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KnuHuueckum cnyuam

BbonbHOM Y., 42 nert, o6parunca B KNMHUKY C xXanobamm Ha oabIWIKY
npm xoabbe po 200 m, cepauebueHne, npoxopgauime B nNnokKoe.

AHamHe3 3aboneBaHusna. B teueHme 6onee 10 ner ctan ormeuarb
oabiWKy M cepauebueHue npm xoabbe, KoTOpas B nocnegHve Hepgenu
cTana Hapacrtatb. B Bo3pacre 32 ner o6pawanca ¢ atTumm xxanobamm k
Bpauy, Torga e 6bina cuara 3KIr - co cnos 6onbHOro naronormm
BbifiBNIeHO He O6bino. 8 ner Hasap (B Bo3pacTte 34 nert) Ha hboHe
MHTEHCUBHOM (hM3nMUYECKOM Harpy3kKkm m ynorpebneHma ankorons(raHuesan
Ha ceapbbe) nortepsan cosHaHue. Cpeam rocrem HaAXoguUIICA Bpa4, KOTOPbIM
AUMarHOCTUpPOBAaJ1 OCTAHOBKY cCcepAaua UM NpoBesn HenpamMom MaccaX cepaua
m UBJ1 c ycnexom. JTOT XKe Bpau nopekomMmeHaoBan obparurbca K
Kapauonory. bonoHou 6biIn ocMmoTpeH kapauonorom, 6bina cHara JKI. B
TOT MOMEHT NaToJNIOrMm CO CTOPOHbI Cepaua TaKXXe BbIABNIeHO He Obino.

B HacToAuwMM MOMEHT, YYMTbIBas YyCUIIeHUe oabliluKM M cepauebueHus
6onbHOM obparuncsa Kk eBpauy. Ha cHarom IKI': PCP, 88 B muH, 30C
ropmsoHTanbHaa. PQ=0,18 c, QRS=0,08 c, QT=0,34 c. B orBegeHuax V3-V6
rnybokue orpumuarennHbie 3ybubl T go 12 mm. UHpgekc Cokonosa-JlamoHa
38 mm




KnuHuueckum cnyuam

AHamMHe3 XusHu. Otey 60onbHOro ymep BHesanHo B Bo3pacre 29
NieT, CYMTaeTcs, UToO cMmepTb ero 6bina or uHdapkra. bonbHOM He 3Haer,
6binin Nm y oTua NpMcTynbl NOTEpMUM Co3HaHMA. [Apyrmux ocobeHHocTem
BbISICHUTb HE yAanocChb.

O6bekTuBHO. CocTtosiHMe GONbLHOro OTHOCMUMTEnbHO
yaosnersopurtennbHoe. Y14 17 B MuH B nokoe. Haa nerkumm gbixaHue
Be3ukynsapHoe. N'paHmubl cepaua He MSMeHeHbl. [leATenbHOCTbL cepaua
putMmuyHan, 80 B muH. Ha Bepxyuwke 1 TOH ocnabneH CUCTONIMYECKMM LUYyM,
NPOBOAALLMMUCA KHAPY>Xu. Baonb neBoro Kpasa rpyaAmHblI 1 HA aoprte
BbICNYyLUMBaETCH rpybbin cucrtonuueckKkum wym gpyroro rembpa, mano
npoeogsauwimMmca Ha cocyabl wen. Al D=S 120/80 mm pT1.cT. XKMBOT MArkKum,
6/0cobeHHOCTEN, OTEKOB HeET.

YuutbiBaa aHAMHE3, AaHHble 00beKTuBHOro obcneposanuna, IKIr -y
6onbHOro 6na sanopo3peHa Nmneprpocdmueckas KMI.




KnuHuueckum cnyuam

IXOKTI: laBneHue B NeroyHom aprepmm oo 45 Mmm pr.cT.

KOP 58,5 mm; KCP 46,2 mm; YO 48,8 min

Mporn6 NCMK po 5.5 mm - HesHauumTenbHbIn nponc MK.

YmMmepeHHaas mutpanbHas ¥ MMHMMarnbHasa TpUuKycnupanbHas
HepoCTaTO4YHOCTbD.

