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AHHOTALMUSA

MwnepTtpodmyeckasn kapgnomuonatus (FKMIM) — 910 reHeTUYeckn AETEPMUHMPOBaAHHOE 3aboneBaHvWe Muokapaa C XapakTepHbIM
HEeYKMOHHbIM NporpeccuposaHnem. MaHupecTauma JaHHOW NaTtonorMm B AETCKOM BO3pacTe CBA3aHa C BbICOKUM PUCKOM BHE3anHou
CcepaeyHon CMepTu U pas3BUTMEM CUMMNTOMOB cepaevHoln HegoctatodHocTy (CH). «3onoTeiM cTaHgapTOM» fievyeHus gaHHOW naTo-
NIOTUK Ha CErOAHSILLIHUIA AeHb NPU3HaHa TpaHcaopTanbHas pacluupeHHas cenTtanbHas Myuodktomus (TPCMI). OgHako gaHHble O
pesyneTaTtax Takoro BMeLlatenscTea y geten ¢ obctpyktusHon F'KMIT BecbMa HEMHOrOUMCIIEHHbI, YTO HE MO3BONSET B MOSIHON Mepe
OLEHUTb €ro 3PdEKTUBHOCTb.

Llenb nccneaoBaHuA: OLEHUTbL CTPYKTYPHbIE Y CUCTONO-ANacTonNMyeckme N3MeHeHUs XapakTepucTUK NeBbIX Kamep cepaua y aeten
¢ obctpyktuHorn T'KMIM nocne TPCM3 B paHHeM 1 oTAaneHHoOM nepuoae HabnoaeHus no AaHHbIM axokapanorpadum (OxoKr).
Matepuan n metoabl. [poBeeH PeTPOCNEeKTUBHbIN aHanu3 aaHHbix geter ¢ FKMIM nocne ycnewHo BbinonHeHHon TPCM3 B kap-
anoxupyprudeckom otaeneHnm Ne 2 HAW kapauwonorum Tomckoro HAML, ¢ 2010 no 2024 rr. OueHnBanucb HENOCpPeaCTBEHHbIE U
otaganeHHble AxoKIm nokasartenu CTpykTyp cepaua.

Pe3ynbratbl. CpegHuii BO3pacT naumeHToB coctasun 5,51 + 2,2 roga. Y 46 (92%) naumeHToB oTmMeyanucb cumntombl CH. Busen-
TPUKYNSAPHAs MMOIKTOMUS BbiMonHsANack B 16 (32%) cnyyasx. B goonepaunoHHOM nepuoge oTMeHanucb 3HauYMMbIA rPagueHT B
BbIXOAHOM oTAene nesoro xenygouka (BOJTXK) 75,0 [57,0; 127,0] MM pT. CT., MUTpanbHas HEAOCTATOYHOCTb Pa3HOM CTEMNEHU U CUCTO-
NnyecKoe ABMXKEHUE NepeaHen CTBOPKM MUTpanbHOro knanaHa (SAM-cvHOpoM) y Bcex naumeHToB. Mocne ycnewHo BbINONHEHHOM
TPCMQ pernctprpoBanochb 3Ha4MMoe YMEeHbLUEHUE noka3aTenen AnHammyeckon ob6eTpykummn BOJDK, cTpyKTypHO-aHaTOMUYeCKMX
XapaKTepuCTUK, CUCTONMMYECKON N AnacTonmMyeckon dyHKLMM nesoro xenygoyka (J1XK). HabniogeHne B otaaneHHoOM nepuoge noka-
3ano CHWXeHue MeamaHbl Z-MHAeKca TonwmHbl 3agHen cteHku JIXK ¢ 2,6 [0,9; 5,2] no 2,0 [1,1; 3,12], nHaekca maccel Muokapaa JIK
¢ 167,6 [55,1; 370,37] oo 148,66 [34,25; 3259,1] r/m?, uHgekca TEl ¢ 0,95 [0,3; 1,64] no 0,65 [0,34; 1,15], p = 0,04; 0,012 n 0,024
COOTBETCTBEHHO. Takke CTaTUCTUYECKN 3HAYMMO U3MEHMIICA Z-MHAEKC KOHeYHo-anactonnyeckoro obbema JIK: ¢ —3,8 [-2,42; 5,99]
no —0,07 [-1,99; 5,6], p = 0,034. OcTanbHble Nokasarenu ocTaBanuch B npegenax pedepeHCHbIX 3HaYEHWUIA.

3akntoyeHune. TPCMO — 310 acbdpekTmBHaAA npouenypa Ans cHukeHust rpagueHta B BOJTXK, yctpaHeHns SAM-cuHapoma n yMeHb-
LIEHMS MUTPanbHOW peryprutaumm onepaTMBHOro BMeLLaTenbCcTea y Aeten ¢ 06¢cTpyktusHor FKMIT, kak B paHHEM, Tak U OTAaneHHOM
nepuogax HabniogeHusa. 3T pesynbraTthl NOATBEPXAEHb! AaHHbIMKU OxOKI, Kak «30noToro ctaHgapTa» AuarHocTuku. Kpome Toro,
OTMEYaeTCs 3Ha4YMMOe yMeHbLUEeHWe MHAeKca Maccbl MMoKapaa NeBOoro Xernygoyka, z-MHOoekca TOMWMHbI 3aiHel CTEHKN NeBOro
XKenyaoyka u nHaekca obbema neBoro npeacepamnst, YTo KOCBEHHO MOXET roBopuTb 06 o6paTHOM pemMogenupoBaHMu Kamep nocne
ycnewHo BbinonHeHHo TPCMO y geten. CTaTUCTUYECKMN 3HAUMMOE CHUXEHME Z-MHOEeKCa rMnepTpodUYecKon 1 peCTPUKTUBHOW Kap-
avomwuonatum nocne TPCM3 cBuaeTenscTByeT O BO3MOXHOCTM UCMOMNb30BaHUSA AaHHbIX NoKasaTenen Ans KoNM4eCTBEHHON OLEHKU
3hpEeKTUBHOCTM ONepaTMBHOrO BMELLATENbCTBA.

