KAPOUWOMUOINATUN

HudoHTOB EBreHun
MuxaunnoBuu



®"KapanoMmonatm onpenenstoTca Kak

reTeporeHHas rpynna 3aboneBaHum
MMOKap/aa, aCCOLMMPOBAHHBLIX C MEXaHUYECKOU
/U anekTpuyeckon AncdyHkKumneun, obbl4yHO
COMpPOBOXAAOLWMXCA rnnepTpoduen
MMoKapaa

MNu amnaTtauuen Kamep cepaua v
pa3BMBaroumxc;| BCNEACTBUE Pa3NYHbIX

aron J A.Towbin, G.Thiene n coaBT. an enb

»HPYYMH, HO YaIHE MMEIOUINX reneTitediyio



KapanoMmmonaTtum
.

[ lepBUYHbIE (reHeTu4eckme, CMeLLaHHbIe U

NPMOBPETEHHLIE) NATONOrMYeCKUN NPOLECC
OorpaHM4YmMBaETCs NnopaxeHmem cepaua

®*BTopuyHbIE — nopaxeHue cepaua aBnsSeTcs

4YacTblO reHepann3oBaHHOIo, CUCTEMHOIO
3a0051eBaHuS
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Knaccu

- 7

onatuun (2006)

—_ Ka i .
[lepBUYHbIE BTopuyHble
(NpevMyLLLeCTBEHHOS NePerReHNney -
g
cepaua) HH
HacnencreeHHbI CMeLIJIaHHbIe [TIpnobpete
AblC
OunataunoHHas
rwmmgfﬁ'l-l% nonatum KapauomuonaTtum
np%. TGN PecTpukTuBHas (MMOKapawT)
(HermnepTpoduryeckasa un

.«HeKOMI'IaKTHbII?'I MUoKapa» HearmaTatnorHast) .CTpeCC'MHAyU‘MPOBaHHble

®BonesHu HapyLlieHus

npoBoAeHUs
(Lenegre disease)

®MNaTonornsa MOHHBLIX KaHanoB
(kaHanonartun):

.C%/IEI/BEOMI:I yanuHeHHoro QT,

V.. S

Kapanomunonatumn“Tako-tsubo”

®MNocnepoaoBble KapanomuonaTum

*MHaoyunpoBaHHbIe Taxukapauen

KapaunoMmumonatuum

~
A

American Heart Association. Scientific Statement. Contemp,orary

Defipiilit@8d-Orassificatid9BIMBILIAXEG SnY MBFRREirculation, 2006;
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Mopdo-chbyHKUMOHaNbHLIE
OCOOEHHOCTU KapanomMuonaTum

® IunaTtaunoHHaa KMI (3acTonHasn)
YBennyeHne obounx xenyao4vkoB C NX
cucrtonun4yeckon auncyHkumen
*'MnepTpodmyeckasn
BbipaxeHHasi runepTtpodunsa pasnnyHbIX OTAENOB
MUOKapaa XXenyaouyKkoB
®PecTpukTuBHa“

HapylweHuna anactonm4yeckon (pyHKLNN

12/98 medslides.com
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[lepBUYHaA rMnepTpogdpunyeckan
KMI

®Bnepsbie onucaHa French n Germans B 1900 rogy

®BcTpeyaemoctb ot 0.02 A0 0.2% B MeTepbypre —
ok.10000

*I'vneptpodumsa n orcytcTteue aunatauum JIHK

®BcTpeyaroTca cemerHble U cnopaanyeckue
dopmMbl

KM - reHeTM4YecKku obyeROBNEHHasA «bonesHb



12/98

CemenHada [ KMI

®*Bnepsble onncaHa Seidman et al. B 1989 rogy

®OTtmevaetcs y 50% 60rnbHbIX, HAacneayeTcH

NO ayTOCOMHO-AOMWUHAHTHOMY TUMY C
BbICOKOW NEHETPAHTHOCTbLIO, C OANHAKOBOU
YAaCTOTOWU Y MYXYUH U XKEHLLWNH

®Tonbko 50% NoToMKOB OOSbHbLIX HAacNeayoT
MYTaHTHbIN reH ( OAUH U TOT XKe Y BCEX)

