Odnyiec tnc Evpwmnaiknic Kapdloloyknc Etatpeiag yia tn
Awaxeiplon twv Zuyyevwyv KapdlomaBewwv EvnAikwv 2020

KaBpoupag X., KapouAn M., loudéPevog ., Tlida A.

Y& oxéon Pe TNV ponyoUUevn £€kSoan Twv odnylwv yla t dloxeiplon twv evnAikwv acBevwv
pe ouyyevr) kopdlomdbela mou SnupootelBnkav to 2010, véa Sedopéva €xouv TPoKULYEL,
WOlaitepa  yla TI¢ SLadepUIKEG EMEUPATIKEG TEXVIKEG KAL TN SLOOTPWHATWON KWWSUVOU TwV
aoBevwv pe Xuyyevn KapbdlomdBeia 6oov adopd oOTo owotd XpOovoSLAYPOUpO Yla TOV
TIPOYPOUUATIONO XELPOUPYIKAG eMEUBaonG Kal KaBetnplaopoukapdldg. Eniong, epdaviotnkav
eVaANOKTIKEC Oeparmeieg KoL TPOTOL OVTLUETWIILONG YLOL OUYKEKPLUEVEG evdeifelg. OAa ta
OVWTEPW elXaV WG AMOTEAECUO THV avaBewpnaon TwvkateuBuviplwy odnywwy tou 2010.

KaBwg o apBudc twv acbevwv pe ouyyevn kapdlomdbela epdaviletal auéavopevog ta
televtaia Xpoviaoe TPOXWPNUEVEG NALKIEC, aKOpA Kol Ot UTEPNRALKEG, 0 Opo¢ «Grownup
Congenital Heart Disease» 8ev eival mMA£ov KATAAANAOG KoL WC €K TOUTOU -cUUPWVA KAl LE TN
S1ebvn BiBAloypadia - avtikataoctadnke anod tov 6po «AdultCongenitalHeartDisease». Ol véeg
KatevBuvtnpleg obnylec emkevipwvovtal otn cwot ARPn anmoddoswy yla acBeveic pe
Juyyeveic KapSlomaBeleg,mou nmeplhapPBavel Tnv akplpni Stdyvwaorn, To cwotd XpovoSLaypoppo
napéuPaong, tnv afloAoynon kKwdlvou Kal tnv emiloyn TNG KATAAANANG OepameuTikAg
napéppaonc. EmumAéov, e€etalovial CUYKEKPLUEVEG TTTUXEC TNG GAPHUAKEUTIKNG Bepameiag ylo
TNV KaPSLOKA AVETIAPKELA, TNV TIVEUUOVLKNA UTIEPTOON KOL TNV OVTUTNKTLIKY aywyn.

e ouykplon He TG odnyieg tou 2010, oL véeg kateuBuvinpleg odnyieg¢ mepllapupdvouv
Sleupupévn taflvounon, mpog KaAUTEPN OvTLOTOlXLoN E TNV TIOAUTTAOKOTNTA TwV Tabnoswv
KoL KAvouv avadopd yla Tty anattolpevn eEel8IKEVON TOU MPOCWTTILKOU TWV KEVTPWY JUYYEVWV
Kapdlomabelwv, Tov véo polo Twv BLodelkTtwv otnV mapakoAouBnon twv acbevwy pe Zuyyevn
Kapdlomabela, véeg avabewpnUEVEG CUOTACELG yLa TNV SLaxeiplon Twv KapSLakwv appubuLwy,
£€el8IKEVEVEC OUOTAOELG yLOL TN Bepareia TN MVEVOVLKAG aptneLakig ultéptaonc (MAY), véeg
CUOTAOELG YlAL TNV XPNON OQVTUTNKTLKWY, €LOIKN HEPLUVA Ylo TOUG aoBevelg peydAng nAlkioag,
£161KNA Katnyopla yla tnv eykupocuvn udnAol kwdlvou, cupmnepidnyn tou cuvépopou Marfan
OTLG KANPOVOULKEG TTABNOELS AoPTHG, Tou cuvSpopou Turner Kot TnG SUTTUXNG AOPTIKNG VOCGOU
KoL Tov avadulOpevo poAo Twv SLASEPUIKWY  EMEUPRATIKWY TEXVIKWVY OTI( OUYYEVEI(C
KapdlomaBelec EvnAlkwv. EMUTAL0V, UTTAPYXEL TWPA UL VEQ EVOTNTA VLA TIC CUYYEVELC TTaBnoELg
TWV oTedaviaiwy ayyeiwv.

