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Kapoiomionamis —

(KMIM)-natonoria Miokapay, npu SKiu
BiAOyBalOTbCA WMOro CTPYKTYPHi abo
(OYHKLLIOHANbHI NOpPYyLWeHHA, | 4K He
3YMOBJI€HI ilLeMiYHO XBOPObOOI cepL,
rinepTeH3i€, KnanaHHUMKW BagamMy |
BPOAXEHNMWN 3aXBOPHOBAHHAMU CcepLs.

Kuaacugikanii kapaiomionariii Ta miokapauTis, siki 0yjn 3aTBepakeHi Ha | X HanionajabHOMYy
KOHIpeci Kap ioLiB YKpaiHi (KuiB, Bepecens 2008).




KnacugikaLis

Buau (beHotunun) KMI:
al. TKMI (rineptpodiyHa KMI);
all. AKMIT (annatauinHa KMI);
alll. AAINDK (apuTMoreHHa aucnnasis
NpPaBoro LWayHOYKa);

alV. PKMI1 (pectpuktmnBHa KMI1);
oV. HeknacndikoBaHi:

1) HeEKOMMAKTHUW MioKapAa;

2) cTtpec-iHaykoBaHa (KMI1 Takowuy60);

Kuaacugikanii kapaiomionariii Ta miokapauTis, siki 0yjn 3aTBepakeHi Ha | X HanionajabHOMYy
KOHIpeci Ka oLIB YKpaiHi (KuiB, Bepecens 2008).




KnacugikaLis
A. CimenHi/criagkoBi (FeHeTuYHi):

b. HecimenHi/HabyTi (HereHeTu4Hi):
a. 1410NAaTUYHI;
6. NiATMN 3aXBOPIOBAHHA:

- TokcnyHa KMI1 (B ToMy uncni iHAyKOBaHa
MeANKAMEHTO3HO, paAialinHNM
YPAXKEHHAM | T.i.);

- @HAOKPUHHI KMIT;

- aniMeHTapHi (HyTpuTUBHI)KMI1: pediunt
TIAMIHY, ceneHy, rinogocdaremis,
rinokanbLuiemia | T.4.;

Kuaacugikanii kapaiomionariii Ta miokapauTis, siki 0yjn 3aTBepakeHi Ha | X HanionajabHOMYy
KOHIpeci Ka IB Ykpaini (Kuis, Bepecens 2008).




KnacugikaLis

b. HecimenHi/HabyTi (HereHeTnyHi):

- ankorosibHa KMI1;

TaxXikapaionaTif;

nepunopTtasbHa KMIT;

«CMNOPTUBHE CEPLLE»,

KMTI1 y giten, matepi aKnxX XBOpPitOTb HA
IHCYJTiH3a/1e)XXHUIN LLYKPOBUIN AiaberT;
3anasibHa KMI1/MiokapauT *.

— XPOHIYHUN MioKapAUT 3 AUCHYHKLIE NIBOrO WAYHOYKA Ta Npu

BiA,CYTHOCTI iH(peKLiMHOro areHTy B TKAHMHAX Miokapay.
Kuaacugikanii kapaiomionariii Ta miokapauTis, siki 0yjn 3aTBepakeHi Ha | X HanionajabHOMYy
KOHrpeci KapAioneoLiB Ykpaiui (Kuis, Bepecenn 2008).
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11-11-2008-0008  NMAPE, Cardiology Dpt.| #151  /18.0cmMI 0.9 |11-11-2009
Rymar Anat Ivan 63y2m Cardiac P25AC | Gen Tls 0.8 |14:49:33
[2D] G50 } 85dB
FA1 { PS0

INV




11-11-2009-00 ogyDpt.[#1 118.0cmMI 0.9 |11-11-200

Rymar Anat Ivan 63y2m Cardiac P25ACI  GenTIs 0.8 |14:28:45
M [2D] G50 { 85dB
FAT } P30

