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ONPEAOEJIEHMUE B.H.

KoBaneHko, 2004

Kapaonommonatum — rpynna 3abonesaHumn, npu
KOTOPbIX MOpaXXeHne Mmokapaa aBnderTcd
NnepBUYHbIM NPOLIECCOM, a He CneACcTBMEM
apTepuanbHOWU rmnepTeH3nn, nopaxxeHus

KnanaHoB cepAla, KOPOHAPHLIX U NMEroYHbIX
cocyaoB

N NpoABNAtoLMecs 3aCTOMHOW cepaeyHOU
HeOoCTaTOYMHOCTbLIO



KINACCUPUKALIUA B MKB 10

I 42 Kapguomumonartug
142.0 AnnaTtauMoHHasa KapanommonaTus

I142.1 O6CTpyKTMBHAsA rmneprpodunyeckas
KapanomMmmonaTtus

142.2 [lpyras rmneprpoduyeckas
KapanoMuonaTus

I42.3 DHAOMMOKapAnanbHaa (303UMHOMUbHAA)
6one3Hb

I 42.4 DHOOKapAnanbHbln GUO6PO371aCcTO3
142.5 [lpyragd pectpuktMBHasa KapanomMmmonaTtus
I 42.6 ANKOrojibHas KapamoMmmonaTtus

I42.7 Kapanomuonatus, 00ycnoBfieHHas
BO34ENCTBUEM J1IeKAPCTBEHHbIX CPeACTB U APYrux
BHELWHNX (PaKTOpPOB

142.8 [lpyrne kapamomMmmonaTtum
I142.9 Kapanommonatma HeyTo4yHeHHad



KNACCUPUKALINA

lNMpuHsima u pekomeHAos8aHa VI HayuoHaIbHbIM KOH2PEeCCOM KapoOuoJsio208
YkpauHbi ,2000

. HO3OJIOMMYECKAA ®OPMA:

OunaTtaunoHHas kapanomuonaTtma — 142.0

[Mneptpodunyeckasn kapgmomuonartus (0ocTpykTnsHas) — 142.1
PecTpuktnBHasa kapaunomuonaTtuna — 142.3-142.5

AnkorosibHas KapanomuonaTtusa — 142.6

Tokcuyeckas kapanomuonartua — 142.7 (obycnosneHa npuemMom
JIEKAapPCTBEHHbIX rpernaparoB 1 Ap.BHELLUHNMUA CbaKTOpaMI/I)

ApuTmoreHHasa aucnnasus (kapanommonatuma) MK —142.8

OcobeHHble Kapanonatun — 143 (cuctemubie 3abonesaHus, MblLLEYHbIE
OVCTPOUM, HEMPOMBILLEYHbBIE HAPYLLEHWS, NepunopTanbHbIE)

MeTtabonuyeckas kapaunomuonaTtma — 143.1, 143.2, 143.8 (npu
MeTabonnyeckmnx HapyLEeHUAX, paCCTpOIZCTBaX FII/ITaHI/Iﬂ)

Il. KITTMHNYECKUMN BAPUAHT: aputmus, kapananms u ap.
lll. CEROEYHAA HELAOCTATOYHOCTH: (0 — 1l cT.)



OcTpoe, NoAoCTpoOe UMM XpoHN4yeckoe
nopa>kxeHne cepaeyHoun MblLlLLbl HESCHOW
3TUONOrnK1, conpoBoXaatolleecs
paclLUMpeHneM Kamep cepaua,
HapyLWeHNeM ero CUCTONIMYeCKON PYyHKLUNN
N pa3BUTUEM CUMMMTOMOB cepaeyHOu
HeAOoCTaTOYHOCTHU

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



SANMMOEMNONOInNA

TepeweHko C.H. OKMI1 cerogHsa. CONSILIUM medicum, 2001

OKMI'1 — camasa pacnpocTpaHeHHasa KapauomumonaTums
BcTpedaeTcs Bo Bcex cTpaHax mupa

To4yHble gaHHble 0 pacnpocTtpaHeHHocTn AKMIT n 3aboneBaemocTu
HaceneHua OTCYTCTBYHOT

YoenbHbin Bec IKMI1 cpeaun Bcex kKapguomMmmonaTtu CoctaBnseT

60% (Mo pesynbratamM PeTpoCneKTUBHOIO aHann3a Ha OCHOBAHUM YCTaHOBIEHHbIX
OnarHosos, 6e3 yyeTa paHHUX cTaguin)

My>x4nHbl 6oneroT B 3 pasa valle XXeHLUUH

«Heobxoanmbl cepbesHble anMaeMnonormyeckne ncecrieqoBaHus,

KOTOpPbIE NMO3BOJIAT BbIACHUTb MCTUHHOE COCTOAHWNE OETT»
(H.M.MyxapnsimoB)



ITUONOIMNA, PAKTOPbI PUCKA 1=

H.KoBaneHko, 2004

ITNOJIOrMYECKNE PAKTOPBbI:

I. — CNleacTBue ANUTENbHbIX HAapyLEHUW
MerabosimaMma B Mnokapae

II. — HacneacTBeHHoe 3abosnieBaHue,
CllieACTBUE reHeTn4Yeckunx gegeKkroB Mmnokapaa

III. — cnencrtesue BocnasinTesibHbIX
noBpe)xaeHnn Mmmokapaa

DaKTopbl pUCKa:
« 3noynoTtpebrieHne arnkorosiem
« bepemeHHOCTb 1 nocnepogoBbIv Nepunoa
« YBenuyeHne Npoaykumm KatexonamMmmHoB



[laTonoroaHaToMn4yeckasa KapTuHa
(MakpocKornusi)

ANNATaLInAa BCeX NOJOCTEN cep/lla
He3HauuTenbHasa runeptpodumnsa Mmmokapaa

obuien Mmacchl cepaua A0 1000 rp.u
6onee (B HopMme — 250-500 rp.)

