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Onpenenenne [1]

I'mneprpopuyeckasn KapauoMuonaTus (I'KMII) —  TEHETUYECKHU
o0ycnoBIeHHOE 3a00JieBaHME MHUOKap/a, XapaKTepu3ylolleecs TurepTpodueii
MHUOKapaa Jieoro (6omee 1,5 cM) wW/wiM mpaBoro Keayaouyka, YaIle
ACHUMMETPHUYECKOT0  XapakTepa 3a CYeT YTOJIICHHS MEXOKETyTOUYKOBOM
MEPETOPOJIKH, YTO HE MOKET OOBSCHATHCS NCKIIIOUUTENLHO MOBBIIIICHUEM HATPY3KU
JABJICHUEM, W BO3HHUKAIOIIEE NPU OTCYTCTBUU JIPYrOTO CEPACYHOIO HIIU
CHUCTEMHOTO 3a00JeBaHMs, METa0OJMYECKOro WM TOJHOPTaHHOTO CHHIPOMA,

cBszanHoro ¢ ['JDK.
Atnonorus [1,2,3]

['KMII sBnsieTcst reHeTUYeCKu 00YCIOBJICHHON MATOJIOTHEH; NACHTU(PUITUPOBAHbI
oonee 20 MpUYMHHBIX T€HOB, CBs3aHHbIX ¢ pa3BuTHeM ['KMII. I'enernueckwuii
CKPUHMHT 8 Hau0boJjiee YacThIX MPUUYUHHBIX T€HOB, KOJUPYIOIIUX pa3IU4HbIe OCIKU
KapJAMOMHUOLIUTOB, Ja€T BO3MOXXHOCTb OIPENEIUTh MPUUYMHY 3a00JIeBaHUSA
npuMepHo B 60% ciydaes.
B ocnoge pazsutus ' KMII Haubomnee yacto Jieskat maToreHHbIe BApUAHTHI B TEHAX,
KOAMPYIOIIMX COKpaTUTENbHBIE Oenku capkomepa — MuosuH (MYH7),
muosuHceBs3biBaomuii 6enok C (MYBPC3), aktun (ACTC), tpononun (TNNIS,
TNNT2, TNNC).
Ha nonro marorennsix BapuanToB B reHax MYH7 u MYBPC3 npuxonutcst okoso
ITOJIOBUHBI BCex cirydaes pa3zsutus [ KMIL.
B psane ciayuaeB (5-7%) 3abosneBanrne MOXKET pa3BUBaThCs Ha GoHe 2, 3 u Oojee
NATOT€HHBIX BapuWaHTOB. YacTo BcTpedaroTCss KOMOMHAIMM MYyTaluMid B TEHaX,
KOAMPYIOIINX CApKOMEPHBIE OCIKH.
[laToreHHble BapuaHThl B T'€HAX, KOAUPYIOMIMX OEIKH ILMTOCKENIeTa, MOHHBIX
KaHaJOB, CTPYKTYpY Z-IHCKOB U Jpyrue€ BHYTPUKIETOYHBIE CTPYKTYPBHI,
onpenensitor pazsutue [ KMII B 15-20%.

IMarorenes [1,2,3]

Mounexkyaspubiii natoreses 'KMII



B ocHoBe monekynsapHoro narorenesa ['KMII, acconunpoBanHoM ¢ maTOr€HHBIMU
BapHaHTaMU B T€HaX, KOJUPYIONIUX OCJKH CapKoMepa, 9acTo JISKHUT HaPYIICHUE
KaJIbLIUEBOTO TOMEOCTa3a, MOBBIIICHHE YYBCTBUTEIHHOCTH MHUO(MUIAMEHTOB K
MOHAM KaJIbIUsl. DTO MPOSIBISETCA B YCUJIEHUU CUJIBI COKpAIeHUs capKkoMepa B
CUCTOJTy, CHUKEHUU CTETICHH €TI0 PacciiabIeHus B JUACTOJTY Ha (DOHE MOBBIIIICHHBIX
noTpedHocTel kapauomuonuTa B AT®, 4To BiedeT HapyllIeHHe BHYTPUKIETOYHBIX
CUTHAJIBHBIX TPOIIECCOB W PEAKTUBAIMIO KOMIIEHCATOPHBIX 3MOPHOHAIBHBIX
porpamMm TUNepTpoprIecKoro pocra.

Ha ypoBHE KapAIHOMHOLIMTOB JaHHBIE MIPOLIECCHI MPUBOST K MOBBIIIEHUIO CUHTE3a
AMOPHUOHATBHBIX (POPM CAPKOMEPHBIX OCIKOB M aKTUBAIIMKM KMHA3HBIX CUTHAJIBHBIX
KacKaZioB, OOECMEeYMBAIOIIUX IMpoiecchl coOcTBeHHO runeprpopun KMI],
nposndepanuu ¢bubpobactos, TpaHchopMaru ¢budpobacToB B
MUo(puOpo6IacThl U AUCOATAHC B CUCTEME KOJUIAreHOJIM3a.

Ha rucToIOrM4ecKOM YpOBHE OTPaXKEHUEM MPSIMOIO ACHCTBHUS «IPUUYUHHOTO)
FEHETUYECKOTO  BapMaHTa W MOJIEKYJSIPHOTO  TaTOT€HE3a  SIBJISIETCA
JTMCKOMIUIEKCAIINS KapAMOMHIIMTOB M MBIIIICYHBIX BOJIOKOH — (heHOMeH «disarray»,
(Gbubpo3 pa3HO CTENEHHU.

