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Kapouomuonamuu

-9Mo 3a0071e6aHue MUOKAPOA, NPU KOMOPOM UMECHICA
HapyuieHue CmpyKmypsl uiu (yHKuuu cepoeuHou
MbLULUBL NPU OMCYMCIEUU ULMEeMUYUECKOU 001e3HU
cepoua, apmepuaibHou 2ZUnepmeH3uu, NPUOOPemeHHbIX
UJIU 8PONHCOCHHBIX NOPOKO8 Cepoua, KOmopule Mo2iu 0ol

8bl36amb NOOOOHOE PACCMPOUCHBO (onpedenenue
Eeponeiickozo ooumecmea kapouonozoe (2008 2.))




Knaccugpuxkauyus KMII

lepsu4yHbie KMI1




Knaccugpuxkauyus KMII

BTopu4Hble
(3a6OﬂeBaHI/IFI,IWﬁOprX pasBuBaoTCcs BTopuyHbie KMI)




OcHoeHbIe munbi KMTI1

1. T'vnepTpodunyeckasd

2. [unnaTtaunoHHas

3. PecTpuktmnBHas




FNunepmpoguyeckasi Kapouomuornamus

-3Mo nopakeHue cepaouya,
Komopoe
Xxapakmepu3syemcs
ymouJsiweHUeM CmeHOK
J1e8020 )xeJs1iyoo4Ka.

lF'unepmpogusi cmenku JIXK
6os1ee 15MM HesicHoO20
2eHe3a cHyumaemcsi
duacHoOCMuU4YeCKUM
Kpumepuem
aunepmpoguyeckou KMI1

Normal Heart Hypertrophic
(cross section) cardiomyopathy



CuMmeTpuyHas /\ ACUMMeETpUYHas

Be3 o6CcTpyKLUM C ob6ecTpyKumen -
BbIXOAHOTO TpakTa JIXK | | C¥Oa0pTanbHbiN CTeHO3

CummeTpuyHaa [ KMI AcummeTpuyuHaa [ KMI1 ¢ obctpykumen
be3 obcTpykumMmn BbIXOQHOro Tpakrta JDK

TonwwmHa cteHkn JDK npu Y3W cepaua = 15mm. ObcTpyKumnA







Imuosiocus

B ocHoee pa3zsumusi T KMl nexxam HacriedcmeeHHbIe
aHomasiuu (ceMeUHasi popmMa) unu CrIoHMaHHbIe Mymauuu
(cnopadu4yeckasi hopma) 2eHos, peaynupyrowux cuHmes 6erskos,
omeevyaroujux 3a e3aumodelucmeue akmuHa U MUO3UHa: [I-
MUO3UHa msixesnbix uerneu, mpornoHuHa T, a-mponomMuo3uHa u
MUO3UH-ce8si3blearoue20 bersika.

CemeuHbie TKMIT Hacnedyromcsi no aymocOMHO-
domMuHaHmMHomy muny u cocmaersisiem 50 % ecex criy4qaes.



lMpuyuna CH npu F’KMI1 - duacmosiudyeckasi
ducpyHkyus JIXK, cucmonu4yeckasi pyHKUUsI He USMEeHEeHa.

Normal heart Hypertrophic cardiomyopathy

'Mneptpodpua n pndpos —

CHMXxeHue cnocodbHocTu JIXK K
pacTsXXeHUIo B guacTtony —

HepgocTaToyHoe HanonHeHue JIXK —
YMEHbLUEeHUue cepaeyHoro AR |

BbIGpoCca % A\ W
N3-3a nOBbLILWEHHOro AaBrieHus B ' ™ \. =B _ A}

JTXX ero HanonHeHue | ' " -
B OCHOBHOM MNMPONCXOAUT BO

BpeMsi akTUBHOWU CUCTONbI
npeacepovu




KnuHu4yeckass kKapmuHa

Xanobhbi: odbiwka, 2051080KpYKEeHUsT U 06MOPOKU, 605U 3a 2pYOUHOL, yYaueHuUe
cepouyebueHusi

OcHoOBHbIe KnnHn4eckue cuHgpombl FKMI:

1. Kapanomeranusa 6eccumnTomMHast U co cneayrowmmm

cuMmnToMamMm
2. XCH nnu 6eccumntomMHas ancchpyHkumsa JHK
3. FlonoBoOKpyXeHns, 0OMOPOKM B BEPTUKANBHOM NOMOXEHUN 1 U3NYECKON Harpy3ke (npu
HeJoCTaTOMHOM 3anonHeHun JIXK 1 noBbIWEHUN rpagneHTa AaBfeHNA BO3HUKAET CHUXKEHUM CeEpaEYHOro
BblIOpoca 1 uepedbpanbHas nemms)
4. NMpuctynbl CTEHOKapAnUn - HECOOTBETCTBME MeXAY NOTPEOHOCTLIO rMNepTPodPMPOBaHHOIO MMoKapaa
B KMCNOpPOAE 1 ero 4OCTaBKOM MO KOPOHAPHbLIM apTeEPUAM, KOTOPYHO OrpaHNYNBaET HEPACTAXKNUMbIN
MuoKapa.
5. Aputmuum (MepuaTtenbHas apuTMuma, napokcuamanbHas XenyaodkoBasa Taxmkapaust; pudpunnaumsa
XXernyao4ykoB — OCHOBHasi NpUYnHa CMepTH)
6. CybaopTanbHbIM cTeHO3. CUCTONMYECKMI LIYM BbIBpOCca ¢ MakCMMyMOM BOOSb FIEBOO Kpast
rPyanHbIl, HE MPOBOAUTCS Ha COCyabl LWen, O4EHb M3MEHYMBBIN (B 3aBUCUMOCTM OT rpagueHTa gaBneHusl).

Ha BepxyLuKke MOXeT BbIC/TyLUMBaTbCSA LLYM MUTParibHOU peryprutauuu, npoBoasLMNCSA B

NnoaMbILIEYHYI0 0OnacThb.