Pacuimpenue nonoctu Jill (52 mm). liMnepmobunbHoe asuxexnmne MII.
CokpaTutennbHas cnocobHoCcTh MMoKapaa yaosnersopurtenbHaa ®B 60 %.
HapyweHnue gunacronnueckom cpyHkumm JIXK (pecCTpuKTUBHBIM TMN).
BoipaxeHHana runeprpocdpua mmokapaa JIXK (6onswie B o6nacrn MXI 2,7
MM) ¢ hopMmupoBaHUEeM MUHMMANbHOU (bMKCUPOBaAHHOM OGCTpPYKLMUM
BTJXK (max rpagueHT paBneHma 54.3 mm prT.CT, cpeaHum 32,3 MM PT.CT.).
CuHppomMm «manoro Bbibpoca» - ymeHswneHume KOAP, KCP, YO.

MMMITXK 225 mr/im2

XM I3KI: NMNpu moHotopupoBsaHum IKI' Ha cboHe CP ebiaeneHo 1800
MoHOoMOPpdHBbIX XKIC. CpepgHasa YCC 77 B MuH. MuH 54 B MMH Ha chboHe
HOYHOro cHa. QTc= 465 mcek (Bbiwwe HOpMbl 91 % BpeMeHHU)




KnuHuueckum cnyuam

AunarHo3: Nmneprpocdhmueckas kKapguommonatua ¢ MMHMMarbHOM

cukcuposanHom ob6crpykumen BTIX (54 mm pr1.CT.), CMHOPOMOM «Marnoro

ceppevHoro Bbibpoca», H1, ®K 2 ¢ coxpanHou ®BJIX (60 %).

JleueHume:

1. MonbiTka Ha3sHauuTtb B-ABb (He6uBONON) He yaanacb U3-3a BbIPpa>XeHHOro

ronoBoKpy>xeHua m cnaboctu Ha choHe ero npuema

2. bonbHoMy 6bIn HazHaueH Bepanamun (MaonTH SR B nose 480 Mr B CyTkm —

AO3a TUTpOBaNach B TeYueHUue 2-X Hepgenb C KOHTponem camouyecteua m HUCC

m AD)

3. AtopBactaruH 40 mr Beuepom.

O61bekTMBHO npu Bbinucke: YCC 48-50 B nokoe. Al 110/70 mm pr.cCT.

OTmevaerT cyuwecTBeHHOEe YMEeHbLUeHVe oabIlKM U cepauebueHms.

Bonpocbl, OoTHOCUTENbLHO nevyeHusa 6onbHoOro:

1. Heob6xogumo nm mmMmnnaHTUpoBaTb KapauoseptTop-aehmnbpmnnarop B CBA3M
C anu3opom octaHoBkM cepaua? Nonpobyem oTBeTUTbL Ha 3TOT BONpPOC

2. Heobxogumo nu 60nbHOMY NPOBOAUTL MUIKTOMMIO/ANKOrosnbHYIO
abnauuro MXKnN?




'KMIN v BHe3anHaa cepaevyHas cMepThb

> BHe3zanHaa ceppeyHaa cmeptb (BCC) wmoxer ObiTh nepBbLIM
npossneHvem [FKMIl wu sBnserca npeobnapamowen nNpuUUYUHOM
cMmepTM y monopabix (<35 ner).

> Tonbko y 20 % naumeHTOB O6bIN ycTaHoBneH aumarHo3 FKMIN po
nepsoro anM3opa oCTaHOBKMU cepaua

> BCC y 6onbHbIX ¢ FKMI1 (kak BbICOKOro, Tak M HM3KOro pucka)
BO3HMKaeT B 2,5 % B roa (torpa kak B obwen nonynauum - 0,5 %)

> EpMHCcTBEeHHbIM MetopoMm npodumnaktukm BCC y 6onbHbIX FKMIN -
fiBNfeTcs MMNNaHTUPYEMbIM KapauoBepTtop-aechmbpmnnarop
(MKA?) kak ana nepBMYHOMU, TaK M ANA BTOPUYHOM NPOOUNaAKTUKM

> Ho ecnn BCC nepebin cumntom FKMI, To kak BbIABUTb G0ONbHBLIX
ana ucnonbn3osanumna UKBA?

