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* Bn

npuy
CYUTANC

nx oobveguH
“MUOKAPONT”.

B nanbHenwem BbIACHMAOCH YTO 3TU
N3MEHEHUA MOTYT HOCUTb BTOPUYHbIN
XapakTep (apTepuanbHas NneperpysKa MmbillLbl
cepaua, uwemms).

, N0aTOMYy



U3MEHEeHU un. Torga u
BO3HWUKNO NOHATUE “KapanommonaTtma”
(1968).



* BB N4

KapAa
rmnepTp

SENPEEZIIELY
apUTMOreHHaa KapaAnomMmmonaTma CBA3aHHAA C
rmnepnaasmen NPaBoro KeayagodKka v uesnbie
rpynnbl apUTMOreHHbIX 3abonesaHnm (Long
QT, Brugada)



* B2

3360

HapyLue PUYECKUX

GYHKLUUN, O YEeCKNMMU
3abonesaHuamu (n

KapanomuonaTus)

BTopuyHbie KapanommonaTmm CBA3aHHbI C
CUCTeMHOM naTtonorunen (ammnounaos,
BACKY/IUT, CENCUC N T.A.)



NORMAL

e>ODOD

ARVD

EMF (OCM)




B. AnnaraumoHHan
KapauoMuonarus

N

B. NMnepTpoduyeckan
KapauomMuonaTus KapAMoOMMONaTUA




Knacc 1: naumeHTbl ¢ 3abonesaHnem cepgua, 6e3
OrpaHMYeHUN GU3NYECKOM aKTUBHOCTU N HE
COMNPOBOXAAETCA KNMHUYECKMMU NPOABAEHUAMM,
6eccMMNTOMHbIX B MOKOe

Knacc 2: 6onbHble ¢ 3ab6oneBaHUAMK cepaua U ¢
NErKUMM OrpaHnYeHnaMn GU3nYecKon akTUBHOCTH,

6eccuMmnTomMHbIX B nokoe. ObblyHas pusnyecKas
aKTUBHOCTb BbI3bIBaeT c/1abocTb, cepauebueHme,
oAbILWKY Uan 6o B cepaue.

Knacc 3: 6onbHble ¢ 3aboeBaHUAMN cepaLa
BbI3bIBAOWMMM OrpaHNYeHns B GU3nNYeCcKom
Harpyske. MeHbluasa ¢usnyeckas akTUBHOCTb
BbI3bIBaET BbllleyKa3aHHbIe CUMNTOMbI.

Knacc 4: 6onbHble ¢ 3ab6oneBaHUAMM cepaLa y
KoTopbIx Ntob6as dpM3Myeckas HarpysKka orpaHuyeHa
BO3HMKHOBEHMEM YyBCTBa AUCKOMOPTa, MHOrAA
Aaxe B nokoe. AnckomopopT yBen4mMBaeTca ¢
yBe/IMYEHNEM Harpysku. CUMNTOMbI CEpAEUYHOM
HEeAO0CTaTOYHOCTU MOTYT NPOABAATLCA U B COCTOAHUM
NoKos.

A. HeT 06beKTMBHbIX NPU3HAKoB 3ab0/1eBaHMA
KapAMOBaCKyNAPHOM CUCTEMDBI.

B. O6beKTMBHbIE NPU3HAKU HE3HAUYNTENbHbIX
3abonesaHui cepaua.

C. O6beKTUBHbIE NPU3HAKN KapaMOBaCKYIAPHOTO
3ab0n1eBaHMA cpegHen UK TAMKENOM CTeNEeHN
TAXKECTHU.

D. Bblpa)KEHHble NMPU3HAKU TAXKEbIX
cepae4yHococyauncTbix 3aboneBaHuUN.




Ctaguna A: BbICOKMW PUCK CEPAEYHOMN HEAOCTATOUYHOCTM 6e3 CTPYKTYPHbIX USMEHEHUN
cepaua M CUMNTOMOB CepAEeYHON HEeAOCTaTOYHOCTM!.

Ctagua B: cTpyKTypHble cepaeyHble 3a6oneBaHuA, 6€3 CMMNTOMOB cepaeYHOM
HeA0CTaTOYHOCTH.

