LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

M'MnepTpoduueckas kapaMomMmonaTus y getemn

KnuHnyeckue pekoMeHaaumn MuHaapasa Poccunt - netu - pefakumns 2025 ., crtatyc «MpumenseTca» Ha 04.11.2026 - MKB-10: 1421, 142.2 -
Bcepoccunckas oblecTBeHHas opraHnsaLma "Accoumaumns OeTCKMUX Kapanonoros Poccumn”

TMnepTpoduUeckas KapaMoM1onaTus y AeTen — reHeTu4ecky 06yCroBIEHHOE YTOMLEHWE MUOKAPAA, He
CBSI3aHHOE C NOBbILLEHWEM MOCTHArPY3KM1 Ha MMoKapL, KnanaHHOW NaTonoruen, nopokamm cepaLla unm
aHOMaNMAMM KOPOHAPHbIX apTepui. PeKOMeHaLLMsi TOCBSILLEHA UCKITIOUYEHMIO GEHOKOMWUIA, OLLEHKE pUcka
BHe3arnHom cepaeuHon CMEPTH, MOXN3HEHHOMY HabMIOAEHNIO M MHOMBUAYaANbHOMY MEANKAMEHTO3HOMY,
XNPYPruyeckoMy 1 UHTEPBEHLIMOHHOMY NEYEHMIO.

FnaBHOe

» narHo3 N’KMI1y pebéHka ycTaHaBMBatoT Npu TONWMHE CTEHKM NIEBOMO Xenyaoyka 6onee 2 CTaHAaPTHbIX
OTKNOHEHWI (Z). M3onmposaHHasa MKMI — anMarHo3 nck/iouYeHns: HeobxoamMMo andhepeHUMpoBaTh e€ C
apTepuanbHOM rmnepTeH3ner, CnopTUBHBIM PEMOAENMPOBAHNEM, CUHAPOMaNbHbIMKU, METaboNMYeCcKUMu,
MWUTOXOHAPWaNbHLIMU Y HEPBHO-MbILLEYHbBIMU PEHOKOMUAMMU.

O6cTpYyKTUBHY!IO T'KMIT MO €BpONencKnM KpUTEPUSM ANarHOCTUPYIOT NpU rpaaneHTe AaBleHUs B BbIXOAHOM
TpakTe nesoro xenynouka =30 MM PT. CT. B MOKOE UMK NPW Harpy3ske; rpaaneHT =50 MM PT. CT. 03HavaeT
reMOoAMHaMNYECKM 3HaUMMYIO OBCTPYKLMIO. [10 aMeprKaHCKUM KpUTEPUSIM NOPOr OBCTPYKLMM — =50 MM PT. CT.

Y pebéHka HyXXHO cobpaTb reHeTUYECKUt 1 KapaMONorniecKnin aHaMmHe3 3a 3 NOKONEHUS, BKoYas Cryyam
BHE3arnHowm cepaeyHon CMepTH, CepaeyHon HeJOCTaTOUYHOCTH, CUHKOME, PaHHEr 0 MHCYMbTa U UMMNaHTaumm
[NOKC. CemelHble crnyyan BHE3aMHOW CEpAEYHON CMepTU CUnTaloT 60/blnM pakTopom pucka BCC y npobaHaa
(yOO 4, YYPC).

Puck BCC oLeH1BaloT Npy NepBUYHOM 06CNENOBaHMM 1 MOBTOPHO Kaxable 1-2 rofa Moo npu M3MeHeHnm
cocTosHnA. HCM Risk-SCD npuMeHstoT ¢ 16 neT npu capkoMmepHon FKMI, 6e3 cnyyaes peaHnMaLLmy nocne
anm3oa0B XT/®X 1 6e3 cnoHTaHHOW ycTonumson XT ¢ noTepen Co3HaHMA U reMoanHaMUYEeCKUMM
HapyLweHnamn; HCM Risk-Kids — B Bo3pacTe 1-16 neT npu 0TCyTCTBUM CUHOPOMASIbHOM, METaboIM4YeCcKow,
MUTOXOHAPUANbLHOM M HEPBHO-MbILLEYHOM NpuumH (YOO 3, YYP B).

