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AHHOTALMUSA

LLinpokoe pacnpocTpaHeHne 1 NCNonb30BaHNE NOHATUSA «KapAMOMMONaTNS» B COBPEMEHHOW KapaMonorum ANKTyeT Heobxo-
AVMOCTb CUCTEMAaTM3aLMmM N KOHKPETM3aL MM NCnonb30BaHNs 4aHHOTO TepMuHa. Ha ocHoBaHMKM annpokcnMauum n3MeHeHnn
YHKLMM, MONOCTEN M TONWMUHBI CTEHOK Kamep Ha u3BecTHble avnatauunoHHyto (OKMIT), runeptpodmyeckyto (FTKMIM) n pe-
cTpukTnBHyto (PKMI) kapanomuonatuv Bu3dyanu3aunoHHble MeToabl B KAapAUonornmM no3sonunm obbeanHnTe MHOMMe naTo-
riormyeckme n3sMeHeHns kamep cepgua B onpegeneHHble COBOKYNHOCTU 3pUTENIbHOro BOCNPUATUS 1 CHOPMUPOBATL NOHATUS
deHoTUNoB 1 heHokonui GonbLUMHCTBa 3aboneBaHuin cepaLla.

Llenb: no pe3synsratam peTpoCcnekTUBHOIO aHanu3a 6onbloro oobema UnpoBbIX AaHHbLIX 3XOKapauorpadmnyecknx ncene-
AOBaHWM y naumeHToB ¢ 6onesHsMM MMokapaa v 3A0pOoBbIX UL, paspaboTaTb KONMMYECTBEHHbIE KPUTEPUN PEHOTUMNYECKMX
n3meHeHun nesoro xenyaodka (JIK), kotopble MoryT 6biTb MCNONb30BaHbI A1151 KOHTPONSA ANHaMUKN 3aboneBaHns U OLEHKU
3hpeKkTMBHOCTU NnevebHbIX MepPOnNPUATUR.

Martepuan n mMetoabl. BbINONHEH peTpOCNEKTMBHLIA aHanusa NpoTOKONOB axokapauorpadum 3a nepuog 2009-2021 rr.
y 13 023 300poBbix N1y, B Bo3pacTe oT 2 aHen o 59 net n 317 nauneHToB ¢ pasnuyHbiMu 3abonesaHusimu cepaua: N'KMIT,
JKMTIT n PKMTI, HekomnakTHeIM Muokapaom (HKM) B BospacTe ot 4 gHew fo 60 ner.

PesynbraTbl. PadpaboTaHbl 1 NpeanoxeHbl KPUTEPUM KONMYECTBEHHOW OLEHKM natonormdeckux dpeHotunos JIK, umetowme
BbICOKyto (Bbonee 95%) oTpuuatenbHyto cneundryHOCTb Y 300POBbIX MWL, NI060ro Bo3pacta U NoMoXUTENbHYI0 — Y B0MbHbIX
C Kapamomuonatusamu. lNokazaHa BO3MOXHOCTb KONIMYECTBEHHO OLEHUBATbL AMHAMUKY TedyeHusi 3aboneBaHui, NpoTeKaLwmx
C NPOSIBNEHUSIMU PECTPUKLMK, Aunataumm n runeptpocun JHK.

KnioueBble crioBa: axokapguorpadusi, kKapamoMmonaTum, eHoTHm.
KoHnuKT uHTepecos: aBTOpPbI 3a5BNAT 06 OTCYTCTBUN KOHMMKTA MHTEPECOB.

Mpo3spayHocTb puHaAHCOBOM  UccredoBaHVEe He MMEeNo (OUHAHCOBOWM NOAOEPKKN.
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HOPMbI 3xoKapauorpaduyeckux nokasarenen. Cubupckull XypHarn KIUHUYecKoU U 3Kcriepu-
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Abstract

The widespread use of the term “cardiomyopathy” in modern cardiology dictates the need to systematize and concretize the
use of this term. Based on the approximation of changes in the function, cavities and thickness of the walls of the chambers to
known dilated, hypertrophic and restrictive cardiomyopathy, imaging methods in cardiology have made it possible to combine
many pathological changes in the chambers of the heart into certain sets of visual perception and to form the concepts of
phenotypes and phenotypes of most heart diseases.

Aim: To develop quantitative criteria for phenotypic changes in the left ventricle (LV), which can be used to control the dynamics
of the disease and evaluate the effectiveness of treatment based on the results of a retrospective analysis of a large volume
of digital data of echocardiographic studies in patients with myocardial diseases and healthy individuals.

Material and Methods. A retrospective analysis of echocardiography protocols for the period 2009-2021 was performed in
13023 healthy individuals aged 2 days to 59 years and 317 patients with various heart diseases: hypertrophic, dilated and
restrictive cardiomyopathies, and LV non-compaction myocardium aged 4 days to 60 years.

Results. Criteria have been developed and proposed for the quantitative assessment by Z-index of pathological phenotypes
of the left ventricle, which have a high (more than 95%) negative specificity in healthy individuals of any age and a positive one
in patients with cardiomyopathies. The ability to quantify the dynamics of the course of diseases occurring with manifestations
of restriction, dilation and LV hypertrophy was shown.
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BeepeHue YHKUMOHMPYIOLLEro MuoKkapga W cepaedHoro Bbibpoca

[1, 2]. Y BonbHbIX C HEKNaccMdrLmMpyemMon kapamommonaTu-
en, HekoMnakTHbIM Mrokapgom (HKM), onsa cheHotunmyeckomn
XapakTepucTukn HapyLeHuin popmbl 1 dyHkummn JK 6bino

B HacTosiee Bpemsi axokapamorpadms SBNseTcs pyTuH-
HbIM MHCTPYMEHTOM TOMUYECKOW ANArHOCTUKM BPOXAEHHON

