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NANPNG KolAo-nveupovikn ouvdeon (TCPC), uia

Tpononoinpévn enéupaon NG apxikng Fontan

nou €papuocbnKe yia NpwTtn @opd and Tov de
Leval kar ouvepydteg 1o 1988, anotelei Tnv oUlyxpovn Xel-
POUPYIKN EMIAOYN yIO TNV NAPNYOPNTIKA QVTIMETOMNION TWV
acBevwv pe Aermoupyikd povnpn koldia (UVH)! Mapd 1o ye-
yovog 6T dev eival BepaneuTikn, n epappoyn Tng TCPC eival
O1EBVWC anodekTN KABWG BEATIWVEI TN AEITOUPYIKN KATACTA-
on Kal eMTPEnel oxeddv PUOIOAOYIKN KaBnuepivh dpacTtnpl-
otnTa Twv acBevav autwv.>®* H TCPC epapudletal ite Pe
TNV TEXVIKN TNG EVOOKOANIKAG NAEUPIKNG onpayyag (ILT), eite
ME TNV TEXVIKN TOU €&§wKAPdIaKoU owAnvwToU CUVOETIKOU
pooxeupatog (ECC). Ouwg, n pakpdxpovn euneipia pe v
enépBaon Fontan éxel dei&el 61 01 aoBevEeig auToi €xouv eAaT-
TWPEVN CUCTAATIKOTNTA TNG POVAPOUG KOINIAG Kal PEIWPEVN
avoxn otnv kénwon.?® Eniong, gival yvwoTto 6Tl o1 aoBeVEig Pe
Ouyyeveiq kapdiondBeieg (Twv Fontan acBevwv cupnepiAau-
Bavopévwv) Nou €xouv PEIWPEVN aVOXA OTNV KONWGoN EXOUV
au&npévo kivduvo yia voonpdTnTa kai Bvntotnta.”® Qg cuvé-
neia, eivar NoAU onpavTiko va dIanioTWOOUNE Molol and Toug
acBeveig Fontan €xouv peiwpévn dokiuacia KONnwong Kai va
OIEPEUVNCOUPE TOUG NApPAyovTeG nou eMdPOoUV KaBopIoTIKA
otn dlatapaxn autA.'®

O1 NpPoNyoUPEVEG PENETEG MOU APOPOUV TNV KAPDIONVEU-
povikn dokipacia kénwong (CPET) oe acBeveiq pe mig ouy-
xpoveg Texvikeg TCPC, nepieAduBavav pikpd deiypata acBe-
VOV N apopoucav anoTeAéopata acBevwyv nou eixav uno-
BANOEei TOCO OTIG CUYXPOVEG TEXVIKEG OGO KAl OE NAAAIOTEPEG
XEIPOUPYIKEG TEXVIKEG Tpononoinuévng Fontan.*®
>tnv napouca peAeTn alohoynBnke n CPET ce Oeiy-

pa acBevwv nou €xouv unoBAnBei oe eEwkapdiakou TUNoU
Fontan (ECC). Eneidn dev €xel anoca®nvioBei NANpwg n BEA-
TIOTN XPOVIKN OTIYUA NAIKIGKA yia TNV oAokAnpwaon Tng Fontan,
oKonog pag ival va npoadiopicouue TNV ENINTWoN TNG NAIKI-
ag Fontan ota anoteAéopaTa TG KaPBIONVEUUOVIKNG OOKIUA-
oiag kKénwong nou dlevePyEiTal GYIPa (CE anWTEPN NAPAKO-
AouBnon) peTd Tnv enéppacn, oe dUO SIAPOPETIKEG NAIKIOKA
OMAdEG.

M£606oi

AZOENEIX

E&nvTa entd enepPdoeig Fontan enimeAécBnkav and tnv kap-
BI0XEIPOUPYIKA KAIVIKN pag and 1o 1997 €wg 1o 2009 og duo
TPITORAOUIO KEVTPO KOPDIOXEIPOUPYIKAG CUYYEVWV Kapdiona-
Beiov (1997 - 2007 oto Qudoeio Kapdioxeipoupylkd Kevrpo
ka1 2007 - 2009 oto voookopeio Maidwv «MnTépa»).

Ta kpimpia emioyng [oAokAnpwon tng TCPC pe v e&w-
kapdIakn TexVIKA, NAIKia katd Tov enavéieyxo pe CPET > 8
€TWV (€101 WOTE va dlac@alideral N NANPNG CUVEPYAGia TOu
aoBevoUg) Kal va Exouv NAPENBEI TOUAGXIOTOV = 4 €Tn YETA TNV
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ohokAnpwon Tng TCPC] eknAnpoucav 60 acBeveig.

‘E&l (6) acBeveic e eypévouca Taxuappubpia
N Kal KOAMOKOIANIGKO anokAgIond (tou 1Y BaBuou
eEaipoupévou), poviyo BnuatodoTn kal napddbupo
anocupeopnong [Ue diaguyn and de&id npog Ta
apIoTEPG OTO €MINEDO TWV KOANWV MOU TEKUNPIWVE-
TAl UNEPNXOKAPDIOYPAPIKA, E TOPOYPAPIa payvn-
TIkoU cuvTovicpou (MRI) n kaBetnpiacud kal aptn-
PIaKO KOPEOUO KaTd Tnv avdanauon <90%] anokAei-
oOnkav and Tn peAETN. AcBeveiq pe avtevoeiEeig
yia Tn doKIpacia KONwong, Kabwg Kal ekeivol PE
voNnTIKA uoTépnon N cUvdpopa nou ennPeddouv Tn
ouvepyaaoia katd Tov CPET €Aeyxo, eniong anokAei-
obnkav and Tnv napouca PEAETN (Evag acBevAg).
Aéka (10) aoBeveig dev pndpeoav va eMTUXoOUV TA
OpIa TNG PEYIOTNG KONWONG (JEYIOTO avanveEUOTIKO
nnAiKo avraAAayng, RER .2 1.00) kai dev nepPIAn-
@Bnkav otnv €peuva. TeAikd, To deiypa Twv acBe-
VWV TNG PEAETNG pag anoTteAeital and 43 acBeveiq
(and Toug 60 nou apxika emAexdnkav yia CPET)
nAikiag (katd Tnv Fontan) and 3 eTwv €wg 29,4 £€1n,
ME didpeon TN nAIKiag Ta 5,8 €1n.

