICOBiWV) aKOPN Kal Pe Bew-
POUMEVEG I0AVIKA XAUNAEG TIUEG QUTWV (APPOTEPA
<2%).

AnoTtelei avTikeiyevo €I0IKOU €vOIAPEPOVTOG
n oxemkad npoéocpatn dlanioTwon YEVETIKOU UMo-
OTPWPATOG O€ UNooudda d1IaTAcEwY aviouong aop-
TAG PE OIKOYEVA ENINTWON XWPIG AuTd va cuvOEETal
ME TO YVWOTA YEVETIKA ocUvdpopa (n.x. Marfan nou
ouvioTd 10 5% Tou cuvéAou Twv dIATACEWV TNG AVI-
ouong aopTNQ).

H oikoyevng enintwon €ival duvatdv va €xel Oi-
anepaocTikOTNTA G UWPNAA NocooTd (TOUAGXIOTOV
20% Twv Cuyyevwv NpwTou Baduou).

Eivar evdiapépov 611 n Béon Tou apTnpiakou
ouvdEapou kabopilel Suo UNOOPAdEG KANPOVOLIoU-
MEVOU aopTIKOU QaIvOTUNoU (OIKOYEVWSG OMOEIDNG
dIdTaon npiv ite YETA TOV APTNPIAKO GUVOEGHO).

AvBpwnoAoyIKa kal dNPOYPaPIKA XapaKTNPIOTI-
k@ epunvelouv dlakupavon €wg To NoAU 25-30%
NG UETARANTOTNTOG TwV JIACTACEWV TNG AOPTAG
OTOV (UOIONOYIKO YEVIKO NMANBUCUO0O, EVW TO WE-
yaAUTepo undioino diagaiveral o1l NpoadlopideTal
ano YEVETIKOUG NApAyoVTEG.

2TIC NEPINTWOEIG TWV OIKOYEVWV (UN CUVOPOI-
KWV) QOPTIKWV AVEUPUOUATWY, 0 pubudg eEENICCO-
pevng dlaTdoewg ival NAEov TaxUG O GXEoN akOun
Kal JE TO YEVETIKO oUvdpouo Marfan (2 mm gvavr
0.5-1 mm/€tog avTioToiXwg), WoTACO UCTEPEI EUTU-
XWG O OXECN PE KATAOTPOPIKA YEVETIKA cUvdpoua
onwg 10 Loeys-Dietz (10 mm/eTog pe péon nAikia
Bavdrtou Ta 25 £1n).

OI NEPINTWOEIG TWV OIKOYEVWV (N CUVOPOUIKWY)
QOPTIKWV AVEUPUOUATWV dUVATOV va CUCXETICoVTAl
Me duonAacTikn aopTiknn BaABlida €ite kal Batd
apTnplaké Népo Kal XapakTnpidovtal ano eKQUAI-
OTIKEG AAAOIWOEIG TOU PECOU XITWVOG TNG OPTAG
(KUoTIKN VEKPWON).

H perddoon xapaktnpidetal and autoowuaTiko
€NIKPATOUVTA XAPAKTAPA PE EUPEIQ KAIVIKA NOIKIAG-
TnTa (€101KA OTIG YUVAIKEQ).

MeTaANGEEIG QVEUPIOKOPEVEG OTIG CUVOPOUIKEG

MopQEG aveupuoudTwv aopthng (FBN1, TGFBRA1,
TGFBR2), cnaviwg aveupiokovTal oTIG NEPINTWOEIG
TWV OIKOYEVWV (UN OUVOPOUIKWY) AOPTIKWV AVEU-
PUOUATWV OMnou €xouv TauTonoinBei oI akGAoUBEeg
OIaKPITEG METAAAEEIG:

1. MYH11: yuoocivn Bapidg aAUcewg napayoueévn
o€ A€i€Q PUIKEG iveEG-OUOXETION PE BATO apTnpia-
K6 noépo.

2. ACTAZ2: €10IKN a-aKTivn TWV AEIWV PUIKWV IVOV-
CUOCXETION JE oTE@AavIaia vOoo-ayyeIaKd EYKEPQ-
NKd& eneicodia.

3. MYLK: kivdon Tng puocivng eAappdc aAUcEwG-
CUOCXETION E OIaXWPIOUO PE EAAXIOTN EiTE KOBO-
Aou didTaon TNG AoPTAG.

4. TGFB2: TUnog 2 B napdyovTa IoTIKAG avAnTugng
TGF—OUOXETION PE OKEAETIKA-OEPUATIKG OTiyla-
Ta avdioya Marfan.

5. PRKG1: kivdon €gnptnuévn ané cGMP yia tTnv
XAAaon TwV AEIWV PJUIKWOV IVOV-CUCXETION E DIa-
XwpPIoPd o€ veapn nAIKIA.

JUVENEIa TWV avwTéPpw KaBiotatal eniBeBAnué-
vn n YeVETIKN a&loAdynon o€ undoTpwua aoPTIKAG
naBoloyiag (didTaong aoptg) oTig akOAOUBEG ne-
PINTWOEIG Kal JE TNV avTioToixn peBodoAoyia BAoel
TWV TPEXOUCWV KaTeuBuvTtnpiwv Eupwnaikwv odn-
YIOV:

1. 'EAeyxog aneikovioTIKOG TnG BwpaKiKAG aoptng
O€ OUYYeVEeic nNpwTou Babuou (Yoveig-Tékva)-Ev-
de1gn kateuBuvTnpiwv odnyiwv ESC: |

2. Eni Tautonoincewg olkoyevoug HOpPAG €iTe uyn-
NG undvolag yeveTikn avaiuon (Evoeign |)

3. \Oyw onpavTiknAg NAIKIGKAG  PETABANTOTNTOG
oTtnv évap&n Tng dIAaTACEWS TNG AOPTAG, €NAVE-
AEyXog avd 5 €Tia o€ KAT'APXNV «QUGCIONOYIKG>»
MEAN oIkOYEVEIWDV PE didTaon (Evoeign )

4. Y€ d1anICTWUEVN OIKOYEVA YN CUVOPOWIKN JIdTa-
on aopTAg eival enIBEBANUEVOC O ENEYXOG TWV
EYKEPANKWV apTnpIwV (Evoeign lla)

Eival katavonté ané 1a napare®évra Ot ena-
vanpoodiopideTal To KAIVIKO pAcpa TNG aoPTIKAG
naBoloyiag 1600 pe Tnv aglonoinon Twv AMNEIKOVI-
OTIKWV TEXVIKWV 00 Kal JE TNV YEVETIKA avAAuon.

Eival npogavég ot diavoiyovTal véol opidovTeg
OTN oUCTNPATIKN Jlaxeipion Tou NPORAAUATOG TNG
naBoAoyiag TNG aviolong AopTAG NOU EVOEXOUEVWG
va cUPBAAEI oTNV ANOTEAEGHATIKA AVTILETWNION TWV
KATAOTPENTIKWY ANOTEAECUATWY TwV OEEWV QopPTI-
KWV oUVOPOUWV Kal EIBIKWTEPA TOU OlaxwpIcuoU
TNG avioUong aopPTNG MOU CUVEXICel Kal dlaTnpel
duoTuxwg dIEBVWG 0TaBEPG UYPNAN NEPIEYXEIPNTIKA
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