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Pesiome

Kapauommonaruu (KMII) npeacrarianT coboi IPYITY reTepOreHHbIX
3a60JIeBaHHH, XapaKTePH3YIOIMXCA CTPYKTYPHBIMH HIM GQYHKIHO-
HATbHBIMH H3MEHEHMAMM MHOKapAa, He 0OyUIOBIeHHble HIIeMHde-
CKOH OoJIe3HBIO Cepiilia, THHepTeH3HeH, KlanaHHBIMH TIOPOKaMH H
BPOMIEHHBIMH 3a601eBaHHAMH. CTaThf TOCBAIIEHA BOIPOCAM 3THO-
JIOTHH, NaTOreHesa, KIHMHHYeCKOH CUMITTOMATHKH, NOAXOJaM K AMa-
CHOCTHMKE H JIe9eHHI0 PeCTPHKTHBHOM KapAHOMOTIaTHH.

KnioueBsle CIOBa: PECTPUKTUBHAA KAPAMOMHOIATHA, TUACTONHYe-
cKaf ANCOYHKLMA, aMHIOMAO3 CepAna, SHAOMHOKAPAHAJIBHAA
BOHOICHA, KOHCTPHKTHBHbIH HepuKapauT, 6osesub Pabpu.
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Abstract

Cardiomyopathy (CMP) is a group of heterogeneous diseases charac-
terized by structural or functional changes in the myocardium, not
caused by coronary heart disease, hypertension, valvular diseases
and congenital diseases. This article deals with problems of etiology,
pathogenesis, clinical symptomatology, approaches to detection and
treatment of restrictive cardiomyopathy.

Keywords: restrictive cardiomyopathy, diastolic dysfunction, amy-
loid heart disease, endomyocardial biopsy, constrictive pericarditis,
Fabry disease.
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Kraccupukauusa

Knaccuukanua xapAMOMHONIATHH CI0YKHA BBUAY MHO-
roobpasus ¢GeHOTUIIOB KamAOH OTAeNBLHO B3ATOH IIATO-
JoruH. OHM MOTYT BUAOM3MEHATHCA II0 Mepe IIPOorpeccupo-
BaHHMA ORHOTO 3a00JE€BAHWA M COBHAZATh MO PA3THYHBIM
naronorudeckum dopmaMm. Hampumep, aMHIOH03 cepAla
IpeACTAB/IeH LEJbIM CIIeKTpoM (GeHOTHIIOB, BAPbUPYIOUIHX
OT peCTPUKTHBHOrO JO AMIATAllMOHHOrO (3, 7).

B ximHHYeckod npaxTUKe Haubojee paclpocTpaHeHa
knaccupuranus WHO (BO3) 1995 r., coriacHO KOTOpOIi Bce
KMII genarca Ha ABe GONbINIWE TPYIITHI: MAHONMATHYECKUE U
crenuduyecke, ABNAINAECA CHHAPOMOM OCHOBHOIO 3a60-
neBaHuA. K TepBOH rpynime OTHOCAT 5 OCHOBHBIX (GopM/
(eHOTHIIOB: AUTATAIIMOHHAA, THIIEPTPOGUIECKAS, PECTPUK-
THUBHAafA, APUTMOTeHHAas IIPABOMKENYJOYKOBAA AUCILIA3UA[
KapAUOMMOTIAaTHA Hekigaccuunupyemas. Haubonee pac-
NpPOCTPaHeH HUIATAllMOHHBIA (GeHOTUII, NpelcTaBIAIOMIui
coGoit eAUHBIN GUHAI pa3IHYHBIX NMopakenuit cepana. [lox
cnenuduyeckumu KMII nogpasymeBaroTcs HopaxeHUsa MHO-
Kap/ia C U3BECTHBIMU 3THOJIOTMYeCKUMHU (aKTOPaMH U IaTo-
reHe3oM WM NpeAIecTBYIOIIMM CHCTEMHBIM 3aboseBa-
HHeM, MPUBOJAIIMM K MATOJOTHH cepania. OHH BKIKYAIOT B
ceba crenyomue GOpMBI:

HMmemuyueckasn

Kranannasa

[MnepTeHsuBHasA

BocnanurenbHas

MeTabosnmndeckas

ToxkcH4ecKas

INepunapransHas

KMII mpu cucTeMHBIX 3a60/IeBaHHAX
KMII npu MbIIIeYHBIX JUCTPOPUAX
KMII npu peaklusaX rUnepYyBCTBUTEILHOCTY U TOK-
CHYECKUX peakIHax
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MILDRLUNWHER
/M 1

¢ KMII ipm HelipoMEIlIeYHbIX 3a60/IeBaHUAX

Cneznyer OTMeTUTB, YTO AMarHo3 crenududeckoit KMII
MOKHO IIOCTABUTDb, Korja miybuHa HapymleHHMA (QyHKIHH
cepauna M H3MeHeHHUA reoOMeTpHM MHOKapaa He COOTBeT-
CTBYeT CTEeTIeHM BBIPa’KeHHOCTHM OCHOBHOIO MaTOJIOTHYe-
cKoro npouecca [7]. B nmocnegHue roanl MOABAAIOTCA HOBLIE
KIaccU(PUKAI MY, e YYTEHBI He TONBKO 3THONATOreHeTHuYe-
CKue KPUTePUH, HO FreHeTHYecKHe GaKTophl.

Tak, AMepHKaHCKas acconpanud cepaua (AHA) B 2006 1.
mpeTOXKKIa pasgenurs Bce KMII Ha 3 rpynmsl: reHeTHYe-
CKUe (HaceACTBeHHBIE (PAKTOPhI HMEIT OCHOBHOE 3HAYeHHE
B pazBUTHH 3a00JieBAHUA), CMeNIaHHbIe (A1A pasBUTHA 3a60-
seBaHudA, Ha GoHe reHeTHYeCKOH NpeAPacnoNoKeHHOCTH,
HeoGXoAHMMO BoO3JeiicTBHe Ha MHOKAapJ] SHAOT€HHOTO HMJIH
3K30TeHHOTO areHTta) U mpuobpereHHble [1]. OpmHako 3Ta
knaccuUKanuA TpeacTaBigeT B OoJbllel CTENeHH
HAy4YHBIH WHTEpPeC B CBA3M C HEJOCTATOYHBIMM NAHHBIMH O
BIUAHHUY FeHeTHYECKHX PAKTOPOB U MaJIOH IPHMEHHMOCTH
B KJIMHUYeCKOH paKTHKe.

PecTpUKTHBHAaA KapauoMuonarus (PKMII)

PKMII - 3TO OTHOCHTeNIbHO pejKoe 3aboneBaHHe
cepaua, Ipy KOTOPOM pa3BuBaeTcA INIABHBIM o6pasoM Aua-
cronuvyeckad TUCOYHKOHA. [TaToPU3NONTOTHYEeCKHUIA [1DH-
3HaK pecTpuKTUBHOWM KMII — noBelmeHHe KeCTKOCTH
CTEHOK 3KeJyJOYKOB, YTO MPHBOAUT K CepAevyHON HegocCTa-
TOYHOCTH 3a CYeT HapymeHHA AWACTOAMYECKOro HaIloj-
HeHUA YKeJYyJOYKOB, TOI/la KaK CHCTOAMYecKasa QyHKIHA
cepAla Ha PAHHUX CTAZUAX COXpaHeHa [4, 6, 10]. lia PKMII
He XapaKTepHbI IPU3HAKHM TUINEPTPOPHM M JUIaTATUH
Kamep cepaua [18).