KnroueBble croBa: runepTpoduyeckas kapamoMuonaTusi; AeTh; 06CTPyKLUUS BbIXOQHOMO OTAENa JIEBOTO XEenyao4-
Ka; TpaHcaopTarbHas pacluMpeHHas cenTarnbHasi MUOSKTOMUSI; 3XoKapauorpagust.
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Abstract

Hypertrophic cardiomyopathy (HCM) is a genetically determined myocardial disease with a characteristic relentless progression. The
manifestation of this pathology in childhood is associated with a high risk of sudden cardiac death and the development of heart failure
(HF) symptoms. Transaortic extended septal myectomy (TAESM) is currently recognized as the “gold standard” for the treatment of
this pathology. However, data on the outcomes of such interventions in children with obstructive HCM are very limited, which does not
allow for a complete assessment of its effectiveness.

Aim: To evaluate structural and systolic-diastolic changes in the characteristics of the left heart chambers in children with obstructive
HCM after TAESM in the early and long-term follow-up periods, based on echocardiography (EchoCG) data.

Material and Methods. A retrospective analysis was conducted of data from children with HCM after successful TAESM in the cardiac
surgery department No. 2 of the Research Institute of Cardiology, Tomsk National Research Medical Center, from 2010 to 2024.
Immediate and long-term EchoCG indicators of heart structures were evaluated.

Results. The average age of patients was 5.51 + 2.2 years. 46 (92%) patients had symptoms of HF. Biventricular myectomy was
performed in 16 (32%) cases. In the preoperative period, there was a significant gradient in the left ventricular outflow tract (LVOT) of
75.0 [57.0; 127.0] mm Hg, mitral regurgitation of varying degrees, and systolic anterior motion of the mitral valve (SAM syndrome) in
all patients. After successful TAESM, a significant decrease in dynamic LVOT obstruction, structural and anatomical characteristics,
and systolic and diastolic function of the left ventricle (LV) was recorded. Follow-up in the long-term period showed a decrease in the
median z-score of the left ventricular posterior wall thickness from 2.6 [0.9; 5.2] to 2.0 [1.1; 3.12], the left ventricular mass index from
167.6 [55.1; 370.37] to 148.66 [34.25; 3259.1] g/m?, the TEI index from 0.95 [0.3; 1.64] to 0.65 [0.34; 1.15], p = 0.04; 0.012 and 0.024,
respectively. The z-score of the left ventricular end-diastolic volume (EDV) also changed statistically significantly from —3.8 [-2.42;
5.99] to —0.07 [-1.99; 5.6], p = 0.034. The remaining indicators remained within the reference values.

Conclusion: TAESM is an effective procedure for reducing the gradient in the LVOT, eliminating SAM syndrome, and reducing
mitral regurgitation in children with obstructive HCM, both in the early and long-term follow-up periods. These results are confirmed
by EchoCG data, the “gold standard” of diagnosis. In addition, there is a significant decrease in left ventricular myocardial mass,
the z-score of the LV posterior wall thickness, and the left atrial volume index, which may indirectly indicate reverse remodeling of
the chambers after successful TAESM in children. A statistically significant decrease in the z-score of hypertrophic and restrictive
cardiomyopathy after TRESM indicates the possibility of using these indicators to quantitatively assess the effectiveness of surgical
intervention.
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BBepgeHue
Mneptpodmyeckaa kapguomuonatua (FTKMIM) — ato

ayTOCOMHO-JOMMHAHTHOE HacnefcTBeHHoe 3aboneBaHue
MUOKapaa, KOTOPOe XapaKTepPU3yeTCs BbIPAXXEHHOW reHeTu-
YeCKOW, aHaTOMUYECKOW U KITMHUYECKON HEOOHOPOLHOCTbLIO
[1, 2]. YacTtoTa BCTpe4aeMocTn B MONynsAuMM cocTaBnsieT
1:200 [3].

ExxerogHas netanbHOCTb Yy AeTeN C KIMHUYECKUMU NpO-
asrnenvammn FKMI gocturaet 6% [4].

OvHamnyeckas OOCTPYKUMS OTTOKA M3 BbLIXOAHOIMO OT-
aena nesoro xenypnoyka (BOJDK) — ato kntoyeBor daktop,
BbI3bIBaIOLLUA CUMMNTOMbI CEpAEYHON HegocTaTtodHocTu (CH)
y naumeHToB ¢ MKMI1 [3]. YTonweHHaa mexokenyno4vkoBas
neperopogka (MXI1) n cuctonuyeckoe OBMKeEHNE NepeaHen
CTBOPKM MUTparnbHoro knanaHa (SAM-cMHOpPOM) NpUBOAAT K
CHWXXEHUIO MPSMOro BbIGpoca B aopTy, BTOPUYHOW MUTPanb-
Hou peryprutauun (MP), ycyrybnenuio runeptpoduu, ama-
cronuyeckon ancyHkumm JK, BTOPpUYHOWN MLLEMUM MUOKap-
4a n gunatauuun nesoro npegcepauvs [5].

[octatoyHO 4acTo, HO He Bcerga, MegukaMeHTO3HOe
nevyeHne, HamnpaereHHOE Ha CHWXEHWE COKPaTUTENbHOWN
CMocobHOCTH, ynyylleHne OMacTONMMYECKOro HamorHeHus u
3ame[fieHVe YacToThbl CepAEeYHbIX COKpaLLEeHNI, MOXET ObiTb
3(pPEKTMBHBIM B YMEHbLLUEHMM OCHOBHbLIX cuMmnTomoB CH. B
30% cnyyaeB naumeHTam ¢ obctpykTmeHon T'KMI nokaszaHo
yCTpaHeHVe OUHaMUYEeCKOro rpajveHTa BCreACTBUE pesu-
CTEHTHOCTU K MeAnKaMeHTo3Hon Tepanuu [1].

