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KapamnomMuonarum - natonorusi Mmokapaa,
Nnpu KOTOpPOU HabngarTcs
CTPYKTYpPHbIe N PYHKLUOHANbHbIE HapyLUeHUS,
KOTOpble He OOyCNnoOBNEHbI

KOpOHapHOU 60one3HbI0 cepaua,
rmnepTeH3uen,
KflanaHHbIMU NOPOKaMU Unu
BpOXAEeHHbIMU 3aborieBaHUAMU cepaua

Eep.obui.kapduosnozoe, 2007
Eur Heart J. 2008 Jan;29:270-276
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OnpepneneHne

Bupgbi KMIN

BO3, 1980

3aboneBaHusa MbilLUbI cepaula HEeM3BECTHOU 3TUONOIMKU

Br Heart J 1980;44:672-673

AOKMMN rKMN PKMIN
Heknaccuduumpyemsie KMI
Cneuudmyeckue 3abosieeaHus

BO3, 1995

3aboneBaHusi MMOKapaa, accCoLuMUpoBaHHbIe

C cepaeyHon aucoyHKUnen
Circulation 1996;93:841-842

AKMIM FKMN PKMN
Heknaccucpuumpyemsie KMl
Cneuundunyueckue KMI1

AmMepukaHckas
accoumaums
ceppaua, 2006

FeTeporeHHas rpynna 3aboneBaHnnM MMOKapAaa,
accoUMNPYIOLLUXCA C MeXaHU4YeCcKon u/mnum
aneKkTpuyeckon AMcPyHKLUEN, KOTOpble OObIYHO
NposiBNSAIOTCA HeageKBaTHOM runepTpoduen nnum
Aunarauven nu BO3HUKAKOT B pe3ynbTaTte pasHoo0bpa3HbIX

NMPUYUH, 4YaCTO reHeTU4YeCKunx
Circulation 2006;113:1807-1816

MepBuyHbIe KMI:

- reHeTn4yeckune NKMIT PKMI
- NpUooOpeTeHHbIe

- cMewaHHble KM
BTopuyHbie KMI

EBponenckoe
obwecTBo
KapAuorsoros,
2007

MaTonorma mmokapaa, npu KOTOPOU MNPOUCXOAAT ero
CTPYKTYpPHbIe unmn hyHKLMOHaNbHble HapyLleHUs, He
obycnoBneHHble UBC, runepteH3nen, KnanaHHbIMU

NMOoOpoOKamMu n BpoXxXaeHHbIMU 3aboneBaHnaAMU cepaua
Eur Heart J 2008;29:270-6

AOKMIM FKMMN PKMIN AQMXK
Heknaccudpuumpyemsie:

- HEKOMMNAaKTHbIW MUOKapA
- KMIN TakoTcy60

BcemupHas

cdhenepauus
cepaua, 2013

3aboneBaHus, xapakTepusyowmueca Mopdonorn4yeckummn
unu pyHKUMOHANbHbLIMU aHOMANMAMN MUoOKapaa, npu
OTCYTCTBWM APYroy NaTtosiormm, CoCoobHom cTtaTb

NPUYMHOMN HAONIOAAKOLWMNXCA UBMEHEHNN
GLOBAL HEART, VOL. 8, NO. 4, 2013 December 2013: 355-382
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Kapanomuonatum

N'MnepTpodmyeck | QunartaymoHHa PectpuktuBHa | Heknaccudpuumpyem
aa KM a8 KMnN a KMnN blie KMI1

y Hecewmetinbie/HereHeTHYC CKH MBI
Cewmetinbie/reneTrUecKie (HOPMBI elnerenetirieckue dop

v AccomnupoBaHHbBIE C
I'ennbiii nepexr He Tennblii gedexT P

OIIPENEICHHBIM
H3BECTCH H3BeCTeH HMnnonarnyeckue pea
3a0011€BaHUEM

Eep.obuw.kapduosnozos, 2007



PopmMynupoBKa guarHo3a B coorBeTcTBMU ¢ MOGE(S)

duacmosiudeckasi OUCQPYHKUUs1 U usmMeHeHusi Ha IKI npu
HopMaJsibHOU
- JIXK
(l)eHOTI/llI BOBJICYCHHbIC monWUHe cmeHKu )

(E - pannee OpraHbl WJIH O — OpraH nopaxeHusd — cepaue (H)

BBISIBJICHUEC CUCTEeMBI
3a00JIeBaHUs v -

) G - ceMelHbIN TN C dyTOCOMHO-AOMUWUHAHTHbLIM
G E HacneaoBsaHuem (AD)

Haczzﬂﬁgm ITHOSOTHS E - aTnonorus reHetnyeckas (G), o6ycnoBneHHas mytaumemn
KOMIOHEHT reHa
P —— p.Arg403Glu TAXXenbIX MUO3UHOBLIX Lieneun (MYH7)
HE0CTATOuHOCTH S - ctagusa cepaeyHon HegocTaTtovHocT ACC/AHA A
(mnayueHmMsbl

8bICOKO20 pucka pazeumusi CH 6e3 cmpyKkmypHbIX HapyuweHuUu

GLOBAL HEART, VOL. 8, NO. 4, 2013 December 2013: 355-382




HeKkopoHaporeHHble 3aboneBaHNA MMoKapaa
NaneeB H.P., NaneeB ®.H., 2008

Muokapaunoauctpodgpumn

HeKkopoHaporeHHble MHUOKapINATEI

3aboneBaHus

MWOKapAa [eHeTNYeCKM
neTepMUHUPOBaAHHbIE

Kapanomuonaruu

Pocculickuli kapduosio2u4veckull XypHar, 2009, 77(3): 5-9



Knaccudukauua kapguommonaTtuu

bnarosa O.B., HegocTtyn A.B., 2017

OvnataunoHHan
Mneptpocunyeckasn
PecTpukTnBHas
CTpyKTYypHO- HekomnakTHasn
yHKLUMOHaNbHbIE C npenmyLueCcTBEHHbIM MOpaXXeHMeM npaBbIiX OTAENOB cepAaua
C nsonupoBaHHbIM HapyLUEeHMUEM 3EeKTPUYECKOU (pyHKLUN
Takouy60
CMellaHHble BapUaHTbI

* CapKOMepHbIX 6enkoB
* 6enkoB UUTOCKeNneTa KapagmoMmMoLuuToB
* HyKNneapHbIX MeMmbpaH
* GenkoB AecMOM
FeHeTHn4Yeckue HdedekTbl reHOB * NOHHbIX KaQHaNoB
* reHa KOHHEeKCuHa
0enkoB NIM30COM
oOMeHa rnmmKoreHa

CemenHasn ayTOCOMHO-AOMMHAHTHas
Mo xapaktepy ayTOCOMHO-peLeccuBHas
HacneaoBaHuA X-cuenneHHas

Cnopaaunyeckas MUTOXOHApWanbHas

Poccuncknm kapamonornyeckum xxypHan 2017, 2 (142):
7-21




CTpyKTYpHO-(pYyHKLUMOHANbHbIE TUnbl KMI
(dbeHOTUNDLI)

O6nuTepauns flucnnasmna npasoro Xenyaoy




[MposiBneHusn saboneBaHun cepagua

 CepaeyHass He4OCTATOYHOCTb

 HapyuweHusa putma n npoBOoAMMOCTMU cepAaua
* f[ONOBOKpY>XeHUue n 06MOpPOKHU

e bonesou cuHapom

* Tpoom603MbONMUYECKM CUHAPOM




MeToabl AuarHoCTUKKU 3aboneBaHuun cepaua

e IKI'

- B MOKOe€e

- gyTquoe unu 48-yacosoe MoHuTopupoBaHue IKI
- 90U

e IxOoKI

e MPT - > paspewarowjass cnoco6Hocms, 60s1ee moyHasi uHghopmayusi o
CMPYKMypHbIX U3SMEHeHUsIX cepoua

KT — npomueopeduenie pesynomamsi xoKIr u MPT unu MPT
rnpomueornokKa3aHa

e OgpHOopoTOHHAA aMuccmoHHasa KT, nO3NTPOHHO-3MNCCUOHHANA
ToMorpadus

 AHrnorpadusi KOpoHapHbIX aPTEePUN — dughgpepeHyuabLHbIT QuazHO3 ¢
KopoHapHoU 6os1e3HbIO cepdya

