I'L. Tapams ) OPUTHHAJIBHBIE UCCJIEJOBAHNA
OCOBEHHOCTM IMACTOIMYECKON IMCOYHKLIVN Y TALIEHTOB
C PA3TIMYHBIMY GEHOTUITAMY TUITEPTPODUYECKOV KAPIMOMMOIIATIN

© Tapapun I'T., 2025
DOI: 10.21886/2712-8156-2025-6-3-24-33

OCOBEHHOCTU AUACTOJIMYECKOW AUCOYHKL MW Y NMALVEHTOB
C PA3INYHBLIMU GEHOTUMAMM FMNEPTPOOUYECKOW
KAPOMOMUOMATUM

I.I. TapaguH

®I'BE0Y BO «/loHeykutl 2ocydapcmeeHHblll MeduyuHcKull yHugepcumem um. M. lopvkozo» MuH3zdpasa Poccuu,
Jloneyk, Poccus

Lienb: Ha OCHOBaHUW AaHHbIX 3xoKapanorpadum (IxoKl) ¢ onnnepoBCKUMUN peXMMaMy OLEHUTb Hanumne n ocobeH-
HOCTb Anactonuyeckon ancoyHkumm (0OD) nesoro xenygouka (J1K) npu pasnuuHbix GeHOTUNUYECKX BapUaHTax runep-
Tpoduueckoin kapauomuonatum (TKMIM). MaTepuanbl nu meTogbl: o6crefoBaHbl 305 60nbHbIx ¢ TKMIT B Bo3pacTe 18-88
net (cpegHum Bo3pact 60,611 net, 189 (62%) my»uuH, 116 (38%) »eHLWwmnH. [lnarHo3 yctaHaBAvBanu Ha OCHOBaHWM JaHHbIX
LBYXMepHo DxoKI npu o6HapykeHnn runepTpodun Mrmokapga JIXK npu oTcyTCcTBIM Nt06Oro APYroro NaTonornyeckoro npo-
Llecca, OTBETCTBEHHOIO 3@ BblpaXeHHOCTb Takol rmnepTpodum. KOHTPONbHY rpynny coctaBunm 50 npakTnyeckn 340poBbIX
yenioBeKa, CPaBHUMBbIX MO Moy 1 Bo3pacTy. OLeHNBaNnCh BblpaXXeHHOCTb, JIOKanu3aLma U NPOTAXKXEHHOCTb rnneptpodum,
napameTpbl TPAHCMUTPANbHOIO KPOBOTOKA, pa3mep 1 06BbEM NeBoro npeacepans. B 3aBMCcMMOCTM OT NPEnMYLLECTBEHHOM
nokanusauum runeptpodun Bce 6onbHble 6bin pacnpegeneHbl B 8 Mopdonormyeckmx rpynmn cornacHo pekomeHgaumam no
TKMIM M3 P® 2020 r. lMpoBeaeHbl aHanu3 1 cpaBHeHMe NapameTpoB AnacToNnyYeckon GyHKLMM B 3aBUCUMOCTM OT deHoTUNa
I'KMI. Pesynbratbi: 305 nauymeHTos ¢ TKMI pacnpeneneHbl B 8 Tunuyeckmx rpynn. 128 6onbHbix — B | rpynny (runeptpodus
6a3anbHON YacTy MexkenynoukoBon neperopoaku, MXKr), 45 — o Il rpynny (runeptpodua scernt MK, «HenTpanbHas
MXTI»), 50 — B Il rpynny (runeptpodus MXKI «obpaTHo KprBK3HDBI»), 11 — B IV rpynny (kombuHUpoBaHHasa runeptpoduma
M n gpyrux otaenos JIXK nnv npasoro xenypnouka), 7 — BV rpynny (anukanbHasa runeptpodus c unm 6e3 sosreyeHms
apyrux cermenTtoB J1XK), 11 — B VI rpynny (cpenHe-xenyaoukoas runeptpodus MXI ¢ runeptpoduein ceoboAHON CTEHKM
J1XK), 12 — B VIl rpynny (runeptpodus ceobogHowm cteHku JIXK) n 41 — B VIII rpynny (CUMMeTpUYHas Nn KOHLEHTPUYECKas
runeptpodus JIXK). Cpepn Bcex naumeHTos A0 BbianeHa B 286 (93,8%) cnyuasx. Hanbonee yacto pernctpuposanacs 40O
I TMna (HapyweHre penakcauumn) — y 196 (64,3%) 6onbHbix, Il TN (NceBgOHOPManbHbIN) — Yy 64 (21%) un lll TuNa (pecTpurk-
TUBHbBIN) — Y 26 (8,5%). B rpynne koHTpona A4 | Tuna pernctprposanacb y 8 (16%) 6onbHbIX, Il Tuna — y 6 (12%) 1 H1 B
opHom cnyuyae Il Tuna. Npu oTMeUYeHHbIX Bapraumax B YacToTe BbiABIeHNA Toro nnu nyoro Tvna 400 B deHoTunmnuecknx
rpynnax, CtaTuCTUYeCKUiA aHann3 He BbIABWM CYLLECTBEHHbIX Pa3NnUmni. 3aKntoUYeHne: HapyLeHa ANacTONNYeCcKon QyHK-
Lmn obHapyxeHbl y nogasnatoLero yncna naymeHtos ¢ FIKMIM — B 93,8% cnyyaes. Cnektp AO® npw 3Tom 3aboneBaHnn
LUIMPOK, OH BKIIOYAET BCE TUMbI HApYLUeHUA Anactonnyeckon GyHkumn. ¥ naumeHtos ¢ FTKMI HapyweHre penakcauyun (000
| TMna) BbiABNAETCA Y 64,3% 60nbHbIX, NceBgoHopManu3auua (Il Tuna) — y 21% n pectpuktuaHbii Tvn (Il Tuna) — y 8,5%.
AHanm3 3aBMCUMOCTM YacTOTbl PErncTpaunm oTMeyeHHbIx Tunos O ot Toro nnm nHoro ¢eHotnna runepTpodun He no-
Kasan CyLeCTBEHHbIX Pa3inymim.

KnioueBble cnoBa: runeptpoduryeckas KapauommonaTus, 3xokapgmorpadus, aguactonnyeckas auchyHkuma, GeHoTmnbl,
TPaHCMUTPaNbHbIA KPOBOTOK.
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FEATURES OF DIASTOLIC DYSFUNCTION IN PATIENTS WITH DIFFERENT
PHENOTYPES OF HYPERTROPHIC CARDIOMYOPATHY