H enmitponn nBIkNG kar deovToloyiag Tou vooo-
KOUEIOU avapopdg EVEKPIVE TN CUYKEKPIPEVN LENE-
™. ‘OMNoi o1 acBeveig, ol idlol Kal/h Ol YOVEIG Toug
unéypayav Tn OXeTIKA PE TN JEAETN dNAwON cuvai-
veong. Eniong, 6Aol o1 acBeveic unoBAnBnkav oe
KAIVIKO €Aeyxo pouTtivag npiv Tnv CPET. H KAIvIKn
e&€raon nepieAduPave PErpnon Tou cwuaTikou RBad-
poug, UYoug, apTNPIAKAG NiEcNG Kal KOPECUS apTn-
pIakou aipaTtog og 0Euyodvo. H kapdiakn cuxvoTnta
O€ avdnauon PETPAONKE E KAACIKO NAEKTPOKAPDI-
oypdenua (HKI) 12 anaywywv pe Tov acbevn o€
unTa Bgon.

MNa va agioloynBei n enintwon ™G nAIkiag
Fontan ota anwTtepa anoteAéopara, To deiyua Twv
aoBevwyv dlaxwpioBnKe o€ dUO OPABEG PE KPITNPIO
Tn S1dpeon nAIKia Twv acBevwY KATd TNV OAOKANPW-
on 1ng Fontan n onoia Atav 5,8 €rn: Oudda A, nA-
kia <5,8 years, Opdda B, nAikia >5,8 €rn.

KAPAIONMNEYMONIKH AOKIMAZIA KONQXZHXZ

H kapdionveupovikn dokipyacia kénwong (CPET)
EMTEAECONKE OE NAEKTPOVIKA EAEYXOUEVO KUNIO-
pevo Tdnnta (o€ opBia B€on) cUuPwva PE TO TPO-
nonoINUEVO NPWTOKOANO KaTd Bruce pe KpImpio
dlakonng Tnv €vapgn ocuunTwudTwy kalr cUPPWva
pe mig Odnyieg TG Apepikavikng ‘Evwong Bwpa-
KOXEIPOUPYWV Kal MNveupovoloywv."! MeTprnbnkav
Ol NapdpeTpol agpiopoy, n katavadwon O, kai n
napaywyn CO, ue cuvexn kataypaen, Je T xpnon
avanveuoTIKOU CMNEKTOPETPOU pAZag (Amis 2000;
Innovision, Odense, Denmark). H kapdiakh ou-

XvOTNTA KAl 0 puBPOG KATAYPAPNKAV UE CUVEXEG
HKI 12 anaywywv kal 0 aptnpiakog KOPECUOG OE
O, Aappavovrav Pe CUVEX KATAypaPn OE NAAUIKO
oEUpeTpo. H aptnpiakn nieon PETPNONKE enava-
AapBavopeva kdbe 2 Aentd. O aoBeveiq evBap-
pUVONKav va QTAcouv oe enineda KONWONG PEXPI
€EdviAnong. Kdbe dokiyacia xwpioBnke oe apxi-
KN @Aacn npeung npoondBeiag 1 Aentou, oe Acn
dokiyaciag pe nNPoodeuTiKN augnon €pyou anod 10
oe 15 W/min kai oe @don anokardotacng anod Tnv
konwon didpkeiag 3 Aentwv. H dokipacia Bewpei-
Tal WG PEYIOTN Kal €yKupn OTav 0 acBevng EpBave
TNV avagpofia oudd nou opicOnke ekegivn kaTd Tnv
oroia 1o YEYICTO  AVANVEUGTIKO MNAIKO avTaAAayNngG
RER_.,. > 1.00. O1 Tipég Tng péyiotng CPET a&ioho-
ynénkav pévo yia Toug acBeveiq nou nAnpoucav
auTo To KPITNPIo (dnAadn eknAnpwaoav To 6pPIo TNG
MEyIoTNG KOnwong). O vewTeEPOG aoBevng KaTd Tnv
CPET otnv oudda A ritav 8.05 eTwv Kkar otnv opdda
B 11.36 eTwv.

H p€yiotn katavdAwon o&uyovou (VO2peak) Kal
O MEYIOTOG KATA AENTO AEPIOPOG (VE o) METPNON-
kav and 10 PECO OPO TV TIMWV TOUG Ta TEAEUTaIA
30 deutepodAenTa Tng dokiuaciag. To avanveuoTiko
I00dUvapo Tou CO, (V/V,,, slope) kaBopicOnke pe
TIG METPAOCEIC and To OeUTEPO AenTO TNG SOKIPACIAG
MEXPI TNV €NITEUEN TOU OPIOU yIa TO AVANVEUOCTIKO
nnAiko avraAayng. To avanveuoTiKO 160dUvapo
Tou O, UNOAOYICONKE NG TN YPAUUIKA OXEON TOU
VO, wg npog 10 AoydpiBuo Tou Kard Aentd agpi-
OpoU, XPNOIYONOoIWVTAG TIG TIMEG and TO OeUTEPO
AeNTO TNG BOKIPAGIAG KAl HEXPI TNV OAOKANPWON TOU
90% Tng KéNWong.5"

H avanveuoTikn avagpofia ouddg eivar n oTiyun
kard Tnv onoia 1o VCO, au&dverar ducavahoya oe
oxgon pe 10 VO,, kaBopigderal XpnoIuonoiovTag mn
MEBODO TOU AVANVEUGTIKOU ICOOUVAUOU Kal EKPPA-
deTal ue 1O V02.13

O1 mipeg nou AapBavovtar and tnv CPET ouykpi-
Onkav pe TIG NPOPRAENOPEVEG (PUCIONOYIKEG TIMEG
ané Tov Wasserman kai cuv.* XoBapd peiwpévn
avoxn otnv kénwon Bewpeital étav VO, < 85%
TWV NPOPBAENOUEVWY TIMWV."

