*KAPANOMUONATUMU

2016 rop,



JOnpegenenne QO [OduddepeHumansHas
anarHocTvka

MUcTopuyeckas cnpaska o o

JKnaccudmraups MKB X d  Kputepun adodpekTMBHOCTU

J3nmnaemuonorus nevyeHus

JdakTOpbl pHcka 1 3TMonorms d TlporHos

NaToreHes d [lMpodunakTtuka

JdKnaccudburaums - gf(ecﬂ'g';%%%””a”b”aﬂ

JKmHmka O Mpumepbl KNMHNYECKNX

(KauecTtBO %M3HM AnarHo3os

PekomeHaoyvemaga nutepartypa
JAnarHoctuka - ay patyp



* ONPEAE/IEHUE

B.H.KoBaneHko, 2004

KapanomuonaTtum - rpynna
3a60/1€BaHMM, MPU KOTOPbIX MOpa*keHMe
MUOKapAa ABAAeTCA NepPBUYHbIM
NpoLECCOM, a He C/ieACTBUEM
apTepuasibHOU MMNEPTEH3NM,
nopaxkeHusa KnanaHoB cepaua,
KOPOHAaPHbIX U JIerOYHbIX COCY/0B

1 NMPOSIBAISIOLMECA 3aCTOMHOM CEpAEYHOM
He0CTAaTOYHOCTbIO



* KNACCUDOUKALMNA B MKB 10

I 42 Kapanommonatms
I142.0 lnnataumMoHHaa Kapamommonatus

I142.1 O6CTpYKTUBHAA runeptpodunyeckas
KapanoMmonaTus

I142.2 Apyras rmneptpoduryeckas KapamoMmonaTus

I 42.3 DHAOMMOKapAnalibHaa (303MHOMUNbHas)
6one3Hb

I 42.4 DHAOKapAuanbHbl pnbpo3nacTos
142.5 [1pyrass pecCTpMKTUBHAs KapanoMmonaTus
I 42.6 ANKOrosibHasi KapanomMumonaTums

I142.7 Kapauomunonatusi, obycnoBsieHHas
BO3ENCTBMUEM JTIeKapCTBEHHbIX CPeACTB N APYIrUx
BHELWHNX DaKToOpoB

142.8 [lpyrne KkapgmnoMmmonaTtumu
I142.9 Kapanommonatnsa HeyTouYHeHHas



lMpuHsima u pekomeHAoe8aHa VI HayuoOHaIbHbIM KOH2PEeCcCOM KapoOuoJsio208
YkpauHbi ,2000

. HO3OJIOMMYECKAA ®OPMA:

OunaTtaumoHHas kapanomuonaTtma — 142.0

[Mneptpodunyeckasn kapgmomuonatus (0ocTpyktTnsHas) — 142.1
PectpuktuBHas kapgmomuonartua — 142.3-142.5

AnkorosibHas KapanomuonaTtusa — 142.6

Tokcuyeckas kapanomuonatua — 142.7 (obycnosneHa npuemMom
NeKapCTBEHHbIX NpenaparoB 1 Ap.BHELWHUMU dhakTopamu)

ApuTmoreHHasa aucnnasus (kapanomumonatuma) MK —142.8

OcobeHHble kKapanonatuun — 143 (cuctemubie 3abonesaHus, MblLLEYHbIE
ONCTPOMUN, HEMPOMBILLIEYHbIE HAPYLLEHUS!, NepunopTanbHbie)

MeTtabonuyeckas kapaunomuonaTtms — 143.1, 143.2, 143.8 (npu
MeTabonnyeckmnx HapyLeHUAX, paCCTpOVICTBaX FII/ITaHI/Iﬂ)

Il. KITTMHUYECKUMN BAPUAHT: aputmus, kapananms u ap.
lll. CEROEYHAA HELAOCTATOYHOCTH: (0 — Il cT.)



* IMNATAUMOHHASA
KAPAUOMUOMATUA (AKMIT)

OcTpoe, NoaoCTpoe UMM XpoHU4YeckKkoe
nopa>xeHue cepaeyHoun MblLlLbl HESCHOWU
3TUOJZIOrMKN, conpoBoOXAaatolleecs
paclWMpeHneM KaMep cepaua, HapyleHnem
ero CUCTo/IM4Yeckon MYHKLNU N pa3BUTUEM
CMMMTOMOB cepaeYyHON HeAOoCTaTOUYHOCTU

Report of the 1995 WHO/ISFC Task Force on the Definition and
Classification of Cardiomyopathies (Circulation.-1996.-Vol.93.-p.841-842)



* ANMAEMUOIOUA

TepeweHko C.H. AKMI cerogHAa. CONSILIUM medicum, 2001

* IKMIM - camaa pacnpocTpaHeHHas KapAMOMMOnaTHs
*BcTpeyaeTca BO BCEX CTpaHax Mmpa

*ToyHble AaHHble 0 pacnpocTpaHeHHocTH JKMI 1 3a6oeBaemMocTy
HaceneHna OTCYTCTBYIOT

*YnenbHbiM Bec JIKMI cpean Bcex KaparommonaTtuit coctasnsaeT 60%

(No pe3ynbTaTaM PeTPOCMNEKTMBHOIO aHa/IM3a Ha OCHOBAHWUM YCTAaHOB/IEHHbIX
AMArHo30B, 6€3 yyeTa paHHUX CTaAnM)

* My>kumHbI 6os1eloT B 3 pasa yalle KeHLUMH

«Heo6xoAMMbl cepbe3Hble 3NUIEMUONOTMYECKME UCCNEef0BaHMS,
KOTOpbl€ MO3BOJIAT BbISCHUTb UCTUHHOE COCTOSHUE Jen»

(H.M.Myxapnamos)



*3TUOJI0TUA, DAKTOPDI
PMCKA 1 B.H.KoBaneHko, 2004

ITNOJIOrMYecKne aKkTophbl:

