HeKOMITaKTHBIM MHOKap
JIEBOTO KEIYI0UKa

[ToaroroBui CTYAECHT

Je4e0HOr0 (paKyapTeTa

Normal Heart Heart with Left Ventricular 520 rpyrirbl
Non-Compaction Cardiomyopathy babnu A.C.



HexoMImakTHBIM MUOKaAP/L JIEBOI'O
xenynouka (HMJDK)

Penkas ¢opma KapAMOMHUOIIATHH, AJI1 KOTOPOU XapaKTepHa
aTOJIOTUYECKAS THIIEPTPAOCKYISIPHOCTh MUOKAPAA JIEBOTO
XKeITyao4uka ¢ (GOpMUPOBAHMEM ABYX CI0E€B MHOKap/Ia —
HOPMAaJIbHOTO ¥ HEKOMHOAKTHOTO.



IDTHUOJIOTUA

o Hecmotps Ha TO 4TO ATHONOrHYECKHE (DAKTOPHI, IPUBOISAIINE K
pazsuturo HMJDK, ere Mano n3ydeHsl, UMEIOTCA JaHHbIE O Ha-
CJIICICTBEHHOM XapaKTEpE ATOro 3a00JI€BAHMUS.

o OtMeuarTCcs Kak CIOpaguueCKue ciaydau, TaK U CEMCHUHEBIC
(opMBbI 3a00JICBaHUS.

o BrIaenasroT aBa THIla HACJICAOBaHUS: ayTOCOMHO-IOMHUHAHTHBIN
THII U CLCIJICHHOE ¢ X-XpOMOCOMOM HacjiegoBaHue (0kouo 44 %
CJIIy4acB).



IDTHUOJIOTUA

o HalineHsl MyTaluy reHOB, KOAUPYIOIINE OMOCHUHTE3 OCIIKOB,
UTPAOIIMX BAXXHEHUIITYIO POJIb B OpraHU3alMy IIMTOCKEJIETa
KJICTOK ¥ SMOPHOHAJILHOM Pa3BUTHH OPraHOB.

o Ilokazana ponb MyTallMy r€HOB, KOAUPYIOIMMUX OMOCHHTE3
CapKOMEPHBIX OCJIKOB, TAKMX KaK O€Ta-MHO3MH, KapaualbHbII
anb(pa-akTHH, KapAuocHeu(puIeCKU TpOITOHUH T.



Kitaccudukanus

BoJIBIIMHCTBO MCCIEI0BaTENEN BBIACIAIOT ciaenytomue gopmbl HMJIK:
o MH3omupoBaHHBIN
o B coueranmnu ¢ BpoxaeHHbIMH TOpokamu cepaua (BIIC)

(Han6oaee yacto HMJIXK accomuupoBaH ¢ aedekraMu MeXIIpeacepaHOM
neperopoaku (JAMIIII), BpokaeHHBIM CTEHO30M JIETOYHOM apTEPHH,
nedekTaMu MEXKeIya04ukoBor neperopoaku (JIMIXKII), BpoxkaeHHBIMU
IIOPOKAMH A0PTAIBHOIO KJIallaHa (IMOAKIalaH- HbIM CTEHO3,
JBYXCTBOPYATHIM KJIAIIaH, KJIAIIAHHBIM CTEHO3), KJIAITAaHHBIM CTEHO30M
Jie- TOYHOM apTepuu, TeTpagou dajo.)

‘

o B coueraHum ¢ HEMPOMBIIIICUHLIMU 3a00I€BaHUSIMU (METa00IMYECKas
MHOIIATHS JIP.).



Kitaccupukanu

[Io cTeneHn HEKOMITAKTHOCTHA MHOKapAa (M0 OTHOIIEHUIO TOJIIIMHBI CIO05
HEKOMIAKTHOI'O MMOKap/ia K TOJIIMHE BCEH CTCHKHU CEp/illa Ha YPOBHE
BEPXYIIKH JIEBOTO KEITYA0YKA):

o Misrkas (0,33-0,26)

o ¥Ymepennas (0,25-0,20)

o Tspxemas (menee 0,2)

ITo MopdoIOrUUEeCKUM TUIIAM:
o JlakyHapHbii;

o I'yOuarniy;

o (CMelIaHHbIN.



