OAKVYJIBTETCKAA TEPAIINA

JOUEHT KA®EJAPLI TEPAIITMU MEAULIUHCKOI'O
DAKYIIBTETA b®Y UM. KAHTA
K.M.H., MAKAPOBA MAPUHA OCEEBHA




KAPANOMMUOITATHUHN (KMII)
corsiacHo AHA, 2006r.

= «Kapamomuonatum npeacTaBaAsalOT cobou
reTeporeHHyto rpynny 3aboneBaHMU
MUOKapAaa, CBA3AHHbIX C MeXaHWYeCKOU u
(nnn) N1eKTPUUYeCKOU ANCOYHKLMeNn,
KotopaAs  0bblMHO (HO He  Bcerpa)
NPOABAAETCA HeajeKBaTHOM runepTpopuen
UAN ANNaTaLmnen.».




KMI1, cormacHo EOK, 2007r.

=  —3TO "HaToJOrus MUOKapAa, Ipu
KOTOPOM IIPOUCXOJIAT €TO
CTPYKTYPHBIC WIN (DYHKIIMOHAIbHBIC
HAPYIICHUS, HE 00YCJIOBIICHHBIC
MIIICMHUYCCKOM 00JIE€3HBIO Cepala,
TUIIEPTEH3UEN, KIIAIIAHHBIMU
ITIOPOKAMM U BPOXKJICHHBIMU
3a00JICBaHUSMU cepana..."




KJIACCUDPUKALIUS
KAPIMOMUOIIATUUA
(AHA, 2006r.)

=] [lepBuuHEbIC
* BTOpUYHEIE



IITEPBUYHbIE KAPJIMOMUWOIIATHI

= IOpAKCHUE OTPAHUYMBACTCS
MCKJIIOYUTEIILHO (MIIH
PEUMYILECCTBEHHO ) MBIIIIICH

cepaua.




BTOPWUYHBIE KAPJIMOMUNWOIIATHUNA

= BOBJICYUCHHE MHOKapJa B
[IATOJIOTUYECKUM IIPOLIECC
IPOUCXOJUT B paMKax OOJIbIIIOIO
CIICKTPa 4aCTO BCTPECUAKOIIUXCS
rCHEPAIN30BaHHBIX CUCTEMHBIX
(MyJIBTHOPraHHBIX ) 3a00JICBaHUM




= .... U3 AQHHOU KJACCUPUKALLUMN NCKAOYEHDI
TakmMe BapMaHTbl MOPAXeHUA U ANCPYHKLNM
MMUOKapAa, KOTOPble CAY>XAT NPAMbIM
cnenCcTBUMEM KAKOro-1mbo gpyroro
cepaeyHo-cocyamcToro 3aboneBaHums
(Hanpumep, I'G, BpoxaeHHbIX 3aboeBaHNM
cepaua, MbC, knanaHHbIX MOPOKOB cepau,a 1
Ap.). Takum obpasom, B HacTosIL,Ee BpeMS
CYMNTAOT HEONPaBAAHHbLIM MCMNOJIb30BaTb
TakMe TEPMMHbI, KaK «MLIeMNYECKAS]
kKapgunomuonatusa», «I KMI», koTopble paHee
TAKXKe OTHOCMAM K Ccreundpumnyeckmnm
KapANOMMOMaTUSAM.




[TEPBNYHDbIE
KAPOANOMUNOTATUN
g FeHequeCKmeAHA (zedBlrlobﬁcﬁeTEHHble

1.  [KMI a/nTeNlbHble
2. AAMTXK CTpecc HAYLMPOBaHHas
3. HekoMnakTHbIM MMOKaPpA (tako - tsubo)
4.  TAnKoreHos 3. [NepunapTanbHas
5.  Kananonatuu 4. KM, nHayumpoBaHHbie
6.  MuUTOXOHApPWaNbHbIE TaxnKkapAnen

KM 5.  KMIly aeten, matepu

« CMellaHHble KoTopbix 60abHbI N3 C/]

1. AKMIM

2. PKMIT : :
Circulation, 2006; 113:

1807-1816



Knaccuopukauna KMIT ESC, 2007

= [KMI1 = CemMeunHble\reHeTnyeckme
« AZITTXK 1. HewunsBecTHbIN gedekT
AKMI reHa

2. [Apyrve noatunbl

D \J
= PKMI = HecemeuHble\HereHeTnye
= Heknaccnouumpyemble  ckpe

KMT 1. WanonaTtmnyeckmne
2. [pyrve noatunbl

European Heart Journal, 2008,



OVTNATALUMOHHAA
KAPOWOMWOINATUA

PacripocTpaHeHHOCT®D :
1:2500

W = Tperhs MO YacToTe
) paclmpeHue
) KenynouKa npuunHa XCH

= Camas yacTas npu4vHa
TPAHCIUIAHTAIIUU CEPAIIA

= Yame 00J1€10T My>K4YUHBI

» [lossBIeHUE
JIEKOMIIEHCAI[US Yallle B
3-4 nexkajae KU3HU

3/10poBoe cepjue avnaTtaumoHHaa KMI




I ITEPBUYHAA

JIMJIATAIIMOHHAA
KAPANUOMMUOITATESMM
%f e i - BOCMA/ITE/IbHAS]

« CEMEVHAS

= WANONMATUYHECKASA



KPUTEPUNU JTUAT'HOCTHUKHN

CEMEUHOU KMII
= Hanuue y 2 = XOPOIIIO
WK 0oJiee NOKYMEHTHUPOBaH
OJIM3KHX Has BHE3aIHas

