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Heyctonumsas KA

Knacc | (pekomeHaoBaHO)

0 Puck cepaeyHbix cobbITUM YacTo onpeaenseTcs
3abonesaHmemM cepaua Hexenu aputmunen (I, A).

a [laymeHTam ¢ acumnToMHbIMU 2KOC 6e3 3aboneBaHus
cepaua unm BpoXAeHHbIX apUTMNYECKNX CUHOPOMOB
rneyYeHne He nokasaHo unm Tpedbyetca pasbsiHeHue (I, C)

0 Cortanon NnpMMeHATb OCTOPOXHO MPU ANCAYHKLMN NOYEK,
n3deratb Npu yanmHeHnn nHtepeana QT ncxogHo nnu
yBennyeHunn >500 mc Ha nedeHun (1,B)



Heyctonumsas KA

Knacc lla (uenecoo6pa3Ho)

0 Heyvactble xxenygoukoBble OC, napbl U TpUNETLI 6€3 NPU3HaKoB
3aboneBaHusa cepaua Unu BpoXaeHHbIX apUTMUYECKUX CUHOPOMOB
OOJTKHbI paccMaTpuBaTbCA Kak BapaHT HOPMbl Y aCMMMATOMHbIX
naumeHToB (lla, C)

0 WHBasmBHoe OPU uenecoobpasHo y NaumMeHTOB C BblpaXXeHHbIM
3aboneBaHMeEM cepaua U HEYCTOMYMBOM XKENYO0YKOBOM apUTMUEN,
0COBEHHO NPU HEODBLACHUMBIX CUMMTOMaXx (CUHKOre, MPecuHKore,
cToukoe cepauedbuerue) (lla, C)

0 KaTteTepHasa abnsyma moxeT ObITb Nones3Ha ans ynyylleHus
cumntTomoB ancdyHkumm JIXK y naumeHToB, cTpagatowmx oT HaCcTon
HeycTonudmnsomn XKA (Hanpumep, XKIC >10000 3a 24 4) (lla,B)



Heyctonumsasa KA

Knacc llb (Bo3moxHO)

0 CummnTOMHBIM naumeHTam c HeycTondmeom KA MOXXHO nonpobosaTb
beTa-bnokaTopbl UK B KA4YeCTBE ansTepHaTMBEI
HeaurnaponupuanHoBble aHTaroHUcTbl kansums (lib, C)

a [lpn cumntomHon HeycTomnmumBoun KA Ha afekBaTHbIX J03ax beTa-
BrnokaTopoB NN HEAUTMOPONUPUONHOBBLIX aHTAroHUCTax KanbLns
MOXHO PacCMOTPETb JiedeHNne aHTUapuTMmMKamMm (aMmoaapoH,
doneanHung, nponaeHoH, MEKCUNETUH, COTanon) Ana yMmeHblleHne
CUMMTOMOB, accoumnpoBaHHbix ¢ aputmuen (lib,C)

0 AmuogapoH obnagaeTr MEeHbLUMM MPoapUTMUYECKUM 3P EKTOM, YEM
opyrue AAIT y nauneHToB ¢ CH n moxeT ObITb NpeanoyYTUTENbHLIM MO
cpaBHeHuto ¢ gpyrumn AAIT oo mmnnantauumn UKL (11b,C)



Heyctonumsasa KA

Knacc lll (He noka3zaHo)

0 dnekanHna u nponadeHOH HE PEKOMEHAYIOTCS ArS
nopasnennsa XXOC y naymeHToB ¢ gncdyHkumen JIXK

(ecnn He BbI3biBaHa camon K3C), nwemumen mmokapga
nnn MNMUKC (I, A)



CnHgpom bpyraaa



[TauneHT A., 16 net
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[TaumeHT XK., 28 net




Tunel K[ npu cuHgpome bpyraga
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PekomeHaaunm HRS/EHRA/APHRS, 2013

* [logbem ST | TiNna =2 2 mm B ogHOM U Oonee
oTBeAeHuax V, , pacnosfioXeHHblX Bo 2, 3 unu 4
MexXpebepbsx, ROTopblv’l NOABUIICA CMOHTAHHO
UNNn  Mnocrne  npPOBOKALUMOHHOIMO Tecta C
aHTuaputmmkamun 1 knacca.

