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AnbmaHax-2014: npupopKeHi Bagu cepuna '

AnbmMaHax niacyMOBYE BaXJIMBI CTaTTi WOAO NpobfiemMu NpupoaXeHUX Bajh cepus, onybnikoBaHi B XypHani
«Heart» Ta iHWKWX OCHOBHMX KapAionoriYHUx BUAAHHAX y nepiog 2012-2014 pp. BucBiTneHi OCHOBHI NMONOXeHHs
TUX NybnikaLin, sKi aBTOpPU BBaXatoTb HaMbINbLW 3HauylwmMK y chepi gocnigkyBaHol npobnemaTnku. HanncaHHs
MaTepiany nepeabayano He nvile BCeBIYHUIA OrNsia CyYacHUX AOCArHeHb 3 NpobnemMu NpUPOAXKEHUX Baj cepus, a i
(okycyBaHHS Ha Aesiknx crneundivyHUX acnekTax. TakuM YMHOM, BUGip aBTopiB OyB, NEBHOK Mipoio, CyO'EKTUBHUM.

KnmouoBi cnoBa: npupogxeHi Bagu cepus, Tetpaga ®anno, BariTHiCTb, NpeANKTOPU PU3KKY.

Enigemionoria Ta BHYTpilWWHbOYTPOOHa
Kappaionorisa

[Tommpenicty npupomxkenux Baz cepiisi (IIBC)
IIPU HAPOJKEHHI cTaHOBUTH Big 75 10 90 Ha 10 000
JKUBOHAPOJ)KEHUX Ta BariTHOCTEH y IiJIoMY; TIPU
I[bOMY P€3YJIbTaTH aHAJI3Y MiIrPYTI CBIUATH MPO Te,
0 YacTOTa IepepBaHOl BariTHOCTI CTAHOBUTDH 0
76 % g IoiB i3 BasamMu 31 CKIaAHOI0 aHATOMIEIO
ab0 €IMHUM IIITYHOYKOM cepitst (mabauys) [39]. Y
OpuTaHCbKOMY dOCHiKeHHi 3a ganumu National
Institute for Cardiovascular Outcome Research
TaKOK II0KA3aHO 3HA4YHy BapiaGesbHICTh YacTOTH
npeHaTtaigbnoro BusBienHs [I1BC, naBemeHo peko-
MEH/IaIlil 100 ONTUMI3allil CUCTEeMU TTPeHaTaTbHO-
ro CKPUHIHTY Ta peBi3ii fioro peaysabratis [10, 29].
JToaTKOBI JOCHiKeHHs HeoOXiHI /11 BUBUYEHHS
[IPOrHO3Y Ta KOMOPOIAHUX CTaHiB, 0COOIMBO 32 Bij-
HOCHO HEYACTUX TPeHaTAJbHUX 3HAXiIOK, HAIPH-
KJIa/l 130J1bOBAHOL 1PABOl JyTU a0PTH, 3 METOIO I10-
JHTIIEHHsT KOHCYJIbTyBaHHs OatbkiB [48]. Ilomm-
pericts [IBC cepen mopocimx Ha ChOTOMHI CTaHO-
BuThb Bij 3 10 6,1 Ha 1000; 11i TOKA3HUKN BU3HAYEHI
3a panumu Quebec Congenital Heart Disease
Database Ta cucTeMaTHYHOTO OIJISIAY JITEPATYPH
BinmoBigHO [46, 78]. OmHaK 3a3HaYeHA TOIMYJISAIIiSA
JIMHAMIYHA, I MPOTHO3YETHCA, IO BIIPOIOBXK Hali-
OIMKYOL JIeKaZU CHOCTEPIraTUMETHCS 30LIbIICHHS
6n3bK0 Ha 60 % YACTOTH BUSIBJIECHHS JOPOCIHUX 3
[IBC, nanpuxiaz 3 ¢i3ionoriero e1uHOro MIIyHOU-
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ka. Ile, iiMmoBipHO, IpusBee 10 30LIbLIEHHS iHBEC-
TyBaHHS y cdepi JTIOACHKOTO 1 (hi3UTHOTO KaIliTary
g toro, o6 narientu 3 [IBC 3Moriu moBHICTIO
peastizyBaTH CBill skuTTeBUH notentian |13, 36].

€AVHNA WNYHO4YOK

Ha renepimniii yac po3pobieHo KijabKa majia-
TUBHUX XiPYPrivHUX IXO/AIB /10 BeJCHHS Talli€H-
TiB 13 CMHJPOMOM TilOTJIa3il JIiBUX BIJJIJIB cepiisd
Ta TIOB’SI3aHUX 3 HUM aHOMAJIi{l TIPABOTO TIIYHOY-
ka (IIII). o xipypriuHux mpoIeayp HaeKaTh
«ribpuaHuii miaxig», npouexypu Norwood i Sano,
KiHIleBa MeTa SIKUX — 3a0e31eueHHsT TIepexojLy Marti-
eHnrta m0 noBHoi anaroMmii Fontan [70]. Bepyuu mo
yBaru TMoBiIOMJIEHHS TIPO Te, 110 BUOIp MajiaTHBHOT
cTpaTerii He BILJIMBA€ HA CMEPTHICTb Ili€l KaTeropii
marienTis [5, 12, 27, 55|, cKIaAHUM 3aJIUITAETHCS
MUTAHHS TPOBEAEHHS ONTUMAJBHOTO BTPYYAHHS 3
ypaxyBaHHAM BiIMiHHOCTeH MiX cremu@igyHuMu
migrpynamu. /list npukiany, IOpiBHSHHS PaHHIX Ta
CepeHbOCTPOKOBUX PE3YJIbTaTiB «IiOPUIAHOTO M-
XOIy» TIPOJIEMOHCTPYBAJIO Bi/ICYTHICTD BiIMIHHOCTI
IO/I0 PIBHS CMEPTHOCTI TMOPIBHIHO 3 TPOIELYPOIO
Norwood, HesBakalouum Ha 3Hauylle BWII IOKa3-
HUKHK xipypriunoro (Aristotle) pusuky B marienris
«ribpuzanoi rpymuy (puc. 1) [44].

YnockoHaseHi MeToMU Bi3yamisaiil MOXYTh JO-
MIOMOTTU ONTUMI3yBaTU XipypriuHi cTparterii Ta
OOJIIIIINATYA Bilajiedl HACHIAKA B Ii€l CKJAIHOI
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Tabnuus
MowwmpeHicTb NnpupomKeHUX Bafa, cepua (Ha 3aranbHY KiflbKiCTb HAPOMKEHUX Ta KMBOHAPOAKEHUX):
AaHi pocnipxeHHa EPICARD

inb- MowwmpeHicTb (Ha 10 000
Kareropii NBC (ACC) Kine- Yactka Yactka Yactka p ( )

KIiCTb XH n.e MH 3H' 95%[1 DJKH? 95 % Al
leTepoTakcis, 30Kpema i3oMepusm 37 21,6 75,7 2,7 1,2 08-1,6 0,2 0,1-0,5
i A3epkanbHe po3TalyBaHHSA (TpaHCNo3umLis)
AHoManii BeHO3HOro NOBEPHEHHS 31 83,9 16,1 0,0 1,0 0,7-1,4 0,8 0,5-1,2
AHomanii nepefcepap i MixxnepeacepaHux 182 95,6 4,4 0,0 5,7 4,9-6,6 5.5 4,7-6,4
cnony4YyeHb
AHoManii aTpioBeHTPUKYNSAPHUX CONyYeHb 213 51,2 42,7 6,1 6,7 5,8-7,7 3,5 2,8-4,2
i KnanaHie
CknagHi aHomanii aTpioBEHTPUKYNSPHUX 13 53,8 46,2 0,0 0,4 0,2-0,7 0,2 0,1-0,5
crnosny4yeHb
®yHKLiOHaNbHO YHIBEHTPUKYNAPHI cepus 158 304 62,7 6,9 50 4,2-58 1,5 1,1-2,0
aMLn 1491 93,6 57 0,7 47,0 44,6-494 44,4 42,1-46,8
AHomanii BuHocHoro TpakTy J1Ll 563 79,4 18,5 2.1 17,7 16,3-19,3 14,2 12,9-15,6
AHomanii ekcTpanepukapianbHuUX 170 73,5 23,5 3,0 53 4,6-6,2 4,0 3,3-4,7
apTepianbHUX CTOBOYpIB
MpupoaxeHi aHoManii KOpoHapHUX apTepin 9 100,0 0,0 0,0 0,3 0,1-0,5 0,3 0,1-0,5
Bcboro 2867 81,9 16,3 1,8 90,3 87,0-936 748 718-77,8
Bcboro, okpiMm BUNagKiB, acoLinoBaHmX 2471 89,2 9,8 1,0 77,8 74,8-80,9 684 67,3-73,2
3 XPOMOCOMHUMM aHOMaJi MU
Bcboro, okpiMm BUNagKiB, acoLinoBaHmX 2036 92,8 6,4 0,8 64,1 61,4-67,0 60,2 57,5-62,9
3 XPOMOCOMHUMM abo iHWMMK aHoManiaMu
Bcboro, okpiMm BUNagKiB, acoLinoBaHmX 930 84,2 14,0 1,8 29,3 27,4-31,2 24,9 23,2-26,7

3 XPOMOCOMHMMM abo iHWMMK aHoOManiaMu,
abo 1IoMLUMN

1 3aranbHa KinbKicTb HapoAXKeHUX (3HameHHMK) = 317 538 (nonynauiiHa 6a3a fgaHux).

