[MpnobpeTeHHbIe NOPOKU cepaLa

© CoyeTaHHbIN NOPOK — CTeHO3 +
HenooctaTovyHOCTb OOHOIMO KranaHa

© KomMOMHMpPOBaHHLIU NOPOK -
MHoroknanaHHbIV



XpoHuyeckasa MutpanbHas
HeaAOCTaTOYHOCTb

0 BocnanutenbHas:

0 HOereHepaTuBHas:
0 KanbLUWUHO3,
0 c-m MapdaHa,
0 MUKCOMAaTO3Hasi gereHepauus,
0 c-m Inepca-[aHrnoca;

0 CTpPYKTYpHbIE:
0 'KMIT



HACNEOCTBEHHbIE HAPYLUEHUA
COEANHUTENbHOWU TKAHU

CuvHOpOMbI XapaKkTepusyrLimecs:
reHeTn4eckon HeogHOPOOHOCTbIO;
MHOroobpasmnem KrnmHU4eCcKnx nposiBrieHUN:
00bpoKavyeCTBEHHbIX CYOKNUHUYECKNX OPM

NoNmMopraHHoOM ©n NONMIMCUCTEMHOW naTosfiorMen ¢
NpPOrpeccupyoLLMM TeYeHUeM



HHCT c cepaevHo-cocygmcTou
aHomManueu

® PaclwunpeHune Bocxogdallero otaena aopThl,

® AopTanebHasa peryprutaunsa Bcneacreme:

o [BYXCTBOPYATOro aopTanbHOro KrnanaHa
o BbIpa)X€HHOM acCUMMETPUN TPEXCTBOPYATOrO aopTanbHOro KrnanaHa

® [lponanc muTpanbHOro knanaHa

® [Hp.manble aHomanuu cepaua:
® [lponanckl TK 1 aopTtanbHOro KranaHos,
® OOb6bI3BECTBNEHME MUTPArbHOIO KosibLa B Bo3pacTe Ao 40 ner;

® PaclwumnpeHne nmbo paccroeHne CTEHKN rpyaHon nnu 6proHoNn
aopTbl B Bo3pacTe go 50 ner



CuHapom Adnepca — [JaHnoca

® [unepanacTtM4HoCTb koxm - «Cutis
hyperelastica»

® [pynna HacredcmeeHHbIX
CUCTEMHbIX 3abonesBaHumn
coeaNHUTENbHOU TKaHU
CUCTEMHbIX 3abonesaHumn
coeUHUTENbHOW TKaHW,
BbI3BaHHbIX 4e(EKTOM B CUHTE3E
KonareHa.

® HasBaH B 4YecTb ABYX
OEepMaTosioroB:

® O0eaplda Snepca (1863—1937) ns
Hanuu n [eHpu AnekcaHopa
LaHrnoca (1844—1912) n3
®paHumu

® JleyeHunsa HeT




CuHgpom MapdaHa

Bbicoknin pocT, BbITSAHYTOE NULO, BbICOKasi BriM30pyKOCTb (C TONCTbIMU
Oo4YKaMn) 1 Kocornasme, HenponopLUNOHarbHO ANMVHHbBIE PYKM U NanbLbl,
rMnepmobunbHOCTbL CYCTaBOB, BbIBUX XpycTanuka

H3zsecmHesie atodu ¢ cuHdpomom Mapghara

Hukrono Mazanunu lanc Kpucmuar AHdepceH Aspaam JSluHKon6H Kopreld Yyxoeckuli Ocama beH /ladeH




XpoHun4yeckas MutpanbHasa Hea4OCTaTO4YHOCTb

0 BocnanutenbHas:

0 PeBmaTtuyeckan 6onesHb cepaua (14% ot Bcex
MPUYUH);

0 CKB
0 UH(EeKUMOHHbIN 3HOOKapAUT
0 OdereHepaTtuBHas (3ab-a coegUHUTENbHOMU
TKaHW):
0 MMKCOMATO3Has AereHepauus,
0 c-m MapdaHa,
0 c-m dnepca-faHnoca;
0 KarnbLWUHOS3,

0 CTPYKTYpPHbIE:

0 Pa3pbiB CyXOXUIbHbIX XOPA;

0 Ounatauust MUTParnbHOIo KonbLa;
0 FKMI



OcTpass MutpanbHas He[OCTaTOYHOCThb

Pa3pbIB cyxoXunbHbiX xopa MK:

NHJPEKLMOHHbIVN 3HOOKAPAUT,
TpaBma,

MWUKCOMAaTO3Has aereHepauus,
cuHapom MapdaHa,
CMNOHTaHHbIe pa3pbIBbI;

I'Iopa>|<eH|/|e NanmImiApPHbIX MbILLLL.