POJICTBEHHUKOB  CMEPTh Y
uouonamuyecko POACTBCHHUKA |
u JIKMII CTCIICHH B

BO3pacTe <35 JIeT



®OPMbI CEMEMHOU JIKMIT

= Ay TOCOMHO - JOMHUHAHTHBIN
= MUTOXOHJIpUAJIbHBIE

= Ay TOCOMHO - PEIECCUBHBIN
» X-CIICIIJICHHBIE




[EHETUKA OKMIT

= CemenHas AKMIT- MOHOreHHOE HapyLleHune
Npu KOTOPOM A0CTAaTOYHO € AMHCTBEHHOM
MyTauum AN pasBuTmna 3aboseBaHns

= Hanbonee yacTbiM NyTb HAC/1Ie40BaHUS —
ayTOCOMHO-AOMUHAHTHbIW C PA3/INYHOU
YaCTOTOW NPOSAB/IEHNS MyTaL UK

= [lomomok 60/1bH020 C aymOCOMHO-
doMUHaHmMHou mymauyueu umeem 50%6
gBeposmHocms HacnedosaHuA JKMII-
accoyuuposaHHoOU mymayuu.




[EHETUKA OKMIT

= IKMI1 aBngeTca reHeTnyeCku
reTeporeHHbIM 3abosieBaHMeM U
BbI3blBAETCA MyTaLMsamm bonee yem 20
reHOB .

= [Ipoyeccel npusodauwue om
eduHcmBeHHOU Mymayuu K pa3sumuro
KAuHu4Yecku sbipaxceHHou JJKMTI
0CMaromcsa 8 OCHOBHOM Heu3BeCMHbIMU




I [IPUOBPETEHHDIE JIKMII

BOCITAJIUTEJIBHBIE HWAHWOINATUYECKHUE

= HanOomnee vactas - - IIpudnHbl
IpUYrHA — HEU3BECTHBI, HO
BUPYCHBIN TaKXKe
MHOKAPIUT penoaaracTcs
CBSI3b C BUPYCHBIM
MHAOKAPAUTOM



[TATOI'EHE3 JIKMII

[eHeTHYeCKue dakTophl

AKTHBALMA AYTOMMMYHUTETA

BupycHan HOeKLMA

JHK-myTaumm

Y

T-kneroyHas AnchyHKUMS
BuipaboTka ayToanTHTen
MpOAYKUMA NPOBOCNANMTENbHbIX
UMTOKMHOB

Muoxapaur

AHOMANKUM CTPORHUA
KapArOMHOLMTE

Y

AvoManuu ceoicTe
KapauoMuoumTa

Y

Y

MepcucTeHLm BUpyCHOM
WH KL




CTAIWN PASBUTHUA JKMII

- - IEPBUYHOE

MHNOKAPINAJIBHOE ITOBPEX/IEHV

: - AYTOUMMYHHOE

MHNOKAPAMAJIBHOE ITOBPEX/IEHV

: _ JIKMII




OVNATHOCTUKA OKMIT

= CMMNTOMBbI U

| MPU3HaKW,

= XapakKTepHble TO/bKO
3 ansa AKMM

| OTCYTCTBYIOT

= ObcnepoBaHue
HanpaB/1IEHO Ha
NCKJIIOYEHMe A pYyrinx
npmynH XCH v
BblSiBJIEHWE 3TUONOT UK

MK NI |




KITMHNYECKHNE
LIRQABHERVA LKMIN

= cepALcOrecHuE

= 11epedou B padoTe cepala
= CHUHKOIIBI

= CJ1a00CTh

* CHWJKCHHUE TOJICPAHTHOCTH K (PU3.
Harpy3Kam

" BHC3AdIIHAJA CCPACHHAA CMCPTh.




KnnHnyeckne npoasneHns
NKMIT1 cBa3aHbl c:

= — [Iporpeccupyromen XCH
= — CHIZKEHHEM CEePACYHOro BBIOpOCa

= — JKenynoYKoBbIMU H
HaKeITy109koBeiMA HPC

= — HapyieHusamMu mpoBOaUMOCTH

= — TpoMOOAIMOOIMAMH, B T.4. TIJIA u
OHMK

= — BHe3armHast cMepTh WU CMEPTH OT
CEPICYHOU HEAOCTATOYHOCTHU




= CumnroMsl JIKMII game Bcero
MOSIBJIAIOTCA B 3 1K 4 nexaue

= BHEe3anmHas cMEPTh MOXKET
HACTYIIUTh A0 pa3BuTusa XCH.

=  References: 1. Mestroni L, Maisch B, McKenna WJ, et al. Guidelines for the study of familial dilated cardiomyopathies.
European Heart Journal 1999;20, 93-102. 2. Luk A, Ahn E, Soor GS, et al. Dilated cardiomyopathy: a review. J Clin
Pathol. 2009,;62:219-25. 3. Meune C, Van Berlo JH, Anselme F, et al. Primary prevention of sudden death in patients
with lamin A/C gene mutations. N EnglJ Med 2006,354:209 -10.




JTNATHOCTUYECKHUE
KPUTEPUN JKMII

» OB JIDK<45%
» Koneuno-

IUACTOJINYECKUHU
muametp JOK > 117% ,
CKOPPEKTUPOBAHHBIU
10 BO3pacTy
IUIOIIAU ITIOBEPXHOCTH
TEJa

AI' (>160/100 MM.pT.CT.)

