HekoMnaKTHbIM MUMOKap/ JIEBOr0
}KeNyJouKa B neJMaTpMyYecKon NpakTMKe

BreinmostHwiia opa. IlerpyxunHa E.A.

Kadeapa 'ocriutasbHOM NeIMaTPUU U
HeoHaTtosioruu CI'MY

1111



OnpenaencHue. /J[aHHbIEC CTaTUCTHKM.

CUHJIPOM HEKOMITAKTHOI'O MUOKAPIA JIEBOI'O KEJYIOYKA
(HMJIK) - onvH W3 pelKUX BUJIOB KapAMOMHUONATHN, BPOXKICHHOE MOPAXKECHUE
MHOKapJia, SBISIONIEECA CICACTBUEM HAPYUICHUS €ro pa3sBUTUS HA JTane
AMOpHOreHe3a U XapaKTepU3yIOIIeeCs MOBBIIICHUEM TPAOEKYISIPHOCTH MUOKap/a,
KaK MPaBUJIO, JIEBOIO JKEIYJAOYKA M HAUIMYMEM DIYOOKHUX MEXKTPaOCKYJISIPHBIX
IPOCTPAHCTB (JIAKYH), COOOIIAIOMINXCS C TTOJIOCTHIO KETYT0UKA.

B o0mieit nomynsiuu pactpocTpaHEHHOCTh MO0 HEKOTOPBIM OIIEHKAaM COCTABIISIET OT
0,05% o 0,25% B rox, B TO BpeMs Kak MO JTaHHBIM SMIUPUYECKUX UCCIEIOBAHUMN
20 cpenu Bcex B3POCIBIX NAMEHTOB, poieamux Jxo-KI'-uccnenosanne, HMJDK
obi1  oOHapyxeH y 0,014% - 0,26%. Cocrabuger 9,2 % cpeau Bcex
TAArHOCTUPOBAHHBIX KapJAUOMHUOIATHM, 3aHUMAECT TPEThE MECTO B CTPYKTYpE
KapJAMOMHUONIATUH TTOCIIE TUIIEPTPOPUUECKON U TUIIaTallHOHHOM.



OMmOpuorenes. CTpocHHUE.

MpllieuHas TKaHb CEpJIa Pa3BUBAECTCI U3 MUOIMUKApANAIbLHON IIACTUHKHU
CIUITAHXHOTOMAa Me30AepMbl. [Ipu 3TOM MUOKap] NpeacTaBisieT COOOW CETh
BOJIOKOH, Pa3/IeJICHHBIX IMIUPOKUMHU MOJOCTAMH (CHHYycOuAaMu). Mexay S5-ii u
8-1i HenesIMU SMOPHUOHATBLHOTO PA3BUTHUS MPOUCXOIUT OPTraHU3AIMUS CEPICUHON
MBIIIIBI — YIJIOTHEHHE CETH BOJOKOH M CYXEHHE MEXTPAOCKYISPHBIX JIAKYH.
OOHOBpPEMEHHO C 3TUM  MOPOUCXOAUT  (OPMHPOBAHHWE  KOPOHAPHOTO
KpOBOOOpAIICHUSI, MEXTPAOEKYISIpHbIE MPOCTPAHCTBA YMEHBIIAKOTCS 10
pa3sMepoB KanmwuiapoB. Ilporecc «KOMIAKIMU» MHOKapAa IPOTEKaeT B
HaIlpaBJICHUU OT OCHOBaHMs (0a3uca) cepAla K ero BEpXyIIke U OT MUKapJa K
SHI0Kapay. B pe3ynprare HapylleHus HOPMAJIbHOTO TEYEHHS ATOTO Ipolecca B
CEepAIlE HOBOPOXKIECHHOTO OCTAIOTCS 30HbI HEKOMIIAKTHOIO MHUOKapaa C
MOBBIIICHHOW TpaOeKyJsapHOCThIO (Oojiee Tpex Tpabekyn). Ilpu »Tom
o0pa3yroTcs NIyOOKHe MEXTpaOEKyJIsIpHbIe IPOCTPAHCTBA — JAKyHBbl WU
CUHYCOU/IBI.



Otuonorus. Kinaccudukammus.

