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Pezrome

Tparcnosummsa MaructpanbHeIX aprepuid (d-TMA) — BpoKISHHBIH MTOPOK CepAlia, XapaKTepHU3yIOMHUACI HEeCo-
BMCCTHUMBIM C )KM3HBIO MapajjICIbHBIM KpOBOO6paI_HeHI/IeM CUCTEMHOI'O U JIETOYHOT'O KPYT'OB. bes OICPATUBHOI'O
neuerns 90% MIIaJCHIEB yMUPAIOT B TEUCHUE MEPBOTO Iofia KU3HU OT FHIOKCHH, alli103a U CEePACUHON Hemlo-
CTaTOYHOCTH. AHATOMMUYECKasi KOPPEKLUs ABJISAETCS MPEeINOYTUTEIbHON METOAUKON, OTHAKO IMPU HEBO3MOXKHO-
CTH €€ BBITTOJTHEHUSI TPUMEHSETCS OTIEpalys MPEICEpAHOTO epekirodeHus (onepanus Macrtapna uian CeHHUH-
ra). OTnaneHHbI pe3yabTaT TaKHMX BMEMIATEIbCTB XapaKTEPHU3yeTCsl pa3BUTHEM CEPACYHONH HETOCTaTOYHOCTH
CO CHI)KEHHEM (PyHKLUH MTPABOTO (APTEPHATBHOTO) XKETyA0uKa, HEJJOCTATOYHOCTH TPUKYCHHIAIBLHOTO KJIalaHa,
HapymeHnﬁ pyuTMa ce€pana v ImMpoYruMHU SABJIICHUAMU. I[aHHBIe OCJIOKHCHUA MOTYT pasBUBATHCA YK€ B JE€TCKOM
BO3pacTe, HO BO3MOXKHOCTU MX MEJUKAMEHTO3HON KOPPEKLHUHU OCTAIOTCA IPEAMETOM U3Yy4EHHUs BBUIY MaJOd
JIOKa3aTesIbHOM 0a3bl sl marueHToB Mojioke 18 sier. B manHo# pabote mpeacTasieH cilydaid yCHenHOro Meu-
KaMEHTO3HOTO JICYCHHSI XPOHUYECKOI Cep/IeuHON HEe0CTaTOYHOCTH C HU3KOH (pakipell BIOpoca CHCTEMHOTO
(apTepnanpHOTO) MPAaBOTO JKEIYI0UKA cepiia pedeHKa rmocie onepaun Macrapa ¢ mociaey oMM yCIIEITHBIM
MIPOTE3UPOBAHIEM CHCTEMHOTO aTPUOBEHTPHUKYISIPHOTO (TPHUKYCIHAAIBHOTO) KIIalaHa.

KaroueBrnlie ciioBa: TPpaHCTIO3UI M MAaruCTpajJbHBIX apTepI/Iﬁ, ornepanus MaCTalea, MMpeaACEPpAHOC MEPECKIIIOYUC-
HUC, XPOHUYCCKaA CCPACUHAA HEAOCTATOYHOCTDb, BPOKACHHDBIC ITIOPOKU CCPALIa
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Abstract

Transposition of the Great Arteries (d-TMA) is a congenital heart defect with unrelated lung and systemic
circulation. More than 90% of infants die without surgical treatment in the first year of life. Anatomical correction
is the “gold standard”, however, atrial switch technique (Mustard or Senning procedure) can be used in selected
patients. The long-term result of the atrial switch procedure is characterized by the development of heart failure
with a decrease of systemic right ventricular function, tricuspid valve insufficiency, cardiac arrhythmias, etc.
These complications may occur in childhood, but medication and its features remain unclear. This paper presents
a case of successful quadruple therapy in chronic heart failure with reduced ejection fraction of the systemic right
ventricle in a child after Mustard procedure, followed by successful tricuspid replacement.
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Beenenne

TpaHcnO3ULMST ~ MarucCTpajbHBIX  ApTEPUI
(d-TMA) siBisieTcss BTOPBIM TI0 4acTOTE BCTpe-
YaeMOCTH LIMAaHOTUYHBIM MOPOKOM cepjua (mo-
cie terpaasl Pamio) u coctasiusier 1:4000 cpenn
BCEX HOBOpPOXKJEHHBIX [1]. B ocHOBe martonoru-
YECKOM reMOJIMHAMUKH TOPOKa JIEKHUT HECOBMeE-
CTUMOE€ C >KM3HBIO MapajiellbHOe KpOBOOOpa-
IIEHUE CHUCTEMHOIO M JIETOYHOro Kpyros. bes
oneparuBHOTO JiedueHus: 90% miaaeHIeB ymupa-
10T B TEUEHHE MEPBOT0 I'0J1a KU3HU OT TUIIOKCHUH,
alyI03a U CEPIEYHOM HETOCTATOYHOCTH [2, 3].