NBC (>50% cTenos B
OCHOBHOM apTepHn)

XPOHUUYECKOE
3J10yOTpeOJICHUE aJIKOTOJIS
(>40 r/nenp A5 KESHIIUH U >
80 r/neHb aJ1 MY>KUYUH

CucteMHbIE 3a00J1€BaHUS
bone3nu nepukapaa
BposkieHHble 1eheKTh
Jlerounoe cepaue



OU3NKAJIbHOE ObCIIEJOBAHUE

» |.Cuavnrombsl XCH!

= 2. OTHOCHUTENBHO YacCTO: 3-X UJIM
4-X YJICHHBIN PUTM,
CUCTOJIMYECKHUHU IIIYM HA BEPXYIIKE




OKI

» HeT cnenm@ruyecknx Immpru3HaKoB.
= MOKET OBITB:

1.

CHIDKEHHE BOJIbTaKa R,
HapYILICHUE IPOBOAUMOCTH,

Hecrnenupuiaeckue n3MeHeHus ST u
T

[Ipu oOmmpHOM (huopo3e JDK
MOKET PpEruCTpUpOBaThCs 3yoen Q —
uMuTanua nepeanero MM



XM OKI

X3 - BCTpeyatoTCd yalle BCero

» Mpobexkn XT - 15-60%
= [lapokcusmbl XT - 5-10%

= QI - 25-35%
= AB 6s10kaabl - 30-40%

« MBJIHMAM £0-50%




PEHTI' EHOI'PA®H A OI'K
KTH >0,55




IXO-KC

= YBEJIUYECHUE PAZMEPOB
BCEX IMMOJIOCTEMN Cepana

Jinbdy3nas

I'MITIOKHMHC3 MW MHUOKAapaa

gt

» [ 7100aJIbHOE CHUKECHUE

CUCTOJINYECKOM
dbyaxuu JDOK

= MPu TP
TpomO B momoctu JDK




MexokenyaoodykoBas
OVCCUHXPOHUA MUOKapaa

= — NINTENbHOCTb KoMniekca QRS Ha

NOBEPXHOCTHOW aneKTpoKapanorpamme bonee
120 MC;

= —334€epXKa ABUXXEHUS NaTepasibHOU cTeHkM JIK
OTHOCUTEJIbHO ABUXEHUSA MEXOKENYA0UYKOBOW
neperopogkm bonee 140 MC, permcTpmpyemas
npu npoBegeHun IxXoKIl B M-pexunme;

= — pa3HML,a NHTEPBAJIOB OT HaYa/1la KOMMJIEKCA
QRS A0 Havaa NOTOKA B A0OPTE U JIEFOYHOM
apTepumn, NpeBbIWaoLLas 40 MC.




PAOANOHYKITMOHBIE METOLbI
OVNATHOCTUKHA

= MoryT ncnoab30BaTbCA NPU TEXHUYECKUX
npobnemax ¢ IXOKT: oueHka pa3mepos
Kamep cepALa, COKpaTUMOCTU JIEBOIrO U
MPaBOro XenyA04koB, AUCCUHXPOHUY,
OYaroBbIX MU3MEHEHUN.

* [/lcnonb3oBaHme MI/IEF (paamoTepanus ¢ NpUMeHeH1eM

MeTa-noa-6eHsumn-ryanmamda (MBI /MIBG), MeyeHHOro pagmoakTUBHbIMU

sewecrsamn) NMNO3BOJTAET MPOBECTN PAHHKOHKO
ANATHOCTMKY 30H MOPaXXEHWUS U BbIMOAHUTb
buoncumo ns 3Tnx 30H




MPT u MCKT

= JIlnd. mmarnocTrka ¢ ApyrumMu
kapauomuonarusamu: AJIIK,
SHAO0KaApAUaIbHBIM (PpMOPO3IACTO30M,
aMHJIOMI030M, CAPKOHUI030M,
MHOKApPJIUTOM, MEKIY

MHQUILTPATUBHON U BOCHAIUTEIBHOM
KMII.

= 2. BoIsiIBI€HHE NALMEHTOB C BEICOKUM
PHUCKOM BHe3amHou cmeptu (¢ KBIT
OOIIMPHBIMM 30HAMH (PUOPO3a).




JNTABOPATOPHbIE TECTbDI

= Ceponiornyeckue BMpycHbole peakuuu (npu
OCTPOM Pa3BUTUN)

= COD

= KOK

= [leyeHOYHbIe NPOOLI

= CbIBOPOTOYHOE Xenes3o, TpaHCPeppuH

OueHKa PYHKLUM LWMTOBUAHON Xene3bl




[lo cneunanbHbIM MOKa3aHUAM :

= - onpejeneHne B KpPOBU: ayTOAHTUTE,
KapHUTWHA, flaKkTaTa/nmMpyBaTa, CeneHa,
aLMAKAPHUTUHOBBIM NPODUIb,
TpaHcKeToNa3bl (bepu-6epn),

= mapkepoB BWUY, renatuta C,
SHTEPOBUPUPYCOB, HAPKOTUYECKUX BELLECTB

= -onpegesieHne B MO4Ye: OpraHNYeCcKmnX
KNCZ10T, aMUHOKUNCJIOT




OHOOMUNOKAPLOUNAJIBHAA
BENOTCUA

* [MnepTpodus

MUOLMNTOB

" MNOTE
" UHTE

" YBE/IMHEHNE X A4€EP

05t MMopmnbpun

DCTULMANIBbHBIN

dnbpos



OHOOMUNOKAPLOUNAJIBHAA
BENOTCUA

= [IpoBeneHue au@. 1uardosa co
BropudHbIMU KMII, uckimroueHue
TUTAHTOKJIETOYHOTO U
TAM(POIUTAPHOIO MHOKAPIUTA.

