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HWUW cnopTBHOW MeanLVHBI
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BnusiHne pas3/inyHbiX BUAOB CrIOPTUBHOU AESTE/IbHOCTU
Ha pa3Mepbl ros1I0CTU 1 TOJILLMHY CTEHKM JIEBOIO XKE/TYA04YKa
y CIIOPTCMEHOB-MNPEACTaBUTeENEN 27 ANCUNIINH
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[InepeHumanbHbivi AUarHo3 Mexxay
CrIOPTUBHLIM CEPALIEM M NATO/I0rMeN

. Frequent or complex
LV cavity:

ventricular
36-70mm arrhythmias
Dilated
cardiomyopathy Myocarditis

IYGIER G Gray- Cardio-
Heart area  myopathy
Distinctly

LV wall o
abnormal

thickness:
=S 13-15mm

(T-wave inversion)
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BnvsHue pasnnyHbix paktopoB Ha KAP JDK

y 60/1bLLIOK rOMny/sLUnU CriopTCMEHOB
(MY>XYNHBI U )KEHLUNHDI)

Opyrve (25%)
Macca tena (50%)

N /

Bupa cnopta (14%)

Mon (7%) \
Bo3apacTt (4%)

KJIP JIK — KOHEYHO-1MaCTOIMYECKHIA pa3Mep JIEBOTO JKEITyI0UKa.

Maron, B. J. et al. Circulation 2006;114:1633-1644



Pacripegenenne pa3MepoB cepalia cpeam 60/1bLLUIOH rony/aLUunN CrioOPTCMEHOB (MY>XYMHbI U

) -

No. Athletes
o 8 8 8 8 8 8

No. Athletes

No. Athletes

)
]
.

-

-
o8 5823888
n e W g

-

300 -

250 -

200 -

1s0 -

23 24 25 26 27

JKEHLYNHDBI)

14%(=60mm)

Left Ventricular End-Diastolic Dimension (mm)

20% (=40mm)

2% !ztsrnm!

B mMALE
] FEMALE

— - ——
39 40 41 42 43 44 45 48 &7 a8 49 =0

30 31 32 33 34 3§

{_eft Atrial Transverse Dimension (mm)

H MALE
[ FEMALE

2% (=13 mm)

16

14 15

S 6 7 8 ;-] 10 11 12 13
Max. LV Wall Thickness (mm)

Maron, B. J. et al. Circulation 2006;114:1633-1644



185

180
175

1701
1657
1601
155-

(macTonn4eckas (PyHKIMS JI€BOTO KEIIyq04YKa y
CIIOPTCMEHOB PA3JIMYHOM CIIEIUATIA3 AN

s

E/A

TSKCIIas1 aTIICTUKA

BHUIbI CIIOPTA HA
BBIHOCJIMBOCTD




[ uneprpoduss Mmuokapaa, ruacroandeckas Qynkuus JIK u
IMUKOBas CKOPOCTb KPOBOTOKA Y JIUI[ ¢ HaJimuueM [ M
pa3IUYHOM dTUOJOTUM (Am. J. Card. - vol.88 — 2001)
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[loka3aTtenn neppy3vm MMokapaa Ha
¢hoHe pusnyeckon Harpy3ku
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3aBHCHUMOCTD CTEIICHH yBeIn4YeHus aucnepcun QT-
MHTEpBaia OT (POPMBI THIIEPTPO(OUNA MHUOKapIa

1 — dQT-unTepBan npu
runeprpodun 3aaHen
crenku JDK;

| 2 —dQT-unrepsan nmpu
runeprpodun
MEXOKETYOUYKOBON
MIEPErOPOJIKH;

3 — dQT-unTepBan npu
KOHILIEHTPUYECKOU
runeprpodun




B3auMocBsi3b CPEAHMX MoKa3aTes1em Macchl
Muokapaa vt gucnepcun QT-uHTepBasia

TonwmHa

VISIOKEMYAOUKOBOA | 84 + 0,02 | 1,02 + 0,04* | 1,08 £0,03* | 1,23 +0,05**

neperopoakn (cm)

Tonuna sanHel 10,87 +0,01 | 1,06 +0,02° | 1,09 £0,03* | 1,28 +0,11**

cTeHkn JIXK (cm)

Hpeke macch! 86,7 + 1,68 [99,6 +4,01* [117,1 + 4,96** | 135,8 + 5,14**
muokapga JDK (r/m2)

Huenepeua QT- 436+18 | 521+16* | 544+41 78,5 + 3,7***

NHTepBana (Mmc)




BennunHa KoppernpoBaHHoro nHtepsasa Q-T
y nogpoctkoB ¢ [IMK (n=62)

HPC wer HPC

o]l - OononHutenbHble NyTu npoBeaeHus — 11,9%

Poccuiickuint Hanmonanbubii Konrpecce kapauosoros, 2007



OpraHHble 3abosieBaHUS cep/iLia BbICOKOIrO PUCKa
BHE3arHOUN CMEPTU IpU_PU3NYECKON HArpy3Ke

1.  BpoxaeHHbIC aHOMAJIWU KOPOHAPHBIX APTEPUN:

aHOMAJILHOE OTXOXKJICHWE KOPOHAPHBIX apTEPUMl OT CHHYCa BaibcaabBeI

|

IIPOKCUMAJIbHAsI KOMIIPCCCHSL = JUCTAJIbHAA NIIICMUA

P

KEITYIOYKOBasi TAXUKaAP IS

2.  Bpoxknennsie GhopMbI cuHIpOMa VUTHHEHHOTO Q-T:
*  cunapom Pomano - Yopaa (1 : 10.000);

cunapom Jhxepsena — Jlanre - HunbcoHa B coueTaHuu ¢
HEMPOCEHCOPHOU TYTOYXOCTHIO;