Cardiac symptoms before sudden cardiac death caused by hypertrophic cardiomyopathy: a nationwide study among the youngin
Denmark . Thomas Hadberg Lynge, Bjarke Risgaard, Reza Winkel, Jacob Tfelt-Hansen EP Europace, Volume 18, Issue 12,
December 2016,Pages 1801-1808




'KMIN v BHe3anHaa cepaevyHas cMepThb

Mo paHHBIM pa3nNMUYHbLIX UCCNeaoBaHUMU, NPOBOAMMbDIX KaK
obuieHaUMOHAalNbHbIX, TAK U B MHOIOLEHTPOBbIX Tpaunax ot 21 po 76 %
NnauMeHTOB MMEerniM CMMNTOMbI A0 3NM304a OCTaHOBKM cepaua , HO ObInu He
AVarHoctupoBaHbl. PasnuMuma B HacToTe perMcTrpMpyemMbixX cepaevHbIX
CHUMNTOMOB MOryT 6GbITh 06 BACHEeHbI Pa3HOPOAHOCTbLIO UCCNeaAyeMbIX
nOoNynsiuMM M pasnMuMaMM MeXay onpeaeneHMasMM NpoapoManbHbIX U
npeauecTByiouMX CMUMNTOMOB U MeTOAaMM, MCNOJNMb3yeMbiIMM ANA
YCTaHOBJIEHMS 3TUX CUMMINTOMOB.

Huxe, npeacrasneHsl gaHHblie no uccnepgosanmio T.H. Lynge, 2014 r (431
nauuveHTt FKMIN n BCC)
OCHOBHbLIMM CMMNTOMaMM, KOTOpbIe BO3HUKanum ao anusopga BCC 6binu:
1. O6mopok, npepobmopouHoe cocTtossHMe u cypoporu B 1/3 cnyuaes
2. bonb B rpyam B 34 %
3. Opgbiuka B 19 %
Bcero - okono 75 % naumeHToB Ao anm3opna BCC umenu cmMmnToMbl, KOTOpbLIE
6b1nm Tonbko B 18 % nmpeHnTucdbmumposaHbl, Kak cumntombl FKMIN

. Thomas Hadberg Lynge, Bjarke Risgaard . Cardiac symptoms before sudden cardiac death caused by hypertrophic
cardiomyopathy: a nationwide study amongthe youngin Denmark ., 2016




KM v umnnanTupyembin KB4

MckniouutenbHas adhPpeKTUBHOCTDL MKBLO B
npocbunakruke BCC xopowo u3ssectHa. Y nNauMeHTOB C
FKMIN, npasunbHana oueHka pucka BCC npusoauT Kk
NOoTEHUManbHOM Bbirofe OT MMIUJIAHTaALMM 3TOro YCTpOMCTBA
ana nepsuuHou npodunakruku. MUKBLO upesBbiuamMHO
acpcheKTMBHbLI NPpM YCTPAHEHMUMM XenyaouKOBbIX APUTMMM M
AIBNAIOTCA OCHOBOM nevyeHua ana npeporspauweHuna BCC.

OpHako Tepanua MUKl cBA3aHaAa C HEYMECTHbIMM
SNEeKTPOUIOKAMM, OCJIOXHEeHMAMM nNpM MMNNaHTaLMUM,
npopecCCMOHaANbHLIMM OrpaHMYEHUSIMM M OrpaHMYEHMUAMM
obpasa KMU3HM. HeOGnaronpuarHbie nocnencrems
muvmnnantTaummM UKL Heobxogumo conocraButh C€C MX
npeMmMmyuiecTsaMmM A0 NPUHATUMA pewieHmMa o6 mmnnaHrauum

UK.



1. TonwmHa cteHkn JIXK 2 3 cm

1. TonuwmHa cteHkum JIXK

2. Heo6bsaCHMMbBIE OOMOpPOKM

3.HeycTtonumeana XT
4. CemenHnbin aHamHe3 BCC

5. CHmxxeHue Al BO BpemMmsa Harpy3soUvHbIX
TecToB

2. F'papueHT paBneHus BbIHOCSALLEro
TpakTa JIXK (BTIXK)

3. Paamepnl JIN
4. CememHbin aHamMmHe3 BCC

5. Bo3pacTt naumeHTa

6. Heo6bAaCHMMBIN 06MOpOK



KM v umnnanTupyembin KB4

BepoaTtHocTtb BCC uepes S ner =1 - 0,998 (nporHoCTUYECKMM MHAEKC) —
noxKkasaHve ansa nepsuuHou/sTopuuHomn npocdpunakruku UKBL

lNMporHocrnueckmm mHpekc = [0,15939858 x makcumanbHan TONMUMHA CTEHKM
(mm)] - [0,00294271 x makCcuMmanbHana TonuuHa creHku?*(mm?)] + [0,0259082 x
auameTp nesoro npeacepausa (mm)] + [0,00446131 x makCMManbHbIA
rpagueHT BT JIXK (nokxomu / BanbcanbBa Mmm pr. CcT.)] +

[0,4583082 x cemenmnbin aHamHe3 BCC] + [0,82639195 x HeycTronuusana XT]
+ [0,71650361 x Heo6baCHMMBIN O06MOPpOK] - [0,01799934 x BO3pacT npm
KIIMHMYEeCKOM oueHke (ner)].