HuacHocmuka

IAKI —runeptpodus JIK, nameHenuns cermeHta ST n 3ybua T, Hann4mne naTonorn4eckmnx
3youos Q (Bo ll, lll crangapTHbIX, aVF 1 rpyaHbIX oTBEAeHUsIX), prnbpnnnaumio u
TpeneTaHmne NpeacepXxun, XXenyao4koByr 3KCTPaCUCTOSNNIO, YKOPOYEHNE UHTepBana
P-R (Q), HenonHyto 6nokaagy HoXek ny4yka [nca.

I'IpquHbl NOABNEHUSA NaTONOMYeCcKmnx 3y6u0|3 Q HeusBecTHbI. VIX cBA3bIBAIOT C
nwemMmnen mmokapaa, HeHOpMaJ'IbHOI/I aKTl/IBaLI,I/IeI/I M>KIT.
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HuacHocmuka

2) 3xo-KI-ocHoBHOI MeToa AMarHOCTUKM AaHHOro 3abonesaHus.
OnpeaenstoT nokanuaauuto rmnepTpodupoBaHHbIX y4acTKOB MUOKapAaa,
CTeneHb BbIPaXXEHHOCTU rMnepTpodnmn, Hanm4me ooCTpyKLUK
BblHOCALLEro TpakTa JIXK.
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CnmMmmMmeTpUYHa
A
runeptpodcpus
JTX.




Acummempu4vHas
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MuTtpanbHbIX KnanaH, M-pexum.
JleBbIX Xenyaouyek, Cuctonunuyeckoe ABUXXeHUe Bnepen
B-pexum nepenHeun CTBOPKM.



HuacHocmuka

3) PeHTreHorpaduns-koHTypbl cepaLa MoryT ObiTb HOpMarbHbIMU.
[Mpn 3HAaYUTENBHOM MOBLILLEHUN AABMEHNS B NErOYHON apTepuUn MOXeT
OTMeYaTbCs BblbyxaHue ee CTBOMa U paclUMpeHne BETBEN.

> ,'
f @ Current Medicine



Propranolol 40 mq
clorhidrat de peopeanoiol

[ 0
NTOMRM ®

3 imate
i 50 Comprimate

HanpaBneHo Ha OOCTUXKEHNUE CUMMNTOMATUYECKOro yNy4LleHns, NpoMuUnakTuky
BHE3aMNnHoOM CMePTU, apUTMNN, UHEKLMOHHOIO 3HAOKapaAuTa, IMOONn4eckmnx

OCITOXXHEHUU, perpecc rmnepTPPChWU%MeHTO3HaFI Tepanus
Buibop JIC onpenenstoT B 3aBUCUMOCTU OT KIMHUYECKOW KapTUHbI 3aboneBaHus.

0 [Npn 6eccmMmnTOMHOM TEYEHUN NN YMEPEHHO BbIPa)XEHHbIX CUMIMTOMAaX Ha3dHa4atloTcs beTa-
appeHobnokaTopos (oT 40 go 240wmr/cyT nponpanonona, 100-200 mr/cyT meTonpornona)
nnn 6nokaTopos KanbumeBbix kaHanoB (Bepanamun 120-360 mr/cyT). OHM yMeHbLIaoT
UCC n yonuHsaT gnacTtony, yBennymparoT naccmBHoe HarnosiHeHne JIXK n ymeHbLiatoT
OaBrieHmne HanosmnMHEeEHUS.

0 [Npwn 3Ha4YnTENbHO BbipaXkeHHbIX cumntomax ['KMI'1, nommmo beta-agpeHobnokaTopos nnu
Bepanamuna, HazHa4daroT AnypeTukn (rmgpoxnoptmasug 25-50mr/cyr).

0 [pwn obctpyktnueHom 'KMI1 cnegyet nsberatb NPUMEHEHUA cepaeYHbIX IMUKO3NAOB,
HUTPAaTOB, aAPEHOMUMETNKOB, HY>XHO NpoBoANTL NpodnnakTuky N3, T.K. Ha NnepeaHen
CTBOPKE MUTPAanbHOro KranaHa MoryT NosABMATbLCSA BEretayumn B pesynsrarte ee NoCToOAHHOM
TpaBMmaTunsaumu.




JleyeHue

2) Xupypruyeckoe ne4vyeHue

[TpoBoguTca npu obcTpykTuBHOM cbopme I'KMI1 ¢ BbipaXkeHHbIMWU CUMNTOMaMU U
pedpakTepPHOCTLIO K IeKapCTBEHHOW Tepanuu.

0 YpeckoxxHasi cnupToBasa abnaunsi centarnbHOW BETBMW.

Ethanol-
induced
infarction




[ TpaHcaopTanbHasa cenTaribHasd MUOTOMUSA — pe3eKUUs
ydyactka MXTI




HunamauyuoHHast Kapouomuornamusi

OKMI1 xapaktepunayeTtca BbipaKeHHbIM pacLUMpeHUeEM KaMmep cepaua,
NpenMyLLEeCTBEHHO JIEBOIO M NPaBOro Xenyao4koB, B COMETAHUMN CO CHMXKEHUEM
NX COKpaTUTENbHON PYHKLNU N OTCYTCTBUEM rMnepTpodonmn Mmokapaa.

C TeyeHuem Bpemenun JKMI1 npuBoauT K
CHUNXEHUIO COKpaTUTenbHOMN PYyHKUNMN
NIeBOro U NpaBoro Xenyao4ykos, pa3sBUTUIO
nporpeccupyroLwien cepaeyHou
Hea4oOCTaTO4YHOCTU, BO3HUKHOBEHUIO
HagxenyaodkoBbix (MA) 1 xxenyao4koBbIX
HapyLWeHUn pUTMa, HapyLueHUn
NpPoBOAUMOCTM cepAaLa, BO3HUKHOBEHUIO
TPOMOOB B NOJSIOCTAX cepaua ¢ pasBuTUeM
TPOMOO3IMOONMUYECKNX OCNOXXHEHUN N B
KOHEYHOM UTOre - K CMepTn nmodo
BcrneactBue (hatanbHbIX XXenyaovkoBbIX
apuTMuu (BHe3anHasa cepaevyHas CMepTb),
nubo rcnencTRUe HACOCHOU nvucchvVHKILIUU

3popoBoe cepaue Ceppaue c annaTayoHHOMN
Kapauomuvonartnen

Kamepbl pacna6nm0'rca n MbliLwweyHble BOTOKHA
HaNoJIHAKTCA, 3aTeM PacTAHYTbI.
CKMNMaAKTCA U BbITAaJIKNBAOT . Cepneq Hble KamMmepbl yBeJlN4YeHbl.



