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npoaoOOAEIHEMU

mEeBOEeMEHHbIE ACMNEeKTbl AMArHOCTUKM
KAPAMOMMOMATUM

BbINMOAHUMAQ CTYAEHTKA 26 rpynnbl VI Kypca Ae4eOHOoro
e JOAKYAbTETA
! MeaABeAeBA EAM3ABETA




OnpeAeAeHmne

 KapanomuonaTmum — 370 reTepOreHHAs rpynna 3a00AEBAHUMN
MMOKAPAQ, OOYCAOBAEHHbIX EI0 MEXAHMYECKOU U/UAU
DAEKTPUYECKOU AMCPOYHKLMEN, ODLIYHO MPOIABAIIOLLIMXCA
HEAAEKBATHOM TMNEPTPOPOMEN MUOKAPAD MAM AMAQTALIMEN KOMEP

CEePALd, BO3HUMKAIOLLMX BCAEACTBME PA3AMYHbBIX MPUYMH, HO YOLLLE
MMEIOLLIMX TEHETUYECKYIO MPUPOAY.

-

Normal Dilated Hypertrophic Restrictive




MCcTopmn4eckmne CBeAeHMs

"Kapanomumonatmg' (KMI1) B nepesoae
C rpeveckoro (kardia — cepaue; mys,
MYyOS — MbILLILLO; pathos — CTpaAdHME,
OOAE3Hb) OOO3HAYAET "OOAE3Hb MbILLILLbI
cepaLa’. AOQHHbIM TEPMMH ObIA
BriepBble npearoXeH W. Bridgen B 195/
. M1 MCMOAB3OBAACH AAY ODO3HAYEHMS
3000AEBAHMM MMOKAPAD HEICHOMU
STUOAOIUM, XOAPAKTEPU3IYIOLLIMXCS
NOABAEHMEM KAPAMOMETAAMM,
mameHeHmm Ha OKI
NPOrPeCCHPYIOLLMM TEYEHMEM C
PA3BUTUEM HEAOCTATOYHOCTU
KPOBOOOPALLLEHMA U HEOAATONMPUATHBIM
MPOOMHO30M AAS XXM3HM.




B 1973 r1. J.F. Goodwin , NpoBeAs paA MCCAEAOBOHMM MO 3TOM MNPOOAEME,
MNPEAAOXMA CAEAYIOLLIEE onpeaeAeHne KMIT: "ocTpoe, moAoCTpOE MAU
XPOHMYECKOE MOPAXKEHME MbILLILILI CEPALLA HEM3BECTHOM MAU HESACHOM
ATUOAOIMU, YHOCTO C BOBAEYEHUEM DHAOKAPAQ MAM MNEPUKAPAC, U HE
ABASIOLLIEECSH CAEACTBMEM CTRYKTYPHOU AECDOPMALMK CEPALLQ,
MAEPTEH3NM (CMCTEMHOU MAM AETOYHOM) MAM KOPOHAPHOIO ATELOMATO3A".

MmeHHO J.F. Goodwin BNepBblE BLIAECAMA TPM rpynnbl KMIT:

o 3QCTOUHVYIO (AMAQTALIMOHHYIO — AKMIT),

o mnepipocomyeckyto (TKMII),

o pecTouktuBHYo (PKMI).




".. . AODBQAS KAQCCHMADUKALIMS IBASETCSA HEMOAHOM U AEUCTBYET KOK MOCT MEXAY
MOAHBIM HE3HAHUEM M ABCOAIOTHbBIM MOHMMAHMEM..." (Goodwin J.F. The
frontiers of cardiomyopathy // Brit. Heart. J. — 1982. — Vol. 48. - P.1-18.)

o CAEAYIOLLIMM 3TAMOM ObIAO COBELLLAHME CMNELMAABHOM IPYMbl 3KcnepTtos BO3,
MeEXAYHAPOAHOIO O0LLLECTBA 1 PeAepaALM KOPAMOAOTOB B 1980 1. B cBoem
AOKAGAE BO3/MOPK aaa onpeaeaeHme KMI, Kak "3a60AEBAHUIO CEPAEYHOU
MbILLILLbI HEU3BECTHOU DTUOAOTUU .

* TOrAQ >Xe OblAU BbIAEAEHDI TPU TPYMMbl 3AO0AEBAHUM MUMOKAPAQ: 1) HEM3BECTHOM
atmoaormm (KMr), 2) cneumndomyeckme (M3BECTHOM STUOAOTUM MAM CBA3AHHbBIE C
NOPAXKEHMIMUM APYTUX OPTAHOB M CUCTEM) U 3) HEYTOYHEHHbIE (HE MOTYT ObITb
OTHECEHbI HM K OAHOMU 13 BbILLIEMEPEYMCAEHHbBIX TPYMM).

o CoranacHo Aokaaay BO3/MOPK 1980 r. TepMUMH "KAPAMOMUOMATUA CAEAOBAAO
MOUMEHSITHE TOALKO MO OTHOLLIEHUIO K 3AO0OAEBAHUIM MUOKADAQ HEU3BECTHOM
STUOAOTUU U HE UCIMTOAb3OBATh Ero NMPUMEHUTEABHO K 30O0AEBAHUIM M3BECTHOMU

STUOAOINUN.




KAQCccumg

[NepBU4YHbIE

ANMAQTAUMOHHAOS KMIT

[nunepTpodomndeckas KM

PecTtpuktmBHAa KM

APUTMOTreHHQOH
MNP ABOXXEAYAOYKOBAI AMCMAQ3MS

Hekanaccrapuumpyemas KMI
(PMOPOIAACTO3, HEKOMMAKTHbIN
MUOKAPA, CUCTOAMYECKAOS
ANCAPYHKLMA C MUHUMOABHOM
AMAQTALMEN, MUTOXOHAPUOABHBIE
HOpPYLUEHMS)

oukaumsg BO3/MOPK 1995 .

BTOpUYHbIE
(cneuudbunyeckue)

Niuemmyeckad KMI
KAAnaHHAg KMI']
[MnepTeH3nBHAgG KMT
BOCMAAUTEABHAS (MMOKAPAMT,
NPOOTEKAIOLLIMM C BbIPAXKEHHOM
AMCOYHKLUMEN CepALLa)
ANCMETADOAMYECKAS
[eHePAAM3OBAHHbIE CUCTEMHbIE
3000AEBAHMS
[lepnnapTaAbHO4
HenpoMbILLIEYHbIE AUCTPOOMM
AAMMEHTAPHO-TOKCHUYECKME
peaKLLUM




B 2004 r. rpynna UTAABIHCKMX MCCAEAOBATEAEM BbIABUHYAQ TMMOTE3Y O TOM, YTO TEPMMH
"KAPAMOAABHAS AMCAPYHKUMA AOAXKEH MOAPA3YMEBATb HE TOABKO CHUXKEHME
COKPATUMOCTU U HOPYLLEHWE AUACTOAMHECKOU CQOYHKLIMU, HO WM HOPYLLIEHMS PUTMA,
NPOBOASLLIEN CUCTEMbI, N COCTOIHUE MOBLILLIEHHOW APUTMOrEHHOCTH (enhanced
arrhythmogenicity).

B 1x XXe paboTte NPeACTABAEHA TEHOMHAS AU "MOAEKYAIPHAS KAQCCUADMKALLAS
HAOCAEACTBEHHbIX KMI. BbIAM MPEeAAOXEHbDI TOUM TPYMMbl 3000AEBAHUM.

o LUMTOCKEAETHHbIE KMIT (MAn "umtockeaetonatmm'). AKMIT, apuTtMmoreHHas
AMNCNAQ3MA MPABOTO XEAYAOUKA (AAITXK) 1 KMIT C KOXHbBIMU MPOABAEHUAMM
(Cardiocutaneous syndromes) (E. Norgett 1 coasrt., 2000);

o capkomepHsie KMl (mam "capkomeponatmm’). TKMI1, PKMIT,;

o KMI'1 MOHHbIX KOHAAOB (MAM "KAQHOAONATMI'): CUHAPOMbI YAAMHEHHOTO U
YKOPOYEHHOTO MHTEPBAAA Q-T, CUHAPOM bpYyraAq, KATEXOAOMMHIPIMYECKAS
NOAMMOPAHAY XXEAYAOYKOBAS TOXMKAPAMA (Catecholaminergic polymorphic
VT).



KAaccmdomkaums

« Kanaccrdomkaums AMEPUMKAHCKOM accoumaumm cepaua (ACC) 2006r.

« Kaaccrdomkaumsa EBponenckoro obLlectsa kapamoaoros (EOK) 2008 r.

PRIMARY CARDIOMYOPATHIES

o

HCM —
ARVC /D —

LVNC —
PRKAG2 \  gyorage

Danon Diseases

Conduction Defects —

Mitochondrial myopathies —

lon Channel Disorders

/N

LQTS Brugada SQTS CPVT  Asian
SUNDS

— Restrictive
(non-hypertrophied
and non-dilated)

Y

Genetic Mixed*

Acquired

— Inflammatory (myocarditis)

| Stress-provoked
(“tako-tsubo”)

— Peripartum

— Tachycardia-induced

— Infants of insulin-dependent
diabetic mothers

Cardiomyopathies

%\

HCM

DCM

ARVC

RCM

Unclassified

-

Familial/Genetic

.