[Tarorene3 ' KMII Ha opraHHOM ypOBHE 3aKJIFOYAETCSl B COBOKYITHOCTH HECKOJIBKUX
cuHapomoB: ooctpykimu BTJDK, wmemun Muokapaa, CHCTOJIWYECKOW U
nuactonmyeckor auchynkuuu JDK, apurmMuueckom nu XCH.

Cunpgpom odctpykunu BTJIK

B co3ganumn oOctpykuuum BTJDK yyacTBYIOT CTpyKTypHbIE, KHUHETHYECKHE U
reoMeTpudeckue pakTopsl, Mpe/ICTaBICHHBIC B Ta0OHIE 1.

Tabmuma 1. ®aktopsr o6cTpykiuu BTJDK

CrpykTypHBIE o cyxenne BTJIDK runeprpodupoBannoit ~ MXKII
aHOMAaJIuu (ymenblieHue crteneHu obctpykuuun BTJDK mnocne
MUOIKTOMUN/CAA 00yCIOBICHO BO3JEHCTBUEM Ha
3TOT (PaKTop)

o JIC/] (mepenHe-CUCTOIMYECKOE JBUKEHUE) CTBOPOK

MK




yMeHbIIIeHHas 1moaocts JIZK

AHOMAJIMM TANWUIIPHBIX MBI (U Jpyrue Malible
aHoManuu cepaua) (rumneptpoduss W IUCIOKAIUS,
nobaBouHast [IM)

almMKaIbHO-0a3aIbHBIM MBIIICYHBIN ITy40K

Kunetnueckue e runepcokparuMocts JDK

¢hakTOpEI e yckopeHue kpoBotoka B BTJIK

I'eomeTpryeckue e nepenHee cMmemnieHne MK, Toyka koanmTauuu CTBOPOK
dbakTOphI MK cmemena 6muxe k MOKIIT

MaJIblii a0pTO-MUTPAIIbHBIN yrou (<120°).

Yem Oonbiie GpakTopoB UMEETCA Y KOHKPETHOTO MallueHTa, TeM 0oJiee BBIPAKEH

cunapoM ooctpykiuu BTJDK.

[lepenane-cucronnueckoe ABMkeHHE CTBOpoK MK 00yCIOBICHO ClEIyIOIUMU

(dakTopamu:

e anHomanuu ctBopok MK (yanuHeHue, u30bITOYHOCTD);

® HapylleHHE KOOpAUHAIIMU KpOoBOTOKa B nojocTu JK B paHHIOIO CHUCTONY, B

pe3yabpTrare yero Ha ctBOpkr MK nericTByer cuna, ciBuraroniasi ix B CTOPOHY

BTJIK;

e anomasmu xopa MK;

e MeHbIIIee COOTHOIIIEHUE UTUHEI iepeanei 1 3aaHer ctBopok MK (<1,3), opu
M 5

ATOM TO4YKa KoanTtauuu ctBopok MK cmemtaetcs knepeau ommxe k BTJDK.

Y mnamueHToB ¢ JAaTEHTHOW OOCTPYKIMEH NPOBOIMPYIOIIMMH €€ (akTopaMu

SABJIAOTCA:

e yBenuuyeHue cokparumoctu JIK npu Harpyske, NpUBOAAIIEE K YMEHBIIEHUIO

KOHEYHO-cucronnueckoro pazmepa JOK u nepennemy cmeniennro MK;

e yckopenue kpoBotoka B BTJDK B mepuop cuctomnsl, ycyryomnstomee [1C/]

MK.




VY nmanmentoB ¢ ['KMII moxkeT ObITh TabunbHast 0OCTPYKITHSA, XapaKTEPUIYIOIAsCS
3HAYUTEIBHBIMU CIIOHTAHHBIMHM KOJEOaHHSIMU BHYTpHxkemygoukoBoro I'J[ 0e3
BUJIUMOM TIPUUYUHBI.
Kpome ob6ctpykmmuu BTJDK, y mamumentoB ¢ 'KMII moxer HaOGmomaThes
CpEIIHEkKETYJOUKOBast O00CTpYKIIHSI. CpennexenyqoukoBasi  0OCTpyKIUs
pa3BUBaeTCs y MalMEHTOB ¢ runepTpoduen cpeaunubix cermeHToB MXKII u, kak
OpaBWJIO, B COUYETAaHUU C rHUNepTpodued MNanWUIIPHBIX Mbil. [Ipu
koMOuHupoBaHHOU runiepTpoduu (MIXKII + anukanbHBIE CETMEHTBI) MOXKET OBITH 2-
ypOBHEBasi 00CTpyKIUs (CpeanHHO-Kelya0ukoBas + Ha ypoBHe BTJIK).
Cunapom umemuu muoxkapaa JIK
VY nauuenTtoB ¢ ['KMII npy HHTaKTHBIX KOPOHAPHBIX apTEPUSLX MOXKET PA3BUBATHCS
UIIEMUST MUOKapAa.
K umemMun Muokapia mpuBOJIsT:
® OTHOCHUTENIbHAs KOPOHAapHas HEAOCTaTOYHOCTh (YMEHBILIEHUE pe3epBa
KOPOHAPHOTO KPOBOTOKA MPHU BBIPAXKEHHOU TUIEPTPOPUN);
® uymeMus CyOd’HIOKApAUAIbHBIX CJIOEB MHUOKapAa 3a CYET KOMIIPECCUU
WHTPaMypalbHBIX KOPOHAPHBIX apTEPUL;
® TIEPUBACKYJSIpHBIA (UOPO3, MpPU HTOM HHTPAMypaJIbHbIE KOPOHApPHBIE
apTepuu HE MOTYT PacIIMpPUTHCA BO BpeMsl (U3MUECKOW HArpy3Ku, Koraa
BO3pacTaeT MOTPEOHOCTh MUOKap/a B KUCIOPOJE U TpeOyeTcsl yBETUUYECHUE
KOPOHAPHOTO KPOBOTOKA;
® BpOXKJECHHAS TMATOJOTHSI KOPOHAPHBIX apTepUd — «MHUOKApJIUAJIbHbBIC
MBIIIEYHBIE MOCTHKW» U MHTPaAMypaIbHOE PACIO0KEHUE BETBEH KPYIHBIX
KOPOHAPHBIX apTEPHUL;
® TOMUMO TIEPEUUCIEHHBIX MpuuuH, y 15-25% mnanuenToB HaOIIOAAIOT
COITYTCTBYIOLIMI aT€pPOCKIIEPO3 B SMUKAPAUAIBHBIX KOPOHAPHBIX apTEepPHUsX
(B cTapiuei BO3pacTHOM rpyIie MalurueHToB).
VY naumentoB ¢ 'KMII moxeT pazBuBaThess uHpapkT Muokapaa (MM) kak 2 tuna,
(6e3 atrepoTpomM6b03a), Tak u 1 Tuma.