« JHAOMUOKapAuanbHasa buoncus
 MoneKkynsipHoO-reHeTU4YeCKue nccrneaoBaHus




KMITB EBPONEUCKOM peecTpe,
)1 b

AputmoreHHaa KMN  PectpuktueHaa KMMN
5% 3%

31%
OunarauuoHHan KM

61%
Mneprpoduveckan KM

European Cardiomyopathy Pilot Registry. Eur Heart J 2016,;37:164-173



[ Mnetpodunyeckasa KMI




['MnepTpodunyeckaa KMII

Kputepuun NKMI

¢ YyTOJIlWlEeHUe CTeHKMN Xenyao4ka funeprpoduyeckan PectpukTMBHan AwnnaraumoHHas

KapAuoMMONaTHA KapauomMMonaTHa KapAMOMMONaTHA
niun

yBeJrimieHne maccbl MUOKapAaa

e OTCYTCTBUE (PAaKTOPOB,

CMNOCOOCTBYHOLWMNX UX PAa3BUTUIO
(rMnepTeH3usA, NOPOKU KNanaHoB)

Eep.obuw.kapoduosozos,
2007




JTnonornyeckasa knaccucgpukauma 'KMI
Eep.obuw.kapduosiozos, 2007 Eur Heart J. 2008 Jan;29:273

CemenHasa F’KMI1

Tspkenas uenb 6eTa-MMO3MHa
@reuax 6enko@ MU1O3MH-CBA3LIBaIOLMIA 6ok
Opyrue ...
HacneACTBeHHble MeTaGOHMHQCKMe Bone3Hu HakoneHus rmuKoreHa

3aboneBaHusA Bone3Hun uuKna KapHUTUHaA
INInsocomanbHble 00Mne3HN HaKonneHus

Bone3Hun mutoxoHapun MyTauuu B sgepHon unu mutoxoHapuansHon OHK

HepBHO-MbIWeYHblIe 3a0oneBaHnA ATtakcua Ppugpenxa

CuHapombl Mmanbdopmaummn HyHaH , KocTenno, Leopard

CemenHbIN amMunonaos TTR (TPaHCTUPETUHOBbLIN)

HecemeunHasa F’KMI

HdeTtn matepen, cTpagarowmx auadbeTom

«CnopTuBHOE cepaue»

AL amunounpos

Muokapaut
JlexapcTBeHHbIe npenaparbl
(Takponumyc, aHabonu4yeckme cteponabl, TMAPOKCUXITOPOXUH)

AHAOKPUHHbIE 3aboneBaHunsA
(dbeoxpomoumTOMa, aKkpomeranus)




'mnepTpodumnyeckana KMI1

* reHeTU4YeCKM odycnoBrneHHoe 3aboneBaHne MbiLlLUbI cepaua

e MacCcuBHas, bornee 15 mm, runeptpocdmnsa mmokapaa
NieBOro u/vnu B peaKkux crny4vasix npaBoro Xxenyao4vka

° yalle aCMMMeTpUYeCcKoro xapakrepa 3a cyet yronweHus MXKI1

* yacToe pa3BuTune ooCTpyKUMn BbixogHoro Tpakrta JIXK

* OTCYTCTBUE NPUYUHBI ANnA runeptpodnn mmokapaa

* rucTonorn4yeckn peHomMmeH «disarray»




'vnepTpodunyeckaa KMI1

 PacnpocTtpaHeHHocTb TKMI1y B3pocnbix 1:625 — 1:344

 Cpeaun pa3Hbix pac yactota ' KMI1 oanHakoBa

 CeMenHble hopmbl Oonee 50%

e 3aboneBaHne moxeT MmaHuecTnpoBaTb
B NTIIOOOM BO3pacTe YenoBekKa, OT MnageH4yecTBa oo
rmybooKkou cTapocTu




'mneptpodunyeckasa KMI1: mopdonorus

A — HOpManbHbIN MUOKapA

B - acummeTpuyeckas
runeptpodus

C - KOHUeHTpUu4yeckKas
runeptpodcusn

D — HOpManbHbIX MUOKapA,

E- 6ecnop;|p,quoe pacnosioXxeHue
KapanomMmmouunToB

Ann Intern Med. 2010 Apr 20; 152(8): 513-W181



femoanHamumnyeckme sapuaHTbl 'KMI

OGcTpyKTMBHAA hopma HeobcTpykTnBHasa chopma

Kputepum - cuctonnyeckum rpagveHT gaBrieHuUs
B BbIxoaHoM otaene J1XK

6onee 30 MM PT. CT. B NOKOE UNu npu MeHee 30 MM pT. CT. B NOKoe U
Harpy3ke npu Harpy3ke/NpoBOKaLUOHHLIX Npobax




KnuHu4veckune nposasneHusa I'KMI
ManocneuudgUuyHbI

OoAblLUKa

AnacTorinyeck
asi
AUCPYHKUUA
0bCTpyKLUM MUTpanbHas

) = A peryprutaumu
e 5 BT JTX fa

rONIOBOKPYXEHU
e 06MOpPOKM 'mnepTtpodum
BCC A MMOKapAa
nwemMus
MUoKapaa

anekTpodmnsnonornyeck
e HapyLueHus

ooneBoM
CUHOPOM




IKI" npusHaku rmuneprtpodgpuveckoun KMI1
Cneyugu4HbIX MPU3HaKO8 Hem
e Mpn3Haku runepTpodpum JIXK

* Fnybokune oTpuuartenbHble 3youbl T BO MHOIrMX

oTBeOAEeHUAX
xapakmepHbl 05151 eepxywe4yHou 'KMI1

. Il;/jl-l fli_lc)mue y3kue Q B otBeaeHusix V2 — V5 (eunepmpoapusi
Hem 4emKoc0 coomeemcmaeus JioKkasiusauuu 3y6uoe U 30H 2UINMOKUHe3UUu o
OaHHbIM OxoKI

e [lapokcusmanbHble HaQXXenyao4YKOBble apUTMuUn
(1/3 nayueHmos)

e ACUMNTOMHAA HeyCTOMUYMNBaAs XKenyaoduKoBas
Taxukapaus




IKI" npu runeprpodpuueckorn KMII

Abnormal Q waves in patient with hypertrophic cardiomyopathy
BMJ. 2002 May 25; 324(7348): 1264-1267
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YnbTpa3ByKoBble npusHaku F'KMI

e YBenuyeHue TonwunHbl cteHKu XK 6onee 1,5 cm B nwobou oobnactu

[uneprpoduueckan

* AnacTtonunyeckas ancoyHKUuA el i
e MutpanbHas peryprutauus /
e YBenu4eHwue JlI1

e« AHOManun NanMNNAPHbIX MbIWL (2unepmpodaghus, ducnoxauu,
n/vnn cCTBOPOK MUTPanbHOro KnanaHa (yosiuHeHue, pa3pacmc

e CUCTONNYECKUn rpagueHT aasneHus B nonoctu JIXK %" |

Cllllc

MEXKEMY 10 IKOBOJ

* [lepeaHecucTonnyeckoe ABMXeHUe CTBOPOK MUTPaAribHOro KR repeopone
OB JIXK HopMmanbHasa nnu noBbILWEHa
YO HopManbHbIN Unu ymeHbLeH lNonoctb JIXK He pacwunpeHa




O6cTpykTuBHaa chopma NKMI

e [onoBOKpyXeHne, o0OMOpPOKHU

e Cucrtonuyecknmn wym

B YeTBEPTOM Mexpebepbe creBa OT rpyaAnUHbI
- He nNpoeodumMcsi Ha cocyObl weu,
- ycusiueaemcs 8 eéepmukKasibHOM IOJIOXKeHUU U npu rnpobe Banbcanbebi

e Cuctonuyeckoe ABMxeHue
nepenHen CTBOPKU MUTPaANbHOro
KInanaHa (e cmopoHy MXTI)

» CpegHecUcTONMYecKoe NpUKpbITUE
CTBOPOK aopTanbHOro KnanaHa

e DopMMpOBaHNe BHYTPUXKENyA04YKOBOIro rpagneHTa

A1 H VS




BapunaHTtbl TeyeHunsa runeprtpodunyeckon KMII

BapuaHT TeyeHunsa NKMI

[Mpu3Haku

CtaOunNbHbLIN

G0eccMMNTOMHOE Te4YeHue 3adboneBaHuUA
HOPMaJlibHaA NpoaAoOJTXUTEJNIbHOCTb XKXU3HU

Punbpunnaumun ocrioxxHeHus PI1:
npeacepanu - NLLEMUYECKUU UHCYN LT
- nepudepunyeckme Tpomooamoonumn
nporpengueHTHoe Te4yeHne XCH
[Mporpeccupyrouiee peunauBupyrowme CUHKonanbHble