* [logbem ST Il vnm Ill TMINRA B ogHOM n Oonee
npaBbIX OTBeAEeHUAX V, , pacrnonioXeHHbIX BO 2,
3 nnn 4 mexpebepbsix, ecnu NPOBOKALIMOHHbLIN
TECT C aHTUuapuTMmkamm 1 Knacca nHayuuposan
nosasneHne noabema ST | Tuna.



IlnarHocTtnka cuHapoma bpyraaa

° 12-KaHanbHOe CYTOYHOE MOHUTOPUPOBAHUE
IKC wmoxetr BbigsBUTbL | Tun OKI n, Takum

obpa3om, n3dbexarb papmMakonorm4eckoro Tecrta
(Cerrato N. et al., 2014).

° Y onmxanwmnx 6eccMMnToOMHbIX POACTBEHHUKOB
Cc cuHgpomom bpyraga B Bo3pacte =216 nert
NOBTOPHbLIE €XerogHble TeCcTbl C anMariMHOM
nossonunu B 23% crniy4yaes, B cpeaHeEM 4yepes 5
net, BblgBUTb IKI dpeHOTUN cmHApoma bpyraga
(Conte G. et al., 2014).



[MnepTtpodunyeckan
KapAnoOMMONaTUA

2014 ESC Guidelines on diagnosis and
management of hypertrophic cardiomyopathy

The Task Force for the Diagnosis and Management of Hypertrophic
Cardiomyopathy of the European Society of Cardiology (ESC)




dakTopbl pucka BHE3ANMHOU CMEPTHU

« OcTaHoBKa cepaua.

« CnoHTaHHas ycTon4dmBas XenyngodykoBas Taxvkapaus.
« CeMenHbI aHaMHe3 BHe3arnHom CMepTU.

* HeobbsACHMMbIE OOMOPOKW.

 TonwuHa mexckenyngodkosomn neperopogkn &gt;30 mm.
* [MNOTEH3na Npn PU3n4ecKon Harpyske.

* Heyctonumsas XXT— ocobeHHO y MornoablX.

* Monogow Bo3pact.

» [lnameTp neBoro npencepanu.

ESC, 2014



kana HCMRIisk-SCD

BeposiTHocTb BCC 3a 5 net = 1 — 0.998 exp(fporHoctueckuii uipekc)

NMporHocTn4YecKkun NHOEKC =
[0.15939858 * max TosnwmnHa CTeHKN (MM)]
- [0.00294271 * max TonwmHa CTEHKN? (MM?)]

+

+ + + +

0.0259082 * gnametp JIM (Mm)]

0.00446131 * max rpagueHT BOJIDXK (nokon/Banbcanbea) (MM pPT. CT.)]
0.4583082 * cemenHbin aHamHe3 BCC]

0.82639195 * HeycToM4umnBaga XT]

0.71650361 * HEOOBACHNMBIN OOMOPOK]

- [0.01799934 * Bo3pacT (roabl)]

Mopenb npeactaBnseT puck BCC Kak KOHTUHYYM, TpeOyrowmuu
MHTepnpeTauum y KaXaoro naumeHTa B KIMHUYECKOM KOHTEKCTe

O'Mahony C, et al. European Heart Journal 2014;35:2010-20.



[Tporpamma anga MoounbHbIX YCTponcTB Kapanodkenept
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OueHka n npodunaktmka BCC

Monopoi Bo3pacT OcTaHoBKa cepAua
BCC B cembe npu KT/ dXK
Heo6bACHUMbIIA 06MOpPOK Vctonuusas KT
TpagueHT BONK

Max TonwmuHa K _

Nuametp NN Oxupaemas

HHKT ¥U3HbL =1 rofa

UK

Huskuit puck CpeaHuit pUcK BbICOKMM pUCK
<4% 32 5 net 4-5.9% 3a 5 net =>6% 32 5 net

WK He noKa3aH MK Bo3MoeH WK noka3zaH

ESC, 2014



JleyueHune Pl

* KoHTponb HUCC <100 B MWH C nomoLlbio beTa-
briokaTopoB, Bepanamuna.

« KOHTpOnb pUTMa ¢ NOMOLLbI0 aMuoaapoHa, cotanona,
abnaumn. He nokasaHbl npenapaTsl 1 knacca.

« Bcem nokasaH BapdapvH, HE3aBMCUMO OT LUKarbl
CHA2DS2-VASc.

ESC, 2014