YTonueHue aHaokapaa (4Yawe J1XK)

Punbpo3Hble oyaru B cyb3HaoKapae
(yawe B obnactn neBon HOXKKM n.l'nca)

[IpncrteHoYHble TpoMbbl (50-60%)

PaclumpeHune npocBeTa BEH U apTeEPUIN cepaLa
PacwmnpeHmne pmnbpo3HbIX Koel KnanaHoB cep/La
[MnepTpoduns U CKIepo3 COCOYKOBbIX MbILLL




[laTonoroaHaToMn4yeckas KapTuHa

(MUKpPOCKOMUS)

Cneundumnuyecknx naMeHeHMMn HerT:

. rmnepTpodusa KapamnoMmoLmnToB C
yBe/IMYeHHbIMN HenpaBuJibHOW POPMbI SapaMu

o XMpoBas ANCTPOdUSA MblLLEYHbIX
BOJIOKOH

e Menikoo4aroBbi d1bpPO3 MbllLEeYHbIX BOJTOKOH

e KNeToYHbIXM OTEK C NMoBpexaeHneM Mnodunbpuas
(aKTUHa, MMO3UHA), MUOLUMNTONN3

e llcyesHoBeHME NMonepeyHom UcYHEPUYEHHOCTM
KapAMOMMOLNTOB




NMATOIMEHES 1

NPUYUHbI MNo8peXxo0eHuUs1 cepOeYyHOU MbIWUbI

HapyLieHue akcnpeccun reHoB, NpuUBOAALLNX K

N3MEHEHUIO peHoTUNA

* OOMHOYHbLIN reHHbIN AedeKT (AedekT KapananbHOro akTuHa, gedexT
ancTopoduHa)

* NoMMOpPdHbIE N3MEHEHUS reHoB MoandumkaTopos (B-peuenTopbl, Ald)

* HapyuweHune 3KCnpeccnmn HopmMmarsibHbIX reHoB, KOANPYOLLNX benku, KOTOpble

perynmpyroT CoOKpaTUTernbHYO PYHKLMIO cepala ninm qopMUpYyoT CTPYKTYpPY
ero nonocTen

ObpasoBaHue aHtnten kK mmokapay (y 50%), MMO3nHY U
B1-peuentopam

CHwmxeHne nnotHocTn B1-peuentopoB Ha 61-70%,
NMOTHOCTb 32-peuenTopoB HE N3MEHAETCS

YBenu4eHne NHrmouTopHon akTuBHoCcTU Gj-NpoTenHa Ha
30-40%

MyTaunm reHoB, KOOUPYIOLLMX OENKN BHEKNETOYHOIO
MaTpukca



MATOINEHES3 2

[ToBpexaeHne KapAUOMHUOILIUTOB CO
CHIKEHUEM COKPATUMOCTUA MUOKAPAA

N

Camxkenne YO (MO) u @B JDK u ITDK
YBEJIINYECHNE UX KOHEYHO-IUACTOIUYECKOTO

@a

Pa3BuTre TUTIMYHBIX MIPOSABICHUMN
CEPAECYHON HEAOCTATOUYHOCTH




KITMHUKA 1

)Xanobbl u o06beKmMueBHbIe NPuU3HaKu

1. Bblpa>xeHHad HeaoCTaTOYHOCTb
KpoBoobpalleHNsa No JIEBOXENYA04YKOBOMY
TUNY:

e bbICTpada yToMI9€MOCTb, HENEPEHOCUMOCTb
Pn3NYecKknx Harpysok

e OAablWKa

e [ lnaHoO3

e OpTOMHO3

e [IpUCTYnNbl CEpAEYHON aCTMbl U OTeKa Nerkmx



KITMHUKA 2

)Xanobbl u 06beKMueBHbIe Npu3HaKu

2. Bblpa>xeHHad HeAOoCTaTOYHOCTb
KpoBoobpalleHnsa No npaBoXesiyao4KoBOMY
TUNy:

e AKpoLMaHO3

e HabyxaHue WwenHbIX BEH

e bo/1b B 06/1aCTK neyeHun

e YBeNn4YeHne nevyeHu

e ACcumuT

e OTEK HMXKHNX KOHEYHOCTEMN



KITMHUKA 3

)Xanobbl u 06beKMueBHbIe NPpu3HaKu

3. ToTanbHasd HeAOCTATOYHOCTb

KpoBoobpalieHuns:
e KapanomMmeranus
e [ TyXOCTb TOHOB cepAaua
e PUTM ranona

e CNCTONMNYECKNN LIYM OTHOCUTENIbHOM
HeAOCTaTOYHOCTU MUTPAJSIbHOIro UNn
TPUKYyCNnaanbHOro KaanaHoB

e Kaxekcunsd



KITMHUKA 4

)Xanobbl u 06beKMueBHbIe NPpu3HaKu

4. HapyweHune putMa cepaua.
e JKCTpACUCTOSINYecKas aputMmm4
o XXenyaoukoBble Taxnkapanm

o Dnbpunnauma npeacepann n/mnm
Xenlyao4KoB

e HapyweHne npoBOAUMOCTMU
5. TpoMb03MobosIMyeckmne oCTOXKHEHUS

e TpoMb0aMbOINSA NTeroYHOW apTepun,
cesie3eHOYHOW, MO3roBbIX apTepun



OANATHOCTUKA 1

PekomeHOayuu YKpauHcKo20 Hay4YHo20 obuwecmea kapouoJsiozos, 2001

ObszamernbHbie uccrie0o8aHUSs:

« Ob6LWwwnn aHann3 KPoBW:

(cneunduyecknx U3MeHeH HEeT, NoKa He BO3HUKAKT
TpoMb0ambonunyeckme n BocnanunuTesibHble OCNOXHEHNS)

* 3IIEKTPONUTbI KPOBU
* KpeaTUHWH

s OUNMPYBUH (NPAMON 1 HEMPSAMON)
* TpaHCaMWHasbl KPOBU

e TpPOMOWMHOBOE BpeEMS

* KnuHu4yeckun aHanma moyu
(cneundonyeckux N3MeHEHNN HET, USMEHEHNS CBA3aHbl ¢ 3acTonHon CH)

e 0Ca/lOK - HE N3MEHEH;
e YMepeHHas NpoTENHYPUS



OAUWATHOCTUKA 2

PekomeHOayuu YkpauHcKo20 Hay4YHO20 obwecmea Kapouosiozos, 2001

WccriedoeaHusi npu Hanu4yuu rnokasaHuu:

bunoxnmmnyeckoe nccrnegoBaHue KpOBI.