ITATIZTIKH ANAAYZH

Ma Tn digpelivnon oTaTIOTIKA CNPAVTIK®WY SIapOpwV
o€ dTopa JE nAIKia KATw (opdada A) kal ndvw (Oudda
B) and tn didpeon nAikia katd Tnv enépBacn Fontan
(5.78 €1n ota 43 droua) xpnoiyonomninke t-test yia
Ouo avegdpTnta deiypaTa. ZTiG NEPINTWOEIG OMNOU Ol
KATavVOUEG ANEKAIVAV TNG KAVOVIKNG XPNGIYOMOoIN-
Onke 0 €Aeyxog Mann-Whitney. € deUTeEPO GTAdIO
a&lohoynbnkav ol dIaPopEG auTtég oTabpidovtag
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yla Tnv nAikia Fontan Tou kKdBe acBevh pe xpnon
YPOUUIKAG naAivopopnong. € POvVOnapayovTiko
€ninedo €yive eniong dIEPEUVNON YPAUUIKNAG CUCXE-
TIong TnG nAikiag Katd Tnv enéppaocn Fontan pe Tig
napandvw NapapéTPoug PJE XPNon TOU CUVTEAECTA
OUCXETIONG TOU Spearman. TEAOG, JOVTEAQ YpAUUI-
KAG nahivdpdunong xpnaoipgonoindnkav yia tn die-
PEUVNON YPAPUIKAG CUCXETIONG TWV NPONYOUUEVWV
NapauETPWV PE TNV nAIKia Tou acBevoug katd Tnv
Olevépyeia CPET.

‘O)ol o1 €éAeyxol gival au@inAeupol Kal o€ eNNESO
OTATIOTIKAG ONPAVTIKOTNTAG 0=5%.

AnoteAéopata

Ano Toug 60 acBeveig Nou apxIkA eMAEXONKav yia
TNV PEAETN, TEAIKG o1 43 and autoug nAnpoucav Ta
KPITAPIA yIa va nePIANGBOUY otnv TEAIKN agloAdyn-
on. H 6vntétnta otig 30 nuépeg kal yeconpoBeoua,
peTd Tnv TCPC, éxel kataypapei o dUo NpdoPaTeq
QvadPONIKEG UEAETEC PAG NMOu aAnodEIKvUOUV Thv
anoucia coBapwv OYIPWY EMMNAOKWYV KABWG Kal
Ta €EQIPETIKA peconpdBeopa anoteAéopaTa, 6oov
a@opd TNV KAIVIKA KatdoTaon, o€ NpOo®ATO EAEY-
X0 autwv Twv Fontan acBeviv.®'® O1 43 aoBeveiq
ToU TEAIKOU OeiypaTog unoBAnBnkav Pe emituxia otn
doKiyacia kONWwong Kal EKNANPwoav 1o KPITAPIO
RER__,, = 1.00.

Ta xapakTNPICTIKA Twv acBevwv nNapouciddo-
vTal avaAuTikd otov lMivaka 1. H péon peteyxeipn-
TIKA neEpPiodog napakoAolBnong ntav 9,6 £ 3 €.
Agv dianioTWONKE OTATIOTIKA ONPAvTIKA dla@opd
6oov apopd Tnv PJOP@OAOYIa TNG POVAPOUG KOIAI-
ag YeTa&u Twv 2 NAIKIGKWY opddwv (chi-square, p
=0.173). O enikpaTwVv TUNOG TNG PYOVAPOUG KOIAIAG
O€v QaiveTal va cUoXeTICeTal e TNV €Ni TIG kATO (%)
npoBAenopevn péyiorn VO,. Tpidvta TE00ePIG aoBe-
VEig UNOBANBNKav oe auPIdPouN KOIANO-MVEUUOVIKA
avaoTtopwon TUnou Glenn wg evdiduecou otadiou
napnyopnTikn enéupaocn (opddeg A kai B, v = 18
kal v =16, avtioToixa). H karavoun tng evOIAPESNG
napnyopnTikng enéupBaocng (Glenn shunt) dev diEpe-
pe o€ BaBud oTatioTikG onpavTikd PeTagu Twv dUo
opddwv (p =0.9313).

MAPAMETPOI £TH METIZTH KOMNQZH

Ta anoTeAéopaTa TWV NAPAPETPWY TNG PEYIOTNG S0~
KIpJaoiag kénwong yia 6Aoug Toug acBeveiq pe dia-
oTpwpdTwon avd nAikiakn oudda (A kal B) napouot-
alovtar otov livaka 1. Aev dianiotwOnkav diago-
PEG 0Ta BACIKA XAPAKTNPIOTIKA PETAEU TwV OUAdwvV
A kai B, ue €&aipeon Tov kOpeoUd Tou apTNEIAKOU
aiparog og oguyovo (Sa0,%) kard Tnv avanauon.
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O1 aoBeveiq pe didueon nAikia < 5.8 eixav ce Bab-
MO oTATIOTIKA ONPAvTIKO PEYAAUTEPN andAuTn TIPN
8a0, % otnv avdnauon (95,1 £2,6 €vavn 92,9  3,0;
p =0.014).

H peTteyxeipnTikn pé€yiotn katavaidwon o§uyovou
(VOzpeak) nTav yeyaAuTtepn otnv oudda A (37,3 £ 7
mL/kg/min €vavTi 29,9 + 7,7 yia Tnv opdda B; p =
0.003, n 88 £ 19,8 Twv NPOPAENOUEVWV TIHWV EVAVTI
74,5 £ 14,7 yia Tnv opdda B; p = 0.016; Ek. 1a). H
eedpeia Tou kapdiakou pubuou (HRR) ntav 83.8 +
18.5 yia Tnv opdda A kai 66.2+ 22.4 yia Tnv opdda
B; P= 0.009. O Tiuég autég ntav o Babud otat-
OTIKG ONPAVTIKO UWPNAGTEPEG YIa TOUG ACOEVEIG TNG
opadag A.

