APOPO ANAZKOIMHzZHZ

ZO0yxpovn Tpocéyylon acOevwv UE TVEVUOVIKT) APTNPLAKI]

UTTEPTAGCT], ATIOTOKN KAPSILAKWV ETKOLVWVIWV

[QANNHX [IOAYMEPOY, MD, A®POAITH TZI®A, MD(RES), FRCPCH

KA Madokapdloroyiag kat Zuyyevwv KapSiomabeiwv Evniikwyv, Nocokopeio ‘MHTEPA’

Aé&erc Evpetnpiov: mPAP: Méon Tticon vevpoviknig aptnpiag, PVR: Iveupoviky ayyesiaxy avtiotaon, PVRi:
[TVELHOVIKT] AYYELAKT AVTIOTOCT) AVaYOpEVT O€ eTILPAvELR cwpaTtog, ZK: Zuyyeveis KapSiomabeieg, Qp:Qs: Adyog
TNG TIVEUHOVIKTG TIPOG T1 CUCTIUATIKY atpaTiky apoyn, XMR: YBpiSikd aipoduvapiko epyacstnplo pe Suvoto-

TNTA SLEVEPYELAG LAYV TIKIG KAPSLAG

H mvevpovikr] vuméptaon amotedel pa oxl
TANPWS KaTavonTy TaboAoylky] ovidTnTa HE
ToALGpOuES attoAoyies. Oplletal wg 1 Ta-
povcia aUENUEVNG HEOTIG APTNPLAKTG TILEON S -
pepiag, ¢ Tvevpovikns aptnpiag (mPAP) oe
emimedo = 20 mmHg kal TVEVHOVIKWV VTl
otdoewv PVR=3 Wood units, petpnuéva pe 816
KapSLoKo KabeTnplaocuo?l.

Mia aTd TIG IO EKTEVWG TEPLYEYPAUUEVES KOl
UEAETNUEVEG LOPPES TNG ElvaL VT IOV OXETI -
ToL LE oVUYYevelg KapSLoTABELESG TTOL TTPOKAAOUY
aplotepodelld Sapuyn alpa-tog, Kuplws peco-
KOWALOKEG ETIKOLVWVIES, AAAG KL GAAWVY LOPP WV
apLoTePOSEELOV SLAPLUY®V OTIWG TEPLYPAPO-
VTAL KATWTEPW.

H awodvvauikn emiapuvon touv acBevoig ue
UECOKOIALAKY EMIKOoWwVia eival avefaptnt
amd Vv evtodmion tou eAdeippatog (amovoia
AWV KopSlayyelokwy  SlauapTiwyv) Kol
oxetifetal povo pe to PEYEOOG TOV -Kal CUYKE-
KpLUEVa TN ox£or UeyEBouG Tou eAAelUaTOG e
™ SL&UETPO TG aopTIKNG BaABidag- aAAG Kot pe
™V KAlon Tieong HeTagy CUOTNUATIKNG Kal
TIVEVHOVIKNG KUKAO@oplag Tou kabopilouv To
néyebog tou shunt. Ta eAAelppata HTTOPOLV Vo
XUPAKTNPLOTOVV WG KPA (Stapetpog <25% g
Stapétpou g aoptikng BarBidag), peoaia (25-

75% 1tng Stapétpov) kot peydra (>75%). H -
BavotnTa autépatng oUykAel-ong efapTdtal
TO00 ATO TNV EVTOTILON 0G0 KoL AT TO HEYEDOG
TOU eAAElppATOG.

Ta pecaiov kal peydAov peyéboug eAdeippata
TPOKAAOUV VTIEPPOPTWON TOU TIVEUUOVIKOU QY-
YEWAKOU SIKTU0U KOl KATA OUVEXELD TNG apl-
otepns Kowiag. Eav mapapeivouv ywpis xet-
poupYLkn S16pObwon oTadlakd TPOKAAOUV ap-
XIKG VTIEPPOPTWON Kot SucAetTtovpyla TG apt-
oTePNS KolAlag kat adinon Twv TIVEVUOVIKWV
TECEWV 0TI GUVEXELQ, 1 oTola e To Xpovo &n-
Hovpyel un avaotpéPiues BAGBEG 0TO AyYELOKO
SiKTUO TWV TIVELUOVWY LE EMAKOAOVOT TTVELO-
vk véptaot. ‘Otav TALovV 1) apTnpLlaky Tieon
0TO SIKTUO TWV TIVELUOVWV KAL KATA ETEKTAON
™m¢ 8e€lds xoliag yivel lon 1N Eemepaoel Ty
TlEon NG CLOTNUATIKNG KukKAowopiag, N Sia-
LY alUaTOG OTO HECOKOWAKSO EAAslupa
aAAGZeL @opd Kol yivetal §e€lo-aplotep), UE a-
motéAecpua TG €lcodo un ofuyovwpévou aipa-
TOG OTI] OUCTNHATIKY KukAo@opia Kot Tnv
TTWOT TOV KopeopoL, dnAadny oe @uaololoyia
ouvdpopov Eisenmenger.

