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KAnHU4yeckumn cnyyam: peakmm cayvyam coyetTaHus
KaTeXxoNnaMMUHEepPrnyeckom NOAMMOPEPHOUN KenyaoyKkoBoun
TaXMKapaAum M apUTMOreHHOMN KapamonaTmum npaBoro

Kenyaouka, accounmmnpoBaHHbIX myTaumen RyR2.
JOKNaAUMK: aCNMpPaHT OTAENa KANHNYECKOWU 3/1EeKTPOPU3MON0TNN U

PEHTFEHOXUPYPIrMYECKMX METOA0B JIeYeHUA HapyLlweHun putma cepgua MypTtysanvesa M.M.



AHamHe3 3abonesaHusa 6onbHou I. 42 ner

1997r (Bo3pact 14 neT)-
AebloT CMHKOoNaIbHbIX
COCTOAHUM

'||Ill\m|\“\||\l'

C1997r no 2002r- 10
3Nn3040B NoTepu
CO3HaHMA




AHamHe3 obmopokoB 6onbHOMU . 42 ner

Wl

1- 06MOpPOK
HOA6pb 1997r

2-1 06MOpOK
15-e maa 1998r

3-1 06MOpOK
23-e maa 1998r

4-u 06MOPOK
UIoHb 1998r

5-1 06MOpoOK
mapt 1999r

ObMmopoKy
npeaLecTBOBa
3MOLLMOHAIbHbIU
pa3rosop C
yuyntenem

MUcnyraBwincb
Wyma (CTyK B
NBEepb) noTepaAna
CO3HaHue

Ccopac
6abyLiKomn
npusena K

notepe
CO3HaHWUA

4 & &

Cunpena B
oyepeam Ha
npmem K Bpauy,
n3-3a CUIbHOTO
CTpaxa notepsana
CO3HaHue

[oBOpPUMANA MO
Tenedony,
3aHepBHUYAB BO
Bpems
Pa3rosopa,
nortepAna
CO3HaHwue.




AHamHe3 obmopokos 6onbHoM . 42 net

Wl

6-1 06MOpOK
UIOHb 1999r

7-1 06MOpOK
OKTAb6pb 2000r

8- 06MOpOK
mapt 2002r

9-1 06MOPOK
anpenb 2002r

10-1 06MmoOpOK
HoA6pb 2002r

KaTasacb Ha
Besnocunege,
Ucnyraswmncb
TOro, YTO MOXKeT
ynacTb,
noTtepAna
CO3HaHMue.

3a3BOHWU
TenedoH,
6osbHaA pe3Ko
BCTaNa U
nobexxana B
KOMHaTY, B3AB
TenepoH
notepaAna
CO3HaHMue.

B oXXnaaHmu
MaMbl Y MEeTpPO,
3aHepBHUYaNa,
nocne 4yero
nortepAna
CO3HaHue

lNepexusaHuA
CBA3aHHble C
nocelieHnem
Bpaya npuBenu
K Pa3BUTUIO
noTepwu
CO3HaHUA

Mepeberas
nopory, ysuaena
HaZBUratoLLLYyOCA
MaLUUHY, OT
CUNIbHbIX
nepeXxmnsaHUw
notepana
CO3HaHue.




dparmeHT XM-3KI 60onbHOM I. 42 neT, oT HoA6pA 2002r (NnpeaBecTHUKM 06MOpPOKa) ||‘|llllu|“m|u'




dparmeHT XM-3KT 60nbHoi I 42 net, oT HOA6PA 2002r (B MOMEHT 06MOpPOKa) 1”"“""‘"'““’




AHamHe3 3abonesaHua 6onbHou I., 42 ner

2003r- 19 ner

2010r 27 net

P 2007r- 23 roaa 7~ O\ |2016r 33 roaa

| 2017r- 34 ropa

«llll\lNHHII\l'
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B HMWL, CCX nm. ak. A.H.
bakynesa BbinonHeHa MPT
cepAaua: NpuUsHakKku
apUTMOreHHOM KapauonaTum
XK.

UmnnaHTUpoBaH

AByxKamepHbin UK.
NHMummnpoBaH npmem
aTeHonona 50 mr/cyr.

KoppeKums nonoxeHusn
npeacepaHoro snexkTpoaa
BBMAY ANCOKALUN.

[Nocne onepauunn-annsoasbl
cpabatbiBaHma UK. K
TepanmMm aTEHOHONOM
nobaBneH cotanon

160 mr/cyr.

C 2005r no 2007r:
7/ ann3oaos
cpabaTtbiBaHma UK.

3ameHa UK/ B cBA3K C
NCTOLLLEHMEM UCTOYHMKA
NUTaHUA.

[lo3a aTeHos10N1a
yBenunyeHa a0 75 mr/cyT +
coTtanon 160 mr/cyr.

B 2010r n 8 20161
onepauunn no sameHe
AByxKkamepHoro UK/ B
CBA3U C UCTOLWEHUEM
MCTOYHUKA NUTAHUA.

[MoBbiWeHWe Noporos
CTUMYNIAUUMK- onepaums c
penosnumnen
YKeNya04YKOBOTro
3NeKTpoaa.

3ameHa aTeHo0/10/1a Ha
6buconponon B gose 10
Mr/cyT B KOMBUHaUMK C
coTtasnonom 160 mr/cyr.




AHamHe3 3abonesaHua 6onbHou I'., 42 ner

2019r- 36 nert

7 N\ |2021r- 38 net

7 N\ |2023r- 40 net

7~ N|2025r-42 ropa

«llll\lNHHII\l'
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*anobbl Ha Kaluenb,
NOBbILWEHME
Temnepartypbl Tena Ao
cyb6pebpunbHbIX LnPp.

KT OlK- KapTuHa
COOTBETCTBOBANA
CapKoMao3y Nerknx u
BHYTPUTPYAHbIX
NMmdaTnYeCcKux y3nos,
MMYHHOCYNpecCuBHaAn

Tepanna He HadHa4da/1aclb.

BbiaABNneHO HapyweHune
N301ALUUN
Kenyao4ykosoro
3/1eKTpoAa.

OTKAtoveHa cuctema UK/
YCTaHOB/NEHHaA CNeBa,
BbINO/IHEHA onepauua rno
mmnnaHTauum UK v
*Kenyao4uKoBoro
LLOKOBOrO 3/1eKTPOAa
cnpasa, BbINMMCAHA Ha
NpeXHen
aHTUAPUTMMUNYECKOM
Tepanuu.

B ®IbY HMXL, um. H.W.
[lnporosa BbINO/IHEHA
bruoncua NnoamMblLLEYHbIX
n/y- noaTeepKaeH
CapKkongos c
nopakeHnem
BHYTPUIPYAHbIX U
BHYTPUOPIOLWHbIX N/Y,

neyvyeHn, noyek, CyctaBos.

NMHnumMuposaHa Tepanums
METOTPEKCATOM.

deBpanb- cpabaTtbiBaHME
NKA.

