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o

CeKLUMOHHbIN MaTepuan 21-NeTHero My»x4YmnHbl
Cc anarHosom HMJIK






O

B 1932 . S. Bellet BnepBble onucan HEOObIYHYIO
ryoyartyto CTpyKTypy Mm1okapaa npm aytoncmm
HOBOPOXOEHHOrO;

B 1984 . R. Engberding U F. Bender onucanwu
N305IMpOBaHHbIE NMEePCUCTUPYyOLLME CUHYCOUabI B
MUoKapae y B3pOCnbiX;

B 1990 r. T. Chin 1 coaBT. BrepBble NpeasioKnNm
TEPMUH «M30NMPOBaHHAsA HEKOMMAKTHOCTb
MUOKapaa NeBoro Xenyagoyka;

B 1995 r. BO3 Bkntouunna cuHapom HMJIXK B
rpynny Heknaccuuumpyembix KapanomMmmonaTun.



o [lo paHHbIM E. Oechslin 1 coasrT,
pacnpocTpaHeHHOCTb 3aboneBaHuUs cpeau
B3pocnou nonynauumn coctasnset 0,014%.

o llo MHEHWUIO APYTnX aBTOpPOB,
pacnpocTtpaHeHHocTb HMJITDXK Bapbupyet ot
0,05 0o 0,24%.

o B neanaTtpuyeckon npakTuke yaoenbHbIN Bec
naTonornm coctaenseT 9,2% OT BCeX cly4yaeB
ONarHOCTUPOBaHHbLIX KapanomMumonaTun.



| eHeTH4Yeckue
acCrneKTbl

o Nmetotca  pgaHHble O  HacneacTBEHHOM
XapakTtepe 3aboneBaHus (40-50 % criy4yaesn).

o BblopengioT nBa TUna HacnegoBaHUA:
ayTOCOMHO-AOMUHAHTHBLIN TUM N CUENnfeHHoe C
X-XpOMOCOMOW HacneagoBaHme.

o ¥ nauumeHtoB ¢ HMJDX BbigsndaioTca myTtauum B
reHe  anbda-aucTpobpeBMHa, B  reHax,
Koaupyrowmnx bnocnHTes 6enkos komnsiekca LIM
domainbinding 3 (LDB3). benkn aTtoro Komnrnekca
UrpalT BaXXHEULWIYH ponb B OpraHMsayuu
UMTOCKENEeTa KMeToKk Wn  3MObpMoHanbHOM
Pa3BUTUN OPraHoB.



o BblgensawT cnepyowme dpopmbl HMITDXK:
— U30NMPOBAHHbIN;

— B CO4HEeTaHn C BPOXAEHHBbIMA MOPOKaMUu
cepaua;

— B COMETAHUN C HEMPOMBbILLEYHbLIMU
3aboneBaHnaMun (MeTabonmnyeckasa MmmonaTus,
cuHapom Barth n gp).

o Cpegn BIIC Haubonee yacto HMIDK
accoummpoBaH Cc gedeKkTamMmm MexnpeacepaHou
neperopoaku, BpoXXaeHHbIM CTEHO30M J1ETOYHOM
aptepun,  gedektTamu MeXCKeNnya04KoBOU
Neperopoaku, pexe ¢ aHomanumen IOLUTEUHA,
TeTpagoun danno.



- IMbpuonorus
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o Mexay 5-1 n 8-n HepgendMu aMOpPUOHAaNbLHOro
Pa3BUTUSA NPONCXOONT OpraHm3aumnsa cepaevyHon
MbILLLbI — YNIIOTHEHME CETU BOJTOKOH U CYXXEHME
MEXTPabEKYNSAPHbIX NMaKyH.

o OgHoBpPEMEHHO C 9TUM npoucxoguT
doopmunpoBaHue KOPOHAapHOro
KpoBOOOpaLleHUs, MeEXTpabeKkynsapHble
NPOCTPaHCTBA YMEHbLUIATCA A0 pasMepoB
Kanunnspos.

o [lpouecc «komnakuum» Muokapaa npoTekaeT B
HanpaBreHnn OT OCHOBaHUA cepaua K ero
BEpPXYLLUKE U OT annkapaa K saHaokapay.



