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M3non3eaHu CbKpaweHua

AV — ATpno-BEHTPUKYNEH

AVSD — ATpuo-BeHTpUKyNeH cenTaneH aedekKr (atrioventricular septal defect)
DILV — NaBa kKamepa c asoeH Bxog, (double inlet left ventricle)

DIV — Kamepa c aBoeH Bxog, (double inlet ventricle)

DORV — [IacHa Kamepa c aBoeH u3xoa (double outlet right ventricle)

HLHS — CuHgpom Ha xunonnactuyHo naso cbpue (hypoplastic left heart syndrome)
LV — JlaBa Kamepa, iIeBOKamepeH

MA — MuTpanHa aTpesua (mitral atresia)

mMPAP — CpeaHo 6enoapobHo apTepuanHo HanaraHe (mean pulmonary artery pressure)
PA — MynmoHanHa atpesus (pulmonary atresia)

PAP - benogpobHo apTepuanHo HanaraHe (pulmonary artery pressure)

Qp — benogpobeH KpbBOTOK

Qp/Qs — OTHowWweHne benoapobeH/cnctemeH KPbBOTOK

Qs — CucrtemeH KpbBOTOK

Rp — BenoapobHO cba0BO CbNPOTUBIEHUNE

Rs — CucTeMHO Cb0BO CbNPOTUBAEHUE

RV — gAcHa Kamepa, gecHoKamepeH

RVPA — [IacHa Kamepa KbMm benogpobHa apTepus (3a aHacTomosa)

SatO; — KncnopopgHa catypauma Ha aptepuanHaTta Kpbs

SV — EguHcTBEHA Kamepa (single ventr

SvO, — KncnopogaHa caTypauma Ha cmeceHaTa BEHO3HA KPbB

TA — TpukycnuaanHa aTpesus (tricuspid atresia)

TCPC — ToTanHa KaBo-ny/iIMOHanHa aHacToMmo3a (total cavopulmonary connection)
VCl - Vena cava inferior

VCS —Vena cava superior

BA — 6enoapobHa apTepus

BCC — benoapobHO cbA0BO CbNPOTUB/IEHNE
IMB — l'opHa npasHa BeHa
JBA — acHa benoapobHa apTepus
[OK — acHa kKamepa, geCHOKamepeH
AN - [lacHo npeacbpame

AMNB — JonHa npa3Ha BeHa

N3 — N3omepunsbm

KIMNH — KaBo-nyJIMOHaNHO HanAraHe
NBA — Jlasa 6enoapobHa apTepus
JIK — [1aBa Kamepa, neBOKamepeH
NN - N1aso npeacvpane

TAOH — TenegmnactonHo HanAaraHe
XT — XeTepoTakcua



1. YBO/A

B Kpaa Ha 60-Te rogMHM Ha 20-TM BEK ABa XUPYPrUYEcKM ekuna (eauHuAaT
pbKoBoaeH oT Frangois Fontan B bopgo, ®paHuma, apyrmat ot Guillermo
Kreutzer B Cao [aono, bpasunva) egHoBpemMeHHO NpPaBAT MoXKe 6u e Hal-
ronemua ,nNpobmB” B XUPYPrMYHOTO JieYEHME HA BPOLAEHUTE CbPAEYHM
Mmanpopmaunm c npoueaypa, KoATO e4HOBPEMEHHO eNMMWUHMPA OBEMHOTO
obpemeHsiBaHe M UMaHO3aTa NPU NaUMEHTU C PYHKUMOHANHO eAHOKaMepHOo
cbpue. To3u TN onepaunm NbpPBOHa4YaHO ca Bunn NpunaraHy NpPuU NaLMeHTH c
OOCTPYKTUBHM Ne3uM Ha [AACHOTO cbpue (no-cneumanHo TPUKycnupanHa
aTpes3una) n ca buam o3HaYaBaHM KaTo npoueaypu 3a nbaeH 6aiinac Ha AACHOTO
cbpue (right heart bypass procedures. YcnexbT Ha Te3n MMOHEPCKKU onepaumn e
nocneaBaH OT MHOMECTBO XMPYPrMYHU MOAMODUKALMM Ha OpUrMHANHATA
KOHUENUMA, KOUTO MNO3BOJIMXa M3BbPLIBAHE HA XUPYpPruyecka KopekuuA
NPaKTUYECKN Ha BCUYKM KomnneKcHM BCM ¢ egHOKamepHa LUMpKynauua.

bsaxa cb3gageHu n AONBbAHUTENIHU MHOBATUBHU MHTEepBeHuUuM, kKato Norwood-
npoueaypata M XuMOPUAHUTE MWHTEPBEHUMW, T[OPHATA KaBO-MYy/IMOHA/NHA
aHactomosa (buampekumoHanHa/asynocoyHa Glenn-aHactomo3a) u  ap.
OnepaTtMBHUTE TEXHUKU NpPOADbAXKABAT Aa NpeTbpnABaT MoAndUKaLUMY,
NO3BO/IABALLM OUeNiABaHe B paHHa AeTCKa Bb3pacT U peayumpalinm pucKkosute
daKTopK 33 3aBbplIBaHE Ha eTanuTe Ha egHOKaMepHa Kopekuma ¢ dUHaNHa
Fontan-npoueaypa (Mmoxe 61 no-npaBuaHO npoueaypa Ha Fontan-Kreutzer). B
KOMBOUHALUMA TE3M CNOXKHU XMPYPIUYHKM Npoueaypyu MoraT ga ce pasrnexkpat
KaTO noeTanHa PeKOHCTPYyKUuMA. 3aefHO C MeAULMHCKUMA MEHUIMXMBHT W
HabntogeHune, Te CTaHaxa M3BECTHM B PA3roBOpHaTa ped KaTto NbTa Ha Fontan.
ManunaymaTa Ha Fontan 6ewe BbBegeHa npe3 1968 r. 1 N03BOM OLENABAHETO Ha
NauMeHTn ¢ BCUYKM BapMaHTM Ha e4HOKaMepHa aHaTomuA. B cBeToBeH mawab
nonynaymata ot naymeHTn ¢ Fontan-onepaunsa HapacHa o npmbaunsmtenHo 70
000 naumeHTmn npe3 2018 r., Kato 40% oT TAX ca Hag, 18 roamHu. TeKyLlaTa oueHKa
Ha 30-rogmMwHaTa NpexKMBAEMOCT c/es 3aBbpluBaHe Ha Fontan onepauuATa e
npubnusntenHo 85%. Bbnpeku TOBa 3abenexutenHo nogobpeHue B
NpeXXmMBAemMoCTTa, HOPMaJIHUTE KayeCcTBO M NPOABAXKUTENIHOCT Ha KMBOTA NpPwU
Te3n NaumeHTU 33 MOMEHTaA He ca peanHocCT. Ta3n yHWKanHa nonynauma ot
nauneHTU M3UCKBa npocaessaBaHe U MeAULMHCKU TPUXKK Npe3 uesinAa XKUBOT,
KOETO MMa BaXKHU INYHU, 0OLEeCcTBEHN N PUHAHCOBU CNeAcTBUA.

MHoro oT 3apaBHuTe npobnremu Ha Fontan-nauyeHTUTE ca CBbP3aHU C
6uodpmsnKkata n GusMoNorMaTa Ha TAXHATA CbpAEeYHA aHATOMUA N NoceanuumnTe
OT CEPUIMHNTE XUPYPTUYHM KOPEKUMU, HEODXOANMMM 3a TAXHOTO ouensBaHe. Tesu
naunMeHT nMOCTaBAT MHOMeCTBO MNCUXOCOUMANHN, HEBPOKOTHUTUBHU W
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NCUXMATPUYHN 34PABHU NpPeau3BMKATENCTBA B  AOMbJHEHME KbM  YUCTO
OpraHWYHUTE, KOUTO TEMbPBA CE PA3NO3HaABAT M OLLEHABAT.

OtnnunteneH bGener Ha KpbBoobpaweHuneto cneg Fontan-onepauyua e
NMOCTOAHHO MOBULWEHOTO LEHTPAZIHO BEHO3HO HansraHe B KombWHauumAa ¢
XPOHWYHO HaMaseH cbpaedvyeH nebut, ocobeHo B NepuogM Ha MOBULLEHM
M3MCKBAHWA, KOETO BOAWM A0 KacKaga OT HebnaronpuaATHU PU3NONOTUYHM
nocneacrtema. ChegonepatmMBHOTO npocnegasaHe Ha Fontan-nauneHTtuTe e ot
U3KNUYMTE/IHA BAXKHOCT 33 pa3no3HaBaHe M N0 Bb3MOMKHOCT NpeaoTBpaTABaHe
Ha HebnaronpuATHUTE €eBOJIIOTUBHM YC/NIOXKHEHUA NPWU Tasn ,HeecTecTBeHa”
UMpKynauua. EAMHCTBEHO AMPEKTHOTO M3MEpPBAHE Ha HanAraHuA, caTypaums u
N34YUCNEHNE HA XEMOAMHAMWYHUTE MapameTpu MNpu MHBA3UBHO M3CneaBaHe
No3BONABAT TOYHA OLLEHKA Ha XeMOAMHAMMKATa U NPOAKTUBHO MOBeAEHMe.
Hama eanMHHO MHeHMe Kora Aa ce KateTepu3mpaTt naumeHTuTe cnepg, Fontan-
onepauus. Mpu Tax KaTeTepusaumn ce U3BbLPLIBAT B PA3/IMYHN MOMEHTH, KaTo
4yacT OT ,PYTMHHOTO NpocneasBaHe” MAM Npu noABa Ha npobnaemu KaTo
peayumpaH pU3nYeCcKn KanaumTeT, Nporpecmpalla XMnokcms, pedpaktepHa Ha
NleyeHne apuTMMUA UM PasrbpHaTM NpoaBu Ha Fontan-HepoctatbyHOCT. HAMa
KOHCEHCYC 3a AeduHMUMATA Ha ,PYTUHHO npocaegABaHe”, KaTto TO Bapupa
U3KNHOUYNUTENIHO MHOTO U € BbMPOC HA MHCTUTYLIMOHAIHA KOHLEeNuuA.
deHecTpaumaTa npm Fontan-onepauma ce ocbluiecTBaABa C Uen 6aaronpuaTHO
NoB/ANABAHE HA paHHATa cnegonepaTuMBHA adanTaumA, HO edeKTbT M He e
egHO3Ha4yeH, ocobeHO B OTgasie4yeHMAa cnegonepatMBeH nepuod. TA uma
61aronpMATHO BAMAHUE BbPXY XEMOAMHAMMWKATA B PAHHMA CneaonepatyBeH
nepuoa, Ho epeKkTbT M MO OTHOLIEHWE HA PA3BUTUETO Ha HEAOCTATbYHOCT HA
Fontan-uypKynaupyata n NporHo3ata He e YTOYHEH CbC cUrypHocT. CbLyo TaKka B
oTAaNnevyeHua cnegonepaTtMBeH NEpPMos € Bb3MOXKHA 3HAYMMA XMNOKCUA.

Mpu nevyeHWeTo Ha nNaUMeHTUTEe C KomnaekcHn BCM ¢ obuiokamepHa
XeMOAMHAMMUKA, NPU KOMUTO € Haauue NyJIMOHaHa XMNePTOHUA, Ce U3MNON3BaT
CENIEKTUBHM 6enoapobHun Bas3oAmnaTaTtopm. BasoaunatatuBHOTO n
aHTUNpoNndepaTMBHOTO [AOENCTBME HaA cungeHadmna ca B OCHOBATa Ha
NPUNOXKEHMETO MY MPU NAUMEHTU NpM NaumeHTM ¢ Fontan-umpkynauma u
NOBMLLIEHO KaBO-NY/JIMOHANHO HansaraHe. [Jo 2021 r. edeKkTbT Ha
docoamectepasHuTe MHXMb6MTOPM Npu Fontan-naumMeHTM e OuUEHEeH enBa B
AEBEeT MNPOYy4YBaHMA, KATO OT TAX MNPOYYBAHMATA C MHBA3MBHA OLLEHKA Ha
XeMOAMHAMMUKATA NPU NPOABIKUTENHO NPUNOKEHNE HA cungeHadun npu geua
Ca U3KAKUYUTENHO MANKO U BPOAT Ha BKAKOYEHUTE B NPOYYBAHUATA NALMUEHTH
CbLL0 € MHOFO OrpPaHUYeH.



2. LEN U 3A0AYU

2.1. LUEN

OueHka Ha cneponepaTMBHaTa XeMOAMHAMMKA MPU NaAUMEHTU C BPOAEHM

cbpaevyHn mandopmaumm Tun ,o0bwa Kamepa“ M 3aBbplEeHM eTann Ha

XNPYPIrM4HO neveHme C ekCtpakapamnaneH KOoHAynUT h BAIMAHMETO Ha aHATOMUYHA

N GYHKUMOHANHM GaKTOPU BbPXY OTAA/IeYeHaTa caeaonepaTtMeHa eBOHOLMA.

2.2. 3A0AYU

1.

dopmupaHe Ha uM3BagKa Ha naumeHTn ¢ BCM Tun ,06wa Kamepa®“,

onepupaHu B IKK Ha HKB 3a nepuoga ot 2000 go 2020 rognHa n onncaHume

Ha gemorpadCcKmTE XapaKTEPUCTUKN.

OdopmaHe Ha TapreTHa rpyna 3a NpoOy4YBaHETO Ha 6a3a BK/AOYBALM W

N3KNI0YBALLM KPUTEPUMN.

MHBa3MBHa OUEHKAa HA XemMoAuHaMMKaTa Ha 6asata Ha NOHe eaHo

cnefonepaTmMBHO MHTPaAKapaManHoO nscnesBaHe.

OnpependaHe Ha:

® aHaTOMU4YHUTe (MopdonornyeH Tmn obuia Kamepa) u

o YyHKUMOHANHUTE (Npeaxorkaala nanMauma u cbagaBaHe Ha GeHecTbp)
daKTopu, BANAELLM HAa XeMOMHAMMKA.

OnpegensaHe Ha BAUAHMETO Ha gedeHecTpaumaTa BbpXy XeMOANHAMUYHUTE

noKasaTenu.

OnpeaenaHe Ha BAUAHMETO BbPXY XeMOAMHAMMUKATA OT MPUIOKEHMETO HaA

cenekTmeHm benogpobHM Ba3zoanaaTaTopu.

Cb3paBaHe Ha TOMKOBA CUCTEMaA 3a NpeAcKa3BaHe Ha OTAaNevYeHnA pe3ynTar,

6a3npaHa OCHOBHO Ha MHBA3MBHWU XEMOANHAMUYHKN NapamMeTpu.

Cb3pgaBaHe Ha NPOTOKOAN 3a NpocnegABaHe U XeMOAMHAaMWYHA MHBA3MBHA

OLLeHKa Ha nauuneHtute ¢ BCM T1n ,06Wa Kamepa“ cnep 3aBbplUeHN eTanu

Ha ¢pu3monornyHa Kopekumna Tun Fontan.



3. MATEPUAN

MpoyyBaHETO e aMBUCNEKTUBHO (PETPO M NPOCNEKTMBHO) M 06XBaLLa NALUEHTH
C TOTaZIHA KaBO-My/IMOHA/IHA aHAaCTOMO3a, onepupaHn B KAMHMKA No geTcka
Kapaunonorua Ha MBAN ,HKB” ot 2000 go 2020 roauHa.

Kputepuu 3a BKAOYBaHe
Kputepumnte 3a BKAOUBAHE B NPOYYBAHETO Ca CAegHUTE:
e BCM cc ob6uokamepHa XeMoAMHaMMKAa W 3aBbPLUEHW eTanuM Ha
dun3nonormyHa Kopekuma
e Tun Fontan-onepaumAa — TOTaZNHA KaBO-NMy/IMOHA/HA aHAcTomo3a C
eKCTpaKapAauaneH KoHAyuT,
® MAUWEHTU, NPEXKUBENN PAaHHUA CneaonepaTUBEH Nepuoa,
® npocneaaBaHe cnepn onepauunaTa noHe 1 rogunHa,
® HaW-MaNKo egHa ciegonepaTyMBHaA KaTeTepumsayms,
® noAanMcaHo MHGOPMUPAHO Cbrlacne oT POAUTENNTE,
e Bb3pacT noa 18 roauHun.

U3cnepBaHu naumeHTH

3a nepuopaa ot 2000 ao 2020 r. 8 AKK Ha MBAJ ,,HKB” -EA/] ca onepupaHu 159
Aeua c KomnaekcHn BCM tun obuwa kamepa. OT T1ax npun 8 geua TMNBT Ha
onepaumata e fartepaneH TyHen UAUM OUPEKTHA aHacToOMO3a MeXAy AO0/Ha
npasHa BeHa W CTBOJIa Ha b6enoapobHata apTtepma. Mpu 151 geua (95%) e
OCbLLECTBEHA TOTa/IHA KaBO-My/IMOHA/HA aHAaCTOMO3a C eKCTpaKapauaneH
KoHayuT. Mpu 78 (51,7%) ot naumeHTute ¢ TCPC c EK e cb3gaaeH peHecTbp
MeXay KOHAyuTa U NaBoTo npeacbpane. bes peHectbp ca 73 geua (48,3%).

B HaweTo npoyyBaHe ca BKAOYEHU 71 aeua, OTroBapALM Ha BCUYKU KpUTepum
3a BKawoyBaHe. OT TaAx 31 ca momwuyeta (43,7%) n 40 — momyeta (56,3%).
CpepHaTa Bb3pacT Npu onepaumnaTa B uscneasaHata rpyna e 4,48 + 2,01 roguHu.



4. METOAUKA

Mpwn U3cnepBaHUTe geua ca OCbLECTBEHU NpeaonepaTUBHO U e4HO0 UK NoBeYye
cneponepaTtMBHU MHBA3MBHU uU3cnegBaHnA. OLeHeHu ca cneHUTe NoKasaTesu:
Te/NeCHa Maca, TenecHa MOBbPXHOCT, KamepHa mopdonorua, npeaxoxgalla
Fontan-nanvauma, xemogmHamMuyHM TMOKasaTeM — CUCTEMHA KUCNOPOAHA
caTypauma, KaBaJIHO M MNY/IMOHANIHO HanAraHe, KaMepHO CUCTOJIHO W
TeneanacTtoNIHO HaNAraHe, TPAHCNY/IMOHANEH FPAAUEHT, CUCTEMHO apTepuanHo
HanaraHe, benoapobeH M cuctemeH KPbBOTOK, 6en104P0OBHO M CUCTEMHO CbA0BO
CbNPOTUBJIEHME.

