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BBeneHue

Kapavomuonatuu (KJM) - rpynna
Pasnun4YHbIX No aTuoniornu v nartore jesy
3aboneBaHuUn c‘ﬁep.qu NpABOAALLN gi KA
HeoOpaTUMbIM H j.[;e;_ AM CTP)YK g JYRR
cbyHKu, M MMOKa n orjgrnyec |
N3MeHEeHUS MVIOKap.EI. 9 PUBOOAT K
nporpeccupyioilemy § xy.qu.lel-lmo :
HacoCHOU (PYyHKUUM cgpaua, pa3Butiito
cepae4yHon HegocTaTtouHocTn (CH)

APUTMUYECKMX HapyLLEeHUN, yBenn4inBas
NDNUCK CMNMADTUA MNAllMaHTA
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BBeaeHuve
B 3aBucpumocTtn ot
naTonoroaHaTOMqu KUX U |
naToqousuonomqec X of b6eHHOCH eu
pa3sutua KM 6 on pepeneybl |
‘-IeTbIPEOCHOB le pop b M:
.u,vmaTauMOHHaﬂ ‘pectpuktneHasa, ||
runeptpoduyeckas I puTMoreHHas
npaBoxenyaouykoBasafEcnu KMI1 = |
HEBO3MOXXHO ObINT0 OTHECTU HU K O HOM

U3 HUX, X OTHOCUINU K
HQMHOFOUMC“‘QHHOIZ noONrovrnnaea
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BBeneHue

AmepukaHcian accoumnaumf
cepaua (Amerlcan Heaft Association, AHA)

ony6nMKOBana;%_ayL| oe gornatueH i' C
HOBOWU BEL _A..'i‘i H |k a I'I

BKpaTu *-SKCI'Ie Q  BH, denvnli o
GonbLine rpynnbl KM - - NePBUYHbI/ ’
(Hacne.qCTBeHHble np 06peTe|-||-|b|e
CMeLuaHHOoro npoucx eva)M |

BTOPU4HbIeE.
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BBeneHue

B aTux ABYyx Knaccudpukauusix ocogoe
BHUMaHue o6pau.|,ae Ha cebA |
apI/ITMOI'eHHaFIMpaB | e‘ .qquOBa KM (
All-KN I'I OHa;I""""""‘ c OAHOW M3 | 1
qublpe ( OCHOBHbIX b -, I'I(n- |
Knaccucbukau,wu BO SFC 1995), Ho xoTA "
AvrnaTtaunoHHad, pec PUKTMBHasA 1 ||
runeptpodpuyeckaa KMI1 goctaTouHp
XOPOLLO N3BECTHbI MPakKTNYEeCKNM

Bpa4vam, o6 Al-KMI1 sBcnomuHaroT pegko,
a UMAalolIInaeca O Hel 2HAHUG KAk




OnpepneneHune

AN-KMT xapakTepuayeTEs NporpeccupypLimm
3amMelleHuem Muokapaalnpasoro xenyaduka
(M) xupoBoit M(jmﬁp HOVI IKaHbIO, C ;i
YaCTUYHbIM BOBJTeigIeH 8Mm ng BOro )Keny L||<
- % LY, |/| o'f: s¥s Aﬁ". FC:
3a60ne:aHM“e cxopee BCero, nyeer
reHeTMYecKyo npupoay i I'I KMI1 Bbiaen
KaK CaMOCTOATENIbHYIO O nesHb coBceMm !

HegaBHO, OKOMo 20 neTt HA3aA4.

B knaccudmkauum AHA(2006) AN-KMIN
OTHOCUTCS K NEPBUYHbIM KMI1, nmerowmm
HacneaocTBeHHOE NnpoucxoxaeHue.
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. dnugemuonorus
AMN-KMM cuutaetcs geakum
3a60neBa|-meM TeM fle MeHee 3Ta E
naTonorus 3ac13_}&_é>|<u aet gcoGoro |/
BHUMaHus, NOCKO. b___,._ A ABNAR -L ’
o.quu n ,z-'f,,je.qy M ? "vl | pa3sBUTUSY
BHe3anHoM cep.qeqH o’ cmepTM cpeL
mMornoabix nogen (oc s eHHO cpeaum |
CMOPTCMEHOB).
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PacnpOCTpaHeHuogTb I-KMI B oOLuen
nonynAunmn oueHMBaeTga no pa3|-|b|M AafHbIM
ot 1:3000 Ao '1:10 QOO (B oo e.qH |

| ii ﬂ.
I'IpVI6]1I/I3VITeJ1bH05 , c|-|o Hayq {omy/

noxnaqtléng 0 O nee
BCTpe4YaemMocCTH AI'I KMN OT,qeanblx
pernoHax (1:2000- 1:2500) ¢ I’ Hanpumep, B U anMn
(«<BeHeLMaHCcKaa KapauomonaTtusa»), N'pednm