Ctagua C: CTPYKTYpHble cepaeyHble 3a60/1eBaHMA NpeablayWMMN UAK BblPaXKeHHbIMM
B A@HHbI MOMEHT CUMNTOMaMM CEPAEYHOM HEAOCTAaTOYHOCTH.

Ctagus D: He noaaatowasca MeanKaMeHTO3HOMY JIeYeHUIo cepaeydHan
HeA0CTaTOYHOCTb, TPEebYIoLLLAan cneLnanbHbiX MHBA3UBHbIX METO/0B.




e Cun A Co
Bpem

* JTO npor LUunA
(mMaumeHT c Kn ABJIEHNAMM

cepae4yHoOM HeJoCTaTOYHOCTM Knacca C, He
MOXeT BepHYTbCA B Knacc B).

* /leyebHble peKomeHaaLunm ANa NnaLmMeHTosB
Knacca C Bcerga byaet COOTBETCTBOBATL B
He3zasucumocTtu ot NYHA Knacca.




eBponeun
Kapanonoro OPUYHbIE
KapANOMMONATUKN KaK CNeacTBME NOParKeHME
K/NlanaHHOro annapara, ’MnepTeHCUBHbIX NN
NweMUYCKUX 3aboneBaHnm cepala.

[ToHATME KapAMOMMONaATUN NpeanonaraeT B
nepBylo oyepeab reHeTuYeckoe 3aboneBaHue ¢
onpegenaembiMu peHoTUNaMMu.



Cardiomyopathy

Primary

< 1N

Genetic Mixed

Acquired

HCM DCM Inflammatory
(Myocarditis)

ARVC

Restrictive
(Non-dilated and

Stress induced

LVNC (Tako-tsubo)

non-hypertrophied)

Glycogen
storage

Peripartum

Tachycardia
Conduction induced

defects

lon Channel
disorder
(LQTS,
Brugada)

\

Secondary

|

Infiltrative (Amyloid, Gaucher)

Storage (Fabry’s, Pompe,
Hemochromatosis)

Toxicity (drugs, heavy metal)

Endomyocardial (fibrosis,
hypereosinophilic syndrome)

Inflammatory (Sarcoid)

Endocrine (DM, Thyroid
dysfunction,Acromegaly)

Autoimmune (SLE, RA)

Neuromuscular disorder
(Friedeich’s ataxia)




CUCTOJINY

OYHKLUMN.



X0
Kapaun
Cuctonuny

COKpaTUMOCT
CHUXXEHUIO dpaKL,

aTe NpuBOAMUT K
VI04YKa.

KomneHcaToOpHbIN MEXaHM3M BKAIOYAET B ceba annatauumio
JIEBOrO ¥e/yao4Ka, NO3BOASAIOLLYIO YBE/INYUTL YAAPHOIbIN
06bem 1 MblLIEYHYIO COKPAaTUMOCTb.

B utore, aTOT MexaHM3M NO3BOAAET 06/1erymThb pesynbraT
CHUXEHUSA COKPATUTENIbHOMN DYHKLMN NIEBOIO Kenyao4Ka.



Hen

YBenu
nasneHus.

MokeT bbITb 130
CUCTONNYECKON ANCHYHKLMEN.

U1 COYHETATbCA C

Nwnactona nmeet 2 pasbl:

— M3oBontoMMYECKaA penakcaumsa (3aKpbITbin
aopTasibHbIM K/NanaH U OTKPbITbIN MUTPANbHbIN).

— PaHHee un 6bICTpOe 3dlMoJ/IHEHWNE NeBOro xXeayao4dKa.



* Jlnacrtonunyec
XapaKTepmn3yeTca NpeNMyLLECTBEHHbIM
HapyLweHnem ANacToNnnyeckom GyHKLMKN, XOTA
Mbl MOXXEM BUAETb 3TO U Y 6ONbHbIX C
rmnepTpoPUYEeCcKon N PeCTPUKTUBHOU
KapanmomuonaTuemn.



Restrictiv
Arrhythmogeni
Athlets Heart

Unclassified Cardiomyopathies:
— Endocardial Fibroelastosis
— Left Ventricular non-compaction

opathy



A nA
* Xapa
HapyLw obounx

yKenyaou
COKPaTUMOCT

MpucytcTBne Tpomba B IEBOM Kenyaouke U
npeacepann.

