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BHumaHuio Yyutatenen bygeT npejcraBieHa cepus ctaten no MrmoKapamTam y AeTen, B OCHOBY KOTOPbIX M0JI0XKEHbI pa3-
paboTaHHble TPynnon aBTOPOB KIMHUYECKME PeKOMeHAaunn Mo JaHHOM Tematuke. MuokapauT — BoOcnaiuTesibHoe
3ab60s1eBaHMe MUOKapAa, 419 KOTOPOIro XapaKTEPEH LUMPOKMIA CHEKTP KIMHUYECKMX MPOSBAEHMI — OT HE3HAYUTEIbHbIX
MPM3HaKOB [0 BHE3aMNHON CEPAEYHON CMEPTH. YunTbiBasi OTCYTCTBUE MaTOrHOMOHMYHbIX MPU3HAKOB, a TaKXe CXOXECTb
nposiBIeEHUI B e€6I0TE C pacrpoCTPaHEHHbIMW AETCKMMM 3a601eBaHUSIMN, TAKUMU Kak pecrnmpaTopHbIi guctpecc, 60/1e3-
HM XKENYAOYHO-KMLIEYHOro TpaKTa, MHOEKLMOHHAs NaToaorus, 3a4acTyto creymasncTbl BbilyCKaloT U3 BUAY BEPOSITHOCTb
AnarHosa «MMOKapANT», YTO CTAHOBMTCSI MPMUYMHOM NO3AHEro cTapTa Tepanun n HebaaronpusiTHOro ucxoga. Y4ntbiBas,
4TO Ha [OJII0 MUOKapauTa npuxogutcsi 12% ciyyaeB BHe3arnHOM cepaeyHou CMepTH y MOoAPOCTKOB M MOJIOAbIX JIOAEN,
rogo3peHne Ha aTo 3abosieBaHue Npu andoepeHumarbHoOn AMarHoCTUKe y AeTel ¢ HecrneumpuyecKon cuMmnToMaTuKomn
M nporpeccupoBaHuemM 3ab601€BaHUs MOXXET CcTaTb 3a/10roM GOPMHUPOBaHUS MPaBUIbLHOM cTpaTerun ae4eHus. Hecmotps
Ha CyLeCTBEHHbIE JOCTMKEHMNS B 061aCTU U3YHEHMSA MUOKapAMTOB KaK y B3POC/bIX, TaK M AeTel, OCTaeTcs elje MHOro
HepeleHHbIX BOMNPOCOB. Liesibto JaHHOMH cTaTbM SIB/SIETCS OCBELYEHME COBPEMEHHOro B3r/is4a Ha 3TMOJIOMMI0, NaToreHes,
3NMAEMUOJIONMIO M OCOBEHHOCTH KITMHUYECKOM KapTHHbI y AETEH C Pa3anYHbIMKU BapuaHTaMm MMOKapPANTOB C LIEJIbIO MOBbI-
LIEHMSI 3HAHMI NPaKTUKYIOLMX Bpaden 415 Iy4Llero KIMHMYEeCKOro Be4eHUs NaLneHToB ¢ MMOKapaUTamum.

KnioyeBble cnoBa: JeTH, MMOKapPANT, KapAMOMMONaTus, cepaeyHas HeJ0CTaTO4YHOCTb
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ONMPEAENEHUE

Muokapaut — 370 BocnanuTesbHOe 3abosnieBaHue
MWOKapZa pas3nu4yHon 3TUONOrUK (MHOEKLMOHHOM, TOKCH-
YECKOW, anfiepruyeckon, ayToMMMYHHOW U Ap.) C LWUWMPOKUM
CNEKTPOM KJIMHUYECKUX NPOABNEHUN — OT 6ECCUMMNTOM-
HOro TeYeHus A0 ABJIEHUW cepAeyHOW He[OoCTaTOYHOCTH,
U3HEYrpoXKaloLmMx HapyLweHUn cepaeyHoro putma 1 npo-
BOAMMOCTH, KapAMOreHHOro WoKa W BHe3arnHow cepaeyd-
Hon cmepTn (BCC), gmarHoctupyemoe no COBOKYMHOCTU
TMCTOSIOMMYECKNUX, UMMYHOSIOTMYECKUX U UMMYHOTMCTOXM-
MUYECKUX KpuTepmes [1, 2].

BocnanutenbHas KapgMomMuonaTusa — MWOKapPAMT,
NOATBEPKAEHHbIM B COOTBETCTBMWU C TUCTONOrMYECKUMMU
N UMMYHOTMCTOXMMUYECKUMU KPUTEPUSAMU, C 0Oa3aTeb-
HOM MUOKapAuanbHON AUCOYHKLMEN (MO CUCTOSIMYECKOMY,
[AMaCTO/IMYECKOMY UJIM CMELLIaHHOMY Tuny) [2].

AunatauuoHHas Kapauomuonartua (AKMM) — 3to
KIIMHWUYECKUI OMarHo3, XapaKTepu3YyOLWMUNCS pasBUTMEM
avnataumu 1 HapylweHueM CoKpaTuTenbHOM GyHKLUMK NeBO-
ro U/Mnn NpPaBoOro KenyAo4KoB, KOTOpble He MOryT 6biTb
06bACHEHbI UILEMUYECKOW 6ONE3HbBIO CEPALA UK Neperpys-
KoM 06bemMoM [2].

3THOIOrMA MUOKAPAMUTA

B 6onbwWHWHCTBE C/lyYyaeB B KJIMHWMYECKOW MpaKTu-
Ke He yaaeTcsl YCTaHOBWUTb 3TUONOIMI0O MUOKapAuTa, TeM
HEe MeHee, ero MNPUYMHOW MOXET CTaTb WHPEKLMOHHOE
3abofieBaHne, BbI3BaHHOE BMpycamu, GAKTEPUSIMMU, PUK-
KETCUSMMU U Ap.; MUOKAPAUT MOXET ObiTb OAHUM U3 NPOSB-
JIEHWW @yTOMMMYHHbIX U APYTMX MMMYHHO-BOCMAUTENbHbIX
MM cOMaTUYECKUX 3aboneBaHU UAn pesynbtatom Gu3u-
4eCKOro NM60 TOKCUMYECKOro BO3AENCTBMS, BKJIOYas NeKap-



CTBEHHble npenapaTbl [3—5]. HYalle Bcero MMOKapauT MMeeT

BUPYCHYIO 3TMOMOMUIO, NPK 3TOM BWU BO3BGYAUTENS LUMPOKO

BapbMpPyeT B 3aBUCMMOCTM OT Bo3pacTa, reorpapuyeckoro

pervoHa, nonynsiumu, a TakKe UMeEeT TEHAEHLMIO MEHATHCS

C Te4eHUeM BpeMeHu [6, 7].
Han6onee pacnpocTpaHeHHbIMW BUPYCaMM, CBA3aHHbI-

MU C pa3BUTMEM MUOKapPAUTA, SBNAIOTCSH:

1) BWpPYCbl, KOTOPbIE HEMOCPEACTBEHHO NMPOHUKAIOT B CEPALLE:

® nepBUYHblE KapAMOTPOMHbIE BMPYCbl, KOTOPblE MOTYT
ObITb 3/IMMWHMPOBAHbLI M3 cepAaua, B TOM 4yucne aje-
HOBMPYCbl U 3HTEPOBUPYCHI (Takne Kak Kokcaku A un B,
ECHO) [8];

® BaCKY/NOTPOMHbIE BUPYCbl, KOTOPbIE MOTYT NEPCUCTUPO-
BaTb B OPraHM3me Ha NPOTAKEHUU BCEMN KU3HU (NapBo-
Bupyc B19) [8, 9J;

2) BMpYCbl, KOTOPbIE OMOCPEAOBAHHO MPOHWUKAIOT B cepALE:

°  1MMGbOTPOMNHbIE BUPYChI, KOTOPbIE MEPCUCTUPYIOT B Opra-
HM3ME Ha MPOTSKEHUU BCEN XKWM3HMU, NPUHAAIENALINE
K cemenctBy Herpesviridae (Takme Kak BUpyC repneca
yenoBeKa 6-ro tvna, BuMpyc AnwrtenHa — bapp u umto-
mMeranosupyc) [8];

® BMPYCbl, KOTOPbIE MOTYT BbI3BaTb MMOKaPAWUT ONOCPeao-
BaHHO, 3a CYET aKTMBALMM MMMYHHOW CUCTEMbI, B TOM
yucne BUY, Bupyc renatuta C, Bupyc rpunna A u B; Bupy-
cbl 3 cemenctBa Coronaviridae, B Tom yncne MERS-CoV,
SARS-CoV n SARS-CoV-2, KOTOpble MMEKT TPOMNU3M
K peuentopam aHrMoTEeH3UHNpeBpallaloWwero Gepmex-
Ta 2 [10].