= OnpeneneHue HaJIu4us BOCIIAJICHUS B
MHOKApAE U IMIEPCUCTCHINA BHUPYCOB-
OIPEACICHUE NATbHEUIIIEH TAKTUKHU
JICUECHUS



[MTPOBJIEMHbBIE BOINPOCHI
OMb

MHBa3nBHOe nccnegoBaHue. BO3MOXHbI
OCJIOXXHEHMS, B MePBYIO o4vepeab nepdopaums
CTEHKMW XeslyA04Ka, Xn3Heyrpoxarowme HPC

HeoAHOPOAHOCTb M’MCTOIOMTMYECKOM KAPTUHbI B
Da3HbIX buonTaTax

Pa3/IM4nA B TPAKTOBKE M’MCTOI0MTMYECKOM
KapTMHbI

[lpoBeaeHuMe, kak NpaBusio Tosibko 1)K SMB, B TO
BpeMs Kak B bosibluen cteneHm nopaxaerca JIK



COBPEMEHHBIE T1T1O/IXObI K
JIEHEHWTIO JIKMII

= JleueHne cepaeuHoun
HegpocTarogyHocTu! I1IpoBoauTcs 1o
OOILIMM CTaHAapTaM.

* UMMmyHOCYTIpecuBHAs Tepanus
* IMMyHOMO Y IMpYyrOIIas Teparms

= [IpoTBOBHpPYCHAS (BaJILUKIOBUD,
(aMIIUKIOBUP, UHTEP(PEPOHBHI)




Aaropurm asevenns XCH
co camwxkennon ®B AOK <40%

Moauduxanus OCCH-2013

HATII® (npn nenepenocnmocrn — APA) I-IV @K
‘
Aobasurs f-AB* u AMKP II-IV @K
+
Auyperuxn (AAs yCTPaHCHMA CHMIITOMOB 3aCTOs )
/ \‘

23
KoMmnencanus

Bce pasno XCH II-IV

//..

PBAK<35%?

e -\

\\

PBAK>35% —

CP cHCC>70

'
+ Hsabpaaun

MA cHCC>80?

— - (AKT

t
+ AMroxcus

[
2

Ry

Bce pasuo XCH I1-1V
e 2%
BAHIIT+QRS >120 mc
t

Aobasurs CPTEHUKA Aobasurs

e ——

Her BAHIIT+QRS <120 mc

= Komneucanmus

—

'
HKA/30Q ITHXK
J

1

S Komnencanns
Bce passo XCH II-1IV

He TpefyeTcs AONOAHHTEABHOTO ACHCHMA.
ITpoBOAMTCH MYABTHAHCIHHIIAHHAPHOE BO3ACHCTBHE
€ LEABIO YAYHIICHMA BEACHHA M MPOrHO3a Goarunx XCH

Auroxcnn man HAHT + ruapasaszns™
HAK u/man tpancnaanTanus

—_—

* — npu nenepenocumoctn B-AB i cunycosom purme ¢ UCC >70 = Heabpaaun [[1a-C], ** = apdexrusno y uepuoit pacu




HemeaonkameHTO3HOe rnedyeHue:

- PCT w/um UK]J]

" - XUPYPTAYECKUE METOIBI
JICYCHU S

= IMMyHOCOpOLuSL.

= KiteTouHas reparmus.




NMMMYHOCOPBIIMS

= VIaJICHUEC aHTUTEII IIYTEM
MMMYHOCOPOIIHY
yIIy4dlIaeT (PyHKIHIO
cepaua mupu JIKMII