O katevuBuvtnplec obnyiec tovilouv OTL ol ouyyeveig kapSlomdbeleg elvat xpovio voonua Kal
elval anapaitnTto ol aoBeveic va £xouv TAKTIKA LATELKN TTopakoAolBNnon and efeldIKEUIEVOUC
KOpSLOAOYOUC WOTE va EMITUYXAVOVTAL KOAUTEPA poKpompoBeouaanote Aéopata, oUTWE WOTE
va avayvwpilovtal Kol vo avTLLETWT{oVTaL TUXOV EMUMAOKEG €yKAlpwG. ZUOTAOELS Yyl TNV
KoAUtepn dpovtiba twv acBevwv pe cuyyevr) kapdlomobela Kot yla Ty ekmaibsuon atpwv
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oTIG Yuyyeveig Kapdlomabeleg £xouv ndN SNUOCLEUTEL KL EVIOYUOVTOL OTLG MOPOUCEC 0ONYiEG.
Juvlotdtal o OAOUG Toug evAALKEG aoBeveic pe ouyyevr) Kapdlomdabela va eleyxBolv ot
e€elOlkeUPEVO  KEVTPOTOUAQ)XLOTOV Hio ¢dopd, emutpEnmovrag otnv e€elSlkeupévn opada
KapdloAdywv Zuyyevwv KapdlomaBelwv va kaBoplosl to kataAAnAotepo emninedo ¢povridac.
AUTO ouvioTdtal £{te 0g avAyKn TOKTLKAG TOpakoAoUONonG oe e€elSIKEVUEVA KEVTPA, ElTE OE
ouvepyaoia KoL EMIKOWWVIO HETAEY TOU €EELOIKEUMEVOU KEVTPOU Kal €vOC Mn £l6kol
KOPSLOAOYLKOU KEVTPOU H OKOUA Kal TtapakoAouBnaon pHovo o€ Un e8KA KEVTpa e ipooPaon
OTO TPLTOPBABLLO KEVTPO, OTOV QUTO ATOLTELTAL.

O umepnxoypadIKOG EAEYXOC TMAPAUEVEL OTNV TPWTN YPOUUN TNCOLAYVWONG KoL ATELKOVIONG
OANG N OMELWKOVION HUE HayvnTkR Topoypadia kopdlag kat n afovikn topoypadia E€xel
OTTOKTHOEL HEYAAN onpaoia olaitepa 0TOV MOCOTIKO MPOCGSLOPLOUO TWV OYKWY NG SefLag Kal
™G HovApoug Kolklag, tnv afloAdynon tou xwpou e€6dou NG 6£€lAG KOIAlAG, TOV TTIOCOTIKO
TIPOOSLOPLOUO TNE TIVEUUOVIKNG OVETTAPKELAG, TNV AfLOAOYNON TWV TIVEULIOVIKWY aPTNPLWY, TWV
TIVEUUOVIKWV GAEPWVY, TNG AopTrG, TwV oTedavVIaiwy, TwV apTNPLOPAEBLKWYV SUCTIAACLWY, TWV
evbo- kol g€w-kapdlakwv palwv, Kabwg Kol TNV alpdtwon Tou Huokapdiou Kol TG
puokapdlakng ouAnc. H  kapSlomveupoviky aoknon Tailel  onuovtikd  poAo  OTo
TIPOYPOUUATIONO TNG LOTPLIKAG Ttapéupaonc.

O KOpSLOKOG KOBETNPLOOUOC TIPAYUATOTOLEITOL KUPLWG Yyl TNV EMAUGH GUYKEKPLUEVWV
EPWTNUATWY OXETIKA UE TNV avatopia Kal tn ¢ducloloyia Tng KapdLac. Eival umoxpewtikog oe
aoBeveic pe umoPia aUENUEVWV TIVEUHOVIKWY TILECEWV YLlO TNV EKTIUNGCN TWV TIVEUUOVLKWY
oayyelakwv avtiotocewv (PVR). O KaBetnplaopdc mpEMeL va Tipoypappatiletal dpeoa ot
ooBeveig pe kukhodopla Fontan 6tav autol epdavicouv KopSLOAOYLKES ETUTTAOKEC.