Ha cerogHsIlWIHUA OEeHb «30M0TbIM CTaHOAPTOM» Jeve-
HWSI J@HHOW NaTonorMmn ABNSIETCA TpaHcaopTanbHasi pacluu-
peHHas cenTanbHas muoakTomusa (TPCMI). K coxanenuto,
OaHHble O HEeMoCpefACTBEHHbIX W OTAANEHHbIX pe3ynbraTax
XVPYPrM4ecKkoro neyeHns y aeten ¢ obctpyktusHon KM
HEeMHOroYMCneHHsI [6, 71.

Llenb uccrnenoBaHusi: OUEHWUTb CTPYKTYpPHbIE U CUCTO-
NO-ANacTonMYeckne N3MeHEHUs1 XapaKkTepuCTUK NMeBbIX Ka-
Mep cepgua y getew ¢ o6¢ctpyktusHon T'KMIM nocne TPCM3
B paHHEM ¥ oTAaneHHoOM nepuogax HabnogeHus.

MaTepuan n metoabl

Bbino  BbINOMHEHO PETPOCMNEKTMBHOE UCCrnefoBaHue
6a3bl gaHHbIX nauueHToB nocrne TPCMQ, BbINOMHEHHONW B
kapaunoxumpyprudeckom otaenexdun Ne 2 HUAW kapgmonorum
Tomckoro HAMLL ¢ 2010 no 2023 rr.

B nccnenoBaHme BKMOYEHbI MALMEHThI B Bo3pacTe 4o 18
net nocne nposegeHHon TPCMB. M3 HabrntogeHus ncknova-
nncb NaumeHTbl ¢ o6¢cTpykumen BOJIMK B Buge auddysHoro
noaknanaHHoro CTeHo3a, C CoMeTaHHbIMU reMOAMHaMUYECKN
3HAYUMbIMU BPOXOEHHBIMW NMOPOKaMM cepaua U CUCTEMHbI-
MU 3aboneBaHnAMM.

Bce vccnenoBaHus BbINOMHANNCL B COOTBETCTBUMN C pe-
KomeHaaumsamm AmMepukaHckoro obliecTBa axokapauorpa-
ductos (ASE).

OwnarHo3 o6cTpykTrBHOM cdhopmbl TKMIT noaTBepxaancs
C nomolLubio axokapauorpadum (3xoKIl) npy Hanuunm nuko-
Boro rpagueHTa B BOJIXX 6onee 30 mm pT. cT. BMBEHTpUKY-
nsipHas 00CTPYKUUSI ycTaHaBnNMBanach nNpu rpagueHTe B Bbl-
XogoHOM oTaene npasoro xenyaodka (BOMXK) 6onee 40 mm
PpT. CT. 1 coyeTanachk ¢ obcTpykumen B BOJIDK.

OcHoBHbIMM  OxoKIT  xapakTepuctukamum 06CTPYKTMB-
Honm KM saenanucek BblpaxkeHHasa runeptpodums MXKI,
SAM-cuHgpom, rpaguenTt B BOJDK n MP. [1ns HemHaekcnpo-
BaHHbIX 3HAa4YEHU 1cnonb3oBanach LLKana z-score.

MokaszaHuAMU Ansi OnepaTMBHOIO fevYeHusl SBMSIIUCH:
nukoBbIn rpagueHT B BOJDK B nokoe u / nnu npu Harpyske
6onee 50 MM pT. CT. B COMETAHUUN C BbIPaXX€HHbIMU CUMMTO-
Mamu CH; nukoBbivi rpagneHT B BOJTXK Gonee 75 mm pT. CT. B
MoKoe, Npu NOSTHOM OTCYTCTBUM CUMMTOMOB UMK C UX HE3Ha-
YUTENbHBLIMU NPOSABIEHNSIMMU.

®deHotunbl JK onpegenanu no mMetogukam, npeacras-
NeHHbIM paHee [8]. OCHOBHOWM NMPUHLMN METOAMUKM Bhblgene-
HUS PeHOTMNOB 3aknoYarcs B onpeaeneHnm BblpaXxeHHOCTH
OTKIMOHEHUS KIoYeBbIX nokasaternen ot HopMbl (Z-MHAEKC).
Mokasatenb BblHYMCANN No hopMyne:

Z=(x-u)/o,

r7ie y — aKTyanbHOe N3MepeHne, U — OXnaaemMoe nsamepe-
HWe (cpegHe-nonynsunoHHOE), 0 — CpefHee KBagpaTudHoe
OTKITOHEHMe.

Moka3aTenb MOXeT OblTb onpeaerneH o MHOrOYMUCIIEH-
HbIM online kanbkynaTopam [9].

Mo amMnupuyeckn BbliBEAEHHBIM hOpMynaMm BbIYUCAANN
Z-nHpgekc ons kaxgoro ceHotmna JHK:

ZPKMTIT = ((o6bem JM / zKOO J1K) - 0,4) / 0,11,

ZI'KMIM = zMXKIN x (MXKI / 3CIMK) x zMMJTXK % 0,45,

rae ZPKMIT — z-nHOekc pecTpuMKTUBHOW Kapauomuona-
Tnu, obbem JIM — obbem nesoro npeacepausi, zKOO JHK
— Z-MHAEKC KOHEeYHO-AMacTonmnyeckoro obbema neBoro xe-
nygouka, ZI'KMI — z-uHgekc runeptpoduyeckon Kapanomum-
onatuu, zMXT1 — z-MHOeKc Mexokenygo4KoBOW NEPEropoaKN,
MXTI — mexokenygoukoBas neperopogka, 3CITK — 3agHss
CTeHKa IEeBOro Xernyaodka, z-MHOEKC Maccbl Muokapaa ne-
BOTO >XEnyaouKa.