OueHeHa e nNpomsaHATa Ha XeMOAMHAMMYHUTE MNOKa3aTe/In BbB BPEMETO B
obwaTta rpyna nauneHtM npegu Fontan u npm nocnegHata KateTepusauuA.
KaTeTepusaumnaTa BK/IOYBA NbJHA XeMOAMHAMMYHA OLLEHKa C MaHOMeTPUKN B
IMB, AMNB, asata KNoHa Ha BA, BKAMHEHO NYy/IMOKANWAAPHO HanAraHe, NABO
npeacvpame (npes peHecTbpa), CUCTONHO U TENEANACTONHO HaNAraHe B obwara
Kamepa, CUCTEMHO HanaraHe. OKcumeTpuu OT [ABeTe NpasHWM BeHUW 3a
n3yncnaBaHe Ha caTypauua BbB CMeceHa BEHO3Ha KpbB, ABeTe 6enoapobHu
aptepwuu, JIl1 n aopTa.

Mpu nauymeHTUTE C noctaBeH ¢GeEHeCTbp Ca CPaBHABAHM MNOKasaTe/nTe Ha
XxemoamMHamuKaTa npeau n cnepg Fontan, npeaun un cnepn BpemeHHa OKANy3uA,
KaKTo un cned aeduHUTUBHA AedeHecTpaums.

Mpu naumeHTUTE C npunoxkeH benoapobeH BasoaunaTaTop Ca CPABHEHMU
nokasaTtenuTe npeau cCTapTUpaHe 1 Npu nocnegHa Katetepmsauuma.

Mpyu n3cneanBaHeTo NaUMEHTUTE Hag 3-roavHa Bb3pacT ca 61N HAa CNOHTAHHO
AVLLAHEe C NapuHreasHa macka u atmocdepeH Bb3ayx, a Tesn nog 3-roguiuHa
Bb3PacT ca UHTYOMpaHU 1 BeHTUAMpPaHu ¢ FiO2 — 0,21. MNMpu BCUYKM NAUUEHTH €
npwunaraH xenapuH B Ao3a 100 Ul/kg i.v. U3BbpLUBaHM Ca AACHA U 1ABa CbpAeyHa
KaTteTepu3aumna. MaHOMETPUUTE N OKCMMETPUUTE Ca OCbLLECTBABAHWU B 6a3anHu
ycnosua (npean aHrmokapaunorpadpckute wmscnepBaHusa). XemoguHaMUYHUTE
napameTpu ca nsumcnasaHu no ¢opmynata Ha Fick. M3non3saHu ca cnegHute

dopmynu:

CuctemeH KpbBoToK (Qs)

Qs

Kbaeto VO, e KucnopogHata KoHcymauma, SatO.Ao — KucnopoaHata catypauma

_ VOz/mz
"~ (Sat0,Ao— SatO,MV) x 1,34 X Hgb x10

’

B aopTaTta M SatO,MV — KucnopoaHaTa caTypaLms Ha CMeceHaTa BEHO3Ha KPbB.
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SatO,MV 3a geTckaTa Bb3pacT ce npMemalle 3a paBHa Ha Ta3m BbB V. innominata.
3a oHOLWecKaTa Bb3pacT TA Ce n34uncaasalle no popmynara:

3 X Sat0,SVC+ 1 x Sat0,1VC
4

Sat0,MV =

7

Kbaeto SatO,SVC e KncnopogHaTa catypauma BbuB V. cava superior, SatO2IVC —
KMCnopogHaTa caTypauma BbB V. cava inferior.

BbenoapobeH KpbBOTOK (Qp)
VO0,/m?
Qp = L

(Sat0,PV— Sat0,PA) X 1,34 X Hgb x10
KbaeTo SatO,PV — KucnopogHata catypaums B 6enoapobHa seHa u SatO,PA —

’

KucnopogHaTa catypauma B benogpobHaTa apTepus.

benoapo6HO cbA0BO CbNPOTUBAEHUE

Rp = (mMPAP—-mLAP)/Qp ,

Kbaeto mPAP e cpeagHoTo 6enogpobHO apTepuanHo HanAraHe, a mLAP —
CpeaHoTo NeBonpeAcbPAHO HansAraHe.

CucTemMHO CbA0BO CbNPOTUBNEHUE

Rs = (mAOP - mRAP)/ Qs ,

Kbaeto mAOP e cpegHOTO CUCTEMHO apTepuanHo HanAaraHe, a mRAP —cpeaHOTO
AecHonpeacbpAHO HanAraHe.

Tbli KaTto npu Fontan-umMpKynaumaTa npeacbpamneTo e obulo (= 1aBo U ASCHO
npeacbpame) 3a U3UMC/eHMsTa ce N3Noa3Baxa eAHaKBM CTOMHOCTMU.

KucnopoaHata KoOHCcymauua ce onpegensawe no Homorpama. lNpu nauneHtTute
cnep Fontan-onepauma HAMa goctbn o 6enogpobHUTe BEHW, NOPAAN KOETO
KMcnopogHaTa caTypaumsa B benoapobHa BeHa ycnoBHO belle npueTta 3a paBHa
Ha 95% wWnun paBHa Ha aopTHATa, ako cbllaTta e Hag 95%. Mopaan nnncata Ha
A0CTbN A0 06woTo npeacbpame (Korato Hama ¢eHecTpaumsa) cpeaHoTo
npeAcbpAHO HanaraHe belue NPUETo 3a PaBHO Ha BKIMHEHOTO NYy/IMOKANUAAPHO
HaNAraHe AN KaMepHOTO TeneAnacToNHO HANATAHe.

AHrnorpadckumTe nscneasaHmaA ce U3BbpLLBAXA B CAegHUTE NPOEKLUMN:

e ¢acoBa — 3a OL,EHKA HA aHAaTOMMATA HA KaBO-MYy/IMOHA/IHUTE AHACTOMO3M U

KnoHoBseTe Ha 6enogpobHaTa apTepus,

11



e aAcHa Koca 0/30° — 3a nsobpassaBaHe Ha KOHAYUT ¢ deHecTpauma 1 oLeHKa
Ha KaMepHaTa CUCTOIHA QYHKUMA,

e NPOPUAHM W [AOMNBAHUTENHO aHryJIMPaHU NpPOeKuuMn B crneunuPuyHu
cUTYyaumm.

3a un3obpasABaHe Ha BEHO3HWM KOJIAaTEPA/IN Ce WU3BbPLUBAXA CENEKTUBHMU

BNPbCKBAHMSA BbB BeHa MHOMUHaATa 1 1MNB noa HNBOTO Ha YepPHOAPOOHUTE BEHM.

Mpn cenektTupaHa rpyna oOT nauneHTMTe C ¢PeHecTbp € OCbLLECTBEHO

TPaHCKATeTbpHO 3aTBapsAHe Ha d¢eHecTpaumsaTa (pedeHecTpaumsa), Kato e

OTYEeTEHAa MNpPOMAHATa Ha C/iegHUTe TMOoKa3aTenu: CUCTOJIHO apTepuasiHO

HanAraHe, KaBoO-My/IMOHA/IHO HaNAraHe, KaMepHO TesiegMacTO/IHO HaNAraHe,

CUCTEMHA KMCNOpOAHa caTypauma, benoapobeH KpbBOTOK, CUCTEMEH KPBHBOTOK,

OoTHolWweHne b6enogpobeH/cuctemeH KPbBOTOK. M3non3BaHata MeToAuKa e

cnepgHaTa:

v KaHl0AMpaHe Ha BEHO3€eH U apTepuasieH cby, (B noBeyeTo ciydan bemopanHu
BEHa M apTepus),

v pernctpmnpaHe Ha n3XoaHmTe OKCUMMETPUN N XeEMOANHAMUNYHUN NOKa3aTe/N,

<

coHAMpaHe Ha ¢eHecTbpa,

v npu 6raronpuATHM XemoAMHamu4HKn nokasatenn (KMH < 16 mmHg n TAH <
11 mmHg) KaHoAnpaHe Ha BTOPW BEHO3eH Cbg (apyrata ¢emopanHa nam
torynapHa BeHa),

v’ BpemeHHa 6anoHHa OK/y3ua Ha peHecTbpa,

<\

OTYMTAHE Ha NPOMAHATA B XeMOAMHAMUYHUTE NoKasaTenu cnesd 10 MUHyTH,

v/ cpaBHABaHE Ha AaHHUTE M Npu 6NaronpuATHU pesynTaTh — TPaHCKaTETbPHO
3aTBapAHe Ha peHecTbpa.

Kputepuute 3a gednHUTUBHO 3aTBapAaHe Ha deHecTpaumAaTa NO NpeanoKeHus

OT HAC NPOTOKO/ Ca cnegHuTe:

® HapacTBaHe Ha cuctemHata SatO; Hag 90 %,

®* OBMLABAaHE Ha KaBO-MYy/IMOHA/IHOTO HanAraHe < 4 mmHg OT M3XO04HOTO
(makcMmanHo go 16 mmHg).

* noHWKaBaHe Ha SatO, B cmeceHa BeHO3Ha KpbB < 20 % oT nsxogHata (Mau
apTepuno-BeHo3Ha pasnunKka ao 30%),

®* HamanABaHe Ha cbpaevHus Aebut c no-manko ot 30 % oT n3xoaHUA,

® [OHMXaBaHe Ha CUCTONIHOTO apTepUaNHO HaNAraHe € No-manko ot 15 mmHg
OT U3XO4HOTO,

e 5unca Ha gebapacupalin BEHO3HM KonaTepasu.
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B rpynaTta 3a oueHKa Ha epeKTa Ha NPUIOKEHUE Ha cenlekTMBeH benoapobeHr
Ba3ogmnartatop e npunaraH cungeHadun 8 aosa 0,5-1,0 mg/kg/24 h npw Terno
nopg 10 kg, 3x10 mg npu terno ot 10 go 20 kg n 3x20 mg npu Terno Hag 20 kg.
MNHBA3MBHM OLEHKN HA XeMOANHAMMKATA Ca OCbLLECTBEHU NO NPOTOKOA Npeau
CTapTUpaHe Ha Ie4eHNEeTo U B X043 Ha NpocsegABaHeTo.

Mpun oueHKaTa Ha nporHosaTta cneg Fontan-onepauma cme W3No/s3Banu
npeasio’keHa OT Hac TOYKoBa cucTema. [peanioXeHaTa TOYKOBa cUcTemMa ce
6asnMpa Ha XeMoAMHAMUYHM MOKas3aTenu, PerncTpupaHn npu KaTetepmsaumn
(KaBO-MY/IMOHANHO Ha/sAraHe, TPAHCMNY/IMOHANEH TrpaauveHT, 6enogpobHo
CbA0BO CbMPOTUB/IEHME, KUCNOPOAHA caTypauusa), KaKTO M pPa3BUTUETO Ha
naacTMyeH BPOHXUT U NpoTenHrybella eHTeponaTus.

OnTumanHo Cy6bontumanHo | HebnaronpusaTtHo

1 moyka 2 moyku 3 moyku
KMH <15 mmHg 16-18 mmHg 219 mmHg
mnr <5 mmHg 6-8 mmHg > 9 mmHg
BCC <2 WU 2,1-2,9 WU >3 WU
SatO2 292 % 89-91 % < 88%
MNb 4 TOUKMK
Mnre 4 TOYKMU
o6uy cbop 4T, 5-8T. >9T.

b6 — MaacmuyeH 6poHxum, ME — lTpomeuHaybewia eHmeponamus.

KnacuduuympaHe Ha naumeHta B AaAeHa rpyna Bb3 OCHOBA Ha cymarta oOT
TOYKUTE OT OTAE/IHUTE MOKa3aTenu:

e OnTMManHo —4 To4KM

e CybontMmanHo —oT 5 A0 8 TouKuK

e HebnaronpuatHo = 9 TOYKMK

ToykoBaTa OUEHKa e M3BbpLeHa npun mexanHHa " npu nocinegHata

KaTeTepmnlaumna, Kato € oueHeH npexoabvT Ha NaUNEHTUTE MEXOY Pa3TNYHUTE
rpynu npu gsete Katetepmnsaumn.
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Cratuctnuecka o6pabotka Ha AaHHUTE

3a crtatuctmyecka o06paboTKa Ha AaHHUTE OT MNPOYYBAHETO € WM3MNO0A3BaH

cTaTucTnyeckm naket SPSS 21.0 3a Windows.

OnucatenHn metoam

e OnucatenHa CTAaTUCTUKA HA KOJMYECTBEHM MpomeHnmsBu. [daHHUTe ca
npeAcTaBeHW KaTo CpeaHU CTOMHOCTU + CTaHAAPTHO OTK/IOHeHMe (mean +
SD).

e YecTOTeH aHa/NN3 Ha KAyeCcTBEHW NPOMeEHMBU. [TonydyeHUTe pe3ynTaTm ca
npeacTaBeHM KaTo abContoTHM CTOMHOCTM M OTHOCUTE/IHM YecToTU
(npoueHTN).

MposepKa 3a NpPaBUIHOCT HA pasnpeaeneHneTo U e4HAKBOCT Ha Bapuayuurte
e OcbliecTBeHa € MNpoBepKa 3a HOPMANHOCT Ha pas3npeaesieHNeTo Ha
KonnyecTBeHUTe npomeHnmem no Kolmogorov-Smirnov u Shapiro-Wilk.

e M3BbpLUEH e TecT Ha Levene 3a egHaKBOCT Ha BapuauumTe.

MeTtoau 3a npoBepKa Ha XMNoTesun

e T-TecT 3a ABe He3aBucumm u3Baaku (Independent samples T-test) npu
HOPMasHO pasnpeaeseHMe B [ABe T[PYyNM Ha efHa KOAMYeCcTBEHaA
NpPOMeHNNBaA.

e U-tect Ha Mann-Whitney npu HenpaBUAHO pa3snpeaeneHue B ABe rpynu Ha
efHa KONM4YecTBeHa NPOMEH/INBA.

KopenauuoHeH aHanus

e M3BbpweHa e npoBepKa 3a Ha/NuMe Ha CTAaTUCTUYECKM 3HauMma
Kopenauma ¢ n3non3BaHe Ha KoeduuMeHTa Ha Kopenauma Ha Pearson npu
NPaBuAHO  pasnpeaeneHMe Ha ABe  KO/JMYECTBEHM  MPOMEH/IMBMU.
YcTaHOBABaHaTa Kopenauma e KaacumduumpaHa KaTto MHOMO  HUCKA
npu KkoeduumeHT Ha Kopenaums (r) ot 0 4o 0,19, Hucka npm r ot 0,20 oo 0,39,
ymepeHa — o1 0,40 po 0,59, sucoka — ot 0,60 no 0,79 n MHOro BUCOKa — OT
0,80 po 1,0.

MpeueHKa Ha CbOTHOLIEHMETO YYBCTBUTE/THOCT-cneundruuHoCT

e [lpeueHKaTa HA CbLOTHOLWEHWETO YyBCTBUTEAHOCT-CNeundUYHoOCT e
ocbllecTBeHa ¢ wu3non3saHe Ha ROC-kpuBa (Receiver Operating
Characteristic curve) n nnowra nog ROC-kpusata (AUROC, Area Under the
ROC curve).

M3non3BaHOTO KPUTUYHO HUBO HaA 3HaummocT e a = 0,05, KaTo CbOTBETHATa
Hy/iIeBa XMNoOTe3a ce OTXBbP/1A Npu P-cToMHOCT < a.
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5. PESY/ITATHU

3a nepuoga AHyapu 2000 r. — gekemspu 2020 r. cbC 3aBbpLIEHU eTanu Ha
Fontan-nanuauyma ca 159 naumeHTn, ot 1Ax 151 c ekcTpakapAauaseH KOHAYUT N 8
C eKCTpaKapaunaneH TyHen. Kumsu oT Te3n nauymeHTn ca 130. [sageceT n Tpuma
OT Te€3M NAUMEHTH ca HaBbpwman 18 roanHu npu obpaboTkata Ha maTepuana. B
Npoy4YBaHeTO Ha BKAOYeHU 71 nauneHTHn, OTroBapALLN HA BCUYKMN KPpUTEPUU 33
BK/ItOYBaHe.

B rabsnua 1 ca npeactaseHn gemorpadckm, MopdONormMyHN U ApyrM aHHKU Ha
n3cnegBaHuTe geua.

Tabnuua 1. AemorpadcKa XxapaKTepucTuka, MopdoaorMiyHn U Apyru AaHHU 3a

uscneasaHuTe geua.

Mokasarten Bpoit/ OTHOCUTEeNneH
CTOMHOCT aan
06w, 6pow 71
Momuueta 31 43,7%
MomyeTa 40 56,3%
O6ua Kamepa geceH MopdoNorMyeH TMn 39 54,9%
O6wa Kamepa naB MOPPONOTUYEH TUM 31 43,7%
O6Lwa Kamepa HeonpeaesieH MopdOIOrMYeH TUn 1 1,4%
Mpeaxoxaaw, 6eHAMHr Ha benogpobHaTa apTepuma 29 40,8%
MpeaxoxkaaLy, CMCTEMHO-MY/IMOHANEH LWHHT 28 39,4%
bes npeplecTtalLa onepayma 14 19,7%
MaumeHTn c peHecTbp 52 73,2%
MaumeHTn c nepcucTnpall, GeHecTbp B X0A4a Ha NpocieaaBaHETO 10 (o1 52) 19,2%
MaLMeHTH CbC CNOHTAHHO 3aTBOPEH GeHecTbp 18 (o1 52) 34,6%
MauMeHTn c MHTEePBEHLMOHANHA AedeHecTpauus 24 (o1 52) 46,2%
MaumeHTn 6e3 peHecTbp 19 26,8%
CpefiHa Bb3pacT Npu onepaumaTa (roanHu) 4,48 + 2,01 (o1 2,57 po 15,18)
CpefiHa Bb3pacT npu npegonepaTMBHaTa KaTeTepusauua (roanHm) 4,24 + 2,21 (o7 1,80 go 13,52)
CpefiHa Bb3pacT Npu nocneaHaTta Katetepusaums (roanHm) 9,54 + 4,18 (ot 3,68 go 23,32)
WHTepBan oT onepauuaTa 40 NocieaHaTa Katetepusauma (roguHm) 5,13 + 3,80 (o1 1,08 go 13,94)
TenecHo Terno npu npegonepatMBHaTa Katetepmsaumsa (kg) 14,49 + 4,02 (o1 7,8 oo 32,0)
TenecHo Terno npu nocnegHaTa Katetepusaumsa (kg) 27,36 + 13,48 (ot 10,0 go 70,0)
TenecHa NOBbPXHOCT NpuY NpeaonepaTMBHaTa Katetepusauma (m2) 0,62 +£0,11 (ot 0,40 g0 0,98)
TenecHa NOBbPXHOCT NpuY NocaeaHaTa Katetepusauma (m2) 0,98 £0,32 (010,49 oo 1,72)
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YecTtoTaTa Ha pasMYHUTE BapMaHTU Ha edHOKaMepHOo Cbple B M3c/neaBaHaTa
royna nauyeHTH e npeactaBeHa B Tabnuvua 2. C Hal-BMCOKA 4ecToTa ca
naumeHTUTE C AsicHa Kamepa ¢ ABoeH u3xoa, (DORV), TpuKycnuaanHa atpesus,
NABa Kamepa C ABOEeH BX0A, U Ny/IMOHa/IHa aTpesus.

