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EuxapLotieg

Oa NBela va euXaPLOTHOW TPWTIOTWE TNV OLKOYEVELA OV, TIOU HOU O0TABNKE o€ OAN TN
SLApKELD TwV OTIOUSWV HoU aAAA KoL KATA T ouyypodn tng SUTAWUATIKNAG gpyaciag
autn¢. Emetta éva pPeyalo euxoplotw o€ OAOUC TOUG KaBnNynTEG OV yLa TG YVWOELG TIOU
pou petalapnadeuoav KaBoAn tn SLAPKELD TOU MPOYPAUUATOC oTtIouSwV. Tig OgpéG pHou
EUXAPLOTIEG EMIOUUW aKOUN VO EKPPACW OTOUG KABNYNTEG K.K. FepouAako kat Kakion yia
TIC oUVEXEiC poomabelég Toug yia TN BeAtiwon TNE SOUAG KOl TOU TIEPLEXOLEVOU TOU
LETATITUXLOKOU TIPOYPAUMATOC KAL TNV TIPOCONKN TEPAUATIKOU XELpoUpyEiou, KaBwG
KAl TN OUPPBOAR TOU MPWTOU OTNV €mAoyn Tou BE€uatog pou. TéAog, Ba nBela va
EUXAPLOTAOW TNV KA. XpAoTou yla TNV apéplotn Bonbeld tng oec oTlOAMOTE MPOEKUTITE

KOTA TN SLAPKELA TOU HUETATTUXLOKOU OAAQ KOl TNV APLOTH 0PYAVWGT TOU TIPOYPAUUATOG.




NEPINHWH

AVTIKELpPEVO: AVTIKEIPEVO TNE apoUoaG SUTAWUATIKNG Epyaciog elvatl n meplypadr tou
ouvdpopou Marfan (MFS) kat ev ouvexeia n e€akpiBwaon tou PpOAOU TTOU KATEXOUV OL
evOOQYYELOKEG TEXVIKEC WG OEPATIEVUTIKO LECO 0 BWPAKOKOWALOKA OVEUPUCUATO KOl
Slaxwplopoug oe aoBeveig pe MFS.

M£0060¢: Eylve cuoTnuatikn avaokomnnon t¢ BiBAloypadiag pe xprion tou PubMed kat
Tou Google Scholar and to 2008 £w¢ to 2019 yla HUEAETEC OXETIKA HME TN XPHRon
evboaUAIKWV TpoBéoswv oc mabnoelc BwpPaKOKOWAKAG 0opTHG o aocBevelc pe
ouvdpopo Marfan.

AnoteAéoparta: Eva ocuvolo amo 11 peléte¢ kol oOuvoAlkd 168 aoBeveig
ocupumnepleAndOnoav otnv mapovca epyacio. Av Kot 0 aplBuog Twv acBevwy KABe HeAETng
elval pkpog, Ta amoteAéopata xapaktnpilovral and xapnAn mepLEyXELPNTIKA BvnToTnTa
KAl voonpotnta Kot UPnAd TooooTA TEXVIKAG EMITUXLOG AUECA UETEYXELPNTIKA. MapoAa
QUTA TTOPATNPOUVTAL EMUTAOKEG TTOU odeilovTal 0To EVOOUOOYEUUA O EVAl CNUAVTLIKO
TIO0000TO Twv aoBevwv kabwg eniong to 50% mepinou Twv acbevwyv eiyav umoPAnbel
T(PONYOUHEVWG O KAPSLOXELPOUPYIKN €MEUBacn aviouoag aopTng 1 aopTtkol Tofou,
YEYOVOG ou Toug Kablotouoe opada uPnAou Kwvduvou yla emavenéufaocn.

Tupnepdcpata: H evboayyelakn aviluetwrnion propel va  amofel  apketd
QTMOTEAECUATIKI) OE €ETMAEYUEVOUC OOBEVEIC HE VOONUOTO OUVOETIKOU LOTOU OMwG
ouvépopo Marfan kot mabnoslg NG Owpakokollakng aoptic. MapdAa autd
HEYAAUTEPEG OELPEC QOBEVWV KOL TUXOLOTIOLNMEVEG UEAETEG KOOBwG Kot €€EALEN TNG
TeEXvoloyiag Twv eVOOUOOXEVUATWY, TIou Ba Ta KaBlotouv 1o “PpALka™ Tpog TV aopth,
elvat anapaitnta yla va kaBlepwaoouyv tnv evéoayyelakr mpooyylon wg LEBodo ekAoyng
yla QUTAV TNV opada acBevwy.

NEEeLg KAEWOLA: 2UVEpopo Marfan, evdoayyelakn aQvILLETWIILON 0LOPTLKWY AVEUPUOUATWY
oe 2Uvbpopo Marfan, Tiomou B OSlwoxwplopol, maBnoel ouvOeTIKOU OTOU Kol
€vO0QYYELAKN QVTLLETWTILON.




ABSTRACT

Objective: The review of Marfan syndrome and the evaluation of the role of endovascular
treatment of thoracoabdominal aortic disease in patients with Marfan syndrome.

Methods: We performed a systematic literature review using PubMed and Google
Scholar, searching for related scientific papers between 2008 and 2019. We included
papers with series of patients treated for thoracoabdominal aneurysms or Type B
dissection, with endografts.

Results: A total of 11 studies with 168 patients in total were identified for inclusion in this
review. Even though the number of the patients participated in each study was small,
reported outcomes were characterized by low perioperative morbidity and mortality and
high technical success postoperatively. Nevertheless, high rates of endografts-related
complications were observed in the follow up period. It is worth to mention as well that
almost 50% of the patients had undergone previous open cardiac operation either of the
ascending aorta or aortic arch, which classifies them as high operative risk patients.

Conclusions: Even though there is a lack of high quality evidence to support definite use
of endovascular repair in Marfan patients, it can be very helpful in selected patients with
Marfan syndrome and thoracoabdominal aortic disease. Long-term and randomized
control trials along with further evolution of endovascular technology, which will make
the endografts more “friendly’”’ towards the aorta, will be necessary in order to establish
endovascular procedures as a “Gold Standard” for this challenging patient population.

Keywords: Marfan syndrome, Endovascular treatment of aortic aneurysms in Marfan
patient, Type B dissections, Connective tissue diseases and endovascular treatment.




O pOAoG TNG EVOOOYYELOKAG OLVTLLETWIILONG OLWVEUPUOHATWY KOl SLOXWPLOUWV

OwpakoKOLALAKAG aloPTNG o acBeveic pe cuvépopo Marfan

EIZATQrH

OL maBnoelg Tou cUVSETIKOU LOTOU amoteAouv pia opada cuvSpouwy Ta omnoia xapaktnpilovrat
and avwHaAleg OTNV AKEPALOTNTA TOU CUVEETIKOU LOTOU, OTIWG OTO TolywUa TwV ayyeiwv, Ue
QTMOTEAECUA TN MELWHEVN avToxn Kol LoxV Toug. OL TILo YWWOTEG VOGOAOYLKEG OVTOTNTEC £ival TO
ocuvSpopo Marfan, to ocUvdpopo Loeys-Dietz kat to cuvdpopo Ehlers-Danlos, pe cuxvotepo amno

ouTa To cuvdpopo Marfan to omoio kot 8a avaAUCOUUE.