IMUITEMUOJIOTUS

o Ilo manHbBIM HeCKOJIBKUX IXOKI -uccnenoBanum B3poCiaon
nonyisiiuu, yactora CHMIDK koneoaercs B npenenax 0,014-1,3%

2017z

o (Camas Beicokas yactora CHMJDXK Obu1a 0OHapykeHa cpeau
ITAIIMEHTOB JAETCKOIro Bo3pacra — 9% OT Bcex ciyyacn
kapauomuonaruu (KMII) y mereit, TeM caMbIM SIBISISICh TPETHEH MO
gactore KMII gerckoro Bo3pacra nocie aunaraioHHou (JJKMIT)

(58,6%) u runieprpodpuueckoi (I'KMII) (25,5%).

o 3a0o0JieBaHHUE Yalle BCTPEUYACTCS Y MY>KUUH — 56—82 %, 110 JaHHBIM
PaA3HBIX UCCIEI0BATEIIEH.



IMOPHOJIOTHS

CepaeuHas MBIIIICYHAS TKAHb Pa3BUBACTCS M3 MHUOAIUKAPANAIbHOM
MJACTUHKYU CIJIAHXHOTOMA Me30JepMel. [Ipu 3ToM Muokapa npeacTaBiseT
CO0O0M CETh BOJIOKOH, Pa3ACICHHbBIX ITUPOKUMHU MOJIOCTSIMHU
(CcuHyCcOuIaMu).

Mexay 5-i1 1 8-1 HeJIeIIMH SMOPHOHAIBHOIO PAa3BUTHS IIPOUCXOINT
OpraHu3aiusa CEPAECYHON MBIIIIbI — YIDIOTHEHUE CETH BOJIOKOH U
CY>K€HHE MEKTPAOCKYISIPHBIX JaKYyH.

OIHOBPEMEHHO C 3THUM IPOUCXOAUT (POPMUPOBAHUE KOPOHAPHOIO
KPOBOOOpAIICHHUS, MEKTPAOCKYJISIPHBIC IPOCTPAHCTBA YMEHBIIIAKOTCS 10
pPa3MEPOB KaAIUILISAPOB.

[Ipouecc «koMOaKIUM» MAOKap/a IMIPOTESKAET B HAIIPaBICHUN OT OCHOBAaHUS
(0a3zmnca) cepana K €ero BEPXyIIKe M OT 3IHUKap/ia K SHAOKapIY.






IMOPHOJIOTHS

B pesyiierare HapyleHHuss HOPMaJIbHOTO TEYEHUA 3TOTO
IIpoIecca B CEPAIE HOBOPOKICHHOTO OCTAOTCSA 30HBI
HEKOMITIAKTHOI0 MHOKapaa C IMOBBIIIIEHHON
TpaOEKYISIPHOCTBIO (00I€€ TPEX TPAOCKYM).

[Ipu 5TOM 00pa3yIOTCS IITyOOKHE MEKTPAOCKYIISIPHBIC
IPOCTPAHCTBA — JIAKYHBI U1 CUHYCOM/IHL.






IIlaToreHes u KJIMHUYECKasA KApTHUHA

B nmatorenese 3a001eBaHUs BEAYILYIO POJIb UTPAOT TPU
OCHOBHBIX KJIMHMYECKHUX CHHJIPOMA:

o Cepaeunas HegOCTAaTOYHOCTH (73 %).
o Apurmuueckuii cuaapoM (40 %).

o TpomMO03MOOIMUYecKu cuHAPOM (33 %).



XpoHHuyeckas cepyednasn HegocraTrouHocTh (XCH)

o JBHsAeTCs caMbIM PacCIpPOCTPAHEHHBIM M BEAYIIIUM CUMIITOMOKOMILIEKCOM Y MAIEHTOB
¢ HMJIK, 3adacTtyro onpenensieT TeUeHUE U IIPOrHO3 3a00JI€BaHUS.

