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Kapavomuonartuu npeactasasiot coboi rpynny BPOXAEHHbIX M TPUOBPETEHHbIX 3aboneBaHuii cepaLa ¢ pasnuuHbiM - Kntouessie cnosa:
3TUONOTMel, KNTMHUYECKO KapTUHOI 1 nporHo3om. [lunataunoHHas kapauomuonartua (JKMM) poctatoyHo pacnpo- KapaMOMUOTIaTUH,
CTpaHeHa B NoNyNALNM, OHa MOXET NPOTeKaTb NAaTeHTHO UM C PAa3BUTUEM BHE3AMHOI CepAeYHON CMepTH, CepAeYHON  nynarannonHas
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Cardiomyopathies are a group of congenital and acquired heart diseases with different etiology, clinical and prognosis. .
Dilated cardiomyopathy (DCM) is quite common in the population, can progress both latently or with heart failure, Ca"rdlomYOPatth
arrhythmias, the development of sudden cardiac death. The outcomes of the disease depended on the severity of symptoms, dilated

regular observation and the timely treatment. The article presents a clinical case of DCMP of a young patient.

cardiomyopathy,
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apauomuonatuu — 3ab6oneBaHWs CO CTPYKTYPHOIA

1 (YHKLWOHANbHON naTonorvein Muokapaa, KoTo-

pas He MOXeT ObiTb 06bACHEHa NaToNOrMYecKUMM
M3MEHEeHWUAMMN B KOPOHApHbIX apTepuax, KnanaHax cepaua,
BPOXAEHHbIMU NMOPOKaMMU Cepila MNu apTepuanbHoi ru-
nepteH3ueit. CornacHo knaccudukaumu Esponeiickoro
oblecTBa KapAWONOroB, BbIGENAIOT rUNepTPOhUYECKYIO,
AMNaTaLMOHHYI0, apUTMOTEHHYIO, PECTPUKTUBHYIO U He-
Knaccuduumpyemyio Kapauomuonartumn, a Takxe Hacnep-
CTBEHHble (reHeT4YecKkne) u HeHacnefCcTBEHHble (HereHe-
Tuyeckue) dopmbl [1].

[IunataunoHHas kapguomuonatus (AKMIM) xapaktepu3y-
€TCA paclWypeHneM NoaoCTU U CUCTONNYECKON ANCDHYHKLMET
neBoro xenypouka (JIXK) otTHocutensHo HOpManbHOM ToNLWMU-
HOW CTEHOK W BapuabenbHoil cTeneHblo Gprubpo3a MUokapaa
[2]. Annataums u cHUXKEHUE COKpATUTENbHOI QYHKLMK Npa-
Boro xenypouyka (M) moryT npucyTcTBoBaTh, HO UX Hanuyme
Heo6s3aTeNbHO AN NOCTAHOBKM fuarHosa [1].

Bctpevaemocts JKMI B nonynaumm u yactoTta reHetu-
yecku onocpepoBaHHoi JKMIl B HacToslwee BpeMs YeTKO
He ycTaHoBneHbl. CornacHo coBpemMeHHOMY OfnpefeneHuio
n knaccudukaumn KMI AmepuKaHCKO accoumaumm cepa-
ua, scrpeyaemocts [KMI cpepu nonynauum coctasnser
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~1:2500, 1 faHHbI BUA KAapAMOMMUONATUN ABNSETCA TPETbe
Haubosnee 4acToil NPUYMHON XPOHUYECKON CepAevHON He-
gocratoyHocT (XCH) u nepBoit npuyMHOI TpaHcnnaHTaLum
cepaua [3].

