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4 HEKOPOHAPOTIEHHBIE KAPANWOMMWOIIATUN N

APUTMOTEHHAA ANCTIJIA3UA TNPABOIO XXEJ1YIO4YKA
* [1aMoa02UA MblWYbl cepoua HesACHOU amuoso2uu,
Xapakmepusyrouwasaca (hubpo3HoO-HupoebiMm 3amewjeHuem
MUOKApPOa npasozo xenyooyKd, Komopoe mMmoxcem bbimeo
KOK MUHUMA/bHbIM, 8bi18/19€MbIM MObKO rnpu
2UCmos102u4ecKom uccnedoeaHuu, maK U ebipaxceHHbIM, C
pa3Hol cmeneHblo 808/1E4YeHHOCMU 8 npoyecc
MeXcHenyoo4yKoeol nepe2opooKu U MUOKApPOd 1e68020
HcesnyooyKa, npueooAwdsn K aneKmpu4vyecKou
HecmabusnbHOCMU MUOKApPOa U pa3sumuro Hceayo0oYKoBbiX

maxuapummudu.
Basso C., Corrado D., Marcus E, 2009




/APMTMOI' EHHAA ANCITJTIA3UA NTPABOIO MEJ1Y/IOYKA h
BCTPEYHAEMOCTb

"1 cayyau Ha 1000 — 10000 yenoesek (Priori SG.,
2001);

"om 4,4/1000 do 6/10000 (Rampazo A., 1991);

2y 1/4 nuy 0o 20 naem AAMNM¥ — npuvyuHa
eHe3anHou cmepmu (Corrado D., 2001, Larsson
E., 1999);

= Myxc4uHbl/HceHWuUHbI — 3:1;

"[Ipuxu3HeHHaa oua2HOCMuUKa yoaemcs

mosbko y 15-20% 6onbHbix (Corrado D., 2001).
N /




[TpHYnHBI BHE3AIMHOH CMEPTH Y MOJIOAbIX CTOPTCMEHOB
(110 4aHHbIM HaynoHaIbHOIro HHCTUTYTA cepquya, MuHHeanomic)

Commotio cordis (20%)

FKMI (26%)

Nepenoauposka npenaparos (1%)
Cunpgpom yanuHeHHoro QT (1.5%)

Capkounpoa (1%)

Tpaembi (1%) «—

Opyrne(1,5%) «———

Paapbis aprepun I'M (1%) <

AHOMAanNUM KOpoHapHbIX
aprepum (14%

HeauddepeHuMpoBaHHan
I DK (7 %)

Muokapaurbi (5 %)

Pa3pbiB aHEBPU3IMbI
aopTtbl (3 %)

ANITK 3%

\ «TYHHEeNbHblIEe» KOPOHAPHbIE
aprepum (3%)

AopranbHbii CTEHO3
(2,5%)

UBC (2,5%)
AKMI (2 %)

Muxkcoma MK (2%)
bpoHxuanbHana actma (2%)

Tennoson yaap (1,5%)

[TTH - runepTpod ua neeoro kenygodka, AOMA - apuTMoreHHaa aucnnazua npaeoro kenyaodka, MBC - mwemuyeckaa bonesHs cepaua,
AOKMIM - aunataumoHHaa kapaumuonatua, MK - mutpaneHelit knanad, Mh-ronoedoi mozr, TKMIT - runepTpod MMeckaa Kap 4MoMUONaTUA.

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



" APUTMOFEHHAA ANCTT/TIA3UA NPABOTO XKEJ1Y/IOYKA A
BCTPEHAEMOCTb

Y 16,6% u3 56 demeli c uduonamuyeckumu
Hcenyo0oYKo8bIMU apummusIMU HA
Ma2HUMOPE30HAHCHOU momoz2pamMmme — NPU3HAKU
ALK,

Jlebeodes /.C.,
BacuykuHa E.C., 2012




A

APUTMOTEHHAA ANCITJIA3UA NTPABOIO MMEJTYJO4YKA

Tunu4Hasi JIoKanau3sayusi UsMeHeHUU:
eepxyuwika, mMpumMoyYHbIlli omades1 u 3a0He-6a3asibHasi
CMeHKa — «mpeya20sibHUK ducnia3uu»