O Antoine Marfan [Bernard-Jean Antoine Marfan, TaAAog Latpdg, 1858-1942] mepiéypade yla
mpwTtn ¢opA TO GUYKEKPLUEVO ZUVSpoUo wG «Mia kAnpovouikr Slatapayr Tou cuvOeTIKOU
LOTOU, TWV 00TWVY, TWV HUWV, TWV CUVEECUWY KOL TWV OKEAETIKWY Sopwv» To 1896 oto Mapiaol, ot
uilo 5xpovn acBevr] pe pokpa Kat Aemtd SAKTUA (apaxvoSakTuALla), ETILUNKUCUEVOUG LNEOUG Kat
kKudookoAlwan, xwpLig va yvwpllel Tic ekdNAwoeLg amo to kapdlayyelako cuotnua. H cuppetoxn
NG 0OPTAC aVOyYVWPLoTNKE WG oToLXelo Tou cuvdpopou to 1943 kal o poAog tng Slataong TG

00PTNE WC TTAPAYOVTAG TIOU EMNPEALEL TO IPOCSOKLIUO emLBiwong to 1972 [1].

To oUvépopo Marfan (IM) amoteAsl £éva ocUvEpopo TOU KAnpovoueital pe TPOMO MPWTLOTO
OUTOOWUATIKO ETMLKPOTOUVTO KOL OE UEPLKEC TIEPUTTWOELG LLE TPOTO UTIOAELNIOUEVO, TIOU
npooBAarAel éva dtopo oe kaBe 3.000-10.000 dtopa Tou yevikol mAnBucopou. MNepinouv 25% twv
a0Bevwv Sev £XOUV OLKOYEVELOKO LOTOPLKO cuvOpopou Marfan kal amoteAoUv oTiopadIKEG VEEG

petoAAagelg [3].

TNV MAELOVOTNTA TwV aocBevwv odeiletal os petaAAdgelg tou yovidiou tng dumptAAivng 1

[fibrillin 1 gene (FBN1)], mou evrtomiletal oto Xpwuoowpa 15g-21.1 kat amoteAsital and 65




gfovia. H oumplhivn 1 amoteAsl pila s€wkuttaplo mpwteivn mAoloLl O KUOTEIVn TOU
CUUUETEXEL ONUOVTIKA OTNV KATAOKEUN Kal datipnon tng SOUAC Twv ULIKPOVISiwv TG
efwKkuTttopiov ouciag Tou €AAOTIKOU KOL TOU WNn €AAoTIkoU ouvdetikol Lotol [8-10]. Ot
HeTaAAGEelG oto yovidlo tng PumptAAivng 1 Stakomtouv tn ¢ucolodoyikny Snuloupyia Twv
ULKPOIVISIWY QUTWY, HE AMOTEAECUA TNV TTAPOYWYN AVWHAANG SOUNG MPWTEIVWV OTLG OToleg
OQUTA CUMUETEXOUV. AUTO UTIOPEL va 08Ny oeL og PooBoAr TG epBLOUNXAVIKAG (TNG SOUNE TTou
Umopel va avtamokplBel otov AELTOUPYLIKO TOU POAO) TOU CUVOETIKOU LotoUu. H Slatapaxn tng
OUOLOOTAOLOC TOU CUVSETIKOU LoTOoU yLla TTAPASELYUO OTO TOLXWHOTA TWV OYYELIWY Umopel va
TiPOKOAECEL €vtovn AUGCN TWV €AAOTIKWY CUVOETIKWY WWV HETA amod éviovn ékdpacn Twv
petaAlonpwrteivacwy (Omw¢ Twv petaAlompwreivacwy 2 kol 9) tng BgueAiov ouoiag, Kat tnv
auénon tou uaAouplkol oo Mou propel va o8nynoeL oe amodouncon Twy AACTIKWY 0LUTWV
WV KaBwg Kol AA WV cuoTatikwy Tng BepeAiov ouoiac. Exel avadepBel emiong avénon g
6pdong tou petatpentikol auéntikol mapdyovta-B [transforming growth factor-p (TGFB)] kat
anwAela Twv Slavtidpdoswyv Kuttapou-Oepeliov ouaiag (cell-matrix interactions). Mavw amnoé
100 FNB1 petaAldéelc xouv neplypadel otn BLBAoypadia os acBeveig pe cuvépopo Marfan kat
n UMD-FNB1 Bdon 6edopévwv petalaéewv mepléxel mepimouv 600 FNB1 petaAldéelg oe
aoBeveig pe ouvépopo Marfan | oxetikég kataotdoel. MetalAdgelc mou mpokaAouv MFS
OUVAVTWVTAL O€ OAN TNV EKTACN TOU YOVISLWHATOC Kal tepAapBavouv eMNelPeLg, HeTOOETELG KalL
MPOWPO TEPUATIONO TNG TMPWIEIVIKAG oUvBeong. MapdAo ToU UIKPECG YEVOULKEG eMNelelg 2-3
g€oviwv éxouv avadepbei, kaupio peyain ENAeudn dev éxel mapatnpnBel. Emi tou mapovrtog, olte
n B€on tng petdMagng, oUTE 0 TUMOC TNG Elval Lkava yLo vo tpoBAEPouv Tov patvotumo tou MFS
ue e€aipeon petalaéelc ota €ovia 24 pe 32 mou oxetilovral pe coPfapn popdrn MFS n omnoia

ouvABwWe SlayLlyVWOoKETAL KATad TNV radikn nAwkia [3,6].

KAwika to MFS pmopel va ekdnAwbBel pe pla oslpd ekdnAwoswv amod molkiha opyava Kalt

CUCTAMATA.




Ao 1o Sépua ekbnAwvetal pe uTepeAaoTIKOTNTA, Sladpaveég Sépua KaBWE Kol aTPOPLKEG
paBdwoelg oto S€pua MEPLOXWV OTIWE TNG PAXNC, TWV AVW AKPWYV, TWV BOUPBWVIKWY TTEPLOXWV KalL
TWV Pnpwv. Ao ta akpa Turikn ekdnAwon tou MFS amotelel n apayxvodaktulia (dlaitepa
pokpla Aemtd daktuda). Otav o acBevr¢ mepBAAAEL TOV QVTIXELPO LE TA SAKTUAQ TOU XEPLOU TOTE
TPOEXEL N ovuXodOpog dalayyd Tou (tou avtixelpa). Autd amotelel To Aeydpevo onpelo tou
avtixelpa (Steinberg sign) Ewk. 1. Emiong 6tav o acBevig «ayKaAldosl» Pe ta SAKTUAA Tou XepLoU
TOU TOV KAPTO TOU avtiBetou xeplol Tou, TOTE N ovuxodpopog paAayya Tou avtixelpa KAAUTTEL
™V ovuxodopo dalayya Tou pikpol SaktiAou. Auto amotelel To Aeyopevo onpelo Tou Kaprou
(Walker-Murdoch sigh) Ewk. 2. Ao to mpocwro pnopet va mapatnpnBbouv peiwon tou kedpaAkou
Seiktn 1 tou mnAikou eykapolocg/katokdpudou Sapétpou kedpahiol (head width/length ratio),
evodBaApog, Ao Tpog Ta KATw PBAsdaplkég oXLOUEG, UTIOTAQCLO TTAPELWVY Kal ortoBoyvabdia.

Ao tn otopatikn kolthotnta uPnAn, toéoeldoug oxnuartocg, unepwa [3].

