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CJIVIAHN N3 ITPAKTUKU

U3MEHEHUA TEOMETPUU U MOPPOAOTUU MUOKAPAA EAUHCTBEHHOIO
XEAYAO4KA CEPALLA MOCAE ONMEPALIUUN POHTEHA

Aapmi O.1O., KOprioabckas A.A., FOpaos N.A., Aopodoees A.B.

PIBY «HMHUILI CCX um. A .H. BakyaeBa» M3 PP

IEHKa T'eOMETPHH U MOP(OAOTHMH MHOKApPAA COBPEMEHHBLIMH METONAaMHU BH3yaAW3allNH
IpeaCcTaBASeT OCOOBIH HHTEPEC, IM03BOASIS IIOATBEPAUTH MapKephl AUCHYHKIINH EeIHH-
cTBeHHOrO xkeaynouka cepana (E2KC). YBeandeHue IIoCTHArpPy3KHU IIocae oreparny PoHTe-
Ha B OTOAACHHOM IIEPHOJIe IPHUBOAUT K u3MeHeHUIo reoMmerpun EXKC, runeprpodun muo-
Kapaa, 3a KOTOPOH caedyeT cybaopTasbHas MBIIeYHAas 0OCTPYKIIUA.
ITess paGoTsl. [IpogeMOHCTPHUPOBATE HA IIPUMEPE KAMHUYECKOTO CAydas 16-AeTHEro MOAOOTO
IapHs C JUATHO30M: «€AUHCTBEHHBIN ABYXIIPUTOYHBIN IPaBBIM XKEAyZOYEK, IIOCA€ MHOT'O3TAIIHOH re-
MOOUHaAMHUYECKOH KOPPEKIIMH (3aBepLIarolIuil aTamn - olepaliusa PoHTeHa B MOAUMHUKAIINH 3KCTpa-
KapauaAbHOTO KOHAYyUTA)» U3MeHeHHe TeOMEeTPHUH Cepalia U oIllpefieAeHHe cybcTpara o6CTPYKIIMK BBI-
BOJHOTO TPaKTa.
Matepuasnsl 1 meToabl. [lalieHT peryagapHO HaAOAIOOAACS YV KAPAHMOAOTa, OTMEYaA [IOSIBACHUE
Kanob Ha yXyAllleHHe COCTOSHUA B BHOE CHUKEHUSd TOAEPAHTHOCTH K Harpy3kKaM, HapacTaHHI0
onpIIIIKY, nepeboaM B obaactu cepaua. [Ipm sxoxkapauorpadpum ObIA0 AUATHOCTHPOBAHO CHHXKEHUE
cokpatuteabHON pyHKImu Muokapaa EXKC, nmoBbiilieHre TpabeKyAdIpHOCTH, aHEBpHU3Ma BepXHEH II0-
aoit Bennl (BIIB), nmomo3spenne Ha cybaopTasbHYyIO OOCTpPyKIUIO (rpanueHT 15 MM prt. ct.). [lo maHHBIM
MPT moarBepskaeHO aHeBpU3MaTudecKoe pacuiupenue BIIB, acumMmerpudHad runepTpodus MUOKaP-
na EXKC (MmakcuMaabHasi ToAIllMHA 15 MM 10 mepenHel CTeHKE B OUACTOAY), BBIIBAEHO aTHUIITMYHOE
CTPOECHHE U KpPEIAEHHE COCOYKOBBIX MBIIII] C IIPU3HAKAMH OOCTPYKIIMU BBIBOAHOTO TpPAaKTa €IUH-
crBeHHOro xkeaymouka (BTE2KC), BeIpazkeHHOe IOBBIIIeHHe TpabeKyadapHoCTH B MHokapae E2KC c
OpU3HAKaMH Ae30PraHU3allii 1 (POPMHUPOBAHUEM T'AyOOKHUX AAKyH, YTO CBUIOETEABCTBYET O IIPOTpec-
cUpoBaHUH MapkKepoB auchyHKIuYU E2KC B mo31HEM OTIAaA€HHOM IIOCAEOIIEPAIITIOHHOM II€PUOLE.
3akauenune. YCIIEX CTPATETHH MHOTORTAITHOM ITAAAMATHBHOM Tepamuu mnaimenToB ¢ EXKC
3aBUCHUT OT HaAWYHS OAATONPUATHBIX QHATOMHUYECKHX U TeMOJAWHaAMUYECKHX KpurepueB. COBpeMeH-
HbIE€ METOIbI BU3yaAU3aIIUH IT03BOASIOT HAeHTUUIINPOBaTh NanueHToB ¢ E2KC, ronBepKeHHBIX pUC-
Ky pasButud obctpykunu BTEXKC, TpeOyrommx KOPPEKIIHU B OTHAACHHBIE CPOKH IIOCAE€ XUPypPrude-
CKOI'0 A€YEHUSI 3THUX [IallNeHTOB.

KaroueBble caOBa: €IUHCTBEHHBIH JKEAYAOUEK cephlia, onepanug PorreHa, cybaoprasbHas 00-
CTPYKIIHS, HEKOMIAKTHBIN Muokapa, MPT cepatia.
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CHANGES IN SINGLE VENTRICULAR GEOMETRY AND MORPHOLOGY
AFTER FONTAN OPERATION

Darii O.1Y., Yurpolskaya L.A., Yurlov |.A., Dorofeev A.V.

A.N. Bakulev National Medical Research Center of Cardiovascular Surgery.

valuation of the myocardial geometry and morphology of single ventricle (SV) patients us-
ing imaging methods allows confirming the ventricular dysfunction. The resulting afterload
causes ventricular hypertrophy that can impair diastolic ventricular performance after
Fontan operation, and subaortic muscular obstruction may follow.