Anpenb- 4
nocaenoBaTesbHbIX
cpabatbiBaHma UK/,

Mo AaHHbIM
MHTEPPOrMpPOBaAHMUA-
napoKkcmambl KT ¢ HCXK
200 ya/MuH.




14 maa 2025r rocnutannsauma B
HMWULU Kapguonorum um. ax. ‘“”
E.N.Ya308Ba

PIbY

«HMWUK um. ak. E.VN. HazoBa»
MwuH3gpasa Poccum

*anobbl npu noctynneHuu:
* nepebou B pabore cepaua;
* MPUCTYNbI YYaLLEHHOro cepauebuneHus; =~

* 3nu3oabl cpabatbiBaHua UK/, y &
W)

@




Ob6beKTUBHbLIN cTaTyc NnauueHTKu I. 42 net npu NOCTYN/IEHUMU ‘”“Nlll“““w

e CoctofiHUe
YAOBNETBOPUTENIbHOE.
e PocT 168 cm, Bec 98 kr, UMT 33
Kr/m2

e KOXKHble MOKPOBbI YNCTbIE,
dU3M0I0TMYECKOM OKPACKMN.

e [lepudepunyeckmnx OTEKOB HET.

e [pyaHaa K/neTKa He
nepopmmpoBaHa, Nysbcauumn
He BblABAEHO.

e [IbIXxaHWe B Nerkux
BE3UKYNAPHOeE, NPOBOAMNTCA

BO BCe OTAE/bl, XPUNMOB HET.

e TOHbI cepaua: NpUrnyLeHsl
e [llymbl Hag
MArncTpanbHbIMWN apTEPUAMMU
He BbIC/YLLUMUBAOTCA.

* PUTM ceppaua NpaBUIbHbIN.
YCC 82 ya/muH.

e A 110/70 mm pT. CT. Ha
obeux pykax.

e }KMBOT Npun nasnbnaunum MArknn,
6e3601e3HEeHHbIN BO BCEX OTAEL/NAX.
[leyeHb He yBennYeHa.

e MoueuncnyckaHme csobogHoe,
b6e3bonesHeHHoe. [In3ypun Her.

e O4yaroBOM HEBPOJIOrNYECKOM
CMMNTOMATUKU HET,

opraHbl 4yscTB 6/0.



CemeliHblii aHamHe3 nauueHTku I. 42 ner ‘”“ll"ll“”“ﬂb

e CeMenHbI aHaMHe3 Mo BHe3anHOW cepaeyHoM

CMEepPTU HE OTATOLLEH.
e OTeu- MHAPKT MMOKapaa B Bo3pacTe 55 nerT. v
Ymep B BO3pacTe 62 ner.

e MaTb- nwemunyeckan bonesHb cepaua,
onepauma MaMMapHOro U a0PTO-KOPOHAPHOTIO
LWWyHTUpOBaHMA B 2025r.

e bpaT- 48 neT, }KMUB N NOJHOCTbIO 340POB.




[laHHble nabopaTopHbIX NoKa3atenen Kposu 6onbHou . 42 net |”|mm|m|||||,

O6wuit aHann3 Kposu

[loKa3aTenb Pe3ynbraT Hopma
femornobuH (r/an) 15,35 12,00-16,00
fematoKkpuT (%) 44 8 37,0-47,0
SputpoumnTbl (10*9/n) 4,9 4,2-5,4
TpombouuTbl (10*9/n) 331 130-400
TpombokpuT (%) 0,33 0,02-1,00
JNlenkouutbl (10*12/n) 9,2 4,8-10,8
HeiTtpodunbl (Tbic./MmKn) 5,8 1,9-8,0
Jinmudoumtbl (Tbic./MmKn) 2,4 0,9-5,2
MoHounTbI (Tbic./MKN) 0,77 0,20-1,0
do3uHodunbl (Tbic./MKA) 0,24 0,00-0,80
Basodunbl (Tbic./mKn) 0,04 0,00-0,20

CO3 (Mm/4ac) 6,0 0,0-20,0



[laHHble nabopaTopHbIX NoKa3atenen Kposu 6onbHou . 42 net |”|mm|m|||||,

Buoxmmuuyeckuin aHanmns Kposu

[loKa3aTenb Pe3ynbraT Hopma
O6wwuit 6enok (r/n) 77,7 64,0-83,0
KpeaTUHUH (MKMmonb/n) 78,1 50,0-98,0
Bunnpybun obwmii (MKmonb/n) 19,0 3,4-20,5
ANT (Ea/n) 18,0 3,00-55,0
ACT(Ea/n) 15,0 3,0-55,0
[ntoKko3a (Mmonb/n) 5,10 3,50-5,83
Kanuin (Mmmonb/n) 4,4 3,5-5,3
HaTtpwuit (Mmonb/n) 140,0 135,0-148,0
Xnop (mmonb/n) 104,0 98,0-108,0
XonectrepuH (mmonb/n) 5,46 3,50-5,20
NINHN (Mmmonb/n) 3,05 0,08-3,40

Tpurnuuepuabl (Mmonb/n) 2,86 0,50-1,75



JaHHble nabopaTopHbIX NOKa3aTteneu Kposu 6onbHom . 42 ner

Koaryanorua

[loKka3aTenb

MpoTpombuH. Bpems (cek)
MpoTpombuH (%)
MexayH.HOpM.BpemA
AYTB (cek)

[OPMOHbDI LWMTOBUAHOMW Kenes3bl
[loKa3aTenb
TTT (MKME/Mmn)

T4 cBob6. (nmonb/n)

Pe3ynbraT
10,8
102,0
0,99

31,6

Pe3ynbtar
1,28
20,5

Hopma
5,0-15,0
70,0-130,0
0,80-1,27
25,4-36,9

Hopma
0,27-4,20
12,0-22,0

liw



dneKkTpoKapanorpamma 6onbHou I npu nocrynnenuum (14.05.2025) q””Nulm“m’
CuHycoBbin putm YCC 85 ya/muH. OTKNOHEHME 31IeKTPUYECKOM OCU BNEBO.
PQ 160 mc; QRS 100 mc; QT 360 mc; QTcB 441 mc.

[ 111,




liw

dneKkTpoKapanorpamma 6onbHou I npu nocrynaenum (14.05.2025)

AnNcuUNoH BOJIHA
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J'IFI BblAB/1IEHNA NMO3AHUX
IKI BbicOKOro IOTEHLMANOB HENYA0HKOB

pa3peLueHuUn NPUMEHAIOT CNefytoLumne KpUTEPUM:

® NPOAO/IKUTENIbHOCTb KomnieKca QRS > 114 mc;
® NPOAONKUTENBHOCTb CUTHA/Ia ManoK
amnantyabl HMXKe 40 mKB (LAS 40) 6onee 38 mc;

No3aHue noteHuUuanol
MENYAOHKOB- MApPKEP HaNnunAa ® cpeHeKBaApPaTUYHOE 3HAYEHME HANPAXKEHMUA B
B MUOKapAae y4acCTKOB nocneaHue 40 mc komnaekca QRS < 25 mKB.
3ameaieHHOro nposeaeHus
BO36Yy)XAaeHuA, KaK cybcTpara
ANA PA3BUTUA XKeNya0UYKOBbIX
apUTMMIA N PUCKA BHE3ANHOM
cepaevyHoun cmepTu.