K passutuio [KMI npuBogaT reHeTuyeckue, nHbekuu-
OHHble, aQyTOMMMYHHbIE U TOKCUYECKME NPUYMHBI; TPUMEPHO
B 50% cny4yaes NPUYUHHO-CNE[CTBEHHbIA MEXaHU3M He MO-
ET ObITb ycTaHoBAEH (Mguonartuyeckasn JKMIM). B 6onblwmH-
CTBE CNly4YaeB ceMeiHbix opm 3aboneBaHus Habnopaercs
ayTOCOMHO-AOMUHAHTHbLIA TN Hacnefosanus. Cpenu reHos,
BOBJIEYEHHbIX B u3onuposaHHyto JKMII, — reHbl, kKogupyto-
wue OGeNKM LWUTO- U HYKNEOCKENeTa, MUTOXOHAPUANbHbIX
U KanbLWii-CBA3bIBAOWMNX NPOTEUHOB [4]. BcTpeyaemocts
cemeitHoi [IKMI B 3aBUCUMOCTM OT METOAA CKPUHMHTA Yne-
HOB ceMeil npobaHaa HaxoauTcs B npegenax 25-50% [5].

K ocHOBHbIM fuarHoctuyeckum kputepusam LKMM ot-
HOCATCA CHMXeHMe dpakumnm ykopodeHus JIXK <25% unu
dpakuun Bbibpoca (PB) <45% U yBeNUYEHUE KOHEYHO-
gnactonuyeckoro pasmepa (KAP) JIXK >117% (>2 craH-
BAPTHbIX OTKNOHeHU unun >112% koppurnpoaHHoro K P
no BO3PacTy M NJOWaAM NOBEPXHOCTU Tena) npu yCaoBUM
UCKIOYEHUSA APYTrMX W3BECTHBIX MPUYMH NATONOTUU MUO-
kapga [6].
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KnuHuyeckne cMmMnTOMbl 3aBUCAT OT CTENEHMW BbIpaXKeH-
Hoctn pncdyHkumm JIXK. BonblwnHCTBO nauueHTOB MMelOT
CUMNTOMBbl BbICOKOTO BEHO3HOTO AABNEHUS M/UAN HU3KOTO
cepLieyHoro BbIOPOCA; B HEKOTOPbIX C/lyYasx MepBbiM Mpo-
ABeHNEM 3a00NeBaHWA sABASETCA BHe3anHas ceppedHas
cmepTb (BCC) unu Tpomboambonuyeckoe cobbitne. JKMN
TaK)Xe MOXET ObiTb [MArHOCTMPOBaHa y 6ECCUMNTOMHbIX Na-
LMEHTOB B pe3y/ibTaTe CEMENHOro CKPUHMHIA, BCTPEYaThCS
W30/IMPOBAHHO WAM B COCTaBe BPOXKAEHHbIX 3aboneBaHuit
(HanpuMep, cpeau HelpoMblleyHbIX 3aboneBaHuit). KM
MaHudecTUpyeT B TPETbIO MM YETBEPTYIO AeKady KU3HW,
pefKo B paHHEM AeTCKOM Bo3pacTe (cpeau AeTeil yactoTa
BCTpeyaemocTn ~1-2:100 000) [7].

JleueHne OKMIT cxopHO € neyeHMeM cepAevHOi Hepo-
CTaTOYHOCTM NpU Apyrux 3aboneBaHusx co CHUMKEeHHo OB
W [OMKHO OblTb HanpaefneHO Ha obneryeHue CUMNTOMA-
TUKU U NPOPUNAKTUKY OCNOXHEHWA. [pn pa3BuTumM Kau-
Hu4eckoit kapTuHbl XCH nporpeccupoBaHue 3abonesaHus
4acTo HEM3BEXKHO, YTO B HEKOTOPbIX Cyyasx Tpebyer npu-
MEHEeHUS [OMOJAHUTENIbHbIX HEMeLUKAMEHTO3HbIX CPeACTB:
CepAeYHON pPecMHXPOHU3MPYIOWEN Tepanuu, UMNAaHTaLUK
KapauoBepTepa-fedubpunnaTopa, BEHTPUKYNO- U aHHYNO-
nnacTuku, mexaHudeckon nopaepxku JIXK ¢ nomowpto pas-
JIMYHBIX YCTPOIACTB M TpaHCnNaHTaLum cepaua [8].