Cunapom quchpyuxuun JIXK



Juacmonuueckana @yuxyusa JIZK Moxer ObITh HapylleHa YK€ Yy HOCHUTENEH
MyTanuu, B goruneprpopudeckoit craguu [ KMIT — renotun (+)/penorun (-).
[Tpu 'KMII Hapymienns kacaroTcs IByX OCHOBHBIX JETEPMHUHAHT THACTOIMYECKOTO
HanoysiHeHUa JDK — axkTUBHOM penakcalMu ©  pacTsHKUMOCTA  MUOKapia.
['unepTpodus Muokapa per s€ BbI3bIBAET HapyIICHWE aKTUBHOIO pacciabiieHusl.
Xa0oTHUYECKOE  paACIHOJIOKEHUE COKpPAaTUTENbHBIX 3jieMeHToB (disarray) u
UHTEPCTUIIHANBHBIN (UOpO3 MPUBOAAT K CHIKeHUIO mojatiuBoctu JIK, u, kak
CJIIEICTBHE, K BO3PACTAHUIO COIPOTHBIICHUS HanonHeHuro JDK u noselmeHHro
JaBJICHHS HanoysHeHus. B HavanpHbIX cTaausax [’ KMII mHapymieHo ToIbpKo aKTUBHOE
paccnabnenue Muokapzaa, npu 3toM pgasieHue B JIII He yBenmueno. Ilo mepe
nporpeccupoBaHusi runeprpoduu, pa3Butus (uOpo3a, HapacTaHUs CTENEHU
MHUTPAJIBHON PETYPTUTALMHU, IPUCOECIUHEHUS HIIEMAA MAOKAp1a JUACTOINYECKNE
HapyILICHUs HAapacTaloT, IPUBO/S K yBelndeHuto faBiaeHus B JIII (cooTBETCTBEHHO,
u k yBenmuuenuto KJIJ{ JIK). Taxxke BbIpakeHHasi AUacTojnyeckas TUCHYHKIUS
MOXET NMPUBOJINUTH K PAa3BUTHIO JIETOYHOW THIIEPTEH3UN Y HEKOTOPBIX MAaIlMEHTOB
(JII" y 50% cuMOTOMHBIX MAIIHEHTOB).

Cucmonuueckan @ynkyua JIZK MOXET OLEHUBATBHCS KaK II0 IapaMeTpam
COKpPaTUMOCTH, TaK U M0 OOBEMHBIM MTOKA3aTESIM.

['mobanbhHas cucronmueckas ¢yukmus JDK, omnenuBaemas 1o mapaMmerpam
cokpatuMmoctd, y manueHToB ¢ ['KMII cBepxHOpManbHas, 4TO BbIpaXKAETCSA
Bbicokoii DBJIXK. Cnenyer yuyects, uto nokazarens @B npu ['JDK u Manenbkom
JDK MOXeT HEeKOPPEKTHO XapaKTepPU30BaTh COKPAaTUMOCTh. PermonanbHas
cuctonnueckas pynkuust JOK rereporenna: runeprpodupoBannbie cermeHThl JIDK
TMIIOKUHETUYHBI (CHU)KEHA CTETIEHb CUCTOJIMYECKOTO YTOJIIEHUS U Aepopmarius),
a HerunepTpoPpUpPOBaHbIE CETMEHThl HMMEIOT HOPMAaJbHYI0/CBEPXHOPMAIbHYIO
COKPaTUMOCTb.

OObeMHBIM TOKa3zateneM cucronnueckol (ynkumn JDK sBisercs BenauunHa
ynapHoro oobema (YO). IIpu I'KMII u ymenbmennom JDK (mansiii KJ1O) YO
CHIKEH, HecMOTps Ha BbICOKYI0 @BJDK. Takxe cHMKEHA BO3MOXKHOCTh ITPUPOCTA

YO npu ¢puszndeckoit Harpy3kKe.