MMXX guarHocTupytot npu obHapyxeHun 2 ns 3
nepevymcaeHHbIX K1acCUYeCKUxX Kputepues



OueHKa curHan-ycpegHeHHou JKI 6onbHOM . HA HAAMYKMeE NO3AHUX q”l”l'“m“m’
NOTEHLMANOB }KeNyA04KOB

QRS=75mMc HFLA=46 Mmc
QRSf=97mMc RMS=8.9 MmkB

KonuuecrtseHHble Kputepuu MIMxK:

ﬁ i = 1. NpoAO/IKNTENBHOCTb PUNBTPOBAHHOIO
Komnsiekca QRS nocne ycpeaHeHUA
FQRSd>114 mc;

- - ‘ 2. NPoOAONKUTENBHOCTb CUFTHANA Manoun
| . amnautyabl HuxKe 40 mkB (LAS 40)
6onee 38 mc;
= e g ve 3. cpegHeKBaapaTUUYHOEe 3HauyeHue
ﬂ gl == HanpAXKeHua B nocneaHue 40 mc
£ i e kKomnnekca QRS (RMS40) meHee 25
MKB.
o e e V<




CytouHoe XM-3KrI B 12-t1 otBegeHuax 6onbHou I. OT 18 mana 2025r.
Tepanua: éuconponon 10 mr/cyT + cotanon 160 mr/cyrT. 'lllm “||||\|’

B OcHoBHOM pUTM cuHycoBbi YCC 50-73-109
ya/cyT.

B /IckycCTBEHHbIN BOAUTEIb PUTMA YCTAHOB/IEH B
pe>xume VVI c 6azoBou yactorom ctumynauum 50
UMN/MUH. DNU30A00B HaBA3bIBaHNA He
3apermcTpupoBaHo.

m Hecneundunueckom anHaMukm cermeHta ST B
BUupe anesauumn/penpeccum cermeHta ST He
3adpukcupoBaHo.

m )KenypoukoBasa aktonnyeckasa akTUBHOCTb
3aperucTpupoBaHa B Konnuectee 1908 )K3C
OAMHOYHbIX XKOC-1265;
6uremmnHmna JKI3C- 463.
napHbix XK9C- 14
)KT-31 napokcuam MoHoOMopdHOoM XKT
(neBo>xenypoukoBas), MakcumManbHo ns 10
koMmnnekcos ¢ YHCXK 120 ya/mMuH.




PeHTreHorpagua opraHoB rpyaHoOu Knetkmn 6onbHom . ot 18 masa 2025r ‘”“l\"“‘“‘llﬂ’




TpaHcTopaKanbHoe IXOoKI nauueHTKU I,, 42 net

JoKnaaumK: Bpay ynbTpa3ByKOBOU ANarHOCTUKK Nanaesa Maperta
ANUXaHOBHa



e

Mw

AAQHHbIe OXOoKT




098 cm

[ToKQ3aTEAM

Hopma

nepeaAHsas cteHka MX(BKAo4as
PKMPOBYIO TKOHb), CM

0.7-1,0

<0,5




&
2.51cm
251 cm
0.83ecm
0.80cm
260cm
4.20cm

Mw

[loKa3aTeAmn Hopma
3P MK, cm 2,5 <30
BTITK (MpOKCMMOABHO), CM 3,8 <3,5




*
' RAArea 14.23cm2

° #
i L 6.04cm
L 260cm

L 353cm

[loKa3aTeAmn HOPMA

BasaabHbIM pazmep X, cm 3,5 <4,1
CpeaHmn pasmep MX, cm 2,6 <3,6
[ToOAOABHBIM pasmep MK, cm 6,0 <84

ST, cm?2 14 <18




B NpaBbIX KOMEPAX CEPALLA BU3YAAUIMPYIOTCH
DAEKTPOAbI, OUKCHPOBAHbLI B BEPXYLLKY X, B
npoekuumn yuika [l




+

1 MVE Vel 0.43 m/s
MV DecT 230.96 ms
MV Dec Slope  1.86 m/s2

MV A Vel 0.70 m/s
MV E/A Ratio 061

[TOoKa3aTEAM [ToKQ3aTEAM
AMACTOAMYECKOM Hopma ANOCTOAMYECKOMU HOpMA
doyHKLMM [TK doyHKLMKM AX
E/A TK 0,6 >1,0 E/A MK 0,9 >1,0
Em I, cm/cC 8 >13 Em I, cm/cC 8 >10
Ems, cm/C ; -7




~ 2
- {- 1.50cm
Time 0.293s
Vv 5.12cm/s

————

-( ‘
14.05.2025 13:48

HR O’

[TOoKa3aTEAU
CUCTOAMYECKOM HOPMA
JoyHKUMM TTK




126
5/14/2025 1:32 1PN

[loKa3aTEAM
CUCTOAMYECKOM HOPMA
doYyHKLMM AXK
PB AXK, % >60 >54

Mw

97
5/14/2025 1:43|1RW
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3akao4deHue IxoKr:

CoCTOgHME MOCAE MMMAAHTALMM ABYXKOMEPHOTO KBA o1 2003r, 3ameHbl AByXxkamepHoro KBA Ha
ABYXkamepHbin KBA Medtronic ot 20071, 3ameHbl AByxkamepHoro KBA Medtronic Ha
ABYXKAOMeEPHbIM KBA Lumax DR-T o1 2010r., 3ameHbl AByxkamepHoro KBA Lumax DR-T Ha
AByxkamepHbin KBA Boston Scientific Teligen ot 2016r., MMNAQHTALMM OAHOKAMEPHOIO C
MMIOAQHTALMEN MPABOXXEAYAOYKOBOIO LLIOKOBOIO SAEKTPOAQ crnipasa ot 2021r.