Ayotepo ouvxvd, M aplotepodelld  Slapuyn
(shunt), pmopel va oeidetal o évav peydaro a-

VOIXTO POTAAEl0 TOPO, AOPTOTIVEVHOVIKO
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Tapadupo, UEPIKN avWPOAN €KBoAN Tvevpo-
VKOV @AELWV 1] OE LK LEYAAT] LEGOKOATILKT] ETIL-
kowwvia. H @uolodoyla TG eykatdotaong
TIVEUHOVIKTG UTIEPTAOTG OTNV TIEPITITWOT) TOU -
volyTov BoTaAElov TOPOL 1| TOU AOPTOTIVEVHOVL-
KoV TapaBUpou elval dpoLa e AQUTTV OTIS LECO-
KOWLOKEG emKowvwvies. H gp@avion mvevpo-
VIKTG UTIEPTAON G AOYW adLAyVwao NG 1| TIOPOIpLE-
ANUEVNG HEYAANG UECOKOATILKNG ETLKOVWVIAG
elval oAU mo nmag eEEAENG kal oupfaivel
ouvBwg puetd Vv 4n Sexaetio ™G {wNG, UE &-
Eailpeon ta eAdeippata Tov EAgwSoug KOATTOU
(sinus venosus) oTa OTOlOr TEPLYPAPETAL €-
YKATAOTAON TIVEVHOVIKTG UTIEPTAON G VWPITEPQ,
oTnV 311 akopa Kal ot 2n Sekaetia TG {wrg2.
To (610 oupPaivel Kat pe TN HEPLKN AVWOUOAN &-
KBoA1 TIVELLOVIKWV PAELWV.

Me Vv mpo608o TNG ATEIKOVIONG HEOW TWV L-
TEPNX WV KoL TNV KAAVTEPT TPOGBacT TOU TAY-
Buopov OTIS LTPIKES VTINPEGLEG, TO TUVSpPOO
Eisenmenger teivel va ekdeler ot ava-
TITUYUEVES XWPES. QoTdo0, 1 ueTakivnon mAnov-
oUWV aTtd AYOTEPO TIPONYUEVEG XWPES PEPVEL
puali ™G évav aplOpud acBevwdv pe Toapope-
ANUéVEG ouyYevelS KapSloTAOELEG KAl TIVELO-
VIKN] UTIEPTAOT], TIOU KOAOUUOOTE VA OQVTLUE-
Twmicovpe. H mapovoa avackomnon ¢ BipALo-
ypa@iag amooKoTel 0TV amoca@nivion ¢ ma-
Bo@uoloA0YIKT|G EEEAENG TNG TIVEVIOVIKTG UTIED-
TAONG TOU O@EIAETAL OE OUYYEVELS Kap-
Slomabeles kalt otnv Prua mpog PHua a-
ELoAGyNnomn Tov aeBevols Kat avaAoyn Bepamev-
Tk mapéupaocn, Pacet Twv  oLYXpoOvVwv
Hebddwv Slayvwong, Xepoupylkng 1 emepfa-

TIKIG QVTLIETWTILONG KAl Pappakofepameiag.

Katnyoplomoinon kat ta@o@uoio-
Aoyla TG TVEVLOVIKTIC P TN PLA-
KNG UTIEPTAGTC

H mvevpovikny vméptaon €xel MOLKIAEG aLtio-
Aoyleg kal Suagopoug TUTOUG. Bdoel ¢ Ta-
Evounong Twv TUTWV TG TTIVEVUOVIKN G UTIEPTA-
OTG TIOU TEPLYPAPT oAV ATO TOUG Simonneau et
al3 xat avaBewpndnkav and v Evpwmaiky E-
tawpeia Kapdloroyiag to 2015, 1 vevpovikm
UTEPTAOT ATIO ApLoTEPO-OEELEC SLaPUYES Yapa-
KTNPLlETAL WG TIVEVHOVIKT] AP TNPLAKT] VTIEPTAON
Kal pmaivel otnyv vmokatnyopia 1.4.4 wg mvev-
LLOVLKT] UTIEPTAOT) OXETL{OUEVT) LLE CUYYEVEIS Kap-
SlomaBeteg. OL ovuyyevelg kapSlomabeleg pmo-
POUVV VA TIPOKAAEGOUV Kol GAAOUG TUTIOUG TIVEL-
LOVIKT|G UTIEPTAOTNG, OTIWE UTOVG IOV OXETi(o-
VTalL Pe VOO0 NG apPLOTEPNS KOWlag amd ato-
(PPOKTIKEG TTAONOELS TNG APLOTEPTS KAPSLIAS, Y
TOPASELYUQ TNG ULTPOELSOVG 1 TNG QOPTIKNG
BaABibag, 1 akdp KAl TUNUOTIKY TIVEUHOVIKY)
UTIEPTOOT OE TEPLOXEG TWV TIVEUUOVWV OTIWG
OTNV TEPITITWOT AOPTOTIVEVUOVIKWY TTHPATIAEL-
pwV ayyelwv o€ atpnoia TMVELHOVIKNG 1) TPL-
YAO)wag BaABISag 1) 0€ TTEPITITWOELS AVWUAANG
€K(PUOTG LG TIVEVUOVIKH G apTnplag amd v a-
opTN.

Ot Simonneau et al kat petémerta n ESC katnyo-
PLOTIOMG Y KAWVIKG TNV TIVEUUOVLIKI] apTNPLOKY
UTIEPTOOT] TIOU OXETI(ETOL UE OUYYEVEIS Kap-
Slomadeleg meEpaLTEPW O 4 KATNYOpPIES:

1. Z0vépopuo Eisenmenger.

ESw evtdooovtal OAeG OL TEPIMTWOELS HE
HEYAAES EVEO- 1) EEWKAPSLAKES ETKOLVWVIES TIOV
OTNV apxn €XOUV PO1| ATIO TN CUCTNHATIKT TTPOG

TNV TIVEVHOVIKT] KUKAO@Opla KAl HE TOV KAlpo
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AOY® OMUAVTIKIG QUENONG TWV TIVEULOVIKWYV QY-
YELOKWVY AVTIOTACEWY KL TIECTEWY PETATPETO-
VTAL 0 QUPITTAEVPEG 1) €Tl TO TAElOTWV TIVELNO-
VIKEG TIPOG CUOTNUATIKEG SlapuyEég (shunts) pe
emakoAovBa Kudvwor, devtepomabr] TToAVEPL-
Bpapia kat cuvrBwG TTOAVOPYAVIKI] CUUTITWUA-
ToAoyla.