* MO4YeBasi KUCNOTa
» Benok KpoBu
* TOPMOHBI LLMTOBUAHOM XKENesbl

CyTquoe MOHUTOPUNPOBaAHNE OKI (Hapywerme putma n
NPOBOAUMOCTM CepALia, OTCYTCTBME KPUTEPUEB MLLEMUN MUOKaPAA)

PeHTreHorpaduns opraHoB rpyaHOU KNeTKU
(kapanoTopakarbHbI MIHOEKC, BEHO3HbIN 3aCTOM B MarioM Kpyre KpoBoobpalleHusi)

KopOHaporpacbvm (npy nogo3peHun Ha MBC)
PagnoHyknmaoHas BEHTPUKYorpagous
QHOOMUOKapamanbHasa buoncusa



ANATHOCTUYECKUE KPUTEPUA 1

KoBaneHko B.H. HekopoHaporeHHble 6one3Hu cepaua, 2001 r.

[loaTBepxxaarumne [JKMII:
e [Iporpeccupyrowaa CH, pesancrteHTHasa K Tepanuu

e Kapanomeranumga c OTHOCUTESIbHOWN HEeAO0CTAaTOYHOCTbIO
MUTPAJZIbHOIoO N TPEXCTBOPHATOIo KjialfiaHoOB

TpomboaMbonnyecknm cMHApPOM

HapyweHne pntma, NnpoBOANMOCTM

OTHOCUTENbHO MOJ1I040M1 BO3pPacCT

OTcyTCTBME NPU3HAKOB BOCMANUTENBHOIO npouecca

OTcyTCcTBME CBA3M 3aboneBaHns ¢ UHPEKLNOHHBbIMU
N APYrUMMN 3TUONIOTNYECKMMU DaKTOpaMM



ANATHOCTUYHECKUE KPUTEPUU 2

KoBaneHko B.H. HekopoHaporeHHble 6one3Hu cepaua, 2001 r.

Ucknroyarowue AKMII:
HopmanbHble pa3mepsl cepaua

NBC (o6eTpykums 6onee 50% npocBeTa OCHOBHbLIX KOPOHAPHbLIX apTepuin)

CuctemHas Al (Bbiie 160/100 mm pT.CT.)

(,EI,OKyMeHTI/IpOBaHHaFI N noarsepxageHHad NoBTOPHbIMU USMEPEHUAMN n/vinu
AOKa3aTesibCTBa nopaxeHnqa opraHoB- MI/ILIJeHeVI)

OTcyTCcTBME BPOXAEHHbBIX MOPOKOB cepALa U
NPUOOPETEHHbLIX U3MEHEHUI KITanaHOB

YKaszaHusa B aHaMHe3€e Ha XpOHUYecKoe ynotpebrieHne
ankorons ¢ pemuccunen OKMIT nocne 6 mecsues
abCTUHEHUUN

CucTteMHble 3aboneBaHus
[TopaxeHua nepukapaa



IAJIEKTPOKAPONOI PADOINA

CHmxeHue BonbTa)xa IKI

OTK/IOHEeHMEe 3IeKTpUYecKkon ocu cepua
B/1EBO

Bbnokana nesoun (6bonee 37%) n npaBou
(10%) HoXxek n.l'nuca

B 80-90% cny4yaeB CnoXxHble
XXenyao4dKoBble 3KTonnyeckmne putmbl (3-5
rpagaumm no JlayHy)

[Mapokcnambl XT n O



IXOKAPONOI PAOINA

BbipakeHHada Agunataumsa Kamep cepaua
[lpeobnagaHmne amnataunm Hag runepTpoduen

NHTaKTHbIE KflanaHbl, CHUXEHNE aMNAUTYAbl
DACKPbITUSA CTBOPOK

MuTtpanbHasa, TpUKycnuaanbHas peryprutaums

OvaroBad nnau andpadysHasa rMNOKMHE3Ns CTEHOK
MUokapaa n MXII

BHYTPUMNONOCTHbIE TPOMObI
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IXOKAPONOI PAOINA

AcCnMMeTpuyeckasa rmnepTpodpumsa Mmokapaa
(6azanbHbix oTaenoB MXI1, TotanbHasa MXIT,
BEPXYLLUKU cepaLua)

[MNepTpoMUs CTEHOK XeJly404KOB

(B HopMe J1 u MNIMN=3-4 cMm, 1XK=4-6 cm, JIXK=7-11
MM )

YBennyeHune ppakumun sBbibpoca (bonee 80%)
YBenunuyeHue nosioctn neBoro npeacepauns

HapylweHue anacrtonnyeckon pyHkumum (npwu
aonnsiep-axokapanorpapumn)



YRETZTECHNIE CONPUTERSONOGRAPH C320-5 '
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ONODEPEHUNATBbHBIN OUATHO3

e NBC (nwemmnyeckas kapagmomMmmonatTus)

e [MNnepToHn4yeckasa 6osie3Hb

e PeBMaTnyeckme nopoku

e XpOHNYECKNN BbINOTHON NepukapaunT

e XpoHMyeckmnn (nNoaocTpbin)
MUoOKapaAuT



JIEHEHWUE OKMI

PekomeHOayuu YKkpauHcko20 Hay4YHo20 obuwecmea kapouoJsiozoe,2001

e OrpaHnyeHmne MU3NYeCcKon Harpysku
e OrpaHnyeHne npuemMa NoBapeHHOM CoNu

e JlekapcTBeHHasa Tepanu4a:
° INYPETUKM
® NHIrIM6UTOPHLI AlN®
e 6n0oKaTopbl B - aapeHopeLenTopoB
®* INFOKCUH
e Nepudepunyeckmne BasoannaTaTopsl
* aMNOAapoH
® aHTUKOAryNASHTbI



ONYPETUKA

gceM B60osIbHbIM U Hanu4uu rpu3HaxKkos8 3adepxKu
Xuokocmu

lNeTneBble ANYPETUKM

- hypocemunp — 20-320 mr/cyT

- 3TakpuHoBagda kucsorta — 25-100 Mr/cyT
NMpu coxpaHeHHOUN (PYHKLIMM NOoYeK:
- rmgpoxnoptunasna — 25-100 mr/cyT
Kanuun cbeperawowme oNypeTmKm:

- CNMUPOHONIAKTOH — 25-200 Mr/cyT



NHrmoutopbl Al 1

60751bHbIM He3asucumo om ©K u knuHu4yeckou cmaouu CH

[IPABUTIA TEPATIUN:

OTmeHa ,El,l/lypeTI/I‘-IeCKOM Teparnnmn (unu ymensluervne gossbi)
Ha NPOTAXXEeHUU nNpeabliaywmx 24 4yacos

OTCyTCTBI/Ie rmnepKarimemMmnin

(K+ nnasmbl — He Bbonee 5,5 Mmonb/n)

[lepBaga go3a — MMHMUManNbHas
B cnyyae agekBaTtHOM NepeHOCUMOCTH

(OTCyTCTBME MMNOTEH3NN U OP. NOBOYHBIX 3PP EKTOB)

0o3y nocreneHHo ysenuymsatoT (« TUTPYHOT»),
CTPEMHACH K LieneBou




NHrmoutopbl Al 2

NpenapaTtbl [o3bl, KpaTHOCTb NpMUemMa B CYTKU
Ha4allbHAA LejieBad

JHananpun 2,5 Ml X 2 pasa 10 Mr x 2 pasa
KanTonpun 6,25 Mr x 3 pasa 25-50 mr x 3 pasa
JlnaunHonpwun 2,5Mr x 1 pasa 20 mr x 1 pas
Pamunpun 1,25 Mr x 1-2 pasa S Mr X 2 pas
NMepuHpgonpun 2Mr x1pas 4 mr x 1 pas
Po3uHonpun 5 Mrx 1pas 40 mr x 1 pas




B-AOPEHOBJ1IOKATOPBDI

gcem 60r1bHbIM, (KpoMe rnpomueoriokalaHusl)

PeKkoMeHAOBaHhbI:
e Metonponon - 6,25 p» 50-100 Mr/cyT
e Kapseaunon - 3,125 ) 50mMr/cyT
e busonponon - 1,25 p 10m™Mr/cyr

Tepanunio HAYMHAKT NPU OTCYTCTBUN

OTEYHOro CMHAPOMa C MMHUMAJIbHbIX 03
npernapaToB, NOCTEMNEHHO MNOBbILAA A03Y



ONTOKCUH

[TokazaH BceM OOSIbHbLIM C
Taxmcuncronmyeckon gopmoun Ol npu

CUHYCOBOM puTMe — 6onbHbiM ¢ XCH
11I-1V OK



[MEPUOEPNYHECKHME BASOOAUITATATOPBI 1

2 BpeMeHHO (0om HecKofbKUX 4aco8 A0 HECKOMbKUX CYMOK):

* B CJ1lyHae gekomMmrneHcaumnn KimmHM4eCcKoro

COCTOAHNA (neroyHown 3acTtoun, NNEBOXENYO0YKOBAS
HEeOOCTaTO4MHOCTh)

* OTMEeHa npun goCTUXXeHunu reMmoanHaMun4yeckou
CTaOUINbHOCTU (MCYE3HOBEHME OPTOMHOI, HOYHOTO YAYLLLSA)
» PeaynsapHeiu ripueM HUMpPamoas:

* OnpaBgaH NuLlb NpU CONYTCTBYHOLLEN
CTeHoKapauu



[MEPUOEPNYECKHNE BASOOUITATATOPbI 2

* Hutponpycua HaTpus:
* B/B 0,1-0,2 MKI/KIF B MUH.
* HuTpornuuepwuH:
* B/B 20-30 mkr/muH. o 50-100 mkr
 cybnurearsbHble 1 a3po30sibHble (POPMbI
* I3ocopbuga guHuTpar:
* 10-30 mMr 1-3 pasa B cyTku



AMNOOAPOH

Ha3Hadyaemcs nayueHmam Oris:

KynupoBaHua napokcmamon I
[TpodmnnakTmnkm napokcnuamon D[l

JTeyeHunsa n npodnnNakTUKMN XN3HEONACHbIX

XKEenyno4vkoBbIX apuUTMnm

* MNapHblIE€ 3AKCTPACUCTOIbI
* XeJlygodKkoBad TaxXxuKkapaus

[Tocne ycnewHon peaHnmauunm 6orbHbIX ¢ OXK n
B Clny4yae BHe3arnHou cepgevyHomn cMepTu



HETNPAMBIE AHTUKOAT YITAHTDBI

rnokasaHsbl! ripu nocmosiHHou @1, mpomboambornuu 8 aHaMHe3e

« BapdapuH— HavarnbHaga gosa 5 mMr/cyT.
* CunHKkymap — HavanbHasa gosa 120 — 180 mr/cyT.
 ®eHUNMH — HavasnbHasa gosa 4 mr/cyT.

[1o0 cmpoaum nnabopamopHbIM KOHMPOJIEM
MHC — 2,0-3,0 unu TN 50-60%



KPUTEPUN SODPEKTUBHOCTI
JIEHEHUA

PexomeHOayuu YKkpauHcko20 Hay4HO20 obwecmea kapouosiozos, 2001

e YCTpaHeHne Uamn CHm>xXeHume
Bblpa)XXeHHOCTN CYyObEeKTUBHbIX

cumntToMmoB CH:

OAbILLKK, cepaLebreHns, NoBbILLEHHOWM
YTOMJISEMOCTU; YCTPAHEHUE KIIMHUYECKUX
NPU3HAKOB 3a4EPXKU XNAKOCTU B OPraHn3Me

e YNydlleHne KayecTBa XU3HU
e CHM)XEHMe 4acCToThbl rocnuTanmaunm



MPOIHO3

e B LLesfloM NporHo3 HebnaronpuUsaTHbIN
ANS BbI3J0POBJIEHNA N XU3HU

e Obwas cMepTHOCTb cocTtasngeT 70%
B TeyeHume 5 ner

e B 50% cny4yaeB cMepTb HacTynaeT
BHE3anHo



AmocoBa E.H., 1997 .