® [UCHYHKUKS,
® pa3spbIB,
® cmelleHne Becnegcrteue pemogenupoBaHusa JIXK npu UM;

Ounataunsa gnbpos3Horo KonbLa B ocTpom nepunoge UM,

Pa3pbiB ctBopok MK npu U3



MuTpanbHbIN KnanaH Nnpyu KOMOMHNPOBAHHOM
peBMaTU4YeCKOM Nopoke




MuTtpanbHbIX KranaH npy BTOPUYHOM
MH(PEKUMOHHOM 3HAOOKapAauTe

OTpbIB ABYX X0pA4
nepegHen MuTparibHOMN
CTBOPKU




[emoanHamMuka npu HegoctatoyHocTn MK
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OunarHocTtuka - [lepkyccus

@ CwmelleHne neBow rpaHnLbl naTepanbHO,
npencepaus

® BepxHsas rpaHuua cmelleHa BBEPX.

® JlekoMmneHcupoBaHHbLIN NOPOK — CMeLLEHNE
NpaBou rpaHnLbl narepansbHo (rMnepTpodusd
NpaBoro Xenyao4ka).



INunarHoctuka - lNanbnauus

@ CwucTonnyeckoe gpoXaHne Ha BEPXYLLKE ,

® BepxyLue4yHbI TONMYOK YCUNEH U CMELLIEH
BIEBO;



OnarHocTtuka - Ayckynbsrauus

® Cucronnyeckum WWymMm Ha BepxyLliKe B
coyeTaHuU ¢ ocrnabneHuem | ToHa +

@ lll ToH Ha BepXxyLUKe;

® AkueHT Il TOHa Hag nNneroyHom
apTepuen, ero pacLuenseHuve;



IdvnarHocTnka Hea4OCTaTOYHOCTH MUTPAJIbHOIO KrialfaHa

AeTaAbHO 0 Ayrax

m  Crpasa cBepxy
BHH3:
= Ayra BepxHen
TTOAOH BEHBI MAH
BOCXOAAIIIEH
AOPTHI.
m Ilpasoe
IIpEACEpATE
m CaeBa:
® Ayra HACXOAAIIEH g
A0PTHI
u CTBOA AErOYHOM
apTepuH
® Vmxo AeBoro
IIPEACEPANS
®  /\eBBIT XEAYAOTEK

PeHTreHorpamma cepgua npu ysenndeHuu nesoro npegcepans. MutpanbHas
KoH(purypauus cepaua. lNpamas npoekuuns. YBenumdeHol oyru nesoro npeacepamd
(cTpenka) n nero4Hown aptepun (KopoTkasa cTpenka). Cnpasa Ha POHe TEHU
npaBoro npeacepama BuaHa TeHb Kpad feBoro npeacepans



IKI npn HeaocTaToyHocT MK

SnexTporapgHorpadu e CEKIME IPH3HAKAMH TH-
nepTpodHE NEEOr0 NPENCEPIHA ABLTMOTCA:

1) pacumperne P 3y6ua >=0.11 cex. Bo BCEX 0TBE-
T EHIAX,

2) pasgeoerme (Kaxpad eepunmia >=0.04 cex, cm.
E | OTEEOEHIH) H VEEIIMYEHHE aMIUIMTYOL] 3YO10E
P e oreegermozx [ I, aVL, V5u Vo,

3) OTPHUATENEHOE OTKJIOHEHHE B KOHEYHOH YacTH
aybua P B oteegermm V1 ( pexe B V2) wm doprm-
POBAHHE OTPHUATENEHOrO P 3y61a B 0TEEHEHMH

V1 rory6rmoit =1 mm ( 0.10 ME ) ¥ nmpHHOE = | MM
PO OJKUTENEHOCTER »=0.04cek.

W3 3THX NPU3HAKOE OCIEHMA CUUTAETCA CaMBIM
CIIELMbIIHEIM.




TMMNEPTPO®UA NEBOIO

NMPEACEPOUA

Boalbymgenne Bo30ympennd
nNPasoro enofr ;
npeacep AxA peRcopaAn P aVR
—r \%f
NN N
-~ -:\.