~

Non-familial/Non-genetic

JANERVAN

Unidentified
gene defect

Disease sub-type®

\diopathic

Disease sub-type*




Kanaccumopmkaums American Heart Association (MpoAOAKEHME)

NB! PazaereHme B 3aBUCUMOCTM OT reHOTHMA (MO MPMYNHHO-CACACTBEHHOMY))
My

e MlepBuYHbie KMI1 (1130AMPDOBAHHOE I CMeLLaHHbIe
NTOPAXKEHUE MUOKAODAAQ) =

- AKMIT
- PKMIT

. [eHetnyeckue (HQCAEACTBEHHLIE):

- KM
Il. [loynobpereHHbIE

- AAIX (aputmoreHHas amnagraums NX)

- HekoMNakTHbIN Mrokapa AX - BocnaanteAbHas (M1oKapAmT)

- MeTtaboAmdeckme MMONATUM (AeTDEKT - CTpecc-MHAYUMPOBAHHAS KMTT
PRKAG2) (Tako-Tsubo)

- boae3Hb AQHOHO - [leprnapTaAbHOS

- AedoeKTbl MPOBEAEHMS - TaxmkapAare-mHAYLMPOBAHHAOS

- MHUTOXOHAPUAAbHBIE MMOMATUM - KMIy Aeten, POXKAEHHBIX MATEPAMM C

MHCYAMHO3ABUCKHMbIM CA
- HapyLeHms MoHHbIX KOHAAOB (LQTS, crHApOM

bpyraaa, SQITS, cruHapom AeHerpe, CPVT,
Asian SUNDS)



Kaaccudbumkaumsa American Heart Association (MpoAOAKEHME)

BTopuyHbie KMI (mnopaXXeHue mmoKARAQ KAOK YOCTh
CUCTEMHOIO/TEHEDAAMIOBAHHOIO 30H60AEBAHMUS)

KMTI1, 0©6yCAOBAEHHbLIE AYTOUMMMYHHbBIMM -BOAE3HU HOKOMAEHMUS
3aboAeBaHMIMM (CKB, Aepmatommosut, PA, (reMOXPOMATO3, BOAE3Hb
CKAEPOAEPMMS)

AHAEPCOHA-PaBPIM, OOAE3HD

KM BCAEACTBME TOKCUKO-OAAEPTMYECKMUX PEAKUMIt Ha  HMMAHHAO-TIUKA)
OAKOTOAb, LMTOCTaTMYECKME AC, PAAMALMIO -[TopaxeH1a SHAOMMOKAPAC
-BoCcnaAmTEABHbIE,

OAHYAEMATO3HbIE KM
MHAPUABTPATUBHBIE KMIT (QMMAOMAOS, BoAe3Hb Tolwe,, (COPKOMAO3)

MeTaboamyeckme KMI

DOoAE3Hb XypAEPA, BOAE3Hb XOHAEPA) AedomLmT -OHAOKPUHHbBIE N SAEKTPOAMUTHbIE

MNTAHKA HapyLleHus (CaxapHbi AMAOET,
TMNOTUPEOD3, TMNEPTUPLEOUAMIM U

KapAMODAUMAAbHbIE CUHAPOMGBI AD) P AR =

HenpombiLLIEYHbIE 30DOAEBOHMS



NB! [oyrnrnmpoBKA B 3QBUCUMOCTHU OT MOPTDOAOTMYECKOIo
UAM QOYHKLIMOHAABHOIO doeHOoTUNA

KMIT = 3T0 NATOAOTMA MMOKAPAQ, MPU KOTOPOM MPOOMCXOAAT
€ro CTPYKTYPHbIE MAM OYHKLLMOHOAbHbIE HAPYLLUEHMS, HE
00yCAOBAEHHbIE MBC, rnepTteH3mnen, KAANAHHbIMM
MOPOKAMMU U BPOXXKAEHHBIMK 3Q0O0AEBAHUIAMM CEPALLQ.
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HoBQOS% CMCTEMA KAQCCUADUMKALIMM KAPAMOMUMOMATUM
MOGE(S) 2013 r., npeAroxeHHAq BPC

OnpeasereHne KMl: HapyLueH1s, XapaKTePU3YIOLLIMECT MOPLQPOAOTMYECKMMM U
AQDYHKLUMOHAABHbIMU QHOMAAMAMU MMOKAPAQ HO OOHE OTCYTCTBMA KOKOU-AMBO
APYrovt OoAe3Hn, crnocobHOM CTATb NMPUYMHON HOBAIOAQEMOro OEHOTHINA

« OObeAUHSIET BCE MNPEAbIAYLLIME KAQCCUMAPUMKALMU (TEHOTUMMYECKMM U DEHOTUMMYECKMM KOMIMOHEHTHI).

» Crpykrypa kanaccmdomkaumm MOGES BKAIOHOET 5 KAIOYEBBIX M ABAIETCH KOMIMPOMUCCOM MEXKAY
noaxoaamm AAC n EOK, 1.e. cyMmMmUPYET MNO3ULMMA:

1) M (morpho-functional)— MopdoOdOYHKLMOHAABHbIE MPU3HAKKM MAKM BHELLIHUE KAUHUYECKME
NPOSBAEHU, T.H. KAMUHUYECKMIM GOEHOTUT

2) O (organ/system involvement)— oLueHKA NOPaXXEHMI OPITAHOB U CUCTEM
3) G (genefic)- Tmn HOCAEAOBAHMSA M AOAS HOCAEACTBEHHOIO KOMIMOHEHTA

4) E (efiological annotation)— 3TMOAOIMI MAM GBHbIM TEHETUYECKUM AETDEKT, CTABLLMK MPUYIMHOM
3000AEBAHMS

5) S (stage)- AOMOAHUTEABHAS MHADOPMALMI O PYHKLIMOHAABHOM COCTOAHUM (CTaAMA CH)



[loumep OOPMYAMPOBKMU
AMArHO3Q:

|VID[AVB] OH GAD EG-LMNA[p.Leu197Prost2] S|3.||
npeactasnaeT deHotun (M): gunaravmoHHas

KapAOMIONATUSA C aTPUOBEHTPUKYNAPHOI
6nokapoit; (O) — ¢ nopaxeHuem cepaua (H);
(G) — cemeltHbliA TUM ¢ ayTOCOMHO-AIOMUHAHT-
HbiM HacniegoBaHuem (AD): (E) — atuonorus
reHeTyeckas, obycnoBieHHaa MyTaLueit
p.Leu197Pro B namuHosomM reHe (LMNA);
ACC/AHA ctagua CH (S) B, NYHA I

Kpatkuit 0630p napameTtpos koauposanua B8 MOGE(S) cucteme

Knaccudpurkaumm MOC (aekabpb 2013 1)

KnioueBoii napameTp u ero 6ykBeHHbiit kog

Kniouyesoii napametp u ero 6ykseHHbIn Kog

e M — cberotun
(D) — AKMN
(H) — FTKMMN

(R) — PKMMN

(A) — ANKMMN

(NC) — HeKoMNaKTHbI MUOKapA,

(NS) — Hecneunduyeckuin eHoTun

(NA) — uHdbopmauus HegocTynHa — 6e3 nopa-
XeHua (He noaBepriuMiics BO3AenCcTamio)
Cumeon E — paHHee BbisBNeHWe CUMNTOMOB
3abonesaHus:

E[D]; E[H]L.E[R]; E[A] u Tak panee

e O — BoBneyeHHble OpraHbl WM CUCTEMbI
H — cepaue

M — ckeneTHbie MbiLLLbI

N — HepBHas cuctema

C — KOXHble NoKpOoBbI

E —rnaza
A — cnyx
K — noyku

G — racTpouHTECTUHaNbHas cuctema
S — ckener

Lu — nerkue

Li — neyeHb

(0) — oTcyTCcTBUE NOpaXEHUA

e G — pons HacNeACTBEHHOro\ ceMeHoro
KOMMOHEeHTa

N — oTCyTCTBME CEMEIHOI HAcNeACTBEHHOCTH
U — HeusBecTHO

AD — ayTOCOMHO-AOMUHAHTHbIN

TWN HacnepoBaHuA

AR — ayTOCOMHO- peLecCuBHbIi

TWN HacneaoBaHuA

XLR — cBfizaHHbiIA ¢ X XpPOMOCOMOM
peLecCUBHbIN

XLD — cBAzaHHbiii ¢ X XpOMOCOMOM
JOMWHAHTHbIN

XL — cBA3aHHbiiA ¢ X XpOMOCOMOW

M — no nuHuKM matepu

DN — HoBas myTaums

(0) — otcyTcTBUE

e E — atnonorus

G — reHeTuyeckan

G-OC — HocuTens myTauum

G-DN — reHeTuyeckan Hoean

G-C — 6onee 1 myTtauuii

G-Neg — reHeTU4eCKuiA TeCT oTpULLaTENbHbIN
G-NA — reHeTu4yeckoe uccnegosaHue
HeoCTYMHO

G-A — reHeTu4ecKuii aMmnonaos

(0) — HeT reHeTuyeckoro Tecta

M — Mmuokapaur

V — BupycHbie nHdekum

Al — ayTOUMMYHHBIA

A — amunoupos

| — nHdpeKuMmM KpoOMe BUPYCHBIX

T— ToKCcU4yeckasn

Eo — runepaosuHodunus

A—K — amunoupos Tun K

e S — cTagua cepaeyHoON HeOCTaTOMHOCTU
ACC/AAC:A; B; C.D
NYHAclass:|- II' II: IV




OTO MHTEPECHO...

Myosin rod ‘

connects to titin

Myosin
light chain

Ha ceroAHsLLHMM AEHb M3BECTHO NOPIAKA 66
EHOB, AECDEKT KOTOPbIX MOXET ODYCAOBMTH . _— Myosin

heavy

pa3BUTHE KMIT: chain

0 AKX -14 reHos

0 TKMIT - 29 reHos

0 HekomnakTHbi mmokapa AX — 15 reHos
0 AKMIT - 50 reHos

0 PKMIT-=9 reHos



AMAATALUMOHHAA KAPAMOMMOMATHS

* AKM — 3T0 CMHAPOM, XAPAKTEPUIYIOLLIMMCA AMAOADY3HbBIM
MNOPAXKEHNEM MMNOKAPAO C PACLLUMPEHMEM BCEX 4-X KOMEP CEPALLA M
COMPOBOXAQIOLLMMNCH CUCTOAMYECKOU AMCDYHKLIMEN AEBOTO/MAM
ODOUX XKEAYAOYKOB.