G.G. Taradin

Donetsk State Medical University named after M. Gorky, Donetsk, Russia

Objective: to evaluate the presence and characteristics of left ventricular (LV) diastolic dysfunction (DDA) in various
phenotypic variants of hypertrophic cardiomyopathy (HCM) based on Doppler echocardiography (EchoCG). Materials and
methods: a total of 305 patients with HCM aged 18-88 years (mean age 60.6+11 years) were examined, including 189 (62%)
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men and 116 (38%) women. The diagnosis was established based on two-dimensional EchoCG data upon detection of LV
myocardial hypertrophy in the absence of any other pathological process responsible for the severity of such hypertrophy.
The control group consisted of 50 practically healthy individuals comparable in gender and age. The severity, localization and
extent of hypertrophy, transmitral blood flow parameters, size and volume of the left atrium were assessed. Depending on
the predominant localization of hypertrophy, all patients were divided into 8 morphological groups according to the recom-
mendations for HCM of the Ministry of Health of the Russian Federation 2020. An analysis and comparison of the parameters
of diastolic function was carried out depending on the HCM phenotype. Results: 305 patients with HCM were divided into
8 typical groups: 128 patients in group 1 (hypertrophy of the basal part of the interventricular septum, IVS), 45 — in group
2 (hypertrophy of the entire IVS, “neutral septum”), 50 — in group 3 (IVS hypertrophy of “reverse curve”), 11 — in group 4
(combined hypertrophy of the IVS and other parts of the left or right ventricle), 7 — in group 5 (apical hypertrophy with or
without involvement of other LV segments), 11 — in group 6 (midventricular IVS hypertrophy with LV free wall hypertrophy),
12 — in group 7 (LV free wall hypertrophy), and 41 — in group 8 (symmetrical or concentric LV hypertrophy). Among all
patients, DDF was detected in 286 (93.8%) of cases. The most frequently recorded DDF type | (impaired relaxation) was in
196 (64.3%) patients, type Il (pseudonormalization) — in 64 (21%) and type lll (restrictive type) — in 26 (8.5%). In the control
group, DDF type | was recorded in 8 (16%) patients, type Il — in 6 (12%) and type Il in none of the cases. Despite the noted
variations in the frequency of detection of one or another type of DDF in the phenotypic groups, statistical analysis did not
reveal any significant differences. Conclusion: diastolic function disorders were detected in the overwhelming majority of
patients with HCM: in 93.8% of cases. The spectrum of DDF in this disease is wide and includes all types of diastolic abnormali-
ties. In patients with HCM, impaired relaxation (DDF type |) is detected in 64.3% of patients, pseudonormalization (Il) — in
21% and restrictive type (lll) — in 8.5%. Analysis of the dependence of the frequency of registration of the noted types of
DDF depending on any hypertrophy phenotype did not show significant differences.

Keywords: hypertrophic cardiomyopathy, echocardiography, diastolic dysfunction, phenotypes, transmitral blood flow.
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BBeaeHue

Tuneptpoduyeckas kapauomuonatus ([KMII)
npezcTaBJsieT coboil HacieyeMoe 3a6o0eBaHUe
CcepAevHOH MBbILILbI, XapaKTepu3yolleecss BbIpa-
*KeHHOU runepTpoduei nperMyuecTBeHHO JIEBOTO
xeaypodka (JIXK) ¢ orcyTcTBUEM fuJaTalndu Ka-
Mep cep/ilia U 6e3 MPU3HAKOB JPyroy KapAuaaibHON
NaTOJIOTUX UJIHU CUCTEMHBIX 3a60/J1€BaHUN, OTBET-
CTBEHHbIX 3a pa3BUTHeE runeptpoduu’ [1-2].

OHUM U3 OCHOBHBIX MAaTOU3UOJOTUIECKUX
MexaHusMmoB ['KMII, nexkamum B 0CHOBe KJIWHUYE-
CKUX NMPOsIBJIeHUW 3a60/iIeBaHUS U Pa3BUTHUS Cep-
JedyHol HegoctaTtouyHocTu (CH), siBasieTcsa gua-
croauyeckas aucoynknus (AAP) JIXK, kotopas
Ha6srogaeTcs y 80-90% nauuenTtoB [1, 3-5]. Ila-
toreHe3 /JI/1® npu ’KMII — MHorodakToOpHbIH, OH
BKJIIOUAEeT U3MEHEHHUs Ha MOJIEKYJISIpHOM (MyTa-
[[UY T€HOB OEJIKOB CapKoOMepa, HapylleHre KaTbI[H-
eBOro o6mMeHa), TkKaHeBOM (runepTpodus MUOKap-
Jla, pa3HOHAINPaBJEeHHOCTb MbILIEYHBIX BOJIOKOH,
$u6bpo3) u rnobanbHOM ypoBHax JIXK (M3MeHeHUe
HanoJsiHeHus JIXK B ¢a3y paHHel fuacToJibl, Hapy-
[IeHWe alMKaJbHOTO CKPYYUBAHHUS U CHUXKEHHUS
npucaceiBatouiero a¢pdekra) [6, 7].

Hapyumenusi guactosindeckoil GyHKIMU Ha-
6J/11071a10TCS1, KaK MpaBUJIo, B JJOKJIUHUYECKOH CTa-

! KnimHuueckue pekoMeHanuu. [uneprpoduyeckas Kapano-
muomnatus. Poccuiickoe kapauosioruyeckoe o61ecTBo, ACCoIu-
alus cepAeuHo-COCYAUCTBIX XUPYProB, Poccuiickoe 06111ecTBO
MeJIMIIMHCKUX reHeTUKOoB, 2025; 198 c. https://scardio.ru/
content/Guidelines/2025/KR_Hyper_cardiomiopatiya.pdf
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JIMH, 10 Pa3BUTUS BblpaXKeHHOU runepTpopuu Mu-
okapaa JIXK, u onpenenenue J/J® urpaeTt BaxHy0
poJsib B cBoeBpeMeHHOM guarHoctuke 'KMIIl y poxa-
CTBEHHUKOB 60JIbHBIX U Y JIUL C UMEIOIIUMUCS Na-
TOTeHHbIMU MyTauusmu [8, 9]. [Ipu npuMeHeHUHU
COBpPEeMEHHBbIX MEeTO/I0B BU3yaJHU3aLUU OTMEYEHO,
4YTO AMACTOJIMYEeCKHe HapylleHUs1 HabI04aTcs
B CerMeHTaX MUOKap/Aa HOPMaJbHOH TOJIIHUHBI
Jl0 HaCTymJieHus1 MopdoJIoru4ecKoro peMosenu-
pPOBaHUSA U cUcTONNYecKoU qucodynknuu [10, 11].
CocTosiHUE AUACTONNYECKON QYHKIUU BJIHSIET HA
KayeCTBO >XU3HU NallMeHTOB, KJIMHUYECKHEe MPOo-
SIBJIEHUSI ¥ MPOTHO3 3a00JIeBaHUs: MALlUEHThI C
HapylleHHeM JuacTojnyeckoro HamosHeHus JIXK
noJiBEp>KeHbl 60Jiee BBICOKOMY PUCKY HebJiaro-
HNPUSATHOIO UCX0/a JaXke IPU COXpaHHOU dpakyuu
BrIOpoca JIK [11].

'KMII nposBJisieTca pa3/IMYHbIMU CLEHAPUAMU
KJIMHUYECKOT'0 TeYeHHUsI: OT 6eCCUMIITOMHOM Kap-
THHBI, OABIIIKH, 60JIH B TPYHOHN KJIETKE 10 apUTMO-
reHHbIX COOBITHM U BHE3AMMHOW CepAeYHON CMEPTH
[9]. llpu 3TOM 3a60/IEBAaHUM OTMEYEH TAKXKeE LIUPO-
KUH CHEKTp JIOKaJIN3aLUU U IPOTSHKEHHOCTHU TUIIEep-
Tpoduu Muokapza [3, 9]. CorzracHo peKoMeHAAI UM
poccuiickux skcneptoB no 'KMII, Beigesnsitor 8 oc-
HOBHBIX MOP(}OJIOrHIeCcKUX PeHOTUIIOB TUIIePTPO-
¢uu Mmuokapaal [12]. OgHako B HacTosilee BpeMsi
OTCYTCTBYIOT JaHHbI€ 0 PACIPOCTPAHEHHOCTH U 0CO-
6enHocTax 1@ y 6onbabix TKMII ¢ pasubiMu de-
HOTHUIIAMU TUNIEPTPOPHUUECKOr0 PEMO/ETUPOBAHUS.