CHUHJPOM yNIMHEHHOTO Q-T ¢ CHHIAKTHUIIHEH

3. A[ZI/ITMOFCHHaﬂ JUCILIA3HA TIPABOI'O JKCJIVIIOYKA




ADUTMOreHHAasa ANC/1a3vs npaBoro XKeayao4Ka:

ANArHOCTUYECKNE KDUTEDPUU

Kpurepuu

bosblire npru3HaKku

Mauiteie nipu3HaKu

I'moOanbHas u/unmm
peruoHajabHas
TUCPYHKIUS U
CTPYKTYPHBIC U3MECHEHHUS

[I3HaYUTENIbHAS IUIaTalUsl, CHI)KEHHE
OB K ;

[JlokanbHbie aHeBpU3MbI [ DK
[CermenrapHas nuiaranusa [DK

[l YMepeHHas o01as JuaaTaiys
IDK n/mnu camxenune OB;

[ YmepeHHas cerMeHTapHas
munaranusg 1DK;

[ PeruonanpHas runokune3us [DK.

XapakTepuCcTUKa TKaH!
CTEHOK

3aMeleHue MUoKapaa

COEMHUTENBHOU U JKUPOBOU TKAHBIO

AHoMaNun BOJHBI STICUIIOH MU JIOKAJIBHOE (WuBepens 3.T B IPABBIX IPYAHBIX OTBEACHUSX
eNOSPU3ALIIN/ YBEITHYCHHE [IUTEIbHOCTH Kommiekca | (V2-V3) mpu otcyTcTBuM OI0Ka/b! IPaBoii

P P QRS B npaBbIX IPYIHBIX OTBEIECHUSIX HOXKKH M.I'uca;

ACIIOJIIPU3aALNA (V1-V3). [ITo31HKE TTOTEHIUAIBI HKETYTOYKOB.

ApI/ITMHI/I KT ¢ moCTOSSHHOM WM TPaH3UTOPHOU

OJ0Ka0M JI€BOM HOXKKH ITyuka ['uca (mo
nanabiM OKT, XM wiu BOM)

CeMelHbBIM aHAMHE?S

HacnmencTBeHHbli XapakTep MaToJIoruy,
MTOATBEPKICHHBIA TAaHHBIMU ALy TOIICHH

WJIU TIPHU ONIEpALIUU

BnesanHasi cMepTh pOJICTBEHHUKOB MOJIOXKE
35 ner ¢ npennonaraemoit A/[IDK; nannbie
CEMENHOro aHaMHe3a




SKTOMUYECKOE OTXOXKAEHUE rpaBov U JIEBOU
KOPOHapHbIX apTepun 1 BHE3ariHasi CMEPTb

27 moaoabix cnoprcmenok (17,3 £+ 0,4)
BHE3aITHasA CMEPTH

15 4yej10BEK -

12 yej10BeK
KJIMHUYECKHE CUMIITOMBI

3a 11,0 £ 0,3 mecaya

OKI" (9) — HopMma

Tect ¢ Harpy3ko# (6) - HOpma ® Bom B Tpy H
O Obmopox

O 'osoBOKpyXeHUE

OEeCCUMIITOMHOE TEUYECHUE

O Boms B rpyan + o6Mopox
O Tpeneranve

Ob6m1asa cmabocTh

Cristina Basso (J. Am. College Card. 2000)



AHa/In3 apuTMUYECKUX MPUYUH BHE3arHou CMEpTU

U CrNNIOPDTCMEHOB (F. Furlanello et al., 1998)

1592 cnyyas ycnewwHon peaHnMaLnm nocse 0CTaHOBKM cepaLa
BO BpeMs ¢u3. Harpy3ok (1974 -1995 rr.):
1315 — MyXUUHbI, 277 — XXEHLMHBI, Cpej. Bo3pacT — 21,3 roja.

|

26 YenoBeK HanpaB/eHbl Ha yriybneHHoe Kapavosornyeckoe obcneaoBaHme

S AIIDK B ['KMII

W JIKMII B WPW

B long Q-T W 1EBC

Muokapaur M Acuctonms




DN1IEKTPOPU3NO0IOrNHECKNE MEXaHN3MbI OCTAHOBKM

cépALia

[MNepkMHeTn4eCcKMne apuTMmnm
— 23 yen. (88,5%)

GulpunaImsa

KCJIYVIOYKOB
long Q-T

[MNOKMHETMYECKNE apUTMnn
— 3 ven. (11,5%)

/

C] KT "torsade de
point"

[1 Tpanchopmarivs
MA B ®K

El tpancdopmars
KT B ®XK

ACUCTOJINA

0 npexosdias a-B OJIOKaaa ¢
[OOCJICAYIOIEH ACUCTOJIUEU
(1 — mepBuyHas, 1 — Bo BpeMms
napokcuzma MA);

0 acCHCTOJWS BCIACIACTBUC YIapa B
MPEKOPANATIBHYIO 00acTh (0€3
MIPEIIECTBYOILEH
KapauomuonaTun) — £Commotio
cordis”.