ATO TO HUOOKEAETIKO OCUOTNUO VEVIKEUMEVN XOAOPOTNTA TWV OUVOECUWV TIoU 0dnyel ot
UTIEPEKTACLUOTNTA KAl aoTdbsla Twv apBpwoswv pe ouxva eéapBpnuata kat uneéopOpnuata,
MPOMTwoNn NG pnplaiag kepaing, PAalodTnTa Tou OmMicOBOU TUAHATOC O CuVSUAOUO HE
amaywyr Tou mpooBiou TUAMOTOC Kal Bpdxuvon Tou HECOU TUHMOTOC TOU AKpoU modLou, amo ta
akpa xépla apaxvodaktulia (dlaitepa pakpld Aemtd daktuda) Kal and 1o Bwpakikd Tolywua
mBavov va mapatnpnBolv mapapopdwWoell OMWE ACUMUETPla Tou, KABwWC Kal TPOTILOOELSNG
(pectus carinatum) | xwvoeldn¢ (pectus excavatum) Bwpakag [9]. Amo tn ormovSUALKA oTAAN £XEL
nieplypadel okoAiwon katl ormtovSuloAicBnon. To HAKOC TOU aVOlyHATOC TWV XEPLWV TBavov va
unepPaivel To UPog Tou cwpatog (otou¢ evAAKeG ooBevelg UNKOG TOU QVOlyHATOC TWV
xepwwv/uPog tou owpatog >1,05). Antd To VEUPIKO CUOTNUO EKTACLA TNG OKANPAC HAVLYYAS
(6l0ykwon tou cAKou TNG OKANPAG HAVLYYOC Kol Tou omovSUALKOU owAnva oe cuvSuaouo
TOavoV pe SLOYKWON Twv eAUTPWV TWV VWTLOiwV velpwv) mou TPpooPBAAeL Tov omovOUALKO
owAnva og OAeC TIC HoipeG TNG OMOVOUAIKN G OTAANG, ouxvotepa otnv ooduoiepd TEPLOXN Kal

uropel va ekdnAwBel pe movokédaro, oodualyia, mpooBoAn NG MUIKAC LoXVOG KAl TNG




aLoBNTIKOTNTAC TWV KATW GKPWV KABWE KoL TIOVO oTNV TIEPLOX TOU TPWKTOU Kol Twv £Ew
YEVVNTLIKWV 0pYAVWY, TIOU ETILSELVWVOVTAL 0TNV UTTTLA eVW BeATiwvovTal otny tpnvi (Unpolputa)
KATAKALON. Z& kABe aoBevn pe MFS e TéToleg eKSNAWOELG IPETEL va. Slepeuvatal n mbavotnta
gktoolag TNG OKANPAC UAVLYYAG LE TN XPHON UTTOAOYLOTLKAG i LOYVNTIKNG Topoypadiag. Amo ta
paTia ektomia (mapektomnion i pn ¢ducloloyikog afovoc) Twv pakwv Twv opBalpwv (ectopia
lentis) ouvnBéotepa audOTEPOMAEUPN KL CUUUETPIKA OAAGA HN TPOOSEUTIKN, MUWTa,
amokoAAnon tou apdipAnotpoeldoug (mBavov audotepomieupn), oTpaBLopog Kal YAAUKWUO

[9].

AT 1o Kapdlayyelokd cuotnuo mpocoBoln g pilag tg aoptr¢ mou Unopel va odnynoeL oe
avevupuopatikn dldtacn / SLawpPLOUO TOU TOLXWHOTOG TNE KABWE KAl OVETIAPKEL TNG OLOPTLKAG
BaABidag. Adtaon tng pilag tng aoptng avadepOnke o Moocootd nepinou 50% twv nmatdlwv Kat
oto 60%-80% twv evhAikwv acBevwyv pe MFS, o cuVSUOOUO CUXVA HE AVETIAPKELD TNG QOPTIKAG
BaABidag 15-44% [5], evw £xel avadepOel Kol S1ATOON TOU TOLXWHUATOG KAl TNC OWPOKLIKNAC KALTNG
KOWALaKN G aopTtn¢ KaBwg Kal TNE MVEUROVLIKAG aptnpiag (tng plfag tng), Twv Kapwtidwv Kol Twv
evbokpaviwv aptnpwwv. H aoptn eudavilel onUOVIIKO TIEPLOPLOUO TNG €AACTIKOTNTAG Kol
SLaTAOLUOTNTAG TOU TOLXWHATOC TNE TTOU auAvel e TNV avénon tng nALkiag. Asv tapatnpnonke
ONUOVTIKI CUCYXETLON TNG TPOooPoAng pilag tng aoptng HE TNV TPodBoAn GAAwv opydvwv N
CUOCTNUATWY, OMWE TWV MOTLWV 1 Tou okeAeToU. Mmopel va mapatnpnBel emiong mpooBoAn tng
KapSLAG e cuvnBEatepn TNV MPOTTWON TG Hitpoeldoug BalBidag mou £xet avadepbel oto 40%-
54% twv aoBevwv pe MFS. H mpooBolr autr Tng uitpoeldou BarBibag odnyel ouvnBwg oe fma
N HETPLAG PapUlTnTag QVEMAPKELA TNG, AV KAl €X0UV Topatnpnbel meputtwoelg pe cofapn
TMPOCBOAN amod aUTOMATN PAEN TWV TEVOVTILWY XOPSwV TNG. AMO TO QVONVEUOTIKO oUOTNUO
duoalideg (bullae) oto mveupoviko mapéyxupa (to cuvnBEoTepo oTOUC avwTeEPOUS AoBouc), n

pNEn Twv omoliwv mBavov va odnynoeL o€ auTtopaTo mveupobwpaka. Eik. 3




Ewova 1 Znueio Steinberg Ewkova 2 Znueio Walker-Murdoch

AIATNQZH

MetaAAdéelc Tou yovidiou FBN1 £€xouv oav amoTEAEOUA TIOKIAEG KATAOTACELG OXETLKEG LE TO
MFS, ot omoiec mephapBdavouv tov datwvotumo MASS (myopia, mitral valve prolapse, aortic
dilatation, skin and skeletal involvement), tnv owkoyevy ektomia Twv opBaApkwyv akwv, ta
OLKOYEVN BwpaKLKA aveupUopaTa Kal Slaxwplopouc, kabwe kal to cuvépopo Weil-Marchesani.
H mowkiAla twv davotumwy oav anoTéAsopa HetaAAdewy Tou yovidiou FBN1 unmtoSnAwvel otL n
gupeon petalaéng oto yovidlo tng FBN1 dev emiBePalwvel tnv mapouacia MFS otov e€etalopevo.
ErutAgéov o€ yovidLako eleyxo éva 70% twv acBevwv pe tutukd MFS gpudavilel petdAagn oto
yovidio FBN1. Katd cuvénela o poplakog heyxog yia FBN1 petaldaéelg dev £xel 100% elSikoTnTAL
Kal guatgbnoia yia MFS kat n dtayvwaon amnattelt ouvaélohoynon KAWIKwv kptnpiwv [5,40]. H
KAWLKN Sldyvwon tou cuvdpopou Marfan yivetal adevog amd TO OLKOYEVELAKO LOTOPLKO Kol
adetépou cupdwva Le Ta Kptnpla Ghent, ta omoia Bacilovtal oe KAWVIKEG eKSNAWOELS ATIO
Sladopa cuotiuata Kal apyka Slakpivovtav oe peilova kol eAdccova kputipla. Meilov
KpLtriplo Bewpouivtav auto mou eixe uPnAn StayvwoTtikr eldikdTnTo edouéVvou TNG oavLoTNTAC
EUPAVIONG TOU O QAAAEC KOTOOTAOELG AAAQ KOL OTOV YEVIKO TANBuoupo. MNa va pelwbel n