O1 acBeveiq Tng opddag A eixav peyalltepn
MEon andAuTn TIPN VE, ... (p=0.001) xai €ni TIG EKa-
16 (%) VE ... (P =0.007) and ekeivoug Tng ouddag
B. O1 unéAoineg napdueTpol TNG PEYIOTNG SOKIUAGI-
ag kKonwong Oev avedeiEav ooTaTIOTIKA CNPAVTIKEG
Ol1aPOPEG PETAEU TwV BUO OUAdWV.

MapaTnpnOnKe I0XUPN aPVNTIKA CUCXETION YETO-
&U Tng nAikiag Twv aoBevwv katd Tnv Fontan pe Tnv
VO2|Deak kaiTnv % npoPAendpevn VO2peak (r=-0.50,p
=0.001 kai r=-0.41, p = 0.007, avrioToixa, Eik. 1pB).

Eniong, dianioTwOnKe apvnTIKA CUGCXETION E-
Ta&U TnG nAIkiag Twv acBevwv Katd Tnv Fontan kai
Tov Sa0,% katd Tnv avanauon kabwg kai pe Tnv
epedpeia Tou kapdiakoU pubuou (HRR) otn péyi-
otn kénwon (r =-0.39, P = 0.010 kai r =-0.39, P =
0.009, avricTtoixa). H VE .. Kkain €ni TIg ekaTo (%)
VE .. EUPAVICAV GTATIOTIKA ONUAVTIKA EAATTWON PE
Tnv av&non Tng nAikiag dievépyelag Tng Fontan (r =
-0.49, p = 0.001 kai r =-0.51, p = 0.001, avrioToixa).
Agv NnapatnpnONKe oTATIOTIKA GNUAVTIKA CUCXETION
ME TIG UNOAOINEG AEITOUPYIKEG NAPAUETPOUG TNG E-
yiotng CPET kai Tng nAikiag Fontan.

Zulntnon

H agpoBia ikavétnta kénwong (N1 doknong) €ival
XPNOIPOG OEIKTNG TNG PETEYXEIPNTIKAG KATAGTACNG
TOoU aoBevouq Kal anoTeAei deikTn KAAUTEPNG NPo-
yvwong pakponpoBeopa.” H kapdionveupovikin
dokipacia kénwong (CPET) napéxel NapauETpoug
TNG PEYIOTNG IKAVOTNTAG KONWONG, ONWG N PEYIOTN
karavaAwon o&uyovou (peak VO,) kai n epedpeia
Tou Kapdiakou puBuou (HRR). O1 napdueTpor autoi
anoTeAolv onoudaiouq NAPdyovTeG TNG KAIVIKAG
a§loAGynong Kai €xouv 1I0Xupn NPoyvwoTikn duva-
pN und TNV NPoUndBecn T EXel ENITEUXOEI PEYIOTO
avanveuoTikd nnAiko aviaMayng RER__, >1.00.7
Mpdoeata o Diller kal ouv. €d€1&av 1I0XUPN CUOXE-
Tion peTa&u TNG IKAVOTNTAG KOMWONG Kal TOU KIv-
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Mivakag 1. XapaktnpioTikd TV acBevav Kal anoteAéopara TnG doKIpaciag Konwong

NAPAMETPOX LYNOAO OMAAA A OMAAA B p-value p-value**
Baoika xapakrnpioTika
Zlvoho aoBevav 43 22 21
‘Appeveg 25 15 10
HAikia Fontan (€mn) 7.3£5.5 4.6+0.9 101£6.9
HAikia kard T peAétn (étn) 16.8+7.2 14.3+2.6 19.4£9.5
‘Etn and Tn Fontan 9.6+3.0 9.8+2.7 9.3+3.3
BSA (m?) 15+0.3 15+0.3 15+0.3 0.970 0.677
HR avanauang (bpm) 101.0+£13.3 100.5+11.9 101.6+14.9 0.778 0.387
Sa0, % avdnauong 94.0+3.0 95.1+£2.6 92.9+3.0 0.014° 0.005°

Enikparouoa Koiia

Apiotepn 30 14 16

Aegia 1 6 5

Anpoadi6piomn 2 2
Avaropikn didyvwon

Arpnaia TpIyA@xIvag 12 5 7

Atpnoia NVEULOVIKAG 6 3 3

Linhogioodog apiotepn LV 8 5 3

LAinhoé€odog RV 8 5 3

AN 9 4 5
Méyiotn Kénwon
HRR (bpm) 75.2+221 83.8+18.5 66.2+22.4 0.009*° 0.028%
Méyiotn RER 11£0.0 11£0.0 11£0.0 0.423 0.498
Méyiom VO2 (mi/min/kg) 33.7+81 37.3£7.0 29.9+7.7 0.003* 0.0218
Meéyian V02 (% npoBA/vng) 81.4£18.6 88.0+19.8 74.5+14.7 0.016° 0.018°
Meéyiaro 02 naApou (% npopA/vng) 95.5+22.8 96.5+17.8 94.3+27.6 0.560* 0.572
Méyiotn VE (% npopA/vng) 105.7+67.1 135.1£69.3 74.8+49.4 0.007*S 0.009°
Méyiotn VE (|/min) 72.6+27.2 871£25.6 57.5+20.0 <0.001*S <0.001°
Khion VE/VCO2 38.0+4.9 38.5%5.6 37.4+41 0.496 0.313
Khion VE/VCO2 (% npoBA/vnc) 140.5£25.8 142.6+26.0 138.2+26.1 0.587 0.530
VAT 22.0¢4.0 23.0+3.7 20.9+41 0.095 0.715
Avanveuarikn epedpeia % 22.9+11.5 22.0£12.5 23.9+10.5 0.715* 0.655

Ta dedopéva napouaidlovral oav v i iéan + ataBepn andkAion. Opdda A, nAikia <5.8 €m kai Oudda B, nAikia >5.8 £mn. BSA,0¢iking emipdveiac awparog; Sa02,
apmpIakdc Kopeapds ae o€uydvo; HRmax uéyiatn kapdiakri auxvérnia; HRR,epedpeia kapdiakou pubuou; LV, apiarepri koihia; RV, déid koiia; RERpeak, uéyiaro
avanveuaniké nnAiko aviaAayrig; VO2peak, péyiatn npéaAnyn o&uydvou; VEpeak, p€yiarog kard Aenté agpiaudg; VE/VCO2 slope,avanveuankd igoduvapo tou CO2;
V02, npdaAnyn ouydvou; VAT, avanveuanikii avagpdpia oudog. SEianankd anpavikd, * Aokipagia Mann-Whitney, ** npoaapuoouévn yia mv nAikia omn CPET.