MaunenTtam ¢ KMl npoTrBOMnoOka3aHbl COPTUBHbLIE COPEBHOBaHWA 1 YNPaXHEHWS BbICOKOW MHTEHCUBHOCTH
He3aBKCWMMO OT BO3pacTa, Nona, Harnmuusa 06CTpyKUMU U UMMNAHTUPOBaHHOMO KapamMoBepTepa-aedunbpunnsatopa
(vyonos, YYPC).

HabntogeHwe 4OMKHO 6bITb MOXWU3HEHHBIM U MO BO3MOXHOCTM MPOBOANTLCS B LLEHTPE C MyNbTUANCLMNIMHAPHON
KOMaHOOW, UMEIOLLIEN OMbIT AMArHOCTUKM 1 NeveHWsa 3aboneBaHnii MMoKapaa. Y AeTen Tepanuio, BNNAIOLLYIO Ha
reMOAMHaMKKy, NoABMPatoT 1 TUTPYIOT B CTaLLMOHape noA KOHTPONeM CneumnanucTos.

OunarHocTuka

1. CobpaTb Xanobbl ¥ NoAPOBHbLIN aHaMHES: OAbILLKA, CHUXEHWE NePEHOCUMOCTW Harpy3ku, 6051 B rpyaum, nepebon n
cepauebreHne, ronoBOKPYXeHWe, npecunHkone n cuHkone. OTAeNbHO BbIICHUTL CEMENHbIV aHaMmHe3 No BCC n
APYrvM CepaeYHO-COCYAMCTbIM 3abonesanHuaM 3a 3 nokonenvs (YOO 4, YYP C).

2.MpoBecTu puankanbHoe obCcnenoBaHne: ayCcKynbTaLmo, M3MepeHme apTepuanbHOro AasneHns U 4acToThl
CcepAeyUHbIX COKpaLLEHNI. ICKOMBbI NPU3HaK 06CTPYKLMM — FPYyBbIt CUCTONUUYECKU LLIYM, YCUMTMBAIOLLMACA MpU
BEPTUKaNM3aLumu, Harpyske, Taxvkapanu 1 npode Banbcanbsbl; OLEHUTb Takxe BHeCepAeUHbIe NPU3HaKu
deHokonmin (YOO 5, YYP C; ana BHecepaeyHbix npossneHuin — YOO 4, YYP C).

3. BbINONHUTL OBLLMIM aHan13 KPOBK 1 MOYM, a Takxke BUOXMMUYECKMI aHanu3 KPOBW C OrpeeneHeM XonecTepuHa,
TPUrMWLLEePUAOB, Kanws, HaTpus, AJTT, ACT, MOUEBUHBI, KpeaTuHWHa, Bunupy6rHa v rnokoasl (YOO 2, YYP B). Mpu
BbIPaXeHHOW M1oKapamanbHOM OMCOYHKLMM AoNONHUTEeNbHO nccnenytoT NT-proBNP 1 TponoHWHbI | nnu T, npwm
NnoAo03peHNN Ha HEeHOKOMUIO MPOBOAAT CreLmanbHoe nabopaTopHOe 06CrnefoBaHMe.