mBavotnta AavOacpévng Siayvwong, to 2010 éywve avaBewpnon Kal Tpomomoinon Ttwv




KpLtnpiwv Kot £Ktote oXUouV Ta Tpomomolnpéva kpttrpla Ghent [41]. Ta véa autd kpLtipla
Silvouv peyalltepo PBapog ot KapSlooyyelOKEG £kONAWOEL TOu ouvdpouou Marfan.
Aveuplopota TNG aopTKAG pillag kal ektomia Tou &véodBaApwou dakol eival mAEov
kedalawdoug onuaociog yla tn Sldyvwon. 2to onueio auto afilel va avadEpoupe OTL yla TO
péyeBog tng aopTikn¢ pilag umohoyiloupe to Z-Score, To omolo €xel peyalutepn akpifela 16iwg

7 ==

oe maldlatplkoug aoBevelg. OMou X e€ilval n mapotnpoUUevn UETPNON, U N

avapevouevn Hétpnaon (Léon, avaloya Tnv mAnBuoplakrn opdda) Kalt o n otaBepd anokAlon Tng
opadag. Xtnv Lotooeliba tou ouvdpduou Marfan undpyet n SuvatodtnTa yLo UTTOAOYLOUO TOU Z-

Score www.marfan.org/dx/zscore [42].

Tpomomnotnpéva Kpitipla tou Ghent (2010)

Amouoia OLKOYEVELOKOU LOTOPLKOU

e AveUpuopa aopTIKNG piag (Z-Score>2) ) SlaxwpLlopog aopThG + eKTomia pakol opBaApol

e AveUpuopa aopTIKNG pilag (Z-Score>2) 1) Slaxwplopog aoptr ¢ + HetdAhaén FBN1

e AveUpuopa a0pTIKNC pilag (Z-Score>2) 1 SLaxwplopog aoptng +Babuoioyia = 7 oTo score Twv

SEUTEPEUOVTWV CWHATLKWY XOPAKTNPLOTLKWY

eEktomia pakoU+ petdMagn FBN1 oxetil{OYevn e MEPLOTATIKA SLATACEWS TNE AOPTLKAG PLag.

Nopoucio 0LKOYEVELOKOU LOTOPLKOU

e AveUpuopa aopTIkAG pilag (Z-Score>2 kal nAwkia >20 €tn f Z-Score>3 kat nAwia <20 €tn) n

SLoXWPLOUOG a0PTHC + BETIKO OLKOYEVELAKO LOTOPLKO ylat cUvEpopo Marfan

eEkToTia haKOU +OLKOYEVELOKO LOTOPLKO



http://www.marfan.org/dx/zscore

*OLKOYEVELOKO LOTOPLKO + Pabupoloyia = 7 oto score Twv OEUTEPEUOVIWV OCWUATIKWY

xopoktnplotikwv (Mivakag 1)

ATO TN otyun ou tebei n dtayvwaon tou MFS og évav acBevn, dAoL oL tpwtou Babuol cuyyeveig

Ba mpémel va eAeyxBoUv yla TNV KATAOTACN AUTH.

MEOOAOAOTIA

‘Eylve ouoTnuaTtiki avaokonnon tng BLBAloypadiag pe tn BonBeta pnxavwy avalntnong PubMed
kKol Google Scholar kat tn xprion Aé€ewv kAelbwwv: IUvdpopo Marfan, evdoayyelakn
OVTLUETWTTILON QOPTIKWY AVEUPUOUATWY og 2UvSpopo Marfan, mabroelc cuvSetikoU LoTol Kol
evboayyelakn avtigetwrion, Tumou B Staxwplopol kat cuvépopo Marfan. Moapodo mou Sev
UTIAPXOUV €EPYOOLleEC PE HeYAAeG oOelpé¢ aocBevwv pe olvdépouo Marfan mou va €xouv
OVTLUETWTTLOTEL YIa MaBAOELG TG BwPOKLKAG 0loPTAC EVOOQYYELOKA, KATADEPALE VA EVTIOTILOOUUE
KQTTOLEG KOl OTA TTAQOLO QUTAG TNG EPYOCiag va TIG TTOPOUCLACOUE KAl VA TIC AVOAUCOUHE.
JUyKeKpLUEVa amo To 2008 £wg to 2019 cuykevipwoape 11 epyaocieg pe ouvollka 168 aoBeveig
HE voonpoata cuvSeTikoU otou (otnv mAstoPnoia toug MFS) katl mabroelc BwpakoKoALAKNG

0lOPTNE TTOU AVTIPETWIILOTAKAY evdoayyelokd. (Mivakag 2)

ANOTEAEZMATA

H mAglovoTnTa TWV MEPLOTATIKWY adopd evOOAYYELAKN QAVTLLETWITLON TNG KATIOU oA BwPaKLKAG
aopti¢ (TEVARs) Aoyw aveuplopatog 1 Staxwplopol tumou B oféog 1 xpoviou (Ewk. 4). To
TOOOOTO Twv aocBevwv Tou elxav mponyoupévwe UuTIoPANBel o€ QVOLKTH  XELPOUPYLKA
QITOKOTA0TOON AVIOUCAG AOPTAC | AOPTLKOU TOE0U NTAV TOLKIAO OTLG UEAETEG, UE UEPLKEC VA NV

avadépetal kat oe aAn va eival 48,3% twv acBevwy (29 aocBeveig) pe éva péco aplbuo +SD

———————————————
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1,9+1,4 KOPSLOXELPOUPYLKWV I OYYELOXELPOUPYLKWY EMEUPACEWY TPV TNV UPPLOIKA N

£vO0OYYELOK QVTILUETWIILON.

OL pelétec oUYKEVTPWTIKA Atav: 1) Faure et al. 2018, 7 acB. [24] 2) Clough et al. 2017, 17 ac®.
[19] 3)Karietal. 2014, 8 acb. [16] 4) Preventza et al. 2014, 60 ac6. [14] 5) Lidt et al. 2013, 10
aob. [27] 6) Waterman et al. 2012, 16 ac6. [8] 7) Botta et al. 2009, 12 ac6. [12] 8) Nordon et
al. 2009, 7 a.0B. [29] 9) Marcheix et al. 2008, 15 aoB. [30] 10) Geisbusch et al. 2008, 8 acb. [31]

11) Akin et al. 2008, 8 ac0. [5] (Mivakag 2)

To Mo00OTO EMITUXOUG EVEOAYYELOKAG AVTLLETWITLONG KULAIVETAL OTLG TTAPATIAVW EPYAOLEG Ao
38% £wg 100%. H mepleyxelpntiky Bvntotnta kupaivetal ano 0% €wg 14% pe oAk emuPiwon

UETAEL 67% Kkat 100% pe HéEoo xpdvo mapakoAolBnong LeTal 9,3 Kal 162 unvwv.

