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Kapdioroyixij Khwusrj levizot Noooxoueiov Xalxidag

lMpokeltat yia avdpa 71 eTwv Ye QuUOLOAOYIKA aTepaviaia ayyeia mou TPOoEKOUIOBn 0T0 VOoOoKopED pag
e KALVIKA Kat NAEKTPOKAPAIoYPAPIKY EIKOVa 0EE0C EPPPAYUATOS HUOKapdIoU KaTwTePoU Tolywuatog. 0
0TEQAVIOYPAPIKGS EAEYX0G avadel&e ekTaTIKA atepaviaia ayyela xwpig Kptkég atevawaelg. Ot aoBeveig
LL€ QVEUPUOUATIKY VOO0 TwV 0TEQAvVIAiwY Tapouatdlouy TapopoLa CULITOHATA Kat KAVIKES EKONAWDOEIS UE
QuTOUG TIOU €X0UV QLY ArMOPPAKTIKY) VOO0 TwWV 0TEPAVLIAiWY apmpLwv.

¢ eXTAOTN TV OTEQAVIAIOV ay-
vetwv (EXA) opiCeton 1 tomxn |
dudyvtn dLdTaon TV 0ETNOLMOV
pe dudpetoo 1,5-2 poég ueyariteon omd
™ SLAUETQO EVEE YELTOVIXOU (PUOLOAOYL-
20U TWUOTOS TOV OTEPAVIOIOV ayyel-
ov.2 ‘Otav 1 Sudraon Eemepvd avtd To
60Lo0 (>2go0p£g) yapaxtneiletal g a-
vevpvopa. H extaoia tov otepaviaiov oy-
vetov elvan €va aouvnBeg evonua ue eXTL-
pudpev emimTwon mov xupoiveton oo 1,2
g 4,9%.1%,
Kupidtepeg autieg extaoiog:
Agtnolooriijouvon
ZUYYEVI] OTEQAVLIOLN OVEVQUOUALTOL
[Mopeupdoeig ota otepaviaio ayyeio
Nooog Kawasaki
Toavpotiopde
IMolvaptoeitic Nodosa
XoNon EVIOUORTGVDV
Meydhn €xBeon o€ vitowon
Ehaotind YevdoeEdvonua
Axtivopohia
U@L
YmeQToopiny| puoxadLomdfeLo
Boaxtoudiont péluvon
SEnmuxré Euporo
Svotquatndg Eoubnuatadng Avxrog
Ehlers- Danlos Syndrome

Marfan’s Syndrome

MeTooToTindg #aExivog

Zuviifmg N extTaoia TV OTEQPAVLOLDY
0QTNOUOV OYETICETOL UE OTTOPQUXTIXY ClON-
QOo*ANEMOTLXY OTEPAVIQLN V0O (UETOOTE-
votxy didrtaon), evad n auyig extacio oe
U OTEVOTIRG OTEPOVIOLQ ayyElo lvon o
ondvia. Ov Gulec et al avagpépovy ot o€
7.342 aoBeveic mwov vofM|Onxrav oe oteQa-
VLOYQOLPLXG EAEYYO 1) ETTTTOON TNG EXTOOTOG
frav 3,2% evad pepovougvn extaoia (xools
ONUCVTIRES OTEVAIOELS) TTOQOTNONON1E OF
11000076 uéhg 0,12%.° Tlopdnho ot Pinar
Bermudez »ou ovv. extipmoov otevoypapL-
%d 4.332 aobBeveis amd Tovg omoiovg ot 147
(3,4%) elyav extomnd oryyeio now pohg 33
(0,7%) elyov otegaviaia extaocio ywoig
onuavtizoy faduod otevaoeic.” Ou Markus
%O OUV. TAEWVOUNOQY TNV EXTOOI0 TWV OTE-
paviaiwv ayyelmv og T€éooegelg Tomovg: O
tomog I megihapfdvel dudyvt extoacio oe
dvo 1 Tota aryyeia, o Tomog II epuhapfdver
OLdyuTy extaoia o Eva oyyelo ®OL E0TLO-
%] extacia og €va dhho ayyelo, otov TUmo
III ovyrataiéyovran or PAGPeg ue dudyut
extaota og €vo uovo ayyeio xow o timog IV
TEQLAOUPAVEL EOTIOMN 1] TUNUOTLKY EXTAOTOL
oe éva pévo ayyeio.>