«3070TBIM cTaHmapTOM» Koppekimu d-TMA
Ha CErOHSIIHUM JCHB SIBIISICTCS apTepUaATIbHOE Te-
peximouenue. Onepaiyisi Macrapnia sSBIsIeTCs allb-
TEPHATUBHOM OIEpalueil y MalUeHTOB C PeIKUM
BapUaHTOM OTXOXKICHHS M BETBIICHHSI KOPOHAPHBIX
apTepHii, MPU KOTOPBIX YCHEIIHAas TPAHCIOKAIUS
UX B HEOAOPTY COMPSIKEHA C BHICOKUM pHcKoM. [1o
CTaTUCTUYECKUM JAHHBIM, TOJIbKO 60% mannueHToB
OCTaroTcs B KMBBIX uepe3 30 jieT nocine onepauuu
Mpe/iCepAHOr0 MepeKmoueHus. BaprabenbHoCTh
JOJITOCPOYHOTO TPOTHO3a OOYCJIOBIIEHA TO3THH-
MU OCJIO)KHEHHMSIMU, TAKUMU KaK CepeuHas Heso-
cratouHocTh (CH), HEIOCTaTOYHOCTh CHCTEMHOTO
arpuoBeHTpUKyIsipHOro (AB) kianana, aputmuu,
BHE3aIHas CepieuHast CMepTh [2].
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[To naHHBIM pa3HBIX aBTOPOB, YACTOTa Pa3BU-
tuss CH cuctemuoro npasoro skemymnouka (IT0K)
B riepBele 10 sieT HabmroneHus cocrasisier 8—17%
cay4daeB [2, 4, 5]. OCHOBHBIMU NPUYMHAMU €€
Pa3BUTHS SIBISIIOTCA: HU3KUKA KOMIIEHCATOPHBIN
pesepB u ¢udpo3 IDK, HemocTaTOUHOCTH CH-
cTeMHOro AB-kmanaHa, JUCCUHXPOHUS U Hapy-
menust purma cepaua [2]. ITockoneky CH siBiisi-
€TCsl MOILHBIM IPEIUKTOPOM HEOIAronpUsITHOTO
UCXO0JIa B ATOM MOMYJISIIIAKA TMAI[UEHTOB, aKTyallb-
HBIM OCTa€TCs BOIPOC O peaju3alliu BCEX Tepa-
MEBTUYECKUX CTpaTeruil JIeYeHus, B TOM YHCIIE
B aCIEKTE MOATOTOBKU K KapAHOXUPYPTrUYECKO-
My BMENIATeNIbCTBY [4, 6].

Onucanue cayyas

[Tammentka A., 6 JeT, TOCHUTAIU3HPO-
BaHAa B OTACIIEHUE XUPYPTUUYECKOTO JICUCHUS
BpOXKJeHHBIX mopokoB cepana (BIIC) c xano-
0aMM Ha MOBBIIICHHYIO YTOMIISIEMOCTbD, OJBILIKY
pyU yMEpeHHOH (u3ndeckoil Harpyske (xombp0e
Ha 100-200 Mm).