1 NPpMOBPETEHHON CTPYKTYPHOWM NaTonorMm cepaua, Hapylue-
HWA HacoCHOM (yHKUMM cepgua mnoboro NpoMCXoXAeHUs.
Hanunuyne BpoXaeHHbIX U NpMoBpeTeHHbIX NMOPOKOB cepAaua
W Opyrov natonoruv, Kak npaBuiio, COMPOBOXAAETCA U3Me-
HeHnsaMM NGO MOCTHAarpysku, nNMbO npedHarpy3kM NeBoro
xenygoyka (1K) B 3aBMCMMOCTM OT U3MEHEHUSI aHAaTOMUK
BHYTPUCEPAEYHbIX CTPYKTYp W nepudepnyeckoro cocyau-
CTOr0 COMPOTMBREHWs. HapyleHus CTpyKTYpHbIX CBOWCTB
Muokapga, obycrnoBneHHble BocnaneHuem, ¢Gubposom,
nanonaTnyeckon rmnepTpoduent, GonesHAMN HaKoMIeHus,
VeMnen, NpuBOASAT K OErnpeccuy KOHTPaKTUMbHON (yHK-
UMM C M3MeHeHnem ob6beMOB Kamep U OObeMHO-eMKOCT-
HbIX B3aVMOOTHOLLEHUW, K aucbanaHcy obbema (Macchbl)

NpeanoXeHo BbiAENATb TPM OCHOBHbIX BapuaHTa. K TakoBbIM
oTHecnu heHoTunbl runeptpoduyeckon (FKMIM), annataum-
oHHon (OKMI) n pectpuktnsHon (PKMI) kapamomunonatuii
[3]. MprunHoOM gaHHOro AeneHus NoCnyXUnu NpUHLMNnanb-
HO pasHble NOAXOAdbl K NIEYEHNIO KaXK4oro U3 BapuaHToB [4].
Mo>xHO nomnaratb, YTO U3MEHEeHUS npea- 1 nocTHarpysku JHK
npv pasnuyHbiX 3aboneBaHusax cepgua OyoyT cnocobcTBo-
BaTb hopmuposaHmio deHotmunos KM nnu AKMI.

B nocnepgHee Bpems ang 6onbluon pasHoobpasHow na-
TOMOrMM cepaLa JOCTaTOMHO LUMPOKO UCMOMNb3yeTcs TEPMUH
«kapgmnomuonatusa». OBbIYHO B NOHATME «KapAMOMMUONaTUS»
BKIaAblBalOT BTOPWUYHbIE NPOSABIEHUS MHOMMX pa3Hoobpas-
HbIX 3aboneBaHuii, BeOyLLMX K HapYLUEHUIO HAaCOCHOW U Co-
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KpatuTenbHoW dyHKumMm ceppua. NepBudHble Kapanommo-
naTnm — COBOKYNHOCTb 3abonesaHnin mMyuokapga, 3TUOmnorus
KOTOpbIX M3yyeHa HedocTaTouyHo [5]. PaHee npepnoxeHbl
KpuTepun oueHkn pemogenupoBaHns JTK, koHueHTpudeckas
rmnepTpoduns, SKCLEHTpUYeckas runepTpodus, KoTopble
B MPUHUMNE XapakTepusyloT (eHOTUMMYEeCKMe W3MEHEHWs
JDK, HasbiBas apyrvmu cnosamu runeptpodmio JK v ero aun-
natauyunio. 3TO OAMH N3 BapuaHTOB OLEHKN peMoaenunpoBa-
Hus JTK n beHOTUNMPOBaHNA M3MEHeHUI cepaLa He TOMbKO
npu runeptoHudeckon GomnesHun, 6e3 getanusauuy NPUYYH
BO3HWKHOBEHUS [6].

Opyrum acnektoMm akTyanbHOCTU Npobrnembl Buyarb-
HOro «TUMMPOBAHMA» U3MEHEHUIN Kamep cepaua npu narto-
normm aBnsieTcss PEHOMEH CepaeYHON HeoCTaTOYHOCTU C
COXpaHeHHon cppakumen Bbibpoca. PasgensioT deHoTunbl
cepaevHon HeAOCTaTOMHOCTU C COXPaHEHHOW U CO CHUXEH-
How opakumen Boidpoca [7, 8]. OueHka dyHKUMM cepaLa Kak
Hacoca C UCMONb30BaHWEM «yHUBEPCarbHOro craHgapTa»
dpakummn Bbibpoca nogsepraeTcs B nocnegHue rogbl COMHe-
Huto. OcTaeTcs akTyanbHON BO3MOXHOCTb MHAMBWAYanbHOrO
NPOrHO3MpPOBaHWUA HOPM pasMepoB N 06bLEMOB kamep, Ana-
METPOB COCyAOB, 6asvpyloLNXCA HA aHTPONOMETPUYECKNX
AaHHbIX. Y OeTel LWMPOKO UCMONb3yTCA MHAMBUAYanbHbIE
OLEHOYHbIE HOPMbI C MPUMEHeHWeM pacyeta Z-uHpekca,
onpegenseMbiX U MPOrHO3MpyeMbIX NnokasaTenew, y B3poc-
NbIX TAKOW NOAXOA MOKa He HaLler LUMPOKOW NoAAEPXKKN UC-
cneposarenein. MoxHoO nonaratb, Y4TO B OTAENbHbIX CryYasx
BbIP&XXEHHOCTb OTKIIOHEHWIN OT HOpPMbI (Z-MHAEKC), BEpOoAT-
HO, MOXHO MPUMEHATL 1 Y B3pOCHbIX nauneHTos [9, 10].

BbioeneHne ¢eHOTUNOB XPOHMYECKOW CepaeyHon Hedo-
cratoyHoctn (XCH) oguH n3 waros k 6onee rnybokon ge-
Tanusaunm He TOMbKO HapyLUEHWUN KOHTPaKTUIbHOCTU, HO U
N3MEHEHNN 0OBbEMHO-EMKOCTHbIX B3aVMOOTHOLLEHWI KaMep
cepgua [11]. Ha ocHoBaHuM annpoKCcMMaunn U3MEHEHWIA:
yHKLMM, NONOCTEN U TOMLUHBLI CTEHOK KaMep Ha U3BECTHbIE
OKMTIT, FTKMIM n PKMI Bu3yanu3aunoHHble MeTodbl B Kap-
AVONOrMn No3BonuNN 06beaVHUTL MHOTME NaTonornyeckne
N3MEeHeHUs Kamep ceppua B onpeaeneHHble COBOKYMHOCTU
3pUTENBHOIO BOCMPUATUSA M ChOpMMPOBaTL NOHATUSA (DEHO-
TMNOB U oeHokonui GonbluMHCTBa 3aboneBaHun ceppua.
BbigeneHne dpeHoTvnos nameHeHnn JIXK 1 konnyecTBeHHas
OLEeHKa OTMNMYUA 3XoKapauorpaduyecknx nokasarenen ot
HOPMbI MO3BOMNUT MCMOMNb30BaTb AaHHbIV NOAXOA ANS UHTe-
rpanbHOM KONMUYECTBEHHOW AuHaMuyeckon oueHkn JIK npu
nobow natonorum, CBA3aHHOW CO CTPYKTYPHbLIMWN HapyLLEHW-
AMU M aHOManNUsaMU cepaedyHo-COCYANCTON CUCTEMBI.