Ilenv uccnedosanHuss — OLEHUTHb HaJM4YUE U
ocobenHocty /1P JI’K y 60JbHBIX C pa3/IMYHbIMHU
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PucyHok 1. OcHoBHble peHoTunbl 'KMII corsacHo MopdosioruyeckoMy npuHuuny kjaaccuukanuu [12]. OTMeueHbl
cnepytoye peHoTUnbl: 1 — runepTpodust 6a3aabHON YaCTH MexKeayA0uKoBoi neperopoaku (MIKID); 2 — runeptpodus
Bcedd MXKII («HeTpanbHass MXKII»); 3 — runeptpodus MIKII «o6paTHON KPUBHU3HBI»; 4 — KOMGUHUPOBAHHAs FUIEPTPOdUs
MXKII u npyrux orznenos JUXK nnu [1DK; 5 — anukanbHas runeprpodus; 6 — cpefHe-xkenyoukoBas runeptpodus MIKII
Hapsaay ¢ runeprpodueit cBoboaHou creHku JIXK; 7 — runeprpodus cBobogHol creHku JIXK; 8 — cummeTrpuuHas (uau
KOHIleHTpuyeckas) runeptpodus JK; N — cxemaTH4eckoe U306paXkeHUe cepALia 3/J0pOBOTO YesloBeKa.

Figure 1. The main phenotypes of HCM according to the morphological classification principle [3, 13]. The following phenotypes
are noted: 1 — hypertrophy of the basal part of the interventricular septum (IVS); 2 — hypertrophy of the entire IVS (“neutral
IVS”); 3 — hypertrophy of the IVS “reverse curvature”; 4 — combined hypertrophy of the IVS and other parts of the LV or RV; 5 —
apical hypertrophy; 6 — midventricular hypertrophy of the IVS along with hypertrophy of the LV free wall; 7 — hypertrophy of
the LV free wall; 8 — symmetrical (or concentric) hypertrophy of the LV; N — schematic representation of the heart of a healthy
person.

denorunamu 'KMII Ha ocHOBaHUM JaHHBIX JBYX-
MepHOW U JONIMJEepPOBCKON 3xokapauorpaduu
(9x0KTI).

MaTepHaJIbl U MeTOo/JbI

B uccienoBanue 66110 BKIOYeHbI 305 60JbHBIX
¢ ’KMII. B peTpocneKkTUBHBIN aHa/11M3 Bouliy 88
NalMeHTOB, N0/, MPOCHEKTUBHBIM HabJII0/jeHueM
HaxoAuauch 217 60nbHbIX (189 (62%) My»K4HH,
116 (38%) xeHuiuH) B Bo3pacTe 18-88 seT (cpen-
HUH Bo3pacT — 60,6111 JieT).

KoHTposibHy0 rpynmny coctaBuau 50 mpakTu-
YeCKHU 3/J0POBBIX YeJ0BEKA, CPABHUMBIX IO MOJIy U
Bo3pacTy ¢ 6oabHbIMU 'KMII: 31 (62%) My»xx4uHa
u 19 (38%) xeHuuH, B Bo3pacTe 25-78 seT (cpen-
HUH Bo3pacT — 60,4+8,8 roza).

BceM 601bHBIM BbINOJIHSIM IX0KI' Ha anmapa-
Te «Vivid-3 Pro» (General Electric, CILIA) ¢a3oBbiM
JaTYUKOM C yactoToi 3 MI'1| B Mo/103KeHUH GOJIBHO-
ro Jiéxa Ha JIeBOM OOKYy IPU CIOKOHHOM JbIXaHUH
Y Ha BBICOTE BbIJIOXA COIVIACHO PEKOMEH/JAlUsIM
no TpaHcTopakasibHOU IXOKI' American Society of
Echocardiography 2019r. [13].

Juarnos «'KMII» ycTaHaB/iMBasiyM Ha OCHOBA-
HUM JJaHHBIX JIByxMepHo# IxoKI' npu onpejeneHun
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TOJIIMHBI OJHOTO UM 6oJsiee cerMeHTOB JIDK =215
MM NPU OTCYTCTBUU JIIOOGOTO APYTroro MaToJ0TH-
YeCKOr'o Npolecca, OTBETCTBEHHOTO 3a BbIpaXKeH-
HOCTb Takoi runeptpooun’ [2, 12].

Mocne auarnoctuku 'KMII onleHUBauCh BhbI-
PaXKeHHOCTb, JIOKAJIU3a[UA U NPOTHKEHHOCTD TH-
nepTpoduu. B 3aBUCUMOCTH OT JIOKAJIM3ALUU TH-
nepTpoduu G6oJbHbIE pacnpe/eisiIuCh Ha TPYIIbI
OCHOBHBIX $EHOTUIOB, IPeAJI0>KEHHBIX POCCUMCKHU-
Mu akcneptamu no FKMIT! [12]: runepTtpodus 6a-
3aJIbHOM YaCTH MEXKeNTyA0YKOBON MeperoposKu
(M2KTII) (1 Tun); runeprpodusa Bcert MXKII («HeH-
TpasbHasg MXII») (2), runeptpodusa M¥KII «obpart-
HON KpUBU3HBI» (3), KOMOMHUPOBAHHAs FUIIePTPO-
dus MXKII u gpyrux otaenos JIXK uau npaBoro ke-
JyAo4Ka (4), anukasbHas runeptpodus ¢ Ui 6es
BoBJieueHUs1 Apyrux cermeHToB JIXK (5), cpeaHe-
)esymoukoBasi runeptpodus MIKII Hapsaay ¢ ru-
neprpodueit ceobogHor crenku JIXK (6), runep-
Tpodus cBobosHOM cTenku JIXK (7) u cummeTpuy-
Has (UM KoHIleHTpUuieckasi) runeptpodus JIXK (8)
(puc. 1) [14].

PacyéTt pazmMepoB, 06bEMOB U MacChl MUOKap/ibl
oTzaesioB cepala (seBoro npexacepaus (JII1), koHeu-
HO-/IMaCTOJIMYECKOT0 ¥ KOHYEHO-CUCTOJINYECKOTO
00bEMOB, yAapHOro 06'béMa, GpaKLMu U3THAHUS,
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Tabnmuua / Table 1

Jemorpadudeckue u KIMHUYECKHUE JaHHbIE GOJIBHBIX
Demographic and clinical data of patients

IlapameTp Bcero My:((‘;/l:;-l b )Ke:;ﬂ/?)ﬂm 3HayeHuUe p
Bcero 60/1bHbIX 189 (62) 116 (38) p=0,99
Bo3pacTHbIe rpynnsl, roAb:
18-29 8(2,6) 6 (3,2)* 2 (1,7)* p=0,44
30-45 28(9,2) 19 (10,1) 9(7,8) p=0,50
46-60 109 (35,7) 73 (23,9) 36 (31) p=0,18
61-69 75 (24,6) 48 (15,7) 27 (23,3) p=0,68
270 85 (27,9) 44 (14,4) 41 (35,3) p=0,02
Kano6mr:
BoJib B rpyHO KJIeTKe 216 (70,8) 132 (69,8) 84 (72,4) p=0,63
OapImka 207 (67,9) 125 (66,1) 82 (70,7) p=0,51
IlepeGou B JesTeJIbHOCTU CepALA 141 (46,2) 74 (39,2) 67 (57,8) p=0,002
To/10BOKpyXKeHue 119 (39) 64 (33,9) 55 (47,4) p=0,019
Cira6ocTb 232 (76,1) 135 (71,4) 97 (83,6) p=0,015
06MOpoKH 28 (9,2) 17 (9,0) 11 (9,5) p=0,88

Hp"Me‘laHHﬂ: *— YKa3aHbl IPOLEHTHI, paCCIUTAHHBIE OT KOJIMYECTBA MY»XYUH U XKEHIIWH; KYPCUBOM Bbl|€JIEHbl 3HAYE€HUSA «P» KaK

JocroBepHble (p<0,05).

“. n

Notes: * — percentages calculated from the number of men and women; “p” values are shown in italics as significant (p<0.05).