H mepLeyxelpntikn voonpotnta ntav amno 0% £wg 3,3% yla mapanAnyla, 0% wg 6,7% WOvLUn
vedplkn avemdpkela kot 0% £wc 14% yla enavenéufaocn Aoyw atpoppayiag. Ol emUTAOKES Apeca
OXETWOUEVEG HE TO e£vOOPOOXEUHA HTAV OpKETA oufnuévec. To TOOOOTO TNG QUEONG
LETEYXELPNTIKAG amotuxiag €dtave £wg To 44% Twv MepUTWoswv. TUTou | evdodladuyég
napatnenonkav os mocooto 8% £wg 30% twv acBevwv Kot tuTtou Il evéodladuyEg oto 17% £wg
30%. Néol Slayxwplopol epdaviotnkayv oto 17% twv acbevwy. Mia peAétn avadépel eppévouoa
Batotnta tou Peudolg avAol kot avénon autol oe ocooto 37,5% [5] evw pia aAAn avénon
TNC 0OPTIKNC SLATAONG LETEYXELPNTLKA TTAPA TNV mLtuxn OpopuBwon tou Peudoug auvlou os 100%
Twv aoBevwv (7 aoBeveig) [29]. OAeg oL epyaoieg ektdg amo tpelg [29,19,31] avadépouv tnv
QVAYKIN YLO AVOLKTA XELPOUPYLKN QVTLLETWIILON TWV TUNMATWY TNG BWPAKIKAG AopTr TIOU apXLIKA
QVTIPETWTTIOTNKAV £VOOAYYELOKA, OE TOCOOTO 7% £wg 40%. Evboayyelakn smavenéupacn oto
(610 TuAMA TNG aopTr G EAafe xwpa o€ Tocooto 0% Ewg 50%. Afilel va avadepBel OTL n tedeutala
UeAETN Tou 2018 [24] adopa 7 acBeveic pe MFS kat emumAsypévouc oeig Staxwplopol¢ TUToU B,
ol omolol avtipeTwriiotnkav evboayyelakd pe tn uEBodo STABILISE, n omoia meplapBavel kat
£va Bare Metal Stent otnv KolALOKA 00PTr LE OKOTIO ToV AP amokAelopo tou Peudol auvlou,

OToU OpWG elyape UPNAA TOCOOTA TNG TAENG TOU 86% eupévouoa por) otov Peudr) aulod (Ewk. 5.).

———————————————
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TéMNog, to 2017 o Clough et al. napouciacav 17 acBeveig pe MFS og oUvolo 403 acBevwv mou
ovTiueTwriiotnkayv evboayyetakd yia TAAA petagl 2004 kat 2015. OMot oL acBeveig eixav kplBel
OKATAAANAOL YLOL OVOLKTI) XELPOUPYLKI amoKaTdotaon Kot 13 amd autolg OVILUETWITLOTNKAV LIE
BupldwTo pooxeupa (3 Bupideg: 2 yia kABe vedpikn kat 1 yia Tnv Avw Peoevtépla aptnpia). H
TEXVIKN emutuyia Atav 100% evw 18,8% twv acBevwv mapouciooce EKMTWON TNG VEPPLKAG

Aettoupylag peteyxelpntika kot 11,7% evdodladuyeg tumou Il kad lll.

2Y2HTHZH

H avaykn avTlUeTWIiong Twv BwpakokoAlakwy aveupuouatwy (TAAA) Kal TwV O0OPTIKWY
Slaxwplopwv oe acBeveic pe MFS yivetal 6Ao kal o ouyxvr 6e6opévou OTL autol oL acBeveig
£XOUV PeYOAUTEPO TIAEOV TTPOGSOKLUO eTPBLWONG, WC ATIOTEAECHUA TNG MPWLKNG Stdyvwong Kalt
QVTIUETWTTILONG TWV TIAOACEWV TNG A0PTIKAG pLlag KAl TwV AVEUPUOUATWY TNG aVIoUCaS A0PTAC.
MapoAo mou To pPéao MPoodokipo entPBiwong Twv aocBevwv pe auvdpopo Ehlers-Danlos eival 48
£TN KAl AUTWV e cUvEpopo Loeys-Dietz 37 €1, Twv a.oBevwv pe MFS TANGLATZEL AUTO TOU YEVLKOU

mAnBuaopuol.

Oa mpémet va AapBavetal coBapd umtoPv N eUBPUNTOTNTA TWV TOLXWUATWY TNG OLOPTHG KATA TN
Slapkela emidLopBwong Twv aveupuopdtwy. H oxéon petal Ppaxuxpoviag Kal LaKPoXpOVLOG
OIMOTEAEOUATIKOTNTOG €vavil OTn Bvnrotnta Kol vooneotnta TNG OVOLKTAG XELPOUPYLKAG
amokataotaong Ba mpémel va uTtoAoyileTal l8IKA 0 auTr TNV opada acBsvwv ol omoiol otnv
mieloPnodia toug eival véol nAklokd. H éleuvon tng evOOOYYELAKNG OQVTLUETWILONG £depe
EMAVAOTOON OTOV XWPO TNG KAPSLOAYYELAKNC XELPOUPYLKNG, ETUTPETOVTOC TNV QVTLLETWITILON EVOG
g€UpouG MaBoAOYLWV TNG AOPTNC, EVW TAUTOXPOVO EAAXLOTOTIOLEITAL O UETEYXELPNTLKOC TTOVOC, N
nepiodo¢ avappwong, n voonpotnta kot n Bvnrotnta. AcBeveic pe MFS £xouv tnv taon va

OQVATITUGOOUV OPKETA VWPLG aveupUopaTa, SLaXwpLoRoUG KAl pREELS TNC AopThG Kal cuvhBwe Ba

———————————————
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XPELAOTOUV OPKETEC POPEC AYYELAKEC TTAPEUPACELS KaTa TN Stapkela TnG {wh¢ Toug [18]. Autol ot
ooBeveig elval emiong emippereic og eMUMTAOKEG Ao SLaSePULIKEG TIPOOTIEAACELG KL TIPOOSEUTIKN
ekpUALON TapaKeipevwy TNG MOPEUPAONG OOPTIKWY TUNMATWY, KOTA OCUVETELA UTIAPXEL
SLOTOKTIKOTNTA OTNV £upela evowpdtwon evloayyelokwv Oepamelwy o0 autr thv opada
ooBevwv. lotoplkéc Snuoolevoelg amd to 1987 ouvictoloav HEXPL Kal TNV oamoduyn
SlayvwoTikwy aptnploypadlwv o acbeveic pe voornpata cuvSseTikol LoTou Adyw uPnAdtatou
TTOOOOTOU £MUTAOKWVY Ttou £dtave oto 70%. EMumpooBETw e, N akTVIKr SUvaun evog evoauALkol
stent | evbopooxelpatog nmotevetal OtL B€tel og kivouvo t {wvn mpododuong (landing zone) yla

OVEUPUOUATLKA SLaTaon 1 SLaxwpLopo eKAUOUEVO amo to evbopooyeupa [23].