Fu

nctional role of antibodies in DCM patients ? GF

* If cardiac antibodies contribute to cardiac dysfunction in DCM,

« Cardiac antibodies are extractable by immunoadsorption

Sepharose CL-4B

E. Plasma

Polyclonal anti-human
immunoglobulin antibodies
produced in sheep

Sepharose CL-4B ;@

T\

Immunoadsorber for
human immunoglogulins

( C "IA R 'T E UNIVERSITATSMEDIZIN BERLIN




PCT w/umm

Biventricular Pacemaker -
e

Copyright & 2002 WebMD, Inc. All rights resarved,

UK/

PykoBoaCcTBYyIOTCA
obW MMM NpUHLMNaMK

Bbicokasd
3P PEKTUBHOCTb

Bonblme 30HbI Pnbpo3a
npn MPT —
MPOrHOCTUYECKUM
NpU3HaK
XunsHeyrpoxatowmx HPC

MyTtauusa reHa LMNA



XUPYPIMUHECKHUE METO/1bI
JIEHEHW A

= BEHTPHUKYJIOILIACTHKA
= JKTpaKapIUaJIbHBIA CETYAThIA KapKac
= BCIIOMOTaTE€IbHOE KPOBOOOpAILICHUE

= OPTOTONHNYECKAS AJUIOTPAHCILUIAHTALIUS
cepna
* ICKYCCTBEHHOE CEP/ILIC




BEHTPUKVYJIOIJIACTUKA

OIEPALIUST BATUCTA, MOJIUOUKALIMS TIO JIOPY




SKTpaKapIUaIbHbIM CETYAThIU KapKac

= Moxet
COYETAThCH C
[JIACTUKOU WJIU
IIPOTE3UPOBA-
HUEM KJIAIIaHOB




NCKYCCTBEHHBIU JIEBBIU
KEJITYJIOUEK

Koneunas craaus XCH

10% oT BCceX MAIMEHTOB C TaHHBIM
JTMAarH030M

['onnurasg BeKHBaeMocTh MeHee 50%

YacroTa rocnurTain3ainiy MOBLIIIEHA B 3
pasa

Pe3koe yxXyalieHue Ka4ecTBa KU3HU




OaHo3HAYHA I[MOKa3aHa UMILIAHTaIIUS

NJDK
l. IV ®K XCH B Tteuenue 60-90 nueit

2. MakcumanbsHas papMaKoTepanus,
uMILTaHTupoBaHbeid KPT (mmpu mokazaHusIX)

3. IlocTossHHAs: 3aBUCUMOCTh OT HHOTPOITHOM
ITOJIAECPIKKHA

4. ®BJIXK menee 25%

JI3JIA >20 MM pT €T

CAJl < 80-90 mm pt cT unu CHU <2 n/mun/m2
* 11y TIOYEYHAS TUCHYHKIIHS

* yau 1 DK HEQoCTaTtouyHOCTh




CxemaTtnyeckoe unsobpaxeHune
Heart Mate Il




CpaBHeHne UJIDK 1 un 2
MOKONeHns




Poccunckne pekomeHgaumm no
nedyeHnwo XCH, 2007r.

= « ... B CIeUaJIbHBIX HCCJIEIOBaAHUIX
TI0OKa3aHo, 4yTo nocrtanoBka MJK 3Haunmo
yJy4IIaeT MPOrHo3 OOJbHEIX C
kputndecko XCH (ypoBeHb J0OKa3aHHOCTH
B). I1o cBoeii 3(ppekTuBHOCTH (BIUSHUIO HA
BbIKMBA€MOCTh ) MeToA uMinianTanuu MJDK
IPEeBOCXOAMT BCe TepaneBTHYECKHUe
METOJBI JICUCHUS ....»




[MPOIMHO3 npun OKMIT

= be3 XupypruueCcKkux MeToA0B JICUCHUA
MMAlMCHTHI YMHAPAIOT B PAHHUE CPOKH (
oT 2-4 Mec 10 2-8 JIET) moCJIe
[IOSIBJICHUS IIEPBBIX CUMIITOMOB

= BEDKHBaeMOCTh OOJILHEIX yepe3 10
JIET IIOCJIE XUPYPrudeCKUX METOI0B
neuenus — 70%






[UMNEPTPODUHECKAHA
KAPOVWOMWOINATUA (IT'KMIT)

HopmanbHoe cepgue MnepTpodpuyeckan
(npogonbHOe ceyeHne) KapanomuonaTtusa




[ KMI']

= ....JIPCUMYIIECTBEHHO I'CHETUYECKHU
00YyCJIOBIICHHOE 3a001€BaHME MBIIIIIIbI
cepAla, CBI3aHHOC C MyTallMsIMH B I'€HaAX,
KOAUPYIOIIMNX OCIKH CAPKOMEPOB,
XapaKTEPU3YIOIIEECSA KOMILIIEKCOM
crienuPpruaIecKux MopPo-PyHKIIHOHATBHBIX
M3MEHEHUUN U HEYKIIOHHO
IIPOrPECCUPYIOILIMM TEUEHUEM C BBICOKOU
YIPO30H PA3BUTHUS TAXKEIBIX,
KU3HEYTPOXKAOIIUX APUTMHUUN U BHE3AITHOU
cmeptu (BCO).




SIUJIEMUOJIOTUS

= PacnpocTpaHéHHOCTb TUMNMYHOIO GEHOTUMNA
3abos1eBaHKMs B 06Wen nonyasymnm

= B CLLUA no kpanHeun mepe yesioBek
MMEIOT NMPU3HAKM STOU NATOJ0M U

= EXXerogHaa cMepTHOCTb Y
B3pOC/bIX 60/bHbIX cocTaBaseT 1-3%, a B
AEeTCKOM M NOoAPOCTKOBOM BO3pacTe, Y n, C
BbICOKUM puckom BC - 4-6%.




OCHOBHBLIE ' EHETHYECKHUE
JTETEPMHUHAHTDI I' KMII

65-85% Bcex myTanuu

¢TSDKENIad [enb OeTa-MUO31HA
~ 35-45%

4 MHO3UH-CBA3bIBAIOIINU
oenmok C ~ 15-20%
¢TpONOHUH T
~ 15-20%

Okomo 15 - 20 % Bcex
MYyTaluu
- ACCEHIIHAJIbHAS 1
peryiIsITOpHas JIErKue
[[eNd MHO3MHAa
- ab(a-TPOIOMHO3HH
- anb(a-aKTHH
- CEpPIICYHBIA TPOITOHUH I
- TsDKeas Lenb ajabda-MUO31MHA
- TUTUH
- TportoHuH C



[MATOI'EHES KM

OBCTPYKUHNA ANACTOJTMHECKAA
BT JIXK ANCOYHKL KA

PEIYPITUTALNA MWOKAPAOA

MWUTPAJIbHAA j AMLLUEMWUA

FT’KMI
rmneprTpodpmnna
MUoKapaga

INEKTPO®PU3INONTOIMHECKUE
HAPYLUEHWUA

HAPYLUEHWUA ABTOHOMHOMN
PErvaauuv KPOBOOBPALUEHWA

Pucynoxk 1. OCHOBHBIC NIAaTOreHeTHYecKHe pakTopsl passurua I' KMII




OBCTPYKUNA BbIXOOHOIO
TPAKTA JIXK

PaHHAR cveTona

Cepefvna, Bropas
NONOBYHA CHCTOND

nepezHee CMCTONNYECKOE ABUXEHME
cTBOpoK MK 1 cnctonnyecknm KOHTaKkT
cTBopok ¢ MXKITT.