Llenb nccnegosaHuns: o pesynsratam peTpoCnekTUBHOIO
aHanu3a 6onbloro obbema LMgPOBLIX AaHHBIX 3XOKapAK-
orpacmyeckmx MUCCNeLoBaHUMM y MauMeHTOB C GonesHaMum
MUOKapAa M 340pPOBbIX NWL, pa3paboTaTb KONMYecTBEHHbIe
KpuTepun peHoTUNNYECcKnX namerHeHun JK, kotopble moryT
ObITb NCMNOMNb30BaHbI ANA KOHTPONS AUHaMUKK 3abonesBaHus
N OLEHKN 3PPEKTUBHOCTY NevebHbIX MeEPONpPUATUN.

XapaKTepMcm Ka KNnNMHNn4YeCcKoro marepuvana

B nccnepnoBaHve BownKn pe3ynbTaThl aXokapauorpadgumm
13 023 3g0poBbLIX N1L B Bo3pacTe oT 2 agHen o 59 netn 317
naumMeHToB C pasnuyHbIMK 3aboneBaHUsIMKU cepaua B BO3-
pacTe oT 4 gHen oo 60 net. pynna HOBOPOXAEHHbIX BKIO-
Yana geten ¢ HanMyYnMem OTKPbITOrO OBarlbHOrO OTBEPCTUS.
[na oueHkn BO3MOXHOCTEN BblaeneHust eHoTunos JK B
nccrnefoBaHWe BKIOYEHbl pesynbTaThl dxokapauorpadgum
OOnbHbIX C yCTAHOBMNEHHbIMK auarHosdamu KM, OKMIM n
nepsmyHon PKMI1 B ka4ecTBe «3TanoHHbIX».

Kpome TOro, ucnonb3oBaHbl [AaHHble 06cnegoBaHuA
6onbHbIX ¢ HKM 1 nauuenTtoB ¢ XCH ¢ peayumpoBaHHOM
dpakumen Bbibpoca. [uarHo3bl ObinNM yCTaHOBMEHbI C UC-
Nonb30BaHMEM KOMMMEKCa KMUHUKO-UHCTPYMEHTANbHbIX UC-
CnefoBaHUN, BKITHOYAKOLWMX MHTpaonepauuoHHble AaHHble,
Mopdonornyecknue nccnegoBaHna Muokapga, éuoncum mu-
okapga. 'pynny ¢ XCH coctaBunu nauneHTbl nepen Kapau-
OPECUHXPOHM3ALUMOHHON Tepanuemn, Bo3pacT KOTOPbIX Obin
ot 30 po 60 net (70% — nwemunyveckaa GonesHb cepaua,
30% — OKMI1 6e3 petanusauum anarHo3os).

MaTepMan n metoabl

MpoBeneH peTpocnekTnBHbIN aHanna 13 023 npoTokonos
axokapawnorpadum 3a nepuog 2009-2021 rr. Bce axokapano-
rpacmyeckne UccnenoBaHns BbINOMHEHbI ABYMS creumanm-
CTamMy C MeXOonepaTopCcKM OTKIOHEHUEM Pe3ynbTaToB Me-
Hee 5%. Vcnonb3oBaHbl ynsTpasByKoBble CUCTEMbI (OUPMbI
Philips ie-33 u Epiqg-7. Bce pesynbraThl UcCnegoBaHus 3aHe-
ceHbl B 6a3y AaHHbIX. Bcem nauueHTam BbINOMHEHO 3XOKap-
anorpadmyeckoe nccrnegosaHne no craHgaptam ASE [12].
[rnarHo3 HEKOMNAaKTHOrO MMoOKapAa YCTAHOBMEH C UCMOMb30-
BaHuem kputepusa R. Jenny [13].

®deHotunbl JK onpegenanu no metogukam, npeacras-
neHHbIM paHee [3]. OCHOBHOM MPMHUMM AaHHOW METOAMUKU
BbleNeHns1 (heHOTUMNOB 3aknioyancst B onpeaeneHmn Boipa-
YKEHHOCTU OTKITOHEHMS KIOYEBLIX MOKasaTenen OT HOpPMbI
(Z-vHpekc). MNokasaTtenb BblYMCNANY No opmyne:

Z=(x-p)+o,

rae X — akTyanbHOe M3MEepeHue, I — OXugaemoe m3mepe-
Hue (cpegHe-MonynsuMoOHHOE), O — CpefHee KBagpaTuyHoe
OTKITOHEHME.

MokasaTenb MOXeT ObiTb OnpedeneH nNo MHOFOYMCIEH-
HbIM on-line kanbkynaTopam [14].

Mo amnupuyeckn BbiBeAEHHbIM OPMYyram BbIYUCTIANN
Z-nHgekc ons kaxgoro geHotmna JIXK:

Zpokmn = (ZkgolK + ®Bnx) + 0,9 x NCd,
Zpkmn = ((JTMNo6 + KOOmx) — 0,4) = 0,11,
Zrkmn = Zmkn x (MK + 3¢JDK) x ZMMnx % 0,45,

roe Zokmn (Tkmn, pkmn) — Z-MHAeke heHoTuna gmnaraumoH-
HOW KapauonaTtum (rmnepTpoUIEeCKon M pecTPUKTUBHON),
ZxpoJ1XK — Z-nHpgekc ob6bema nonoctu JIK, @Bk — dopakumsa
Bblopoca JIXK B %, Cd — nHagekc cpepuyHoctn JIK (oTHO-
LeHne OJNIMHHOM ocu K KopoTtkon), JIMNo6 — obbem nesoro
npeacepavsa B M, ZmxKn — Z-uHaekc tonwmHbl MXKT, MK/
3c/K — oTHOLLEHME TONLWMH MEXOKeNyn04KOBON neperopoa-
K1 K TonwmHe 3agHen cteHke JIK, ZMMrmx — Z maccbl Muo-
Kapga JDK.