JKenyn0uKkoBbI€ TAXUAPUTMHUM Y CIIOPTCMEHOB
(Biffi A. et al., 2002)

15889 cnopTtcmeHoB

355 (2,23%) — HapyweHuna putma cepaua (XK3)

 ‘7 

[pynna A — 71 4enosex: [pynna B [pynna C
>2000 X3, — 153 yenoseka: — 131 yenosek:
He MeHee 1 NPobexKu 100-2000 K93, < 100 2K93,
KT HeT npobexek XKT HeT npobexek XT
l l l
7 — AOMK;
6 — NMK;
4 — 5 -TMK OpraHun4yeckom
MUOKapauT; (3%) naTtonorum
4 — [IKMIT He BbISIBNIEHO

(30%)



XKenyaoykoBble apuTtMumn y CriopTCMEHOB

KonuaecTBo aputmuii/cyT
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3a60/1eBaHNS [10BbILLIEHHOIO PUCKA

(HacneacTBeHHbIe 3a60/1€BaHNSI COEANHNTEIbHOU TKaHM)

3a00J1eBaHus

ITopoku cepana

BHecepeunbie mposaBICHUSA

Cunapom Dnepca-
Jlanio

AHEBPU3MBI, Pa3pbIB
apTepui, MUTpaIbHas

HCIOCTATOYHOCTD, ITPOJIAIIC

MUTPAJILHOTO KJIdllaHa

M30pITOuHAsS INOABUKHOCTDH B
CyCTaBax, IOBbIIICHHAA 3JIACTUYHOCTD
U PaHUMOCTDB KOXH

Cungpom Mapdana AHeBpU3Ma BOCXOAIIECH ACTEHUYECKOE TETOCI0XKEHNUE,
aopThl, aOpTaJibHAs U M30BITOYHAS MOJIBUKHOCTh B CYyCTaBax,
MUTpaJibHas MOABBIBUX XPYyCTaJIHKa,
HEI0CTaTO4YHOCTh, [IMK ApaxHOmaKTUIUA

HecosepieHubin AopTanbHas JIoMKOCTB KOCTEM, roTyObl€ CKIIEPHI

OCTEOreHeR HCOAOCTATOYHOCTDb

Hennddepenumposannsie | [IMK ACTEHHYECKOE TEJIOCI0KEHHE,

NUCIIJIa3UuU
COEIMHUTEIILHON TKaHU

nedopmMaruy rpyaHoN KJIETKH,
HapYIICHUS OCaHKU




3a60/1eBaHMS MOBbILLIEHHOIO PUCKA
(HacneacTBeHHbIe 3a60/1€BaHNSI COEANHNTEIbLHOU TKaHM)

3a0oaeBaHUs KapauansHbie MoeKynsIpHO-TEHETUUECKUE
IPOSIBIICHUS HapYIICHUS
Cunapom Dnepca- IIMK MyTarust FeHOB, KOTUPYIOIIHX
Jlauio komjareH III Tuma

CuaapoMm Mapdana | Pacmmpenne kopHst aopThl, | Myranus reHoB, KOXUPYIOIIKX
CUHYCOB BaiibcaiibBbl, budpuIIUH

[IMK, pacmmpenue
KJIAIIAHHOTO KOJIbI[a

Hemnddepenunposanusie | [Iponance! kmananoB, APX | Hapymenue cunTesa komiarena I11
IUACIUIA3UHA TUIIA
COEIMHUTEIILHON TKAaHU




CoCTaB MEXK/IeTOYHOIro BeLlecTBa

COCANHUTE/TbHON TKaHU

Crenka
aopThI

Conepxanue B
CYXOM BelllecTBe

Crpykrypa u
GyHkuus

Kosaren I tuma 20-40% OO6pa3syer ceThb
Komnaren III tuma 20-40% ToHKHE BOJIOKHA
OnactuH, GuopUILINH 20-40% OO6ecneunBaeT
AJIACTUYHOCTD
Komnaren IV Ttumna <5% Oo6pazyer
JaMUHUH 0a3anapHYIO
MeMOpaHy
Komnaren V u VI <2% OyHKIHSA
HEH3BECTHA
[IpoTorirkaHbl <3% OOGecneunBaeT
yIpyTOCTh

Am.J . Med.Genet.
68.491-2006



I'eHeT4ecKHe 3a00/1eBaHUs, HAPYILIEHHUSI PpUTMAa W OPraHHbIE
3a00J1eBaHusI cepAlia (Am. J. Card., 2000; R. Brugada)

3aboneanus | Hapymenus | Tum XpomocoMbl - Ien
pUTMa HaCJIeJIOBaHMS
I'KMII XT; AyTOoCOMHO- 1 — Tponorun T

OubprLsInys | AOMUHAHTHBIA | 11 — Muo3uHcBs3bIBaromuii Genok C
peACepani 14 — B-Muo3un

15 — a-TpormoMno3uH, AKTHH

19 — Tpononwun I

I'KMII + XT; AyToCcoMHO- 7-?
cuaapom WPW OUOpWILISINAS | JOMUHAHTHBIN
npeacepani

AJIIDK KT AyTOCOMHO- 1-?

