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N3yunTb HOBblE NpeAcTaB/ieHMs O TMnepTpoduYecKom
kKapguomunonaTtun (TKMIM)

[lo pe3ynbTaTamM NOUCKa B aHI/I0- N PYCCKOA3bIYHOM
nnTepatype bbia NnpoBeAeH aHaan3 BCeX AOCTYMHbIX
ny6nMKau,M1‘/’1; noceawweHHbIx [ KMI1 3a nepnog c 01 AHBapA
2023 no 31 maga 2024 r. |

BbibpaHbl NpenmMyLLLeCTBEHHO Te CBeeHUSA, KOTOPble MOTyT
npeacTaBAATb KAMHUYECKMI MHTEPEC ANA NPAKTUYECKUX
Bpayeu — TepanesTos, KapANON0roB N KapaMOXUpPypros.



Onpeaenenue (1)

MpoekT pekomeHgaunii skcneptoB MuHsgpasa P® 2023 (noka He yTBEpPKAEHHbIN):

FKMI — npenmyLecTBeHHO reHeTU4Yeckn obycnoBneHHoe 3aboneBaHne MMOKapAa,
xapakrtepusytowleecs runeptpopuent JIXK (215 mm), Yalle aMCMMETPUYHOTO XapaKkTepa 3a CHET
yTonweHna MM, 4uto He MmoXKeT 06bACHATLCA UCKAKUYNTENIbHO NOBbILLEHMEM Harpy3KM

[aBNEeHMEM, U BO3HMKAIOLLEE MPU OTCYTCTBMU APYroro cMcTeMHoro 3aboneBaHus, CBH3aHHOI'O?
K.

PekomeHaauum no BegeHuto Kapanomuonatuii, EBponenickoe obuwecrso Kapguonoros 2023 r.:

KM y B3pocabix onpeaenserca no TonwmHe cteHkn J1XK 215 mm ntoboro cermeHTa MMOKapAaa,

YTO HE MOXKET ObITb 06 bACHEHO UCKNKOYNTENIBHO HArPy304YHbIMWU COCTOAHUAMMN. YTO/LWEHNE

CTEHKM MeHblueln cteneHn (13-14 mm) TpebyeT OUEHKN APYyrnx NPU3HAKOB, BKItOYanA CeMEVIHbIVI
aHaMHe3, reHeTUYeCK1e HaXoAKMU U U3MeHeHusa Ha JKT. i

2023 ESC Guidelines for the management
of cardiomyopathies

PykoBopacTteo no seaeHuto FTKMI AmepuKaHCKUX HayuyHbIX coobuwects, 2024 r.:

KM — natonornyeckoe CoCToaHUe, NPpU KOTOPoM MopPPOI0rMyeckas sKCNpeccnsa orpaHnUYeHo
NCKNtoUnMTENbHO cepauem. OHO XapaKTepumsyeTca npenmmyLectseHHo [JTHK npu oTcyTCTBUM
APYTUX KapAWanbHbIX, CUCTEMHbIX UAKM MeTabonnyeckmx 3aboneBaHmi, cnocobHbIX BbI3BATb
rmnepTpodUto, XapaKTepPHYH ANA AAaHHOTO NAUMEHTA, U NMPU KOTOPbIX BbiAB/IEH BbI3bIiBAOLLMIM
3aboneBaHMe capKOMepHbIN (MK CBA3AaHHbIN C CApKOMEpPaMUM) BapMaHT UM reHeTUYecKas

CLINICAL PRACTICE GUIDELINES
3TUO/IOTNA OCTATCA HEBbIACHEHHOM. 2024 AHA/ACC/AMSSM/HRS/PACES/SCMR
Guideline for the Management of Hype ertrophic
Cardiomy tvp,i’ A Report of the American Heart

Associatic ﬂ/}-’ﬂﬂT'Fr CH|P(]€HTC,J rdiology
Joint Committee on Clinical Practice Guidelines




Onpexnenenue (2)

» CornacHo coBpemeHHbim onpeaeneHnam N'KMI moxKHo npeanonaratb y 604bHOTO,
Yy KOTOPOro onpeaensaerca runeptpoduna ntoboro cermeHTa mmoKapaa /1K ¢
BE/IMYMHOM = 15 MM NpU OTCYTCTBUU NMPU3HAKOB APYTrnX KapAanaibHbIX, CUCTEMHbIX
nnn metabonmyeckmx 3aboneBaHnin, CNOCOBHbLIX BbI3BATb rMNePTPOPUIO TaKOWM
BblPa*KEHHOCTMW.

A: Four-chamber steady-state free-precession diastolic frame, associated with midwall late
gadolinium enhancement in the left ventricular apex. B: Four chambers (white arrows).



INUAEMHUOJIOTUA

»---COrnacHo AaHHbIM 3MNAEMNONOTNYECKMX NCCIeA0BAaHWN, BbINOJHEHHbIX B
Pa3HbIX CTPaHax mupa, pacnpoctpaHeHHocTb TKMI coctaBndaeT 1 cayyan Ha
300-600 yen. He BbiaBneHo cneunduryeckoro pacnpeaeneHua N’KMIM s
3aBMCUMOCTM OT pacbl UM reorpadmnyeckoro NPo*KMBaHUA, HO B HONbLUNHCTBE
coobuleHnn oTmeyaeTca npeobnagaHne My>KYMH.

YpoBeHb guarHoctuku rkKMn
6% 4%

Il HeBblABNEHHbIe cny4aun

CMMNTOMHbIE

4

v L. beccmmnTtomHble

-

» B uenom, peanbHoe Koanyectso 60bHbIX € 3aboneBaHnem «FTKMI» HamHoro
NPeBbILAET YNCNO /INL, KOTOPbIM HE BbICTaBNIEH TAaKOM ANATHO3, [NTABHbIM
obpa3om, BCeacTBUE YAaCTOr0 aCMMMITOMHOIO UM Ma/lOCUMNTOMHOTO TeYeHUA
3aboneBaHuA.