Mapoho mou Sev UTIAPXOUV CUYKEKPLUEVEG KOTELBUVTPLEG 0dNyleg avadoplkd pe TNV gupsia
Xpnon evoauAKWV TPOBECEWY Yl TNV QVTIUETWIILON QAVEUPUOHATWY I SLOXWPLOHWY OTN
BwpakokolAlakr aoptr) os acBevelc pe MFS [44], UTLAPXEL YEVIKA ouvaiveon yLa XprHon Toug os
aoBeveic TOAU uPnAoU XePoupylkoU KIvSUVoU ot €ELOIKEUEVO AOPTIKA KEVTPO KAl €AV N
€vbeLgn yla xprion Toug €ival yla TNV amokataotacn ofelag aoptikng pRENG. ITIG MEPLTTWOELS
QOPTIKAG PRENG N Xpron evbompobeong o aobeveic pe MFS umopel va amofel cwtipla yla
{wn tou aoBevol¢g divovtag aagdain xpovo yla tn petadopd Tou o€ eEELBIKEUUEVO KEVTPO OTIOU
Ba umopel va avtipeTwriiotel cuvoAlkd. EmumpooBétwe eival amodektr n xprion evdoayyeLokng
QVTLUETWTTLONG aioBevwy pe MFS og TepUTTWOELS OTou N evéompoBeon Umopel va otnpiyBet kat
OTO KEVTPLKO KalL 0TO TEPLPEPLKO TN AKPO EVTOC AANG mpolTtapyxoucoac evbompoBeong. TENoG o€
TIEPUTTWOELG AVEUPUOUATWY OE VNOLOeC pecomieUplwv aptnplwy (intercostal patch aneurysms)
LETA AVOLKTH OVTLLETWITLON BWPOKOKOIALOKWY OVEUPUCUATWY £XOUV XPNOLUOTNTA T EVEOAUALKA
pHooxevpata. Kol o€ QUTEG TIC TTIEPUTTWOELG TA AKPA Tou evdopooxevpatog Ba Bpiokovtal péoa

o€ €va XELPOUPYLKA TomoBetnuévo pooyxeupa [48].

Aladopeg epyacisg £xouv avadépel coPapég eTUWTAOKEG LETA TNV ToToBETnon evbomnpoBicswv
oe aoBeveig pe MFS, OnMw¢ eVOOTOLXWHOTIKO QLUATWHA UE OLUOBWPAKA, OOPTIKO SLaXWPLOUO

KEVTPLKA KOl IEPLDEPLKA TNG eVOOTPOOeonc, uPnAd moocootd evdodladuywy TUTou | Kat avénon

———————————————
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OVEUPUOHATOC META emuTUXN TOomoBEtnon evdompoBeong yia Staxwplopo [21]. AoBeveig pe
voonuata cuvdetikol LotoU elval blaitepa emippeneic oe SU0 SuvnTika BavatndOpeg EMUTAOKEG
OXETWOUEVEG WE TIG eVOOTPOBETELS Kol odelAovTal OTOV AUECO TPAUUATIONO TOU £0W XLTWVA TNG
aoptN¢ and tnv evéonpobeon. Mpwtn n dnuloupyia véou onueiov £l06Sou yLo SLaXwPLOUO OTO
TolYwHa TNG 0opTAC 0deIAOUEVN OTA AYKLOTPA Tou evdopooysupatog (Stent-graft Induced New
Entry SINE) kot §g0tepn EMUTAOKN 0 AVASPOOG AOPTIKOG Slaxwplopog Tumou A (Retrograde Type
A Dissection RTAD). To 2010 og peAétn tou Dong Kal cuvepyatwv dlamotwbnke cuyxvotnta SINE
3,4% (22 amno 650) og aoBeveig mou avriueTwrniotnkay evéoayyelakd yia Sloaxwplopuo Tumou B. H
enintwon tou SINE oe acbevel¢ pe MFS otnv dla epyacia Atav 33,3% (2 and toug 6).

Aloonpueiwto eival emiong otL n Bvnodtnta oxetl{opevn pe SINE fAtav 26% [45].

EmunpooBETwg, petafy acBevwy mou umoBAnBnkav os adaipeon mPonyouuEVWE TOMOBETNUEVOU
ev6OHOOXEVLOTOG OTNV KaATlouoa Bwpaklk 0opTrh, TO MOCOooTO autwv pe MFS Atav moAu
HEYOAUTEPO QIO TNV €MiMTtwon tou MFS otnv apxik opdda acBevwv mou sixav AGBelL To
evbopooyeupa. 20pdwva pe to Eupwnaikd mMoAUKeVTIpLlko pntpwo Talent tng Medtronic péoa oe
gva dlaotnpa 14 punvwy, 16 and toug 421 acbeveic xpeldotnkay adaipeon Tou evSOLOOXEU LATOC
(15 Aoyw evéobiaduync Tumou | kat 1 Adyw RTAD). Mévte anod toug 16 aoBeveic (31,3%) sixav
MFS. ATo tnv AAAn, oL aoBeveig pe cuvdpopo Marfan avtumpoownevay Hovo to 3,6% oto cUVOAO
Twv aoBevwv ¢ opadag (15 amno toug 421). Me moAumapayovtikr) Cox avaAuon dlamiotwbnke
OTL To cuvdpopo Marfan ATAvV 0 TO GNUAVTIKOG AveEAPTNTOC MPOYVWOTIKOG TAPAYOVTOC YL
LETOTPOT OO EVOOOYYELOKN) OE OVOLKTI XELPOUPYLKA OVTLUETWIILON UETA Omd OopXLKN ETLTUXA
tonoBétnon evbomnpoBeong (Adyog kivduvou 9,97, P=0,008) [46]. e pia oslpd eMAVENEUPACEWY
yLaL ETUITAOKEC EVOOQYYELOKWY ETEUBACEWY, TTOU SNUooLelBOnkKe To 2017 amod tov IMTNALWTOTIOUAO
KOl TOUG OUVEPYATEG Tou, 16 amod toug 45 aocBeveig (35,6%) pe evbopodoxeupa otn Bwpakikn
0oPTH EMACX0V Ao vooruata Tou cuvdetikol Lotol (14 and MFS kat 2 amno cuvdpouo Loeys-

Dietz) evw emiong mepLdePIKOG AOPTLKOC SLaxwpLoUOG UTIAPXE Kal otoug 16 [47].
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OAat T AVWTEPW EUPNHATA CUVNYOPOUV LOXUPA KATA TNG EUPELOC Xpriong evdompobéoswy o€
ooBevei¢ pe MFS kot TUmou B Slaxwplopd. Mapd to yeyovog OTL TA TTOCOOTA AUECNC
LETEYXELPNTIKAG BVNTOTNTAC KAl vOONnpoTNTAG £lval cuykplolua pe autd acBevwv xwpic MFS, ot
aoBeveic ue Marfan £€xouv peyaAUTeEPN CUXVOTNTA MPWLIHWY EVE0SLOPUYWY, AVAYKN VLA OVOLKTH
anokatdotacn, RTAD, SINE, oe ocuvbuaopo pe xaunAn pokpoxpovia emituxn €kpoaon. Emiong
UTIApXOUV Tteploplopeva Stabéotpa Sedopéva avadoplkd e Tov poAo Twv evdonpobEoewy otnv
OVEUPUOUATIKA VOoO Twv aocBevwv pe cuvdpouo Marfan, alAd n mpoodeutiky avénon Ing
0lOPTIKAG SLOUETPOU TIOU TIAPATNPELTAL 08 AUTOUC TOUG aoBevelg, Pe evOeXOUevVn amokOAnaon
TOU eVEOHOOXEV LOTOG ATIO TO 0LOPTIKO TOLXWHLA, CUVNYOPEL EMIONG KATA TNG XProNG EVOOQUALKWY

PoB£oewV 0 AUTOUC TOUG aoBEVEI(G.