O poAog TNC SLadep kNG TapEpBacng £xeL yIveL TTOAD ONUAVTIKOG TO TEAEUTALA XPOVLOL.

H Siadepuikny oUYKAELON LE GUOKEUH, OTAV N avaTtopia sival KAtdAAnAn, €xet yivel n mpwn
emAoyn yLa T Bepameia TG LECOKOATUKAG ETUKOLVWVIAC 1] TOU avolkTtoU BotdAAelou mdpou. H
Sl06epULK ) OUYKAELON TWV LECOKOWAOKWY EAAELUUATWY - KOL AUTO gival véo otLg odnyieg —
amoteAel pla evaAAOKTIK) AUOn O OXEOn HUE TN XEPOUPYLKN €MEUPACn O €MAEYUEVOUC
ooBeveig, Wblaitepa yla umoAeumopeva eMeipata,eAeipata mou Sev eival Kat@AAnla yla
XELPOUPYLKN eMEUPAON, KAOBWC KaL yLa LECOKOIALAKEG ETILKOLVWVIEC UKoV TUTIOU.

H BoaApldomAhaotiky pe pmalove amoteAel mpwtn emloyn ywa ™ BaAPldikn otévwon tng
TIVEUMOVLKNG OTWG Kol n tomoBétnon stentotn otévwon LoBUoU aoptng I OTEVWOEL; AAAWY
MEYAAWV ayyeiwv.

Ou véeg obnyleg mpoteivouv tnv Slakabetnplakn epduteuon mveupovikng BaABibag wg tnv
npotuwpevn HEBoSo  aMlayng Tmveupovikng BoABidag os  aocBeveic mou  Ppépouv
opolopooyxevpata, Bosla pooxevpota adpayitdag, Blonpoobetikéc BaABidec / conduit.

OL véeg odnyieg yia tn Slayeiplon tne appubuiag tovilouv TN onuacia tng Katavonong tng

altiog, Tou pnYaviopoU Kabwg Kol TV ovatouio Tng umokeipevng ouyyevolg BAAPNG.
Yroypappuilouvv, emiong, TN onuaciot QLG EMLOTNUOVIKNAG TPOCEYYWONS Yyl tn PBEATOTN
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QVTIHETWITILON TNG appuBuiag. Tovilouv OTL n MPwiUn KatdAuon Tng appubuiog mpemel va
TPOTElVETAL WG EVAANOKTLKA) AUCN O OX€On HE TNV HAKPOXPOVIA LATPLK Bepameia yia tnv
uTtepkolAtakn (SVT) kat kothtakn taxukapdia (VT) He cupmTwpoTa, UTIO ThV MPoUnoBeon OTL N
Sladlkaoia TpaypaTonoLeEiTal 0 €EELOIKEVUMEVA KEVIPA. ZUVLOTATOL €Miong va €etdleTal to
evOEXOUEVO QVIXVEUONG AVOTOWLKOU UTIOCTPWHOTOG TTOU OXETIleTal e KOWALakn Taxukapdio ot
aoBevelg pe OSopBwpévn Tetpoahoyia Fallot mpwv amd T SLASEPULK 1 XELPOUPYLKN
enavenépPaon oto xwpo e£0dou tng 6£€1ag koiag (RVOT), kabBwg auteg ol Sladikaoieg unopel
va 08nyrnoouv oe epLlopLopEVn TipOoBacn ota onuela Tou MPokaAoUV KOWALOKN Taxukapdia.

H epduteuon PBnuatodotn oe KOTAOTAOELS Onwe N Ppadukapdia kol KoAmkn taxukoapbdia
avayvwpiletal otig mapoUoes 0dnyLeg.