mMexaHunyeckoe conpoTusaeHme s BT JIXK
CO3/aeT YCN0BUSA ANA YBEINYEHUS
CKOPOCTU BblbpOCa B Nepuog paHHero
CUCTOJINYECKOr O N3rHaHnaA Kposu 13 JIK,
nepegHero CUCTO/INYECKOrO ABUXKEHUSA
nepeAHen CTBOPKM MUTPAJIbHOIO K/1amnaHa
(MNCA MK) v ee cpesHe-cncTonny4eckoro
conpukocHoBeHUs ¢ MXKT1, Bo3HMKaoLWwmMx
B pe3y/ibTaTe npucacbiBatolLero spodekTa
nnn ¢eHomeHa BeHTypu.

COKpaLafCb, HeNPaBWU/IbHO
OPMEHTUPOBAHHbIE COCOYKOBbIE MblILLLLbI
TAHYT MUTPaJIbHbIN KJ1anaH, CTBOPKM
KOTOPOro K TOMY Xe UMeIOT U36bITOYHYIO
ANVHY, B cTopoHy MXXTI, uTo npnBoaunT K
yMeHbLUEeHWIO 1 6e3 Toro cy>xeHHoro BT
JIK v BbI3bIBAET UM ycyrybaset ero
obcTpykumto.
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OVNACTOJNMTMHECKAA
ONCOYHKUNA JIXK

Xa0TU4ecKoe pacnosioxeHune
COKPaTUTE/IbHbIX 5/1EMEHTOB

= WHTepCTULMaNbHbIN Grbpos
=  HapyLWeHMIO aKTUBHOIO

paccnabnenus
LoﬂArlum
= CHMXeHuto nogatamsocTu JIK
~-:- j;\}*‘: ‘: ” * BO3PaCTaHMe COMPOTUBAEHNS
' %" g Hano/iHeHuto JIK
Intyenttsster ‘ = OBbILWEHNIO AABAEHUS

S HalMNoJ/IHEHUA, T.€. K
Normal Heart Hypertrophied Heart HapyLweHuto ACD




OVNACTOINMTMHECKAA
ONCOYHKUNA JIXK

= [loBblWEeHMe XECTKOCTU MMOKAPAa
MPOMUCXOAUT MPONOPLMOHANBLHO YBEANYEHUIO
MaCCbl MMOKAPAA, CHMXeHMIO 06bEMa JTK, a
TakXXe pa3BuTuo Gnbposa mmokapaa y
6onbHbIX TKMI, 4yTO HeM3bexxHO NPUBOAMUT K
MOBbILEHUIO A4NACTO/INYECKOrO AaBAEHNA B

JIK




MILEMWNA MNOKAPLOA

= OTHOCUTEJIbHASI KOPOHAPHAsA HEIOCTATOYHOCTb,
= MHUKPOBACKYJIsIpHAsi 00JIC3Hb;

= HapyuieHue D JIK,

= YMEHBIIIEHUE KOPOHAPHOI'O pe3epBa

*  HAJIIMYUE «MBIIIEYHBIX MOCTHUKOBY

= CIABJIMBAHUE MEPETOPOAOYHBIX BeTBEN KA;

= oOcTpykuusa BT JIK;

= Cha3M KpPYHHBIX KOPOHAPHBIX apTEepUil;

= [IEpBUYHBIC HAPYIIICHUS META00JIM3Ma TTIFOKO3bI,
KUCJIOPOJA U XKUPHBIX KACJIOT B KAPJIUMOMHUOIIATAX;

= ATEPOCKIIEPO3 KOPOHAPHBIX apTEPUM.




KITACCUDPUKALINA TKMIT

I. T'uneprpodpus JI/K: %
A) AcumMmeTpuYecKasi TMepTpodus, B TOM YHCIIE:

- runieptpoduss MKII ~ 90%

1%

U

- CPEHEKEITYI0YKOBasi TUIIEPTPOPUsI

- anuKanbHas (BepXylleuyHas) TUIepTpodus ~ 3%
- runeptpodusi CBOOOMHON jaTepalbHOM WM 3aaHed 4dacth < 1%
MIKII
b) CumMmeTpuyeckas (KOHLeHTpUUYecKasi) runeprpopus <~ 5%
II. T'uneprpodusa npaBoro xkejayrouka (peako B couetanuu ¢ < 1%

runeprpogueit JI7K)




Hll I'uneprpocbuuecxaa KapamomMmmonatrmsa

*  acUMMeTpU4Hasd ¢opma
C nNpeuMyLlecTBEHHOW  runepTpocuel
B%ﬁxueﬁ, CpeaHeNn WM HWKHEN TpPeTu
VDKM, TonuwvHa KoTopoW MOXKET ObiTb
B 1,5-3 pasza bonblwe TONWMHbI 3agHel
cteHkmn JDK v npeebiwaeTt 15 mm (puc. 6,
g)d WHorga TonwwuHa MXKI gocturaeT 50—

MM.

= B yvactm cnydaee runeptpocdousa MK
COYeTaeTCa C YBerv4YeHWeM MblLIeYHOoM
Macchbl neg(enﬂeﬁ Unu nepeaHeb0KOBON
CTeHKM JDK, Torga kak TonwuHa 3agHen
CTEHKM OCTaeTCd MouYTW HOopMarnbHOoM

(puc. r).