YBenuuunacb 4actoTa BbISBNEHUS ABYX U 6onee BUPY-
coB (puc. 1). Y HOBOPOXAEHHbIX U AeTen paHHero Bo3pac-
Ta yYalle BCEero 3TMonorMyeckum GakTopom MuoKapauTa
BbICTYNaloT aHTepoBupycbl Kokcakn (TnoB B n pexxe — A)
n ECHO, a Takxe psa ApYyrux KapAuOTPOMHbIX BMPYCOB.
lopa3ao pexe NPUYMHON BPOXAEHHOrO MMOKapauMTa MoryT
6bITb OAMH UM HECKOJIbKO MHDEKLMOHHbIX areHToB TORCH-
Komnnekca [8].

baKTepuanbHble areHTbl pexe ABAAITCA MPUYUHON
MWOKapauTa, NpuM 3TOM BCerga B CTPYKType OCHOBHOMO
3a6oneBaHusA. BblaenatoT GakTepualibHble MUOKapAUTbI
AMOTEPUIRHBIE, MMOKAPAKUTLI NPWU CKapiaTuHe, GPIOWHOM
Tude n canbMoHennesax, Tybepkynese, KneueBom 60p-
penno3de (60ne3Hb JlaMa), MepCUHMO3ax (KULWEYHOM
M nceBaoTy6epKynese), Npu reHepann3oBaHHbIX CTpen-
TOKOKKOBbIX M CTadUNOKOKKOBbLIX MHOEKUMSAX, TaKKe
BbIAENAOT CMMPOXETO3HbIE MWOKAPAUTbI MPWU BPOXKAEH-
HOM W NMPUOBPETEHHOM BUCLiEPanbHOM cudunance v nen-
TOCNMpOo3e, NpY Napa3uTapHbiX (TOKconnaamos, 60/1e3Hb
UWaraca, TpuxuHennes) u rpubKoBbIX (acneprunnes, akTu-
HOMMKO3, KaHaAnA03) 3a6oneBaHnUaX, NPU MUKOMNNAa3MeEH-
HOW U XNamMunanMmnHon nHdekuunax. NMpu 6one3Hn Kasacaku
MWOKapAMUT ABNSETCH HEPEAKUM OC/TOXKHEHUEM CO CTOPO-
Hbl CEPAEYHO-COCYAUCTON CUCTEMBbI. TaKXKe KakK BapuaHT
MHOEKLMOHHOTO MUOKapAaWMTa B HacTosllee BpeMs pac-
cMmaTtpuBaeTcad MuokapauT npu SARS-CoV-2-uHdpeKuuu,
NOCTUHOEKLMOHHOTO — MPKU MYbTUCUCTEMHOM BOCMasu-
TenbHOM cuHapome (nocne SARS-CoV-2), KoTopbln umeeT
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Myocarditis in children. Etiology. Pathogenesis.
Epidemiology. Clinical presentation.

Readers will be presented with a series of articles on myocarditis in children, which are based on clinical guidelines developed
by a group of authors on this topic. Myocarditis is an inflammatory myocardial disease characterized by a wide range of clinical
manifestations — from minor to sudden cardiac death. Given the absence of pathognomonic symptoms, as well as the similarity
of manifestations in the onset with common childhood diseases such as respiratory distress, gastrointestinal diseases, infectious
pathology, specialists often overlook the likelihood of a diagnosis of “myocarditis”, which causes a late start of therapy and an
adverse outcome. Considering that myocarditis accounts for 12% of cases of sudden cardiac death in adolescents and young
adults, suspicion of this disease in differential diagnosis in children with nonspecific symptoms and disease progression may be
the key to the formation of a proper treatment strategy. Despite significant advances in the study of myocarditis in both adults
and children, there are still many unresolved issues. The purpose of this article is to highlight the current view of the etiology,
pathogenesis, epidemiology and clinical features in children with various types of myocarditis in order to increase the knowledge
of practitioners for better clinical management of patients with myocarditis.

Key words: children, myocarditis, cardiomyopathy, heart failure
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

BupycHbI# Tponusm Bupyc BupycHbI reHOM BupyneHTHOCTb JleueHune
KapauoTtponHbin AzneHoBupyc dsDNA BupyneHTHbIH IFN-a/IFN-
OHTepoBupyc MpoTMBOBMpPYyCHas Tepanus NPSMoro
(Kokcakn B, (+)ssRNA AencTBng
ECHO) BHYTpUBEHHbIE UMMYHOIIO6YIUHbI
BackynotponHbii Mapsosupyc B19 ssDNA JlaTeHTHbIN: HU3KOE KOJIMYECTBO KOMUM HeT Heo6xoanmocTn
[HK B cepaeyHomn TKaHu; ¢ BOCNanuTeNbHbIM | B MPOTMBOBUPYCHOW Tepanum
npotieccom unu 6e3 Hero
BupyneHTHbI: BbICOKasi BUpPYCHas Harpy3ka | BBegeHne BHyTPUBEHHOIO
B cepaeyHom TKaHu (> 500 Konui BUPYCHON | UMMYHOIr06ynnHa
[OHK Ha mKr cepaeyHon [1HK) ¢ BocnaneHvnem
cepaua UM CUCTEMHbIM OTBETOM
JlumdoTponHbIin LntomeranoBupyc dsDNA JlaTeHTHbIN: HU3KOE KOJIMYECTBO KOMWUM HeTt Heob6xoaMMOCTH
SnwrenHa — bapp [OHK B cepaeyHom TKaHu; ¢ BOCNanuTebHbIM | B MPOTMBOBUPYCHOMN Tepanuu
Bupyc repneca npotieccom unu 6e3 Hero
yesnoBeKa BupyneHTHbIH: BbICOKasi BUPYCHas Harpy3Ka | [IpoTuBorepneTuyecKkas tepanus
6-ro TMna B CEPAEYHO TKaHW; ¢ BocnaneHnem cepaua
KapauoToKkcuueckui | lrenatnt C (+)ssRNA BupyneHTHbIH: BOCNaneHne B cepae4yHon [poTuBOBMUpPYCHas Tepanua NpsMoro
Bn4 TKaHWu; c BUpycemuen nencTBusa
Bupyc rpunna
Tponusm KopoHaBupyc (+)ssRNA BupyneHTHbIH: BUpyCEMUS; BOCNaneHue B0o3MOXHble METOAbl IeYeHuns,
K peuentopam (MERS-CoV, B Ceple4YHON TKaHu KOTOpble B HacToslee Bpems
AN®-2, SARS-CoV, M3y4aloTcs: PEMAECUBHUP;
KapAMUOTOKcHU4eckun | SARS-CoV-2) rMAPOKCUXTOPOXMH U @3UTPOMULMH;
JapyHaBup 1 KobuuucTar;
JIONUHaBUP-PUTOHABMP;
dasunupasup; pubasupuH; IFN-q;
KamocTaT mecunat

Puc. 1. Bupychbl, accoumMmpoBaHHble C pa3BUTUEM MUOKapAUTa 1 BOCMannTesibHoM KapanomuonaTtum

lMpumeyarne. ANP — aHrnoteHsunHnpeBpataowmi depment; AHK — aesokcnpunboHyknenHoBas kucnota; IFN — nHtepdepoH.

Fig. 1. Viruses associated with the development of myocarditis and inflammatory cardiomyopathy

Note. ATE (AM®) — angiotensine transforming enzyme; DNA (AHK) — deoxyribonucleic acid; INF — interferon.

oblne geTepMUHaHTbl UMMYHonatoreHesa ¢ 60/1e3Hblo
KaBacaku [11-14].

MuoKapauT MOXeT ObiTb Bbi3BaH Pa3/IMYHbIMU TOK-
CMYeCKMMM BellecTBaMM W JneKkapctBamu. B ocHoBe
303UMHODUIBHOIO MMOKapAMTa MOMKET NieXaTb peakuus
TMNEepYyBCTBUTENILHOCTU K HEKOTOpPbIM nNpenapartam
(rmpgpoxnopoTnasung, pypoceMmuns, NEHULUNNUHBI LUIKPOKOTO
CrneKTpa AenCTBUS, a3UTPOMULMH, MPOU3BOAHbIE OEH304M-
asenuHa u ap.), [15].

MaKcumanbHoe 4YUCNo KapAMOTOKCUYECKUX OCIIOMKHE-
HWR, BKtOYas BOCMaauTeNIbHYI0 KapAMoMuonaTuio, onucaHo
npu UCMONb30BaHWUKU MNPOTUMBOOMNYXONEBbLIX aHTMOUOTUKOB
M3 rpynnbl aHTPaLKUKIMHOB (AOKCOPYOULIMHA, fJayHOPYOULIK-
Ha, naapybuumnHa). CornacHO COBPEMEHHbIM MpeacTaBfe-
HUAM, MeXaHW3M KapAWOTOKCMYHOCTU CBS3aH C G/0Kajon
Tornonsomepasbl 2b 1 pa3pbiBOM 06eux Lenen Ae30KcH-
PUBOHYKNENHOBOW Knucnotbl (AHK), 4To NnpuBoauT K ruéenu
KapAMOMMUOLIMTOB C Pa3BUTUEM acenTUYEeCKOro BocnaneHus
[16-18] (tabn. 1).

NMATOFEHE3 MUOKAPAMUTA

bonbwasa yacte MHGOPMaLMK O NaToreHe3se MUOKapAu-
Ta 6blna nofiydeHa BO BPeMS 3KCNEepUMeEHTabHbIX Uccne-
LOBaHWM Ha MOLENAX XMUBOTHbIX, 3apaxeHHbIX BUPYCOM
Kokcaku B [19].

B naToreHe3e MMOKapanTa MOXHO BblAENUTb TPU Gasbl.

®da3a 1 (1-7 pHeH) — BUPYC NMPOHMKAET B KapaMOMMKO-
LUMTbl Yepeld crneunduyeckne peuentopbl (CAR-peuentop —
XMUMEPHbIN aHTUIEHHbIV PeLenTop), penanumpyeTcs, Bbi3bliBas
MUOLMTONN3 U aKTUBaLMIO CMHTE3a MUKPOPHK, 4TO, B CBOIO
oyepefb, MPMBOAMT K anonTo3dy 1 HeKpo3y. B ocHoBe nepson
dasbl nexar npsgmMoe BUPYCHOE NOBPEXKAEHNE U aKTUBaLUS
BPOXAEHHOro MMMYHHOro oteeTa. lNepBasa ¢dasa 3abonesa-
HWUS MOXET 3aBEPLUMTLCA MONHOM aNMMUHaLMEN BO3ByauUTe-

N9 C KNIMHWYECKMM BbI3AOPOBIEHUEM B TeyeHue 2—4 Hep,
4YTO HabnaaeTcs y OGONbLWKMHCTBA LETEW, UK pasBUTUEM
OCTPOV CepeyHOM HeJOCTaTOYHOCTH (KapANOreHHOTO LWOoKa),
daTtanbHbIX apUTMUIA ¢ BO3MOXKHOCTbIO JIETaNbHOr0 Mcxoaa
nnu nepexogom Bo BTopyto dasy [20].