TOJIIIUH NepeHed CTEeHKH MPaBOTro KeJyL04Ka,
MXII, 3agHel ctenku JIXK, oTHOCUTE/NIbHOM TOJI-
IIUHbI CTEHKH, MacChl MUOKapAa U UHJEKC MacCChl
Muokapza JI’K) BbINOJIHSJINCH COMVIACHO CTaHJapT-
HbIM NIPOTOKOJIAaM NPOBE/IeHUST TPAHCTOPAKAIbHON
IxoKT [12, 15].

Jas oueHku guactoandeckod ¢pyHkuuu JIXK
MCI0JIb30BaJIM NapaMeTpbl TPAHCMUTPAJIbHOTO
KpPOBOTOKA, IOJIy4eHHble N0 JaHHbIM JONIJIEPO-
rpadudeckoro IxoKI-ucciepopanusa. Usmeps-
JIM MUKOBble ckopocTu paHHero (E) u mo3aHero
(A) mOTOKOB, BEIYUC/SAIMN UX OTHOolleHUe (E/A),
OIleHMBaJIM BpeMs 3aMe/iJIeHUs NMOToKa 6bICTPO-
ro HanosiHeHUs1 JIXK (deceleration time — DT) u
BpeMsl U30BOJIOMETPHUYECKOTO paccjabjeHus
JIXK (isovolumetric relaxation time — IVRT) ot 3a-
KPBITHSI a0PTAJbHOTO J0 OTKPBITHUS MUTPAJIbHO-
ro kjanaHa (MK). HopMmasnbHas fguactoandeckas
¢yHkuusa u tunel /P xapakTepu3oBaanch CaeLy-
01KuM o6pasom [16-19]:

0 Tun — orcytcrBue AP (E/A =0,75-1,5, IVRT
=70-90 mc, DT = 150-220 mc);

[ Tunm — HapymeHue pacciabaenus (E/A <1,
IVRT > 100 mc, DT >220 mc);

II Tun — ncesgonopmanbHbiil (E/A = 1-2, IVRT
= 60-100 mc, DT = 150-220 mc);

[II Tun — pectpuktuBHbii (E/A >2, IVRT <60
Mmc, DT <150 mc).

Jist moATBepK/AeHUsl HapyLIeHUs JUaCToJIhYe-
ckoll pyHKuuHK JIXK Takke UCIO/1b30BaIM MTOKa3a-
TeJIM TKaHeBOU ponmsieporpaduu kosbua MK (e,
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a’, E/e’), punartayuio JIII (nepesHe3agHuil pa3Mep
>40 MM, UHJIeKC 06'bEMa 234 MJI/M?) U TPUKYCIHU-
JaJbHOM peryprutanuu [16, 18].

CraTuctudyeckass o6paboTka pe3y/JbTaTOB UC-
C/1eJOBAaHUH BBINOJIHEHA B JIMIIEH3UOHHOM IaKe-
Te Jamovi 2.3.21.0. [lokasaTesu oLleHUBaJUCh HA
npeJiMeT COOTBETCTBUS HOPMaJbHOMY pacnpeje-
JIEHUIO, IJIsl Yero UcnoJib3oBaJsica kputepuit lla-
nupo-Yuska. /laHHble pe/CcTaBJIeHbl Kak cpeJiHee
apudMeTHUYECKOE U CTAaHAAPTHOE OTKJIOHEHUEe
(M+SD) nns1 mokasaTesied ¢ HOpMaJIbHbIM pacrnpe-
JeJleHUeM, MeJjlaHa C UHTEePKBapTUJIbHBIM pas-
maxoM (Me (IQR)) as1s mapameTpoB ¢ pacnpeje-
JleHUeM, OTJIMYalIuMcs OT HopMasbHoro. Kare-
ropuajsbHble IepeMeHHble NPeJCTaB/IeHbl B BU/lE
a6 COIOTHBIX YMCEJ U TPOLEeHTOB. [Ipu cpaBHEeHUH
IPYII 0 KAYeCTBEHHOMY MPU3HAKY MPUMEHSJICS
KpUTepHii Xu-KBazpat (x2), A/l cpaBHEHUS BbIGO-
POK MO KOJIMYECTBEHHBIM NPU3HAKAM HCIO0JIb30-
Basu t-kputepui CThIOJeHTa UM KpUTepuil MaH-
Ha-YuTHuU. Pe3ysbTaThl, nosydyeHHbie npu p <0,05,
CUUTAJIUCh CTATUCTUYECKU 3HAYUMbIMHU.

Pe3yibTaThl

B uccnenoBanuu npuHsiin yyactue 305 nanueH-
ToB ¢ '[KMII. OcHOBHbIE AeMorpadUvecKrue U KJIU-
HUYeCKHe JJaHHbIe NIpeiCcTaB/eHbl B TabuuLe 1.

B 3aBUCUMOCTH OT JIOKQ/IM3aLUU TUNIePTPOdUU
JI)K 60s1bHBIE GBLJIU paclipesiesieHbl Ha cefylolre
denorunuyeckue rpynnsl: 128 (42,0%) naureHTOB
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11
11
3,6% 3,6%

12 3,9%

T'uneprpodus 6asanproit yacru MIKII (rpynma 1)

T'uneprpodusa MIKII «o6paTHoit KpMBM3HBI» (rpynmna 3)
Cummerpuynas I'TDK (rpymnna 8)

Tuneprpodus Beeit MUKII («Heitrpansuas MOKII») (rpymnma 2)
Anuxansnas ITDK (rpynma 5)

T'uneprpodus ceobonHoii crenku JDK (rpynmna 7)

T'uneprpodusa cpenneii yacrn MUKII u cB06. crenku JDK (rpymnma 6)

T'uneprpodusa MIKII u mp. oraenos JIK (rpynmna 4)

PucyHok 2. Pacnpegenenue nauueHToB ¢ [KMII no ¢peHoTHnnueckum
rpynmnam runeptpodun MUOKapa JeBoro xeuayznodka (JIXK).
Figure 2. Distribution of HCM patients by phenotypic groups of left ventricular (LV) myocardial hypertrophy.

Mpumeuanne: MXKIl — mexckenynoukoBas neperopoka; [JXK — runeprpodus JIK.
Note: 1VS - interventricular septum; LVH - LV hypertrophy.

Ta6muua / Table 2

Ve KouTtpous, n (%) T'KMII, n (%) 3padenie p
50 (100) 305 (100)

My»x4uHbl, n (%) 31 (62%) 189 (62%)

Bo3spacT, fuana3oH JieT (cpeiHUH) 25-78 (60,4 +8,8) | 18-88 (60,6 +11)

JIII, MM, M£SD 37,7 £ 1,67 46,1+49 p=0,00001

Uupexc o6bema JIII, ms1/m2, M+SD 25,6 +2,32 38,3+11,2 p=0,00001

CKOpPOCTb paHHEro TPaHCMUTPAJIbHOTO KPOBOTOKA E, MM/c 80,9+9,0 76,4 9,4 p=0,0012

CKOpOCTb [T03JHET0 TPAHCMUTPAJIbHOTO KPOBOTOKA A, M/ 73,4+7,8 75,7 +12,3 p=0,0797

OTtHomeHnue E/A 1,11+£0,1 1,04+ 0,1 p=0,00001

Bpems nzoBosiroMmudeckoro pacciabsenus (IVRT), mc 88+ 8,2 96 + 8,7 p=0,00001

Bpemst 3aMensieHust noToka 6bpicTporo HanoaHeHust JIXK (DT), mc 206 +18,2 212 +£22,2 p=0,0373

Juacronudeckas auchyHkusa Bcero, n (%) 14 (28) 286 (93,8) p=0,0018
I Tuna, n (%) 8 (16) 196 (64,3) p=0,0018
Il Tuna, n (%) 6 (12) 64 (21,0) p=0,1407
[l Tuna, n (%) 0 26 (8,5)

IMpumeuanus: TKMII — runeprpoduueckas kapauomuonatus; JIXK — sneBblii xkenygodek; M+SD — cpesiHee 3HaUYeHHUE U CTAH1APT-
Hoe oTKJIoHeHHe; JII1 — yieBoe npejcepAue; KypcugoM BblieJIeHbl 3HAaYeHUS «p» KakK JjocToBepHble (p<0,05).

