KAPOVNOMUNOIATIN




Kapoduomuonamuu (KMr1)-

ondpdoysHble 3aboneBaHns Mmokapaa, reHeTU4eCKn 00yCroBneHHbIE UK
CBsi3aHHble C HapyLeHns MM obMeHa BeLWECTB, He CBSI3aHHbIe C
BOCManUTENbHbIMMW, KNanaHHbIMW, KOPOHAPOTrEHHbLIMM MOPaAXXEHUSIMN MUoKapaa.

3g0poBoe runeptpoduyeckas PeCcTpUKTMBHAA  AuaTauMOHHasA
cepaue KMM KMM KMIM



[10 aTNMonornm

-pasnuyatoT nepBuYHbIe N BTOpUYHbIEe KMIT.

-[Mepsnyunbie KMIT - reHeTU4YeCckn 0bycnoBnNeHHbIE NOPaXXeHNA cepaevyHON MbILLLbI,
CBAA3aHHbIE C MyTaUNSIMUN rEHOB CTPYKTYPHbIX OENTKOB MUOLUTOB: aKTUHA, TAXKENbIX Leneu
B-Mno3unHa, TPoNoHuHa T, AncTpodmnHa, METAaBUHKYNMHA, TaMUHMA U T.0.

-BropnuHsie KMI'T cBasaHbl ¢ gudpdpy3HbIM NopaXeHnem KapanoMmmounToB BerieacTeme
WHTOKCUKaLIMN, CACTEMHbIX 3aboneBaHnuin COeaNHNTENBLHOMN TKaHWN, AHOOKPUHONATUN U T.4,.




JTHorormyeckas Knaccmukauus
KMI]

llepsuyYHbIe
1. Mgnonatnyeckme (O, P, IN); 2. Cemennsle (O, N ; 3. SHaokapauT Jledbpnepa (3o3mHodunbHaa aHgoMuokapananbHas 6onesHs) (P)
4. QHOoomMnokapamanbHbii dndpos (P)
Bmopu4Hbie:
1. UHpekuyuoHHbIe ([):

A. BupycHbin MmokapaunT; b. baktepuanbHbin MuokapauT; B. Fpubkosbin MmyuokapauT; [. MapasutapHbin (MPOTO30MHbIN) MUOKapaUT
E. Cnupoxetosbl; XK. PUKKeTCMO3bI
2. HacnedcmeeHHbIe 60os1e3HU HakonneHusi (4, P):
A. IwukoreHo3sbl, 6. Mykononucaxapuao3sbl, B. bonesHbe ®abpu, . FfemoxpomaTtos 1 BTOPUYHbIE reMOCUAEPO3b,
3. HapyweHus nutaHns, anekTponuTHble HapyLleHus ()
4. Peemamu4eckue 6one3Hu (f):

A. CKB, b. Y3enkoBbin nepnaptepunt, B. PeBmatongnein aptpuT, I'. CuctemnHas cknepogepmus, . lepmatoMmmosnt



Knaccudpukaums BO3, 1995.

OcHOBHbIe JononHutenbHbIe Cneuudmnyeckune HeknaccudmumpoBaHH
ble

OKMIT ApuUTMOreHHas MeTabonuyeckas ®dunbpoanacTtos

"'KMIT Ouncnnasua MK BocnanutenbHas Cungpom HITDK

PKMI [MocneponoBos KMIT Nwemmnyeckasd COM ¢ MmHMManeHou
N ap. annaTtauuen

KMI'1 muTOoxoHapuonatum




[ eHOMHagqa knaccmukaumnsa
HacneacTBeHHbIX KMI1, 2004 r.

KAPAMOMUOINATUN KAPAMOMUOINATUN KAPAMOMMUOINATUN noHHbIX
LMTOCKesneTa capkomepoB KaHanos

OunataunoHHaa KMI [Mneptpoduryeckas KMI CuHOpPOM YyOTMMHEHHOTO K
AputmoreHHas KMIT MK PecTtpektnBHaa KMI'1 YKOPOYEHHOIO MHTepBana Q-T
CepaedHo-KoXHble cuHagpombl  CuHgpom HITXK CuHpgpom bpyraga

Cungpom HIDK KoTtexonamHepruyeckas

nonumMopdHas xenyoo4ykosas
Taxukapams u ap.



Knaccugukaumna nepBnYHbIX KMI
(AAC, 2006 .)