2. [Ivevuovikn vméptaocn Ue kuplws CUOTHUATIKT]
PO TVEVUOVIKY Otauyn. Alaywpiletal Te-
paltépw oe SlopBovuevn kat un SlopBovpevn.
ESw evtdooovtal TeEPIMTWOEL HE peTplov-
HEYAAOL PEYEDOUG ETIKOLVWVIES KO TILX-UETPLOL
aUENON TWV TVEVUOVIKWV AVTIOTAoEWV. ESw
Sev Ttapatnpeital KUAVWOT oTNV NPEULOL

3. Ilvevuovikn)y vméptaon ue Wikpd €eAAeiu-
uata/dtapuyéc mov cuviBws amoteAoUV TUXaia
eupfuata Kot dgv pmopovv va Bewpnbouvv v-
TeEVOLVA LA TNV EPPAVLOT] TIVEUUOVIKTG UTIEP T
omMG, OTIWG ULKPEG LECOKOIALAKES ETILKOVWVIES 1
UECOKOATIIKEG ETTIKOWVWVIES. H ouumepipopd g
vOoOoU TPOGOUOLAlel UE aUTHYV TNG L8LoTaBoUg
LOP PTG KAL AVTEVOEIKVUTAL AP WG 1) CUYKAELOT
TWV EMEPUATWV.

4. I[lvevpoviky) véptaon UETa amo T S1opbwon
¢ kapdlomaBeiag. ES® 1 Tveupovikn vméptaon
elte empével petd amod  S16pbwon g cuyye-
voug kapdlomdbelag gite avamtyooeTal TPOO-
SEVTIKA PNVES 1] KaL Xpovia HeTd T 610pOwoar)
™G, TMaApPA TNV amousia alpoduvapkd onuo-
VTIK®V UTTOAELTIOUEVWV ETILKOLVWVLOV.

v Tepimtwon aplotepodelwv  Slapuywv
A0yw ZK, 1 TVEUHOVIKY] QPTNPLOKT VTIEPTAON €-
ykaBiotatal otadiaka. H avénuévn pon aipatog
TPOG TOUG TIVELHOVEG A0Yw Tov shunt (Qp>Qs)
TPOKOAEL SLASOXIKEG XAAOLWOELG TOU TOLXWUA-

TOG TWV ayyelwv Twv Tvevpovwyv. Ilo

OUYKEKPLUEVA TIPOKOAELTAL APXIKA VTIEPTPOPIX
TV AElWV PUIKWV VOV KAl TTOAAATIAXGLACUOG
TWV KUTTAPWV Tou &vdoBnAiov Twv Tvevpo-
VIKQV apTnplov mou Bloxnukd oxetifovtal pe
QUENUEVT] TOTILKY TIXPAYWYN OYYELOGUGTOA-
TIKOV Kol EAATTWUEVT] Tapaywyrn oyyeodia-
OTOATIKWV OUCLWY, PE EMaKOAoUOT ainon Twv
TIVEUHOVIKWV QVTIOTAoEWY. MEYpL autd To on-
uelo ol aAdolwoelg Bewpovvtal avaoTPEYILES,
OAA& 0TO €MOUEVO OTASLO, OTIOV TTAPATNPOVVTAL
emmA£ov a&nom TwV KUTTAPwV Tou evéoBnAiov
Kal Tou £Ew  ayyelakoly XITWVA, TOTIKEG
BpouPwoels kat TAEYUATOELSEIG AAAOLWOELS TWV
TIVEUIOVIKWV apTnpLoy, Bewpeital Twg 1 vev-
HOVIKI] LTEPTaOT €lval TAEOV EYKATECTNUEVT
Kal pn avaotpéPun pe povn eEEAEN v mpoo-
Sevutikn emibeivwon. H ewova 1 meprypaet ™
Stadoxikn  €EEAEN  TWV  LOTOAOYIKWV  OA-

AOLWOEWV.

AZloAdynon ywx mbaveg Oepamev-
TIKEG TTAPEUBACELG

H Bgpamevtikn mapéuBaom otoug acOeveis ue -
TIUKOWWVIEG HETAEY CUOTNUATIKIG KAl TIVEVHO-
VIKN G KUKAO@OPpLaG XpELAlETAL TIPOCEKTIKN KOl £-
Eatopikevpevn  aflodoynon. Mmopovpe va

Xwploovpe Toug aoBeveis o€ 4 Katnyoplies:

1. AoOeveig pe pkpov-peoaiov peyeboug
eMelppata xwpis onueia TVEVHOVIKTG
UTIEPTOONG OTO UTIEPTXOKAPSLO-
ypagnua

2. AcOeveig pe pecaiov-peydrov pey£boug
eMelppaTa xwpis onNpeLo TIVEVHOVIKIG
UTIEPTOONG OTO UTIEPTXOKAPSLO-

ypagnua
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Gaine S. JAMA. 2000:284:3160-3168.

Ewkova 1. Madoyéveon tne MVEVUOVIKAG apTNPLOKIC UTTEPTAONC.