Cucronuueckas ¢ynkuus JDK, ananusupyemas mo cucronudeckoi nedopmanu,
MOXKeT ObITh  HapymeHa yxe y  Hocutened ['KMII-myranuu, Ha
JOTUIepTpoGUUecKoi cTauu.

[Tpu mporpeccupoBannu 3abosneBaHus (HEraTUBHOE peMojenupoBaHue, adverse
remodeling) B AwiIaTalMOHHOW CTaauM HAOJIOAETCS YMCHBIICHUE CTEIEHU
runepTpoduu  («BBITOpAHHME»),  COMPOBOXKIAAEMOE  CHIDKCHHEM  OOIei
cokpatumoctu JIK (OB < 50%).

IT7K npu I'KMII

VY 30—44% nanuentoB ¢ ' KMII HabmonaoTCst CTPYKTYpHbIE U PYHKIIMOHAIBHbBIE
Hapywenuss B IDK. Kpurepuem runeprpopuu wmuokapga IDK cuuraercs
yBenuueHue todmuHbel cteHku [DK > 5 mMm. Tommmnaa muokapaa IDK > 10 mm
cuuTaercsa dkctpemansHon [ TDK.

['uneprpodus [TK B equHuYHBIX ciiydasx ObIBaeT n3oiupoBanHoM, 0e3 ['JIK.
CrpyxkrypHoe pemoaenupoBanue [DK B 15-90% npuBoaUT kK BHYTPUKETYTI0UYKOBOM
00CTpYKIIMU, KOTOpasi MOKET OBITh HA YPOBHE CpelnHHbIX cerMeHToB [ DK nin Ha
ypoBHe BbixogHoro Ttpakta IDK. Kpurepmem Hamuums obctpykumm BTIDK
CUMTAETCS yBEJINUYEHHE rpaauenTa nasienns B BTIDK >16 mum pr. cT. B mokoe.
Cucmonuueckaa Oucynkyua IIJK nposiBISETCS YMEHBIIEHUEM NPOI0JIbHOMN
nedopmaruu [DK; npu sTom apyrue mokazarenu cuctoimudeckoil ¢pynkiuu DK
(TAPSE u s’narepaibHOM 4YacTW TPUKYCHUAAIBHOIO KOJbLA), KaK MPAaBUIIO, B
npezaenax HOpMajabHbIX 3HAYEHUM.

Juacmonuueckaa ouchynkuyusn IIK B HavdanbHBIX CTAaOuAX XapaKTEpU3YETCs
E/A<1, yBenuuenuem RV DecT (BpeMms 3amejyieHus: KpOBOTOKa B (pazy paHHETO
HarmonHenus IDK), E/e’ >6,0. IlokazaHo, YT0 HaJIW4We JIUACTOIMYCCKOM
nucynknuu DK sBnsiercst npeaukropom BCC u XCH.

BHe3anHas cepaeyHasi CMepPTh

B ocnoBe maroreneza BCC nexar (aranbHble HApyIICHHS PUTMA, BHI3BAHHBIE
uIIeMuen MUOKap/a v nekTpruueckoi HectabuibHOCThI0. BCC yaiie o0yciioBieHa
DK (62,4%), opaguaputmusimu (16,5%), KT tuma «Torsades de pointes» (12,7%),

KT (8,3%) u acuctonuen.



CuHKkonbI
CUHKONANbHBIE COCTOSIHUS MOTYT OBITH O0YCJIOBIIEHBI KaK apUTMUYECKUMHU, TaK U
reMOJAMHAMUYECKUMH TpUYMHaMu. K reMoJIMHAMUYECKHM MPUYMHAM OTHOCST
cutyatuBHoe yBenmueHue oOctpykuuu BTJDK  (pusumueckas Harpyska),
BBI3BIBAIOIIEE 3HAUMMOE YMEHBIIEHUE yJapHOro oobema u najaenue AJl, a Takxke
CHI)KEHHE TMepu(epruvuecKoro COMPOTUBICHUS B pe3yjbTaTe HeaJleKBAaTHOM
Ba30/MJIaTaIliH, B TOM YKCJIEe Ba3oBarajibHble 0OMOPOKH.
OuoOpULIISAIUA NIPeacepaAnii
DakTOpHI:
e «mpeacepAHas MUONAaTHUs» - IMoKazaHo, yTo ¢yHkuus JIII HapymeHa y
HOCUTEJIEH MyTalluK B JOKIMHUYECKOMN CTaNU 10 pa3BUTHUS TUIIEPTPOUU.
® CTPyKTypHOE (awinarauusi) U (yHKUMOHaNbHOE pemoaenupoBanue JIII,
MPUBOJSIIEE K DJEKTPUUECKON HECTAOMIIBHOCTH
e uyHTepcTUIMANbHBINA (hrOpo3 JIII.
Xpouuyeckas cepaeyHasi HEAOCTATOYHOCTh
DakTOpHI:
e ymenbieHHbIH JDK (Maneiit KIO) u, HecmoTtps Ha Beicokyto OBJIK, manbiii
VO JIX;
® HECIOCOOHOCTh YBEIWYHUTh B JOJDKHOW crenenn YO rmipu (dusmyeckoin
Harpyske;
o oOctpykuus BTJDK, BHOcsmas Bkiiaa B ymensbinenue YO,
e cucrommueckas nucynkuus JOK npu nporpeccupoBanuu I'KMII, ocobenno
B JWJIATALIMOHHOM CTaauM (MIIeMus MUOKapaa, nuccunxponus JIK);
e jnuactoiuyeckas auchyskius JIOK (pubpo3 wmuokapaa, MOBBIIICHUE
nasnenus B JIIT u KII/)
e MHUTpaibHas peryprutauus (BHOCUT BKJIAJ B OBBILIEHNE AaBieHus B JIIT);
e HapyueHus putma (DII);
® JIero4Hasi TUIEPTEH3HS.