* NB! AKMI1 conpoBOXAQETCH TMNEPTPOMEN MMOKAPAQ, KOTOPASA HE
AOCTUIQET 3HAYUTEABHOM BEAMYUHDBI M HE CMTOCOOHA KOMMEHCUPOBATH
HOPYLUEHME CUCTOAMYECKOM COYHKLMMN.

« XAPAKTEPHO MporpeccupyoLLLee TeyeHme 1 passmtme CH.

3popoBoe cepaue Ceppaue c gunataloOHHOM
Kapanomuonatven

’
. p > ¢ y
\,-" 4 AW JleBbINn XKenypouek ,/ &7 Y
R\ B Mpasuiii Kenygouek U
\ ) /R 5 P YA 7
N \ - A

Kamepbl pacnaﬁnmoTca n MbiLwweyHble BONOKHa
HanoNHAKTCA, 3aTemM PacTAHYTbI.
CXHMMaKTCA U BbITalIKUBaOT . CepAequle KamMepbl yBenn4eHbl.



ITUOAOTMS

AKMIT pa3BmBOETCH BCAEACTBME BO3AEMCTBMA PAAA OAKTOPOB:

l.

[eHeTuyecku 0BYCAOBAEHHOI AKMIT (M3BECTHO 4 BO3MOXXHbIX TUMA
HACAEAOBAHUA AKMIT: ayTOCOMHO-AOMMHAHTHbIM (BCTPEYAETCS HALLLE
BCEro), AyTOCOMHO-PELECCUMBHbBIM, CLLEMAEHHbIM C X-XPOMOCOMOM 1 YEPE3
MUTOXOHAPUAABHYIO AHK)

BUPYCHbIE MHADEKLIMK ( MOCAEACTBME MEPEHEECEHHOIO BUPYCHOIO
MMOKAPANTA — DHTEPOBUPYCHI KOKCAKW, aaeHoBMpPYC, napBosmpycC B-19,
BUPYC repneca yeAoBeka VI tmna, smpyc InwtemHa-bapp , Bupyc
renatmra C)

MeTaboamyeckme HapyLleHus ( BDOXAEHHbIE UAM MPOUODPETEHHbIE
AEDEKTbI: AECPULMT KOPHUTUHA, CEAEHQ)

Tokcuyeckme areHtbl ( 25% AKMI1T — OAKOTOAbHOIoO reHesa)
UMMYHOAOTUYECKME HAPYLLIEHWSI W 3QO0AEBAHMUS (LMPKYAMPYIOLLIME AT K
Bl-aApeHopeLenTOpPAM, MYCKAPUHOBBIM pelentopam, AT K a- 1 B-
TAIXKEABIM LLEMAM MUO3ZUHA, MUTOXOHAPUOAABHBIM OEAKOM; | COYHKLLUM T-
AMMJOOLIMTOB CYNPECCOPOB, T PYHKUUM T-AMMOADOLIMTOB XEANEPOB 2 TUMA
— 1 CAEAOBATEABHO YBEAMYEHME MPOAYKLMM QAYTOAHUTEA; KOAAQTHEHO3bI)




[1ATOMOPPOAOTMS M MATOGDOMU3MOAOTMS

3HAYUTEABHO YBEAMYEHHAS Macca cepaLla (ot 600 T A0 1350 1, npm N 350 1)

[ Pe3KO BbIDOXKEHHAD AMAATALMA MOAOCTEM ODOUMX XKEAYAOHYKOB U MPEACEPAMN , APIDAOCTb
MUOKAPAC

0 ToAwmHa cteHkm AX , TIX , MXTT MAM HOPMAOABHA, MAM HECKOABKO YBEAMYEHA (OOBLIYHO HE

NPEBbLILLAET 14-16 MM) ‘

—

[] Pe3kKO BbIDOXKEHHAS AMAQTALIMG C OTYETAMBLIM MPEODAAAQEM HAA BbIDAXKEHHOCThIO
MNepTROOUM

0 KoHdourypaumsa cepaua NPpUBAMXKXAETCS K LLUAPOBUAHOM;

0 AMAQTALMA NPUBOAMT K PACLLUMPEHUIO FOUDPO3HBLIX KOAEL, AB-KAQMAHOB U obop/v\MpOBono X
OTHOCUTEABHOM HEAOCTATOYHOCTMU ;

0 HaAm4yme npruCTteHOYHbIX TPOMOOB B MOAOCTIX CEPALLQ

(Goaee 4em Yy V2 BOAbHbIX);

0 MUKPOCKOMMYECKM: TMNEPTRLOOUPOBAHHbIE

KAOPANMOMUMOLMTBI (KMLL), OKPY>XKEHHBIE AUCTPOOMYECKM

M3IMEHEHHBIMU KMLL;

0 BbIPAXXEHHbIM MHTEPCTULIMAAbHbBIM GOMOPO3 U

3AMECTUTEAbHbIM CKAEPO3;




KAMHMYeCKQas KApTHMHA

KAMHM4yeckaa kKaptiHa AKMIT npoaBAdeTCS
KAPAMOMETAAMEM B COHETAHUM C TPEMS
OCHOBHbIMW CUHAPOMOMMU:

1) Cucroamyeckom XCH (A€BOXXEAYAOHKOBOM

MAWM DUBEHTPUKYAIPHOM), C MPOU3HAKOMM
30CTOS KPOBM B MAAOM M BOAbLLIOM
KPYrax KpoOBOOOPALLLEHMS

HaCTbIM BO3HUKHOBEHUEM HAPYLLIEHMM
PUTMA U MPOBOAMMOCTH (KEAYAOUYKOBBIE
APUTMUU, DUNOPUAAILMNA MOEACEPAMM,
AB-OAOKQOAbBI M ODAOKOAbI HOXXEK MYy4Ka
[mca)

[IPOMBOIMBOAMYECKME OCAOXKHEHMUS

(aMOB0oAME apTepmi BOABLLIOTO KPYTra
KPOBOOOPALLLEHMA 1 TOAA)

MNospexneHue MWOLMUTOB

CHUXeHue COKpaTUMOCTU MUOoKapna
™ Y
% YMmeHblleHne ynapHoro obkema

YBenuyeHue AunaTauma YMeHbLIEHWE Ycranoctb

Harpyskm NeBoro $ppakumm

L Kenyaodka Kenynodka Boidpoca JIX CnabocTh
l [losLiweHne akTUBHOCTY
nenp;&%?m MuTtpansHas CUMNATUYECKOro
; eryprutauvs 3gena BHC
AUCNHOE PEryp 4
OpTONHoOe Y ¥ * *
MexaHuam AKTHBaLWS Yeenuye-

CucremHan PpaHka— CPZCHT:HM_"‘ HWe COKpa- YBerlggHme
neperpyska:

il CrepanHra AHMMOTEH3WH e

OTEKW

acuuT Y

HabyxaHue
APEeMHLIX BEH MNosbiLLeHue MNosbileHue

anbnocTepaHa YOapHOro
n OLK ofvema

lNagenne bydepa
dpakuru Bedpoca




2KAAaoBbl HA: OOLLLYIO CAQDOCTb, CHMXKEHME PADOTOCNOCOBHOCTU( 3a CHET CHMXKEHMI PB), OAbILLIKY
(0OOYCAOBAEHO AEBOXEAYAOYKOBOM HEAOCTATOYHOCTbIO, BO3HMKAOLLLEM HO DOHE CUCTOAMYECKOM
AMCPYHKLMM AX), oLlyLLeHne nepeboes B paboTe cepala, 00AM B OOAACTU CEPALLA (HECOOTBETCTBME
KOPOHAPHOTO KPOBOTOKA MOTPEDOHOCTU MMOKAPAQ AUAQTUPOBAHHOIO XXEAYAOUKA, MOPAXEHUE
CUCTEMbI MUKPOLMPKYAILMKM; conyTCcTeytoLLas NBC) .

v [lpv NprcoeAnHEHUU MPABOXKEAYAOYKOBOM HEAOCTATOYHOCTU KAAODLI, OOYCAOBAEHHbLIE 3ACTOEM MO
OOABLLOMY KPYTYy — OTEKM B ODAQCTU TOAEHEWN K CTOM, BOAM B NMPABOM Noapebepbe. Npun
TPOMBOIMOOAMAX — XKAAOObBI HO MHTEHCUBHbIE ODOAM B TPYAHOM KAETKE/B OOAQCTU AEBOTO
noapebepba/NOICHMYHOM ODAQCTH.

AQHHblE OOLEKTUBHOIO OOCAEAOBAHMS: (3QBUCAT OT CTENEHU BbIPAXKXEHHOCTH HKI) BbIHY>XAEHHOE
MNOAOXEHUE (CUAF/NMOAYCUAS), OABILLIKA, AKPOLMAHO3, MACTO3HOCTb/BbIDOXKEHHbIE OTEKM B OOAQCTU
FOAEHEMN 1 CTOM, HADYXAOHME LLIEMHbBIX BEH.

[1QABLOQLIMS: BEPXYLLUEYHbBIM TOAYOK CMELLLAETCA KHAPYXM;

[lepKyCCus: pACLUMPEHME TPAHUL, OTHOCUTEABHOW CEPAEYHOM TYMNOCTH;

AYCKYAbBTAQLIMSA: TAYXOCTb CEPAEYHBIX TOHOB, BbICAYLLIMBAHME Il 1 IV TOHOB, CUCTOAMYECKMIM LLIYM HOA
BEPXYLLIKOM U B OOAAQCTU MEYEBMAHOTO OTPOCTKA (OTHOCUTEABHAS HEAOCTATOYHOCTb OB-KAQMAHOB), MPU
PA3BUTUM 3ACTOA MO MAAOMY KPYTY — OKLLEHT 2 TOHA HAA AA.