HexoMnaKTHBIM MUOKap IMPEACTABISIET COOOM JI€30praHU30BAHHBINA CIIOM MBIIICYHBIX
BOJIOKOH, B KOTOPOM HapyllleHa HOpMaJjbHas apXUTEKTOHHUKA, YTO BJICYET 3a COOOM
CHIDKCHHE €0 COKPATUTEIIbHOM CIIOCOOHOCTH.

YewMm 0oJibliIe TPOLIEHT HEKOMITAKTHOIO MHOKapAa OT 00ILeH MacChl CepACUHON MBIIIIIBI,

TeM 00Jie€ BRIPAXKCHHBIMHU OyIyT IIPU3HAKK XPOHUUYECKON CEPACUHON HEIOCTAaTOYHOCTH
(XCH).

Kpome 3T0oro, uMeeT MeCTo XpOHUYECKas UIIEMUS MAOKaAp/1a, BO3HUKAIOWIASA 110
MIPUYUHE HAPYUICHUS MUKPOLIMPKYIISALAM.

CepaeuHas HEAOCTAaTOYHOCTh y nareHToB ¢ HMJDDK HOCUT Kak CHCTOJIMYECKHUH, TaK 1
AUacTOJNYeCKUM xapaktep. HapylieHue nuactonnueckoi (PyHKIMH 110 PECTPUKTUBHOMY
TUITY CBS3aHO C IIaTOJIOTHYECKOM TPaOEKYISIPHOCThIO MUOKApAa JIEBOT'O JKEIyI0UKa.



ApUTMUU

o llepBoe MeCTO B CTPYKTYpE HApPYILICHUHW PUTMA 3aHUMAIOT
KeIIyqo4KoBble aputmuu (47 %) — mapokcu3MaiabHas
HEYCTOMYHBAs U YCTONYMBAA XKEITYI0UYKOBAsA TaXUKApAU,
KEITYIT0UYKOBAA IKCTPACUCTOIUS BHICOKMX I'paIalHM.

o AHaATOMHYECKast HETOMOTE€HHOCTh MHUOKap/ia JIEBOI'O KEIYI0UKa C
HaJIM4YueM 00JI€€ INIOTHOTO KOMITAKTHOTO M PBIXJIOI0
NE€30PraHU30BAHHOIO0 HEKOMITIAKTHOI'O CJIOS, IIPUBOJUT K
ANECKTPOPHU3UOIOTHICCKONM HETOMOT€HHOCTH MHUOKapAa, 4To
CIY>KUT CyOCTpaToOM JIJISL pa3BUTHS KEITYIOUYKOBBIX apUTMHUM.

o OuOpWLIIALMA OpeACEPANN BCTpeyaeTcs B 25 % cirydacs.



ApUTMUU

o Hapyienus npoBOoAUMOCTH B BUJIE aTPUOBEHTPUKYIISPHBIX
OJIOKaJl pa3JIMYHBIX CTEIICHEH, OJTOKaabl HOXKEK IMy4Ka I muca
TaK)X€ B€ChbMa XapakTepHhl 11 nauueHToB ¢ HMJLK. [lpuunnoun
3TOMY SBIISIETCS MPOTrPECCUPYIOMINN SHAOKAPAUAIBHBIN (HOPO3
C HOCTEIEHHBIM 3aXBaTOM IIPOBOJSAIIEH CUCTEMBI CEPLIA.

o Hannune nOmoJTHUTENbHBIX IYTEN IIPOBEACHUS Y MTAIIUEHTOB C
HMJDK Hepenko aBigeTcs IpUUYMHONM BHE3AITHOM CEPICUYHOM
cMmeptu. 1Ipu pa3BuTHM napokcu3Ma (PUOPHUILISIIMA IIPEACEP AN
BO3HMKACT yIrpo3a IIPEACEPAHO-KETYA0UYKOBOIO mpoBeacHus 1:1
10 JOMOJHUTEIBHBIM IPOBOAAIIMM NYTAM, YTO BEJET K
MHIYKIUN (PUOPHUIUISLAMN KEITYTOYKOB.