3. AoOeveig e eykateotnuévo cuvépopo
Eisenmenger
4. AoBeveig pe peoaiov-peydiov peyeboug
eAMelupata Kot e onUELQ TTVEVIOVIKTG
UTEPTAOTG OTO VTIEPTXOKAPSLO-
ypagnua
ZTNV TPWTN TEPIMTWON TWV HIKPWV-UECALWY OE
uéyebog eAAEUPATWV Kal €8IKE oTov TaLdla-
TPKO TANBVO O cuvIoTATAL TTAPaKOAOVON oM UE
eKTIUNON ™G ALLOSUVANIKNG ONUACIAG TOU €A-
AElLHATOG KAL TWV TIVEULOVIK®WV TILECEWYV VTIEPT)-
XOKapSLoypa@Ikd. MecoKOIALOKEG KL LECOKOA-
TIKEG EMKOLVWVIEG TElVOUV Vi TTEpLopilovTal o€
Héyebog 1 KAl va KAElvouv pe To xpovo, UE €-

Eailpeon Tig supracristal pecokolllakeg kal ta

UECOKOATILKA eAAEippaTa Tov PAELWEOUG KOA-
Tov (sinus venosus) 1 T TPWTOYEVY] LECOKOA-
KA EAAElppaTa. ZUYKAELON GUGTIHVETAL KUPIWG
e LVTTEPPOPTWOTNG GYKOU TWV APLOTEPWV KOL-
AOTHTWV 1| TIOPATETAUEVT) OVAYKT] PAPUAKEV-
TKNG aywyns. O pikpdg avolytos BotdAelog
TOPOG UTopel va KAELoEL PEYPL KAl TOVG 6 U1VES
N akopa Kal Toug 12 pnveg edv mpoKeLTAL Y
TPOWPo veoyvo. Metd Tnv nAkia avty n
ouviONG TPaKTIKY €lval va kAgivovtal apodu-
VOULKG onpavTikol BoTtdAglol TOpoOL 1) auTol TTov
ouvodevovTal amo akovoTo @Vuonua. Ta aopTo-
TIVEVHOVIKA Tapabupa omavia elvat  Ukpov
pey€boug kat cuviBwg Tavta xpniovv SLopHw-

ong.
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Ta pecatov-peydAov pey£0oug HECOKOALOKA EA-
Aslppota xwpls ev8el&elg TVEVHOVIKNG UTIEPTA-
ong ouvnBws SlopBwvovTtal aTov TPWTO XPOVO
NG, EVW TA LECOKOATILKA EAAELUPATA UTTOPOVV
va SlopBwBovv apyotepa otV TSIk NAKia 1)
OKOHO KL OTNV VALK {w1] 0€ TEPITTWOT Ka-
Buotepnuévng SLayvwong.

Ye aoBevelg pe Sayvwopévo  oULVSpopo
Eisenmenger 1 oUYKAELOT TV EAAEUUATWY O-
vtevdelkvutal TANpwG. Ot AAAOLWOELG TWV TIVEL-
HOVIKWV ayyelwVv elval povipes kat emibetvoe-
VEG, EVW TA eEAAeippata AoV Sev emiteivouv To
TPOBANUa 0AAG avTiBéTwg, fonbovv oty pa-
kponuépevon s Seflag koiag Spwvtag oav
wo BaABida amocvumieons auvtng kot Sia-
TNPWVTAG TOV OYKO TaAN0V, €15 Bapog BEPala
TOU KopeopoV ofuyovovu. H avTiuet®mion Twv a-
oBevwv autwy elval tepimAokn Ad0yw NG CUUUE-
TOXNG 0TN VOO0 TIOAAWV cUCTNUATWV. ['U auTh,
0AAG KAl AdY®w TNG OTaviOTNTAS THG AN oG
Kol TNG SLUCKOALNG CLUYKEVTPWONG ETAPKOVG €-
UTEPLAG OTNV AVTIUETWTILON TNG, GUVIOTATOL
SLEBVvwG N 18puom KEVTPWV ava@opds yLo TTVeEL-
LOVIKT] UVTIEPTAOT KOl KAPSLOKY AVETTAPKELX KoL
1 TaPATOUTY] Kot Slayelplon Twv acBevwv amd
auTd. ¢ gk TOUTOU, 1 avdAuomn NG Bepatmev-
TIKAG  QVTLUETWTILONG  TOU ouvSpouov
Eisenmenger dev Oa mapovoiaotel otnv ava-
oKOTM oM AUTH.

To peyaAltepo evliag@épov Tapovoldlel -kal
lowg elvat kat o Baoikds KOTTOG TNG AVACKOTIN -
OTMG AUTNG- 1) TIPOGEYYLON TWV ACOEVWV UE [E-
oalov-peydAov peyéBoug eAAelppaTa Kot pe on-
HElQ TIVEVHOVIKTG VTIEPTAONG OTO UTIEPTXOKAP-
Swoypapnua. H olykAelon eleupdtowv ma-

TIVEVLOVIKT|G

poucia  pn  AvaoTPEYLUNG

UTEPTAONG UTIOPEL VA EIVAL KATAOTPOMIKN YL
Tov acBevi], a@oU Elval YyvwoTo TwG TO
TPocdokipo emiiwong og evav acBevr) o oTtolog
éxeL @TAoel va avamtuéel ovvSpopo Eisen-
menger, gival KaAUTEPO amd auTd aoBevwv Ue
TIVEUMOVIKT] VTIEPTAOT] TIOU ETLUEVEL 1] e€ediooe-
Tal peTd amd emtuxnuévn ;) XEPOUPYLKN
S6pbwon.