[ononHutenbHO onpeaensnu:

. dppakumto Bbibpoca (PB) JXK, %;

. nHgekc TEl — mmokapgmanbHbIi MIHAEKC, KOTOPbIN
paccunTbiBancs Kak OTHOLUEHWE MPOOOIKUTENBHOCTU CyM-
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Mbl M30BOMIOMUYECKUX WHTEPBANOB CEpAEYHOro LuuMKkna K
NPOAOIMPKUTENBHOCTU Nepuoaa U3rHaHus;

. ob6beMHasa ckopocTb HanonHeHusa (OCH) JDK (YO /
a / MMITXK, roe YO — yoapHein o6vem JIXK, mn; o — npogon-
XntenbHocTb guactonsl, ¢; MMJTX — macca mnokapaa neso-
ro Xenygouka, r);

C nomoLupblo TKaHeBOW gonnneporpadunmn ¢ OLLEHKON ABK-
XeHust PUBPO3HOro KorbLia MUTParibHOro KnanaHa oueHuBa-
nmckb:

E/A — COOTHOLLEHME CKOPOCTEN HaMNOMHEHNsI NEBOro Xe-
nyaoyKka;

E — cKopoCTb KpOBOTOKa Yepe3 MUTparbHbIN KrnanaH B
dazy ObICTPOro HaMoNHeHUs1, CM/C;

A — CKOpPOCTb KpOBOTOKa Yepe3 MUTpasbHbIA KnanaH B
dasy cucTornbl Npeacepansi, CM/C;

. OH — naeneHue HanonHenusa JIXK, paccumTbiBancs
Kak OTHOLLEHWE MUK PaHHEro KPOBOTOKA B AMACTOMY Ha Mu-
TpanbHOM knanaHe (E) k ckopoctu awkeHns pmbposHoro
KonbLa MUTParnbHOro KramnaHa B paHHIoK guactony (e,), MM
pT. CT.

. z-nHaekc TonwuHel MXKT (6onee 2 z-score, ykasbl-
Bano Ha F'KMI);

. Z-nHaekc TonwmHbl 3CIDK;

. oTHoweHue TonwuHbl MXKI k 3CITXK;

. CUCTONNYECKUI MHAOEKC;

. nHoekc obvema JM7;

. WHAEKC Maccbl MMoKapAa nesoro xenygodka (MMM-
TXK);

. Z-VHOEKC KOHEeYHO-AMacTonmMyeckoro oobema neso-
ro enygouka.

OxoKI BbINONHAMAack Ha ynsTpasByKOBbIX cUMCTeMax up-
mbl Philips iE-33 n Epiq 7. Bce nccnegosaHus npoBoaununce
OBYMs creuumanuctamm, mexoneparopckas owmnbka cocTas-
nana 5%.

TexHuka TPCM3 n mnoaktomun ns BOIMXK npu 6rser-
TPUKYNspHOW o6CTpyKummn Bbina onncaHa paxee [10].

CpeaHun cpok oTaaneHHoro HabnogeHust coctasun 4,2 +
4,1 roga (n = 46). OueHrBanMcb COOTBETCTBYIOLLIME MOKa3a-
Tenun OxoKT, B3siTble B JoonepaLoHHOM nepuoae.

CtaTUCTUYeCKMIN aHanus3

CTaTUCTUYECKMIA aHanu3 BbIMOMIHEH MPW MOMOLUM Nake-
Ta nporpamm SPSS 23.0 (IBM SPSS STATISTICS, CLUA).
BospacT, niaekc maccel Tena (MMT) u cpok HabntogeHus na-
LMEHTOB NpeacTaBneHbl CpeaHMM 3HaYEHUSIMU U CTaHaapT-
HbIMW OTKNOHeHusIMU, M + SD, ocTarnbHble KONUYECTBEHHbIE
nokasatenv — MeguaHo U MeXKBapTUbHbLIM NMPOMEXYTKOM,
Me [Q1; Q3]. KaTeropmanbHble nokasartenu onucaHbl abco-
TOTHBIMW U OTHOCUTENbHbIMKU YacTotamun, n (%). CpaBHe-
HMe 3aBUCUMbIX BbIOGOPOK KOMMYECTBEHHBLIX MoKasaTenen
OCYLLIECTBMANOCH NpY NMOMOLLW KpUTEPUST YUNKOKCOHa. [Ons
CpaBHEHUS1 KaTeropuarnbHbIX NokasaTenen 4o 1 nocne one-
pauumn ucnonb3oBarcs npusHak Mak-Hemapa. Kputuyeckuin
YpOBEHb CTaTUCTUYECKOW 3Ha4YMmMmocTu coctasnsan 0,05.

Pe3ynbraTthbl

HenocpencTBeHHble pesynerarhl

B petpocnekTBHOE MccnegoBaHue 6biny BknoYeHsl 50
nauneHToB ¢ AnarHo3om «obctpyktmBHasa KMI», koTopbim
BbinonHsanace TPCM3. BuBeHTpuKynspHas MWUO3KTOMUS
nposoaunack B 16 (32%) cnyyasx. OCHOBHble xapakTepu-
CTUKM NaLMEHTOB, BKIMOYEHHBIX B MCCMeaoBaHWe, NpeacTaB-
neHbl B Tabnuue 1.

Tabnuua 1. O6LeKNMHNYECKNe XapakTePUCTVKN NaLUeHTOB
Table 1. General clinical characteristics of patients

[NokasaTtenu OnucartenbHble cTaTucTukK, N = 50

Mon, My>CcKoW / )XeHCKuiA 31 (62%) / 19 (38%)

NMT, kr/m? 12,1+34

Bospacr, net 551+2,2
BeccMmnToMHble 4 (8%)

Hanuuve cumntomos 46 (92%)

CewmeiiHbii aHamHes TKMIM 15 (30%)

®K CH II-1ll ctenenn 47 (94%)
MegnkameHTO3Has Tepanus 45 (90%)

Mpumevanune. T’KMI — runeptpoduyeckas kapaunomuonatus, MMT — nH-
nekc maccol Tena, CH — cepgevHas HegocTtatodHOCTb, ®K — dyHKUMO-
HanbHbIN Knacc.