*KnunHunyeckue NPOoABJ1IEHNA YallEe NMOABITAOTCAH

medslides.com



NedekTbl 6enKkoBbIX KOMNOHEHTOB

88 YHOro caBKOMepa BbifiBNsAeéMble Npu
-0J/0 BCEX MyTa FKMI 15-20% BCcex myTauumn

®3ScceHuUnanbHas u perynsTopHas
Nerkne Lienn MMo3mHa

DT aykenas uenb b-MMo3nHa
~35%

®a-TponomMnosuH
P MmosnHcBsa3sbiBatowmm 6enok C
~359,

® 5-AKTUH

® CepaeyHblit TPONOHMH I
dTponoHUH T

. 9Taxenas uenb a-MMO3MHA
~G%omyTaLmMm xapakTepusyoTca BbICOKOMN H

NEHETPaHTHOCTbLIO U acCOLMMPOBaHbI C
HebnaronpuATHLIM NPOrHO30M

®TuTNH

A g g~



JIokanmsauungd rmnepTpopnumn Mmokapga npu

Hypertrophic Cardiomyopaty Hypertrophic Cardiomyopathy
Asymmetric soplal hypeortroply without obstruction Symmetric hypertrophy

« Wilrzd valve in

Asymmatric septal normal posiion

hyvpertiophy (ASH)
W - Symmelric or

e Cavily reducsd
concentric hypertrophy

ingize

I POOUNA

Hypertrophic Cardiomyopathy Hypertrophic Cardiomyopathy
Aaymmotrie aoptal hypartrophy with ebatrectan Apleat hyperitophy

L+ Blood leaks back
fhrough mival veive
= mitral regurgitation

T )y Mitral valve prosses egainst

gaptum cavsing obstiuctios
1o blood flew

-, Systolc anarior motion
of the mitral valve (SAM)

ATNMUKAJIbHAA TMNEPTPO®UA
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[ MnepTpodmnyeckas
KapanomMmmonartus

®O6cTpYKTUBHAA (MaononaTnyeckuii
rmnepTpodunyeckmuin cybaoptarnbHbI CTEHO3):

®C nocTosiHHOM OGCTpPYKLMEN

WLHpabomopHo BEaFPyKUMel

12/98 medslides.com



[TaTocphusnonorus

Cucrtonunyeckasa ancPyHKLUs

® nHamunuyeckuin rpagmueHT AaBneHnsa B BblHOcALeM TpakTe JTXK,
COKpPaTUMOCTb MMOKapAa oObIYHO He HapyLleHa

OunacTtonuyeckaa oUCMhyHKUUA

®CHMXeHVe NogaTNMBOCTU MUOKapAa, AnacTonnyeckas
ancdpyHKUums,

NnoBblleHNe AaBrneHus 3anofHeHus, B TAXerbIX crly4yasXx
HanonHeHue J1XK HapyLleHO NO PeCTPUKTUBHOMY TUNY

UMwemuna mmokapaoa

®YBenuuyeHue maccbl MMoKapaa, NnoBbileHUe AaBreHus
3anoJiHeHUs, NoBbIWEeHWe NOTPEOHOCTN MMOKapaa B Kucnopoaa

®CHimxeHne KOpoHapHOro pesepBa;syMeHbLUeHNe NMOTHOCTH



KnuHuyeckune nposiBneHus

®BeccumnToMHas Haxoaka npu AxoKIr

*CumnTomMbl

ooabiwkKa y 90% O60nbHbIX

o CTeHoKapauna y 75% 00nbHbIX, 4YaCTO B OTCYTCTBUE
UBC

o YTOMNAEMOCTb, cepauedbneHmne, ronoBOKpyXeHue
o OOMOpPOYHbLIE N NpeaoOMOpPOUYHbIe COCTOAHUA,,
o cuMnTombl 3actonHou CH

*IlepBbiMm npossneHnem TKMIM moxeT GbITh



[1aHHble dun3nKanbHOro nccnegoBaHus npu o0CTPYKTUBHOM

['KMI'

Jugular vein

Carotid artery

Palpation

2-3/6
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S Reversed split '
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Auscultation

ML-SC ~
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- AUKPOTUYECKUU NYJbC Ha COHHbIX apTepusaXx,-
- ABOMHOU BepXYyLUEYHbIN TOSTYOK,
- CACTONTMYECKUM LyawsiBesrencTBMe O0CTPYKUUNn




dakTopbl, BNUsLMe HA UHTEHCUBHOCTDb
CUCTOSINYECKOro LwymMa y 60ribHbIX C

FISMEY,

CokpaTtumocT | UHTEHCUBHOCTb
KOO nx ALl BbIHOCSILLEro P
b JIXK lwyma
TpakTa JIXK
MNMpoGa
BanbcanbBbl l ) ) — 1
NMepexon B
nonoxeHue 1 1 1 — l
nexa
NMepexon B
nonoxeHue cTos l l l = 1
HutpornuuepwH ] ] l —_ )
MocTakcTpa-
cUCTONMueckoe ) 1 l ) )
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[[MnepTpodpunyeckasn
AR AMoMmonaTus
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JIxoKkapauorpadunyeckun
npM3Hak aCUMMEeTUNYHOMN

rKMn )
® OTHOLWEHWE TONLLMHBI MEXOKENYA0YKOBOW

neperopoakn K TOMLWMHE 3aHEUN CTEHKK
>1,4(1,3-1,5)