M3 aHamHe3a M3BECTHO, YTO peOEHOK OT 2-U
O6epemeHHocTH, 2-X ponoB Ha 40-i1 Hexene Oe-
PEMEHHOCTH, Macca TeNa MPH POXKAECHUU — 3 KL
Briepssie quarno3 BIIC ycTaHoBieH mipu poxzae-
Hu. C npeaBapUTEIbHBIM TUArHO30M «TETpajia
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®dannoy» pebeHOK HAXOAWJICS Ha CTAIlMOHAPHOM
JICYEHUU B OT/AEJEHUU MaTOJIOIMU HOBOPOXKICH-
HbIX. Ha 27-i1 aeHb )K13HU IPOBEEHA SKCTPEHHAs
TEJIEMEIMIIMHCKAsl KOHCYNIbTallUsd CO CHeLUan-
cramu HMUI[ CCX um. A.H. bakynesa, ytou-
HEH JMarHo3 — TPaHCIO3ULIMS MarucCTPaIbHBIX
aprepuii (TMA), nedekT MexKemyT0dKOBON I1e-
peropoaku (JAMIKII). [Manuentka rocnutains3u-
pOBaHa B OTJENIEHUE SKCTPEHHOW XUPYPIUU HO-
BOPOX/JIEHHBIX B KpaiiHE TSHKEIOM COCTOSHUU
Ha (OHE CepAEYHO-JICTOYHONW HEJ0CTAaTOYHOCTH
1 nmocTostHHOM MH(Yy3uu npoctarnananaa E1. [pu
OCMOTpE OTMEYaJiaCh BBIPAKEHHAsl apTepHalib-
Has rurokcemust (Sat 68%). [To nanHbIM BXOIHOM
sxokapauorpaduu (IxoKI'): d-TMA, mbliieuHbIit
JAMXKII — 6 MM ¢ mepekpecTHbIM cOpocoM, OT-
KpbIToe oBajibHOE OKHO (OOQ) — 3 MM co copo-
COM CJIEBa HampaBO C TPAJUEHTOM JIABICHUS
10 MM pT. CT., FEMOAVMHAMHUYECKUNA CTEHO3 JIErO4-
Hoii aprepuu (JIA) ¢ MUKOBBIM TPaJUEHTOM JaB-
aeHus 46 MM pr. cT., pudpo3Hoe kombio (PK)
kianana JIA — 10,7 mm, @K aopranbpHOro kiana-
Ha — 9,8 MM, OTKpBITBII apTepualIbHbINA IPOTOK —
3 MM, ¢pakiust BeioOpoca (PB) neBoro xemymouka
(JDX) mo Simpson — 65%, KOHEUHBIN AHACTONU-
yeckuii 00vem (KJ1O) JIK — 80 mir/m?, KoHEUHBIIH
nuacronnueckuit pazmep (KIP) JDK — 22 mm, ce-
napamysi JUCTKOB IepuKapAa 1o 3aaHedasab-
Hou crenke JIOK — 2 MM, 2 yCThsi KOpPOHApHBIX
apTepHil OTXOISAT OT JIEBOIO KOPOHAPHOTO CHHY-
ca, ¢ppakunonHoe uzMeHenue riomam (OUII)
DK — 56%. B cBs3u ¢ nporpeccupyroueil ae-
carypaluell BbIIIOJHEHA onepanus PamkuHga
C IPUPOCTOM OKCHTCHAIIMU apTePHATBLHON KPOBH.
[TocneonepalmOHHbIA MEPUOA MPOTEKA 6e3 0co-
o6ennocrteil. Ko 1HI0 BBIMMCKY OTMEUanach COXpaH-
Hast cokparutenbHas ¢QyHkuus JOK (OB 65%),
KO JDK 45 mu/m?, KJP JDK 20 mm, JIMIKIT
6 MM C MEPEeKPECTHBIM COPOCOM C TpaHEeHTOM
nasneHust 60 MM PT. CT., MEXKIPEACEPIHOE CO00-
menue 6,2 MM. YUUTEIBas 0COOEHHOCTH OTXOXKIE-
HUSI KOPOHAPHBIX apTEePHUil OT a0PTHI (OTXOXKICHUE
00erxX KOPOHApHBIX apTEPHil OT JIEBOr0 KOpOHap-
Horo cunyca), Hamnuue JIMOKII, ynosierBopu-
TEBbHBIX MOKa3aTeNiel caTypaldyd KPOBH, TIPUHS-
TO PEUIeHHE OTIOKUTH OTIEPAIIUIO ApTEPUATIEHOTO
nepexioueHus Ha 1-2 mec. [lanpenTtka Boinucana
C PEKOMEHIAIMSAMU: TIpHEM ypocemMuia 4 MI/CyT,
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kanronpuia — 3 mr/cyT. [loBTopHas rocnuranmsa-
IIUSI COCTOSIACh Ha 4-M MeCSIe KU3HU TaIeHT-
ku. [Ipu KOHTpOIEHOM 00CIEI0BAHUH, TTO TAHHBIM
OxoKTI': ®B JIK — 70%, K10 JIK — 30 mu/m?,
KJIP JIK — 15 MM, macca muokapaa JIDK — 63 r/m?,
JAMIKII — 3 MM co cOpocom crpaBa HaJIEBO € Tpa-
JIMEHTOM JIaBJIEHUS 72 MM PT. CT., TeMOJAMHAMUYE-
CKUii cTeHo3 Ha JIA ¢ MMKOBBIM I'PaJIMEHTOM JIaB-
aenust 30 mm pt. ct., KJIO IDK — 41 mu/m?, ®B
DK — 48%. YuutbiBasi aHaTOMHIO TIOPOKa, 00b-
emHyro runomiasuio JDK, aprepuaneHyro ru-
MOKCEMMIO, MPEANPHUHATA MONBITKA JTAHOM pa-
JUKAIbHOM KOPPEKIIMH, BBIINOJIHEHO HAJIOXKEHUE
MOIU(UITMPOBAHHOTO  MOIKIIOYUYHO-JIETOYHOTO
aHactoMo3sa o Blalock cnesa u onepariu Muller
(cyxxuBanue JIA). [TocneonepaioHHbINA TEPUOT
ocioxHauics pasputueM CH, TpeOyromien -
TEJIbHOM HMHOTPOIHOW W Ba30NPECCOPHOM MOA-
JIEPKKH JOTTAMUHOM | afpeHanHoM. [1o qanHbIM
Ox0KT, ko nHto Bemucku (14-i1 nens nocne orme-
pauun): ®B JIXK — 67%, KO JDK — 39 ma/m?,
KJIP JIK — 16 MM, macca muokapaa JIDK — 65 r/m?,
JMOKII — 3 mm, rpagMeHT JaBiICHUS Ha MaHXke-
te JIA 60 MM pT. CT., QyHKITMOHUPYIOIINK aHA-
ctomo3. Ilponomkena Tepamus ¢(ypoceMuaoMm
3 MI/CyT, CIUPOHOJIAKTOHOM 12 MI/CyT, IUTOK-
cuom 0,05 mr/cyt. [loBropHasi rocuTanu3aius
JUI paJuKaJIbHOW KOpPpEKLUMHU OblIa 3aruiaHUpo-
BaHa yepe3 3 Mec. [Ipu nocrynnenun B Bo3pacrte
1 rox 1 Mecs1 oTMeYanock yimy4ieHue QyHKIno-
HaJBLHOTO cTaryca marueHTku. [1o manHbIM KaTe-
TepU3allui KaMep cepAla U aHrhokapauorpaduu
OTIPENIEIISIIOCH OTXOKICHUE KOPOHAPHBIX apTepuil
pa3fAeNbHBIMU YCTBSIMU OT JIEBOI'O KOPOHAPHOTO
CHHYCa, pacluupeHue crBoja JIA, cucronuueckoe
JTABJIEHUE B a0pT€ — 87 MM PT. CT., CACTOJIMYECKOE
nasnenue BJIA —25 MM pt. cT. UHTpaonepaimonHo,
0 TIPUYMHE BBICOKOTO PUCKA PEUMITIAHTAIIUN KO-
POHApHBIX apTEpUid, NPUHATO PEIICHHE O CMe-
HE TAKTUKH OTNEPAaTUBHOIO BMEIIATENILCTBA — BbI-
MOJTHEHA KOPPEKIMs MOpoKa B 00beMe orepaluu
Macrapaa, nepeBsizki paHee HaJIOKEHHOTO aHa-
cromo3a, ractuku JIMOKII co cHaTHEM MaHKEThI
c JIA. ITo nannepIM nocieonepanonHon OXoKI'™:
KIP JDK — 20 mMm, ®B JIK — 58%, KIP ITDK —
27 mMm, @B IDK — 55%, peryprurauus Ha TpEX-
cTBopyaroM kianase 1 ct. Ilpogomkena tepanust:
KanTorpui 12,5 Mr/cyT, hypocemu 5 Mr/cyT, criu-

251



Creative Cardiology. 2025; 19 (2)
DOI: 10.24022/1997-3187-2025-19-2-249-256

Case Reports

poHosakToH 12,5 Mr/cyt. B Teuenue nocnenyro-
mmx 4 JIeT NalUeHTKy PEeryispHO HaOonamu
B HAyYHO-KOHCYJIBTaTUBHOM OTJEIICHUH, TAKKE
OHa MOoJydYaJla CTAallMOHAPHOE JIEYEHHE B JET-
ckoM peabmnurannonHoMm nentpe HMUL[ CCX
uM. A.H. bakynesa M3 P® u HUKU neauarpun
u nerckor xupypruu um. IO0.E. Benprumesa. 3a
BpeMsl HaOJIOEHUs] PErMCTPUPOBATIACh COXPaH-
Hast pynkwst [DK.