« Otuonoruyeckue GakTopel, npuBojAmMe kK pazputuro HMIDK, mano
U3YYEHbI, HUMEIOTCI JIaHHBIE O HACJIEIACTBEHHOM XapakTepe JTOro
3a0osieBaHMsl. OTMEUAIOTCS KaK CIIOPaIUYE€CKUe ClIydyau, TaK U CEeMEHHbIC
(bopMBI 3a00JI€BaHMS.

Paznuuarom 2 muna nacneoosanusi:
«  AyTOCOMHO-JIOMHAHAHTHBIN THII
+  CLEINIEHHOE ¢ X-XpOMOCOMOM HacjenoBaHue (okono 44 % cimydaen).

Haiinensl MyTalMu I€HOB, KOAUPYIOIIME OMOCHHTE3 O€JIKOB, UIPAIOIIUX
BOXXHEHIIYIO POJIb B OpraHU3allMM IIUTOCKEeeTa KJIETOK U AMOPHOHAILHOM
pa3BUTHM OpraHoB. Iloka3zaHa ponb MyTamu T'€HOB, KOIUPYIOIINX
OMOCHHTE3 CapKOMEPHBIX OEJIKOB, TaKMX KaK OeTa-MHUO3UH, KapAuaJbHbIN
anb(a-akTUH, Kapauocnenududeckuid TponoHuH T.



Otuonorus. Kinaccudukammus.
dopmbet HMJIK:
- M30mupoBaHHbBIN
B coueranum ¢ BpoxxaeHHbIMU opokamu cepata (BIIC)

(maubonee yacto HMJDK accomunpoBan ¢ gedeKkTaMu MEXKIPEacepaHOM
neperopoaku  (JAMIIII), BpoXJIeHHBIM CTEHO30M JICTOYHOM apTEpHUH,
nedexramu  MexoxenygoukoBo neperopoaku (JIMIXKII), BpoxaeHHbIMU
IIOpOKaMM  AaOpTaJbHOTO  KJanmaHa  (MOJKJAlaH-  HbIA  CTEHO3,
JBYXCTBOPYATHIM KJallaH, KJAMaHHBIM CTEHO3), KJIANAHHBIM CTEHO30M Jie-
rouyHou aprepuu, Terpangon damo.)

B codeTannu ¢ HeiipoMbIIeUHBEIME 3a00eBaHUSIMH (MeTabO0INIeCKas
MHOTIATHS JIP.).



Otuonorus. Kinaccudukammus.

[To creneHn HEKOMIAKTHOCTH MUOKapAa (110 OTHOIICHUO TOJIIUHBI CJIOSI
HEKOMITAKTHOTO MUOKapa K TOJIIIUHE BCEN CTEHKHU CEPALIA HA YPOBHE
BEPXYIIKH JIEBOTO JKEITYJA0UYKA):

« Misrkas (0,33-0,26)
- Ymepennas (0,25-0,20)

- Tsokenast (menee 0,2)

[To MOop¢0IOrHYECKUM THIIAM:
- JlakyHapHbIU;
- ['yOuarsiif;

. CMelIaHHbIH.



KJIMHAYECKH BBIZEISIOT BEAYIIIME CUHAPOMA:

- Cepaeunas HenocTarouyHOCTH (73 %).
- Apurmudeckuii cungpom (40 %).

- TpomOosmbonmuueckuit cunapoM (33 %).



CUHIpPOM CEepACYHON HEAOCTAaTOYHOCTHU

XPpOHHUUECKAS CEPCUYHAS HENOCTATOUHOCTD - CAMBIM PACIPOCTPAHEHHBIN U
BEAYIIMN CUMIITOMOKOMILIEKC Yy nanmeHToB ¢ HMJTJK, 3agactyto onpenenser
TEUCHHUE U ITPOTHO3 3a00JICBaHUS.

HexoMmnakTHBIA MHOKApJl MPEACTABISAECT COOOM Je30praHU30BaHHBIN CIIOM
MBIIIIEYHBIX BOJIOKOH, B KOTOPOM HapyLI€HA HOpMAJIbHASA apPXUTEKTOHUKA, YTO
BJICYET 32 COOOM CHUKEHUE €r0 COKPATUTEIbHON CITIOCOOHOCTH.

Yem Oombllle MPOIEHT HEKOMIAKTHOTO MHOKapJa OT OOIeld MaccChl
CEepJACUHOM MBIIIIBI, TeM Oojiee BBIPAKCHHBIMH OyIyT IPU3HAKH
XpPOHUYECKOH cepyieuHor HegocTarouHocTH (XCH).