MapoAa autd, oL eVvOOayYELOKEG TEXVIKEG UTIOPEL va amoBoUv MAEOVEKTIKOTEPEG KOL CWTHPLEC O
ETUAEYHEVEC TIEPLITTWOELG 0l0BEVWVY LE VOO LaTa CUVSETIKOU LOTOU. X€ EME(YOUOEC KATAOTAOELS
OTIWC N AoPTLKA PNREN Aoyw Slaywplopol TUTIoU B, 08 CUMMTWHATIKA 0VEUPUGHATA OTA OTtola oL
ev80aUALKEG TIpoBEDELg €xouv TOV pOAo “yédupag™ yla Hia TILO OPLOTLKA OVOLKTH XELPOUPYLKNA
OMOKATAOTOON Of KATMOL0 AAO aopTIKO KEVTpo avadopdg, Oe EMAVEMEUPACEL HETA
TIPONYOUUEVO OVOLKTO XELPOUPYELO KOl OE TEPUITWOEL OMOU TO €VOOUOCXEUMO UIOPEL va

tonoBetnBel og Nén npolindpyov pooxevua [17].

Katd tn xprion evéoauAikwv npobéoswv os a.o0eveig pe cuvdpopo Marfan, Oa mpémel va €xoupe
TAVTA KOTA vou OTL n RTAD €xel amodelxBel va elval n mo ouyvrh €mUTAOKN HETA Th XPRon
gvbopooyxelpatocg yla SlaxwpLopo TUTou B oe acBeveig e SlatapoyEG Tou cUVSETIKOU LoToU, Kal
Ba mpémel va sipaote 16laitepa evaloBntonolnuévol otnv éykatpn SLayvwon Kal OVTLLETWITLON
™G. Mio TPOANTITIKY TIPAKTIKN KATA TNV OVTLUETWIILON TNEG AOPTLKAC VOoou o MFS acBevelg,
gilval n xpnon “elephant trunk n frozen elephant trunk™ kata tnv emdopOwoN TOU QOPTLKOU
tofou, (Ewk.6) €10l wote va smtpéPel tnv achaAn tomobétnon evdoaulilkng mpdbeong oe
SeUTEPO XPOVO yla TNV QVTLLETWIILON TNE KATlouoag Bwpakikhig aoptng xwplic kivbuvo SINE n

RTAD [15,25]. Z& avtiBeon pe TNV auénuévn ouxvotnTa EMLMTAOKWY, N omola OXeTI(eTal HE TA

———————————————
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evbopOOXEVOTA LETA OO €VOOQYYELOKN QVILUETWILON acBevwv pe MFS, ta anoteAéouata
OVOLKTNG XELPOUPYLKNG OTOKATAOTAONG BWwPaKOKOIALOKWY QVEUPUOUATWY Kal SLoXWPLoUWV
TOmou B pe oWANVWTIA HOOYeUMATA Ot aAUTAV TNV opada acBesvwv eudavilouv xaunAn
voonpotnta kat Bvnolpdtnta os Stadopeg oslpeg neplotatikwy. O Coselli kal oL cuvepyATeG TOU
ovakolvwoav to 2016 plo amd TG peyaAltepeg oslpeg acBevwv pe MFS BwpakokolAlakd
OVEUPUOUATO KL XELPOUPYLKI QTTOKATAOTACN QUTWV HE dplota amoteAéopata: 127 aobeveig
OQVTLUETWTLOTNKOV XELPOUPYLKA UE 4% Tepleyxelpntikn Bvntdtnta, 0% ayyelokd eykedaAko
enewoodlo (AEE), 1% poviun mapamAnyio kot 1% poviun mapandpson, 5% poviun vedpikn
QVETAPKELD, VW N 8-eTN¢ eruBiwon ATav 75% kal n anoucio KABUCTEPNUEVNG ETEYXELPNTIKAG
€TUTAOKNAG 86% otnv 8-etia [39]. Mapdpota to 2006 ard Toug I8LOUG LEAETNTES TAPOUCLACTNKAV
ta amoteAéopatra 300 acBevwv pe MFS, amd toug omoloug oe 178 €ywve XELPOUPYIKN
amokatactoon otn  Bwpakokowlakr) aopt HE emiong dplota  oamoteAéopata:  4,3%
TEPLEYXELPNTIKA BvnToTNTA Ko 74,6% 10-€T emPBiwon [38]. Ao Ta avwtépw SLAMIOTWVOU LE OTL
o€ €€ELOIKEUUEVA OLOPTIKA KEVTPA N XELPOUPYLKN ATTOKOTACTACN £XEL ONUAVTLIKA XOUNAQ TTOCOOTA
EMUTAOKWY, YEYOVOC TO OTolo €ylve emiong ¢avepod amo pla mpoodatn peta-avaiuon to 2018

[36].

2YMNEPAZMATA

OL acBeveic pe ouvdpopo Marfan, Aoyw TNG €ykalpng SLAyvwong Kol Twv VEWV TEXVOAOYLWY,
£XOUV oNHEPA PEYOAUTEPO TIPOGSOKIUO EMIPBLWONG KOL KATA CUVETTELA ETURAAETAL BEPATIEUTLKN
TIPOCEYYLON HE LOKPOXPOVA AMOTEAECUATA TA omoia emiong Ba BeATwWVoUV Kal TNV moLoThTa
{wng twv acBevwv. Enl tou mapdévrog Sev unapyouv Slabéoipa apketd SeSopéva Tou va
EMUTPETIOUV TNV KATA TIPOTEPALOTNTA £VOOQYYELOKN OVTLUETWILON OQUTWV TWV 0ooBevwy,
kaBlotwvtag £€tol Tig evboauAikég mpoBéoel wg “Gold Standard” yio TNV QvTlHETWILON

nadnoewv TN BwPAKOKOIALOKAG A0PTHG.
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Mapola autd, otnv Mpoomdbela pag va eGapUOCOULE TNV KOAUTEPN BEPATIEUTLKY AVTLUETWILON
oTI¢ B oeLg TG BwpaKoKoALAKAG 0opTC o acBevelg pe cuvSpopo Marfan 8e Ba mpénel va
Eexvape, 8laitepa og EMelyouoeg KOTAOTATELG, OTL O OKOTIOC TG Mapéppaaong elval n Statnpnon
Tou 0.cBevoug otn Iwn Kot TOAEG HOPEG O TILO AUECOC KOL YPHYOPOG TPOTIOG lval TIPOTLUOTEPOG
amnd 1o “Gold Standard”. EToL 0g MEPUTTWOELG 0EEWV SLAXWPLOUWVY 1 AOPTIKAG PAENG, ATIEANTIKEG
yla tn {wr Tou aoBevou g KATAoTACELG, UTIAPXOUV cadeic evbeifelg yia tn dikatoloynpévn xprion

€VB0QUALKWY TPOBECEWV.