HesHadmnteabHoe paclumpenme BITIK. CteHka NX yToALLLeHA. M30bITOYHOE KOAMYECTBO XXMPOBOM
TKAHW B MPOEKLMM NEPEAHEN CTEHKM 1K, C BO3MOXXHOM MHADUMABTPALMEN B MUOKAPA. Y MEPEHHbIU
MMNOKMHE3 MMOKAPAQ C HOPYLLUEHNEM CUCTOAMHECKOU M AMACTOAMYECKOM QOYHKLLMM TTX.
BbISBAEHHbIE M3MEHEHMS TPEDYIOT COMOCTABAEHMI C KAMHMKO-OHAMHECTUYECKMMM ACQHHBIMU AAS
YTOYHEHMI AMATHO3a AAITX.



u\llll"ﬂm\ll\l'

Mopdorormyeckme Turnbl APUTMOT€HHON AUCTAA3UM

1. COeAMHUTEABHOTKAHHbIM (JOMOPO3HbIM) TUMT;
2. XupoBou TvnR;

3. CmellaHHbIM (omBPO3HO-XXMPOBOM) T,



Axokapauorpacdunyeckme kputepmun AAINMX "‘|lllmlm|||\|’

PernoHapHas

akmHesuna/ancknHesna/aHeBpumsma

[1>K + Bblpa>keHHaa aunatauua N>X ) ()
BbipaxxeHHoe cHmKeHne OB MK OB MK <33%

3HauunTenbHoe pacwmnpeHne RVOT PLAX>3,2 cM nnn PSAX> 3,6 cM (C

ydyeToM nHgekcaumnm K INriT)

YMepeHHaa rmnoknHesna NoK+
yMepeHHaa gunnatauma N>K

YMepeHHoe cHuxkeHne OB MXK ®B MK 33-40% ——) )
YMepeHHoe paclumnpeHne RVOT PLAX 2,9-3,1 cM nnn PSAX >3,6 cM
OTCyTCTBME NCTOHYEHUA CTEHKN B otanume ot pnbpo3HO-)XMPOBOro

TUna



KomnbtotepHaa Tomorpadpua opraHoB rpyaHOU KNEeTKU
nauueHtTku ., 42 net

JOKNnaaumK: CTapivMm HayyHbIN COTPYAHUK OoTAeNa Tomorpaduu,
K.M.H. lamaH CBetnaHa AHaTONbeBHAa



KoMnbroTepHaa ToMorpadmsa opraHoB rpyaHou "\llllllﬂmlll\l'
kKnetkn ot 16.05.2025r

Mauwnent I., 41r, XXeH
: . Cardiology. Centr’é',‘f\'dtf)‘ ° B I-IpaBbIX OT,CI,efIaX
Bodyl0.5 Non /Contrast
& cepaua — an1eKTpoabl
KB/ 6e3 npn3Hakos
amcnokauymm

* Boipa>xeHHble
apTedakTbl B 30HE
ToMorpadpupoBaHumd

xll & ONE



KoMnbroTepHasa ToMorpadusa opraHoB rpyaHOM "\llllllﬂmlll\l'

kKnetkn ot 16.05.2025r

Mauwnent I., 41r, XXeH
S3 S9

S1/2

£

B neBoM nerkom (B S1/2,
S3, S9) onpepnenatoTcA
TP € ANHUNYHbIX
cybnneBpanbHbIX
MeIKOy3€e/1KOBbIX
yNNoOTHEHWA pa3Mepamm
0o 6,0-6,2 MM,
CBA3aHHbIX C
cybcerMeHTapHbIM
NEeroYHbIM CoCcya0oM

1o cpaBHEHUIO C
3aknro4veHnem KT OTK ot
17.07.2024 -
onucaHHble ABa o4araB
BEpPXHeW one nesoro
NEerkoro — pasmMepamMm 5
MM.



KoMnbroTepHaa ToMorpadmsa opraHoB rpyaHou ‘”““l»l““"“’
kKnetkn ot 16.05.2025r

B o6oux nerkux 6es

MauueHT I., 41r, >)XeH
MHPUNBTPATUBHbIX
N3MEHEHUN.
 E J1ero4HbI pUCYHOK He
Canedlteitersyy €
N3MEeHeH

ey B Maw,
[MpocBeTbl Tpaxen n 6PoOHXOB

cBOOOaAHbI, CTEHKN HE
YTO/LLUEHDI

’ Besly @S |
.
‘ [ I {



KoMnbroTepHaa ToMorpadmsa opraHoB rpyaHou ‘”““l»l““"“’
kKnetkn ot 16.05.2025r

MauueHT I., 41r, >)XeH

* B 3agHEe-HUXHUX
oTaenax obounx nerkmx
MMEOTCA YMEPEHHO
Bblpa>eHHbIE
CUMMETPUYHbIE
MaNONHTEHCUBHbIE
PeTUKYNApHbIE
YNAOTHEHWUA, BEPOATHO,
MnocTBOCNaINTENbHOM

npupoabl

[MpaBoe nerkoe JleBoe nerkoe



KoMnbroTepHaa ToMorpadmsa opraHoB rpyaHou ‘”"”l“l““"“’
kKnetkn ot 16.05.2025r

MauueHT I., 41r, >)XeH
* KOpHW Nnerkmnx CTpykKTypHH.I,

g 8 MM CMMMETPUNYHDbI, C
K.@-Q HIGRTS NONNLUNKNINYECKUMU
77 Vo <G . - KOHTYpaMu
2 2 v e * VIMeeTcs KonnMyecTBEHHOE

yBeNMYEHMNE BHYTPUTPYOHbIX
N LUENHbBIX TMMQOY3/10B
nonepeYvyHbIMMN pa3Mepamu
0o 6-10 MM.

* bupypkauymoHHble
nnMMooy3nbl C TEHAEHUMEN K
CNNAHUIO U 06pa30BaHUIO
KOHrnomepara (cTtpenkiu)

AR * YBennuyeHHbIX B pa3dMepax
TUSTS ol | o VSR L BHYTPUIPYOHbIX U
oia mm fl Sl » | & we noAaMblILLIEYHbIX TMMPOY3/10B
: He BbIABNEHO.

[MpaBoe nerkoe JleBoe nerkoe



KoMnbroTepHaa ToMorpadmsa opraHoB rpyaHou "\llllllﬂmlll\l'
kKnetkn ot 16.05.2025r

Mauwnent I., 41r, XXeH

B -

.
|

_?.' v W g i N SIS Cardiology. Centré';f\'dfclb‘ ° OpraHbl cpenoCcTeHuns
“y ‘ g t Bodyi0.5 Non/Conteast ondoepeHUMpoBaHbI

5261

FEROE B

S g 4 ' * AopTa, CTBOM 1 BETBU
i J1A He pacLUMpEHbI.
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AI'II'OpMTM ANAarHOCTUYECKOro noncCkKa npmpoabl Keayao4vKosbiX

aputTmuu u obmopokos 6onbHoun I, 42 ner.
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[MonnmopdHasa KenyaoykoBasa TaxmMKapausa Npu CTpecce,

obMmopoKu, AeboT B NOAPOCTKOBOM BO3paCTe

HacneacrtBeHHble

KaHaaonatmum
|
4 N\ 4
Long QT 1 KITKT
n2Ttmn

CTpyKTypHOE
nopa)eHue cepaua
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AKIMMHK

Capkounpos




CuHApPOM yANUHEHHOro UHTepBana QT 1 1 2 Tun '|\|l”lulm|||\lb
N

e OTCYTCTBME 3aPETMCTPUPOBAHHOIO YANNHEHNA
nutepsana QT, B TOM yncne Ha ¢oHe npruema coTanona
(npenapaT 3Ha4Ynmo yanmnHaet ndtepsan QT).