JIOMHUHAHTHBIN
JIKMII KT AyTOCOMHO- 1-?
(HacJeICTBEH. JOMUHAHTHBIA | 1 — JTamun A/C
dbopmbl — 25%) 3, 4 — JlecmuH

2 — AKTUH

15 — Iuctpodun 64,5




[ eHeTHUECKHE (DaKTOPHI PUCKA BHE3AIMTHOM CMEPTU U

TUIIEPTPOPHUU MUOKAPAA  (Am. J. Card., vol 86, 2000)

[ 'eHbI-KaH U AATHI Mopdomnoruueckue Puck BHe3anHOM
IPU3HAKU CMEPTH
Myranus Tpononuna T Bo3MoxHas BBICOKHUI

runepTpodusi MUOKapa

MyTanus B-Muo3uHa:

Bripaxxennas

OueHpb BBICOKHHU

Arg 403 Gln FUIEPTPO(uUst MHOKapAa (mo 50%)
Arg 453 Cys
Arg 719 Trp

Mytanus -Muo3uHa: | YMepeHHas runepTpodus Huzkui
Leu 908 Val MHOKap/Ja
Gly 256 Glu

Val 606 Met




Pe3ynbmambl 3xoxapduoapaqbuqec:<oao CKPUHUHZa
crnopmcmMeHOo8 (N. Kinoshita et al, 2000)

1929 cioprcmenos (19,8 + 2,6 ner):
389 (20,2%) — backeT001,
26 (1,3%) — Boneioos,
1514 (78,5%) — apyrue BUAbI cCiopTa

JlnameTp aopThl OoJice 40 MM — 7 desioBeK (0,36
70)




Buz criopra ['pebad BackeT6oa Boaetiboa
Pocr (cm) 182,4| 195 180 196,1 195 196 192,3
CkeaeTHO-
MBIITIICYHEIC
CUMITTOME Het Het F Het i Het Het
OxkyagapHBbIe
CHUMIITOMBI Het Het Het Het + Het Het
CeMeHHBINT
aHaMHe3 Het HeT ? Het HeTt Het Het
duameTtp
aopThI (MM) 58 52 52 50 47 46 42
AopTasbHad
perypruranysa Het HeT HeT Het HeT HeT Ectob
JlomycK K
3aHATHUIM He He He He He

KoHTposnb KoHTponb
CIIOPTOM OonyLleH|  gonyuieH oonyuieHa OOnyLLEeH aonyLleH




[MpyymHBI BHE3AMNHOU CMEPTU Y MOJI0A4bIX CITOPTCMEHOB
(o gaHHbIM HaumoHaibHoro MHCTUTYyTa cepaua, MuHHearomc)

Commotio cordis (20%)

TKMII (26%)

Iepeno3uposka npenaparos (1%)
Cunnpom ymmaennoro QT (1.5%)

Capxouzio3 (1%)

Tpasmer (1%) ~——
Hpyrue(1,5%) «———
PaspeiB aprepuii I'M (1%) »

AHOMaJIuu KOPOHApHBIX apTepuit

(14%)

Hemuddepenuuporannas [TIK
(7%)

Muoxkapautst (5%)

Pa3pbIB aHeBpU3MBI a0PTHI

(3%)
AJIITX (3%)

.

«TyHHENIBHBIE» KOPOHAPHBIE apPTEPUH

(3%)

AopranbHblii ctenos (2,5%)

UBC (2,5%)
TIKMIT (2%)
Mukcoma MK (2%)
Bponxuansaas actma (2%)

Ternosoii ynap (1,5%)

IJIXK - rumeprpodus neBoro xemynouka, AJIIDK - apurMmorenHas auciuiasus npaBoro xerynouka, MBC - mmemrraeckas 6one3ns cepamna, AKMIT -
munatannonHas kapaumuonarus, MK - mutpansaslit kiranan, I’ M-romosaoit mo3r, 'KMII - runepTpodudeckas KapAHOMUAOTIATHS.

Maron, B. J. et al. Circulation 2006;114:1633-1644



PacnipeaeneHne cepae4yHo-coCcyaAnCTbIX MPUYHH BHE3arnHou CMeEPTHU
y 1435 Mosnoabix criopTcMeHoB

Hpyrue (3%)
Bpoxaennsie 3C (2%)

0,
I[Maronorus nonuex kananos (3%) Hopma (3%)

PaspeiB aopter (2%)
Capkouos (1%)

JIKMIT (2%)

Aopranbhbiit creHo3 (3%)

UBC (3%)

TKMII (36%)

«Tyunensuas» JITTHKA (3%)
MK (4%) —

AJIITK (4%)

HemuddepenuupoBannas

Muokapautsi (6%) TJIK (8%)
(1]

AHOMaIMu KOPOHAPHBIX
aprepuii (17%)

I'KMII — runeprpoduueckas kapauomuonarust, [JIK — runeprpodust neBoro xemynouka, AJIIIK — apurMoreHHas qucruiasusi mpaBoro

xenmynouka, [IMK — nponanc mutpansHoro knanasa, JIINTHKA- neBas nepennsas Hucxozsmas kopoHapHas aprepusi, UbC — nmemudeckas
6onesns cepana, JAKMII — nunaranuonHas kapauomuonarus, 3C — 3a0oneBans cepaLa.

Maron, B. J. et al. Circulation 2007;115:1643-1455



BHe3anHasa cMepThb yTo0aucToB (2003-2008 1)

O ®yr6omcThI 3apyodeKHBIX KIy00oB [ ®y16o/mctn Poccuiickux Ki1y6oB




CTpyKkTypa BHE3aIIHOM CMEPTH B MT'POBBLIX BHIAX
canopra (2002-2008 rr.)