TpoMOOAIMOOJIMYECKUM CHHAPOM

o CHmxeHne HaCOCHOM (PYHKIMU Ceplla, HATUIUE IITyOOKHUX
MEKTPAOCKYIISIPHBIX IPOCTPAHCTB, CONYTCTBYIOMIAs (DUOPUILISALIS
OpeACEpAni CO30a0T OIaronpUsTHBIC YCIOBHUS JJIS
TpOMOOOOpa30BaAHUS.

o TpoMOO0O3 MOJOCTH JEBOIO KEIYI0UYKa BCTpedaeTcs B 9 % ciyyaes,
TPOMO03MOO0JIHMS 110 OOJIBIIOMY KpYTry KpoBooOpaiieHus — B 21 %.

o TpoMO0OAIMOOINYECKHE OCIOKHEHMS SIBISIOTCS BEAYILCH
IPUYMHON MHBanuan3anuu nanueaToB ¢ HMJDK (umemmnyeckuit
UHCYJIBT, TPAH3UTOPHBIC UILIEMHUYECKUE aTaKl, ME3ECHTEPHUAJILHBIN
TPOMOO03).



JIlnarHocruka

o BBuay Hecnenu(puuHOCTH KIMHUYECKUX IIPOSBICHUN HA
repBoe mecTo B guarnoctuke HMJDK BeicTymaror
MHCTPYMECHTAJIbHBIC METOJIbI, TAKHUE KaK dXOKapAuorpadus u
MP'T cepana.

o JlmarHoCTUYECKHUE PXOKApAHMOrpaPuICCKUE KPUTCPUU
HMJDK npencraBiaeHsl pa3IMuYHbIMA aBTOPAMHA U OCTAKTCA
IVCKYTaOCIIbHBIMU.



IXoKI' kpurepuu

Kpurepuii Chin, 1990. OTHOImIEHNE KOMITAKTHOM (X) YaCcTH MHOKap/a K OOIICH
Toamie Muokapaa (Y) < 0,5. U3mepeHue npoBOAUTCS B KOHIIE JUACTOJIbI U3
[apacTEPHANBHON MPOEKIIUU 10 KOPOTKOHW OCY M BEPXYIIEYHOU MPOEKIIUH;

Kpurepuit Jenni, 2001. M3MepseTcst B KOHIIE CUCTOJIBI U3 ITapacTePHAIBLHOM
MTO3UIIMHY IO KOPOTKOM OCH JIEBOTO Keayaouka. OTMedaeTcss OTHOIIECHUE
HEKOMIAKTHOM YaCTH MHUOKapAa K KOMIIAKTHOM 0oJjiee 2; BU3YaIU3UPYIOTCS
MHOTOYHCJICHHBIE BBICTYIIAOIIME TPAOCKYIbI C IITyOOKUMH MEKTPAOCKYISIPHBIMU
MIPOCTPAHCTBAMHU, MEXKY KOTOPHIMHU IIPU IIBETOBOM JIOTLJIEPE BBIABIISIECTCS
KPOBOTOK;

Kputepuii Stollberger, 2007. Hanuune 0osee 3 TpaOEKys B IEBOM KEITYT0UYKE B
HaIIPaBJICHUH OT BEPXYILIKU K MANWIIIPHBIM MBIIIIAM, BU3YaIN3UPYIOIIHIECS
OJHOBPEMEHHO B OJIHOM 3XOKapAuorpaduIeCcKoi MO3UIIUH; BEISIBICHHE KPOBOTOKA
B MEKTPaOCKYIISIPHBIX MIPOCTPAHCTBAX MPHU LIBETHOM JOILIEPE;
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UpecnuwesoOHasi axokapouozpamma. CpedHernuw,eeo0Hasi 4-kamepHas rno3uyusi. 30Hbl HEKOMIMaKmMHoO20 Muokapda 8 obriacmu eepxyuwku
J1e8020 XeslydouKa c rnepexo0om Ha boKo8yto cmeHKY (yKkazaHo cmpesikamu).
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PHILIPS