/
\
e OTCyTCTBME YCYIYDNEHUA KENYAOHUKOBOMN TaXMKapanmu
Ha $OHe npuema cotanona.
/

IdnarHo3 Bpo>XAeHHOro cmHapomMa

x vaonanHeHHoro nHtepsana QT 6bin oTBEeprHyT!



Capkouzo3 cepaua w

OCHOBHbIe KpUtepuu Manble Kkputepum

- Hananume enypgouKkoBbiX apuTtmuii (}Kenyaoukosas
TaXuKapaua Uaun NOANTONHbDbIE U YacTble XXeNnyao04uKoBble
3KCTPACUCTObI),

ATpuoBEHTPUKYNAPHAA 6/10Kaaa BbICOKOIA
CTeneHu.

d,

IHnarHo3 capkomnao3a cepaLa fes,

6b1n OTBEpPrHyT! e crenk

UcTOoHYeHue e Y rna
MeX>Ke/lyA04YKOBOW NeperopoaKu. (aHeBpM3Mma neBoOro enygouka, yToniweHne CTEHKU Unum
ANNaTauua XKenyaoukKa).

CHuXeHue ppaKumm Bbibpoca neBoro
Xenypouka (<50%).




AunarHoctunyeckune Kputepuu AKIMXK 4\\““"“‘””“»

AnarHo3 AKIMNX ycraHasauBaeTca npuU HaAUYUMK:
- 2 60ablWNX NPU3HAKOB

- 1 60nbworo un 2 manbix NPU3HAKOB

- 4 manbiXx NpU3HaKOB

Kputepuun bonbLune NpU3HaKu Manble npuUsHaKu

- Heyctonumsasa uam ycromuusas KT,
ucxoaAaLwan us BbiHocauwero TpakTa MNXK, ¢
mopdonormnen BJIHMNT u HanpasneHuem
3/1IeKTPUYECKOUN OCH BHU3 UN ee
Hen3BeCTHbIM Hanpas/ieHUeM.

- bonee 500 XX3C B cyTKM no gaHHbIMm XM-

HeyctonumBasa nnm ycromumusas T ¢
mopdonornen Komnnekcos QRS no
Tuny BJIHMNT n HanpaBneHnem
3/1IeKTPUYECKOU OCH BBEPX.

BbiaBneHHbIe
HapyLeHUuAa puTma

cepaua

IKI.
IKrI- npusHaKku
T e 3NCU/IOH-BOJIHA N NOKA/IbHOE - UuBepcua T-sonHbl B npasbix V1- V3
y yBe/nMYyeHue ANnTenbHOCTU rpyAaHbIX OTBEAEHUAX Y NAaLMEeHTOB CTapLue

penonapusauum v

Komnaekca QRS (6onee 110 mc) B 14 ner.
NpPoOBOAUMOCTHU

npaBbiX FPYAHbIX OTBEeAEHUAX - Mo3paHUe noTeHUuManbl Xenyao04vKos.

cepaua




AnarHoctuueckue kputepum AKIMNXK

4

Kputepun bonblwiKne npuUsHaKu Manble npusHaKu
PerMoHanbHaA aknHesna\aucKkuHesna | YmepeHHaa runokmnHesusa MK+ ymepeHHas
ST unun aHespusma NX naroc oguH annatauma MK
KpUTepun U3 cneaytowmx: YmepeHHoe cHuKeHune OB MK
COKPaTUMOCTHU
- TnhobanbHaa gaunataumsa MK YmepeHHoe pacwmpeHue RVOT
mMmuoKapga M .
IAvnarHo3 apuTMoreHHou KapauornaTmm
DreHHbIX
_— npaBoro kenynouka obin noaTBep>KAeH ™
HanuumneM 1 6onbLuOro n 6 Mmanbix PHOTUNOM
NPU3HaKOB.
. .TBEHHUKOB

CemeuHbIU
aHamHes

POACTBEHHMKOB NPU NOATBEPXKAEHUM
ANarHo3a B COOTBETCTBUMU C
HbIHEWHUMHU Kputepuamu/ npu
NOATBEPXKAEHUM ANarHosa no
AAHHbIM NaToMop$oNoruyeckoro
nuccnepoBaHus.

npyv HEBO3MOXKHOCTU NOATBEPKAEHUA ITOTO
AWNArHo3 B COOTBETCTBUM C HbIHELWHUMU
AnarHoctnyeckumm Kputepuamm BCC
6nu3Koro poacrtseHHUKa B Bo3pacte Ao 35 ner,
KoTopasa morna 6biTb 06ycnosneHa AKMK.




AunarHocTtnyeckue kputepum KT

OunarHos KIMNMXT yctaHaBamMBaeTcAa y NaUMeHTOB C I
HainYnmem AsyHanpasaeHHOW nam nonnmmopPHom XKT,
MHAYUNPOBAHHOW PU3NYECKOUN NN SMOLNUOHANIbHOM

Harpy3kon (noarsep»KAeHOo Yy naumneHTKu I.)

OwnarHo3 KIMNXRT yctaHaBanBaeTcAa y NaUMEeHTOB — I
HOCUTENEN MYTaLMKM B reHax, Bbl3bIBatOLLUX
3aboneBaHue (noaTsepaeHOo y naumeHTKu I.)

W



Pe3ynbraTbl reHEeTUYECKOro cekBeHnpoBaHua 6onbHou I. 42 ner 4|\|mm|““||up

Peayaerarsl ncciieosanus

Tabn. 1. BapuanTsel B reHax, JOCTOBEPHO CBA3aHHBIX ¢ PEHOTHITIOM NaLHEHTa

INonoxenue I'eno- . Knacc
I'en (GRCh38/hg38) e DK30H Bapuanr Oddexr YacroTa e
2 NM _001035.3: Bepostao
chr1:237808913 G/A 100 c.13311G>A p-Vald771lle | 0.0000006198 s i (IV)
Bapuaur ¢
. NM _004415.4: HEHU3BECTHBIM
DSP chr6:7569249 G/A 12 c.1483G>A p-Val495Met 0.0001090 ARG
sHauenuem (111)
, BeposaTao
SCN54 | chr3:38550362 | A/G g | NM_001099404.2: |  phe2004Leu | 0.003516 P ———
c.6010T=C it (11)

“YUactoTe: anneneii npuseaeHsl no d6ase The Genome Aggregation Database v4.1.0 (BiOOpKa 1o 807 162 uenosex).

""Knacc naroressoctu or I (no6pokauecrsennsiii) 10 V (naroreHnsii) npiceoeH no pexomenzaumam ACMG (2015) u
POMI (2018).

PesyneTarbl HcciaenoBaHMs npenacraniieHbl B Tabmumax 1 v 2: BBISIBJICH BeposITHd IaTOTCHHBINA
reHeTudeckuii Bapuant NM_001035.3:¢.14311G>A  (p.Vald47711le) B rerepo3urorHOM COCTOSHHH B
nocyiesioBaresibHOCTH 2K30Ha 100 rena RYR2. BapuanT npeacraBiieH Ha 46 npouyreHusx us3 96.