Tabauua 2. MopdonormyHa gnarHosa npu nscneasaHurte nauueHTu c Fontan.

DORV  HLHS DIRV DILV TA MA AVSD Xt CTGA TGA  [Opyru

Bpoi 14 1 1 10 11 9 1 7 3 3 7 4

Mpouent 19,7 1,4 1,4 14,1 155 12,7 1,4 9,9 4,2 4,2 9,9 5,6

DORV — [lacHa kamepa c 0eoeH u3xo0 (double outlet right ventricle), HLHS — CuHOpom Ha
xunonaacmuy4Ho n580 cvpue (hypoplastic left heart syndrome), DILV — Jlasa kamepa ¢ 080eH 8x00
(double inlet left ventricle), TA — TpukycnudanHa ampe3us (tricuspid atresia), PA — [MyaMmoHanHa
ampesusa (pulmonary atresia), MA — MumpanHa ampe3us (mitral atresia), AVSD — Ampuo-

8eHMpuKyneH cenmasneH oegekm (atrioventricular septal defect), Xm — Xemepomakcus.

5.1. XemognHamuKa — 06LmM AaHHU

KucnopopaHa catypauua

YcTaHoOBeHaTa npegonepatnBHo SatO; e 80,66 * 5,28 %. PesyntatbT npu
nocnegHata Katetepmsauma e 90,80 + 4,56 %. YcTaHOBeHaTa pasMKa e
cTaTUCTUYECKM 3HauMma (P < 0,001) (durypa 1).

Sat0, MpeponepatnsHo: 80,66 + 5,28 %
MNocnepHa Katetepusayma: 90,80 + 4,56 %

+ P < 0,001

110

%
8

M Sat02_1 M Sat02_2

durypa 1. KucnopoaHa caTypaums Ha apTepuanHaTa Kpbs (npegonepaTtusHo [1]
W nocneaHa kartetepusaums [2]).
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benoapobeH KPbBOTOK

durypa 2 npeactasa AaHHKW 3a 6enoApobHMA KPbBOTOK Npean onepauusTa u
npu nocneaHaTa KateTepusaumsa. PasnuKkata mexay pesyntatute (CbOTBETHO
2,88 £1,211/minun 3,19 £ 0,82 I/min) He e cTaTucTMYyecku 3Ha4mMma (P = NS).

Qp MpeponepatmsHo: 2,88 + 1,21 |/min
MocneaHa Katetepusayma: 3,19 + 0,82 I/min
: P=NS

I/min
w &

~

HQp_1 WMQp_2

durypa 2. benogpobeH KpbBOTOK (nNpegonepatuBHo [1] M nocnegHa
KaTteTepusaumsa [2]).

CuctemeH KpbBOoTOK (Qs)

CUCTEMHMAT KPbBOTOK, YCTaHOBEH npeaonepatmMsHo, e 4,37 + 1,11 |/min.
Pe3yntaTbT Npu nocnegHata cnegonepatuBHa Katetepusauma e 3,91 + 1,07
|/min. MpomsaHaTa e cTaTucTnyeckn sHauuma (P < 0,05) (Purypa 3).

Qs MpeponepatmsHo: 4,37 + 1,11 I/min
= MocnegHa katetepusaums: 3,91 + 1,07 I/min
6 = P<0,05

I/m
& w

WQs_1 mQs 2

durypa 3. CuctemeH KpbBoTok (Qs) (npeponepatvBHo [1] ¥ nocnegHa
KaTteTepusauums [2]).
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OTtHoweHue Qp/Qs

YcTaHOBEHOTO npeaonepaTnBHO oTHolleHne Qp/Qs e 0,68 + 0,27. PernctpupaHaTta
CTOMHOCT nNpW nocnegHata KaTteTepusauma e 0,85 + 0,16. lNpomaAHaTa e
cTaTucTMyeckn 3Hauymma (P < 0,001) (Purypa 4). TotanHaTa KaBo-My/IMOHaHa
aHacToMO3a BOAM A0 3HAaYMMO HapacTBaHe Ha 6enogpobHmMa KPbBOTOK.

Qp/Qs MNpeponepaTtusHo: 0,68 + 0,27
| NocnepHa kKatetepusauyma: 0,85+ 0,16

1 - P <0,001

0.2 ——

0.6

0.4

M Qp/Qs_1 W Qp/Qs_2

durypa 4. OTHoweHne Qp/Qs (npeaonepatmsHo [1] M nocneaHa KaTeTepusaums

[2]).

TeneanacTonHo HanAaraHe

TenegmnactonHOTO HanAraHe, OTYETEHO NPU NPesonepaTMBHOTO U3cnenBaHe, €
10,59 * 2,05 mmHg. YctaHOBEHOTO nNpu nocnegHaTa caegonepaTuBHaA
KaTeTepusaumAa TeneanactoNHo HanAaraHe e 9,69 + 2,15 mmHg. Pasnunkata e
cTaTUCTUYeckM 3Hauuma (P < 0,05) (Purypa 5).

EDP MNpeponepatusHo: 10,59 £ 2,05 mmHg
NocneagHa KateTepusauma: 9,69 = 2,15 mmHg
" P<0,05

10 -
L3
E 8 [
E

M EDP_1 M EDP_2

durypa 5. TenegmactonHo HanaraHe (npeponepatmBHo [1] » nocneaHa
KaTteTepusauums [2]).
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CpeAHOo NYy/IMOHANHO HaNAraHe

/luncea npomAHaA B CPeAHOTO MY/IMOHANHO HanAraHe, KoeTo npwu
npegonepaTtuBHOTO mscnegsaHe e 14,69 + 3,17 mmHg, a npu nocnegHarta
cneponepaTtMBHa Katetepmsaums, e 14,39 + 2,55 mmHg (P = NS) (Purypa 6).

mPAP MNpeponepaTtnsHo: 14,69 + 3,17 mmHg

NocnenHa Katetepmsauma: 14,39 £ 2,55 mmHg
20 = - P= NS

Y -

10

mmHg

B mPAP_1 M mPAP_2

durypa 6. CpeaHo Ny IMOHaNHO HanAraHe (npegonepaTtuBHo [1] U nocnegHa
KaTteTepusaumsa [2]).

BenoppobHO CbA0BO CHNPOTUBNEHUE

Mpu npeponepaTtMBHOTO u3cnenBaHe 6enogpobHOTO CbAOBO CbNPOTMBAEHME €
1,65 + 0,59 WU. benoapobHOTO CbAOBO CbMPOTUBAEHME NpM NocaegHaTa
cnegonepaTtuBHa Katetepusauyma e 1,59 +0,68 WU. [1sata pe3syntata He ce
pasnunyasat 3Ha4Ynmo (P = NS) (Purypa 7).

Rp MNpeponepatusHo: 1,65 + 0,59 WU
NocnepHa Katetepusayma: 1,59 + 0,68 WU
P=NS

21.5 --

WRp_1 MRp_2

durypa 7. benogpobHo cbAOBO CbNpoOTMBAEHUE (npeponepatuBHo [1] wm
nocnefHa kartetepusaums [2]).
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TpaHcnyaAMOHaNEeH rpagueHT

YCTaHOBEHMAT nNpu  NpeaonepaTtMBHOTO  UM3CaeABaHe  TPAHCNY/IMOHANeH
rpagunenT e 4,25 + 1,65 mmHg. TpaHCNYyNIMOHANHUAT rpagneHT Npu NnocneaHaTa
cneponepaTtuBHa Katetepusauma e 4,86 + 1,53 mmHg. Pe3syntatute nokassaT
CTAaTUCTMYECKM 3HaYMMa pasnmka (P < 0,05) (Purypa 8).

PG MNpegonepatnsHo: 4,25 £ 1,65 mmHg

©

NocnegHa Katetepusayma: 4,86 £ 1,53 mmHg
P<0,05

mmHg
w ) w o ~

~

-

o

HTPG_1 MTPG_2

durypa 8. TpaHcnynamoHaneH rpagueHT (npepgonepatvBHo [1] M nocnegHa
KaTteTepusauums [2]).

Tabnuuya 3. XemogmuHamunuHKU Nokasartenu npegu u cnepg Fontan.

Mpeau Fontan OTpanevyeH pesyntat

KucnopopgHa catypauusa (%) 80,66 5,28 90,80 4,56 < 0,001
BenogpobeH KpbBOTOK (I/min) 2,88 1,21 3,19 0,82 NS
CuctemeH KpbBoToK (I/min) 4,37 1,11 3,91 1,07 <0,05
OtHoweHue Qp/Qs 0,68 0,27 0,85 0,16 < 0,001
TenepguacronHo HanaraHe (mmHg) 10,59 2,05 9,69 2,15 <0,05
CpeAHO Ny/AIMOHANHO HanAraHe (mmHg) 14,69 3,17 14,39 2,55 NS
benoapo6Ho cbaoBo cbnpoTusneHmne (WU) 1,65 0,59 1,59 0,68 NS
TpaHcnynmoHaneH rpagueHT (mmHg) 4,25 1,65 4,86 1,53 <0,05

20



5.2. KamepHa mopdonorus

Tpupgecet u aeset (54,9%) oT uscnegBaHuTe aeua ca c obula Kamepa AeceH
MmopoonornyeH Tmn, a 31 (43,7%) ca c Kamepa N1aB MOPPONOTrMYEH TUN.

Tabauua 4. XemogMHaMUUYHU NOKas3aTeNuM Npu geuata ¢ AeCHOKaMepHa M

nesoKamepHa mopdonorus.

OTpaneyeH
Moxasaren MpeponepaTtneHO pesyntar
CpegHo + SD CpegHo + SD

CuctemHa KucnopogHa catypauma (%) (AK) 79,68 + 5,48 89,74 +4,80 < 0,001
CuctemHa KucnopogHa catypauums (%) (/1K) 82,00 + 4,72 91,72 +4,21 < 0,001
3Haunmocrt Ha pasnukarta AK/JK (P) NS NS
KaBo-nyamoHanHo HansaraHe (mmHg) (OK) 15,00 + 3,79 14,80+ 2,52 NS
KaBo-nynamoHanHo HanaraHe (mmHg) (/1K) 13,85 + 2,80 13,87 £2,47 NS
P NS NS
TenepguacronHo HanaraHe (mmHg) (4K) 10,52 +2,38 10,24 + 2,55 NS
TenegunactonHo HanaraHe (mmHg) (/1K) 10,50 + 2,02 9,13+1,59 <0,01
P NS <0,05
BenogpobeH KpbeoTok (I/min) (AK) 2,80+1,44 3,04 +£0,70 NS
BenogpobeH KpbeBoToK (I/min) (/1K) 2,99 +1,25 3,37+1,03 NS
P NS NS
CucremeH KpbBoToK (I/min) (OK) 4,36+1,19 3,89 +1,05 NS
CucremeH KpbBOoTOK (I/min) (/1K) 4,33 +1,23 3,94 +1,20 NS
P NS NS
OTHoweHune Qp/Qs (AK) 0,65 +0,23 0,80+0,16 <0,01
OTHoweHue Qp/Qs (/1K) 0,74 +£0,37 0,90+0,16 NS
P NS <0,05
benoapo6Ho cbaoBo cbnpoTusneHue (WU)

1,84 + 0,66 1,63+0,77 NS
(AK)
benoppo6Ho cbaoBO cbnpoTusaeHue (WU)
1K) 1,39+0,53 1,57 £ 0,64 NS
p <0,05 NS
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B rabnnua 4 ca npeAcTaBeHM U CPaBHEHU XeMOAMHAMUYHUTE MOKasaTenn npu
[leCHOKaMepHa 1 neBokamepHa mopdonorusa Ha obuiata kamepa. MNpu aHanmsa
Ha npeaonepaTtMBHUTE AaHHU HamMpame CTaTUCTMYEecKM no-Bmcoko BCC npwu
nauneHTnte ¢ obwa Kamepa geceH mopdonornyeH tTMn (P < 0,05). Mpwu
nocnegHaTa KaTetTepusauusa npu naumeHTH ¢ oblia Kamepa a8 MopponornyeH
TUM KaMepHOTO TeneamacToNIHO HajAraHe e 3HayMmo no-Hucko (P < 0,05), a
oTHoweHuneTo Qp/Qs — no-sucoko (P < 0,05).

5.3. MpeawecTeawa nanaums

B rabanua 5 ca npeacTtaBeHU XeMogMHaMUYHUTE NOKasaTenu Npu nscneasaHuTe

nauneHTun B 3aBUCMMOCT OT TUNAa NpegonepaTtmnBHa naanayuna.

Tabnuua 5. XemoauHamMUUHU

npegonepaTtMBHa NasMauma.

noKa3aTtenu

3aBUCUMOCT

OoT TuUNa

MpeponepatnsHo CneponepaTtuBHO

Mokasaren
CpeaHo = SD CpeaHo * SD

KaBo-nyamoHanHo HanaraHe (mmHg) * 14,07 + 3,14 14,64 + 3,02 NS
KaBo-nynamoHanHo HanaraHe (mmHg) ** 14,93 + 2,80 14,17 £ 2,03 NS
3HauMMoCT Ha pasnuKkarta */** (P) NS NS
TenepguacrtonHo HanAaraHe (mmHg) * 10,19 +1,98 9,75+ 2,30 NS
TenepguacronHo HanaraHe (mmHg) ** 10,89 + 2,04 9,44 + 2,01 <0,05
P NS NS
benoapobHO cbao0BO CbNpPOTUBAEHUE NS
(WU) * 1,77 £0,73 1,78 £0,76
benoapobHo cbao0BO CbNpPOTUBAEHUE NS
(WU) ** 1,51+ 0,46 1,491 0,67
P NS NS
CuctemHa KucnopogHa catypauma (%) * 79,42 £5,39 89,86 + 4,73 <0,001
CucTeMHa KucnopoaHa catypaums (%) ** 82,38 +5,02 91,82 + 4,82 < 0,001
P P < 0,05 NS
BenopgpobeH KpbBOTOK (I/Min) * 2,54 +0,57 3,12+0,71 <0,01
benogpobeH KpbBOTOK (I/min) ** 3,27+1,71 3,19+ 0,95 NS
P P < 0,05 NS
CucremeH KpbeoToK (I/min) * 4,43 +1,03 3,95+1,10 NS
CucrtemeH KpbBoTok (I/min) ** 4,30 + 1,33 3,72 +1,00 NS (= 0,070)
P NS NS
OtHoweHue Qp/Qs * 0,59+0,15 0,84 £0,19 <0,001
OTtHoweHue Qp/Qs ** 0,78 £0,35 0,89+0,16 NS
P P < 0,05 NS

* [pedxoxcdaw, cucmemHo-nysAMOHaneH wvHmM (n = 28); ** Mpedxoxdaw, 6eHOuHe (n = 29).
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5.4. MNauyuneHTH ¢ peHecTpauua

Mpu Fontan-onepaumsaTta ¢eHecTbp e noctaseH Npu 52 aeua (73,2% ot obwma
6pon), 26 momunyeTa n 26 momueTa. Mpun 18 (34,6%) beHecTbpbT Ce e 3aTBOPUN
CNOHTAHHO B XO04a Ha npocneasBaHeTo, a npu 24 ot pgeuata (46,2%) e
OCbLLECTBEHO TPAHCKATETbPHO 3aTBapAHEe Ha cblecTByBawata deHecTpauus.
Mpu 10 (19,2%) oT Tax deHecTbpPBT NepcUcTMpa NPU NpocieaaBaHETo.
PasnpeneneHneTo no nona B TpuTe rpynu e caegHoTo:

e CnOHTaHHO 3aTBOpPEH peHecTbp —9 mommyeTa, 9 MOMYeTa;

e TpaHcKaTeTbpHa aedeHecTpauma — 14 momuyeTa, 10 momyeTa;

e [lepcuctupawy, peHecTbp — 3 MOMKMYETa, 7 MOMYeETa.

MN3nonsBaHMTe 3aTBapALLM yCTpoicTBa ca Amplatzer centaneH oknyaep, Figulla
Flex, Amplatzer DO Il, Amplatzer VP I.

KucnopoaHa catypauyus (Sat02)

Mpn npeponepaTtMBHOTO  U3CNeABaHe  KUCAOpPOAHATa  caTypauua npwu
naumeHTUTE CbC cb3aageH ¢eHectvp npu TCPC e 80,27 £ 5,03 %, a npu Te3n bes
¢deHecTbp — 81,74 £ 5,93 %. PaznnKkata mexay ABeTe rpynu He e CTaTUCTUYECKMU
3Haumma (P = NS).