(«0one3Hb Hakcoca»). BOnbLWMHCTBO OONMbLHLIX

— My>XCKoro nona (1:3-1:4).
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AKTya.anOCTb AI'I KM AOCTaTOYHC
BbICOKa, YYUTLIB 325 TP, YTO OHA B
HacTom.u,ee Bpemsi n@gn3HaHa ogHoOu 3
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ﬂeTaﬂbHOCTb npu 3701 na griormm
cocTaBnseT 2- 4% = ro . CylecTByto
OCHOBaHWs nonaraTtb) ‘-ITO no Kpam—l n
mepe, B Utannn All-KMIT aBnsietca opHow
N3 OCHOBHbIX NPUYNH BHE3aNHOU
cep.qequu cMepTH y CrnopTCMeHOoB (G.
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.. dnugemMmuonorus

Tpomboambonus

nerouron aprepuu 1% [pyrve 2%

OnepupoBaHHbIe BPOXAEHHbIE
nopoku cepaua 2%

Aunaraupnonnas KMI 4% ___./

Pa3pbis aopTel 3%

[uneprpoduyeckas —.
KM 7%

Unnonaruyeckas 6%

ATepocknepos KOpOHapHBIX
——><___ aprepwit 20%

AN-KM 13%

[laronorus nposopswen KnanaxHele nopoku

cucTems cepaua 9% - \ cepaua 11%

Muokappursl 10% HearepocknepoTuyeckas UWeMMuyeckas
6onesns cepaua 10%

OcHoBHble npu4uHbl BC Monoabix nogen B ceBepHon Utanun. (no
AaHHbIM G. Thiene et/al., 1988) |
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B HaCTo;lu.l,ee Bpgjgg[gmn- QUHATO CYMTATh, YTO ANsAY [-KMI
XapaKTepeH ayTOCOMHO-AONMHAHTHbIN THN
HacnenoBaHUA C HENMONHOWIEHETRAHTHOCTLIO fleHa.
3710 0603HauaeT, uT §a6o EBaHNE a33MBaeT |
TOJBKO Y YacTu nuy, é*r ne o OprX npUcyTcTy
AOMMHA ';{,"Horo reHa acne' [=‘-.
npeapacnonoxeHne K 6ones A ocTaeTcsi .
Hepeanu3oBaHHbIM. O,qHaKo dnucaH TakKxe, N0 KpaUHeNn
Mepe, oanH BapunaHT AMN-KMI koTopbin Hacneayertcs no
ayTOCOMHO-peuLeccnBHomy Thny («6onesHb Hakgocanr).
N3yuyeHue reHeTudeckou npuponbl AlN-KMI1 octaeTtcsa
OAHUM N3 Hanbonee akTUBHbIX HanpaBlieHUU B

MOJNEKYNAPHO-reHETUYEeCKOW Kapanonorum.




&= ﬂaTo reHes
I'Ipu AI'I KMﬂﬂu@xa n MK HaumHae:
nporpeccwsl-lo Tep;l b MUOLNTLI, |
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Muokapaa CTeHKI/I f Ton JaloTCcs, HoB *
aanbHeuLwem HaﬂpOTB MCTOHMYA c;l B
HUX NOABNAIOTCH HeO .I1bLI.IVIe
aHeBpU3Mbl. |
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HekoTopoe Bpemsi 3aGofleanye npoTekaeT
6eccumnToMHo. Ho nockonbKy odarn |
16 po3HO-kMPOBOro NépepoKaeHMS He| |
NPOBOAAT 3neKTpUYecKe My nbChbl, nolmepel
Banegrpuyeckan|®

OBUTCA BCe 60n¢

\F &I -~ ARSI YL

yBemnnUYeHNs Taknx ouare
aKTMBHOCTL cepaua cTa 1
becnopsaao4vHoOWN, B*fCBﬂsc-qu passuBajTCA
HapyLweHUa putma cepala n ero COKpaTMufiocTum.
YxyauweHue HacocHou pyHKuuun MK Beger K
pacLUMpeHUIo Kamep npaBoro cepaua,

cucronuyeckon AncoyHkumm, CH.




KnuHuka
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I'IepBble KINMHN4yecC e r
BO3HVIKaI-OTy MonoabIX rop.e (Ao 40 ne
npaBuno, BKnMngeA KMI) po;lsnﬂe
Ji' " ',| AN . APU ”‘A'

DOSAABIeHUs1 OObLIYHO
KaK

(1L ) ,&Q.“.‘l-,.
(4acTo I\I] YHOMOPIHO ke notifosoit
Taxukapauvemn, y MHomx an 5IX TaKke | |
BCTPeYaloTCH XenyaoukeBas 3KCTpaCVICT us,
anusoabl pmnbpunnauunpKkenyao4KkosB, pelke
MepLuaHue Unu TpeneTtaHye npeacepavn)|e
CBSI3U C YeM NaToriorns U nonyyuna Takoe
Ha3BaHue. ‘