Cepaue yBeaMYMBaEeT CBOM BEC 3a cYeT
BO3HWKHOBEHMUSA SKCLUEHTPUYECKON runepTpoduu,

CBA3aHHOMN C UCTOLLEHUEM CTEHKU NEBOTO
Kenyao4Ka, B CneacTBMm AUAATaLUMN.



reHetTun4e

* IJXO NOKa3blBaeT e NMNoJ10CTU N1eBoro
Renyagoydka U UICTOHYHEHHbIE CTEHKHN.

* MOXXHO BUAETb TaKKe YBE/IMYEHUE NEBOTO
npeacepamna u/Mam NPasoro ¥enyao4uKka u

npeacepaus.



PacnpocTt

[MepBUYHOE AnarH aHne obblyHO B 3-4
cTagun cepaevyHom HegoCTaTOYHOCT!.

O6bI4YHO COMPOBOXKAAETCA BEHTPUKYNAPHbBIMU
apPUTMUAMMN.



* Cep KOro

NacTonu
npu 3Xo uccnen
NPOrHOCTUYECKMM NOKa3aTenem.

eNyao4kKa

* HAEeKC COKPaTUMOCTUN ABNAETCA HE3aBUCUMbIM
NMPOMHOCTUYHECKUM MNMOKa3aTe/1IeEM.

e [lnnaTtauus NpaBoro Xenygo4vka yxyalaeT
NPOrHO3.



Normal Dilated CM
 ECHOinContext



MNEePTOHNU

N3meHeHna me
yem cBobogHanA cTe
KoHLEHTPpMPOBAHHAA U aneKan
NPUCYTCTBOBATb.

B cBA3M C TEM, YTO PACCTOAHME MEXKAY NEPErOPOAKON N NepeaHen
cTBopKor MK ymeHblleHa, nocneaHAa ABUXKETCA Bnepea BO Bpems
cnctonbl (SAM).

YcnoBuA yMeHbLLEHMS 3TOW AUCTaHUMKU (YBENNYEHME CTENEHMN
0OCTPYKLUMKM B NEPUOA CUCTO/Ibl) MOXKET NOBbLICUTb CEPAEYUYHbIN PUTM
N YMEHbLLUUTb NPeaBapuUTesibHYI0 HarpysKy (preload).

OJ1ee BblpPa*xKeHbl,

A rmneptTpodmna MoxKer



U ne

ObcTt
BCTPeEY
[aBAEeHU

Ob6bem nesBo
CHUMXEHHbIN.

[Nnactonnyeckas AMcHYHKLUMA YacTO NPUCYTCTBYET U
3HaYUTENIbHO Yallle, YeM CUCTOIMYEeCcKan obCcTpyKUmA.

B 60-70% cny4yaeB runeptpodma obycnosneHa
reHeTUYeCKMMU HapyLLEHNAMM.

JleyeHune: 6eTa-610Kepbl, MMomekTomma (Morrow
operation), DDD aneKTpoCTUMYAALMSA, aJIKOrOHAA
cenTtanbHaAa abnauma, AICD.

ANEHT
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rmnepTpoc

disorders

Rule out infiltrative, glycogen storage, and valvular

Attention should be paid to patients who are
hypertensive, obese or trained athletes

Hypertrophic

cardiomyopathy

Coun:elling

Y

Family screening
Exercise regime
Pregnancy

ANOMaTUN

v

'

Asymptomatic
with no
LVOTO

No treatment

Symptoms of
heart failure
with no
LVOTO

'

Screening-
every 2 years
in young adults
and every 5
years in adults

B-blockers
verapamil

!

End-stage diastolic

dysfunction

{

Diuretics
ACE inhibitors

v
AICD

Heart
transplant

'

'

Atrial
fibrillation

LVOTO at
rest

v

'

Anti-
coagulants

Prophylactic
antibiotics for
IE

v
95%

'

v
5%

'

| Episodic | | Chronic |

'

| Amiodarone

B-blockers
verapamil

¥

AV node OR

implantation

Ablation of

pacemaker

B-blockers
verapamil
—+

disopyramide

Septal
myotomy/
myectomy

SCD

Amiodarone

i

Pacemaker
implantation

If not surgical
candidates

v

'

Percutaneous
transluminal
septal
myocardial
ablation

Dual chamber
pacemaker




npucyTcTBnem Tpomba B yLLUKE NeBOro npeacepams.