Mpn nocnepgHata cnegonepatMBHA KaTeTepu3auMA KMUCAOPOAHATa caTypauuA
npu naumneHTnTe ¢ peHectvp € 90,04 + 4,78 %. MNpu onepupaHute 6e3 peHecTbp
TA e 3Ha4YMMo no-smucoka — 92,74 + 3,33 % (P < 0,05).

sato, Sat0, MpeponepaTtusBHoO:
iy = ¢deHecTbp: 80,27 £ 5,03 %
N m e 6e3 peHecTbp: 81,74 £5,93 %
85 - 100 P = NS
X 75 ‘ B B +?
il " OtpaneueH pesynrar:

b deHectbp: 90,04 + 4,78 %
% 6e3 peHecTbp: 92,74 £ 3,33 %
2 P <0,05

M sat_1 (peHecrsp) M sat_2 (peHecTbp)

M sat_1 (6e3 peHecTbp) M Sat_2 (6e3 peHectbp)

MpenonepaTUBHO CneponepaTuBHO

durypa 9. KucnopoaHa catypaumsa — npeaonepaTMBHO U OTAaneyvyeH pesyntat
npwn NauMeHTUTe cbe U 6e3 peHecTbp
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CpeAHO NyIMOHANIHO HanAraHe

CpenHOTO NY/IMOHANHO HanAraHe nNpu npeaonepaTtMBHOTO M3cneaBaHe npwu
naymMeHTUTe CbC cb3gageH ¢eHectbp npu TCPC e 15,37 £ 3,19 mmHg. Mpwu
nauneHTuTe 6€3 dpeHecTbp TO € 12,84 + 2,32 mmHg. Pa3nnkata mexay asete
rpynu e cTaTucTuyeckun 3Hauuma (P < 0,01).

Mpn nocnegHaTta cnegonepatMBHA KaTeTepusauuAa CpeaHOTO MYy/AMOHANHO
HanaraHe (MPAP) npu nauweHTute ¢ ¢peHectbp e 14,63 + 2,67 mmHg. Mpwu
naymeHtute 6e3 ¢deHectop MPAP e 13,74 = 2,13 mmHg. B otaaneyeHwus
cneponepaTtmMBeH Nepuos pasnvKaTa mMexay ABeTe rpynu He e CTAaTUCTUYECKM
3Haymma (P = NS).

TenepnactonHo HanAraHe

TenegmMacTtonHOTO HanAraHe npuM NpPeaonepaTMBHOTO  U3CneaBaHe Npu
nauueHTuTe ¢ peHectvbp € 10,96 £ 1,99 mmHg. Mpwu Te3n 6e3 peHecTbp TO € 9,58
t 1,89 mmHg. PasnnKata mexay ABete rpynuv nauyeHTUn e CTaTUCTUYEeCKM
3Hauuma (P < 0,05).

Mpn nocnegHata cnegonepaTMBHa KaTeTepusauma TeegMacTtoNHOTO HanAaraHe
npu nauueHTuTe ¢ ¢eHectbp e 9,73 = 2,12 mmHg. Mpu naumeHTuTe He3
deHectbp TO € 9,58 + 2,27 mmHg. B oTaaneyeHna cnegonepaTtuBeH Nepuos,
pa3fiMKaTa MexAay ABeTe rpynu He e CTaTUCTUYECKM 3Hauymma (P = NS).

OTtHoweHune Qp/Qs

YCTaHOBEHOTO nNpeaonepaTtMBHO OTHoweHMe Qp/Qs npu  nauueHTUTe C
¢deHecTbp e 0,66 + 0,25, a npu Te3n 6e3 deHectvbp — 0,75 + 0,33 (P = NS).
OTtpaneyeHuTe pesyntatm ca cbotsetHo 0,81+ 0,17 n 0,98 + 0,06 (P < 0,001).

5.4.1. XemoguMHaMMYHUM NOKa3aTeNAn Npu geuarta CbC 3aTBOpeH peHecTbvp B
CpaBHeHMe € Te3u ¢ nepcucTupall, peHecrTbp.

B cpaBHeHMe c pgeuata C nepcuctmpaw, ¢eHecTbp, NpW  nocaegHaTa
KaTeTepmsauma B obLiaTa rpyna cbC CNOHTAHHO M MHTEPBEHLMOHAHO 3aTBOPEH
deHecTbp ce ycTaHoOBsABAT 3HauyMmo no-Hucko KIH (3aTtBopeH: 14,15 + 2,46
mmHg, nepcuctmpawy: 16,20 + 2,49 mmHg; P < 0,05) # 3HaYMMO NO-BMCOKa
KucnopoaHa catypauma (3atsopeH: 90,63 £ 4,69 %, nepcuctupauy: 87,20 + 4,42
%; P < 0,05) (Purypa 10).
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KucnopogHa catypaums KaBo-nyamoHanHo HanaraHe

il
20
90 =
85 15
W 5at02 (PF) ¥ W KMH (PF)
£ 80 E
O sato2 (cF) E O3 KrH (CF)

A 7 B. '

mmH;

durypa 10. A. SatO, npu nocnegHata KaTteTepmsaumAa NpU NEPCUCTMpPaLL
¢deHectbp (PF) mn 3atBOpeH deHectbp (CF). B. KMH npu nocnepHarta
KaTeTepusaumna npu nepcmctmpaly, peHectsvp (PF) 1 3aTBOpeH peHecTbp (CF).

5.4.2. XemoguHaMUYHM NOKasaTenn Npu geuarta ¢ TPaHCKaTeTbpHa
AedeHecTpauma 1 Tesn ¢ nepcuctupay, peHecTop

Mpn oTpanevyeHata KaTeTepusaumAa nMpu  Jeuata € TPAHCKATETbpHA
nedenHectpayma (T) ce ycTtaHOBABA 3HaYMMO No-HUCKO KIMH B cpaBHeHMe ¢ Te3un
¢ nepcuctmnpauy peHectbp (M) (Purypa 11). B rpynata ,T“ cpegHoTo KIMH npwm
KaTeTepu3aumAaTa B oTAanedyeHma nepuog e 14,02 + 2,84 mmHg, ookaTto B
rpynaTa c HesaTBopeHu peHecTpmu 1o € 16,20 + 2,49 mmHg (P < 0,05). OctaHanute
n3cnenBaHM NOKa3aTeIn He Cce Pa3nMyaBaT 3HauYMMmoO.

HaBO-I’IyJ’IMOH a/IHO HanAraHe
25

20

4*

15

H KrH (PF)

l I KMH (CF)
10

mmHg

durypa 11. KINH npu nocnegHaTa KaTeTepmsaumna npu nepcuctupaly, peHectbp
(PF) v npu TpaHcKaTeTbpHO 3aTBOpEeH peHecTbp (CF).
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5.4.3. XemoguHaMUYHU NOKa3aTenn Npum geuarta cbC 3aTBOpeH peHecTbp
(TpaHCKaTeTbpHO UM CNOHTAHHO) U NepcucTUpaLy, peHecTbp

Tabnuuya 6. XeMoAMHAMWYHW MNOKas3aTeNn Npu MNaUUEeHTUTe C NepcucTupal,

deHecTbp, TPAHCKATETbPHO n CMOHTAHHO 3aTBOpPEH deHecTbp
(npeponepatusHO).
MNoka3saren
CpepgHo * SD CpepHo * SD CpepgHo * SD NvsT NvsC
KMH (mmHg) 14,90+1,97 | 1525%3,95 | 15,78+2,67 NS NS NS
TAH (mmHg) 10,90+ 1,45 | 10,74+2,24 | 11,44+1,85 NS NS NS
BCC (WU) 1,50 + 0,58 1,74 +0,43 1,83 +0,74 NS NS NS
Cuctemua Sat02 (%) | 82,80+3,77 | 80,21+4,29 | 78,94+6,15 NS NS (= 0,084) NS
Qp (I/min) 2,55 +0,37 3,04 + 1,60 2,94 +1,30 NS NS NS
Qs (I/min) 4,07+0,81 4,63+1,24 4,60+1,16 NS NS NS
Qp/as 0,65+ 0,14 0,67 +0,26 0,65 + 0,29 NS NS NS

M — Mepcucmupaw, gpeHecmvp, T — TpaHckamembvbpHo 3ameopeH ¢heHecmvp, C — CHOHMAHHO

3ameopeH heHecmup.

Tabnuua 7. XemoAMHAMWUYHM NOKasaTeNn MpPU MaUMEHTUTE C MepCUCTUpaLL

deHecTbp, TPaHCKATETbPHO W CMNOHTAaHHO 3aTBopeH ¢eHecTbp (nocnegHa

KaTetepusauuma).
n T C
Mokasaten
CpeaHo * SD CpeaHo * SD CpeaHo * SD

KMH (mmHg) 16,20 £ 2,49 14,02 + 2,84 14,47 £ 1,87 <0,05 <0,05 NS
TAH (mmHg) 10,70 £ 2,26 9,73+2,49 9,29+1,31 NS NS (= 0,05) NS
BCC (WU) 1,95+1,20 1,50 + 0,55 1,54 £ 0,40 NS NS NS
CuctemHa SatO2 (%) | 87,20 £4,42 89,09 + 4,80 92,61+ 3,82 NS <0,01 <0,05
Qp (I/min) 2,98 £ 0,88 2,89+0,77 3,46 £0,79 NS NS <0,05
Qs (I/min) 4,25 +1,27 4,01+1,11 3,81+0,82 NS NS NS
Qp/QSs 0,74+0,16 0,78 £0,17 0,90 +£0,13 NS <0,05 <0,05

n — Mepcucmupaw; ¢peHecmvp, T — TpaHckamemwvbpHO 3ameopeH eHecmvp, C — CIOHMAHHO

3ameopeH heHecmup.

26




Tabnuua 8. XemoAnHAMMYHU NOKas3aTeNn npegonepaTMBHO U Npu nocieaHaTa

KaTeTepmn3auuna npun nauneHTnTe C NePCUCTUpaLl, (I)eHeCT'bp.

MNpeaun Cnep,
MNokasaten
CpegHo + SD CpegHo +SD

KMH (mmHg) 14,90+ 1,97 16,20+ 2,49 NS
TAH (mmHg) 10,90 £ 1,45 10,70+ 2,26 NS
BCC (WU) 1,50 +0,58 1,95+1,20 NS
CuctemHa SatO; (%) 82,80+3,77 87,20+ 4,42 < 0,05
Qp (I/min) 2,55+ 0,37 2,98 +£0,88 NS
Qs (I/min) 4,07 + 0,81 4,25+1,27 NS
Qp/Qs 0,649 +0,141 0,735+0,156 NS

Ta6nuu,a 9. XeMoAMHaMUYHM NOKa3aTenu npeaonepaTtnBHO U Npum nocanegHata

KaTeTepm3auma Npu NaumMeHTUTe C TPAHCKaTETbPHO 3aTBOPEH dpeHecTbp.

Mpeaun Cnep,

MNokasaTten

CpeaHo + SD CpeaHo ¥SD
KMH (mmHg) 15,25+ 3,95 14,02 +£2,84 NS
TAH (mmHg) 10,74 £ 2,24 9,73+2,49 NS
BCC (WU) 1,74+0,43 1,50+0,55 NS
CucremHa SatO; (%) 80,21 + 4,29 89,09 +4,80 <0,001
Qp (I/min) 3,04 +1,60 2,89+0,77 NS
Qs (I/min) 4,63 +1,24 4,01+1,11 NS (= 0,79)
Qp/Qs 0,67 £ 0,26 0,78+0,17 NS

Ta6nuu,a 10. XemoAMHaMMUYHM NOKa3aTenu npeagonepaTtnuBHO N Npn nocsieaHaTa

KateTepunlaumna npn nauneHTnTe CbC CNOHTAHHO 3aTBOPEH (I)eHeCT'bp.

Mpeaun Cnep,
lNMokasarten
CpeaHo * SD CpeaHo ¥SD

KMH (mmHg) 15,78 £ 2,67 14,47 +1,87 NS
TAH (mmHg) 11,44 + 1,85 9,29 +1,31 < 0,001
BCC (WU) 1,83 +0,74 1,54 +0,40 NS
CucremHa SatO; (%) 78,94 + 6,15 92,61 +3,82 < 0,001
Qp (I/min) 2,94 +1,30 3,46 £ 0,79 NS
Qs (I/min) 4,60+1,16 3,81+0,82 < 0,05
Qp/Qs 0,652 + 0,287 0,900 + 0,133 <0,01
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5.4.4. TectoBu oKny3uu npu 24 peua ¢ nocneaBawa gePUHNUTUBHA
pedeHecTpauusa

CuctonHo aptepuanHo HanaraHe (CAH). Npu aedeHecTpaumsTa B Tasu rpyna ce
YCTAaHOBU MUHMMaA/IHA NPOMAHA Ha CUCTO/IHOTO apTepuanHo HanAaraHe ot 87,83
+ 12,29 mmHg po 86,48 £ 13,69 mmHg (Purypa 12).

120

CAH
110 .—//
-~
/
—

%

" —

70 %

%

. CAH (npean) CAH (cnea)
durypa 12. CUCTONHO apTepuasHO HanAraHe npegu WM cnep, OKAy3nA Ha
deHecTbpa Npu geuaTta C MHTEPBEHUMOHA/IHO 3aTBOPEH GeHEeCTbP.

CpeaHO nyamoHanHo HanAaraHe. CpegHOTO NYy/IMOHANHO HanAraHe, OTYETEHO
npeamu 3aTBapsiHeTo Ha ¢deHecTbpa, e 12,83 £ 2,35 mmHg. Chepn 3aTBapAHETO Ha
deHecTbpa TO ce nokaum ao 13,74 £ 1,74 mmHg , KaTo pa3/ainKkaTta npeau un cnea
3aTBapsAHe Ha PpeHecTbpa He e cTaTUcTUYeckn 3Haumma (P = NS) (Purypa 13).

KMH

KMH (npeau) KMH (cnep)

durypa 13. CpegHo nNyAMOHaNHO HajAraHe npeauM W cnepd OKAYy3Ms Ha
deHecTbpa Npu AeuaTta C UHTEPBEHLMOHANHO 3aTBOPEH heHecTbP.
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TenepguactonHo HanAaraHe. MNpun gedeHecTpaumnaTa ce yCTaHOBM MMHMMA/HA
NPOMAHA Ha TeneanacToNHOTO HanAaraHe ot 8,70 + 2,10 mmHg po 8,87 £ 2,16
mmHg (P = NS) (Purypa 14).

TOH
12 /
10 /
: /
6 /

TAH (npeau) TOH (cnen)

durypa 14. TenegnacTtoNHO HaNAraHe Npeau u cnepg okny3na Ha peHecTbpa nNpum
AeuaTta C UHTEPBEHLMOHANHO 3aTBOPEH peHecTbp.

CuctemHa SatO,. [lpu 3atBapsAHe Ha ¢eHecTbpa Ce YCTAaHOBWM 3HAYMMO
NOKayBaHe Ha CUCTeMHaTa KUcaopoaHa catypauna ot 87,87 + 3,78 % Ha 94,52 +
1,62 % (P < 0,001) (Purypa 15).

Sat02

110

100

20

80
70
60

50
Sat02 (npeam) SatO2 (cnen)

durypa 15. CucTtemHa KucnopogHa caTypauusa npeau M cnep, 3aTBapsiHe Ha
deHecTbpa Npu AeuaTta C UHTEPBEHLMOHANHO 3aTBOPEH heHecTbP.
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benogpobeH KpbBOoTOK (Qp). BEenogpobHUAT KPbBOTOK, YCTaHOBEH Npeau
3aTBapsAHeTOo Ha ¢eHecTbpa, e 2,85 * 0,51 I/min. Cnen 3aTBapAHeTO Ha
deHecTbpa TOM HapacTtea A0 3,16 + 0,55 |/min. NMpomaAHaTa He e CTaTUCTUYECKHU

3Haumma (P = NS) (Purypa 16).

Qp

45

35

4/7/
: =
25 -;—;‘

15

0.5

Qp (npeaw) Qp (cneg)

durypa 16. benogpobeH KpbBOTOK Npeam 1 cnep 3aTBapaHe Ha peHecTbpa Npum
AeuaTta C UHTEPBEHLMOHANHO 3aTBOPEH peHecTbp.

CuctemeH KpbBOTOK (Qs). YCTaHOBEHMAT nNpeam 3aTBapAHETO Ha ¢deHecTbpa
CUCTEMEH KPbBOTOK e 4,12 + 1,25 |/min. Chep 3aTBapsAHe Ha ¢peHecTbpa ToM e
3,29+ 0,58 I/min. Pa3nnKaTa B CUCTEMHMA KPbBOTOK Npean 1 cnep 3aTBapsaHe Ha
deHecTbpa e cTaTUcTuyeckn 3Haumma (P < 0,01) (Purypa 17).

Qs (npeaw) Qs (cnep)

durypa 17. CuctemeH KpbBOTOK — Npean U cnep 3aTBapsHe Ha peHecTbpa npu
AeuaTta C UHTePBEHLMOHANHO 3aTBOPEH peHecTbp.

30



OtHoweHue Qp/Qs. OTHoweHneTo Qp/Qs npeaun 3aTBapAHETO Ha PpeHecTbpa e
0,72 £ 0,13. Cnep 3aTBapaHe Ha ¢eHecTbpa To ce nosBmwasa Ao 0,96 + 0,05.
MpomAaHaTta Ha oTHoweHneTo Qp/Qs npeau u cnep 3aTBapAHe Ha ¢peHecTbpa e
cTaTUCTUYecKM 3Hauuma (P < 0,001) (durypa 18).

Qp/Qs

1.2

0.8

06

0.4

0.2

Qp/Qs (npeau) Qp/Qs (cnea)

durypa 18. CuctemeH KpbBOTOK Npean U cnep 3aTBapaHe Ha deHecTbpa npu
AleuaTa C MHTEPBEHLUMOHANHO 3aTBOPEH peHecTbp.

Tabauua 11. XemoanHaMUYHU NOKa3aTeIM NPU TPAHCKATETbPHO 3aTBapAHE Ha

deHecTbpa Npu NauneHTUTE ¢ NnocseaBawa aebMHUTMBHA aedeHecTpayms.