KnuHuka
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B TManHblx chyqa X NdUMEHT XanyeTcsiHa
ApPUCTYMbI cepaledneHns, Taxvkapauu, flactble
FOHOBOprH(eHMFI@M%Oﬁ dpoKA OHaKo '| ‘
apuTMuUyeckue HapymieHms ek Bnﬂ xcs
e AVHCTBEHHbLIM UJ; M tbudebrnum ¥
CYMNTOMOKOMMNITEKCOM T

on A KMI'I Kak
nobon gpyrowu KMH y3 [ X NaLlUeHTOB
MMeroTCSA U MHOTue Apyrie npoo6nemsl, n .?-
BCero Te, Kotopbie cBA3aHbl ¢ CH
(M30onMpoBaHHOM NpaBOXeNya04KOBOM UK
OUBEHTPUKYNAPHON).
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KnuHuka
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E pe3yn LTaTe KNMHUYeckas KapTuH: npy
AM-KMI Mo>|<eff1'%6b|T .qoc aTo4yHoO |
pne £hyuaes F
SDE SIM KTV 2|7 1 H L| AM W
nponsﬁéﬁuem A 1-KN 5 Bbi@ ynaeT
BHe3anHas cep.qeqHa cMepTb
(BcneacTeue onbpurnaumnm
Xenyao4ykKoB) — Kak npaBuIo, BO Bpems
ousnyecknx Harpy3ok, npu 3aHATUAX
CMOPTOM. i
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. KnnuHuka - 3akntoyeHme
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CHa'-lana Geccutho IHO

‘rmﬁr“ GO, O A 1

NepBLle CVIMnTOMbI npon 1AI0TCS Y MOnoAbi intogen B
BuAe XenyHdouKoBbIX apliTMui, (kenya.Taxs fikapayy,
3KCTPacUCTONUM, 3 Mso,q”’*‘uﬁ nnﬂuuu) !|
XKanoBbL _Ha_n Eepafiet eV ATaX
ronOBo»y Hueu € OPOKI UEVa
CMMNTOMBI, accouwupoaa |e ¢ phaBuBwerics CH.
B psape cnyyaeB nepBbiM KIVHWYECKW 3HE TUMbBIM
nposienednem  AMN-KMM { Boictynaer B .3an|-|a;|
cepageyHas cmepTb  (BdheacTeue = chmGpENNAUMK
XKenyao4ykoB) — Kak npaBufio, Bo Bpema pnamnyeckunx
Harpy3oK, Npu 3aHATUSAX COPTOM.

Kapowum,
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OueHb xapakTepHbeimuans AMN-KMM
ABIAIOTCA apUTMUW, chHkone, 3n|/|30.q |
BHe3anHow ocTaHOBK cepgiua B aHa Hese/
Mpw HeMHBa3MBHBI | ; yahh3npyic ,x ‘
MeTOAax obclienoBd ,l a 3epPoATHCTH
HanquﬂynauueHTa E -KMI¥moxer ||
yKa3bIiBaTb pacLUMpeH e kamep npaBo
cepaua u/vnu aHomangHble ABUXeHUs 5
cTeHkKu X, HapyLleHné COKPaTUMOCT

npaBoro xenynodka (acuHeprus,
rmnoknHesus), aHespusmbi MK




IlnarHocTuKa
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npu ero Hevrsme

oTBeaeHUn V6

e ANUCNOH - BOJSIHA B NpaBbiX rpyAHbIX
OTBeAEeHUNAX

e XXeNnVaOOUYKOBbLIE apDUTMUMU
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IKI nauMeHTa All KMI'I 13 net
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PUCYyHOK 1. @parMeHT XONTepoBCKOro MOHUTOPUPOBaHUA Manb4Yuka A., 13 ner,
C HacToW NpaBoXenynqo4ykoBoi aKkcTpacucronmen. CrpesikaMm yKkazaHa 3rcU/IOH-BOJTHA




IlnarHocTuka
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PeHTreHo Tpa Has

BeHTpVIKy jprpadousa
e Annartauus npaBoro )Ke AO4YKa B COY4eTc VIVI C

CerMeHTapHbiMN Hapyllenamm ero cCoKpagieHus,

BbINAYUBAHNAMW KOHTYpa B obGrnacrax aucnrasmm u
yBeJIM4eHUeMm TpabeKynapHOCTM.
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‘ ‘D,I/IaI'HOCTI/IKa
o naHHblerl§MT )-PE30HAHCHO
Tomorpacbml MOXXHO DOHAPYXKUTb |
y4yacTku 3ame |-w|;| amoKapaa c*ia BO |
TKaHbo, VICTOHH H, i T* KI'I A | |
aHeBpm I:I noc ne Aé HaylHbie"
OaHHbIe CBmJ,eTenbc BYIOT TaKxKe o | |
nepcnekTUBHOCTH yCl HneHns MarHm fo-
pe3oHaHCHOro curHasa ¢ NOMoLlbHo |

KOHTpacTUpoBaHuUA ragonmHmnem.