BonbLUIMHCTBO MauMeHToB uMMenu 0GasanbHbid TUn 00-
cTpykuun BOJTXK — 29 (58,0%).

Mpw GUBEHTPUKYNAPHOM OOCTPYKLMM ONpeaensncs remMo-
AVHaMmyeckun 3Hauumbin rpagneHT B BOMXK. SAM-cuHapom
Kak 0guH 13 xapaktepHbix npuaHakos 'KMIT obHapyxmBancs
y BCEX NauMeHTOB B NpegonepaLmoHHoM nepuoge (tabn. 2).

Ta6nuua 2. MNpeponepaumoHHble NokasaTeny peryprutaumy MUTpansHOro
KrnanaHa, rpagueHToB B BbIXOAHbIX OTAenax NeBoro v NpaBoro Xesyno4koB
1 XapaKTEPUCTUK TUMOB 06CTPYKLMK

Table 2. Preoperative parameters of MV regurgitation, gradients in the
LVOT and RVOT, and characteristics of obstruction types

Mokasatenu 3HayeHne
...................... ¢yHKLlI/Iﬂ MMTpaanoroxnanaHa .
Peryprutauus 1-i cT. 13 (26%)
Peryprutauus 2-i cT. 25 (50%)
Peryprutauus 3- cT. 12 (24%)
MukoBbIn rpagneHT B BOJDK, Mm pT. CT. 75,0 [57,0; 127,0]
CpenHuit rpagmenT B BOIDK, MM pT. CT. 34,0 [29,0; 66]
MukoBbIv rpaameHT B BOMXK, Mm pT. cT. 47 [35,0; 72,0]
Tunbl 06¢TpyKUmnn BOIMK

BasanbHas, n (%) 29 (58,0%)
CpepnHexenynoukosas, n (%) 20 (40%)
AnvikanbHas, n (%) 1(2,0%)

OcHOBHbIM nokasaTtenem 9ddEKTUBHOCTU XUPYypruye-
CKOro NeYeHuns ABnAnocb ycrpaHeHne obetpykumm B BOJTK,
XapakTepu3syloLleecs 3Ha4YMMbIM CHVXXEHVMEM MUKOBOrO rpa-
aveHTa — ¢ 75,0 [57,0; 127,0] mo 14,5 [3,0; 32,0] mm pT. cT,,
p < 0,001; cpegHero ¢ 34,0 [29,0; 66] o 11,5 [4,0; 22,0] mm
pT. cT., p < 0,001 B nocneonepaunoHHoM nepuoge (puc. 1).

Hapsgy ¢ o6ctpykumen BOJDK natoreHeTy4eckMm acnek-
ToM FKMT siBnsetca SAM-CMHOPOM, KOTOPbIN OTCYTCTBOBAI
y 100% naumeHToB (p < 0,001) nocne xMpypru4eckoro ne-
YeHust.

Ewe ogHM nokasaTenem, oTpaxkaloLyM AMHAMUYECKYHO
ob6etpykumio BOIDK, aensetca peryprutaums MUTPanbHOrO
knanaHa. Ha MOMeHT BbINMMCku M3 cTaumoHapa 48% nauu-
€eHTOB He mmenu MP, Konn4yecTBO NauMeHTOB C perypruta-
unen 2-i cTeneHun CTaTUCTUYECKM 3HAYUMMO YMEHbLUUIOChH,
p = 0,027; He 6bINO NauUMEHTOB C perypruTaume Mutpanb-
HOro knanaHa 3-v cTeneHu; cpefHas creneHb MP ymeHb-
wwunack ¢ 1,98 go 0,67 No cpaBHEHUO C AOONEPALMOHHBIM
nepvogom, p < 0,001 (puc. 2).

Mo maHHbIM nocneonepaunoHHon AxoKI, dumkcmposa-
N0Cb 3HAYMMOE YMEHbLUEHNE MeAnaHbl Z-MHAEKCa TOMLWMHbI
MXT ¢ 13,3 [2,21; 32,68] o 7,37 [1,0; 35,6], p = 0,034.

Co cropoHbl JDK, Hapsgy C ymMeHbLleHMEeM TOMLMHBI
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Puc. 1. Oxokapaunorpaduyeckas oLueHka A0- U NOcneonepaLumoHHOro rpaaneHTa B BbIXOAHOM OTAENe NeBOro xerynoyka
Fig. 1. Echocardiographic assessment of pre- and postoperative LVOT gradient

Puc. 2. Oxokapaunorpaduyeckas oLeHka MUTpanbHOW peryprutauum 4o v nocne onepauun. Ao — aopta, JlIlN — nesoe npeacepave, JK — neBbIn xenygo4yek,

MXKIM — mexckenynoykoBasi neperopogka
Fig. 2. Echocardiographic assessment of mitral regurgitation before and after surgery. Ao — aorta, LA — left atrium, LV — left ventricle, IVS — interventricular

septum

Puc. 3. Oxokapaunorpadguyeckas oLeHka ANHaMMUKM KOHEYHO-AMACTONMYeckoro o6bema NeBOro Xenyaoyka v dpakumm BbiGpoca 4o 1 nocre onepauuv
Fig. 3. Echocardiographic assessment of the dynamics of left ventricular end-diastolic volume and ejection fraction before and after surgery
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MK, cHmxanacbk meamnanHa MMMITXK ¢ 180,87 [60,9; 430,54]
r/m? po 167,6 [55,1; 370,37] r/m?, p = 0,046.

Kpome TOro, oTmeyanocb 3Ha4MMoe CHWXeHue Z-uH-
Aekca KM ¢ 16,55 [9,8; 130,69] oo 6,39 [30,89; 42,64]
(p <0,001) n Z-nngekca PKMI1 ¢ 5,88 [-0,89; 21,59] no 2,97
[-1,69; 14,2] (p = 0,02) B nocneonepaunoHHOM nepuoae.