Seferovic P et al., The ESC Textbook of Heart Failure, The European Society of Cardiology Series
Oxford, 2023; online edn, Oxford Academic, accessed 21 May 2024.



[eHeTUYecKUe u3MeHeHus (1)

» B 60ONbLIMHCTBE C/Iy4aEB NOJIOXKUTENBHOMO Pe3y/ibTaTa Ha FreHeTUYecKum aHanms FrKMM
BbIABNAIOTCA NATOreHHblE BapWaHTbl B CAPKOMEPHBbIX reHax, YTo Ha3biBaeTcA
«capKkomep-nonoxutesnbHaa F[KMI». TeHbl MYH7 n MYBP(C3, Koaupytowme TAXKenyro
Lenb MMO3nHa U MMO3UH-CBA3bIBaOWMM 6enok C, COOTBETCTBEHHO, ABNAOTCA ABYMSA
Hanbonee pacnpPoOCTPaHEHHbIMW MPUYUHHBIMU FEHAMU N OTBETCTBEHHbI MPUMEPHO 33
40% Bcex cnydaeB FTKMI n no 70% cemenHbix cnyyaeB 3aboneBaHus.

A66peBuatypa Kogupyemblii 6enok Tun HacnepoBaHnAa | KnuHunueckoe % cemenHbIX
reHa 3Ha4yeHue cnyyaes KM

MYBPC3 KapananbHbli MUO3UH- AyTOC.-A0M., OnpeaeneHHoe 40-45
cBA3bIBatoWwmMn 6enok C ayToCOM.peLec.

MYH7 Tarkenas uenb mmo3sunHa 7 AyToC.-goM. OnpegeneHHoe 15-25
TNNI3 KapananbHbiiA TPONOHUH | AyTOC.-A0M. OnpeaeneHHoe 1-7
TNNT?2 KapananbHbii TPOMNOHUH T AyTOC.-A0M. OnpegeneHHoe 1-7

TPMI O-TPOMNOMMO3UH AyToC.-OoM. OnpeneneHHoe 1-2

MYL2 PerynatopHas nerkas uenb AyTOoC.-A0M. OnpegeneHHoe 1-2

MMWO3MHa
MYL3 OcHoBHasA Nérkasa uenb MMO3MHa AyTOoC.-A0M., OnpegeneHHoe 1-2

ayToCOM.peLec.
ACTCI O-KapAnanbHbIA aKTUH AyTOC.-O0M. OnpeneneHHoe 1-2

Abbas MT, et al. Role of genetics in diagnosis and management of hypertrophic cardiomyopathy:
a glimpse into the future. Biomedicines. 2024 Mar 19;12(3):682.



[eHeTU4YecKUe U3MeHeHHus (2)

» [lpumeHeHne reHeTUYECKOro aHann3a B-KAMHMYECKOM NPAKTUKe paclumnpseT
ANarHoCcTuyeckme BO3IMOXKHOCTHU. [103UTUBHDbIE pe3ynbTaTbl TECTUPOBAHMA NO3BONAIOT
paccmaTpuBaTh AnarHo3 «FTKMI1» y anti ¢ MeHbLIEeN BbiPaXKeHHOCTbIO rMnepTpodumn
NI (13-14 mm)

» BbiBANEHHbIE MHOXECTBEHHbIE MYyTaLMK — ABYX U 6osiee reHOB — aCCOLUMNPYIOTCA C
bonee TaKenbim TedyeHnem FrKMI

» Kpome TOro, yaaércs yCTaHOBUTb PaHHUI MOHUTOPUHT Ha NpeamMmeT KAUHUYECKUX
npoasaeHnin FTKMI (neHeTpaHTHOCTb) 6AKMKaNLLINX POACTBEHHMKOB C MO3UTUBHbLIMM
pe3y/ibTaTamMu, 0COOEHHO Ha NpeaMeT BapUaHTOB M CKOPOCTU NPorpeccmm
rmnepTpodun, NPOrHo3MpPoBaHMA KMU3HEONACHbIX HAPYLUEHUN pUTMa cepaL,a,
cepaeyHomn HegocTatouHOCTU (CH), paccmoTpeHnA CoLUManbHbIX OrpaHMyYeHnn (Hanp.,
3aHATUA UHTEHCUBHbIMU BUAAMM CNOPTA) U T.A.

Chumakova 0S, Baulina NM. Advanced searching for hypertrophic cardiomyopathy heritability in
real-practice tomorrow.-Front Cardiovasc Med. 2023 Jul 31;10:1236539.

Abbas MT, et al. Role of genetics in diagnosis and management of hypertrophic cardiomyopathy:
a glimpse into the future. Biomedicines. 2024 Mar 19;12(3):682.



[TaTopusuonorus (1)

O6CcTpyKumA
AuaaTauua BT/TXK
npeAcepAui
.
Miipaiea ABTOHOMHaA — MwuTpanbHas
perypruraums AMChYHKUMA peryprurauma
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Gartzonikas IK, et al. Current and emerging perspectives on pathophysiology, diagnosis, and
management of hypertrophic cardiomyopathy. Hellenic J Cardiol. 2023 Mar-Apr;70:65-74.
Seferovic P et al., The ESC Textbook of Heart Failure, The European Society of Cardiology

Series Oxford, 2023; online edn, Oxford Academic, accessed 21 May 2024.



[laTodpu3suonorus (2)

O6cTpyKLUMA BbliHOCALWero TpakTa (BT) JTK 0bblvHO accounmpyeTca ¢ MUTPaibHOM

peryprutaument, BbiablBaeT yBeMYEHME CUCTONNYECKOro AaBneHnsa B JIK, MMOKapananbHyto
ULLIEMMUIO, YBENUUYEHME BPEMEHU PelaKkcallnm Kenyao4uKoB. 3HaYyeHMe rpaneHTa — B NoKoe
WAM nocne NPoBoKauumn 250 Mm pT. €T. — TpebyeT 06cyaeHna NpUMeHeHs
NHTEPBEHLIMOHHbIX METOA0B /ieYeHKMA (aNKOroNbHOM cenTanbHOM abnaumm nnu

XUPYPruYeckom MUOIKTOMUK).