IlnarHocTuka

e

Hapyl.uel-m;l cokpatumogTu MK, ero aundraums
M aHeBPU3MbI BU3yanu3 pyI-OTCFI TaKkxe d
MOMOLLbIO peHTr&HKOH acTHOM ‘i :
BEHTPUK] norpacpuﬁ i- eAHne rog bl 1
M3y'4atoTCH BO3MOXKH :’"'¢ g VHBA BHOTO|
MeTO.qa*.DMarHOCTMKVI -T'xme HOro *
3ne|<'rpoa|-|aT0MML|ecxorKapTupOBava
KOTOPbIV NO3BONAET OTARUMTL (PUBPO3HYY
XUpoBoe nepepoxaeHnd ot BocnanuTendHbIxX
U3MEeHeHUU, YTOo o4eHb BaXHO, TakK KakK All-KMI
4acTo CMOXHO AnddepeHUnpoBaTh OT

BocnanutensHon KMI1.




TpexmepHoe aneKkTpoaHaToMn4eckoe
KapTupoBaHue




TpexmepHoe aneKkTpoaHaToMu4yeckoe
/ KapTupoBaHue
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C NoMoLLbI0 Man:ljgjj[y 31X TeXHOIMOrUM cncTema MoxeT
TOYHO onpeaenuTb N 10Kanfi30BaTh NONOXEHW(
KOHYMKa K’aTeTepa B NPOCTPAHCTBE, C OAHOBPENIEHHON
perncTpauuen noka '1__5Hb|x TpaKapananbHbD .i |
3ne|<TporpaMM TpexM‘b M3 DpRXeHne kaMep
“ePALA NPEACTaBnHeTCA HipExKWMe peg SHOW
Bpemevaf\BmeCTe ¢ LBETHBLIM 13 6p eHuem
aneKTPodU3Nonornyeckon cbopM.au.MM, KOTOPDE |
HaknagbIBaeTCs Ha 3MEeKTPOAHaTOMUYECKYIO Ka Y- ons
CO34aHUA KapTbl akTUBaUuun foukam npncBanBamTCA
onpeaeneHHble LUBeTa: KpacHbIN - y4acTOK Hanodnee
paHHen akTuBaLnn, OpaHXeBbIN, XXeNTbIN, 3eJIeHbIN,
CUHUN M obwoneToBbm NPOrpecCcMBHO yANMNHSAIOLEeeCcH

BpeMA akKTU BaLI,VIVI
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IlnarHocTuka
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B cBeTe An¢pepeHUMBNLHOI AUArHOETMKM
Al-KMI1 cnengyer noaYepkHyTb, YTo Alis
aTom naTonommBer axa aKTepHa :i
O4aroBocCTb nopa)x H P CYeRkn i
OGLIYHO TONBKO Ha S aMvxicraonsl oydrv
CnVIBaI-.TCFI Hacmnbx iTo bpaxeHut K
npqupeTaeTxapaKTe ndgdysHoro. Jro B
Haubonbluen cTeneHu @rnuyaer AM-KN I'I oT
npaBoXxenyaodkoBou gunartaunoHHON KMI
N MUOKapAUTa, MPU KOTOPbIX CHUXEHUe
cokpaTumocTu cteHku K TotanbHoe.




‘ JlunarHoctuka
O6HapyXeHue oTAENBHbIX y4acTKOR
FUMOKnHe3um, YTOHY( |-|m=| cTeHku NMXn
0COBEHHO — aH¢ ,,;._;Bpu K(npexaell i Bcert
/ Monoforo nat ,. d6eHHg ecnn i/
Hero et; “ﬂoﬁmo o wc bl
cep.qu,e6we|-m;| apMT yeckue ||
HapyLleHUs B aHaMHe;: o $€) AOMKHO |
HaCTOPOXUTb Bpa4ya § OTHOLLUEHUN

Bo3mMmoxxHou Al-KMT1.




‘ /JAdnarHocTuka
TOYHbLIN ANArHO3 NOATBE PXKAACTCS (
MOMOLLLI0 IHAOMMOKE pp,uanbl-lou
ononcumn CBOG?}J,HO sTerkun MX. i
rVICTOHOWI‘-IeCKO"' ;-- QBaHN@
BbISBMAET pu6posf (MpORYIo |
MHolouanpauMm MVIO p.qa X, atpadpuio”
MbILLEeYHOMW TKaHU, U " raa BUAHbLL |
paspyLuaroLmecs KapgmoMmMounThl B
OKpY>keHuu Bochanu eanbIX
MHUNbLTPATOB
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O.qHaKo rmaBHasi Mpo6néma npu 3ToM CO¢TOUT B
TOM, YTO nopax(eHMé MU kKapaa npwv All-KMI
oqarosoe n 3a6op MaTVIaH MOXeT 6b |
npousse,qel-l nu3 m-maKT oIX | ACTKOB. Kpt ¢ Me.
DTO; .u_.,v; = 1)% ,.Aa-.,

nepepdf‘“‘ eHue n M A |
pacnpocTpaHsieTcs no Ha paBneHmo oT
anukKapaa K aHaokapay, " AOMKWOKapaualkbHas
ononcua MoXeT He 3aXB3ATUTb FTMCTONOrMYecKu
N3MEHEHHYI0 TKaHb Aa)ke B ob6nacTu oyars

nepepoxaeHus (ecnu OHO ellle He AOCTUINO
3HAoKappa).
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.. Knaccudmkauus