Kak 6b110 0TMEUYeHO BhIlIE, B BO3pacTe 6 JieT
¢ kano0amMM Ha YTOMJISIEMOCTB, CHIDKEHHUE TOJIe-
PaHTHOCTU K (U3UUECKOW Harpy3ke MalieHTKa
Obl1a TOCIUTAIU3UPOBAHA B OTAETICHUE XUPYPTUU
neteit crtapiero Bo3zpacta ¢ BIIC. [Tpu moctyre-
HUH COCTOSIHUE CPE/IHEH CTETeHU TSHKECTH, apTe-
puansHoe nasienue 100/70 mm pr. ct., HCC 92
yI/MHH, Macca Tena 25 Kr, catypaius KpoBu 98%.
[To nanubM Dx0KI" oTMeueHo yBenrueHue nosio-
ctu [DK (KJP — 59 mm, z-score 4,91), cHmkeHune
cokparurensHoit pynkuuu DK (OB 35%, am-
IUIUTY/Ia CUCTOIIMYECKON 3KCKYpPCUM KOJIbIA TPH-
kycnmaainsHoro kiamana (TAPSE) — 9 mwm, mio-
OanpHBIA MPOAOJIBHBINA CTpeiiH 8%, cepaedyHblil
urgexe (CH) 1,9 n/mun/m?), HapacTaHue TPUKY-
CIMJANBHOM peryprutauuu 10 3-i creneHu, yBe-
anuenue ypoBHs BNP no 55 nr/mi (Hopma — 10 35
rr/mi). ITo marasiM MPT: KJ1O TDK — 127 mi/m?,
O®B ITXK — 38%. Ilo npuunHe BBICOKMX Omeparnu-
OHHO-2HECTE3MOJIOTUYECKIX PUCKOB MPUHSATO pe-
IIEHHE OTJIOKHUTH ONEPaTUBHOE JICYCHHUE B 00be-
M€ MPOTE3UPOBAHNUS TPUKYCIUAATBLHOTO KIIalaHa.
C 1enbro KOMIEHCAIMY COCTOSIHUS MHULIMMPOBAHA
Tepanusi XpOHUYECKOI cep/IeuHON HEJOCTaTOUHO-
ctu ¢ Hu3Koi @B (XCHH®DB) ¢ mocnemyrormieii Tu-
Tpauuei 103UpOBOK NPU yYacTUU CIIELUAIUCTOB
HMMUIL] CCX um. A.H. bakynesa u HUKU nexna-
TpuH U feTckoit xupypruu nM. FO.E. Bensrumesa:
CIMPOHOJIAKTOH 25 MI/CyT, TOpaceMHJ 5 MI/CYT,
KapBeIuIon 6,25 Mr/cyT, BaicapTaH-caKyOUTPUI
50 mr/cyT, nanarmuduosus 5 mr/cyT. Ha ¢done te-
parmuu 4epe3 1 rom oTMedeHa MOJOKHUTENbHAS
muHaMmuka — npupoct @B DK o 45-48%, CU
10 2,5 m/mun/M?, TAPSE 110 16 MM, a TakXe CHH-
s»enre BNP no 25 nr/mi.

B Bozpacte 7 ner mpu KOHTpPOJIBHOM oOciie-
JOBaHUM TAaKXKE OTMEYECHA MOJOKHUTENbHAS JH-
HAMUKA TI0 JQHHBIM J1a0OPaTOPHBIX W HHCTPY-
MEHTaJIbHBIX METOAOB HcciienoBaHus. [lpunsaTo

252

pelIeHre O TMPOBEICHUU OIEepaly MPOTE3UPO-
BaHUsl TPEXCTBOpUATOro kiamana. B mpemore-
pPallMOHHOM TEpPHUOJIE C LENbI0 KapAUOTOHUYE-
CKOM TOJAEPKKU B JOMOJHEHUE K MPOBOIAMMOMU
Tepanuy Ha3zHayeHa HH(QY3Us JIeBOCHMEHJIaHa.
BoinonHena omepanusi — MpOTE3UPOBAHUE CHU-
CTEeMHOTo (TpexcTBopuaroro) AB-kiamaHa mexa-
HUYECKUM MPOTE30M C COXPAHEHUEM IOJKJIaraH-
HBIX CTPYKTYp. JJIUTENBHOCTH HMCKYCCTBEHHOTO
kpoBooOpamenus (MK) cocrasmma 152 muH, me-
pexxarust aoptel — 70 mun. [locneonepannoHHbIN
MEepUOJ] TUIIMYHBIM, C HEMPOAOIKUTEIbHBIM IIe-
pPUOJOM HCKYCCTBEHHOM BEHTWIALIMU JIETKUX
(16 1) 1 mpeObIBaHUEM B OTACIICHUN pEaHUMAITTN
(Ha 2-e CyTKHU MallMeHTKAa NepeBe/ieHa B IPpOpHIIb-
Hoe otnenenue). Ha 3-u cyTku mocine onepauuu
BO300HOBJICHA KOMIUIEKCHAs MEIMKaMEHTO3HAas
teparnusg XCH. Ilo nanueim OxoKI™ ko nHIO BBI-
nucku u3 cranumonapa: KJIP IDK — 45 mm, ®B
IDK — 47-50%, CU — 2,9 n/mun/M?, coxpaHHas
(YHKIHS TIPOTE3a CUCTEMHOTO TPHUKYCIHIATIBHO-
ro KJIarnaHa.