I. — cfleacTBme ANuTeNnbHbIX HaApyLUEeHUN
MertabosimaMma B Mnokapae

II. — HacneacTBeHHoe 3aboneBaHue,
clleACTBUE reHeTn4Yeckunx gegekroB mnokapaa

III. — CNeAcCTBUE BOCNaJ/INTE/IbHbIX
noBpe)XxgeHnn MmokKapaa

DaKTopbl pUCKa:
*3noynotpebaeHne anKkoronem
*BepeMeHHOCTb 1 NOC/IePOA0BbIN NEPUOA
*YBenmueHue NpoayKLMM KaTexoaMUHOB



& AMngaTaums BCcex NoJoCTEN cepaLa

*HesHaunTenbHas runeptpoduns MMokapaa

¥ ob6LLEeN Macchl cepata Ao 1000 rp.u
6onee (B HopMe — 250-500 FD.%

*YTonweHue sHgokapaa (yawe JK)

“ ®ubpo3Hble oyarn B cybaHaokapae
(Yawe B obnactu neson HOXKK n.l'nca)

* pucTeHoYHble TpoMbbl (50-60%)
* PaclumpeHune NpocBeTa BeH 1 apTepuin cepaua

*PacwmperHne pmnbpo3HbIX KoMew, KianaHoB
cepaua

*IunepTpodunsa 1 CKIepo3 COCOYKOBbIX MbILLLY

* NaTonoroaHaToMMuyecKas
KapTuHa

(Makpockonusa)




Cneundunuyeckux n3aMeHeHUMN HeT:

* rmnepTpodmns KapamoMmoLmMToB
C YBEIMYEHHbIMW HEMNPABUIbHOMN (POPMbI
AApamMu

EC

XXnpoBasi ANCTPODUSA MblLLIEYHbIX
BOJIOKOH

*Menkooyarosbii PrUbpPO3 MbILLEYHbIX BOTOKOH

* KNEeTOYHbIN O0TEK C NOBPEXAEHNEM
Mnodunbpunna (akTuHa, MMO3UHaA), MUOLUUTONN3

*MNcuesHoBeHME nonepeyvyHor ncHepUYEeHHOCTH
KapAUOMMOLUTOB

* NaTonoroaHaToMMuyecKas
KapTMHa

(MuKpockonus)



*NATOIEHE3 1

NPUYUHbI NospeXKoeHUAa cepoeyHou MbIluybl

*HapyLueHme SKCnpeccnMn reHos, npmeBoaALLMX K NSMEHEHUIO
deHoTMNa
* 0AMHOYHBIN reHHbIN JedeKT (aedeKT KapAManbHOro aKTMHa, AedeKT aMctopoduHa)
* nonMmopdHble M3MeHeHMA reHoB MoaMbMKaTopoB (B-peLientopsbl, AM®)

* HapyLUeHWe 3KCNPeccHM HOpMasibHbIX FEHOB, KOAMPYIOLMX GENKM, KOTopble

Pery/IMpytoT COKpaTUTE/IbHYI0 OYHKLMIO cepaua MM hopMUPYIOT CTPYKTYpPY €ro
NnosocTen

*06pa3oBaHue aHTUTEN K MMOKapay (Y 50%), MMO3UHY U B1-
peLenTopam

*CHUKeHWe nnoTHocTH B1-peuentopos Ha 61-70%, MAOTHOCTb
B2-peuenTtopoB HE M3MEHSAETCA

*YBeIMYEeHNe UHIMBUTOPHOM akTUBHOCTU Gj-NpoTenHa Ha
30-40%

*MyTauum reHoB, KOAMPYIOLLMX GENKU BHEKIETOYHOIO
MaTpMKCa



*NMATOIEHE3 2
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* KIMHUKA 1

)Xano6bl U 06 beKMuBHbIe NPU3HAKU

1. BblpaXeHHaa HeaOoCTaTOYHOCTb
KpoBOObpaLlleHns no
NeBoOXXenyao4ykoBoMY TUNY:

* BbICTpas yTOMASEMOCTb, HENEPEHOCUMOCTb DU3NYECKNX
Harpy3ok

* OablwkKa
*LUnaHo3z
* OpTOMNHO3

* MpucTynbl cepaeyHon acTMbl U OTeKa Nerkux



*KJIMHUKA 2

>Xas106bl U 06 beKMuUBHbIe NPU3HAKU

2. Bblpa>xeHHad HeaOoCTaTOYHOCTb
KpOBOO6paLLI,EHVIFI MO NMpPaBoOXenyao4KOBOMY
TUNY.

* AkpoumnaHo3
*HabyxaHue LWelHbIX BeH
*Bosib B 061aCTU NeveHu
* YBenMueHvne neyexm

* AcumT

* OTeK HUXHUX KOHEeYHOCTeM



*KNINHUKA 3

)Xasio06bl U 06 beKMuBHbIe NPU3HAKU

3. ToTanbHag HeAOCTATOYHOCTb
KpoBoobpalleHunsa:

* Kapanomeranus
* CnyxocTb TOHOB cepaua
*PuTM ranona

* CUCTONMYECKN LYM OTHOCUTENbHON HEA0CTaTOUYHOCTY
MUTPAJSIbHOr0 UNN TPUKYCNUAANIbBHOIO KJflanaHoB

* Kaxekcus



*KJIMHUKA 4

»Xasn06bl U 06BEeKMuUBHbIE NPU3HAKU

4. HapyweHune putMa cepaua:

* 3KcTpacucTonnyeckas apuTMms
*XKenynoukosble Taxmkapamm
* OUbpuUnNauMa npeacepanin u/unm >xenyno4yKos

* HapyleHne npoBoAMMOCTM

5. TpoMb60aMob60oIn4YecKne oCnoXHeHUS

* TpoM603M60NMA NEroYHOM apTepun, cene3eHoYHoM’,
MO3roBbIX apTepum



* IMATHOCTUKA 1

Ob6Aa3ameibHble uccsiedosaHua:

*06LWMIM aHaIM3 KPOBMU:

(cneunduyecknx N3MeHEHNIN HET, NOKa He BO3HMKAKT TpoMboaMbonnyeckme u
BOCNa/IUTENbHbIE OCTOXHEHUS)

* 3MeKTPONUTbI KPOoBY

* KpeaTWMHMH

* 6MNUPY6UH (MPAMOM M HENPAMOW)

* TpaHCaMMHa3bl KpOBM

* Tpom6MHOBOE Bpems

*KAMHUYECKMIM aHaIM3 MOYM
(cneundryeckmux U3SMEeHEHUM HET, MU3MEHEHMA CBA3aHbl C 3acToMHOM CH)
*0CcafloK - HE N3MEHEH;
* yMepeHHasa npoTenHypus

*JKI

*IxoKI




* AIMATHOCTUKA 2

MccnedosaHua npu HaaU4uu NOKA3aHuu:

*EMOXMMM‘-IGCKOG UcciegoBaHme KpoBu.