[laToreHes u
KNMMHUKAa

o cepgedyHaa HeaoCTaToOYHOCTb (73%)
o apuTMmyeckmn cuHapom (40%)

o TpomMboambornnyecknm cnHapom (33%)



CepoeyHasa HegoCTaTOYHOCTb —
BeOyLUUXA CUHOPOM

o B HekoMnakTHOM MuWOKapae HapylleHa
HOpMarbHasi apXUTEKTOHUKA, YTO BMEYEeT 3a
cobon Bblpa)XeHHOe CHMXKEHMNE ero
COKpaTUTENbHOW CNOCODOHOCTW.

o CepoevyHasi HeOOCTaTOYHOCTb Y MaLUUEHTOB C
HMJIDXK HOCUT KakK CUCTOSIMMECKUU, TaK W
ONacToNMMYeCcKnn Xxapakrtep.

o CepgeyHasi  HegoCTaATOMHOCTb  3a4acTyio
onpeaensieT TedeHne 1 NporHo3 sabonesaHus.



APUTMUNYECKNN CUHOPOM

o [lepBoe MeCTO B CTPYKType HapyLleHUn putMa
3aHMMaIOT XenygodkoBble aputMmun (47%) —
napokcusmasibHas HeycTondmBaa U ycTtondmBas
XenygodkoBas  Taxukapaouq,  KenygodkoBas
9KCTPACUCTONNA BbICOKUX rpadaLuni.

o AHatomMmmyeckaad HeroMmoreHHoCTb Mwuokapga
NEBOrO Xenynodka npuBoaUT K
ANEKTPOPU3NOIOrN4YeCcKou HErOMOreHHOCTH
MMoKapaa, 4TO ChnyXuT cybcTpaTtom Ans
PA3BUTUA XKeNnyao4KOBbIX apUTMUN.



o Punbpunnaumna npegceponn BCTPeEYaeTca B
25% cny4vaes.

o B0O3MOXHbI HapyLleHUsa NPoOBOAMMOCTU B BUAE
AV-0rokag pasnuyHbiX CcTeneHen, orokagbl
HOXeK nydka ['nca.

o HapyweHua putma u npoBOAUMOCTU NpWU
HMJDX MOTyT ObITb €ONHCTBEHHbIM
KITMHNYECKM NposBreHnemM 3abonesaHus.



Tpomboambonnyeckmm CMHOPOM

o CHWXeHme HacocHOM YHKUMM cepaua,
Hanuune  Myboknx  MexXTpabeKynspHbIX
NPOCTPaHCTB, CONYTCTBYKOLAaad donopmnnnaumns
npegcepann co3aatoT brnaronpusTHble
ycrioBumsi ansg TpomooobpasoBaHus.

o Tpomboambornunyeckne oCnoXXHEeHUS ABNSAIOTCH
BeOyLLlen NPUYNHON MHBaNuMan3aunm
naymeHtoB ¢ HMJIDXK (mwemmnyecknm MHCynNLT,
TPAH3UTOPHbIE niwemMmnyeckme aTaku,
Me3eHTepuaribHbI TPOMOO3).



«Mackn» HMJTXK

BapuaHT 1: 3aboneBaHue BbISABNSETCA MpU
crnyyamHom oOcrnegoBaHMM U HE  UMeEeET
KNMUHUYECKNX NpoaBneHun. [HaHHbIM BapuaHT
Hanbonee peakun.

* BapuaHT 2: Macka «nanonaTndecKmnx»
HapyLUEeHNU puTMa (B OCHOBHOM
XenynoykoBble).

BapmnaHT 3: Macka uwemnyeckon 0O0re3Hn
cepaua.

* BapnaHT 4: macka gnnaTtaunoHHOU
KapauomuonaTtuu.,



[1lo JaHHbLIM NUTEpaTypbl, YacToTa
OLLMOOYHOro NCXOOHOro AnarHo3a
npy HMJTXK gocturaet 90%"

IBhat T., Lafferty J., Teli S. et al. Isolated left ventricular noncompaction
cardiomyopathy diagnosed by transesophageal echocardiography. Clin
Med Insights Cardiol 2011,;5:23—27



[lInarHocTuka

o Ha nepBoe mecto B auarHoctuke HMJDK
BbICTYNaT WHCTPYMEHTalrlbHble MeToAbl —
OxoKI 1 MPT cepaua.

o [HdwnarHoctunyeckue IXoKI -kputepun (C.
Stollberger, J. Finsterer):

1. bonee 3-x BbICTynawLMX B NOJSIOCTb JIEBOrO
Xenygodka Tpabekyn Mo HanpaBneHuto OoT
BEPXYLLUKM K NANUNAPHLIM MbllLaM, BUONMbIX
Ha OHOM U30b6paxeHun cepaua.