Takke B 4O- 1 nocreonepaunoHHOM nepnogax ctaTucTu-
Yyecku 3HaumMmMo mnamensanuce ©B JK ¢ 81,0 [59; 90] oo 74,0
[50,0; 89,0] % v nngekc TEI ¢ 0,58 [0,25; 1,97] no 0,95 [0,3;
1,64] (p < 0,001 n p = 0,006 COOTBETCTBEHHO), OCTaBasACb
OfHaKo B npefenax HopMarnbHbIX 3Ha4eHun (puc. 3).

B paHHem nocneonepauvoOHHOM Mepuoge OTMeYanochb

3Ha4YMMoe CHWXKeHue meamaHbl nHaekca oovema JM ¢ 3,23
[1,51; 10,37] oo 0,97 [1,45; 6,38] mn/m?, p = 0,001.

Ob6bemHas ckopocTb HanonHeHus JK 'y getent 6eina cta-
TUCTMYECKM 3Ha4YMMO 6onbLue nocne TPCM3, yem oo onepa-
TMBHOro BMeLlarenscTea, p = 0,03.

OctanbHble OxoKI™ nokasaTenu He uMenu CTaTUCTUYECKU
3HAYUMBbIX pa3nNUyMn 4o 1 Nocne onepauun.

OTganeHHble pesynbraTthl Obinn nony4yeHsl y 46 naumeH-
ToB. CpeaHuii Cpok OTAaneHHoro HabngeHns coctasun 4,2
*+ 4,1 roga.

AHanus ocHoBHbIx OxOKI™ nokasatenen npeactasneH B
Tabnuue 4.

Ta6nuua 3. [Jo- v nocrneonepaLmoHHeit 3xokapavorpaguyeckme nokasaresni naumeHTos

Table 3. Pre- and postoperative echocardiographic parameters of patients

Mokaszatenu [o onepauun [Nocne onepaummn P
CprKTypHO-aHaTOMVNeCKVIeXapaKTepVICTI/IKI/I .......................................................
z-uHgekc MXKT 13,3 [2,21; 32,68] 7,37 [1,0; 35,6] 0,034
z-uHpekc 3CIMK 4,1[0,9; 6,3] 2,6 [0,9; 5,2] 0,172
M / 3CIK 2,14 [1,3; 3,3] 1,46 [1,1; 2,2] 0,072
MMMIDXK, r/m? 180,87 [60,9; 430,54] 167,6 [55,1; 370,37] 0,046
Z-nHpekc FKMI 16,55 [9,8; 130,69] 6,39 [30,89; 42,64] 0,001
Z-nHpekc PKMMN 5,88 [-0,89; 21,59] 2,97 [-1,69; 14,2] 0,002
Cucronuyeckas yHKUMS
OB JTXK, % 81,0 [59; 90] 74,0 [50,0; 89,0] 0,001
MukoBbIN rpagmeHT BOJDK. 75,0 [57,0; 127,0] 14,5 [3,0; 32,0] 0,001
CpenHuit rpagmeHt BOJDK 34,0 [29,0; 66] 11,5 [4,0; 22,0] 0,001
WHpeke TEI 0,58 [0,25; 1,97] 0,95[0,3; 1,64] 0,006
CW n/mMuH/m? 2,58 [1,42; 6,64] 2,6 [1,83; 4,00] 0,68
HvnacTonuyeckas yHKUMA
OH JDK, mm pT. cT. 18,83 [5,57; 43,34] 15,16 [4,87; 25,35] 0,323
OCH JDK, mn/c/r 40,47 [3,35; 132,28] 59,65 [22,73; 164,1] 0,03
E/A notok 1,39 [0,32; 9,36] 1,27 [0,6; 2,16] 0,15
z-uHpekc KOO K -0,62 [-2,79; 7,89] -3,8[-2,42; 5,99] 0,084
MHpekc obbema JM 3,23 [1,51; 10,37] 0,97 [1,45; 6,38] 0,001
Mpumeyanne: OCH — 06beMHasi CKOPOCTb HAMOMHEHWS.
Ta6nuua 4. OTganeHHble axokapavorpaduyeckme nokasarteny nauneHTos
Table 4. Long-term echocardiographic parameters of patients
Mokasatenu Mocne onepaumnn OT1paneHHble pesynbraThl P
CprKTypHo—aHaTommqecxmexapaKTepmcmm .......................................................
z-uHpekc MXK 7,37 [1,0; 35,6] 9,29 [6,01; 20,69] 0,643
z-nHpekc 3CIMK 2,6 [0,9; 5,2] 2,0[1,1; 3,12] 0,04
M / 3CIMK 1,46 [1,1; 2,2] 1,33[1,0; 1,9] 0,838
MMMITX, r/m? 167,6 [565,1; 370,37] 148,66 [34,25; 3259,1] 0,012
ZIKMI 6,39 [30,89; 42,64] 3,23 [-4,09; 84,79] 0,684
ZPKMMN 2,97 [-1,69; 14,2] 1,88 [0,16; 10,39] 0,175
WHpekc obbema JM1 0,97 [1,45; 6,38] 1,36 [0,5; 6,19] 0,623
Cucronuyeckas yHKUMS
DB K, % 74,0 [50,0; 89,0] 75,5 [50,0; 87,0] 0,876
MukoBbIn rpagmeHT BOJMK 14,5 [3,0; 32,0] 11,0 [5,0; 29,0] 0,705
CpepnHwuii rpagmeHT BOJDK 11,5 [4,0; 22,0] 5,5[2,0; 13,0] 0,649
WHpeke TEI 0,95[0,3; 1,64] 0,65 [0,34; 1,15] 0,024
CWU n/Mun/m? 2,6 [1,83;4,00] 2,84 [1,53; 5,97] 0,525
[vnactonuyeckas yHKUmna
[H DK, mm pT. cT. 15,16 [4,87; 25,35] 12,66 [7,71; 26,32] 0,358
OCH XK, mn/c/r 59,65 [22,73; 164,1] 56,82 [17,49; 298,0] 0,268
E/A notok 1,27 [0,6;2,16] 1,43 [0,63; 3,12] 0,442
z-nHgekc KOO K -3,8[-2,42; 5,99] —-0,07 [-1,99; 5,6] 0,034
WHpekc obbema JM1 0,97 [1,45; 6,38] 1,36 [-0,5; 6,19] 0,624
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OmoaneHHble pe3ysibmamabl