Pesynprarel IUHAMUYECKOTO 0OCIEIOBAHUS
Yyepes3 rojl ociie onepaiuu B yCIOBUAX JETCKOrO
pPeabUIUTAIIMOHHOTO IIEHTPa OTPAXKAIOT COXPaH-
nyto ¢yskiuio [DK (OB 47%) u mporesa cu-
ctemMHoro AB-kiamaHa, a Takke IPUPOCT TAKUX
nokazareneit, kak CU (o 3,2 yi/mMun/M?), mI0-
OanpHBIN PoAOIbHBIN cTpeiH (15,4%).

Oo6cyxnenne

TpaHcnIO3UIMS MaruCTpajabHbIX apTEpUd —
kputnaeckuit BIIC, tpeOyrommii paHHero Xu-
pypruueckoro jedeHus [7]. B Hacrosiee Bpems
yale JApYruxX UCHOIb3YeTCs CIEAYIOIas KIacCh-
¢dukarmss TMA: ¢ MHTaKTHON MEXOKETYI0UYKOBOM
neperopoakoit (MMKII); c UMXKII u oGcTpykim-
eit BeiBoiHOTO TpakTa JDK; ¢ JIMXKII; ¢ AMIXKII
u o0cTpykuueil BbiBogHoro Tpakra JOK [8].

Onepanyst apTepuabHOTO MEPEKIIIOUYECHUS B-
JISIeTCSL «30JI0ThIM CTaHIAPTOM» ISl ONepaTHUB-
HOro BMemarenbctBa npu TMA mia pocTtuke-
HUSl HAWJIYYILUX HTPOTHOCTHYECKUX PE3YIbTATOB,
XOTh M TPEANoJaraeT CTPOTWid OTOOp MAalMeH-
TOB. ONTUMaJIbHBIE CPOKH JJISI TPOBEACHUS KOP-
PEKILIMU COCTABJIAIOT C MEPBbIX JIHEH 10 1 Mecsia
XKU3HU peoeHka. CTporue BpeMeHHBIE paMKH 00y-
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CIIOBIIEHBI OXKU1aeMoii criocooHocThio JIK cripaB-
JATBCA C CUCTEMHOM M€MOJIMHAMUKOW, YUUTHIBAS
JUTUTENbHOE (DYHKIIMOHUPOBAHHE B YCIOBUSX BBI-
COKOTO JIETOYHO-apTEePHAILHOTO COMPOTUBIICHUS
B II€pUOJI HOBOpPOXKJIEeHHOCTH [9]. B nuteparype
MIPEICTABIICHBI CITydan U Ooliee Mo3IHEH Koppek-
[IMH, HO C TSDKEJIBIM ITOCIICONEPAIIMOHHBIM TEUe-
HUEM, TPEOYIOIIUM JITUTETbHON HHTEHCUBHOM Te-
panuu [ 10, 11].

B paccMOTpeHHOM KIIMHHUYECKOM NpHUMEpe
MO3/AHSIST TOCHUTAIM3AIMS, THKECTh COCTOSHUS
MALMEHTKH, AHOMAJIUS OTXOX/ICHNS KOPOHAPHBIX
apTepHil cTaau NpUYMHAMM OTKa3a OT MEPBUYHOMN
pamukanbHOM Koppekumu. [lepBoouepenHbiMu
SIBUWJINCh MEPbI IO KOPPEKIIUU apTepuaIbHON T'H-
MMOKCEMUN HOBOPOXKJECHHOW, BKIIIOYAOIINE pea-
JIM3aLUI0 aJIEKBaTHOI'O CMEILIEHUS apTEPUATIbHOTO
¥ BEHO3HOTO TIO0TOKOB [ 12]. CTabunmsanus cocto-
SIHUSL TIO3BOJIMJIA PACCMOTPETh JTAITHOE apTepH-
anbHOE nepekiatoueHue. Ha 4-m mecsie Ku3Hu
MAIMEeHTKE BBIONHWIH orepanyio Muller ¢ Ha-
JIOKEHUEM TOJIKIIFOYMYHO-JIETOYHOIO aHACTOMO3a
o Blalock ¢ memnpro npenBapuTensHON TPEHUPOB-
ku JDK nepen pagukainbHOM Koppekiuen. JlaHHbIii
METO/] LTUPOKO paCIpOCTPaHEH BO BCEM MUPE, J10-
Ka3aJl CBOIO 0O€30MacHOCTh M COCTOSATEIHHOCTH
Y ONKCAH B KJIIMHUYECKUX PEKOMEHIALUSX, BKITIO-
yasi oreuectBeHHwie [9—-11, 13, 14]. B mupoBoit
JUTEeparype MpeAcTaBlIeHbl Pe3yabTaThl Kak Oosee
JUINTEIBHONW TPEHUPOBKH, TaK U MHTpaoIiepaly-
oHHOU onieHkn criocoonoctr JDK momnepxuBath
cucreMHoe KpoBooOparienue [11, 13, 15]. B uc-
cienoBarnu M.P. Noor et al. y marnueHToB ¢ mpo-
ctoif TMA, KOTOpBIM NPOBOAWIIACH TPEHUPOBKA
JDK Gonee 3 mec, orMedanncey 001ee HU3KHE I10-
Ka3aTrelan CMEPTHOCTH, CPOKOB T'OCHUTAJIA3ALNH,
a TaKkke pexke OblIa HEOOXOMUMOCTh B JKCTpa-
KOpITOpajabHOW MEeMOpaHHOW OKCHUTEHAIIMU B TIO-
CIJICOTIEPALIMOHHOM TIEPHOJIE 10 CPaBHEHUIO ¢ 00-
JIee KOPOTKOM MPOJIOIIKUTETLHOCTHIO TPEHUPOBKHU
JIDK [10]. Hecmotpsi Ha pOTUBOPEYUBBIE B3IVIS-
JIbl, HA CETOIHALIHUMN IEHb KITIOYEBBIMU JaHHBIMU
JUTSI IPUHATHS PEIICHHUSI O BTOPOM dTare XHUpPypru-
YECKOIO JICUEHUs SIBISAIOTCS nokazarenu DXoKI™
cootnomenue gasierus B JOK u IDK > 0,85, K10
JDK > 90% ot nHopmbl, @B JDK > 50%, TommuHa
3anueit crenku JOK >4 mwm [9, 16, 17]. B namem
HaAOTIOICHUH CPOK A0 MPEAToiaraeéMoi paiuKaib-