Mbl XOTUM NpeACTaBUTb KNMHUYECKUA Cyyvail TeueHus
n ucxoga AKMM y monogoro naymexTa.

Mayuerm T., 39 net, noctynun B FbY3 «Camapckuii 06-
NACTHOWM  KAMHWYECKUIA KapAMONOrMYeCKUin  AucnaHcep»
03.11.2017 c ano6amu Ha OAbILKY NpU MUHUMANbHON (K-
3UYeCKOW HarpysKke, yaylibe B FOPU3OHTANbHOM MONOXKEHUY,
Kynupytoleecs B NONOXEHUN CUASA, YYALLEHHOE HEpUTMNY-
Hoe ceppuebueHue, o6y cnabocTb.

AHamHe3 3aboneBaHus HauuHaetcs ¢ 2007 r., Korga
nayueHT Bnepeble 6Gbi1 roCNUTanM3MpoBaH B Kapauono-
rMyecKoe OTAENEHME C Kanobamu Ha OfbIWKY U AUCKOM-
dopT paBAWero xapakrtepa 3a rpyauHoi. Bsupy nopo-
3peHUs Ha MHhAPKT MUOKapAa BO BPeEMsA rOCMUTaNM3aLUm
BbIMOJIHEHA KOpOHaporpadua: natoNoruM KOPOHAPHbIX
apTepuit He obHapyxeHo. Ha axokapauorpacdum (IxoKr)
oTmeyanocb ysenuyeHue pasmepoB JIK: KOAP - 62 wmm,
KoHeuHo-cuctonuyeckuit paamep (KCP) — 48 MM, KoHeuHo-
anactonudeckuit obvem (KOO) — 203 mn, KoHeuHo-

Puc. 1. MaruutHo-pesoHaHcHasd TomorpamMma cepala ot
14.10.2016: 06beM kamep cepaLa YBEAUYEH, NPEUMYLLLECTBEH-
HO pacLUMpPeHbl AEBOE NMPEACEPAME U XEAYAOUEK, dUOBPO3 B UH-
TpamMypaAbHOM CAOE MUOKapAa AEBOTIO XEAYAOUKa (CTPeAKa)

cuctonunyeckuit o6bem (KCO) — 108 MA, CO CHUKeHMEM
OB (46%), runoknHe3nelt centanbHoit 1 GOKOBON CTEHOK,
Bepxywku JIXK. lo 2016 r. yyBcTBOBan cebs yaoBneTBOPU-
TeJIbHO, Xanob aKTUBHO He NpefbABAsAs, Y Kapauoaora He
Hab/ofancs, NeKapcTBEHHble Mpenaparbl He NpUHWUMa.
B okTs6pe 2016 r. OTMETUN MOABAEHUE OfbIWKM MPU NpH-
BbIYHBIX (hM3MYeCcKux Harpyskax, 10.10.2016 6bin rocnuta-
N3MPOBaH C cumnTomamm gekomneHcaumum XCH. Mo gaHHbIM
IxoKTI coxpaHsanuch aunataums kamep cepaua, cHuxeHne ®B
[0 23%, MO0 AaHHBIM MAarHUTHO-Pe30HAaHCHOW Tomorpaduu
(MPT) ceppua B vHTpamypanbHoMm cnoe muokapaa JIXK Bbi-
AIBNEH HEPAaBHOMEPHO BbIpaKeHHbI Gubpo3 (c npeumyule-
CTBEHHbIM NopaxeHuem 8-ro cermeHTa) (puc. 1).