12/98 medslides.com



OcHoBHble BapuaHTbl TeyeHusa 'KMI

®CrabunbHoe, Ao6poKavyecTBEHHOE TeYeHue
®BHe3anHas cmepThb

*PazButne O n cBA3aHHbLIX C HEN OCFIOXXHEHUN, B
T.4. TPOMOO3MOONMNYECKnNX

®Mporpeccupyrolee TeyeHne: ycuneHme oabILLKMY,

cnabocTtun, boneBoro cMHOopoma, nosiBNeHmne
CUHKONanNbHbIX COCTOSAAHUU, pa3BUTUE
cokpaTtutenbHou ancdyHkummn JHXX, 3actonHou
tepaevyHoun HeAOCTATOYHOCTTU



EcTecTBeHHOe TeyeHue
3aboneBaHus

®CmepTHOCTL OKOno 3% B roAa

®Puck BHe3anHou cmepTH yBenuuuBaeTca y
aeten o 6% npu nporpeccnpoBaHumn
runeptpocdum

®MNporpeccupoBaHune 3aboneBaHus

npouncxoamtT OoTHOCUTEJSIbHO MeAJ1IeHHO

medslides.com
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PaKTOpbl BbICOKOro pUCKa BHe3arnHowu
cmepTtu npu N'KMII

®BospacT <14 neTt

® CuHKonanbHble COCTOSIHUSA
®*XenynoukoBble apuTMum
*BLipaxeHHas (6onee 3 cm) runeptpocdua muokapaa J1XK

®YkasaHua Ha FKMI n BHe3anHylo cMepTb B CEMEMAHOM
aHaMmHe3e ( 2 n bonee 4YNeHOB ceMbM B Bo3pacTte A0 45 neT)

®*HepnocTaTouyHbii nogbem ALl npu Harpyske —

medslides.com

mefide 25 MM DT CT.



[MpochmnakTuka BHe3anHoOu

cmepTu y 6onbHbIX KM

PaKkTop pUcCKa JleyeHune
[Tapokcuambl Ol AMMoaapoH,
aHTUKOoArynaHThl
Yctondymsasa MOHOMop@Haga (iImnnaHtauus
KT KapaunoBepTepa-
nedonodpunnaTopa,
amMuoaapoH

HapyLueHna npoBoanMOCTH

MmnnaHntayumna OKC

Hanun4yne nononHUTErNbHbIX

PaagnoyactoTHaga abnauns

nyT&F npoBegeHUS —

jes.com



PekomeHaauum no dousanyecKkou
akTUBHoCTU OonbHbLIX ¢ TKMI1

®136eratb copeBHOBaTENbHbIX BUOOB CriopTa BHE

3aBMCUMOCTW OT Hann4insg nnm oTCyTCTBUS
CUMNTOMOB 3aboneBaHns NMbo rpagmneHTa B
BbIHOCALLEM TpakTe JIXK

®*MauneHTbl B Bo3pacTte 6onee 30 NeT 1 ¢ HU3KUM

PUCKOM MOTYT 3aHMMAaTbCHA CMNOPTOM MpPwU
OTCYTCTBUM NPOTUBOMNOKaA3aHUN

12/98 medslides.com



NeyeHue NKMI

®*Beta-bnokaTopbl

® AHTaAroHUCTbI Kanbuma (Bepanamun,
OUnTrnasem)

® Inzonupammng
® AMMogapoH, coTanorn
*ImnnanTauma OKC tuna DDD

12/98@ M NO3KTOMNS medslides.com



[1BykamepHas
ANeKTpoKapANOCTUMYMALNG

UccnedoeaHue PIC (Pacing in Cardiomyopathy)
PekomMmeHagaynm knacca II B

MMmnnaHTauma DKC c kopoTtkou AB-3aaep>xKou

°MNonoxurtenbHoe BAUSIHUE Ha 3anoJiHeHue J1I)XK u 1

cepaeJvyHoro Bbibpoca

*3d¢ddhekT HecTomkuim n He y Bcex

(ACC/ESC Clinical Expert Consensus Document on Hypertrophic Cardiomyopathy,

12/98 medslides.com

2003)



[TokasaHusa K XMpypruieckomy fie4eHnto 00CTPYKTUBHO
rmnepTpodounyeckon kapgmommonaTum

Knaccuyeckaga metogmka - YpesaopTarnbHada centarnbHagd MUMO3KTOMUSA, NpeanoXeHHas
A.G.Morrow.
(pesekuuns 5-10 r mmokapaa +*MuUTpPanbHasa BansyrnonacTuka ( npu gedgopmaunm uni

ynJ%YlgﬁlﬂPg%BB'lP%J HWﬁ'pﬂ- M%Kggw%BHII)FJSaMeHeHMHX KrnanaHa) Hyxgaetcs ol
5Y%BmpeweHHble cumnToMbl —CH III- IV d.kn. (NYHA)

PedpakTepHOCTb K 1IeKapCTBEHHON Tepanumu

QP EKT HEMEONEHHbIN.