Fpynna yueHbIX BO rfaBe ¢ G. Fontajne Ha
npoTsbkeHUM 123 nieT ucgneposana Gonge 250
NauueHToB:, | '
I. MsonlJp "“.;eaHH

I
;t

du bnasus 1 |

1 > .QQ.H-

2. BonesHs Harcoca |V ckBaneii " (chag,
KapBaﬂn) e

3. bones3Hb I'onyppu

4. BeHeuuaHckasi KM

5. U3onupoBaHHas Taxuap.qvm, ncxopasiliana m3
n 48 i \

G NMoaGNnAaraucCeTRAMULIA A VCTNACUUCTAOTNLI




— Tpuaaa cuHgpomos: All KMI1 + nanbmannaHTapHas
KepaToaepumMmus + KyApsBble BONOCHI. AyTOCOMHO peLieccuBHas naTtonorus
nnaKTorn06m-|a
7 p,ecmornoﬁvma BnepBble onuncaHa y 18 xxutensa rpe4vyeckoro ropoga Hakcoc.

yMUNPaT B HOYHOE BpPpeMA NMpPpakKTU4eCKn 3aoposBbie

Monop.ble " B, -

MYX4MHBbI B inoHuK. B oCHOBe, Kak Terepb A0Ka3aHO, NEeXUT

coubpunnaums '

y T TEH vzt r-up;l;:_,' 1 — Hep ,CI,KO pacnpocTpaHsaeTcs
FIeBOro Xenyaoyka , uMeeT @l?Jpa)KEH i1 HAcNgACTBEHHbLIN Xap
(neHeTpaHTHOCTH OKOJ10 50%9‘**6 NbHbIEIMOTY T/yMepeThb B .D,‘ETC'K

e A
EHUN

Kenyaouke 66':\4,3KCTbaCVICTO.I1 inu npc ﬂ

— pepKas cbopma Al'l KMFI aKTepusymmaﬂ HapacTat nem

cepAe4HOM !’
He[OCTaTOMHOCTU U CMepThIo. an rucTon@rm4yeckom uccriefoBaHu
oGHapyXuBaeTcsl NOSIHOE 3aMelleHne KapAMOMNOLIMTOB XXUPOBOW U

¢oMOPUHO3HOMN TKAHbLIO

Cepaua

- B 6ONbLLWKWHCTBE CryYyaeB HUYeM ce6s He NposBnseT,

WMEHHO C HeW
accoLuupyoT 6eccwmnT0M|-u=|e cryYyau BHe3anHom cepaeyHom CMepTu.
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B 199& r. aKcnepTbl EprneMCKoro obwecTBa kKapauonoros (European Society of
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Cardlology, ESC) n ISFC npeanoxunu cneayralume Kpurepum AnsA AMarHoCTku AN-KMIT.
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AaHHbIM 3HAOMUOKapananbHon ononcuu;

* 3MCUNOH-BOMHA UNU yILMpPEHME Kommnnekca QR
npaBbIX FPYAHBLIX OTBeAEeHMAX (>110 Mc);

° CeMeWHbIN XapakTep 3aboneBaHus,
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KpMTepvwl AnarHo3a

Manble duaaHocmuquKu Kpumepuu:
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* yMepeHHas ToTanbHas au "".‘_:_,trau,u K n/unun cHnxerHne gro chpakuunm
BblOpoca NPy UHTAKTHOM X;

. ymepeHHa;l cermeHTapHaﬂ Avna

e pervoHapHas mnoxuhe:g;@ mK; |1

. l/IHBepTI/IpOBaHHbII/I 3y69u,1""'"”5 f fblx ry HbIX OTB eH
OTCYTCTENN GIOR “ Wukarneay: :

* Hanuuue 61?;"_‘.|(ap,b| npaBon K fiy¥ka Mt

* No3AHMe NOTeHUMank! meny.:ioqxo

° Xenyao4vkoBas Taxukap.quﬂ c OKT - Jo M3HaKaMVI 6n0|<ap,b| dBOW HOXKM
nyyka Mca; |

°* YacTble Xenyao4KoBble 3KCTpacuc Ol'lbl (>10003a24 4 no daHHbIM
XOJITePOBCKOro MOHMTOPUPOBAaHUY

° Hanun4yne B CEMEUHOM dHaMHe3e cnyqaeB npequ,eBpemeHHow

BHe3anHou cMepTU B Bo3pacTe Moroxe 35 net (npeAnonoXuTenbHO oT
KMI1 MX).
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Onsa p,uarl-locmpo”BaH s ATRKMIT noctaTtouHo

coueTaHus OBYX BonbILNX K YuTepues, nubo oafioro
60nbmoré M ABYX Manbix, 00 YeTbipex Marnbi}
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M.S. Hami étval B 2002 T. TatpHe g Shine i lynu /
npe.qnox(el-meOTOM i-rronl DNbWWHCTBO U3 MafbIX
KpUTepueB no omenbﬂocm F AK)XKe paccMaTpPUBE nch
Kak ocHoBaHue ana auarHocimkn AM-KMMy nauMeHToB.,
ABNSAIOLWMXCA GRnKanlLMMN BOACTBEHHMUKaAMU Nl Y
koTopbix Al-KMIN guarHoctupoBaHa paHee. 310
nomMoraeT ooHapyXuTb NaToONOrnI0 Ha paHHUX cTaauax
WU BbISBUTb JNIUL, C HENOJTHOMN (PEHOTUNMUNYECKOU
3Kcnpeccuen reHa.