INV




HALITOHAJIBHHH ITHCTHTYT CEPHEBO-CY IMHHOL XIPY P
i, NEML Amocosn

BLUILTERHS XIPYPTTYMHOTO JIIRYBAHESA THIENMIMHOTI XBOPORH CEPLS

LOBLIKA M

Jasy obcreaennu
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HALITOHAJIBHHH ITHCTHTYT CEPHEBO-CY IMHHOL XIPY P
i, NEML Amocosn
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BLUILTERHS XIPYPTTYMHOTO JIIRYBAHESA THIENMIMHOTI XBOPORH CEPLS
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A ofcreamennu
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[inepTpodiyHa kapaiomionaTia ([ KMI1)

NepBUHHE ypaXeHHAa MiokapAaa, Wo Xa
BUPAXXeHOo rineptpodieto miokapaa Ji

DAKTEPU3YETHCH
L (pigwe ML),

HOPMaJIbHUMWN abo 3MeHLEeHNMMN

D0O3MipamMu

NopoXHuHKU JILW, 3HaYHMMKN NOopyLIeHHAMN
A1aCTONIYHOI PYHKUII WIYHOYKA Ta YaCTUM

BUHUKHEHHSAM MOPYLUEHHS PUTMY.

%)



3daMeY4dHWUA

bonbwe 1O 3T0. [UCTA, O NpUYNHAX.FTeHeTWnu.
Ond c rx. Cnoptom(ckay. Cnanapbi

[TpumMep rx

[TpuMep MM N BUKap rx.
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[ KMIT

[ToWwnpeHIcTb
Big 0,02 no 0,2%.
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KNIHIYHA KapTUHa

» 3a4MLLKa.

» [ OJTOBOKPYXIHHA.

» BrpaTa CBIAOMOCTI.

» Hanagaun cteHoKkapAll.

» APUTMITI.

» PanToBa cepL,eBa CMepTb.




Exo-o03Haku [ KMII:

> TOBLWMHA CTIHKU

>15MM

> ML /3CJIW>1,3
Npu aCUMETPUYHIN
[KMIT;

> 3MeHweHHa KOO,
KCO;

> Me30CUCTONIYHUN
pyX AK;

> 3bepexeHa PB;

> "KpanyaTicTb CTiHOK
JI1LL:

> 3MeHLUeHHA KiHe3y
ypaXXeHOoIl CTIHKMU;

> [1CP MK npwu
0OCTPYKLLT;

> AlaCTONIYHA
ANCHYHKLIA;

> annatauia Jil;

17



dopmu [ KMI'I

» CumeTpuyHa 'KMITI.

» ACMMeTpPUYHA - CMNIBBIAHOWEHHA TOBLLUHW
MLLUI a0 TOBLWWHKM BiNbHOT CTIHKKN >1.3.

» OBCTPYKTUBHA.
» HeobcTpykTHBHA.

18



dopmu [ KMI'I




®opmu [ KMIT




dopmu [ KMIT




8-05-2011-0005 NMAPE, Cardiology Dpt. | #138 116.0cmMI| 0.8 |18-05-2011
_l\_las‘ilehenkov Valeri... 47y10m Cardiac Gen Tls 0.8 |09:23:35
[2D] G74 85dB
FA1 { PS0O
INV




18-05-2011-0005 NMAPE, Cardiology Dpt. | #179 116.0cmM| 0.8 |18-05-2011
_'Vas’ilchenko- Valeri... 47y10m Cardiac P25AC | Gen Tis 0.8 |09:24:59
B [2D] G74 { 85dB
FA1 { PS0

INV




18-05-2011-0005 NMAPE, Cardiology Dpt. | #649 116.0cmMI 0.9 |18-05-201
Vasilchenko Valeri... 47y10m Cardiac P25AC | Gen Tis 0.8 |09:26:44
oy [2D/M] G40 ; 80dB
FA1 { PSO
HAR

NMAPE, Cardiology Dpt. | #179 116.0cmMI| 0.8 |18-05-2011
Vasilchenko Valeri... 47y10m Cardiac P25AC | Gen Tls 0.8 |09:24:59
- M

[2D] G74} 85dB
FA1 /P90
INV
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bopmu [ KMIT
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®opmu [ KMI

» B AnoHii, anikanbHWKX BapiaHTi cknapae 25%
BCiX BUNnaakiB KMI1, 3a mexamu AnoHii 1-2%.