FeHeTU4YecKan CMellaHHble NpuobpeTeéHHbIe

[MnepTpodunyeckaa KMIT OKMI MuokapauTsl
ApuTmMoreHHas [MepBUYHaa pecTpeKkTnBHas (HeBocnanutenbHble KMI)
KMI1/ancnnasusa NMX HernneptTpodunyeckass KMl KMI TokoTcybo
Cunapom HITK [MocneponoBasi KMIT
[ MMKoreHosbl KMI, nHayumpoBaHHas
MuToxoHapuanbHble MMonaTnm Taxukapguen
HapyLweHne pyHKUUMN NOHHbIX KMIy matépen c C1
KaHarnos



Knaccudonkauma KMI'1 (EOA, 2008 r.)

KM
— T .
[MnepTpoduyeck [unataumoHHa ApunTMoOreHHas PecTpektuBHaa HeknaccndununpoBaHHas
A b [TpaBoXenygo4ykoB
asl
CemenHasi/reHeTu4eCcKkun HecemenHas/
obycrosrieHHad HeobycrnoBreHHad
/ reHeTu4ecku
NpononaTtnyeckas MNoaTunbl 6onesHu

HenpgeHTndonumpoBaHHbin  [loaTmnbl 6onesHn
nedekT reHa



[1na nocTaHOBKM AnarHo3a peakmx reHeTU4eCcKu
obycnosneHHbIx KMI'1, BblgeneHHbIX B
OoTAeNbHbIe rpynnbl

B0o3MOXXHO 1Cnonb30BaHMeE TONMbKO COBPEMEHHOW Knaccudukauumm

"EBponenckon accoumnaymnmn

Kapanonoros

EURQPEAN
SOCIETY OF
CARDIOLOGY

PEKOMEHZALWW




KnnHnyeckasa xapaktepuctuka KMI'

1. lunataunoHHas (3acTonHas): yBenmyeHune nesoro nu/unmn npasoro
XKenyaoo4yKkoB, HapyLleHne CUCTONMNMYeCckon pyHKLUNK, 3aCTONHAas
cepaevyHasd HeJoCTaTOYHOCTb, apuUTMMNKU, TPOMBOOIMOONUN

2. PecTpuktnBHaga: gndpos nnm nHunstTpauma Mmmokapaa c
HapyLweHNneM HanosIHEHUA N1eBOro N/Unn NPaBoro Xenyao4ykos

3. ['mnepTpodomnyeckaqa: acuMmMeTpuieckasa runepTpodpua neBoro
XKenynouka (peskoe yToseHne MexkenyqodkoBou Nneperopogku) ¢
OOCTPYKLMEWN Er0 BbIHOCSILLErO TPAKTa Unu 6e3 Hee, NOSIoCTb JIEBOIO
Xenyaodka obbl4HO HE paclumMpeHa






[ MnepTpodunyeckas
KapanommonaTus -

Yyale BCero onpeaensitoT Kak BblpaXXeHHY rmnepTpodunio Mmokapaa nesoro Xxenyagodka
6e3 BUaAnMOWN NPUYUHBI.

TepmuH «runeptpodumnyeckaa KMI» TouHee, yemM «nguonaTndecknm runeptTpodonyeckum
cybaopTanbHbI CTEHO3Y, «runepTpoduyeckas odoctpyktmuBHass KMI» 1 «MblLLEYHbIN
cybaopTanbHbI CTEHO3», MOCKOSIbKY HE nogpasymMmeBaeT 0bs3aTteribHoM 06CTPYKLNK
BblHOcALLero Tpakta JI>K, KoTopaa nmeet MecTo NuLlb B 25% criyyaes.



[Mneptpodomnyeckaa KMIT

I'KMI1 - ayTocomMHO-AOMMHAHTHOE 3aboneBaHue, xapakTepuaytowleecs runeptpodunen
(yTONnLwieHMEM) CTEHKM NTIEBOIO N/UNn n3pegka npaBoro Xxenygoyka.

imetroTca aBe BaXkHble 0COOEHHOCTU:

1) rmnepTpodus Yalle acuMMeTpUYHas (NeBbIN XXenyaodek YTonLleH HepaBHOMEPHO,
00bIYHO MeXOKeNyoo4YKoBas Neperopoka CyLLeCTBEHHO TOrLLLE OCTallbHbIX CTEHOK);

2) n3-3a nepegHe-CUCTONMMYECKOro ABMXXEHNA CTBOPOK MUTParibHOro knanaHa (OCO6eHHO

nepeaHen) BO3HUKAET BHYTPUXKENYJOYKOBbIV rpaaneHT AaBneHus (AMHammyeckas
06CcTpyKLUMS). B mokoe 06CTpyKLMS BCTpeyaeTcsl TONbKO B 25% cny4YaeB, HEN3MEHHOW
cocTaBnswoLen 6onesHn ABNAETCA He CUCTONMYEecKas, a AuacTtonuyeckas ANCYHKLNSA

JN1eBOro »enyaodka.