Kpome »3TOro, wmMeer M™MeCTO XpOHMYECKAs WINEMUS MHUOKap/a,
BO3HUKAIOIIAS 110 MTPUYNHE HAPYIICHUS MUKPOIUPKYIISIIUH.

Cepaeunass HemoctarouHocTh y mnamueHToB ¢ HMJDK Hocur kak
CAUCTOJIMYECKUM, TaK MW  JUACTOJIMYECKHMM  Xapaktep. Hapymenue
IUACTOJIMYECKOM  (PYHKIIMA 1O PECTPUKTHBHOMY THIIy CBSI3aHO C
MaTOJIOTUYECKOU TPAOEKYIISIPHOCTHIO MUOKapAa JIEBOTO KETYJ0UKA.



APUTMUYECKUN CUHIPOM

KenynoukoBrsie aputmuu (coctaBisaioT 47 %) — mapokcu3malibHasi HEYCTOMUMBAS U
yCTONYMBAsl JKEJIYJAOYKOBasl TaXMKapAWs, KEIYJOUKOBasi HSKCTPACUCTOJIMSI BBICOKHX
rpajaluu.

AHaroMuyecKass HErOMOI€HHOCTh MHUOKApJa JIEBOTO KEIyJAo4yka C Hallnuuem Ooliee
MJIOTHOTO KOMITAKTHOTO U PBIXJIOTO JI€30PTaHU30BAHHOTO HEKOMITAKTHOTO CJI0SI, TPUBOJUT K
ANEKTPOPU3NOJIOTMUECKON HETOMOT€HHOCTH MMOKapjia, 4YTO CIYXUT CcyOcTparoM s
Pa3BUTHS KETYTOUKOBBIX apUTMHUIA.

OuoOpuIALMS Ipeacepanil BecTpeuaeTcs B 25 % ciydaes.

Hapyiiennss mpoBOAMMOCTH B BHAE aTPHOBEHTPHUKYISPHBIX OJIOKAJ pPa3IUYHBIX
CTereHel, OMoKaapl HOXKEK Iydka ['mca Takke BecbMa XapaKTEpHBI MJIS ITaIlUEHTOB C
HMJDK. IlpuunHOoii »TOMY SBISIETCS MPOTPECCUPYIONIUM 3HIOKApAUAIbHBIN (DuOpo3 ¢
MOCTETICHHBIM 3aXBaTOM MPOBOJISIICH CUCTEMBI Cep/Ilia.

Hanvuune nomonHUTENBbHBIX NMyTeW IpoBeaeHus y mauueHtoB ¢ HMJDK nHepenko
ABJIACTCS MPUYMHOW BHE3AIIHOW CEpAEYHOM cMepTu. llpu pa3BuTuM mapokcusMma
GUOPWILIIALIMY NIPEICEPINI BOZHUKAET yIpo3a MPeCepIHO-KETYI0UKOBOTO npoBeacHus 1:1
MO0 JOMOJHUTEIbHBIM MPOBOJAIIMM IYTSIM, 4YTO BEIET K WHAYKIUUA (UOPUILIALIN
KEITYT0YKOB.



Tpom0O03MOOIMYECKHM CUHAPOM

CHuXEeHME  HAacOCHOM  (PyHKIMM  cepiala,  Haludue  IIyOOKHX
MEXTpPAaOCKYISIPHBIX  MPOCTPAHCTB, COITYTCTBYIOIIAs buOpUIIALIS
Ipeicepanii Co3/1at0T OJIaronpUsSTHBIC YCIOBHUS ISl TPOMOOOOpa30OBaHMS.

TpoM003 I1OJOCTH JEBOro >KEeayaodka BcTpedaeTcss B 9 % ciyuyaes,
TpoMO03MO0IHS 110 00IBIIOMY Kpyry KpoBooOpamieHus — B 21 %.

TpoMOosMOOIMUECKHUE  OCIOKHEHUS  SABJISIIOTCS  BEOYIIEHM NPUYMHOMN
HHBaIuAu3auuu  namueHToB ¢ HMJDK  (umemuyeckuid  MHCYIIBT,
TPaH3UTOPHBIC UIIIEMUYECKUE aTaKu, ME3ECHTEPUAJIbHBIM TPOMO03).