Purpose. To show the geometry modifications and outflow tract obstruction predictors at 16-
year-old man with SV after multi-stage palliation (3rd stage the Fontan procedure) long-term follow
up, complained of a worsening of his state, decrease stress tolerance, dyspnea and heart rhythm dis-
turbances.

Material and methods. Echocardiography showed SV myocardial contractility decrease, in-
creased trabecularity in the cavity, aneurysm of the superior vena cava (SVC), subaortic obstruction
is questionable, a gradient of 15 mmHg. CMR data confirmed a SVC aneurysm, evidence of SV myo-
cardium hypertrophy (the anterior wall in diastole was 15 mm), atypical structure and attachment of
the papillary muscles with signs of aortic outflow obstruction, increase in trabecularity with myocar-
dial disorganization and the deep lacunae formation, which indicate the progression of SV dysfunc-
tion in the late long-term postoperative period.

Conclusion. The success of a multistage palliative therapy strategy for patients with SV de-
pends on the presence of favorable anatomical and hemodynamic criteria. Multi-modality imaging
methods identify patients who are at risk of developing obstructive systemic ventricular outflow tract,
for accurate planning of surgical treatment, which will affect the long-term results.

Keywords: single ventricle, Fontan operation, aortic outflow obstruction, non-compact myocar-
dium, CMR.
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HOTOATAITHOE ITaAAMATHBHOE OIlepa-
THUBHOE A€YeHHE ITallMeHTOB C pas-
AUYHBIMH (POpMaMHU €IUHCTBEHHOI'O
xkeaynouka cepana (E2KC) aBagerca

HUS UCTOYHHKA HAAEKHOTO KOPOHAPHOTO KPO-
BOTOKa; 4) obecriedeHUs OTTOKA KPOBHU U3 CH-
CTEMBI AETOYHBIX BEH UYepe3 MeKIIpedCepaHOe
coobiieHre. BTopoil aTam cBs3aH C yCTAHOBAE-

COBPEMEHHOMN CTpAaTErvell ACYEHUd.
Be3ycAoBHO, 11€A€CO00pPA3HOCTb BBIITOAHEHUS
MeTOoOda KOPPEKIIUH 1M BPEMA BBIIIOAHEHHUA ACHEC-
HHUA OOAXKHBI OIIPEACAATBECA HWHAWUBHUIAYAABHO
OAS KaxKAoro OOABHOTO, B BHAY YHUKAABHOCTH
TeOMETPHU U TeMOIWHAMUKHU CepAlla, OIIpemde-
A€HHBIX BO3MOXKHOCTe#l ajanTaliuy opraHu3Ma
K IIOPOKY ¥ HaAW4YMdA PE3EPBHBIX CHA Ha JdTariax
KOPPEKINU IopoKa. IlepBbIfi aTam HeoHATaAb-
HOH XUPYpPTHUH BCEerfa 3aBHCHT OT aHATOMHU
IIOpPOKa, OMHAKO 0as3upyeTcs Ha [IOCTHKEHUU
obmre#t meau: 1) ycrpaHeHHUS OOCTPYKIIMH CH-
CTEMHOI'O BBIXOTHOT'O OTHEAd; 2) KOHTPOAS HC-
TOYHHKA AETOYHOTO KPOBOTOKA; 3) yCTaHOBAE-
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HHEM ABYHAaAIIPABACHHOI'O KaBa-IIYyABMOHAABHOTO
aHacToMmo3a, nnyTeM cinuBaHug BIIB ¢ aeroyHoit
aprepuedl (AA) m, galle BCEro, BBIIIOAHAETCH B
Bo3pacte 4-6 MecdlleB KU3HU pebeHka. Tpe-
THUH, 3aBEpPLIAIOIINN, 3Tall TEMOANHAMHUYECKOrO
A€YEeHHs COCTOUT B omnepannu PoHTEeHa, KOTO-
pag cHuxkaeT o6beMHyI0 Harpy3ky Ha E2KC. Ce-
TOOHA IIPOTHO3 [OAd IIaIMMEHTOB, II€PEHECIINX
onepanuio PoHTEHa, YAYYIIHMACA H, IIPEXIe
BCETO, 3TO CBL3aHO CO CACOYIOIIMMH H3Me-
HEHUAMH CTpaTeruu IIOAHOM KaBa-
IIyABMOHAABHOH IHUPKYASLIMH: BHECEHHE TEX-
HUYECKHUX YTOYHEHHM B XUPYPTHIO IIPOLIEAY-
pBI, TIEPECMOTP IOKA3aHUH [Oad Ilepexofa K
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IIOAHOM KaBa-IIyABMOHAaABHOM T'eMOOUHaMUKE
U CBS3aHHOE C OTHUM paclIupeHHe CIeKTpa
OIIEPUPYEMEBIX ITOPOKOB. OIZHUMHU K3 OOLIEeIpH-
HATBHIX TEeMOJAWHAMHYECKUX U aHaATOMHUYECKHX
KPUTEPUEB YCIIEIIHOTO 3aBeplIeHHsd BCEX 3Ta-
IIOB IMTaAAMATUBHON Teparuu B [JOCTHUIKEHUS
OAUTEABHOTO B YCTOHYHBOI'O KPOBOOOpAIleHUS
B CHCTEMe KOHAyHUTa CYHUTAIOTCS: HaAudue
aeKBATHON CHCTOAWYECKON U AUACTOANYECKOU
dyurimu EXKC, cTabHABHOIO CEpAEYHOr0 PUT-
Ma, KOMIIETEHTHOCTU AaTpPUOBEHTPUKYAIPHBIX
KAQIIaHOB U OECIIPensTCTBEHHOI'O0 OTTOKA CH-
CTEMHOTO keAynodka. [IpucyTcTBHUe pa3AUdHBIX
a"HoMaAu# B reomerpuun u aHaromuu EXKC mo-
TyT TIIPUBECTH K PAa3BUTHIO OOCTPYKIIUU
BTE2KC, BO3HUKHOBEHHE KOTOPOH BO3MOIKHO
KakK B PaHHEM IIOCAEOIIEPAIlMOHHOM IEepHOJE,
TaK ¥ IIPOrpecCHpoBaHHe OOCTPYKIIMH B OTIA-
A€HHOM IIOCAEOIIEPAIIIOHHOM IIEPHOLE.