B pe3ylibrate, HECMOTpPA Ha NoBblLLEHNE COKPAaTUMOCTU NEeBOro Xejiyaodka, Anactorin4eckoe
AaBlieHNne B HEM BbICOKOeE.

B HacToswwee Bpemsa kputepuem ['KMI'T cuntaerca ysenmyeHne TonwmHbl MMOKapaa CBblLle
NN paBHOM 1,5 CM NpU HAaNU4YUM gMacTonnyeckon ANcdyHKUNM (HapyLLeHnsa paccrnabneHms)



KnnHnyeckaa kaptuHa [ KMI'

[ KMl yacTo npoTekaet 6eccMmMnTOMHO, OCODEHHO KOraa HOCUT CEMEWHBIN XapaKTep (B
TaKuX criyyaax nepBbIiM ee NpodBlieHNEM MOXET CTaTb BHe3arnHas cMepThb, 4YacTo B
OETCKOM UIN FOHOLLIECKOM BO3pacTe, BO BpeMs on3nyeCckon Harpysku).

«Camas pacnpocTpaHeHHad xanoba - ofpblLlKa.
*Bo3MOXHbI Xkanobbl Ha 6onu B cepaue,
*yTOMNSIEMOCTDb,

*FOfTOBOKPY>XEHME,

*0OMOPOKM.



KnnHnyeckaa kaptuHa [ KMI'
dunsnkanbHble NccriegoBaHuA.

1. [lpwu BblpaxeHHOW 0OCTPYKLMNKN BLIHOCALLENO TPaAKTa BbISIBNSAETCH ABOMHOMN UM
TPOMHOMN BEPXYLLEYHbLIN TOMYOK, ObICTPLIN NOgBEM MYNbCOBOM BOMHbI HA COHHbIX
aptepusax u IV TOH cepaua.

2. BbicnywmnBaetcs rpybbi BepeTeHoobpasHbl CUCTONMNYECKUIN LLUYM (Ny4Lle BCero
ClblLLIEH CHN3Y Y NEBOr0 Kpas rpyauHbl U Ha BEPXYLLUKE, CNYCTS HEKOTOPOE BPeEMS
nocne | ToHa, rae n3-3a conyTCcTBYOLLEN MUTPaNbHOU HELOCTATOYHOCTN OH
CTaHOBMTCﬂ ﬂyI,OLU'MM IA A ALUNIAATNROIALIANUVIANA




MHCTpyMeHTanbHble AaHHbIe

1. [lpw peHTreHorpadun rpyaHoOWn KNeTku U3SMEHEHUN MOXET He BbITb, XOTS HEpPEeaOKOo
BCTpeYaeTcsd YyMepeHHoe pacLunpeHne TeHn cepaua.

2. OcHoBHOW MeToa ANArHOCTUKM - 3XO Kr BbiaBnawoT:

JaccuMeTpu4Hyo rmnepTpodunio NEBOro Xenyaodka (MexekenyaodkoBasi neperopoaka
MWUHMMYM B 1,3 pa3a TonLie 3agHel CTEHKN).

OMpu Hannumn obCTPyKLUMM OOHAPYXMBAETCA NepeaHe-CUCTONNYECKOe ABMKEHNE CTBOPOK
MUTpPanbHOro Knanaa.

0O6bem neBoro xenygoyka o0bIMHO YMEHbLUEH, TUMUYHbI TMNEPKUHE3US TMNEPKUHESUS
3aHEWN CTEHKM N TUMOKNHE3NSA MeXKenyo04KoBOW Neperopoaku



Dblpada>K€eHHadA KOHLUEHTPUNYECKaA
rmnepTpodounsa CTEHOK NEBOIO
Xenyagodka




OXOKI npusHakamum
[ KMI'1 aBngawoTca:

acUMMETPUYHasa rmnepTpodma Mexkenygo4yKkoBom
neperopogku (>13 Mm),

HebOSbLLIOW KOHEYHO OMACTOSNTIMYECKNN pasMep U
obbem JTK,

MMMOKUHE3NA MEXOKeNyO404KOBOW NeperopoaKu,
HOPMO- U TNepKNHE3ns 3agHen cteHkn JOK
nepenHee CUCTONINYECKOE ABMXEHNE MUTPaSibHOro
KranaHa,

CpeanHHO-CUCTONMMYECKOoe NPUKPbLITUE aopTarbHOIo
KranaHa,

BHYTPWXESy40YKOBbIN rpagueHT LaBlieHMA B MOKoe
bonee 30 MM pT. CT., Npu Harpy3ke — 6osiee 50 MM pT.
CT.,

nponanc MUTpasribHOro KnanaHa ¢ MUTpasnbHoOW
HeOOCTaTOYHOCTLHO.