Nedtepa katl mio PeAtiwpéva evdopooyevpato mbavotato Ba Pelwoouv 1 okoun Kal Bo
g€aleiPouv TIC EMUTAOKEG TTOU CUVAVTAWE onpepa Le Tta Stabéatpa evbopooyxelpata. Méxpl va
oUMBel auTO Kal PEXPL VEEG KAWVIKEC MeAETeC va amodeifouv fekdBoapa tnv aoddalela Kat
QIMOTEAECUATIKOTNTA TOUG, oL evdoayyelakeEG MpoBéoelg Ba mapapeivouv otn daprpa Twv
BepamevuTikwy pog emhoywy yla aobeveig pue MFS, aAAd oL wg Bepamneia ekAoyng. Ol acbevelg
ue MFS amattouv otevh LlooBLa mapakoAoUBnon o€ e€LSIKEUUEVA KEVTPQ, LE ONUAVTLKY EUTELPLOL
TOCO OTNV eVE0ayyELaKr 000 KAl OTNV OVOLKTH XELPOUPYLKI AMOKATACTAON A0PTIKWY MABnoewV,
£T0L WOTE va pnopel éykatpa va Slayvwotel pia mbavr) amotuyio and evdoayyslakn napeupaocn
KOL VO QVTLLETWIILOTEL Kat@AAnAa. Onwg eE@AAou Kol o€ KABe KOpPSLOXELPOUPYIKN N
OYYVELOXELPOUPYLKN EMEUPACT, O CWOTOG TIPOEYXELPNTIKOG OXESLAOUOGC KOl LEAETH, 0 cuVOUAGCUO
LEe TNV opOn Sleyxelpntikn Kplon, eivatl anapaitnta yia va e€aopalicouv pia emituyn €ékBaocn yla

KaBe aoBevr).
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Ewkova 3. EkdnAwoelg cuvdpodpou Marfan ano ta Stddopa cuotruota.

Marfan Syndrome

Intraocular lens dislocation
Ocular hypertension

Crowded teeth i Flexible joints

High, arched neck

Tall, thin build

Scoliosis

Heart and blood vessel complications such
as aortic dilation, aortic aneurysm,aortic

Pectus carinatum or excavatum : : :
dissection or mitral valve prolapse

Nervous system complications such as
dural ectasia

Disproportionately long arms

Increased risk of pneumothorax
Stretch marks

Long fingers

Disproportionately long legs

© Lineage Flat feet $od
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Ewkova 4. Talvopnon SLoxwpLlopwy 0opTAC.

1 1 I
Type 1 Type Il Type 1lla Type IIIb
DeBakey classification
| — | | - |
pe ype
Stanford classification lmogg courte.sg of UpTol?ute
Reprinted with permussion
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Ewova 5. Zxnuatikr elkova ueboddou STABILISE
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Ewkova 6. Texvikn “Frozen Elephant Trunk “ og cuvduaopo Pe QVTLKOTAOTAGCN avVIoUCOC AOPTHG
KOLL A0PTLKOU TOEOU
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Nivokog 1. ASUTEPEVOVTO CWLLOTIKA YOPAKTNPLOTLIKA Yo Tn Stayvwon MFS

Score TWV SEUTEPEVOVTWV CWHOTIKWY XOPAKTNPLOTIKWV

Inueio avtixelpa f kapmou 1
Jnuelo avtixelpa Kal onpelo kapmou 3
2KahoeldNC ) AOUUUETPOG Bwpakag 1
Tporudoeldn ¢ Bwpakog 2
Kudwaon n Bwpako-ooduiki okoAiwon 1
MpomTwon TN¢ KOTUANG 2
NMAatumodia 1
MNapapopdwaon Tou omiablou TUAUATOC TOU 2
nobLov

AuTOpATOG TIVEUHOBWPOKAG 2
Extaoia tng okAnpng LAVLYYoS 2
EAattwpévn £KTOON TOU ayKwva 1
PaBdwoelg Tou §€puatog 1
XOpOKTNPLOTLKA TOU TIPOCWITOU 1
JoBapn puwnia 1
Mpomtwaon UITpoeLdoug 1
EAattwpévog Adyog avw TPoG KATW PEPOUC TOU 1
OWHATOC N aUENUEVOC AOYOC aVOoLyLOTOG XEPLWV

Tipog U og
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MNivakag 2. AltoteA€opato LEAETWY EVOOOYYELOKNC AVTLUETWITLONS BWPAKOKOWAAKWY OVEUPUOUATWV-SLoXwplopwy o acBeveic ue MFES

MeAétn
‘Erog
Ap. AcBevwv

‘EvOeLEn yLo avTipeTWLON
Méoog xpovog napakoAolOnong
OE MNVEC

Nooooto emutuyxiag %
Nepieyxetpntikn Bvntotnta %

MepLeyXeLpnTIKN voonpotnTa

ETunAoKeEG

, AvolKtd
Enavenéupaon oto

810 aopTIKO TR A
% Ev6oayyelaka
OAwn emBiwon %

Faure Clough Kari Preventza Lidt Waterman Botta Nordon
2018 2017 2014 2014 2013 2012 2009 2009
i 7 v s [ 10 16 it |
Emumleypévol  Xpoviog Xpoviog EmumAeypévol - Xpoviog kat o§ug OEug Xpoviog
Tumou B Sloxwplopdg,  Alxwplopog,  Sloxwplopog, Tumou B SLOYWPLOUOG,  SLOXWPLOMOG  SLaXwPLopAG,
Staywptopol avelpuoua avelpuoua avelpuopa  Sloxwplopol  avelpUCHa Tumou B avelpuoua
15 41 162 28 60 93 31 16
100 100 Mn 8wabéoipo 100 100 38 100 100
0 0 13 33 10 6 0 14
0% Napamnyia
0% Nedpikn
0% EykedoAkd 3,3% 0% QVETIAPKELDL
0% MNaparnyia  18,8% Ekmtwaon NapamAnyia  NapamAnyia 14%
0% Nedpukr NG VedPLKAG 25% NapoSikd  6,7% vedpiky  10% Mapodikd enavenéupacn
QVeEMGpKeLa Aettoupyiag gykedoAka avemdpkela  eykedbalikd  Aesv avadépetal 0% yla owoppayia
33%
Evobladuyeg
14% Tomou | péoa otov
evbodladuyeg 44% Kupiwg 8,3% Tunou | mpwTo Xpovo
katd to follow 44% evbobladuyeg  evbodladuyr, 100% AvEnon
up 86% 11,7% (2 Evéobladuyéc dpeca 16,7% TOMOU NG AOPTIKAG
Epévouoa porp  AoBeveig) Tumou 30% Aldtaon  peteyxelpntika 11, 16,7% Néot  Slapétpou
otov Peudn | kat TOmou Il Tomou | Tou Peuvdolg  Kkal pia aoptiky  Slaywplopol  (uéon avénon
aulo evbodlapuyég  evbobladuyecg 17% aulol pnRén oto follow up  7,2mm/£tog)
14 0 Mn 8waBéoipuo 40 31 8 0
0 0 Mn waBéoipo 12 50 0 8 33
100 100 67 95 80 75 100 71
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70

Marcheix

2008

151

Xpoviog
SLoxwpLopog

25,2
67
0

Aev avadépetat

30%
EvobLaduyég
aueoa
UETEYXELPNTIKA
30%
EvSodladuyég
katd to follow
up

33

13
80

Geisbisch
2008

Xpoviog
SLaywpLopog

31
88
0

0%

NoapamAnyia
0% Nedpukn
QVETTAPKELL

38%
EvSodladuyég

38
88

Akin

2008 Zuvodo Ao¥evwy

sl 8

08ug
SLoywPLopOg
Tumou B

63
100

Aev avadépetat

37,5% Avolktn
QTOKATACTACN
Aoyw avgnong
Tou Pevdolg
auvlol
UETEYXELPNTIKA

38

88