HopMmanbHasA *enyaoykoBaa NoAOCTb U TOALWMHA
CTEHOK, XOTA UHOUbTPATUBHbIE/HaKONMUTENbHbIE
3aboneBaHMNA MOTYT YBEANYUTD TO/ILLUHY CTEHKMW.

[paBblii }Kenyaoyek MoXKeT ObITb paclinpeH ecnm
NPUCYTCTBYET IeroYHasa runepToHums.



* [lpw na,

reMmoxpo
3HAO0MMUOKapPA, BaHUA
(3HAOMMOKapAManbHbIN PUbpPO3, 0bayyeHune

nT.Aa.).
JHAOMMNOKapAnanbHble pybLueBaHHME
3aTparMBaeT K/lanaHHbIXM annapaT cepaua.



J1aHHble CUM
C1aB/INBAIOLLETO I

HacTble TpOMGOTI/I‘-IECKME OC/ZIOXKHEHUA.

M3meHeHUA NpoBoasALLEe cucTembl/MmepLaTesibHas
apUTMMA YacTbl NPU aMUIOUA03€E N CapKouaos3e.

Bblpa*keHHOe CHUXXeHune BOHbI Y.

oTcyTcTBMe nageHus JVP Bo Bpemsa Baoxa (Kussmaul
sign).

KANHUKY



3o0HAMpOBaHME: B
CMMNTOMaMM ABNAIOTCA o (B BMAe KBagpaTHOro
KOPHS) 1 BbICTPbIN CNYCK BO/IHbI Y. Bce 3T nameHeHus
NPOMCXOAAT Ha KPUBOM NEBOrO Npeacepana B pasHble
nepuoabl ANACTO/INYECKOro HanoiHeHuA.

,ﬂ,aBJ'IEHI/Ie B /1IEBOM N NPaBOM XKenayaodke nogHMNMMaeTCA U
nagaeTt c eEgUHOBPEMEHHO C AbIXaHUEM.

JHAOMMOKapAManbHaa buoncmsa NomoraeTt B AUAarHOCTUKeE.
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Xapa OKOH

HacneAncTs eyaeTca oT

1/1000 go 1/5

PnbpoxKnposBoe 3amelleHne HaYMHAETCA C
3NMKapaa 1 B Aa/ibHENLLIEM NPOPACTAET B
MbILLUEYHYIO TKaHb.

MpucytcTeytoT RBBB, 3ana3abiBatoLlmnm
noTeHuuasn, Bo3BpaTHbin VT.

M>MR



rKOM cTeneHu
HapyLweHuA

Hanunuue npasoxkenyq, HEeBPU3MbI (Y4aCTKN aKMHE3NN
NN AUCKMHE3UU C BbINSYMBAHUEM CTEHKMN).

Bblpa)'KEHHaFI cermeHTa/ibHaAa AnnatauuAa rnpaBoro Keayao4dka

Jlerkaa agunaTtauma NpPaBoro Kenyaoyka co CHUMKeHnem
COKpaTUTeNbHOM cnocobHoCTK 6e3 nopaxKeHna NeBoro

renynodka.
Jlerkaa cermeHTanbHaA AnnaTtauma Nnpasoro xeaygo4ka.

MecTHaAa rmnoKkmnHesns NnpaBoro Xenyao4dka.



— HapyweHua penon

* OTpuuaTtenbHbii 3ybeu, T B npaBbix oTBeaeHmnAX (V2-
V3). B Bo3pacTe 6onblue 12 net B otcytcTBuu RBBB.

— HapyweHunsa aenonapusaumm n npoBOAMMOCTH:

* Bblpa)XeHHada BO/IHA 3MNCUIOH Ha Kapauorpamme,
NPOAO/IKUTEeNbHOCTbIO 1
oTBegeHumax V1-V3. i



http://en.wikipedia.org/wiki/File:ARVD-Epsilon_wave.png
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NeT no np

* KnuHuyeckn noarsep»kaeHHoe ARVC/D.

* ARVC — aputmoreHHaa npaBoXxenyaoykoBas
KapaAnomuonaTuma.