®da3za 2 (nogocTtpasa ¢asa, 1-4 He) — aKTuBauua
npMOBGpPeTEHHOr0 MMMYHHOrO oTBeTa, ¢GopmMUpoBaHue
OCTPOM UMK MEPCUCTUPYIOLWEN MUOKapAnanbHOW AUCOYHK-
UMM BCNeAcTBME BTOPUYHOIO BUMPYC-OMNOCPefoBaHHOMo
ayTOMMMYHHOTO MOBPEXAEeHUA MWOKapha nepeKpecTHo-
pearvpylownmmn aHTuTenamu. MMmMyHonornyeckas Hegocra-
TOYHOCTb, B TOM YMUC/IEe TEHETUYECKU AeTEPMUHUPOBaHHasA
0CO6EHHOCTb NMPOTUBOUHOEKLMOHHOIO MMMYHHOTO OTBETA,
CTaHOBUTCH MPUYMHON Pa3BUTMUS ayTOMMMYHHbIX NPOLECCOB
C BbIpabOTKOW aHTUTEN K CTPYKTypaM KapAWOMWOLMUTOB
“ npuobpeTaeT BefyLLyl Pofib B AasbHENWEM MUOKapau-
anbHOM MOBPEXAEHUU WM MPOrpeccupoBaHUn AUCHYHKLUU
MWOKapa Ha cneayloumnx atanax 6onesnu [20].

®da3a 3 (xpoHuyecKan ¢asa, OT HECKOJIbKUX MecH-
LieB 0 HECKOJIbKUX N1eT) — y 4YaCTu NaLMEHTOB OTMeYaeTcs
NepcUCTEHLUS BUMPYCHOIO reHoma, HapyllaeTcs TonepaHT-
HOCTb T-KNeTOK K ayToaHTUreHam (cepLe4yHOMY MMO3UHY
W ap.). 9T0 NPUBOAMUT K XPOHUYECKOMY BOCMaIUTENbHOMY
npoueccy B MUOKapae, CBA3aHHOMY C CUHTE30M NPOBOC-
nanuTenbHbIX LUTOKMHOB, KOTOPbIE, B CBOIO O4epesb, Noa-
LEePXMBaIOT peMofenMpoBaHmMe U NPOrpeccupytoLLyo auc-
dyHKLMIO MMOKapaa [20].

Ha ¢oHe aHaToMO-PpU3MONorMyecknx ocobeHHocTen
MUOKapZa HOBOPOXAEHHbIX U AeTEN paHHero Bo3pacTta 3Tu
npouecchl ABASIOTCA NPUYUHON GbICTPOro Ae3afanTUBHOMO
pemMoAenupoBaHnsg MUOKapha C pas3BuTMeM cHepPUYHOCTH,
KapauoMeranuu ¢ HapyweHuem OYHKLUKU NeBOro Keny-
nouKka (J1XK), 6bicTpoi AeKkoMneHcauun KpoBoobpalleHus,
HapyLlleHn puT™Ma.



Ta6nuua 1. HenHbeKkuUMOHHbIE GOPMbI MUOKapauTa
Table 1. Non-infectious forms of myocarditis

HeuHdeKunoHHble popMbl MUOKApAUTA

TOKCHYeCKMe BelecTBa U lekapcTBa

Mapoxnopotuasua, Gbypocemus, NeHULUINUHDBI LUIMPOKOTO CNeKTpa AeNCTBUS, a3UTPOMULIMH,
npou3BoaHble 6eH30anasenuHa 1 ap., a TakKe aHTPaLUMKIUHOBbIE aHTUGUOTUKM

MwoKapanTbl MPU CUCTEMHbIX
3aboneBaHuAX CoenHUTENbHON
TKaHW U CUCTEMHBIX BaCKynuTax

PeBMaTH3M, cMCTEMHas KpacHas Bo/lYaHKa, 1epMaTonoMMmUO3nUT, CUCTEMHASA CKIEPOAEPMUS,
IOBEHWNbHbLIN apTPUT, rpaHynemato3 Berenepa u gp.

PeaKne ayToMMMyHHblIe U MAMONATUYECKUE MUOKAPAUTDI

HeKpoTnaunpyioLwmin 303MHOGUNIbHbIV
MUOKapAuT

MprYMHOM Pa3BUTUS MOTYT CAYKUTb CUHAPOM TMNEPHYBCTBUTENIbHOCTU U CUCTEMHbINA BAaCKyIUT
Yapra — CTpocca, npy 3TOM HeJb351 UCK/I0YUTb POJib BUPYCHOM (B HaCTHOCTH, repneTu4ecKomn)
MHOEKLMM KaK NPUYMHbI GYTbMUHAHTHOIO Te4eHus 3a6oneBaHus ¢ 6bICTPbIM HapacTaHEM
cuMnTomMoB CH 1 BbICOKOM CMEPTHOCTbLIO

ManonaTMYeCKUM rMraHTOKAETOYHbIN
MWUOKapAuT

XapaKTepu3ayeTcsa KparHe TsenblM NporHo3oM. Yaule Bcero 3a6oneBatoT NogpocTku. 20%
nauneHToB ¢ BEPUOULMPOBAHHBIM MTMIaHTOKIETOYHBIM MUOKAPAUTOM MMELOT ellie Kakoe-n1n6o
ayToMMMYyHHOe 3a60/1eBaHne 1 annepruieckne peakumu, B T.4. Ha leKapCTBEHHble NpenapaTsbl

CapKouaos cepaua

OAMH U3 BUAOB rpaHyieMaTo3HOro MMOKapanTa, KOTOPbIM MOXET pa3BmMBaTbhCa B pamMKax
MAMONaTUYECKOro CUCTEMHOIO 3a60/IEBaHNUS, @ MOXET HOCUTb M30IMPOBAHHLIN XapaKTep

MpumeyaHne. CH — cepaeyHas Hel0CTaTO4YHOCTb.
Note. HF (CH) — heart failure.

BbigeneHue atux Tpex ¢pa3 Ha NpaKTUKe He BCerga Bo3-
MOXHO, TaK KaK XpOHOJIOTMYECKMN OHM MOTYT NnepeceKartbes,
a nepsas 1 BTopas Gasdbl MOTyT NOBTOPUTLCS NPHU yKe chop-
MUpOBaBLUENCA AvnaTaumMM Kamep cepaua v AUCPYHKLUMK
MHoKapaa [21, 22] (puc. 2).

B HacTosllee BpeMS UMEIOTCS AaHHbIE O POSIK FEHETU-
YeCKMx GaKTOpPoB B MPeApPacnoNOKEHHOCTU K BO3HUKHO-
BEHUIO Taenbix dopMm muoKapauta [23]. [eHeTMyecKun

MartoreHes BUPYCHOINo MUOKapauTa
(Ha NpuMepe MUoKapaMTa, BbI3BAHHOIO BUPYcoM KoKcakKm)

Penaunkauusa Bupyca
Bupyc-vHAYLMPOBaHHbIN
KapAnMoMuoLunTonua. AnonTtos,
WHAYLMPOBaHHbLIA BUPYCHOM
npoteasoi. KapananbHble
ayToaHTuTena. OtTeet
BPOXAEHHON UMMYHHOWM
cucTembl

FeHeTHyecKan
npeApacnonoXeHHOCTb
3axBat Bupyca
1 ceasbiBaHue ¢ CAR 1 DAF

®dasal: MpoHUKHOBEHME BUpYyCa M aKTUBALUA BPOXKAEHHOIr0O UMMYHUTETa

aHanuM3 NauueHToB C nepcucTupylolen auchyHkumen JIK
UKW apUTMUSIMM NOCSIe 3NM304a OCTPOro MMOKapAuTa noka-
3a/, 4TO 3Ha4YUTeNbHas YacTb U3 HUX ABNSETCH HOocUTeNnem
naToreHHoro BapnaHTa MyTaLuu B reHax, KoAUPYoLWMX CUH-
T€3 CapKOMEPHbIX MM IECMOCOMHbIX 6en1KoB [23] (puc. 3).
CerojHa CTaHOBUTCH OYEBUAHbLIM, YTO Pa3BUTUE TSXKE-
NblX BApMaHTOB MUOKapAUTa M BO3MOXHasa ero TpaHcdop-
Mauua B BOCMaAMTENbHYIO KapAvOoMWonaTuio, a He non-

BbizfgopoBneHune
OcBo6oxaeHune oT BUpYyca
Hopmanusauus
CUCTONIMHECKON DYHKLMKN JTIIK

AKTMBaLUA aaanTUBHOIO
MMMYHUTETa

BbicBOGOXKAEHNE LMTOKUHOB,
onocpefoBaHHoe T-KneTKamu.
NoBpexaeHne/Hekpo3 KML,
BbipaboTKa UHTEPSIENKUHOB 1
MHTepdpepoHoB. BoipaboTka
ayToaHTuTEN

®dasa 2: AKTUBaUua
NpUoGPeTeHHOro UMMyHUTETa

®da3za 3: BbizgopoBneHue
WK nporpeccupoBaHue

@ — T-Knetka * — BUpyc KoKkcaku

( — HaTypanbHbI KUANep

= ® — epcUCTUPYIOLWMt BUPYC Y_ CAR
@ — Makpodar WKW TEHOMHbIV MaTepuan

Puc. 2. MNaTtoreHes3 BUpPYCHOro MMOKapauTa

aAKmn
3ameaneHHoe unu HeadpdpeKTuBHOE
0CBOGOX/JEHME OT BUPYCa C Pa3BUTHEM
XPOHWUYECKOro BOCNaneHuns;
nereHepaumns KML, nHTepcTMumManbHbli
dn6po3, runeptpodus; rnobanbHoe
pemMofenupoBaHue; CTOMKOE CHUXKEHNe
DB K