MNpeaw 3aTBapaHe Cnep 3artBapsaHe

lNMoKka3sarten

CpegHo +SD CpegHo *SD
CAH (mmHg) 87,83 12,29 86,48 13,69 0,727
KMNH (mmHg) 12,83 2,35 13,73 1,74 0,141
TAH (mmHg) 8,70 2,10 8,87 2,16 0,783
CucremHa SatO; (%) 87,87 3,78 94,52 1,62 < 0,001
Qp (I/min) 2,85 0,51 3,16 0,55 0,54
Qs (I/min) 4,12 1,25 3,29 0,58 <0,01
Qp/Qs 0,72 0,13 0,96 0,05 <0,001
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5.4.5. TectoBu OKny3um 6e3 nocneasawa gedpeHecrpauma

B 7 cnyyaa cnep TectoBaTa OKAy3vMA Ha ¢eHecTpaumAaTa He ce OCbLLECTBU
AedMHUTMBHA AedeHecTpauma nopagm HebnaronpuATHU XeMOoAUHAMUYHMU
NoOKasaTeNn — HapacCTBaHe Ha KaBO-MY/IMOHAJIHOTO HanAraHe Hag 16 mmHg v
CUFHUOUKAHTHO NOHUMKEHME HA CUCTONTHOTO apTEPUAJIHO HaNATaHe, HE3aBUCMMO
OT Nofo06peHMeTo Ha KUCI0POAHATA caTypauma No Bpeme Ha okny3uaTta (Purypa
19). Mpu TAX CpPeaHOTO KaBO-MYy/IMOHANHO Ha/lsAraHe ce MOBWLLIABA
curHnduKkaHTHo ot 14,86 + 0,90 mmHg ao 18,14 + 1,07 mmHg (P < 0,001).
CUCTONHOTO apTepuasnHO HanAraHe ce NOHM*Kaea ot 95,71 £ 9,29 mmHg o 80,86
+ 8,11 mmHg (P < 0,01). OyakBaHO KMCNOpPOAHaTa caTypauus HapacTtea (oT 86,00
+2,31% n093,71+ 1,89 %; P <0,001). CUCTEMHMAT KPbBOTOK HamansBga ot 3,86
+0,52 |/min Ha 2,75 + 0,46 |/min (P = 0,001).

Mpu octaHanuTe Tpu geua 6e3 gednHNTUBHA AedeHecTpaunsa GeHecTbPbT He e
3aTBOPEH Nopaaun HenoaxoaAwm 3a gedeHecTpaumna U3XogHNM XeMoANHAMUYHMN
nokasatenu (2 geua) n xMnonnasus Ha KNoHoBeTe Ha 6benogpobHata aptepuma (1
aete).

Kaso-nynmoHanHo HanaraHe CUCTONHO apTepuanHo HanaraHe

mmHg

mmHg

KucnopopgHa catypayma CuctemeH KpbBOTOK
C

Sat02 1 Sat02 2 Qs1

B. r.

L/min

durypa 19. XemogMHaMMYHN NOKA3aTe/IN OT TECTOBA OKNY3MA Ha peHecTbpa C
HebnaronpuAaTeH oTtroBop. A. Kaeo-nysimoHanHo HanseaHe, b. CucmosHo
apmepuanHo HanseaHe, B. KucnopooHa camypauus, I. CucmemeH KpbB8OMOK.
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Tabnuuya 12. TectoBa OKAy3uA

BpeEMEHHAaTa OKYy3uA.

XemognHaMmn4yHu1 nMoKasateanm npeaun

He3aTBopeHu 3aTBOpEeHU
lNMokasarten (7) (24)
CpepHo £ SD CpeaHo ¥SD
CUCTONHO apTepuanHo HansraHe (mmHg) 95,71 +9,29 87,83 +12,30 NS
KaBo-nyamoHanHo HansraHe (mmHg) 14,86 + 0,90 12,83 £2,35 < 0,05
CuctemHa KncnopoaHa catypaums (%) 86,00 + 2,31 87,87 + 3,78 NS
CuctemeH KpbBoToK (I/min) 3,86 +0,52 4,12 +1,25 NS

Ta6nuu,a 13. TectoBa OKNYy3UA —XemMmognHaMNUYHU NOKa3aTe i cnep sBpemeHHaTa

OKNy3uA.
He3aTtBopeHu 3aTBopeHu
MNoka3saten (7) (24) P
CpeaHo + SD CpeaHo *SD
CUCTONHO apTepuranHo HansraHe (mmHg) 80,86 £ 8,11 86,48 £ 13,69 NS
KaBo-nynmoHanHo HansraHe (mmHg) 18,14 + 1,07 13,74+ 1,74 < 0,001
CucteMHa KncnopogHa catypauma (%) 93,71+1,89 94,52 +£1,62 NS
CucrtemeH KpbBoTOoK (I/min) 2,75+ 0,46 3,29 £ 0,58 < 0,05

Tabauua 14. TectoBa OK/IYy3MA — NPOMAHA Ha XEMOAMHAMUYHUTE NOKA3aTeNu

npwu BpeMeHHaTa OK/1y3us (He3aTBOpPEHM).

Mpeaun Cnep
lNMokasaren
CpeaHo * SD CpeaHo ¥SD
CUCTONHO apTepuanHo HansaraHe (mmHg) 95,71+9,29 80,86 + 8,11 <0,01
KaBo-nyamoHanHo HansaraHe (mmHg) 14,86 + 0,90 18,14 + 1,07 < 0,001
CucteMHa KucnopogHa catypaums (%) 86,00 +2,31 93,71+1,89 < 0,001
CucremeH KpbBoToK (I/min) 3,86 £+ 0,52 2,75+0,46 =0,001
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Tabanum 15. TectoBa OKNY3MA — NPOMSIHA Ha XEMOAUHAMUYHUTE MOKA3aTENN

npu BpemMeHHaTa OKNy3usA (3aTBOPEHM).

MNpeaun Cnep,
lNMokasaren
CpegHo + SD CpegHo +SD
CUCTONHO apTepuranHo HansraHe (mmHg) 87,83 £12,30 86,48 + 13,69 NS
KaBo-nyamoHanHo HansraHe (mmHg) 12,83 £2,35 13,74+ 1,74 NS
CucTemHa KnucnopogHa catypaums (%) 87,87 +3,78 94,52 +1,62 <0,001
CucremeH KpbBoTOK (l/min) 4,12 +1,25 3,29 +0,58 <0,01

Tabnuya 16. XemoAguMHaMMUYHM [aHHW CAepd, OKAY3Us M NpW nocnegHaTta

KaTeTepu3auna (3aTBopeHn).

Mpeaun

Cnep, OtpaneueH
lNMokasaren
CpepaHo +SD | CpegHo +SD CpepHo +SD
KaBo-nynamoHanHo HansraHe (mmHg) 12,83 + 2,35 13,74+ 1,74 14,02 + 2,84 NS
CuCcTEMHA KMCopoaHa caTypaumsa (%) 87,87 3,78 94,52 +1,62 89,09 £ 4,80 <0,001
CucremeH KpbBoTOK (I/min) 4,12 +1,25 3,29+ 0,58 4,01+1,11 <0,05

5.4.6. KamepHa mopdonorua npu peHecTtpupaHuTe NaLmueHTH

W B ABeTe rpynu nauyeHTn cnopes KamepHaTta mopdonorma (AecHokamepHa u

NeBOKaMepHa) Mpu nocseaHata KaTeTepus3auua B CpPaBHEHME C U3XOAHUTe

AAHHW Ce YCTAaHOBMXA 3HAYMMO NO-BUCOKMU:

® CUCTeMHa KucnopogHa catypauusa (OK: npegonepatmsHo — 79,59 + 5,26 %,
cneponepatneHo — 89,28 + 4,89 % [P < 0,001]; JIK: npegonepaTtnsHo — 80,94
+ 4,30 %, cnepgonepatusHo — 91,00 + 4,43 % [P < 0,001]) u

e oTHoweHue Qp/Qs (OK: npeponepatnsHo — 0,66 + 0,23, cnegonepaTMBHO —
0,78 + 0,16 [P < 0,05]; NNK: npeponepatnsHo — 0,66 + 0,28, cnegonepaTtMBHO
-0,85+0,17 [P < 0,05]).

KamepHoTto TeneaunactonHo HanAaraHe B rpynarta ¢ JIK mopdonorna ce noHMxu

3Hauyumo (npegonepatnusHo — 10,80 + 1,99 mmHg, cneponepatnsHo — 9,25 +

1,62 mmHg [P < 0,05]), a B rpynata ¢ JK mopdonorua e Hannue TeHAEHUMA KbM

NOHU)KEHMe, KOeTo He  [OCTUra  CTAaTUCTUMYECKM  3Hauuma  CTeneH

(npeponepatmsHo — 11,06 + 2,02 mmHg, cnepgonepatusHo — 10,03 + 2,36 mmHg

[P =0,065]).
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TpaHcnyamoHaneH rpagueHTt. B rpynata ¢ neBokamepHa mopdonaorma ce
YCTAQHOBU TeHAEHUMA KbM MNOBULLIEHME Ha TPAHCNY/IMOHANHUA T[PagueHT
(npeponepatmsHo — 4,40 + 1,50 mmHg, cnegonepatueHo — 5,20 + 1,00 mmHg),
KOETO He J0CTUra CTaTUCTMYECKN 3Ha4YMma ctoiHocT (P = 0,055).

B tabnvua 16 (A n B) ca npeactaBeHn XeMoANMHAMUYHUTE NOKa3aTenn B obulaTa
rpyna peHecTpupaHu NnaumeHTH cnopes tuna KamepHa mopdoaorums.

Tabauua 16A. XemoamMHaMUYHM NOKa3aTenu B obwiarta rpyna peHecTpupaHu
nauMeHTU cnopep TMna KamepHa mop¢onorua.

NMpeponepatmeHo  CneponepaTMBHO

MNMokasaren
CpepHo *SD CpepHo *SD

KaBo-nynamoHanHo HanaraHe (mmHg) (AK) 15,60 3,43 14,77 2,72 NS
KaBo-nynamoHanHo HanaraHe (mmHg) (/1K) 15,05 2,90 14,37 2,69 NS
3HauumocT Ha pasnukata OK/NK (P) NS NS

TAH (mmHg) (OK) 11,06 2,02 10,03 2,36 NS (0,065)
TAH (mmHg) (1K) 10,80 1,99 9,25 1,62 < 0,05
P NS NS

TN (mmHg) (AK) 4,69 1,86 4,78 1,86 NS
TN (mmHg) (1K) 4,40 1,50 5,20 1,00 NS (0,055)
p NS (0,068) NS

BCC (WU) (OK) 1,83 0,61 1,59 0,78 NS
BCC (WU) (/1K) 1,55 0,52 1,65 0,57 NS

P NS NS

Cucremua SatO: (%) (OK) 79,59 5,26 89,28 4,89 < 0,001
Cucremua SatO: (%) (/1K) 80,94 4,30 91,00 4,43 < 0,001
P NS NS

OtHoweHue Qp/Qs (AK) 0,66 0,23 0,78 0,16 <0,05
OtHoweHue Qp/Qs (/1K) 0,66 0,28 0,85 0,17 <0.05

P NS NS

35



Tabauua 16b. XemoguHamnMuHM NOKasatenun B obwarta rpyna peHecTpupaHm
nauMeHTU cnopepa TMna KamepHa mopgonorua.

MpeaonepatMBHO CneponepaTtuBHO

lNMokasarten

CpeaHo CpeaHo *SD
Qp (I/min) (AK) 2,83 1,41 3,01 0,66 NS
Qp (I/min) (1K) 2,99 1,24 3,19 1,06 NS
P NS NS
Qs (I/min) (AK) 4,42 1,18 3,97 0,93 NS
Qs (I/min) (/1K) 4,65 1,11 4,05 1,26
P NS NS

AK — [ecHokamepHa mopgonoaud Ha cucmemHama Kamepa (n = 32; 62,8%), JIK —
JlesokamepHa mopgponoaua Ha cucmemHama Kamepa (n = 20; 38,2%).

5.5. CunpeHadun cnep Fontan-onepauus

[OBagecer n wect geua (12 mommyeta n 14 momueTta) ca NeKyBaHU CbC
cungeHadun nopaam yCTaHOBEHO NOBMLIEHO KaBO-NyAMOHaNAHO HansaraHe (KIMH)
Haa 15 mmHg npegu nnu cnep 3asbpluBaHe Ha eTanuTte Ha Fontan-onepauuATa
n/Mnn pasBuTMe Ha NpoTeuH-rybella eHTeponaTUa UM NAAcCTUYEH BPOHXUT.
JeuaTta ca cbe: (1) 3aBbplueHn etanu Ha Fontan-nannaumsa, (2) Han-manko gse
WHBA3NBHMU XeMOAMHAMUYHWU U3CNedBaHUA — npeau W cnep cTapTupaHe Ha
Tepanua cbC cungeHadun, (3) npuem Ha cungeHadmn ¢ NPOALKUTENHOCT HaAL,
6 meceua.

CpepgHaTa Bb3pacT Ha naymeHTuTe Npun Fontan-onepayuata e 4,39+1,70 roguHu.
CpegHaTta Bb3pacT Npu 3ano4YBaHe Ha TepanuATa cbC cungeHadun e 6,61+4,50
roguHn (ot 1,5 po 16,7 roguHu). UNHTepBanbT Mexay onepaumsata wu
CTapTUPaHeTO Ha nevyeHuneTo e oT 1,14 roauHu Npeauy onepauunaTa 40 8 roguHu
cnen Hea (3,8%2,6 roanHu). MNMpu 6 geua TepanuATa e CTapTUpaHa npeau
TOTa/IHaTa KaBo-Ny/JIMOHanHa aHactomo3sa (TCPC).

YeTtnpunHagecet (53,8%) ot geuaTa ca c 06wa Kamepa geceH MopdoNOrnYeH Tu1n,
a 12 (46,2%)) — c obwia Kamepa c 1eBOKamepHa mopdonorus.

Mpu 10 peua (38,46%) npe-Fontan nanvaumata e 6Guna 6eHOMHr Ha
benogpobHaTta aptepua, npu 12 (46,15%) mMma npeaxoxaal, CUCTEMHO-
Ny/IMOHaNEH WHHT, a npu 4 (15,38%) HAMa npeallecTBalla onepauus.
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KaBO-I'IynMOHa.HHO HanAraHe Kaso-nynmoHanHo Hanarave

(P <0,001) =

mmHg

B Npean cunpgeHadun B Cnen cungeHadun Npean cungenadmn

A. b.

durypa 20. KaBo-ny/IMOHA/IHO HanAraHe npegu U cnep nNpPUIOXKeHUe Ha
cungeHadpun.

5.5.1. XemoagnMHaMU4YHM AaHHU

KaBo-nyamoHanHo HanaraHe. YCTaHOBM ce CTaTUCTUYECKU 3HAUYMMO NOHUXKEHUe
Ha cpeaHoTo KIMH ot 16,58 + 1,88 mmHg ao 13,80 + 2,20 mmHg (P < 0,001)
(Purypa 20, Tabanua 17). Npu 6 geua c KMH Hag 15 mmHg u TpaHcnyamoHaneH
rpagumeHT Hag 6 mmHg npu KOHTPO/IHATa KaTeTepu3aunAa KbmM TepanuATa ce
[06aBM M BTOPM NYy/JIMOHAaNEeH Ba3ogunatatop (eHAOTeNMHOB MHXMBUTOpP) —
603eHTaH.

BenoapobHo cbaoBo cvbnpoTtusneHue. MsuncneHoto bCC npean npunoxeHue
Ha cunageHadpun e 2,02 £ 0,72 WU. Mo Bpeme Ha nevyeHne CbC cmageHadun 1o e
1,42 + 0,41 WU. YcTaHOBEHOTO NoHMKeHue Ha BCC e ctatnuctnyecku sHauymmo (P
=0,001) (Purypa 21, Tabanua 17).

Benoapo6Ho cCbA0BO CbNPOTHUBAEHNE

(P=0,001)

: -
15
1

B Mpeau cungenadun @ Cneg cungeHadun

®durypa 21. benogpobHO CbAOBO CbNPOTUBAEHUE NPEan U CNen NeYyeHne Cbe
cungeHapun.
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CuctemHa KucnopopgHa catypauma. CuctemHata KUCNoOpoAHa caTypauua
HapacTBa CUTHUPUKAHTHO oT 85,65 + 7,48 % 00 90,72 + 4,53 %. PasnnkaTta mexay
pe3ynTaTuTe No oTHoweHme Ha SatO; cbulo e cTaTUCTUYeckn 3Haumma (P < 0,01)
(burypa 22, Tabnnua 17).

KucnopogHa catypauus

(P = 0,005)

100

. T L

20
® 85 J_

80

70

65

W Npeawu cunpeHadpun B Cheg cungeradmnn

durypa 22. KucnaopogHa caTypauua npegm W cnep nNpuaoXKeHue Ha
cungeHadpun.

OTHoweHue 6enoapobeH/cucteMeH KpPbBOTOK. YCTAaHOBM CE€ 3HAYMMO
HapacTBaHe Ha oTHolweHuneTo Qp/Qs ot 0,71 + 0,21 Ha 0,83 + 0,18 (P < 0,05)
(Tabnwnua 17).

BenoppobeH KpbBOTOK. YCTAaHOBM Ce TeHAEHUMA 3a YyBe/An4yaBaHe Ha
6enogpobHMA KPBBOTOK Cnes NPUNOXKEHNE Ha cungeHadua, KoATo He AOCTUra
CTaTUCTUYECKM 3HAYMMa CTOMHOCT — npeau cungeHadun — 2,66 + 0,59 |I/min,
cnen cungeHadun — 3,05 + 0,83 I/min (P = 0,06) (Purypa 23, Tabanua 17).

BenoppobeH KpbBOTOK

(P =0,06)

Ifmin
w

| -

M MNpepy cungenadun B Cnep cunpeHadun

durypa 23. benoapobeH KPbBOTOK Npeau 1 cies, NPUIOXKEHUE Ha cungeHadun.
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CuctemeH KpbBOTOK. Pa3siMkata B CUCTEMHMA KPBBOTOK npean wu cnep
cungeHadnn e MUHMMANHaA W 6e3  CTaTUCTMYeCKa 3HauYMMmocCT: npeau
cungeHadun — 3,69 + 0,74 |/min, cneg cunpeHadun — 3,73 + 0,86 |/min (P = NS)

(burypa 24, Tabnnua 17).

CucremeH KPBBOTOK

(P =NS)

mil/min
w
w .

B Mpeav cunpgeHadun B Cnep cungenadunn

durypa 24. CucTeMeH KPbBOTOK — Npeaun U cnea NpuioXKeHUe Ha cunaeHadun.