* HakoHel, B HEKOTOPbIX crny4asx
npeobnagaeT runeprﬁoﬁuﬂ BEPXYLUKU
(anukaneHasa dopma TKMI1) ¢ BO3MOKHBIM
nepexoaom Ha HwkHiow vacte VKT (puc.
A) Unv nepegHo cteHky JHK.

= Jing cuMmeTpuyHon dpopmbl [TKMT]
(pyc. e) xapakTepHO no4YT OAWHaKOBOEe
yTONWEHVEe nepeaHen, 3agHen cteHku JIK
7 1 (KoHUeHTpuYeckas runepTpodus
JDK). Kpome TOro, B HeKoTopbIX crydqasXx,
Hapsay C onucaHHbIMU u3ameHeHuamm JOK,
MOKET runepTpoduposaTeca Muokapal K.

£ MyShared




BAPUAHTbI TKMI1T B
SABNCMOCTU OT

C.)_B %;FTE}XLQEL'{JH%I (ogc-IT-p}!;I(T}PIéi{aﬂ TKMII):

rpaaueHT gaijicHusa B BT JDK > 30 mm pr.
CT. C Pa3BUTHEM Cy0AOPTAILHOW WJIU
CPEIHEKETYI0YKOBON OOCTPYKIIUM;

= - JaTeHTHBIM (rpaaueHT gasicHus BT JIK
< 30 B mokoe u > 30 MM PT. CT. IpH
Harpy3kKe);

= - HCOOCTPYKTUBHBIN (IpauCHT JaBICHUS
BT JDK < 30 B mokoe 1 Ipu Harpys3ke).



KITMHNYECKAA KAPTUHA

Bosv B rpyaHon knetke  (75%0)
= OAblWKa (75%)
= [ON10BOKpYXEHMe (20%)
= Jnn3oAbl noTepu cosHaHunsa (20%)

= OwyweHne nepeboes B paboTe cepaua u
cepauebuermne (20%)

= BHe3anHada cmepThb




CUMIITOMATHUKA

= [Iynbc — OBICTpOE HapacTaHUE IYJIbCOBOM
BOJIHBI

= BepXyIlIeuHbIN TOTYOK — BBICOKHH,
PA3JIMTOU

= CHCTONIMYECKHM IIIyM BAOJb JICBOTO Kpas
IPYAUHBI, YCUIIMBAKOIIUUCS IPU TIEPEXOE B
BEPTUKAIIBHOE MOJIOKEHUE U IIPU IIPUEME
BA301JIaTaTOPOB.

= [llym MuTpaibHON pErypruTanuu




OVNATHOCTUKA

= 1HK-AMarHoCTnKM € NCNosib30BaHMEM
NOIMMeEpPasHOU LEenHOU peakLum

= Y HOCUTEe/Ien NaTOreHHbIX MyTaLum bes
deHoTMNnyecknx npoasaeHnn 'KMIT
pekomMeHayeTca nposegeHue KT,
TpaHCcTOpakaabHOM IXOKI[ M KAMHNUYECKOro
obcnenoBaHMA B onpegeneHHble
NPOMEeXYTKN BpeMeHU (0T 12 A0 18 MecALEeB Y
AETEN U NOAPOCTKOB U KaXAble 5 eT AN5
B3POC/1bIX) B 3aBUCUMOCTM OT BO3pacTa U
KJIMHNYEeCKOoro craTtyca.




OKI

" Npu3HaKM runepTpopun mmokapaa JIK n/nam
MXXH,

= BOJIbTAXHbIE, USMEHEHUNA KOHEYHOM YaCTU
XeNyA04KoBOro komMmnsiekca (genpeccus
cermeHTa ST, craaXkeHHbIN U OTPULLATE/IbHBIN
3ybeu T),

= natosiornyeckunm sybeu, Q nam 3ybubl QS B
Te€X UM UHbIX OTBEAEHUSX




BripaxkeHHbIE U3MEHEHUA penoisipu3auuu Ha DKI B
nokoe y pyroonucrta K., 24 jieT, cTpagaronero
runeprpodudeckor kapauomuonaruei (I'KMII)

| B e it eogepuas A4

Date: 21/07/08
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OKI" npu runeprpodpudeckor KapIMOMHUONATHH: [TyOOKHE,
y3kue 3yo1nl Q B orBeaenusx Il III, aVF (6onpHoi T.)
3a3y0OpeHHOCThIO 3y010B R. Hepenko anekTpuueckas och
QRS oTKJI0HSETCS BIEBO.




XM OKI

= KD

= 3IU30/bI HEyCTONUYUBOUN KT
= HKD

» ynu30a6l HKT

= noctosiHHasA popma MA

= IapOKCU3MbI MA

81,4%

23%,
72,8%
31,8%
6,9%,
2,7%



IXO-KI

= Accumerpuunas I'T JIDK (ctenka JDK
oonee 1,5 cM y My>xuuH u 0oJjiee 1,3
CM Y >KCHIIHH )

= [ pagyeHT JaBIICHUS IIPU OOCTPYKILIUHU
BTJDK

» Cuctonnueckoe nemxkenne 11C MK
= MurtpalibHas perypruaramnus

- LK



OTDK

IVRT = 110 wmc DT = 240 mc




HAI'PY3O4YHbIE T1POBDI

= Harpy3ouHbiid TpeaMuII-TeCT y naieHToB ¢ I KMII
1EJIECO00PpA3EH TSI ONPENCICHUS (PYHKIIMOHATIBHOM
CIIOCOOHOCTH U 3(POEKTUBHOCTH MPOBOJIUMOM TEPAIIHH.