[TYABC MOXET ObITb APUTMUMYHBIM, AA OObIYHO CHMXKXEHO MAM HOPMAABHOE.

[1oW HOAMYMIM 3ACTOS MO MAAOMY KPYTY — YKOPOYEHME MNEPKYTOPHOIO 3BYKA M OCAQDAEHUE
BE3UKYAIPHOIO AbIXOHUA B HUXKHMX OTAEAOX AETKMX, MOTYT ObITb KPEMUTALLMSI, MEAKOMY3bIPYATLIE XPUIIbI.
[Tom MPABOXEAYAOYKOBOM HEAOCTATOYHOCTM — YBEAMHYEHME PAIMEPOB NEYEHM, MOAOXKMUTEAbHbIM
cumnTom laeLuaq.




AMArHOCTUKA

1. 2KI: perncrpaumsg pasHOOOPA3HbIX HOPYLLEHMN PUTMA -
DOUBPUAAILMG MPEACEPANU, XKEAYAOHKOBbLIE DKCTPACUCTOADI,
NPOBEXKM XXEAYAOYKOBOM TAXMKAPRAMMU, AB-OAOKAAbI; HECTELMTOU-
YEeCKME UIMEHEHMA ADA3bl PEMOAIPUIALUMU — CHUXKEHUE AMIMAMUTYADI
3youa T uAn «-» T; rnepTpodomna mmokapaa AX mn All;
natoAormyeckme 3yoLbl Q,00yCAOBAEHHbIE OHArOBbIM MAM AN DY 3-
HbIM KOPAMOCKAEPO3OM).

2. 2XO-KT:
AMAQTALMSG 4-X KOMEP CEPALLD, OCOBEHHO AX, MPUHMMAIOLLLETO LLAPOBUAHYIO doopmy; KCP 1 KAP AX yBeAM4eHb,
KAP AX > 52 mm ( nprt N 36 — 52MM), MCTOHYEHME CTEHOK AX MAM HE3HAYUTEABHOE YTOALLLEHME, CHIMDKEHME
CUCTOAMYECKOTO YTOALLLEHMI M YMEHbLUEHME DKCKYPCUM CTEHOK.

NB! CHMXXEHME KMHETUKM CTEHOK AXK HOCUT TAODAABHbBIM XAPAKTEP, O HE AOKAAbHbIM! (TAODAABHbBIN TMIMOKMHE3)
CHwmxaeTca KMHeTnka MXT1 1 3aaHen cteHkm AX; CHuKeHune PB (>45%), npm 3TO CepAEYHbIM BBIDPOC MOXET ObITb
N, 30 CHET KOMMEHCATOPHOM TAOXMKAPAUM .

YBEAMYEHME MUTPAABHOM cenapaumm, npmu ee N A0 5 mm (pacctosgHme o1 Todkm E NTICMK Ao MXTI)

YMEHbLLEHME PACKPbITMI CTBOPOK AK B CUMCTOAY (B N> 15 MM,
C NPEXAEBPEMEHHbIM X MPUKPBITUEM.

CHumxeHmne akckypcumm NCMK B AMACTOAY (B N > 20 mM)

3. PEHTreHorpaqomsa OpraHoB rPYAHOU KAETKU . YBEAMHEHME PA3ME
POB CEPALLQ, MPEUMYLLLECTBEHHO 3a cYET AX ( B MOCAEAYIOLLLEM
BCEX OTAEAOB CEPALLA).YBEAMYEHME KAPAMO-TOPAKAABHOTO MHAEKCA
> (0,55 (OTHOLLEHME NONEPEYHOIO PAIMEPA CEPALLO K PAZMEPRY IPY.LR
KAETKM). ABAEHMS BEHO3HOTO 3ACTOS B AETKMX — YCUAEHUE COCYAMNCTO- § :
roO PUCYHKQ. ] WArad: o em?

LV Areo, 1 = 3843 ey
Najer Axis = 863 on
Yolume, MOL = 196.7 mi

Mojor Axls = 924 cm
Youne, MOU = 1912 mi




4. POAMOHYKAMAHOS BEHTPUKYAOIPAOUA: PETMCTPALMA C MOMOLLLBIO TAMMO-KAMEPLI MMMYAbCOB OT BBEAEHHOTO B/B
MEYEHHOTO MOAOM PAAMOAKTMBHOTO OABOYMMHA, MPOOXOAIALLLETO C KPOBbIO Yepe3d AX. OLeHMBAETCH
COKPATUTEABHAS OYHKLMA MMOKAPAQ, 0ObeM AX, PB, BpemMs LIMPKYAIOHOTO YKOPOYEHMI BOAOKOH MMOKAPAQ.

Takxke, kKak U Ha Oxo-KI' obHapyxmeaetcsd TKAP 1 KCP AX, | B, andodoy3Has rmnokmHesms AX.

S. CUMHTUIOAQOMI MUOKAPAQ C PAANAKTUBHBIM TAOAAUMEM: PETUCTPUPYIOTCI MEAKM O4ATrM |HAKOMMEHUs n3otona,
obycrnoBneHHble PNOPoO3oM.

6. Benrospromerpus ( KOK MEeTOA AMDPAMATHOCTUKM C MBC). XOpaKTEPHO |TONEpaHTHOCTU K dun3.Harpysake,
npekpaLlaeTca npoba , Kak NpaBuno, n3-3a opblLLKN U YCTanocTu, a He u3-3a 6onm B obnactu cepaua.

/. PEHITEHOKOHTPACTHAS BEHTPUKYAOrRAUS (OLLEHKA CYMMAPHOM COKPATUMOCTM AXK M CETMEHTAPHOM).

8. KOTeTeDMﬁHuMﬂ rnoAocreu cepalla n cocyaos: 1 KOO B8 JDK, seicokoe CA v AL B JIA, noBbILLEHNE CpeAHErD
pasneHusa B JIM1.

9. MOpdOOAOrMYEeCKOe MCCAEAOBAHUE SHAOMMOKAPAMAALHbBIX OMOMNTATOB l_ﬁc LLEABIO MCKAKOYEHMA CrieUumMdonyeCcKmx
3000AEBAHMM MMOKAPAQ). [TPOBOAMTCA YALLLE BCETO OMONCKHI MMOKAPAQ [ DK, TOOHCBEHO3HbIM MYyTEM. BbISBASIOT:
ANCTPODUYECKME UZMEHEHUA KMLL, MHTEPCTULIMAAbHbBIM GoMBPO3, OTCYTCTBUE OKTUMBHOM BOCMAAMUTEABHOM PEAKLIMMN.

10. AaboparopHasd aunarHociuka: bBAK - 1 KOK n KOK-MB (npoponkatoLleecs nospexaeHne Mmokapaa); koarynorpamma -
1 cBepTbiBalOLLEN aKTUBHOCTU KPOBU, T YpOoBHA [-OnmMepa, Kak Mapkepa OBC-CUHAPOMA.

MmyHOorpamma: |konmyecrtsa 1 oyHKLUMOHASIbHOW akTUBHOCTU T-CynpecopoB, T akTUBHOCTU T-xennepos 2 Tuna.

nLlP-D,IslaFHOCTMKa — onpegnenenue OHK kapanoTpornHbix Bupycos (Fepneca, OnwrtenHa-bapp, LIMB, Kokcaku, [Napsa-
Bupyca



AevyeHme

o Tepanuma npyu AKMIT ByaeT HOMPABAEHA HA 1) 6opbby C CEPAEYHOU HEAOCTATOYHOCThIO:!

- NMATP (Npm HENEPEHOCUMOCTU — AHTATOHUCTLI PELL.ATI, TOKXKE BO3MOXHO MX COYETAHME)
- AMYpEeTUKUM (MeTAEBbIE, TMA3MAHDBIE; B COYETAHMM C AHTATOHUCTAMM PELL.OABAOCTEPOHA)

- B-6A0OKQATOPBI (CEAEKTMBHbIE: BMCOMPOAOA, KOPBEAMAOA)

- BasoamaataTopsl

- CepaeyHble TAMKO3MADI (HO MO3AHMX CTAAMSX)

2) [IpoTMBOQPUTMMYECKAS TEePArnms

3) AHTUKOQIYASIHTbI (IRODOUATKTUKA TOOMBOOIMBOOAUYE CKMX OCAOXKHEHMM)

4) Xupyprmyeckoe AedyeHme: - (TPAHCMAQHTAUMSI CEPALLA AAS NALMEHTOB C TEPMUHAABHOM CH C
YH4ETOM MNPEAMKTOPOB XOPOLLETO MCXOAQ)

- ABYXKOMEPHAL/TPEXKAMEPHAS DAEKTPOCTUMYAALIMS C MOMOLLLBIO MMMNAQHTUPOBAHHOTO SKC

- AVHOMMYECKAOS KAPAMOMMOMACACTMKA (BOKPYT CEPALLG OOOPAYMBAETCS MbILLIEYHbIM AOCKYT
BbIKOOEHHbIM M3 LLUMPOYAMLLEN MbILLILLbI CMIMHbBI, COKPALLLEHUS CUHXPOHM3MPYIOTCS Npr Mom. KC

- BBeAeHme Mme3eHXMMAAbHbIX CTBOAOBbBIX KAETOK-



[unepTpodomdyeckas KAPAMOMMOMNATHS

(MAMOMATUYECKMM TMNEPTPODMYECKMMN CYDAOPTAAbHbLIM CTEHO3, MbILLIEYHbIN
CYyOQOPTAAbHbIM CTEHO3, TMNEPTPOdMYECKATd OOCTPYKTMBHAA KMI)

o [KMIT - ayTOCOMHO-AOMMHAOHTHOE 3000AEBAHMNE, XAPAKTEPUIYIOLLLEECSH
rmneptpodomen mmokapaa AX mn/mam MNX, 4aLue BCero ACCMMETPUYHOM, O
TAKXXE BbIPAXEHHbLIMU HAPYLLUEHMAMM AMACTOAMHECKOTO HAMNMOAHEHUA AX 1