FT’MCTOJIOrMYECKWUE BAPUAHTDI

= Junomamo3susli (40%) - ¢ nepeuyHoll N
Jus1amayueill 6b18600H020 omade1d uau
momaJasvHoil dusramayueil IDK;

= QUGPO3HO-AUNOMamo3Hbslil (60%) -
C dHedpuU3MaMu 8bI8600H020 omadadea,
CMEeHKU Npaego2o 3cesyd04Kd 8

T

006/1aCMuU HUXCHe-3adHel cCmeopKu
mpexcmeop4amozo K/anaHd,
gepxyuwKu u/usiu npumo4Hoz2o

mpakKkma.
Marcus F.l., Fontaine G., Guiradon G. et al.,

1982

Ii%
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" APUTMOTEHHASA AUNCTTJIA3UA NPABOTO XXEJ1Y/IOYKA A
K/IMHUKO-MOP®OJ/IOTNYECKUE BAPUAHTBI

® «KHemMble» dHoMdA/auu pa3BUTHUA MHUOKapJda ImpaBoro
KenaygodKa Yy dCUMMIITOMHBIX »KEPTB BHe3allHOU CMEPTHU,

° «MaHu@ecmupyrwas» namo/102us — CecrMeHTapHble
WJIY TJ100aJ/IbHble CTPYKTYPHbIE U3MEHEHHS IPaBOro
KeJIyA,04Ka, 4acTo — TOJIbKO TUCTOJIOTHYECKH e
MpOsIBJIEHWSI BOBJIEYEHUSI B IIPOLIECC JIEBOTO »KeJyA04YKa;
CHUMITOMAaTUYHbIE XKeJYA0YKOBble apUTMUU;

°* «MepMUHA/AbHAS CMAaodusl» OVBEHTPUKYJISIPHOTO
NOpaXKeHUS —AuJaTallMOHHAd KapAHuOMHONATHS,
NPUBOJAIIAS K HEKYpabeJIbHOM IIPOrpecCUpyrolen
cep/leYHOH HeJJOCTaTOYHOCTH; HEOOXOAUMOCTb
TpaHCILJIAHTALMU cepAaLa.

Corrado D., Basso C., Thiene G. et al., 1997 y




 APUTMOTEHHAA ANCIJIA3UA NMPABOIO XKE/IYOYKA
K/IMHUKA

e Ilepevie KAuHU4YecKuUe Nnposi8/AeHUS:
e 80% - do 40 nem;
* M02ym 6bIMb 8 WHOWECKOM 803PACME;
e pedko - nocae 40 nem;
° yauje y MyHCHUH.

e JlomuHupyrowuii KAUHU4YEeCKUll NPU3HAK - 3/10KA4YeCmMBEeHHble
aces1y0ouKo8ble apummuul.

e /Jle6rom - 06bIYHO IKCMPACUCMOAUS PA3AUYHbIX 2pA0ayuli, KOpoOmKue
«NpobeXdcKU» Hesay00uKkosoll maxukapouu.

* Yacmo - ycmotivusbsie napokcusmbl KT, conposoxcdarowjuecs
CUHKONA/IbHbIMU COCMOSIHUSMU, YACMO U 6bICMPO pa3eusaemcs
pe3ucmeHmMHoOCmMs K 3(hheKmueHbIM paHee AaHMUApuUmMu4ecKuM
npenapaman.

o IMoaumop@du3m 3IKmonuyecKux ce.1y004K08bIX KOMN/IEKCO8 -
ceudemes1bCMB0 CyuecmeoB8aHUsl MHOMCECmMB8a apummo2eHHbIX 04ad208 Ha
dasieko 3auwedwux cmadusix 3a60/1e8aHUSI.

e Cy6cmpam 3#ces1y004YK080U apummuu — KOMNEHCAMOPHO
aunepmpo@dupoB8aHHbIlU MUOKAPOD, PACNOJA0HCEHHBILU BOKPY2 30H HCUPOBOU

\_ u/uiu pubpo3HoOl MKaHu . ®omuHna U.I. c coaem., 2003 /




KPUTEPUUN |W.J. McKennaetal., 1994 r. F. Marcus et al., 2010 1.