OnuaemMuosorus [1]



[Tpu 'KMII Het ueTkoil reorpaduyeckoil, STHUYECKON MM MOJOBON CTPYKTYpPBI
pacnpeneneHusl.
['KMII — npakTuuecku equHCTBEHHOE KapIMOBACKYJISIpHOE 3a00JIeBaHUE, KOTOPOE
MOKET MaHH]ecTHpoBaTh B JIFOOOM BO3pacTe uejoBeKa OT MJAJEHYECTBa [0
riy0oKoi cTapocTu (¢ nepBbIx AHeH 10 90 u Oosiee JieT); Mpu 3TOM CPeIHUIN BO3pacT
MalUEeHTOB IIPU YCTAHOBKE uarHo3a cocrasiseT 30—40 ner.
Pacnpoctpanennocte I'KMII coctaBnsier 1:500 B obmieit monynsiuuu. B pa3HbIx
BO3PaCTHBIX KOropTax oHa Bapwupyetcs ot 1:500 go 1:200.

Kaaccuduxanus [1]
B noBcenHEBHOW ~ KIMHUYECKOM  NPAKTHKE  IMPUMEHSIOT  HECKOJBKO
KJIACCU(DUKAIMOHHBIX ~ MOJAXOJOB —  KIMHUYECKUM, TeMOJUHAMUYECKUM,
MOPGOIOTUYECKUH, TCHETUYECKUM.
Kiunnunveckas kiaaccupuxkanus

1. BCC - moxer oTtmeuarbcsi npu go0om BapuaHte teueHus ['KMII, B Tom
yuciae 0e3 NpeaIecTBYIONEeH CUMITOMATUKY (HanOojiee 4acTo BCTpeUaeTCst
y MOJIOJIBIX MAIMeHTOB < 35 JieT, BKJII04asi CHOPTCMEHOB).

2. beccumntoMHOE TEYEHHE - BCTpPEYAETCS y IMAIMEHTOB C HCXOIHO
HeoOcTpykTuBHOU (opmoit ['KMII (umebonbimias creneHb runeptTpopuu
Muokapaa, 0e3 comyrcrByromux aHomammii MK). IlpomomkurensHOCTh
YKW3HU y 3TUX MAIMEHTOB KakK B 00IIel monysiiuu - 75 jeT u 6oinee. Takxe
O0ECCUMNTOMHBIMU MOTYT OBITh TMAIMEHTHl C HEOOJNBIION CTEMEHbIO
ooctpykiuu BTJDK (B nmokoe u/uinu npu Harpyske).

3. CumnromHoe crabunbHoe (Ha (oHE MEIUKaAaMEHTO3HOM  Teparuu)
JT0OpOKAYECTBEHHOE TCUCHHE
® y MAIMEHTOB C UCXOAHO HE0OCTpyKTUBHOMU (hopmoii ['KMII
o 1pu OI'KMII ¢ HeGombmoii crenenbio oocTpykiuu BTJDK.

4, CumnromHoe ocnoxkHeHHoe Teuenne I'KMIT nposiBisiercs:

e (pubpwLIALMEH IpeacepaAnil — MapoKCcU3MalibHas, IEPCUCTUPYIOIIAS WU

nocrosHHass (ot 25 nmo 30%), accounuupoBaHHass C CepACUHON



HEIOCTATOYHOCTHIO PA3JIMYHON CTENEHHU BBIPA)KEHHOCTHU U MTOBBIIIEHHBIM
PUCKOM TPOMOOIMOOTMIECKUX OCTIOKHCHUM, BKITFOYAs HHCYIIbT

e XCH - mosiBieHu€ OJBIIIKH, CIIa00CTH, YTOMIISIEMOCTH, B COYETaHUHU,
IIPECUHKOMBI U CUHKONBI, apuTMuu. Hapactanue tsokectu XCH no [II-1V
®K (NYHA) nipu coxpanerHoi cucrtonnaeckoit pynkimm JDK

® CHUHAPOM CTCHOKapAUH (B TOM YKCIIC aTUMUYHBIN O0JIEBOM CUHAPOM) WU
O0e30oneBas wumemus. HWmemus wmuokapaa npu  [KMII  moxer

ociioxkHaATHRCI UM 2 Thna.