.—DAF

MpumeyaHne. CAR — Coxackie-adenovirus receptor (Kokcaku-aaeHoBupycHblit peuenTop); DAF — decay-accelerating factor (baktop
yCKOpeHusa pacnaga KomnnemeHnTa); KML — kapanomuoumnt; AKMI — aunataunoHHas KapanomuonaTtus; JIXK — neBbivi )enyao4ek;

OB /K — dpakuus BbIGpoca NEBOro KenyaoyKa.
Fig. 2. Pathogenesis of viral myocarditis

Note. CAR — Coxackie-adenovirus receptor; DAF — decay-accelerating factor; CMC (KML,) — cardiomyocyte; DCM (AKMIM) — dilated
cardiomyopathy; LV (J1XK) — left ventricle; LVEF (PBJ1XK) — left ventricular ejection fraction.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

FeHeTUYecKue paKTopbl
a4

[eHbl CTPYKTYPHbIX 6ENKOB
(SCNSA, BAG3)

daKTopbl BHELWWHEN cpeAbl

o s Y |
1 Bupycbl, 6epeMeHHOCTb, 1

XumMumnoTepanua, ankorosib 1

— - -
---——_-—-——

e [eHbl KOMMNEKca 1
ructocoBmecTumocTtu (HLA-DR4) I

® [eHbl CTPYKTYPHbIX 6€KOB
(TNN, DSP, Dystrophin)

g MuokapauTt

Pazsutne AKMI 1 apuTtmoreHHowm

KMy reHeTu4ecku

NpeapacnoNoKeHHbIX NLL

Pa3Has aBonaouus

e beccumnToMHasa dopma

¢ [loNHOE BbI3AOPOBNEHME

* dnuMuHaums supyca AKMI
1 cToMKasa AnchyHKLUMA

e CTOMKME apuTMuu

Pa3nuyHaga KNMHU4YecKasa KapTuHa
© MMOKapanT C BbICOKUM PUCKOM

° MWOKapAuT C HU3KUM/CPESHUM PUCKOM

* Pazsutre AKMI1 1 aputmoreHHon KMI

y FTEHETUYECKMN NPeapacnooKEeHHbIX NnL,

Puc. 3. Cxematnyeckoe nsobpaxeHne posiv reHeTM4ecKkmnx GaKTopoB B KIIMHMYECKOW peann3alnn u ucxogax MMokapauTa

Mpumevarnmne. JKMIMN — gunataunoHHas kapanomuonatus; KMIM — Kkapavomuonatums.
Fig. 3. Schematic representation of the role of genetic factors in the clinical realization and outcomes of myocarditis
Note. DCM (KMI) — dilated cardiomyopathy; CM (KMTI1) — cardiomyopathy.

Has anMMUHaUMS Bupyca, 6€3 KAMHUYECKUX MPOsSBNEHUN
WK C NErKMMU KNUHUYECKUMU MPOSBAEHUAMU, Onpeaens-
€TCH C/IOXHbIMWU B3aUMOAENCTBUAMMU MEXAY rEeHETUHECKUM
GOoHOM M paKTopamm OKpyKatollen cpeabl [23].

3NUAEMMHOIOrUS MUOKAPAUTOB Y AETEH

B cBA3K ¢ Hannynem 6ecCUMNTOMHbIX GopMm, 60MbLION
BapuMabenbHOCTM CMMNTOMOB, BbICOKOM 4acTOTbl BCTpe-
4aeMoCTM CMOHTaHHOro Bbi3gopoBneHns (Ao 40-57%),
OTCYTCTBMS  €AMHbIX AMArHOCTUYECKMX MNPOTOKONIO0B
4NS negnMaTprMyecKon Nonynsiuumn NaumeHToB U KpanHe pes-
KUM NPUMEHEHWEM Ha NpaKTUKe «30/10TOro cTaHdapTa» Ana-
FHOCTUKM — BUOMNCUN MUOKapAa UCTUHHYIO YaCTOTy MMOKap-
AWTa B NeanatpuyecKon nonynsiumm OLEeHUTb Ype3BblHanHO
CNOXHO [24-26].

Mo AaHHbIM Pas3fMYHbIX MCCAefoBaHWM, exerogHas
3a601eBaeMoOCTb MMOKapAMTOM cocTaBaseT 1-2 cnyyas
Ha 100 Tbic. geTen [27-29]. MNMpu atom oKono 0,05% Bcex
[LETCKMX rocnuTanmsauni cessaHbl ¢ MMokapanTom [30].

3a601eBaeMoOCTb MMOKapAMTOM UMEET ABa BO3PACTHbIX
nWKa: NepBble HECKONbKO NeT U3HM 1 MOAPOCTKOBLIN BO3-
pacT [27, 31, 32].

MWOKapAUT MOXKET CTaTb He TONbKO NPUYUHON Pa3BUTHA
TSXKENOM CepAevyHOM HeaoCcTaToO4YHOCTM, KoTopas Tpebyer
KapAMOTOHMYECKON MOAAEPIKKM, UCKYCCTBEHHOW BEHTWUASA-
UMW NErKnX, MexaHM4ecKon NoaAepKKN KpoBoobpalleHums
[27, 29, 31-33], HO 1 neTanbHOro Ucxoaa.

JleTanbHOCTb NpU MMOKapAUTax LWIMPOKO BapbupyeT —
oTr 0,03 0o 26% — W 3aBUCUT OT MHOIMXx (GaAKTOPOB:
TSXEeCTU OCHOBHOMO 3ab6oneBaHus, npeMmopbuaHoro ¢Goxa,
BO3pacTa M nona nauuveHToB [26, 34, 35]. Mo AaHHbIM
nccnenoBaHui, y AeTen paHHero Bo3pacTta NporHo3 Xyxe
[27, 29, 31-33].

MpUXM3HEHHAA TMNOAMArHOCTUKA MWOKapAMTOB MNoA-
TBEpKAaeTca AaHHbIMW MOCMEPTHbIX WCCAe0BaHWM.

MpU3Hakn MUMOKapauTa NO AaHHbIM ayTOMNCUKU NPU CUHAPO-
Me BHe3arnHom AeTCKOoW CMepTH Obln BbisiBAeHbl B 16-20%
c/y4yaeB M cTanu NpuUYnHON BHe3anHon cmeptu y 17% noa-
poCTKOB Mnagule 16 net [29, 36, 37].

30-neTHUn aHanu3 BCC y geten v Monoabix Ntoaew
nokasas, 4To Cpeaun YMepLIMX OT CepAeyHbIX NPUYMH geTen
3-13net y 11% 6bin AMaArHOCTMPOBaAH M MOATBEPKAEH
npw aytoncum Mmokapaut [38].

Mopdonornyeckn NoATBEPKAEHHBIN MUOKapAUT MOXKeT
MMEeTb MeCTO NpPW APYron KapauanbHOW NaToNOrMK, B 4acT-
HOCTW NpK KapauomuonaTtusx. Tak, pesynbraTbl UCCNeno-
BaHua Australian Childhood Cardiomyopathy Study (1986—
1997) cBuaetenbcTBoBanu, 4to y 40,2% neten ¢ pasHbiMu
BapuaHTaMu KapguomuonaTtuuM no AaHHbIM GMONCUK Obin
TaKXe AnarHoctnpoBaH MMokapaut [39].

3a601eBaeMoCTb U CMEPTHOCTb OT MWOKapAMuTa Bbllle
B MNOMNyNsiUMM NWL, MNOABEPrHYTbIX MHTEHCUBHbLIM GU3nYye-
CKMM Harpy3kam — BO3MOXHO, BCNeACTBME ocnabneHus
NPOTUBOBUPYCHOO UMMYHUTETA. YCTAHOBMIEHO, YTO MMOKap-
OWT SBUACA OAHOM M3 Hanbonee 4acTbix (Cpean opraHuye-
CKMX MOBPEXAEHUH MUOKapaa) NpUYnH BHE3AMHON CMepTH
Monoablx atneTtos Ao 18 net [34, 35].

K/NIACCUDUKALIUA

B HacTosillee BpemMsa cneuuanncTbl HE MOTMyT MPUIATK
K 06leMy MHEHUIO U BblpaboTaTb €AMHYl0 KhnaccuduKa-
LMo MUMOKapanToB. C y4yeToM MHOroo6pasus aTMonoruye-
CKMX GaKTOpPOB, NaTOreHeTUYECKMX MEXaHU3MOB Pa3BUTUS
W BapuaHTOB TeYEHMUS CYLLeCTBYIOT onpeaeneHHble NPUHLK-
nbl UX KnaccuduKkaLumm.

[onrve roabl B OTEYECTBEHHOM KIMHUYECKON NpaKTUKe
[LEeTCKMe KapAauonorn v neauvatpbl Nofib3ytoTca paboyen
KnaccuburKaumen, cornacHo KOTopow onpeaensior nepuoa
BO3HUKHOBEHMA 60NE3HU, 3TUONOIMMYECKMIn daKTop, Bapu-
aHTbl TeYEeHWS, CTEMNEHDb TAKECTU U UCXOAbl (TAbN. 2).



Ta6nuua 2. Knaccudukaumnsa mmokapantoB y ageter (no H.A. benokoHb, 1984 B moanduKaumm paboyewn rpynnbl AcCoLmaLnm 4eTCKUX

Kapanonoros Poccuu, 2010, 2021)

Table 2. Classification of myocarditis in children (according to N.A. Belokon, 1984 as modified by the working group of the Association

of Pediatric Cardiologists of Russia, 2010, 2021)

Knaccuduuupyrowmin npusHak

Tun mMoKapauTa

BpoxkaeHHbIN

MNepuop BO3HUKHOBEHUSA 3ab60neBaHuns .
Mpno6peTeHHbIn

Mpeanonaraemble 3TUONOTMYECKHUE
daKTophl

BupycHbIn, 6aKkTepuanbHbli, FPUGKOBbIN, CIMPOXETO3HbIN, PUKKETCUO3HbIN, TOKCUYECKUH,
ayTOMMMYHHbIW, U AMONATUHECKUIA U Ap.