L. 106aavHasA u
/uau
pe2uoHa/1bHasA
ducihyHkyus u
cmpyKmypHble
U3MeHeHUsl

JAUNATHOCTUKA AAQIMXK

bOJIBIITUE KPUTEPHH
e3HauuTeJbHaA AWaTalUs
[12K 1 cumxxkenue ero OB npu
OTCYTCTBUHU BOBJIeueHUd JIK
*JlokasibHbIe aHeBpU3MbI 17K
e3Ha4yUTeJbHas

CErMEHTApPHAad AWUJIaTalluAd
[IK

MAJIBIE KPUTEPHH
*YMepeHHas o61as
aunatanus DK u/unu
cumxxeHue OB nipu
HopMaJibHOM JI7K
*YMepeHHas cerMeHTapHad
aunatanud [1K
*PervoHasibHas TMIIOKWHE3US
1K

BOJIBIIIHE KPUTEPHH

*IXOKT: pervoHa/ibHasA akUHe3U4,
JVICKVHEe3Us UM aHeBPHU3MaA

+ OZTHO U3 CJIeYIOLUX:

*PLAX RVOT 2 32 MM

(PLAX/BSA > 19 MM/M?);

*PSAX RVOT = 36 MM

(PSAX /BSA > 21 MM/M?);
*bpaKLys U3MEHEeHH Mo IH
I < 33%.

MPT: peruoHa/ibHad akMHe3U4,
JVICKUHEe3Ud UJIW JUCCUHXPOHUA
cokpaieHus [17K

+ OZITHO U3 CJIeAYIOLIUX:

DK KA0/BSA > 110 mu/m? (M) wiaun
> 100 mu/m? (OK) nin OB I1K < 40%

AHTHOI'PAPHUA:
pervoHaibHad akuHe3usd, JUCKUHe3Ud
WJIU aHeBpHU3Ma



KPUTEPUU W.J. McKennaet al., 1994 r. F. Marcus et al., 2010 r.

II. l'ucmosio2usi:
xapakmepucmuka
MKAHU CMeHOK
npaeozo
Jceqydouka

AUATHOCTUKA AATIXK

BOJIbLIIOH KPUTEPHH
*@HOPO3HO-’KUPOBOE
3aMellleHue MUOoKapza (1o
JAHHbIM
3HOMMOKapAUaJbHOHN
OHOIICHH)

BOJIbIIIOH KPUTEPHH
*OcTaTouyHble MUOLUTHI < 60% npu
MopdOMeTpPHUUECKOM aHAJIU3E B
coyeTaHUU C PUOPO3HBIM
3aMelleHHeM CBOOOJHOU CTEHKHU
[I’K B = 1 o6pasue
3HJO0MUOKap/iMabHON OUOIICUU B
COYETAaHUHU HUJIU 6€3 }KUPOBOTO
3aMellleHUsI TKaHHU




KPUTEPUU |W.J. McKennaetal., 1994 r. F. Marcus et al., 2010 r.

I111. AHOMaAauu
penoaspusayuu

JAUNATHOCTUKA AAQIMXK

BOJILILIOH KPHTEPUH

MAJIBIE KPUTEPHH

*«-» 3youpl T B V1-V3y
NalUeHToB cTapiue 12 jeT
[IPY OTCYTCTBUU NIPU3HAKOB
MOJIHOW 6JI0Ka bl MPaBOM
HOXXKHU ny4ka ['nca

BOJIbIIIOH KPHTEPHH

*«-» 3youbl TB V1, V2, V3y
nanueHToB cTapuie 14 jet npu
OTCYTCTBUH NPHU3HAKOB MTOJHOU

6J10Ka/bl IPaBOM HOXKKM Ny4Ka ['uca,
QRS =120 Mmc.