JlnarnocTuka

* Brmrowaer mnposegeHume Ixo-KIT ¢ omnpeneneHneM  COOTHOIIEHUSA
KOMIIAKTHOTO CJI0S1 MHUOKapaa K HekomnaktHomy, JKI, XM OKI, MPT
cepala, MOUCK MyTaiui B reHe TAZ MOJIEKYJISIPHO-TEHETUYECKUMU
MeToJaMu y OOJbHBIX, a TakXe JUAarHoCTUKa Te€TEPO3UTOTHOIO
HOCHUTEJILCTBA Y POACTBEHHUKOB IMAIUEHTOB.



|
2xoKI" kpurepuu

o Kpurepuii Chin, 1990. OTHOmIeHNEe KOMMIAKTHOM (X) Y4acTH MHUOKapla K
obmen tomme muokapaa (Y) < 0,5. N3MepeHue NpPOBOAUTCS B KOHIIE
IAACTOJIBL W3 NAapaCTEPHAIBHOM TPOEKUHUU IO KOPOTKOM OCH U
BEPXYIICYHON MIPOECKIINH;

« Kpurepuii Jenni, 2001. UV3mepsiercs B  KOHIIE CHUCTOJIBI U3
[MApPACTEPHAIBHOM TO3UIHUU II0 KOPOTKOM OCH JIEBOTO JKEIyI0YKa.
OTmeyaeTcs OTHOIICHUE HEKOMIIAKTHOM YacTH MMOKapAa K KOMIIAKTHOU
Oosee 2; BU3yalu3UPyIOTCS MHOTOYHUCIIEHHBIE BBICTYIIAIOIINE TPAOEKYJIIBI C
IITyOOKHUMHU MEXKTPAOEKYISIPHBIMU TPOCTPAHCTBAMH, MEXKITY KOTOPBIMH
ITPU [[BETOBOM JIOTJIEPE BBISBISAECTCA KPOBOTOK;

o Kputepuit Stollberger, 2007. Hanuuue Oonee 3 TpabOekyal B JIEBOM
KEJyJIOUKE B HAIPaBICHUU OT BEPXYIIKH K MaNWUISIPHBIM MBIIIIAM,
BU3YAJIM3UPYIOIIMECS OJHOBPEMEHHO B OIHOM 3XOKapAuorpapuyuecKou
MO3UIIMHY; BBISIBIICHUE KPOBOTOKA B MEXTPAOCKYIAPHBIX MPOCTPAHCTBAX
IIPU [BETHOM JIOILIEPE;



quCHI/IHIGBOI[Ha}I IXOoKapauorpamMmma.

CpenHenuiineBoIHast 4-xamepHasi [IO3UIIUS: 30HBI
HEKOMITAaKTHOTO MHOKap/aa

B 00J1aCTH BEPXYILUKH JIEBOTO JKEIyI0UYKa
C MepeX0/I0M Ha OOKOBYIO CTEHKY (YKa3aHO CTPEJIKaMHM).

o H —




UpecnuieBogHas 3X0KapAHOrpaMmma.
CpennenuineBogHas 2-KaMepHas MO3UIIHS,

PEXKUM IIBETHOTO JIONIIIEPOBCKOTO KaPTUPOBAHUS:
MEXTpaOeKyJIIpHbIE MPOCTPAHCTBA, COOOIIAIOIINECS
C TIOJIOCTBIO JIEBOTO KETy/I0uKa (yKa3aHO CTPEIKaMu)

TpancTopakaibHas 3X0KapIuorpaMma.

AnukanbHas 4eThIpeXKaMepHasi MO3ULIUSL:

MOBBIIIICHHAS ~ TPaOEKyIIPHOCTh MHUOKapAa JEBOTO
KEITyJI0UKa

C MEKTPaOEKyJISIPHBIMU JTaKyHaMH (yxazaHo
CTpEJIKaMH).




|
MPT

MPT mpoBOAMTCS € KOHTPACTHBIM YCHIIEHUEM PEIKO3EMEIBHOIO METaJUIa TaJ0JIWHUS,
onenuBaercs: OB JIK, wuwHaekcupoBaHHas Macca ~ MHOKapjaa  (KOMIIAKTHOTO,
HEKOMITAKTHOTO); YMCJIO HEKOMIAKTHBIX CETMEHTOB, KPUTEPUM HEKOMIAKTHOCTH
(4yBCTBUTEIBHOCT 86%, crnenuduyHocTh 99%: COOTHOIIEHHWE KOMIAKTHOTO U
HEKOMITAaKTHOTO CJIOS MHOKapja B AMAcToNy Oosiee 1:2); MHIEKC peMOACIUPOBAHUS JIEBOTO
KEIJTYIOUKA.