BrimenstoT ciaexyomue Bugsl PKMII [3, 7):

1. HWauomaTUdecKas:

e OuOPOMJIACTHYECKHH MAPHETANbHBIN IHIOKApIHT

Jledbdnepa

¢ DHIOMHOKAPAHANBHBINA Gubpo3

e DHAOMHOKaPAHATBHBIN (GHUOPO3IACTO3

2.  PKMII, oBycnoBieHHasA Pa3INYHbIMH CHCTEMHBIMH
WHOUIBTPAaTHBHBIMH MIPOTECCAMM!

o AMWIOH/IO30M

e HacsieicTBeHHBIM reMOXPOMAaTO30M

e CapKoupao3oM

s CUcTeMHOH CKIepofepMueit

K nopa)keHHIO cepAilla II0 PECTPMKTUBHOMY THIIY MOLYT
IPHBECTH TAaKKe MeTacTasbl OINYXoJeH, IMHUKOI'eHO3BI,
xupoBas undunsrpanus, donesus lome, yyepad Tepanus
[3]. Ho naubojee wyacTof cnenudUYeCKoil NPUYMHOH
pectpukTuBHof KMII saBnsercs amunonpnHas HHGHUIB-
Tpauus [15, 16].

Tpu MOp(OTOTHIeCKOM HCCIeZOBAHUH MAaKPOCKOITHYEeCKH
HeJYIOYKH YacTO HOPMAaNbHBIX pPa3MepoB, HO MOTYT OBITh
CJIerKa yBeNMM4YeHbI, AWIATAI[UM IOJOCTeH He HabmrogaeTcs.
Muokapz IOTHBIM 1 HedmacTHYHLIN. [Ipescepaus paciiipeHsl.
IIpu rUCTOJIOrMYECKOM McCIeoBaHny Habmogaoor Gubpos,
BApBUPYIOUIHIT OT MUHMMAJIBHOIO [0 BbIpRKEHHOro |[4].
BularosiapsA sHIOMHOKAPAMAILHON GHOMCHM MOXHO YCTAHOBHTH
crrerdIdecKyo ATHONOTHIO. Bosmoxken ¢ubpos CA u AB-yaia,
B pe3yAbTaTe BO3HMKACT TMOJHAA nolepeyHas Gmokama, TpeGy-
HOIIAA TOCTOAHHOHM TeKTPOKAPIMOCTHMYIALNY [6].

Ilpu mwobom Bapuante PKMII mpoucxoquT nmopakeHue
MMOKapAa 4 3HAOKApAa. B pesynbrare pasBUTHA GUOpOILIaA-
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CTUYECKOT0 WIH MH)UIBTPATUBHOTO NPOLecca UBMEHAIOTCH
anacTUYecKHe CBOMCTBA MHOKApP/AA, YTO TPHBOAMT K HEIom-
HOLIEHHOMY paccjaalJeHuIo XeJIyAouKOB cep/na (mpexie
BCEro JIEBOro) B guacroay [13, 18|. IIpy TaKUX CBOHCTBAX Cep-
JAedHOH MBINIIBI TEBBIH XKeJlyJo4YeK 3aMoMHAeTCA B OCHOBHOM
B ¢a3y GeicTporo HamomHeHuA (B HopMe 50-60% JIMK 3anoi-
HAercA B a3y MeJJeHHOro HaNoJHeHHA). [lnA monagep-
MaHMA yHapHOro o0beMa Ha COOTBETCTBYIOIIEM YPOBHE
pacTeT KOHEYHO-AMACTOIMYeCKoe AaBieHHe. M3MeHeHMA
BHYTPUCEPAEYHON reMOIMHAMMKHY 110 TAKOMY THITy Has3bIBa-
I0TCA CHHAPOMOM PeCcTpPUKIMH. KpuBas BHYTPHKeIyOUKO-
BOr0 JaBJeHUA HANIOMMHAET «KBAJPATHBIH KOPeHb». B
Havaje AUACTONLL JaBAeHHe Pe3KO CHHMKAeTCsH, 3aTeM Pe3Ko
IOAHUMAEeTCA M MepeXoAHT B Iuiato [6]. Kpome Toro, Haco-
CHYI0 (PyHKITHIO cepAlla MOAACPKHBAET YBeTUUeHHe AHACTO-
JUYecKoro ofbeMa 3a CYeT TMOBBIMEHUA PHCACKIBAIOIIETO
IeHCTBUA JIeBOTO Kenyaodka B npotoauactony. Ilpum PKMII
HabmIOAAI0TCA IPU3HAKK KaK NpaBoKerynoukoBoit CH, Tak
M JIEBOKEYAOYKOBOM, HO Yallle — HeJIOCTATOYHOCTh TPABhIX
OT/IeNIOB cepAua [3, 18].