H ouvyvdémrta mg extaociag twv ote-
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poviotov ayyelwv xopaivetor oe OLGQoQes UEAETES
uetakl 1-5%. H dwaxdpavon ot opeileton ot dwa-
oA VAXOU IOV UeheTdtan o ®AOE mEQITTWON

Mapouciaon nepioTaTikoy

AoBeviic 71 etddv mEooNABe 0TO TUNUA ETTELYGVTOV
TEQLOTATIXAV AUTLOUEVOS OTLOBOO0TEQVIRG dAYOS OU-
oQurTIRoU yopoxtioa didoxelog 30 Aemtawv ue ouvodo
eLOQWON, TAON YLOL EUETO, UE EVAQEN TWV CUUTTOUA-
TV 710 60-90 AemTaiv.

HKT &106d0v: SR 80 op/Lem, avdoroon tov ST
draotipotog otig amaywyég 11, I, aVF »ow xotd-
onaon tov ST dwaotjpatog otig I, aVL evd otig de-
ELég mpondpdies amaymyEg dev vy Tofohoyrd
gvonpato

AII: 120/70 mmHg

Anpdéaon xapdidc: S1, S2 g, magovoia S4,

Anpdoon mveuudvmv: ne, Axtivoyopia wgo-
%0¢: KapdoBmpaxirdg delintng xe.

O aoBewiig Loy On ot povado eupQOyYUdTmV.

Eopyoaotnowaxdg €heyyog eloodov: WBC: 8.480,
RBC: 5.230, PLT: 215.000, HGB 16,8, HCT: 53,8,
UR: 32, GLU: 109, CRE :1,1, CPK: 119, CK-MB:
31,2, AST: 21, ALT: 14, Na: 139, K: 4,8, ALP: 45,
LDH: 207, TNT: < 0,010, BNP: 38,71.

O aoBewiig €hafe pooTion pe xhomdoypéin 300
mg, aomeivy 325 mg, eté€On oe vitewdn, éhafe lcc
NTaEivN RO YAOTQOTQOOTHOIN ®a axohovdnoe Boopu-
Bolvtiwn aywyn pe QETETAAON ®oL ®AOOLY] NTTAOIVY
25000UT yua 24 dpec. "Ehafe wnpég 060¢Lg f-ava-
otohéa. (rapPedhSAn 6,25 mg 1/403) to modro 24weo
%000S ®oL AVAOTOAEN TOV PETATOEMTIXOU eVEUUOU
(meowdompiin Smg 1/202).

IMogovaoiaoe v axdrovdn evivunn xivinon CPK:
530-616, CK-MB: 79,2-111,1 AST: 52-97, LDH: 210-418,
TNT: 0,953- 1,54 o 10 ax6hovBo MRS TOOPIA
TRIG: 120, CHOL.: 185, LDL: 127, HDL: 44, UA: 5 4.

A6 to atord avapuvnotirs: romviotig (1
TOxETO avd NUEQQ), BeTLRG ®AnovouKS LOTOQLXS,
QOYEV OLVEVQUONO ROLAMOXNS 0LOQTHS, XELQOVQYNOEY
7o 3etiog. Méoa otig emdueveg 24 woeg dierouiodn
0€ VOOOXOUELD UE OULUOdUVAULRG EQYAOTHOLO YLOL OTE-
PAVIOYQAPLRG ELEYYO KO TEQULTEQW OVTLUETMILON).
H otepavioypapio aveédeilEe extotnd ayyeia, xwoig
Brapec mov va duraoroyotv 10 0V LOYOLULKRO ETTEL-
006d10.