4. 3aperucTtpuposaTb OKI™ B 12 0TBEAEHUAX NPWY NEPBUYHOM 06CNEef0BaHMM W fanee OBaXAbl B FOL 60 npu
yxyaweHun coctosHua (YOO 5, YYP C). BbINONHUTb XONTEPOBCKOE MOHUTOPWPOBaHWE BCEM MaLLMeHTaM, BKKoYas
6eCCUMMTOMHBIX, ONTUManNbHO ANUTENBHOCTLIO 48-72 Yaca Npu NepBMYHOM OBCefoBaHWMM U fianee Kaxable 12-24
mecaua (YOO 4-5, YYPC).
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5. MposecTu OxoKI” ¢ Harpy3o4HOV NpoboI AN BbISBMIEHUSA TMNEepTPOdUM U BHYTPUXETYIOHKOBON OBCTPYKLMM;
N3MEPUTb TOMNLLMHY MUOKapAa BO BCEX CerMeHTax NIEBOro Xeny/noyKka, OLLeHUTb AMaCTONMMYECKYO PYHKLIMIO, NeBoe
npencepave v rpafneHTbl B BbIXOAHOM TpakTe. Y aeTent OXoKI BbINOMHAIOT HE pexe 0AHOrro pasa B rof, npu
BblpaXXeHHOW AMHaMKKe — ABaxbl B rof, a NPy HOBbLIX CUMMTOMax — OOMNOMHUTENbHO (yOO 4, YYPC).

6. [Nocne ycTaHOBNEHUS AnarHo3a BbiNonHUTbL MPT cepALa ¢ KOHTPacTUPOBaHMEM KaK MUHUMYM OOHOKPaTHO, eCiu
HET NPOTMBOMOKAa3aHWM, ANA YTOYHEHNA aHaTOMUM U GYHKLLMK XelyOoYKOB, BbiABNEHWA GMOPO3a 1 UCKIIIOHEHNS
Apyrux 3abonesanwin (YOO 5, YYP C). Mpu npoTveonokasaHuy K MPT 1 H13KoM kauecTse OxoKI™ ucnonbaytoTt KT
cepaua ¢ KoHTpacTuposaHuem (YOO 5, YYP C).

7.T1pOBECTU MEANKO-FEHETUYECKOE KOHCYTbTMPOBaHNE U FEHETUYECKOE TECTUPOBaHWE C NoCneayioLLem
Banuaumnen BapuaHToB; y AeTen npeanoyTUTenbHbl UCCNef0BaHNSA C 60MbLUXM MOKPLITUEM FrEHOMA, a Npu
NOAO3PEHMM HA MUTOXOHAPUATBbHYO MaTOMOMM0 — UCCEeAoBaHe MUToxoHapWansHon OHK (YOO 4, YYP C).
MHTepnpeTaLmio pesynbTaToB y pebEHKa BbINOMHSAT COBMECTHO CreLManmcTbl Mo reHeTuke 1 kapavonoruv (YOO
4,YYPC).

NeueHue

« MNpr 06CTPYKLLMM BbIXOAHOMO TPaKTa NIEBOIrO Xeynoyka B MOKOe W Mpu Harpy3ke Ha3HavaloT 6eTa-
appeHo6noKkaTop, NOCTENEHHO NoAGUPas MakCUMarnbHO NePEHOCHMYIO A03Y ANs yMeHblueHus cumnTomos (YA 5,
YYP C). Tepanuio HaUMHaIOT C MUHWMATbHbIX 03 U OCTOPOXHO TUTPYIOT; NeYeHre, BNMSIOLLEE Ha FeMOONHAMUKY,
HauMHaloT B CTaLMOHape.

Ecnn 6eTa-anpeHo610KaTOp NPOTMBOMNOKa3aH Ui He MeEPEeHOCUTCS, MPU 06CTPYKLIMM UCMOMb3YIOT 610KaTOP
KanbLeBbIX KaHaNoB C MOAG0POM MaKCcMMarbHO nepeHocumon 4ossbl (YOO 5, YYP C). Mpy 06CTpyKUMM He
Ha3Ha4atloT OpraHuyeckne HUTpaTbl, MHFMBMTOPLI OO3-5, 6110KaTOPbI KanbLMEBLIX KAHANOB U CepAeYHble
rINKO31abl; 6710KaTOPbI KabLIMEBBIX KAHANOB TakXe He MPUMEHSIOT NPY CUCTEMHON MNOTEH3UM U BbIPaXEHHOM
O[iblILKE B MOKOe.