CTPYKTYpHbIE U
naTopu3nonormyeckme usmeHeHms

* fMnepTpodu1a M1OKapAa
* O6cTpyKUMA BT/THK
* CpeaHexenyao4ykoBasa obCcTpyKumna
*[loparkeHne MUTPaANbHOIO K/anaHa
* iInactonnyeckas aAnchyHKumna
* MuoKapAauanbHbin $pnbpo3
* HapyLweHuns putma
* [poxoxaeHne KOPOHaPHOM
apTepun B TONLLE MMOKapAa
* MukpococyaucTaa anchyHKLnS

KnnHunyeckue npoasneHua

*OAabllWwKa
* CHMXKEeHMe TONEePaAHTHOCTM K
dU3NYECKon Harpyske
*[epeboun, cepauebneHne
* [010BOKpYXKEHME
*[pen-, obmopokun
*bonb B npeacepaevyHomn obnactm

Gartzonikas IK, et al. Current and emerging perspectives on pathophysiology, diagnosis, and
management of hypertrophic cardiomyopathy. Hellenic J Cardiol. 2023 Mar-Apr;70:65-74.
Seferovic P et al., The ESC Textbook of Heart Failure, The European Society of Cardiology Series

Oxford, 2023: online edn, Oxford Academic, accessed 21 May 2024.



dneKkTpokapauorpapus (1)

4

HopmanbHasa Kl kapTuHa Habaogaetca y 4-6% naumeHToB ¢ FKMII. HecmoTps Ha To, 4YTo y
6onbwmnHCTBA 60bHbIX ¢ TKMIT oTmMevatoTca Te uam nHble uameHeHus Ha IKI, cneumpumyeckmx
NPOABAEHUN Kapanommuonatum HeT. OBbIMHO U3MEHEHUA BBIABNAIOTCA CAYYaAMHO NpU pernctTpaumnm
IKI B CBA3M C MeOCMOTPOM, NPU 0OCYXKAEHUN 3aHATUI CMOPTOM MU NOABNEHWUM HecneLuMdUYHbIX
*anob.

OCHOBHblE 3KI’—M3MeHeHmﬂ, obHapykusaemble y 60nbHbIx TKMIM:
1 BonbTa)KkHble NpU3HaKu runeptpodmn JIK
rny6okune 3ybubl Q (ocobeHHO B BOKOBbIX M HUMKHUX OTBEAEHMUAX)
®parmeHTaumna komnaekca QRS
HapyLieHna BHyTpUKeNy404KOBOM NPOBOAMMOCTH
YonuHenue 3ybua P (>0,10)
OTpuuaTtensHble 3ybubl T

| Ejrd Fi mEES RS B P

YonnHeHue nutepsana QT
0 Pa3nuyHble HapyLLleHUs pUTma

Y naumeHToB 6e3 nameHeHu Ha Kl oTmeyatoTcss MeHee TaXKe ble KIMHUYECKUe NPoABAEHUA U
6onee 61aronpuUATHbLIN MCXOA, MO CPaBHEHMIO C obLwen nonynaunen nauneHTos ¢ FTKMI1. NU3meHeHuA
Ha 3Kl moryT o6HapyXMBaTbCA 40 pa3BUTUA runepTpodum JIXK no gaHHbIM IxoKT, uTo
nogyYepKnBaeT BaxHOCTb DKI B AMHAMMYECKOM KOHTPOE 33 INLLaMK C MO3UTUBHbIMW pe3ybTaTamMu
reHeTUYeCKoro aHan3a n CEMEeMHOro aHamHe3sa.

Goldie FC, et al. Advances in multi-modality imaging in hypertrophic cardiomyopathy.

J}Clin Med.-2024 Feb 1;13(3):842.

Bernardini A, Diagnostic and prognostic electrocardiographic features in patients with hypertrophic
cardiomyopathy. Eur Heart J Suppl. 2023 Apr 26;25(Suppl C):C173-C178.



dneKkTpokapauorpadpus (2)

PacnpoctpaHeHHOCTb BapuaHToB JKI' y 257 naumeHToB ¢ FKMI, B %

0

HopmanbHaa IKI

L. Thybokne T

18 —1 Q B HUKHEBOKOBbIX oTBEAEHUNAX,

"+" nHpekc Romhilt-Estes,
HapyLleHUA penonapusaumnm

12

. Q B HUKHEDOOKOBbIX OTBEAEHUAX,
"+" nnpekc Romhilt-Estes

L. Hecneundunueckme IKI
N3MEHEHMS

Bernardini A, Diagnostic and prognostic electrocardiographic features in patients with
hypertrophic cardiomyopathy. Eur Heart J Suppl. 2023 Apr 26;25(Suppl C):C173-C178.



JdaeKTpoKapauorpagus (2)

» YactoTa pernctpaumnm IKM-nameHeHu B pasnnyHbix 0TBEACHUAX NPU
obcneposaHmm 140 6onbHbIX TKMIT.

J J
MaTtonornyeckui 3. Q OTpuuatenbHbin 3. T nybokme 3. T
% % %
550 100 100
a0 &0 80
80 60 60
40 40 40
20 20 I | 20
WL eVF § -avVR | avL Vi V2 V3 V4 V5 V6 m aVF o -aVR ] &L Vi V2 V3 V4 VB V6 m avF § -aVR [ aVL V1 V2 Va2 V4 V5 V8
ECG lead ECG lead ECG Woad

Matsuo T., et al. Associations between electrocardiographic findings and echocardiographic profiles in
patients with hypertrophic cardiomyopathy. J Cardiol. 2024 Jun;83(6):359-364.