CrtaTuctuka

Ona vHovkaumm dakta OTHOLLEHUS K KaxXaoMy PeHOTU-
ny ans Z-nHAaekca npuHMManuch 3HadeHuns 6onee 2,5 [15].
Cratuctunyeckasa obpaboTka AaHHbIX OCYLLECTBNANAch C Uc-
none3oBaHMeM naketa npuknagHsix nporpamm STATISTICA
Ver.7. (StatSoft, CLUA). Z-nHgekc nmen HopmarnsHoe pacnpe-
aenexue.

lMpoBepka HOPMaNbHOCTU KONMYECTBEHHbIX NOKa3aTenemn
npoBoAMnack ¢ NoMoLLbIo kputepus Lanupo — Yunka. Konu-
YeCTBEHHbIN Z-MHAEKC OMUCaH B rpynnax CPEeAHUM 3HaYEeHU-
€M U CTaHOapTHbIM OTKNoHeHuem, M + SD. Bo3pacTt naumeH-
TOB B rpynnax npeactaBneH MeAnaHon N MeXKBapTUITbHbIM
uHTepsanom, Me (Q,; Q,). KareropuanbHble nokasarenu
npeacraeneHbl abCoNOTHBIMU U OTHOCUTENbHBLIMK (B %)
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yactotamu. [nsi cpaBHEHWUs] 3Ha4YeHUn Z-uHaoekca nuy u3s
pasHblX BO3PACTHLIX rPynn C pasHbiMK heHoTunamu Kapau-
omuonatum B Tpex n bonee Hes3aBMCUMBbIX rpynnax npume-
HAMNCA OAHOMAKTOPHbLIN AMCNEPCUOHHbIM aHanu3 ¢ BbIMOM-
HEHMEM MOMNapHbIX anoCTEePUOPHBLIX CPaBHEHWA rpynn Mo
kputeputo CTblogeHTa ¢ nonpaskon BoHdeppoHn. Kputu-
YeCKUi YpoBEHb 3HAYMMOCTU MPU NMPOBEPKE CTAaTUCTUYECKNX
rmnotes coctasnsn 0,05.

Pe3ynbrathbi

Y 95-100% 300poBbIX NUL, OT rpynnbl HOBOPOXAEHHbIX
[0 B3pOCHbIX, KpalHe peko onpeaensnmcb natonornyeckue
deHoTunbl JK (Tabn. 1). Yawe Bcero (3,8%) BcTpeyancs na-
Tonornyeckui peHotun PKMIT y B3pocnbIx, y HOBOPOXAEH-

HbIX — 4,5%, opyrne deHoTunbl kapamomuonatuid K npak-
TUYECKM He BCTpeYanuchb.

B rpynne geten B Bo3pacTte oT 4 mec. Ao 18 net de-
HOTUMbI Kapguomuonatun JDK Bctpetunucs nuwb y 3,68%
(Z-vHpekc Gonee 2,5) naumeHToB. Y naumeHTtoB ¢ KMI
deHotmn TKMI BcTpetunca y 92% nauuneHToB, Npy 3TOM B
aTon rpynne 6onbHbIX B 58% cnyyaeB onpenensancsa eHo-
Tin PKMI. Cnegyet otMeTuTb, YTO 4,8% GonbHbIx TKMIT He
ObIny OTHeCeHbl H1 K ogHoMy dbeHoTuny. MaunenTos ¢ KM
6e3 cooTBETCTBMSA KakoMy-nnbo deHoTuny He 6bino. Moytn
93% BonbHbLIX MMenn cooTBETCTBME AMarHo3a n deHoTmna
JIK. BonbHble PKMI B 93% nmenu cooTBeTCTBME AMarHosa
n geHotuna; 16,7% nmenun coyetanne deHotuna PKMI1 n
FKMM (cm. Tabn. 1).

Ta6nuua 1. [lemorpaduyeckas xapakTepucTuka U BCTpe4aemMocTb heHOTMNOB KapamomMuonaTuii

Table 1. Demographic characteristics and occurrence of phenotypes of cardiomyopathies

Bospact ®eHoTun
MaumenTs! n b, (%) Age e Phenotype
Patients n m/f (%) Min—Max KM PKMN OKMN HeT deHoTuna
Me (Q,; Q,) HCM RCMP DCM No phenotype
3popoBble nuua
Healthy participants
Bapocnble 239 18-59 net
Adzlts 51/49 18-59 years 2(0,8%) 9 (3,8%) 0 (0%) 228 (95,4%)
31 (24; 37)
4 mec.—17 net
Hetn 10103 4 months—17 years o o o o
Children 54/46 201 (1,02;6) 158 (1,6%) | 29 (0,29%) | 10 (0,1%) 9906 (98,1%)
2 years (1.02;6)
1-3 mec.
Hetn 2412 1-3 months o o 12 2323
Children 55/45 2 mec. (1; 3) 43(1,78%) | 34 (14%) | 0 59) (96.3%)
2 months (1; 3)
1-28 gHew
HosopoxfientLie | 208 1-28 day 0(0%) | 12(45%) | 0(0%) 257 (95,5%)
6,0 (2,2;9,1)
MaTonorus
Pathology
3 mec.—62 .
Dgl/\lﬂn 75/228 3 months—62 years 57 (92%) 36 (58%) 3(4,8%) 3 (4,8%)
10,5 (3,01; 15)
2 mec.—59 net
JKMM 83 2 months-59 years o o o
DCM 74126 2,8 (9 mec.; 12 ner) 7(8:4%) 6(7,3%) 77(92,7%) 0
2,8 (9 months; 12 years)
9 nHeln—46 net
PKMM 36 9 days—46 years o o o
RCMP 28/72 9 ne (2; 26) (18,7%) | 35(97.2%) | 1(2.8%) 0
9 years (2; 26)
5 nHeli—38 net
HKM 75 5 days —38 years o o o o
NCM 54/46 5 net (1: 12) 17 (22,7%) | 24 (32%) 24 (32%) 10 (13,35%)
5years (1; 12)
27-69 net
en ho 27-69 years 4(6:6%) | 16(26.2%) | 58 (95%) 0
59 (53; 65)

Mpumevanne: F'KMI — runeptpodmyeckas kapgnomuonatus, KM — gunataumonHas kapanomuonatus, PKMI — pecTpuktnBHas
kapavomuonatusi, HKM — HekomnakTHbIN Muokapa, XCH — xpoHnyeckas cepaedHas HeAoCTaTo4HOCTb.