Imuosio2us

0 [MpumepHoy 30% 60nbHLIX OTMEeYeHa ceMenHas (reHeTU4eCKu odycrnoBrieHHas)
dopma 3aboneBaHus, Npyn KOTOPOU NpeodnagaeT ayToCOMHO-AOMUHAHTHbLIW TUN
HacrnenoBaHUs, pexe BCTPe4YarTCcsA ayTOCOMHO-peLecCUBHbIe N X-cuensieHHble
dopmbi AKMIT.

0 CyuwectByroT u gpyrue npuunHou passutua JKMI1: BupycHble nHdekuumn,
HepeAako Bbi3biBarolme MuokapauTbl (Bupycbl Kokcaku, renaturta C, repneca,
LUTOMEranoBmpychl, aaeHOBUpYyChbl, napsoBupychl, BUY), 6akTepnanbHble
MHdeKunUn, pukkeTcumn, MMKobGakTepmmn v napasmntol (Hanpumep 6onesHs LLaraca,
BO3HMUKawLaa Bcreacreme uHpmnumpoBaHus

Trypanosoma cruzi).



Imuosio2us

0 MNomumo atoro, Kk npnunHam, BbisbiBaowmm KM, cneayeTt oTHecTw paa
WHTOKCUKaLMN: Ype3MepHoe ynoTpeodrieHue ankorons (ankoronbHasa coopma
AOKMI1), uHTOKCHMKauumn panom metannosB (Kob6anbT, cBUHel, PTYTb, MbILWbSK),
NnpUMeHeHne XxXuMmmoTepaneBTUYECKNX NpenapaTos (4OKCOpYyOULUH n ap.).

0 OKMI1 moxeT pa3BuBaTbCA Y 60SfIbHbIX ayTOMMMYHHbIMU 3a00neBaHUAMU, B
TOM YUCTIe NMPU CUCTEMHbIX 3a060neBaHNAX coeauHUTeribHOM TKaHu. OgHako
NpUMepHO B nonoBuHe crniydaeB 3aTtnonorusa OKMI1 ocTtaeTca HensBecTHOMU
(vanonaTunyeckas chopma).



TamoeeHes

B pe3ynbTate Bo3oencTBUsi aTuonornyeckux paktopoB BoO3HMKaeT NoBpeXxaeHue KapanoM1MoLUTOB
C YMeHbLUeHNeM Konm4yecTBa HOpManbHO (PYHKLMOHUPYIOLMX MbILLUEYHbIX 3/IeMEHTOB. ATO NPUBOAUT K
BO3HUKHOBEHUIO U NPOrpeccupoBaHuIo cepaevHoOM HeJoCTaTOYHOCTU, NPOABNAIOLEeNCS B
3HaYUTEeNIbHOM CHMXXEHUU COKpaTUTeNIbHOM CMOCOOHOCTN MUOKapAaa, T.e. pa3BMBaeTCA cCUCTONnYecKas
AncdyHKLUUSA XKenyaoUyKoB cepaua ¢ ObICTpbIM pa3BUTUEM AUNaTalMmu BcexX ero kamep.

MporpeccupoBaHMe NaToNnorM4eckoro npowuecca NnpMBOAUT K KPUTUYECKOMY CHUXXEHUIO HACOCHOM
dyHKUUM cepaLa, NOBbILEHUIO KOHEYHO-ANACTONMMYECKOro AaBrieHUs! B XXenyno4vkax, pasBuTUIO
MWOreHHOM AunaTauum nonocTten cepaua ¢ dopmMmpoBaHMeM OTHOCUTESIbHOM He4OCTaTOYHOCTH
MUTpPaNbLHOro U TPeXCcTBOpPYaToro KranaHos.

OpnHoBpeMeHHO npoucxoasiwas akTuBaumss HeMPOropmMoHarsibHbIX CUCTEM perynauum
KpoBooOpalweHusa (cumnatoagpeHanoson, PAAC) npuBoaumT K ewye 6onbLlueMy NoBpexaeHuro
COXpPaHUBLLUNXCA KApAUOMMOLUTOB, CHNKEHUIO YOAAPHOIro U MUMHYTHOIro 06 LeMoB cepAaua, NOBbILLEHUIO
nepucepnveckoro CoOnpoTUBIIEHUA U K Pa3BUTUIO 3aCTOMHOMN cepaevyHOU HeJ4O0CTaTOYHOCTU B Manom, a B
AanbHeuLwWeM N B 00MbLLIOM Kpyre KpoBooOpalleHuUs.

HapywaeTcsa akTUBHOCTb CBepTbIBaloLLEe U NPOTUBOCBEPThIBaloLLE CUCTEM KPOBU C pa3BUTUEM
RHVTRUCANMAAUMHLIY THhOMAAR 1 MOCHANRVIAIINY CUCTAMULIY ThOMGABOAMAANIALA



KnuHu4yeckasi kapmuHa

3aboneBaHue Yalle BO3HUKAeT y NIuL, MOIo4oro U cpeaHero Bo3pacTra.
Cneuundunyecknx npusHakoB 3ab6oneBaHUsA HeT.

KnuHu4eckasi kapmuHa nosumopgbHa u cKriadbieaemcs u3:
*CUMIMMOMOB8 XPOHUYECKOU cepOeyHoU HedocmamoYyHoOCMu;
*HapyweHul pumma u nposooumMocmu cepoua;
*mpomM603Mb60sTUYECKUX OCIIOKHEHUU.

Bce 3TK AiBNeHust pa3BuBaloTCs MO Mepe nporpeccupoBaHus 3aboneBaHns, NO3TOMY
pacno3HaBaHue [1KMI1 Ha paHHUX cTaagusaX npeAacTaBnsieT 3Ha4YnTenbHble TPYyAHOCTU. Ha
paHHUX 3Tanax BbISABASAKT NMULLb HaYaribHble MPU3HaKU cepaeyvyHoUu HeJoCTaTOYHOCTH
(oabIWKY NPy Bbipa)eHHbIX hU3NYECKNX Harpy3skKkax, CHXeHme paboTrocnocooOHOCTMH,
NOBbLILEHHYI0 YTOMISAEMOCTb).