Jxokapauorpadus (1)

» DxoKI aBnaerca AoCTYNHbIM U MIHGOPMATMBHBIM METOAOM B AMarHocTMKe rmneptpodum JIK. IxoKr
NMO3BONAET BU3yaIU3UPOBATb r’MNepTPOPMIO, OLLEHUTH €€ BblParKEHHOCTb U NPOTAXKEHHOCTb, Pa3Mepbl
J1N, ocobeHHocTn MK, noaknanaHHbIX CTPYKTYP, HaAMUNE U BbIPAXKEHHOCTU 06CTPYKUMH,
CUCTONIMHECKYIO U AMacTONMNYECcKyo GyHKumm JTHK.

»  MNpwn OxoKI moxkeT 0OHapyXKMUBATLCA YBE/IMYEHUE CTEHKM Kenyaoyka Nt0bor noKannsauymm, BKAKYas
cTeHKu M. AnarHo3 «FTKMI» npaBomoueH npu onpegeneHnmn MakCMmMaibHOM TONLWMHDbI CTEHKU
KaK MUHUMYM O4HOro cermeHTa mmokapga JIXK 2 15 mm nnum accumetpuuHom runeptpodumn MXKI.

B nonb3y FKMI cBuaeTtenbcTByeT cooTHoweHue TonwmHbl MK K 3agHen cteHke JTIK > 1,3y

HOPMOTEH3UBHbIX M > 1,5 — y NauMeHTOB C apTepmnanbHOM rMNepTeH3nEN.

3

N\
~

19 A A

- > » !
™ "Te Ly 'T‘ TapaguH I.T. v ap. Ponb sxoKapauorpadum
\? ’ B BegeHun naumenToB ¢ FIKMIM. MeauumMHCKni

\ coserT. 2023; 17(16): 128-136.
Galluzzo A, et al. Multimodality imaging in
sarcomeric hypertrophic cardiomyopathy: get

it right... on time. Life (Basel). 2023;13(1):171.



JIxokapauorpadus (2)

4

Ha ocHoBe 3HaueHul rpaaneHTa B BT/TXK 6onbHble TKMI pacnpeaenstoTcs Ha caeaytowme NOATUNbI:
0BCTPYKTUBHDINA, 1TabUABHON 06CTPYKLUN 1 HEOBCTPYKTMUBHbBIA. Ha pucyHke cnpaBa ROKa3aHbl KPUBble
AONNNEPOBCKUX MOTOKOB A/151 KaXKA0ro NoATHUNa B NOKOE M nocse npoBoKauum (npoba BanbcanbBbl nnu
dn3nYEeCKo HarpysKu).

AuvarHos: = 15 mm AU
= 13 MM ECAU B nokoe MpoBokauus

+CEMENHDIN AHAMHE3 w
OBbcTpyKUMA
[OQAUEHT B MOKOE U
npEoBoKauum = 30 MM PT. CT

o AU +HTEHET. AHAAMU3
A TPAANEHT BTAX —» AQOMABHOS ODCTPYKLMA

: ‘ (6: <30 B nokoe 1 >30
MOCAE NPOBOKALLUM

Het obcTpyKLmn

Cucrtoamyeckoe B nokoe U NoCAE NpoBo-

nepeAHee ABMXeHue Kaumm <30 MM PT. CT.
(deHOMEH SAM)

Abraham MR, Abraham TP. Role of imaging in the diagnosis, evaluation, and management of hypertrophic
cardiomyopathy. Am J Cardiol. 2024 Feb 1;212S:514-S32.



Ixokapauorpadus (3)

» [ocne NocTaHOBKKM AMarHo3a Heobxoanm IXOKIM-MOHUTOPUHT B
nepuosae HabntogeHUa, YTO BKAOYAET OLEHKY:

4
4

B»i:lpameHHocm M pacnpejeneHns runeptpodum 1K
Pasmepos v dyHKLmuM NI '

CTpyKTYpbl 1 GYyHKLUMKU MK, 0cOBEeHHO CUCTONIMYECKOrO NepeaHero
asuxkeHuna (SAM), ocobeHHoCTen Xopa, NanUANAPHbIX MbILL,,
MUTPaANbHOW peryprutaLmnm

Onpepnenexune obcTpykumm BT/IHK 1 cpegHexenyno4koBoim
0BOCTPYKLIMK B NOKOE U MOoc/ie NPOBOKaLUmU

OueHKY CUCTONIMYECKOM U AMacTonndeckon GyHkunm 1K

Seferovic P et al., The ESC Textbook of Heart Failure, The European Society of Cardiology Series
Oxford, 2023; online edn, Oxford Academic, accessed 21 May 2024.



MarHuTHo-pe30oHaHCHas ToMorpadus (1)

»  MPT cepala UrpaeT BarkHYH0 pPO/ib B AMArHOCTMKE, BEAEHMWN U CTPATUPMKALUM PUCKA
BHE3anHoW cepaedyHon cmeptu npu FTKMI. brarogapa nyyliemy NnpoCcTpaHCTBEHHOMY
paspelueHnto MPT no3sondeT Noay4nTb TOUHYIO MHGOPMALMIO O CTPYKTYPE U QYHKLUMK JIXK,
MK 1 nogknanaHHoro annapata. MPT obecnedynBaeT NoaHbIN 3axXxBaT 060MX *Kenyao4yKkos U
ABNSETCA «30/10TbIM CTaHAAPTOMY ANA OLEHKW TOALWMHBbI CTEHOK M 00bEMOB Kamep C
BbICOKMM MPOCTPAHCTBEHHbIM M BpeMeHHbIM pa3pellieHnem B itobom mecTe be3
MOHN3NPYIOLLLErO U3NyYeHUA. '

»  MPT obnagaeT BbICOKOM YYBCTBUTENBHOCTHIO A4 BU3yanM3aLUm anmKanbHOM
runepTpoduun /1K, runeptpodmn cBoOHOAHOM CTEHKMU (J'I)K) aHEeBpU3IM, MUOKapANaA/IbHbIX
KPUNT, aHOMaIn NANUANAPHbIX MbILUL U T.4.