KAviki €ikdva

Agev vTdyouV edA RAVIXG EVOHUATO TTOV VO, VTTO-
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OMAddvouv T dLdyvwon Tov oVEVQUOUNTOS OTEQOVL-
atwv agtouwv. Epgvuvntéc mpoonddnoav va evrto-
mioovy ndmoo eldird evpruata. “Exel meouypopei
076 Tov Zoneraich xow ouv €va vymAng ovyxvotntog
OLOLOTOMKG PUOTUOL OF (oL TTEQITTWOT CUVIEIEUEVT UE
gUNEYEDEC CVETOUONa TTEQLOTIMUEVNS aotnoiag.'® Al-
AOL EQEVVNTES ONUEIMONY AOPECTOOELS TV OTEPAVL-
atwv ayyelwv otV oxTLVOORAGTN O ooV €val X0 OLULo
deint.

O aoBeveis ue avevpuopuamxy vooo TmV OTEQAVLOL-
WV TOEOVOLALOUV TTAQGUOLOL CUIITTTOUOTOL KO XALVIRES
eXONADOELS e OTOUG TTOU EXOVV QLYY ALTTOPOAATLRY
VOO0 TV OTEQPOVLOLIWY CLOTNOLMV.

ALdgooL eQeUVNTES dev Prray oNUAVTIRES OLoOo-
Q€S 0TO ®ANEOVOXG LOTOEWHO YLoL 0B EOoHANQUVTLXY
VOO0 TWV OTEQPAVLOLMY 0QTNELDY, TOV 0lBud 1 TV 1o
TOVOUY] TTEONYOUUEVOU Score ®vdUivou yio. aBnooxA)-
QUOVI TWV OTEQPOVIOLV aryyelwv, aopEotwon, vTépTtaom,
ooy 0QadN dtofirtn 1 enimeda xoANoTEQOANG O 0oDe-
Velg 1e M xwolg avevUoUOTa OTEQPAVIOIWY 0ryYEIDV. 2T
uelétn CASS ou aoBeveig pue aveipuopa oTemoavioimy
VIEQElaV Mg OGS To avdEWS ko (88,2% vs 80,1%)
O ECYOV UEYOMITEQT ETTITTTWOY OE EUPOOYULOL LVOXAQ-
dtov."?

MaBoy£vean aBnpooKANPUVTIKWY OTEQAVIAI®V
aveupuopdTwv

Ioroloyuxi] eixova

Ztovug aoBevelc ue extoota TAoYEL O HECOG YLTWVAG
tov oyyeiwv. [ogamoeeiton mowihov fabuod argo-
pia ®oL ROTAOTEOPY] WWEAOEALOOTIXAV OTOLYEIWY TOV
UEGOV YLTOVA EVEH) TLOOVAIS VO UTTAQYEL RO TTQOOBOAY
OeuTEQOTAOMG TOV E0M YLTOVOL.

To 1oTohoYIRA YOQOXTNOLOTIXA EVOS 0.ONQOO®AN-
QUVTLXOU AVEVQUOUATOS OTTWS TEQLYQAPOVTUL AT
toug Markis ®ou ovv xatadewrviouv didyutn evamo-
Beom vohoeldove, evamdBeon MmLdiwy, dLonEROUUE-
vOUg €0M %O EEW YLTWVES, TOTLXY] OLOPECTOTOMON ROl
(vom, ®QUOTAALOUS YOANOTEQGANG EVOOTOLYMUOTLRY
owpopayia oL v avtidoaon EEvov oduatog mov
elvou P€0og e aBnpoorinovviinic dadimaoiog.® Se
TEQLOYES GOV 1) OLEQYNLOIO EXTEIVETOL ROL OTO UECO
LTV ALVOPEQETAL EXTEVIS RATAOTQOPY| TWV UVOE-
AMLOTLROV OTOLYELMV TOV YLTWVA. Z€ TEQLOYES GOV
0 UEOOG YLTWVAGS TAQAUEVEL OYETIRA AVETAPOS dEV
TOATNQETOL aveEVQUOUOTIXY dLdToon.