Onepauuns obecnevynBaeT XOpOoLLUN CUMNTOMATUYECKNN 3P EKT C NONHbLIM
yCTpaHeHNeM UM 3HaYNTESbHbIM YMEHbLUEHNEM BHYTPMXKENYOQOYKOBOIo rpagueHTa
nasneHns y 95% 60nbHbIX N 3HAYNTENBHBIM CHUXEHNEM KOHEYHO-ANACTONUYECKOIO
nasneHus B JIXK 6onblunHcTBa 00MbHBIX. XUpyprudeckasa netanbHOCTb B HAcTosiLLEE
BpPEMS 3HAYUTENBHO CHM3MNAach U coctaBnaeT okomno 1-2%, 4YTo conocTaBMMO C
eXXxerogHom neTanbHOCTbIO NPU MeankaMmeHTo3HoM Tepanun (2-5%)

Clin’é4l Expert Consensus Document S 18&H ophic Cardiomyopathy



CnunpTtoBas abnauus
MEXOKENTYA0YKOBOWN NEPEropoaKn npu

KN AcemmumegniBBKPoRs HBaRKT MMoKkapaa
MexoKerB/MPeaEriMarTs parseaamve MM in 95% astaHona
CHWXeHune rpaaneHTa pa3BmBaeTcs cnycTtd 6-12 mec. nocne
BMellaTenbLCcTBa.

AP PeKT coxpaHseTcs 2-5 net
Puck aputmum BblLlle, YEM NPU MUOIKTOMUMN.,

12/98 medslides.com



AJ'IFOpl/ITM CUMNTOMATNYHECKOIO Jie4HeEHUS

OTcyTCcTBME CMMNTOMOB

KM

“—

T | Nlerkas cTeneHb

CUMMOTOMAaTUKU
YMepeHHasa nnu ,
TshKenas MegukameHTo3Hoe
CUMATOMAaTUKA fnleyeHue
NeyeHune He \
HeobcTpykTBHAZA Ob6cTpykTnBHaa oopma
Tpebyetcs
doopma ,
| |

® AHTaroHUCTbI Kanbuns

v

MeagnkameHTo3HOoe nevYeHue:

B- Gnokartopbl

®OnypeTnkn? AnKoronbHas

12/98

MegunkamMeHTo3HOEe NnevYeHue:

®3- bnokaTopsbl

/,u,moylepammp, \

Mmoak%ﬂﬂ"é”"“ MNocTaHoBKa

abnauusa

medslides.com

Kapauo-

CTUMNV/IAYSTODA
~ 1 'II'IJJ LEALI ] vr-lv‘



HunnataunoHHaa dpasa [ KMI'
( pasBuBaeTca y 10% O0nbHbIX)

JlekapcTBeHHasn Tepanus

*UHrnbuTopsul AMN®d

®BnokaTopbl peuentopoB AT
|

® nypetukm

12/98 ®Bera '6'":%!5@;[8.9 bl



[lnnatayMoHHas
KapanommonaTus

3aboneBaHne MUoOKapaa, nposiBnsiouieecs
avnartauven u cuctonnyeckon aucdyHkumen JIxK

CmpyKkmypHbie HapyWweHUs:

®YBenuueHne macchbl cepaua U ero paamepos

® lunaTauunsa xxenyao4vkoB, HOpMarbHas TOMLLUHA UK
WCTOHYEeHMUe CTeHOK cepaLa

*UHTepcTULManbHbIV hnbpos

*DoKanbHble HeKPO3bl KAPANOMMOLITOB



Itnonormna AKMI'T

1. Ponb MHMEeKLnN:

* OHTEpOBMpPYChI, NAPBOBPYChI U AP. (KaK MCXOA BUPYCHOTIO
MMUoKapauTa)

*INepcuctupoBaHue BupycHom PHK B mnokapae

*Hannyne monekynsapHon MUMNKPUM MeXay BUPYCOM U
TPaHCnoKaTopom

dJEHOHYKJ1eoTnaa.