TeyeHWe MMOKapauTa

DYNbMUHAHTHbIA (MONHUEHOCHbIW)

OcTpbli — A0 6 Hepd OT Havyana 3a6osieBaHus

MopocTpbii — OT 6 Hep Ao 6 mec

XPOHUYECKUI (@KTUBHbIN/NEepcucTupyoLmMin) — 6onee 6 Mec oT Ha4yana 3aboneBaHus

Nerkunn
CTeneHb TAXeCcTM MMoKapauTa CpegHeTsxenbin
Taxenbin
Mexogbl Bbi3gopoBneHune, KapaAMocKNepos, gunaTaLlMoHHas KapanomMmonaTus, netanbHbli UCXOA
KapAaunoreHHbIv WOK, HapylweH1e puTMa M NPpoBOAUMOCTH, TPOMGO3IMOONNYECKUIA CUHAPOM,
OCNOKHEHNS pA pyi p posoa p ap

runepTpobus M1UoKapaa, 1erodHas runepTeHauns, NopaxkeH1e KianaHos

B coBpeMEHHOM KIMHUYECKOW MPaKTUKE WUCNONb-
3yeTcd  KAMHUKO-Mopdonorvyeckas KnaccudbuKauums
E.B. Lieberman u coaBT. (1991), yyuTbiBalowas oaHOBpe-
MEHHO U MOPPONOrMYyEeCKUe WM3MEHEHUS, U OCOOBEHHOCTH
KJIMHUYECKOW KapTuHbl. CornacHo AaHHOM KnaccuduKaumu,
pasnuyatoT cnegytowme GopMbl MMOKapanTa: GynIbMUHAHT-
HbI (MONIHWUEHOCHbIN), OCTPbIA, XPOHUYECKUN aKTUBHbLIW,
XPOHUYECKUI nepcuctupytowmm [34]. OCHOBHOM KpuUTepwui
KIMHUKO-Mopdoiormyeckon knaccuodunkaummn Lieberman —
rucrTosiormyeckass oueHka no AaHHbIM GMOMCUUM MUOKap-
[a — orpaHM4YnBaEeT ee UCMONb30BaHWe B NeauaTpuyecKon
nonynsuuu.

B nocnegyouwmne moanduKkaumm 3Ton Knaccubukauum,
[OMNOJIHEHHbIE APYrMMM 3KcnepTamu, Obliv BHECEHbl [ABa
[OMNOJIHUTENbHbIX KIIMHUYECKUX BapuMaHTa: TMraHTOKeTou-
HbIA 1 303UHODUIbHBIA MUOKapPAUTLI (Tabn. 3). Ha ceroa-
HAWHWIW feHb faHHasa KiaccudurKauma npuMeHseTcs valle,
yem apyrue [6, 34, 40].

MonHUEeHOCHbIN (PYyNIbMUHAHTHbLIA) MUOKapAUT —
Tsxenas ¢dopma BOCMANMUTENbHOIO NOPaXKEHUs MUOKapAa,
XapaKTepu3yoLlwascs CTPeMUTENbHbIM HapylleHWeM remo-
AVHaMWKK, BbipaxaloWnmcs B Buae cepaevyHow HepocTa-
TOYHOCTH, KapAMOreHHOro LWOKa WM XUIHEYrpoxatowmx
aputMuin. [JaHHas dopma MuoKapauTa Hambosnee 4acto
BCTPEYaeTCs Y HOBOPOXAEHHbIX U IeTEN paHHEro Bo3pacTa.
Yaaetcs ycTaHOBMTb YETKYID XPOHONOMMYECKYID B3auMO-
CBf3b KapAmnanbHbiX CUMNTOMOB M afiob ¢ NepeHeceHHon
MHbeKUMen (BUpycHon nnm 6akTepuanbHon). Kak npasuno,
C MOMEHTa NEepeHeceHHOW MHOEKUMM U MaHudecTauuu
MWOKapauTa NPOXoAnT OKOJ0 2 Hef.

[porpeccupyiolm xapaktep 3aboneBaHnsa oTIMyaeTcs
TSXENbIM U BHE3anHbIM Havyanom. lNpoapomanbHbIi Nepuoa,
GYNbMUHAHTHOrO MMOKapAMTa Yalle Ha4yMHaeTcs He ¢ cep-
[l€4HO-COCYAMCTbIX CUMMNTOMOB, a NPOABASETCS TMXOPAAKOM
Bbilwe 38 °C, Kawnem, 60/blo B XKMBOTE, PBOTOW, YeM 3aTpya-
HSIeT MOCTAHOBKY YETKOro M paHHero AuvarHosa, 4YTo 4YacTo
NPUBOAMUT K OWMOOYHOW AMarHoCTuKe. BarkHon oco6eHHO-
CTblO IBNIIETCHA CTPEMUTENBbHOE K/TIMHUYECKOE NPOrpeccmpo-
BaHMe, KOTOPOE MOXET 6bICTPO MPUBECTU K FreMOANHaAMUYe-
CKMM paccTponcTBam, HecTabuabHOCTM KPOBOOOGpalleHUs
W XKU3HEYTrpoXatowmm aputmuam [35].

OxoKapanorpapryecKkumMm KputTepmMamMm MOTHUEHOCHOIO
MWOKapauTa SBNSIOTCA 3HAYUTENIbHOE CHUMEeHMEe COKpaTu-

TeNbHOW CNOCOBHOCTM cepaua NpU OTHOCUTENbHO HEBOJb-
WKMX ero pa3mMepax, OTCYTCTBME BblpaKEHHOM Aunatauuu
Kamep cepaua, oTeK MMoKapaa.

[aHHbIK BUA MMOKapAUTa MOXET 3aBEPLNTLCS MOHbIM
BbI3[JOPOB/IEHNEM B TeyeHne 2 Hej W BOCCTAHOBJIEHWMEM
yHKUMKM JIXK, HO BO3MOXHbI M BapuaHTbl GbICTPOro Mpo-
rpeccupoBaHma cepaeyHon HedoCTaTO4HOCTW, apTepualb-
HOM TMMNOTEH3UK, KOTOPblE YacTo NMPMBOAAT K NieTaibHOMY
nexoay (po 50%) B cnyyae oTCyTCTBMS CMCTEM BCMoMora-
TeNbHOro KpoBooGpalLLeHus [25].

OcTpbii (HedyIbMUHAHTHbIN) MUOKapAUT — op-
Ma BOCMaJIMTENbHOrO MOPaXeHUs MUOKapAa, XapaKTepu-
3ylolasncsd MeHee CTpeMuTeslbHbIM Havyalom 3aboneBaHus
C NopaeHnem cepaeyHo-CoCyanCTOn CUCTEMbI Pa3NMYHOM
cTeneHn TsxecTu. Mcxon 3aboneBaHuns He Bcerga 3aBep-
laeTca MNOJSHbIM BbI3JOPOB/IEHNEM, BO3MOXHO pa3BUTUE
cepaeyHon AUCPYHKLMK, CcepaeyHOM HeaocTaTO4HOCTHU
N pexe — cMepTu. B 6roncuinHbix obpa3suax BbiIBASIOTCA
NPU3HAKN aKTUBHOIO MM MOrPaHUYHOIr0 MUOKapAKTa, KOTO-
pble CO BPEMEHEM MOMIHOCTbIO UCHE3AIOT.

MopocTpbii MUOKAPAUT — [Oe6lT 601e3HU MeHee
OTYETNMBbLIA MO CPaBHEHWIO C MOJIHUEHOCHOW (GOPMOMN.
Mpu gaHHOM hopme OTCYTCTBYET YETKAsA B3aMMOCBSA3b Hava-
Na 3a60neBaHus C NPeALEeCTBYOWMM OCTPbIM UHOEKLMOH-
HbIM (PECMUPATOPHbIM WK KULWEYHbIM) MPOLECCOM, OAHAKO
MaHubecTauus NposBASETCA NPU3HAKaMu cepaeyHom Hefo-
CTaTO4YHOCTU UM BONAMU B TPYAHON KNETKE («MacKa» 0CTPO-
ro KOPOHApPHOro cMHApoma). Axokapanorpadus nNo3BonseT
onpeaennTb CHUXEHUE COKpaTUTENIbHON CNOCOOHOCTU MUO-
KapAaa W 3HauyuTenbHOE paclimnpeHue nosocten cepua.
MpK rnucTtonorMyeckom uccnegoBaHumM 6Guontata MUOKap-
[la BbIIBNSAIOTCA YMEPEHHO BblPpaXEHHbIE BOCMaUTENbHbIE
nHoOunbTpaTthl. Kak npaBuno, B AafibHENIIEM NOAOCTPbIN
MWOKapAWT NepexoanT B AnaTalMOHHY0 KapaAMoMMonaTuio
(OKMM) [41, 42].

XpOHUYECKUIA aKTUBHbIN MMOKapAUT — Ae6IoT 60n1e3-
HM O4YepyeH HeyeTKo, M npu cbope aHamHe3a nauueHT
60 ero 3aKOHHbIM NpeAcTaBuUTElb HEPEeAKO He MOoryT
onpeaenuTbca € MPOAO/IKUTENbHOCTbIO 3aboneBaHus.
KnnHUYecKne NpusHaKkm 1 CUMNTOMbI COOTBETCTBYIOT XPOHMU-
yeckon cepaeyvHon HegocTtatoyHocTH lI-IIl dyHKUMOHaNbHO-
ro Knacca. lNpu npoBegeHnn axokapanorpadpum onpeaens-
eTC YMEPEHHOE CHUXEHWE COKpaTUTE/IbHOM CNOCOGHOCTHU
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MWOKapaa. B o6pasuax 6MoONCUMMHOro matepmana mmokapaa
MOXHO BbISIBUTb COYe€TaHWe BOCMaNUTENbHbIX MHOUALTPA-
TOB Pa3/IM4HOM CTEMNEHM BbIPAXXEHHOCTU C NONSAMMU Bbipa-
eHHoro ¢ubposa. Hapsgy ¢ NogocTpbiM MWOKapAUTOM
4yacTo NpUBOAUT K dopmupoBaruto AKMIN [43].