23aranbHa KibKicTb XX1BOHapOAXeHUX (3HamMmeHHKK) = 314 022 (nonynsuinHa 6a3a aaHuXx).

3H - 3aranbHa HapopayBaHicTb; IAMLLUM - i3onboBaHi AedekTn MiXLWNyHoUYKoBOT Neperopoaku; XH — xnBoHapoaxeHi; JILL — niBni LWnyHo4ok;
MNB - nepepBaHa BariTHicTb; MH — MepTBOHapoaxeHi; Ail — posipunn iHTepsan; AMLLM - aecdekTN MiXLINYHOUYKOBOI Meperopoakm

kaTteropii nauienrtiB. ITpoBeseHHsI MarHiTHO-peso-
HancHoi Bigyasmisarii (MPB) cepiisg no3Bosisie Bisya-
JIiI3yBaTH JIMHAMiKy KPOBOTOKY B HAIIEHTIB 3 TOBHUM
KaBaIyJbMOHATHHUM 3'€mHaHHsAM [8]. 3HMKeHHS
MOTY>KHOCTI TyHesto Fontan, 1o po3risimaeTbes Sk
OCHOBHA TMPUYWHA 3HIDKEHHS (Pi3MIHOI CIIPOMOK-
HoCTi Ticas mpouexaypu Fontan, 6yso 3Hauyiie
MEHIII BUPA)KEHUM Yy TAIli€HTIB 3 BHYTPIlTHbOIIEPE/]-
CEepP/IHUM JIaTepPaJbHUM TyHeJeM, HiXK y TaKux 3
nosacepueBUMH TyHeJsaMu. He3Bakaouu Ha Te, 110
3HUIKEHHS [TOTY>KHOCTI IOCUJIIOETHCS €KCIIOHEHITIH-
HO pa3oM 3i 30LJIbIIEHHSM CEPLEBOro IHAEKCY I
4ac MPOBEICHHS CTPec-TecTy 3 A0OyTaMiHOM, He
BUABJIEHO KOPEJAIl Mk BTPATOIO MOTYKHOCTI Ta
(hizudHOIO CIIPOMOIKHICTIO TIPU TIPOBENEHHI Kapio-
IIyJIbMOHAJIbHOTO HABAHTAKYBaJIBHOIO TECTY.
HesBaskatoun Ha CyTTeEBe 3HWKEHHSI 3arajb-
HOI cMepTHOCTI micjd omnepaitii Fontan ymnpoaosk
OCTaHHIX gecaTuyith [18, 66], mocuTh mpobIeMHUMN
aClleKTaMU BEJICHHSI MMAI[iEHTIB 3aJIUIIAIOTHCS ITiCJIs-
onepailiiiii BUIIOTH, eHTepolaris 3i BTparolo Oiika
(EBD) ta meuinkoBa AMCHYHKILSA. Y PeTPOCTIEKTHB-
HOMY focikenHi 42 namientiB 3 EBD mokasano, 1o
Ha Cy4YaCHOMY eTalli CMEPTHICTb HUKUa, TIOPIBHAHO 3 11

icroprmunumu nokazuukamu [33]. Tum ne menmie, EBB
3JIUIIAETHCS CKIAJHUM JIJTS JIIKYBaHHS CTaHOM, TIPU
LIBOMY IIePEeCEPIHI apUTMil BUHUKAIOTh y 67 % maili-
enriB. IIg crarTst Moske OyTH TysKe BasKIUBOIO IS KJIi-
HIIMCTIB, OCKIJIbKU B Hill HaBeIEHO JAeTaJbHUI IIJIaH
JikyBaHHs natienTiB 3 EBDB micig onepartii Fontan.
[lewinkoBa Ta HHMpPKOBAa AMCHYHKINSA — YacTi Ii3HI
YCKJIQJIHEHHST B TIAIIEHTIB Mic/isd orepaitiii Fontan — €
MIPEAVKTOPAMH HECTIPUSATIMBUX HACJI/IKIB y Bijymase-
uuii mepioz [ 19]. Sk i ouikyBasm, BUCOKuii 6as 3a 1ka-
so10 Model for Endstage Liver Disease — eXcluding
INR (MELD-XI), sixa o1iinioe (pyHKITIOHATBHIIT CTaH
TIEYiHKM Ta HUPOK, KOPEJTIOE 3 TABUIIECHUM pPU3U-
KOM cMepti abo TpaHcruaHTaiii [4]. YiposamkeHHs
mxam MELD-XI y kIiHIYHY TOpakTHKy MOKe OyTH
KOPUCHWM JIJIST TIPOTHO3YBAaHHST CEPEIHbOCTPOKOBUX
Ta BiJIaJIeHUX HACJI/IKIB y 11l TOIYJIsIii MaIli€HTIB,
YKCEJIbHICTD SIKOI 361/TbIIYEThCS.

VY narientis micss oneparitii Fontan takox cro-
CTEPIracThCcsl 3MEHINEHHS MAacu CKEJIETHUX M'S3iB,
1[0 aCOII0ETbCS 31 3HAYHO 3HUIKEHOIO IIKOBOIO
(iznunoro cnipomosknicTio [14]. 3 orssgny Ha BUSB-
JieHe 3HAaYHe 3HMKEHHST pecHTe3y hochoKpeaTnHy
micast Qi3UYHUX HaBaHTaKeHb, aBTOPU TPUITYCTU-
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Puc. 1. BDKMBaHHSA MiXX cTagismu nicns npoueayp
Norwood i Hybrid. PeTtpocnektuBHui aHanis
BKuBaHHA (BpuTtaHin). Kpusi KannaHa - Menepa
AEMOHCTPYIOTb BifACYTHICTb Pi3HML Y BMUKUBaHHI,
He3Ba)Kalo4m Ha CTaTUCTUYHO 3HauyLly Pi3HULIIO 3a
G6anom 3a wkanoio Aristotle mixx ABoma rpynamun.
ApanTtoBaHo 3a D. Lloyd Ta cniBaBTopamu [44]

JIU iCHyBaHHS Tak 3BaHOl <«Miomnatii Fontans, sKy
JOILJIBHO B MaitOy THHOMY AOCJIANTH Oi/IbII JeTalb-
Ho. Ilg 3Haxigka HaJA3BMYATHO BaskKJIMBA, OCKIJIbBKHA
HasleskHe (QYHKIIOHYBaHHS M'SI30BOI IOMITH Ma€
BeJIMKe 3HAYEHHsT JIJIs1 301IbIIEHHST CEPIIEBOI0 BUKH-
Iy i cepIieBOTo iHAeKCY Tia Yac hisMUHNX HaBaHTa-
JKeHb y TAIi€HTIB Tmicys onepartii Fontan [71].

Xipypris

Hanksmananuuii  cTeHO3 JiereHeBoi  aprepil
(HCJIA) — ocHoBHa mpobsieMa, sika BUHUKAE TTiCJIst
orepallii nepemileHHsl apTepiil 3 IPUBOLY TPAHCIIO-
3utii Maricrpaibaux cyann (TMC), i TpamigeTses,
3riJIHO 3 JIAHUMM ICTOPUYHUX JIOCJII/IPKEHb, 3 YaCTO-
TOM0 /10 55 %. HelomaBHO 1IpoBe/ieHe TOCIIKEHHST
CepeIHbOCTPOKOBUX PE3yJIbTaTiB MicJsd BUKOHAHHA
Mom(ikoBaHOI oTepallii rmepemileHHs apTepiii y
120 mamienTiB, gKa MoJATaNa y BUIOMY ITepeci-
YeHHI HeOILyJIbMOHAJIbHOTO KOPEHs Ta BUCIYeHHI
yCTSI KOPOHAPHUX apTepiil y BUIIAAI 0OMeKeHuX
«O»-nofibHuX <«ryAsukiB». IIpu nboMy mpoaeMoH-
crpoBano Hukay yactory HCJIA BrpomoB:xk monazn
5-piuHOTO Nepiofy crocrepeskerts. Buskusanns 6e3
noBTopHOi omeparii 3 mpuBoxy HCJIA cramnoBuio
97,1 % uepes3 14,75 poky [74]. ABTopu TOB’SI3YIOTb
TaKWil HACIIIOK 3 0COONMBOCTAMU XipyPridyHol Tex-
HIKM, B Pe3yJIbTaTi 4KOi IlepeciueHnit Kpail HeoIyib-
MOHQJIBHOT apTepii 3aJUIIAETbCA IHTAaKTHUM, TTPOTE
3a3HAYAIOTh, 10 [T MiATBEP/KEHHS 1[bOTO BUCHO-
BKY TIOTPiOHI MOJAJIBIIT OCTI[KEHHST.