_ijMTepMM avarHo3sa |

(Pa60qaﬂ apynna no ALIMK Eeponelickp2o obujecmea kapduosiogoe u
uonamuam npu BO3, 2000 2.):

Hay4Ho20 coeema no kapduomd
. Cemewnbm aHamHed|bonbLune:
cemeiriHas 60 ’["f;3Hb 104 epxq:l,eH

| > o .‘

xupypmquKo o BM@l ; YatepbcTBa.

« Manbie: cemewam : aMHe3 BHe3a 1011
cMepTu B Bo3pacTe Ab 35 neT c |
nogospeHnem Ha ALXK; cemenHbI
aHamHes AIMXK, yctaHoBneHHOM Ha
OCHOBaHUH ,c&a_HHblx KPUTEPUEB.




Hapymémm IleHOJIHpI/BaIII/II/I / IpoBeIeHHUs
Bo.mgamle g- BOJIHa WM OTPAHUYCHHOE
pacrimperme KomiLaexca @ RS (CBLIIHC 110 Mc) B
NPaBLIX rpyz[HBrX oTBeTeHMsIX (V1-3);
Mague,@naﬂnqne@nomn K MOTEHIMAJI0B
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Hapymélmﬂ penoJasipus i; ble: HHBepS ISt
syoua T B V2-3 npu McyT cg BUH 6.110Kazu>1 11p
HOKKH NMy4YKa I'uca y M B Bo3pacre ctapuelf 2
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ApnTMnn MaJIbIe JKEJYT0YKOBASI TAXHUKAPIAUS C
rpa(])wfcon GJ10KA/IBI JIEBOI HOKKH nyuka I'uca;
yacThle )KGJI}’I[(})_E&EL € JKCEPACHCTOJIbI (0os1ep 1000
32 CyTKI/I)
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[lporHos

* Monop,ou BO3pacT NauyneHTa,

*Cnyqau BHe3anHoOW CegAeYHON CMepTH E
aHamHe3e, *Bbipa)XeHHJH 1 Nnoxo
RepeHocHMas xenyaoukoBas Taxu Kapau
(ocobeHHo nonm\glopcp ), /\

I1 T eliasm
'\.‘ i
BOBne‘-IeHI/IeM CI/ICTOHVI‘-I Ko_w (DYHKLIUN .
*Hanunuue B CeMbe-pO.D,CGH-HVIKOB ymepk
paHHeM Bo3pacTe NpeAnPIrioXNTernbHO OTj
BHe3anHou cepgevHou cmepTuy,

Bce 3Tn chakTopbl ABNAKOTCA NpeanKTopamm
HebnaronpusaTHoro nporHo3a npu All-KMI.
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K CO)KaHEHVII-O B.HacTosjlliee BpeMsi He HaAeHbl
cnoco6bl 3aMé.qne§m| 1M1 OCTaHOBKM
nporpeccwposal-m;l negepoxgeHus Mmogapaa
npu AM-KMI. Be"fel-me 1aLne Ta C 3TUM i
3aboneBaHuem 0ot oi o p ymeB b
pekomeH auuu le Mo . (ka V' o6p
KWU3HU (TOMUMO CTaHp,a BIXY
Kapp,wonpOTeKTMBHblx M ponpvmmu
6onbHOMY creayeT usbefatb Ype3mMepHbI)
don3nyecknx Harpy3oK, Apxe nNpm acCUMNTGMHOMW
Al-KMIM), neyeHne apuTMU4ECKNX HaPYLLUEHUN U

CH, npocbvmaKTMKy BHe3anHou cepaevyHou
CRAONTIA b
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CHM)KeHMe pwcxa BHe3af Houn cepaeyHomn
cCMepTH ﬂBnﬁ*e‘”waﬂw‘;dHo U3 OCHOBHbLIX 3 anay
neyenus Arll- KMI1. CBoe BpemMeHHOe Ha3 qu je
afeKBaTHOM Menmcame TO3H VI Tepanu (B
N0 KA ao‘_ul loo.,“_f__' ¢ p M l-| Nl
cpe.qCTB AMN), NPOE -p, In a6 1
anMOBeHTpMKynﬂpHorsna | MnnaHTa A5
kapavoBepTepa-gecdunbpnnnaropa (MK0) |
NO3BOMAIOT CYLLECTBEHHD CHN3UTbL PUCK ITOIO
OCIOXHeHUs, 4acTo paTarnbHOro.




