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Kapouomuonamuu

KMI1 rpynna reTeporeHHbiXx 3aboneBaHUM,
XapPaKTepPU3YIOLWAACA NATO/IOTMEN MMOKaPAa
C ero CTPYKTYpHbIMU uU/mnn  GyHKLUMO-
Ha/IbHbIMW  HapylweHnamu, He o0bycnos-
NIeHHaA uwemunyeckon bonesHblo cepaLa,
rMNEepPTEH3UEN, KAanaHHbIMU MOPOKAMU W
BPOXKAEHHbIMM 3ab0N1€BaHNAMM

®ENEPAJIbHBIE K/IINMHWYECKUE PEKOMEHAALNN T10
OKA3AHUIO MEANLMHCKON MOMOLUM AETAM C
KAPAUOMMUOINATUAMMU, 2015



Knaccugppukayua KMI1

lpapauuna Xapaktepuctuka KMI

. [MnepTtpodunyeckana (FTKMIM)
1. OunnataumoHas (AKMM)

AputTmoreHHaa npasoXenygoyukosaa KMII

I (AKMTH)

V. PectpuktneHaa (PKMIM)

Heknaccuounumpyemble: HEKOMMNAKTHbIN

V.
Mmunokapg, KMIM takotcybo (takotsubo)

BO3/MO®K, 1980, 1995, moouguyupo8aHHaAA
akcrnnepmamu EOK,2008



deHomunuyecKasa Kaaccugukayus
KMI1

FTKMI AKMI ALlMX PKMI HKMI1
CemeliHaa/2eHemu4ecKu HecemeliHasa/ HeobycnoeneHHasn
06ycnoeneHHas 2eHemu4yecKu

* HemaeHTMdUUNPOBAHHDBIN

fedeKT reHa * WaunonaTtunyeckasn

* MoaTunbl 6onesHun * NMoaTtnnbl 6onesHu

EOK, 2008



AdunamayuoHHaa Kapouomuonamus (142.0)

- XapaKTepusyertcs
yBe/IMYEHUEM pPa3mepos
cepaua M CHUXKEHUem
CUCTONIMYECKON  DYHKUUMU
OAHOM0 WAUN  HECKONbKUX
Kenyao4yKkos

Kindermann |, Barth C, Mahfoud F, Ukena C, Lenski M,
Yilmaz A, et al.
Update on myocarditis. ] Am Coll Cardiol. 2012

- 3aboneBaHMe MUOKaApAa,
XapaKTepusyluieeca  pes-
KUM pacluMpeHnem noaoc-
Ten cepaua, CHUXeHnem
COKpaTUTENIbHOU  PYHKLU UK
MWOKapaa, pa3BuTuem 3ac-
TOMHOU CepaeyYHOU Heaoc-
TAaTOYHOCTU, YacTo pedpak-
TEPHOM K  MPOBOAUMOMU
TepanMm M NAOXMM NpPOr-
HO30M

K/IMHUYECKUE PEKOMEHAALUNW no demckoli kapduosaoauu u peemamorsoauu
(nod peod. npogp. M.A. LlLIkonbHuKoeol, npog. E.N. Anekceesoli) Mocksa,

2015



nudoemuonoz2ua AKMII

* Yactota AKMI y neten 0,57 Ha 100000 B rop,
(8 10 pa3 HUKe, Yem Yy B3POC/bIX)

* M > ]l ncootseTcTByeT 62 - 88%

S




* MpnynHbl BHEOONBHMYHON * HeanmarHOCTUPOBAHHbIE
BCC y peten u nopapoct-  3abonesBaHmAa cepaua vy
KOB, no  pe3yabTaTam  AeTeun, BblAB/IEHHbIE NO
ayTOI'ICI/II/I 1990- 2015 [r. pe3ynbTaTam ayToncuu
. N e 1984-2003 rr.
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Trends of Out-of-Hospital Sudden Cardiac Death Among Children Undiagnosed Heart Disease Leading to Sudden Unexpected
and Young Adults Death in Childhood: A Retrospective Study
Igbal El-Assaad at all, AAP, 2017 Maria V. llina, Charis A. Kepron at all, AAP, 2011