XPOHUYECKUI NEepPCUCTUPYIOLUA MUOKaAPAUT —
[e6t0T 60Ne3HN MOoCTENEHHbIW, NPOAOIKUTENBHOCTL 3a60-
neBaHus HemsBecTHa. OCO6EHHOCTb KNMHUYECKON KapTuHbI
3aK/04YaeTcs B TOM, YTO MEANEHHO M MNOCTENEeHHO HapacTa-
0T KIMHUYECKKUE NPOSIBIEHNS PEMOAENNPOBAHUSA MUOKapaa
C AunatauMoHHbIM GeHOoTUNOM. IAxoKapauorpaduyeckue
NPU3HAKM XPOHUYECKOro MepCUCTUPYOWEro MWOKapauTa
B nogasnsiowem OGO/bLIMHCTBE C/y4YaeB XapaKTepusytloT-
CSl YMEPEHHbIM CHUXEHWEM COKPaTUTESIbHON CMOCOGHOCTH
MUOKapaa “ OTCYTCTBMEM 3HAYMMOM gunartauuu nonocTten
cepaua, 4To v onpeaensieT 6naronpuaTHbIA UCxoa 3abone-
BaHMs. TMCTONOrMYECKM onpegenseTcs coyeTaHme Bocnanm-
TeNbHbIX UHOUNLTPATOB Pa3/IMYHON CTENEHMU BbIPAXKEHHOCTH
C HEKPOTMYECKUMU NBMEHEHUAMK N Nonsgmu drubpos3a [44].

F'MraHToOKNeTo4YHbI MUOKapAuT — [aebioT 3abo-
nieBaHns OCTPbIM, Yalle BCTpevaeTcsa B MOAPOCTKOBOM
nepuoge. B KIMHWMYECKON KapTWMHE AAHHOrO0 MWOKapAauTa
oTMeYaloTcsl CTpemMuTeNbHoe pa3BUTME U MPOrpeccupo-
BaHWe BblpaKeHHOW, pedpaKTepHOW K Tepanuu cephed-
HOM HeJOCTaTOYHOCTW, @ TaKXKe YCTOMYMBbIE HapylleHWus
puTMa M NpPoOBOAMMOCTM cepaua. TwatenbHO CO6GpaHHbIN
aHamMHe3 MNo3BoNseT onpeaennTb ayTOMMMyHHble 3abone-
BaHus. TucTonornyeckoe uccnegoBaHne 6uontatoB MUO-
Kapfa no3BofseT BblBUTb B BOCMANUTENbHOM MHOWNb-
TpaTe rMraHTCKME MHOrosiAepHble KIETKU (BUAOU3MEHHbIE
MaKpodarwu, cogepxalme dparoumTMpoBaHHble GparMeHTbl
paspyLleHHbIX KapaAMOMMUOLIMTOB) C MPU3HAKaMW aKTMBHOIO
BOCMasieHns U 04aramu HeKpo3a. YuuTbiBas TAKeCTb 3a60-
NIeBaHUSA U NPOrPECCUPYIOLLYIO KIMHUYECKYIO KapTUHY, Npo-
rHO3 NPW JaHHOM BuAe KpanHe HebnaronpusaTHbIN, B CBA3KU
C 3TUM Hanbonee abGEKTUBHBIM METOAOM NEeYEeHUs aBnaeT-
Csl TpaHcnNaHTauma cepgua [45].

903UHODUNbHBIA MUOKaApPAUT — peaKkas dopma BOC-
nanuTenbHOro NopaKeHUs MUMOKapAa, KoTopas xapaKTepw-
3yeTcsa ero 303vHOPUIbHOM MHGUNbTPaumen. KnuHuyecKkas
KapTuHa BapbupyeT OT XPOHUYECKOM PECTPUKTUBHOM Kap-
aunomuonaTtuum (Kapanmomunonatusa Jleddnepa) oo octporo
HEKPOTU3UPYIOLLEr0 MUOKapAMUTa C KapAUOreHHbIM LUOKOM.
J03MHOOUNBbHBIN MUOKapPAWT Yalle BCEero perucrpupyercs
y NaUMEHTOB C peaKLMaIMK rMnepyyBCTBUTENBHOCTU; OAHAKO
OH TaK)Xe onucaH Npy BacKynuTe, aCCoLMMPOBAHHOM C aHTU-
HENTPOOUIBHBIMK  LUTOMNA3MaTUYECKUMU  aHTUTENaMMU,
rMnepao3MHOdUAbHbBIX CUHAPOMAaxX, CapKoMao3e, napasu-
TapHbIX MHPEKLMAX U HEKOTOPbIX HOBOOGPa3oBaHUaX. Hale
BCEro OCTPble 303UHOPUIIbHbIE aniepruieckne MMOKapauTbl
passuBaloTca Ha GOHe npuema neKapCTBEHHbIX npenapa-
ToB — cynbdaHMnamngoB, NPOTUBOINUAENTUYECKUX U MCH-
XOTPOMHbIX cpeacTB. MeanKaMeHTO3HOe fiedeHne BKoYa-
eT 6/10Kajy aKTMBMPOBAHHbLIX HEMPOrymopasnbHbIX CUCTEM,
fnle4yeHune cepaeyHblX OCMOXKHEHWM U B OTAENbHBIX CllyYasax —
CUCTEMHYIO Tepanuio KopTukocTeponaamu [40, 46].

AHAMHE3 3ABOJIEBAHUA

Ons peten ¢ BPOXKAEHHbBIM MWOKapAWTOM XapaKTep-
HO Hanuyue y MaTepu OTAroWEeHHOro aHamHe3a — OCTPbIX
WM XPOHMYECKMX 3aboneBaHunin. B aHTeHaTanbHOM nepuoge
BO3MOHbl TAKME COCTOSHMS, KaK HapyLLUeHWe 3BY4YHOCTH cep-
[e4YHbIX TOHOB /IM60 apUTMUK, 3afeprKKa BHYTPUYTPOOHOIO
pa3BMUTUS, KOTOPbIE MOrYT CTaTb NMPUYUHON MpeXaeBPEMEH-
HOro pogopaspelleHuns. Mpu ynsTpa3ByKOBOM UCCNeLOBaHWUM
aHTeHaTalbHO TaKXXe MOXET BbIIBASATLCA Annatauuns cepaey-
HbIX Kamep 1/unun runeptpodus CTEHOK [24].

Ong npuobpeTeHHbIX MWUOKapAMTOB B OO/bLIMHCTBE
clyqyaeB o6HapyxunBaeTCcs oT4eTIMBas B3aMMOCBSA3b Kap-
OnanbHbIX CMMNTOMOB C npeawecTBylowmmMn (1-2 Hep)
OCTPbIMU MHOEKLMOHHBIMU (PECMMPATOPHBIMU UK KULLEY-
HbIMK) 3a60N€BaHUAMMU, IMXOPAJKON HESACHOro reHesa.
B 1O e Bpemsa Heo6X0AMMO MOMHWTb O TOM, YTO CBS3b
C npealwecTBylolen MHOEKUMEN U C UHBIMU BO3MOXKHbBIMMU
3TUONOrMYECKMMKN daKTopamMm MUMOKapPAUTOB MOXKET OTCYT-
cTBOBaTh [42].

CnegyeT yuuTbiBaTb KOHTaAKT C 60MbHOM MaTtepbio
WKW POLACTBEHHUKAMW, 3NUAEMUYECKUE BUPYCHblE MHDEK-
MM B OPraHM30BaHHbIX KONNEKTUBAX, BHYTPUOONbHUYHbIE
BCMbILWKM.

KJIMHUYECKAA KAPTUHA

KnnHuyeckas cumnTtomMaTtMKa MUOKapAMTOB Yy AeTen
pasHopoaHa, BapbUpyeT OT MOJHOrO OTCYTCTBUS KAUHUYE-
CKUX NPOsiBNEHUN (6ECCUMNTOMHOE TEYEHUE) UIN CYOKIN-
HWUYECKOro TeYEeHUS C HOPMaNibHON CUCTONMYECKON DYHK-
LMen A0 BblparKEHHbIX U3MEHEHUI CepaeyHO-COCYyaUCTOMN
CUCTEMbI B BMAE KapAWOreHHOro WoKa, TAXeNon cepaey-
HOM HEeAoCTaTOYHOCTM M BHE3anHoOW CMepTU (CUHAPOM
BHe3anHon cMmepTu feTen rpyaHoro u 6onee craplero
BO3pacTa) U BO MHOrOM 3aBWUCUT OT 3TMO/I0TMK 1M BO3pacTa
neten [24, 32].

KnuHuyeckne npossneHua 3aboneBaHns pPasHO06-
pasHbl U HecneunbUyHbl U 3a4acTylo MOryT HabnogaTbcs
nog «Mackamw» gpyrmux 3aboneBaHuin, oCOGEHHO B AebtoTe,
B CBSI3M1 C YeM HEOBXOANMO NPOSABAATb KIMHUYECKYIO HAcTO-
POXEHHOCTb B OTHOWEHWM MUOKapAuTa B negmaTpuyecKomn
nonynsumu.

[JebioT MuoKapauTa y AeTern MMeeT LWMPOKWUK CheKkTp
KNWHUYECKUX MNPOSIBAIEHWMN, U Hambonee 4acTblM M3 HUX
ABNAeTcs ab4OMUHaNbHbIA CUHAPOM: MIOXOW anneTut, 60/b
B XXMBOTe, TOWHOTA M pBOTa [29, 32, 41].