3aboneBaHme MblllLbl cepaL.a HEU3BECTHOM
3TUOJIOTNN, XapaKTepusytoLieecs
rmneptpodpunen, B 60/bLLUNMHCTBE CllyYaes,
NeBOro Xenyaodka, NpemMmyLLecTBEHHO B
o6/1acTn MexKenyao4KkoBON Meperopoaku,
Npu OTCYTCTBUU BUAMMbBIX NMPUUYUH A9 ee
Pa3BUTUSA NPN HEU3MEHEHHOM UK
YMEHbLUEHHOM O0bbeMe IeBOro Xenyaouka



IATNONOIMNA KM

e [eHHble MYTaLIMN: HApYLUEeHNEe COKpPaTUTEbHON
aKTUBHOCTU <«Ae@EKTHbIX» KOHTPAKTUbHbIX
6benkoB, 06pa3yroLMUXCa BCNeACTBME PA3/TNYHbIX
MyTauWUW reHa, OTBETCTBEHHOI0 3a CUHTE3
TaXeNbliX uenen B-MMo3nHa

e HapylleHne B3anMoaeNCTBUS pa3BUBatoLLErocs
cepaua njaoAa C KaTexosaMMHamMm, TMPEoOUAHbIMU
ropMOHaMW, COMaTOTOPNUHOM, aleHO3MOHOM

e CeMeNHbIN XapakTep € ayTOCOMHO-A0OMUHAHTHbIM
TUNOM HacnenosaHus (55-65%)




KINACCUDPUKALINA F'KMI

Mopdosiormyeckme BapuaHThl:

* AaCUMMETPUYHAA — N30TMPOBAHHbIW
rmnepTpodunyecknn cybaopTtanbHbI CTEHO3

e runepTpohrs OTAEN0B NEBOro Xenyaouka,
yawle anmKaabHOM YacTu

* CUMMETPUYHAA — TOTaslbHAsA KOHLUEHTpuyeckas
rmnepTpodpus
B 3aBUCUMOCTU OT Ha/Inyus Uiu OTCYTCTBUA
rpagneHTa AaBsieHns B rnosioctu JIDK
e OOCTPYKTMBHAS
* HEOOCTPYKTMBHAA




NMATAHATOMWA 'KMI

MaKpoCcKornm4yecKku:

o [unddy3Hasa nnm oyaroeas runeprpodpus Mmmokapaa

e CTPYKTYpPHOE U3MEHEHMNE MUTPASIbHOIO KNarnaHa C PpacrnosioXXeHNnem
nepegHen CTBOPKM MoJ YriioM K MNJOCKOCTU KNnanaHa, ee

YTOJILLLIEHUE U BbiMageHNe B NPOCBET BbIHOCALLEro TpakKTa S1eBOro
Xenyaouka

e [lonocTb IEBOro Xenyaodka HebonbLIMX Ppa3MEPOB
e JleBoe npeacepane 4acto rmnepTpodpupoBaHHO U AUNATUPOBAHO

* [unepTpodunsa KapgmMoMnUoOLMTOB C U3MEHEHHOW POPMOU A4ep, OKPYKEHHbIX
CBETIION 30HOU («nepndepnyeckmm HUMOOMY)

« HapyweHne B3anMHON OpueHTaLMnN MblLLEYHbIX BOSNTOKOH (peaynbTaT
MyTauun capKkoMepoB)

* Owuvarn mbposa n pybLOBbLIX U3BMEHEHWU



MATOIMEHES

8 ocHoge ramoaeHe3sa tobbix oopm 'KMIT nexxum duacmornuyeckas
oucgbyHKUUS

o CHWMXEHMe 3/1aCTUYHOCTMU N COKpaTUTETbHOW
CMOCOBHOCTU rMnepTpodPnpoBaAHHONO MMoOKapAaa

e CoaBneHue KOpOHapHbLIX CcoCcyaoB
rMnepTpoMunpoBaHHbIM MMOKapA0OM

e HeCcoOTBEeTCTBME KOPOHAPHOIo KPOBOTOK B
HEN3MEHEHHbIX cocyaax rmnepTpod@upoBaHHOIO
MUOKapaa

e HapylweHune ckopocTu npoBeaeHnsa Bo30yxaeHus
B XeNyao4dkaxX C aCMHXPOHHbIM COKpaLlleHUneM
PA3/INYHbIX OTAE/N0B MMUOKApAaA

e ACWHEPTrU3M COKPALLEHNSA OTAENbHbIX YUYaCTKOB
MMoOKapaa CO CHUXEHUEM MponySIbCUBHOM
CMOCOOHOCTM NEBOro Xenyaoyka



KITMHUKA

ﬁnaomnnqecmﬂ CHmKkeHHe

[loBBIIIEHNE KOHEUHO-AUACTOINUECKOro aaBieHus JIK

3aCTOU B MaJIOM [Teperpyska T'unonepdysus

Kpyre JIEBOTO KOPOHAPHBIX
KPOBOOOpaIICHUS peacepaus apTepuit

|

CreHokapaus




OAUWATHOCTUKA

PekomeHOayuu YKpauHcKo20 Hay4YHo20 obuwecmea kapouoJsiozos, 2001

Obs3amerbHbie uccriefo8aHUSs:
Ob6LwKnn aHanmM3 KPoBM 1 MOUU

ONEKTPOSINTbI KPOBU
TpaHcamMunHasbl KpoBU

TpomMbnHOBOE Bpem4

OKI (rnybokue HeraTuBHble 3ybubl T, aenpeccus cermeHTa ST, NpU3HaKu
rmneptpodumn, natonormyeckuin 3ybeu Q)

(accmmeTpuyHag, nHorga — CUMMETpPUYHas runeptpodous m
CHWXeHue amnnutyabl asmxkeHna MXKT1, ymeHblueHne nonoctun JDK,
CUCTONMYECKOE OBWXEHUE NepeaHen CTBOPKNU MUTPanbHOro KnanaHa
Brepen)

VccnedoesaHus ripu Hanu4yuu rnokalaHuu:
Koarynorpamma
PeHTreHorpadusa opraHoB rpyaHON KIeTKU
CyTouyHoe MoHUTOpupoBaHue IKI
KopoHaporpadus
PagunoHyknugHasa BeHTpukynorpadgpusd