Mocne BbLINUCKM NALMEHT B TeyeHue rofa Habnopancs
V Kapauonora, nony4an ctaHaapTHylo Tepanuto XCH. Yxyp-
LeHWe COCTOSIHUA MPOM30LWN0 B Hayasne Hosbps 2017 r. Ha
thoHe pa3BuMBLLErocs napokcusma hubpunnauum npegcep-
anii. 03.11.2017 naumeHT B CBA3M CO 3HAYMTENIbHBIM Hapac-
TaHWeM 0bllKN BbI3BaN GPUrafly CKOPOIi MOMOLLM.

06beKTUBHble LlaHHble MpU MOCTYNAeHUM: pocT — 190 cm,
macca Tena — 151 kr, uHpekc maccel Tena (UMT) - 42,0.
CocTosHue Tsaxenoe. KoxHble NMOKPOBbI BNaXHble, X0N04-
Hble. Mpu ayckynbTauum BbICAYWWBANUCH BRAXHBIE XPUMbI
B HWXHUX OTAeNnax Nerkux. ToHbl CepAua NpuriyLleHsl, He-
PUTMUYHbIE, YacToTa cepAeyHbIx cokpaleHuit (YCC) — 140/
MUH, apTepuansHoe aasnerue (A1) — 80/60 mm pt.cT. Xusot
MArKWii, 6e360ne3HeHHblin. Kpall nedyeHn nepKyTOpHO +5 cM
OT Kpas pebepHoit fiyru. MacTo3HOCTb KOXMU rofneHei, cTon.

CemeltHblit aHamHe3 no KMI u BCC He oTdAroweH, cBA3n
3ab0neBaHNA C nepeHeceHHbIMU MHBEKLUOHHBIMU 3abone-
BaHMAMU He oTMeyaeT. BpegHbix npuBbiyek He UMeeT. AHam-
HEe3 MO rMNepTOHUYECKOW 6ONE3HN He OTATOLLEH.

Inektpokapguorpamma (3Kl npu noctynneHunn npeg-
CTaBJjieHa Ha puc. 2.

IxoKl npu noctynnenuun: KOAP — 75 mm, KCP - 67 mm,
KOO — 419 mn, KCO - 329 mn, ®B no Simpson — 20%, ne-
Boe npepcepane — 51x70x80 mm, MK - 38 mm, nHpekc
TAPSE - 1,6 cM, OTHOCMTENbHAA HELOCTATOYHOCTb aTpuo-
BEHTPUKYNAPHbLIX KnanaHos I cTeneHu, pacyeTHoe cuCTonu-
yeckoe paenenue B MK — 47 mm p1.cT. U3 nabopatopHbix
aHanM30B: YMepeHHOe MOBbIWEHWE YPOBHA OGUAMPYOUHA
(NpenMyLLecTBEHHO 3a CYET HenpAMOil hpakLum), ypoBeHb
C-peaktusHoro 6enka — 13,83 mr/n, BNP - 564 nr/mn, Tpo-
noHuH I — 0,04 nr/mn.

Ha ocHOBaHWMM KIMHWYECKWUX [aHHbIX BbiCTaBfeH Ana-
THO3: «AWnaTauMOoHHas Kapauomuonatusa. Pubpunnsuus
npeacepauni, nepcucTupyolas Taxmcucronnyeckas dopma.
bnokapa nesoit Hoxku nyyka Mca. HIIB, NYHA IV dyHkumo-
HanbHoro knacca. JleroyHas runepTteH3us. [IBYCTOPOHHMI
rugpotopakc. Oxupenue III ctenenun (MMT 42,0)».