Tabnuua 17. XemogMHaAMUUYHU NOKa3aTeNu Npu eKyBaHUTE CbC cungeHadun

aeua.
Mpeau cunpeHadpun Cnep cunpgeHadpun
MNokasaten
CpeaHo *SD CpeagHo *SD
KMH (mmHg) 16,58 1,88 13,80 2,20 < 0,001
BCC (WU) 2,02 0,72 1,42 0,41 0,001
CucremHa SatO, (%) 85,65 7,48 90,72 4,53 <0,01
Qp/Qs 0,71 0,21 0,83 0,18 <0,05
Qp (I/min) 2,66 0,59 3,05 0,83 NS (0,06)
Qs (I/min) 3,69 0,74 3,73 0,86 NS

5.5.2. (DaKTOpVI, nosainAsallm xemoanHaMmmnyHUTE NOKasaTtenaum npu

NeKyBaHUTe CbC cungeHadpun

bewe HanpaBeH aHa/1M3 Ha 3aBUMCUMOCTTA Ha XeMOANHaMUNYHUTE NOKa3aTes/in OT

KamepHaTa MOp(I)OI'IOI'MFl M TUNA Ha npeaxoxXgawata HamMmeca.



KamepHaTta mopdonorus
[JaHHUTe 33 XxeMoAMHAMUYHUTE MOKasaTenu nNpu geuaTta ¢ AeCHOKamepHa u
NleBOKamepHa mopdosiorma ca npeacrtaBeHn B Tabnuvua 18. Bb durypm 25 1 26
e MOoKasaHa AMHAMMKATA Ha KaBO-MY/IMOHA/NHOTO HanAraHe U 6enoapobHoTO
CbA0BO CbMNPOTUBAEHME MNPU NeYeHne CbC cungeHadun B 3aBUCMMOCT OT
KamepHaTa mopdonorums.

Tabnunuya 18. XemoaMHaAMMUUYHM NOKa3aTen NPy NeKyBaHUTe CbC cungeHapun

Aeua c AecCHoKamepHa 1 1eBoKkamepHa mopdonorus.

MNpeau cunpeHadpun Cnep, cunpeHadun
Mokasarten
KaBo-nyamoHanHo HanaraHe (mmHg) (AK) 16,87 1,92 14,14 2,28 <0,05
KaBo-nyamoHanHo HanaraHe (mmHg) (/1K) 16,18 1,83 13,36 2,11 <0,05
3Haummoct Ha pasnuKata OK/JIK (P) NS NS
BenoapobHo cbaoBo conpotusnexue (WU) (4K) 2,14 0,89 1,43 0,49 <0,05
BenoapobHo cbaoBo conpotusnexue (WU) (/1K) 1,84 0,37 1,39 0,30 <0,05
P NS NS
CuctemHa KucnopogHa catypauus (%) (4K) 85,67 8,44 90,71 4,81 NS (0,061)
CucteMHa KucnopogHa catypauus (%) (/1K) 85,64 6,34 90,72 4,38 <0,05
P NS NS
OTHoweHue 6enoapobeH/cuctemen KpbeoTok (AK) 0,69 0,25 0,79 0,17 NS
OTHoweHue 6enoapobeH/cuctemer KpbBOTOK (/1K) 0,73 0,16 0,88 0,18 <0,05
P NS NS
BenoapobeH KpbBoToK (I/min) (AK) 2,60 0,49 2,87 0,92 NS
BenoapobeH KpbBoTOK (I/min) (JIK) 2,75 0,70 3,28 0,66 NS
P NS NS
CucremeH KpbeoToK (I/min) (AK) 3,58 0,64 3,68 0,96 NS
CucremeH KpbBoToK (I/min) (JIK) 3,83 0,87 3,79 0,74 NS
P NS NS

AK — [ecHokamepHa mopgosoaus Ha cucmemHama Kamepa (n = 14; 53,8%); /IK — JlesokamepHa
mMopghonozus Ha cucmemHama kamepa (n = 12; 46,2%).
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MpomsaHa Ha KINMH

20

15

16.18+1,83
13.36+2,11

mmHg

10

KnH (4) KMH (/1)

M Mpean = Cnep

durypa 25. KaBo-ny/IMOHaZHO HansiraHe B 3aBMCMMOCT OT KamMepHaTa
Mopdonorus (npegu u cnep NpUNoKeHne Ha cunaeHadun. 4 — LecHokamepHa
mopaponoeus, /1 — JlesokamepHa Mopghonozus.

BEI'IOAPOGHO CbA0BO CbnpoTuB/ieHue

= 2.14:0,89
S L5 1.8410,37

1 1.43+0,49 1.3910,30 ===

BCC () BCC (1)

H MNpegn M Cnep,

durypa 26. benoapobHO CbAOBO CbNPOTMUBAEHME B 3aBUCUMOCT OT KaMepHaTa
mopdonorusa — npeam U cnes NPUoXKeHue Ha cungeHadun. /1 — flecHokamepHa
mopagponoeaus, /1 — JlesokamepHa Mopgonozus.

CpaBHEHMETO Ha Aeuata C AeCHOKAaMepHa M sieBoKamepHa mopdonorua He
NMoKa3a 3Ha4YMMa pPas/InKa B M3CNeABaHUTE XEMOANHAMUYHU NApPaMETPU MeXKAY
Te3n ase rpynu (P = NS), T.e. npomaHaTa Ha XeMOANHAMMUYHUTE NOKA3aTeNn Npwm
NeyeHume cbC cunaeHadpun He 3aBUCKU OT TUMA Ha KamepHaTa mopdonorus.
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XemoguHamuuHM NoKasaTenu cnopepg tuna npe-Fontan naamnauyuma

B t1abavua 19 ca npeacTtaBeHU XeMOAMHAaMUUYHUTE NOKasaTenu npeauy u cnep,
NeyeHne cbC cungeHapun B 3aBUCMMOCT OT Tuna npe-Fontan nannauua. MNpu
CpaBHEHME Ha pJeuaTta C npeaxoxaaw, 6eHAMHr U Te3n CbC CUCTEMHO-
Ny/IMOHaNEH LWbHT YyCTaHOBEHaTa Pas/iMka B OTAENHUTE XeMOAUHaAMWUYHMU
noKasaTenn e HecUrHndukaHTHa. N3KknoueHne e 6en1o0apobHUAT KPBBOTOK cnep,
NeyeHne CcbCc cungeHadwun, KOMTO € 3HAYMMO no-ronsm npu geuarta c
npeaxoxaall, CUCTEMHO-MY/IMOHANEH WHHT B CPaBHEHUE C Te3U C Npeaxoxaall,
6eHaunHr (P < 0,05).

Tabnnya 19. XemoaMHaMUYHM NOKA3aTe/IM NPy NeKyBaHUTe CbC cungeHadpun
cnopepg Tuna npe-Fontan naanauua.

Mpeau cungeHadun Cnep cungeHadpun

Mokasaren
CpepHo SD CpepgHo *SD

KaBo-nynamoHanHo HansAraHe (mmHg) * 17,10 2,92 14,00 2,44 <0,01
KaBo-nynmoHanHo HanaraHe (mmHg) ** 16,17 1,85 13,27 2,15 <0,05
3HauUMMOCT Ha pasnuKara */** (P) NS NS

benoapobHo cbaoBoO cbnpoTusaeHue (WU) * 2,36 0,96 1,56 0,51 < 0,05
Benoapo6Ho cbaoBO cbnpoTusneHune (WU) ** 1,78 0,33 1,31 0,28 < 0,05

P NS NS

CucTeMHa KMcnopogHa catypauua (%) * 82,3 7,36 90,0 5,08 < 0,05
CucTeMHa KMCI0poAHa caTtypauusa (%) ** 87,0 7,31 91,36 3,91 NS (0,093)
P NS NS

OTHoweHue 6enogpobeH/cncTtemeH KpbBOTOK * 0,62 0,26 0,79 0,19 NS
OTHouweHue 6enogpobeH/cucteMeH KPbBOTOK ** 0,77 0,16 0,88 0,17 NS

P NS NS

BenoapobeH KpbBOTOK (I/min) * 2,50 0,55 2,55 0,50 NS
BenoppobeH KpbBOTOK (I/min) ** 2,74 0,64 3,30 0,67 NS (0,054)
P NS <0,05

CuctemeH KpbBoToK (I/min) * 3,63 0,37 3,35 0,86 NS
CuctemeH KpbBOTOK (I/min) ** 3,59 0,75 3,79 0,71 NS

P NS NS

* Mpedxoxcdaw, 6eHOuHe (n = 10; 38,46%); ** [pedxoxwdaw, cucmemHo-nyaAMOHaAAeH WoHm (n = 12; 46,15%).

42



5.5.3. 3aBMCMMOCT MeXAy NPOMEHUTE HA XeMOAUHAMUUYHUTE NOKa3aTenu

Mpwn nekyBaHUTe cbC cunaeHadun aeua ce yCTaHOBMXa C/leAHWUTE 3HAYUMMU

Kopenaumm Mexay pPeructpupaHuTe MNPOMEHM Ha XeMoAMHaMWUYHUTE

nokasatenu (Tabanua 20):

e [lpomsaHa Ha BCC kbm npomaHa Ha Qp [ARp (-0,61 + 0,61 WU) kbm AQp
(0,41 + 0,99 ml/min)] (r=-0,492; P < 0,05).

e [lpomsaHa Ha oTHolleHMeTo Qp/Qs Kbm nNpomsHa Ha SatO. [AQp/Qs (0,11
0,20) kbm ASat02 (5,07 £ 6,61)] (r =0,475; P < 0,05).

Mpw cnegHaTa Kopenauma e Haiuue TeHAEHUNS KbM 3HaYMMOCT:

e AQp (0,41+0,99 ml/min) / npomsaHa Ha KMH (ACPP; -2,76+2,65 ml/min) (r
0,389; P =0,06).

I+

Tabnuuya 20. 3aBUCMMOCT MeXay MNPOMEHUTEe Ha XeMOAUHAMWUYHUTE
nokKasartenu.

KoedunuymeHT Ha

MNokasaTtenu xopenauus (1) 3HauumocrT (P)
ARp / AQp - 0,492 <0,05
AQp:Qs / ASatO; 0,475 < 0,05
AQp / ACPP 0,389 0,06

B rabnvua 21 ca npeactaBeH XeMoAMHAMUYHUTE NOKa3aTeIn Npu IeKyBaHUTe
CbC cunaeHadun cnopen HaaMYMeTo Ha peHecTpaums.

5.5.4. MpocnepasaHe Ha NeKyBaHUTe CbC cunaeHadun pgeua

Mpn HUTO egHO OT AeuaTta He ca HabntogaBaHM CTPaHMYHKU edeKTU, Hanarawm
cnupaHeto Ha CungeHadwun. [lpu pBe OT Aeuata  pPerncTpypaHute
XeMOAWHAMMYHM [OaHHW TMO03BOJIMXA CNMpaHe Ha neyeHueTto. [lBama oOT
npocneasBaHUTe MaUMEHTU ca C NPOTEUH-rybella eHTeponaTusa, pa3Buaa ce
cnegonepaTMBHO U NPUNOKEHNETO Ha cungeHadun nogobpu xoaa Ha bonectra
M Hamanu YyectoTaTa Ha peumamsute. lNpun wecTt geya, NpM KOUTO B X043 Ha
npocsenABaHETO ce YCTaHOBM NMCA Ha 3HAaYMMO NOB/IMABAHE UM NOBULLABAHEe
Ha KIMH, Kbm TepanuATa ce p[06aBuM BTOPM CENEKTUBEH My/MOHaNEH
Baszoaunatatop — 603eHTaH. XeMOAMHAMMUYHUTE AaHHWU cnef, 3anoyBaHe Ha
603eHTaH He ca BKAKYEHW B MNpoyyBaHeTo. EAHO OT Aeuata NoynHa OT
YCNOXHEHUA Ha NnacTuyeH bpoHxuT, AeboTnpan cneq Fontan-onepaymaTa.
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Tabauua 21. XemoguHaMMUYHU NOKA3aTeIn NPU NeKyBaHUTe CbC cungeHadpun

cnopea HanuumeTo Ha peHecTpauma.

Mpeaun Cnep,

Nokasaten cunpgeHadpun cunpgeHadpun

CpeaHo *SD CpeaHo *SD
KaBo-nynamoHanHo HanaraHe (mmHg) * 15.80 1.10 13.60 3.21 NS
KaBo-nynmoHanHo HanaraHe (mmHg) ** 16.76 2.02 13.95 2.00 <0.001
3HauUMMOCT Ha pasnuKara */** (P) NS NS
BenoapobHo cbaoeo cbnpotusnexume (WU) * 2.03 0.65 1.16 0.25 <0.05
BenoapobHo cbaoeo cbnpotusneHue (WU) ** 2.01 0.75 1.48 0.41 <0.01
P NS NS
CuctemHa KucnopogHa catypauma (%) * 95.00 3.39 96.20 1.92 NS
CuctemHa KucnopogHa catypauma (%) ** 83.43 6.38 89.71 4.16 <0,01
[ <0,01 <0,01
OTHoweHue 6enogpobeH/cnucTtemeH KpbBOTOK * 0.94 0.05 1.03 0.16 NS
OTHoweHue 6enogpobeH/cncTtemeH KpbBOTOK ** 0.68 0.13 0.79 0.15 <0.05
P <0,001 <0,01
BenogpobeH KpbBOTOK (I/min) * 3.02 0.77 3.67 1.19 NS
BenogpobeH KpbBOTOK (I/min) ** 2.57 0.50 2.87 0.66 NS
P NS <0.05
CuctemeH KpbBoToK (I/min) * 3.19 0.71 3.71 1.08 NS
CuctemeH KpbBoToK (I/min) ** 3.81 0.72 3.70 0.82 NS
P NS NS

* be3 peHecmdvp (n = 5); ** C peHecmdvp (n = 21)

5.6. lekomneHcauua Ha Fontan-umpKynayumara

3a nepuosa Ha npocnegasaHe Ha nauueHtTute npu 12 ot Tax (16,9%) ce
YCTaHOBMXA AaHHM 33 AeKomneHcaums Ha Fontan-umMpKynauuata: npoTeuH-
rybeuwa eHteponatma npu 4 geua (5,6%), nnactmyeH 6poHxMT nNpu 2 geua (2,8%)
n npoasu Ha CH c KaTeTepusauMOHHN AaHHU 33 NOBULUEHO KaBO-MY/IMOHANHO
HanaraHe npu 7 (9,9%).
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5.7. NporHo3a cnepn Fontan-onepauua

3a nepuopaa Ha npocneasasaHe (11,83 + 5.02 roanHu cnep onepaumsTa; 6,70 +
4,15 roguHu cnep nocnegHata KateTepusaums) ca nodmHanun 4 (5,6%) ot
nscnegsanmte 71 naymeHtn: 1 — HLHS, 1 — nyamoHanHa atpesna C MHTaKTeH
KamepeH centym, 1 — gebanaHcmpaH AVSD B pamKuTe Ha xeTepoTakcus, 1 —
DORV. Npu Tpuma OoT novynHanute Npu npocieaasaHeTo naumeHT MHBA3NBHO
Ca PerucTpmpaHn HebnaronpuUATHU XeMoAMHAMUYHM NoKa3aTenun. [Mpu egHo oT
NoYnHanNuTe geua Ha BTopaTa rogmHa cneg onepaumata gebrotmpa egHo oT Han-
TeXKute Fontan-cBbp3aHW YCNOXKHEHMA — naactuyeH 6poHxut. Mpu egHa
nauneHTKa B OTAasied4eHaTa cnegonepaTtMBHa €BOOUMA MMaMe OaHHM 3a
pa3BUTME Ha NpPOTEMH-Tybela eHTeponaTUA W TeXKa AeKOMMeHcauua Ha
Fontan-uupKynauma cneg paxgaHe.

Mpw oTaanevyeHoTO NpocnegABaHe obuLaTa CMbPTHOCT € NO-BMCOKA B rpynaTta Ha
HedeHecTpupaHute (HP) naumeHTn (2 ot 19 HO naumnenTn; 10,5%), B cpaBHEHUE
c rpynata Ha ¢eHecTpupaHuTte (2 ot 52 deHecTtpupanu; 3,8%). OT gBamarta
noynHanu HP-naymeHTN eanH e ¢ naactuyeH 6poHxmt n 1 c HLHS chea Norwood-
npoueaypa ¢ gekomneHcauma Ha Fontan-umpkynaumaTta. EGMH OT noymHanute
deHecTpupaHu NaymMeHTn e ¢ geKkomneHcauma Ha Fontan-uypkynaumarta v MIE,
a Apyruar e cnen aedpeHectpauma n emb6oansauma Ha KopoHapHa AV ¢uctyna.

6. ObOBLUEHUE

6.1. MopdonoruuHu n gpyrm gaHHU Npu uscneasaHuTe NauueHTn

MopdonormuHa gmarHosa. [pu nscnegBaHMTe OT HAC NALMEHTU HaW-yecTaTa
MopdosiorMyHa AnarHosa e 0AcHa Kamepa ¢ 0eoeH u3xod (DORV) — n = 14
(19,7%).

KamepHa mopdonorua. B HawaTa rpyna npeobnagaBawmaTt 6pon naunmeHT ca
C AecHOoKamepHa mopdonorma Ha obuwarta kamepa (OAK mopdonorus: n = 39,
54,9%; 1K mopdonorua: n =31, 43,7%).

deHecTpauuma. Mpun 52 (73,2%) oT HawKUTe NAUMEHTUN e cb3aaaeH deHecTbp. Mpu
24 (46,2%) e ocblLLeCcTBEHA MHTEPBEHUMOHANHA AedeHecTpaums, npu 18 (34,6%)
deHecTbPbT Ce e 3aTBOPUA CNOHTaHHO, a npu 10 (19,2%) To nepcucTnpa B xoaa
Ha npocneasBaHeTo.
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6.2. XemoanHamuKa (06wm gaHHM)

KucnopopgHa carypauua. [lpu wm3cnegBaHuMte NaumMeHTUM yCTaHOBEHaTa
cneponepatnBHo SatO; e 3HaYMMO MNO-BUCOKA B CpaBHEHME CbC CUCTEMHATA
KMCnopoaHa caTypauma npeau onepaymarta (P < 0,001).

benoapobeH KpbBOTOK. Pa3ninKkaTa B pe3yntatute 3a 6enoapobHma KpbBOTOK
npegu v cneg onepaumata He e CTaTUCTUYecKkn 3Haunma (P = NS).