Ou Markis xow ovv ®aténEav Gt 1 »otd ToTovg
1oL AVOUOAN xotavou] autig tg diepyaoiog Teivel
TEOS TN OXEYPN OTL 1] OVEVQUOUOTLXT] OLdTaon OnuL-
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ovEYEeiToL atd eVOOUUAKES TLETELS TOV QLOROUVTOL
TAVO O €VaL ENOOTIRG TOIXWU UE UELWUEVY OVTOYT|
omv mieon awvt.>

O unyoviopds dMuoveyiog oTepaviainy avevou-
oudrtov og aobeveis xwelc TEolmdoyovoa OTEPAVL-
ata véoo dev eivar avriinmrog. O Berkoff xow Rowe
véBeoav GTL 0 NECOG YLTWVaS Olmha OTNY TAGKRA TOV
o YLTWIVa 0€ UL 0BNEoorAnQUVTIXY 0Tl AE-
TTAIVEL ROL TO TTAYOS TOV €0 KOL TOU UECOV YLTHVOL
oyetiCovral aviotpdpme avdioya.'* Edv vrdoget
01EN ToV €0w YLTAVA TTOV ROAUTTTEL TNV TAARO TO VMRS
oV eomrheiel pmopel va drafowbei amd ) pon Tov
O{PATOG ROL N «OROUUEVY TTAAKRO» YIVETOL TO ONUELO
dnuoveyiog Tov avevpiopotog. Kabwg n uetwuévn
TayUTTa QONG AVEAVEL TNV TT{ECT OTOL TOLXDUOTOL, VAL
%nd s TV aOnowuoTivy TAdro xot uxeododufol
0té OULPOTTETAMOL KOl LV TOV dNULoVQYOUVTOL ATt
avAOUaAN Qo1 0to €EEMOOOUEVO aVEUQUONC UTTOQEL
va eufoioBovv mpog T urpdtepa ayyeia eyyuig
UE ATOTELECUAL T OTOOLOMUT] LOYOLULXT] ROATAOTQOPY
TOV pUoxadiov. Avté umoet va eEnyel v dtumn
OVUTTOUOTOAOY O OBWDS ®aL TNV YA ouyveTnTOL
UELOUEVNE HOLALOUS OUOTOATLRGTNTOG.

Zulitnon

To @dopa Twv ®RAMVIROV EXINADOEMY TG EXTACTOS
TOV OTEQAVLIOIWV 0ryYElmV srourihel now teQuhaupdvel
orofeQ] omOBayym, aotady otBdyyn, ayyeloovomo-
oty otnBayyn rou ugpoayua Tov puoxadiov. To
o ovvnOwopévo ovpumtmwpa eivor 1 otnBayym meo-
omaBeiac.>® H avEnuévn tdon yio Bpopfdoeic Asyw
UELWUEVNS OTEQAVLIALNG Q0N %Ol 1] AYYELOOVOTOON
AOY® SOV SLATOQOYWV TOU OLYYELAROT TOLXDUAL-
TOC WToQEl Vo TQORAAECOVY BwEanIKS dAyog €mg
®nou Eppooyuo Tov pwoxodiov. H pirpoayyeroxi
omBdayyn AOym g dSuoAeLTOVQYIOS TOV WKQWV Y-
velwv otoug aoBevelc pe extoTnd otepaviaio ayyeio
elvon €vag andun TEOTELVOUEVOS UNOVIOUOS YLa TNV
eounveia g ot Bayyms mpoonabeiog. H pewmpévn
0yYEL0OLALOTOATLXY aTTdvTnon Tov €voOnAiov ovve-
TAYETAL EAATTOUEVY OTEPOAVLALIOL QO] O ROTAOTAOELS
OV OTTATOVV ENUEVY ROy} 0EVySvou.S