Ot evbeielg yla v epdUTEVON AMWVISWTN Yl TNV TPWLUN TiPoAnyin tou aldvidlou kapdlakou
Bavatou oe aoBeveig pe Tuyyevy Kapdlomdabela mapapévouv SUokoAo va kabBoplotouv.
Meploodtepa Sebopéva eival Swobéopa yia tnv Slopbwpévn tetpaloyia Fallot o6mou n
gudUTEVON AMVIBWTH TIPETIEL VA CUCTHVETOL 08 aoBeve(g e ToAAAAOUG MapAyovTEG KO UVoU,
oupnep\apPavopuévng tNg OuoAsltoupylag TNC OPLOTEPAC KOWiag, un  eppévouoa,
CUUMTTWHOTIKY Kowtakn toxukapdia, QRS = 180 ms, ektetapévn ivwon &g€lag koiag otnv MR
N KolAlakn Taxukapdia o MPOYPAUUOTIOUEVN NAEKTPLKN SLEyEpPaN.

H mveupovikr uméptacn eival £vag onpovIlkog TPOYVWOTIKOG MopAayovtag o acBeveic pe
Juyyevy KapdlomaBela,kal xprilel Olaitepng mpoooxng wblaitepa Kota TtV SLAPKELA TNG
gyKupooUvNnGg N mpw amod kamola Kapdiakn mapéufacn 1 GAANn peilova pn  Kapdlakn
XElpoUpyLKN eméppBaon. OL VEEG KATEUBUVTPLEG YPAUUEC TOVI{oUV TN onuooia TG oXoAACTIKAG
aoSuvaplkng aglohoynong Le SLakplon LETAEU TNE PO TPLXOELSIKNAC MVEUOVIKAG YIEpTaong
PAH- n omoia opiletal and péon MVEUMOVIKA apTnplakn mtieon> 20 mmHg, nieon evodprivwong
<15 mmHg kat PVR= 3 WU, tng peta- tpxoeldikng PH(pLEon mieon mveupovikig aptnplag> 20
mmHg, riieon evodrvwong > 15 mmHg kat PVR <3 WU) kaBwg kat to cuvduaoud twv duo. Kat
TO TPla pmopel va umdpyxouv ceevAALIKeG acBeveic e ouyyeveic KapSlomabeleg Kol va €Xouv
SLaPOoPETIKES ETUAOYEG BEPATIEUTLKIG QVTLLETWITLONG.

MNa tnv Oepancio acBevwv pe Mveupovikn Ynéptaon veotepeg odnyieg éxouv mpootebel otig
KOTEUBUVTAPLEG YPOUMEG OEPATEUTIKAG QVTIHETWILONG TNG Eupwnaikng KapdloAoyikng
Etalpeiag. tou¢ acBeveic pe olvSpopo Eisenmengerkol HELWHEVN LKAVOTNTA AOKNGNG
(6okpaoia 6 AemtwvueBadion<450 m), Ba mpenel va sfetaoctel povobeparmeia, apylka He
avtaywvioth untodoxéa evboBnAivng kat akoAoUBwS o cuvduaouog cuvSuaotikng Bepamneiag,
£av oL aoBeveic ev BeAtiwOouv.

H mpoyevvntik cUUPBOUAEUTIKA €lval TTOAU ONUAVTIKA OE YUVOiIKeG pe Tuyyeveic KapdlomaBela.
MapoAo mou n mAsoPndia twv acBevwv pe cuyyevh KapdlomaBela €xouv pa KoAR Kal Uyl
EYKUHOOUVN, TPEMEL VA EVIOMLOTOUV oL yuvaikeg Tou Ppiokovtal oe uPnAotepo emimedo
kivbuvou. H eykupoolvn Tpémel oiyoupa vo amodelyetal o aobevel¢ pe MVEUHOVIKN
Ynéptaon, ooPapn duoAeltoupyla tng aplotepng koiag [<30% kAdopa e€wONoNG apLoTePNnS
kol\iag (LVEF), New York Heart Association (NYHA) Il — IV], cuotnuatikn 8e€ld koo pe

This PDF is created at https://www.pdfonline.com/convert-pdf/


https://www.pdfonline.com/convert-pdf/

UETPLO 1 coPBapd Hewwuévn Asttoupyia, acBevei¢ pe kukAodopia Fontan kal omoladnmote
ETILTAOKI), 0OBaP CUUTTWHATIKN OTEVWON aopTAG, cofapr oTéEvwan TG Utpoeldouc i cofapn
OTEVWON Tou LoBUoU tTnG aopthg Kal coBapn aoptiki diatacn O odnyieg Tovilouv eniong t
onuaoia yta Kat@AAnAn avttoOAANYN KoL YEVETIKA GULBOUAN.