2. Ponb HacnencTtBEHHOCTM:

*CemeliHbln xapaktep 3aboneBaHns y =20% 60nbHbIX

*Y 70% 60nbHbIX 0OHapyXuBaeTca gucnponopunsa cogepkaHnsa Ag
H LA2/98 medslides.com



[eHbl, cBA3aHHble ¢ pa3Butuem OKMI

MyTaunm reHoB ( B OCHOBHOM, LINTOCKENETHbIX DENKoB)

- ANCTPOUH

- CAPKOI'JIMKaHblI

a,By
- nlaMmunH A/C

- IECMUH
- Tapa33uH

- 3audep

- BUHKY/INH

- TPOMNOHUH T
- 3-MMO3WH

- aKTWH

12/98 medslides.com



CAR (kokcakuBupyc-ageHoBupyc-peLenTop)

®*Haxogutca B nnasmonemme KMLL, onocpeayet nHTepHann3auuio

KOKCaKMBUPYCOB U CBSI3bIBAHME C MEMDpaHON aeHOBNPYCOB
coBMecTHO ¢ kopeuentopamu (DAF, CD55, nHterpuHbl vR3 u
vI35)

®OTHOCUTCA K cynepceMencTBy MUMMYHOINMOOYNMHOB (YHUKaNbHbIN
npumMep CBA3N UMMYHHOWN N cepaEeYHO- COCYANCTON CUCTEM)

®OkcnpeccupyoTca B 60MnbLUOM KONMYECTBE Y NMoAaBMAOLLEro
ymncna 6onbHbIX OKMIT

®*Mpeobnagaet B KMLI monoabix ntogem

12/98 medslides.com

* T neonskcnneccusa CAR Bo3HUKAET nby aVvTOMMMVHHOM



da3bl pa3BUTUA ANNATALMOHHOW KapAaMOMMOnaTuUm

Pennvkauy » AYTOMMMYHHbIE OvnataumoHHad
A BUPYCAa noBpexaeHud KapanoMmonarTu
4
HuazHo3: HuazHo3s: Jua2Hoa3:
onpeneneHue onpegeneHune buoncum
KpUtTepum
BMPYCHOIO MUokapaa
reHomMma Mapkepbl UMMYHHOIO BKITIOHEHN
Teyerue: BOCNaneHns Guidelines 1998
AHTVUBMPYCHaS JleveHue: JleyeHue:
Tepanus MMMYHHO- _
Trials

NMMyHHagq CynpeccuBHasa Tepanus



I3ameHeHna cTpoMbl MMOKapaa npu
OKMI

BupycHoe nopaxeHue mmokapaa:.
N3meHeHne ypoBHeun untokmHos (IL-1, TGF,IF, TNF-a u np.)

[Mnepakcnpeccmsa MaTpPUKCHLIX METaNonpoTenHas, yMeHbLLIEHNE
9KCrpeccumn nx UHIMbNTOpPOB

AKTUBaLMA CUHTE3A N UBMEHEHUE MeTabonmama kKosnnareHa

PecTpyKTypusauus vviokapaa, amnartaumsa JIXK

12/98 medslides.com



AnKoronbHoe nopaxeHue

MNOKapOda3noynotpebneHue ankoronem: bonee 40

I pTaReIE yeKeHLyE) Gonee 80 r aTaHONa y MYXX4YMH B

- TeyeHue 5 net
MbILLBbSK

’kobanbT

’ KapaMOTPOINHbIE BUPYCHI
’ nekapcTBa

"Meab

')Kejﬂz@so medslides.com



KnnHmnyeckme npoasrieHns
OKMI'T

®°Muk 3aboneBaemocTu B cpegHeM Bo3pacTe

olMpencraButTenun 4YepHoun pacbl boneroT B
ABa pa3a vyalle 4Yem npencraButenu dernon
pachbl

o MyXx4unHbl 6oneroT B 3 pa3a vyalle XXeHLUH

®CteneHb BbIpaXXeHHOCTU CUMNTOMOB B
neobrote 3aboneBaHnA pa3nnyHa

12/98 medslides.com



Benoyline KnnHn4veckmne
NPU3HaKN

®*Cumntombl CH

®*MMnoTeH3nsa, Taxukapgnsa, TaxunHoe,

HabyxaHue LLENHbIX BEH,
NONMOXUTENBHbLIN APEMHbIA BEHHbLIN
NynbC

2o | IDU3HAKM TPOMOQAMOBOITNYECKNX



Komnnekc obcnenoBaHus
naumneHta ¢ AKMIT

®PeHTreHorpamma opraHoB rpyHOW
KNETKM

*OKIr
*MoHuTopuHr SKIM no Xontepy

C) 1\

medslides.com



Kapanowmeran
nus



Ha 3xoKI BnaHo 3Ha4nTenbHoe pacwumpenme nonoctu JIK, nameHeHue

elQE€OMETPUM C YBEMNYEHNEM NHAEKCA CPEePUHHOCTM
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JleueHmne AKMIT:
obline pekoMmeHaaLumun

® OrpaHnyeHne punyeckom akTMBHOCTY
®Huskoconesasa ameta (Ao 5 r NaCl)