COCTOSAHUA WU/VUNK Xenyao4vKkoBble
apuTMum
coxpaHeHHasi cuctonuyeckasa cpyHkumsa JIK

KoHeuyHas cTagus

cucronuyeckasa gucpyHkumsa JIXK

BHe3anHasa ceppevHas
CMepTb

BbicOKkuu puck BCC

KNMHN4yeckKasa cmepTb ¢ ycnewHou CPIl
NAaNOKCU2MKLI VeTounuduvueous JXT




MeaounkameHTo3Hoe neyeHue NKMI1

* beta-agpeHoGnoKkaTopbI

- NIporpaHosIosn
- ameHoJs101 HeBasoaunaTupyrowme
- MemorpoJsios1 | 6e3 BHYTPeHHen CUMNaToOMUMEeTUYEeCKON
aKTUBHOCTHU
- buconporson

e HeanrmpgponnpunanHoBbie aHTaroHUCTbI KanbLus
- eepanamuJi
- dusimua3sem

HauynHatb ¢ Manbix 403, TUTpoBaTb A03Yy A0 aoctmxeHmnsa YCC 55-65 B




Oo6cTpyKkuusa BeiBoagHOro tpakra JIXK

* A30eraTb gerngparauum v npmema 6onbLUIOro Kosin4ecTBa
ankorons

° Hopmanvlsau,vm MacCcCbl Téerlla

e [[poTBONOKa3aHbI NnepudepnvecKknx BasogunaraTtopbl u
AUTOKCUH

npumMeHeHue OU20KCUHa 803MOXXHO MOJILKO npu ¢hubpunnsyuu
npedcepouli

¢ EbICTpOe BOCCTaHOBJ1IeHUe CUHYCOBOIOo pUuTMa Ui KOHTPOJ1b




IleyeHune aputmun npu N'KMI

* XXenyno4ykoBble apuTMuUN: - aMuooapoH
- comaJion

e Dnopunnauna npeacepoun:
- KynnpoBaHue — kapouoeepcusi,
MeduKkaMeHmMOo3Hasi (amuooapoH) unu
aslekKmpu4veckast
- KOHTPOJb PUTMA: aMUOOapPoOH
KamemepHasi abrayusi no nokasaHuUsiMm

- KOHTponb YCC: 6ema-adpeHob6/10kamopsbi
eepanamuJsl unu ousimua3em
OU20KCUH

- npodunakTuka TPoMo03aIMO60NNYECKUX OCITOXKHEHUN




dakTopbl pucka BCC npu NKMI

°* MOJTOA4 0N BO3pPACT

* HeyctonumBas XXT

e TONWMHA MMokKapaa 30 Mm n bornee

* OTArOLWEHHbIN CEeMeNHbIN aHaMHe3

* CUHKONasribHble COCTOSAHNA HEACHOIO reHe3a
e 00CTPYKLUUA BbiBOAHOro TpakTta JIXK

e aHOMarbHbIN oTBeT A[l Ha Harpy3Ky

NMpodmnaktuka BCC npu NKMI

e OTKa3 OT y4acTusi B CNOPTUBHbLIX COPEBHOBAHUSAX U
OT MHTEHCUBHbIX (PU3NYECKNX HArpy3o0K

 AMnnaHTauna kapguoBepTepa-gedhudpunnatTopa




[Tloka3aHuMAa K UMNNaHTauuu KapanoBepTepa-

- - .~ _ _

e [loKyMeHTUpPOBaHHbIN paHee 3N1M304 OCTaHOBKU cepAaua,
domndbpunnaumnm xenyaoukos u ycnewHas CJIP

 CnoHTaHHasa yctonumBas XXT c noTtepen CO3HaHUA UNun
reMmogMHaMmMyeCKMMUN HapyLUEHUSAMMU

e [lporHo3unpyembiu 5-netHum puck BCC 6% n 6onee no
wikane «HCMRisk-SCD» HCM Risk-SCD Calculator

lpednonazaemasi npodosHKuUMesibHOCMb XXU3HuU 6osiee 1
200a




UMnnaHTupyembin KapanoBepTep-
aedumnopunnaTop

Implantable cardioverter defibrillators (ICDs). A — an implanted transvenous defibrillator system comprising a
pulse generator and two transvenous leads (right atrial and right ventricular). B — a Boston Scientific
subcutaneous implantable cardioverter defibrillator implanted in the left axillary position. The subcutaneous

Clin Med {Lond). 2017 Feb; 17(1): 33-36.
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sinus rhythm  polymorphic ventricular tachycardla

e WWMWWWWWWWW

continuous rapid polymorphic ventricular tachycardia

(WYWWVWWWWMWVW\WWWWWWNMWMWV

LWMWW X H“W(

ventricular fibrillation 36 Joules ICD shock

KT, AeMOHCTpUpyOLWasa CMIOHTaHHYIO NONIMMOPOHYO TaXUKapauio,
KyNnUPOBaHHYIO pa3psasaoM MMNITaHTUPOBAHHOIO KapanoBepTtepa-aecpndpunnaropa
B 36 [1x

Int J Mol Sci. 2014 Oct; 15(10): 18693-18705.




[Nloka3aHuAa K UHBa3nBHOMY nedveHuto 'KMI

— CUCTOSIUYECKUN FrPaAnNEeHT AaBrieHUs B FIeBOM Xenyao4ke
Gornee 50 MM pT. CT.

— pedpakTepHOCTb K MEAUKAMEHTO3HOMY Jle4YeHUo
Npv BblpaXeHHOU KNMMHUYEeCKOU CUMINTOMaTUKe

— KOHe4yHada ctaausa TKMI

Buabl MTHBa3MBHOrO fe4YeHus
* ankoronbHas cenTanbHaa abnauusa

* XUpypruyeckoe fie4eHue — MUOmMomMusi /MUO3IKMOMUSI, npu
HeobxodumMocmu e coYyemaHuu ¢ njaacmukol MumpasibHo20
KnanaHa

e AByxKamepHaa KC




CenTtanbHas MNaIKToMus (cxema)

section of septum
to be resected

Ann Cardiothorac Surg. 2017 Jul; 6(4): 410-415



AJIKOTOJIbHAY CeNTalIbHasa adianus ¥ MHUOIKTOMUS

Figure 1 Left coronary arteriogram (A) before and (B) after alcohol septal ablation (ASA). The septal branch
(arrow) into which ethanol was injected has a truncated appearance (circle, inset) after ASA.

Heart. 2006 Dec; 92(12): 1773-1778.



[InnataunoHHas
KapanomMmuonaTtus




OunataumoHHasa KMI

XapakTepu3yeTtcs
e AMNaTauuen feBoro xenyanoyka

Normal Heart  Dilated Cardiomyopathy

WA AR VSN

x W Dilated
N ventricle

* CUCTONMNYECKON aucPyHKUnen
MMUoOKapAaa fieBoro xenyaodka

* NIPU OTCYTCTBUMN
- reMOAMHAMMNYEeCKOMN Neperpys3ku

(I'VlnepTeH3VI$I, KnanaHHble NOPOKU, BPpOXAE€HHbIe aHOMaNInun
cepaua)

- KOPpOHapHOW 6one3Hu cepaua

Hdunamauyus u ducgyHKyus npaeoao
)XXeslyoo4ka
803MO)KHbl,
HO He ob6si3amesibHbI Osis1 duazHo3a JJKMI1

Eep.obui.kapduosiozos,
2007




ITtuonorua aunartaunoHHoun KMI1

NMpnobpeTteHHbIe (HereHeTU4YeckKue)
cdopmMblI

[eHeTU4YeCcKkn obycnoBrieHHbIe
opMblI

MyTauuum B > 50 reHax accoLuMnMpoBaHbI C
OKMMN

MyTauum B reHe TUTUHA - Hanbonee

pacnpocTpaHeHHas reHeTu4eckKkas
npuunHa QKM

CemenHblie ¢popmbl 20 - 50%

MuokapaunT, MHPEKUNOHHbLIN U
ayTOMMMYHHbIN

JlekapcTBeHHbIe npenapaTbl
(npoTnBOONyXxoneBble, NICUXOTPONHLIE,
aHTUPETPOBUPYCHbLIE)

ANEeKTPOSIUTHbIE HapyLWeHUS (| Kanbuus,
ldpocdaTtoB)

NMuweBon pecpnumnt ceneHa, TMaMUHa,
KapHUTUHA

JHOOKPUHHbIE 3aboneBaHunsA
BbepemeHHOCTb (NnepunaptanoHasa KMI)
AnkoronbHas KMI
TaxumHayumpoBaHHaa KM




Hoszonornueckas crpykrypa cunapoma JIKMII
bnazoea O.B. u dp., 2017

JIHarHo3 no AaHHBIM JIMarHo3 no JaHHkeIM
MOpdOIOrHYECKOro HCCIEN0OBAHKUS KOMILTEKCHOTO 06CNne10BaHUSA

1,6%
3,1% 3,[%

4 0 NMMKC
5 [0 Toxkcuueckas KMI1
6 [0 IMUKC

1 M Muokapaur
2 @ Muokapaur+red. KMII
3 B TIenernueckas KMII

Hoaonorueckas CTpykTypa 60nbHEX ¢ CHHAROMOM JKMIT.
Coxpauwenua: KM — kapasomuonamd, NMKC — noctMuokapaumiueckuil kapauocknepos, NMUKC — nocTiHGapKTHHIA KapaMoCcKnepos.