ONDDEPEHLUUANBHbIV OANATHO3

KoBaneHko B.H. HekopoHaporeHHble 6onesHun cepaua, 2001 r.

e ApTepuanbHasa rmnepTeH3uns

e CTEeHO3 aopTanbHOIro KJsianaHa
e [MNO- N TMNEepTUpPeOns

e CnopTMBHOE cepaLe



NNEYHEHUE KM

O6bLwme meponpuUaATUA:
e 3arpeT 3aHATMEM CMOPTOM, OrpaHNYeHne 3HaYUTENbHbIX
dun3nyeckmnx Harpysok

MeankKkaMeHTO3Has TEPANNA.

e 6/10KaToOpPbI B - aApeHOpeLenTopoB
e nponpaHonon 120-240 mr/cyTt

e bnokaTopbl KanbLUMeBbIX KaHaAsIOB
e Bepanamun - 160-320 mr/cyT,
e anntnasem — 180-360 mr/cyrT.

e AHTMapUTMMYeckKkme npenaparthbl
e amuoaapoH 200 Mmr/cyT

e Xnpyprmyeckoe neyeHume
® MUIKTOMMUS
* MpoTe3mpoBaHUe MUTPaSIbHOrO KnanaHa



KPUTEPUUN QPPEKTUBHOCTWU
NNEHEHWA

PekomeHOayuu YKpauHcKko20 Hay4YHo20 obuwecmea kapouoJsiozos, 2001

e YCTpaHeHne Uamn CHm>xXeHume
Bblpa)XXeHHOCTN CYyObEeKTUBHbIX
cumntomoB XCH, cepauebunenus,
CTEHOKapaAunwu

e YCTpaHEeHMe onacHbIX AJ19 XU3HW
apUTMUNN

e YydlleHne KayecTBa XU3HU



MPOIMHO3

e HebnaronpumaTHbIN

* YpOBEHb CMEPTHOCTN — 0KOJ10 4% B roj,
npuv oTArowleHHoM CeMeEMHOM aHaMHe3e —
7% (50% n3 HUX — BHE3anHass CMepTb)

e PaKTOpPbI pUCKa BHE3aNMHOM CMepTU:

e MaHudecTauma 3abosneBaHns B MOJIOAOM BO3pacTe
(no 16 ner)

e Hannumne B ceMeENHOM aHaMHe3e 3MNU3040B BHE3AMHOM
CMepTH

e YacTble CMHKONalbHble COCTOAHUA

® JMNNU304bl XXeNyaA0o4YKOBOU TaxukKapanmn, BblgBIEHHbIE
npu 24-4acoBoM MOHUTOpPpUpOBaHUN DKI

e [laTonornyeckoe nameHeHne ALl Bo BpemMsa Harpysok



NHpuneTpatnBHoe nnu dndpo3Hoe nopaxeHne
MUoKapda, KOTOpoe XxapakTepusyercd
PUrMaHbIMU, HenogaTNMBbIMU CTEHKAMM
XXenyaoykoB, YMeHbLUIEeHUEM HarnoSIHEHNSA U
CHWXKEHMEM OnacTonmyeckoro oobema OOHOro
nnn odbomx XKenyagovykoB ¢ HOPMarbHOW Unu
NOYTU HEU3MEHEHHOMN CUCTONNYECKOUN QPYHKLINEN
N TOSILLMHON CTEHOK



3TNOJNIONrnMA PECTPUKTUBHOW KMIT

* NHpuneTpaTUBHLIE CUCTEMHbIE 3aboneBaHUsA
e amMmsiiongos
* remMoxpomarto3s
e capkomaos

* Mnokapaut

* TpaHcnnaHTauua cepaua

 lopnonartmnyeckasd



MATOIMEHES

B ocHose PKMI'T — HapyweHuUe ummyHumema c
2urep3o3uHouUIIbHbIM CUHOPOMOM

NHdounnbTpauua gerpaHynmpoBaHHbIX PopM 303MHOUINBbHbBIX
rPaHysIoUNTOB B 3HOOMUOKAPA

dopmupoBaHue rpybbix MOpgONOrMvYecknx HapyLLEHNN CTPYKTYpPbI
cepaua

Oedonunt T-cynpeccopoB, NPpMBOAALLMX K TMNEP303NHOMONUN,
aerpaHynsauum 303MHOPUIMNbHbLIX FPaHyIoUnUTOB

[Tocrnenyoulee BbligeneHne KaTMOHHbIX 6enkoB

Tokcnyeckoe nx gencTeme Ha KrneToyHble MeMOpaHbl U PEPMEHTHI,
y4acTBYHOLLMX B AblXaHUN MUTOXOHOPUN

TpomboreHHoe JencTBUE KaTUOHHbIX DENKOB Ha NOBPEXAEHHbIN
MuokapA



NMATOIMEHES 2

®dunbpos sHaokapaa

NHUNBLTPaLUNS
MUoKapga
[MoBblWeHne HapyiueHme dbyHKLMM OucdyHKkums Ca-¥3na
XEeCTKOCTU N NpoBOASLLEN
KnanaHosB

XKeJlyao4KoB CUCTEMDI
]

HapyLwieHne anacronmyeckoro MwuTpanbHas 1 TpukycnuaanbHas brnokagpbl pasnuyHon
paccnabnenus peryprutaums CTeneHun

OBbllLIEHNE OaBliEHUA
HanoJIHEHUA B

3acTon B Manom n 6onbLIOM
Kpyrax KpoBoobpalieHus



KNACCUPUKALIUA

B pamkax pecmpukmusHou KMI'1 ebioernsom:

QHOoMUokapananbHbi prnbpo3s

dunbpoanacTos saHOOoKapaa HOBOPOXKAEHHbIX U AeTe MnafLlero
BO3pacTa

Q03NHOPUIbHBIM NapueTanbHbln UdponacTUYeCcKNn aHOOKapaAnT
Nedppnepa
AdopukaHckaga obnutepupyrowasa kKapamommonaTtus