»  OaHo u3 beccnopHbix npemmytiectsa metoga MPT cepaua npfm BegeHUn 6onbHbIX TKMIM
ABNAETCA NPEAO0CTaB/IeHNE TKAHEBbIX XapaKTepPUCTUK MUOKapAa. MpumeHeHMe Takmnx
BO3MOKHOCTEMN, Kak ObHyNneHne muokapaa 1 oueHKa T,-B3BelleHHOro nsobparkeHus,
NMOMOFAEeT UCKNOYUTb PEHOKONUK, B HaCTHOCTU aMMIONA03 CepaL.a M TEMOXPOMAaTO3.

»  WMcnonb3oBaHue no3gHero ycuneHua ragonmuus (LGE) obecneymBaet onpegeneHue
yyacTkos ¢nbpo3a muokapaa in vivo, 4to obHapyxmaetca y 80 % 60nbHbix TKMI1. 30HbI
MUOKapananbHoro Gubposa pacLeHnBaoTCA B KAa4YeCcTBe HAAEKHbIX MHANKATOPOB TAMKENbIX
ocNoXKHeHu 3abonesanuns, Bkaovana CH, }kenyao4ykoBbie HapyLleHMa pUTMa U BHE3aMHYyo

cepaeyvyHyro cCMepTb.
UrHateHko A. n ap. MeTtoabl BU3yanmsauum

B ANArHOCTUKE runepTpoduUeckon Kapanommonatum. AKTyanbHble npobaembl megmuuHbl.2023; 46(4):351-367.
Goldie FC, et al. Advances in multi-modality imaging in hypertrophic cardiomyopathy. J Clin Med. 2024 Feb 1;13(3):842.
Braunwald E. Hypertrophic cardiomyopathy: a brief overview. Am J Cardiol. 2024 Feb 1;212S:51-S3.



MarHuTHoO-pe3oHaHCHas ToMorpadus (2)

MpumeHeHne MPT no3BonseT Noay4YnTb 60s1ee TOYHbIe pa3mepbl KaMepP U TONLWKNH cTeHKM MK n J1K,
onpenennts GeHOTUN TMNEPTPODGUYECKON IKCNPECCUM, U3YUYNTb TKaHEBbIE OCOBEHHOCTU MMOKapaa.
BapuraHTbl ocHOBHbIX beHoTunos FKKMI (A-D):

MnepTtpodua cpegHero
<§0T,qena M

(obpaTHOM KPUBU3HbI)

MnepTtpoduma cpegHUx
otaenos /1K («necoyHble
yacbl») co
cpeaHerKenyao4KoBomn
ob6CcTpyKUMEN 1 annKanbHOM
aHeBpPU3MOM (cTpenkamm)

Mneptpodus
<§6a3aanoro oTaena
MM

MUrHateHKo I A. n ap. OcobeHHOCTM rMNepTPodUM NEBOIO KEeNYA0UKA U XapaKTEPUCTUKA GEHOTUNMUYECKMX BapUAHTOB Y
60NbHbIX TMNEPTPOPMUYECKON KapamMomumonaTuen. Apxmsb BHYTpeHHe meanumHbl. 2023;13(4): 282-293.

Goldie FC, et al. Advances in multi-modality imaging in hypertrophic cardiomyopathy.

J Clin Med. 2024 Feb 1;13(3):842.



MarHuTHo-pe30HaHCHas ToMorpadus (3)

BapuaHTbl ocHOBHbIX deHoTMnoB FTKMIM (npogonkeHune, E-H):

AnuKanbHaA
runeptpodua JIXK

Mneptpoduma nepeaHe-

neperopoao4YHoOmn
obnactn u nepeaHen

cTeHkun JIXK

MN3onmnposaHHaA
KoHueHTpuHyeckasn runeptpodua MK,
runeptpodua /1K NPEeNMyLLECTBEHHO
BEPXYLUEYHOM
obnactu

Goldie FC, et al. Advances in multi-modality imaging in hypertrophic cardiomyopathy.
J Clin Med. 2024 Feb 1;13(3):842.

Abraham MR, Abraham TP. Role of imaging in the diagnosis, evaluation, and
management of hypertrophic cardiomyopathy. Am J Cardiol. 2024 Feb 1;212S:514-S32.



JlupdepeHnuManbHas JuarHoctuka (1)

Bbipa)keHHoOe yTonweHue/
runeptpodua 1X (215 mm)
CreHo3 dO0pPTaJ/ibHOro KaarnaHa
| UCKNOUYNTDL: BpoxaeHHbIN Nopok cepaua
j ~ Taxkenaa apTepunanbHaa rmnepTeH3mnA
Cepaue cnoptcmeHa

" [NMKoreHo3sbl
HenpomblweyHble
I l 3aboneBaHuA
JlononHutenbHble
[eHeTUYecKkoe L nccnefoBaHMA No __ Vmutupylowve MwuToxoHApnanbH
TeCTnpoBaHue npegnonaraemomy TKMT1 bie 60l'le3Hl/I
\ ANarHosy RASonatum
Amunonaos
MyTaunmn reHoB |
capKomepa . bone3sHb ®abpu
|

NHrMbutopbl KapamanbHOro MMO3MHa,
npenapaTtbl NOHUXKaloLWme CootBeTcTBytOLLLAA TEPANUA
COKPaTUMOCTb MMOKapAa

Bakalakos A, et al. The diagnostic and therapeutic implications of phenocopies and
mimics of hypertrophic cardiomyopathy. Can J-Cardiol. 2024 May;40(5):754-765.