4,76%

9,50%

52,38%
33,34%

®yr601  Xokkeii B backerooa B Peron




[ nepTpodmnyeckaa kKapanommonaTug

B OOMbLUMHCTBE CllydaeB CaMOCTOATENbHOE
3abonieBaHue (onucaHbl egMHNYHbIE CnyYan ee
pas3BuUTUA y BOSIbHbLIX C eoxXpomMaLMTOMOMN,
rmnepnaparmpeonan3mom, HempodndbpomaTo3om);

B 25-30% npocnexunBaetcsa ayTOCOMHO-
OOMWHAHTHbLIXN TUN HacreaoBaHUS,;

[ MmexaHun3mbl: BNUSAHUE KaTexXornamMmnHoB,
neperpyska Mmmokapga Kanbumem, genucrteme
aJeHo3nHa 1 ap.



AHaTOMUYECKME BapMaHTbI NoKanmnsauun
rmnepTpodun

- [unepTpoduns basarnbHbIX OTOENOB
Mexokenyanodkosoun neperopoaku (10,2%);

- ToTanbHaga runepTpodna Mexkenyano4KkoBou
neperopoaku (27,5%);
- ToTanbHasa rmnepTpoduUa Nneperoponkm u

CBODOOHOW CTEHKM NEBOrO Xenyago4yka —
cummeTpudHasa rmneptpodus (43,5%);

- ['MnepTpodomna BepxyLlKM cepaua ¢ BO3MOXHbIM
pacrnpocTpaHeHNeEM Ha CBODOAHYIO CTEHKY

(18,8%).



BepxyLwedHbi BapmaHT [ KMIT

0 Haunbonee TpyaeH ons anarHoCTUKK (umeem
MasrioCUMIMOMHOE KITUHUYECKOe medeHue,

axosioKkayusi 8epxyuwku cepoua 3ampyoHeHa);

0 OcobeHHocTn IKI: pedkas yacmoma HapyweHuu
pumma cepoua, 3Ha4umersibHoe ygseriudyeHue
gosibmaxka 3.P 8 5iegbix epyOHbIX 0MBeOeHUSIX,
arnybokue ompuyamersbHbie 3.T (0o 10 MMm) u
dernpeccus ceameHma ST (0o 3-4 Mm);

0 Peakumsa Ha dousndeckyto Harpysky: peesepcus 3.T
¢ 6biIcmpbIM 8038pPaMOM K UCXOOHOMY COCMOSIHUIO,
xopouwasi mosiepaHmHoOcmMp K gou3u4yecKou
Hazpy3Ke.



KnnHmnyeckune sapumaHTbl [ KMIT:

ManoOCUMNTOMHbIW;
BEreToaANCTOHUYECKUN:
MHdpapKTONOAO0OHbIN;
Kapananrm4eckuu;
apPUTMUYECKUN,
NeKoMNeHCaLUNOHHbIW;
ncesgokKnanaHHbIN;
MOJTHUEHOCHbIWU;
CMeLUaHHbIN.
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Ocobble pakTopbl pUcKa
BHe3anHoun cmeptu npu [ KMI'T:

MOno4oW BO3PACT;

“NMoNoXnTenbHbIN® CEMENHbIN aHAMHES;
npecuHkonanbHble U CUHKOMNAaNbHblEe COCTOAHUSA,
donsnyeckne Harpysku;

KOHe4YHoe anacTtonuyeckoe aasneHuve B JIXK
Bbllle 12 MM PT.CT.

HenocpeacrBeHHOW NPUYNHON BHE3AMHOW
cmepTtu npu 'KMI'1, kak npaBuno, aBns0TCS
3NnoKavyeCTBEHHbIE Xenyao4KkoBble apUTMuUmn
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PekomeHpaaummn rno otbopy v BEAEHUIO CIOPTCMEHOB
c cuHgpomom WPW

[IpexneBpeMeHHOE
BO30YXIEHHUE JKETYT0UKOB
(WPW-cunngpom) +

a) [TapokcuzmanbHast AB

PEIUIIPOKHAS TaXUKaPIUs
0) OubpunAUs 1
TpeneTaHue npeacepamni
B) beccumntomHoe
MPEXKICBPEMEHHOE

BO30YXIEHUE JKETYT0YKOB

a, 0, B)
AHammues,
OKT, 9x0KT,
20U

a, 0) abcomoTHOE
ITIOKA3aHNE K KaTeTEpHON

a0

ITocine abnanuu:
OTCYTCTBHUE
KapAHOJIOTHYCCKUX
3a00JI€BaHUN U

CUMIITOMAaTUKH
B) KaTeTepHast aOmsius

PCKOMCHAOBAHA, HO HC

o0s13aTesbHA

a, 0) Bce BUJIbI CIOpPTA

B) CHOPTCMEHBI O€3
KIMHAYCCKUX
MPOSIBJIEHUH, C HU3KUM
OOIIIMM PHUCKOM, HE
IIOJIBEPTaBIIIHECS
aOJISILIUA: BCE BUIBI
CIIOpTa, 33 UCKIIOYCHUEM
COTIPOBOKIAFOIIIUXCS