Mpu nocTynaeHnn naymeHT GbIa roCNUTaNN3NPOBaH B OT-
[efeHne peaHnMaLnmn U UHTEHCMBHOW Tepanuu, rae nonyyan
KoHcepBaTuBHyto Tepanuio XCH, NOCTOAHHYI0 MHOTPOMHYIO
(HopappeHanuH) 1 KapAMOTOHUYECKYIO noaaepxKy (oaHo-
KpaTHas uHty3us nesocumeHgaHa). Octpole cumntombl XCH
OblM KyNMPOBaHbI, NALMEHT NepeBefeH B KapAMOoIornyeckoe
oTaeneHve. Ha oHe neyeHus cOCTOAHME NaLMUeHTa He ynyy-
Wanoch, NALMEHT MPOAOKAN HAXOAUTLCA HA MOCTOSHHOW
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Puc. 3. 9xokapanorpadus nauperta I ot 12.01.2018, nocae TpaHCNAaGHTaLMK cepaLa

WHOTPOMHON NMOALEPXKe HopappeHanuHom (20-30 mn/u),
coxpaHanucb cumntoMbl XCH BbICOKOrO (hyHKLMOHANbLHOTO
Knacca.

3a BpeMms rocnuTann3almm naLmeHT Obi1 KOHCYNLTUPOBAH
TPAHCNNAHTONOMOM O BO3MOXHOW TpaHCMAAHTaLUKU Cepa-
LA M anbTepHaTUBHBIX MeTofax NleyeHns (yuuTbiBanca hakrt
TOro, YTO B CBA3M C BbiCOKMM VIMT y nauymneHTa umenuch co-
MHUTE/IbHble MepCneKTUBL NOA60opa AoHOPa cepaua).

26.11.2017 GonbHoit 6bin HanpaeneH B ®OIBY «Ha-
LMOHANbHBIA  MEAUUMHCKUA UCCNeAoBaTeNbCKUIE  LEHTp
TPAHCMIAHTONOTUM U WUCKYCCTBEHHbIX OPraHoOB WM. aKag.
B.M. LlymakoBa» AnAa pacCMOTPeHMA BOMpoca O TPaHC-
nnaHTauum cepgua. Mo pesynstatam 06CnefoBaHWA npu-
HATO pelleHne O BKIOYEHUM NauMeHTa B JINCT OXUAAHUA
Ha TpaHcnnaHTauuio cepaua, u 01.12.2017 nauueHt Gbin
rocnuTann3vpoBaH Ana onepaTusHoro nevyeHus. 02.12.2017
BbIMOJIHEHA OPTOTOMMYECKAaa TpaHCMNaHTauusa cepaua.
B nocronepauvoHHOM nepuoge OoTMeyanacb NOCTMUOKAPp-
OWTUYEeCKas UM COCyaMCTas HEeAOCTaTOYHOCTb, Tpebylouias
MHOTPONHOW nojaepKku. Mo AaHHbLIM KOHTPONIbHOM 3HLO-
MUOKapAWanbHoil GMONCHUM OCTPOTO KNETOYHOTO aHTUTEN0O-
nocpesoBaHHOrO OTTOPXKeHUs He O0OHApYXKEHO, N0 JaHHbIM
KopoHaporpaguu CTEHOTUYECKOro NOPaXKeHUs apTepuit HeT,
Ha IxoKIl onpepensnach XUAKOCTb B nepukapme 6es TeH-
OeHUMU K HakonneHuto. OyHKLMA TpaHCNIaHTaTa K MOMEHTY
BbIMUCKM OLLleHMBaNach Kak ynosnersoputenpHas. lposogu-

21 Noabop ¥ KOppeKLMio 403 UMMYHOCYNPECCUBHBIX Mpena-
paToB (C AOCTMXEHWEM LiefIeBOW KOHLEHTpaLuu npenapara
B KPOBM K MOMEHTY BbINMUCKM), @ TaKXKe aHTUOAKTEpUaNbHyIO,
NpOTUBOTPUOKOBYIO, aHTUArperaHTHY, AUYPETUYECKYIO,
racTpONpoOTEKTUBHYIO Tepanuio C NONOXWUTeNnbHbIM 3ddek-
Tom. [lnarHo3z npu Beinucke: «[KMI. CoctosHue nocne
OPTOTOMWUYECKON TpaHcnnaHTauuu ceppua ot 02.12.2017».
20.12.2017 nauueHT 6bI1 BbINMCAH, AaHbl PEKOMeHAALUM No
npuemy NeKapCTBEHHbIX npenapartos (MPOJOMKUTL Mpuem
MMMYHOCYNPECCAHTOB — NOXWU3HEHHO, METUANPEAHU3010HA
B TeUeHue 6 Mec, aLeTMACanMLMNOBON KUCIOTbI, OMENnpaso-
Na, po3yBacTaTuHa, KO-TPMMOKCAa30na U BaaraHUMKIOBMPA
B TeyeHue 6 Mec, TopaceMua), a TakKe peKomeHZauuu no
006pasy XKU3HU U JanbHelWweMy HabNOAEHMIO.