5. CUMNTOMHOE T€YEHUE C HETATUBHBIM PEMOJIEITUPOBAHUEM
e «Koneunas cragus»: panpHEMIIEE NPOrPECCUPOBAHUE  SIBIICHHUM
3aCTOMHOM CEpPACYHOM HEAOCTATOYHOCTH, CBA3aHHOM C HETaTUBHBIM
pPEMOAETUPOBAHUEM 51 BBIPAKECHHOU CHUCTOJINYECKOU W/ unu
muactonmyeckor nucynkiuenn JIK (penotunst KMIT+AKMIT wnu
'KMIIT+PKMII).
e PazButue BepxymeuHor aHeBpusmbl JIK — mpu oOcTpykuuu cpennen
gactu nojoctu JOK (penkuit Bapuant teuenus ' KMII).
I'emogunamuyeckasi Kiaccupuranus
e HeoOctpyktuBHass ['KMIIL: I'JI 8 BTJDK <30 MM pT.cT. B MOKOE€ U MpHU
Harpyske
e obctpyktuBHas ['KMII: T'J] 8 BTJIXK >30 (50) mm pT. CT. B IOKO€ U TpHU
Harpyske.
e jareHTHas ooctpykuus: I'J[ B BTJDK <30 B nokoe u >30 (50) MM pT. CT. 1ipu
Harpyske.
Mopddogoruueckas Kiaccupuranus
1. Acummerpuunas popma 'KMII
o Tuneprpodus MXKII (+/- BoBneuenue I1K):
o bazanbHoit wactu MXII (cybaopranbhas)
o CurmoBunnass MXII

o Tuneptpodus Bceit MIXKII



o [BosxoBeimyknas  MXII  (aHrn.  «reverse  curve») ——
MPEUMYIIECTBEHHO CpeHexenyaoukoBas runeprpodus MIKII 6e3
BOBJIcUCHUS cBOOOAHOM cTenku JIXK [136, 137]
o Kombunuposannas (MXII + npyroii otnen JOK wnu 1K)
e AnuxkanbHas runeptpodust (+/- cpenunubie cermenTsl JDK)
o CpennexenynoukoBas ['KMII (c BoBiedueHHEM CpEIUHHBIX OTIIEIOB HE
tosbko MIXKII, Ho 1 cBoGoaHOM cTenku JIXK, JIK Tuna «rmecounbie yach»)
e Tuneprpodus npyroii crenku JDK (6okoBas, 3aHs15)
2. CummMmetrpuunas ¢popma ['KMII
Kunaccudukanus o creneHd BbIPAKEHHOCTH THIIEPTOPOPun
® «YMmepeHHas» (B aHTJIOS3BIYHON JIUTEpAType UCTIOIB3YETCs TePMUH «mildy)
— (makcumanbHas ToamuHa creHku JOK <18 mm).
e [IpomexyTouHas.
e DKcTpemanbHas (MakcuMaibHas ToimuHa cteHku JDK >30 mm).
Kannuveckue nposisyienus [1,2,3]
MHorue nanueHTsl He UMEIOT JKajlod MIM OHU MaJIO3HAYUTENbHBL. B Takux cimydasx
JIMarHO3 CTaBUTCSA CIy4allHO WM MO pe3yJIbTaTaM CKPUHUHTA.
B paszsepnytoii cranuu 3aboneBanus npu ['KMII nanbosiee yacteiMu xamo0aMu
SBJISIOTCSL OJIBIIIIKA, CHIDKEHHE ToJiepaHTHocTH K ®PH, pazHooOpasHbie 0osieBbIe
OIYIIECHUSI B TPYJAHOM KIJIETKE KapJIUAITHYECKOTO0 W/UIM CTEHOKAPIUTHUYECKOTO
XapakTepa, HapyIIeHUs pUTMa CEpIACYHON NESITeNbHOCTH (mepebou, ydaiieHHOe
cepaiednueHne), roJI0BOKPYKEHHE, MPECUHKOIBI i CHHKOTIBI.
Manudecranus kinHu4Yeckux mnposieieHuit ['KMII B moyiogoM u  MOXHUIOM
BO3PACTE UMEET CYIIECTBEHHbBIEC PA3IHUHS.
[Ipu cbope ceMeiiHOrO aHamMHe3a Tak)ke oOpallaroT BHUMAaHWE Ha TO, ObUIM JIU Y
poactBeHHnKkoB ykazanuga Ha BCC, XCH, cuHKONajibHBIE COCTOSHWUS,
uMIuIaHTUpoBaHHble DKC, MHCYNBT B MOJIOJOM BO3pPAacTe U JPYru€ CUCTEMHbIC
3a00J1eBaHUsI.
[Ipu ¢usukanpbHOM 00CIEIOBAaHUM OCHOBHBIM JIMarHOCTHYECKUM TPU3HAKOM