OL ouotdoelg ylwo TN OLOXEIPLON OUYKEKPLUEVWVITABNOEwWY evnuepwOnKkav Baosl VEwv
Se60UEVWV KAL EUTIELPLWV TTOU GUYKEVTPWONKav amo to 2010. Mepika napadslypota:

¢ H oUykAelon eAAeLpdTWY apoucia NveUOVIKAG ApTNPLaKG YIEPTAONG TTAPAUEVEL BEUD UTTO
oulntnon. Eival moAl mBavo va umapxel 0delocarmd tn olUyKAeLon, aAAA UMOPEL va UTTAPXEL Kall
ermBapuvon TG KAWVLKAG KATAOTAONG , OTIOTE AMALTETAL owoTH afloAdynon mpLv amo tn AQYn
amodacswv. OL véeg KateuBuvtipleg ypaupég Tovilouv OTL oToug 0oBeveic pe kapdlakad
eMelppota, elval UTIOXPEWTIKA N €MeUPATIKA HETPNON TWV TIVEUHMOVIKWY QAVTLOTACEWV. H
ocuotaon otnv Katnyopia | eival 0tL 6Aa ta eAAeippaTo IOV prmopouv va utoBAnBouv eAelBepa
o Slabepuikn oUYKAeLon TipEmeL va €xouv PVR <3 WU.

e [l eMeilpata ota omola &N mpolmapxel cuvdpopo Eisenmenger 1 oe aoBeveig pe
Mveupovikn Aptnplakr YmEpTaonmou £Xouv ¢GUGCLOAOYIKO KOPECUO KOTA TNV npepia, aAAd
mapouctalouv and KOPECSUO KATA TNV AoKNOoN, N oUyKAelon Sev MPEMEeL va ekteAeital (cuotaon
KAaong I11).0L cuotaoelg yla aoBeveic pue PVR = 3 WU mou 8gv mAnpoUv ouTd TO KpLthpla
Sladépouv petalt aocBevwy mou €xouv shuntsmplv and Tnv TpLYAWXLVA N LETA TNV TPLYAWXLVO.

e o Ta PECOKOATILKA eAAsippata, n oUYKAELON WMOPEL VA TIPOTEIVETAL OTAV Ol TIVEUUOVIKEG
ovTLOTAOoELG elval <5 WUKaL n aplotepr] mpog ta e€ld emkolvwvia sival onuavikn (Qp: Qs>
1,5),kaBw¢ ot peAfteg e€akolouBoUlv va delkviouv opEAN, av Kol To amotéAeopa dpaivetal va
elval xelpotepo oe oxéon e toug acBeveig pe PVR <3 WU. Ol aoBeveic pe PVR5 > WU mpénel
apxLka va AaBouv Bepareia ylatnv MVEUUOVLIKNA aptnplakr unéptaon. Otav n PVR méoel KATW
arnd 5 WU kat n emukowwvia elvat onuavtikn, n Bupdbwrtn (fenestrated)oUykAelon eival n
npotewvopévn Bepanceia. Qotdoo, oL acbeveic mou Sev avrtamokpiOnkav otnv Beparmeia Sev
npéneL va urtofdAlovtal oe ouykAelon (KAdon Ill).

e OL aoBeveic pe peocokol\lakn emikovwvia Kol BoTdAAslo TOpo TPEMEL va Tipofaivouv ot
OUYKAELON OTAV Ol TIVEUMOVIKEG QVTLOTACELS €ival < 5 WU kat n A-A emkowwvia sival
onpavtikn. Eav dev umapyel ducloloyia Eisenmenger 1 amd KOPECUOC KATA TNV Aoknon, ot
aoBeveig pe PVR 25 WU Suvatat va ektinBouv yla mibavy cUYKAELON O EL6LKA KEVTPA.