beTta-agpeHobnokaTopbl HasHavaloT AetaMm ¢ KM, Bkritovas 6€CCUMMNTOMHbIX, MPY ANACTONMNYECKOW, FnobansHON
W NokarnbHoM cucTonmnueckon aucoyHkumm (YOO 5, YYP C). Mpw o6¢TpykTvBHOM KM 1 XCH [I-IV ®K no NYHA ¢
®B 1K =509 oHW NPUMEHSIOTCA NS Yy4LleHNA CUMNTOMOB; NP HEOBCTPYKTUBHOW hopme 1 ®B JTX <509 beTa-
afpeHo610KaTop A0GABNSIOT K UHIMEUTOPY AT® UMM aHTaroOHUCTY PeLLEenTopoB aHrnoTeHsuHa ll (YO4 5, YYP C).

Mpu HeobeTpykTUBHOM TKMIT 1 XCH I1-IV @K ¢ ®B J1XK =509 [0onyCcTUMbl Manble 403bl ANYPETUKOB; MNP 06CTPYKLMM
HU3KWe 0O3bl ANYPETUKOB UCMOMb3YIOT OCTOPOXHO AMA YMEHbLUEHUSA oAbk, [Tpr OB JTX <509 1 coxpaHaowmxcs
cumnTomax XCH II-1IV OK HecMoTpsa Ha MHrMbuTop AlN® nnm aHTaroHUCT PeLLenTOPOB aHrMoTeH3nHa |l n 6eta-
afpeHo6iokaTop A06aBNAOT aHTaroHUCT anbaocTepora (YOO 5, YYP C).

NcceueHne runepTpodupoBaHHOM MbllLEYHOM TKaHW cepALa NoKa3aHo Npu rpaieHTe B BbIXOAHOM TpaKTe NeBoro
xenynouka =50 MM pT. cT. 1 XCH llI-1IV ©K no NYHA HeCcMOTpS Ha MakCUMaribHO NePeHOCKMYIO Tepanmio Moo npu
MOBTOPHBIX HArPY304HbIX 0BMOPOKaX, CBA3AHHbIX C TAK1M MPaaneHTOM, HECMOTPSA Ha ONTUManbHoe Nederve (YOO
4, YYP C). AnkoronbHas abnaums y AeTen He NprMeHaeTcs.

MMnnaHTaumsa oAHOKaMepHOro kapanosepTepa-aAedubpuniaTopa nokasaHa nocne 0CTaHOBKY cepaua
BCMEACTBMWE Xenyao4KOBOW TaxnKapanu Unn GrepUNiaLmm xenyaoukoBs, a TakKe npy CNOHTaHHOW YCTONYMBON
XenynouKoBOV TaxmKapamm ¢ NoTepen CoO3HaHWSA UM HapyLleHeM reMoAnHaMUKK, eCNin OXnaaemast
MPOOOMKXMUTENBHOCTL XU3HU NpesbiwaeT 1roa (YOO 5, YYP C). Y aeTen ¢ He6naronpuaTH6IMU My TaLLUAMM
AOMNONMHUTENbHbIE MOKa3aHUA BKOYaOT NMOTEHLMANbHO apUTMOreHHOEe CUHKONME, XenyA04KOBYHO TaxMkapamnio npu
3OU Unn yCTONUMBYIO FrEMOAMHAMUYECKN TONEPAHTHYIO XENYyA0UKOBYIO TaxXMKapauio.

PekoMeHOyeTcsa opToTONMUeckas TpaHcnnaHTauma cepaua npu OB JTK <50% m cumntomax XCH -1V OK nmbo npum
HeyCTPaHWUMbIX XenyO04KOBbIX apUTMUAX HECMOTPSA Ha ONTUMAIbHYIO Tepanuio; OHa TakXe peKoMeHAYeTCsA npu
®B K =509 1 nekapctBeHHO-pe3ncTeHTHOoN XCH IlI-IV ®K BcrneacTsue AMacTonmyeckomn AMchyHKUmm (vyoos,
YYPC).