JleyeHue

O.qHMM ns Hauﬁonee NOKagaHHbIX Jyie4eOHKIX
noaxonoB npu Aﬂ-KMI‘l agnsaetca UKL.
Kap.qwosepTep-.qech6pM naTop 3ppeKTYBHO
npeaynpexaaer passm i BHeganHoU ce mv Y
cmepmyp,al-u-lou Ka o & An Qc IbHbIX, & !
yMEHbLLAeT nmporpec I;.”,' e 1 K] ,=- |
,IJMCbeHKLWIVI MMOKap.an | pucxp as) BUTUY
CH. UccnepnoBaHus D Cor ll' et aI (2003), T.\V Vichter
et al. (2004), A. Roguin et al. (3004) y6eantensHo
npoaemMoHcTpupoBanu, 4yTp MK ynyuluaer)
[ONrOCPOYHbIN MPOrHO3 Y NaLMeHTOB BbICOKOIO
pucka c Al-KMI1. &




‘ JleyeHue
Haunyuwvmu kKavguadramm ans UKO
ABNAOTCA NaUNeHThI § LICOKOTO puckd- c
anu3ogamu ocTaHOBK i cepg u,a B aHaMHe3e/
C I'eMOpMHaMVI‘-Ie ﬁ aq A VI | , '8
meny.qBouT 1 heit mb [PV
BOBNEYeHNEeM B naTcn é nuedkuit npoudcc
MK, c yacTbiMn Heo6'b HUMbIMMW CVIH drie.
Y 3Tux 60onbHbIX UKO slfreyeHne 36 med fueB
obecnevynBaeT CHMXXeHne netTaribHOCTY Ha
24-35% (D. Corrado et al., 2003; T. Wichter et al.,
2004; A. Roguin et al., 2004).
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JleyeHue
Y nauMeHTOB C XOPOLWIO NepgHOCUMBbIMU 1
HeXN3HeYyrpoXaroLumMn HaflylueHnaMu cepaelHoro
PUTM3, He BNMAIOLWMMU Ha [EMOANHAMMUKY, ;
AONrOCPOYHbIN npom-los ro 3.q 1yJle, noa My A
HUX B kKaYecTBe Tepanu n I BO Ll 6ne
npenapaTGSB "u B ono aTop 8 [CoedgmeHHasn |
AoKa3sartenbHaA 6a3a npsso fleT yTBEepPXKAaTh, HTo
Hanbonee achdhekTUBHLIMU MPOTUBOAPUTMUNYE KVIMI/I
npenapaTramv y 4aHHOW KaTefopuu 60MnbHbIX
SIBNSAKOTCS cOoTanosi ¥ aMMoaapoH, KoTopble
NPUMEHSAIOTCH B KaYyeCcTBe MOHOTepanuu unu B
KOMOMHauum c B-6nokatopamu
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YacTo ﬂpaKTVIKyeT«CSI TaKxke abnsauusa
aTPMOBEHTPUKYNSAPHOFO y3na, Ho cneayeT |
OTMETUTh, YTO Nocrie 3Torg Bme aTenbCcTBg B
6onbllen YacTu c)1y':';;: geB 30 854 MO HEKOTC [- bIM/
OaHHbIM) 2KeJlyAO4KOE3S Teb M gap, vm conBpémMepie
peu,mJ,MBM érr 4yTo «-: ne nel-m
apuTmoreHHblx 30H B pesy sTate .
nporpeccupoBaHus onopc Ho-x(uposoro
nepepoxgeHus Muoxapp,a( Dalal et al., 2007)
Yepes 3 roga nocne abnauum gons nauuneHT¢ B, y
KOTOPbIX He ObIN10 peunanBa apuTMuUn, coctaBnsieT
He 6onee 40%.
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‘ JleyeHue
Moatomy abnsauus ofbivuHO
npubeperaetcs Kak MeTon nevyeHus|
BTOPOM nMHvM" A Ucnpnb3jeTca np i
nedp. KTeHOC g,, ATMALK A |
Mep.uxa VEHTO3H fnuh/npn 3
peu,w.qMBMpOBaHMM )K yAGUYKOBOW
Taxukapaum nocre U an . BMecTe ¢ Té g
AONrocpoYyHas BbDKMBaeMOCTb OONHHbIX
nocne abnauuu ynyythaercs (T. Wichter et
al., 2005). iid |
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JleyeHune

B crniyuae pasBuBlueiigs CH Heob6xogumbi

CTaHAApPTHLIE nevyeoHblie meponpuaiusa —
npumeHeHMe.q"L%peT OB,/ HI'VI6VITOB :
_AlD, o rcvu-la ITUKOArYNAHTG B y
OCTpaFI,x H, BO3HI n?’ - a HOHe NPUayyna
TS Kenown apVITMVIVI Tp yeT L i
rocnutanmsauuu B cTd ! WoHap, BBeAgHNS
MHOTPONHLIX CPeaAcTBM Apyrmx noaxpaos
no cTadbunM3auum reMOaNHaMUKN
nayueHTa. iid |
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Jleuenne