LV — neenbiu xxenyodoyek, RV — npaebiu xesnydo4vek, LA — niegoe
npedcepdue, Ao — socxodsiwuti omaes1 aopmal

0o 0o OO0 0O O

O




Y 5--10% 6onbHbIX ¢ [ KMI'1 pa3BuBaetcsa Tskenas
cuctonuyeckaa ancdyHKLMsS NeBoro XXenyagoyka, nponcxoanT
annartaumsa n UCTOHYEeHUe ero CTEHOK C pa3BUTUEM
remoamHamukm OKMI1.

> wemna mmokapaa npu ' KMI'T moXeT BO3HUKATbL HE3AaBMCUMO
OT 0OCTPYKUUK BbIHOCSLLEro TpakTa JIXK.



JleTanbHOCTb

A. TogndHasa cmeptHocTb npu 'KMI cocTaengeTt 1-6%.

B. bBonblWKWHCTBO BOMbHLIX yMUPAKOT BHE3AMHO.
Y 22-30% 00nbHbIX BHE3ANHAs CMEPTb — NEPBOE NposABrieHne 60ne3Hn

(4aLle nogobHas cuTyaumsa HabngaeTca y AeTEN cTapLuero Bo3pacTta U Monoablx
noaen).

[TpnmepHO 60% BHE3arHbIX CMepTeEN BO3HUKAOT B COCTOAHUM NOKO4A, OCTanbHbIe — Nocre
TAXKenon msndeckon Harpysku.

HanmeHee bnaronpuATHbLIN NPOrHO3 U HAMOONbLLUMN PUCK BHE3aNHOU CMepPTHU
OoTMe4aeTcs NPU HEKOTOPbIX MyTaUUAX TAXKerion p--uenu mMmmo3uHa (R719W, R453K,
R403Q).



JleyeHue [ KMI'

v/[1poTBOnNoKasaHbl TaXenas dousmyeckas Harpyska.

v/[1pn cteHokapagmmn n obmopokax B 30-50% criydaeB nomoratoT [3-b6riokaTopsbl.

AMI/IO,D,apOH, MO HEKOTOPbLIM AaHHbIM, NOAaBIIAET HAAXKENyaAO4YKOBbIE N YIPOXKakoLWne XM3Hn
XKenyaodKoBble apUTMnn.

Bepanamun n guntmnasem ynyyarT ANacTONMYECKYro (OyHKLNIO NEBOIO Xemyao4Kka: CHKaKT B HEM
ANacTonMyeckoe JaBrieHne, NoBbILakT NEPEHOCUMOCTb Harpy3km U YMeHbLIAKT 0OCTPYKLMIO
BbIHOCSILLEro TpakTa. Ho y 25% 60nbHbIX 3mu ripenapamab! 0Ka3bi8arom nobo4YHbIe 3¢hEKMEBI.

v/'B nocnenHee Bpems y TaXKenbiX 00SIbHbIX MPUMEHSIOT MOCTOAHHYIO ABYXKaMepPHY0
9NEKTPOKaApPANOCTUMYIISLNIO, UMNNaHTaumMio gedpundpunnartopa (Npu yrpoxatowmx XXU3HU apuTMmUsIX 1
OCTaHOBKaXx KpoBOOOpaLleHus).

v M1oakTomMusa (MccedeHne YacTu MeXOKenygo4KoBOW Neperopoakn) BeaeT K CTOUKOMY YNnyYLleHUto B 75%
cny4aeB, O4HaKO 13-3a BbICOKOW ornepaLioHHON NeTanbHOCTU €€ MPUMEHSAIOT TONbKO Y TAXEnNbIX
OONbHbLIX C PE3KO BbipaXXEeHHOW 0OCTPYKLUMEN, KOraa MeankamMeHTO3HOe fieYeHne.

v CepaeyHble rMmko3nabl, ANYPETUKU, HUTpaThbl U B-aApeHOCTUMYNATOPLI NPOTUBONOKAa3aHbI,
OCOOEHHO Npu OOCTPYKLIUU BbIHOCALLEro TpakTa JIieBOro xenyao4dka.
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CINACHBO 3A
BHNMAHWE!