OuUvou yia avdykn evOOVOCOKOWEIAKNG VOONAEIQG,
aA\d Kapia cuoxéTion pe Tnv BvntdTNTa N TNV AVA-
YKN yia petapdoxeuon Twv acbevwv Fontan.® Ztnv
napouoa PEAETN TEKPNPIWOAUE OTI N OAOKANPWON
™ng Fontan oe npwipn nAikia (3 €tn) cuvdéeTal o€
BaBuod oTaTIOTIKA oNUAvTIKG PE UWNAOTEPEG TIUEG
TWV NApPauETPWV KOnwong (BeATiwpévn anddoon
otnv doknon) 6nwg n HRR kal n % npoBAenduevn
péyiotn VO,.

Mapd 1o yeyovog 611 n IKavoTNTa KONWOoNG PETA
Tnv Fontan €xel diepeuvnBei oe nponyoUPEVEG JE-
AETEG, 02022 gTn PEAETN AUTA OAoI 01 A0BEVEIg €xouv
XEIPoUpYnOEei pe TNV oUyxpovn, EUPEWSG XPNOIUO-
noloUPevN TpononoiNuévn €EWKAPSIAKN  TEXVIKN

Fontan (ECC) kai 6Aoi eknAhpwoav 1o emBuuntd
opio yia va BewpnBei n kGnwon enapkng (RER =
1.00).%"7

levikd oToug acBeveig pag, n PEYIOTN IKAVOTNTA
KOMwong 6nwg ekmipndnke and Tn péyiotn VO, ntav
KaAUTEPN and AQuTA MOU AVAPEPETAl OTA AEITOUPYI-
k& anoteAéopara tng CPET oTIG NEPICOOTEPEG And
TIG NPOYEVECTEPEG MENETEG, QNG €iocou IKavonolr-
NTIKA PE TNV NAEIOVOTNTA TWV NPOCPATWY CXETIKWV
EPEUVOV.>92022 O napaTnpoUpeveS Siapopomnoin-
oelg eival niBavoTepo OTI avTavakAouv diapopornol-
NoeIg Tou deiypaTog Twv acBevwy, ald icwg eni-
oNng unodnAWVouV OTI JE TN cUYXPOVN TPOMOMOINE-
vn e§wkapdiakn Texvikn Fontan (ECC), n IkavotnTa
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EIKONA 1A: Mereyxeipnmkn ikavérnta kénwong (CPET). H nipA tg péyiome karavalwong ouyoévou (VO2peak) eivar peyaAutepn oe BaBud
OTaTIOTIKG ONPAVTIKG otnv opdda A ag oxéan pe Ty opdda B (37.3 =7 mL/kg/min évavn 29.9 + 7.7 yia mv opdda B; p=0.003).

EIKONA 1B: H nAikia ohokAnpwong ¢ Fontan kai n péyiotn karavdAwon o&uyovou (V02peak) cuoxeri¢ovrar aviotpoga (r=-0.50, p=0.001).

Kénwong Twv acbevwv Fontan eival nepiocdTEPO
BeATIwpEVN oTn yeconpdBeoun napakoAoubnon oe
OX€0N PE PYENETEG NPONYOUIEVWV ETWOV.

H anédoon katrd Tnv KOnwon Twv aoBevwv
Fontan, ennpeddetal and nolki\oug NapdyovTeg.
O1 napdyovTteg auToi pynopei va oxetiovral Pe Tnv
XEIPOUPYIKN TeEXVIKN TNG TCPC, TIG NVEULIOVIKEG ay-
YEIOKEG aVTIOTACEIG, TN Jop@poAoyia TNG PYOVAPOUG
KOIAiag, Tnv nAiKia Tou aoBevoug kal Tn OIApKEIa
TNG NapakoAoUBNong PETA TNV OAOKANPWGCN TNG Ku-
khogopiag Fontan.?%2324 Eniong, dA\ol napdyovTeg
nou enidpouv oTnv kOnwon NepIAauBAvouv Tnv gy-
YEVA A£ITOUPYIKOTNTA TNG POVAPOUG KOIAIAG, Tn OI-
atapaxn Tng ouvOeong PETAEU KOANWY Kal KOIAIWV
(ventriculoarterial coupling) kal Tnv endpkeia TG
XpovéTponng avrandkpiong.2e2