2. MexTpabeKyrnsapHblie NPOCTPAHCTBA,
CBOOOAHO coobLarwmecsa ¢ NonocTbio NEBOro
Xenygoyka, BU3yanuanpyroTcsa € MOMOLLbHO
LIBETOBOrO AOMMNePOBCKOro KapTUpoBaHUS.



o HwnarHoctunyeckme IxoKl-kputepun (R. Jenni):

1. CooTHOLWweHune N/C bonee 2.
2. OTcyTCcTBME Apyrux COMNYTCTBYIOLLMX
aHomManmu

cepaua.
3. Hanunune MHOroymMcneHHblX, 4YpPe3MepHO

BbICTYNaloWmnxX B MOSIOCTb NEBOro Xernyaoudka
TpabeKkyn ¢ rnybokuMn mMeXxTpabekynapHbIMn

NpOCTpaHCTBaMMW.
4. CoobOwarwmeca ¢ norocTbld neBoro
Xenygodka MEXTpabeKyrnsapHble

NPOCTPAaHCTBA, BbidABIIdEMbIE C TNOMOLLUbIO
LBETOBOIO AO0MMepoBCKONro KaptTnpoBaHuA.
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o HAnarHo3 HMJ1)K cTaBAaT No COBOKYMHOCTU
OUarHoCTUYECKUX KpUTepUeEB.

o B page cnyyaeB ona nocTaHOBKM AnarHosa
NPUMEHSIOT KOHTPACTHYIO BEHTPUKYNorpagutio,
ny4yeBble MeTOAbl — KOMMNbLIOTEPHYIO
Tomorpadouto n MPT.

o HwnarHoctunyeckne MPT-kputepuu:

1.Hann4ymne ABYX CIioeB MNOKapda — KOMIMNaKTHOIoO
N HEKOMIMAKTHOTIO.

2./IcTOH4YeHME KOMMAaKTHOro Crog MWOKapAa.

3.CoOTHOLUEHEe HEKOMNAKTHOIO Closd U
KOMNaKTHoro bonee 2.












o [NoMnMO MHCTpyMeHTanbHOW AOWarHOCTUKK, B
nocrnegHue rofdbl Bce OoOrblUe MNPUMEHSIETCH
reHeTn4yeckoe KapTupoBaHue, B TOM 4uUCHe
ceMenHoe.

o B HacTodwee BpemMa BO3MOXEH MNOUCK
MyTauun B reHe anctpobpeBuHa (reH DTNA).



OunddepeHumnanbHbIN
AnarHo3s

o C. Stollberger, J. Finsterer coo®LwatT, 4TO Yy 50
Habnwpgaemblx UMu naumeHTos amarHos HMITK
NnepBMYHO BbICTaBIEH HE Db,

o Y 20 nauueHTtoB 3Ha4yunca anarHos OKMI1, y 14 —
[KMI, y5-dwnbpoanacTtos,y 3 — mmokapauT. 1o 2
yenoBeka WMenu  aunarHo3bl  PECTPUKTUBHAZA
KapanomMmuonaTtusa, nepukapanTt n Tpombo3 nonocTu
JTK, 1 nauneHT — 3HOoOMMOKapananbHbii ndpos,
ewe 1 — nsonuposaHHas rMNepTpodPna MMoKapaa
BepxyLku JDXK.

o Kpome Toro gndpdepeHunanbHbi gnarHo3 cnegyer
NpoBOOUTL C OMNyXONAMM cepua, aTtpesveun
neroyHom aptepun, cumHapomom bnaHoa-Yaunta-
[apnaHga, gobaBoYHbIMU XOopaamMu 1 Tpabekyrnamu.



[TpHUUNDbLI U TAaKTUKA
reyeHus

o [laumeHTam Cc acMMNTOMHbIM TEeYEeHUEeEM
3aboreBaHuS He TpebyeTcs
cneuuanmusnpoBaHHOro  riedeHnda. Wwm
nokasaH gMHaMU4eCKUN KOHTPOIb.

o JleyeHune nauneHToB C HMJT)X
3aKJ1to4aeTcsd B MegNKaMEHTO3HOW
Tepanun cepaedyHon HegoCcTaTOYHOCTU, B
npounakTuke TPOMOO3IMOOSNTNYECKNX
OCIOXHEHUH, aHTNaPUTMNYECKOU
Tepanuu.