Breisisnien reHEeTHYECKHU M BapHaHT c HENU3BECTHBIM KJIIMHUYECKUM 3HaAYEeHUEM
NM_004415.4:¢.1483G>A (p.Val495Met) B rerepo3MroTHOM COCTOSSHHWM B ITOCJIEOBATEIBHOCTH 3K30Ha 12
reda DSP. BapuanT npencraniieH Ha 71 npourenusix u3 152.

Breisiiien BeposATHO no0pokadecTBEHHBINM reHeTudeckuii BapwmanT NM 001099404.2:¢.6010T>C
(p-Phe2004l.eu) B rerepo3uroTHOM COCTOSIHMH B IIOCJIEAOBATEIBLHOCTH 3K30HaA 28 rewa SCNS5SA4A. Bapuanrt
IpejacrarieH Ha 36 nMpoyTeHus X U3 79.
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[eHeTUYeCcKOe cekBeHUpoBaHUue naumeHTku I, 42 net

[ oKnaauuK: 3aBeayrowimm naboparopmen meamuUHCKOU reHETUKMU
PHUX CCX um. ak. b.B.l[leTpoBCKOro, A.M.H. 3aKNA3bMUHCKaA
EneHa BanepbeBHa



l”“NlMW“H’ JAnarHo3 nanueHTKH I. 42 j1et

OcHoBHOM AanarHo3: 147.2 KatexonamuHeprmyeckas nonumopdHas xenyao4ykoBas TaxMKkapaus.

ApnTmoreHHaa Kapguonatus npaBoro xenygodka. CvHkonarnbHble N NPECUHKOMNAaNbHbIE COCTOSAHUA.
MMmnnaHTaumns geyxkamepHoro kapaunosepTtepa-gedpubpunnatopa Medtronic GEN [l DR SN ot 07.2003r.
[ucnokauua npencepaHoro anekTpona, Koppekumsa nosioxXeHna npegcepaHoro anektpoga ot 12.2003r.
Onepauun no 3ameHe OByXKaMepHOro KkapanosepTtepa-geundpunnatopa B CBA3M C UCTOLLEHMEM UCTOYHUKA
nutaHus ot 2007 r., 2010 r., 2016 r. UmnnaHTauma ogHOKaMepHOro KapauosepTepa-aedpubpunnartopa Intica
Neo 5 VR-T Biotrnik n xxenygo4ykoBoro LLOKOBOro anekTpoaa cripasa ot 2021 r. [NoBTopHbIE cpabaTbiBaHMSA
KapanoBepTepa-gedpundpunnatopa ot 12.02.2025, 14.04.2025, 17.04.2025 rr.

CoyeTaHHOe 3aboneBaHue: Capkongo3 XPOHUYECKOro Te4eHUA C nopaxeHueMm nerkux,
BHYTPUIrpPyAHbIX NMIMMcpaTUYECKUX Y3NOB, BHYTPUOPHOLWHLIX MMM aTUYECKMX Y351I0B, CyCTaBOB
(aTpanrum), neyeHu (cMHOpOM xornecTta3sa, BHe oboctpeHus), novek (XbI1 2 cragun, CK® no dopmyne
CKD-EPI: 81 mn/Mun/1,73KB.M), CNN3UCTON NPMUAATOYHbLIX Na3yX Hoca (MONMMCUHYCUT), YMEepPEeHHOM
aKTUBHOCTM.

ConytcTBYyrowWme 3aboneBaHuns: 1. [MnepxonectepnHemus. ATepockrnepos bpaxmnouedanbHbIX
aptepun (cteHo3 20% neBon BHYTPeEHHEW COHHOW apTepun). 2. A3BeHHada 6onesHb ABeHaguaTunepCcTHON
KNLWKW, BHE 0bocTpeHus. 3. CMHOPOM MOSNMMKNUCTO3HbIX ANYHUKOB. 4. AnMMeHTapHOe OXupeHue 1 cteneHn.
5. TpeBOXHOE PacCTPOMCTBO COMAaTOreHHOM NpuUpoabi.
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Ha3HayeHHaa Tepanuda nanueHTtke I. 42 et

-~

- Cotanon 80 mr ytpom n 80 mr sBeyepom.
- KapbamazenunH 100 mr ytpom n 200 mr Be4epom.

o

~

-buconponon 5 mr ytpom, 5 mr B 06ea, 5 mr seyepom.

/




6uconponon 15 mr/cyT + Kap6amasenuH 300 mr/cyT nepep,

[XM-BKI’ 6onbHOM . NpM NOCTYN/1IEHNM HA Tepanumn
BbIMUCKOM.

XM-3KrI 6onbHoii I Ha dpoHe Tepanum cotanon 160 mr/cyT +
cotanon 160 mr/cyt+ 6uconponon 10 mr/cyt

B OcHoBHOU puUTM cuHycoBbinn YCC 50-73-109 ya/cyT. m OcHoBHOM pUTM cuHycoBbin YHCC 50-69-105 ya/cyr.

m nci Pe3ynbratbl HAbAOAeHMA Nocae BbIMUCKKU U3 CTauMOHapa (B TeyueHue
P&Vl noayroga), B yC/10BUAX Ha3HAaYE€HHOM Tepanuu KapbamasenmHom:

mmn/N

saper] 1. 9NMN304bl CMHKOMA/IbHbIX U NPECUMHKOMNAa/IbHbIX COCTOAHUMU He

NOBTOPANUCD.
m XKe)
saper 2. [lo agaHHbIM nHTeppornposaHna UK snunsoabl KT He
- oal  3aperncTtpupoBaHbl, NoTpebHocTeun B cpabarbiBaHuu UK/ He 6bino.

- 6wmi o v “
3. ﬂ,OCTMI‘HyT yCTOM'-IMBbIM aHTVIapVITMM'-IECKVIM 3CI)CIJEKT.

- naf
- J)KT-31 napokcmnaM MoHoMopdHoM KT - JXXenypoukoBaa Taxukapausa-0
(neBo>xenypoukoBas), MakcuMasnibHoO U3 10
koMnnekcos ¢ YHCOXK 120 ya/MuH.
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KaTtexonamuHeprmyeckas
nonmmopdHas Kenyao4KkoBas
TaxuKapaus

dPnbpunnauma npeacepamm

ApUTMOreHHas KapaunonaTtusa
NPaBOro *KenyaouKa

InnataumoHHanA
KapamnommonaTtua

Panel A Normal RyR2

/

PxEPIZE )

(Fropsza

[MnepTpodunyeckasn
KapaAnommonaTtma

Panel B Mutant RyR2

¢
Systole

\

HekomnaKTHbIN MMOKapA
NNEBOTO *KeNyaoyKa




PaHHee npoBogumble uccneposaHua noarsepKaanu couetaHme KMAKT n AKMK 1””

lip

RYR2 sequencing reveals novel missense mutations
in a Kazakh idiopathic ventricular tachycardia study
cohort