PesynbsraTit TpuBasioro criocrepeskeHHs 3a ydyac-
Tio 6inpimr gk 1700 gopocaux Ticas BUKOHAHHS
nporneaypu Ross y Hinepsangax i Himeuunni mipo-
JIEMOHCTPYBAJIN 33/I0BIIbHY POOOTY JIEr€eHEBUX KOH-
AYITiB, NIpU 1IbOMY BUKHMBaHHs 0Oe3 perypritaiii
cryrens > 2+ cranoBuiio 95 % 4yepes 14 pokis, a 6e3
nostropHoro Brpydants — 80 % depes3 15 pokis crio-
cTepekeHHs [52].

Hosi mani pammomizoBanoro pociimxkenns Safe
Paediatric Euglycemia After Cardiac Surgery moka-
3aJI1, 110 KOPCTKUN KOHTPOJIb TJIKEMII y TicJsgo1e-
pauiitnuii mepiox 6yB JOLUIMBHIM Y MAI[I€HTIB BiIKOM
> 60 aHiB i cIpUsAB HU3bKi YACTOTI BUHUKHEHHS
ingekiiunx yckiraanenb. Ha Bigminy Bim 1poro,
B MOJIOJIIUX TMAIliEHTIB CIIOCTEPITAJN 3POCTAHHS
YacTOTH IIi€l rpynu yckaaauendb [2]. [Turamus girt-
KOl imeHTHdiKaIil yMOB, 3a IKUX Oyze NOIIIbHIM
JKOPCTKUM KOHTPOJIb TJIKeMil B TicJsionepaiifiuui
nepioz, moTpedye MOAATBIIIX TOCTiFKEHD.

JIBoma acriektamu JHUCKYCiH, 1110 TPUBAIOTH MiXK
Xipypramu Ta iHTEPBEHIIMHUMHU Kap/ioJioramMmu, €
MPUPOIKeHNIT aopranpHuii crenosd i JAMIIIIT [11].
HemoaBro, pesysibratii CriocTepeskeHHsT MPOMixK-
Hoi TpuBasiocti (y cepemabomy (10+7) poxki) micast
KOPEKIlii TEpBUHHOTO A0PTAJIbHOTO CTEHO3Y TI0Ka3a-
JI¥, IO BIIPOZOBIK MEPIIOTO POKY JKUTTS 301JIbIIY-
BaJlacsl 4acTOTa TOBTOPHUX BTPYYaHb y TAIIE€HTIB
micsst GaJTOHHOT BaJIbBYJIOIIACTUKY (BiIHOIIEHHS
pusukis (BP) 4,0; p = 0,001) [73].

Y npocriekTrBHE paH/I0Mi30BaHE KOHTPOJIbOBAHE
JoCJIiKeHHsT 3asyunii 229 xiteil 3 nepumeMbpa-
Ho3HuM JIMIIIII, sikuM mpoBOAMJIN XipypriuHe abo
iHTepBEHIIiIiHE 3aKpUTTS MeeKTy. 3TiHO 3 Pe3yJib-
TaTaMU, BUKOHAHHS iHTEPBEHIIHHOTO 3aKPUTTS aCO-
IIIOBAJIOCST 3 MEHII BUPAYKEHUM TIONTKOJXKEHHIM
Miokapaa (crocTepiraju HUXKUYI PiBHI KpeaTWH-
ochokinazu-MB Tta cepieBoro Tporoniny 1),
MEHIII TPUBAJIUM TIepeOyBaHHSIM y CTallioHapi, MeH-
[IOI0 BAPTICTIO Ta OIABII IMIBUAKUMU TEePMiHAMMU
peabimitariii [85]. ABTOpM 3asBUJIM, 1O iHTEPBEH-
1iitHe 3aKkpuTTs 1eheKTy MosKe OyTH METOIOM BUOO-
py. OznHak 4epe3 2 PoKM He CIIOCTepiraju Pi3HUIL
IO/I0 YaCTOTH BUSIBJIEHHS TIAIIEHTIB i3 3aKPUTUM
JAMIIITI, HecipuATAMBUME TOMISIMU TA YCKJIQIHEH-
HIMU MIXK [BOMA TpPyIIaMU ITOPiBHSIHHS; OKPIM TOTO,
TaKUN acHeKT, siK Mi3HsT aTPiOBEHTPUKYJISIpHA OJ10-
Kajia, oTpebye MOAAIbIINX JOCIi/IKEHb.

InHOBalitHUIT KpPOK — Ticiasionepaliiiina -
TPUMKa CiMell IIJISIXOM OpTaHizallil BifleoKoHbe-
PEHIIiii, sika T0Ka3aja, 1o Moxe OyTH peasizoBaHa
B peaJibHUX YMOBax i CIPUSIE 3HUKEHHIO YaCTOTH
BUIIA/IKiB ITOBTOPHOI rOCTIiTa/Mi3allil cepesil HEeMOBJISIT
3 [IBC [47]. 3acTtocyBanHs KOMITIOTEPHUX TeX-
HOJIOTI!I TaKoK /I03BOJISIE XipypraM MOHITOPYBaTH
PU3BUK-KOPUTOBAHI BHYTPIIIHBOTOCITITAIbHI HACTI/-
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KU 1 MOPIBHIOBATH 1X 3 MIKpPeTiOHAJIbHUMU CTaTHC-
THYHUMHU faHumu [59, 60, 72].

Terpapa ®anno

VIIPOMOBK OCTaHHIX MECATUIITH BiOYI0CS CyT-
TE€BE BIOCKOHAJTIEHHS KapAiOXipypriuHUX METO[iB
JIIKYBaHHS, IO CYHNPOBOIXKYBAJIOCS BKpall HU3b-
KUMU PiBHSIMM CMEPTHOCTI I 3aXBOPIOBAHOCTI. Y
3B’I3Ky 3 IIUM yBary chOKyCyBaJd HA TIOJIIIIEH-
Hi BifiJaJIeHUX HACJIZKIB y TAIlIEHTIB 3 TETPaoio
®Dasnno (TD), mounHAIOYHN 3 TPETHOTO JIECSTKY POKiB
iX KUTTS. Y GPUTAHCHKOMY JIOCJI/KEHH] 3/[CHIO-
BaJIi TPUBAJIE CIIOCTEPEKEHHsI 3a naiieHtamu 3 T
(1o 45 pokiB) [26]. ABTOpU BCTaHOBWJIH, TII0 PiuHA
WMOBIPHICTb CMEPTi IUX MaIliEHTIB 3aJTUITAETHCS
y 4 pasu BUINOI 32 TaKy B 3arajbHIN MOyl
VIIPOJIOBIK TEPIUX S €K/ IXHBOTO JKUTTS. Y BeJH-
KoMy MixHapoaHoMy mocuimkenti (International
Multicentre TOF Registry; INdiCaTOR) 3miii-
CHIOBAJIM CKPUHIHT YMHHUKIB PU3UKY CMepTi abo
CTIHKOI IMITYHOYKOBOI Taxikapzii y 873 mopocaux
3 TO [26, 77]. Ha migcrasi pesyasratieB MPB
cepild aBTOPU BU3HAUWUIM, IO (DPaKIisSg BUKUILY
(®B) III i JII, imgexc macu miokapaa [III,
Bignomenuss macu ITIII o fioro o6’emy, a Takox
JIlaHi TIpO Tiepejicep/iHi apuTMil B aHaMHe31 € HOBH-
MU YMHHUKAMU PU3UKY BiIZaTeHUX HeCHPUITIHU-