ooctpyktuBHOM ' KMII siBsiercst rpyObli CHCTOIUYECKHI IIIyM BBIOpOCa, KOTOPBIT



BBISBJISIIOT HaJ BCEM MOBEPXHOCTh CEPAlla, C MAKCUMYMOM Ha BEpPXYIIKE U B
YEeTBEPTOM MexpeOepbe clieBa OT TIpyAuHbl. CHCTONMYECKUH IIyM —
HU3KOYaCTOTHBIN, HOCUT XapaKTEP KPEIIEH10-IEKPEILIECH] 10, BBICIYIIIMBAETCS BAOJb
JIEBOTO Kpasi TPYJIMHBI U YCUJIMBAETCS MPHU MEPEXOJIE B BEPTUKAIBHOE MOJIOKEHHUE,
JTUHAMUYECKOM (PU3NYECKOM Harpys3ke, TaxXUKapJIuu, MpUEeMe MHUIU, Mpode
BanbcanbBbl, npueme nepudepuyecKkux Ba3ouIaTaToposB.
BonpmmHcTBO NanuenToB ¢ ooctpykuueid BTJDK takxke uMeroT ayCKyJabTaTUBHbBIE
MPU3HAKH MUTPAIbHOU peryprutauu. Co CTOPOHBI APYTUX CUCTEM U OPTraHOB MpHU
['KMII 00bIYHO KJIMHUYECKH 3HAUUMBIX OTKJIOHEHUN HET.
VYV mamuentoB ¢ obctpykuueir BTJDK wacto BbISIBIsSIETCS HEYCTONYMBOCTH
apTepuaIbHOrO MmyJibca (3HaunTenbHbIe Kosiebanuss YCC B opTocTasze u KIMHOCTA3e,
BO BpeMsi OOJIpCTBOBAHUS U CHA).
JMuarnoctuka [1,2,3]
JlaGopaTopHbie 1 HHCTPYMEHTAJIbHbIE METOAbI 00C/IeI0BAHUA
e PyrtunHoe maboparopHoe 00CiIe10BaHNE, BKIIOYAIOIEe KIMHUYECKUN aHAIN3
KpPOBU U OOIIMI aHAIN3 MOYM, OMOXMMHUYECKUIN aHaU3 KPOBH (XOJIECTEPHH,
Tpurauuepuanl, kanui, Hatpuid, ACT, AJIT, MoyeBMHA, KpEaTHUHUH,
OWIMpPyOUH, TIIFOKO3a)
e Meanko-reHeTHYECKOe KOHCYJIbTUPOBAHUE
e ['eHeTHUeCKOE TECTUPOBAHUE
e OKI (B 12 oTBEenEHUsAX)
o XMDOKT
e DOXOKT
e UII-DXOKT
e DOXOKI ¢ xonTpactupoBanuem nosoctu JOK
e MPT cepana
e MCKT cepaia ¢ KOHTpaCTUPOBAHUEM
o [IOT
e KAI



e lHBa3MBHOE U3MEPEHUE JABICHUSA B IIOJIOCTAX CepALa

¢ DeKTpo(U3HO0IOrHUECKOe TECTUPOBAHNE

e Harpy3ounsie Tectsl (Tpeamui-tect ¢ MmonutopupoBanuem OKI' u AJl, TT-

DXOKT ¢ npoBokannoHHO# npoboii Babcaabebi)

e DprocnupoMeTpus

e buorncus Muokapaa v abIOMUHAJIBHOTO JKHUpa
Kpurtepun nuarsosa
Kpurepuem quarnosza I'KMII y B3pocnbIX sSBIsSETCS YBEIUYEHUE TOJIIUHBI CTCHKU
JOK B omHoM wim Oonee cermeHtax > 15 MM (ompezaensemoe JIHOObBIM
BuzyanusupytomuM metonom — IDXOKI/MPT/KT), kotopas He 0OBsCHSETCS
UCKJIIOYUTENFHO YBEJIMUYEHUEM HArpy3Ky JaBJICHUEM. Y POJCTBEHHUKOB poOaHaa
kpurepuem nuarsosa ' KMII sensercsa tonmuna crenku JDK, paBrasg 13—14 mm.
Kpurepuewm Bosieuenus IDK npu I'KMII sBisiercs yBenMueHne TOIIMHBI CTEHKU
I[DK >5 mm, a Tommumaa muokapaa IDK >10 mm cunrtaercs sxcrpemanbsaon ['TIK.
Kpurepuem nuarnoza oocrpykrtuBHoi ['KMII asnsiercs '/ 8 BTJDK >30 mwm pr.
CT., B TOKO€ uiu npoBorupyemsiid. I'J[ > 50 mm pr. cT..
[Ipu T'KMII, kpome cybOaopTanbHOW OOCTPYKLUHMH, MOXET HaOI0JaThCA
CPEIHEXKETYJOUKOBass OOCTpyKUuUsl (M30JIMpOBaHHAasT WJIA B COYETAHUM C
cybaopransHoii). Kpurepus I'Jl 11 cpeaHexenyT0ouyKOoBOM OOCTPYKIIMU HE
BbIPa0OTaHO.
Kpurepuem obctpykiuu BTIDK cuurtaercs ysenmuenune I'JI 8 BTIDK > 16 mm
PT.CT. B IIOKOE.

HOuddepeHunaibHast TuarHocTuka [1]
HuddepenunanbHas AMArHOCTUKA MPOBOAUTCS C TUNEPTOHUYECKON OOJIE3HBIO,
['JDK BcneactBue cumnromaruueckux Al', napyrumu nmpudvHamu runepTtpoduu
pa3IMYHBIX OTIEIOB CEpALA.

Jleuenne [1,2,3]
Jleuenne I'KMII BrirO4aeT MEOUKAMEHTO3HYKO TEPANUIO, SHIOBACKYIISPHBIC

BMEIIATENbCTBA, XHUPYPTHUYECKME M HEXUPYPrUYECKUE METOAbl PEAYKLNN



runeptpodupoBannoii MXKII, mexaHmdeckyio NOIACPKKY KpPOBOOOpAIICHHUS,
TPAHCIUIAHTALIMIO CEPALA.