[lpy HanMMuunm  aTPUOBEHTPUKYNAPHLIX  Onokag
nokasaHa uMmnnaHTaumnsa geyxkamepHoro 9KC.

XunsHeyrpoxatolme KenygodkoBble HapyLUEHUS
putMa — abconoTHOoe MnokKasaHue K MMMMaHTauuu
KBL.

Bonpoc 0 BO3MOXHOCTW paanoYacToTHOU abnaumu
oyaroB enygodkosblix aputmunm npn HMJTXK He
PELLEH.

Tpomb03  nonocten  cepaua,  Ppubpunnaumns
npeacepann, ann3oabl TPoMo03amMboriMmM B aHaMHe3e
SIBMNSIIOTCS nokasaHmamm  Oana  AnuTernbHOW
aHTUKoarynaHTHOW Tepanun.

[launeHTamMm rpynnbl BbICOKONO puUCKa MoKa3aHo
aKTMBHOE JMHaMM4eckoe HabngeHne y kapauorora
He peXxe ABYX pa3 B rof.



o Bonpoc 0 BO3MOXHOCTU  NPUMEHEHUS

cepoeyHou pPEeCUHXPOHU3NPYIOLLEN Tepanuu
OCTaeTcd CMOPHbIM. MakcunmanbHoe
KONMMYecTBO MNaALUWEHTOB, BKIIIOYEHHbLIX B
rpynnbl 4ONrOCPOYHOro aHanusa, No AaHHbIM
nuUTepaTypbl, He NPEBbLILLAET YEThIPEX.

B TepmuHanbHbix ctagusax XCH cnegyet
PpacCcMOTpPEeTb  BOMPOC O  BO3MOXHOCTU
TpaHcnnaHTauum cepgua. E. Oechslin 1 coaBrT.
npuBoaAT OaHHble 0 4 cnydasax
TpaHcnnaHTauum cepaua y nauueHToB C
HMITX.



[IpOrHO3 U NPeaUuKTopPLI
HeOGnaronpuAaTHOro Te4eHus
3aboneBaHus

o B KaXaoM KOHKPETHOM criy4ae nporHo3 MHAnBMAyaneH u
3aBUCUT OT Knacca cepoevyHou HeOoCcTaTOYHOCTH,
TPOMOO3IMOONMNYECKNX CODLITUIN, XapakTepa HapyLueHUN
puTMma.

o [lo paHHbIM l.Jedlinsky, netanbHOCTb B Te4yeHne 6 rneT
cocTtaBngdet 50%.

o [NpegukTopbl HEONAronpMATHOro NporHo3a no R.Murphy:

1. YBENWYEHHbIN KOHEYHbIN ONacTONIMYECKUN pa3mMep
cepaua.

2. XCH llI-IV dpyHKUMOHanNbHbIX Knaccos no NYHA.

3. [NocTossHHas dopma pmbpunnauum npeacepann.

4. bnokaga HoXek nydka ['mca no gaHHbiM OKI. [NporHos
TaKkke yXyallaeT Hanuyme XenyaoodkoBblX HapyLUeHUU
pUTMA.



NnTepatypa:

ArpaHoBnd H.B., babawesa [.I'., ArpaHosndy W.C., Kpon E.[O.
Ixokapguorpacduss B AMarHOCTUKE HEKOMMAKTHOro Muokapaa:
Hay4HbI 0030p //CTaBpONONbLCKNA MEeONKO-OMONMOrM4YEeCKNN BECTHUK.
—2015(3): 7-14.

bnarosa O.B., Hegoctyn A.B., Cepnos B.[l. HekomnakTHLIN Mnokapa
KaK nepBuYHbIN (PEHOMEH uUnu cneacreve OUCHYHKUMM MMOKapaa:
KNMHUn4Yeckne mackm cuHgpoma // Kapgmonorusa. —2012(11): 17-26.

[onyxoBa E.3. HekomnakTHbIN MuoKapg neBoro xenygoyka //
KpeatuBHasa kapauonorus. —2013(1): 35-45.

CyxapeBa [.3., Jlebegb W.I. HekomnakTHbIN MUOKapg neBoOro
Xenynodka — peakasa BpoxaeHHaa kapguomumonatus // TaBpuyeckum
MeanKo-omonormyeckmnm BeCcTHuK. —2013. — Tom 16(3): 192-197.
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