Hemae unnnukis pusuxy

1,0

2 e

Z 08t MM /06en I > 0,3

<

::; MM /o6’em 11T > 0,3

& 06k + z-nokagunk OB JIII < -2

=

Jond

5’3

2 04 F MM/o6’em IIII > 0,3

a + z-noxazunk OB JIII < -2
02 + mepezcepHa TaXiapuTMist

Log-rank tect p<0,001 Ilepiox micast MPB, pokun

0‘0 A 'S A A A

0 2 4 6 8 10 12
XBopi 3 pUBHKOM

Hemae yniHukis 435 249 113 22 2 1
PUBHKY

MM/oGem IIII 96 69 43 29 13 7
>0,3

MM/06’em IT11T 26 16 11 7 6 3
> 0,3 + z-I0Ka3HUK

OB JIII < -2

VYei tpu ynnankn - 15 6 5 2 1 1

Puc. 2. MpeanKTOpU BUHMKHEHHSA CMEPTi Ta CTiNKOT
LINYHO4KOBOI TaXikappaii y nawieHTiB 3 KOPUroBaHOO
TeTpapoto ®anno. [laHi focnigpKeHHS KOropTu
INDICATOR noka3sanu, wo MM/o6’em MNLU > 0, 3,
z-nokasHuk ®B JIlll < -2 Ta nepepcepAHi TaxiapuTmii —
HambGinbLu 3Ha4YyLi NPeAUKTOPU HeraTUBHUX HacniagKiB
Yy AOPOC/INX NALIEHTIB 3 KOPUroBaHOIO B aHaMHe3i
TeTpapgoto ®anno. AgantoBaHo 3a A. Valente Ta
cniBaBTopamu [77]. MM - maca miokappaa

BUX HACTi/KIB (puc. 2). DizuyHa CIIPOMOKHICTD Ta
dyuxrionanpauii cran JIIII 36epirarorbes 3a miaBu-
MIEHOTO 1H/IEKCY KiHmeBoaiacTomiunoro 00’'emy IT111
(> 150 mu/m?) [56], TOMY 1ii TTapaMeTpy HeIOLiIb-
HO 3aCTOCOBYBATH SIK IPEIUKTOPU CTYIIEHS JIHC-
¢ynxkiii I, Perypritaiisi Ha KJanaHi JereHeBOTO
cToBOypa — ojiHa 3 HAHOIJIBII YACTUX TIPUYUH TTOPY-
meHHsa ynkmionaspaoro crany I y marienTis 3
T®D, opgHak gesskuMu 0coOaMU BOHA MOJKE TOJIEPY-
BATHUCS BIPOJOBXK AecATumliTh [42]. [lo HemomzaBHO
MIPOBEIEHOTO MeTaaHai3y HACTIAKIB IicJsI 3aMiHI
kianana JereneBoro croBOypa (3KJIC) samyueno
nani 6isbie Hisk 3100 narienTiB; pesyasraTi mpoje-
MOHCTPYBaJsin, 10 00’eHana 30-1eHHa CMEPTHICTH
cranoBua 0,87 %, a 5-piura — 2,2 % [25]. Pusuk
moropuoi 3KJIC uepe3 5 pokiB crocTepeskeHHs
craHoBuB 4,9 %. Hespaxkaroun Ha Te, 0 «I0XUOKa
nyGutikaliii> (BioMa Takok K «eeKT MIyXJIsans )
€ OCHOBHUM 00MEKeHHAM Takux BUCHOBKIB, 3KJIC,
iMoBipHO, — e Ge3reune BTpyYaHHs. Y 3B'SI3KY 3
TAKUM HU3bKMM PU3MKOM, Ha ChOTOIHI 301JbIIy-
€TbCH KiJIbKICTh OE3CUMIITOMHUX MAIli€HTIB, SAKUM
npoBoaaTh SKJIC, ogHak onTUMAIbHI YaCOBI PaMKHI
[IbOTO BTPYYaHHS 3aJUIIAIOTHCS HEBU3HAYEHUMU
[30].

Y nocHimKeHHIX TaKOXK IMiIKPeCTIOBAIN POJIb
crany JIII gx mpeamkTopa BingazeHUX HACTIAKIB
y narientis 3 TD. Y pocaimkenni 3a yuactio 413
nopociux natienTis 3 T nokazano, 1o AuchyHK-
mist JILI, Bu3Havena 3a 101OMOTOI0 TPAHCTOPAKAb-
HOI exokapaiorpadii, acoriioBanacs 3 BUIIIUM PU3H-
KOM pamnToBoi cepueBoi cMmepri abo 3arpo3amBUX
NI KUTTS MIJTYHOYKOBUX apuTMiil [21]. Busasiena
acolriaIfis He 3ajiexasna Bij 3011bIIEHHS] TPUBATIOCTI
xomriekcy QRS, romy mucdynxiito JIIII 3amporio-
HOBAaHO SK JOJATKOBUN TPEAUKTOP PU3WKY B IIi€l
TIOTTYJIATIIT TTAIli€HTIB.

Y Beaukomy 06araTOIEHTPOBOMY JOCJIIKEH-
Hi exokapaiorpadiunnii ckpuninr 474 mgopocanx
3 kopuroaroio Td [53] mokaszas, mo Juiie y
6,6 % marienTiB BUSBIEHO 30LIBIIEHHS iaMeTpa
aopTyn (Ha OCHOBI MOKA3HWKA BiHONICHHS (haKTHY-
HOi BesImumHM 710 ouikysBamoi > 1,5). Ila Bixmocto
HeBeJIMKA YacTKa MAieHTiB 0OHailiInBa, OCKIJIbKHI
B TIONEPEIHIX, MEeHI MaciTabHUX JOCTIKEeHHSIX
BoHa Oysia nHabararto Oinbmiolo. HesBaxkaiounm Ha
Te, MO B TOMEPEHIX AOCTIIKEHHAX TOBEIEHO, 0
neraiina kopekiiist TM y HEMOBJIAT MOKe CIPUSITH
3MEHIIEHHIO UJIATallii KOPeHs a0pTU, He BUIBJIEHO
JKOTHOI KOPEJIAIii MiK TPUBATICTIO CUCTEMHO-JIeTe-
HEBOTO IIYHTYBAHHS Ta AiaMmeTpom aoptu. ITomibHo
JI0 TIbOTO, BCTAHOBJIEHO, IO MpaBa aopTajJbHA TyTa
Ta aopTajibHa Perypritailist He OyJIM IPEIUKTOPAMU
301IBIIIEHHS [liaMeTpa KOPEHsT a0OPTH.
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TpaHcno3uuia MarictpanbHUX CyaAuH

HemnonaBHo ony6/iKOBaHO pe3yJibraTé TPUBa-
Joro crnocrepeskents 3a 400 marienTamMu, SKUM Ha
6asi oxmoro 3 IliBHiuHO-AMEpPUKAHCHKUX ILEHTPIB
BUKOHAJIM OTEpaIliio apTepiajbHOTO TIePEKIIOYCHHS
3 mpuBoxy D-TpaHcmosuilii MaricTpaabHUX CYIUH
(D-TMC) y nepion 1983-1999 pp. (memiana cro-
crepexxennsa — 18,7 poky) [38]. [locmiganku Bus-
BUJIU, 10 3arajibHe BUJKMBAHHSI Ta BYIKMBaHHST Oe3
aputMii yepe3 25 pokiB craHoBWIO Oiu3bKO 97 %
i3 TUX TAITIEHTIB, IKi BIDKUIN Y TIPOMIKHUHN TIepio-
nepatiitauii nepioa. Ili pesysbrati GiIbII CHOPUST-
JIMBI TOPIBHSHO 3 paHilie omyOJiKOBAaHUMMU, B SIKHUX
BUSIBUJIMCST Habarato OLIBIIMMU SIK TSITap apuTMili,
Tak i MOIMPEHICTh PANITOBOI CEPIIEBOI CMEPTi Cepe]
MAIIEHTIB, SKUM IIPOBENEHO OIepalliio apTepiajibHO-
ro nepeksiodentst (Mustard, Senning). BrkuBamtst
6e3 Oyab-sIKMX HECHPUSTJUBUX MOJIIi  4epes
25 poxkiB cranoBuiio 92,9 %. Hampukintii epiofy cro-
CTepesKeHHsT B OLIBIIOCTI BUMAIKIB (DYHKITIOHATHHUIT
cran JIIII Gy agexBarauii, i 97 % narientis mMamm I
bynxkiionansuuii kiac (DOK) cepiieBoi HefocraTHOCTI
(CH) za xnacudikarieio NYHA. Kinpka cmepTenpHux
BUIIA/JKIB, TIPO SIKi TOBIIOMIISTIOCS B Il TryOstiKartii,
OyJ1i, IMOBIPHO, 3yMOBJIeH] iH(apkToM Miokapaa abo
MaJTi TiepeIbadyBaHy apUTMIYHY €TiOOTII0.