Knunnueckue cinyyan

HOM Koppekuu coctaBui 7 Mec. OJIHaKO UHTpa-
OTIEpPAITMOHHO 110 IPUYHHE BHICOKOTO PUCKA TIepe-
MENICHHS YCThEB KOPOHAPHBIX apTEpUil MPUHSITO
pernieHne o0 U3MEHEHUH TUIa OTIEPAaTUBHOTO BMe-
11aTenbCcTBa — BBINNOJIHEHA orepanus Macrapaa.
[TonoOHast TakTHKa OMKCHIBACTCS B OTCUECTBEH-
HBIX M 3apyOCKHBIX KIMHHYECKHX PEKOMEHIaIH-
SIX KaK METOJ] BBIOOpA MPU PEIKOM BapHAHTE OT-
XOXKJIEHUSI U BETBIICHUS KOPOHAPHBIX apTEpHid,
IIPU KOTOPBIX YCIEIIHAS TPAHCIOKAUS UX B HEO-
aopTy COMpSHKEHA C BBICOKUM PUCKOM [9].

Onepanus Mactapaa—meron koppekinu TMA,
00eCTeYnBaOIIUil TIepeHanpaBiIeHue apTepruab-
HOW KpOBHM B OOJBLIONW Kpyr KpOBOOOpalleHu,
a BEHO3HOW — B MaJIbli, HA YPOBHE NPEACEPANN,
¢ momonibio 3ararel. Hecmorpst Ha 37O, mepe-
KJIFOUEHHE TIOTOKOB KPOBH YCTPAHSET JIUIIb FEMO-
JUHAMHUYECKUE HApYIICHUs], @ HE aHATOMUYECKHUE.
B nonrocpouHoii nepcrneKkTrBe u3-3a aHaTOMU4eC-
KOT0, MOP(OJIOTHYECKOTO CTPOCHHUS 1 BCIICACTBUE
HU3KOTO KOMIIEHCATOPHOTO pe3epBa CUCTEMHBIN
[DK He crocoben umuTenbHOE BpeMs (yHKIHO-
HUPOBATh B YCJIOBHUSAX BBICOKOTO COCYAMCTOTO CO-
MPOTUBJICHNUS, YTO PUBOJMT K €ro runeprpodumu,
3aTeM JWiIaTaluy, HapyIIeHUI0 (DYHKIIUA U CHU-
YKEHHIO CepieuHOoro BbiOpoca [2, 18].

Ilo crarncTyeckuM JaHHBIM, TOJIBKO 60% T1a-
IIMCHTOB OCTAIOTCSl B JKUBBIX uepe3 30 jer mo-
Clie Omepalyuy MPEeICepIHOr0 INEPEKITHOUYECHHUS.
BapuabensHOCTh TOATOCPOYHOTO TPOTHO3a 00Y-
CJIOBJICHA TTO3THUMH OCJIOKHEHHSMH, TAKUMHU KaK
cepAeyHas HEJOCTaTOYHOCTh, HEJOCTATOYHOCTh
cucreMHoro AB-knamana, apuTMHUH, BHE3arHas
cepredHasi cmepth [2]. Yacrora pa3BuTHs cepiaey-
HOU HemocTaroyHocTH cucteMHoro IDK B nepsbie
10 srleT HaOMIONEHMSI TTOCIIEe OTIEPALU COCTABIISET
8—17% ciyuaeB [5]. [laneHThl UMEIOT BBICOKYIO
Y4acTOTY TOCIUTATIM3AIMN U HEOJIArOMPHUSITHBIX UC-
xonoB 1o ooy CH, Huskue nokazarenu @B DK,
BBICOKME YPOBHHM HATPUMYPETHUUYECKUX MENTHIOB
1 GyHKIMoHAIBHBIN Kinacc o NYHA >I1 [19].

B naHHOM KIMHMYECKOM TpUMEpe MpU3HA-
ku CH nosiBUnmuch Ha 5-M rofy *KW3HM MaIlMeHT-
ku. KoHTponbHOE 00cie1oBaHNe BBISIBUIIO KITMHU-
gyeckue, aboparopusie u IxoKI -nmpuznaku CH,
CBSI3aHHOM C HapylleHueM (YHKIUHN apTepuab-
Horo IDK, a Takxke TsDKEIIOM HEIOCTaTOYHOCTHIO
CHUCTEeMHOTO (TpHKycnuaaibHOT0) AB-KiamaHna.
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Case Reports