[0 80% naumeHToOB ¢ MMOKapAMTOM B Havane 3aboneBa-
HUS UMEeIOT NPOoAPOMabHble CUMATOMbI (CN1aboCTb, ObicTpas
YyTOMASIEMOCTb, BbIPAXKEHHOCTb KOTOPbIX HE MeHseTcs,
HECMOTPS Ha yMeHblueHWe ob6bemMa Harpy3oK, apTpanruu).
K Apyrum 4acTblM CUMMATOMaM MOMKHO OTHECTU CHWMKEHWe
TONEPaHTHOCTM K GU3MYeCcKoWn Harpyske, 60aM 3a rpyau-
HOW, OABILLIKY, aPUTMUK, CUHKONA/IbHbIE COCTOSIHMS, @ TaKKe
nopakeHue BepxHux AbixatenbHbix nyten [33, 43, 47-51].

Jlnxopagka, BeposTHO, sBAdeTcs Haubonee 4YacTbiM
W, HECOMHEHHO, O4HUM U3 BaXKHEWLWNX CUMMNTOMOB Y AETEN.

BbICOKMI pUCK NeTanbHOro ucxoaa B Aebtote 3abosieBa-
HUS HabnogaeTcs nNpu GbICTPONPOrpeccupyoLen cepaey-
HOW HefoCcTaTO4HOCTH, 0OYCNOBIEHHOM TsxenbiM anddys-
HbIM MMOKapAUTOM.

Mpn dU3MKanbHOM OCMOTPE HEOOBXOAMMO aKLEeHTUPO-
BaTb BHUMaAHWE Ha NpU3HaKax CepAeYHOM HELOCTATOYHOCTH.
Mpu nepKyccun cepaLa MOXeET onpeaensTbCs paclinmpeHme
rpaHuL, OTHOCUTENIbHON M abCONIOTHOW CepaeyYHOM TYNOCTH.
Cnabbivt NyNnbC, X0N0AHbIE KOHEYHOCTH, a TaKxe 6nefHOCTb
WX MPaMOPHOCTb KOXHbIX MOKPOBOB yKa3blBaloT Ha Mpw-
3HaKW CHUXKEHUS cepaeyHoro Bbibpoca. Mpu aycKkynbTaumm
oTMeyvatoTcs ocnabneHue UM ryxocTb CEPAEYHbIX TOHOB,
0COBGEHHO B coyeTaHuu ¢ nepukapantom. OTMevaeTcs ocna-
6neHue | ToHa, BbICNYLWIMBAETCS TaxmKapaus, He Koppenupy-
jolWas c YpOBHEM TMMNEPTEPMUN, PUTM ranona, xapaktepeH
CUCTONIMYECKMI WYM MbllEYHOro XapaKTepa, HEeCKONIbKO
Nno3)e NPUCOEAMHSAETCH CUCTONMYECKUM LWYM OTHOCWUTENb-
HOM HEeJOCTATOYHOCTU aTPUOBEHTPUKYNAPHbLIX KanaHoB.
B nerkux mMoryT BbICNYLUMBATLCS BAAXHble MenKony3blpya-
Tble CUMMETPUYHbIE XPUMbl KaK NPOsiBAIEHWE 3aCTOs B Masiom
Kpyre KpoBoo6palleHns. YacTblM CMMNTOMOM Y AeTEN ABNSA-
eTCsl yBe/IMYEeHUe YacToTbl AblXaTeNbHbIX ABUMXEHUN (Taxun-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

HO3). [fenaTomeranus U yMepeHHoe yBe/IMYEHNE CeNe3eHKn
Hanbonee xapaKTepHbl ANS AeTen Mnajllero Bo3pacTa, ote-
Kn — ansa aeten 60nee ctapluiero Bo3pacTa Kak nposBieHue
pa3BUBAlOWENCHA TAKENOW cepaevyHon HeaoCTaTOYHOCTW.
Mepudepnyeckme OTEKM MIOXO pPacrno3HaloTCs y rPyAHbIX
[leTer, TaK KaK MMEeloT pasfiMTon XapaKTep U MOryT 6biTb
60s1ee 3aMeTHbI Ha finue, CNnHe, B 061acTn KpecTua. Y geten
pasHOro Bo3pacTa BO3MOXHO GOPMUPOBAHUE HapyLUEHUS
cepeyHoro pMTMa M NpoBOAMMOCTM (CMHYcOBasi TaxuKap-
ns, pexe — OpaauKkapaus, IKToNMYeckue npeacepaHble
W XKenyao4yKoBble TaxMKapuu, IKCTPACUCTONbl, aTPMOBEH-
TpUKynapHble 6noKaabl -1l ctenenu) [52].

OCOGEHHOCTU K/IMHUYECKOM KapTUHbI

MUOKapAauTa y AeTei pa3Horo Bospacra

[N HOBOPOXKAEHHbIX XapaKTePHbl aKPOLMaHO3 UK OB LMK
LUMaHO3, OAblllKa, 6bicTpast YTOMASEMOCTb MPU KOPMIIEHWH,
CHUXXEHWe annetuTa BM/AOTb 4O MOSIHOMO OTKal3a OT eAbl
C nocnegylowen aHopeKcuemn, cnabocTb, afMHaMus, CTOHY-
wee AbixaHue. Tak)Ke B MNaTONOrMMYECKMM MPOLLECC MOXKET
BOB/NEKATbCS LEeHTpanbHas HepBHas cucteMa, Npu3HaKamu
nopaxeHus KOTOpon ByayT ABAATLCS CYAOPOrU, COHANBOCTb
n ap. MoryT npucyTCTBOBaThL MMMNOTEPMUSA UK TUNEPTEPMUS,
ONIUTypUs, NOBbILEHHbIE YPOBHU GEPMEHTOB NEYEHHU, a TaKKe
MOBbILWEHHbIA YPOBEHb MOYEBWHbI U KpeaTMHWMHA B KPOBMW,
Bbl3BaHHblE MPSMbIM BUPYCHbIM MOPaXEHUEM, HUSKUM cep-
[A€YHbIM BbIGPOCOM MAM U TeM WU ApyruMm. PaHHAs auarHo-
CTMKa B 3TOW rpynne MMeEeT pellalroliee 3HavyeHue, Notomy
4YTO HeoHaTaslbHbl1 MUOKAPAMT accoLMUpyeT ¢ 6onee HU3KOM
BEPOSTHOCTbIO BOCCTAHOB/IEHUST QYHKUMM cepaua M BbICO-
KOW CMEpPTHOCTbI0. HeoHaTasbHbli MUOKapAUT MOXET ObiTb
OAHWM U3 NPOSIBNEHWI CUCTEMHON BOCMNANUTENbHOM peakumm
WM HeoHaTanbHOro cencuca [43, 51].

[ns peten nepBOro rofa *KM3HW CUMMTOMbI BKJOYaOT
B cebs OTCyTCTBME NpMbBaBOK Macchl Tena, TaxMnHoa, Taxu-
KapAuio, BblpaXKeHHOe NOTOOTAENEHME BO BPeMS Kopmie-
HMS. TaK)Ke MOXKeT Pas3BMTbCH MOparKeHWe LeHTpasbHON
HEPBHOW CUCTEMDI. B TOXKenbix cnyvyasx HU3KUM CepaeyHbIn
BbIGPOC NPUBOANT K PA3BUTUIO aLM03a U CMEPTH.

XapaKTepHON OCOBEHHOCTbIO KJIMHUYECKOW KapTu-
Hbl Y NOAPOCTKOB ABNAIOTCSH ANUTE/bHbIE pa3nuTble 601K
B /1IEBOW NOJIOBUHE FPYAHOM KNETKM TYMOro, HOOLLEro, KONto-
Wero xapaKkrepa, He CBsi3aHHble ¢ GU3UMYECKON Harpy3Kowu,
06ycnoBfeHHble CONYTCTBYIOLLMM NEPUKAPAUTOM, pexe —
nwemunen muokapga. Hambonee 4vacto Aetu npeabsiBig-
0T Kanobbl Ha CHWXXEHWUE TONEePaHTHOCTU K DU3MYECKUM
Harpy3kam, OfbllWKY, Kawefb Npu nepemMeHe MoAoXeHMs
Tena, owyuleHus «nepeboeB» B paboTe cepala, ydalweHHoro
cepauebureHns, annu3oabl apTepuanbHOM TMNOTEH3UNU, CUH-
KonasibHble COCTOSIHUS U Apyrue NPU3HaKW 3aCTOMHON cep-
[e4YHOM HeaoCTaTOYHOCTU. BOSMOXHO NosIBAiIEHWE MUANrum
KaK KJIMHUYECKUX NPOSIBNEHUI, CONPOBOXKAAOLWMNX CUHAPOM
NMxopagKkn, Nnbéo MWO3WUTOB, BbI3SBAHHbIX MWOTPOMHLIMU
Bupycamm KoKcakum A unu pasBuBaloWwMxca BCleacTBUE
HaKoMNJeHMsa naKTaTa B Mbllle4YHON TKaHM Ha doHe cepaey-
HOW HegocTaToYHOCTH [12].

Mpu TSKENOM T€YEHUU WU Pa3BUTUKM CEPAEYHOWM Hepdo-
CTaTOYHOCTHM Y AeTeN BCEX BO3PACTOB MOSABAAIOTCSA Kanobbl
Ha CHWXXeHMWe anneTuTa, TOWHOTY, 60U B XMBOTE, PBOTY,
Hann4yme oTekos [8, 52].

TeyeHune 1 Ucxod OCTPOro MMOKapAnTa BO MHOIOM onpe-
aensercs aTnonorven 3aboneBaHus, NaToreHHOCTbio BO36y-
anTens, Bo3pactom pebeHKa, BbiparKeHHOCTbIO HeAoCTaTou-
HOCTM KpOBOOGpAaLLEHMS U CKOPOCTbIO NPOrpeccupoBaHms
CUMMNTOMOB.