HesBaskaioun Ha KopucHi edektn GJOKaan pe-
HiH-aHTIOTEH3WHOBOI CUCTEMH Y TAIli€HTIB 3 JAWC-
ynxmiero JIII, pesysabraté mornepeaHix HeBeIu-
KMX JOCJII/IKEHb He TPOAEMOHCTPYBAIH TOMAIOHIX
edexTiB cepen maiieHTiB i3 cuctemuum 1111
BizcyrHicTs KopucTi Bij 6J0Kaan peHiH-aHTIOTeH-
3uHOBOI cuctemu 3a cucrtemuoro I memomasHo
HiATBEP/KEHO TaKOXK 1 B OibIIOMY OaraToreHTpo-
BOMY TMO/IBITHOMY CJITIOMY PpaH/OMi30BaHOMY, B
mapajesbHUX TPyMaX, KOHTPOJIbOBAHOMY JIOCJHi-
UKeHH] 3a ydactio 88 mopocamnx 3 TMC [79]. ¥V
HBOMY He BUABJIEHO CTATUCTUYHO 3HAUYNX edek-
TiB Bascaprany B m03i 160 mr aBiui Ha m00y Ha
@B III abo ¢iszuuHy CIPOMOKHICTD Yepe3 3 POKH
JIMHAMIYHOT'O CIIOCTEPEKEHHS.

Y 1pOoCneKTUBHOMY JOCJI/KEHHI 1HIEKC KiH-
nepoziacrosmiunoro o6’emy I > 150 wmu/m?
Ta MiKOBUW CHUCTOJIYHUN apTepiabHUN THUCK 10
180 MM pr. cT. mix yac npobu 3 GisUUHUM HaBaHTa-
JKEHHSIM aCOIIOBAJINCS 3 HECIIPUSTIUBUMU CeEPIle-
BO-CYJIMHHUMM TIOAISIMU Y BUIJISII KOMOGIHOBAHOI
KIHI[EBOI TOYKH, siKa Tiepeadadaia CMepTh, ILTyHOU-
KOBY TaxiKapiio, TPAaH3UTOPHY INEMIUYHY aTaKy,
iHdapkT Miokapza, nepexia Ha Oibin Bucokuii K
CH 3a NYHA a6o rocrmitamisaiiiio y 38’s13Ky 3 TOTip-
manuam cumnrtomis CH [80]. HacroTa BUHMKHEHHS
nozii 3a pik Oyaa y 20 pasiB BHUIIOI Yy MAIi€HTIB
i3 IMMU XapaKTepucTUukaMu. KiacuyHi mapameTpu
EKT i TpancTopakasbHOl exokapiorpadgii majan

MEHIIY TPOrHOCTUYHY I[iHHiCTb, ToMy MPB Ta Tecr
3 (i3UYHUM HABAHTAKEHHSM PEKOMEHIOBAHO K
METO/IM JIOCTI/IPKeHHS, SKi JIOIIJIbHO J0JATKOBO
3aCTOCOBYBATH y TPOIleCi AMHAMITHOTO CIOCTepe-
JKEHHS 3a MaIliEHTaMU ITi€l KaTeropii.

Y mocaimkenni 3a yqactio 91 mocmiioBHO 3amyde-
HOrO mamnienTta, skuMm omnepanio Mustard Buxkonano
no 1980 p. (memiana criocrepexkeHHst — 35 POKiB),
KyMyJISITUBHE BWKUBaHHS cTaHOBUIO 80 % depes
20 pokis, 77 % — 4epes 30 pokis i 68 % — uepe3 39
pokiB [16]. He3Baskatoun ma Te, mo ¢hisuaHa CIIpo-
MOKHICTD 3a/IMIIaNacst BiHOCHO CTabilbHOIO BITPO-
0B octanuix 10 pokiB crmocTepekeHHs 3a €0
KOTOPTOI0, PEECTPYBAJIU TIOCTYIIOBE TIOTipPIIAHHS
(pynkmionansnoro crany I, a Takox craTucTnaHO
3HauyIe 30ibieHHs mormmupenocti aputmiit Ta CH.

JlereHeBa rinepreHsina

Y BesuKiil KOropTi AOPOCIUX TAIEHTIB i3 CUH-
npomoM Eifsermenrepa 1okasaHo, MO eXOKap/lio-
rpadiuHUMK  MMOKa3HUKaMM, acoIliHOBaHUMH 31
CMepTHICTIO, OyJIu iHAeKCH (DYHKITIOHAIBHOTO CTaHy
[THI (cucTosiyHa eKCKYPCish KiTbId TPUKYCITiaIb-
HOTO KJIATlaHA, BiZIHOIEHHS TPUBATOCTI eheKTUuB-
Hoi cuctosm a0 piactosm IIIII) Ta mioma mpaBoro
nepezacepas [49]. BrnpoBamkeHHS HOBOI IMIKaad 3
IUMU TIPEIUKTOPAMHU MOKE JTOTTOMOTTH 3/[IMCHUTH
ctpaTudikallio pusuKy B MAIIEHTIB i3 CHUHAPOMOM
Eiisenmenrepa, 0cOOJUBO B THX CHUTYaIlisiX, KOJIH
Baskko BusHauntu DK. OKpiM I1[bOTO, ITOKa3aHO,
0 PiBE€Hb MO3KOBOTO HATPIlypeTHMYHOTO TENTH-
Iy TOB'SI3aHUM 3 KIIHIYHUMU HACTIAKAMW B TN
nomyJsiii [20]. Pesyssratu o6cepBariitHoro 1oci-
mKkeHHa Benmkoro 1eHTpy [IBC nna mopocaux y
BesmkoOpuTanii poeMOHCTPYBaJIH, 10 JUCTaH-
Iis y TecTi 3 6-XBUINHHOIO X000 Ta MOYATKOBA
caryparfisi KucHeM OyJIi TMOTYKHUME TIPEAUKTOPA-
Mu cMmeptTi y 210 gopocmx MaIi€eHTIB i3 CUHAPO-
mowm Eitzermenrepa [35]. Boxmouac Taxi Tpaguttiitai
MapKepy HeCcHpusaTInBuX Hacaiakis, sk MK abo
MiKOBa caTyparlisg KHcHeM Ha BHUCOTI (izmanoro
HaBaHTAXEHHS, He KOPEJIOBAJIN 31 cMepTio. ABTOpH
BKa3yIoTh Ha Te, 10 MAIIEHTH, AKi Y TecTi 3 6-XBU-
JIMHHOIO X0B00I0 He T0CATAIOTDH AuCTaHIlil > 350 M,
a00 B SIKUX MOYATKOBA CATYPAITisi KNICHEM CTAHOBUTH
< 85 %, MalOTh YTPUYi BUIINI PUSUK CMEPTI.

Pesynprati ogHOTO 3 MOCTiKEHD JiKyBaHHSA
JilereneBol apTepianbHoi rineprensii (JIAT) y mei-
ATPUYHIN MPAKTHUIIL CBiYATh TIPO Te, MO MTOJABAHHSI
cunzenadiny — BaroMuil TepameBTHUYHUHI KPOK Y
TaKUX MaI[i€HTIB, KOJU MOHOTEpaIlisi 603eHTaHOM He
eextuBna [22]. Ilomepenni pe3ymbTaTi BETUKUX
MIKHAPOZHWX PEECTPIB MO0 KITHIYHUX HACTI/IKIB Y
aitert 3 JIAT mposeMoHCTpyBaM 3HAYHE MOJIITTIICH-
H BIDKWBAHHS MOPIBHAHO 3 PaHillle OTPUMaHUMU
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JIaHUMU; OJIHAK ICHYIOTHh IME€BHI PO30iKHOCTI Mik
pe3yJbraTaMy JIOCJiIKEHHS PiBHIB BUKUBAHHS 1IPU
JIAT, acoriitoBaniii 3 [IBC, a Tako:x 1mpu izionatuy-
Hiii/cimeitniin JIAT [6, 87]. Hagsnicth noaiGHUX
BiAMiHHOCTENl MOTpebye MOAAIBIINX JOCIiIKEeHb
IIOJI0 TAKUX ACIEKTIB, SK BUKUBAHHS, TTPEIUKTOPH
PU3UKY Ta ONTUMAJIbHI HAPSIMU JIiKyBaHHS.