MAJIBIE KPUTEPHUH

*«-»3yo1bl T B V1 1 V2 y NaljMeHTORB
crapiie 14 jeT (Ipy OTCYTCTBUHU
IIOJIHOW 6JIOKabl IPABOM HOXKKH
ny4yka ['uca) uiau B oTBeieHUAX V4,
V5, V6;

*«-»3youbl TB V1, V2,V3iuv4 y
NnalLyeHToB cTapile 14 jieT npu
HaJIMYUHU MOJIHOU OJIOKA/Ibl IPpaBOH
HOXKHU ny4kKa ['nca.
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SIMAFTHOCTUKA AN

1v. AHomaauu BOJIbIIIHE KPUTEPUH BEOJIbIIIOH KPUTEPHH
denosspuzayuu/ +BoJsiHa «3MCUJIOH» B IpaBbiX *BoJiHA «3MCUJIOHY.
npoeoouMocmu  TPYAHbIX OTBeJEHUSIX. *JloKka/JIbHOE yBeJInYeHHe
*JlIoKaJIbHOE yBeJIUYeHne JJIATEeNbHOCTH QRS B V1-V3 > 110 mc.
JJIUTEeJIbHOCTH QRS > 110 Mc.
MAJIBIE KPUTEPHH
MAJIBIE KPUTEPHUHHU eHasnyue III12K Ha curHaJ-
*Hasin4yue mo3gHux ycpeaHeHHou JKI o 21 u3 3-x
IMOTEHIIUAJIOB XXeJIYJJ0YKOB. IIapaMe€TPOB B OTCYTCTBUH

QRS = 110 mc Ha IKT.

Vi




- BOJIHA «3lCUJIOH» (e-wave)

gocrnpou3sooumeie MmaaoamnaumyoHsle cu2Hanbl
mexcoy KoHe4yHou yacmeto QRS u Hayanom T-
3y6ya e npasbix 2pyOHbIX omeeodeHUsiX.

TPaH3UMOPHAA E-Wave — NPU3HAK MosbiWeHUs
apummoz2eHHoU 20mo8HOCMU MUOKApOAd.

—




KPUTEPUUN |W.J. McKennaetal., 1994 r. F. Marcus et al., 2010 1.

V. Apummuu

JAUNATHOCTUKA AAQIMXK

BOJIbIIOH KPUTEPHHU

MAJIBIE KPUTEPHH

KT c mopdosioruen
0JI0Ka bl JIEBOW HOXKKHU Ny4YKa
['vca (ycronyuBas uiu
HEYCTOMYHBasA) MO JaHHbIM
IKI, XM 3KI, Harpy304HbIX
npoo.

*Hacrad ey 04KoBad
skcTpacucrosiud (>1000/24
yaca) no gaHHbIiM XM 3KIT.

LOJIBIIUE KPUTEPHH

*YcTonyuBad uiv HeyctonuuBad KT ¢
MopdoJsioruen 6okaabl JIHIIT u
oTkJIoHeHHMeM JOC BeBO («-» QRS BII,
II, aVF ¥ «+» B aVL).

MAJIBIE KPUTEPUH

*YcroruuBad uiu HeyctonuuBad KT ¢
Mop@dosioruen 6so0kanbl JIHIT u
oTkJIoHeHHMeM JOC BnpaBo («+» QRS B
II, II, aVF ¥ «-» B aVL) HJIH C
HEU3BeCTHOM OChIO.

*’Kenyno4ykoBad 3KCTPACUCTOJIUA
>500/24 ygaca.
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VI. CemetiHbIlU
aHaMHe3.

AUATHOCTUKA ALK

BOJIbIIIOH KPUTEPHH
*HaciecTBeHHBIM XapaKTep,
MOATBEPKAEHHbIU JAHHBIMU
ayTOIICUHU UJIY TIPU OllepallvH.

MAJIBIE KPUTEPHHU
*BHe3anHaa CMepTh B CEMbE B
Bo3pacTe 0 35 JeT.

eJ/laHHbIE CEMEMHOI0 aHaMHe3a
(4JIeHBbI CEMBU C JUArHO30M
AJITK, noaTBEepKAE€HHBIMU HA
OCHOBAHHWH JAaHHbIX
KpUTEPHUER).