3 Zhannur Nurkina 7,

Ainur Akilzhanova ', Christian Guelly <, Omirbek Nuralinov
e 3 ehalbbhar G NP ab Tiwaiimmkals =] "
Dinara Nazhat 3, Shalkhar Smagulov 2, Azat Tursunbekov ®, Anar Alzhanova 4,

7 ffadt TR oo T s Afiinal B Ghodoar +3 Claye Traianneki 2
Gulzhaina Rashbayeva *, Ayan Abdrakhmanov *, Sholpan Dosmagambet ©, Slave Trajanoski <,
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Zhaxybay Zhumadilov *, Almaz Sharman !, Mahabbat Bekbosynova *

Arrythmogenic right ventricular
dysplasia/cardiomyopathy (ARVD/C) and
cathecholaminergic polymorphic ventricular
tachycardia (CPVT): A phenotypic spectrum seen in
same patient

Hiten Patel ", Priyank Shah 2, Upamanyu Rampal 3, Fayez Shamoon 3, Satish Tiyyagura 2

Catecholaminergic polymorphic ventricular tachycardia, an
update

Andrés R. Pérez-RieraMD, PhD' ' | Raimundo Barbosa-Barros MD? |
Marianne P. . de Rezende BarbosaMsc' © | Rodrigo Daminello-Raimundo PhD* |
Augusto A, de LuccaJr MD* | Luiz C, de Abreu PhD*
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Bblnn obcneposanbl 35 nauneHTos (2
NaLMEeHTa C KNAaCCUYECKNMM
npnsHakamu KIMXT n 33 naymneHTa c
MOHOMDOPMHOM NAMONATUYECKOMN
Yenyao4ykoBoM TaxmKkapamein). Y yactu
NauMeHTOB NO pe3ynbTaTam
reHeTUM4YeCcKoro CeKBeHMpPoBaHUA bbin
noarsepxaeH agnarHos KMNXT. Kpome
TOro, 6b11 BbiiBNEH U3BECTHbIN
BAapWaHT, paHee acCoUuMMPOBAHHbIN C
ApPUTMOreHHOM Kapauonatuemu
NpPaBsoro Xenyao4ka 2 tuna.

-

KAnHMYecknin npnmep monogoro
nauneHTa Cc 3NM3040M OCTAHOBKMU
cepaua. lNo AaHHbIM KOMM/IEKCHOIO
obcnenoBaHUsA, B TOM YMCAE
BK/IKOYAIOLLLErO reHeTn4yecKoe
CeKBEeHMpoBaHUe bbian
noareepXxaeHbl anarHo3sbl AKIMK
n KIMXKT.

-

KMXT u AKX Bbi3biBatoTCA
MyTauMAMM B Pa3HbIX reHax, 04HAKO
myTauma 8 obwem reHe RYR2 6bina
accoumnpoBaHa c o6ommm
3aboneBaHMAMM. bbiN0 BbICKA3aHO
npeanonoxeHue, 4to KIMNXKT n AKMXK
npeacTaBnAloT

cobon GeHOTUNMNYECKMIN CNEeKTP
OA4HOro paccTponctea. Hekotopbie
MmyTaumm B reHe RYR2 Takxe 6binu
NAEHTUOULUMPOBAHDbI Y NALMNEHTOB C
AKIMK).




‘”“”"llml“u’ deHOTMNMYECKME CXOACTBA M Pa3NMYUA KaTexonamuHepruyeckom nonmmop@dHom
)KeNyA0UKOBOWU TaXMKapAUMM U apUTMOTreHHOM KapAnonaTum NpPaBoro XXeayAouKa

MapameTp AputMoreHHasa kapauonaTtua N>K KaTtexonamMuHepruueckasa nonumopopHan XXT

OTCcyTCTBUE CTPYKTYPHOIO NOPaXKeHus,
GYHKUMOHAabHOE HapyLleHne
BbICBODOOXAEHMA KanbLUuma

MpaBbil Kenyaodek (pnbposHo-

lNepBMYHOE NnoparkeHue
XMpoBaa MHPUALTPaLMA)

NHBepcua 3. T B oTBeaeHnax V1-V3,

9Kl B noKoe MouTun Bceraa 6e3 natonornm
pacwmnpeHue QRS, ancunoH BOJHA.
[
Tpurrepbl XA du3mnyecKasa Harpyska, ctpecc peMMVIJ.I,eCTBEIjHO Pu3MIeCKan HarpysKa v
3MOLMOHAaNbHbIN CTpecc
Mopdonorua XT MoHomopdHasa (Bmna 6n1okaabl JIHMT) MonumopdHas namn asyxHanpasaeHHas
2
[eHETUKA [lecmocomHble reHbl (RyR2 cyLLLecTBEHHO RYR2, CASQ2

pexe)

2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of sudden cardiac death

2025 PKO )KenypoukoBble HapyweHUsa pummMa cepgua. BHeszanHaa cepgeyHad cMmepmeb



"”Wlhl\lllll’ B3anMoCBsI3b CApKOHA03a 1 apUTMOT€HHOM KapAUONAaTHH MPaBOro XKeJaya04Ka
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2017

2014

Matsuda T. et al. Right Ventricle-Dominant
Cardiac Sarcoidosis Diagnosed as
Arrhythmogenic Right Ventricular
Cardiomyopathy. J Am Coll Cardiol. 2025.

Biggs R. et al. Cardiac sarcoidosis
mimicking arrhythmogenic right ventricular
dysplasia in a patient presenting with
monomorphic ventricular tachycardia.
HeartRhythm Case Rep. 2017;3(9):418-421.

Philips B. et al. Arrhythmogenic right
ventricular dysplasia/cardiomyopathy and
cardiac sarcoidosis: distinguishing features
when the diagnosis is unclear. Circ
Arrhythm Electrophysiol. 2014:7(2):230-236.

OnucaH cnyYyat 4OMUHAHTHOMO NOpaXeHus
NPaBoro Xenygo4ka npu capkouaose,
KOTOPbIA M3HaYanbHO Obln AnMarHoCTUPOBaH
kak AOIK.

Cnyyval, Koraa xenyao4koBas Taxukapans

bbina owmnboyHo oTHeceHa K AKX, Ho

,u,aanel‘iiLuee obcnegoBaHue BbISBUO

KapanocapkKomngos.

O630pHas cTaTbsl, NOCBSLLEHHASA

avodepeHumnanbHou guarHoctuke AIMXK u

Kapaunocapkongosa, C akueHTOM Ha
Knww4yesBble KNMHN4YeCckKune, Bn3yasim3almoHHbIE

N TUCTONTOTMYEeCKUE pas3indna.