ﬂeqel-wle uenecoo6pa3|-|o TOJIbKO B Crly4ae KIiMHMHecKu
sBHou AM-KMIT; y acumr ._‘.;QM IX OONIbHBLIX Ny HOgUTENEen
reHa oes 3a60neBa|-m;| HeT HeP6xoaAMMOCTH B TaK@x
MepoanﬂTMﬂX BO _"']:_ﬂKOM y4ae, cbcbeKTMBH Tb 4
npodunakTuKm BHe3aEHOM cq p.eqz cmepTu c omo
npuema B-6 oxaToos - s M TOQOB JIeYeHUs y NaH on
'KaTeropvu faumMeHToB AoMmKHa GEiTL YayueHa BVY
COOTBETCTByI-OIJ.WIX Knuumqec KUK nucc. p,oaal-m;lx
AcuMnTOMHbIe 6onbHbIe AOMKHLI perynsipHo
ob6cnenoBaThcs Y Kapauornorajy HauMHaTh NonyY: b
nevyeHue npv nosisrneHnn nepsBix cumntomoB (aphrmum, CH
n ap.). OoHako HeKoTopble aBT@PbI PeKOMEeHAYHOT Ba3HavaTb
TakMM naumneHTam B-6rnokartopbl.
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3aKrnro4vyeHuve

BonbWWHCTBO Mccﬁenouu - Kacatoiuxcsa AM-KMI, -
HebonbLuue, HepaHOOMMU3UpPOBaHHbIe, B psae cn HaeB
VIMeI-OI:I.I,aFICFI m-lcbop _?NaLl,MFI obfpTon naronoruu .ii epnHyTa
U3 oTAeNbHbIX Knm-musecmx yq . leHeTnyegKne
U3bICKaHUA B3TOVI - ;l qel-![:a MBHO, 1
OAHaKO NOKa OHM He NPOSCHRKITIE jcexingorneoldng/ |
CBAI3aHHbIX C 3TUM 3a60.r|eBa 1em. MHOxecTBO Npp eno 3,
Hawwunx 3HaHUAX 06 AM-KMI ei ACHSIIOTCA U
OTHOCUTENbLHOW peaKocThIo BdfpeuyaemocTu 3abo IPBaHNA,
N CJTOXKHOCTbIO ero AnarHoCTnKEN, oCOO6EeHHO Ha
AOKITMHMYECKOM (aCMMNTOMHON )3Tane N HeOOQHO3HAYHbIM
3TUOMNaToreHe3oM 3TOU NaTosIorMn, U Tem, YTO BO MHOIUX
cnyyvasix, seposATHo, Al-KMI He pacno3HaeTcs fnaxe
NOCMEPTHO. |




3aknro4vyeHue

YyeHble npennen&éhi:éi_T 4Y§o UCTUHHas
PacnpocTpaHeHHOCTh AlKMIT moxeT 6bIT

ropasgo Bblllie, qem TIPUHHATO CYNTaATHL B HaK gTost jee
Bpewmsi, oco6e|-||-|o th bIE ; 51 TP, HTO nep ."
ARGHEHE TSA6MrepaH s

ObiBaeT BHe3al1Ha$I cepp,e Jas ci epr KOTE ym
4yacTo pacLeHuBaloT Kak u, onamqecxyro G
Hen3BeCcTHOW 3Tuonorunen.|B Kakon-To poney
cry4yaeB NpUYUHOU BHe3arfHOU cepAeyHOU EmepTy
y MOJIOZI0ro YenoBeka MOXeT BbICTynaTh MMEHHO
HeanarHoctupoBaHHasa All-KMI1
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. KnuHuveckni npumep

I'Iau:MeHT C._%SZI"i‘T‘Q a
XKanoObI npu I'IOCTy €HUU Ha
nepuop,mlecr{vfk npw Tyn
2paLeOueHUs .“,. M e
HeCKo:ib*I(b cekyHa. |V |
OTmeqaeT nx B Tequ l nocnep,l-mx 1
net ?

[loBOA ANnA rocnuTanyisauuu BHe3anHasa
KpaTKoBpeMeHHas notepa CoO3HaHUA
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./ AHamHe3

Poc 1 pa3BUBancs HpMansHo.
I]epeHccwMoc:rb cbw YeCKOW Harpyisku
Bcerga 6b|nax 'ou.l '_, 3gHmanca "
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. OBLEKTUBHbLIN OCMOTP
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DMAI'HO3 nJIEMEHUE

Apmmorel-maﬂ -NpaB@xenyno4KoB:
KapanMMonaTuﬂ 4ygcras

ap

HeycTon4uBas )K” en “ Kobas Tz M
CHo. gm . NV amd |

Ha3HauyeH Conanon BlHa4YanbHou |

[03UpoBKe 80 Mr 2 pasa B AieHb.

PekomeHaoBaHO AoobcnegoBaHue.