MarauTHO-pe30HaHCHBIE TOMOTPaMMBbI CEP/IIA.
N3Mepenune TOMIHUHBI KOMIIAKTHOTO W HEKOMIIAKTHOTO CJIOS
MHUOKap/a JIEBOTO KEIyI0UKa.

Cokpamenusi: H — HekoMmakTHbIN 10, K — KOMITAaKTHBIN CJIOM
MHOKapAa.

MarHuTHO-pe30HaHCHBIE TOMOTPAaMMBI CEPLA.
[ToBbIIeHHAS TPAaOEKYAAPHOCTH MUOKapIa
JIEBOTO JKETy/I0UKa (yKa3aHO CTPEJIKaMHu)



buorncus Muokapaa




JluddepenumanpHas 1MarHoCTUKa

« Cnenyer nuddepeHuUpoBaTh ¢ pa3HbIMU (OpMaMU HIUOMATHYECKUX
KapJIMOMHUOIATUM (JUIaTallMOHHOM, TUIIEPTPOPUIECKON, PECTPUKTHUBHOM),
a TaKXe TPOMOO30M JIEBOTO JKETYA0UKa, TOMOJHUTEILHBIMU TPAOEKyIaMH,
aHOMAJILHO PACIIOJI0KEHHBIMU XOplaMHu, MEPCUCTUPYIOLLIUMU
CUHYCOUJAMU TIPU aHOMAJIbHOM OTXOXIEHUU JIEBOM KOPOHAPHOU apTepuu
OT JIETOYHOIO CTBOJIA, aTPE3UEeH JIETOYHOW apTepuu NPU HHTAKTHOU
MEXKEITYJOYKOBOU TIEPErOPOAKE, ONYXOJISIMU CEPALA.



JleueHue

* B HacTosiiiee BpeMsi OCTaeTcsi HECHECHU(PUUHBIM W CUMIITOMATHYECKUM.

OHO Oasupyercsd Ha KOPPEKUMM UM TPOPUIAKTUKE TPEX OCHOBHBIX
KJIMHUYECKUX TMPOSBJICHUM HEKOMIIAKTHOIO MHOKap/a: CEepJIEYHOU
HEJIOCTAaTOYHOCTH, ApPUTMMH H 3MOOIMYECKUX oOcioxkHeHuh. [lpu
OTCYTCTBUM 3(PdeKra OT MNPOBOAMMON TEpanuy, TOPHUIHOM TECUCHUU
3a00JIcBaHMsI  BO3MOXKHA  ITOCTAHOBKAa B JIMCT  OXHWJAHUS  Ha
TPAHCIUIAHTALIMIO  cepAla.  bOabHBIM  CO  «3JI0KAYECTBCHHBIMMY
HapyLICHUSIMH  pUTMAa  HEOOXOoAMMAa  YCTAHOBKA  KapJHOBepTEpa-
nepuoOpuIsTOpA.



IIporuos

« IIporno3 6onpnbix ¢ MHJIK 3aBUCUT OT 00beMa MOPaKEHHBIX CETMEHTOB,
oO1eit COKpaTUTEJIbHOM CIIOCOOHOCTH MHUOKap/a, BPEMEHU
BOBHUKHOBEHHMSI W CKOPOCTM HapacTaHUs CHUMITOMOB CEpACYHOM
HegocTarouHocTu. Hanbonee HeOmaronpusiTHbIA MPOTHO3 HAOMIOMAETCS Y
nmaneHToB ¢ @B Menee 35 %. OCHOBHYIO yrpo3y I 3I0POBbS U KU3HHU
OOJBHBIX TMPEACTABISET pa3BUTHE M MPOTPECCUPOBAHUE CEPICUHOMN
HejocTarouHocTu. HeoOxonuma mnpoduiiakTuka TpoMOOIMOOTMYECKUX
OCJIOKHEHUM.
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