* MoueBad KMcC/10Ta

* 6enoK KpoBu

* FOPMOHbI LUMTOBUAHOM Kenesbl

*CyTquoe MOHNTOPMNPOBaHHNE JKI (HapyLLeHWEe pUTMA U NPOBOAUMOCTM
cepAua, OTCYyTCTBME KPUTEPUEB MLLEMUU MUOKAPAA)

%PGHTFGHOFpaClDMFI OpraHoB prAHOﬁ KNIETKWU (kapanoTopakanbHbiif
MHAEKC, BEHO3HbIW 3aCTOM B MaJIOM Kpyre KpoBOOGpaLLeHNS)

*KopOHaporpachﬂ (Mpn nopo3pexnn Ha UBC)
%Paﬂ,MOHyKﬂMﬂ,HaH BEHTPUKY0orpaduA

*SHAOMMOKapAManbHas 6UMoncus



* IMATHOCTUYECKMUE
KPUTEPUU 1

KoBaneHko B.H. HekopoHaporeHHble 6one3Hu cepaua, 2001

[loaTBepxxaarouine [JKMII:
*Mporpeccupytowas CH, pe3ncTeHTHas K Tepanuu

r.

*Kapauomeranms ¢ OTHOCUTENbHOW HeA0CTaTOYHOCTbIO
MUTPAZIbHOrO U TPEXCTBOPYATOro KjiarnaHoB

*TpoM603M60INYECKUI CUHAPOM

*HapyLueHne puTMa, NpoBOAUMOCTU

*OTHOCUTENbHO MOOAOM BO3pacT

*OTCyTCTBME NPU3HAKOB BOCNANAMUTENbLHOIO npoLecca

*OTcyTCcTBME CBA3M 3a60neBaHns C UHDEKLMOHHBIMU U
APYrMMUN 3TUONOMrMYECKUMM akKTopaMu



Hcknoyarowue KM
*HOpMa}'Ibele Pa3Mepbl cepALla
7 NBC (06CcTpYKUMA 6onee 50% npocBeTa OCHOBHbIX KOPOHAPHbIX apTEPUM)

*CuctemHas AT (Bbiwe 160/100 Mm pT.CT.)

(QOI';}/MGHTM OBaHHaA U I'IO,D,TBeEl)K,D,eHHaFI NOBTOPHbI M3MEPEHNAMU
n/nJin JOKa3aTe/ibCTBa NoparKe€HNA OpraHoB-MHULLUEHEN

*OTCyTCTBME BPOXKAEHHbIX NOPOKOB CEpPALA U
NPMOBPETEHHbIX U3MEHEHMIA K/TAaMaHOB

*YKasaHWA B aHaMHe3€e Ha XPOHMYECKOe
XI‘IOTpe6neH e ankorosia c pemuccnen AKMIN nocne
MecALeB abCTUHEHUMH

* CucTeMHble 3a60/1eBaHMs
*MopakeHnsa nepukapaa

* TUATHOCTUYECKUE
KPUTEPUU 2

KoBaneHko B.H. HekopoHaporeHHbie 6one3Hun cepgua, 2001
r.



*CHUXeHMe BonbTaxa dKI

*OTK/IOHEHME 3/1eKTPUYECKON OCK
cepala BeBO

*Bnokaga nesoin (6onee 37%) u
npason (10%) HoXxek n.l'nca

*B 80-90% cny4yaeB C/OXHble
XenyaoyKoBble aKTonnyeckue
PUTMbI (3-5 rpagaunm no JlayHny)

*MNapokcuambl XKXT n O
*3/IEKTPOKAPAUNOIPADUA



*Bblpa)xeHHas aunatauus Kamep cepaua

*MpeobnagaHne annataummn Hag
rmnepTpodunen

*NHTaKTHbIE KnanaHbl, CHUXEeHMne
aMMANTYAbl PAcKpbiTUS CTBOPOK

*MuTpanbHas, TpUKycnuaanbHas
peryprutaumus

*Ouarosas unu anddysHas rMNoOKMHE3NS
CTEHOK MMokapaa v MXIT

*BHYTPUNOMOCTHbIE TPOMObbI

*IXOKAPAUNOIPADOUA
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*AcuMMeTpuyeckas runepTpodus
Mmnokapaa (6asanbHbixX otTaenos MXII,
ToTanbHasg MXXI1, Bepxywkun cepaua)

*TMnepTpodusa CTEHOK XeNyao4KoB
(B HopMe J1 n MN=3-4 cMm, TXK=4-6 cM,
JDK=7-11 MMm)

*YBenunueHune dpaxkumnm soibpoca (6onee
80%)

*YBennueHune noaocTn NeBoro nNpeacepans

*HapylweHne anactonmyeckon dyHKLUUK
(Npu gonnnep-axokapanorpadun)

*IXOKAPAUOIPADUA
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MERSURE 2

IxoKI y 6osbHOro ¢ F’KMI ¢ 06CTpyKLUMEN BbIHOCSALLEro TpakTa (B-perknm)



*MBC (MWeMnyecKkas
KapanommonaTtums)

*ImnepToHnyeckas 60ne3Hb
*PeBMaTUyECKME NOPOKM
*XpOHUYECKNI BbIMOTHON NepuKkapaunT

*XpoHuueckunit (MoJoCcTpblii) MMOKaAPAUT

* NMOOEPEHLUANIbHbBIN
ANATHO3



*OrpaHuyeHne GuU3NYecKomr Harpyskm

*OrpaHnyeHne npveMa noBapeHHoON
COMU

*JlekapcTBEHHasa Tepanus:

* anypeTuku

* MHrM6UTOpHLI AN

* 6nokaTopsbl B - aapeHopeLenTopoB
*  AUrokcuH

* nepudepunyeckune BazoannaTaTopbl
* ammonapoH

* aHTUKOArynsHTbI

* NTEYEHUE AKMIN



* INYPETUKU

8ceM 60JIbHbIM NpU HA/IUHUU NPU3HAKOB
3adep:KKu XXudkocmu

*MeTneBble ANYpPETUKWN
- pypocemuna — 20-320 Mr/cyT
- 3TakpuHoBas kucsorta — 25-100 Mr/cyT

*Mpun coxpaHeHHOM PYHKLMUN NOYEK:
- rmapoxnopTtnasng — 25-100 Mr/cyT

*Kanui cbeperarowme AMypeTuKm:
- CNMUPOHOJTIAKTOH — 25-200 Mr/cyT



*UHrnubmtopbl AMO 1

s8cemM 60/1bHbIM He3asucumo om OK u KauHuYeckou
cmaduu CH

[IPABU/IA TEPAIINMN:

%OTMeHa ,qmypeTquCKof/i TePaAlNnnN (nam ymeHbluenne aosbl)
Ha NPOTAXeHU npeabliaywmx 24 yacos

*OTCyTCTBME rMNEepKaMeMMM

(K+ nna3mbl - He 6oniee 5,5 MMob/ N)

*NepBad J03a - MMHUMaJIbHAA

*B cnyyae afleKBaTHOM NEPEHOCUMMOCTY

(OTCYTCTBME FMNOTEH3MU U AP. NOOOYHbIX 3P HEKTOB)
403y nocteneHHo ysennumearT («TUTPYIOT»),
CTpPEMACDL K LEeJIEBOU



*UHruéutopsl ANO 2

NpenapaTtbl [o3bl, KpaTHOCTb NpuemMa B CYTKU
Ha4daJlbHaA LesieBad

AHananpun 2,5 Mr X 2 pasa 10 Mr x 2 pasa
KanTonpun 6,25 Mr x 3 pasa 25-50 mr x 3 pasa
JlnaunHonpun 2,5Mr x 1 pasa 20 mr x 1 pas
Pamunpun 1,25 Mr x 1-2 pasa S Ml X 2 pas
MepuHpgonpun 2wMr x1pas 4 mr x 1 pas
do3uHonpun 5 Mrx1pas 40 mr x 1 pas




*B-AIPEHOB/IOKATOPHI

8ceM 60J1bHbIM, (KPOMe NpoOmMuUBONOKA3AHUA)

PeKkoMeHAOBaHhlI:
*Metonponon - 6,25 m50-100 Mr/cyT

*Kapeeaunon — 3,125 ™50Mr/cyT
o)

*Busonponon - 1,25 10Mr/cyT

Tepanuio HAYMHAKT NMPU OTCYTCTBUN

OTEYHOro CMHAPOMA C MMHUMaNbHbIX A03
npenapaTtoB, MOCTENEHHO MOBbIWASA A03Y



[lokasaH BCeM 60JIbHbIM C
TaXMCUCTOSIMHYECKOU (DOPMOM
®l1, npy CMHYCOBOM pUTME -

601bHbIM € XCH [lI-1V OK

/lo3a ana aamtenbHoro sneyenmna - 0,125-0,250
Mr/CyT.

* IMFOKCUH



*NEPUOEPUYECKUE BASOAUSIATATOPDI 1

*BpeMeHHo (om HeCcKoJIbKUX 4acos8 00 HECKOJIbKUX
CYMOK):

*B c/lyyae JeKomneHcaumm KAMHUYECKOro COCTOAHMA
(nero4yHom 3acToM, NEBOXKENYA0YKOBAS
HeA0CTaTOYHOCTD)

* OTMEHa NMpY AOCTMNKEHUN FreMOAMHAMMYECKOM
CTa6l/If|bHOCTl/I (MCLIe3HOBeHl4€ OpTOMNHO3, HOYHOIo

yAyLbA)

*PeaynapHbIl npuem HUMpAamos:

* onpaBAaH SMLLb NPU COMYTCTBYIOLLEN CTEHOKapAMM



*NMEPUOEPUYECKUE BASOAUNIATATOPHI 2

*Hutponpycua HaTpma:

*B/B 0,1-0,2 MKI/KI B MMH.
*HuTpormuepmH:

*B/B 20-30 MKI/MMH. a0 50-100 MKr

*cy6mMreanbHble M a3po30JibHble (POPMbl
“A30copomaa AUHUTPAT:

*10-30 Mr 1-3 pa3a B CyTKM



*KynupoBaHua napokcmamos Il
*NpodnnakTMKM napokcusamos OfT

* JleyeHna 1 NpodUNAKTUKM
}KM3HEOMaCHbIX ey J04KOBbIX apUTMUM

* NapHble 3KCTPacKCTObI
* enyjoyKkoBasa TaxmMKapams

*Tocne ycnewwHom peaHMMaLmMmu 60/1bHbIX
c X 1 B cnydyae BHe3anHoM cepaeyHom

CMEepPTH
* AMMOZIAPOH

HasHa4YaemcAa nayueHmam ona:

[MognepxuBatowas gosa — 100-300 mr/cyT.



“HEMPAMbIE AHTUKOATYNAHTDI

nokasaHbl npu nocmoAaHHol @1, mpomb6osmbosiuu 8 aHamHese

*BapdapuH - HauyasbHaa Jo3a 5 Mr/cyr.
*CUHKyMap - HavanbHaa go3a 120 - 180 mr/cyT.

*®eHnnnH - HayasbHaa Jo3a 4 Mr/cyT.

[Tod cmpoaum 1a60pamopHbLIM KOHMPOJieEM
MHC - 2,0-3,0 uau [1TH 50-60%

[Mpn HeBo3mMoXHOCTK KOHTpons MHC vnn MTU: ACTTMPUH — 100-325 mr/cyr.