M£0060oL AELoAdynon¢

1. Yepnyokapdloypa@npua

To StaBwpakikd 11 SLOICOPAYELD VTIEPTXOKAP-
Sloypaenua Umopel va Swoel TANPO@OPLES Y
To péyebog kat tn O€omn NG emKowwWViag, ™
(op& Tov shunt kot v kAlom Tieong petagy ov-
OTNUATIKNG KAl TIVEVLLOVIKNG KUKAo@oplag (ev-
SEIKTIKI] TWV TIVEVHOVIKWVY TIECEWV), VA €-
KTIUNOEL TN SLATAON KAl AELTOUPYIKOTNTA TWV
KApSLKWVY KOAOTHTWY KoL TUXOV VTIEPTPOPLa
TOU Tolywuatog G 6eflds KolAiag kal va -
KTIUNOEL TI§ TIVEUHOVIKEG TILECELS HEOW TOU
Doppler ™¢ TPLYAWXWIKNAG 1] TIVEVUOVIKNG o-
VETIAPKELNG KAL TG YEWUETPLNG TOU LEGOKOIALX-
KoV Slappaypatog (eccentricity index). Aldtaon
TOU OTEAEYOUG TNG TIVEUUOVIKNG aptnplag ko
TWV KAASwV aU TG elvat €TI0 G EVOEIKTIKY TTVEL-
LOVIKT|G VTIEPTAOTG.

2. AkTwoypa@ia 0mpakog

AvTti 1 amAn kat @B e€€taon umopel va mtpo-
o@épel TANBWPA TANPOPOPLOV Yo TNV Bepa-
TEVTIKN Tipooéyyton. Ot acOeveis ue cofapr ap-
TNPLOKY TIVEUUOVIKY UTTEPTOON £X0VV eEAAELM
TWV AYYELAKW®V CTOLYEIWV 0TV TIEPLPEPELA TOV
TVELHOVIKOU TapeyxVpatog (‘pruning’) pe -
TOTEAEGUA 1] QKTWVOYpO@iot V& @AIveTAL TILO
OKOTEWN Adyw TNG UELWONG TNG SLIAUETPOV TWV

TEPLPEPLKWY TIVEVUOVIKWV ayYelwv Kol TNng
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HELWHUEVTG QLUATWONG OTNV TEPLPEPELX TWV
TIVELPOVWYV 0TA TTAalol TNG vooovu. EmmAéov, 1
KOPUPT] TNG KAPSLAG VAL AVAOTIKWHEVT] ATTO TO
Stappaypa Aoyw TG vmepTpo@iag ™G SegLag
KOWALOG, EVW 1) TIVELUOVIKY apTnpla kat cuxvd o
86e€10¢ kOATOG elval Swatetapévol. Ewova v-
TEPPOPTWOTG TWV TIVELHOVWV KAl aENONG TOU
KapSloBwpakikov Selktn ocuvddel pe auinuévo
Qp:Qs KL CUVETIWG UE XAUNAOTEPES TIVEVUOVIKES
aVTIOTACELS Kal TiilBavotata StopBolpevn ouy-
yevn kapdlomadela.

3. Kopeopdg ouydvou kat atpoc@aipivn
dUGLOAOYIKOG KOPESUOS QiUATOG GTNV Mpepia
KL 6TV doknomn (T.x. 6TV TEPLTATNTIKY SOoKL-
poola TwV 6 AETTWV) CUVETTAYOVTOL XTIOKAEL-
OTIKA aploTepoSella Stapuyn alpatog Kol yo-
UNAEG TIVEUHOVIKEG TTLETELS. EQV 0 Kopeo oG eivat
XaUMAGG 1) MEQPTEL AKOPA TEPLOGAOTEPO OGNV
AOKMNOT, WUTOPOULUE VA QTOKTHOOUMPE ULX
atloBnom ya v éktaomn g de€loaplotepni Sia-
(QUYNG ATIO TNV TLUT] NG ALLOCQALPivNG 0TO alpa,
TPOUTOOETOVTAS WOTAGO TIwG 0 acBevig uag
EXEL PUOLOAOYIKG amofepata aldnpou Kal Pep-
pLtivne. Zta (Sla mAaiowa, KAWVIKG pmopolpe va
€EETAOOVE VIO TANKTPOSAKTUALX 1] oTrola Yo va
elval KAWIKG ep@avng mpoumofétel Vmapén
KUAVWONG Yl TOUVAGYLOTOV 3 UNVEG Yla TA
SAKTLUAQ TWV XEPLWV Kol Yot 6 PNRVES Ylo TA
SAKTLAA TWV TIOSLWV. INUELWDVETAL E6W TIWG OF
TEPIMTWOELS oLVEPOHOL Eisenmenger amd avot-
XTO BoTGAEl0 TOPO, N TANKTPOSAKTUALX Kal 1
KUAvwon Tieplopilovtal Kupiwg oTo KATW aKpa
AOY®w NG @uotodoyiag tng de€loaplotepag Sia-
PUYNG LETA TNV EKPUOT] TWV BPAXLOKEPAAKDV

ayyeiwv.

4. MleprmaTnTIKT) S0KIPAGIX TWV 6 AETTWV
Kot 8eiktng vomvolag Borg

Yta mAaiowa g agloAdynong g cofapdtntag
NG TIVEVUOVIKNG UTIEPTAOTG KOl TNG AVTATIOKPL-
ong otn Bepamela ylveTal Kot 1 TEPLTATNTIKY
Soklpaocia Twv 6 Aemtwy, pe TV omola aflodo-
YelTaL 1| amOOTACT) IOV UTOPEL VA TIEPTIATIOEL O
acBevi|g 0 6 AETTTA KAl 0 KOPEGUAG/ATIOKOPE-
opos. H e€étaon elvat €0KOAN, OLKOVOULKT] KOl
€UKOAQ QVATIOP Y WYLUT EQOGOV TNPOVVTAL OL &~
TAEG TTpoUTIo0£0ELS TNG eE€Taon L3,

5. KapSioavanvevotikn Sokipaocia konw-
ong

H xapSloavamvevoTiky) Soklpacia KOTIwoNg
umopel va xpnowomoinbel otnv a&loAdynon tTwv
acBevwV e KapSLOTTAOELX KAL TIVEVLOVLKT) UTIEP-
TAOT, AAAG EVEXEL AVAYVWPLOUEVOUS KIVEUVOUG,
kuplwg oe acBeveig pe ovvdpopo Eisenmenger.
To yeyovog autd, 0 cUVSVACUO UE TNV TTOAU-
TAOKOTNTA TNG EPUNVEING TWV ATIOTEAECUATWY
Tapovaoia kapSlakwy shunt, kAL kAL ™G TTEPLO-
popévng BBAoypagpiag, Balouvv ocuyvd Tnv
efétaon oe 6e0TEPO AGYO KOl XPMOLUOTIOLELTAL
UOVO GUYKPLTIKA Yo kaBe acBev

wg évdeltn avtamdkplong ot Bepameia N emi-

Seivwong.