IHens nccneqosaumus.

JeMoHcTpanus, Ha IIpUMepe KAWHUYe-
CKOTO CAydYasi, H3MEHEHUs T'eOMeTPHH cepara U
oIrpeeAeHUH cybcTpara oO6CTPYKIIMH BBIBOIHO-
ro TpakTa I[IOCA€ MHOTI'OATAIIHOH I'eMOIUHAMU-
4EeCKOU KOPPEKIIUHU.

Jlauusie ncropuu 00JI€e3HU, KINHUYE-
CKOTO U JIy4€BOT'0 00C/IeJOBaHUs ITAIEeHTA.

BoabHo#t A., 16 aet, moctyniua B PI'BY
«HMIICCX wum. A.H. DBakyaea» M3 Pd
23.11.2020 roma ¢ AUMarHoO30M BPOXKIAEHHBIN
nopok cepaua (EXKC, mopdoasornyecku mpa-
BbIH), ocae omepanuu PoHTEHA B MOoAU(UKA-
MU SKCTpakKapAuasbHoOro KoHayuta B 2010
rony. IlamtmeHT peryadpHO HabAIOAACSa y Kap-
auoaora, B HossOpe 2019 r. HaxomuAcda Ha cTa-
IIHOHAPHOM 00CA€IOBAHUU II0 IIOBOLY HapyIIe-
HUSA PUTMa CEepAlla U CHUKEHUS COKPATUTEAb-
HOM CITOCOOHOCTH MHOKapa.

Puc. 1 (Fig. 1)

Puc.1. KT-aHruorpadcpus cepaua ot 2016 .

Ha KOMIOBIOTEPHBIX TOMOrpaMMaX AAHHBIX 32 OOCTPYKIIMIO BBIBOAHOIO OTAEAA E€OUHCTBEHHOTO KEAYAOYKa
cepAlla He IIOAYYEHO (a, b, c, €); OT HUKHEeH IIOAOH BEHBI BH3YaAHU3HUPYETCH KOHAYHUT K CTBOAY AETOYHOH apTe-
PHH, B OTCPOYEHHYIO (pa3y KOHTPACTHPOBaHNE KOHAYyHUTA PaBHOMEPHOE, 6e3 nedeKToB, AedhopMalluy KOHIY -
Ta He oTMedeHO (d); CTBOA AETOYHOM apTepHHU IIepeBs3aH, BU3YAAH3HUPYETCS COOOIIIEHHE CTBOAA WU IIPABOH Ae-
royHo# aptepuu (f). EXXC — enuHCTBEHHBIH Keaymodek cepraia; Ao — aopra; AA — aerouHas aprepud; I[IAA —
IIpaBasi AeTOYHas apTepHud.

Fig. 1. CT-angiography, heart, from 2016.

There was no systemic ventricular outflow tract obstruction (a, b, c, e); the channel from the inferior vena
cava to the pulmonary artery with no deformation or contast defects (d); the pathologic communication be-
tween truncus pulmonaris and right pulmonary artery (f).
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N3 anamHesa, B 2016 roay 1o maHHBIM
KT-ATI' crBoa AA mnepeBs3aH, OZHAKO MEXMIY
crBoaoM AA u IIAA ompeneasianoch COOOIIeHHe
pasmepom 10 4,5-5,0 MM, KOHEYHO-
nuacroandeckuit pasmep (KIP) aBynpuTodHOrO
E2X cocraBua 65 MM, AeBoe IIpeacepaue pasMme-
poMm (AIl) 30x46 MM u npaBoe npencepnue (ITIT)
28x15 MM, BIIB aneBpusMaTHU4YeCKH paclIupe-
Ha no 43 MM, maHHBIX 3a cyxkeHue BTEXKC ne
oTMeueHO (puc. 1). B pesyabrare y IalyeHTa
OblAa BBIIIOAHEHA OIIEPAIlUs SHIO0BACKYAIPHOIO
3aKpBITHUS pPEKaHaAu3allUM CTBoAa AA OKKAIO-
JE€POM.