CnepnyeT n3beratb COPeBHOBATENBHOMO CMOPTa W1 YNPaXHEHWI BbICOKOW MHTEHCUBHOCTU; MPU OTCYTCTBUK
CUMMNTOMOB 1 ®akTopoB pucka BCC ponyctuMa dpuanyeckasa akTMBHOCTb OT HEBOMbLLIOW A0 CpeaHeN
WHTEHCUBHOCTM NO PeKOMeHAaLMAM Kapanonora. LienecoobpasHbl HopMarnbHbI BEC M ApOBHOE NUTaHKE;
60nbLUOM O6BEM MULLIM MOXET NPOBOLLMPOBATL HONM NPW OBCTPYKLMM BbIXOAHOIO TPaKTa 1eBOro Xenynoyka.

LLikona CeyeHoBa - LWKkonaceveHoBa.pd/cr/961 - yyebHas BbXXMMKa, CBEPANTECH C OdPULMaNIbHbIM TEKCTOM KP 213



Korpa HanpaBuTb ¥ KaKk HabnoaaTb

« [TnaHoBasa rocnuTann3aumnsa Hy>XXHa Ana yTOYHEHUS NPUUNHBI TMNEePTPOPUN HEACHOTO MreHe3a U UCKIOYEHNS
deHoKonun, NpoBeAEHNA HELOCTYMHbLIX aMBYNnaTOPHO UCCNedoBaHWI, NoABOPa reMOANHAMUYECKOM Tepanuu, a
Takxe Npy pedpakTEPHOCTH K NOHOM hapMakoTepanun Ana onpeneneHns nokasaHui K onepawmm.

» OKCTPEHHO roCnUTanmn3npyoT Npu NporpeccupoBaHmnm XCH, OTéke NErkunx, TPOMOO3IMBONNK, XUSHEYMPOXAKOLLMX
HapYLLEeHUsIX pUuTMa UM NPOBOAMMOCTU, CUHKOME, OCTPOM KOPOHapHOM CMHAPOME UNnu npeaoTepaLLéHHon BCC.

« [TaUneHTOB C HeOYEBMAHbBIM ANArHO30M, THXENbIMM CUMMNTOMaMM UIN MOBbILLIEHHLIM PUCKOM OCMOXHEHWI CreayeT
HanpaBNsATb K MyNbTUOUCUMMNIMHaPHOW KOMaHAe, akcnepTHo B BeAeHun FKMIT; No BO3MOXHOCTU BCe Cny4yan
FKMM cnegyet BeCTH B Takux LieHTpax (YOO 5, YYPC).

+ Mpy TepMuHanbHon XCH naumeHToB, SBNSIOLUMXCS KaHAMAaTaMU Ha TPaHCMNaHTaLmMo, HanpaBnsioT A1 peLleHs
BOMpOCa 06 MMMNaHTaLLMM YyCTPOMCTBa BCNOMOraTelbHOro KpOBOOGpaLLEHNS Kak MOCTa K TpaHcnnaHTaumru (YOO
4,YYPC).

YacTble BOnpochl

Kakon nopor TonwuHbl MMokapaa nogreepxaaet KMl y pe6éHka?

OnarHoCcTUYecKmin KpUTepUn — TOMLUMHA CTEHKM NEBOrO Xenynodka 6onee 2 cTaHoapTHLIX OTKNOHeHW (Z). TonwmHa
CTEHKM NPaBoro xenynoyka bonee 5 MM COOTBETCTBYET rmneptpodun MNX, a 6onee 10 MM — akCTpeMarnsHON
runeptpodum MX.

Kak yacTo pe6éHky ¢ T'KMI Hy>Hbl SKT, XonTepoBckoe MOHUTOpuUpoBaHue n IxoKr?