6. MayvnTikn Topoypa@io kapdidg pe ma-
PANAYVNTIKY Ovoix

H payvntikn topoypagia kapSlag mpoo@Epel
AETITOUEPEIS AQVATOUIKEG KOl AELTOUPYLKEG TIAN-
POEOPIEG, OYKOMHETPlIA TwV KaAPSIAKWY Kol-
AOTNTWV KAl UTIOAOYLOUO TNG OXECNG TIVELHO-
VIKNG/ovoTnuatikic Tapoxns Qp:Qs. Awpoduva-
HKA ONUAVTIKEG BewpPoVVTAL Ol EMIKOWVWVIESG
omov Qp:Qs>1.5. Eivat kpiloung onpaciag oe me-

PLTTWOELS OOV UTIAPYXOUV SLASOYIKEG PEAETES
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LYV TIKTG TOpoYpa@iog va ekTipdtat to Qp: Qs
o€ BaBog xpovou. 'Evéeln otadiaknis petwong
auTtoL pmopel va amotelel velén avénong twv
TIVEUHOVIKWV QVTIOTACEWY KOl WG €K TOVTOV,
QVAYKNG ETAVEKTIUNOTMG TWV BEPATIEVTIKWVY XEL-

PLOUWV.

7. Kap8iakdg kaBetnplacpog

[evikoTtepa, o 68106 kKapdlakog kabemmplaouds
elval TPOATALITOVUEVOG Y TN Sldyvwon Tng
TIVELUPOVIKTG UTtépTaonG (Recommendation 1C)
Kol yla T Ayn OepaTEVTIKWY ATTOPACEWY OF
acBevelg  pe  evlokapdlakd  eAAeippata
(Recommenda-tion 1C). Adyw TwV TEYVIKWV -
TALTNOEWV 0AAQ KAl TG auinuévng moavotn-
TOG EMTAOKWY, CUVIGTATAL VA YIVETUL O€ KEVTPX
ava@opds (Recommendation 1B), o6mouv 1
BvntotnTa kataypapetal o 0.055% kat ot €T~
TAoKEG o€ 1.1%5.

0 vBp1BIKOG KAPSLAKOG KABETNPLAOUOG UE Ha-
YVNTIKT] Topoypa@ia kapdias (XMR)

vmepTeEPel oNUaVTIKA o€ a&loToTia o€ oYéon e
ToVv amAo kabemplacud kat ™ pebodo Fick yia
™ Sliayvwon kal otadlomoinon 1 TopoKo-
AoUOM 0T TNG TIVEVHOVIKTG VTIEP-TAON G O€ Ao BOe-
velg ue ouyyev) kapdlomdBela, 4Tov VTIGPYEL a-
VAYKALOTN T XOPNYNONG TIVEUHOVIKWY OYYELO-
SLAOTOATIKWVY Yo €Aeyxo avaoTtpePiudTnTag
TWV VYPNAWY TIVEUUOVIKWV AVTIOTACEWVS789,
ZUVIOTATAL ATt TO oLVSVAOUS TOU KAAOOLKOU
Se€lov KapSLokoL kabemmplacuon ue
TAUTOXPOVT LAYV TIKI Topoypa@ia kapdiag. H
HOYVNTIKY Topoypa@ia Xpnoluedel ya aflomi-
0TO TPOGSLOPLOUO TWV POWV TNG TIVEVHOVIKIG,
TUNUATIKNG TIVEUUOVLIKIG KOl CUGTNHATIKNG KU-
KAooplag, efadelpovtag v ONUAVTIKY TiL-

BavotnTa AdBWV Kol  TAPEKKAIOEWV TwV

KAOGOIKWV HEBOSWV VTOAOYIOHOU TWV POWYV
(dpeon péBodog Fick, thermodilution kAm), ei-
SKd apovoia evEoKapSLaKWV SLPLUYWV Kal &-
TIUTPETIOVTAG OKOUX KAL UTIOAOYLOUO TWV TIVEL-
LOVIKWV AVTIOTACEWV O€ SLAPOPA TIVEUUOVIKA
Tuqpata. Elvat teyvooyikd amaitntikng e§€taon
a@oU TPoUTIOBETEL YELTVIOGOT TOU OLUOSUVOLL-
KoU gpyaotnpiov pe TO HOyVNTIKO TOUOYPAWO,
WOTE VA UNV VTIAPEEL XPOVOG YLA ATTOCTAOEPO-
Toimon Tou acBevovg kal aAAolwomn Twv pe-
TPNOEWV, EVW KL 0 LATPLKOG EEOTALOUOG oV B
xpnowotmowmBel 6To APOSUVAULKO EPYAOTHPLO
TPEMEL VA elval cUPPBATOS UE TO LAYV TIKO TOO-
ypawo. H e€étaom ylvetal amOKAEIOTIKA LE Ye-
VIKNY avalednoia dtav a@opd matdid, aAAQ pTo-
pel va yivel pe tomiky avaleBnoia kal kota-
OTOAT] 0TOUG EVIALKEG.