™~

bOJIBLIIHE KPUTEPUHH

*BHe3anHasa cMepTh B CEMbeE B
Bo3pacTe J0 35 JieT.

‘UneHTudrKanus NnaToreHeTU4eCKOU
MyTalUY, aCCOLLMMPOBAHHOU UJIU
BO3MOXHO acconuupoBaHHou ¢ AAIIK
y OLleHMBAeMOro NalyeHTa.

MAJIBIE KPUTEPHH

*BHe3anHasd CMepTh B CEMbeE B
Bo3pacTe J0 35 JieT.

eJlaHHbIE CEMEMHOr0 aHaMHe3a
(4s1eHBI ceMbH ¢ sruarHo3om AJIITK,
MO TBEPKJAE€HHBIMH Ha OCHOBAaHUU
JIAaHHBIX KPUTEPHEB).




g JIMATHOCTUKA ALK A

W.J. McKennaet al., 1994 r. F. Marcus et al., 2010 r.

JAHATHO3 AJIIXK CYHTAETCA JHATHO3 He 8bi3bleaem COMHEHUIl
YCTAHOBJIEHHBIM ECJ/TH ( Definite Diagnosis):

BbIAB/IEHBI: 2 601bWUX KpUmMepusi;

*2 601bWUX Kpumepusi; *1 601bWOTIl + 2 MA/IbLIX Kpumepusi;

1 60A6WOI + 2 MAABIX *4 Ma/abIX Kpumepus U3 pa3HuIX 2pynn.
Kpumepusi; JAHATHO3: nozpavuyHas ghopma AJAIDK

*4 Ma1blx Kpumepus u3 (Borderline Diagnosis):

PA3HbIX cpynn. He 8bI3bl@aem COMHeHUl

*1 60oabwol + 1 Maawlll Kpumepuil;
*3 .Ma/1bIX Kpumepus u3 pa3HsiX 2pynn.

Ilodo3peHue Ha Haauyue AJIIK

(Suspected Diagnosis):
*1 601bWOL + 2 MAALIX Kpumepus u3
pPa3HbIX 2pynn.




" COBCTBEHHOE K/INHWYECKOE HAB/IIOAQEHUE

Ilayueum Muxaua 0., 15 1em

e O6pamuJcsa K epavy 8 €853U € N0SA8/€HUEM HCA1006 HA KOAI0UWy10 60/1b 8
06/1acmu cepdya, 803HUKAIOWYI0 npeumMyujecmeeHHo Ha (hoHe
PusuyecKkux u IMOYyuoHAAbHbLIX HA2PY30K , Kynupyemcs noc/e 3-5 -
MUHYMHO020 0madbiXa; Heudacmble 20.1080KPYHCEHUS Npu 6bIcmpoul
nepemeHe N0/10JCeHUs meJd.

e ApummuyHas cepdevyHasi dessmeibHOCMb enepabvle 6bl1a 8blsi8/1eHd
y4acmkKo8bIM epavyom npu o6pauwjeHuu no nogody OP3 3a 10 mec. do
nocmyn/ieHusl.

e CemeliHblll AHAMHE3: Omey Ma/ab4uUKa no2ué 8 eo3pacme 32 s1em, co €108
mMamepu, 8 nbsiHoll dpake. He/1b35 UCK/AI04UMb 8HE3ANHYI0 CMEPMb!

e CmaHdapmHasa IKT : 00UHOYHASA MOHOMONHAA #Ces/1Y004YK08aA
IKcmpacucmoausi no muny KkeadpuzeMuHuU.

e IXOKT: eapuaHm HOpMbl.




: COBCTBEHHOE K/INMHUYECKOE HABJ/TIO4AEHUE A

12-KaHanbHoe MOHUMoOpupoeaHue no Xonmepy

e OOUHOYHbIEe MOHOMOpPPHbIE

JHces1y004YKo8ble IKCmpacucmoJbsl -
39664 /24 uaca.

e IlapHble >ceslydouKoagble

MOHOMOP@PHbBIE IKCMPACUCMOAbI -
159/24 uaca.

o [InomHocms 3xkmonuu - 34%.
* £-80/IHA HA socxodsaujem KosieHe QRS.