*KPUTEPUUN DDDPEKTUBHOCTU NEYEHUSA

*YCTpaHeHMe NN CHMKEHNE BbIPaXXEHHOCTU
cybbeKTUBHbIX cmMmnToMoB CH:

OAbILLIKK, cepaLebreHns, NOBbILLEHHOWM
YTOMJIAEMOCTUN; YCTPAHEHNE KIIMHUYECKUX
NPU3HAKOB 33a4EPXKN XNAKOCTU B OPraHnU3Me

*YRAyuleHne KayecTsa XU3HU

*CHMXEHME 4YacToTbl rocnMTanu3aumii



*B LenoM NpPorHo3 HebnaronpuUATHLIA A8
BbI3AOPOB/IEHUS U XU3HU

*06Lwas cMepTHOCTb cocTasnsietr 70% B
TeyeHue 5 net

*B 50% cnyyaeB CMepTb HacTynaeT
BHE3amnHo

*NPOrHO3



*TUNEPTPODPUYECKASA
KAPAMOMUONATHUA (TKMN)

Amocosa E.H., 1997 r.

3aboneBaHne MblilLbl cepaL.a HEU3BECTHOM
3TUOIOMUUN, XapaKTepu3ytoLleecs
rmneptpodpmnen, B 60/1bLLUMHCTBE Clly4Yaes,
NeBoOro Xenyaodka, NpemMmyLLecTBEHHO B
ob6n1acTn Mex>kenyano4koBon neperopoaku,
Npu OTCYTCTBUMN BUAMNMbBIX MPUYNH NS €€
Pa3BUTUS NPU HEU3MEHEHHOM WU
YMEeHbLUeHHOM obbeMe IeBOro Xenyaouka



*eHHble MyTauuUn: HapyLueHue

COKpaTUTESIbHOWM aKTUBHOCTU <«AedEKTHbIX>»
KOHTPaKTU/IbHbIX 6enkoB, 06pasyroLmxcs
BC/eACTBME Pa3/INYHbIX MyTaLUN FreHa,

OTBETCTBEHHOI0 3@ CUHTE3 TSAXebIX Lerneun B'
MMNO3UNHA

*HapylleHme B3auMoaencTems

pa3BuMBarOLLLENOCAd cepaua rnjaoda C
KaTexXxo/jlaMnHaMmn, tmpeonaHbiMm ropmMmoHaMu,
coMatoToprnmMHoMm, aa€EHO3NOHOM

* CeMeNHbIN XapakTep C ayTOCOMHO-
OOMMWHAHTHbLIM TUNOM HacnegoBaHua (55-65%)

*3TUONIOMUNA TKMN



Mopc;bonormquKMe BapuaHThl:

— U30/IMPOBAHHbLIN rMNepTpodnYECcKni
cybaopTanbHbIN CTEHO3

7 OTAENI0B JIEBOr0 Xenyaouka, yale anukaabHom

4aCTu

& — TOTa/ibHas KOHUEHTpMYeckas rmneptpodus

B 3aBUCMMOCTHN OT HaJIndns nim oTCyTCTBUS
rpagveHTa AaBsieHns B rnosioctu JIDK

*

*

*KNACCUDUKALIMA TKMI



MaKpoCKOnnyecKu:

* Onddy3Has unm ovarosas runeptpodus Mmokapaa

* CTpyKTYpHOE M3MEHEeHMe MUTPasIbHOro KiaarnaHa C pacrnosioXXeHneMm
nepeaHen CTBOPKMU MoJ YriioM K MJOCKOCTU KnarnaHa, ee yTOJILEHNE U
BblIMaZE€HME B MPOCBET BbIHOCSLLErO TpaKTa JIEBOr0 Xenyao4ka

* MonocTb NEBOro Xenyaoyka Hebonblnx pasmMepos

* JleBoe npeacepave 4acTo runepTpocmpoBaHHO U AUASTUPOBAHO
*

i FMnepTpodma KapAMOMMOLMTOB C M3MEHEHHOM (DOPMOM ALEP, OKPYKEHHbIX
CBETJ/IOMN 30HOM («NepuUdepryeckMM HUMOOM>)

* HapylueHne B3aMMHOM OpPMEHTALMM MbILLIEYHBIX BOJIOKOH (pe3y/ibTaT MyTaLmi
CapKOMepoB)

* Ovaru bmb6po3a 1 py6GLOBbIX M3MEHEHMIA

*NATAHATOMUA TKMI



*NATOrEHE3

8 OCHose namoezeHe3a /1obbix popm FKMI1 nexxum duacmosiuveckas
oucpyHKyuAa

*CHUXEHWEe 31aCTUYHOCTU N COKPaTUTEbHOM
CNOCOBHOCTU rMNepTpodPrUpoOBaAHHOrO MMOKapAa

*CaaBfeHne KOpOHapHbIX COCYA0B
rMnepTpopmMpoBaHHbIM MUOKAPAOM

*HecooTBeTCTBME KOPOHAPHOIO KPOBOTOK B
HEen3MeHeHHbIX cocyaax rmnepTpod@npoBaHHOIro
MMoKapaa

*HapylweHune CKOpoCTM NpoBeaeHUs
BO3OYXXAEHUS B XENyAoUKaX C aCUHXPOHHbIM
coKpalleHMeM pasfInyHbIX OTAEN0B MUOKapAa

*ACUHEpPrn3M cokpalleHs OTAeNbHbIX YYaCTKOB
MMOKapaa CO CHUXEeHMEM NponyJsibCUBHOMN
CMOCOOHOCTM NEBOro Xenyaoyka



*KAIMHUKA

[ToBrIIIEHNE KOHEYHO-AUACTOINUECKOTO aasiaeHusd JDK

$ ¥ $

3aCcTOU B MajoM [Teperpyska

[ unonepdy3us

1 B

Onplika Aputmun (PII) CreHokapaus




ObsizamerbHble uccrie0o8aHUs:
O6LwKnn aHanmM3 KPoBM 1 MOYU

ONEKTPOSINTbI KPOBU
TpaHcamMunHasbl KpoBU

TpomMbuHOBOE Bpem4

OKI (rnybokue HeraTuBHble 3ybubl T, aenpeccus cermeHTa ST, NpuU3HaKu
rmneptpodumn, natonormyeckui 3ybeu Q)