Note: HCM — hypertrophic cardiomyopathy, DCM — dilated cardiomyopathy, RCMP — restrictive cardiomyopathy, NCM — non-

compact myocardium, CHF — chronic heart failure.

Mnnioctpaumenn BO3MOXHOCTU KONUYECTBEHHON OLIEHKU
Taxectn PKMIT npegctaenget cnydan nauweHTtkn M. Ou-
arHo3 nepeuyHon PKMI yctaHoBneH B 2005 r. B Bo3pacTe
13 neT, KNUHMYeckMe nposiBNeHns 3aboneBaHus Habno-
panuck ¢ 2003 r. Ha pucyHke 1 npegctaBneHa guHamuka
Z-nHpekca PKMI no rogam. B 2008 r. BbInonHeHa TpaHc-
nnaHTauus cepgua, nokasaTtenlb COXpaHsiyi HopMaribHble

3HayeHus B TeyeHve 3 neT, B MocrnenyloLlme rogbl OH Mea-
NeHHO HapacTtan B TedeHue 3 net. [paduk nameHeHumn
Z-NHAeKca YeTKo COOTBETCTBOBAN AVHAMUKE KITMHUYECKOW
KapTWHbl N BbIPAXEHHOCTU CepaevyHON HEeAOoCTaTOYHOCTMU.
370 AEeMOHCTpUpyeT BO3MOXHOCTUM AMHAMUYECKOTO KOMwu-
YEeCTBEHHOro KOHTPONSA M3MEHEHUW cepaua C MNOMOLLbIO
AaHHoro nogxopa.
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Puc. 1. QuHamuka Z-nHaekca pecTpuKTUBHOW KapaMoMuonaTuv y naum-
eHTkn M., pecatunetHee HabnoaeHne

Fig. 1. Dynamics of the Z-index of RCMP in patient M. ten-year follow-up
Note: RCMP - restrictive cardiomyopathy.

Ha pucyHke 2 nokasaHbl 3Ha4eHust Z-MHOEKCOB MuoKap-
avonatui B rpynne 6onbHbix FKMI, yale Bcero coyetaHune
deHotuna NKMIT Habntoganoch ¢ SIBNEHUSIMU PECTPUKLNN.

TKMN
HCM

Zrest Zhcm Zdcm

Puc. 2. 3HaveHus Z-nHgekca peHOoTUNOB M1oKapAamonaTui y 60nbHbIX
rmnepTpodmyecKon kapguommonaTmen

Mpumevanue: T’KMI — runeptpoduyeckas kapgmomuonarus, Pectp —
pectpukumns, IKMI — gunataumoHHas kapauomvonaTtus.

Fig. 2. Values of Z-index of phenotypes of myocardiopathies in patients
with hypertrophic cardiomyopathy

Note: HCM — hypertrophic cardiomyopathy, Rest — restriction, DCM —
dilated cardiomyopathy.

—o— M0 8- pewmn = ZchOKMMT
HCM RCMP Zdem

Puc. 3. nanenayanbHble 3Ha4eHUst Z-MHOEKCOB (DEHOTUMOB NEBOTO Xeny-
[o4ka y 60MbHbIX AMnaTaunMoHHOW kKapanuomuonaTmen

Mpumevanue: OKMI — aunataumorHas kapamomuonatig, F'KMM — runep-
Tpodhuueckas kapgnommonatus, PKMI — pecTpuKTMBHaa kapauomuonartus.

Fig 3. Individual values of Z-indices of left ventricle phenotypes in patients
with dilated cardiomyopathy

Note: DCM - dilated cardiomyopathy, HCM — hypertrophic cardiomyopathy,
RCMP - restrictive cardiomyopathy.

Bce nauueHTtbl ¢ TKMIT Obinn obcnegoBaHbl 40 1 nocne
MUWO3KTOMUM C yCTpaHeHuem ob6CTpykumm Bbixoga u3d JIK
(rpagueHT cHusmnea ¢ 78 + 27 no 13,8 £ 8,7 Mm pT. CT.; p =
0,001). Yepes 7-10 gHewn nocne onepauumn Z-nHaekc FKMI
poctoBepHo cHuauncd ¢ 35,2 £ 20 go 4,0 £ 15,1; p = 0,001,
YTO COYEeTanochb C NONOXUTENBHOW ANHAMUKOW KMMHUYECKO-
ro COCTOSIHMSA Mocne onepauumu.

B 92% cnyyaeB y 6onbHbix ¢ AKMIN onpegensanca de-
Hotun KMI, y yactu naumeHToB (8o 13%) coyeTaBLuMiics €
deHonpusnakamu F’KMIM n PKMI (puc. 3).

B tabnuue 2 npegcraBneHbl pesynbrarbl BblYMCMEHUS
Z-nHOeKca Kaxaoro m3 Tpex ¢peHoTMnoB B rpynnax obcne-
AOBaHHbIX. Cpean NuL, KOHTPOMbHBIX rPYMN PasnnyHbIX BO3-
pacToB MeAMaHHble 3Ha4YeHus MnokasaTens He MpeBblanu
1, cpegHve 3HadyeHnst nokasartens 6binv meHee 0,5 BO Bcex
rpynnax. B rpynnax kapauomuonaTtuin MeavMaHHbIe 3Ha4YeHns
nokasarens coctaBnsanu or 7,5 oo 15 gna «TUTynbHOro»
BMAa natonoruu. VcknoveHvem sBunacb Heknaccuduum-
pyemas kapavomwuonatus, unu HKM, xapaktepuaytoLiascs
6onbLUoW BapnabenbHOCTLIO Nokasartens (cM. Tabn. 2).

Y naumenToB ¢ XCH pasnuyHoOro npoucxoxaeHuns cpea-
Hee 3HayeHue Z-nHgekca coctaBuno 9,7 (cMm. Tabn. 2).