Notes: HCM - hypertrophic cardiomyopathy; LV - left ventricle; M+SD - mean and standard deviation; LA - left atrium; p-values are

italicized as significant (p<0.05).

B | rpynne (runeptpodus 6as3anbHoit yactu MIKII);
45 (14,8) — Bo Il (runeptpodusa Bceit MXKII,
«HeuTpanbHaa MXKII»); 50 (16,4%) — B III rpyn-
ne (runeptpodus MIKII «o6paTHOW KPUBU3HBI»);
11 (3,6%) — B IV (koM6GUHUpPOBaHHAs TUNIEPTPO-
¢dus MXKII u gpyrux otaenos JIXK); 7 (2,3%) — BV
(anukanbHasa runeptpodus); 11 (3,6%) — B VI
(cpepuexenynoukoBas runeptpodus MXKII ¢ ru-
neptpodueit ceo6ogHoM cTeHku JIXK); 12 (3,9%) —
B VII (runeptpodus ceob6oaHol ctenku JIXK) u
41 (13,4%) — B VIII (koHLeHTpUYeCcKas TUNePTPO-
dusa JIX) (puc. 2).
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BbhinosiHEHA OlleHKa MapaMeTpPoOB TpPaHCMHU-
TPaJIbHOTO KPOBOTOKA U JIMACTOJHUYECKOU PYHK-
I[MH, @ TAKXKe CpPaBHEHHE 3TUX 3HAYEHUH Cpeiu JIUI],
KOHTpoJIA ¥ nauueHToB ¢ 'KMII (Ta6.. 2).

[To cpaBHEHHIO C JIML[AMU KOHTPOJIS y MaldeH-
ToB ¢ KMII pasmep u ungekc o6béma JIII 66111
AocToBepHO 6oJsbiie: 37,7+1,67 u 46,1+4,9 mum,
25,6+2,32 1 38,3+11,2 ms1/M? cooTBeTCTBEHHO. [Tpu
aHa/IM3e CpeJHUX 3HAaYeHUH NoKasaTeJseu TpaHc-
MUTPAJIbHOTO KPOBOTOKA OTMEYEHO CYIEeCTBEH-
HO 6oJiee HM3KaAsl CKOPOCTb paHHEro KpoBOTOKa
y 6oabHbIX 'KMII (80,949,0 u 76,4%9,4 Mc), XOT4
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Tabnuna / Table 3
CpaBHeHMe 3X0KapauorpaduyecKux AaHHbBIX, BK/I0Yas NapaMeTphbl AUACTOINYeCKON QyHKIUU
B pa3HbIX GpeHOTUNNYEeCKUX rpynnax 60bHbIx TKMII

Comparison of echocardiographic data, including parameters of diastolic function in different
phenotypic groups of patients with HCM

Kou- deHoTUNNYecKUe rpynnsl nanueHToB ¢ KMII, n=350 (100%)
MMapameTpbl | TpPOJB,
n (%) 1 2 3 4 5 6 7 8
E;’“:::j;‘;on 50 128 45 50 11 7 11 12 41
(%‘)‘ ' (100) | (42) | (148) | (164%) | (3,6%) (2,3) (3,6%) (39%) | (13,4%)
37,7+ | 462+ | 47,5t | 442% | 467+ 49,5+ 47,3+ 44,2+ 46,0+
/UL, vm, MESD ) 7 5,1% | 5,9%7 | 4,0%1256 43 6,9* 3,1%37 3,726 42
Mupexco6o- | 5o, | 372+ | 388+ | 36,1+ 37,6+ 42,5+ 37,9+ 36,1+ 37,8+
ema JIII, ma/ 23 4 %25 4.7%135 3 8*258 4.2%5 441234678 4.7%5 4.1%5 4.2%35
MZ, M+SD ] ) ) ) ] ) ) ] )
CKOpOCTb paH-
Hero Tparc- 80,9+ | 761t | 794+ 74,1+ 82,1+ 75,4+ 80,2+ 75,2+ 75,4+
MHUTPAIIBHOTO | g ) 8,9% 11,5 10,0%4¢ | 811378 9,1 8,3*3 6,5%* 8,2%
kpoBoToKa E, ’ ’ ! ’ ’ ! ’ ! ’
MM/c M+SD
CkopocThb
MO3/HEro
TPaHCMU- 73,4+ 75,4+ 79,7+ 74,1+ 76,8+ 69,8+ 84,5+ 67,8+ 74,8+
TpaJIbHOTO 7.8 11,2%67 | 14,4*57 13,7*67 10,5*7 8,7*26 12,9*13578 | @ 5*123468 13,8*67
KpPOBOTOKa A,
M/c M+SD
Othomenwe | 1,11% | 1,03 | 1,0% 1,03+ 1,1% 1,1+ 1,0+ 1,1+ 1,0+
E/A M£SD 01 | 01 | 04 0% | 0,1%1368 0,1% 0,1%7 0,168 | 0,1%457
Bpems nsoBo-
JIOMMUIECKOTO | gg 14 | 923+ | 932+ 92,5+ 90,2+ 90,3+ 96,6+ 99,5+ 98,4+
paCCIIa6JIeHHH 8 2 8 1*7,8 9 1*8 8 8*7,8 8 8*7,8 9 9 10 1 10 1*1,3,4 10 3*1,2,3,4
(IVRT), Mc ) , , , , , , , ,
M+SD
Bpems 3ame[-
JIEHHUsI TOTOKA
6BICTpOrO 206,4+ 208,2+ 210,2+ 209,3+ 206,9+ 205,3+ 204,2+ 206,3% 216,6%
HamnoJIHEHUSs 18,2 19,3*8 18,6 19,7 19,3 17,6 16,7*¢ 18,7 21,5%16
JDK (DT), Mc
M+SD
JJ1® Bcero, n 14 121 41 48 9 7 9 11 40
(%) 28) | (945) | (91,1 (96) (81,2) (100) (81,2) (91,7) (97,6)
A0D 1 8 80 32 30 7 5 7 9 26
tima,n (%) | (16) | (625) | (71L,1) (60) (63,6) (71,4) (63,6) (75) (63,4)
OO0 11 6 31 6 12 1 1 2 2 9
tuna,n (%) | (12) | (242) | (13.3) (24) 9,1) (14,3) (18) (16,7) (22,0)
I 111 0 10 3 6 1 1 0 0 5
THna, n (%) (7,8) (6,7) (12) (9,1) (14,3) (12,2)

IIpumeyanus: 'KMII — runeprpodudeckas kapauomuonarus; XK — neBbiii xkenygodek; M+SD — cpesHee 3HaUYeHUE U CTaHAAPT-
Hoe oTkJIoHeHue; JIII — neBoe npencepaue; 1P — nuacrtonnueckass JUCPYHKIMSA; XapaKTepUCTUKA runeprpodpun B peHoTUNH-
YyecKUx rpynmnax 1-8 ykasaHa B JiereHie pucyHka 1; * — oTMe4eHo CTaTUCTHYeCKH 3HaYMMoe pasaunuue (p<0,05) Mexay rpymnmnamu,
HOMepa KOTOPbIX IPUBe/leHbl B BEDXHEM PerucTpe.