Idmuosao2u4yecKue rnpuU4yuHHsbIe
¢akmopor AKMI

BupycHbie uHgekuyuu (Bupyc Kokcaku, BUY, axosupyc,
BUPYC KPaCHYXW, BETPAHOM OCMbl, NAPOTUTA, BUPYC
AnwTtenH-bapp, UMB, Bupyc Kopun, nonmommenunta)

bakmepuanbHble  uHgekuyuu (mukonnasmos, tbc),
pUKKemcuo3bl  (NCUTTAKO3, NATHUCTAA  JIMXOPAAKa
CKa/IUCTbIX rop), napasumel, 2pubsi

HepsHo-mbiwe4vHsble HapyweHuUs (MblWweyHble
anctpopmmn  [ioweHHa  wmanm  bekkepa, aTaKkcmaA
dpuapenxa, cmHapom KepHca-Canpa, Ap. MbIlIEYHble
auctpodumn)

[Muwessblie pakmopsl (KBaWWMOPKOP, nennarpa, Aeduunt
TMAaMUHA, AedULUT ceneHa)

Cocyoucmeie KosnnazeHo3bl (OP/1, KA, CKB, 6-Hb
KaBacaku, 4epMaTOMMO3UT U Ap. )



Idmuosao2u4yecKue rnpuU4yuHHsbIe
cakmopor AKMI

[emamosnozau4yecKue 3abonesaHuA (Tanaccemus,
CepnoBMAHO-KAeTOYHass aHemua, KenesogzedbuUUTHaA
aHemus)

SHOOKpUHHbIEe 3abosesaHuUA (TMNOTUPEO3, TMNEePTUPEODS,
rmnonapaTupeos, GeoxpomoLmToMa, TMNornnMKemms)

HapyweHusa obmeHa seuwecma (rMMKoreHosbl, aepuuut
KAPHUTUHA, pAedeKTbl OKUCAEHUA MUPHbIX KUCNOT,
MYKOMO/IMCaxapuao3bi)

CUHOpOMbI  GHOMUAs/IBHO20  pa3sumus (cHapom
«KOLIAYbero Kpuka»)
JlekapcmeeHHsle npenapamel (QaHTpaAUUKAUH,

unknopochamm, XI0POXUH, MEePErpy3Ka *Kenesom)
3a60n1e8aHUA KOPOHAPHbLIX apmepul



Imuonoausa AKMIT

B HacmoAauwee epemMA ebiCKa3sbledemcH -
MHOZOCI?GKmOpHGFI aurnnomesa 3abosne8aHuUA

e XpoHuyecKkaa BUPYCHasa MHPeKUMA (KOKCaKM
Bupyc B 20-25%, apeHosupyc 58%)

* AytommmyHHoe BausiHue (30-40%)

* [eHeTUYeCcKaa AeTEPMUHNPOBAHHOCTb (25-
50%)



e NKMI asnaetca nubo ucxodom BuUPYCHO20
Kapouma, nnbo BO3HWKAET NepBUYHO HA POHE
HAPYLEHHbIX MEXaHU3MO8 UMMYHOs102U4eCKOoU

3auwjumeol l

* OanH n3 OCHOBHbIX MeXaH1U3MOB
BO3HMKHOBeHMA [AKMI1 - aymoummyHHsIU,
3anyCcKaemblt KapAMOTPOMHbIMM BUPYCaMU B
YCNOBMAX WU3MEHEHHON UMMYHONOINYECKOM
PeaKTUBHOCTU



feHemuyecKan
npeopacrnonorceHHoOCMb

NaoeHTUOUNLUMNPOBAH-
o A bnump UpeHTnounuymnposaH-
KAHU4YecKkuu Hble reHeTu4YecKue
e o Hbl@ reHbl
BapUaHT NNOKYCbl CEMENHOMU
3aboneBaHuA
OKMIM

10921-10qg23, 99q13-922,
AyTOCOMHO-AOMUHaHTHbIM 1932, 15914, 2931, 1g11- Actin, desmin, lamin A/C

21
AyTOCOMHO-A0MUNHAHTHbIN
c AedpeKkTom 1p1-1q1, 3p22-3p25 -
NPOBOANMOCTM
X-cuenneHHbIN Xp21 Dystrophin

X-cuenneHHbIn
KapANOCKENETHbIN (Cc-Mm Xg28 (gene G4.5) Tafazzin
BapTa)



MumoxoHOopuanobHbie AKMIT

* Bcneactesme  mMyTauuu  Hapywaemca — 3Hep2emuYecKul
obmeH Kapouomuouyumos, YTo BeaeT K pa3sutuio AKMI