(accumeTpuyHaga, nHorga — CUMMETPUYHaga rmnepTpodms u
CHWxXeHne amnnutyabl asmxeHna MXKT1, ymeHblueHne nonoctun JK,
CUCTOSINYECKoe OBWKEeHWe nepegHen CTBOPKU MUTPanbHOro KrnanaHa
Bnepen)

VccrniedoeaHus ripu Hanu4yuu rnokalaHuu:
Koarynorpamma
PeHTreHorpadusa opraHoB rpyaHON KIeTKU
CyToyHoe MoHUuTOpupoBaHue IKI
KopoHaporpadus
PaguoHyknugHas BeHTpukynorpadgpus



* ANOOEPEHUUANBHBIN ANATHO3

KoBaneHko B.H. HeKkopoHaporeHHble 6one3Hn cepgua, 2001 r.

*ApTepuanbHas runepTeHsus
*CTeH03 aopTasibHOro KnanaHa
*TMNo- 1 rMNepTnpeos

*CnopTuBHOe cepaue



Ob6uwmne MmeponpuUATUSA:

* 3anpeT 3aHATUEM CMOPTOM, OrpaHUYEHME 3HAUYNTENbHbIX HU3NYECKUX
Harpy3ok

Meﬂ,MKaMeHTO3Haﬂ TEPAlNA.

* 6nokaTopsbl B - aapeHopeLenTopoB
* nponpaHonon 120-240 Mr/cyT

* BnokaTopbl KanbLueBbIX KaHa 0B
* Bepanamun - 160-320 mr/cyT,
* amntnasem - 180-360 Mr/cyT.

* AHTMapUTMUUEcKne npenapaThbl
* ammopapoH 200 Mr/cyT

*XuUpypruyeckoe neyeHume
* MUaKTOMMS
* npoTe3npoBaHMe MUTPabHOro KianaHa

* TIEYEHUE TKMD



*YCcTpaHeHne Uan CHMXKEHNE BblipaXXeHHOCTH
cybbekTuBHbIX cuMnTomoB XCH, cepauebunerHuns,
CTeHOKapAnwu

*YcTpaHeHue onacHbIX A5 XU3HW apUTMUIA

*YrayuleHne KayecTsa XU3HU

*KPUTEPUU

SOOEKTUBHOCTHU
JIEHEHUA



*HebnaronpuaTHbIN

*YpoBeHb CMEPTHOCTU — 0KOS0 4% B rog,

npu oTArowleHHOM ceMemMHOM aHaMHese -
7% (50% n3 HMX — BHE3anHass CMepTb)

*®aKkTopbl pUCcKa BHE3anHol CMepTu:

*MaHudectauuns 3abonesaHns B MONOAOM Bo3pacTe (40
16 ner)

*Hanuume B ceMeMHOM aHaMHe3e 3MM3040B BHE3arHou
cMepTu

*YacTble CMHKONabHbIE COCTOSIHUS

*3Nn304bl XKENYA0UYKOBON TaxXMKapanK, BbISIBAEHHbIE MpY
24-4acoBoM MoHuUTOpMpoBaHnn IKI

*MaTonornyeckoe naMeHexnme Al Bo BpeMs ngrpy30|<

[MPOIHO3



*PECTPUKTUBHAA KM

NHDUNbTPATMBHOE MM (PUOPO3HOE NMoparkeHue
MUOKapJa, KOTOpoe XapaKTepusyeTca pUruaHbiMu,
HenoAaT/IMBbIMM CTEHKAMM KelyJ04KOB,
YMEHbLUEHMEM HAMOJIHEHUA U CHUKEHUEM
INACTOJZIMYECKOro oobema 0AHOro MM 00OUX
}KEeTYJOUYKOB C HOPMAJIbHOM MM MOYTH
HEU3MEHEHHOM CMCTOIMYECKOMN DYHKLIMEN U
TOJ/ILLIMHOM CTEHOK



*3TUONIOMNA PECTPUKTUBHOM KMN

*UHDUNbTPATUBHBIE CUCTEMHbBIE
3a00/1eBaHUA

* amnnonaos
* reMoxpomaros

*capKonaos
*MuoKkapanT
*TpaHcnnaHTaums cepaua

*UanonaTmnyeckas



B ocHose PKMII - HapyweHue uMMyHuUmema c
2unep303uHo@duU/IbHbIM CUHOPOMOM

*NHdunbTpauma aerpaHyIMpoBaHHbIX OPM 303MHOMDUIBbHBIX
rpaHy/IOLUMTOB B SHAOMMOKAPA

* dopMHUpoBaHMeE rpyobix MOPMOIOrMYECKMX HapyLUEHMIM
CTPYKTYpbl cepaua

* Nledurunt T-cynpeccopos, NPMBOAALLMX K
rMnepao3nHOPOIUn, AerpaHynsaumm 303UMHOMPU/IbHbBIX
rpaHy/I0LUUTOB

*TMocnepytoLlee BblaeNeHME KAaTUOHHBIX GE/IKOB

*Tokcuyeckoe mMx AeUCTBME Ha KIETOYHbIE MEMBPaHbI U
bepMeHTbI, Yy4aCTBYIOLMX B AbIXaHUN MUTOXOHIPUN

*Tpom6oreHHoe JeNCTBME KaTUOHHbIX 6GEIKOB Ha

NOBPEXAEHHbIM MMOKApA
*MATOrEHE3



*NATOIEHES3 2

dnbpo3 sHAOKapaa

MHUNeTpPaums

| | |
[NoBbiWweHue ncdyHkuma Ca-ysna
HapyweHne yHkuun fvcdynky y
»KeCTKOCTU N NpoBoOAsLLEN
KnanaHoB
Xenyao4ykoB CUCTEMBbI
I . | |
HapylweHune gnactonuyeckoro MwuTpanbHasa n TpukycnuganbHas brniokagb! pasnuyHon
paccnabnenusi peryprutayus CTeneHu