KnuHu4yeckasi kapmuHa

Ha nepBoM 3Tane AMarHOCTUYECKOro noucka
B paHHeu cTaaun 3aboneBaHUsA CUMNTOMBI
MOrYT He BbIABNATbLCA. [1pn cCHMXeHunn
coKpaTtutenibHon PyHKUMMN MNoKapaa
NOABJIAIOTCSA Xanoobl Ha NOBbLILLUEHHYH
YyTOMIIAAEMOCTb, OAbILKY NpU (pnanvyeckomn
Harpy3ke, a 3aTemM B nokoe. o Ho4yam
0ecnoKouT Cyxou Kawlesib (3KBUBaneHT
cepaevyHoun acTMbl), NO3XKe — TUNMUYHbIE
npuctynbl yaywbs. Y 10% 60onbHbIX
HabNOAalT XapaKkTepHble aHTMHO3HbIe
6onu. Npu pa3BuTUN 3aCTONHLIX ABNEHUN B
OonbLOM Kpyre KpoBoobOpalueHus
NOABJIAIOTCA TAXKECTb B NpaBOM
noapebepbe (Bcneacremne yBenmyeHus

mrauauizal ATArIZA UAF




KnuHu4eckasi kapmuHa

Ha BTOpOoM 3Tane AnarHoCTU4eCKoOro nomcka Hambdonee BaXHbIN NPU3HAK - 3HaYUTESIbHOE
yBefin4yeHue cepaua (npmsHaku KnanaHHoro nopoka cepaua wnu Al otcytcTByoT). O6HapyxeHue
Ha paHHUX cTaauAax 6orne3Hn Kapguomeranum B 6onbLien NN MeHbLUen CTeneHn MOXeT ObITb
crny4yanHbIM BO BpeMs NpodunnakTmyeckoro ocMoTpa nnm obpaiieHmns 60n1bLHOro K Bpa4vy no
noBoAy cepaeYHbIX Xanoob. Kapanomeranmsa nposBnsieTcAa paclumpeHnem cepaua B o6e CTOpOHbI,
onpepgensieMbIM NEPKYTOPHO, a TaKXKe CMeLLeHNneM BepXyLUe4YHOro Torn4ka Breso n BHn3. B
TAXENbIX CrNy4vasax npu ayckynesraumm cepaua | TOH Ha BepxyLuKke ocnabrieH, BbICNyLUBalOTCA
pUTM ranona, Taxmkapaus, WyMbl OTHOCUTESIbHON He4OCTAaTOYHOCTU MUTPaNbHOro u (unum)
TpexcTBopuartoro knanaHoB. B 20% cny4yaeB passuBaetca MA. Al 0ObIMHO HOpMarnibHOEe Unun
crnerka noBbllWeHO (BcneacTeme cepaevyHom HeAOCTAaTOYHOCTH).

OcTanbHble CUMNTOMbI NOABMNSAIOTCA TONbLKO NPU pa3BUTUM CepaeYHON HeAO0CTaTOYHOCTU U
CINny>aT ee BbipaxeHuem (XonoaHble LUAaHOTUYHbIE KOHEYHOCTU, HAbyXxaHue LeNHbIX BEeH, OTEKMN,
yBeJiuYeHune neYyeHu, 3aCToMHbIe XPpUnbl B HXKHUX OTAEeNax Nerkux, yBesiudyeHmne Ymcna abixaHum
B MUHYTY).

Ha TpeTbem 3aTane AMarHOCTUYECKOro nomcka(npv oTCyTCTBUU NPU3HAKOB MNOY€4YHO-
ne4yeHOYHOU HeA4OCTAaTOYHOCTM NMpPU Aarieko 3alleLlmnx ctagmax XpoHU4YeCcKou cepaevyHon
He4OCTaTO4YHOCTU) NTAboOPaATOPHO HUKAKUX UBMEHEHUIN BbISIBUTb He yaaeTCsl.




HuacHocmuka

IKI — npusnaku runeprpodun n aputmmi
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. AKCTPacUCTOMA . . Taxukapgum



PeHTreHorpadus rpyaHoOM KrneTKU - KOHUrypauua cepaua,
3actou




IAXOKI - He nHBasunsHa n Hanbonee MHpopmaTnBHa.

[To3BOSISAET BbIABUTL AUartauuo Kamep cepaua, CUMMETPUYHYIO

N aCCUMETPUYHYIO TMNepTpoduo Mmokapaa, obCcTpykunio BelxogHoro TpakTta JIK, Hannyume
HeOOoCTaTOMHOCTU NpeacepaHO-KeNya04KOBbIX KnanaHoB M OLEHUTb CUCTOSTIUYECKYHO U

anacrtonuyeckyro oyHkuuio JOK.




MPT u cnupanbHaa KT- nossonsioT ¢ elé 60mbLIoN TOYHOCTLIO MOMyYnTh
nHpopmauuo 06 aHaToMunKn cepaua.

KaTeTepusauua cepaua - ons usamepeHvs aasneHust B NonocTsx cepaua v B
nero4yHom aptepun, rpagmneHTa gasneHus JIXK/aopta, ncknrouvenuna MbC, BIIC.
NMpun>Xn3HeHHas OMoncus MUOKapAaA - AN5 UCKIIOYEHNS cneundUyYecknx
3aboneBaHun.

@ Current Medicine



JleyeHue

Cneuundmueckon atnonatoreHeTtuyeckon namonarmnydeckom AIKMI Tepanum He cyuwecTByerT.
O6Lwure npuHUMNBI NeYyeHUs He oTnunyarotcs oT nedeHusa XCH. B cny4yasax sropuyuHoun OKMI
AOMOSTHUTESIbHO NPOBOAUTCA JleYeHMe npeallecTByloWero 3aboneBaHus, a Takke
npeanpuHUMaloTCSA BCe Mepbl ANA yCTPpaHeHUs Nnpn4nH Bo3HUKHoBeHus O KMI1.