Russ J Cardiol 2017, 2 (142): 39-49




KnuHnyeckmne npoasneHuna OKMI

* [Iporpeccupyrowian cepaevyHas
HeAOCTaTOYHOCTb

* APUTMUYECKUN CUHAPOM
* TpoMb60IMOONUYECKME OCIIOXKHEHUSA
e boneBou cuHgpom

e OTHOCUTENbHAA HEOOCTAaTOYHOCTb
aTPUOBEHTPUKYNSAPHbIX KNanaHoB




YneTpa3BykoBble npu3aHaku OKMI
e CHuxxeHue ®B JI)K meHee 45%
e YeenuyeHue K[JP JI)K 6os1ee 6 cm

 BoipaxxeHHasa gunartauusa noriocten cepaua
 HeameHeHHas TONLWMHA CTEHOK XXerya04KoB
e ToTanbHada rMNoknHe3nsa cteHokK J1XK

 Bo3aM0OXHO Hanu4yue TpomOOB B npeacepaAnsiX u
)|(e'l-lyno‘-I Kax #75 114.0cmMI 0.9

* Peryprutaums Ha knanaHax cepgua ) s o1 G e




Kputepuu ncknrovyeHna gnarHosa mnguonartundeckon OKMI

 CuctemHas aptepuanbHaa runepteH3usa (A4 >160/100 mm pm. cm.)

 ATepocKnepoTn4yeckKkoe nopaxeHme KOpoHapHbIX apTepuu
(cmeHO3 > 50% 6 0OOHOU U3 8eHe4YHbIX apmepull)

e 3rioynoTpedrieHne arikoronemM — > 40 2 e deHb O51s1 KeHUUH U

> 80 2 8 OeHb OJ1s1 My)X4UH 8 me4YyeHue 6osiee 5
Jiem

e CucremHble 3aboneBaHus

e 3aboneBaHuUsa nepukapaa

 BpoxxpeHHble h npuodpeTeHHbIe MOPOKU cepaua
e JlerouHasa runepTeH3us

e YcTOMYMBaAsA CynpaBeHTPUKYNAPHAA TaXUKapOUA (apummozeHHasi, unu
maxuuHoyuyupoeaHHasi KMII)




INleyeHne annataumoHHou KMI1

 JleyeHne XpOHNYECKOUN cepae4YHON HeaJOoCTaTOYHOCTH
8 coomeemcmeuu ¢ HayuoHanbHbIe peKkomeHlauuu

 AHTMapuTMU4Yeckasn Tepanusa B ne4yeHmn XCH

- teqyeHusi npu XCH mpebyrom nuwb onacHbIe OJisi )KU3HU
CUMIMMOMHbI€e XeJslyO0o4YKoebie apummuu

- aHmuapummuku | u IV knnaccoe npomusornoka3aHsbil npu XCH

- IpUMeHsIromcsi npenapameil lll Knacca (amMmuoOapoH,
comauJsios)

- umMnnaHmayusi kKapouoeepmepa-degubpusnnssmopa
rno rokKa3aHusiM

* MMpodomnakTnka TPOMO603IMOONINYECKMNX OCTTIOXKHEHUN




Xupypruueckoe Jjgedenue JAKMII

 TpaHcnnaHTauusa cepaua

Kapauocrumynarop
ANA PECUHXPOHUIUPYIOWER
Tepanuu cepacyHON HeOCTaTOYHOCTH

 AMnnaHTaumna annapara
BCromMoraTesibHOro KpoBoobpatlyeHus
(«ucKyccTBeHHbIN JTXK»)

NepeacepaMsin ‘
anexTpos

 Kapanomumonnacrtuka

¥enyaouxosuie IneKTPoOaL |

e CepaoeyHas peCMHXPOHU3NPYIOLLANA Tepanusa




Onepauus oOKyTbiBaHUSA cepaua 3/1aCTUYHBLIM CeTYaTbIM KapKaCOM
NnaCcCUBHO-OrpaHN4YnBarwoLlie cepaeyHbie yCTpOVICTBa

- NpenATCTBYHOT pacwupeHuro JIXK
- npeagoTBpaLwaloT nporpeccuposaHme XCH

- Ha HavanbHbIX CTaAUAX
MOryT MPUBECTU K 0OpaTHOMY pa3BUTUIO 3aboneBaHuA

JKCTpakapAaunarnbHOro cet4yaTtoro

KnuHunyecknn gauarHos/ UesawkuH B.T., ApankmnHa O.M. - M.:
2011.




MMnnaHTauusa yCTpoOUCTB MeXaHN4YeCKon noanepxku
KpoBOOOpaLleHnsa ana ofMTeribHOro NnpuMeHeHus

e IByx3TanHaa TpaHcnnaHTauma cepaua
(«MmOCT» K TPAHCNaHTaUuuu)

e AnbTepHaTMBa TpaHCcMNaHTauuu cepaua
Yy NaLMeHTOB C NPOTUBOMNOKa3aHUAMM

« ObpaTHOE pemoaenupoBaHue cepaua
C BOCCTaHOBJI€EHUEM
COKpaTUTenbHOU CNOCOOHOCTN MUOKapaa
Yy NaumMeHTOoB C NOTeHUUuaribHO o0paTUMbIMMU
3aboneBaHUAMU MUOKapAa




YcTpoucTtBa MexaHU4YeCKoOUu noanepxKku
KpoBOOOpaLleHUusa ansa onMTeribHOro NpMMeHeHus

BHewHu Bua Hacoca «Thoratec VAD

UMnnaHTupyeman yactb «Novacor VAS»



TpaHcnnaHTauusa cepaua

3 neKkaodbps 1967 r. Christiaan Barnard BnepBble

5- U 10-NeTHAS BbIKUBE
COOTBETCTBGHH‘O



HoBble HanpaBneHusa B neyeHnun XCH

Kneto4yHasa Tepanus
ucrnoJsib308aHue aymoJsio2u4HbIiX KOCMHOMO3208bIX KJIeMOK
orisi peaeHepauuu Muomapda

PloHYKne-
enyaoyek

3cbeeKTMBHOCTb n 6e30naCHOCTb
TpedyeT AanbHenwero
nccrnegoBaHus




PectpuktuBHasa KMI1



PecrpukTtusHasa KMII

Pepkasn coopma
nopaxeHus aHAoOKapAaa u/unu MmuokKapaa,

XapaKkTepusylowascs

¢* HapyueHunem Anactosin4eCKoro HanoJsfiHeHuA
O4HOro unu odbounx XKeJjnlyao4dyKoB BCleacTtemMe X purnaHoCTu
n

* nporpeccupyrowen guacronnyeckom CH

Mneprpoduyeckan PecTpuKTMBHaA OwnnaraumoHHas
KapavMomuonaTtmsa Kapguommonarusa KapanomuonaTtuma




OueHka guactonunyeckoun cpyHkumm JIXK

AonnsiepoBcKoe uccregoBaHue TpaHCMUTPANbHOro KPOBOTOKA B
anacTtony

OwvacTtonuuyeckasa cpyHkumua JHK
HoOpMa
= CootHoweHue E\A=1-2
= Bpemsa nsoBonomMeTpuveckomn
penakcauum JTXK:
Morioxe 30 1. < 92 mc
30-50 n. <100 mc
cTapiue 50 n. < 105 mMc

6 — cxema gonnneporpaMmmMmbl TPAHMUTPANIbHOIO NOTOKa
KpoBM

E — MakcumManbHasi CKOPOCTb TPAHCMUTParibHOro KPOBOTOKA
B a3y ObICTPOro HanosfHeHusA

A - MaKkcMManbHasi CKOPOCTb TPAHCMUTPANIbLHOIO KPOBOTOKA
BO BpeMsi CUCTOSbI JIeBOro npeacepaus A