OL petpnoelg yivovtal o 2 | 3 KATOOTAOELS
(conditions). ZTnv pwTn pe TOV AoV va ava-
mvéel 21% ouyovo, kat otn 2 1§ 3 pe 100% o-
Euyovo 11 100% o&uydvo ouv povoéeidlo tou
alwtov (NO) 10-20 ppm 1} evSo@A£fLa emompo-
O0TEVOAT, IOV GUVIGTOUYV TN Sokluacio avaoTpe-
PLudmTas yix va amo@acioTel Qv 1) TTVELUO-
VIKY vméptaon eival eykateotnuévn 1 oxt (et
Kova 2).

Me Bdon Tig petprioelg Tov vPpLdikov kabetn-
plaouoy vmoAoyi{ovtal oL TIVELUOVIKEG avTL-
oTdoelg o Kabe kataotaorn. O acOevig £xel
TIVEUUOVIKY] UTIEPTOON €4V M Héom Tieon g
TIVELVHOVIKNG apTtnplag eivat mPAP > 20 mmHg
KAl Ol TIVELUOVIKEG avTlotdoelg eivar PVR>3
Wood units. Ot TTVEUHOVIKEG AVTIOTACELS OTA
ToSIA TPETEL TAVTA VAL VAYOVTOL OTNV €-
TPAVEIQD OWHATOG TIOAAATANGLAJOVTAG TNV

EKAOTOTE LETPOVEVT] AVTIOTAGCT) UE TNV
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Ewova 2. YBpLoiko alpoduvapiko epyaotrplo oto National Institute of Health, Maryland, H.M.A. 2to mpwto otddlo yive-
Tal 0 KaPSLOKOG KABETNPLAOUOG Kal TOoOeTOUVTAL OL KOABETAPEG OTNV TMIVEULOVLKY aptnpla kat otn Béon evodrivwong
Kol Aappavovtal oL cuvnBEeLg LETPNOELS TileonG Kal aepiwv aipatog pe oklaypadikn kabodrynon dvo emumédwv. O a-
0B€eVNC OTN CUVEXELA TTOPAEVOVTAC OTO (510 TpamEl PeTadEPeTal MAVW O PAYEG oTn SutAavr aiBouoa omou BplokeTatl
0 MOyVNTIKOG Topoypadoc. Kataypdadovtal ol poég Kat AapBAvovTal aVOTOUIKEG Kol AELTOUPYLKEG TIAnpodopieg amd tn
HOyVNTIKN, EVW oL KapSlakol KaBeTnpeg mapapévouv ot B£0n TOUG LETPWVTAS TLG TILECELG OTNV TIVEU LOVLKI KOl OUOTN-
potikn Kukhodopla, kaBwg kat TNV mieon evadnvwong Twv TpLyoeldwv. OAog o e€omMALOUOC ival GUUPBATOG LIE TO payvh-
TLKO TOOYPAdO (0 QUTOUATOC EEWTEPLKOC ATILVIOWTHG MEVEL EKTOC TNG albouaag), EVw oL TAPEUPLOKOLEVOL OTO XWPO TOU
HOyVNTIKOU Topoypddou maipvouv pétpa mpootaciog and to 66pupo™.

ETILPAVELX OWHUATOG KOl QVAYPAPOVTAG TNV
TIVEUHOVIKT avTiotaon wg PVRI kal petpwvrtag
™ oe Wood units.m? (kat 6xt Wood units/m?
OTIWG cLYVA a6 TTapaPAeym avaypda@etal). Oc-
WPOVE TIWG UTTOPOVV LE ACPAAELN VX GUYKAEL-
000UV eAdelppata oe acbeveic 6mov n PVRi<4
Wood units.m2- StopBovpevn.

Eav n PVRi> 8 Wood units.m? , 1} TtveupovikT)
vméptaon Oewpeital eykateotnuévny Kol 1
OUYKAELOT) TUXOV EAMEUUATWVY avTeVSEikvuTAL —
un  SwopBovuevn (Recommenda-tion IlaC)il.
T'vetal katavontd Twg acOevels pe peTpovEY
PVRi 4-8 Wood units.m? avijkouv o€ pia ykpido
V1. ZTNV TEPIMTWON AUTI 0L ATTOPACELS TIAp-

vovTal EEATOMIKEVUEVA KOl TIPOTIUOTEPA OF

TeETAPTOPRAOUIX KEVTPA QAVAPOPAS. XE QAPKETA
KEVIpA ouxvd Tpoywpovv oe  Bupldwtn
oUYkAewon Twv  eMkelupatwyv  (fenestrated
closure), ywx va meplopiocovv 1o shunt aAAd va
vmapéel kat BaABida Siapuyng oe mepimTwon
TIOU 1) TIVEUUOVIKY] UTIEPTAOT) OUVEXIOEL va &-
Eedlooetall2, Qg ek TOVUTOV, TIPETEL TIPOEYXELPN-
TIKG va yivetal Sokipacio avactpePiudmmrag
(vasoreactivity testing) ywx vmoot)pin g
amd@AcNG XEPOVPYIKNG SLopOBwong. BOeTiky| Be-
wpeita n Sokipacio avaotpeP Lo TAS OTAV €-
TITUYXAVETAL pelwon TNG HEONG TEoMG TNG
mvevpovikng 210 mmHg o€ amoAvtn Ty} mPAP
<40 mmHg pe avénon 1 Statrpnon tov 6ykou