B otganeHHOM nepvofe Npon3oLLio CTaTUCTUYECKM 3Ha-
UMMOE CHWXEHMe MeamaHbl z-uHgekca TonwmHel 3CIDK ¢
2,6 [0,9; 5,2] po 2,0 [1,1; 3,12] (p = 0,04), nnpekca MMJTXK
c 167,6 [55,1; 370,37] po 148,66 [34,25; 3259,1] r/m?
(p = 0,012), nHpekca TEI ¢ 0,95 [0,3; 1,64] po 0,65 [0,34;
1,15] (p = 0,024). Takwke CTaTUCTUYECKN 3HAYUMO YBEMNYMII-
ca z-uHgekc KOO XK ¢ -3,8 [-2,42; 5,99] no —0,07 [-1,99;
5,6] (p = 0,034).

B pesynbrate HabnogeHns 1-a ct. MP 6bina 'y 41,3% na-
LMEHTOB, 2-9 CT. — y 6,5%. CteneHb MP ctatucTnyecku 3Ha-
4YnMO He yBenuumsanacs (p = 0,83). OgHomy crHapoMarbHO-
MYy NauueHTy CrnycTsi rog Obino BbINOMHEHO NpOTe3VpoBaHme
MWUTPAnbHOro KrnamnaHa no NoBOAY HapacTaloLwen AMHaMmuye-
ckomn obcTpykuum B BOJTK, SAM-cuHapoMa v BbipaXeHHOM
peryprutaumm MUTpanbHOro KnanaHa.

Haunbonee wHdoOpMaTUBHBLIM MoOKa3aTenem, oTpaxato-
Lwmm adpdekTnBHOCTL TPCMDO, siBnsetcs rpagmeHT B BOJTXK.
[aHHbI NoKkasaTenb COXpaHsAncsa B npegenax nocrneonepa-
LIMOHHbIX 3Ha4YeHWI 6e3 3HaYMMOro yBenum4eHus B oTAaneH-
HoM nepwvoge Habnogerus (p = 0,705). OcTanbHble nokasa-
Tenu, NofyyeHHble B OTAAneHHOM nepuoge, ocTaBanucb B
npegenax pedepeHCHbIX 3Ha4YeHUN.

O6cyxaeHue

B HacTosilwee Bpemss TPCMO npu3HaHa «30M0TbIM CTaH-
OapTOM» fnedYeHnst MauneHToB cTaplue 18 neT ¢ Tshkenowm o6-
cTpykumer BOJTXX 1 nekapcTBeHHOM pe3nCTEHTHOCTbIO [11].

Y naunenToB ¢ FKMI HabniogaeTcsa yBenMyeHne pasHu-
ubl AaBneHust mexay JK 1 aopTtoi, 4To NpuBOAUT K Nporpec-
cupoBaHuio CH m noBblwaeT puck netanbHoro ucxoga. Ha
CErogHsILLHWIA OeHb rMaBHbIMM 3ada4amMm Tepanum sBnsaTCs
yMeHblueHne rpagveHta B BOJDK, yctpaHeHne SAM-cuH-
apoma n MP [12].

Ha cerogHawHun geHb OxoKIm aBnsgeTcsa knioyeBbiM Me-
TOOOM AMarHocTuku obcTpykTuBHom FKMIT.

YcTpaHeHne o6CTpyKUMM CnocoBCTBYET YMEHbLUEHUIO
OMacTonu4ecKkon ANCAYHKLUN, NMPUBOAUT K YIy4YLLEHUIO Nep-
dy3mm Mrokapaa v npefoTBpallaeT obpasoBaHMe naTono-
rmyecknx npoBoasaLwmx nyten [12, 14]. B npoBeaeHHOM Hamu
ncenenosaHuyn nocne BbinonHeHust TPCMO3 nokasartenu
NMUKOBOIO U CpedHero rpagueHToB CTaTUCTUYECKM 3HAYMMO
YMEHbLUANUCh 40 HOpMarsbHbIX 3HAYEHUI Y BCEX MaLUeHTOB,
p < 0,001. Mo gaHHBbIM OTOANEHHOro nepuoda HabnogeHus,
3Ha4YMMOro pocta oOCTPyKLUM OTMeYeHo He bbino, p = 0,705
1 0,649 cooTBETCTBEHHO.

Takxke BaXHyH pornb B natoreHese o6cTpykTuBHOM FKMIT
urpaeT SAM-cnHApPOM, BO3HUKAOLWMIA 3a cHeT adhdekTa Ber-
Typu, 1 MP. B nocneonepalyoHHOM 1 OTAANEHHOM Mepuo-
Aax Hamu B6bIno oTmedeHo, 4to SAM-CcUHAPOM yCTpaHsncs
B 100% cny4aeB M CTaTUCTUYECKM 3HAYMMO YMeHbluanach
cteneHb MP y Bcex nauneHTos, p < 0,001.

B nccneposanum Y.L. Hiemstra 1 coaBT. 6b1510 OTMEYEHO,
410 y nauueHToB ¢ KM noBbiweHne nHaekca obbema NI
bonee 34 mn/mM2 yBenu4MBaEeT pUCK BHE3anHOW cepaeqHoun
CMEepPTU 1 BEPOSITHOCTb TpaHcnnaHTaumm cepgua [15]. B npo-
BEJEHHOM HaMu MCCrneaoBaHUK Nocne YCrneLwHo BbIMOSHEH-
Hoi TPCMO cTatncTMyeckn 3Ha4YMMO yMEHbLUANCs MHAOEKC
o6wvema JM, p = 0,001, 6e3 3HA4YMMOWN AMHAMUKN MO PE3ynb-
TaTaMm oTaarieHHoro nepuoaga HabnwoaeHus, p = 0,624.