AHomanii apTepin y naui€eHTiB
3 NPUPOAKEHNMU BafaMm cepus

Pesysibrati 1ocstiizkenb, MPOBEJEHUX B OCTAHHE
JIEeCATUPIUYS, TOKa3al, MO TMaIliEHTH 3 OTepoBa-
HOTO KoapkTatieio aopt (KA) MaioTs BUIINI pU3UK
CMEPTI, HIK Y 3arajbHill IMOIyJIALil, a TAaKOX y Hali-
€HTIB 3 iHMMMHI (hopMaMu i1reMigHOT XBOPOOU ceplist
(IXC) [67]. lloBimomuamocs, 1m0 TakWil 3B’SA30K,
TOJIOBHUM YWHOM, MOKe OyTH 3yMOBJIEHWN Oib-
moio nommupenictio IXC cepen marientis 3 KA.
Opmnak pe3ysbraTé JIOCTI/KEHHS BEJINKOI KaHaj-
cbKOI BUGIpKH sopocaux naiienTti 3 KA (n = 756)
npogeMoHcTpyBasu, mo KA He Oysa HesauesKHUM
npenukTopoM BUHUKHeHHS [XC micas kopekiii 3a
Tpajuiiiinumu ynHHukaMn pusuky IXC [67]. i
pe3yabTaTi MiATBEP/UKEHI HEMOJABHO OTPUMAHUME
JAHUMU TIPO BIICYTHICTH KJIIHIYHO 3HAYYIIUX Bif-
MiHHOCTel (DYHKITIOHAJIBHOTO CTAHY €HJIOTEJII0 MixK
rpynamu jgopocaux narmientis 3 KA rta 3gopoBumu
ocobamu [62].

BepeHHA AOpPOCNX NALLIEHTIB
3 NPUPOAKEHNMUN BaflaMm cepua

Y 3B'gI3Ky 3 TIOJIMIIEeHHIM HaZaHHsI MeTUJIHO1
noromorn TarientaM 3 [IBC ympomoBsk ocTammix
JIECATUIIITD TIOCTIHHO 30UIBIIYETHCS KIJIBKICTH OCiO,
SKi TIOMUJIKOBO BBa)KalOTh, 1110 1X BuUJiKyBaiu. lle
MIPU3BOJIUTD /IO TOTO, IO BEJUKA KiJIbKICTh MaIliEHTIB
3HUKAIOTH 3-111]] IMHAMIYHOTO CIIOCTEPeKeHHS 1, BiJl-
MOBIIHO, MAIOTh ITi/IBUIIIEHUI PU3UK BUHUKHEHHS Bi/I-
JlJICHUX HEeCIIPUATIMBUX HACJI/IKIB, 30KpeMa CMepTi,
TIOPIBHSIHO 3 THMU MAIliEHTaMH, sIKi 11epeOyBatoTh ITi/T
CTIETATi30BaHNM JIWHAMIYHIM CIIOCTEPEKEHHSIM 3a
nopocimmu 3 ITBC (JITIBC) (dus. puc. 3) [83, 84].

[nerTudikarisa npequKkTOpiB pUSUKY BiAmATEHUX
HecnipuaTauBux Hacaiakis cepexn [AIIBC, momyns-
sl AKUX 301IBIIYETHCS, — OMWH i3 MPIOPUTETHUX
HampgaMiB HayKOBUX fnocraimkenb y chepi [IBC nma
cydacHOMY eTarri. Pe3gyabratu Helo1aBHO IpoBee-
HUX JOCTi;KeHb TPOJAEMOHCTPYBAJIU, 1110 TOMipHEe
ab0 TsKKe TIOTipHIaHHs (DYHKIHOHAIBHOTO CTaHy
JIereHb € He3aJeKHUM TPEIUKTOPOM CMEPTHOCTI,
IpU 1IbOMY PU3UK CMEpTi 3pOCTa€ NPUHAUMHI B
1,6 pady mopiBHSHO 3 TAlliEHTaMW 3 HOPMAJbHOIO
dynxkiiiero serens [3]. Y ToOMy caMOMy JOCTiZKEHH]
BUSIBJIEHO, IO 3HMKEHHS IIIKOBOTO CIIOKUBaHHS

KUCHIO Ta XPOHOTPOITHOTO PE3epBY IIiJi Yac Kap-
JIOMYyJIbMOHAJIBHUX ~HABAaHTAXKYBaJIbHUX TeECTiB
OyJv TOJATKOBUMHK TIPEAUKTOPAMU BUHUKHEHHS
cmepri [32]. HemogaBHo omy6J1iKOBaHO MepIiy miji-
6ipky pedepeHTHUX 3HaueHb 0OMeKeHb (Hi3UYHOI
akTuBHOCTI B nopocaux 3 IIBC, crpatudikoBannx
3a ix cybrunamu i crarrio [37]. Bimsmaueno, 1o
JIIBC, gxi 6yau (isudHO aKTUBHINIMMH, Kpaile
BUKOHYBaJIM TIPOOU 3 (hi3MYHUMU HaBaHTAKEHHSIMU
[76]. CrpyxrypoBani aepobmi ¢isuuHi TpeHyBaH-
HS BIPOIOBX 24 TWIKHIB y TOPOCJIUX TIAIIEHTIB 3
TMC cipusiau 3HaYHOMY TOJTITIIIEHHIO PE3yIBTaTiB
Kap/liomyJIbMOHAJIBHIX HABAHTAKYBAJIbHUX TIPOO,
a takox perpecy cumnromaruku CH Ge3 neratus-
woro BBy Ha cuctemunii 11111 [82]. Hemomasno
TaKOX MPOJEMOHCTPOBAHO TIEpeBarm CTPYKTYPOBa-
HOI TTporpamMu (hi3MYHNX HaBaHTAKEHb Y MOETHAHHI
3 TICUXOJIOTIYHUMU TPEHIHTaMU OO TiABUIIECHHSI
zaranphoi aktusHocti y JIIIBC [54].

VY pocikenni, sske 6a3yBaJocss Ha IBOX BEJIH-
kux peectpax [IIBC (maitke 40 000 mamieHTis,
sanyuennx y nepioq 1996-2005 pp.), 30-memnma roc-
miTaJgbHa JIETATBHICTh OyJia HUXKUYOIO B JKIHOK, HizK
y uosoBikiB [88]. ¥V peectpi Dutch CONgenital
CORvitia (CONCOR) dosnoBiya cTaTh Ta iMILIaH-
Tallist KapAioCTUMYJISITOpa OYJIM TaKOK TOTYKHUMHI
MPEIMKTOPaMU 3-PidyHOT CMEPTHOCTI TIiCJIst TOCITiTa-
gizartii 3 npuBosy CH [89]. IlikaBo, 1110 B *KiHOK, sIKi
B aHaMHe3i OyJiM BariTHUMH, 3arajibHa CMEPTHICTh
Oyjia HailHWKYOW0, 1 1€ He KOPEeTroBajo 3 Oijb-
ITUM CTyIIeHEM BHUTPAT PECYPCiB CUCTEMHM OXOPOHU
3/10pOB’sl Y BKazaHiit momyisiii [88].
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Puc. 3. MowmpeHicrb 3amiHU KNanaHa nereHeBoro
croBOypa (3KJ1C), crpaTtudikoBaHa 3a AKICTIO AUHaAMIY-
HOrO CNoCTepeXXeHHs. [laHi GPUTAHCHKOro KOropTHOro
AOUIiMKEHHA AeMOHCTPYIOTb, Lo nowupeHicrb 3KJ1C

y NauieHTiB, AKi NnepeOyBaloTb Nif cnewianizoBaHUM
Harnsgom (A), € AOCTOBIPHO BULLOIO 3a TaKy Y XBOpuX 6e3
TaKoro Harnsapy. AgantoBaHo 3a J. Wray Ta cniBaBrT. [83]
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3rifiHO 3 pe3yJbraTaMy aHai3y BWKUBAHHS Y
BEJIMKINI KOTOPTI MAIliEHTIB CTapIIMX BIiKOBUX TPYII
3 [IBC (Bik > 60 pokis, n = 375) ynpoaoBK 5 POKiB
JIMHAMIYHOTO CIIOCTEPEKEHHSI B YMOBaX TPETMHHOIO
nentpy ans JAIIBC, piBenb cMepTHOCTI B T1iiT KOTOPTI
OYB BUIIUM 32 TAKUil Y MOJIOAIINX TAI[ICHTIB, a TAKOXK
y TomyJIsAiii 3710poBux oci6 [75]. Haiibiibin sHauyim-
M ripegukTopamu Oy HasiBHicTh IXC Ta 3acriitHol
CH, @K sa NYHA ra cucremHa HIUTyHOYKOBA JIHC-
pyHKIisg. YIIPoaoBK HACTYITHUX KiJbKOX JECATUJITH
HPOTHO3YIOTh CYTTEBE 301LIbIIEHHST KiIBKOCTI TIaIli€H-
TiB crapmmx BikoBux rpym 3 [IBC. Ile cmim matn na
yBa3i MpaiiBHUKaM CHCTEMHU OXOPOHW 3/I0POB’d, SKi
MOBUHHI OyTH FOTOBUMM BpaxyBaTH crienudidHi mpo-
OneMu i HOTpe6I/I 11i€1 KaTeropii MaIfieHTiB.