. JleueHune XCH :

AveTa c orpaHn4YeHueM NoBapeHHOW COSU U XXUAKOCTHU
PeXuM — orpaHuy4yeHune TsxenbIX PU3NYeCKUX Harpy3ok.
anypeTtukn (cpypocemuna, BepOLUNMUPOH)

cepaeyHble rMMKo3uabl (AUrOKCUH).

nAlNo®

OeTa-agpeHobnokaTopbl (KapBeaunors, metanponosn, buconponon)

XX RN



2. JleyeHne u npodunakTtmka aputmMmmum ( BHE3aNHOM CMEPTH )

- KOpOapoH, coTasnon.

3. lNpodunaktnka TpomMo03aIMBONNYECKNX OCITOXKHEHUN

- aHTUKOarynsHTtbl (BapgapuH)

4. [Nepecapgka cepgua.

[Mocne onepaunn 1 rog xmByT 70 % GonbHbIX, 3 roga — okono 50 % 6onbHbIX ¢ KM (y HeonepmpoBaHHbIX
COOTBETCTBEHHO 27 % n 4 %).

CeneKkTuBHas KNeTo4YHasa Tepanus — TpaHCcnnaHTauus CKENETHO-
MbILLUEYHbIX UMW CTBOMOBbIX KMETOK




PecmpukmueHasi Kapouomuornamusi

PKMII - 510 penkas (popma 3a00j1eBaHus cep/ilia, KOTopas IPUBOAUT K Pa3BUTHIO
XPOHUYECKOM CepACUHOM HEAOCTATOYHOCTH U XapaKTEePU3yeTCsl YMEHbBIIIEHHBIM (JINOO

HOpMaHBHBIM) 00BbeEMOM 000X KCJIYJOYKOB, HCU3MCHCHHBIM KJ/IAIIAHHBIM aHHapaTOM,
HOpPMAaJbHOW TOIIIMHONW CTEHOK JIEBOT'O YKEIyI04YKa U HOpMaJabHOU (JTMOO MOYTH
HOpPMaJIbHOM) €ro (ppakmuer BLIOpoca Npyu OJJHOBPEMEHHOM HApYIIICHUH IIPOIiEcca
TUACTOJIMYECKOTO HATTOJTHEHUS JIEBOTO KETY0YKA MO PECTPUKTUBHOMY THUITY U IIPU
YBEJIIMYEHUN 00BEMOB 000X MPEACEPAUH.

DTHUOJIOTUS €€ HEM3BECTHA, OMUCAHBI KaK CIIOPAJUYECKHUE, TAK U CEMEUHBIE (DOPMBI
3TOTO 3a00JICBAHUS.

Panpme k PKMII oTHOCHIM 3HAOMUOKapAHAIbHBIA (DHOPO3 U TUMIEPIO3UHOPUITBHBIN
sHokapauT Jledbdnepa. B HacTosIee BpemMs nopaxkeHUE cepalla Py dTUX 3a00JeBaHUX,
TaK K€ KaK U IPU MHOTUX JPYTHX, pACCMaTPUBAIOT KaK BTOPUUHBIC KapAUOMUOMIATHUH (CM.
KJIACCU(DUKALINIO KapAUOMHUOITATHI



fTamoeeeHes

[Tpu PKMII HapyI1ieHbl AUaCTOJINYECKOE HAIIOJTHEHUE KETYI0UYKOB B BUJIE
YKOPOYEHHSI BpEMEHHU U30METPUUECKOTO PaCCIa0ICHUS KEITYJOYKOB U YMECHBIIICHUE
MIO3HETO HAIOJHECHUS KETYI0YKOB (B MEPUOJ CUCTOJIBI MIPEACEPAnil). DTH
HApYILIECHUs, a TAKKE YaCTO Pa3BUBAIOIASACA HEAOCTATOUYHOCTh TPEXCTBOPUYATOIO
KJIallaHa 00YyCJIOBJIMBAKOT HAPACTAHUE CEPJICUHOM HETOCTATOYHOCTH (4acTO MpPHU
MaJIbIX pa3Mepax cep/ra).

XXecTkas

cepaevHas

CTEHKa
o-, -

HopmanbHas
cepaevHas
CTEeHKa

Cepaue npv pecTpUKTUBHOMN
Kapavomuonarum

3pnopoBoe cepaue



KnuHu4yeckasi kapmuHa

[IposiBieHUs 00JIE3HU YPE3BBIYANHO NOJIUMOP(MHBI, OHH OMPEACIISIOTCS CUMIITOMaMHU
HapyLICHUS KPOBOOOPAIIIEHUS B MaJIOM HJIM OOJIBIIOM Kpyre (B 3aBUCUMOCTH OT
MPEUMYIIECTBEHHOTO ITOPAXKEHHUS IMPABOT0 WJIM JIEBOTO JKEITYI0UKA).

Ha mepBoM 3Tane 1MarHoCTU4eCKOro MOMCKAa HE BCEria MOKHO MOJIYYUTh HEOOXOAUMYHO
MH(pOPMAIIHUIO U IOCTAHOBKM JUArHO3a, TaK KakK »Kajao0bl MW OTCYTCTBYIOT, WJIM O0YCJIOBJICHBI
3aCTOMHBIMM SIBJICHUSMH B MaJIOM HWJIM OOJIBIIOM Kpyre KpoBOOOpaIieHus .

Ha BTOpoM 3Tane 1MarHOCTHYECKOr0 MOMCKA MOTYT BBISBISATHCS CUMIITOMBI 3aCTOMHOM
HEJIOCTATOYHOCTH CEp/ilia Pa3HOU CTEIEHU BhIPaKCHHOCTH. boblliee 3HaYeHNE UMEET
OOHapyKECHUE YBEIUYECHHUS CEPALIA, MATKOTO MO3THETO CUCTOIUYECKOTO IIIyMa U TPOMKOTO PAHHETO
IIT ToHa (00yCIOBIEHHOTO OBICTPHIM HAIIOJHEHHUEM KEIYI0YKOB BO BPpEMS IMACTOJIbI). MOXKeT
oOHapyKHUBaThCa CUMIITOM Kyccmayis - yBenndeHne Ha0yXaHus SIpEMHBIX BEH Ha (pa3e nIyOOKOTo
BIIOXA.