Ty




31-08-2011-0008  NMAPE, Cardiology Dpt. 118.0cmMI 1.2 |31-08-2011
Lutskiy Alexandr Vi... 47y7m Cardiac : Gen TlIs 1.1 |11:30:55
M [2D] G50 / 85dB
FAT { PS0

INV




S-noaibHa nepeTmMHKaA




[TpUCcTiHKOBUN TPOMO

30



116.0cmMI| 0.8 |18-05-201
P25AC | Gen Tis 0.8 |09:23:35

[2D] G74 } 85dB
FA1 / P90
INV




And. AlarHoCTukKa npwu
acuMeTpuyHin rineptpodii JILL

AcumMmeTpuyHa rineptpodia JIll -
HecneundiyHa o3Haka [ KMII:

vcurmosuaHa MUWITT npu AT

vy NAaLIEHTIB HAa remMoaianisi;

v «cepLe aTneTiB»,

v HOBOHApPOAXeHI Big, MaTepiB I3 LLYKPOBUM
noiabeTtom 1TuUnNy;

v MYXJTUHU;

v BiIKapHa rineptpodia MLWII nicna 3agHboro M.




» ObcTpykTUBHA TKMIT

» |AionaTUYHUN rinepTpodiYHUN
cybaopTa/ibHUN CTEHO3




[laToreHes reMmoamMHaAMIYHUX 3MIH

[lepe AHbOCUCTONIYHUN PYX MITPaNbHOIO
knanaHa (MCP MK abo SAM).

34



EdbekT BeHTYp!

®aKTOpW WO BMNJINBAKTb HA BeJINYMHY FPaLI€EHTA
TUCKY | CTyniHb 0bcTpykKLil LVOT:

» CKopoThusicTtb JILL;

» Be/INYMHA NepeaHaBAHTAXEHHS,
»wBeMYMHA MOCTHABAHTAXKEHHA.

35



Teopia "3any4eHUX CTPYKTYpP




1-07-2010-0005  NMAPE, Cardiology Dpt {175cm MI 08
Vitsenko Vladimir ... 57ydm Cardiac Gen Tis 0.7 |11:29:08

[2D] G50 { 85dB
FAT } PS0
INV




SA3900

01-07-2010-0005

NMAPE, Cardiology Dpt. | #155

Vitsenko Vladimir ... 57ydm Cardiac P25AC |
- (4|

116.0cmM| 0.8 |01-07-2010
Gen Tis 0.8 |11:42:48
[2D] G49 } 85dB
FA1 7 PS0
INV
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[emoaunHamiyHa obcTpykuma LVOT
> ba3asibHa rineptpodis;
> CUCTONIYHUKM pyX KNnanaHHoro anaparty ao MLUIT i3
BUHUKHEHHAM peHOMeHa SAM;

> BUpaxeHictb SAM MoXxe BifobpaxaTtn cTyniHb
OOCTPYKLiT — 3iCTaBNATU 3 AaHUMWN A0MNepa;

> 13014uig9 anikasibHOI YactuHuy JIW Big Tina 3
obniTepaui€to A0 2 / 3 NOPOXKHUHU BEPXIBKU;

> DeHOMEH «CKpYYYyBaHHSA» MiTa/IbHOrO anaparty npu
SAM;

> MITpanbHA perypritauisa 3a paxyHOK 3MIiLL,eHHS

40



» Ha BiAMiHY Bif, piKkCOBAHOI OOCTPYKLLiT
Npu cTeHOo31 BICTA aopTu - npu [ KMIT
obcTpykuisa LVOT Mae aUHAMIYHNA
xXapakTtep!




OLLiHKa BaXKOCTiI 06CTpYKLLIT

Iloxa3zHuk SR
He3nauna ITomipHa P Baxka
BAXKKA
V max (M/€) <3 3,0-3,5 3,5-4,5 >4.5
P ax (MM HQ)
16 — 36 36 - 50 50 - 80 > 80

HeobcTtpykTnBHa KMII:
Ap<30 MM pT.CT. B CMOKOT Ta i3 NPOBOKALLIE.
ObcTpykTrBHa TKMI: Ap>30 MM pT.CT.