BariTHicTb i npupopxeHi Bagu cepusna

VIIpofoBK OCTaHHIX JBOX POKIB OMyOJiKOBAHO
pesyJibraTi MacIITabHUX JOCHIKEHb 1 PEECTpiB
IIO0 BUBYEHHS KJIHIYHUX HACJIIKIB, acoIlfiiioBa-
HUX 3 Barithictio, y narientis 3 1IBC [41]. [dani
peectpoBoro pociipkenHs Registry On Pregnancy
And Cardiac Disease mpoaeMOHCTPYBAJH, IO
CH — 11e yacTe yCcKJIa/IHEHHS y BaTiTHUX 13 CEPIIEBO-
cyanHHUMU 3axBoptoBanHsMu (13 % i3 Gisbiie Hix
1300 mamientox) [69]. ¥V Toii uac, sik HAWBUILY Yac-
toTy BusBaeHHs Burnaakie CH peectpysanu Hampu-
KIiHI[ IPYTOTO TPUMECTPY abo T1i/T 9ac MoJIOTiB, MOIIN-
penicts CH TicHO acoltiloBanacs 3 mpeeKJIaMIICi€lo,
nepeyacHUMU MTOJIOTaMH, MaTePUHCHKOIO 1 BHY-

TPIlIHLOYTPOOHOIO cMepTHIiCTIO. OHAK MAIIEHTKY 3
I[TBC manu BiHOCHO HUzK4Mil pusuk po3sutky CH,
MOPIBHSIHO 3 MaIliEHTKAMU 3 KJIATTaHHUMU 3aXBOPIO-
anuamu, IXC abo kapaiomionarieio. Hespaxkaoun
Ha Tle, PU3UK PO3BUTKY CEPIEBO-CYJIMHHUX 3aXBO-
pioBaHb IIijl Yac BariTHOCTI, 0COOJUBO apuTMiil ab0
CMepTi, 3HAYHO ITiIBUINYETbCs Y mnarienTok 3 [IBC
(puc. 4) |57, 68], yacTora BUKOHAHHSI KeCapeBUX
po3TuHiB BuUINA, Hixk donosa (13 nporu 8 %), a B
HAIIAKIB 301IbIIYEThCS HMOBIPHICTD MAaTH HU3bKY
Macy TiJla Tpu HapomkenHi [68]. BaxiauBo Bin-
3HAUMUTH, 10 Y MamieHToK 3i ckmagnmmu [1BC 6yB
BUIMUI PUBUK HECTIPUATINBUX CEPIIEBO-CYAMHHUX
nofii, Hixk 3 mpoctumu [1BC.

Y npocnekTuBHOMY 6araToleHTPOBOMY KOIOpT-
Homy mocrimkenni ZAHARA 11 3a yuacrio Gisbiire
Hizk 200 BaritHux i3 IIBC npogemoncTpoBano cybor-
TUMaJBbHI oTnTIeporpadiuni MOKa3HUKN MaTKOBO-
TJIAIIEHTAPHOTO KPOBOTOKY TOPIBHIHO 3 KOHTPOJb-
Hoto Tpynoio [61]. 3riano 3 pe3yasraTaMu MyJIBTH-
BApPIaHTHOTO aHAJI3y, BEJUYNHA ITPEKOHIIETIINHOI
CHCTOJIIYHOI eKCKypcii Tutomuan (hibpo3HOro Kijib-
1151 TPUCTYJIKOBOTO KJaraHa (IOKa3HUK CHUCTOJIYHOI
¢ynxmii TIIT), Bucokuii piBersb N-KiHIIEBOTO TIOTIE-
pefiHuKa MO3KOBOTO HATPIHyPeTUUYHOTO MEeNTUILY
(NT-pro-BNP), miTpasbHa i TpuUKycIijjaabHa peryp-
riTallii BUSBUINCS TIPEIUKTOPAMH 3HMKEHOTO iH/IEK-
Cy PE3UCTEHTHOCTI ITyTIOBUHHOI apTepii — MOKAa3HUKA,
acoIilOBAaHOTO 3 HECTIPUATIUBUMU aAKYIIEPCHKUMU
HacJiIKaMM, a TaKOXK HacCJiKaMU B HaIaAKiB. Y
JKIHOK 3 MOPYTIIEHM MaTKOBO-TIJIAIIEHTAPHUM KPOBO-
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Puc. 4. HecnpnaTtnuBi cepLeBO-CyAUHHI HacniaKM Nif Yac BariTHocTi, ctpatudikoBaHi 3a cknagHicrio NMBC Ta HasBHiCTIO
nereHeBoiI rinepreHsii. PeaynbTatv Hambinbwoi y CLWIA 6a3v pgaHUX KAIHIYHMX BUCHOBKIB NMpPWM BUNMUCYBaHHI 3i
cTauioHapy NpoOAeMOHCTPYBanv BULL LIAHCU HECNPUSTIIMBUX CepLEeBO-CYAUHHUX nopii (aputmii, LuepeGpoBacky-
napHi katactpodu, embonii, CH, cmepTb a60 KOMGIHOBaHUIA HacnNiAoK) y NauieHTok 3 MBC, NOPIBHAHO 3 TUMU, XTO He
maB MNBC. * - pedepeHTHa rpyna. Bl - BigHOWweHHs waHciB. 95 % [l - 95 % posipuunii iHTepBan. £ 95 % Al y
MynbTUBapiaHTHOMY aHanisi. AgantoBaHo 3a A. Opotowsky Ta cniBaBTopamm [57]
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TOKOM OyJIa BUINOI HMOBIPHICTh BUHUKHEHHS TIpe-
€KJIaMIICi1, a TaKOK HAPOJKEHHS HEMOBJISITH 3 MaCOIO
TiJIa, MO BificTaBaja Bijl TeCTAIlifHOTO BiKy (3pOCTaH-
Hs pusnKy 000X HacainkiB y 4 pasu). Ha migcrasi
IIUX Pe3YJIbTATIB /T cTpaTudikailii pusuky B sKiHOK
3 [IBC 3amporonoBaHo /10[aTKOBO BU3HAYATH TTOKa3-
HUK TIPEKOHIENITIITHOI CUCTOMIYHOI eKCKyPCii TITo-
muHr (HiGPO3HOTO KiJIBIST TPUCTYIKOBOTO KJIalaHa
ta piBenb NT-pro-BNP. HeratuBna mnporaoctunyHa
miHHicTh piBHI NT-pro-BNP < 128 nr/ma va 20-my
THKHI BariTHOCTI cTanoBmaa 96,9 % [34].

[Tomampiiti yTouHeHHS CyJYacHIX TIPUHITUTIIB BEJIeH-
us Baritnux 3 [I1BC, 30kpema 3a pisnux ix tuiis, 3i0pa-
HO Il TIPOAHAJII30BAHO B HEIIOJABHO OIyOJIIKOBAHOMY
IPYHTOBHOMY OTJIsA JiiTepatypH [9].

MobGanbHU TArap cepueBo-CyAUHHUX
3axBOpPIOBaHb

OcranHiM 9acoM y KpaiHax, IO PO3BUBAIOTHC,
BJKUTO 3HAUHUX 3aXOIB IIOM0 TIOJIIIIIEeHHS HACIi/I-
KiB y narientis 3 I[IBC Ta peBMaTuaHo© XBOPOOOIO
cepist (PXC); 30xpema, mporpec 3a KiJIbKOMa acIek-
TaMU CHOCTepiraeTbcs Ha AQGPUKAHCPKOMY KOHTHU-
HEHTi, Tpo 1o HaeThest B HusMmi orsamis |50, 51,
90]. B omnomy 3 nux L. Zihlke ta criBasropu [90]
BKa3yIOTh Ha Te, 10 TPIOPUTETHUMHU HAIMPSIMAMU €,
HacamIiepesl, BIPOBAJPKEHHsT BCeOIUHMX TIPOrpaM Mpo-
GdimakTuky Ta e(hEeKTUBHOTO CKPUHIHTY CyOKJIiHIY-
Hol PXC, oCKiIbBKM BOHa 3aJUIIAETHCS ITPOBITHOIO
MIPUYUHOIO CEePIIEBO-CYANHHOI 3aXBOPIOBAHOCTI CEPe]T
JiTell y KpaiHaX 3 HU3bKUM piBHEM moxomiB. [Topsn 3
MM TTiICYMOBAHO JI0Ka30Bi gani — iy 2012 p. omy6i-
KOBaHO HOBI pekomenzailii CBiToBo1 (benepaitii cepiis
MO0 cTanapTu3aliii kputepiiB Bepudikaiiii PXC 3a
noromoroo 2D- ta momnmuep-exoxapmiorpadii [63].
3TiTHO 3 pe3yAbTaTaMu aBCTPATIICHKOTO MTPOCTIEKTIB-
HOTO JIOCJTIJZKEHHS, 11i HOBI PEKOMEH/IAIlil BUSBUIINCST
BUCOKOUYYTJIUBUMU 1 crelu(piuHUMU B TIOMYJIAMIL 3
BUCOKUM PU3WKOM (KOpiHHe HaceJIeHHS ABCTpaii)
[65]. Bimpia mocTymHicTh MaINX i TIOPTATUBHUX €XO-
KapaiorpadiuHUX CKaHepiB I03BOJIUTH Y TTEPCIIEKTUBI
JIOTIOMOTTH BITPOBAIUTH 11 PEKOMEH/AIl] Y KITiHIY-
HY TIPAKTHKY, 10, 30KpeMa, TPOJIEMOHCTPOBAHO TPY-
TI010 JIOCTIAHNKIB 3 Yrauau [7]. Peasmizartis momioHnx
cTpareriii, IMOBIpHO, CITPUATAME 3HUKEHHIO 4acTo-
TH BUsABJIeHHA yckiaaHenb PXC, 30Kkpema TSKKOTO
MITPaJIbHOTO CTEHO3Y Ta TPUKYCITIAIBHOI Peryprita-
wii. ITpyna gpocnigaukis 3 Kopei omy6imikyBasa pesyJib-
TaTH TPUBAJIOTO CTIOCTEPE;KEHHS 3a TAI[iEHTAMI TICIIs
YCITIITHOI 4ePEe3MIKIPHOI TITACTUKHU MiTPAJTbHOTO KJIa-
MaHa 3 TPUBOY PEBMATUYHOTO MITPAJIbHOTO CTEHO3Y
(299 marrieHTiB, 32 AKUMU CIIOCTEPITATN BIIPOIOBIK
nepioxy mo 12 poxis). Ilokazano, 1o gacTtora BUIB-
JIHHS BWI/IKIB TPUKYCHIATBHOI PETYypTiTaltii, 1o
(hOpMYEThCsI, 3pOCTAE HABITH Yepes Garato POKiB micJist