Ha TpeTnhem 3Tane 1MarHoCTU4eCKOro MOMCKA0OOBIYHO HE OOHAPYKUBAIOT IMTPU3HAKHU YBEJIUYCHUS
cep/ilia IIpU peHTreHonoruyeckoM uccienoanuu. Ha 9KI' ormedaroT Hecnenuduueckue M3MEHEHUS
3youa T, bnokany JieBoil (pexe - mpaBoil) HoKKU nmyuka ['uca. IIpu 9xoKI' orMeuaroT yMeHbIIEHHE
MOJIOCTH JIEBOTO JKEIYJ0YKa, YKOPOUCHHUE BPEMEHHU M30BOIIOMUYECKOIO pacciaadneHus (Ipu3Haku
HapylICHUS THACTOINYECKON (PYHKITMHU JIEBOTO enynouka). [Ipu gonmiepoBckoit IxoKI™ orMedaror
YBEJIMUCHUE MMKA PAHHETO HAITOJIHECHWS, YMEHBIIIEHHUE MTHKA TTO3HETO MPEICEPTHOTO HATTOJTHECHUS
KEITYIOYKOB Y YBEJIMYEHHUE OTHOIICHHS PAHHETO HANIOJTHEHUS K MOo3aHEMY. KpoMe TOro, BBISIBIISIIOT
OBICTpOE JIBUYKCHUE MEPEAHEN CTBOPKHA MUTPAIBLHOTO KJIallaHa BO BPEMSI JUACTOJIBI U OBICTPOE PAHHEE
JTBUKCHUE 3aTHEW CTEHKH JICBOTO JKEITYI0YKa HAPYKY.

HpI/I HCCJIICIOBAHNU ITAPAMCTPOB HGHTpaHBHOﬁ IrceMOJUMHAMHKKHA OIIPCACIIAIOT ITIOBBIILICHHOC TAaBJICHHUC
3alI0JIHEHUS B 000X KEITYJOUYKAX, ITIPUYCM KOHCHHOC AABJICHHUC B JICBOM IIPCBLIIIACT aHAJIOTUYHBIN
ITOKA3aTCJIb B IIPABOM KCJIYIOYKC.

[Ipu BeHTpuKyaorpaduy HaOIOAAIOT YCUIICHHO COKPAIAIOIIAICA JIEBBIN JKEITYA0UYEK WM 00a
KETy04Ka, NIaJKUe KOHTYPbI X CTEHOK, MHOTAA ¢ JIe()EKTOM 3aIll0JHEHHUS B 001aCTH BEPXYIIIKH,
OTpaKAIOIIUM €€ 00IuTepalrio. B HEKOTOPHIX cllydasiX ONpeAesatOTCS BIaBICHUS B 00J1acTH
COCOYKOBBIX MBIIII. OTMEUarOTCs MPU3HAKK HEAOCTATOYHOCTH MUTPAITBHOTO WM TPEXCTBOPYATOTO
KJIaIlaHa.



HuacHocmuka

PacnioznaBanre PKMII upe3BpiuaiiHo TpynHO. C YBEPEHHOCTBIO O JAHHOU ITATOJIOTUU MOYKHO
TOBOPHUTH IPH UCKIFOYEHUH CUHIPOMAIBHO CXOJIHBIX 3a00JIEBAHUM, TPEKJIE BCETO KOHCTPUKTUBHOTO
NEpUKapAUTa C PU3HAKAMU HAPYLIECHUS KPOBOOOPAIIEHNS B OOJIBIIOM KPYTe, @ TAKKE IMTOPOKOB
cepaia (MUTpanbHO-TPUKYCNUAANBHBLIMIIOPOK).

IIpennonoxenne o PKMII MoxeT BO3HUKHYTh Ipr OOHAPYKEHUH YMEPEHHOTO YBEJIIMYEHUS Cep/Iiia
(MHOTAA - HOPMAaJbHBIX BEJIMYMH CEPJIIa) B COYETAHUM C MPU3HAKAMU CEPACYHON HEIOCTATOYHOCTH,
KOTOPBIE HENIb3s1 OOBSICHUTh HUKAKWUMHU UHBIMU NpUYrHaMu. M3 3TOro ciieayer, 4To HE0OX0AMMO
IPOBECTH Psijl JOTIOJTHUTEIBHBIX METOIOB UCCIEN0BaHUA. PaHHME cTaquu 00JIE3HU MOTYT OBITh
BBISIBJICHBI IPU 30HAUPOBAHUHN CEPAIIA U OOHAPYKEHHUH TTOBBIIIIEHHOTO KOHEYHOTO JUACTOJIMYECKOTO
JABJICHUS B JIEBOM YKEITYIOUKE.

B Hacrosiee BpeMsi ¢ TOMOIIBIO JONIIEpOrpaduu MOKHO BBISIBUTh HAPYILIEHUS, BO3HUKAIOIIKUE B
nepuoj 1uacToibl. OOHAPYKUBAKOT YBEIIMYEHHUE TTUKA PAHHETO HAIMOJHEHNYS, YMEHBIICHUE MTHKA
IIO3HEr0 HAIIOJIHEHVS, YBEIIMYEHUE OTHOLLIEHUS PAHHETO HAIOJIHEHUS K no3aHeMY. 1lomors B
YCTAHOBJICHUH IMAarH03a OKA3bIBAET TAKXKE U aHTHOKapauorpadmus.