UpecniuwiesoOHasi axokapduocpamma. CpeoHernuuiesoOHass 2-kamMepHasi Mo3uyusi, Pexum UusemmHoz20 OOriniIepo8CKO20 Kapmupo8aHUs:

MexxmpabeKyrnsapHble rnpocmpaHcmea, coobwarouuecs ¢ rnosiocmero 51€8020 Xerydouyka (yKka3aHo cmperikamu)



TpaHcmopakarnbHas 3xokapouozpamMma. ArukarbHas 4YembipexkamMepHas Mo3uyusi: rnosblueHHass mpabeKkynspHocme Muokapda r1eeo20
XXeryooyka ¢ MexxmpabeKyrnsipHbIMU flaKkyHamu (yKka3aHO cmperikamu).




MPT

MP'T ripoBoauTCA C KOHTPACTHBIM YCHUIICHHUEM
PEAKO3EMENIBHOIO MeTalljla rag0JInHus, orieHuBacrca: OB
JIK, naIeKCcCupoBaHHAs Macca MUOKap/a (KOMIIAKTHOTO,
HEKOMIIAKTHOTO); YHUCJI0 HEKOMIAKTHBIX CETMEHTOB;
KpUTCPUM HEKOMIIAKTHOCTHU (4yBCTBUTECIBHOCTH 86%,
crieu(pUIHOCTb 99%: COOTHOLICHNE KOMIIAKTHOTO U
HEKOMIIAKTHOI'O CJI0S MHOKapjJa B quacToiy oonee 1:2);
MHJIECKC PEMOAECINPOBAHUS JIEBOIO KETYIOUKA.
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MazaHumHo-pe3oHaHCHbIe moMozpamMmMbl cepoua. NosbieHHass mpabekyrnsapHocmb MUOKapoa 51ee020 XerlyooyKka (ykaszaHo cmperikamu)



MazHuUmHo-pe3oHaHCHbIE momozpaMMbl cepoua. MsmepeHue mornuwuHbl KOMIMaKmHO20 U HEKOMIMNakmHo20 CJios Muokapda J1e8020
Xxernyooyka. CokpauweHus: H — HekomnakmHabil criod, K — KomrnakmHbiU criol Muokapoa.



buoricusa Mmuokapaa




[ IpuHITUIIEI JTIeUeHUA

[TaimeHTam ¢ O€CCUMIITOMHBIM T€YCHHUEM CIIEIU()UYECCKON Tepaliuy HE TPEOYETCs, UM HY>KHO
JWIIb TMHAMUYECKOE HAOIIOCHNUE Y Bpadya KapIMO0JI0ra.

[Ipn HaIMYMK KIMHUKH JICYCHHUE JOJHKHO CKIIAABIBATHCS W3 CICAYIOIMX COCTABIISIONINX:
o Crannmaprnas tepanus XCH;

o Ha3naueHue aHTHKOAryJISIHTHOM Tepanuy npyu HeoOXxoauMocTH (cHuxeHne @B, TO B
aHaMHe3€, TPOMOO03 MOJOCTEN cepala);

o Hasznauenue, npu HeOOXOAMMOCTH, AHTHAPUTMHUYECKON TEPAMHH;

o  YCTaHOBKM KapAauoBepTepa-aehuopuiisTopa (Ipu IJI0XOM TepalneBTUYECKOM OTBETE Ha
AHTUAPUTMHUKH );

o Haznayenrne UMMYHOCYIIPECCUBHOM Te€paIvy NPy JOKA3aHHOCTH Ay TOUMMYHHOTO
MOBPEKACHUS MUOKap/a. Tak e, B OTIACIbHBIX CIydasX, MOTYT pacCMaTpHUBATHCS BApUAHTHI
ycraHOBKHM OKC (mmpu Hanuuuuy OJI0Ka BBICOKUX I'Ppadaliiii ¢ SIU304aMH CUHKOIIE);

o TpancruianTauuu cepaua.