OTCYTCTBHNEM TIPHNHNH, BbI3bIBAKOLLLIMX TMNEPLTOOCOUIO Cep.A.e‘-IHOI;I MbILLILLbI.
NameHeHnA cepaua npu KMl

* [10 AQHHbIM PA3HbLIX ABTOPOB B
30-50% CAYy4QEB BbIGBAJETCH
CEMEUHDBIN XAPAKTEP
3000AEBAHMA.

npaBoe
npeacepawe

nesoe
&, Npeacepamne

 YHOCTOTA BCTPEYAEMOCTH
3000AEBAHMS BbILLIE, YEM CHYUTOAOCH
paHee, 13-30 OOAbLLIOTO YACAQ HE
AMATHOCTUPOBAHHbIX CAYHOEB. - HopMankHoe cepAue rkmn

f¢fuexoxenynoqxo£::
= neperopoaka




ITHNOAOMMS

* [AQBHQO4 POAb B Ppa3BM1TUA [KMIT NPU3HAHA 30 FrEHETUYECKMM ODAKTOPOM, MOITOMY PAZAMYAIOT
CEMEMHYIO U CNOPAAMNYECKYIO DDOPMbI 3000AEBAHMSI (OOYCAOBAEHA CAYHAMHbBIMM MYTALIMIMM).

 OCHOBHOM TMM HOCAEAOBAHMI — AYTOCOMHO-PELLECCKMBHbIM, BCTREYAIOTCH U X-CLLEMAEHHbIE
OOPMbI 3ADOAEBAHMS.

* [lpnymHa TKMIT — MmyTAUMM TEHOB, KOAMPYIOLLIMX CHUHTE3 COKPATUTEABHBIX OEAKOB MMOKAPAQ
(TPONMOHMHOB | 1 T, A-TPOMNOMMO3MHA, MMO3MH-CBI3bIBAIOLLLETO MpoTeMHA C n Ap.)

* Ha CceroAHILLHUM AeHb M3BECTHO BoAee 125 MyTALMM, BbI3bIBAIOLLIMX PA3BMBTME [KMIT.

* BeAyLLad Teopma natoreHesa KMl — Teopma KOMNEHCATOPHOMU TMNEPTROOMM.

BbILLIEHA3BAHHbIE TEHETUYECKME AETOEKTDI _ i
Causative Genes in Hypertrophic Cardiomyopathy
BbI3bIBAIOT HAPYLLUEHME CPYHKLMM OEAKOB
Encoded Gene Chromosome Sarcomere No. of
MMOKAPAMAABHBIX MUOTOUDPUAA [ Protein Symbal Locus Component Cases
«AEOEKTHBIE) BDEAKM HE MOTYT HOPMOABHO A-Myosin heavy chain MYH? 14q12 Thick filament 22
Myosin-binding protein C MYBPC3 1pll.2 Thick filament 165
COKPALLLATLCSA [] BO3HMKAET KOMMEHCATOPHAA  Troponin T TNNT 1q32 Thin flament 13
MNepTPOdOUI MUOKAPAQ, HOMPABASHHAS HO il TRMI 154221 Thin Slament 12
Regulatory Myosin light cha MYL2 12g24.3 Thick filament 10
YBe/\V]quVIe I_Iy/\o KAETOK, C LLEeAbIO Exit:\ll.tl‘f‘\l_\‘c\'\\llt Il:gllll;:h.u‘nm MYL3 ‘pl‘ll n::«kl:l.l:::m:l 5
A ¥ Act ACTCI 1514 Thin filament 7
- ARl AR PN RIS IS IUSAOM - o TTN 231 Thick filamentZ-Disc 2
CMOCOOHOCTU U COXPAHEHMA AAEKBATHOTO Muscls LM protsc CSRP3 lipis. Z Dl 3
elethonin AP ql2 -Disc 2
CEPAEYHOIO BbIDPOCA. Myozenin 2 MYOZ2 4926 Z-Disc !

Vinculin VCL 10a22.1 Intercalated disc 2



e [laTtoreHes KMl BKAKOYOET 4
B3AMMOCBA3AHHbIX MPOLLEeCCa:

- Obcrpykumsa BTAXK 3a cyet adodoekta
BeHTypU (B CTEHO3MPOBAHHOM Y4acTke AX
CKOPOCTb KPOBOTOKAQ BbILLIE U HMXKE 3
AQBAEHME, YTO CO3AQET (MPMCACHIBAIOLLLMM
S0P EK — NepeAHdd CTBOPKA MK
npnoAmxaeTcd K MXI1 1 conpmkacaeTtcs C
Hen (Systolic Anterior Motion) [ rpaameHT
ACQBAEHMS B MOAOCTM AK U

MUTPAABHQASA PETYIPUTALMSA, BCAEACTBUE
HEMOAHOTO CMbIKOHMA CTBOPOK MK B CMCTOAY

- AMACTOAMYECKAS AMCOYHKLMIE AXK
lobbema nonoctu JIXK; yannHeHne dassbl
N3rHaHWg 1 3agepkka Hadana dgasbl
paccnabnenuna JIXK; purngHOCTb CTEHOK U
HapyLLleHne NacCUBHOIO N akTUBHOIO
paccnabnexus) n | cepaevHoro Bblbpoca L
rmnonepdys3nst KOPOHAPHbLIX apTeEPUN

!

- MUOKADLAUMOABHAOS ULLIEMUS

[1ATOMOPOOAOTMS M TMC

Mukpockonm V¢
rMnepTpPodoUs e
YMEPEHHOMU UX AUCTPOOUNEN;
OeCcrnopaAOHHAN OPUEHTALLMS
MMNOPUBPUAA; MHTEPCTULIMAAbHbIN
M MEPMBACKYAIPHbIM OMNOPO3;
TTOALLUMHBI KOMMAECA MHTUMO-
MEAMA B MHTPAMYPAAbHbIX
apTEPUSX.




Kaaccumaomkauma [KMT

AHaTomun4yeckas (nNo AOKaAAU3ALUU U
PACNpPOCTPAHEHHOCTHU runepTpodun)

1.  TKMI1 c BoBAedyeHMeM AX

1.1. ACUMMETPUYHAS TMNEPTPOdOMS
B. MEXOKEAYAOYKOBOM MEPETOPOAKM
D. BEPXYLLKM CEPALLD

F. ME30BEHTPUKYAIPHAOS

G. 30AHE-NEPETOPOACYHOTO (BOKOBOIO
OTAEAQ)

A. MepeAHebokoBOM oBbAACTM AX
1.2. CUMMETPMYHAS (KOHLLEHTPMYECKAS) E

2. [KMI1 c BoBaeyeHmem 1K

Buabl TKMI1 (no HaAn4UIO
cyOaopTAAbHOU OOCTPYKUUMU)

1.
2.
=3

V
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be3 oOCTPpYKLMM BEIHOCALLLETO TPAKTA (BT)
C AQTEHTHOMU OBCTPYKUMEN BT
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KAMHM4YEeCKAd KQPTHUHA

NB! B OOAbLLMHCTBE CAY4YOEB 3000AEBAHME NPOTEKAET OECCUMNTOMHO MAU C YMEPEHHOM CUMMTOMATUKOMN.

2KAAOBbI: HO OABILLIKY MPM HATPY3KE, FOAOBOKPYXXEHME, ODMOPOKM 1 MPEAODOMOPOYHLIE COCTOAHMS; ATUMNUYHbIE

OOAU B TPYAHOM KAETKE MAU TUMMYHASA CTEHOKAPAMA (4acTO B oTtcyTcTBme UBC); olyLueHns nepedoes B paboTte
CepALa;

NB! [NepBbim NposgBAEHMEM [KMIT MOXET CTATb BHE3AMHAY CEPAEYHAT CMEPTb (OCOBEHHO Y CMOPTCMEHOB)

AQHHbIE OOLEKTMBHOIO OO6CAEAOBAHMS .

[laAbOQLMS M MEPKYCCHA: HAOMDOAEE XAPAKTEPHbIE NPU3HAKM OBDHAPYXMBAIOTCA N TOKMIT — npm ocmoTpe U
NAABMNALMM ODAQCTU CEPALLO OrnpeAeAseTcsd nyabcaums BoO lI-lIl mexpebepbe CAEBA OT IPYAMHbI (TMNepTROdOUS
AlT), cmeLlleHne BAEBO BEPXYLLEYHOIO TOAYKA (M.O. ABOMHOM/TPOMHOM CEPAEYHbBIM TOAYOK). [TYABC HO AY4EBOM

aApTEPMM HEPABHOMEPHbIM (pulsus bifidus — ObICTPbIM MOABEM U PE3KMIM CMAA NMYABCOBOM BOAHbI); HOKAOHHOCTb K
OpaanKapann, AA MMEET TEHAEHLIMIO K CHUXXEHMIO.

AYCKYABTALIMA: AOMOAHUTEABHBIM Il 11 IV TOHbI; MPW 3HAYUTEABHOM TPAANEHTE AQBAEHUT MEXKAY XXEAYAOYKOM U
AOPTOM M.O. pacLUuMnAeHMe || TOHO HOA AOPTOM; OCHOBHOM QYCKYABTATUBHbLIM QDEHOMEH — CUCTOAMYECKMM LLIYM,
OOYCAOBAEHHbIN Cy>XeHMeM BTAX 1 MUTPAABHOM peryprutaumen (max onpeAeAIeTca BAOAb AEBOTO Kpas
[PYAMHbI, MPOBOAMTCS B MOAMBbILLEYHYIO OBAACTb M HUKOTAQ HO COCYAbI LLIEU , IBAAETCS MO3AHUM, MEHIET
MHTEHCMBHOCTb HO MPOTIKEHMM OAHOTO LIMKAQ B CBI3M C AMHOMMYHOCTBIO ODCTPYKLMM, YCUAMBAETCS B

MOAOXEHMUM CTOS, MOCAE JOMUIMYECKOM HATPY3KM, NPU NPoOe BAAbCAABLBLI, MPOM CHMKEHMM AA ( BCE 3T COAKTOPSI
TCT. OOCTRYKLMM U MOTYT MOUMEHSATLCS AAS €€ BbISBAEHMS.