B TedyeHume ImocaemHero roza IalUeHT
OTMEYaeT YXyAIlIeHHe COCTOsIHHS B BHIE CHHU-
JKEHUS TEePIUMOCTH K (PU3HNUYECKUM Harpyskam,
HapacTaHUIO OABIMIKH, mepebosgM B obsactu
cepaua. CocrossHHE GOABHOTO ITPU ITOCTYIIA€HUU
cpenHel THKECTH, TAXKECTb O0yCAOBAEHA Cep-
neuHo¥ HepmoctratouyHocThio (CH). Ilo maHHBIM
anekTpokapauorpaMmbl (OKI) mMmeauce wusme-
HEHUd B BHJE HapyIIeHUs pUTMa U IIPOBOAU-
MocTH: AB-6aokanpl 1 cTemeHH U e€qUHHUYHON
JKEAYJOYKOBOM 3KCTpacucToAnu. [Ipu cyrouHoM

OKI'-MOHUTOPUPOBAHUU IIOAYYE€HO: CH-
HycoBbIlt putrM ¢ YCC B cpenneM 69 yn/muH,
MHHUMAaABHBIA puUTM 37 yIa/MHUH, MaKCHUMaAb-
HbIH puTM 132 ya/MuH (CHHycoBas TaxXuKap-
nus). CKAOHHOCTBh K CHHYCOBOH apUTMHHU C OIIH-
30maMHu OpaguapUTMHUHU B HOYHOE BpPEMS, MaK-
cuManbHBIM RR mHTepBaa 1680 Mc, 3adurcu-
poBaHO 344 HaAXKEAYAOYKOBBIX 3KCTPACHCTOA,
cpenu KOTOPhIX 37 mapHbIX U 49 OAMHOYHBIX

JKEAYLOYKOBBIX SKCTPACUCTOA. ITo maHHBIM 3X0-
Kapauorpadpuu (Ox0oKI) KOHEYHO-
nuacroandeckuit obveMm (KAO) EXKC cocraBua
208 Mma, dppaknusa Beidpoca (PB) — 50%, xkpome
TOTO, OTMEYAAOChH IIOBBIIIIEHHE TPAOEKyAdIpPHO-
CTU U IIOJO3pEeHHE Ha «HEKOMIIaKTHBIH MMO-
Kapa (puc. 2). MexsKeAyqodKoBasl IIEPETOPOL-
Ka: OyAbOOBEHTPHKYAIpPHOE OKHO 24 MM, rpa-
nueHT Ha BTE2KC 15 MM pT.cCT.

[ass omeHKM aHaATOMHH, QYHKIUH U
CTPYKTYpHBIX n3MeHeHuii EXK Oblaa mpoBenmeHa
MPT cepania ¢ koHTpacTupoBaHueM. Ilo man-
M MPT K/IP E2KC yBeanuuacsa no 72 MM (1o
CpaBHEHUIO C AMHeHHbIMU HapaMerpamu KT-AT'
ot 2014 r.), KCP EXC - okoao 52 mMm. O6beM-
Hble nokaszatean EXKC ObIAM pacCYUTaHBI CyM-
MmaroHHBIM MeTomoM: K/1O E2KC cocraBua 113
ma (KOO/BSA 66,89 wma/Mm2), KCO EXC - 54
MA, yoapHeii oobem EXKC — 59 ma, PB - 52%,
MUHYTHBIH 00BeM 4,1 MA/MUH, CepAeYHbIH WH-
nekc — 2,5 A/muH/M2, macca Muokapaa E2KC —
102 r (urmekc maccwel Muokapaa E2KC 60,35
r/M2). HeobxoguMO OTMETHTBH, YTO IIO PE3yAb-
TatraM MPT coxpansaocek pacuiupenue BIIB mo
39x42 MM (6e3 OTpULIATEeABPHOH NWHAMUKH IaH-
HBIX KT-AT ot 2014 r.). Ha nmoAy4yeHHBIX U300-
pasKeHHsSX BBIIBAEHA aCHUMMETpPUYHAd THIIEpP-
Tpoduga nepenneit crerku EXK (ot 13 mm go 15
MM B pguactoay EXKC, nmpeuMyIleCTBEHHO IIO
TpabeKyASIpHOH dYacTH «MOP(OAOTHYECKHU IIpa-
BOTO KEAy[OYKa» 3a CYeT TUIIepTPodHUpoBaH-
HBIX TpabeKya), KpoMe TOro, Ha YPOBHE BBIXOI-
HOTO OTHAeAa, 4YyTh OUCTaAbHee (PUOPO3HOrO

Puc. 2 (Fig. 2)

Puc.2. 3Sxokapauorpacous ot 2020 r.

cepaus, E2KC — enHCTBEHHBIH KEAYOYEK CepAlia.

Fig. 2. Echocardiography, 2020.

[ToBBIlIEHHE TPAOEKYASIPHOCTH B IIOAOCTH €IMHCTBEHHOIO KEAymodKa cepaia (ctpeaka). III1 — mpaBoe mpen-

Increase of myocardial non-compaction in single ventricle (arrow).
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koablla (PK) aoprasbHOrO KaaraHa, BU3yaAU3U-
pOBaAOChH aTUIIMYHOE KpENA€HHEe K IepenHel
crearke EXC koHraomepara rumnepTpodupo-
BaHHBIX aHOMAaABHBIX MBI (pasmepom 24x20
MM), uAymmx OT KoHTakTa K MurpasbHOro
KAallaHa K KaamnaHy AA, ¢ IIpu3HakKaMH CyzKe-
Hua BTEXKC no 13 mMM. COCOYKOBBIE MBIIIITBI
E2X yToamieHsl, MakCUMaAbHO a0 15 mMm. Moge-
PaTOpPHBIN TAXK aTUNNYHO Kpenutcd K PK Tpu-
KyCIIHIaABHOI0 KaaraHa. Obparinaso BHUMaHHE
HOBBIIIIEHHE TPabeKyAapHOCTH B moaoctu E2KC
OT yPOBHH CpenHeM TpeTH, IIPaKTHUYECKH IIHpP-
KYASIPHO IIO0 BCEM CTE€HKAaM, TOAIIMHOM HEKOM-
IIakTHOH 4actu no 20 MM II0 3aHEMH CTEHKE
E2K, npu 3ToM TOAIIMHA KOMIIAKTHOH
gactu Muokapna EXKC cocraBasiaa 5-6 MM (co-
OTHOIIIEHHE TOAIIMHBI KOMIIAKTHOH YacTU MHO-
Kapaa K HEKOMIIakKTHoOH yactu = 3,3, uto >2,3).