[e6toT 60/1e3HN C BUBEHTPUKYNAPHON CEPAEYHON HEeaO-
CTaTOYHOCTU CO 3HaAYUTENbHbIM CHUXKEHUEM dpaKLumu

Bblopoca JIXK n noBbiWEHMEM YPOBHA Kapauocneumouye-
CKMX PepMeHTOB BCcerga NPOrHOCTUYECKM HebnaronpusaTeH
M CBMAETENbCTBYET O BbICOKOM PUCKE eTanbHOro ucxoga
[27, 28].

XapaKTtep TeyeHus

Y 60/1bWKNHCTBA NALMEHTOB C MUOKaPAUTOM XapaKTepPHbI
avnatauma Kamep cepaua M CHUXKEHWE COKpaTUTeNbHOM
CMNoco6HOCTU B ocTpon dase, KoTopas y vacTu 60MbHbIX
He BOCCTaHaB/MBAETCS MOJIHOCTbLIO, NPMBOAS K Pa3BUTUIO
XPOHUYECKOW CcepaeyHOn HefoCTaTOYHOCTH, AunaTaluoH-
HOWM KapAMoMMonaTuM 1 B HEKOTOPLIX Cayvyasax — K fieTalb-
HoMy mcxody. Y 50-60% nauuneHTtoB ¢ AKMI BbisBnseTcs
XPOHUYECKUI MUOKapauT [53, 54].

Taknum 06pasom, MUOKapauMT ABAsSeTCs OAHOW U3 Bedy-
WMX NprinH pas3sutua JKMIT (27% cnyvyaeB) U TpaHcnnaH-
Taumn cepaua (80% cnyvaeB) y neten 6e3 BPOXKAEHHbIX
3aboneBaHui cepaua [27,42].

Taxkenoe TevyeHUe COMpPoOBOXKAAETCSH ObICTPbIM pas-
BUTMEM MPU3HAKOB OCTPOW NEeBOXENy404KOBOM cephey-
HOM HeJOCTaTOYHOCTU C OAbIKOW, LMAaHO30M CAM3UCTbIX
060/104€eK, Taxukapauen, cepauebueHnem, 3acTOMHbIMMU
BNIAXHbIMU XpUNaMn B JIEFKKUX, @ 3aTEM MPaBOXKENYLOUYKO-
BOW cepAeyHON HeaoCTaTOYHOCTHU C YBEIMYEHUEM MEYEHMU,
B MEHbLUEN CTeneHun — cene3eHKU (0COBEeHHO Yy aeTen
4o 1 roga), oTeKaMu KOHe4YHOoCTewn, MONMCEePO3NUTOM, a TaK-
K€ acuMTOM B TepMuHanbHOM cTaguu. [pyrumu nposiene-
HUSIMKU MOTYT 6bITb 60/M B XXMBOTE, ANCNENCUYECKME ABNE-
HWS, CUHKONaNbHble COCTOSIHUSA, CYAOPOrM Kak CMMMNTOMbI
3aCTOMHOM cepAevyHoM HeA0CTaTOYHOCTH, CUHAPOMA Maso-
ro CepaeyvyHoro BbiGpoca M LMUPKYAATOPHOW TUMOKCUM.
CoyeTaHMe MUOKapauTa C NepUKapauTOM COMpPOBOXAAET-
CSl PE3KOM MMYXOCTbIO CEPAEYHbIX TOHOB BMIOTb 40 adOHMM,
pPasBUTUEM NPEUMYLLECTBEHHO MPaBOXENYLOYKOBOW cep-
[EYHON HeaoCTaTOYHOCTM C renaTomMeranuvert U OTeYHbIM
CUHAPOMOM.

Mpu cpeaHeTaKenbix popmax KpUTEPUAMU MUOKap-
AWTa 9BNSI0TCA YMEPEHHas KapanoMeranus, aneKTpoKap-
anorpaduryeckne (CHUXKeHne BonbTaxka 3youoB QRS; npu-
3HaKW Neperpysku (runepTpodun) NeBbix OTAENO0B CEPALLa;
npexoasiwme HecToMKkue HecneundUYecKkue M3MeHeHus
penonsipu3auun B Buae U303NEKTPUYHOCTM MK Aenpec-
cuun cermeHTa ST; yMeHblIEHWEe aMNIUTYAbl, U303NEKTPHUY-
HOCTb ¥ MHBepcua 3ybua T; pa3nnyHble BUAbI HapyLeHUs
cepaeyvyHoro putma M NpoBOAMMOCTH U Ap.) U 3XOKapaMo-
rpapuyeckme M3MeHeHus (gunataums nonocten cepaua
C HapyweHWem COKpaTUTENbHOM CNOCOGHOCTU MUOKap-
fa, B psge cnyvyaeB BO3MOXHO BbISBUTb OTHOCUTENbHYIO
MWUTPanbHYlO W TPUKYCNUAANbHYIO HEJOCTaTO4YHOCTb,
HapyweHue auactonmyeckon yHKuun JIXK), ymepeHHo
NoBbIWEHHbIE MapKepbl HEKPO3a KapAMOMUOLMTOB (TPO-
noHUHbI | (CTHI) n T (CTHT), nakTataeraporeHasa, KpeaTuH-
docdokmHaza MB).

Mpu nerkom Te4eHUU eaMHCTBEHHLIMU MPOSBIAEHMSA-
MU TEKYyLWero MMoKapanTa MOoryT OblTb HapyleHUs puTma
M NPOBOAMMOCTH, NEKTPOKapAnorpadyecKkme N3MeHeHus
penonsipusauuu.

BapuaHTbl KJIMHUYECKOrOo TEeYEHUA, MNpPeaoKeH-
Hbole S.B. Freedman u coaBT., OMMCbLIBAlOTCSH Ha OCHOBa-
HUW AOMMHMPYIOLLMX KIMHUYECKUX CUMITOMOB M BKJIIOYatOT
B cebs pecnupaTopHbIi, KaparanbHbii, rmnonepdy3noHHbIN
M abgomuHanbHbI [55].

[Ona pecnupaTtopHOro BapuMaHTa xapaKTepHbl AUCH-
HO3, CTOHYLlEee AblxaHue, OAblWKa, Yalie aKcnupaTopHas.
[aHHbIN KIMHUYECKUI BapuaHT HabtogaeTcsa 60iee 4yem
y NONOBWHbI 60/IbHbIX C BNEpPBble BO3HUKLILEN MUOKaPAK-
anbHOW ancoyHKuMen. Mpu ayckyabTauuMm MOryT BbICAy-



WMBATbCS CYyXMe WU BaxHble XpUMbl B JE€rKWUX, 4acTo
UMWUTUPYIOLWME TPaxeuT, MHEBMOHUIO UNU BGPOHXMANbHYIO
acTmy.

KapananbHbiA BapuaHT conpoBoXaaeTcad 60n4-
MU B 06nacTv cepaua B KadvecTBe Befylwero cvMmnroma
B COYETaHWM C 3neKTpoKapanorpadniecKMMmn M3MeHeHUs-
MU (CMHyCcOBasi TaxuKkapaus, U303NEKTPUYHbBIA UK oTpuULLa-
TenbHbIN 3y6el, T, n3MeHeHus cermeHTa ST (Kak anesauus,
Tak W genpeccus), yanuHeHue uHTepBana PR, CHWXeHue
BosibTaxka QRS, nosiBneHne naTonorMyeckmx 3y6uos Q, pac-
wnpeHne QRS, yannHeHue uHtepsana QT).

Taxenbin runonep¢y3noHHbIA BapuaHT Yy 25% 60/b-
HbIX MaHUDECTUPYET C KJIMHUYECKMX CUMMNTOMOB CUHAPOMA
Manoro cepaeyHoro Bbi6poca C npe- WanM CUHKOMadbHbIM
COCTOSIHMEM, 0O6YyCNoBNEHHbIM runonepdysner Ha doHe
BblpaXKEHHON MUOKapAnanbHOW AUCOYHKLMKM MM C pas-
BUTUEM }KU3HEYrpoXKaloLen aputMmum, MoryT HabnogaTbes
KOMaTo3HO€E COCTOSIHWE W CYAOPOru.

AGAOMMHANbHbLIN BapuaHT C 6019MU B WBOTE, TOLL-
HOTOM, pexe C PBOTOM WM KWAKUM CTy1OM pa3BuBaeTCs
y 10-13% 60nbHbIX C MMOKapAUTaMK, Yalle y AeTen mnajaue
10 net. BO3HUMKHOBEHWE JaHHbIX CUMNTOMOB 06YCNOBEHO
runonepdysnen KenyaouHo-KMILEYHOro TpaKTa B pe3yib-
TaTe MWOKapAuanbHOW AUCOYHKUMKU. ApTepuanbHas runo-
TEH3MS 3anycKaeT MexaHUM3M CMMNaTUYECKOM aKTMBauuu
C nocneayouwmnm pa3BUTMEM NOKaNbHOM Ba3OKOHCTPUKLIUMK
M MWEMUN pasNnYHbIX YHACTKOB KEeNyao4YHO-KULLEYHOro
TpaKta. B cnyyae pas3BuTusi MMOKapauTa Ha doHe AoKa-
3aHHOM KWULWEYHOW WHPEKLUMU MexaHu3M MNOoBpexAeHUs
MUOKapaa o6ycnoBiieH NpsMbiM KapaAUOTOKCUYECKUM BO3-
aenctenem Bo36yauTeNa v nocneayowen MMMyHoONaTono-
rmyeckomn peakumen [55].

BKJ/IAA ABTOPOB
Bce aBTOpbl BHEC/IM PaBHbIM BKa/ B NOArOTOBKY Ny6au-
KaLuu.
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