AMQrHoOCTHKQ

1. OAEKTDOKADAMOMIDACDUS:

[Mneptpodma AX (oTkAOHEHUME DOC BAEBO, CMELLLIEHME MNEPEXOAHOM
30HbI BMPABO, MHAEKC COAOBLEBA-AAMOHA >35MM; MATOAOTMYECKME
3yOubl Q (rAybokme, HO He Lunpokme) B v4-vé, pexe B I, lll, avf;
OTPULLAOTEAbHbIE HECUMMETPUYHbBIE 3YOLLbI T MPEMMYLLLECTBEHHO AEBbIX
[PYAHbIX OTBEAEHUAX, HOCTO B COYETAHMM C Aernpeccuem ST;

HAPYLUEHME AB-NMPOBOAMMOCTHU; MPU3HAKU TMNepPTPOPMU All —
YBEAMYEHME LLUMPUHDBI MU AMNAUTYABI 3youa P I, I, avl,v4-6;
CYMNPABEHTPUKYAIPHbBIE N BEHTPUKYAIPOHbIE HAPYLLEHUA PUTMA (
LLeAECOODPA3HO MPOBOAUTL CYTOHHOE MOHUTOPUMPOBAHME OKIT )



2. oxoKkapamorpagous: _ is reg 23

LOOP (R) REVISH

ACUMMETPMYHAR CEMTAABHAS TMNepTpodoms (B OOAbLLIEM
cteneHn MXIT1, yem 3CAX — cooTHoLLEHME 21,5);
rmnepTprodomd Mm.0. OrpPAHMYEHA BEPXYLLKAMM XXEAYAOHKOB
(Mpm anNMKAAbHOM dbopMme)

MXT1 rmnepaxoreHHa B CBA3M C HAPYLLEHMEM B3AUMMHOIO
PACMOAOXEHMA BOAOKOH; CHMXXEHA MOABMXKXHOCTL MXXTT,
TOrAQ KAK MoBbiLLAeTCca aKCKypcmd 3CAX; BbIIBAIETCH
nepeaHe-crucrtoamyeckoe ApmxeHue NCMK (B KoHLLEe
CUCTOAbI OHAO MoATarmBaeTcd kK MXI1 1 conpmkacaeTtcs C
HEW — B TOKMX CAYHAIX NMPOUMMEHIOT TepMIMH [TOKMIT, a ecan
OOCTPYKLMA OTCYTCTBYET, TO MPUMEHAIOT TEPMUH
(MAMONATUYECKUM TMNEPTPODMYECKMMN HEODCTPYKTUBHbBIN
CYyOQOPTAAbHbIM CTEHO3).

AQTEHTHYIO ODCTPYKLMIO MOXHO BbISBUTL MPU NPOOBEAEHNM
MPOBOKALMOHHOM MPOObLI — AAMTEABHOE BEPTUKAABHOE
MNOAOXEHUE, M3OMETPMYECKAT HAIPY3KA (3CNAHAEP),
Npo6a BAAbBCAAbBbI MAM CYOAMHIBAABHbIM MOUEM
HUTPOTAULLEPUHA. AOMNMAEP-IXOKAPAMOTPAdOMS:
MOBbILLIEHME MOKC CKOPOCTU KPOBOTOKA B BTAX, NPU3HAKM
ANACTOAMYECKOM AMCPYHKUMM AX BCAeACTBUME [AX,
COMPOBOXAQIOLLLEMCH HOAPYLUEHMAMM TOAHCMUTPAABHOTO
KPOBOTOKA.




. e e - ——————




3. POAMOU3OTONHAI BEHTPUKYAOIL AU BbIABAIET YMEHbBLLEHUNE MOAOCTU AX,
HOPYLLUEHMNE ero HAOMOAHEHUS B AMACTOAY, MOBbILLUEHME JOPAKLMM BbIOPOCA.

4. PeHIreHorpagous: BbIOyXaHMe AEBOU MPAHMLLbI CEPALLA B MPIMOM MPOEKLMU
30 CYET rnMnepTpoOodonm CteHkM AX; yBeAndyeHmne Ayri All BCAEACTBUE €70
TMNepTPOPUM; 3AKPYITAEHME BEPXYLLIKM CEPALLD; YMEHbLLIEHME AOPTHI;
MNPM3HAKU YMEPEHHOU AETOYHOM TMMEPTEH3IMM.

5. MArHUTHO-PE30OHAHCHAQS TOMOTIDAOUSA C OOAbLLIEM TOYHOCTbLIO BbIIBASET
rmnepTpodomto mmokapaa AX, MXTI, BEpPXYLLKM CEPALLA MO CPABHEHMIO C DXO-
KT.

6. Karetepm3daumd MOAOCTEUN CEPALLQ: OOHAPYXKMBAET MOAAUNEHT
CUCTOAMHECKOTO ACBAEHMA MEXAY MOAOCTBIO AX M BbIHOCALLLMM TOAKTOM.
N3meHeHMe doOPMbI KPMBOM ACBAEHMSA B AOPTE MOATBEPXKAAET HOAUNYME
CyOaopTaAbHOM OBCTPYKUMU; NMoBbiLLeHME KAA B AX, All, A€royHbIX BEHAX, AA.




BbIAEASIOT CAEAYIOLLIME BAPUAHTHI TedYeHua [KMI:

1.

BHe3anHag CMepTb ( MOXET CTATb MEPBOU M EAMHCTBEHHOM
KAMHUYECKOUN MOHMADECTAUMEN; HOCTYNAET Y 15% AULL, CTPAAQIOLLLMX
[KMIT; 4yaLLLe BCEro y MOAOAbIX AULL, 3OHMMAIOLLLMXCS CMOPTOM)

[lporpeccupyoLLee Te4eHne (yCrMaeHme DOAEBOrO CMHAPOMQ,
BbIABAEHME MPECUMHKOMNAAbHbBIX M CUHKOMAAbHbBIX COCTOSHMM,
HAPACTAHME OAbILLIKM, CAQDOCTH)

C1aBbmAbHOE AODPOKAYECTBEHHOE TEYEHME

«KoHevyHaa ctaamay (MporpeccHpoBAHUE IBAEHUM 3ACTOMHOM CH,
CBI3AQHHOM C PEMOAEANPOBAHNEM U AMCAOYHKLMEN AX;

Passutne dombpUAAILLUK NPEACEPAMM U CBA3AHHBLIE C HEU
OCAOXHEHMS




AevebHas TOKTUKA B 3aBUCUMOCTM OT Tmirna TKMI

- [Mpn oTCcyTCTBUM OEHOTUMMHECKMX MPOIBAEHUM
NATOAOTMYECKOTO r€eHOTUMNA — HODAIOAEHME

- Mo MAAOM BbIDCXKEHHOCTMU/OTCYTCTBMM CUMMTOMOB —
KOHCEPBATUBHOE AEYEHME;

- O6cTPYKTMBHAA KMIT — XMpyprmiyeckoe AevyeHme;

- [lporpeccmpoBaHME CMMMNTOMATUKMN — KOHCEPBATUBHOE
AEYEHME, A NPU PEPPAKTEPHOCTM K MEAMKOAMEHTO3IHOM
TEPANMUUN — XMPYPTMHECKOE AEYEHUNE;




KOHCEPBATUBHOE AEYEHME!

B-6nokamopsb! (yBeNnu4eHnUe penakcaumm u HarnosHEHUS Xenya04KkoB B
OnacTorny; YMeHbLWNTb NOTPeObHOCTb B O2; HO HE AOKa3aHO CHUXKEHME YaCTOThl
cliy4yaeB BHe3anHom cepgeyvyHon cmeptun) lNpegnoyteHne otaaeTca npenaparam
6e3 BHYTPEHHEN CUMMATOMUMETUYECKOWN aKTUBHOCTU — [lponpaHororn
(O63naaH, AHanpunuH)

briokamopk! KasibuuesbiX kKaHasnos ( He aurngponmpunauHoBelie!): Bepanamma
(M30MTHH) (NpPW COMYTCTBYIOLLIMX HAPYLLEHUAX PUTMA) YAYHAIOT
ANACTOAMYECKYIO COYHKLLUIO.

AHmuapummudeckue rnpenapamsl 1A knacca ( XuHuguH, NpokanHamua,
[Ounsonnpamug)

AHmMukoa2ynsgHmal (Npy NpeacepaHbiX HAPYLUEHNAX pUTMa)



XUpYyprmieckme MeToAbl AE4HEHNS

* [DAQHCTOPAKAABHAI CENTAALHOS MUDKTOMMS

(Mpy cybaopTtaAbHOM rpaameHTe >50 mm Hg B Mokoe U npu
NPOBOKALIMOHHOM Npobe)

v B psAe MOKA3AHWM AAS YMEHbBLLIEHMS
BbIPOXKEHHOCTM OOCTPYKLMM M MUTPAABHOM
PErypPruraumm OAHOMOMEHTHO BbIMOAHAETCH
OnepaLmMs_BAALBYAONAQCTUKM MAM
APOTE3IUPOBAHUI MUTPAABHOTO KAQMAHA
HMU3KOMPOJOUABHbBIM NPOTE30OM. YAYHLLMTb
OTAGAEHHbIE PE3YABTATHI MUIKTOMUM
MO3BOAAET MOCAEAYIOLLLAA AAUTEABHOS
TepAnMs BEPANAMMAOM, OBeCneYMBAIOLLLOS
YAYYLLIEHME AMACTOAMYECKOM AOYHKLMM AXK,
4TO HE AOCTUIAETCS MPU XMPYPIMYECKOM
AEYEHUM.