= 2. Tpeamuii-tect ¢ MoauTopupoBanreM DKI n A/l

1enecooOpaseH s crpatudukanuu pucka BC 00JbHBIX
['KMIL.

= 3. bonbHbiM ['KMII, y KOTOpPBIX NUKOBBIN IPAAUECHT
JaBJICHUS HE npeBbIacT S0 MM PT. CT., IPOBEACHUE
Ox0KI' B ycnoBusAX Harpy3ku 1eaecoo0opasHo s
ONPEICICHUS U KOJIMYECTBEHHOM OLIEHKU JUHAMUYECKOU
ooctpykuuu BT JIK.




KAI

= T0Ka3aHOo 00JbHBIM I KMII ¢
Kaio0aMu Ha JUCKOM(OPT B IPYAHOU
KJICTKE, UMCIOIIAM IPOMEKYTOUHYIO
WJIM BBICOKYIO BEPOATHOCTD PA3BUTHUSA
HNbC, xorga Haau4ume COIyTCTBYIOIIECH
KOPOHAPHOM MATOJIOTUHA U3MEHUT
JI€4€OHYIO0 CTPATETHIO.




MUOKAPIUAJIBHBI MOCTHUK




JIEYHEHWE




Obuwune pekomeHaaunn

= /ICKOUYNTb CU10BbIE BUADI
cnopTa.

= Bo3aep>aTbCA OT a/IKOroA
" /IcKN04YnTb KypeHue

= [IpodurnakTMKka MHPEKLMNOHHOIO
IHAOKaApPAMTA




PucyHok 3. JleueOHas crpaTerusi B 3aBHCHMOCTH OT OCHOBHBIX
K/IMHIYecKuX BapuanToB I'KMII

O6mas nonyJasaunsa 6oabHbIX 'KMIIT

h 4 h 4
OrcyrcTBHE OT1cyTCTBHE WM MasIasd ViMrmaHTarws

(PeHO'ITHm‘-IeCKHX BBIPa)KeHHO CTE KapIEI/IOBep Tepa-

NEOIRERE CHMITTOMOB neubprwnrTcpa
TATOTOTHUECKOTO

TEHOTHIIa
¢ Cesenme >

HabmoeHre

0e3 meueOHBIX o
TN CTE B-61oKaTope!

Kapmmosepena

Beoan Kenrpoms UCC
P ey @ AHTHKOAryJITHTHI

Jusommmpamuz

VYMEHBIIEHUE
IIOCTHAr PY3KHU

HAnypeTnku
JIMToKCHH
-Groxaropsl

CIDIPOHOJIAKTOH AJIKOTOJIbHAA

¥y XUpyprust: CEIITAJIbHAL DDD
TpancrmanTarms CEITAIBFHAI MUK TOMII BT

HeoGceTpykTBHAL OOGCTpyKTUBHASL
'KMII ['KMII

'

MmO 8 ¢ @D O R

Q
=

cepinia aJbTepHATUBHBIEC METO/Ib]




beTta-agpeHobnokaTopsl

= OTpHuLaTeIbHBIN UHOTPOITHBIN 3P PEKT
— CHIDKCHME CHUJIBI COKpAILICHUS.

= OTpHULIaTeIbHBIA XPOHOTPOITHBIN
dpPext -ymenbnienne HCC

» YIUIMHEHUE TUACTOJIbI

= [loBBINIIEHIIE HATOJTHEHUS KETYIOUYKOB



bnokaTtopbl KanbuUMeEBbLIX
KaHalloB

Henurnaponepuannossie bKK :
BepanaMuil, IUJITHA3EM

= VIy4IlIEHUE HAITOJTHEHUS
KEITYITOUYKOB

= YMEHBIIIECHUE UIIIEMUH



AMUOOAPOH

= Heo0X01uMOCTh IeKapCTBEHHOU
TEpAITUU HAJKEITYTOYKOBBIX U
KEJIYTOUYKOBBIX HAPYIIICHUM
CEPJICUHOI'0 PUTMA.

= Bauser Ha Iporyos




Bapdapun

= OpaJIbHbIM AHTUKOAT'YJISIHT —
[IOKAa3aH IIPU MePLaTEIbHOMN
ApUTMUH




[lpoTnBonokasaHbl npu [ KMI'1

5 TaK KaK
001a1a10T «+» HHOTPOIHBIM
JIEMCTBUEM

- — YBEIIMYMBAIOT CTETICHb
ooctpykumuu BT JIIK

- YBEIUYHBAIOIINE
TUIEPTPOPHUIO




XUPYPI'MUECKOE JIEHEHUE
[ KMII

» Onepanyss MUOTOMHUM-MHAKTOMHAH

= YUpeckoxkHasg KareTrepHas CIIupToBas
a0nanust MEXOKEITYIOYKOBOW MEPETOPOIKHU

= J/IByXxKaMepHas CUHXpPOHHAas
AIEKTPOKAPAAOCTUMYIIALIHUS

= Tpancruianranus cepana

= MIMIutanTanus KapauoBeprepa-
neduopuiLIaTOpa



Upeszkoorcnasa mpanciarOMuHaIbHAA
AJIKO20JIbHASL CENMAIbHAS A0AAUUSA




[TPOI'HO3

= Ha gomro I KMII npuxogurcs
1o 50% cunyuaes BCC cpenu
JIUI] MOJIOXKE 25 JieT




CINACMBO 3A BHUMAHUWE |