JluddepeHnManbHas JUarHocTuka (2)

3aboneBaHune | lononHUTeNbHbIE NabopartopH
npoasneHuA blé AaHHble
Fr’KMN Peako Bbicokum bes YmepeHHada-sbiparkeHHas MK deHomeH LGE B mecTe
BonbTax QRS; ocobeHHocTen ntoboro cermeHTa; runepTpoduma npucoeanHeHuna N,
neperpyska JI)K; MXK (10-20%); anacronmy. WHTPaMypaibHasA
ry6oKmMe oTpuL, avchyHKLmMA; 0bcTpyKumna BT/THK; Heo4HOPOAHOCTb B
T nopaxeHune MK (SAM, yanvHeHue rmnepTpodUpPOoBaHHbIX
T CTBOPOK, AMCMNAA3MA, Npoanc, cermeHTax; gedektol
3N0Hrauusa, paccnabaeHuve u nepdysunu;
ble Q rMNepMobUIBHOCTb XOPA,); MoBbILWEHHbIE
naToNorMA NanUANAPHbIX MbILLL, 3HAYEHUA UHOEKCOB
(rvnepTpodus, pasaBoeHus, T1-KapTupoBaHuA
auctonus); ysenmdenue JM;
anuKanbHble aHeBPU3MbI
BonesHb 3putenbHble YkopoueHune PQ; Y MyXuuH: KoHueHTp. 1K (Ho m.6. 1 obcTp. CpenHe-6a3anbHbIl
A HapyweHus; CUHAOPOM HU3KUN NN He BT/IXK); yTosweHune ctBOpoK AV- HWKHeboK. LGE;
HAEPCOHa- HeMpOCeHCopHasn WPW/CLC; AV- onpegensembl KNanaHoB; yBe/MYeHME TOLUMHBI Hu3Kune 3HayeHus T1-
®abpu rNyXxoTa; napacresuu, 6nokaga il ypoBeHb a-1-  CBOBOAHON cTeHkm MK; KapTMpoBaHua ($pasa
CEHCOPHbIE HAPYLIEHMS; ranaKTo3Maassl rnobanbHana runoknHesms (c/6es aKkymynauumn/runepTp
aHrMOKepaToma; ; NpOTenHypuA Annatauun 1) obwm);
BLICOKMIA PUCK c/6es L R
MHCynbTOoB; & > Q CHUMXeHuAa CKP p,mlcnepcwﬂ T1-
KapTUpoBaHuA
I'mnepTonmq Peako mneptpodus MK  Mukpoanbbym  MuHuManbHaa-ymepeHHas MK Hecneuuduueckme
UHYpUA KOHLeHTpMYEeCcKan nau NPU3HaKK
€CKanA 3KCUEHTpUYECKan; Anacr.
6onesHb ANCOYHKLMA; COXPAaHHAA CUCT.
dyHKUmA. TR moxkeT
cepAua perpeccMpoBaTb Npu Ae4eHnn

Ottaviani A, et al. Revisiting diagnosis and treatment of hypertrophic cardiomyopathy:
current practice and novel perspectives. J Clin Med. 2023 Sep 1;12(17):5710



JlupdepeHnManbHas AuarHoctTyuka (3)

3abonesaHue

JononHutenbHble

*anobbi n
CUMNTOMBDI

NabopartopH
ble AaHHble

Amunonpos
cepaua

MuTtoxoHAap
nanbHble
Kapaunomuo
naTum

bone3Hb
JdaHoHa

Cepaue
cnopTtcmeHa

CuHAPOM 3aMACTHOrO
KaHafa; HapyLleHns
3peHus; napacTesum,
CEHCOpHble HapyLUEeHUS;
ABTOHOMHaA

ANCOYHKLUMSA

HelpoceHcopHas
r7IyXOTa; 3aTPYAHEHUA B
oby4yeHWU; 3aaepiKKa B
YMCTBEHHOM Pa3BUTUW;
HapyLeHWA 3peHus;
MbllweyHan cnaboctb

3aTpygHeHMA B
06y4YeHMU; KOTHUTUBHbIE
HapyLWeHMA; HapyweHna
3peHusa

Peako

Hu3Kkmin BonbTax
OKT; AV-6n0Kapa;
nceBAoMHGaPKTH
bl BAPUaHT;
610Kaa HOXeEK
ny4yka nca

MpoTenHypmsa ¢
unu bes
CHUXeHna CKO

[MoBbiweHne
K®K, ACT, ANT,
NaKTaTa

YKopoueHune
nHTepsana PR;
CUHAPOM
npenBo3byaeHn
A Kenygo4vkos

[MoBbiweHne
K®K, ACT, AIT

YkopoueHue PR,
CUHAPOM
npeaBo3byKaeHu
A, AV-b1oKaaa;
Bblpa*keHHan

XK

M3onmpoBaHHasn Het
[N1XK; otpuy,. T B
nepeaHmx

rPYAHbIX

oTBeAeHwUAX,

aneBaL A TOUKM |

MNoBblWeHHAA 9XOreHHOCTb
MWOKapaa (cBepKatoLLas,
CBEPXMNPENOMANAIOLLANA KTEKCTYpPa»
MWOKapaa); yToaweHve MMM,
yTo/WEeHNe cTBOPOK AV-KnanaHos,
cTeHKku MHK; nepuMKkapananbHbIn
BbINOT; rNoba/sibHbI rMnoknHes /XK
c/6e3 gunaraummn

FnobanbHbIM rMnoKknHes J1X ¢ nnu
6e3 gunaTtaunmu

BblparkeHHas KoHLEeHTpMYecKasn
I1¥; TnobanbHbIN rMNoKMHe3 J1XK ¢
nnu 6e3 aunaTtaumm

MwuHMManbHaa-ymepeHHaa [1XK;
HopmanbHaa auacronnyeckasa u
cucTonmyeckaa GyHKLMA

OnddysHbliit

cyb63HA0KapamanbHbIM
LGE (naTTepH
«3ebpay);
natosiormyeckoe
obHyneHne T1;
MOBbILLEHHbIe NHAEKCbI
T1-KapTupoBaHuA