Yepes 3 Hep nauueHT Obin NPOKOHCYNbTUpPOBaH B [BY3
«Camapckuii 06nacTHOM KAMHWYECKUI KapaMONOruyeckuii
gucnaHcepy. Xanob HeT, npuebiYHbIE HU3NYECKUE HArpy3KK
nepeHocuT ygosneTsoputensHo. Poct — 190 cm, macca Tena —
140 kr, UMT — 38,8. ToHbl cepaua putmMuuHble. YCC — 70/MuH.
ALl - 110/80 mm pT.cT. Hag nerkumu Be3nKynspHoe fbixaHue
6e3 xpunoB. Mepudepuyeckux otekos Het. IxoKI (puc. 3):
KOP — 56 mm, KCP — 35 mm, K[1O — 144 mn, KCO — 60 mn, ®B no
Simpson — 59%, MUHWMaNbHAA HELOCTATOYHOCTb ATPUMOBEH-
TPUKYAAPHBIX KNAanaHoB, pacyeTHoe CUCTONNYECKOe AaBneHNe
B [1X — 28 MM pT.CT., paclwmperne nepuKapimanbHbIX TMCTKOB
3a 6okoBoit cTeHkoit JIXK go 8 MM.
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SAKNAIOHEHWE

06cyaan AaHHbIA KIMHWUYECKUIA Clyyaid, cneayeT oTMe-
TWUTb, YTO B TeyeHue 10 NeT oT MOMeHTa MaHuUdecTauun 3a-
60/1€BaHNA 1 HETOYHO YCTAHOBJEHHOIO [MarHo3a «MHMapKT
MUOKapAa» A0 NPOBEefEHHOI TPaHCNNAHTALMN NALUEHT Obin
BbIK/IOYEH W3 HAOMIOAEHWUS W He Noayyan NeKkapCTBeHHOM
Tepanuu, YTo, BNOJIHE BEPOATHO, CNOCOOCTBOBANO nporpec-
cupoBaHuio 3abonesaHns. f[eHeTUYeCKUI aHANN3 He NPOBO-
AWAW, AMarHo3 Gbln NOCTaBNEH HA OCHOBAHUM UCKIOYEHUS

CBEAEHNS O ABTOPAX

BO3MOXHbIX NPUYUH [UnaTaLumn CepALa, KNMHUYECKUX faH-
HbIX W NPOBELEHHbIX NCCNEeA0BAHUN.

OKMM npu passutum XCH nmeet TeHaeHUMIO K nporpec-
CMPOBaHMIO C Heb6NArompuUATHLIM NPOrHO30M, YTO TOBOPUT
0 Heob6X0AMMOCTU TWATENbHOMO HabOAEHUA 33 NauueHTa-
MU C AAHHOI MaTonornen, a Takxe 3a POACTBEHHUKAMM Npo-
6aHpa npu cemeitHoit dopme. TeHeTUYeCKni aHanus byaet
noneseH Ans [MAarHOCTUKM M NPOTHO3a, @ NPOBOAUMbBIE B Ha-
CTOAWMI MOMEHT UCCNEL0BAHNA B BYAYLWEM MOTYT NPUBECTH
K reHOTUN-060CHOBAHHOII Tepanuu.
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