Kanbkynarop oHnamH : HCM Risk-SCD
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MMRAaHTHPyeMBiit KapAHOBEpTEp-AehUEPUANATOP.
C YBENIMYEHHbBIM CPOKOM CAYXKObI

B vosbix KA Boston Scientific's c ygenuuerHbim cpokom
CHYOEI MCNONBIYETCH YCOBEPWEKHCTBOBAHKHAA TEXHONOMUA
nponssoacTea Gatapen. KA cepun EL ¢ 6arapeamu Hanbonsbluen
EMKOCTH M DYHKUMAMU ONTHMUIALUK HepronoTpebnenns
pabGotaior 6onee 11 fer 8 peanbHbiX YCAOBUAX IKCHAYATAUMM.

Heob0CHOBaHMbiX IBKOB, COXD
YYBCTBUTENbHOCTb.

3aluiaeT NayneHToB PrU3nYecKu
N 3MOLMOHANbLHO, Ceyac 1 B Gyayiliem:



TexHonormna SmartShock™

98,5 % nauweHToB ¢ VK] cemeiicTea Protecta™
HE UCNbITbIBAIOT HEOOOCHOBaHHbIX LLOKOB

B TeyeHue 1 ropa'’
npmqvmu HaHeCceHUA WOKOB

YMEeHblUaeT 3Ty

BEpPOATHOCTbD. o Sma;;z:“k
Hanpumep,

uccneposanue SCD KT/DK

HeFT nokazano, uto 38 22 T

% wokos UKBI Gbinm MKT/DX LLyMOB

HenpaBoMepHbIMM (CM. 3% —

pVICYHOK) Heycroﬂtmsr;lez:;ﬁ

3%

Wecneposanue SCD-HeF T Mpornosupyembie nokasarenu Protecta™ XT



KnuHuyeckum cnyuyam. 3aknwovueHue

NMaumeHr Y, 42 ner nMveer
nporHocTuyeckmm mHpekc BCC B teueHMme 5
ner — 11 %, 4To ABNAETCA nNoKasaHueMm Ans
mvmnnaHtTauum KB1.

HecmoTpa Ha OTCYTCTBME CUHKONANbHbLIX U
npecuMHKoNnanbHbIX COCTOSAHMM B HACTOSALLMM
MOMEHT, oTtcyTcTBue Heyctomumeom XT npm
XM I3KI - puck BCC y 6onbHOro gocrarouHo
BbICOK.

NMauueHTy Obina peKkomMmeHaoBaHa
mvmnnaHrtauma KBL.



KnuHuyeckum cnyuyam. 3aknwovueHue

P.S. Cneayer o6patuth BHMMaHMe, uTo 60nbHOM OoGpawancsa K
BpaJy A0 NEepBOro anm3oaa OCTaHOBKM cepaua B CBA3MU C
OAbILWKOM U cepauebueHnem, oaHaAKO HUKAKOM NaTonormm
BbISABJIEHO Bpa4uoMm He O6bi1no!

Cnepyer noMmHUTb, uto FKMI1 AaBNnserca oueHb YacTbiM
3abonesanuem 1:500 nnm paxxe 1:200; kpome TOro, CMUMNTOMbI
FKMIN (FJK, o6ctpykuma BTITXK, MH) moryT nposaBnaTbCca y
naueHToOB B Bo3pacTte ctapuwe 18 ner (cpeaHum Bo3pacT
NOCTaHOBKM guarHo3a 35-40 ner).

MNoatomy Heobxoaumo 6onee TwarenbHO oCMaTpMBaTh
6onbHbLIX, 06A3aTenbHO cobmparb cememHbIM aHaAMHEe3 U, Npm
nopo3peHum Ha FKMI - nposoauts IXOKC.