JleyeHue

Jledenue, Kak MpaBUIIO, CHMIITOMATHYECKOE 1 HAIIPABIICHO HA YMEHBIIICHHUE 3aCTOMHBIX
SIBIICHUH B MaJIOM H OOJIBIIIOM KpyTe KpoBooOpameHus. Mcrmoap3yroT B HEOOIBIITHX J03aX
AUYPETUKH (TUAPOXJIOpOoTHa3nu B 103€ SO Mr/cyT), Bazoauiiararopsl (M30copoOuaa
AUHUTPAT 1 n30copobmmaa moHoHUTpAT 1m0 20-60MT B CyTKH), HEIPSIMBIEC aHTUKOATYJISTHTHI.
Jlnypetnkn u iepudeprdecKre Ba30uaaTaTOPbl B OONBIITNX J03aX MOTYT YXYAIIHUTh
coctosaue. CepaedHble TTTMKO3UARI HE IPUMEHSIIOT. BeIpakeHHBIC CTaIUN CEPICUHOM
HE0CTAaTOYHOCTH - MOKa3aHKE K TPAHCIJIAHTAIINH CEPIIA.



Muokapoumbabi

MuoKapauT

BocnaJsieHune
cep.n,.eYyHoin Mblwuybl




-3TO BOcnanuTesribHoe
3aboneBaHue MUoKapaa c
conbLion
BapuabenbHOCTbIO
KITMHNYECKNX
NposiBrieHUMN,
creacTrBmeM KOToporo
MOXeT ObITb
AvnaTtauuoHHas
KapaunomMmumonaTtus.

Muokapoumesi

MuokapauT (Makponpenapar)




lIpuYvyuHbI:

v UHPEKLUMNOHHbIE
v MMMyHoonocpeaoBaHHbIe
¢ TOKcu4Yyeckue

HopmanbHoe cepaue

Nerounan | S Aopra
aprepusa —— { Nlesoe
npeacep
ave

YTONWEeHHbIN
MUOKapA B
cnepcTsvum
BOCNAaNeHus

Mpasbin
wenypouek  Jlesbin {
wenyaouex

Muokdppui



lMpu4uHbI UHbEKUUOHHO20 MUOKapouma

A Bupycphi B. bakmepuu, pukkemcuu,

Kokcaku (A,B)
ECHO

Fpunn (A,B)
MonuoMuenur
fepnec NpoCcTOM
Bupyc SnwteunH-
Bapp
LutomMeranoBupyc
Kopb

KpacHyxa
KopoHaBuUpycChl
BeweHCTBO
FlenatuTt B
Flematut C
ApbGoBupychbl
BUY

cnupoxempl

Corynebacterium diphtheriae

Salmonella typhi
BeTa-reMONUTUYECKUH
CTPenTOKOKK

Neisseria meningitidis
Legionella pneumophila
Listeria monocytogenes
Campylobacter jejuni

Coxiella bumetii (Q nuxopaaka)

Chlamydia tfrachom atis
Mycoplasma pneumoniae
Chlamydia psittaci
Rickettsia rickettsii
(nuxopaagka CKanUcCTbIX rop}
Borrelia burgdorferi
(Bone3Hb NNauma)
Mycobacterium tuberculosis

Trypanosoma cruzi
(BonesHb Yaraca)
Toxoplasma gondii
D lMenbMUHMbI
Trichinosis
Echinococcosis
E.[pubpi
Aspergillosis
Blastomycosis
Candidiasis
Coccidioidomycosis
Cryptococcosis
Histoplasmosis
Mucormycosis



MMMyHooOnocpeaoBaHHbIE
1.Bbl3BaHHbIE arnjiepreHamu
(CTONOHSAYHbBIN TOKCUH , BaKUMHbI , CbIBOPOTKM)
2.Bbl3BaHHbIE anfioaHTUreHamu
(OTTOpPXEeHWe TpaHcnaHTarTa)

3.BbI3BaHHbIE dyTOaHTUreHamu
(Mpwn BackynuTax)

Tokcu4yeckue
TETPaLUUKIINH
amdeTaMuH
aHTPaLUMKIUHbI
STaHOI
nITUN
SNEeKTpOKaMmnHbI 1 Ap.

DO, WNR



fTamoeeeHes

B ocTpom nepuoae 3aboneBaHus NOBPEXAEHWe MrUokapaa
pa3BMBaETCS 3a CYET NPSAMOro BUPYCHOIo NMopaKeHus
KapOWOMUOLINTOB,

AyTOMMMYHHbIN NpoLIECC NPeobpeTaeT BeAYLLYIO POSib Ha
cnegyrouwmx atanax 6onesHu.

[MpogoMKUTENBHOCTb U BblpaXXEHHOCTb MMMYHHOIO OTBETA
ABNSIETCS onpeaensitonm dakTopoM BblipaXKeHHOCTU
KITMHNYECKON KapTUHbI BOSE3HN.



1. KNneTo4Hbl UMMYHUTET.

MHDUNbTPaUMa Mnokapaa T-numdbountammn (CD4, CD8).

T-nuMmdoLmTbl MOryT Bbi3blBaTh 06paTvMoe NoBpexaeHue
MUoKapda, onocpenoBaHHoe untokuHamum (IL1, IL6, IL8,
TNFa), nnu HeobpaTmoe, onocpeoBaHHoe

LNTOTOKCUHHOCTBIO.

2. ['ymopanbHbIN UMMYHUTET.
Linpkynupyrowine aHtutena (K MUMosuHy, ageHuHy, 6enkam
Ca-kaHanoB) Bbi3blBaOT Hecneundnveckoe NoBpexaeHUe

MWOKapdd.




KnuHu4yeckasi kapmuHa

CuHapom npegliecTByOLWEN (3a 2 Heaenu A0 Ha4yaria CAMNTOMaTUKU) BUPYCHOMN
UHeKunn nmeetcsd B aHamHese Yy 60%00nbHbIX.

1. CyOGKknnHn4yeckoe Te4yeHue (crnadboctb, ymepeHHas oabILIKa,
MMUarirmsa) - caMmbiv YacTbIU BapuaHT Te4eHUs1 MUoKapAauTa.
2. CepoeyHaa He4OCTAaTOYHOCTD:
- OCH - kapauoreHHbIN WOK (hpyrIMMHaAHTHOE Te4YeHne MMoKapAauTa)
- XCH c nporpeccupyrowmMm Unm oTCpoOYeHHbIM pa3BUTUEM
(dbopmuposanmne OKMIN) - 25%
- nonHas perpeccust XCH (ocTpbi Unn XpoH. Muokapaur) - 50%
- cTabunusauua ¢ coxpaHeHnem auccgpyHkumm JIXK - 25%
. ApUTMUU N Gnokaabl, BHE3anHaa CMEepTb, CUHKOMNE
. bonb B rpyaiHOU KNeTKe - nepukapavanbHas, nneBparibHas,
Kapauvanrus.