* MutoxoHapuanbHble LAKMI1 BcTpe4valoTcA NP MUTOXOH-
APWNANbHbIX CUHAPOMAX:

v’ CuHOpome MELAS (MUTOXOHAPMANBHOWM MMNONaTUMN,
3HUedanonaTmn, NakTaT-aunuaose, 3NU3oaax HapyleHUs
MO3roBOro KpoBoobpalleHus)

v' CuHOpome MERRF (conpoBoxaaeTcs MWOKNOHYC-
3NUIencmenm B COYETaHUM C CUMHAPOMOM pPa3aparKeHUs
PBAHbIX KPACHbIX BOJIOKOH)

v’ CuHOpome KepHca—Celipa, cuHapome paedpuumtTa HaOH-
KO3H3UM g-peayKTasbl



Knunuyeckasa kapmuHa KMII

* MaHundectauma MOXKeT
BO3pacTe

* [lpoABneHunA MOTYT
MHTEHCUBHOCTU/TAXKECTU

* KAMHNYEeCKaa KapTUHa,

u»&

ObiTb B JA06OM

ObITb Pa3HOWU

rMaBHbIM 0bpasom,

onpeaendeTca TAXeCTbitO HeOAdOCTaTOYHOCTU

KpoBoObpalleHuns




KnuHuyeckaa kapmuHa AKMI1

* Ha paHHMUX 3Tanax mano- n 6eccMmnTomMHoe
TeYeHue, OTCYTCTBUE Kanob U cybbeKTUBHbIX

OLLYLLLEHUMW

* YacTo 3TO caAy4yamHaA HaxoaKa npu npod.
OCMOTpPaX, AUcnaHcepmnlaumnmn, obpalleHnax K

apyrmm  cneupanuctam  (Kapamomeranus,
nameHeHmA Ha IKI)
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KnuHuyeckaa kapmuHa AKMI1

* [lepBble CMUMNTOMbI
- BANOCTb

- cnabocTtb '
- yTOMIAEMOCTb &/

- HApYLLUEHMSA CHa
- OTCYTCTBME anneTuTa

- NOT/INBOCTb

- TO/IOBOKPYEHMUSA

- TO/I0BHbIE U MbilLeYHble 601K

* HapyweHna noBeaeHUs N BOCMPUATUSA, U3NULLIHASA
Kanpu3HOCTb

 CyaopOXHbIKN CUHAPOM
* CuHKONanNnbHblIE COCTOAHUA



KnuHuyeckaa kapmuHa AKMI1

OAbilWKa Npn dU3nYeCcKom
Harpy3ke/KopmaeHum

Xpunawee AblxaHUe, Kawenb

BnheaHOCTb KOXKHbIX MOKPOBOB, M3ObITOYHAA
NOT/IMBOCTb

[Tnoxaa npubaBKa maccbl Tena

CHUXeHMe cyTo4HOro anypesa



KnuHuyeckasa kapmuHa AKMI1

[Opyrne cmmntombl, Habatogaembie NPUOAN3IUTENBHO Y
20% nauyuneHTos ¢ AKMIT

* bonb B rpyau

 Ceppuebunenue

* OpTONHO3

* KpoBOXapKaHbe

* [leHMUCTaAa MOKpOTa

* bonun B XXMBOTe, yyalleHune CcTyna
* TowHOTa, pBOTA

e O6bMOpOKM

* Hesposnornyeckue HapyLweHus

BbipaxteHHocmb riposAsaeHul cepoeyHou
HedocmamoYyHoCcmu orpeoesnsem ripocHo3



ObveKkmusHbie OaHHbIe

Kapanomeranua
Cumntombl CH (neBo- 1 npaBoXXenya04KoBOW)

N3meHeHune ALl (cHuKeHmne CALl npu
HenameHeHHom 1A/, pe3Koe cHuXKeHue MA/L)

ANbTEPHUPYIOLLMK NYNbC — cmumnTom Kasem-beKa
Cepae4Hbin ropb - 1eBOCTOPOHHUM
N3meHeHMne ayCKyNbTaTUBHOW KapTUHDbI
HapylweHna putma n NpoBoANMOCTU
[Mpn3Haku JII'