Zmv mhetoynela Twv Tegurtdoewy (85%) extacio
TV OTEPOVLALIWY CUVOSEVEL TNV OTTOPQUATIRY OTEPOL-
viaia v600. Ou xhvirég exdnhmoels megrhapfdvouvy
™ otafepr otnOdyym, ™V aotady otOdyym rou To
OEM. "Exeu emiong megrypagel 6tL a.oBeveic pe pe-
Hovwuévn extaoio Tmv otepaviaimv (xweic dnhadi
OTTOPQAKTIRES OTEVADOELS) EUPAVICOVY OVY VA BeTinn
doxipaoio romdoews. O pnyovionoi TedrAnong o&E-

@V otepaviainy ovvdeouwv meglAapfdvouy oNiEn
afnowuaTivig Thaxag Aoym avENUEVNS TomteSAuong
(vrepénpoaon petorhompmteivaodv) '’ now cvEnuévng
pheypovadovg drepyaoiag,'! my Tomxy Bodupwon,
™V meQLpeQwy uPoit] wreobedufwv, To omaoud
%O TO OLOYMOLOUO.

H mpdyvmon tov a.oBevoig gaiveton vo eEagtdton
HUEIG 0TS TNV EVTaom 1oL T BaQUTnTa TS OUVUTTAQ-
KOVOOS ATTOPQOXTIANG alfnomuaTitig vOoou. AQKETES
ueréteg €xovv amodeiEel 6L | EXA dev mpoobétel
emmAéov nivOuvo og autdv ¢ cuvurtdoyovoogs ZN.
TN wopdderypa oty CASS m moovoia extaciog dev
emneéaoe v Senyj emPiwon oe aoBeveilc pe ZN (75
Vs 81%).13 Eniong oe aoBeveig pe pepovouévny EXA
KWEIS ATOPEOATLRY VOGO OV ®OL WITOQEL VO ouppouv
0E€a nadLard ovppauoto autd dev paiveTal vo gi-
VoL LOLOTEQM OUYVA HaL 1] TEOYVWOT EIVAL OYETIRA
EUVOIKT.

e 6 0god. T draeovixt] eEEMEN g veoou ehd-
KLOoToL OEAOUEVOL VITAQYOUV. € IO, LUHQT] OYYELOYQO(LKY
uelém 14 erayv emdeiviom g dudtoong opatnenxe
uévo oto 14% twv aoBevov pe Alyo cuvodd nodamd
ovppduoto.

2V meQimTtmon Tov aofevouc pog atoxieiodn-
%OV 0L VOOOL TOU GUVIETIXOV LOTOU XKoL 1] RAXO1ONC
veomhaoia, Tov mg YVwoto meodlafETovy o¢ in situ
Bodupwon Twv otegaviainv ayyeiwv. Agv diomotod-
Onrav eniong drataQay€s GO0V ApOoEd TV TNHTIKO-
TNTO TOV OL{UOTOG.

ZVUITEQaOUOTIRA B0 LITOQOVOMUE VO TOVIOOUUE
o n EZA elvor atd Tig omdvieg outies eupdyuotog
TOU UVOXAEOIOV YWEIS Vo CUVUTAQYEL 0.ONOMUATIXN
QITOPQOXTIXY VO0OS. Zuvemmg Oev mEmeL vo Oewpei-
ToL ATAG ¢ «OLATOO0N» TWV OTEQPOVLAIOV AYYEIWV,
dLoTL umoel va. gvBivetol Yo ®oQOLOYYELORES ETTL-
mhonéc. Téhog Bepameleg AVILUETHTLONS TS OVEV-
QUOUATIXNG 00QTIHS VOooU (ovoieg pe dodom emi
TWV UECEYYVUATIRDV RVTTAQWV, AVOOTOAE(S UETAA-
hompwteivaodv, ®.T.A.) (0wg anote A€oV T0 HEANOV
OTN POQUAXEVTIAY OVTLUETMILON TNG OTEPAVLOIOG
exTOolog.
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