® OrpaHnyeHne nNoTpebneHns XXnUaKocTu

12/98 medslides.com



JleueHmne AAKMIT:
MeaAuMKaMEeHTO3HaA Tepanus

®*UHrubutopsl AN, auypeTnkn

®pB-6nokaTtopbl: KapBeaunon, MeTonporsion,

Ouconponon

® AHTaroHucTbl peuenTopoB K AHrMoTeH3uHy |l (APA

I1) npn HenepeHocumocTu UATTPD

®CnupoHoNaKkToH, 3nnepeHoH (B AONONHeHUe K

OWOBHOVI Tepan M) medslides.com



Jleuenne AKMIT: npodunakTuka
(baTanbHbIX HApPYLUEHNN PUTMA

® AMnogapoH

® /iIMNNaHTauUna aBToMaTUYECKOro

KapanosepTepa-aedunbpunngaropa

12/98 medslides.com



NeyeHune OKMIT: Hedbapmakonornyeckme
MeToAbl

®TpaHcnnaHTaumsa cepaua

®YcTaHoBKa Hapy»XHOro ceTyaToro Kapkaca

YMeHbLUAEeTCca HanpaXeHne cteHok JIXK,
yNy4dllalTCA KOHTPaKTUIMbHblIE CBOUCTBA
MUoKapaa

®PecnHxpoHnsupytowas Tepanus npu yLimpeHum

QRS (npeacepaoHo-XenynodkoBas U
1209 UBEHTPUKYNAPHAS SFEKTPOKaPINOCTUMYIALUSA)



PectpuktnBHasa KMI'

XapaktepnayeTtcsa pasBUTUEM PUTNMOHOCTN CTEHOK XXENYya04KOB.

Ob6bI4YHO rnopaxeHbl 0ba xenygoyka, pasmepbl NOMOCTEN
HOpMarsbHbIE UM CYLWLECTBEHHO YMEHbLUEHHbIE BCreacTBMe
SHOOMMOKapauanbHoro ondposa. TonuwmHa CTEHOK HEe3HaYNTENBbHO
NN ymepeHHo yeernuyeHa. [NpncteHo4YHbIn TPOMOO3 MOXKET
BbI3BaTb eLle bonbliee YyMeHbLUEeHNE NOMOCTU Xenya4o4KoB.
[lepunkapg, kak npaBuio, He U3MeHeH

Cucronunyeckas beHKLI,I/IS'-I Ha Ha4aJibHbIX CTagUnUAX COXpPaHEHa.

Bcnencreme CHMXeHNA NogaTnMBOCTU XXenyao4koB 3HaYNTENBHO
yBenmymneaeTcsa anacrtonunyeckoe gaeneHue B DX n JDXK
avacTtonuyeckaa oyHKUNA Xenyao4ykoB HapyLleHa no
PECERKMKTUBHOMY TUMY, HaCcTO ROBHWKaET J1IerodyHas runepTeH3uns.



KnnHnyeckmne npodaBneHuns

®CmMnTOMbI NPaBO- 1 NEBOXKENYA0YKOBOM

cepaeyHon HegoCcTaToO4YHOCTH

®MonoXutenbHbIN HOryNAPHbIA BEHHbIW MYJIbC

®*OxoKI

o HapyweHune TpaHCMUTPaJibHOIo KPOBOTOKaA

o npeobrnaganue E - nuka (paHHee gnacrtonuyeckoe
3anoriHeHne)

12/98 medslides.com
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Knaccugpukaunsa pecTpUKTUBHbBIX
KMI'

MuokapgmnanbHas SHOoMmnoKapanansHas
1. HeRPAKCEIAAE CK, BCE BTODVYHEBIE)

HOOMWOKapAualribHbIU

*nouonatnyeckas prnbpo3

*npu cknepopepmum *MnNep3o3nHOMUNbHbLIN
2. NHgpunnetpatneHag CUHAPOM

®* AMmnnonaos *KapumHoug

*Capkongos ®*MeTacTasbl onyxonu

®6one3Hb Gaucher

. ~
encrBme pagmnauunin
(cdhuHronunmuaoa) a pafnalian,

aHTpaLI,I/IKJ'II/IHOB
1; Ore3Hb Hurler

(n\/vOARARIACAYANIAANAR)

medslides.com



IxoKapanorpamMmmbl
npwu

amumnongose n OKMIT
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JleyeHne PKMI

Tonbko cMMnTOMaTM4YeCcKoe, BCe npenapaTbl A0KHbI
Ha3HavYaTbCs ¢ 0CODO OCTOPOXKHOCTLIO:

® InypeTrkn npu 6onbLIOM gaBneHun 3anonHeHns JIK
®BasogunaTtaTtopbl ANs CHWKEHUS AaBreHus 3anonHeHns (?)