BBICOKHM PHUCKOM

Exxeronno

European Society of cardiology




PekoMeHaaLmy rno otbopy v BEAEHUIO CITIOPTCMEHOB C

rpo/1IaricoM MUTPa/sIbHOro K/arnaHa

COCTOSIHUM Y COOBITHUIA

[Topox OOGcnenoBanue Kpurepuu npurognoctu Pexomennanuun Cpoku
MOBTOPHOTO
o0ciiemoBaHus
ITponarnc AHamHes, Hanuuune B anamHese CnopruBHbBIE
MUTPAIBHOTO | (PU3HKATBHOE HEOOBSICHUMBIX CHHKONIAJBHBIX | HArpy3KH
KJlamnaHa o6cienosanue, OKI, COCTOSIHMM, UJIM BHE3AITHOM MPOTHUBO-
npo0a ¢ ¢pu3nuecKon CMEPTH y POJACTBEHHUKOB, WU MOKa3aHbl
Harpy3kou, 9xoKI’ CJIO’KHBIE HaJ- U XKEITYJOYKOBBIE
apUTMHH, WU YIJIMHEHUE
untepBana QT, unu Tspkenas
MUTpabHas perypruTanus
Bce Buasl
OtcyrcTBue Esxeronso
cropra
BBIIIENIEPEUHCIIEHHBIX

European Society of cardiology




PekomeHpaaumm rno otéopy mn BEAEHUIO CIIOPTCMEHOB
C cuHAgpoMom MapgaHa

DeHOTHIT I'enoTun Kpurepun Pexomenaauuu Cpoxu noBTOpPHOIO
NPUTOAHOCTH o0cJie0BaHus
B3pociibie ¢ noaHbM [To3uTHuBHBIN CnopTuBHbIE
(heHOTUIIOM; TIOJPOCTKH C Harpy3Ku
HEMOJHBIM (PEHOTHUTIOM; MIPOTUBOINOKA3aHbI
JIETH/TIOAPOCTKH 0e3
BHEIIIHHUX MPOSIBICHUI
B3pocneie B moiHbIM Heso3moxHO Hannuwne cemeitnoro | CriopTUBHBIE
dbenotunom MIPOBECTH TECT aHaMHe3a Harpy3Ku
MIPOTUBOINOKA3aHbI
[TonpocTku ¢ HEMOTHBIM HeBo3moxHo OtcyTcTBHE [Iponomxenune Exeronno
(dbenotunom IIPOBECTHU TECT CEMEMHOro aHaMHe3a | TPEHHUPOBOK C
PEryIsIpHBIM
00cCJIeJ0BaHUEM
Jletu u moxpocTku 6e3 HeBo3moxHO Hanuuue cemeiinoro [Iponomxenne E:xxeronno
BHEILIHUX ITPOSBIICHUI MIPOBECTU TECT aHaMHe3a TPEHUPOBOK C
PEryIsIpHBIM
oOcrenoBaHUEM

European Society of cardiology




PekomeHpaaummn ro otéopy v BEAEHUIO
CIIOPTCMEHOB C apTeEPHA/IbHON rMNepTEH3NEN

CreneHb pucka ObcneposaHue Kputepun npurogHoctu | PekomeHaauum Cpoku
NOBTOPHOTO
HabnoaeHus
HesHauutenbHbld | AHaMHe3, u3mnkansHoe KoHtpons Al Bce Buabl cnopTta ExerogHo
pUCK obcnenosanue, KT, YLOBETBOPUTESTbHBIN
OXOKT npoba ¢
(PM3NYECKOW Harpy3Kom
YMepeHHbIn puck | AHamHe3, usnkansHoe KoHtpons Al Bce Buapl cnopra, 3a ExerogHo
obcnenosanue, KT, YLOBNETBOPUTENbHbIN, | UCKITIOYEHNEM AUHAMMYECKOMN U1
OXOKT npoba ¢ Hanuyne OP CTaTUYeCKON Harpy3ku BbICOKOA
(hM3NYECKON Harpy3Kom nHTeHemsHocTm (111C)
Bbicokun puck AHaMHe3, husnkanbHoe Kontponb Al Bce Buapl cnopra, 3a ExerogHo
obcnepoanue, IKT, YAOBNETBOPUTENbHbINA, | UCKITIOYEHUEM CTATUHECKON
OXOKT npoba ¢ Hanuve ®P HarpysKku BbICOKOM
(HM3NYECKON Harpy3Kkon nuteHemsHocTn (IIIA-C)
OucHb BeICOKHI | AHaMHe3, (pu3nKanbHoe KoHTponb Al Tonbko [UHAMUYECKAs HATPY3Ka Kaxnplie 6
pHCK obcrnenosanme, KT, YOOBMETBOPUTENbHBIN, | HU3KOH 1 yMEpeHHOH MeCSIIEeB
3XOKF I'Ip06a C Hanu4ne (DP, I/IHTCHCI/IBHOCTI/IVI/I cTaTHn4deCKas
o > Harpyska HU3KOU HHTCHCUBHOCTU
(PM3NYECKON Harpy3kom otcytctne AKC

(IA-B)

Eur. Heart J., 2007




Knaccugpmkaumnsa sugos criopta

A.JluHamMuyeckas Harpy3ka HU3KOU

B.JlunamMmuueckasi Harpy3ka

C./IluHaMuueckas Harpy3ka BbICOKOM

MHTCHCUBHOCTHU YMEPEHHOU MHTCHCUBHOCTHU
MHTECHCUBHOCTH
[.Crarnueckas boynunar Kpuker dexToBaHUE bagmunTOH

Harpyska HU3KOM1
UHTEHCUBHOCTH

lTomep  Crpenbba

HacTtonsHbIN TEHHUC

Tennuc (1BOMHOMN)

CrniopTuBHas X01602
Mapadonckuii 6er

Bomneiibon/cod oo JIBDKHBIC TOHKU
CkBo
II.Cratnueckas ABTOroHKHM /laiiBUHT Konkyp backer6on buarion