HaTuBHyI0 (a3zy mo 1034 mc (N 99828 wmc),
dpakiya BHeKAeTOYHOro obréma (ECV — map-
Kep nuddysHoro pubposa) Ipu YCAOBUH yPOB-
Ha remartokpurta (43%) cocraBuaa 25% (Bepx-
Hsaa rpaHunia HopMbl, N252,5%). B orcpoueH-
Hylo a3y KOHTPACTHPOBAHUS  yYIaCTKOB
HakoIAeHus B muokapae E2K He BrIgaBaeHO, of-
HAKO, OTMedYaeTcsd HEWHTEHCHUBHOE HAKOIIAEHUE
o sHAoKapay Bepxymuku EXKC u TouedHbIe
Y4acCTKH HAKOIIA€HUS KOHTPACTHOTIO IIperapara
B MEXTPaOeKyAdpHOM ITPOCTPAHCTBE U TAyboO-
Kux aakyHax EXKC (mo tuny dpubpossacrosa),
no ®K MHTPaAABPHOTO U a0PTAABHOI'O KAAIIaHOB,
1 HakonaeHue 1o muokapay All u IIIl, Henme-
MHUYECKOTI'o reHesa (puc. 4).

Y4uuThIBasd OaHHbIE HEHHBA3UBHBIX METO-
[OOB AUArHOCTHUKH, 3KCcHepTHasa koMmuccus PI'by
«HMHL CCX um. A.H. BakyaeBa» M3 PP =He

Puc. 3 (Fig. 3)

Puc.3.  MPT cepaua ot 2020 r.

no4dexk cepaua; Ao — aopta; All — aeBoe npeacepaue.

Fig. 3. CMR, heart, 2020.

a — «IceBAO» 4-X KaMepHas IIPOEKIIHs CEPAlla, IIOBBIIIEHNE TPAOEKyAIPHOCTH B MUOKAapP/e (OpaH:KeBas CTPEeA-
Ka); b — BEIBOOHOM OTZEA €QUHCTBEHHOIO JKEAYAOYKa CEPAIla, YTOALIEHHE MHUOKaphaa (AMHHS); C — KOPOTKasd
0Cb, KOHTAOMEPAT TUIIEPTPOMOHUPOBAHHBIX COCOYKOBBIX MBIIII (depHas ctpeaka). E2KC — eTMHCTBEHHBIN KeAy-

a — false 4-chamber view, myocardial trabeculation increase (orange narrow); b — systemic ventricle outflow,
myocardial hypertrophy (line); ¢ — short axis, papillary muscles hypertrophy aggregation.

Bepxymka E2K Oblaa 3HAYUTEABHO 3aKpyrAeHa
1 pacmiupe€Ha, C BBIPaXC€HHBIM IIOBBIILICHUEM
TpabeKyAIpHOCTH (C IIpU3HAKAMHU [Ae30pTaHU-
3amuu TpabeKyA) U POpMHUPOBAHUEM TAYOOKUX
AaKyH M 30H I'uno/auckuHe3suu. Kpome Toro, B
Toalle muokapaa EXKC mo mepenHell CTEHKe
BTEZ2K, memocpencrBenHo nox K aopraspHOTO
KAallaHa, BH3yaAH3upoBaacd Heboapimo# V-
oOpas3HbIil nedeKT MHOKapaa TAyOHMHOH 6 MM,
6e3 mpU3HAKOB Mepy3UPOBaHUSA — «KPHUIITA»
(pmc. 3).

Briro BeimoaHeHo T1-KapTupoBaHUE MHO-
kapna E2KC, BEIIBA€HO HE3HAUUTEABHOE YBEAH-
4yeHHe BpeMeHH Tl-peaakcalluu MHOKapaa B
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yCTaHOBHAA HAAUYHE y6e}II/ITCABHBIX MMoKa3aHUuu
AAA OIIEPATUBHOI'O ACYECHHA ITallM€HTa Ha MO-
MEHT o0pallleHHus B HAy4YHBIH II€HTP, U ObIAO
IPUHATO PENIEHHE O MNaAbHEHINIEM AUHaAMH4Ye-
CKOM HabaroneHme CybaopTasbHOH OOCTPYKIIMH
anueHTa, IPOJAOAKEHNE KOHCEPBATHBHOU Te-
panuu nad cTabuAU3alIuU CEPAEYHOro pUTMa U
npoBoguMOCTH. CoOraacHO €BPOIENCKHUM PEKO-
MEHOAIAM BE€OACHHUA B3POCABIX IIAIlMEHTOB C
BIIC, pekomenngoBauno nposenenue MPT cepaiia
pa3 B 3 roma, Aad BepuUUKAIUK AUHAMHKHU
mopoka [J].

OGcy:xnenue.