Ta6nuua 2. 3HavyeHns Z-nHaekca heHoTUNOB NEBOro Xenyaoyka B uccnegyembix rpynnax (M £ SD)

Table 2. Z-index values of left ventricular phenotypes in the studied groups (Me + o)

deHoTun JHK
Age Phenotype LV
MNauuneHTbl n BOBPACT =~ e et
Patients Min-Max FKMN PKMM OKMN
Me (Q7; Q3) HCM RCMP DCM
1 2 3
3popoBble nuua
Healthy participants
Z-nHaekc
Z-index
B3apocnble 18-59
Adults 239 31 (24: 37) 042+ 1,1 02£09 01£06
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OkoH4yaHue Tabn. 2
End of table 2

DdenoTun MK
Age Phenotype LV
MaumneHTb! n BOBPACT ettt ettt e ettt e
Patients Min-Max LK('\:/'& ;gl:\/l/ll'lp 'EILDKCMMH
Me (Q1; Q3
(@1,03) 1 2 3
Oem 2 mec.—17 net
Children 10 103 2 months—17 years 0,37 £ 1,26 0,02+0,8 0,005+ 0,5
2,0 (1,02; 6)
1-4 mec.
Oetn 1-4 months
Children 2412 2 mec. (1; 4) 0,73+1,24 0,76 £ 1,04 0,13+0,38
2 months (1; 4))
HoBopoxaeHHble 1-28 prein
Nzw)ggrns 269 1-28 days -0,3+14 0,10+1,8 -0,01+0,4
6,0 (2,2;9,1)
MaTonorus
Pathology
3 mec.—62 roga
I;_lK('_\.:/:\IA_I 62 3 months—62 years 15’(1#)5 22 3,8+4,1 04+14
10,5 (3,01; 15)
2 mec.—59 net
OKMIM 83 2 months-59 years -1,0+45 -05+14 75+12
DCM 2,8 (9 mec.; 12 ner) # & #&
2.8 (9 months; 12 years)
9 nHel—46 net
PKMM 36 9 days—46 years 04+85 15,5+ 11,2 -0,9+1,8
RCMP 9 ner (2; 26) * *& &
9 years (2; 26)
50Hen—38 net
HKM 5 days—38 years
NCM 75 5 ner (1: 12) -0,1+3,4 09+3 0,6 +4,7
5 years (1; 12)
XCH 27-69 ner 0,55+ 2,4 1,34 +2,1 9,710
CHF 61 27-69 years . ) #
59 (53; 65)

Mpumeyanue: JK — neBbin xxenyaoyek, TKMIM — runeptpoduyeckas kapanomumonatus, PKMIM — pectpuktneHas kapgvomuonatus, KM — gunataumoHHas

KapAavomuonaTusi, LOCTOBEPHbIe pasnuuns mexay * — 1-2, # — 1-3, & — 2-3.

Note: LV — left ventricle, HCM — hypertrophic cardiomyopathy, DCM — dilated cardiomyopathy, RCMP — restrictive cardiomyopathy, significant differences

between * — 1-2, # — 1-3, & — 2-3.

O6cyxaeHue

MpegHarpyska u nocTHarpy3ka — 9TO OCHOBHble (PaKTO-
pbl, KOTOpblE ONPeaenstoT (OYyHKUMOHAmMNbHbIE U O0ObeMHbIe
xapaktepuctukm JIXK, xapaktepusysi ero HanonHeHve B au-
acTony 1 yBenuyeHne TOMWuHblI CTeHoK. Kak npasuno, npwu
axokapguorpadmyeckom nccrnegoBaHnyM BO3HUKAET LenocT-
Has KapTVMHa NaTonorMyecknx U3MeHeHUN BHYTpUCEPOAEYHOM
reMoAVHaMUKM (€Cnv TakoBble UMEKTCS), NMPOSIBMSIOLLIMXCS
avnataumen, runepTpoduren, HapylleHMeM COOTHOLLEHUS
0OBbEMOB KOMMEKTOPHbIX 1 HAaCOCHbIX kamep. Bce ato aano
OCHOBaHMe MCNonb3oBaTb METOA aHanorMm u COOTBETCTBUSA
AN AWAarHOCTMKM HEeU3BECTHbIX U3MEHEHUI, NPOLIECCOB CO
CTaHAapTHBIMU OBLLENPUHATEIMU, YCIIOBHO «3TarlOHHLIMUY.
COBOKYMHOCTb BHYTPEHHMX W BHELUHWX (PaKTOpOB BO3AEN-
CTBUSA, 00YCNOBNMBAOLLMX BHELLUHWUIA BUA U BU3yarnbHOE BOC-
npusiTe Kak opraHu3mMa, Tak U opraHa, MPUHATO HasblBaTb
deHoTmnom [16].

Ha ocHoBaHun 0600LeHNsa BONbLIOro Konu4yecTsa AaH-
HbIX 9XxoKapauorpaduyecknx KCCneaoBaHun y 340POBbIX
N M NAUUEHTOB C NATONOrMen Mbl NOMNbITaNMCh BbIAENUTH U
KOMMYECTBEHHO OLIEHUTb OCHOBHbIE (DEHOTUMMYECKME U3ME-
HeHus JDK npu natonormyecknx CoCTosHUNAX.

B camoi mHorouncnenHon (n = 10 103) rpynne 3gopo-
BbIX AETeN 3HayeHus nokasarensa Z-uHaekca eHOoTUnoB

JDK'y 98% He npeBbllanu «OTPe3Hyo» Touky 2,5 no kpu-
TepusiM OTHOLUEHUS K Kaxgomy u3 deHotmnos: Kk [KMI,
OKMMM, PKMI, 4yTo cBmaeTenbCcTBOBano O TOM, YTO pas-
NYHbIE KapauomMuonaTtum U COCTOSIHWUS,, DEHOKONWUU, UM
9KBMBareHTHble, MOryT ObITb MckmoydeHbl [16]. B rpynne
B3pocnbix 6onee 95% obcrnegyembix He UMeENU KpUTEpPUEB
naronornyeckmx eHoTunoB. Y HOBOPOXAEHHbIX B 4,5%
crnyyaeB perncTpupoBani pecTpUKTMBHBIA (DEHOTUM, KO-
TOpbI HOpManu3oBancs Kk 1-2 mec. xusHu. BepositHon
NPUYMHON 3TOro Obina BCTPEYaeMOCTb Tak Ha3biBaeMOro
«He3penoro» muokapga, KOTOpoMy CBOWCTBEHHO CHIDKEHMWE
nogatnmeoctn [17]. lNonyyeHHble pesynbraTbl Mokasanuv
BMOMHE BbICOKYIO CMeundUYHOCTb MO KPUTEPUAM UCTUHHO
oTpuuaTenbHbIX Pe3ynsTaTos.