Ta anoteAéopatd pag €de1&av eEAATTWPEVN IKO-
voTNTa KOMWONG OTOUG acBeveiq Tng ouddag B
o€ oxéon pe Tnv opdda A étav CuyKpivaue TIG na-
pauéTpoug otn péyiotn CPET. ‘ETol, acBeveig nou
XEIPoUPYNBNKav oTnv NpWIKN NaidikA nAikia gy-
@dvicav ocapwg UWNASTEPN IKAVOTNTA KOMNWONG
pakponpdéBeopa. H enidpaon autn Tng nAikiag Ba
pnopouce va anodoBei otnv Npwipn eEAAEIPN TNG
KUAVWOoNG Kal TG uneppopTwong o€ GyKo TnG Ho-
VAPOUG KoIAiag, nou €&ac@aAidouv kKaAUTepn Ou-
OTOAIKA AgITOUpyia Tou puokapdiou, N onoia Pe Tn
o€1pd TNG cUUBAAAEI o€ UYPNASTEPN anddoon kaTd
Tnv CPET, napd 1o yeyovog 611 n Fontan napapével
Jia napnyopnTikn enéuBacn. 262720
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‘Ooov apopd Tnv eninTwon Tng nAIkiag Fontan, o
Ovroutski kal cuv. dianicTwoav ocnNPavTikh dlagopd
oTnv IKavoeTNTa KOnwong peta&u acBevwy nou uno-
BAnBNnkav oe enéuPacn Fontan otnv npwiun naidikn
NAIKio o€ OX€on JE €KEIVOUG NMOU XEIPoupynbnkav
METaYEVESTEPA, OANG N MIO CNUAVTIKA NapPaATnpnon
€ival o1l n eAdTTWoN TNG IKAVOTNTAG KONWoNG &ni-
TaxUvOnKe katd Tn dIdPKEIQ TNG NapakoAoubnong,
6t1av n Fontan dievepynbnke oe €pnBoug N evnAl-
KOUG acBeveic oe ox€on PE TNV OAOKANpwON TNG
enéupaong otnv NadIKA NAIKIa.?® e GAAN nPdopa-
TN EPEUVNTIKA PEAETN, TEKUNPIWONKE OTI 0 KapdIa-
KOG OeikTNg Napépeive apeTdBAnTog étav n Fontan
dlevepyeital ota NpwTa 3 £Tn TNG {WNG, EVW EUPAVI-
O€ NPOOJEUTIKN PEiwon dTav SIEVEPYEITAI OE PEYa-
AUTEPEG NANIKiER.®®

H ouvnOng TakTikA pag ival va ano@eUyoupe
TNV oAokAnpwon Tng TCPC npiv Tnv nAIKia Twv 3
€TWV, O10TI Oev €MBUPOUPE va EUPUTEUCOULE Eva
€EwKaPdIaKkG CWANVWTO OUVOETIKG POOXEUUA UI-
KpOTEPO and 18 xINlooTd (mm) o€ SIAUETPO, Napd TO
YEYOVOG OTI UNAPXOUV PENETEG NOU cuvnyopouv OTI
KATI TETOIO Ynopei Je ao@ANEla va EQAPUOcBEi. 3032
H Beopikn NONITIKA pag yia TNV NAIKIa OAOKANPwoNG
Tng TCPC €ival peTa&u 3-5 eTwyv, pe Tnv npolindBeon
Tl 0 KOPEOUOG Tou apTnplakou aipatog o€ o§uyo-
vo (Sa0,%) Napayevel IKAVOMOINTIKGG. ZTNV EPEUVA
pag, ol yicoi and Toug acBeveic unoBAnBnkav oe
Fontan o€ nAikia > 5.8 eTwyv, Ox1 and eniAoyn, ah\d
ouvnBwg and kabuoTepnuEvn Nnapanounn.
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‘OMol o1 acBeveic pag unoBAnBnkav oe eEwkap-
dlakou Tunou (ECC) Fontan, n onoia Bswpeital oTi
€xel v BEATIoTn aipoduvauikd TCPC yewpetpia
6oov a@opd Tnv KatavaAwon evépyelag, o€ oUYKpPI-
on Pe TNV evOokapdIaKA TEXVIKN TNG EVOOKOAMIKNAG
NAEUPIKNG ochnpayyag (ILT). Eniong, pe Tnv evdokap-
dIaKn TEXVIKA NOAU cuxvd napaTtnpeital didtacn Tou
€vOokoAnikoU dlappdyuaTtog.t3® ‘ETol, Ta anoTeAé-
ouarta TnG PYEAETNG Pag unopoUv va anoTEAECOUV
onueio ava@opdg yia cUyKpion PE AANEQ OUADEG
acBevwv PIKPATEPNG NAIKIAG NOU poIa €XoUV Uno-
BANBei oe eEwkapdiakou Tunou Fontan.

H é€peuvd pag Tekunpiwoe pia avtioTpoPpwg
avdAloyn oxéon PeTa&l Tng nAikiag Fontan kal Tng
MEyIoTNG KaTtavdAwong o&uydvou (VOzpeak). H oxéon
auTn NapatnpnBnkKe yia TIg napauérpoug Tng CPET
oTn péylotn kénwon. O1 acBeveic nou oAokAnpwoav
Tnv TCPC o€ nAikia < 5.8 £€Tn gppdvioav onpavTika
MEYOAUTEPEG TIUEG TNG % NPOPRAENOPEVNG VO2peak
anoé ekeivoug nou unoBAnBnkav oe Fontan ce nAI-
kia >5.8 €. Ta gupnpata autd cuvnyopouv GTO
oupnépacpa 6T N OAOKAAPWON TNG KUKAOQOPIag
Fontan otnv npwiun naidikn nAikia gival EUEPYETIKN
oTtnv Ikavétnta kénwong (CPET) pakponpdBeoua.
H aduvapia cuoxétiong o€ BaBud oTaTIoTIKA on-
pavTikd peTa&u Tng nAikiag Fontan kai Tou % npo-
BAenopevou O, naAyou unodnAwvel 611 n enidpacn
Tng nAikiag Fontan otnv CPET dev npokaAeital and
METABOAEG oTOV GyKO NaAuou.