Benenue B3pocabix namnueHToB ¢ EXKC u
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Puc. 4 (Fig. 4)

Puc. 4. MPT cepaua ot 2020 r.

a — Tl-kapTupoBaHUe, «IICEBOO» 4-X KaMepHas IIPOEKIHUd CepAlla, yBeAndeHHe BpeMeHH T1-peaakcaiiiu Ha-
THUBHOIO MHOKapza; b — orcpodeHHasd pa3a KOHTPACTHPOBAHMS, BEIBOAHON OTAEA €AUHCTBEHHOIO KEAyAO0YKa
cepAlla, yYaCTKOB HAKOIIACHHS B MHOKap[Ae HE BH3YaAH3HUPYETCs, BBIIBACHO HAKOIIACHHE II0 (hHOPO3HOMY
KOABILy aOPTaAbHOTO KAallaHa (po30Basl CTPEAKA); C — OTCpOdYeHHad ha3a KOHTPACTHPOBAHHS, «IICEBHO» 4-X
KaMepHas IPOEeKITHs CePAlla, HaKOIIAeHHEe KOHTPACTHOrO IIperaparta 1o MeXXTpabeKyASpHOMY IPOCTPAHCTBY U
TAYOOKVM AaKyHAM eIUHCTBEHHOIO XKEAYNOYKA CEPAIlA (KeATas CTPEAKa).

Fig. 4. CMR, heart, 2020.

a — T1 mapping, false 4-chamber, increase of T1 relaxation time; b — late gadolinium enhancement (LGE),
single ventricle outflow, absence of scar in myocardium (pink arrow); c — false 4-chamber, dotlike LGE within

the trabecula of the noncompacted apical myocardial walls (yellow arrow).