Notes: HCM — hypertrophic cardiomyopathy; LV — left ventricle; M+SD — mean and standard deviation; LA — left atrium; DDF —
diastolic dysfunction; hypertrophy characteristics in phenotypic groups 1-8 are given in the legend to Figure 1; * — statistically signif-
icant difference (p<0.05) between groups, numbers of which are given in upper case, is noted.
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CKOPOCTh NMO3/HEro TPAaHCMUTPAJbHOIO KPOBOTO-
Ka He OoT/iM4ajachk. ¥ nauveHToB ¢ 'KMII oTmeue-
HO GoJiee BbICOKMEe BpeMeHHble nmoka3aTtesu [VRT
Y 3aMe/lJIeHUs] NOTOKa 6GbIcTporo HanoJsHeHUs JIXK:
96+8,7 n 88+8,2 Mc, a Takxke 212+22,2 u 206+18,2
Mc cooTBeTcTBeHHO (p<0,05). Eciu y sin1; KOHTpoO-
JIsl HapylLIeHUs AUACcTOJINYeCKON QYHKIIUU BbISIB-
JieHbl y 14 (28%) 4esioBeK, TO Cpeiu MALUEHTOB
c 'KMII 1® oTMevyeHa y NOJaBJSIOLErO YMCaa
60Js1bHBIX — B 286 (93,8%) cnyvaes. [Ipu aHanuse
4acTOThl peructpayuu tunos J/1® B rpymnmne KoH-
Tpossa AP [ Tuna peructpupoBaiacek y 8 (16%)
60JbHBIX, Il TUIA — ¥ 6 (12%) 1 HU B OAHOM C/Iy4ae
Il Tuna. Cpegu 6oabHbIX [KMII Haub6osee yacTo
BelaBJsnack AP I tuna — 196 (64,3%), Il Tuna —
64 (21,0%) u Il Tuna — 26 (8,5%).

Ha ocnoBaHun dxoKI'-faHHBIX NallMEHTOB C pas-
JIUYHBIMU PeHOTUNaMU runepTpodur MUOKapza
ObLJ BBINOJIHEH CPABHUTE/IbHbBIM aHA/IU3 AUACTOJIU-
yecko# ¢pyHkuuu JIXK (Tabu. 3). CpesHue nokasare-
JiM pasMmepa U 06béMa JIIT 6611 MaKCUMaJIbHBIMHU
(49,5£6,9 MM u 42,5+4,4 ms/m?) B V peHOTHIINYE-
CKoU rpymne, a MUHUManbHbiMU — B 11 u VII rpyn-
nax (44,2+4,0 MM u 36,1+3,8 Mms/M?, 44,2+3,7 MM U
36,1+4,1 msa/M? cooTBeTcTBeHHO). 06BEM JIII B V
rpyIre 6blJ CyleCTBEHHO 60JIbllle, YeM TaKOBOH BO
BCeX APYyTrux GeHOTUNINYECKUX IPyInax.

[Ipu cpaBHUTENILHOM aHaJIM3€e CKOPOCTEHN TpaHC-
MUTPAJbHOTO KPOBOTOKA BhISIBJIEHO, YTO MaKCH-
MaJibHble N10Ka3aTesJu CKOPOCTHU PaHHEero JUacTo-
Judeckoro HanoJsiHeHus (nuk E) 6biu B [V u VI
rpynmnax (82,1+8,1 u 80,2+8,3 M/c cOOTBETCTBEH-
HO), npu4eM B IV rpymnmne 10CTOBEpPHOCTb pa3inuui
OTMeuyeHa B CpaBHeHMH c nokaszatesamu |, I11, VIl u
VIII rpynn (p=0,02, p=0,0063, p=0,036, p=0,0187
COOTBETCTBeHHO). [Ipu cpaBHeHHUU CKOpocCTel
N03/JHET0 AUACTOJIUYECKOT0 HanoJHeHus (MUK A)
OTMeYeHbl UX MaKCUMaJibHble 3HayeHusda B VI u Il
rpynnax (84,5+12,9 u 79,7+14,4 m/c), a MUHUMAJIb-
Hble — B VIl u V rpynnax (67,8+6,5 u 69,8+8,7 m/c
COOTBETCTBEHHO). [Ipy 3TOM NnokasaTesid CKOPOCTH
no3Hero KpoBoToka B VI rpynmne cyuiecTBEHHO
npesblmany aHasoruuuele I, 111, V, VII u VIII rpynmn.
OTMe4yeHO 3HAYUMOE pas/inive NMPU CPABHEHUHU
CKOpoCTH nuKa A Il rpynmnel 1o oTHOLEHUIO K V 1
VII rpynnamM. CooTHOLIEHHE CKOPOCTeW paHHero u
N03/IHEr0 TPAHCMUTPAJIbHOTO KPOBOTOKA BapbUPO-
BaJsiock oT 1,0£0,1 mno 1,1+0,1. [Ipu usyyeHuu oT/1U-
4yuil cooTHouleHus E/A oTMe4ueHO cTaTUCTUYECKU
3HayuMoe 6oJiee BbICOKHE 3HadyeHud B IV rpymnme
[0 CPAaBHEHMUIO C aHAJIOTUYHbIMHU NOKa3aTeJNsIMH |,
I1I, VI u VIII rpynn (p=0,0275, p=0,0398, p=0,0294 u
p=0,0049 cooTBeTCTBEHHO). MUHUMAaJIbHbIE 3HAYE-
HUs cooTHolueHus E/A BoisiBiieHbl B VI deHoTHUIIH-
YeCKOU Ipynne 1 6bLIH CYLeCTBEHHO HUXKe NoKa3a-
Tesiekt B IV u VII rpynnax.

[Ipu ananuze IVRT ob6Hapy»eHbl ero MaKkcH-
MasibHble 3HayeHus B VII u VIII rpynmnax (99,5+10,1
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1 98,4+10,3 MC COOTBETCTBEHHO) U MUHHUMAaJIb-
Hble B IV u V (90,2+8,8 1 90,3+9,9 Mc cooTBeT-
cTBeHHO). CTaTUCTUYECKH 3HAYMMbIe Pa3IUdUs
BbISIBJIEHBI IPU CpaBHeHUU nokasaTtesieil IVRT VII
rpynnsl ¢ aadHbiMu I, [11 u IV rpynn (p=0,0178,
p=0,031, p=0,0281 cooTBeTCTBEHHO) U MOKa3aTe-
sewt VIII rpynnet co 3Havenusimu I, 11, Il u IV rpynn
(p=0,0007, p=0,0155, p=0,0142 u p=0,0106 coor-
BETCTBEHHO).

MakcruMaJsibHbIe TOKa3aTeJd BpEMEHU 3aMe/l-
JIEHUS1 KPOBOTOKA 6bIcTporo HanosiHeHus (DT) oT-
MeueHbl y nauueHToB VIII u Il rpynner (216,6+21,5
u 210,2+18,6 MC COOTBETCTBEHHO), @ MUHUMaJIb-
Hble — B VI u V rpynnax (205,3+17,6 u 204,2+16,7
MC COOTBETCTBEeHHO). CTaTUCTUYECKHUE Pa3Ju-
YUs BbISIBJIEHBI IPU CPaBHEHUHU MOKasaTesed DT
VIII rpynnel ¢ fauHubiMu [ v VI rpynn (p=0,027 u
p=0,0457 coOTBETCTBEHHO).

Kak B njesiom aag nanuenToB ¢ TKMII, Tak u Bo
BCcex GEHOTUIINYECKHX IPYNIIax OTMeYyeHa BbICOKast
yactoTta AP JIXK, koTopas peructpupoBajach y
81,2-100% 6osabHbIX. Haubosee yacto /1P BbI-
sBJiss1ack B V rpynmne: y Bcex 7 (100%) nanueHTOB,
a takxe B VIII (y 40 us 41, 97,6%) u Il (y 48 us 50,
96%). Haubosiee Huskas yacrora /1/J® ormeveHa B
IV u VI rpynnax: y 9 u3 11 6osbHbIX (81,2%).