05/03/2008




OKoH4aTenbHbin  AnarHos  AKMI
NCKNOYEeHMA Bcex 3aboneBaHUM C
nosocteun cepaua

— 3TO AMArHos
CH wn paunataunen

KAnHnyeckue cumntombl 3aKknueHune
[MToNoXNTEeNbHbIN CEMENHbIN aHaMHeE3 CemenHasa AKMI
BpoxaeHHoe
OcTpan/xpoHunyecKana sHUedanonaTua, HapyLweHune
cnabocTb MbllL, TMNOTEH3UA, HAPYLUEHUE meTabonnima,
POCTa, peumanBupytoLLLas peoTa, 1eTaprus BOB/EKaloLWee

Oncmopdua, opraHoOMeranusa, CKesIeTHbIEe
aHOMaNNUN, HN3KOPOC/IOCTb, XPOHUYECKaA
3HUedanonaTma, BULLHEBO-KPAaCHOe NATHO Ha
Ma3HOM AHe

CnabocTb CKeNeTHbIX MbllL, be3
3HUedanonaTnm

BbIPabOTKY saHeprum

bone3sHn HakonneHuMA

HepBHO-MbILLEYHbIE
3aboneBaHna wu.T.



NHCcmpymeHmManbHasa Oua2HOCMUKad
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PagnonsotonHoe uccaenoBaHue U

NO3UTPOHHO-3IMUCCUOHHAsA Tomorpadus
(M3T)

NccnepoBaHmMA ¢ AO3MPOBAHHOWU
dun3nyeckon Harpyskom (Harpy3oyHbiin
TecT)
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JlabopamopHaa ua2HOCMuUKad

Obwmm aHaNn3 KPoBM

O6LWmMmM aHaIN3 MOYM U YYET ee KOJIMYeCcTBa
Bbnoxmmmyeckmnm aHanmns Kposu

MUMmyHONOrn4yeckmne n ceposiornyeckme uccrienoBaHma
Koarynorpamma

AHanun3 razoBoro cocrtasa Kposun n KLC

OnpegeneHne ypoBHA HATPUUNYPETUYECKMX NenTuaoB
(BNP n NT-proBNP 3HauMMblili NpeauKToOp NeTasibHOCTW,
rocnutanmsaunm, BHeCEeHUA B JINCT OXUAAHMA ANA
TpaHCcNAaHTaUuu cepaua)

OnpegeneHne MapKepoB nMoBpexXaeHMA MUOKapAaa
YPOBHA TPONOHUHOB | nan T



Tepanusa

leyeHne AKMI1 ocHOBbIBaeTCA Ha KOppeKuuun u
NPOPUNAKTUKE OCHOBHbIX KNMHUNYECKUX
NnposB/eHNIN 3aboneBaHnA N ero OC/I0KHEHUM -
XPOHUYECKOU cepaeyHON HeAOCTAaTOYHOCTH,
HapyLWeHUN puTMma cepaua n Tpomboambonmm




lIpocHO3

Ncxooel IKMI 3a8ucam om npu4vuHsl, 803pacma u
cmeneHu CH 8 0ebrome 3ab6os1e8aHUA

* 1/3 naumenToB ymupaet (CH, HPC, ocnoxKHeHus
TpaHCNaHTaUumn)

 1/3 cTpapaetr 3aboneBaHMEemM W HyXKOaeTcA B
NnevyeHnu

* 1/3 ucnbiTbIBaET yAy4lleHUe — Bbi3A0paBaAMBaET

e leT Cc MMoNaTUAMM U  MNporpeccupyoLlemn
annaTtaumen cepgua ¢ CH nmetot xyawmm nporHos
MO CPaBHEHUID C MMELWMMN UANONATUYECKYIO
AKMI




llpocHO3

]

* [locne TpaHcnaaHTauMM cepaua NoOKasaTenu
BbIXKMBAaeMOCTU yBesinuneatoTca Ao 77% 3a 1 roa
n 0o 65% 3a 5 net

CmepTHOCTb WM 3aboneBaemoCcTb 3Ha4YUTENbHO
COKpatTuamnco  bnarogapa  AOCTUXKEHMAM B
obnactm meanumHbl: 1975-1990 rr. 2-x neTHAA
BbIXKMBaemoctb coctanana 70% wn  52%
BbIXKUBanu B TedeHune 11,5 net

UccneposaHna 1992-1997 rr. BbiaBuan, 4yto 5
/IeMHAA ebixcusaemocms cocmasuna 85%
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