Incision hine
theough hypertrophied
basal septum




[DAHCTOPAKAABHAS CEMTAALHAS QBAQLMS. METOAMKA MPEANOAAraeT MHADY3MIO
yepes3 OAAAOHHbIM KATETEP B NEPAOOPAHTHYIO CEMNTAAbHYIO BETBb 1-3 MA 95% crnimpTa,
BCAEACTBME YEro BO3HMKAET MHQDAPKT TMNepTRoOUPOBAHHOIO otAeAd M)XK,
3axBaTbiBAOLLMM OT 3 AO 10% macchl mmokapaa AX (A0 20% maccel MXIT).

OTO NPUBOAMT K 3HAYUMOMY YMEHbBLLIEHMIO BbIDAXKEHHOCTM OOCTPYKLLMMN BBIXOAHOTO
TPAKTA U MUTPAABHOM HEAOCTATOYHOCTU, OOBEKTMBHOU U CYOBEKTMBHOM CUMMNTOMATUKE
3060AeBAHMUS. [Ton 3TOM B 5—10% CAYHOEB BO3HMKAET HEODXOAMMOCTb MMMACHTALMM
NOCTOAHHOTO OKC B CBA3M C PA3BUTMEM ATPUOBEHTPUKYAIPOHOM BDAOKAAbI BBICOKOM
CTEMEHMN.

Non-surgical y 4
Alcohol Septal 4
Ablation '

Puc. 4. Kopouaporpadmusi 6oasHoro O, 34 .

Koporapoanruorpamma JIBA B nnpasoit KOCoil npoeKunH, ric CTPEIKaMu YKa3aHbl:
a — centaibHbie BeTBH 10 TKACA; 6 — nocae npoueaypsl TKACA: cTpenkoit oTMeeHa OKKTI03HPOBaHHAsl Copyright 2004 Massachusetis Medical Society.
nepsas cenraiabias sersb [TMAKB JIBA. All rights reserved. N Engl J Med 2004;350:132C-27.




o DAEKTPOKAPANOCTUMYAILMS C YKOPOYEHHOM AB-30AEPXKKOM.

BbI3bIBOEMOE TAKMM ODPA3ZOM M3MEHEHUNE MOCAEAOBATEABHOCTU
PACMPOCTPAHEHMSA BOAHbI BO3DY>KAEHUSA M COKPALLLEHMS XXEAYAOYKOB, KOTOPAOS
OXBATbIBAET BHAYOAE BEPXYLLKY, A 3aTem MXI1, NPUBOAUT K YMEHbBLLIEHUIO
CYOQOPTAABHOIO TPAAMEHTA BAATrOAQPS CHMXKEHMIO PEMMOHAPHOM
cokpatnumocTm MXI1 1, KOK CAEACTBUME, PACLLUMPEHMIO BbIHOCALLLErO TPAKTA
/A\X.

OTOMY CrNOCODCTBYIOT TAKXKE 3AMA3AbIBAHME CUCTOAMYECKOTO ABUXKEHMS
Knepeam nepeaHem CtBOpkn MK 1 yMeHbLLEHUNE ero AMMAUTYAbI. BaXKHOE
3HAYEHME MMEET NMOADOP HAOMMEHbBLLIETO MHTEPBAAQ BPEMEHM 3AAEPLIKKM
HOHECEHMA XXEAYAOYKOBOTO MMIMYABCA MOCAE MPEACEPAHOTO, KOTOPA4
o0ecneYmBAET MNPEXAEBPEMEHHYIO AEMOAIPMIALMIO BEPXYLLIKM CEPALLA, HE
MPOUBOAS MPU STOM K YXYALLEHUIO KAPAMOTE MOANHOAMUKN — CHUMXKEHMIO
CEPAEYHOTO BbIbpOoCa 1 AA.

* [DQHCNAQHTALMA CEPALA



CTpaTnaomKaLUms PUCKQ BHE3AMHOM CMEPTU Y
OoAbHbIX [KMIT

MOAOAOM BO3PACT (< 14 AeT);

HOAMYME B AHAOMHE3E Y ODOAbHbBIX OOMOPOKOB M TIXKEAIX XKEAYAOYKOBbLIX HAPYLLIEHMM
PUTMA, 3MU3OAOB HEYCTOMHMUBOU XKEAYAOYKOBOM TAXMKAPAMM MO PEZYALTATAM
CYTOYHOTO SKI-MOHUTOPMPOBAHMY;

HEQAEKBATHOCTb MPUPOCTA APTEPMAABHOIO AOBAEHMS B XOAE HATPY304YHOTO TECTA;
BbIPOXKEHHAS (DoAee 3 CM) rnnepTpodoms MUMOKAPAA AX;
yKa3aHme HA [KMIT n/mMAM BHE3AMHYIO CMEPTb B CEMEMHOM OHAMHE3E

YCTOHOBAEHME BbICOKOTO pmcKka BC onpeaeAseTr HEOOXOAMMOCTb OCODOM, BoAEE
OKTMBHOM BPAYEOHOM TOKTMKM B OTHOLLIEHWM DTOM KATETOPUM NALMEHTOB (YTOYHEHME
AEKAPCTBEHHOM TEPAMMM, MCMOAb3OBAHME NEMCMENKEPOB, ACDMOPUAAITOPOB-
KAPAMOBEPTEPOB, MPOBEAEHME XMPYPIMYECKMX BMELLATEABLCTB). [Tpr 3TOM HOMbOAEE
QOAEKBATHbIM AE4EOHbBIM MEPOMPUIATUEM ABAIETCH MMMAQHTALMA AEDPUMOPUAAITOPA-
KOPAMOBEPTEPA C LLEABIO MEPBUYHOU MAK BTOPUMYHOM MPOMAAKTUKM
>KMIHEYTPOXKAKOLLIMX APUTMMU U, B KOHEYHOM CHETE, YAYHLLIEHMSI MPOTHO3A.



PeCTpUKTUBHAS KAPLAMOMMOMNATHS
 Hamboaee peakas doopma KMIT (5% sBcex cayqyaes KMI),

XAPAKTEPMUIYIOLLLAICH HAPYLLEHUEM AMACTOAMHECKOM CDYHKLLMM MMOKAPAC

OAHOTO MAM ODOMX XXEAYAOUYKOB BCAEACTBUE GombBPO3a U YTPATHI
IAQACTUYHOCTU MHUOKAPAQ MPW OTCYTCTBMM €r0 3HAYUTEABHOM TMNEPTPOC

AMAQTALLMM MOAOCTEM XXEAYAOYKOB.

Heart with Hypertropic Cardiomyopathy Heart with Restrictive Cardiomyopathy

Growth and arrangement of muscle fibers are abnormal. Ventricle walls stiffen and lose flexibility.
Heart walls thicken, especially in the left ventricle

O N




OTUOAOMMYECKAT KAQCCHUODMKALLMS
* [lepBmYHbIE

- Mamonatmnyeckas PKMIT
- DHAOMMOKAPAMAAbHAS OOAE3Hb OE3 303MHOPUAMM (DHAOMMOKAPAMAABHBIM OMOPO3)

- OHAOMMOKAPAMAABHASN OOAE3Hb C 203MHOPUAMEN (QOMOPONAQCTUHECKMM DHAOKAPRAMT
Aedbdpaepq)

« BropuyHbie (ripu piase 30O00AEBAHMM)

- MHOOUABTPATUBHBIE DOAE3HM (AMMAOUAO3, CAPKOMAO3)
- CkaepoAEPMUS

- KapumHomaHasg 6oAesHb (onyxoAm XKT)

- AEKAPCTBEHHbIE MOPTXKEHMS (AHTPALLUKAMHOBAS MHTOKCUKALLMS, BO3AEMCTBUME CEPOTOHMHA,
METUACETPUHA, SPTOTAMMHA, PTYTbCOAEPXKALLLMX BELLLECTB)

- Ay4eBOE NOopPAXEHME CePALLD

- PKMI1 BCAEACTBME HOPYLUEHMA ODMEHA (FEMOXPOMATO3, OOAE3HD HOKOMAEHUA TAMKOTEHA,
OOAE3Hb PAOPMU)



[laToreHes

PUOPO3/MHAOUMABTPALMA MUOKAPAO U/MNAU
SHAOKAPAQ

PUTMAHOCTb CTEHOK XXEAYAOYKOB, HOPYLLEHME U
CrNOCOOHOCTM AAEKBATHO PACCAQDAATHCH
(AMacToOAMYECKAS AMCTADYHKLMS)

B HOYOAE AMACTOAbBI AOBAEHUE B XKEAYAOYKAX
PE3KO MAAQET, 3aTEM ObICTPO MOBbLILLIAETCA U
OCTQAETCH MNOYTM HEM3MEHHBLIM B CEPEAMNHE U B
KOHLLE AMQACTOADbI

CUCTOAMYECKAA M COKPATUTEABHAN JOYHKLLMM
MUOKAPAQ HE HAPYLLEHbI (TOABKO HA MO3AHMX
CTAAMAX MHOTAQ MOTYT HOPYLLATHCH).