IVRT — NnpOAOMKUTENBHOCTb (pa3bl U30BONTFOMUYECKOTO L
paccnabneHus M?P : ‘

DT — BpeMA 3ameaneHua paHHero AMacTtorimnyeckoro

Hapyletne MNcespoHOpManmaaums PecTpuKums
penakcauvu

OvuHamuka TPaHCMUTPAINIbHOIO CNneKTpa
no Mepe nporpeccnpoBaHnsa AnactTosimn4eCKmnx HapymeHMﬁ




[MpnynHbl pectpukTusHou KMI

e [eHeTMYeCKM 0OYCNOBNEHHbIE 3aboneBaHusA
- MyTauum OefnikoB CapKoMepoB, Nerknx uenem MMo3mHa
- CEeMeNHbIN aMmunonao3s (TPaHCTUPETUH)
- AecMmHonaTus
- bone3Hb AHOepcoHa - ®abpwu
- FMTNKOreHo3bl
- remoxpomaTtos3

e PndpPo3 MMokapaa
- BblpaxxeHasa gnacronuyeckasa ancyHKUuns

y nogemn NoXuroro n crapyeckoro BospacTa
- cKnepoaepmus

e Onyxonu mmokapaa
° [MNep3o3nHOPUNLHLIN CUHOAPOM (— 3HAOMUOKapANanbHbIN PUOPO3)
 PaguaunoHHoOe nopaxeHue

 JlekapcTBeHHbIe cpeacTBa (MeTuceprua, aprotammH, oycynbdaH,
aHTPaALUUKIINH)

* Unpnonatuveckas KMI




KnnHnyeckue nposaBneHusa pectpukrusHou KMI

 XpOoHM4eckas cepaedyHast He4OCTaTOYHOCTb
C npeobrnagaHueM CUMINTOMOB NMpPaBOXeslyA404KOBOM
HeaOCTaTO4YHOCTH
0e3 Npu3HaKoB KapauomMeranumm

 AputMum — yawe ubpunnsayus npedcepouu

 HapyweHunsa npoBoauMocTH (decmMuHonamuu, amusioudos,
capKouooa3)

e TpomGO3MbOONMYecKkne oCnoXxXHeHUus
(4awe npu 303uHouUIsILHOM 3HOOMUOKapadume Jléchhrepa)




OuarHocTtuka pectpukrmuHon KMI1

IAKI - cneuncpmnyecknux U3MeHeHUN HeT
IAxoKI

e AMacTonuyeckasa aucyHKLUUA No PeCTPUKTUBHOMY TUNY
- yBeniM4eH1e CKOpPOCTU paHHero AuacTonmM4eckoro HanonHeHus (obonee 1 m/c)

- CHNXXeHUe CKOPOCTU KPpOBOTOKA B npeacepaHyto da3sy (meHee 0,5 m/c)

- yBerin4yeHue COOTHOLWEeHUs Mmexay nukamu E/A (6onee 2)

- YyMeHbLleHue BpeMeHu 3ameaneHus (MeHee 150mc)

- YMEeHblUeHUue BpeMeHU N30BOJTIIOMMNYECKOro paccnabneHums (MeHee 70 mc)

e pa3mepbl NONIOCTEN Xenyao4KoB Masio U3BMEHEeHbI
* yTOJILLIEHME CTEHKMU XeNnyao4Ka He XapaKTepHo

* Npeacepans paclimpeHbl
peAcepan: p P HapyLwienune [lceBaoHOpManmM3auus
* ®B JI)XK He cHUXeHa penakcaumm

* yaapHbIX 06bEM YMEHbLU A
E
o~ M N
i l ,

ecTpu KLI,Mﬂ




MpuHUuMnbl nedyeHunsn pectpukrnHon KMI

e 3TONATOreHeTUu4YecKoe rfieyeHue — NMPUN HEKOTOPbLIX BApUaAHTaX
(remoxpomaTo3, ammMnonaos, capkomnos, rmnepaosnHounma)

* JlleueHUe XpOHUYECKOU CepaevYHON HeA4OCTaTOUYHOCTMU:
- beTa-agpeHOONOKaTOPbI YIy4YLUaOT AUaCcTONIMYECKOe HarnosfIHeHne
XKernyaodkoB
- QNYPETUKN YMEeHbLUEHUEe NIero4Horo u CUCTeMHOro 3acTos
- ponb MHrMoutopos All® HesicHa

 AHTHapUTMMYecKana Tepanua n npodpunaktuka BCC

* MMpochmnnakTnka TPomM603MOONIUYECKUX OCITOXKHEHUN

* BO3MOXHO Xupyprmuyeckoe neyeHue
(TpaHcnnaHTauusa ceppgua, SHOOKaAPA3KTOMUA, NpoTe3npoBaHue




AputmoreHHasa KMIT

NnpaBoOro Xenyao4ka




ApuUTMOreHHas gucnnasusd npaBoro

XKenyanodka
Arrhythmogenic right ventricular cardiomyopathy

* reHeTU4YeCKu obycrioBneHHoe 3abonesaHue MMoKapaa

° Nporpeccupyrollee 3amelleHme mmokapaa npaBoro Xxenyao4ka
XUPOBOU U COEANHUTESTIbHOU TKaHbIO

* KNMHNYECKUN NPOABAIOLLIEeEeCH apuTMMen, cepaevyHoM

=21 A1 =l > N1 BHc Al IOV Viled @ > FU




ApuUTMoOreHHasa gucnnasusa npaBoro Xxenyao4ka

e ATUONOrUA - reHeTn4Yeckasa MyTaLms 6enkoB 4EeCMOCOM

* AYyTOCOMHO-AOMMWHAHTHbLIN TUMN HacnegoBaHUA
(aymocoMHo-peuyuccueHbll npu 6osne3Hu Hakcoc)

e YacToTa 1-2 : 200 vgnonaTU4YeCKNX XXenyao4KkoBbIiX apuTMUN
 HeyknoHHO-NporpeccupyroLiee Te4eHme
* PedhpakTepHOCTb K aHTUAPUTMNYECKOU Tepanuu
 [lpnynHa cmepTU MoNoAbIX CNOPTCMEHOB B 22% criy4vyaeB




Itunonorus n nartoreHe3 AQAMNX

FeHeTn4yeckunn gedekt 6enkos
p,ecwvcom

O6GocobneHne Kneim( Apyr oT gpyra

AyTOMMMYyHHOe BocnarieHue "
BblaeneHue pakTopoB pocTa
xcuposov TKaHU

UHdunbTpauma Muokapaa XXMmpoBow

TKaIv:I'O

BTopuuHbinn condpo3

Tpchmypaano$ noBpexaneHue

f'MnokuHes
aHeBpu3MaTU4yecKoe BbinsiynBaHue

HecMocoMbl — MeMOpPaHHbIe CTPYKTYPbl,
KOTOpble 06ecrneyYnBaloT CTPYKTYPHbIE U
PYHKLMOHaNbHbIe KOHTaKTbl MeXAy KreTkamu

ToyeyHble AeCMOCOMBbI

AecMmornenH

AECMOKONNUH

Br Heart J. 1994 Mar, 71 (3) 215-8




ApVITMOI'eHHaFI AuncCnia3und nNpaBoro xXenyno4yka

B

UHTpamMmypanbHbIN y4acToK
nMnomMaro3a NpaBoro Xenyao4ka

- aTpodusa KapaANOMMOLIUTOB
- hnobpos3s,
- XupoBas MHpuUnNbTpauus

Okpacka 2ceMamoKcusiuH-303UHOM x200

Apxue namousioauu. 2013;75(6): 9-15




Ctaguu aputmoreHHou KMI1 npaBoro
xXenypo4ka

1 ctapgusa CnyyanHoe obHapyxeHue npu IXoKIr/MPT
«Hemas» eHeTn4Yeckoe ob6cnegoBaHue

2 cTapusa
«MmaHudectHaa | XenyaooukoBas IKCTpacucTonusa/ Taxmkapaus,
» OOMOpPOKMH