®eHoTun FKMIN

Y naumenToB ¢ 'KMI B 92% cny4yaeB onpenensincs de-
HoTun JIDK, CBOMCTBEHHbLIN AAHHOW NaTonoruu, npu atom B
58% cnyyaeB oH coveTancs ¢ peHotunom PKMI1. O6e nato-
1IOrMN UMEIOT MHOTO OBLLEro B reHETUYECKOW OCHOBE, UX OT-
HOCSIT K CApKOMEPHbIM KapAMOMMUONaTUsIM, OHWU MaHUeCTu-
pytoTCs 06LWLMMN NPpU3HAKaMy HapyLLUEHWIA BHYTpUCEPAEYHON
remoguHamumku [18].

Cpeon 6onbHbix TKMI TUTYNbHBIA dheHOTUN onpege-
nancs B 6onblumHcTBE crnyyaeB (92%) crnyyaes, NpYMepHO
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y 15% nauMeHTOB OTMe4arnocb coveTaHue ¢ eHoTMnamm
OKMIM n PKMI, 4yto Bpsig N MOXHO cyMTaTb NPOTUBOpE-
yneM. MMoHMMaHne reHeTM4eckor OCHOBbLI KapAMomuonaTum
3HaYMTENbHO pacLUMpWUoch 3a nocregHve ABa AecaTune-
Tna. Tem He MeHee, onucanbl 1 codetannsa FTKMIT n PKMI. B
OOnNbLUMHCTBE CryYyaeB Takne accoumauum OTnMyanuchb He-
GnaronpusaTHbiM TedeHnem [19]. Kpome Toro, He aBnsTCS
peakuMmn criydam «3Bosoumm» unu TpaHcgopmaummn FKMI
B AKMIT [20].

Y 6onbHbIX TKMI 3HaveHnsa Z-nHgekca nMenn npsaMyto
3HaAYMMYHO KOppenauuo ¢ AasneHmem HanonHenust JIXK (R =
0,42; p =0,01). YBenndeHne maccbl Muokapaa JIK npu FTKMI
NPUBOANT K HAPYLUEHWUIO ero AnacTonM4ecknx CBONCTB, CHU-
XKEHMI0 CKOPOCTW paccrnabneHns n nNposBleHUsiM PecTpuK-
TUBHbIX SIBMIEHWUIA, 3TO CBOMCTBEHHO runepTtpodun JIXK ntobo-
ro npoucxoxgeruns [17, 18, 20]. [loctoBepHOe yMeHbLUeHVe
Z-nHpekca geHotuna N'KMI nocne MMoakToMum 1 ycTpaHe-
HWUS OBCTPYKLUMM yKa3biBaro Ha BO3MOXHOCTb KOMMYECTBEH-
HOW UHAMMNYECKOW OLEHKN Ne4eBHbIX MeponpuUATUIA C NOMO-
LU0 AAHHOTO nokasaTtens.

®eHoTun PKMI

PKMTI npencTaensitoT cobovi reTeporeHHyto rpynny 3abo-
neBaHU MUOKapAa, KOTopble pas3nMyarTcs B 3aBUCUMOCTH
OT naTtoreHesa, KMUHWYECKOW KapTWHbI, OUArHOCTUYECKON
OLIEHKM U KpUTEpUEB, NeveHus un nporHosa. CrnegyeTt oTMe-
TUTb, YTO BCe 3TV 3aboneBaHusi UMelT obLLMe NPosBNEHUS
B BMAE HapyLUEHU BHYTPUCEPAEYHOW reMoaMHaMUKN He3a-
BMCUMMO OT npouvcxoxaeHust [23]. Cebiwe 97% BKIMOYEHHBLIX
B uccnegosaHue naumeHtoB ¢ PKMIT nmenn gaHHbin de-
HoTMN naMeHeHust JIK, kotopbii B 16% codetancs ¢ FTKMI
nposiBneHuamn. JuddepeHumnauma mexagy FKMIMT n PKMI
4acTo SABMSETCS CNOXHOW 3aAa4el B OObIYHBbIX KIMHUYECKUX
YCNOBUSX C UCNOMb30BaHWEM TOMbKO axokapauorpadum [17,
20]. BmecTe ¢ aTMM cnegyeT MOMHUTb, YTO [MaBHas Uerb
axokapamorpacdu4ecKkoro UCCrnefoBaHnst BbISIBMIEHWE TuNa
HapyLUEeHW N OLEHKa CTEMEHU UX BbipaeHHOCTU. Tak, Ha-
npumep, Z-uHaekc deHotvna PKMI y 6onbHbix ¢ PKMI
umen TecHyto koppensuumio (r = 0,63; p = 0,001) ¢ uHaekcu-
poBaHHbIM 06bEMOM NEeBOro npeacepauvs. Z-MHOAEKC NpocTo
N KONMMYECTBEHHO XapaKTepU3yeT CTeNeHb BbIPaXEHHOCTU
OTKITOHEHUSI aHanM3pyeMoro nokasarernsi OT HOpPMbl, B AaH-
HOM crny4ae obbema neBoro npeacepansi, Npu HapacTaHum
cepaevHol HefoCTaTOYHOCTM U NoBbIWEHUM YpoBHst NT-
proBNP. Mbl npegnaraem nokasatenb Z-MHAeKca pecTpuk-
TMBHOCTW, 0GasvpyrOLLMICA Ha OLEHKE B3aVMOOTHOLLEHWUIA
06BLEMOB Npefcepamns 1 Kenyao4dka, Y4To NosiHee XxapakTepu-
3yeT 06bEMHO-EMKOCTHbIE B3aVIMOOTHOLLEHUS NIEBLIX Kamep
npv AaHHon natonorun. Hanuume poctoBepHon obpaTHou
koppensiummn (R =-0,43; p = 0,01) Mmexay BaxkHENLLMM noka-
3atenemM reMognuHamMukn  yaapHbIM MHOEKCOM U Z-UHOEKCOM
PECTPUKTUBHOCTM MOATBEPXKAaro BO3MOXHOCTb Nokasartens
KONMUYECTBEHHO XapaKTepu3oBaTb HapyLUEeHWUs reMoanHaMu-
kn. To ecTb, YeMm Bbllle Z-MHOEKC PECTPUKTUBHOCTU, TEM B
OonbLUen Mepe cTpagana HacocHas yHKUMst cepgua. JTo,
BEPOSATHO, ByAeT NonesHbiM He TONbKO AN paHHen auarHo-
CTUKM, HO 1 Anst OOLEKTUBHONM OLEHKM TEYEHUS MaTonoruye-
CKOro npotiecca.