[Tpu ananuze tunoB JJ® BbIsiBJIEHO, YTO HaU-
60J1ee yacTo peructpupoBascs | Tun (HapyleHue
paccnabnenus) — B 60-75% cayyaes. [Ipu aToM
Hau6oJsiee yacto orMevasicd | Tun & B VII rpynne
(v 9 u3 11 nayguenToB, 75%), a pexxe Bcero — B III
rpynme (y 30 us 50, 60%). BropsiM o pacnpocTpa-
HéHHocTU TUNoM [J/1® B GeHOTUNHNYECKUX TPYII-
nax 6bL11 [I-0i1 — nceBAOHOPMa/IbHBIN, — KOTOPBIN
oTMedascad B 9,1-24,2% cny4yaeB. Camas BbICOKas
yactota J/J® Il Tuna BeisiBseHa B | rpynie (y 31 u3
128 nanuenToB, 24,2%), HauboJee HU3Kasg — B [V
(v 1 u3 11, 9,1%). [Ipu cpaBHeHHUU pacpOCTPaAHEH-
Hoctu JJ® Ill-ro Tuna (pecTpUKTUBHBIN) OTMeyYe-
HO, YTO 3TOT THIl HauboJiee YacTo PErUCTPUPOBaAI-
cs B V rpynne (y 1 u3 nayueHToB, 14,3%) 1 HU pasy
B VI u VII rpynnax (13 11 u 12 naneHTOB COOTBET-
CcTBeHHO). CTaTUCTUYEeCKUI aHAIM3 3aBUCUMOCTH
YaCTOTbl perucTpanuu pasandHbix Tunos /1P ot
TOTO WJIM UHOT'0 peHOTHIIa He MToKa3asl CyllecTBeH-
HOT0 Ipeo6JiaflaHus TUIA B Tpynnax. Bce uMeromu-
ecsl pas3/IMuus He NPOoJIeMOHCTPUPOBAIU CTaTUCTHU-
YeCKH 3HAaYUMbIX 3Ha4YeHU# (TabJ. 3).

O6cyxaeHune

KMII — reHeTHuyecku 06yC/I0BJIEHHOE 3a60J1€e-
BaHHe MUOKap/a, XapaKTepuaymlleecs: pa3JIMyHbl-
MU BapuaHTaMU runepTpodru, MUOKapLUaIbHbBIM
$u6pP0O30M, BEICOKUM PUCKOM KHU3HEYTPOXKAIOIIUX
apUTMHUH U BHE3aNHOU cepJieuHou cMepTH [2]. Eciu
cuctoandeckas QyHkuusa y 6oapHbeix KMII gosroe
BpeMs 0CTaéTcsl HOPMaJIbHOM WJIM AaXe yCUJIEeH-
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HOH, TO AUACTOJIMYECKHEe HapyllIeHUs , 00YCI0BIIHU-
BalollMe KJIMHUYECKHE NPOsIBJIeHUs 3a60JeBaHus,
BBISIBJISIIOTCS Y 60OJIBLIMHCTBA nayueHToB [11, 20].
Hannuue @ accouuupyeTcs ¢ Hebaaronpusar-
HBbIM NPOTHO30M Y MaLlUEHTOB C HEOGCTPYKTUBHOU
dopmoit 'KMII u mocsie BbINMOJTHEHHUS MPOLEAYP MO
CeNnTaJbHOU peAyKLUUHU V 60JbHBIX C 0OCTPYKTUB-
HOU popmoii [21].

BrInoJiHeHbl MHOTOYMCJIEHHbIE UCCAEL0BaHUS,
MOCBSIIIEHHbIE U3YYEeHHUI0 0COOEHHOCTEN JUaCTo-
audecko yHkuuu npu KMII c npuMeHeHueM
KaK UHBA3UBHbBIX, TAK U HEMHBA3UBHbIX METO/0B,
BKJto4ast IXoKI' ¥ MarHUTHO-pPe30HAHCHYI0 TOMO-
rpaduro [22]. [lpy npuMeHEeHUHN COBPEMEHHBIX Me-
TOJO0B BU3ya/IM3alUM OTMEUYEHO, YTO AUACTOJIhYe-
CKHe HapylleHUs HabJII0JaloTCcsl B CErMEeHTaxX MHU-
OKap/a HOpMaJIbHOHM TOJIIUHBI 10 HACTYNJIeHUs
MOP$OIOTUYECKOT0 peMO/IeIMPOBAHUS U CUCTOJIH-
yecko# aucyuknuu [10, 11, 20-22].

B HameMm ucciegoBaHuM pu o6csienoBaHuu 305
nauveHToB ¢ 'KMII ¢ npumenenuneM IxoKI' npu-
3Haku [ /l® o6Hapy:xeHbl y NOAABJISIOLIEr0 YUCIA
60/1bHBIX — B 286 (93,8%) ciyuyaes, 4yTo corsiacy-
eTcsl C paHee ONy6JUKOBAHHBIMU JAHHBIMU JPYTUX
ucciaegoBaresnei [23, 24]. [Ipu u3y4yeHUu ocobeH-
HocTel /1/I® B 3aBUCUMOCTH OT €€ THUIIOB BhIsIBJIE-
HO, YTO HauboJiee 4yacTo peructpupoBanacs AP I
Tuna —y 196 (64,3%) 60sbHbIX, 3aTeM Il THAa — y
64 (21%) u Il Tuma — y 26 (8,5%). [lpu usyyeHuu
ocobeHHOCTeN auactonndecko ¢pyHkiuu JIXK y 97
NalMEeHTOB C HeO6CTPYKTUBHON popmoi 'KMIT /1.B.
BorganoB o6Hapyxua P y 80 (83%) 60/JIbHBIX.
[Ipu atom | Tun JJ® BeisiBneH y 48%, Il —y 32% u
I —y 2% [23].

[Ipu oneHke AuacToaryeckoi GyHKIUU Yy Ha-
IIMX MAlMeHTOB Mbl UCIOJIb30BAJU B OCHOBHOM
JIOTMIJIEPOBCKUM PEXUM, NMPEJICTABAAIIAN CO60H
YYBCTBUTEJIbHbIN METO/J OI[€HKU JAHUACTOJIUYECKON
(YHKIIMY, HO Ha ero pe3yJibTaThl OKa3bIBAIOT BJIU-
siHUe Takue PaKTOPbl, KaK 4YacTOTa CepledyHbIX
COKpallleHUH, BO3pacT MallMeHTOB U YCJI0BUS Ha-
rpy3ku [19]. Heo6xoauM0 OTMETHTD, YTO MapaMe-
TPl TPAHCMUTPAJbHOTO KpoBoToKa (nuk E, E/A-
cooTHomeHue U DT) m10X0 KOppesUPYIOT C KOHEd-
HO-AuacToan4YeckuM fasaeHueM JIK y manueHTOB
¢ ’KMII [11, 25, 26]. [loka3aHO, YTO COOTHOLIEHUE
E/’ c ucnosb3oBaHueM TKaHeBOH gonimep-IxoKI
npenoCTaBJsieT 60Jiee TOYHYIO OLleHKY KOHEYHO-
Juactosinyeckoro aasieHus JK npu aToit nato-
Jorud. [Ipu uccieoBaHUM [UACTOTUIECKON QYHK-
UM PEKOMEHJYETCS KOMIIJIEKCHBIN MOAX0[, C U3-
y4eHUEM MOKa3aTesJed TPaHCMUTPAJIbHOr0 Kpo-
BOTOKa, TKaHeBOU gonmiaeporpaduu kosbia MK,
CKOpOCTeH KPOBOTOKA B JIETOUHBIX BEHAX, 06bEMa U
pasmepa JIII, MAKCUMaIbHOM CKOPOCTH TPUKYCIIU-
JanabHOU peryprutaiiyu [11, 26]. [Ipu BbINoJHEHUH
MCC/e0BaHUsl Y HaC He ObLJIO TEXHUYECKOH BO3-
MOXHOCTH BbIIIOJIHUTh BCECTOPOHHIOIO OL€HKY JU-
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acToIMYecKod GyHKIUM y BceX manueHToB ¢ 'KMI],
BKJIIOYas IapaMeTPOB TKaHEBOU Joniieporpadus,
CKOpOCTEeN KPOBOTOKA B JIETOYHBIX BeHAX, YTO BO3-
MOXKHO TIOBJIUSJIO HAa Pe3yJIbTAaThl OLlEHKU PacIpo-
CTPaHEHHOCTHU U BblpaxkeHHOCTH [ /1D.