‘ [NoBbilEeHME OaBneHUs
HarnosriHeHn4A B
KelnyaodKax

3acTon B MariomMm 1 0onbLIoM

Kpyrax KpoBoobpalieHus



B pamkax pecmpukmusHou KMl
B8bI0EJIAIOM:

* SHAOMMOKapAManbHbIM hrM6po3

* ®MOpP03NacTo3 IHAOKApAA HOBOPOXKAEHHbIX U AeTel
MJ1aJILLIero Bo3pacTa

* 3031HODMIBHBIN NapueTaibHbIM GUOPONIACTUUECKMMI
3HAoKapauT Jledpdnepa

* AbpuKaHCcKaa 06aMTepupyioLas KapAMoMMonaTHs

BO3MOXXHO, 3TU 3a60/1€BAHUA UMEIT
CXOJHbIM MAaTOreHes Uan NpeacTaBaAsaloT
co60M pasHble CTaauM OA4HOro npolecca

*KNACCUDUKALUA



1. TIOPAXKEHUE TIPABOIO XKEJIY/JOYKA:
* Taxkenaa npaBoxenyao4KoBas HeJoCTaTOYHOCTb
* TMoBblleHMe BEHO3HOrO JaBAeHMA
* HabyxaHne ApeMHbIX BEH
* YBesMuyeHue neyeHu
* BolpaxkeHHble nepudepryeckme oTeku
* Acumt

* YBesmMuyeHue cepaua ¢ npeobnagaHMem runepTpobum u
Aunataumm npasbiX OTAEN0B

* TpexuneHHbIN pUT™M

* CUCTONMYECKMI LUYM HeA0CTaTOYHOCTM TPEXCTBOPYATOro

— * KJIMHUKA 1



2. [IOPAKEHME JIEBOI'O »KEJ1IYAOYKA:

* MNpu3HaKKW NeBoXenyA04KOBOM HEJOCTaTOHHOCTM
* YBenuueHune pasmepos IEBOro npeacepams
* CUCTONIMYECKMM LIYM MMTPaIbHOM HEJ0CTaTOYHOCTM

* 3acToM B JIErKMX C rMMEPTEH3MUEN B MAJIOM Kpyre
KpOBOOGpaLLeHUA

3. MNOPAXXEHME OBENX XKEJIY/JOYKOB:
* ToTanbHaa cepeyHas HeAoCTaTOUYHOCTb
4. BbI[1OT B NEPUKAP/
5. TAXEJIbIE HAPYLLEHNA PATMA (®N, skTtonuueckue

APUTMMUU)

6. TPOMBOIMBO/IMYECKMIN CUH/POM

*KIMHUKA 2



* NIEYEHUE

MEJNKAMEHTO3HOE:

*Ha paHHMX CTaguax - KOPTUKOCTEpOM bl

*Ha 60nee no3gHux - yctpaHeHue cumntomos CH
* InypeTmKM (04eHb OCTOPOXKHO) - TMasMAHble 1-2 pasa B HeZento
* CepaeyHble rimkosuabl - B cayyae Ol

* beTal-aApEHOMMMETUKM - B TAKEbIX CYYaaX ANA KPaTKOCPOYHOrO
NleYyeHuns

* AHTaroHMCTbI MOHOB KaslbLMA - MPU Ha/IMYMM KOMMNEHCATOPHOM
runepTpodun MMoKapaa

*Henpamble aHTMKOAryifHTbI - IeYeHue TPOMBO3IMBOIMYECKMX
OCJI0}KHEHMM

XNPYPI'MYECKOE:

*TpaHcnnaHTaums cepaua

*PeseKuma sHAOKapAa C NPOTE3MPOBAHUEM MM MIACTMKOM KAamNaHoB



*Heb6naronpmaTHbIN AN1A BbI3AOPOBAEHUA U XKMU3HM

*CMepTHOCTb - 70% B TeyeHWe nepBbix 5 neT

*NPOrHO3

KosaneHko B.H. HekopoHaporeHHble 60n1e3HM cepaua,

2001 r.



* MEAUKO-COLINAJIbHAS
3KCMEPTU3A

*MNaupneHTbl C KIMHUMYeCcKM BbipaxeHHon XCH 1IA-1Il ctagmif

(II-IVOK) nognexxaTt gucnaHCEpPHOMY OCMOTPY HE MEHEe, YeM
1 pa3 B TEYEHMM 2 MECALIEB, B C/ly4Yae KJIMHMYECKOM
HEOO6XOAMMOCTHU - YaLle

*NaupeHTbl ¢ KM 04eHb GbICTPO CTAHOBATCH
HETPYAO0CNOCOOGHbIMU U X NEPEBOAAT HA MHBAJIMAHOCTb



*MPUMEPbI KIMHNYECKMX AUATHO30B

* IKMIM: »enyfoyKkoBas SKCTPACUCTONMA, PELMAMBUPYIOLLAS
TPOM603M60/1MA NerodHbix cocyaos, CH IIb ctaamu,
CUCTONINYECKMU BapHaHT, |V OK

*Tuneptpoduueckas KMMM, o6cTpykTuBHaa dopma, CH IIA
CTaaAun, COXpaHEHHaA cucTosmyeckasa @yHKumsa, |l OK

* Incbdy3HBIN TOKCUYECKUM 306 || cTenenu,
MeTabonmnyeckasa (TupeotokcuvecKkasa) KMI,
XeNya04KoBaA 3KCTPAaCUCTOIMA, CMHYCOBaA TaxuKkapama,

CH ll® ctagum, coxpaHeHHasa cuctosimyeckasa pyHkumsa,
OK

*MeHonay3a/bHbIM nepuog, MeTaboamydeckas KM,
cynpaBeHTpuKynapHaa akctpacmctonma, CH Octagum, | OK



*HepocTaTouHOCTb hepMeHTa
naKTaTAernaporeHasbl - «6osneBas
depMmeHTOonaTusa»

* nedeKT B CUCTEME MUTOXOHAPUIM - CUHAPOM
KepHca-Ceupa

* nedUUMT KapHUTMHA pacLUMpeHMe NosiocTeM
cepaua u passmtme X3CH

* nedmumT ceneHa - KeweHckaa 6onesHb (Kutam)