®*KanbuneBble bnokaTopbl ANS YNYYLLIEHUS ANacTONNYECKOn
doyHKLUMK

.,D,VIFVITaJ'II/IC N apyrme MHOTpPOrMHble areHTbl HE NMOKa3aHbl

° @@peCaﬂ,Ka Cepﬂ-'—'-a medslides.com



BTOpUYHbIE KapAUMOMUMONaTUN

NHDOWUALTPATUBHbIE =

» AMnnonao3 (NepBUYHbIN, CEMENHBIN @YyTOCOMHO-AOMUHAHTHbIN,
CEHWNbHbIN, BTOPUYHbBIN )

[TlpmevaHmne
DEone3Hb Mowe+ *
HaKonmneHne aHomarnbHbIU
»BonesHb Nypnepa + CyBCTaHLMIN MEXAY MUOLMTaMU

++ - HaKorJjieHme aHoMarllbHbIX

DEone3Hb MNoHTepa+
P cybCcTaHunm BHYTPM MMOLMTOB

) 50/1€3HMU HaKonaeHns ++ e Rl e

+ - reHeTM4Yeckne (cemenHble)
)["eMOXpoMaTo3

dBone3Hb Pabpu+

) 50N@3kEb HAKOMIEHUS MUKOrerastLTin II, Momne)



BTOpUYHbIE KapAMOMUONaTUN

QHAOMMOKapananbHble
QHOOoMMokKapauarnbHbi rndpoa

[ MNep303NHOPUIMBHLIM CUHAPOM (3HOOKAPAUT
Neddnepa)

BocnanuteneHble (rpaHynemMartosHble)
Capkoungos

OHOOKPUHHbIE

[1nabet+

[MnepTnpeos

[MnoTnpeos

quenepnapa-rmpecm medslides.com




BTOpUYHbIE KapAUMOMUMONaTUN

® KapavodalimanbHble

®CuHppoM HyHa+
® JleHTUrnHo3+

® Helipo-MblllieyHble (HEBPOIOrMYECKME)

® ATakcna Ppupgperixa+

® MbiweyHasa anctpodusa AoweHHa-bekepa+

12/98 medslides.com
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BTOpUYHbIE KapAUMOMUMONaTUN

®Mnueson nedunumt

®Eepun-6epu (TMaMUH), nennarpa, ckopbyT, CENeH, KapHUTUH,
KBaLUMOPKOP

® AyTOMMMYHHbIe (KOJi/lareHoBbIe)

®CKB

® [lepMaTOMMO3NT

® PeBMaTOMAHBIV QPTPUT
® Cknepoaepmus

Wgen KOBbI l‘/’l noavapTepu l/Ir;iledslides.com



ApPUTMOreHHas
KapanomMmnonatum4 rnpasoro
ApuTMoreHHas Kap.qm@lﬁyﬂl@hm@io XXenyaouka

XapaKTepusyeTca NoKarnbHOU UM reHepannM3oBaHHOM
AereHepauven MUoOKapAa npaBoro Xxeryaoyka c
nocriegyroLien

ero uHpunbTpaumen Xnposou nnm domMopo3HOU TKaHbIoO,
YTO NPUBOAUT K NOABMEHUIO XeSNyAOYKOBbIX TaXnapuTMun.

‘(apuTMOreHHasi gucnsia3susi NPaBoOro Xesyaouka,

apuTMoreHHas 6one3Hb NpPaBoro Xxenyano4ka)

12/98 medslides.com



Kputepmum AmarHOCTUKM apUTMOreHHOM

KapanuoMmnornaTtu rnpaBoro Xesyaoukd
1. 06wasa n/unwm perMOHapHa(cismccbyHKuwﬂ npaBoro

Xenyaouka
N CTPYKTYPHbIE€ HapYyLUEHUS

bonbwue

®BLipaxeHHas gunarauma u cHUXeHue cpakuum Bbibpoca npaBoro
Kenygouka

npu orcyrcrennm nsim MMUHNMManibHOM BOBJI1€4€eHUU J1IeBOro Xesfyano4ka

®OuvyaroBsasi aHeBp13Ma NpaBoro xenyaoyka

®BLipaxxeHHasa cermeHTapHasa AunaTauusi NpaBoro Xxenyaouka

I EV IS

®YmepeHHas o6Lian gunaTaums npaBoro xxenyaoyka u/unum CHUXXeHue ero

dpakuumn

Bb|6poca npu HOpMasibHOM NMPaBOM Xenyao4dke
12/98 medslides.com



Kputepun gnarHoCTMkn apuTMOreHHoOu

4. Hap|)</au.|%ﬁlvll/lﬂ0;|}g||49nnﬂap1l;lz/;lgluwn /9@%@%@599 yAOHKa (2)

bonbwue

®c—BONTHa UNn orpaHnyeHHoe ywmnpeHne komnnekca QRS B npaBbix

rpyAHbIX oTBeAeHusX (cBbie 110 mc)
Manebie

*Io3gHne noTeHumarnbl XXenyao4kos

5. AputMunm
Manbie

*>XT (cTonkas unm HecTomkas) ¢ rpacdukon 6riokaabl NpaBor HOXKM

nydka ['mca (3anmck IKI, xontepoBckoe MOHUTOpUpoBaHue IKI
NN Harpy3o4yHoe TeCTUpPOBaHKE)