JoonepaunoHHoe yBenuyeHve obvema JM y geten ¢ 06-
ctpyktuBHon KM aBnsetca cneacteuem SAM-cuHgpoma,
MP, nosblweHHON xecTkocTn JIK 1 HapyLleHns ero guacTo-
nnyeckon yHkuum [15]. Y Bcex naumeHToB B paHHeM nocne-

onepauvoHHOM nepuofe 3Haummo ymenbluanacb OCH JTXK
(p = 0,03), npn 3TOM He 6bINO 3apernCcCTPMpPOBaHO 3HAYNMOM
AvHamukm no H JIX (p = 0,323) n E/A (p = 0,15).

CornacHo nccnegoBaHuto S.J. Deb 1 coaBT., TeXxHMYecku
npaBunbHO BbiNonHeHHass TPCMO3 cnocobeTByeT ymeHbLue-
HWIO rMNepTpoun 1 He cBsidaHa ¢ 06BLEMOM MCCEYEHHOTO
muokapaa JDK [16]. B Hawem vccnegoBaHum crtaTucTuye-
CK1 3Ha4MMo ymeHbLuanuce UMMITX (p = 0,046) n z-nHaekc
3CJITXK (p = 0,012) kak B paHHeM, Tak 1 B OTAArNeHHOM nocne-
onepauunoHHoM nepuoge (p = 0,04).

OB JDXK 6bina 3HauMmo yBernuyeHa y BCex MauMeHTOB C
o6eTpykTeHon TKMIT. TNoBbilweHne cokpaTMMOCTW B AaH-
HOM crny4ae ObINo CBA3aHO C KOMMEHCaUUen CHUXEHHOTO
BbIOpOCa KpOBU B aOpTy, 0OYCNOBNEHHOrO Kak 00CTpyKLUMEN,
Tak u MP. B pesynesrarte achdekTMBHO BbinonHeHHon TPCM3
Muokapg JK nogBepraetcst obpatHOMy pemMoaenpoBaHuio
co cHmxkeHnem ®B JIK go HopmManbHbIX 3Ha4YeHWI.

Mokasatens TEl npu3HaH 4yBCTBUTEMbHLIM WMHOWKATO-
poM runepTpodun Mmokapaa u CUCTONNYECKOW ANCAYHKLMN
y naumeHToB € BbipaxeHHon MP [17, 18]. daHHbIn nokasa-
Tenb 3HAYMMO yMeHbLUancs kak B paHHem, (p = 0,006), Tak
1 OTA4aneHHoMm nocneonepaumoHHoM nepuoge (p = 0,024) y
Bcex geten nocne TPCMO.

Y nauueHTtoB ¢ FKMIT B 92% cny4aes onpegensincs ge-
HoTun JIK, CBOWCTBEHHBIN AaHHOW NaTonoruu, npu 3ToM B
58% cny4yaeB oH coyeTtanca ¢ dpeHotunom PKMI. [19, 20].
Mokasatenn Z-nHoekca EHOTUMNOB AakT BO3MOXHOCTb
NPOBECTN KONMUYECTBEHHbIM aHanM3 AVHaMUKN PasnmnyHbIX
3aboneBaHnii, KOTOPbIE COMPOBOXAAKTCA OrpaHUYeHneM,
pacwvpeHnemM n ysennyeHnem oobema JIXK [20]. Z-uHgekcbl
FKMIM n PKMIT ctaTucTnyeckn 3Ha4YMMoO CHU3UIUCH Hemno-
cpencteeHHo nocne onepauun (p = 0,001 n 0,002 cooTBeT-
CTBEHHO). B otganeHHoOM nocneonepauyoHHOM nepuoge oT-
Me4yanocb CTaTUCTUYECKN 3HAYNMOE YBEeNnuYeHne z-nHaekca
KOO JIXK (p = 0,034).

Takum obpasom, ansa geter ¢ FTKMIN TPCM3 geMoHcTpu-
pyeT otnuyHble AxoKI™ pedynbTaThl MPU HEMOCPEACTBEHHOM
1 OTAaneHHoM nepuogax HabnoaeHnsx.

3akno4eHue

1. OxoKI oueHka cTpykTyp cepgua nocne TPCM3 B
paHHeM 1 OTAaneHHOM nepuopax rnokasana 3eKkTMBHOCTb
onepaTtMBHOroO BMellaTenbcTBa. [aHHbli MEeTod Mo3BOnAT
cHu3uTb rpagneHt B BOJDK, yctpanute SAM-cuHgpom wm
yMeHblwmnTe MP y neteli ¢ ob6ecTpykTmuBHom TKMI.

2. B paHHem u otganeHHoM nepuogax HabnwogeHus
oTMevaeTcs 3Hauumoe ymeHblueHne UMMITXK, z-uHgekca
TonwmHbl 3CJTXK 1 nHagekca obbema J1M, YTO KOCBEHHO MO-
XKET roBopuTb 06 06paTHOM pemMoaenMpoBaHUn kamep nocre
ycnewHo BbinonHeHHon TPCM3 y petein.

3. MNocne TPCMQ3 Habntoganocb CTaTUCTUYECKU 3Ha-
ymmoe cHmkeHue z-nHaekca N'KMIM n PKMI, yto cBnaeTens-
CTBYET O BO3MOXXHOCTM MUCMNOMNb30BaHWs AaHHbIX Noka3aTenem
ONs KONMMYECTBEHHOW OLEeHKM 3¢pdEKTUBHOCTM onepaTuBHO-
ro BMelLaTenbCcTBa.
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