TakuM 06pa3oM, oljeHKa AUACTOINYeCKON GYHK-
uuu npu FKMII BbI3bIBaeT onpejesiEHHbIE CA0XK-
HocTU. KpoMe Toro, vccienoBaTesid OTMEYAIOT He-
JIOCTATOK JaHHBIX, IOATBEPKAAIOLUIUX HAZEKHOCTD
PA3IMYHBIX UACTOJUYECKUX UHAEKCOB IIPHU 3TOM
3a6osieBaHuU [27]. Mopdosoruyeckre nposipJe-
Hus1 'KMII ype3BblyaiiHO BapuabesbHbI, AaKe MPU
HaJIMYUU OJHOU U TOH Ke MyTalUU. Y pasudHbIX
NalUeHTOB OTMeYaeTC s LIMPOKasi BapHalUs CTele-
HU U PACIIOJIOKEHUS TUIIepTPodHUU MUOKAp/a, pas-
HOHAaMNpaBJIEHHOCTH MUOLUMTOB (peHoMeH “myocar-
dial disarray”), crenenu ¢pubpo3sa, a Takke pasme-
poB u ¢yHkuuu JII [6, 27]. Y 601bIIMHCTBA NalU-
€HTOB Ha U3MeHEeHUs JOMNIJIePOBCKUX TOKa3aTeael
BJIMSIIOT KaK HapyLUIeHHUs peJlaKcalliy, TaK U Aua-
CTOJTMYECKON KOMILJIAEHTHOCTH, YTO 3aTPYAHSAET UX
WHTepIpeTanuo [27].

B nuTepaType MMeeTcsl OrpaHUYeHHOe KOJIU-
YeCTBO COOOIIEHHUH 06 0COOEHHOCTIX JHUACTOJIH-
yeckod PpyHKIUM y 60bHbIX 'KMII B 3aBHUCHMO-
CTU OT GEeHOTUNINYEeCKHUX BApUAHTOB. B 4yacTHOCTH,
R. Aslannif et al. [24] npu U3y4eHUU AuAcCTOIHYe-
ckoi ¢yHkuuy npu npuMeHennu IxoKI' y 50 nayu-
eHTOB c anukaabHOU 'KMII o6Hapyxunu AP y 37
(74%) u3 Hux, npu atom /@ [ Tuna o6Hapy>keHa B
42% cnyuaes, Il Tuna — B 22% u Ill Tuna — B 10%.
TakuM o6pasom, HauboJsiee yacTbiM TUOM /1D y
60abHbIX KMII c anukajbHbIM GEHOTUIIOM SIBJISI-
eTcs 1-p1i TUN (HapylleHWe paccaabieHus).

B KOHTeKCTe TeMbl Halllero UCCJle0BaHUsl 0CO-
ObIil HHTEpeC NPeACTaBJISIOT pe3y/ibTaThl paboThl G.
Finocchiaro et al. [29], nocBsiéHHON 0COGEHHOCTAM
Juvactosindeckod GpyHKIMM y nanueHToB ¢ 'KMII ¢
pa3iMyHbIMU MOPGOJIOTUYECKUMU PEeHOTUIIaMU.
Bce 383 nmanueHTa ¢ HOpMa/IbHOM CUCTOJIMY€ECKOU
dyHKIMelN 6bLIM pacnpesiesieHbl B 5 deHoTUNINYE-
CKUX I'pyII: «06paTHOM KpHUBU3HbI» (n=218, 57%),
CUTMOUJIHOTO THUMa (runeptpodus 6a3ajbHON Ya-
ctu MXII, n=27, 7%), cikMMeTpuU4HOM runepTpoduu
(n=69, 18%), anukanbHoM runepTpoduu (n=16, 4%)
Y Heollpe/le/IEHHOU runepTpoPUU UK «HeUTpalib-
Ho#» runeptpodun MIKII (n=53, 14%). PesysnbTaThl
vccae/0BaHus oKasay, yTo ocobenHoctu D y
nanueHToB ¢ [KMII ¢ pa3sinyHbiMU Mopdosioruye-
CKUMHU GEHOTHUIIAMHU ObIJIM CPABHUMBIMH 6€3 YET-
Koro npeo6siaganus TunoB /1@ B 3aBUCHMOCTH OT
denoTuna runeprpoduu [28].

CpaBHUMBIe pe3y/bTaThl MOJy4YeHbl U B HallleM
uccnefoBaHud. Hanbosiee yacTo perucTpupoBascs
I Tun JJ®, pexxe — II, pesIKO — peCTPUKTHUBHBIN
Tu. [Ipy 3TOM pas/inyus M0 YacTOTe TOro UK UHO-
ro tuna /I/J® B 3aBUCUMOCTU OT PpeHOTUIIa rumnep-
TpoduU ObIJIU He CYLECTBEHHBIMHU.
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BeiBOABI

[Ipy npuMmeHeHuu gonmnaep-3xoKI' yactora
AA®P v 6onbHbix 'KMII cocTtaBasieT 93,8%. Hau-
60J1ee pacnpocTpaHéHHbIM BapuaHToM 11D aB-
JgsieTcs | Tun (HapyuieHue paccaabyeHus), Ko-
TOpbIN peructpupoBaJsics y 64,3% nayueHTos, Il
TUN (1ceBAOHOPMaJbHBINA) — Y 21% u III Tun (pe-
CTPpUKTUBHBIN) — y 8,5%. [Ipu cpaBHUTEJIbBHOM
HM3y4YeHUU 0COOEHHOCTelN AUacTONYeCKON QYyHK-
IIMH, KOTOpPOe BKJI0Yasio pa3Mep U 06béM JIII, cko-
pPOCTU paHHEro Y MO3JJHEr0 TPaHCMUTPAJbHOTO
KpPOBOTOKa, BpeMsl U30BOJIIOMUYECKOTr0 paccJia-
6JIEeHUSI U BpeMsl 3aMe/lJIeHUs] TIOTOKa ObICTPOTO
HaNOJIHEeHHs, TPU HEKOTOPBIX PA3JIUUUSIX ITHUX Ma-

paMeTpOB, He 0TMeUY€eHO CYyLeCTBEHHbIX Pa3JIuyui
B xapakTepuctuke TunoB /@ cpegu nanueHToOB
pa3an4HbIX eHOTUuNnYecKux rpyni. [Ipeacras-
JisileT UHTepeC U3y4YeHHue JOMOJIHUTEeNbHbIX Ma-
paMeTpoOB, XapaKTepHU3YIILUX AUACTOJINYECKYIO0
dyukuwo JIK, BKIoYass mokasaTead TKaHEBOU
Jonmeporpaduu kosabia MK, ckopocTeil KpoBo-
TOKa B JIETOYHbIX BEHaX U MaKCUMaJIbHOU CKOPO-
CTU TPUKYCNUJAJTbHON perypruTanuy, y nauueH-
ToB ¢ KMII.

duHaHcuposaHue. VccinefoBaHre He UMEJO
CIIOHCOPCKOU MOJIePXKKH.

Kondghaukm unmepecos. ABTop 3as1BJisIeT 06 OT-
CYTCTBUU KOHPJIMKTA UHTEPECOB.
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