Z1nv nAglovéTnTa Twv acBeviyv Kal oTic dUo
NAIKIOKEG ouddeg A kal B, eixe dievepynBei aui-
dpopn KoIAo-NveUoVIKN napdkapyn Tunou Glenn
wg evdldueocou oTtadiou napnyopnTikn enéupacn
ano@opTiong Gykou yia Tn povnpn Koidia. ‘Opwg,
n napdkauyn tunou Glenn dianioctwoaue 611 dev
emdpd oTIC NApPAUETPOUG TNG OOKIUACIiag KOnw-
ong oTa nAaioia Tng €peuvdAg Pag. 2To cuunépaocua
auTtd katalnyel PeTagu AWV Kal Npdo@ATN PEAETN
oUugwva Pe Tnv onoia, N oAokAnpwon Tng Fontan
oTnv NPWIKN NaIdIKN NAIKIa CUVOEETAl EYPAVWG UE
kaAUTepn CPET pakponpdébeopa, aveEdptnta edv
0l aoBeveig €xouv evdldueoa unNoBAnBei oe enéppa-
on ano@opTiong dyKoU TNG PovNpoug KolAiag (na-
pdkapwn TUNOU Glenn).'®

Mapd 10 6T 01 acBeveig e ouyyevh kapdiona-
Oe1a Tou TUNOU TNG POVAPOUG KOIAIOG CUYKATAAEYO-
vTal YeTa&u ekeivwv PE TOV UYPNASTEPO KivOuvo yia
Oyiun cofapn €kNTwon TG KapdIakng AeIToupyiag,
Oev €xouv napatnpnBei dIaPOPEG NOU va OXETICo-
VTal JE TNV UNOKEIEVN Jop@oAoyia N Ta avaTopikd
yvwpiopata Tng Kolhiag.** H unokeipevn avartopia
Kal JOPPOAOYia TNG JOVAPOUG KOIAIaG Oev dianioTw-
Bnke va €xel npoyvwoTikn agia yia T péyiotn VO,
METAEU Twv acBevwy yag. H dianictwon autn cup-

QWVEI NAAPWG UE TA EUPNPIATA AVTICTOIXWV PHEAETWV,
6énou n pyop@oAoyia Tng povnpoug Koldiag (d€&id n
apIoTEPN KOIAIQ) eV €ixe Kapia SIAQOPETIKA ENINTW-
on oTig napapérpoug Tng CPET.3*® 'Opwg o Giardini
Kal ouv., NEpIEypayav pia andtoun eAdTTwoN TNG
IKavOTNTAG KONWOoNG PE TNV Ndpodo Tou XpOVou OE
€VNAIKeEG aoBeveiq pe Fontan otoug onoioug n povi-
PNG KolAia nTav pop@oloyikd de&id Kolia.*

‘Evag dA\og nepIopIoTIKOG NapdyovTag TN SOKI-
paciag kénwong €ival n uoTEPNon TNG XPOovOTPONNG
avtanoékpiong (6nwg autn petpdral ge Tnv HRR), n
onoia €ival koivé eUpnua o€ acBeveiq Fontan.20%6
2ToUG aoBeveiq Yag napatNPNoape Peiwon otnv
HRR pe Tnv nAikia. EvtouTolg, eneidn n Peiwon otnv
HRR pe Tnv nAIkia anoTelei Quoioloyikd Qaivope-
VO OTOUG €VANIKOUG, Yia Toug acBeveiq pe Fontan o
ouvdlaopég TG diatapaxng oTnv adugnon Tou Gykou
naApoU PE TNV UCTEPNON TNG XPOVATPOMNNG anokpl-
ong, iowg ev PEPEI UNopEei va epUNVEUCE! TV PEIW-
MEvN IkaveTNTa KONWONG PE TNV NAIKIA Nou NEPIYPA-
(QETAl OE NPONYOUNEVEG UENETEG.42338 AKoNoUBWG,
TEKUNPIWoape 6T N nAIKia oAokAApwong Tng Fontan
oxeTiCeTal avTioTPOQwG avdailoya pe tnv HRR. To
eUpnpa auté cuvnyopei unép TNg cUOTacNG KATEU-
BuvTnpiwv odnyIwy yia cuvexn napakoAoudnon pa-
KponpdBeoua OAwv Twv acBevwv e Fontan.®® Autd
eival avapevopevo olppwva Pe Ty e€iowon Tou
Fick 6nou n kapdiakn napoxn, n PeyioTn KapdIakn
ouxvotnta (HR ) Kal 0 6ykog naAuyou anoteAolv
onNPavTIKoUG NMPOYVWOTIKOUG NAPAYyoVvTEG TNG PEYI-
omng VO, oe acBeveig pe kKukhogopia Fontan.® H
aimiloAoyia yia Tnv ucTépnon TG XpPovOTPONNG avTa-
noékpiong gival NiBava NoAuNapayovTIKA Kal Pnopei
va nepiAauBdvel: a) évav NPocapUOCTIKO UNXavi-
ouo6 otn Quaiohoyia Fontan pe nepioplopioud Tou
NPOQPOPTIOU NOU ENITPENEI ENAPKA NANPWON TNG Ho-
VAPOUG KoIAiag, B) Tnv JETAcuUvanTIKA aneuaicOnTo-
noinon Twv B-adpevePYIKWV UNODOXEWV Kal y) éva
avaoToATIKG avTavakKAQOTIKO MOU  EVEPYOMOIEITAl
ano Toug Tacelnodoxeig TG kapdidg ce andvinon
oTtnv avgnon Twv NIECEWV NAAPWONG TNG YOVAPOUG
KoINiag.18:40-42

Zuunepaopata

H peAETN pag Tekunpiwoe 611 n IKavoTNTa doKNong
eival yeyaAUtepn o€ aoBeveic nou €xouv unoPAn-
O¢i og enépPaon Fontan ce pIkpdTEPN NAIKIQ Kal OTI
n nAikia TNG oAokANpwong Tng enéupacng Fontan
ennpeddel onPavTikA TNV PEYIoTn katavaAwon o&u-
yévou (vozpeak) o€ pyeconpdBeopun napakoAoubnon.
Av Kal ol TIUEG Twv napapéTpwy Tng CPET Twv aoBe-
VWV Jag pe Fontan, ntav cuvoAikd ota idia enineda
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ME auTéG and AAAeG NPOOPATEG PEAETEG, TA AMOTE-
Aéopatd pag €dei&av o1l N EAATTWPEVN IKAVOTNTA
doknong o€ acBeveic nou unoBAnBnkav oe Fontan
METAyEVESTEPQ OTN WN TOUG (KUPIWG PETA TNV NAI-
Kia Twv 5 €10v) napapével E&va onpavtikd npoRAn-
pa, akOun Kal YE TIG OUYXPOVEG XEIPOUPYIKES TEXVI-
kég TCPC. Eival anapaitntog o oxediacuog npoo-
NTIKWOV JEAETWV WOTE VA EKTIUNOEI QVTIKEIYEVIKA €AV
TO0 6eNOG yia Tn dokiyacia kénwong (CPET) and
TNV oAokAnpwon Tng Fontan o€ pikpdtEPN nAikia
€NEKTEIVETAI KAl OTNV EVANIKN {WwN.