Bo3aMOXHO, aTu 3aboneBaHnss MMEeT CXOAHbIV
naToreHe3 unu NpeacTaBnstoT cobon pasHble
cTagum OgHOro npotiecca



KITMHUKA 1

1. MTOPA>KEHWE TPABOI'O >KEJIYJO4YKA:

Tspkenasi npaBoXesnyaovkoBast He4OCTaTOYHOCTb
[ToBbILLEHME BEHO3HOIO AaBNEHUS

HabyxaHue apeMHbIX BeH

YBenuyeHune rnevyeHun

BbipaxxeHHble nepugepunyeckmne oTeku

Acuut

YBenuyeHue cepaua c npeobnagaHnem runeptpodounn n gunarauum
NpaBbIX OTAENOB

TpexyneHHbIN pUTM
CucTonnyecknn LWwym HegoCTaTOMHOCTM TPEXCTBOPYATOro KrnanaHa



KITMHUKA 2

2. NOPA>KEHWE JIEBOI'O >KEJIYO4YKA:

* [lpnsHaku nesoXxenygo4KkoBOW HEOQOCTATOYHOCTU

* YBenuyeHue pasmepoB NeBoro npeacepans

e CUCTONUYECKNI LLUYM MUTPaSibHOW He4OCTaTOYHOCTU

« 3acTou B Nerkmx ¢ rurnepTeH3nen B Mariom Kpyre KpoBoobpalleHus

3. NOPA’KEHUWE OBEUX XKEJIYJOYKOB:

« ToTanbHasa cepaedHast He4oCTaTOYHOCTb

4. BBI[IOT B NNEPUKARL
S. THXKEJIBIE HAPYLUEHWA PUTMA (oN, sktonuyeckume

apuTMumn)

6. TPOMBEO3MBO/TMYECKUWN CUHPOM



NNEHEHUE
MEAVMKAMEHTO3HOE:

Ha paHHuMX cTagmsx — KOPTUKOCTEPOUAbI

Ha 6onee no3gHux — yctpaHeHne cumntomos CH
* [Onypetnku (04eHb OCTOPOXHO) — TasuaHble 1-2 pasa B Hegenwo
» CepaeyHble rmukosuabl — B criydae Pl

® BeTa1-a,D,peHOMI/IMeTI/IKVI — B TAXEJbIX CJTyHadaX OJ1d KpaTKOCPO4YHOIoO
rfieveHnd

e AHTaroHUCTbl NOHOB KanbLWs — MPU HaNU4MM KOMMNeHcaTopHON
rmnepTpodonn Mmokapaa

Henpsamble aHTUKoarynsiHTbl — ne4eHmne TpomMooambonmyeckmnx
OCITOXHEHUN

XUPYPI'MYECKOE:

TpaHcnnaHTauua cepaua
Pesekunsa sHookapaa ¢ npoTe3npoBaHUEM UM NNACTUKOW KnanaHoB



MPOIMHO3

KoBaneHko B.H. HekopoHaporeHHble bonesHn cepaua, 2001 .

* HebnaronpusaTHbIN ANS BbI3AOPOBIEHUA U
XN3HU

 CmepTHOCTb — 70% B TEYEHNE NEPBLIX S
ner



MEOUKO-COLMAJIbHAA
IKCTIEPTU3A

 [TaUMEHTbI C KIMMHNYECKU BblIpaXXeHHOW
XCH llIA-lIl ctaguu (II-IVOK) nognexar
OucrnaHcepHOMY OCMOTPY He MeHee, YeM
1 pa3 B Te4eHnn 2 mecqaues, B cryyae
KIMMHUYEeCKon HeobxXxoaMmMoCcTn — Yyawle

* [laumeHTbl ¢ KMIT o4eHb BbICTpO
CTaHOBATCA HETPYAOCNOCOOHLIMU U UX
nepeBodAT HA MHBANMMOHOCTb




NMPUMEPBI KITMHUYECKUX
OUATHO30B

OKMI1: >xenynodkoBasi akCTpacmucTonug,
peumanempytoLas TPoMb0amMbonns nerovHbIX Cocyaos,
CH IIb ctagun, cuctonuyeckum BapumaHT, IV OK

[unepTtpoduyeckas KMI1, obctpyktnusHasa doopma, CH A
cTagun, coxpaHeHHasa cuctonunyeckada yHkums, |l PK

Oundpdy3HbIN Tokcu4veckui 300 Il ctenenwm,
MeTabonunyeckas (Tmpeotokcudeckasi) KMIT,
XXernyaodkoBasi 3KCTPacuUCToONmA, CUHycoBasi Taxukapaus,

CH [I® ctagun, coxpaHeHHas cuctonmdeckaa doyHkuma, |l
®K

MeHonay3anbHbIn nepunon, metabonunyeckas KMIT,

cynpaBeHTpUKynsapHasa akcTtpacuctonmsa, CH Octagun, |
K



B w

PEKOMEHOYEMAA JIMTEPATYPA

KoBaneHko B.M., Hecykan O.I'. HekopoHaporeHHble 60n1e3Hu
cepaua. lNpakTnyeckoe pykoBoACTBO / noAa penakuuen B.M.
KosaneHko. - K.: MOPUOH, 2001. - 480 c.

CepueBo-CyanHHI 3axBoptoBaHHA. Knacudgikauid, cxemun
AiarHOCTUKK Ta NikyBaHHA / 3a pea. B.M.KoBaneHka ta M.I.
Jlytaa - K.: MOPIOH, 2002. -72 c.

AmocoBa E.H. Kapgnomnonatun. Kues: "KHura Nntoc”, 1999; 421 c.

Kywakosckumm M.C. XxpoHnyeckad 3actomHas cepae4Has
HeaAoCTaTouYHOCTb. ManonaTtnyeckne kapanommonatmm — Cl16.:
NKD «DonmaHT», 1997. - 320 c.

[[pnbayckac N.C. AHTUKOArynaHTN HeNpssMoro 4eNCTBuUS
(I'IpVIMEHeHVIe, AO3NPOBaAHNE, NMOKa3adHNA U NMPOTNBOIMNOKA3aHUA,

nabopaTopHbIM KOHTPOJIb,0C/TIOXHEHMS N NepBasi NOMOLb) /

YKp.kapa.xkypHan.- 2002. - N°2. - C.15-31.