Bonblwure no naowaan
30Hbl LGE Henwemu-
YecKoro reHesa B
OCHOBHOM
OrpaHUNYEHHbIE
6a3a/ibHbIM OTAENI0M
HUMKHEBOK. cTeHKM JTK

Bonblimne 30HbI
cy63HA0- nnn
TPaAHCMYpPanbHOro
pybueBaHus
OTCYTCTBMEM
nopa*keHuna MKII

OtcytctBue LGE;
Hwnskue nan
HOpPMabHble UHAEKChI
T1 KapTupoBaHuA

Ottaviani A, et al. Revisiting diagnosis and treatment of hypertrophic cardiomyopathy:
current practice and novel perspectives. J Clin Med. 2023 Sep 1;12(17):5710



JleyueHue. O6HIMe MOAXOAbI

dapmaKonorMyeckoe nevyeHme B OCHOBHOM OCHOBAHO Ha AMMUPUYECKUX AAHHbIX ANA yAyYLEeHuUA
OYHKUMOHANbHOM CMOCOBHOCTN M YMEHDBLUEHUWN BbIPaXKEHHOCTM CUMNTOMOB. Y CUMNTOMHBbIX 60/1bHbIX C
obcTpykumen BT/IK OCHOBHOM LEenbio ABAAETCA YYy4YLLIEHNE KIMHUYECKUX NPOosBAeHUI bharoaapa
MCNO/1Ib30BAHUIO JIEKAPCTBEHHbIX MPENaPaTOB, XMPYPruYeCKoM MMUOIKTOMUU WU a/IKOTONIbHOM CENTaIbHOM
abnaunu. JleyeHme 60nbHbIX 6€3 0OCTPYKUMM BKAOYAET BEAEHUE apUTMUIA, YMEHbLLUEHWNE AaBNEHMA HaNo/IHEHUSA
K 1 60nun B rpyaHoON KneTku. MNaymeHTbl C HApPacTaloWEeNn CUCTONIMYECKOM AN ANACTONMUYECKOM ANCHYHKLUMEN

JIK, pedpakrepHble K NEKAPCTBEHHON TePANUM, ABAAIOTCA KAHAMAATAMMU HA TPAHCNAAHTALMIO cepaua.

AeveHue obcTpyKummu BIAK <«

=50%

|
v

P-CAREeHODAOKATODNL
BEPANGMYA, AMATHOEM,
HUIKHE AC3NE AMYDETHKOR

T

\

BoAasHOM ¢ TKMIMT 1 CH K NYHA lI-IV

AO—e

v

PUBPHAAAUMA NPEACEPAHA  ~— Ag—

&

v

KoHTpoas purma/NCC
AHTHKOQryASHTHOR Tepanms

OCTASETCE CHMNTOMHEIAN

TPOAMENT BTAX B NOKO® MAM
NPK CTHMYARUMM =50 mm Hg?
.
3Haverne PBAK - <50%

B-aApeHoBACKaTOPL, MAM®,
AMP. MPAH, MHMMDMTOPR! SGLT2
HHIKME AO3bl AMYDETHKOS
L ]
v
POCOMOTRE™S MK,
TROHCNACHTAUMD CepALa

E ="
NAM® — MHIMBMTOPbI aHIMOTEH3UH-NpeBpaLaowero depmeHTa; AMP — aHTaroHUCTbl MUHEPAIOKOPTUKOUAHbIX pe@méo%; MPAH — MHrMbuTopbl
peLenTopoB aHIMOTEH3MHA-HENPUAN3UHA, SGLT2 - HAaTPUMN-TNOKO3HbIM KOTpaHcnopTep 2-ro Tuna; MIMK — mexaHu4vecKas nogaeprkka KposoobpalueHua

Arbelo E, et al. ESC Scientific Document Group. 2023 ESC Guidelines for the
management of cardiomyopathies. Eur Heart J. 2023 Oct 1;44(37):3503-3626.



JleueHue. OCHOBHbIE MpenapaThbl

B-appeHobokaTopbI
B-AB

biiokaTopbl KanbLUUEBbIX
KaHanoB
BKK

Ansonupamug,
(aHTMapUTMHUYEcKnin
npenapar |A knacca)

EI'IOKaTOpr nosaHux
HaTpueBbIX KaHa/10B

EHOKaTOpr KaJ/IneBbIX
KaHa/10B

BnokaTopsbl peuentopos
aHrnoTeHsuHa ll

Annocrepuyeckume
MHIM6UTOPLI ATD-3bI
Kap4ManbHOro MMO3MHaA

MeTtonponon 25-200 mr
AteHonon 25-100 mr
Buconponon 1,25-10 mr
Hagonon 20-80 mr

Bepanamwun 120-240 mr
Onntnaszem 120-240 mr

300-600 mr

PanonasuH
dN1eKNasuH

Cotanon
dodetnnng

BancaptaH 80-320 mr

MaBakamteH 1,5-10 mr
AdUKaMTEH — He
YCTaHOB/NEHA

lmMnoTteHsua, bpaankapamsa,
6poHxocnasm, cabocTb,
niemmsa Hor

FonosHana 60b,
rO/I0BOKPY»KEHMe, 3anopbl,
npuaussbl K gy, CH,
HapyLleHMA NPOBOAMMOCTH

AHTAroHUCT MyCKapUHOBbIX
peL.enTopoB (CyxocTb BO PTY,
3anopsbl, 3aTPyAHEHHOE
moyeuncnyckanue), ™ QT