®apmakorepanusi 1npu ['KMII B OCHOBHOM yiydlllaeT CHMIOTOMATHKY U
MPEIYIPEKIACT OCIOKHEHUA. EnuHcTBeHHble BMemarensctBa mpu ['KMII,
KOTOpBIE, KaK MMOJIararT, BIUSIOT Ha JOJTOCPOYHBIN MPOTHO3, MPEICTABIIIOT COO0M
XUPYPrUYECKyI0 MUOAIKTOMHUIO M UMILIAHTALUIO KapArOBepTepa-ae@uopusuisTopa.
Ha morumeprpodudeckoit cTaaum MEANKAMEHTO3HOE JICYCHHE B HACTOSIIUIN
MOMEHT He pa3paboraHo. Bexyrcs uccienoBaHuss B OTHOLIEHUH NPUMEHEHUS
JMUAJITHA3eMa, alleTHIIMCTENHA, aHTaroHuCcToB anrnorensuna 2, MYK-461.

He pexomenayeTcss Ha3zHaueHue OeTa-aapeHOOJOKaTOpoB U OJIOKATOPOB
«MEIJICHHBIX»  KaJbLIMEBBIX  KaHAJIOB  (BepamaMwi®*)  mamueHTam  C
oeccumntoMHBIM TeueHneM I'KMII, Tak kak uX IoJie3HOE JIEHCTBHE HE JOKa3aHo.
Borpoc 0 Ha3HaueHWM JaHHBIX MPENapaToB HEOOXOAMMO pPacCMOTPETh IPHU
nosiBeHuu ooctpykiuu BTJIK. Anroputm BelleHUs MAallMEHTOB MPECTaBIEH Ha

pucyHke 1.

Pucynok 1. AropuT™ TakTHKHA BEACHHUS aCUMIITOMHBIX ManueHToB ¢ ['KMII.

AcMMNTOMHaRA AcMMmnTOMHaRnA
Aoruneptpodu- runeptpodpuyeckas cragun
YyecKan cTagma rKmMn
Het obctpyxiymm + obcTpykyma UKO***
BTAK BTN NO NOKa3aHMAM
(cm. paspen
l #npodunakTHra
Y BCC»
AdnuteneHoe
HabnwogeHne bera-agpeHobnokaropbl
(npw npoTHBONOKaIaHMAX — sepanamun**}
A 4 h 4 'L
Crpatudmrauma pucka BCC (exerogHo)




CylmecTBylOT CHEAYIOUIME OCHOBHBIE MPHUHIUIIBI BEICHHUS TMAlMEHTOB C

cumnromaou ' KMITI:

e JleueHne mMalMEHTOB C OOCTPYKTHBHOM M HEOOCTPYKTHBHOU (hopMaMu
3a00JI€BaHUS UMEET CYIIECTBEHHBIE Pa3INUMsL.

o JleueHue OOJKHO OBITh aJaNTUPOBAHO K YHHMKAJIBHBIM XapaKTEPUCTUKAM
Ka)KJI0T0 OTJEIbHOIO MTALIUECHTA.

e JlekapcTBeHHBbIE IpenapaTsl, TPAAMIHOHHO puMeHsaeMble B Tepanuu [ KMII,
ABJISIIOTCSL  CPENCTBAMU C OTPHUILIATENBHBIM HWHOTPOIIHBIM JEHCTBUEM U
HaIlpaBJIeHbl HA KYITMPOBAHUE WIIA 00JIETYEHNE CUMIITOMOB 3a00J1€BaHU.

e [IpaBoxenynoukoBas OI' KMII u 2-xkemnynouxoBas OI KMII nedarcs o tem
K€ IpHUHIMNAM, Kak U rpu ooctpykiuu BTIDK.

Anroputmel Beaenus nanueHToB ¢ OI'KMII npeacrasiens! Ha pucyHkax 2 u 3.

Pucynok 2. ®apmakorepanus OI' KMII

dapmakotepanua obcTpyktueHon FTKMIN
(A s BTAX 250 mm pr.cT.)

| v

I OTMeHMTE Npenapatel ¢ BA30AHMAATHPYIOWMM OEHCTEBHEM

'/i-_\\ * ————t MNpoTHEONOKAZAHKWA K
"/ BeTta- ‘ &mm 5’"“‘#“ ;Emmwﬁﬂ'ﬁmfﬂpm
agpeHobno- | (2 v @ 4
KaTopbl Bepanammun** Ovuntnasem™**

v v v ¥

YIYULIEHHE CHMITTOMETHEM, HeT yny4leHHA CUMITOMETHKHM,
A s BT < 50 mm pT.CT. A 8 BTN =z 50 Mm pT.CT.

v v

Npopgonxerue Tepanum Pegykumna MMM




Pucynoxk 3. Anroputm neuennss XCH npu 'KMII.

XCH I1I-IV ®K (NYHA)

[OsBUH 2 50 mm pr.cT.
B MOKOE WK NPH Harpys«e

IAs B < 50mMm pr.cr.
B NOKOE WAK NPH Harpyske

v

’

Neueune obcTpyuiMm
BTN
+@n
OB 2 50% ®Bmx < 50% l
Beta-anpenoBnoxaropss Bera-agpevobnoratopw Houtpono
i AHD wurnbutopsl, pUTMa
o AHTATOHHCTBl ANbA0CTEPOHE. W 4acTOThl
Han“::' nemem:u " Manbie 403bl NETAEBLIX M + aHTH-
IIAH' hm P THASHAHBIX AWYDETULOB KOAMYAAHTEI
Tpaucnnaurauna cepaua
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