XapakrepHad ocobeHHocTb PKMIT: otcytctBme
YBEAUYEHMI OOBbEMA XKXEAYAOHKOB, HOODOPOT,
OTMEYAETCH UX YMEHbLLEHME,

[laTOoMOpPPOAOTMS

YMEePEHHOE YBEANYEHME
MQACChI CEPALLQ,
NPeUMYLLECTBEHHO 30
CYyeT npeacepann (B MX
MOAOCTAX YHOCTO
OOHAPYXXMBAKOTCH
TPOMObI)

TOALLLIMHO CTEHOK
>)KEAYAOYKOB OObIMHO N;
BbIpO>KEHHbIM
MHTEPCTULMAABHbIM
PoMbpo3




BbiAEASFIOT ABE CDOPMbI PECTPUKTUBHOM
KAPANMOMMOMNATUM:

o ObAUTELUPYIOLLIAS, KOTAC BO BHYTPEHHEM ODOAOYKE CEPALLA 1 MOA
HEM OTKAQABLIBAIOTCS MATOAOTMYECKME DEAKM. 3ATEM MPOMUCXOAMT
YMNAOTHEHME 1 YTOALLLEHME SHAOKAPAQ (CTaAMd dombpo3a), HO
CTEHKAX MOAOCTEN CEPALLA ODPA3YIOTCA TOOMODbI U MPOOUCXOAMT
O0AMTEPALMS (YMEHDBLLEHME, CY)XKEHME) BHYTPEHHMX MOAOCTEM
cepAaLd. MopaxaTbCd MOXET MPABAA, AEBAS MAM OOE NMOAOBUHDI

cepaLa.

o AMADODY3IHAS MHODUABTOALIMI MMOKAPAQ. [1on 3TOM MATOAOTMYECKME
CYOCTAHLUMM OTKAGABIBAKOTCH PABHOMEPHO MO BCEM CEPAEHHOM
MbILLILLE.




KAMHMYeCKAd KQPTHUHA

o XKaAoBbl: HO BbIDOXEHHYIO OAbILLKY M CAADOCTb MPK OUIHATPY3KE, ACKE ECAM OHA
HEBEAMKA; BMOCAEACTBUM OAbBILLIKO YCUAMBAETCA U NPUCOEAMHIETCS KALLEAb NPU
JOU3HATPY3Ke (AEeBOXEAYAOYKOBAS HEAOCTATOYHOCTL); OOAM B OOAQCTM CEPALLA (PEAKO);
OOAM B OOAQCTM MPABOro NoApPeDEPHI, OTEYHOCTb TOAEHEN U CTOM (MPABOXEAYAOYKOBAS
HEAOCTATOYHOCTD).

* AQHHbIE OOLEKTMBHOIO OOCAEAOBAHMS . B 3QBUCUMOCTU OT HOAMYMNA CEPAEYHOM
HEAOCTATOYHOCTM MOTYT OMPEAEAITLCH OKPOLIMAHO3, OTEKM HMUXKHUX KOHEYHOCTEMN,
HAOYXAHME LLIEMHbIX BEH; YBEAMYEHME XMBOTA 30 CHET ACUMTA (MCEBAOLMPPO3 [TnKa)

« [1aAbOQLMS: MYABC YHOLLEH, HEPEAKO APUTMMYEH, CAQDOTro HAMOAHEHMS.

o [lepKyCcCus: IPAHULLbI OTHOCUTEABHOM CEPAEYHOM TYINOCTU COOTBETCTBYIOT HOPME (MAAOE
«TmMxoen cepale);

*  AYCKYAbTQLIMA: TOHbl CEPALLQA MPUTAYLLEHbBI, M.O. APUTMUYHBIMM, BbICAYLLIMBAKOTCA Il 11 [V
TOHbI; CUCTOAMYECKMM LLIYM MUTPAABHOM PETYPTUTALMK B | TOYKE MAM TOUKYCMMAQABHOM
peryprutaumm B lll Tovke.

« [pU PA3BUTUM 3ACTOA MO MAAOMY KPYTy — OCAQBAEHME BEIUKYAIPHOTO AbIXAHMS, BACXKHbIE
MEAKOMY3bIPYATbIE XPUMbl M KOEMUTALMS B HUXKHMUX OTAEAOX AETKMX.



AMQrHOCTHKQ

OAEKTPOKAPAMOrPAPUA: HOMDOAEE XAPAKTEPHO NOIBAEHUNE MPU3HAKOB
yBeAMYeHMsa All (YBEAMYEHME LLUMPUHDBI U AMNAMTYAbI 3youa P B | |l avl
v5-v6); Npm3HAKK tnnepTpodomm mmokapaAa M I avf vi-v2); m.6.
HecneumapmieCckme M3IMeHEHMI KOHEYHOM YOCTM XXEAYAOYKOBOTO
KOMMAEKCA — CHMXKXEHUE AMMAUTYAbI, CMeLLLEHNE ST HE MLLIEMMYECKOTO

TMMNA MPEUMYLLLECTBEHHO B AEBbIX TOYAHbIX OTBEAEHMSX; PA3AMYHBIE
HOPYLLEHUS PUTMA M MPOOBOAMMOCTM.

2. PeHTreHorpadoumsa: XxapakTepHO
OTCYTCTBME YBEAMYEHUA XKEAYAOYKOB
CepALLa, TOTAQ KOK OTMEYAETCH
YBEAUYEHUNE MPDEACEPAMM ;
NPU3HAKM BEHO3HOIO 30CTOY B
AETKUX.




3. 2x0-K[: HeE3HAYMTEABHOE YTOALLLEHME cTeHOK AX 1 XK, ToAmHa 3CAX 1 MXITT B
AMACTOAY >12 MM, O CBODOAHOM CTEHKM 1)K — SMM; NOBbILLEHME SXOTE€HHOCTU
SHAOKAPAC C OBPA30BAHMEM CMELMAPUYECKOM (NATHUCTOCTU) MMOKAPAAQ.
(OTtAOXKeHMs ammaomaa B MXIT CO3AQI0T CrieumdomyeCKMm «OAECTALLLMIMY BUMA).

YmeHbLuernme KAPAX <36 mm (npm N o1 36 AO 52 MM) 1 HEZHAYUTEABHOE
CHUMXXEHME CUCTOAMYECKOU CDYHKLMM AXK CO CHUXKEHUEM YTOALLLEHNA U AMIIAUTYADI
ABMKEHUA MXITT 1 3CAX ; yBeamdeHme obbemos [ 1 All; MOryT BU3yQAMU3IUPOOBATLCS
MNPUCTEHOYHBIE TPOMOBI.

Aonnaep-2xo-KI: MUTPAABHAOS U
TPUKYCMMAOABHOS HEAOCTATOYHOCTb
BCAEACTBUE YTOALLLEHUA CTBOPOK
KAQMAHOB. AUACTOAMYECKAA AMCAOYHKLLMS
[1K 11 AXK MO TMNY 30MEAAEHMUS
PEAQKCALMM UAM MO PECTPUKTUBHOMY
TIny.




4. KOMMObOTEPHAS M MATHUTHO-PE3IOHAHCHQAS TOMOIPAdous:
LLEAECOODPA3HO UX MOPUMEHEHME MPU AMADIDEPEHLIMAABHOM
AMArHOCTMKE PKMIT 1M KOHCTPUKTMBHOIO MEPUKAPAMTA (AAS HETO
XAPAOKTEPHO YTOALLLEHME MEPUKAPAQ).

5. KaretepusaLmg NOAOCTEU CEPALIQ: OTMEYAETCH 3HAYMTEABHOE U
ObICTPOE CHMXEHUNE AOBAEHMA B AXK B HOYOAE AMACTOAbBI C MOCAEAYIOLLIMM
PE3KMM MOABEMOM U MEPEXOAOM B MAATO (C

[TOBbILLLEHME AOBAEHMS B
NpeACEPAMNIX.

6. SHAOMUOKAPAMAALHAS
buoncms NPOBOAMTCS
AVLLb MPU HEBO3MOXHOCTM
PKMIT C NOMOLLLBIO APYTUX
METOAOB.

® ELSEVIER. INC. - NETTERIMAGES.COM



KOHCEDBATUBHOE: /AevyeHne

1. Tepanua OCHOBHOro 3a060AeBaHUA ( [KC, AMMHOXMHOAMUHDI, MPEMNAPATLI TMAPOKCUMOYEBUHDI,
LLUTOCTATMKM)

2. CUMNTOMATUYECKAS TEPAMUA CEPAEYHOUN HEAOCTATOYHOCTM ( MATIP (Npu HENEPEHOCUMOCTU —
CAPTAHbI), B-bnokaTopbl, MOYErOHHbIE, CEpAEYHble MNKo3nabl B MarnbixX Ao3ax), aHTUKOArynsiHTbl Npu
conytcTBytowen Ol

3. OrpaHmyeHme Nprema XMAKOCTM U COAU
4. Xrpyprmyeckoe Ae4eHme (HO B TPAHCNAQHTATE ObICTPO PA3BMBAIOTCA T€ XKE MPOLLECCHI).

XUDYDIMYECKOE AEYEHUE:

* lccevyeHne (YAOAEHME YHACTM) YTOALLLEHHOIO 3HAOKAPAQ (BHYTPEHHEM ODOAOYKM CEPALLA)
BOCCTAOHABAMBAET HOPYLLEHHYIO AMACTOAMYECKYIO AOYHKLIMIO CEPALLA (CNOCOBHOCTh CEPALLA K
PACCAQDAEHMIO).

o [1pU TIKEAOU HEAOCTATOYHOCTM KAQTMAHOB (HECMOCOOHOCTU KAQMAHOB MPENJATCTBOBATH OOPATHOMY
TOKY KPOBM) MPOBOAMTCA UX MPOTEINPOBAHME (3AMEHA COOCTBEHHOTO KAQMAHA MPOTE30M).

e MIMNAQHTALMS MOCTOSHHOIO KAPAMOCTUMYAITOPA (BOAMTEAS PUTMA) MPOUMEHSETCS MPU PA3BUTUM
CTOMKMX 3HOYMMbIX HOPYLLUEHMM NMPOBEAEHMA DAEKTOMHECKOrO MMMYAbCA MO TKAHWM CEPALLO



Cnacmbo 3ad BHUMAOHME!