Ap=50 MM pT.CT. B CTaHi CNOKOI abo npu npoBoKaLiif,
nokas A XipypriyHOro nikyBaHHA, NPW BiACYTHOCTiI edekKTy
Bif, Me' KameHTo3..AikyBaHHA (2011 ACCF/AHA).

\\~\




CTyniHb OBCTPYKLiT 3pOCTaE:

y 36//1blLIIeHHA CKopoT/inBocTi JILL/:

(i3. HaBaHTaXxeHHA, akkTuBauia CAC, Taxikapais,
NPUUOM iHOTPONIB i CUMNATOMIMETUKIB.

» SMEHLIIEHHA MePEeHABAHTAXEHHA.

BEpPTMKaJIbHE MOJJI0XKEeHHSA XBOporo, npoba
BanbcanbBu, rinosonemisa, NpunUom HiTparis.

» SMEHLIEHHA MOCTHABAHTAXEHHA.
3HM)XeHHA 3araJibHoro nepegepunyHoro onopy i AT

43



OAund. alarHoctnka SAM:
> KOHUeHTpu4yHa rineptpodia JILU Bigomol
eTIoONOriIi;
> igponepukapa,;
> a0pTaJibHA perypritayis,;
> BUpaxkeHun nponanc MK 3 enemeHtamun SAM;
> napagokcansHnn pyx ML i3 rinepkiHe3om
3a4HbOI CTIHKWU;
> 00'eMHa neperpy3ka lNML;
> aHeBpu3ma JiL;
> CTaH nicnga nnactukn MK;
> BDOZKE€HA aHOManis NaniiipHOro M £43a;
>[I
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[Tpn obcTpykTUBHIN popmi TKMIT
NPOTUMNOKA3aHO:

» [Ipnnom HiTpaTiB.
» CepueBi rniko3man Ta iH. iIHOTPOMHI
npenaparTu.

» bhokaTopu KanbLIEBUX KaHaNIB
AVrigponipnanHoOBOro paay.

45



Hdonnnep
> TYPOYNEeHTHUN NOTIK Yy MicL,i obCTpyKLLi

(KONbOpPOBE KapTyBaHHA);

> PW - OLIHKA A1aCcTONMIYHOI PYHKLII;

> CW - wBnakictb notoky y LVOT, ouiHKa
MITPa/IbHOI HeAOCTATHOCTI, BU3HAYeHHA A P.

ARNRRIEAR
Hecnpmnatnnueuu nporHo3*:
R UMD RGN

ML >3 c™m

*Americ
Expert C

AR
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JonnnepiBCcbke AO0CNIAXEHHA Npwn
obcTpykuii LVOT

» BIAHOCHEe NOBI/IbHe HAaPOCTaHHA WBNAKOCTI
Ha NO4YaTKYy CUCTOJIN 3 PI3KUM Ti
HAPOCTAHHAM 3 MAKCUMYMOM B KIHLII
CUCTOJIN «CXOAUHKA»:

PGuor =81 MM pT. CT: [

¥

R



625 KMAPO #1 20.0cmMI 0.7 |25-11-2005
Shulman Gennadiy Yulye... Cardiac P25AC | Gen Tis 0.8 |13:21:45
[2D] G50 / 80dB
v FA1 /P30

HAR




Moxxnusocti [ DI

S TDI miTpanbHoOro Kinbusa 6okoBoi cTiHku JILL
<13 c™M 3 yyTaumeicTio 100% i cneundivyHicTIO
93% y ocib 6e3 rineptpodii JILL i3
«MNO3UTUBHUM» reHoTunom [KMIT .

Echocard

1:787—%\\

1y intHypertrophic Cardiomyopathy ] Am Coll Cardiol Img, 2008;
' |.jcmg.2008.09.002
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MoxnusocTtl [ DI

BukopucrtaHHa TDIl ona ond. AIarHOCTUKU
naTtosioriyHol | gisionorivyHoi [JiL
(pocnigxeHHs, Wwo BkAYano xgopux 3 NKMIT,
XBOPUX I3 apTepiabHOI rinepTeH3ie€lo,
CMOPTCMEHIB i 340pOBUX NtOAEN).