*yalle BcTpeyaeTca B CTpaHax, HaceneHue
KOTOpbIX CTpajaeT OT He4OCTaTOYHOro MU
Hec6a/laHCUPOBAHHOIO NMUTAHMA

* IKMN - cnepcTteme

A/IMTEeNIbHbIX HapyLUEeHUMH
memaboiu3ma B MMOKapae



* IKMI - HacnepacTBeHHOe 3a6oneBaHMe,
cnepcrTBue eeHemu4ecKux degpekmos MMOKapAaa

*CemelHble MOpPMbI (MmeeTcs onmcaHme LEeCTH NOKONEHMM

O0JJHOM CEMbM C ayTOCOMHO-JOMMHAHTHbBIM TUMOM HACJ/1Ie€J0BaHMSA
3a60/1€BaHMS NPOBOAALLEN CUCTEMbI CEPALA C KapAMOMEraanen u

hM6pPO30M CNeLmaM3MPOBaHHbIX BOJIOKOH )

*BbIfABNEHbI FEHETUYECKME HapYLLEHWUA MyTeM SHAO0TE/IMHA

M NOJIMMOP(M3M reHa 3HAOTENIMHOBLIX PELLENTOPOB THMA
A - nepBbI MAEHTUDULMPOBAHHBIN FTEHETUYECKMMU

daKTop p1CKa 3a60/ieBaHMA (CARDIGENE,1999)

%
BapuaHTHble MyTauuu reHa 6esKa akTMHa



*BocnanuTesibHble TEOPUU:

|. AKMIT - cKpbITO NpOoTEKAOLWMU XPOHUYECKUM
MMOKapAUT

Il. AKMI1 - no3aHAA cTaamnA nepeHeceHHoro B
JIETCTBE U BO BHYTPUYTPOOHOM rnepuoje
OCTPOro BUPYCHOro MMoKapamTa

I1l. IKMI - pe3ynbTat CN0XHOro B3aMMOAENCTBUSA
MMOKapanaJibHOM BUPYCHOU MHMDEKLUMU C
HapyLUeHHbIMU UMMYHHbIMU OTBETaMM



* BocnannTeibHble TEOPUM:
(CKpbImoO npomekarwuu XpoHU4YeCKuu MmuoKkapoum)

*TonoxuTenbHble pesyibTaTbl SHAOMUOKapAMaIbHON 6GUMONCUM
(1%-67%)

*XopoLui pesyabTaT MMMYHOCYNPeCcCcHm

*Pa3BUTUE KIMHUKO-NATONOMMYECKOro CMHAPOMA,
HanomuHawwero AKMI1, B ncxoae akcnepmMeHTasibHOro
BUPYCHOro (BMpyca Kokcaku B) MmMoKapamta



*YcTaHOBNEHHasA CBA3b CO CneumdUYecKUMM

aHTUreHamum cmctemol HLA: B27, A2, DQ4,
DR4 (po 50% cny4aes)

*CHUXeHMEe aKTUBHOCTM HaTypasIbHbIX
KUANEPHbIX KNETOK

*OYHKUMOHANbHBIM AedULMT aKTUBHOCTM
CYNPECCOPHbIX KNETOK

*T'ymopasibHaa 1 KneTouyHasd ayTOMMMYHHaS
PDEAKTUBHOCTb MPOTMB KapAMOMMOLIUTOB

* BocnasuTtesibHble TEOPUM:

(HEHOpMaJIbHOCMb UMMYHHOU
cucmemnl)



Normal Dilated
cardiomyopathy






OKMIT1 - wapoBugHoe cepaue (globoid)




YBenundyeHHbin JIXK




AopTanbHbIA Knanax

MuTpanbHbIA Knanax

FKMM. TvnepTpoduyeckuii cybaopTasibHbiM CTEHO3



eTetelele « « ANUWKANbHAA
rmnepTpocdhusa

***ee HebHonblLUAA MONOCTL

[[KMI1. AnnKanbHaa runeptpodums



es CUMMETPUYHAA WU
KOHLeHTpUuyeckas
runepTpodus

[KMI1. CMMmeTpuyHaa runepTpoduma



KpoBb BO3BpaLLiaeTcs 00paTHo
4yepe3 MUTPasnbHoe 0TBEpPCTUE —
.+ MUTpanbHas peryprutauus

L

MuTpanbHbli Knana-
BbI3blBaeT 0O CTPYKLMIO
.« KpOBOTOKY

ACUMMETPUYHAS -+~ R
runepTpocons
neperopojKu

B+ CucTONMYeCKoe
[IBYKEHME Bnepes
MUTPANbHOTO KNanaxa

TKMI. AcMMMeTpUYHana runeptTpodms Neperopoku ¢ 06CTPyKUMEN



Je o MUTpanbHbIA KNana
B HOPMa/NbHOM
NONOXEeHUM

ACUMMETPUYHaSA *

runeptpodus

neperopojiku

peeee[]0N0CTb YMEHbLLIEHA
B pasmepe

[TKMIT. ACM;AMeTpW-IHaﬂ rmﬁeprochﬂ neperopoakn 6e3 06CTpyKLMH



AOKMI. CeetoBasa Mukpockonua: 1 — HepaBHOMEpPHas rmnepTpodus MMokapananbHbIX BOSTOKOH;
2 — BHYTpUTKaHeBon onbpo3




AOKMI. XXuposas anctpodpuma mmokapaa rnpaBoro Xxenygodka



‘1.

AOKMI. XKnposasa guctpodumsa Mmokapaa npaBoro Xesygoyka, XXMpoBasi TKaHb MpakTUYeCKu
NOSTHOCTBIO 3aMeLLlaeT MMoKap (COCTOsIHME KOTOpPOe MOXET NMPUBOAUTL K BHE3AMHOW CMEPTK)



CeetoBast mukpockonus (kpacutersnb trichrome). 'KMI1: mukponpenapat MXKI1 c

Heynopsa04eHHOCTbI0O MUMOOUOPUII C OKPY>KatoLLIMM KOSnareHoM