KinHuyeckas KaprTHHa

PKMII gnuTelbHOE BpeMA MPOTEKAaeT CYOKIHMHHYECKH.
Manobsl 6GOABHOrO oONpemeNAlTCca TaKecTelo XCH u
OCHOBHbBIM 3a00/eBaHMEM, NPHUBEAIIHM K MaTOJOTHMH MHO-
Kappa. BerencrBue BeHO3HOIO 3aCTOA MOTYT HAabLIOAATHCH
pacniMpeHure SpeMHBIX BeH, reiaToMeraius, acluT, nepude-
puyeckue oTeku [3, 7, 13]. CHMKeHHe cep/iedHOro BbiGpoca
[IPOABAAETCA YTOMIAEMOCTBIO M IIOHMMKeHUEeM TOJIepPAHT-
HOCTH K (M3NYecKHM Harpyskam. JIOBOJIBHO 9acTO pa3BHBa-
IOTCA dPUTMHHM TIO THIy GUOpMANATUMHK Npeacepauit [18].
Ilpu ¢u3MKaTEHOM OOC/IeOBAHHHM MOKHO OOHApYyXHThb
naronorudeckue Il u IV ToHBI, NOBBIIIEHHE BEeHO3ZHOI'O J4B-
JleHUA Ha BAoxe (npusHak Kussmaul).

JHarHoCTHKA

IIpy peHTTeHOJOTMYeCKOM O0OCHef0BAHHM TPYZHOH
KJIETKW T€Hb CepALid B IpefieslaX HOPMEL, BUAHBI IIPU3HAKH
BEHO3HOTo 3acTof B jderkux. Ha DKI HabnwaaoTca CHH-
*KeHHe BOJbTaKa, HapylleHWe BHYTPHKeNYI09YKOBOH IIPOBO-
AUMOCTH, Hecnenuduyeckue cermeHTsl ST M aHOManbHBIE
T-3ybusl [3, 10].

PKMII 1o cuMnToMaTUKe, reMOGHHAMUYECKHUM H3MeHe-
HUAM, (U3NKAJIBHBIM NPU3HAKaM YPe3BLIMAHHO OJM3Ka K
KOHCTPHKTHBHOMY TIePHKapAUTY. B 3TOM cnydae oco0eHHO
BaXkeH CBOEBPEMEHHBLIH M TOYHBIH AH(epeHIHaTbHBIN
AUArHO3 MeXAY STHMM HO30JOTHAMH AIA aJleKBaTHOIO
JiedeHHus [6, 9]

ITpu PKMII nabnrogaerca yronmenue crenok JIXK u K.
TommuHa 3agueit crenku JIXK u MXKII B auacrony npepbl-
maer 12 MM, a ceobopuoi crenku IDK — 5 Mm. TloBEllIeHa
3XOTeHHOCTL JHJOKapAa ¢ o0pa3oBaHueM creludHuecKon
«IATHHCTOCTHy, OTaoeHHa amuaouga B MIKII cosparoT
crenuduueckun «bmecTAmui» BUA. OTMe4aeTcAd YMEHB-
IleHNe JIMHEHHBIX pa3MepoB M monocted JIK u T, cHu-
#eHHe KOHeYHO-AMACTOoNH4YecKoro pasmepa JIXK menee
36 MM (Tabm. 1) [16).

Habmiomalorca yBenuueHue B 06beMe IIPABOTO U JEBOTO
TpeficepAuil, He3HaYHUTEJbHLIA BBINIOT B IIOJNOCTH I€pH-
Kapja, npucreHodHsle Tpomonsl JDK. [Ipy Mcnoab30BaHUH
PagUMOHYKIMAHBIX MeToAoB (T12°1, paAMOHYKIMAHAH BeHTPH-
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