[Tpn TKMI cepenHin cUCToniyHNN pyx
dibpo3Horo Kinbusa S <9 cm (AiarHoCTUYHA
TOYHICTb 92%).

1y intHypertrophic Cardiomyopathy ] Am Coll Cardiol Img, 2008;
|.jcmg.2008.09.002
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PekoMeHpauii ana ExoKl 2011 Knac | PiBeHb

TT-ExoKI pekoMeHAYETLCA A4 MOYATKOBOI OLLIHKN BCiX
nayi€eHTiB 3 Nigo3poto Ha TKMIT

TT-ExoKI pekoMeHAYETbCA AK KOMMNOHEHT CKPUHIHIOBOIrO
obcTexeHHd yneHiB ciM'T nayieHTa 3 TKMI, BUHATOK
HeraTUBHUW FreHeTUYHUWN aHani3

MepioanyHe (12-18 Mic) noBTOpHE npoBeaeHHa TT- I C
ExoKl pekomeHAyeTbCA y AiTen nauieHTiB 3 KM
noyYymHatoum 3 12 pokis.

Jlocnip)XeHHsA MOXe NMPOBOAUTUCA paHile, AKLW,0 I C
BifNOYyBA€ETLCA Pi3KMIK CTPUDOOK Yy 3pocTi abo 3'aBNA0TLCS

OYeBUAHi O3HAKW CTAaTEBOro A03piBaHHA Ta / abo Konu

MNAHYETLCA YYaCTb Y 3MarasibHUX BUAAX cnopTy abo €

ciMmenHuun aHamHe3 PCC.

NMoBTOopHA TT-ExXOKI pekomMeHAYyeETbCA AJ18 0OCTEXEHHS I B
xBopux KM 3i 3MiHEHUM KNiHIYHUM cTaTycoM abo
PO3BUTKOM HOBUX CEPL,EBO-CYANUHHUX MOAIN




PekomeHaauii ana ExoKIl 2011 Knac PiBeHb

UC-EXOKI pekoMeHAYeTLCA AN4 ynpaBaiHHA NPOLEeCOoM
XIpYpPriyHOI MiOEKTOMIL.

TT-ExoKI a6o UM-ExoKI 3 BHYTPilWUHbOKOPOHAPHUM I B
BBeeHHAM KOHTPACTy peKOMeHAYETbCA A4
iHTpanpouenypHoro ynpasniHHa ACA.

YC-ExOoKI nOBMHHA BUKOPUCTOBYBATUCA AJI OLIHKU I C
HaCNiaKiB XipypriyHoi mioekTomii abo ACA, BUKOHAHUX 3
METOI0 NiKyBaHHA 0bCcTpyKTUBHOI TKMIT.

TT-ExoKI', noBTOptoBaHa yepe3 KOXHi 1-2 poky, MOXxe lla C
OyTN KOPUCHOI A5 KOHTPOJIIO 32 CTAHOM

CUMMTOMATMYHO CTabiNbHMX NauieHTiB 3 TKMI1 3a

A0MOMOrol OLiHKK cTyneHa rinepTpodii JIL, OBT JILL i

byHKLIT MioKapAa.

TT-ExoKI 3 HaBaHTaXXeHHAM MOXe byTu KOpUCHa y lla B
BUABJIEHHI Ta Ki/IbKiCHiN ouiHLi anHamiyHoi OBT JIW npwu
BiJ,CYTHOCTi 0OCTpYKL,ii B CTaHi CNOKOIO