®eHoTun AKMI

®enoTtun OKMI saBnsieTcss pesynstatoM KOMOMHUPOBaH-
HbIX TEHETUYECKMX W NPUOBPETEHHBbIX Tpurrepos. [ocTa-
TOYHO GonblIOe KONMMYEeCTBO HO30MOMiA COMPOBOXAAETCSH
avnataumen JIXK co CHUXEHMEM ero KOHTPaKTUINBbHOCTU, KX
00beaAVHSIET BHELLHEE NPOSIBNIEHNE pesynbraTta natonoruye-
CKOro npouecca npu Hanuunum reTeporeHHOCTU NPOUCXOXAE-
Hus [18, 20].

CTeneHb BbIpaXXEHHOCTU AunaTtauuMnm U CHUXKEHWUE KOH-
TPaKTUMbHOW 1 HAacoCcHOM pyHKUuK JIXK aBnsaoTCcs rmaBHbIMU
OMOPHBLIMU TOYKaMK B OLIEHKE CTeneHu TshxecTu 3abonesa-
HUS U KIIMHWUYECKUX NPOSIBNEHUIA CepaeqHOo HemocTaTou-
HocTu. Mcnonb3oBaHve OOHOro nokasaTerns, KOMMIEeKCHO
XapaKkTepu3yoLlero AaHHble HapylleHusl, npeacTaBnsieTcs
nepcrnekTUBHBLIM Kak Ans HabnogeHust cobCTBEHHO BOMbHBLIX
¢ KM, Tak u ¢ ee beHokonuamun. B Hawem nccnegosaHmm
y nauyueHtoB ¢ OKMI TuTynbHbIM cheHOTUN onpeaensncs y
92,7% nauneHTOB, NpUMepHO y 8% W3 HUX OAHOBPEMEHHO
onpegensancs n geHotun NKMIT n nsonuposaHHo y 7% — ce-
HoTun PKMI. 370 ykasbiBano Ha BNonHe BbICOKYO YyBCTBU-
TENbHOCTb NokasaTensi. BoisiBNeHne KputeprueB pecTpUKTUB-
HbIX NPOSIBMEHUIA U MPU3HAKOB B HeOONbLIOM KonuyecTse
crny4yaeB He NPOTMBOPEYNUT HANNYUIO COYETAHHbBIX BAapMaHTOB
KapavomMuonaTuin n TpaHcdopmaumm ogHoro B apyron. Oa-
HOHamnpaBneHHO Kak MpW ULLIEMWYECKON KapauomuonaTuu,
Tak 1 npu OKMI npovcxogut yBenuueHve obbema JIXK n
CHWXXEHWE ero KOHTpaKTUNbHOCTU. Bce 3To faeT ocHoBaHune
oTHecTu gunataumio JIXK npu 3Tux COCTOsIHMAX K obLiemy
deHotuny — derHotuny OKMI. B Hawem uccnegoBaHum y
naumeHToB ¢ XCH B 95% cnyyaeB onpegensancsa deHoTvn
OKMTI, npuyem 3TO HE MMENO HUKAKOW CBSA3N C MPOMCXOX-
neHnem XCH.

HKM xapaktepun3oBancs BCTPe4aeMOCTb BCEX (DEHOTU-
NoB KapauoMuonaTuii U nx codetaHmem. Hanbonee yactbiMu
BapuvaHTamMu Obinv PECTPUKTUBHBIA U OUNaTaLMOHHbIA de-
HoTunbl. PeHoTun FKMIT npu HKM B 60% cnyyaes covetan-
CS1 C PECTPUKTUBHBIM (DEHOTMMOM, YTO CBMAETENLCTBOBANO O
BEPOSITHON OBLLIHOCTM NPOLIECCOB M3MEHEHMS MMOKapaa npu
AaHHon natonorun. Codetanue ceHotnna AKMI ¢ gpyrumu
deHoTrnammu PKMIT (30%) n FTKMIT (20%) 6bino 6onee pea-
kuMm. o AaHHbIM ApyrMx aBTOpPOB, OTMEYaeTcsi OTCYTCTBUE
kakoro-nm6o ceHotuna npu HKM B 32% cny4daes, nNo HaLmm
AaHHbIM, — B 13%. BeposTHO, AaHHbIN hakT MOXHO 0Obsic-
HUTb OTHOCUTENbHO HebonblMMU BbIGOpKaMKM NaLMEHTOB
Kak B HalleM uccrnefoBaHum, Tak U B bonee paHHUX paboTax
[19, 20].

3akn4eHue

MpennoxeHHble KpUTEPUM KONMMYECTBEHHOW OLEHKM Na-
Tonormnyecknx ceHoTunos JIK nmetot Beicokyto (6onee 95%)
oTpuuaTenbHy cneunguyHoCcTb y 340pOBbIX Nuy, Noboro
Bo3pacTa. Z UHAEKC Kaxaoro 13 eHoTUNoB obnagaeT BbICO-
KO MOMNOXWUTENbHOW ANarHOCTUYECKON YyBCTBUTENbHOCTHIO
npwv uarHOCTUKE N3MEHEHU cepaua, CBOMCTBEHHbIX TKMIT,
OKMIM n PKMIM. 3HayeHns Z-nHaekca oeHOTUMNOB MO3BONS-
0T KONMMYECTBEHHO OLEHMBaTb AMHAMUKY TEYEHUsI pasnuy-
HbIX 3ab0neBaHuWiA, MPOTEKAOLLMX C MPOSIBIIEHNSIMU PECTPUK-
umu1, gunartauum un runeptpodum JHK.
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