cybaopTasbHOM OOCTPYKIHMEN — TpyaHas 3amada
[1]. OcHOBHO¥M TPUYUHOM MOBTOPHBIX T'OCHIHUTA-
Au3anuy mocae omnepanun PoHTEHaA SBASIETCS
pa3BHUTHE HEOOCTATOYHOCTH KpPOBOOOpAaIeHUT
KaK CAEIICTBHE BEHO3HOM THIEPTEH3UH, BO3HU-
KalolIeH ITocA€ TeMOAUHAMHUYECKOH KOPPEKIIUH
u npu ecrecrBeHHoM TedeHun BIIC [2]. Cy06-
aopTasbHad OOCTPYKIHMS — ONHO3HAYHBIN (hak-
TOP PHCKa HeOAATOIPHUATHOTO HCXOMa IIPOIey-
pel PoHTeHa. MIMEHHO HO3TOMY paHHAd aHa-
THOCTHKA, a B JaAbHEUINIEM M yCTpaHeHHe 00-
CTPYyKIMH, cuuTaercd obga3aresabHbIM. Korma
Cy0aopTaAbHBEIH CTEHO3 BO3HUKAeT Ha paHHeH
cTanuy, OOABIIMHCTBO XHPYPIOB BBIIIOAHSIOT
npouenypy Damus-Kaye-Stansel nam Norwood.
Jpyroli BO3MOIKHBIHM BapHaHT — 3TO0 MIPAMOE
BO3[eHCTBUE Ha BBIBOOHOM TpPaKT XKEAyIO4YKa
IIyTeM yBeAWYeHHd cybaopTaabHOH Kamepbl OT-
ToKa. OLHAKO 3TOT METOJ B OCHOBHOM MCIIOAB-
3yeTcd IIpU HAaAWYMMU Yy [AIlMEHTOB AETOYHOM
peryprutanyi, creHo3a KaamaHa AA u/uau y
[aIlMeHTOB B IIO3AHEM IIOCAEOIIE€PAIlIOHHOM
IepUoLie NasAMaTUBHOM omnepanuu PoHTEHa, y
KOTOpPBIX KAamaH AA 3akKpbIT M, TEM CaMBbIM,
nporenypa Damus-Kaye-Stansel HeymectHa.
MHorue aBTOPbI CUHUTAIOT, YTO HEIIOCPEIACTBEH-
HO IepeBsi3Ka cTBoaa AA IIPUBOAUT K PECTPUK-
mun JMXKII, cybaopraabHOH OOCTPYyKIHMH H,
BIIOCAE[ICTBHUH, K THIIEPTPOPHUH MHOKapaa
EXKC. Yacrora cybaopTasbHOM OOCTPYKIIHHU II0
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OaHHBIM AUTEpaTypbl cocTaBageT oT 11% mo
44% y TanMeHTOB IIOCA€ MHOTOITAIIHOTO IIaA-
AMATUBHOI'O A€UYEHUH, IIOITOMY OAS 3THUX ITallU-
€HTOB BaXKHO peryadpHoe HabamogeHue. Poap
HEMHBAa3WBHBIX METOAWK BH3yaAHW3alllld B
OoIpeneAeHUN Cy0aopTaAbHOTO CTEHO3a B OTAa-
A€HHOM IIOCAEOIIEPAIMOHHOM II€pHO/e YpPEe3BhI-
yaiHO BbICOKa. KOMIIAEKCHBIM IOAXON H3yde-
HUS TeOMETPHH OIIEPHUPOBAHHOTO CepAlla C II0-
MOIIIbI0 HOBEHIIIEro apceHasa AUATrHOCTUYECKOM
anmnaparypbl IIPeNoCTaBAdEeT KadeCTBEHHBINU
KOHTPOABb W HEHNOCPEACTBEHHO 3PPEKTUBHOCTH
naspHediero aedenud [3]. IlpuBeneHHBIN KAU-
HUYECKUH cAydall MAAIOCTPUPYET H3MEHEHUEe
reoMeTpuu u aHatoMuu EXKC mocae MHOro-
3TAIlHOIO0 TeMOMIUHAMUYECKOTO A€YEHUS CAOIK-
Horo nopoka. Meron MPT mo3BoauA onpeneauTs
cyboctpar cybaopTaabHOM OOCTPYKIIMM 3a CUEeT
AOKaAbHOHM runeptpocpun muokapaa EXKC wu
ATUIIUYHOI'0 CTPOEHUSI U KPEINAEHUs TUIIePTPO-
UPOBAHHBIX COCOYKOBBIX MBIIIIL. [Ipu 3TOM,
o paHHBIM OxoKI', 3HaYMMOro yBeAWYeHUSd
rpagueHTa OOCTPYKIIMH He MoAydeHOo (<30 MM
pT. c1.). Mcrioap30BaHuE MYABTUMOIAAABHON BHU-
3yaAu3alliy y MalllieHTOB B II03HEM oIlepalli-
OHHOM II€pHO/e II03BOASET OTBETHUTH Ha BaXK-
HbI€ BOIIPOCHI, HHTEPECYIOIIUE KapAUOXUPypra,
a UMEHHO: THUII, MECTO U CyOCTpaT OoOCTPYKIIUU
BTEXKC (BkAOUAss aHOMAaAUU IIOAKAAIIAHHBIX
CTPYKTYpP ¥ COCOYKOBBEIX MbIIl). Kpome Toro,
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MeTon TO4YHO auddepeHIUpyeT H3MEHEHHe
TpabekyaspHoro koMmrioHeHtTa EXKC, paccuuTei-
BaeT TOAIIMHY «HEKOMIIaKTHOM» 4acTU MHOKap-
na E2K, onpeneasieT ne3opraHu3anyio TpabeKya,
KOTOphle cuurarTcsa Mapkepamu CH. H3Becrt-
HO, YTO apUTMHUH BO3HHKAIOT HU3-3a [A€30praHH-
3allUM MBIIIIEYHBIX BOAOKOH MHOKapaa, MHKpPO-
COCYAUCTBIX IIOBPEXAEHUH U (POPMHUPOBAHUL
¢ubpo3a B H3MEHEHHOM y4YacTKe MHOKapra.
HecmoTpsa Ha Haau4due [ae30praHU3alliid KOM-
IaKTHOTO CAOI MHOKapAa, AAaHHBIX 3a (pUOpo3-
Hble M3MEHEHUS KOMIIaKTHOM 4YacTH MHOKapaa
EXKC B orcpoueHHYIO (pa3y KOHTPACTHPOBAHUS
He TIloaydeHo, Ha Kaprax ECV 3HaueHus 10
BEpXHEY I'paHUIle HOPMBI, YTO CBUAETEABCTBYET
o Hayaae opmupoBaHus auddy3Horo pudpo-
3a B Muokapae EXC, a, kpome TOro, Haanu4ue
pUOPO3HBIX HU3MEHEHUN B TpabeKyAspHOH dua-
ctu E2KC moryr cuymtaTbcs CyOCTPaToOM apHUT-
MHUU B HallleM KAWHHYECKOM caydae. Hekoro-
pble aBTOPHBI IIOAATAIOT, YTO HAKOIIAEHHUE B Tpa-
OeKyAdpHON YacTH CAeLyeT HHTEPIIPEeTUPOBATH
KakK H3MEHEHHEe CHUTHaAaa TOKa KPOBU B TAyDO-
KHX AaKyHax JKeAy[odKa M pacCMaTpUBaIOT 3TO
Kak (akKT HU3MEHEHUd TeMOJAWHAMUKH TOKa
KPOBH, HO VYHUTHIBas TO, YTO N300pakeHusa MPT
OTCPOYEHHOI0 KOHTPACTHPOBAHUS IIOAYYAIOTCS
C HUCIIOAB30BaHHMEM HHBEPCHH HMIIyabca U MP-
cuUrHaA OT «(PUOPO3HO-U3MEHEHHOIO» MHOKapaa
uMeeT 0oAee KOPOTKOE BpeMsl BOCCTAHOBACHUS
(Bpems T1) mmo cpaBHEHHUIO CO «3IOPOBBIM» MHO-
KapaoM, 3TH CyXKIOeHUd HE COBCEM BepHBI [J].
NHHOBaIIMOHHBIE METOAUKH KapTUPOBAHUS IO-
TIOAHAT CTaHmapTHBIA npoTtokoa MPT y mocae-
OIEePAIIMOHHBIX MAIMEHTOB CO CAOXKHBIMU BIIC,
METO/ II03BOASIET H3YYUTH BHEKAETOYHBIH MaT-
PUKC MHOKapaa, OIPEeNeAuTb Aud@y3HbIN
¢pubpo3, KOTOPBI HE BHU3YAAHUSUPYETCH IIPU
CTaHAAPTHOM OTCPOYEHHOM KOHTPaCTHpPOBa-
HUH. 3HayuMmoro yBeamdeHua ECV y Harlero
manueHTa He OTMEYEHO, B CBA3U C [Ie30pTraHU-
samueit muokapma EXKC u ¢ubposnsiM mnopa-
JKEHUEeM IIPEUMYIIECTBEHHO «HEKOMIIaKTHOM»
yacTu MHUOKapaa. Tpebyerca masbHelilee mau-
HaMHU4ecKoe HabAoJeHHe U3MEHEHUH KOM-
makTHOM yactu muokapaa E2KC.
[IpenmymecTBaMyu  POHTEH-TUPKYAIIIUHN
A VHUBEHTPHUKYASIPHBIX [IOPOKOB CEPAIlA SAB-
ASIOTCSI HOPMAaAHM3allld HACBIIEHWS KpPOBH
KHCAOPOIOM U O0OBEeMHad pas3rpy3Ka CHUCTEM-
HOTO Xeaymodka. OmHakKo KaBa-IIyABMOHAABHAS
reMogUHAMUKA XapaKTepU3yeTcsa BEHO3HOU
TUIIEPTEH3UEH C HU3KUM CepAEYHBIM BBIOPO-
COM M AETOYHOHM TUIIOTEH3HEN C HE IIyABCHUDY-
IOIUM KPOBOTOKOM -— «Hapamokc PoHTeHar» |,
YTO B MOCAEAYIOIIEM IIPUBOAUT K €€ HEeCo-
CTOSATEABHOCTH H Pa3BUTHIO OCAOKHEHHH. Y
HaIlero HalMeHTa OTMeYaeTcs AaHHBIM «Iapa-
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JOKC» M CHHUXKEHHE COKPaTUTEABHON (DYHKIIUHU
muokapaa E2KC (@B 52%). Kpome Toro, runep-
Tpodusa muokapaa EXKC y muccaemyemoro mamu-
eHTa IpuBeasa K yMeHblleHHio K/10 u pasmepa
nedperkra M2KII, 94To B CBOIO OYepenb, CIIOCO0-
crByeT cyxkeHuto BTE2KC. BaxkHo moHHMATB,
YTO IPH [IPOTrPECCHPOBAHUU CyDAOPTAABHOMU
OOCTPYKIIMHM, ITAIlMEeHTAaM I[I0Ka3aHO IIOBTOPHOE
oIepaTHBHOE A€UYEHUE, IIyTEM yBEAHWYEHUS pa3-
Mepa pederra MXKII m pacimvpeHHS BBIXOZA
aopte! u3 E2KC. B HalteM KAMHHYECKOM CAyYae,
rpafueHT Ha BBIBOJHOM OTIEAE€ HE IIPEeBBINIaA
3HadyeHue 30 MM pPT. CT. (OKOAO 15 MM pT. CT.) U
Ha MOMEHT HAaCTOSIIeH ToCIHUTaAu3alluU II0-
BTOPHOE OIIEPATUBHOE ACYEHHE PEIIEeHO OBIAO
He NIIPOBOAUTH. BBIAM MaHBI CTpPOrHE PEKOMEH-
manyu o0 00d3aTEeABHOM MUHAMHWYECKOM KOH-
TPOAE W B CAyYae IIPOrpecCHpoBaHUs cybaop-
TaABPHOH OOCTPYKIIMH, BBIIIOAHEHHE XHPYpPTHUe-
CKOT'O A€YEHUSI.