CuctemeH KpbBOTOK. CUCTEMHUAT KPBBOTOK cnes Fontan e 3HaYMMO No-manbK
B CpaBHeHWe ¢ npegonepatmeHua (P < 0,05).

OTHoweHue ,6enoapobeH/cuctemeH KpbBOTOK”. [pu HawuTe NaUMEHTH
oTHoweHneTo Qp/Qs cnen onepaumsTa € 3Ha4YMMO MO-BUCOKO OT TOBa Npeau
onepauusaTa (P < 0,001).

KamepHo TeneauactonHo HanAaraHe. YCTaHOBEHOTO OT Hac KamepHo TAH cnep
onepaumsaTa e 3HaYMMO NO-HUCKO OT npeaonepaTnueHoTo (P < 0,05).
Kaso-nynamoHanHo HanAaraHe. Pe3syntatute 3a KIMH npegn onepauymAaTta n npu
nocnegHaTa KateTepmsaums He ce pasanyasaT 3Haunumo (P = NS).

BenoapobHo cbao0BO cbNpoTUBAEHUE. benoapobHOTO CbA0BO CHNPOTUBAEHUS
npeaun onepauusaTa u cnepg Hea He ce pasanyasa 3HaumMmo (P = NS).
TpaHcnyamoHaneH rpagueHT. TpaHCNy/IMOHANHUAT TPagUeHT B OTAa/leyeHuA
nepuos e 3Ha4Mmo No-BMCOK OT TO3U Npegm onepauymaTta (P < 0,05).

6.3. XemogmMHaMUUYHM NOKa3aTeNn B 3aBUCUMOCT OT KamepHaTta mopdonorusa

MpeaonepaTtBHO. AHANM3BT HA XEMOANHAMUYHUTE NOKasaTenn npeamn Fontan-
onepauuATa Npu geuata ¢ AeCHOKaMepHa 1 1eBOKamepHa Mopdonorna nokasa
3Haunmo no-eucoko BCC npu pgeuata ¢ OAK mopodonorua (P < 0,05). He ce
YCTaHOBM 3HayMmMa pas3/iInka B CUCTEMHATa KUCNOPOAHA CcaTypauua, Kaso-
Ny/IMOHANIHOTO HanAraHe, KAMEPHOTO TeNeANACTONHO HanAraHe, benogpobHmA
KPbBOTOK, CUCTEMHMA KPbBOTOK M OTHoweHWeTo ,6enoapobeH/cuctemeH
KPbBOTOK".

CneponepatuBHo. [laHHUTEe OT oOTAajsledeHaTa KaTeTepusauma MNOKasaxa
3HAYMMO MO-BUCOKO TeneamacToNHO HanAaraHe npu geuarta ¢ AeCHOKamepHa
Mop¢dosiorna B cpaBHeHMeE C Te3n ¢ ieBokamepHa mopdonorus (P < 0,05). Mpwu
oTAaneyeHaTa OUEHKa oTHoweHueto Qp/Qs npu onepupaHute ¢ OK
Mmopdonorna e 3Ha4Mmo no-HMUcKo ot Toea npu JIK mopdonormsa (P < 0,05). Mpwm
OoTAaneyeHata KateTepusauma OCTaHaIUTe XeMOAMHAMMUYHM MOKas3aTenun He
NOKa3axa 3Ha4YMMa pasIMKa Mexxay ABeTe rpynu.
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NMpomaHa Ha XxemoaMHAMUYHUTE NMOKa3aTeNn B X043 Ha NpocneaAasaHeTo Ha
nauueHTute. N B ABeTe rpynu ce otyeTe 3HAYMMO MOBULLEHME HA CUCTEMHATA
KMCNopogHa caTypaumsa cnpamo npegonepaTuBHuTe gaHHu (P < 0,001). B xoaa
Ha NpocnegABaHETO KAMEPHOTO TeNeaNacToONIHO HanAaraHe npu nauymeHtTute ¢ J1IK
Mmopdonorna nokasa 3Ha4Mmo noHukenue (P < 0,01), aokaTto npu Te3m ¢ OK
Mopdonorna e Haanuue MMHUMaNHA, HeCUrHUOUKAHTHaA NpomaHa Ha TAH. Mpwu
naymeHTuTe ¢ gBete mopdoaornm ce yCTaHOBABA NOBULLEHME HA OTHOLIEHMNETO
Qp/Qs, Ho B rpynaTa ¢ K mopdonorus To e 3Haummo (P <0,01), aoKaTo B rpynaTa
c JIK mopdonorna e Hanmue TEHAEHUMA KbM NOBULUEHME, KOETO He J0CTUra
CTAaTUCTUYECKM 3HAYMMaA CTOMHOCT.

6.4. XemogMHAMMNYHM NOKa3aTe/IM B 3aBUCUMOCT OT TUNA npeaponeparnsBHa
naanayua

NMpeponepatusHo. [1pn oueHKaTa npean Fontan-onepauymaTta Nnpun naumeHTUTE C
npeaxoxKaall CUCTEMHO-MY/IMOHANEH LWBHHT Ce YCTAaHOBABAT 3HAYMMO NO-HUCKA
CUCTEMHA KUC/NIOPOAHA caTypauma B CpaBHeHMe ¢ nayueHTuTe ¢ 6eHguHr (P <
0,05), no-manbk 6enogpobeH KpbBOTOK (P < 0,05) M NO-HUCKO OTHOLLIEHUE
,oenogpobeH/cnuctemeH KpwbBoTok” (P < 0,05). OcTaHanute u3cneaBaHu
NOKa3aTesIn He NOKA3BaT CTaTUCTUYECKM 3HAYMMA PA3NMKA.

CneponepaTMBHO XeMOAMHAMUYHUTE NOKa3aTeNn He ce pa3ainyaBaT 3Ha4YnMmo.
NMpomaHa Ha xemoauMHaAMUYHUTE NMOKa3aTeNn B X0A4a Ha NpocneanaBaHETO Ha
nauueHTuTte. Ml B gBeTe rpynun ce pernctpmpa 3Ha4yMmo nosuweHue Ha SatO;
cnpAamo npegonepatuBHUTe nokasatenu (P < 0,001). MNpu npocneasBaHeTo Ha
nauneHTUTEe C npeaxoxaaw, 6eHanHr kamepHoto TAH nokasa CTaTUCTUYECKM
3HauMmo noHmKeHne (P < 0,05). B rpynata ¢ npegxoxkaaw, CUCTEMHO-
NY/IMOHANeH WHHT NOHM¥eHneTo Ha TH e MUHUMANHO N He e CTaTUCTUYECKN
3HauMmo. B rpynaTta ¢ npeaxoxkaall, CUCTEMHO-MY/IMOHANEH WHHT ce YCTaHOBMU
3HaAYMMO yBenM4YaBaHe Ha benoapobHmusa KpbBoToK (P < 0,01) 1 noBMLLaBaHe Ha
oTHoweHneto Qp/Qs (P < 0,001). U3MmeHEeHNEeTO Ha OCTaHaNMUTE NOKa3aTenu npu
npocneaaBaHeTo He € 3HAYMMO.

6.5. XemoamMHamun4yHM NoKasaTenu npu peHecTtpupaHuTe NaLUeHTU

YcTaHOBEHaTa OT Hac cneaonepaTtMBHa KMCA0POAHa caTypaLmnsa e 04aKBaHO Mno-
BMCOKA B rpynata Ha HedpeHecTpUpaHUTe nauMeHTU B CPaBHEHWE C
deHecTpupanute (P < 0,05).
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MpegonepaTMBHo oTHoweHMeTo Qp/Qs B ABeTe rpynu He ce pasnn4yasa
CUTHUPUKAHTHO, AOKaTO NpU OTAasNeyeHOTo npocnieaasaHe Qp/Qs e 3Ha4YMMO
no-HUCcKo npu peHecTpupaHuTte nauymeHTn (P < 0,001).

CpeaHOTO KaBO-MY/IMOHANIHO HanAraHe B rpynata Ha ¢eHecTpupaHuTe
npeaonepaTMBHO € CUFHUPUKAHTHO MO-BMCOKO B CpaBHEHME C Tasn Ha
HedeHecTpupaHuTe naumeHtTn (P < 0,01), HO npu cnepgonepaTMBHOTO
npocneanasaHe pasnmkarta 8 KMNH npu aoBeTte rpynu He e CTaTUCTUYECKMN.
MpeponepatnsHoto TAH npu naumeHTUTe ¢ GeHeCTbp € CUTHUPUKAHTHO Mo-
BMCOKO OT TOBa Npu HedeHecTpmupaHuTe naumeHtn (P < 0,05). NMpu nocnegHaTta
cnepornepaTMBHA KaTeTepusaumna pasamkaTa Mexay ABeTe rpynu He e 3Hauyuma.

6.5.1. Pesyntatu npu BpemeHHa oKny3ua Ha peHecTbpa

KucnopopgHa catypaumsa. [1py BpeMeHHaTa OK/y3nA Ha ¢deHecTbpa B rpynarta C
nocneagawa gePpuUHNTUBHA gedeHecTpauma ce YCTaHOBM 3HAYMMO NOBULLEHME
Ha cucTemHaTa KucnopopgHa catypauma (P < 0,001). TakaBa npomsiHa bele
OTYETEHA M MNpPU BPEMEHHUTe OKay3mm 6e3 nocneasawa AePUHUTUBHA
AedeHectpaums (P < 0,001).

KaBo-nynamoHanHo HanaraHe. B rpynata ¢ nocnegsawa peduHUTUBHA
AedeHecTpauma ce yCTAaHOBM NEKOCTENEHHO HECUTHUUKAHTHO NMOKAyBaHe Ha
KMNH (P = 0,141). B 7 oT cay4yauTe npu BpPeEMEHHATa OKAy3ua ce YCTAaHOBMU
n3paseHo HapactBaHe Ha KIH. Mpu TAX He ce NpemMuMHa KbmM AePUHUTUBHA
pedeHecTpaums.

CuctemeH KpbBOTOK. [lpy HawuMTe NaumeHTM C nocnegsawa AePpUHUTMBHA
AedeHecTpaumsa Npy BpeMeHHaTa OKNy3us ce YCTAaHOBU 3HAYMMO NOHUXKEHME Ha
CUCTEMHMUA KPbBOTOK (P < 0,01), HO Npu BCUYKM naumeHTn 1o e nopm 30% ot
n3xoaHuAa. CUCTEMHUAT KPbBOTOK NpPU U3CNe[BaHUTE OT HaC MauueHTw,
NpeLeHeHn KaTo HenoaxoaAwm 3a aedmMHUTMBHA aedeHecTpaumnsa, HamanAsa
curHnduKkaHTHo. Mpu 10 oT u3cnegBaHUTe OT HAc Aeua He e OCbLLEeCTBEHO
AedPMHUTMBHO 3aTBapAHe Ha ¢eHecTbpa. [lBe OT TAX Ca NpeueHeHW KaTo
HenoaxoaAwmM 3a pgedeHecTpauma nopagu YCTaHOBEHM HebnaronpuATHU
XeMOAMHAMUYHM NOKa3aTeNn Npu oueHKaTa B H6a3asnHU ycnoBUA N BpeMEHHa
OKNy3MA Ha GeHecTbpa He e n3BbpLuBaHa. MNpun egHO aeTe c oNTMMaNeH OTFOBOP
cnef TectoBa OKNy3nsa (GeHeCcTbpbT He ce 3aTBOPM MOpaau Ha/AMYMETO Ha
XMnonnaasma Ha KNoHoBeTe Ha benoapobHaTta apTepua ¢ nHaekc Ha Nakata 120
mm?/m?2. MNpu ocTaHanuTe NauMeHTU pelleHMeTo 3a OCTaBAHe Ha OTBOPEH
deHecTbp € B3eTO Ha 6asaTa Ha pe3ynTaTa OT TECTOBATA OK/Yy3UA — M3PA3EHO
NoBULLEHME Ha KaBO-NMY/IMOHA/IHOTO HansAraHe (ot 14,86 + 0,90 mmHg no 18,14
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+ 1,07 mmHg [P < 0,001] 3a rpynaTa), KakTo U NOHUKEHUE Ha CbpaeYHUs aebut
(3,86 + 0,52 |/min Ha 2,75 + 0,46 |/min [P = 0,001]) n cMCTONHOTO apTepUanHo
HansaraHe (ot 95,71 + 9,29 mmHg a0 80,86 + 8,11 mmHg (P < 0,01)).

Mpu oOTAane4YeHOTO NpocneasiBaHe Ha AedeHecTpupaHuTe NauUeHTU
oTbenasBame CUrHUPMKAHTHA peayKUMs Ha KucaopopgHaTa catypauma (P <
0,001) ¥ HapacTBaHe Ha cbpaeyHua pebut (P < 0,05), ¢ MMHMManNHO,
HECUIrHUOUKAHTHO NOBULLEHME HA KAaBO-MY/IMOHANHOTO HanAraHe. O6ACHeHNEeTO
Ha TO3n (PeHOMEH € CBbpP3aHO C OTBAPAHETO Ha Aebapacupally BEHO3HMU
KoJ1laTepanun npu 4act ot gedpeHecTpupaHuTe naumeHTn (BepoaTHO BCaeacTBUE
Ha BK/IHOYBAHE B AENCTBME Ha CbLLECTBYBALLM BEHO3HM KaHaM), U3NbAHABALUM
OYHKUMATA HA BEHTUAI C AACHO-NIAB LWBHT, 3HAYMM MPM YacT OT NauueHTuTe.
BUONOrMYHMAT CMUCHA Ha Tasu NPOMAHA € 3anasBaHe Ha CbpAeyHUs AebuT 3a
CMeTKa Ha CUCTEMHA UMaHo3a. Pe3ynTtaTute oT MHTEPBEHLUMNTE, HACOYEHU KM
3aTBapsAHE Ha Te3M KOMYHMKALMKU, HEe NOKa3BaT AbJAroTpanHa epeKTUBHOCT Mo
OTHOLUEHME Ha CUCTEMHATa KUCN0pOoAHa caTypaums.

6.5.2. NpoToKOoAN 32 MHBA3UBHA XeMOAMHAMUYHA OLLleHKa Ha ¢peHecTpupaHuTe
Fontan-nauyuneHTun

Hama eguHeH, opuumanHo npmet NPOTOKON 3@ MHBA3MBHA XeMOAWMHAMUYHA
OLLeHKa Ha ¢peHecTpupaHuTe Fontan-nauneHTn, KaHANAATK 3a gedeHecTpauus.
Cnep 2010 r. HMe apanTMpaxme npoTokonute Ha Bridges, Hijazi u Pihkala,
npenopbyBalLM AeTalHA OUeHKA Ha Ha3anHuTe XeMoAMHAMMUYHWN NapameTpu
npean u cneg BpeMeHHa oKny3uma Ha peHecTpauymATa.

Mpunenn cme cnegHUTe Kputepum 3a AedUHUTUBHO 3aTBapAHeE Ha

deHecTpaumaTa:

®* HapacTBaHe Ha cuctemHarta SatO; Hag 90 %,

®* OBMLIABAHE HA KAaBO-MY/IMOHANHOTO HanAaraHe < 4 mmHg OT M3XOAHOTO
(makcumanHo go 16 mmHg).

* MoOHWUXKaBaHe Ha SatO; B cmeceHa BeHO3Ha KpbB < 20 % oT M3xogHaTta (Mam
apTepuno-BeHo3Ha pasnunka ao 30%),

* HamanABaHe Ha CbpAeYHuA Aebut c no-manko ot 30 % oT U3XoAHUA,

® NOHMXaBaHe Ha CUCTO/IHOTO apPTEePUaANHO HaANAraHe C No-MasKo oT 15 mmHg
OT U3XO4HOTO,

* unca Ha aebapacupalliy BEHO3HWU KolaTepanu.
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CbliecTByBaT Apyrv, AoCTa No-nnbepanHM NPOTOKOAM 3a OLeHKa Ha Fontan-
XeMoAgMHaMMKaTa M MoCTaBAHE Ha WMHAMKauuMu 3a aedeHectpauma. Hawerto
MHEHME €, 4Ye KONKOTO Mo-noApobHa U CTPUKTHA € OueHKata B
KaTeTepusaumMoHHaTa NabopaTopus, TOIKOBa NO-Ma/lka € BepPOoATHOCTTa Aa ce
HaBpeau Ha naumeHTa ¢ Fontan-umMpkynaums.

6.6. CunpeHadun cnep Fontan-onepauus

Pe3yntatuTe OT HaWeTO NPOy4YBaHE MOKa3axa, Ye JIeYeHNEeTo CbC cuageHapun
npu NaumMeHTU CbC 3aBbpLUEHN eTann Ha Fontan-onepaunsa nma 6aaronpuAaTeH
edeKT BbpXy XeMoAMHAMMKATA.

Hawwute paHHM NOKa3BaT CUTHUPUKAHTHO TMOHMMKABAHE HA WHBA3UBHO
M3MEpPEHOTO CPeAHO KaBO-NMY/IMOHAaNHO HansraHe n 6enogpobHOTO CbAOBO
CbNPOTMBIEHME NPU ABATOTPANHO NPUNOKEHNE Ha cunageHapun.

Mpn wunscnepgBaHMTe OT HAC MaUMEHTUM CUCTEMHATA KUCAOpoAHa caTypauma
HapacTBa 3Hauyumo (P < 0,01).

Mo oTHOWeHMe Ha Be/sInYMHaATa Ha 6enoapobHMA KPbBOTOK HalUTe pe3ynTatu
NOKaseBaT TeHAEHUMA KbM HapacTBaHe, KaTO MpPOMAHATa He A[o0CcTura
CTaTUCTUYECKM 3Ha4YMMa cTomHocT (P = 0,06).