3 ctagus
KOHe4YHas EVIBeHTpMKyﬂFIpHaFI cepaoeyvyHast He4OCTaTO4YHOCTDb




oeuT

IKI npu AQINX
n 3y

e OTpUuuaTernbHbI

B OTB. V1 -V3 (V6)
e ANCUNOH-BONIHaA B oTB. V1 -V3

(33%)
e XenyanoukoBble

'nca

hd

KOHUrypauuro 6rokagbl
NIeBOM HOXKKM Ny4kKa

3KCTPACUCTOSbI UMEIOT

e Hu3kuum BonbTax

- ManoamMmniuTyaHbIn

AncunoH-BonHa

CurHan




HeycTtonunBas

XKenyaodkoBas Taxukapaus
c mopdonormneun
Onokaabl yieBOM HOXKN ny4kKa Nvuca

___mms_%_,‘é_h-—-_-_




NuarHocTtuka AQMXK
e [eHeTUYeCKMM aHanu3 (Npu4yuHa 6osie3Hu)

e JKI'
e IxoKI

- Aunartauus npaBoro Xenyaodka

- CHMXXeHue @B npaBoro xenyagodka
- TIMNOKNHe3

- aHeBpM3Ma NpaBoro Xxenyago4dka

* MPT c doyHKUMen nogaBneHns xupa
ononcusi MmMokapaa
(cy6cmpam 3abosiesaHusi)




JleyeHue AAMNX

e AHTUApUTMUYECKas Tepanus:
- beTa-agpeHobnoKaTopbI
- coTanon
- aMMo4apoH U X KOMOMHaLUUn
- paanoYacToTHada abnauus 3KTONNYeCKou
30HbI
- umnnaHTauusa KO

 leueHne npaBoOXenyao4YKOBON HeAOCTAaTOYHOCTMU:
- UHrMouTopbI AN
- ANYPETUKMU
- TPaHcnnaHTauma cepgua npu B <25%




Heknaccuduumpyembie

KMIT




HekomnakTHaa KMI1
3aboneBaHue, xapakTepusyrLuieecs YpeamepHoun TpabekynapHocTbio JIXK

c obpa3oBaHueM rnyooKuUX MexTpadeKynapHbIX MPOCTPAHCTB,

BbICTJIAHHbLIX UBHYTPU SHAOOKApPAOM U

cooowarwmxcsa ¢ nonoctbro JIXK

. - -
HeKoMnakTHbIN Muokappg, JTXK

«ryoyaTtas» KMI
runeptpabekynsapHocTb JIXK

* 1984 r. Engberding and Bender
e 3aboneBaemMocTb ~ 1:10 000
e InarHocTupyeTtcsa B NOOOM Bo3pacTe




OunarHocTtn4yeckue Kkputepmun HekomnakTtHon KMI

e [IByxcnonHasi CTpyKTypa MuUoKapaa: ey

- TOHKUN KOMMaKTHbIN HAaPY>XHbIU CIION eh i

- yTOsMLWeEeHHbIW HEKOMMNaKTHbIN BHYTPEHHUM e, N: Non-compacted layer

C: Compacted layer

CooTHOWeHue
HEeKOMMNAaKTHOIoO M KOMMNAaKTHOro crnos 2 2

MHoOXeCTBeHHbIe Tpa6e|(ynb| B HEKOMIMNAKTHOM

Heart 2001 Dec; 86(6): 666—671

e Jlokanunsauunst HeEKOMMNaKTHOro CJos
npenmMmyLLecTBeHHO
B BepXxyLUue4yHbIX U cpeaHunx cermeHTax JIXK

MexTpabeKkynsipHble CUHYCbI, COeAUHSIIOLWNECS C
nonoctbio JIXK (TypOyneHTHbIe MOTOKU B CUHYCaX
npv 4UBETHOM AOMNMNJIEPOBCKOM CKaHNPOBaHUN)




HekomnaktTHas KMI

A
’
VS
oW VS L
. RV ‘. RV
3 § N
- "%\‘RA LA < RA LA _

AxoKTI, uBetoBou gonnnep.
A - KpoBOTOK U3 NONOCTU Xenyaouka B rinybokne npomMexyTkm Mexay Tpabekynamm Bo

BpeMsi AMacTorbl (CUrHasn KpacHoro uBeTa)
B - o6paTHbIN NOTOK B XXenyAo4YeKk BO BpeMA CUCTOSbI (CMHUIA CUTHan)

Heart 2001 Dec; 86(6): 666—-671




HekomnaktTHasa KMI1

Non-compacted Compacted
layer layer

McTonornyeckuin npenapar U3 BepLUIMHbI JIeBOrO Xernyaoyka nauveHTa ¢
HekomnakTHou KMI.
TOHKWMI YNNOTHEHHbIN HOPMaribHbIA BHELLHUW CNOW MUOKapAaa u

AyToncus. U30bITouHasa TpabeKynsapHOCTb
JIK




5 Distance: 1.52 cm

5 Min/Max: 46 /115
6 Distance: 0.62 cm

6 Min/Max: 13 /70

3 Distance:; 5.83 cm

:‘,'4 sltray‘nacxe _8com|

4 Min/Max: 50 1485

A
» 5
g 3‘!"‘3
> 4
L N
MPT.
HekoMnakTHbIV crnion n
[
»
c -

MPT.
3aTeKkaHue KpoBU MeXAay

Yonsei Med J. 2018 Jan 1; 59(1): 63-71.




Kiananuyeckue

HapyweHua putma
U NPOBOAUMOCTHU
BCC

AnekTpodusnonornyeckas
HeoO4HOPOAHOCTb

nposiBjieHus HeKoMmakTHon KMII

Tpomboambonuyeck
UM CUHOPOM

| CKOpPOCTHU KPpOBOTOKa B
MeXTpabeKynsapHOM
NnpocTpaHCcTBe

HeKoMnaKkTHbLIU
MUoKapna

CepaeyvHasn

HeAOCTaTO4YHOCTb
CUCTONNn4ecKas n
AnacTtonuyeckas

AncyHKuuns




Jledyenne HekomMnaxkTHon KMII
e beccMMNTOMHOE TeueHue - HabnraeHue

e [leyeHue cepae4yHOU HEAOCTATOYHOCTM
B COOTBETCTBMU C HaumoHanbHbIMU peKkomeHaaunsamm (2018)

| cepoeyYHble 2/TUKO3UObI He PeKOMeHAYromcs

e AHTUAPUTMUYECKAd Tepanus
- aMmMopapoH
- yctaHoBKa JKC
- umnnaHtauusa KB

- PYA pononHuTenbHbIX NyTeU NPU HarIM4umM cMHApoma
WPW

 [IpocbunakTuka TPOMO03IMOONNYECKUX OCIIOXKHEHUN
(BapdhapuH)
- cuctonunyeckasa auchyHkumsa JIXK (PB <40%)
- hbubpunnauma npencepaumn
- TPOMOO3MbONNYecKue oCcroXXHeHUsA B aHaMHe3e




Ctpecc-uHayumpoBaHHasa KMI

CUHOPOM, XapaKTepPU3yoLwmuncs
- OCTpou
- CTpecc-uHAyLuMpoOBaHHON
- obpaTnmon gucyHKuneun
cpeaAHuX U anukKanbHbiIX cermeHToB J1XK

KMIT makouy6o

nameHeHwus JI)K HanoMUHaloT JIOBYLUKY ANA OCbMMHOIoB (tako-tsubo)

nepsBble cny4yau gaHHou KMI1 onucaHbl B AnoHuu (H. Sato u coaBT., 1990)

Kurisu S. et al. Am Heart J 2002;143:448-455



Crpecc=unaynupoBannaa KMII

 KnuHnyeckue npossneHusa HanomuHarT OKC:
- 3a2pyOuHHasi 6oJs1b, o0biwkKa (1-2% naumeHToB ¢ ocTpbiMm UM)

* NHdpapkTonoaoodHble uameHeHusa Kl (1/3 naumeHTOB)
omcymcmeue peyurnpoKHbIX USMeHeHUU

e [UNo- UNKN aKnMHe3 cpeaHero n anMkanbHoro cermeHToB JIXK
| PB JIXK e ocmpyro cmaduro

* [loBbILLEeHME YPOBHSA Kapauocneundpunieckux qoepmMeHTOB U
TPOMOHMHA




Kputepuu ctpecc-mHayumposaHHou KMI

e [lpexoasawmm runokuHes U akuHes cpegHmnx cermeHToB J1K.
HapyLueHue coKkpaTtumocTu cteHku JTXK He 4OMKHO COOTBETCTBOBAThb
30He KpOBOCHabXeHMs 0 AHOU KOPOHAPHOU apTepumn

e OTCcyTCTBME 3HAYMMbIX CTEHO30B UMK pa3pbiBa
aTepOoOCKNEepoOTUYECKOMN ONSILLKN B KOPOHAPHbLIX apTepUusx

e UameHeHunA Ha KT (aneBauusa cermeHTa ST u/vnun nusepcua T)
unu
NoBbIleHNe YPOBHSA cepAaeYHbIX Onomapkeposn

e OTcyTcTBME (peoXpoOMOLMUTOI

Kurisu S. et al. Am Heart J 2002;143:448-455




JleyeHue ctpecc-uHayuunposaHHon KMI

e JleyeHune cuctonmnyeckoun cepaev4Hou HeAOCTaTOYHOCTH
00 BOCCTaHOBJIEHUA CoOKpaTutTenbHou pyHkuum JHK