3akamwuenue.

CoBpeMeHHBIE METOAbl BHU3yaAH3aIlUHU
IIO3BOASIIOT OAThb OLEHKY TOYHOM MOP(OMETPUU
u BoaromeTpuu E2KC. Meroasr MCKT-AT u MPT
IIO3BOASIIOT JOCTOBEPHO BEPU(PHUIIMPOBATH THII,
MeCTO U cybcTpaT OOCTPYKIHU (B TOM YHCAE
aHOMaAWM IIOAKAAIIaHHBIX CTPYKTYP) y HallueH-
ToB ¢ EXKC. Ob6a Meroma BHU3yaAHW3alllH C BbI-
COKHUM ITPOCTPAHCTBEHHBIM pa3pelieHueM U
TIOAHUIIO3UITMOHHBIM H300pasKE€HHUEM II03BOASIIOT
IIOAYYHUTH MOCTOBEPHYIO HH(oOpMaruo o0 aHa-
ToMHUU (MopdoMeTpuH KaMmep cepana), PyHK-
ouu (rAo0aABHOM COKPATUTEABHOM CIIOCOOHO-
ctu). MPT-mapkeps! nud@y3HOro ¥ 04aroBOr'o
MHOKAPAUAABHOTO (pubpo3a CBH3aHBI C Hapy-
IIeHUEM CHCTOAMYECKOH (YHKIIMHN MHOKapaa
EXKC. Anaanz mapkepoB MPT ykasbiBaeT Ha
Ba’KHYIO POAB OIIPEEACHHS MOBLIIIEHUS Tpade-
KyagpHoctu B Mmuokapae EXKC u ¢pubposHbIx
U3MEHEHUH B MHOKap/e B U3yYeHUH yI'pozKaro-
X KWU3HU (PAaKTOPOB pPHCKA IIAIIUEHTOB C
EXXC. Hame wmccaemoBaHMe II0Ka3aao, YTO B
CHUCTEeMEe KpPOBOOOpAIIlEeHUS IIOCAE OIepaluu
donreHa EXKC mmeeT CAOKHYIO T€OMETPHIO U
BBICOKHHM PHCK (POPMHPOBaHUS CyHaOPTAABLHOM
OOCTPYKIIMK 3a CYET TUIEPTPOPUU MHOKaAPAA,
aHOMaAWM IIOAKAAIIaHHBIX CTPYKTYP (aTHINY-
HOT'O KPEIAEHUH ITaIllUAASPHBIX MBIIIII), Ie30P-
raHu3alnuu TpabeKyA H IIOBBIINIEHUd Tpabeky-
agapHocTH B nmoaoctu EXKC.

Ucrounuxk ¢dunancupoBanussi U KOH-
¢sIMKT MHTEPECOB.

ABTOpPBI JaHHOU CTATBHU ITOATBEPIAHAU OT-
CcyTcTBUE (PHMHAHCOBOH ITOAMAEPKKH HCCAEIOBA-
HHUS U KOH(MAUKTA HHTEPECOB, O KOTOPBIX HE00-
XOIUMO COOOIIUTD.
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