Mepiopiopoi tns peAETns

H napoloca PeEANETN €xel ApKeETOUG MNEPIOPIOUOUG.
O piIKp6g apiBudg acBevwyv Tou TEAIKOU O€iyuaTog
Oev pnopei va ayvonBei. O1 napduetpol Tng Kapdio-
NveuPoVvIKng dokiyaciag kénwaong dev Ba punopou-
oav va cuykpiBoUv pe Tnv nAikia étav AauBAveral
wg ouvexn petapAnti. O dlaxwpPIoPOS TwV acOE-
VWV € opAdeg eival auBaipetog kal Bacidetal otn
dldpeon nAikia Tou Oeiypartog. Eival onpavtiké, av
Kal 0ev BpéBnkav dlapopég PeTaEU Twv OUO Oud-
dwv 6oov a@opd TNV UMNOKEIUEVN avaTtopia, 6Tl oTn
MEAETN pag dev nepIAauBdvovTtal acBeveig pe TNV
unokeigevn didyvwon Tou cuvdpOuoU UMonAacTI-
KAG apioTepng Koiiag (HLHS), kaBwg ol Kunoeig
ME auTA Tn d1Idyvwon dIakdNTovTal OXESOV KABOAIKA
oTn XWpPa pag. TENog, 0 PJECOG XPOVOG MOU PECO-
AaBei and tTnv Fontan €ival oxeTikd pikpdg kar dev
undpxouv JIaBECIPEG NANPOPOPIEG OXETIKA UE TNV
€EENIEN TNG IKavATNTAG AoKNOoNG PE TV NAPOod0 Tou
XpOvou yia kaBe acbevn Eexwpiotd. And Tnv dno-
wn autn, gival mBaveé 6T Ta anoTéAecpd pag Pnopei
va avtavakAoUv v PEpel To "o@dAua xpovou did-
yvwong'": dev prnopouUpe va anokAgicoupe 6T, éTav
0 vedTEPOG a0BeVNG TNG UEAETNG PAG QTACEI OThV
nAIKia Tou peyaAuTepou acBevn pag, 6a napouocid-
o€l €Niong TN OXETIKA EAATTWHPEVN IKAVOTNTA KOMW-
ong (MIKPOTEPEG TINEG Twv NapauéTpwy Tng CPET)
nou OeiEape OTI eUPavi¢ouv CAPEPA 01 HEYAAUTEPOI
nAIKiakd acBeveic Fontan.
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ZXx0A10 Zuvtaéns

Me tnv eniteuxBeioca onpuavTikA pgiwon TNG ne-
PIEYXEIPNTIKNG OvnoiydtnTag otnv enéupacn
Fontan €xer undp&el Ikavog apiBuog acbevwv
ME povnpn KolAia nou eNiBIWVEI MAEOV UE CUVE-
nakoAoubn tnv eniBiwon otnv 10 €ma va unep-
Baivel To0 90%, kKal avaAdywg avapevOEVN Eni-
Biwon nepi Ta 40 €Tn €wg ka1 60%.

KoAnikég appuBpieg kal kapdiakn avendp-
KEIQ EMIMAEOUV TNV MOPEIQ OE CUVOUAGCPO HE
Tnv €niBdpuvon TG ouoTNUATIKNG PAERIKNG
KUKAOQOpiag. ZuvenakolouBa anoteAolv n
nnaTikn QUCAEITOUPYia, eviepondOeia kai Bpoy-
XondBeia Ye anwA&la AEUKWPATOG KaBWG Kal n
MVEUPOVIKA UNEPTAoN.

>e nAnBuopod 127 acBevwv (didueong nAi-
kiag 17 €m) pe xpovo napakoroudnoewg 4
€1n Kal 9% oiywpuara (10 8dvaror kai 2 yeTapo-
OXeUOEIQ), Ol NAEOV AKPIBEIG NapAuETPOI yia TV
TauTonoinon TNG KOKNG NPOYVWOEWG unnpgav
o€ ouvduaoud O TEAODSIACTOANIKOG OYKOG TNG
MovApoug KoIAiag UNoAoyICOPEVOG PE PayvNTI-
KN TOpoypa®ia Kal n NEPIPETPIKNA TAon (strain)
TNG POVNPOUG KoIAiag ungpnxokapdioypadika
EKTINWMEVN.

Kard kavéva perd v engéppacn BeATIOvE-
Tl N IKAVOTNTA AOKNCEWG, WOTOCO NAPAUEVEI
OXETIKN PEIWPEVN KAPSIOAVAMVEUOTIKA  EQE-
Opeia. XuvnBwg n peyiotn karavdAwon o&u-
yOVOoU PETEYXEIPNTIKA avTioToixel oto 60% Tng
nNPoBAENopPEVNG yia TNV NAIKIO UE NEPAITEPW

avapevopevn avd €1og nepi 1o 2-3%. To noco-
OTO UEIWOEWG AUTAG OXETICETAI ANOAUTA PIE TNV
eniBiwon.

Qotéo0o ugicTavtal andYeig OTI CUPPETEXEI
Kal TO cUOTNPA TWV MEPIPEPIKWY OKEAETIKWOV
MUWV oTNV anoppuBpion TNG CUVOAIKNG IKavo-
TNTOG ACKNOEWG, ONWG AKPIBWG Kal TNV Kap-
Olakn avendpKkela AAAwV QITIoAOYIWV Kal KaTtd
CUVENEIO N CUCTNPATIKA AOKNCON EVOEXOUEVIG
gival eniBeBAnpévn wg napdAAnAog BepaneuTi-
KOG OTOXOG.
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