e Eilval yvwotd OtL pia pikpn Staduyn oto enimedo Twv KOATIWY Pmopel va eivotl whEAun oe
aoBevelg e vOoo TNG aploTePNC KOG Kol UPNAEG THECELS TANPWONGKALOTL N OUYKAELON
UTopEel va EMUISEWVWOEL TNV KAPSLOKNA AVEMIAPKELD, WG K TOUTOU oL 08NYIEG MPOTELVOUV VA YiVEL
Soklpaotiky OUYKAElOn HME UImaAOVL o aoBevei¢ HE HECOKOATIKN —EMIKOWWVIA Kol
SuoAettoupyla tng aplotepng KolAlaG.Ze nAkLwpEvoug aoBeveic mou dev eivat katdAAnAol yla
Slo8epuLkn OUYKAELON LE OUOKEULN, TPEMEL va AapBavetal umtoPLv o KivBuvog TNG XELPOUPYLKAC
S10pBwong, EvavtL TNG KN CUYKAELONG YEVIKOTEPQA.
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Q¢ ocoBopn anodpaln tou xwpou ££6dou TNC aplotepnG Koldiag oeomolodnmote eminedo
opiletal n péon kAion mieong = 40 mmHg ev npepia, cupupadiloviag e Tov OpPLOUO  TNC
oofapng aoptiknG otévwong. OL cuotdoelg yia mapéuPacn oe BaABLOIKEG MaBNoelG TG
apLoTePNC Kapdlag[oTévwon 0opTAG 1N OQVETIAPKELX, OVETAPKELN KOAmokoWlakng PBaABidag]
MPOCOPUOOTNKAV E€MIONG OTL CUOTAOCEL Twv KateuBuvtnplwv Mpoppwy and tnhv Eupwmnaikn
Kap&iohoyikr Etaupeia.

® ¢ 000evelg pe oTévwon WOBUOU AopTNG 1 XELPOUPYLK EMAVACTEVWON, N UTIEpn)XoypadLKi
kAlon mieong twv 20 mmHg mpénel va emBefalwvetal Le ayloSuvapLkn HETpnaon.

® Y& aqoupunTwHaTikoU¢ acBeveig pe Slopbwpévn Tetpadoyla Fallot kal onUavTikr TVEUROVLIKH
QVeTAapKeLa, ol eveifelg mBavng mapeppaongropapévouv opudheyopeves. H obnyia eival ott
MPENEL va Tpoteivetal n mapéupaon/dopbwon oe mepimtwon mPoodeuTikng Slataong g
6e€14¢ ko\iag peteAocuoToAkd 6yko = 80 mL / m2, kat/r) tehodlaotolkd dyko= 160 mL/m2,
Ko/n UETPpLA avemapKeLa TNG TplyAwxwvag(TR).

e Je aoBevei¢ pe kukAodopia Fontan kot KoAmikn appuBuia pe taxela KOATTOKOWLOKH
ovtandkplon n nAektpkn avdtainBa mpmel va ylvetal dpeco kobwg umapyet kivbuvog
awoduvaplkng aoctabelag. H avtuinktiki aywyn svdeikvutol oe aocBeveic pe Bpoupfo otov
680 KOATIO 1| LOTOPLKO BpOuPoU, KOATILKWY appuBuLlwy Kal BpopBosuBoAKwWY eMELCOSIWV.
JuvioTtdTtal emiong oL yuvaikegue kukAodopio Fontan katl Tuxov emutAokEG va amodelyouv Ty
gyKupoouvn. O KapdloKkOG KABETNPLOOUOG CUVIOTATAL OE TEPUTTWOELS AVEENYNTOU OLSAUATOC,
emdelvwong tNg avoxng otnv Aaocknon, npwrtoepdpaviobeioag appubuiag, Kudvwong Kot
oluontuong. e aobevelg pe ooPapéc appubuieg Ba  Tpémel vo  TpotTeivetol N
NAekTpodUCLOAOYIKI) LEAETN KOL N KATAAUON QUTWV. AVTOYWVLOTEG UTTOSoXEWV ev&0oBONnAlvng Kall
ovaotoleic tng dwodobdlectepdong-5 pmopolv va §oBolv ot emheypévoug acBeveic pe
QUENMEVEG TIVEUOVLKEG TILECELS Kol PUCLOAOYIKI TEAOSLOGTOALKN TILEDT TNG OPLOTEPN G KOWALOG.
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