F0NOBOKPYXKEeHUe, ro/IoBHas
60nb, TOWHOTA

OctoporkHo npu XIMH, cheantb

3a HTepBanom QTc ns3-3a

PUCKa YO/MHEHNA N Pa3BUTUA

torsade-de-points

fMnoTeH3wusA, Kalwenb,

rmnepKaanemms, HapyLeHue

bYHKLMM NoYek

CHuXKeHune COKpPaTnmMocCTH, \l/

®B J1XK

O6CTpYK. K HeobCTp.
KM

O6CTpyK. K HeobCTp.
rKMn

CMMNTOMHbIM 601bHBIM
pedpaKkTepHbIM K
Tepanuu ¢ NOMoLLbto B-
AB nnn BKK

He opobpeH

Heobctpyk. TKMIM ¢
CHH®B

O6c¢Tp. TKMIM

Mpu TUTPOBaHWN HeobXxoAMMO
[0CTUraTb MaKCMMabHO
nepeHoCUMbIX 4,03

He pekomeHayeTca KOMBMHaLMA C
B-Ab

MoskeT I yactoty
*Kenyaoykosoro otseTa npu Ol
Het B pekomeHaauunax M3 PP

Het B pekomeHgauuax ESC, AHA-
ACC

MokasaHo 6raronpusaTHoe
BNUSAHWE HA CTEHOKapAMUIo,
KayecTBO KM3HU

Hanbonee noneseH npu P,
COTasioN B Masibix A03ax Kak B-AB,
B BbICOKMX — KaK aHTUAPUTM.
npenapart Knacca Il

Heobxoanmo aanbHeniee
nsyyeHue

MasakamTeH nHayktop CYP3A4,
CYP2C9 1 CYP2CI9
AdVKamTeH He B3aMMoaencTeyeT

Ottaviani-A, et-al. Revisiting diagnosis-and treatment of hypertrophic cardiomyopathy: current practice and novel perspectives. J

Clin Med. 2023 Sep 1;12(17):5710
Zhang Y, et al. Management of hypertrophic cardiomyopathy. J Cardiovasc Med (Hagerstown). 2024 Jun 1;25(6):399-419.



3aKJIlDUeHUue

»  TKMI npeacraBAseT pacnpocTpaHeHHoe HacneacTBeHHoe 3aboneBaHne ¢ PacnpoCcTPaHEHHOCTbIO,
pocturatotein 1;200 B obLer nonyaaumm, KOTopoe ABNAETCA NPUUYMHON CYyLLLEeCTBEHHOM 3ab601eBaeMocTh n
CMEPTHOCTM NALLMEHTOB BCEX BO3PACTOB.

» - TKMI —3aboneBaHne MUOKapaa, MMeroLLee He TONIbKO reTeporeHHblin cyGCTpaT BbIABAAEMbIX MyTaLUui
reHoB 6e/1IK0B CapKoMepa, HO Y HEOAHOPOAHOCTb KAMHUYECKUX NPOABAEHNI, MOPDONOrNYECKMX
BapMaHTOB rnnepTpoduyYeckon akcnpeccuu (GeHoTUnbl) 1 cLeHapueB TeYeHua.

»  Hambonee 4yacto y bonbHbix TKMIT oTMmeyaeTca acMMATOMHOE MAKM Ma/IOCMMNTOMHOE KIMHUYEeCcKoe
TEeYeHue, YTO ABNAETCA OCHOBHOM MPUYMHOM CHUMKEHHOIO YPOBHA AMArHOCTUKM.

»  Tlpn BCEM BAXKHOCTU KaNnob, AaHHbIX aHaMHe3a, PU3nKaabHbIX AaHHbIX U IKT, pewarowas pob B
AVATHOCTUKE NMPUHALNEXUT MeToaaM BUsyanusalyu, cpeau KOTOprX HaM6onee AOCTYMHbIM U
nHPopmaTBHbIM ABAAETCA IXOKT.

»  IxoKI no3sonAeT BbIABUTb Ha/inuKMe U BbipaKeHHOCTb I'Vll'leprO(I)MVI JIK v K, oueHnUTb CTPYKTYpY n
byHKUMo MK 1 nogknanaHHOro annapara, CUCTONNYECKYIO U ,EI,I/IaCTOJ'IW-IeCKle bYHKUNIO, OBHaAPYKUTb
0bcTpykumio BT/IK 1 Ha ypOBHE cepeaunHbl Kenyao4KoB.

> Npu gnarHoctuke «TKMI» BaxKHbIM NpeacTaBadaeTca UCKAYeHne MI-_I:'OI'O‘-II/ICHGHHbIX deHokonuin
KapAMOMMUONATUN, KOTOPbIE HEPEAKO MPOTEKAIOT C BbIPAXKEHHBIM YTOALLEHMEM UK TunepTpodmen
MWOKapaa JIK.

> BepeHue 60/1bHbIX npeacraBnaaeT NO3TanHbIN npoLuecc € uydeHnem remogmnHammnyeckux ocobeHHocCTeMN
TOro AU MHOro 60AbHOTO (ECTb NN HeT 06CprKLI,MFI), BApPUNaAHTOB KINHUYECKUX I'IpOFIBI'IEHVIVI n
nepeHocnmocCTu ﬂeKapCTBeHHOﬁ Tepannn.

» B HacTosLlee BpeMs nedeHne npearnonaraeT HasHayeHue B-aapeHob10KaTopoB, HErMAPONUPUAMHOBDIX
6710KaTOPOB Ka/ibUMEBbLIX KaHANOB, AM30NMpPamMMaa, BancapTaHa U Ap. NepcnekTUBHbLIMKU NpenapaTamm
ABNAOTCA MHTUBUTOPBI KapAUaNbHOTO MMO3MHA (MaBakaMTeH U adUKaMTEH), AeNCTBUE KOTOPbIX
HanpasneHo Ha yMeHblueHne GopPMUPOBAHUS NOMNEPEYHbIX aKTUH-MNO3UHOBbLIX MOCTUKOB, YTO
COMPOBOXKAAETCA C YMEHbLUIEHUEM KOHTPAKTUNBHOCTU U CHUMKEHUEM 06CTpyKUMn BT/THK.