Mpun n3cnegBaHMTe NAULMEHTU HE HAMMpPaAMe 3HaYMMa Pas3/iIMKa B OTroBOpPa Ha
MoAy/MpaHaTa cbC cungeHapun benogpobHa cbaoBa PEAKTUBHOCT MeXKAay
nauueHTUTE C AACHO- UM IeBOKamepHa mopdosorna Ha obuwata kamepa. CobLLo
Taka HAMA CblLeCTBEHA pas3/iIMKa B OTroBOpa KbM MPUNOXKEHUE Ha
dochogmectepasa-5 WMHXMOUTOP B 3aBMCMMOCT OT TuMa Ha npe-Fontan
nannaumaTa.

6.7. MNporHo3a B oTAanevyeHaTa eBONOLMA NPU NaymeHTuTe cnep Fontan-
onepauua

AHaNU3bT Ha AaHHUTE 33 NPeXXUBAeMOCTTa 3a nepuog ot 6,70 + 4,15 roanHm
cnen nocnegHata KateTepusauua C M3MNOAN3BaHE Ha NpeanoXXeHaTa TOYKOBa
cuctema (nocnesHa Katetepusaums) NoKassa, Ye 1 oT NoYMHANINTE NALUUEHTU € C
OLleHKa, nonagawa mexay 5 n 8 Touku (cybontumanHa), a ocTaHaAuTe TpPUMa
noynHanM nonagat B rpynata ¢ HebnaronpuaTHa oueHka (= 9 T1.). OT TaX
NauMeHTbT C MaKCMMaHa HebnaronpusaTHa oueHKa e ¢ 15 Touku (Tabauua 22 u
23).
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Tabauya 22. CMbPTHOCT cnopea, TOYKOBaTa CMCTEMa 3a OL,eHKa Ha NpPorHo3ara

(mexxauHHa KaTeTepusaums).

OueHKa Bpoi MpoueHT MounHanu MpoueHT
<4T. 23 32,4% - -
5-8T. 36 50,7% 1oT136 2,8%
29T, 12 16,9% 3otr12 25%

Tabauya 23. CMbPTHOCT cnopea, TOYKOBaTa CMCTEMa 3a OL,eHKa Ha NporHo3ara

(nocnepgHa KateTepusauus).

OueHka Bpoiu MpoueHT MounHanu MpoueHT
<4T. 23 32,4% - -
5-8T. 36 50,7% 107136 2,8%
>9T. 12 16,9% 30112 25%

an dHA/IN3 Ha pPe3yNTaTuTeE OT MeXANHHA U NocneaHaTa KaTeTepmn3aymnAi bewe

oueHeH npexoasvrT OT €ANH KbM ApPYr NPOrHOCTUYEH Ka1laC cnoped To4YKoBaTa

CMCTeMa 3a OUEeHKa Ha nporHo3aTta (Tabanua 24, dGurypa 27).

L npl/l npocnegAaBaHeETo Ha NaUUMEHTUTE OT rpynata C ONTUMaJZIEH PE3YyATaT

npu 2 aeua (20%) ce ycTaHOBM NpeMMHABaHe B NO-FOpHA PUCKOBa rpyna.

e OT rpynaTta cbc cybonTMmanHa oLeHKa Tpuma naumeHTn (8,8%) npemmnHaxa

B NO-6naronpuATHUS NPOrHoCcTMYeH Knac wu Tpuma (8,8%) — B no-

HE’6I’IaI'OI'IpMFITHVIFI Knac.

e Ot rpynata c HebnaronpusatHa oueHka 4 (36,4%) npemuHaxa B no-

6J'IaI'OI'IpMF|TH nA CY6OI'ITMMa!'IeH Knac.

Tabauua 24. MNpexoan mexay rpynute Npu npocaeaaBaHeTo HA NaLUeHTUTe

(nocnepgHa KateTepusauus).

OueHka U3xogHo BnowaBaHe | be3 npomsaHa | MopobpeHue
OonTumanHo 10 2 (20%) 8 (80%) -
CybonTtumanHo 34 3 (8,8%) 28 (82,4%) 3 (8,8%)
He6bnaronpusaTtHo 11 - 7 (63,6%) 4 (36,4%)
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OnTUManHa OLEeHKa

OnTUManHa oLeHKa

<4T 8 ¥ 4T,
(n=10) (n=11)
3
2
CyBonTMManHa oLeHKa . Cy6OnNTMManHa oLueHkKa
5-81. 28 " 5-871.
(n=34) (n=34)
4
HebnaronpuaTHa 3 HebnaronpusaTtHa
oueHKa . OLeHKa
29T, 29T,
(n=11) (n=10)

MeguHHa KaTeTepu13auma

OTaaneuyeHa KaTeTepusauma

durypa 27. [IvHaMnKa mexay rpynute npm NnpocieaABaHeTo Ha NauneHTuUTe.

Mpw aHann3 Ha ROC-KpuBaTa ,, TOYKOBA OLLEHKA — CMbPTHOCT" yCTaHOBUXME, Ye
OUeHKa = 9 npeackasBa CMbpTeH wm3xod C udyscTBuTenHoct 75,0 % w
cneunduryHocT 86,6% npu naow, nog Kpmeata 0,916. OueHKa = 7 npeacKkasBa

CMBPTEH n3xog, c YyscteutenHoct 100,0 % u cneuynduyHoct 75,0% (Durypa 28).

ROC Curve
10
0.8
2 057
=
=
w
=
1]
N g4
0.2+
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0.0 0.2 0.4 06 08 10
1 - Specificity

Area Under the Curve

Test ResultVariahle(s): Score

Asymptotic Asymptotic 85% Confidence
Sig.b Interval
Area Std. Error® Lower Bound Upper Bound
916 050 005 818 1.000

durypa 28. ROC-kpuBaTa ,, TOYKOBA OLLEHKA — CMbPTHOCT".
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7. NpoToKon 3a npocneasasaHe U XeMOAUHAMMUYHA UHBA3UBHA OLEHKA
Ha naymeHTuTe c BCM TMN 06LWa Kamepa cnep 3aBbpLUBaHe
eTanuTe Ha GYHKLUMOHANHA KopeKuua Tun Fontan

1. PyTMHHA KaTeTepmsauma Ha BCUYKM NaumeHTU cneq Fontan-onepauyma c
deHecTbp B KpaA Ha nbpBaTa rogmHa cneg onepaumata. lNpu Kaso-
NYIMOHANHO HanAraHe nog 16 mmHE — BpemeHHa OKAy3MA Ha
deHecTpaumnATa € HOBa XeMOAMHAMMYHA OUeHKa cneg 10-Ta mMuHyTa.
AHrnorpadumte ga ce OCbLLECTBABAT NO BPEME Ha TecToBaTa OKAy3uA. [1o
TO3M HAYMH MOXKe 43 Ce OLLeHW KbMMNAANbHCBLT Ha Fontan uypKynauma Kbm
,OCTPO“ 06emMHO obpemeHaBaHe. 3aAb/XKUTENHU aHrMorpadum BbB BeHa
WHOMWHATa, BEHa HOrynapuc UHTEpPHaA M NPOKCMMaaHaTa 4act Ha ANB 3a
U3KNOYBaHe Ha pgebapacuMpaliM BEHO3HM KonaTepanu. AKO TakuBa ce
OTKPUAT, Te TpAbBa Aa ce emboan3MpaT NbPBU NPeay B3eMaHe Ha pelleHmne
3a gedeHecTpauma. BeHTpuKynorpadua 3a oLeHKa Ha CUCTOIHATA KaMepHa
GYHKUMA, aHrMorpadmsa B acueHAeHTHaTa aopTa (3a4b/KUTENHO npu
Hannume Ha Damus-Kay-Stansel aHacTtomo3a) npu AaHHM 33 aopTHa
MHCYyOMUMEHUMA, TOpaKanHa aopTtorpadma 3a M3KAKOYBAHE HA aopTo-
Ny/IMOHANIHM KOoNaTepanu.

2. NHamkaumsa 3a paHHa KaTeTepusauma (Nnpean nbpeaTa rognHa) € NoBULLEHO
B paHHMA cneponepatuBeH nepuwog KMH wam gaHHW 33 ,XUPYPTrUYHMK
oCcTaTbUM” — aHTeporpaseH Ny/JIMOHaNEH KPbBOTOK, CTEHO3U UKW AUCTOP3UK
Ha Fontan-aHacToMo3uTe UM KNOHOBETe Ha BA, NpoabAKUTENHO OTAENsHE
OT APEHAXKNTe, XUI0TOPAKC, CbMHEHME 33 CMOHTAHHA OK/y3MA Ha peHecTbpa
B paHHUA cnefonepaTMBeH Nepuos, KoraTo Toi e Heobxoanm 3a no-6bp3aTa
afanTauma KbMm moanduumMpaHaTa eAHOKaMepHa LMPKynaums.

3. KaTteTtepusaumsa c MHBA3MBHA OLLEHKA Ha XeMOoAMHaMKKaTa 3a BCUYKKM DI Ha
5-Ta roguHa cnep onepauvATa M npegu HaBbpwBaHe Ha 18 roauHwu.
KaTeTepunsauuaTa BKAOYBA NbAHA XeEMOAMHAMMNYHA OLLeHKA C MaHOMETPUU B
Me, AMNB, gBata KnoHa Ha BA, BKAWMHEHO Ny/AMOKANMAAPHO HanAraHe,
CUCTO/IHO U TeNeAnacTo/IHO HansraHe B obLLLaTa Kamepa, CUCTEMHO HaAraHe.
OKkcnmeTpun OT ABeTe NpasHUM BEHM 33 U3YMCNABAHE Ha caTypaumA Ha
CMeceHa BEHO3Ha KpbB, ABeTe benogpobHu aptepum n aopta. KucnopogHata
catypauua B BB (npu namMnca Ha napeHxumHa 6enoapobHa nesus) ce npuema
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3a paBHa Ha 95% naun Ha aopTHATa, aKo TA e Hag 95%. AHrnorpadum BbB BEHA
WHOMWHATa, BEHa Hrynapuc MHTEpPHA M NPOKCMMAaAHaTa 4act Ha ANB 3a
N3KNoYBaHe Ha gebapacmpallm BEHO3HU Konatepanu. BeHTpukynorpadums 3a
OLLEHKA Ha CMUCTO/IHATa KamepHa GyHKUMA, aHrnmorpadma B acLeHAeHTHaTa
aopTa (3aabkuTEeNHO NpU Hanmnyume Ha Damus-Kay-Stansel aHacTtomo3a) npwu
AAHHW 33 a0PTHA MHCYPULMEHLMNA, TOPAKANHA aopTorpadma 3a U3KAKOUYBaAHE
Ha aOpPTO-NY/IMOHA/IHM KOJ1laTepanm.

Mpn KaBoO-Ny/IMOHANHO HanAraHe Hag 15 mmHg 1 TpaHcnyaMmoHaneH

rpagueHT Hag 6 mmHg — BKAOYBAHe Ha Ny/AMOHaNeH Baszogunatatop. AKo
TaKbB BeYye UMa B TepanuaTa, obaBAHe Ha BTOPU MeANKAMEHT.
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8. u3soau

XemoauHaMn4YHaTa OLEHKa Ha nauMeHTuTe ¢ KomnaekcHu BCM tvn obuia
Kamepa cnen Fontan-onepauus C ekcTpakapAuvaneH KOHAYMT MOKa3Ba
6naronpuATeH pesynTarT c:

v nosuMlLaBaHe Ha KMCIOPOAHaTa caTypauus,

noBuLIaBaHe Ha oTHoweHneTo Qp/Qs,

MOHMXEHNE Ha KaMEePHOTO TeNIeAMacToHO HanAraHe

NSRNIN

NPW NNCa Ha CbLLECTBEHU NPOMEHW B KaBO-MY/IMOHANHOTO HansraHe,
6enoapobHOTO CbA0BO CbMNPOTUBAEHUE U CUCTEMHUS KPbBOTOK.

MopdosornyHo neBuAT TMn o06LWA Kamepa MNOKasBa Mo-b6naronpusTHa
XeMoAMHaMMKa, M3pa3 Ha KOeTO ca 3HauYMMO MNO-HUCKOTO KamepHOo
TeNeaAnacTosiHO HanAraHe 7 NO-BUCOKOTO OTHOLLEHUEe
6enogpobeH/cnctemeH  KpPbBOTOK, YCTAaHOBEHM nNpW  nocnegHarta
cnegonepaTMBHA KaTeTepmusaums.

B oTaaneyeHarta cnegonepaTtuBHA eBONOLMA Ce YCTaHOBABA HapacTBaHe Ha
TPAHCNY/IMOHANHWA TPaguUeHT.

cDEHeCT}'.')aLI,l/1F|T<':1 6I'IaFOI'IpVIFITCTBa paHHATa cnhegonepaTtmBHa agantauna, Ho €
NPUYNHA 3a 3Ha4YNMa XUMOKCUA B OTAa/IeHeHNA cnegonepatnBeH nepmnoa.

KopeKTHaTa XemoAuMHaMM4YHa OLEeHKa MPW TecToBa OKAy3MA NO3BO/ABA
cenekyma Ha nauMeHTuTe, Npu KouTo ,,6e30nacHo” moxe [a ce OCbLLECTBM
nedeHecTpaums.

Mpn peduHUPaAHM ACHU KpUTEPUM 3aTBaApsHETO Ha ¢eHecTpauuaTa
nosavABa 61aronpuATHO XeMoAMHaMMUKaTa CbC 3HAYMMO MOBULIABAHE Ha
KMcnopoaHaTa caTypaums.

MoBuwweHoTo 6enoapPobHO CbA0BO CbMPOTUBAEHNE, KOETO € K/H0YOB PaKTop
3a HebnaronpusTHaTa cnegonepaTMBHa €BOAKOUMA, MOXe paa bbae
ePeKTMBHO MOAYAMPAHO C MNPUAOKEHME Ha CENEKTUBHWU NY/JIMOHANHU
Ba3oAnnaTaTopu.
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CeneKkTUBHUTE MNYy/IMOHANHU BA30AWMIAaTAaTOPU 3HAYMMO MOHMNKABAT KaBo-
MyJIMOHANIHOTO HanaraHe, 6enogpobHata CbAOBO CbLMAPOTUBAEHUE W
noaobpaBaT TPaAHCNY/IMOHANHUA KPbBOTOK WM CUCTEMHATA KUC/IOPOAHA

caTypauums.

OueHKaTa Ha pe3yntata Ha 6asata Ha npeanoxeHata To4YKoBa CUCTEMa,
BK/1tOYBaAUWla WHBaA3UBHUN XeMOAUWHaAMWUYHU TMOKa3aTesanm, € C BUCOKa

CI'IeLI,VId)M‘-IHOCT N CEH3NTUBHOCT U NMNO3BOJ1ABA NPOAKTUBHO NMNoBEAEHUE.
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9. MPUHOCH

OpuUruHanHu npuHoOCHU

1. 3a nbpsu nNbT B bbirapma e n3BbplEeH CUCTEMEH aHaNIN3 HAa MHBA3MBHO
OoueHeHWTe NOKa3aTeNn Ha XemMoAMHAMMKaTa nNpu  nauveHtTu
bYHKUMOHANHO eAHOKaMepHO Cbple CbC 3aBbplueHW eTann Ha Fontan-

nanvayuAa.

2. Cb3pafeHa e TOYKOBA CUCTEMA 3a OLEHKA Ha nporHosaTta cnies PoHTaH
onepauma C  eKCTpakapAuaneH KOHAYWT, OCHOBaBallla Cce Ha

XemognHaMmnyHu1Te KateTepn3aumMoHH JaHHMN.

3. OueHeHu ca YyBCTBUTENHOCTTA M cneuMdMUYHOCTTa Ha TOYKOBATa CMCTeMa 3a
OLeHKa Ha NporHosaTa, KaTo € YCTaHOBEHO, Y€ Ta3n TOYKOBA CUCTEMA MMA
BMCOKa YyBCTBUTENHOCT 1 cneuymdmUYHOCT NO OTHOLWIEHWE HA NPOrHo3aTta npu

nauneHTnTe CbC 3aBbpLLUEHN €TANU Ha Fontan-nanuauyma.

MoTBbpAUTENHU NPUHOCHU

1. NoTBbpAeHM ca OnaronpuATHUTE XeMoAMHaMM4YHU edeKTU Ha Fontan-

nannaynAaTa, Nnpn nauneHTnTe C d)yHKLI,MOHaJ'IHO €eAHOKaMePHO CbpLe.

2. lMoTBbpAEHO €, Ye NpU NauMeHTUTe C ONepaTUBHO Cb3dadeH ¢eHecTbp
KOpPEeKTHaTa XeMOAMHAMMYHA OLEHKa MpU TecToBa OKAy3MA MNO3BO/SABA

cenekumsa, npu Kouto ,6e3onacHo” moxke Aa ce ocbluecTsn gedpeHecTpauua.

3. nOTBbp,ﬂ,eH e 6ﬂaI'OI'IpMF|THVIF|T ed)eKT OT Ne4vyeHUETOo CbC CeNeKkTunBeH
nyaMoOHaNneH Ba3oAMNNATATOP (Cl/ll'lﬂ,eHaCI)MII) BbpXy XemMmoAMHaAMUYHUTE

nokasaTtenu npu naumnenTute cneq TCPC ¢ ekcTpakapananeH KoHAyuUT.
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10. My6anKaumm, cBbP3aHU C AUCEPTALMOHHUA TPYA,

e JlesyHnuesak., A. KbHeBa, P. JleKkoBa, K. HeHoBa, /1. Aumutpos. NHBa3nBHa
XeMOAMHAMMYHA OUEHKa Ha edeKTa OT NevyeHume CbC cungeHadun cnep,

Fontan-onepauua. bbarapcka Kapguonorua. 2022, 28, 1: 120-134

e JleByHnuesa E. XemoanHamumKa cneg onepaums tun Fontan npu KOMNAEKCHM
BPOAEHU CbpAeYyHM Mandpopmaumnm ¢ obokamepHa LMpKynauma. bbarapcka

Kapaunonorua. 2022, 28, 1: 120-134

e JleeyHnueBa E. BpogeHn cbpaeyHu manpopmaumm C egHOKamepHa
UMPKYyNauMA — AMArHOCTMYEH W TepaneBTMYEH NoAxoh4 B nepuoda Ha
HOBOPOAEHOTO U paHHATa KbpmMayecka Bb3pacT. lpakTuyecka neguatpuA.

2018, 1: 24-27
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