OKT™ BbINOMHSAIOT NpY NepBUYHOM 06CNefoBaHUM 1 0BbIYHO ABaXAbl B rO4 MO0 MNP yXyALWEeHUM COCTOAHUSA.
XOoNTepoBCKOE MOHUTOPUPOBaHWE NPOBOAAT BCEM NaLMEHTaM, ONTUManbHO 48-72 yaca npy NepBUYHOM
obcrnenoBaHuu 1 3aTeM Kaxable 12-24 mecsua; OxoKI™y feTen — He pexe 0OAHOro pa3a B rof, NPy BbiPaxeHHON
OVHaMuKe — OBax bl B rof.

Kak oueHnBaTb pUCK BHE3aNHOW cepaeyHOn cMepTu y aeten?

Puck oLleHnBaloT Npy NnepBrYHOM 06CNefoBaHNM M MOBTOPHO Kaxable 1-2 rofa Unm npy nU3MeHeHn KIMHUYeCcKoro
ctatyca. HCM Risk-Kids npvmMeHsioT B Bo3pacTe 1-16 neT npu capkomepHon 'KMI 6e3 cuHapomansHoOu,
MeTabonmyeckon, MUTOXOHAPUANbHOM U HePBHO-MbIleYHOoW NpuynH; HCM Risk-SCD — ¢ 16 neT npu capkoMepHou
"KMl 6e3 cnyyaes peaHnMaLmm nocne anm3onos XT/OX 1 6e3 cnoHTaHHOW ycTonunson XT ¢ noTepen Co3HaHWa unm
reMoAMHaMUYECKUMU HapyLLEHWUSMU.

Kakon npenapart siBnsieTcs nepeon NMHWen npm o6¢TpykTMBHON TKMIMy pe6éHka?

MNepBas NUHUS — 6eTa-aapeHO610KaTOpP C NOCTENEHHBIM MOAGOPOM MaKCUMarbHO NepeHOCKMON Ao3bl. Mpu
HenepeHOCUMOCTH UM MPOTUBOMOKa3aHMAX UCMOMNb3YIOT 610KaTOP KanbLLMEBbIX KaHaNoB; neYeHune, BInsioLLee Ha
remMouHaMnyeckme NokasaTenu, HauMHatoT B CTaLLMOHape.

Korpga HyXHbl cenTanbHasi MUSKTOMMS U UMMNNaHTaLLMS KapaMoBepTepa-gedubpunnstopa?

MccedeHne MbllevHoM TKaHu cep/LLa pacCMaTpUBatoT MPpK rpagnMeHTe B BbIXOAHOM TPaKTe 1eBOro Xxenyaoyka =50
MM PT. CT. ¢ XCH IlI-IV ®K 6o npu NOBTOPHbIX HArpy304HbIX OBMOPOKAX, CBA3aHHbBIX C TAKUM FPaaUeHTOM, HECMOTPS
Ha neveHve. KapamoBepTep-aedubpunnaTop nokasaH nocne octaHoBkM cepAua scneactame XT/PX unv npu
ycTonuymsown XT ¢ noTepeit Co3HaHNA NMM60 reMoaMHaMUYECKUMIN HapyLLEHWUAMM; OOMOMHUTENbHbIE NOKa3aHUs y
JeTew onpenensaTcs Takke HebnaronpuUATHbIMU FEHEeTUYECKUMI BapuaHTamu M OpYruMn pakTopamm pucka.

BbXMMKa coenaHa no TeKCTY peKOMEHAALLM U He 3aMeHsieT ero. MonHbIN 0GuLLManbHbIN TEKCT, KanbKynsaTopbl U COKpaLLEHHas BepCus:
https://\ukonaceyeHoBa.pd/cr/961-gipertroficheskaya-kardiomiopatiya-u-detej. OpuumanbHbI UICTOYHMK: https:/cr.minzdrav.gov.ru/
preview-cr/961_1
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