B T




PekomeHaauii ana ExoKIl 2011 Knac

[MpoBeneHHAa TT-EXOKI i3 BBeaeHHAM B/B KOHTpACTY
AOLinbHO, KONu aiarHo3 anikanabHoi FTKMIM abo
anikanbHoro IM abo TaxkicTb rineptpodii JIW nianaeTsca
CYMHIBY, 30KpeMa KOJIM iHWi MeToA4W Bi3yani3auil, Taki AK
MPT, HepoCTynHi, HeiHopmMaTUBHI abo NpoTMNOKa3aHi.
[ToBTOpHE npoBepneHHA TT-ExoKl gouinbHO y Nayi€eHTIB
6e3 kniHikn FKMI1, aki € yneHaMu ciM'i nepworo cTyneHs
crnopigHeHHA ana xsoporo 'KMI1, npu HeBigOMOMY
reHeTUYHOMY CTaTyCi. [lpoBeaeHHA AOCNIAXKeHHS 3

yactoTtol 1 pa3 B 12-18 Mic Moxe po3rnapatuca y Aiteu
Ta NiANITKIB B CiM'AX BUCOKOIrO pU3KKY i 3 yactoToro 1 pa3
Ha 5 poOKiB - AN19 AOPOCANX YNEHIB CiM'I

PiBeHb




PekoMeHpauii ana ExoKl 2011

YC-ExoKI Mmoxe byTn KopucHa y BUNaaKy, koam TT-
ExoKIl' He pa€ pe3ynbTaTiB, HEOOXiAHUX AN NPUAHATTA
KNiHIYHOrO pilleHHA Npo npoBeAeHHA MeANKAMEHTO3HOI
Tepanil, Npu NJaHyBaHHI MiOeKTOMIl, A/11 BUKHOYEHHS
HAaABHOCTI cybaopTanbHU MemMbpaHn abo MiTpasbHOI
perypritayii, BTOPMHHOIO MO BiAHOLUEHHIO 40
CTPYKTYPHUX aHOMaANiN MiTPasbHOro KAanaHHOro
anaparty, abo A4 ouiHKKM MOXNMBOCTI npoBeaeHHs ACA

TT-ExoKI He noBMHHA npoBoanTUCA YacTiwe HiXX 1 paz B |l
PiK, AKW,O HEeEMAE BMNEeBHEHOCTi B TOMY, LLO 3MiHU, AKi
BiAOYyNMCA MOXYTb HaAaATW 3HAUYYLW,MA BAANB HA KNiHIYHI
pilleHHs

PyTuHHe BukoHaHHA YC-ExoKl Ta / abo KOHTpaCTHOI
EXOKI He pekoMeHAYETLCA B TUX BUNagKkax, konam TT-
ExXOKI Bxe Buasuia NKMI1, a Takox npun BiACYTHOCTI
nigo3pu Ha OBT JIWW abo naTonorito MiTpasibHOro
KnarnaHa

PiBeHb




[IporHo3 (TDI)

[Tpn cepeAHbOMY 3Ha4YeHHI S <4 cM
HeraTUBHEe NPOrHOCTUYHE 3HAYEHHSA (CMepTb
abo rocnitanisaLif 3 npuBoAy NPorpecyBaHHS
cepL.eBOl HeA,0CTAaTHOCTI)

Echocard

1:787—%\\

1y intHypertrophic Cardiomyopathy ] Am Coll Cardiol Img, 2008;
' |.jcmg.2008.09.002
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[IpOrHo3

— LMSa»4cmisn BuxuneaHHs
xBopux i3 'lKM[1 B
3a/1e)XHOCTI BIf,
CUCTOJTIYHOI
TKAHUHHOI
LWBUAKOCTI BiYHOI
CTIHKUM JILL vy 30Hi
®K (LMSa).
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Tissue Doppler imaging to predict clinical course of patients with hypertrophic
cardiomyopathy //European Journal of Echocardiography
Volume 9, Iss

OO

56



[IpOrHO3

PantoBa cepueBa cmepTb (PCC) HacTynae y
~6% B piK. [lpeankTopn:

v Monoaun BiK.
v PCC y 6/1M3bKNX pOANYIB.
v HadaBHICTb napokcu3mis LUT.
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PekoMmeHAaaull

» 2003 - Hypertrophic Cardiomyopathy
(Clinical Expert Consensus Document on) ESC
Clinical Practice Guidelines

» 2011 ACCF/AHA guideline for the diagnosis
and treatment of hypertrophic
cardiomyopathy

58



http://imaging.onlinejacc.org/cqi/c

ontent/full/1/6/787
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