YCIHIIIHOI YePe3IIKIPHOI MITPaJbHOI KOMICYPOTOMIl
[43]. ¥ Tix BuUMasKax, KOJIW 3 TPUBOJY MiTPATbHOTO
CTEHO3Y BUKOHYIOTb 3aMiHY MITPajbHOIO KJIAIaHa,
JIOLIJIbHA TaKOXK CYIIYTHSI 3aMiHa TPUKYCIIJQIBHOTO
KJIallaHa, SIKIO B IAIiEHTIB HA MOMEHT XipypriyHoro
BTPYYaHHST CIIOCTEPITAETHCST He3HAYHa ab0 TOMipHa
TPUKYyCITiaabHa perypritamis [40].

3 iHII0ro OOKY, B KpaiHax 3 HU3bKIM PiBHEM J[0XO-
IIiB CIIOCTepiTaeThed 3ami3aiia aiaraoctuka [I1BC, 1mo
ACOLIIOETHCS 31 3HAYHUM JIOJATKOBUM TATapeM cep-
LEBO-CY/IMHHMX 3aXBOPIOBaHb. TaKMM 4YMHOM, PaHHE
BugBienas [IBC ma momymgmilinomy piBHI — Haii-
GLTBIIT BaKJIMBUIA KPUTEPiil 3HUKEHHSI IOBTOTPUBAJIO-
ro taraps [I1BC y kpainax 3 HU3BKUM PiBHEM TOXOIB.
Y BeJIMKOMY KHUTaliCbKOMY IPOCIHEKTUBHOMY JIOCJIi-
mkenti (Gibire Hizk 120 000 HOBOHAPOKEHIX ) TIPO-
JIEMOHCTPOBAHO IPHUKJIQJ[ YCIIIITHOIO BIPOBA/IKEHHS
IIyJIbCOKCUMETPIi y KpaiHaX 3 HU3bKUM PiBHEM JI0XO-
niB [86], mo mo3BoMgE imeHTU(IKYBATH TAIIEHTIB 3
pesmkumu [IBC, gki He MOKHA BUSIBUTH 11/ Yac JIAIIe
KJIiHIYHOTO OOCTeKeHHst. [TepeBaramu Ili€l TeXHIKM, Ha
BIZIMIHY Bi/l TIUPOKO BIPOBAIKEHOI exokapiorpadii,
€ HU3bKA TPYIOMICTKICTb, HETPUBAJIMIA YaC CKPUHIHTY
Ta TIPOCTOTA BUKOHAHHS. 3TiIHO 3 Pe3yJIbTaTaMy IIbOTO
JOCT/KEHHST, YacTOTa XMOHO HEraTMBHWX BUITQJIKIB
IIPU TIPOBeJIEHHI TyJIbcOKcHMeTpii cranoBuia 0,3 %, y
TOI1 yac K 6e3 ii poBeieH st BTpUYi OiJIblile MAIIOKIB
3 kputnuanmu [IBC Ta BzBiui Gijibine — 3 IHIIMMEI
Besmkumu [IBC MoxkyTh ButmcyBaTh 3i crarionapy,
TakK i He BCTAHOBMBIIIH J[iaTHO3.

Bisyanisauifa Ta kKniHiYHI BUNnagku
NPUPOMKEHUX Baf cepuna

Cepen my6uikartiii, siki crocytorbest [IBC, sHauna
YacTKa HAJIEKUTDh KJITHIYHUM BUIIQJIKaM Ta TTPUKJIa-
nmaM Bisyadizartii. Ile m03BoIsIE KAIHITIUCTY OTPUMY -
BaTH HOBI HaBYAJIbHI MaTepiau i € BKpall BaXKJIUBUM
3 TOYKH 30PY IEMOHCTPAIlil iIHHOBAIIMHUX TEXHOJIO-
riif B iHTepBEHIINHIT AuTsaiit Kapiosorii [1, 15, 23,
24, 31, 42], a Takosx 306isblIeHHs 00I3HAHOCTI 1010
pinkicHux mpupoKeHux anomamiit [28, 45, 64].
[Toxi6ui my6rikailii pasoM i3 HaBYAJTBHUMU CTATTSI-
Mmu 3i cienndivynux acnektis [IBC [17, 84] dhopmy-
I0Th MOTHBAIIO 710 NOTJNOJIEHHA 3HaHb 3 AUTAYOL
Kap/IioJIorii, a TAKOK [03BOJISTIOTH Oy TH 00i3HAHIUMHI
IO/I0 OCTAHHIX MOCSATHEHD Y il cdepi.

Buecku aBropis. P.C. Kahr i G.-P. Diller 3xiii-
camn orusi siteparypu. P.C. Kahr wanucas mep-
ITUI TTPOEKT CTaTTi, SKUN pelaryBajn Ta CXBAJIN
00u/1Ba aBTOPH.

Kouduikr intepeciB. Hemae.

>xepeso Ta excrepTHe peleH3yBaHHA: CKEPO-
BYBQJIN; pellcH3yBaHHS BHYTPIIIHIMUA €KCTIEPTaMH.
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AnbmaHax-2014: BpoxaeHHble NOPOKK cepaua

Hacroswmi AnbmMaHax noAbITOXWBAET BaXHble CTaTbM Mo Npobneme BPOXAEHHbIX MOPOKOB cepALa, onybnmnKoBaHHbIe B Xyp-
Hane «Heart» 1 gpyrMx OCHOBHbIX KapAauonornyecknx nsgaHmax B nepuop 2012-2014 rr. B HeM ocBellleHbl OCHOBHbIE MONOXeHUs
Tex nybnuKaumii, KoTopble aBTopbl CYMTaAlOT Hanbonee 3HauYMMbIMKU B cchepe ucciegyeMon npobnematrku. HanvcaHne matepuana
npeaycMaTprBano He TONbKO BCECTOPOHHUIM 0B30p COBpPeMEHHbIX SOCTUXEHUI Mo npobneme BPOXAEHHbIX NMOPOKOB cepaua, a u
hokycnpoBaHme Ha HeKOTOpbIX creumduyeckix acnekTax. Takum obpasom, nx BbIGop Obin, B onpeaeneHHon cTeneHu, CyobeKTUBHBIM.

KnioueBble crnoBa: BpoXAeHHble MOpoku cepaua, TeTpaga Panno, 6epemMeHHOCTb, MpeanKTopbl pUcKa.

P.C. Kahr, G.-P. Diller
University Hospital Muenster, Muenster, Germany

Almanac 2014: congenital heart disease

This Almanac summarises important congenital heart disease articles published between 2012 and 2014 in Heart and other major
cardiac journals. It highlights what the authors perceive to be highly relevant articles in the field. While the aim was to provide a comprehensive
overview of the area, a focus on certain areas of interest was required. The selection is, therefore, by necessity a subjective one.

Key words: congenital heart disease, tetralogy of Fallot, pregnancy, predictors of risk.