TOAPOV. XE HEPIKA KEVTPA OE QUTOUG TOUG
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acBevelg yopnyesitar Bepamela TVELHOVIKIG
UTEPTAOTNG HE QVAOTOAE(G TNG @Wo@Oodie-
otepaong tumovu 5 (PDE-5 inhibitors) 1§ avtayw-
VIOTEG TV VTTodoxEwVv NG evéonAiivng (ERASs)
o€ L mpoomddela eAdttwong g PVRI kat tpo-
ETOLLAOLOG YL TO XELPOVPYELD, OXL OUWS YLOL XPO-
VK& Staotpata > 3-6 unvwv. Ilpog to mapov
TovAaytotov, 1 EAAGSa Sev Stabétel avyxpovo v-
Bpdko XMR apoSuvapikd epyaotrplo. Ze 1iw-
TIKA KEVTPA YIVETAL TIEPLOPLOUEVOG AVAYKACTTIKA
aplOpos VBPLOIKWY KABETNPLACUWY HE TOUG o-
oBevels va vmofdAdovtal apyxlkd otov SeLd
KapSLoKO KAOETNPLATHO KAl LETA VA LETAPEPO-
VTAL OTO HOYVNTIKO TOHOYPA@PO. AVAYKAOTIKG
AoLTtdV, TTOAAEG (popég oL petpnoels s PVR yivo-
VTAL PE TIS KAAooKEG peBdSoug (Gueomn puebodog
Fick, thermodi-lution) ot omoieg evéyouv ek Twv
TPAYUATWY ONUAVTIKO TEPLOWPLO AdBoug.
Tvvoym

o ()G TTIVEVUOVIKT] UTIEPTAON OpLleTaL 1) TTapovoia
auénpevng péong apmplakig mieong npepiag
™G TveLpOVIKNG aptnplag (mPAP) o€ emimedo =
20 mmHg xat tvevpovikwv avtiotacewv PVR23
Wood units, petpnuéva pe 5816 kapdloko kabe-
NPLAGUO.

e Hvd00¢ éxel TOAAATIALG ALTLOAOYIEG L AUTTO TIG
OTIOLEG ELVAL 1] TIVEVOVIKY OPTNPLOKT] VTTEPTHOT
AOYw ouyyevols KapSlomdBelag amod aplotepo-
Se€la Slauyn| oto emimedo TG KAPSLAS 1) TwV
UEYGAWV ayYELwV.

e Mmopei va epaviotel og un SlopOwpéves kap-
SlomaBeleg, aAAG KAl HETA TN 810pOBwWON AUTWV.
e AlakpiveTal 0€ U1 avaoTpEPun Kol ava-
oTPEY LU, aVaAGYWS €&V oL BA&PeS Tov Ttveupo-

VIKOU 0yYELAKOU SIKTUOU €lvat LOVIHEG 1] OXL.

e OewpElTal AVAOTPEYLUN EGV 1) TIVEVHOVIKEG o~
vilotaoelg elvat PVRi< 4 Wood units.m? kot pn
avaotpéPun eav eivat PVRi>8 Wood units.m2. H
PVRi petadd 4 kot 8 Wood units.m? mé@tel o€ pia
Ykpila (v ava@OoPLKA LE TNV TPOYVWOoN NG
TaOnomng.

e 0 mo aflomotog TPomog petpnong g PVR
elvat o VBPLEIKOG KapSlakoG KabBeTnplaouadg,
OAG& Sev elvatl gvpéwg SlaBEopuog TPog TO
TaPOV.

e ETliKOUpIKG epyaieia yia TNV ekTipnon Kot o-
paKoAoVBN oM TWV AGOEVWV QUTWV ATTOTEAOVV 1|
QUTTAY] LAY VT TLKT) TOUOYPO@ IO LLE TIAP AUAY VI TIKY
ovoia, o 8e€l0¢ kapSLaKAG KABETNPLAOUOG, 1) -
KTwoypagia Bwpakog, 1 mEPLTATNTIKY SOKL-
Hoola Twv 6  AemTwv  kat o Oelkng
Svomvolag/mpoondBelag Borg, mn Asttoupyikn)
Taén katd WHO, ) Tiun ¢ atpoos@aipivns Kot o
KOPEOUOG TOU QUATOG KOl (QUOLKA 1) KALVIKY
€€E£TOOT KAL TO LOTOPLKO.

e X€ QVUOTPEYLIUN TIVEUHIOVIKTY UTIEPTOOT] GUVL-
otatal 1 S16pbwon NG eMKovwVIaG, eV KATL
TETOO avTevdelkvuTal TANPWS G Un ova-
oTPEYPLUN TIVEVUOVIKY VTIEPTAOT).

eH OuplbwTr) OVUYKAEION UEGOKOATIIKWV €A-
AEWUUATWY OTOTEAEL i €mAoyn Tpog a-
EloAoynon kupiwg oe acOeveig pe Tiuég PVRI pe-
TafV 4 kat 8 Wood units.m?, 1| og acBeveig pe

Sualettovpyla g Se€LA¢ koA iag.
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The contemporary approach to the patient with congenital heart

disease related pulmonary arterial hypertension
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Pulmonary arterial hypertension is a multi-factorial condition with a pathology that is not yet fully un-
derstood. It can represent a consequence or an association of congenital heart disease with cardiac
shunts, whether addressed or not addressed with surgery or interventional therapy. It is of crucial im-
portance for the course and management of the disease to know whether the patient’s pulmonary arterial
hypertension is reversible or irreversible. This manuscript aims to provide a useful roadmap on identi-
fying and assessing the patient with CHD-related pulmonary arterial hypertension, by utilizing the stand-
ard but also the more modern tools that we have at our disposal. It also provides consensus data on the
general approach to the patient with CHD and cardiac shunts, regarding the timeline and suitability for
repair.

Keywords: mPAP: Mean pulmonary artery pressure, PVR: Pulmonary vascular resistance, PVRi: Pulmo-
nary vascular resistance indexed for body surface area, CHD: Congenital heart disease, Qp/Qs: Pulmo-

nary-Systemic Flow Ratio, XMR: Hybrid cardiac catheter laboratory
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