1“””"“““""’ PekomeHaaumm nNo e4eHUI0 KaTexolaMUHePruyeckon nonmmopdHom
KenyaouKkosou TaxmKapamm n apuTMoreHHom Ancnnasmm NpPasoro Xeayaouka

KaTexonaMuHepruuyeckas

AputMmoreHHasa kapauonaTtua NHXK T ]

Tepanua 6eta-6n0Katopamm

(npeanoututTenbHo peKkomeHAO0BaHO peKkomeHAO0BaHO
HeceneKTUuBHbIE)

Ctporoe orpaHuyeHue

WHTEHCUBHbIX PU3NYECKUX PEKOMERAOBANO pPpeKomeHAO0BdHO

ynpa*XHeHuu

[lo6aBneHue Bepanammna BO3MOXHO NpUMeHeHue BO3MO}XHO NnpumeHeHUue

npu HeapdeKkTMBHOCTU BeTa-  (goOKasaTenbHaa MHGopmauua (AokasatenbHasa MHGopmaumn
6nokatopos OTCyTCTBYET) oTcyTCcTBYET)

2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of sudden cardiac death

2025 PKO )KenygoukoBbie HapyweHuUa pumma cepgua. BHe3anHasa cepgeyHas cMepmb



1\”““'“““""’ PekomeHAaUUM NO NeHEHUIO KaTexolaMUHepPruyecKom noammoppHou
YeNyAo4YKOBOU TaxUKapAumM U apuUTMOreHHOU AUCNIAa3nun NPaBoro Xenyaouka

KaTtexonaMuHeprunuyeckas

AputMoreHHasa kapauonaTtua NH>K TG ]

Aobasnehne pnekauHUAANPU  N1GuiaT BbITh Mo3KeT 6bITb
HeadppeKTUBHOCTHU BeTa-

610KaToOpOB pekomeHAo0BaHO pekomeHA0BaHO

UmnnaHtauma UK[ y nayumeHtoB

C HAAMYMEeM CUHKOMANbHbIX

COCTOAAHUM,

3apPerucTpupoBaHHbDbIX pekomeHAo0BaHO pekomeHA0BaAHO
NapoOKCU3IMOB

remoauHaMUnYeCcKu

HectabunbHou KT nnmn O}

2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of sudden cardiac death

2025 PKO )KenygoukoBbie HapyweHuUa pumma cepgua. BHe3anHasa cepgeyHas cMepmb
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m Kapb6amasenuH, kak n peHutTonH(dnhpeHNH®), peannsyet cBOKO NPOTUBOCYAOPOXKHYIO
aKTUBHOCTb nyTemMm 6nokaabl Na+ kaHanoB meMmopaHbl HEUPOHOB.

mmu’ MpeanocbiIKMN K NCNOIb30BaHUIO NPOTUBO3NU/IENTUYECKOrO Npenapara
KapbomasenuH(PuHnencuH®), Kak cpeacTBa aHTUAPUTMUUYECKON Tepanuu.

m PeHUTOUH, HapsAAY C ITUM, ABnsieTcA brnokatopom Na+ KaHanoB MmeMmoOpaHblI
KapauoMmnoumToB. [leMOHCTPUpPYyeT BbICOKYHO aHTUAPUTMUYECKYHO aKTUBHOCTb MpU
Xenyao4yKoBbIX apuTMUAX. 3aperucTpupoBaH, Kak aHTMapuTMmyieckmm npenapar IB
Krnacca (onvxanwmm aHanor no MexaHusmy AeucTBuUA — NiugoKaunH.)

m MHcpopmauuma o BnmsaHmnn kapbamasenuHa Ha Na+ KaHanbl KApaUMOMNOLUTOB
OTCYTCTBYeET (MccregoBaHuns He NpoBoAUNUCDL). [pn 3TOM N3BECTHO, YTO
ucnosrib3oBaHWe BbICOKMX A03 Npenaparta B NpakTUKe HEBPOOros,

MOXET CoNnpoBOXAaTbCA HapyLleHUAMU NPOBOAUMOCTHU, YTO :
KOCBEHHO cBuaeTesibCTBYeT O ero BNMUAHUU Ha npouecchbl
aenonspusauumv TKaHeu cepaua.

(Beermann B etal. Br Heart J. 1975,;37(6):668-671.)
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u’ MpeAnoCbLINKN K UCMOSNIb30BaHUIO NPOTUBO3NUIIENTUYECKOro npenapara
m||| kKapoomasenuH(®uHnencuH®), Kak cpeacTBa aHTUAPUTMUYECKON Tepanuu.

s Kapbama3enuH BbICOKO 3acpchekTnBeH B npodonrnakTuke UKTaribHbIX apuTMUn

Yy .queﬁ, cTpagarowux an unencumeun (Venugopalan P et al. Ann Trop Paediatr. 2003;23(1):79-
82.)

s Kap6amasenuH, B psay cpeacTtsB aHTUAPUTMMYECKOUN Tepanum,

PeKomMeHayeTcAa AnsAd yctpaHeHus )Keny,qO‘-IKOBOVI JKCTpacuctormn y
AETeﬁ.(wKoanUKOBa M.A., bepe3Huykaa B.B. Poccuuckulu BeCmHUK riepuHamao/ioruu u rieguampud.
- 2008:53(2):60-67).

s KapbamasenunH BHeceH B «PykoBoacTso no ¢apmaKkoTepanuu B neamaTpum u
AETCKOU XMPYPrum», Kak cpeactso NPOTUBOAPUTMUUECKOrO IeYeHUA B A EeTCKOM

nonynauun. (LjaperopogueBA.L., TabosiuH B.A. PykoBogcmaBo 1o ¢gapmakomeparnuu B neguampuu u
Agemckod xupypruu. Megnpakmuka-M; 2004)

s KapbamaszenuH adppeKTMBHO yCTpaHAET Xenyao4yKoBYH 3KTOMUYECKYHO
aKTUBHOCTb BbICOKUX rpagaumm y nayueHToB ¢ 00Ne3HbIo

Chagas u TsXXenbIM CTPYKTYPHbIM MOpaXeHuem cepagua.
(Payares A et al. Arch Inst Cardiol Mex. 1993;63(3): 241-246).




'l\ll”"llﬂﬂll\l’ Bompochl AJ11 06CYXKAECHUA

1. KakoBa pornb co4yeTaHus OBYyX 3aboneBaHUU, OOYCrOBMEHHbIX MyTauMeWu reHa
RyR2, B chopMMpOBaHUN TAXKECTU KIUHUYECKUX MPOSABIIEHUU XKenyAOYKOBbIX

TaxuaputMmmn?

2. KakoBa noTeHuuanbHass pofb capkoumgo3a B dopmmpoBaHun ceHoTuna
apUTMOreHHOM KapgauonatvMuM nMpaBoOro Xenyaovdka U TAXECTU TevyeHus

XenyaoukoBbIX apUTMUN?

3. Hackonbko onpaBgaHO npuUMeHeHue MNpPOTUBOCYAOPOXKHOro npenapara
Kapbama3sennHa B pamMkax Jfie4eHUs Xenyao4ykoBbIX apuTMUN Yy nauueHTkum I, 42

ner?



Cnacubo 3a
BHUMaHue!
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