*[MporHo3 6naronpuATHLIN:

BoccTtaHoBrneHue dpyHkuum JIXX y 95% naumeHTOB
B TeyeHue 1-4 Heaenb

* Puck peunanBoB He bonee 10%







MuokapouT

BOCNnanutenbHoOe nopaxeHue MMoKapAaa,
Bbi3BaHHOE
UH(PEKUNOHHBbIMN, TOKCUYECKUMU UIU
anneprnyecKuMu Bo3gemMcTBMAMM

BocnanutenbHaa KM

MUOKapauT,
npmBoAALMN K ANCYHKLUNN cepaua




©
T
s
=
o)
©
X
O
<
=
~
X
©
T
3
s
Q.
C
o
s
'
O
D
T
~
I
O
C
o
13
Q.
@)
=

UHUNbLTPaUuusa
UHTepcTUUMaribHou
KapaAnoMMoLUTOB

* Kneto4yHas
 Auctpodcus




KJ'IaCCVICbVIKaLI,I/IFl MNOKapaunTa: ITUoJ1Iorn4eckad XxapaktepmnCctuka

] MHPEKUMOHHBLIN MUOKapPaUT ] HeMH(EKUNOHHbLIN MUOKAPAUT

8UPYCHbIU (23-68%) JieKapcmeeHHbIU

6akmepuasnbHbIl (dugpmepus, CbIBOPOMOYHbIU

CKapnamuHa, xaamuouu u op.) .
HympumueHbli

CrupPoxemo3HbIU (cugpunuc,
nlenmocnupos, o3epamHbili mug) npu cucmMeMHbIX

. 5 3abosesaHusix
PUKKemcuoO3HbIU (cbinHou

mudgb, nuxopadka Ky) coeduHUMesIbHOU MKaHu

napasumapHbiu 0o)Ko208bll

(mokconna3mos, 6osne3Hb HYazaca, o
mpuxuHersnne3s) mpaHcruiaHmayuoHHbIU

2pubkoe8bIlU (akmuHomMuKko3s, mupeomokcu4YecKuu

acnepaursses, KaHOudo3 u op.) ypemuquKu&




IATNONOIMA BUPYCHOIrO MMoKapauTa

e JHTEpOBUPYCHI (BUpYC nonnomuenmnta, Kokcakn A n B,
ECHO, Bupyc renaTtuta A)

* AoeHOBUpPYCbI

* F[epnecBupychl (BUPYC NPOCTOro repreca, BUPYC repneca

yenoBeka 6 Tuna, BUupyc dniutenHa-bapp,
LIUTOMErasioBnpyc, BUpyCc BETPSIHOW OCIMbl U

OMoACbIBAKOLLEro nuilas)
e MlapBoBUpyc B19
* Bupychl rpunna
* Bupyc ummyHoaeduumuTa yernoBseka




Knaccudukauma mmokapauTta

e ATUONOrN4YecKas XxapakrepmcTuka
e [laToreHeTU4YECKMNE BapuaHT

e [laToreHeTU4eckune pasbl

e PacnpoCcTpaHEeHHOCTb

* KnnHnyeckue BapnaHTbl

e BapnaHTbl Te4YeHus




KnuHmnyeckmne BapuaHTbl
MUOKapauTa

[JekoMneHcaunOHHbIN
NceBaoknanaHHbLIN
AputTMHnYeckKkumn

TpomboaMbonnyecknm
CmeLllaHHbIU

ManocmmMmnTOMHbBLIN
lNceBAOKOPOHAPHbLIN




CTeﬂeHb TAXEeCTU MNOKapAuUTa
 Jlerkoe TevyeHue

- HOpMaribHble pa3mMmepbl cepaua

- OTCYTCTBYeT cepaeYvyHas He4oCTaTOYHOCTb

« CpenHeTsaXXernioe Te4eHue

- KapaunomMmeranus

- HET SIBHbIX NPU3HAKOB cepae4yHoW
He4O0CTaTOYHOCTH

e TaXxenoe TeyeHue
- Kapanomeranus.
- cepoeYvHast He4oOCTaTOYHOCTb




BAPUAHTbI TEMEHUA MUOKAPOUTA

OcCTpbIN MUOKAPAUT NErkoro Te4eHus

OcTpbI MMOKapAUT TAXESIOro Te4eHus

MuokapauT peunavBupyrowmnn

XpOHMNYECKNUN MUOKapaUT




IlaTorenes Mmmokapaura

/ DAY

- 3JIMMMHALIVA BUpPyca
- YHUUTOXKeHVe MHPUITVPOBaHHBIX




KiavHanueckme nmposiBjieHMss MMOKapanTa

IlpvisHaku nopakeHus cepiaria
* CepneuHass HeJOCTaTOYHOCTbD,

* AputMuUM M HapyLIeHWA IIPOBOAMMOCTM cepaLa
* bosreBom cHIApPpOM

BocriaiureibHBIV CMHIPOM
* JIMXOpagKa

* 00IIas1 CJ1a00CTH
* [IOTJIMBOCTB M IIp.




[dviarHOCTVMKa MMOKapanuTa

* BeisiBiieHMe aucdyHKIIMM cepamna:

- OKI, cyrounoe moHuTOprpoBanmue DKI
- OxoKT
- PEHTTeHOJIOTM4YecKoe 1ccaeJoBaH e OpraHoOB I'PydHOV KJIeTKN

 J[loka3zaTeIbCTBO aKTMBHOCTV MMMYHOBOCHAJINUTETHHOTO
Iporecca:

- Hecrienmdmieckme MapKepsbl BOcIIaJIEHUA
(¢pubpunocen, CPb, cuarobuie kucaomot, cepomyxoud, CO3)

- MMMYHOJIOI'MYECKME TEeCTbI

(UK, ummynoz100ysunbl, KapouaibHovle AHIMUSEHDI,
anmumena k muoxapdy, PTMJI, TIIb)

* I[ToBpexxgeHve KapaAvOMMOLIUTOB:
K®K, JIOTI', TponoHMH
* Onpenenenne crenenu u cragum XCH




[dvarHocTMKM MMOKapanTa (2)
Bepudmkanmsa BocriasieHusa v puOpo3MpoBaHusa B MUOKapae

- 9JHAOMMOKapanaiIbHasi OMorcus

- cuuHTHUTrpad s Mmokapaa

- MPT cepalia ¢ KOHTpPaCcTHBIM YCUIJI€HVEM

- aHTMorpadmsi KOpoHapHBIX apTepuit (Ouggepenyuaivroiii OuazHos)

DTHUOJIOTMYeCcKast ANATHOCTMNKA
- IIOVMICK BO30yauTesIeN OCTPBIX M XpPOHMUUECKMX MHPEeKIIM
- IMaTHOCTMKA 0YaroB XpOHMYIeCKOV MHJPEKIINH,

= INAaIHOCTMNKaA 3a60HeBaHI/II7I, P KOTOPBbIX BOSMO’KHO pa3BUTME
MMOKapANTa




OKI npu Mmuokapaure
* HapynieHwne pernossapmsarivn:
- uHBepcus vwiu yiutomenue 3yoma T (50-70%)
- 3neBanms wim genpeccust cermeHTa ST (30-50%)

* Apurmun:
- CMHYCOBas TaxuKapaus (peako OpaaMKapams, apmuTMmsI)
- pudpMIIANMA MU TpereTaHMe IIpeacepann
- aKcTpacucrons (25-45%)
- IapOKcM3MasIbHas TaXUKapans
- pUOpMILIALMA JKeTyJOYKOB

* HapynreHvsa npoBoamMoCT:

- CMHOAaTpMaIbHbIE M aTPMOBEHTPUKYJIsIpHbIE 010KaabI (5-

15%)
- 0s10KagbI HOXKeK ImyuKa I'mca (mo 30%)

e ITaTtomormuecknuit Q v QS (0,5-3%)
* CHVDKeHMe aMIIIMTYdbl Bcex 3yO1i0B
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IxoKI mpm Mmmuokapanre

e [TmaTanms Kamep cepatia (25-40%)

e CHipkeHme 1y100a1bHOM cokpatnmocTy JIK (69%)
e [Iuacronnueckas aucdpynkums JIXK (35-50%)

e Nucdynkums [TK (15-23%)

e O0paTnMmoe yrosmiteHne creHoK JIDK (15%)