OKMI1 — cnenctBme anuTtenbHbIX
HapyLleHn Memabosiuama B Mmokapae

HegoCcTaTOYHOCTb DEPMEHTA NaKkTaTaernaporeHasbl -
«boneBas pepmeHTOnaTUA»

OedekT B cucteMe MUTOXOHAPUN — cnHapom KepHca-
Cenpa

oeuunT KapHUTMHA pacLunpeHne nosiocTen cepaua um
pa3utmne X3CH

nepuunt ceneHa — KeweHckada 6onesHb (Kutan)

Yalle BCTpe4daeTCAd B CTpaHaXx, HacelieHNe KOTOPbIX
CTpaaaeT oT HeAOCTATO4YHOIo UJn HeC6aJ'IaHCI/IpOBaHHOFO
NMNUTaHNA



L

KMI1 — HacneaocTtBeHHOe 3aborneBaHue, cnegcrene

2eHemuy4yecKux deghekmoe Mmnokapaa

« CeMenHble POPMbI (MmeeTca onmcaHne LWEeCTU NMOoKONeHMIA
OJHOM CeMbW C ayTOCOMHO-AOMUHAHTHbLIM TUMOM HacregoBaHus
3abonesaHnsa NPOBOAALLEN CUCTEMbI CepaLia C Kapanomeranven u

h1BPO30M CreLnananpPoBaHHbLIX BOMOKOH )

* BblaBneHbl reHeETUYECKNE HapyLLEHNA NyTeWn aHOOTENMHA
N NONMMOPAU3M reHa 3HOOTENMMHOBLIX PELIENTOPOB TUMNA
A — nepBbi NOAEHTUPULNPOBAHHbLIN FrEHETUYECKUNN

dakTop pucka 3abonesaHnsa (CARDIGENE,1999)

* BapuaHTHble MyTaumm reHa 6enka akTuHa



BocnanutenbHble TEOPUN.

|. AKMI1 — cKpbITO NpoTeKkarLwnm XpoOHNYeCKUA
MuokapauT

ll. AKMI'T — no3gHaa ctagna nepeHeceHHoro B
OETCTBE UMY BO BHYTPUYTPOOHOM nepuoae
OCTPOro BUpPYCHOro Mmokapauta

Ill. AKMI1 — pesynstaTt cnoXHoro B3aMmMmoaencTeug
MUoKapananbHOU BUPYCHOU UHMEKLMU C
HapyLLUeHHbIMN UMMYHHbLIMW OTBETaMM



BocnanutenbHble TEOPUMN:
(CKpbIMO rpomekarwuu XpoHuU4yecKul Muokapoum)

e [TonoXxuTtenbHble pe3ynbTaThl
dHAoMMokapanansHom ounoncum (1%-67%)

« XOopoLinn pesynstat MUMMYHOCYNpeccumn

* PazButne KNMHUKO-NATonorm4eckoro
cuHapoma, HanomuHatowero AKMI1, B
ncxode saKCcnepmMMeHTarnbHOro BUPYCHOro
(Bupyca Kokcakn B) mmokapaunta



BocnanuTternbHble TEOPUN.
(HeHopMasibHoCcmb UMMYHHOU cucmeMbl)

* YCTaHOBMEHHada CBA3b CO cneumngpuiecknmm
aHTureHamu cuctembl HLA: B27, A2, DQ4, DR4
(0o 50% cny4aeB)

* CHMXEeHne akTUBHOCTHU HaTypPaJibHbIX
KUJIJTEPHDbIX KITETOK

e OyHKUMOHasNbHbIK OedUUUT aKTUBHOCTHU
CYNPECCOPHbIX KNEeTOK

« [ymMopanbHasi 1 KNneTo4yHas ayToMMMYHHas
PEAKTUBHOCTb NPOTUB KapAUOMMUOLINTOB
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AopTanbHbli Knanau

MuTpanbHbIA Knanax

[[KMI. TmnepTtpodunyeckuin cybaopTtanbHbI CTEHO3




eTetelele « « ANUWKANbHAA
rmnepTpocdhusa

***ee HebHonblLUAA MONOCTL

[ KMI1. AnnkanbHasa runeptpodous




es CUMMETPUYHAA WU
KOHLEeHTpuyeckas
runepTpodus

[[KMTI1. CummeTpunyHas runeptpodpus



KpoBb BO3BpaLLaeTcs 06paTHo
4yepe3 MUTPasnbHoe 0TBEpPCTUE —
.+ MUTpanbHas peryprutauus

MuTpanbHbIA Knanax
Bbl3biBALT 00 CTPYKLIMIO
.« KPOBOTOKY

ACUMMETPUYHAS -+~ R
runepTpocmns
Neperopojku

B+ CucTONMYeCKoe
[IBYKEHME Bnepes
MUTPANbHOTO KNanaxa

[KMI1. AcummeTpuyHasa rmneptpodusa neperopogkm ¢ obCTpykunen




Jo o MUTPANbHbLIA KNanax
B HOPMaJIbHOM
NONOXEHUH

ACUMMETPUYHAS *

runeptpodus

neperopoaku

peeee[|0NOCTb YMEHbLLEHA
B pa3mepe

[[KMTI1. AcnummeTpuyHas runeptpodua neperopoakun 6e3

0OCTpyKUUM



AOKMI. CeetoBasa Mukpockonua: 1 — HepaBHOMEpPHAas rmnepTpodus MMokapananbHbIX BOSTOKOH;
2 — BHYTpUTKaHeBOMn onbpo3







Ly

AOKMIT. XXuposasa guctpodma Mmokapaa npaBoro Xxesnyaoyka, Xuposasi TKaHb
NPaKTUYECKN NOMHOCTBLIO 3aMeELLaeT MrUoKapa (COCTOAHME KOTOPOE MOXET NPUBOANTL
K BHE3AMHOW CMepPTH)
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CeetoBast mukpockonus (kpacutersnsb trichrome). FKMI1: mukponpenapat MXKI1 c

HEeYNopsA04YEHHOCTBIO MUOMUOPUIIT C OKPY>KatoLLMM KOomnsiareHom