Cornacho uccnenosanuto D.R. Koolbergen et al.,
BelpakeHHass CH mnepen Xupypruyeckum BMme-
[IaTeILCTBOM OKa3bIBAET 3HAYMTEIBHOE BIHSA-
HHUE Ha OINEpallOHHO-aHECTE3UOJIOINYECKUE PU-
CKU U yXYIIIaeT MOCICONEPAMOHHBIA MPOTHO3
[20]. IIpoTe3aupoBaHuEe CHUCTEMHOTO (TPEXCTBOP-
yaroro) AB-kmanana ¢ coxpaHeHHEeM TMOJIKIIaraH-
HBIX CTPYKTYp Yy HanueHToB ¢ cucreMHbiM DK
ACCOITMHPYETCsI ¢ OBICTPON cTa0MIM3aIel QyHK-
uuu [DK ¢ Boszpactanuem ero @B [20, 21, 23].
VYuuThiBask BBILIEU3I0KEHHOE, aKTyaJIbHbIM OCTa-
€TCsl BOIPOC O peaju3allid BCEX TepaneBTHYe-
ckux ctpareruii tedenuss XCH, B ToM uncine B ne-
PpHUOIEPALTOHHOM EPHOJIE.

C 1enpl0 CHUKEHUS] PUCKOB BBINIOJIHEHUS OIle-
pauuu B yenosusax MK u ynydmenus nonrocpod-
HOTO MpPOrHO3a OblIa Ha3HAaueHa ONTHUMAaJIbHAs
MenukameHro3Has tepanus CH c¢ Huskoii OB,
BKJTIOUAIOIIasi: KOMOMHAIIMIO HHIMOUTOpa HEpU-
JM3MHa U OJoKaropa perentopa aHruorensuxa Il
(APHM), aHTaroHUcThl MHHEPATKOPTHUKOMIHBIX
perienitopoB (AMKP), nHrHOUTOpBI HATPUNA-TITIO-
KO3HOTO KoTpaHcmoprepa-2 (SLGT-2), B-ampe-
HOOMOKaTOphl. J[J1s1 KynmupoBaHMs 3aCTOWHBIX SIB-
JIEHUI IPUMEHSITN TPYIIILY NETIEBBIX JUYPETUKOB.

Tepanesrrueckue ctparerun Jieuennss XCHa®B
JDK mmmpoko mpuMeHUMBI BO BCEM MUPE TS B3pOC-
JIbIX TAIUEHTOB, TOCTENEHHO HAXOIAT IPUMEHEHNE
U B JICTCKOM MOMYJIAILMY U OTPAXKEHbI B COBPEMEH-
HBIX KJIIMHUYECKUX PEKOMEHIALMAX «XPOHUUYECKAs
cepieuHas HEIOCTaTOYHOCTh Y  jAeTei»  [23].
O PeKTUBHOCT JAHHBIX TPYII JIEKAPCTBEHHBIX
npenaparoB y B3pocibix naiueHToB ¢ XCH cucrem-
HOTO JKeTy/04Ka Tocine omnepaiu MacTtapaa mnof-
TBEPJK/ICHA TaHHBIMHU psijia UcclieoBaHui [24-34].
B 10 ke Bpems npuMeHeHHe KBaIpoTepariu y Jie-
Tell MaJIo U3y4eHO M IpPEJCTaBIseT OCOOBI MHTE-
pec. B cBsi3u ¢ 3TUM B JTaHHOM KJIMHUYECKOM IIpU-
Mepe KOHCEpBAaTHBHAsI TAKTUKA JICUCHHUS B3POCIBIX
nauueHToB ¢ XCHH®B aprepuansHoro DK ake-
TparoIupoBaHa Ha PeOeHKa C OXKHUIAEMbIM TTOJI0XKH-
TeTbHBIM 3P (EeKToM.