* ITpucreHouHBIE TPOMOBI (15%)

e Cenmapanmsa mcTKoB nepukapaa (10-20%)

e OTHOCUTEIbHAA HeJOCTATOYHOCTh K/IaIIaHOB

* OTcyTCcTBUE M3MEHeHMUM




Bepudukauma socnaneHusa B MMokKkapae

e CuuMHTUrpacduna mmokapaa
- P®I, TponHbie K BOCnaneHuo
yumpam 2asuiusi-67
aymoJsieukoyumabl, Me4eHHble mexHeuyuem-99

MOHOKJIOHa/IbHbIe aHmumeJsia K MUO3UHY, Me4YeHHbIe
UHouem-111

- nepdy3noHHbIe PPDI

* MPT c KOHTpacTHbIM YyCUNeHune

MEP T Cop i, 2-e OV R Gt G sk,

BB P D s e e




Lontours Smear Skip Graph Spin’ Surface Counts Counts Extent Scale 10

Name BELYANKINA DD
Pat ID 123

Sex FEMALE

Limits A:MibiMibiFemale
TID -

LHR -

SRS S-S SDS

Type TID Rest

Proc ID GD GATEDSPECT
View ID SHORT AXIS-DLY
Date 02/18/2014 03:29:31
Matrix 64x64

Slices 23

Intervals 1

Mm/Vox 6.37

Rest Extent (%) Volume 114mi
Wall 179ml
Defect  43mI
Extent 29%

PagnonykinugHas nepdy3moHHas1 cOMHTUTpad s
MuoKapga ¢ 99mTc- Texaerpuiiom




IToka3aHus K 3HIOMMOKApAVMAJIbHOV OMOoIcumn
(ks1acc pekomeHaanmii 1)

Cepaeunas HegocratouHOCTh (CH) npomgo/pKuTe1bHOCTHIO MeHee 2
He/e/Ib C HOpPMaJIbHBIM WJIU OWIaTUpPOBaHHBIM JIDK 1 HapyIIleHeM
reMOIVMHaMMKI

CH npono/DKuUTe/IbHOCTBIO OT 2 HeflesIb 40 3 MecsIIeB C
mvuiatammen JI2K v HoBpIMM JKeJIyJOUYKOBbIMM apuTMusimMu, AB
Os10Kamon 2-3 CT. WiIM IIPY OTCYTCTBUM OTBeTa Ha CTaHOapTHOeE
jieueHme B TeueHue 1-2 Heaelp




* [Ipn3sHaKkM BocIiasiIeHMs

* Tun xj1eTo4HOrO
MHWIBTpaTa

* Cragusa Mmuokapaura

* DTUMOJIOTUA

OcTpbINt HEKPOTU3MPYIOMIN 303MHOPMIIBHBIN
MMOKapANUT: 0TeK CTPOMBI, KJIeTOYHas MHPWMIbTpanms C
npeo0s1agaHMeM 303MHOPMIOB, PparMeHTaAIMA




D,VIAI'HOCTVI‘-IECKI/IE KPUTEPUA MUOKAPOAUTA

 [lpepwecTtBYyOLWan NHdeKUns, ooKalaHHas
KNMMHUYECKUMU U NnabopaToOpHbLIMU
AaHHbIMU, UNU ApPYroe OCHOBHOE
3aboneBaHue

 [lpusHaKku nopaxeHuss MUOKapAaa
(bonbLine n manbie)




[MPU3HAKN NOPAXKEHMS MUOKAPLOA

bojabpinme npusHakm: Masnrpie npu3HaKM:

1.

I1aTOJIOTMYecKne M3MeHeHWs 1. Taxmukapowus, He
Ha DKIT COOTBETCTBYIOIIIAsA

IIOBBIIIIEHVE B KPOBU TeMIeparype Tejia

Kapanocoenmudmaeckmx

depmeHTOB
oci1abiieHne 1 ToHa ceparia
yBeJIMYIeHMe Pa3MePOB

cepalia, IIOATBEeP>KIeHHOe
ITaHHBIMM
PEHTreHOJIOTMYeCKOT0
nccaenoBaumsa v /miav DxoKI

PUTM raioiia

3acToHasa CH vian
KapaIMOTeHHbIN ITI0OK.

AvarHo3 MnokKapauTa IIpaBOMOYeH PV cO9eTaHUN
IpealnecTByIOIer MHbeKInmn
¢ 1 6onpmmMm viu 2 MajIbIMU OIpU3HaAKaMu



JleueHne mmokapauTa

 [ocnutanu3auus
e OrpaHn4yeHue (pn3nyYecKom Harpy3Kku
 [lpekpalieHUe KypeHUus n ynotpebrieHna ankorons

 lneTta — orpaHn4yeHme noBapeHHOU CONun
- cbanaHcupoBaHHas

* MegnkamMeHTO3HOeE fieyeHue




JIleueHne MnokapauTa
0 Bcem mammmenTam!

- MHIMOUTOPBI AIID 3aMeyIAI0T peMoae/IpoBaHme
ceparia

- DeTa-0/I0KaTOPBI CHIDKAIOT YPOBEHb
IIPOBOCITAJIUTEIIEHBIX

ITMTOKIMHOB
- aHTarOHUCTHI AJIbAOCTEPOHA

0 Jleuenme apur™mwmii:
- aMMOJIapOH
- BpeMeHHas (1ioctossHHasA) DKC
- KapAnoBepTep-1ePrnopmuIATOp




MaToreHeTn4yeckas Tepanuda npu MMOoKapauTtTe

* AMMyHOCYynpeccuBHas Tepanus
- FnroKokopTUKOUAbI (NPeaAHN30M0H 1 Mr/Kr)
- UnTocTtaTtunkm (asaTtmonpuH, LUKIOCNOPUH)

- KombuHauumsa (npeagHU30510H U LMKIOCNOPUH, NPeAHU3O0NOH U
asaTUONMpPUH)

- MypomoHa6-CD3

¢ HeCTepOMAHbIe npoTuBoBOCHariuTesibHbIe rnpenaparthbl
- NOKa3aHbl Npun MMonepukapauTe
- NPOTUBOINOKa3aHbI B NnepBblie ABe HeaAenu
OCTpPOro MnMoKapauTa

e LinTonportekTuBHasa Tepanus
- 3¢pheKTUBHOCTb HEe AOKa3aHa




IToka3aHMs K MMMYHOCYIIPECCMBHOM Tepannum

* ' MraHTOKJIETOYHBIM MUOKapONUT

* AyTOMMMYHHBIVI MMOKApPOMUT

* AjuteprudecKmu MMOKapaUT

* OcTpbINt HEKPOTUSUPYIOIINUI 303MHODVIIBHBIVI MUOKaApAUT
* MuoKapauT IIpyM capKommose

e JIumdouTapHBII MMOKaApIUT

- He3¢d(PeKTUBHOCTH CTAHAAPTHOM Tepanmm
y 00/1bHBIX yMepeHHOM vin TsKesron CH
- HaJIn4ame >)KM3HeOlaCHBIX HapyIlIeHNN puTMa M IIPOBOAVMOCTH
cepaia
(D2K, KT, noanasa ABB, acucmoaus)

- OTCyTCTBVE BUPYCHOV MHeKImn B Muokapae (OMb)




DTHUOTPOIIHAsA Tepanus MUOKapanTa

* Be1Oop aHTMOaKTEepMaIbHOTO M IIPOTMBOBUPYCHOTO IIperapara
omnpenessieTcsi BUAOM BO30yauTesis

* [IporMBOBMpPYyCHBIE IIpenIapaThl

- 3¢ peKTMBHBI B IIepMOI HEeIIOCPeACTBEHHOI0 IPOHMKHOBEHWSI
BUpyca
B OpraHM3M MJIM BCKOpe I10cjIe 3TOr0

- B HacToOsAIIee BpeMsi IPOTMBOBUPYCHBIE CpeacTBa He
peKOMeH/J0BaHbI
17151 JIeYeHWs OCTPOro BMPYCHOIO0 MMOKapauTa

- IOKa3aHbBI IpU MUOKapauTe Ha ¢poHe reHepaIM30BaHHOM
BVIPYCHO
MH@peKINn

* JleueHme ouaroB XxpoHM4IECKOV MHDPEKIIUN

e JleueHMe OCHOBHOIO 3a00/7IeBaHMSA