: COBCTBEHHOE K/INMHUYECKOE HABJ/TIO4AEHUE A

PpazmeHm 12-KaHAMbHO20 MOHUMOPUPOBAHUS
9Kl no Xonmepy Muxauna O., 15 nem.

;'66 anp 01:30:45 3K |06 anp 01:30:45 3KT
RR 790 381 689 385 1109 RR 790 381 689 385 1109
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COBCTBEHHOE K/INMHUYECKOE HABJ/TIO4AEHUE

PpazmeHm 12-KaHAMbHO20 MOHUMOPUPOBAHUSA
IKI no Xonmepy Muxauna O., 15a1em.

06 anp 01:30:45 3K




COBCTBEHHOE K/IMHUYECKOE HABJ/IKAEHUE
MAITHUTHO-PE3OHAHCHAA TEPATIUA

LY «HAYKOBO-IPAKTHHHHH MEHMHNH HEHTP
IHTHYO! KAPUOJOTT TA KAPUHONIPY PLy

KIS L1 10pocamy

2062012 Volumetric Measurements
BLUILICHHSA NPOMCHEBOT HATHOCTHRH 05.06.2012
Measure Units Reading Normal Values

MPT cepana 0e1 B/B KOHTPACTHPOBAHNN

Custom Measurement

e LM
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NB!

Y4yuThiBas IOCTENIEHHOE Pa3BUTHUE CTPYKTYPHBIX
M3MEeHEeHUN MUOKapAay AeTeru MOTryT
npeoo6/1aAaTh NIPU3HAKU HAPYLIEeHUA QYHKIUHU
U AUCCUHXPOHUA ABUKEHUS IPABOTro0
XKeJIYyA04YKa, a JIMINIOMATO3 IPUCOEJUHACTCA YKe
B 3peJIOM BO3pacrTe.

PekomMeHa0BaHO AMHaAaMu4yeckoe MP
HaO0JII0JeHUe AeTer, NOA03PUTE/IbHBIX HA
pa3sBUTHE APUTMOIeHHOU AMCIIJIA3UH NIPABOro
XKeJsrygo4yka!

MumpogaHos H.A., 2012




: COBCTBEHHOE K/INMHUYECKOE HABJ/TIO4AEHUE

AUNATHO3: APUTMOIEHHASA QUCTTTIA3UAA
NPABOIO XEJIYOO4YKA

* 2 bonbWUX, 2 MANbLIX Kpumepus
no McKenna W.J. et al., 1994 ..

* 1 60onbwioli + 2 Mmanovix Kpumepus o
Marcus F. et al., 2010 2 (Qua2Ho3 He
8bi3bleaem comHeHulu - Definite
Diagnosis).
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COBCTBEHHOE K/INMHUYECKOE HABJ/TIO4AEHUE

e JleueHue: Comasion 40 me2 2 paza/cym.

* 3a nepuod 2-x MeCAYH020 HAO/1I00eHUS! MAJAbYUK

ommeuvaJi Xopoulee camodyecmaeue, Hca100 He
npeodss6/51.

* AYyCKy/16mamueHoO: pummMu4Has cepoevyHas
desime/1ibHOChb.

™~




s
3AK/TIOYEHUE

Haauuue uduonamuyeckux npozspeccupyrouwjux
Jcesly00YKo8bIX apummuil y demel mpeéyem
AKMueH020 NoUCKd 3muonamoz2eHemu4eckKoz2o
pakmopa, 0151 4He20 He06X0duMo npogedeHue
pacwupeHHO020 KOMN/JAeKCH020 06C/1ed08AH U,
8K/II0Yalowe20 coepeMeHHbIe 1a60pamopHble,
UMMYHO/102U4ecKuUe, 8bICOKOMEXHO/102UYHbIe
UHCMPyMeHmMAa/AbHble Memodul ¢ Noc/1edyiowum
cocmas/ieHueM UHOUBUAYd 1bHbIX /1e4eOHO-
peaouaumayuoHHbIX NPO2PAMM U HAG/1I00eHUeM
8 JUHAMUKe.