B npocnexkrusHoM nccnenosanun F. Fusco et al.
NPUMEHEHUE CaKyOUTpUII-BaJicapTaHa y B3POCIbIX
MALMEHTOB C MPABOXKETYI0YKOBOM HEAOCTATOYHO-
CTBIO TIOCIIE OTIEpAIUU MPEACEPAHOTO MePEeKITIoYe-
HUS JI0Ka3aJl0 HE TOJBKO 0e30MacHOCTh MpHUMEHe-
HHS ATOW TPYMIIbl MpEnaparoB, HO U YITy4llleHUE
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cuctoimnueckor gynkimu DK, dyHKImoHansHO-
o KJIacca 1 KadectBa kxu3HH [24]. [Tomumo 3TOTO,
npencrasieHnsie pesynsrartel T.E. Zandstra et al.
MPOAEMOHCTPUPOBAIN 3HAUUTEIILHOE YITyUIlICHUE
nokasaresei npononbHoi aedopmarmu [DK (GLS),
YTO SABJISAETCS MAapKePOM PEMOIEIMPOBAHUSI MHO-
Kapza [25]. Pe3ynbrarsl psijia uccie1oBaHNid HHIH-
OUTOPOB HATPUI-IIIFOKO3HOTO  KOTpaHCIOpTepa-2
(SLGT-2) npu cnoxubix BIIC ¢ HenocTarouHOCTHIO
aprepuansHoro [DK  nemoHCTpHpyroT 3Haummoe
BIIMSIHUE 3TOM TPYIIIBI MPENapaTtoB Ha CyObEKTUB-
HBIC M 00BEKTUBHBIE (PYHKITMOHATIBHBIE TTOKA3aTEeIIH,
sXOKaparorpaduueckue mapameTpbl U CHIDKEHHE
YHCJIa TOCTIMTAIM3ALMN 110 TIOBOAY CEp/IeYHOI He-
noctarouHoctu [26-28]. Hapsimy ¢ atim MLL. Ralph
et al. mpomemMoHcTpUpoBaIH OE30MaCHOCTD TpUMe-
Heanss SLGT-2, ¢ vactoroii moOovHbIX 3deKToB,
COIIOCTaBUMOM C pE3y/IbTaTaMU 3HAKOBBIX HCCIIE-
noBanuii y mareHToB ¢ XCH JIK [29]. Mexanusm
JICUCTBUS CBSA3aH CO CHIDKEHHEM IIpe]- U MOCTHA-
Ipy3KM Ha MHUOKapj Onarofaps OCMOTHYECKOMY
Jype3y, TUTIEPAKTHBAIIMM CHUMIIATUYECKOM HepB-
HOM CHCTEMBI, yMEHbLIEHUEM BOCHIAJIEHUS, TEM Ca-
MBIM TPHUBO/S K ONAronpusiTHOMY peMOIETHPOBa-
HHUIO MHOKap/a, KOTOpOE, KaK M3BECTHO, CHIKAET
puck nporpeccuposanus CH [30, 31]. [Ipumenenue
B-anpenobnokaropoB y nanueHToB ¢ XCHH®B JIK
JIOKa3aHHO NPUBOJIUT K CHIDKEHHUIO Kak 3a0oneBa-
€MOCTH, TaK U cMepTHOCTU. HecMoTpst Ha TO 4TO
HET CBEACHUN O pa3HUIIE MEXKAY IUIOTHOCTBIO pe-
uenropoB B JDK n DK, pe3ynbrarsl npuMeHeHns
y nauuentoB ¢ XCHH®B 1K Bce eme npotuso-
peuuBbl. B nccnenosannu K. Abdul Rahman et al.
OLICHUBAJIOCH BJIMSHHE KapBEAWIONa M METOIpO-
nona Ha (QyHKIMOHATHHBIM Kimace (mo NYHA)
u ynkumio IDK y B3pocnbix manuentoB ¢ TMA
1OCJIE  Olepallii MPEACEPAHOTO TEPEKITIOUEHMS.
[Tpumenenne mnpenaparoB rpymisl [-aapeHoOso-
KaropoB TpenoTBpamiaeT pemoaenuposanue DK
C COITyTCTBYIOIIUM YIy4LIEHHEM MEPEHOCUMOCTH
(dusnyeckoit Harpy3ku [32]. D10 comacyercs ¢ pe-
3ynbsratamu uccnenoBanus R. Galves et al., B koTo-
POM y TaIMeHToB ¢ HenocrarouHocThio [ DK, npu-
HUMaOUMX (-apeHo0N0KaTophbl, ObLIIO OTMEYEHO
ymenbienue K/IP TDK (30 + 4 npotus 27 + 5 mM;
p = 0,03) u 3HaunrenvHOe yBenmueHue TAPSE
(16,5 £ 4 nporus 19 + 4 mm; p = 0,0006) [33]. Eme
OITHOM MTprMeHUMO rpymmnoi sBisitorcs AMKP, Ha-
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MIPSIMYIO HUHTUOUPYIOIINE PEHUH-aHTHOTEH3MH-aTb-
JOCTEpOHOBYIO cucTemy. [1o maHHBIM MeTaaHamm3a,
AMKP He TONBKO CHMKAIOT PUCK CEPACYHO-COCY-
JIICTOM CMEPTH, HO U TOCTIMTAITU3AIUH 110 PUYHHE
CH y B3pocibix naimentoB ¢ XCHu®B [34].
Hcnonb3oBaHre BCEro TepareBTHUECKOTO pe-
3epBa M ynydmieHue ¢(yHkuun muokapaa [DK
B JJAHHOM KJIMHUYECKOM CIIydae MPHUBENO K CHH-
YKCHUIO ONEPAIIMOHHOTO PHUCKA W BBITIOJIHEHUIO
YCIIENIHOTO MPOTE3UPOBAHMS CUCTEMHOTO (TPUKY-
cnuganbHoro) AB-knanana. B pononHenue k Ha-
3HAYEHHOM Tepanuy B MPeJONEPAMOHHOM [IEPUO-
1e 3a 24 4 110 oneparyu ObUia Ha3HaYeHa HHPY3US
JeBOoCHUMEH/IaHa. JlaHHble OOHOBJIEHHOTO MeTa-
anamm3a A.S. Elsaeidy et al. moaTrBepxnaror, uyto
B Irpynne B3pociblx nanueHToB ¢ XCH, xotopsim
ObUT Ha3HAYEH JIEBOCUMEH/AH, OTMEUYEHO YBEJH-
yeane OB, cHKeHNe Mmoka3aressi MO3rOBOrO Ha-
TPUAYPETHUECKOTO TIETITH/Ia U YaCTOThI CMEPTHO-
ctu ot Beex npuuuH [35]. [locne BMemarenbcTBa
MpU JAJTLHENIIEH aKTUBU3AIMU MAllMEHTKH OTME-
yaJlach IMOJIOKUTENIbHAS TUHAMUKA: pErpecc KiM-
HUYECKHX, J1aboparopHbiX, DxoKI -npuznakos CH.

3akJIloueHue

JIaHHBI KIIMHUYECKUN NpPUMEpP HaIISAIHO
MoKa3bIBaeT 3((EKTUBHOCTh TPUMEHEHHUS CO-
BPEMEHHBIX CXE€M TEpalluy MpPU HETO0CTATOYHO-
ctu aprepuanbHoro DK cepaua co cHuKeHHOM
®B, B TOM 4nCIi€ B IEPUONIEPALTUOHHOM MEPHOJIE
B JIeTCKOU monysisiuuu. [IpuBeneHubii KIIMHU4Ye-
CKHMH CITy4ail comiacyercsi ¢ JaHHbIMU MUPOBOM
JIUTEPATyphl, a TAKXKE JEMOHCTPUPYET XOPOLIUM
CPEIHEOTAAJIICHHBI PE3yIbTaT, YTO IO3BOJISAET
PEKOMEH/10BATh OMUCAHHBIN MOAXO/I B TPAKTHKE.
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