Harpyska KonHnblii ciopt DurypHoe KaTaHue XOKKel Ha Jibly XOKKEH Ha Tpase
yMCpeHHOH Mortocnopt ['mMmHacTuka Jlakpocc Perou ®yr6on
MHTEHCUBHOCTHU
Kapare/n3tomno CnpuHTt JIbKHBIE TOHKH
[TapycHsblii criopt ber Ha cpenHue U JIMHHBIE TUCTAHLIUN
JlyuHslii cnopt [L1aBanme Tennuc (OTMHOYHBIN)
TagnOon
III.Cratnueckas BoGcelit Meranue cHapsiaa Bomnomnauar boxc Kanon, kasgkuHT

Harpy3Ka BbICOKOM
WHTEHCUBHOCTH

CanHbIii criopT AJIBIIMHU3M

Boansie nepku Ilayepnudrunr
Bunnceppunr

['opHOIBLKHBIN CITOPT
Pecnunr
CHoyOopauHT

Benocnopt Jecstubopne
I'pebns KoHbKkoOeXHBIH criopT

Tpuamiion

Mitchell et al., 2003




[1pobs1eMbI paHHEN ANArHOCTUKN CEPAEYHO-
COCyANCTOM NaTo/iI0rmm BbICOKOro pUCKa
BHE3arnHou cMepTu

Huns3kasa cneunuUyHoOCTbL CTaH4apPTHOMO MEAULIMHCKOrO OCMOTpa B
anarHoctnke CC3 BbICOKOro pmcka BHe3anHoOM CMePTU Y MONOAbIX
CNopTCMEHOB, 0cobeHHO y naumeHToB ¢ [ KMI1, He nmeroLmx
0OCTPYKLMN BbIHOCSILLIErO TPakTa M COOTBETCTBEHHO CUCTOSTMYECKOIO
LymMa 1 pacwensieHmsa | ToHa;

Huskas yyBcTBUTENBHOCTL MeToga OKI B AnarHOCTUKe Lernoro psaa
CC3 y cnoptcmeHoB (I'KMI1, aHoManbHoe OTXOXAEHNE KOPOHAPHbIX
apTepun);

OTcyTCcTBME HaOEXHbIX CKPUHUPYOLLMX MeToaoB anarHoctukm CC3
NPX MacCcoBbIX MeAULMHCKMX 0bcnegoBaHUsiX COPTCMEHOB U NNL,
3aHMMaKLWMXCa PU3NYECKON KYNbTYPOU;

[oporoBn3Ha BbICOKOTEXHOMNOMMYHbLIX MHCTPYMEHTAanNbHbIX METOO0B
nccrnenoBaHus.



AJITOPUTM YIJIYOJIEHHOTO 00C/IeI0BAHUS CIIOPTCMEHOB C

peMoaeJTHPOBAHHEM CepAlla

(C HEpeBMaTUYE€CKUMU 3a00JI€BAHUAMHA U BPOKICHHBIMUA TOPOKAMH )

OcMoTp, ayCKyJIbTaIus

/

OYHKIHOHAIEHBIE METOIBI
HCCIICJOBAaHMS,

o

nonnnenaxorantTuornadhug
HOHHACPIXOKapAHorpadst

JfaGoparopHBIE METOIBI ICCIEA0OBaHIA
(oO1uii aHAJIN3 KPOBH,
UMMYHOJIOTHYECKHE

JIOOTIADTIN

RNRAOALITIC

Hammaue I'M u AI'M, TMXII/TM3C > 1,3
[ToBeIlIEHNE TpaAUEHTA JABICHUS > 25 MM PT.
CT.

YIVUJIV DArxiza
74Q )

Mmuoxkapaut?

l

Bo3smoxao [ KMII

CriopTuBHOE Ccepate

l

DHJAOMHOKapAalibHass OUOTICHUS

l

CnopTuBHBIE HATPy3KHU
IPOTUBONIOKA3aHbI

/ \
C HapyuieHneM bes napymienus
JDJIK JDJIK
MonutoprupoBaHu CnopTUBHBIE
e Harpy3Kku He
OKT IIPOTHUBOIIOKA3aHBbI




AJITOPUTM YIJIYOJIEHHOT0 00C/Ie[JOBAHUS CIIOPTCMEHOB C CePAIa
¢ 00J1IMH B 00/1aCTH Cepala M BHE3ANMHOU OAbIIIKOU

OcMoTp, ayCKyJIbTalMs CEPALIA U JIETKUX

Pentrenorpadus JIerKux UCCIIeIOBAHUS
(COIEp)KaHne TeMOITIOONHA)

\ AH"emus

>

Bi:gﬁ;:l;;:;i KT (meperpyska Honrmiepsxokaparorpadu
OyJUIC3HBIE JICTKUE [Tpasoro xeiynouka) "
v = l
BEJTUUCHUE PAa3MEPOB
Cuunrurpadus cepana, pacinpeﬂlz/le
JICTKHUX BOCXOJSIIECH a0PThI
| !
TpomO03MO0IHS PaccrauBaromiascsi aHeBpHu3Ma

JISTOYHOM apTepuu aopTthl (cunapom Mapdana?)