*UacTble xenygo4koBble akcTpacucTorbl (cBbie 100 3a 24 yaca)

6. CeMenHbIN aHaMHe3 I
s vees b ' (McKenna W. et al



HekoMnaKTHbIM MUOKapA

®*BnepBble 3aboneBaHne onncaHo T.K.Chine n coasT. B 1990
rogy

®3aboneBaHne BO3HUKAET BCIEACTBME HAPYLLEHUS

dopmMmnpoBaHNA KOMMAKTHOIO Crosi MMoKapga B npoLecce
ambpuoreHesa. B Hopme B npoLecce pa3Butua nnoga
HecBsi3aHHasa TpabekynapHas ceTb MOPUCTONOA0OHOIO
MUoKapaa CTaHOBUTCHA KOMMAaKTHOW, Npu 3ToM bonbLune

MeXTpabekynsipHble NPOCTPaHCTBA B NOMOCTAX cepaua
ncyesatoT

®Kak npaBuno, 3aboneBaHne HOCUT CEMENHbI XapakTep.

[lpegnonoraeTcsa ero HacneacTBeHHada npupoaa (ayToCOMHO-
OOMWHAHTHbIN TUM HAacnegoBaHUSA UNW CLENSIEHHbIN C X-
xpe&viocomon). Tak, Bleil yk&5B183E" Ha cBSA3b HEKOMMNAKTHOIO



[Tpn n3onupoBaHHOM HEKOMMAKTHOM MUOKapae
NHTEPTPaBbEKYNsSPHbIE MPOCTPAHCTBA HE CBSA3aHbI C
KOPOHapHbIMM cocydamMun.*B otaenbHyo
HO30510rnM4Yeckyto dopmMy BbIAENSAIOT HEKOMMAaKTHbLIN
MMUOKapA Yy NauueHToB C BPOXOEHHOM
0OCTpYKLMEeWN BbIXOOQHOIo TpaKkTa npaBoro nnu
N1EBOrO Xenyao4dka, JaHHY NaToriorno HasblBaloT
«ryoyatbiM MMOKapaoOM» UK «NMEPCUCTUPYIOLLIUMMU
CUHycougammy, KOTOpPble B3aUMOCBSI3aHbl C
KOPOHaPHbIMN apTEPUSIMA, YTO BbISBMSIETCS NPU
NpoBeaEeHNN KOpOoHaporpagum

12/98 medslides.com



Hanbonee yactblie KnMHU4YecKkue
NPOSsIB/IEHNS HEKOMMAKTHOIO

MUoKapAaa:
® CepneyHast HegoctaTodHOCTb 50-70%

®BHe3zanHasa cMepTb 35%
®)KenynoukoBble HapyweHnsa putMa 40%
®Tpomboambonuyeckne ocnoxHenns 24%

2@ CHKONanbHble CEEFTEHNg 18%



JleyeHune

®BonbLUMHCTBO aBTOPOB NpeanaraT NpoBoAUTb

Tepanuio OCrioXHeHnn 3abonesaHna (apUTMnum,
cepaevyHon HeaoCcTaTo4vyHOCTU, TPOMBOoaMbonNun)
MEONKAMEHTO3HbIMU N XUPYPrMYECKUMN METOOAMU, B
cny4yasax Taxernomn cepaevyHou HegoCTaTOCHHOCTU
BbIMNOMNHAETCA TpaHCnnaHTauua cepaua

®Ritter et al. Ha ocHoOBaHWM oaHHbLIX G-NeTHero

HabnoaeHNs peKoMeHaYET NpuemM oparnbHbIX
aHTUKOAarynaHToB BHE 3aBUCUMOCTM OT Hann4ms no
OaHHbIM 3xoKapauorpadpumm TpomMoO0oB B NOSIOCTHU

12/98 medslides.com
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XenyaoykoBaa Taxmkapausa tuna
«MUPY3T» NPU CUHAPOME AJIUHHOIO

QT(7)

12/98 medslides.com



JleyeHne 1 NpouakTUKa aTasbHbIX
HapyLLEHUN PUTMA

®EeTa-agpeHobnokaTopsl

® /iMNNaHTaumMs aBToOMaTU4ECcKoro
KapanoBepTepa-aedunbpunnartopa

®KaTetepHas abnaumsa?

®Marnesus npu anvHHoM QT

12/98 medslides.com
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