W




JTabopaTopHO-UHCTPYMEHTanbHasa AMarHocTmKa

MWOKapAUTOB.

1. YBenunyenme COD -y 60%mu ap. Mmapkepbl BOCnaneHus
(CPBb).
2. IlenkoumnTos - y 25%, ¢ 303nHOPUNMen npu anneprmyeckom
M-T€e
3. QH3NUMbI U TPOMOHMUHbI
TPOnoHuH | nnn T - nosbiwaetcsa y 50%00nbHbIX ¢ goKa3daHHbIM rpy OMbB m-
ToM. CneundunyHocTb - 89%,
4YyBCTBUTENLHOCTL - 34%)!
MB dopakuma KOK - nosbiaetca y 5,7%% 0O0nbHbIX
4. ViMMyHonormdeckoe uccnegosaHue .
NoBbILLEHNE TUTPa aHTUMUOKapAManbHbIX aHTUTENN
(K MWUO3WHY )
5. MPT



Bapma HTbl Te4YeHUd MMOKapAuUT4d

[lonHoe BbI340POBITEHNE

AcCUMNTOM-
HOoe
TeyeHune

{

hapano-
TPOMHbIM

S

A

CuMnNTO MBI

OKMT1 nocne naTeHTHOro nepuoaa

OynMHUHAHTHOE
TeYeHune

r» CmepTb
[MonHoe BbI3AOPOBNEHNE

[1porpeccupyrouiee
t yxyaweHue

Hed ynMuHaHT-

HOE TEYEHMNE

CmepTb unu
TpaHcnaHTaumna

OtcyTcTBUE
peueansoB

BbizgoposnexHue
CMOHTaHHOE UMK

r

Ha oHE UMMYHO-
CynpeccuBHON
TEPANUM

Peueans nocne
OKOHYaHWA

Teparnun

QOTCcpoYeHHoe
paszsutne OKMI1




MPT kputepumn mmokapanta
Lake-Louise Criteria (20006)

1. JlokaneHoe Unn gugysHoe yBenmieHne NHTEHCUBHOCTN T2 curHana B
(cBODOOHAA XNOKOCTb, KOTOPAs YBENMUUYMBAETCA B oYare akTUBHOro

BOCMAaneHnsa a Takke B MeCcTe HEKROTUYECKNX U3MEHEHNIN HaKanMBaeT
ragosiMHnun ) IHTEHCMBHOCTL CUTHana oT MUokapaa B 2 pasa npesblllaeT
NHTEHCUBHOCTEL CUTHaNa OT CKENETHbIX MblLUL

2. YBENMYEHNE OTHOLLEHNA NHTEHCUBHOCTU paHHero T-1 curHana oT
MUOKapda K CUrHany oT CKeneTHbIX Mblly bonee 4-x (oTek muokapda)

3. Busyanmsaumna kak MUHUMYM OAHOW 30HbI C NOBbILUEHHBIM HAKOMMNEHNEM
ragosfIMHMUA Ha OTCPOUEHHbIX T1- B3BELLEHHbIX peXUMaxX N3obpaeHns

(Hanuune bnbPOTUYECKUX N/UNN HEKPQTUYECKNX U3MEHEHUI MUOKapaa)



Cine-SSFP (diastole) | Cine-SSFP (systole) T1w LGE
—

|

/4




OHAoMuokapamanbHasa duoncusa - 30noTon cTaHaapT
ONAarHOCTUKU MUoKapauTa.

CnyyanHocTb Bbibopa Mecta duoncum Npu HEOQHOPOAHOCTU

nopaxeHuss Mmmokapaa, oTHocuTernbHast CybbeKTUBHOCTb OLEHKU - HEAOCTATKM MeToAa.
UyBCTBUTENBLHOCTb YBENMMYMBAETCS C KONTMYECTBOM BMONTATOB:

1-50%, 7 - 90%.

Ob6bI4YHOE rMCTONOrMYECKOE UCccnegoBaHMe He BNUSIET HA BbIOOP Tepanuu, 3a
NCKINIOYEHMEM ODHapPYKEHNSA TMraHTCKUX KITETOK.

B ueHTpax, nMetowmx onbIT BbIMOSTHEHUS NPOLEaYpPbI, YacToTa OCNOXXHEHUN
cocTtasnsieT < 1%.

Mapbyprckue (BO3) kputepuun mmnokapauta, 1996.
NHpunsTpaumnsa ¢ nnoTHOCTbLIO He MeHee 14 nenkoumToB Ha 1 MM2, NpeanoyYTUTeNbHee
T- numdooumtos (CD45), u 4 makpodparos.



JleyeHue

1. JledeHne cepaevyHoOn HEAOCTATOYHOCTU MO OObIYHON CXEME:!

OCH - nHY3MOHHO HUTPATbl U A0ByTaMuH, DannoHHaa KOHTpNynbcauung;
XCH - nAl1®, aurokcuH B manbix gosax, beta-onokaropbl U MOYErOHHbIE,

orpaHuyeHne conu N hus. akTUBHOCTHU;

PedpakrepHas XCH - TpaHcnnaHTauma cepaua (Bblcokun %
OTTOPXKEHUA).

2. MNpodhunaktuka T3 - aHTUKOATYNAHThbI.

3. AHTUapUTMUYECKNE cpeacTBea:

npu >XenyaouKoBbIX HapyLleHusax puima 6eta-onokatopbl U KOPOAPOH -
BCE C OCTOPOXXHOCTHIO,

npu HapKenyao4vkoBbIX - KapanoBepcus,

nonHas a-B bnokaga - SKC (4alle BpemMeHHas).

4. VimmyHocynpeccophbl - HE JoKasaln CBOK 3PIEKTUBHOCTE NpU
5. HIMNBC — npotnBonokasaHbl B OCTPOM nepunoae (NpenartcTBYOT
3aXKUUBJ1I€HUNIO, CI'IOCO6CTB¥I-OT HEKPO3Y