AJITOpuTM 00CJICIOBAHUSA CIIOPTCMEHOB C
JIUXOPAJAKON U KAPAMAJIbHBIMU CUMIITOMAMU

AHamHe3 (JJIUTENbHOCTD
HOBBIIIEHHS] TEMIIEPATYPHI)

OcmoTtp

l

OcTtpasi THEBMOHUS

[E—

7

)/PeHTl“eHOFpa(i)I/I}I,

+-—

KT /

bonesnr KaBacaku
(KOpoHapeuT)

Y

CUMIITOMBI

auxopajaka o6osee S5-Tu THEH
t 37,8 u BhIlIE
JIBYCTOPOHHHM KaTrapajbHbIN
KOHBIOHKTHUBUT

DK3aHTEMA
MEHHBIA TUMGbaTCHUT

MeToanl
ACCIIEIOBAHUS

|

OO0mwmit aHaIu3 KPOBH
UMMYHOJIOTHYECKHUE
UCCJICIOBAHUS

¢

OcTpblii MUOKapAUT WU
MHUOTIEPUKAPIAUT

pUTEMA CIU3UCTON 000JIOYKHU MOJIOCTH PTa




[1IporHo3npoBaHne pucka BHE3arnHou
CMEPTU Y CrIOPTCMEHOB

KoroptHble nccaeaoBaHus

HOHYJISIIIPIH, COCTOSIIAS U3 s 5
| 3/I0POBBIX CIIOPTCMEHOB, _ OnennBaeTcs BOSHUKHOBEHHUE
[MOABEPKEHHBIX U HETIOIBEPKECHHBIX > HOBBIX CIIYy4aCB Oose3Hel 3a :
. IEHCTBHMIO BO3MOXKHEIX (DAKTOPOB OIPEAECIICHHBIN MEPUO]T BPEMEHHU

- [omynsuys, cocrosuas u3 - OneHHBAIOTCA BO3MOXKHBIE |
5 5 . DTHOJIOTUYECKU KT
. OOJIBHBIX U 3/I0OPOBBIX CIOPTCMEHOB ITHOJIOTMYECKHE (PaKTOPHI 5
8 20526020530030030030030530056255036353505369505363003G03G03G0330369530563630853632a53032a03a 8 E B HpOIHJ-IOM Hu HaCTOﬂIIICM

OnucaHue cnyyaes (noapobHoe n3noXKeHne AaHHbIX,
NONyYeHHbIX NyTeM HabMoaeHNS 0QHOrO UM HECKONbKMNX
C/ly4aeB)




OCHOBHbIE HarpaB/IEHUS] CIOPTUBHOU
KapamoJsioruv

Pa3paboTka aaroputMa MHOTOYpOBHEBOI'O HAOJIO/ICHHUS 32 CIIOPTCMEHAMU
Pa3IMYHOM CIIEIHUATN3ALMU C UCIIOJb30BAHUEM HEMHBA3UBHBIX
ANEKTPODU3NOIOTUYECKUX METOJIOB MCCIIEAOBAHMUS CEP/ILIa.

OrneHka BaprabeIbHOCTH CEPICUYHOIO pUTMa, TYPOYJIEHTHOCTH CEPACYHOTO
putMa, anerepHanuu T-BonHbl U gucniepcun Q-T u P-Q nHTEpBaNoOB y
CIIOPTCMEHOB B IIPOLIECCE aAANTALUNA CEPIECYHO-COCYAUCTOU CUCTEMBI K
(pr3MUECKUM Harpy3Kam pa3HON HApaBJICHHOCTH,

Or11eHKa IEKTPOPUZNOIOTHYECKUX XapaKTEPUCTUK CepAlla y CIOPTCMEHOB
B 3aBHCUMOCTH OT YPOBHS UX pabOTOCIIOCOOHOCTH.

O1LieHKa 3IEeKTPO(PU3NOIOTHUECKUX ITApaMEeTPOB CEPlla B 3aBUCUMOCTH OT
BBIPOKEHHOCTH M (DOPMBI XPOHUYECKOTO (DPU3NUECKOTO MEPECHAIPSHKEHUS
CEPAECYHO-COCYIUCTON CUCTEMBI.

N3ydeHrne MexaHU3MOB JIEKTPOPU3UOTOTHYECKOTO PEMOACITUPOBAHUS
«CIIOPTUBHOTO CEPJIIay.

N3yueHne KoppeasITUBHON CBA3M CTENICHN HAPYIICHUS PEHOISPU3AIINU C
ANMEKTPOYUINOIOTHISCKUMHU XapaKTEPHUCTUKAMM CEPJIIA U OLICHKOM
BO3MOYKHOT'O PHCKa JIEKTPUYECKON HECTAOUIIBHOCTH MHUOKap/a.



[lepBooyepeaHble 3aAa4y CrIoOpTUBHOMU
KapaunoJs1ormm

CrangapTtuzanus METOAUK NPOBEACHUS 00CICI0BAHUI
CIIOPTCMEHOB C KapaAUaJIbHOM MATOJIOTUEU;

IIpoBeeHE MHOTOLIEHTPOBBIX UCCIIEIOBAHUMN;
Pa3paboTka HallMOHAILHBIX PEKOMEHIAIUH 1O
00CJIeIOBAaHUIO U BEJICHHUIO CIIOPTCMEHOB:

C apTEpUATIBHON TUIIEPTOHUEN,

OWCILIA3USIMU COCAUHUTEILHON TKAaHU U MaJbIMU
AaHOMAJIMSIMU CepJINa,

HapyIICHUSIMHU pUTMa CEpALIa,
HAPYIIEHUEM IIPOIIECCOB penonapuzanuu IKI



Sinus Node - rlum

Left
Bundle
Branch

Bundle of HIS
Ventricles

Right Bundlie Branch