\i\\\ NN . l l
N T\ \ MunepTpodmun . avF
l l nNpeaACepAnn

P-mutrale




TMNEPTPO®UA JIEBOIO XEJTYOOUYKA

9/ (Y| E i nosror
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@ [lpn aTowm:
o Rv1<RV5 nnn Rv4<Rv6;
o Rv5,625 MM wnnn
o Rv5,6 + Sv,>=35MMm (>=45mMm y monoabix);
@ [lpunsHaku noBopoTa cepala BOKPYr NPoaoribHOM OCK NPOTUB YacOBOW
CTpenkKu:
o CMeLleHne nepexoaHOoM 30HbI BNpaeo, B oTBegeHue V2 (pexe V1),
o YMeHblleHune 3ybuoB S B nesbIx rpyaHbix otBegeHunsax (V5, V6);
® CwmeweHne S0C BneBo. [Npun aTom:

® CwmeweHne cermeHta RS-T B otBegeHusax V5,6, |, aVL Huxe nsonuHum u
dopmmpoBaHmne oTpuuatenbHoro unu gsyxdgasHoro (-+) 3youa T B otBegeHusx |, avVL
n V5,6;

®  YBenunieHue OnNuUTEnNbHOCTU MHTepBarna BHYTPEHHENO OTKNOHEHUS QRS B NeBbIX
rpyaHbeix otBegeHunax (V5, V6) donee 0,05 c.



ISKI npn mutpansHoun
HeaOoCTaTOYHOCTHU
TpeneTtaHue n mepuaHue
npeacepanmn

Avnantypna f <5 um




Jxokapguorpadus

ACCUVIX #1284 116.0cmMI 1.0/2004-09-13 mAccuvix #1242 118.0cmMI 0.9/2004-09-08
| X0 Cardiac P24AC/ Gen TIs1.0/11:08:41 am _ xal Cardiac P2-4AC! Gen TIs1.0/10:34:32 am
™ [2D] G78  71dB ™ [2D] G68 { 70dB
.. FA4 { P90 ' FA41P30
HAR { FSI0 HAR { FSI0
BP 12487 BP 130/80 E

" G0 0:11:43 G0 0:11:43

Hopma NOPOK MUTPanbLHOro KnanaHa



Cepaue, MUTpanbHbIN KNanaH, peryprutauus,
LBEeTHOU gonnrnep

SASS00 |#34 118.0cmMI 0.7 |
’ P25AC! Gen Tl 09|
| [2D] G26 } 75dB
FA1} P90
HAR

[C] G50 / 3.00 kHz
FA1/F1711




Cepaue, peryprutaumusi MUTparibHOro Knanasa,
LiBeTHOE KapTupoBaHue

ACCUVIX #59 ] 16.0cmMI| 0.8 /2004-09-06
Cardiac P24AC! Gen Tils1.1/09:26:41 am
750 [2D] G83 } 75dB
FA4 { P90
HAR } FSID
[C] GA7 } 4.00 kHz
FA2/F218

BP 130/75

|

"G50 0:11:43



MuTpanbHbIW KNnanaH, peryprutauus,

LBETHOM gonnrnep

BP 13080

#1 114 0cmMI 0.8|2004-09-08
P24AC! Gen TIs1.0/10:18:58 am
[2D] G53 } 75dB
FAG P90
FSID
[C] G50 7 4.00 kHz
FA2 {F218




OTpbIB XOpAbl, YaCTU4YHaS
KOMMneHcaums




[Tpu4MnHbI pa3pbiBa XopA
MUTPArNbHOro KranaHa

® BocnaneHue, nwemusa:
® PeBmaTtnyeckun BanbBynuT

® bakTtepunanbHbIN 3HOOKaAPAUT,
® IBC

® [Oncnna3suga coeaMHUTENbHOWU TKaHMW:
@ I'Iponarlc MK (MMKCOMaTO3Has fereHepaums

xopaonanunnspHoro annapata)

® CuHgpom MapdhaHa
® OcTpaga apTepuanbHas rmnepTeH3ns



OCnoXXHEHUA MUTParbHOW
HeagoCTaTOYHOCTM:

® MepuarenbHasa apuTmMus.
® CeppaevyHaa HeOoCTAaTOYHOCTb
® Tpomboambonun (peakoe OCroXHEHME).



OuddepeHunanbHbIM ANarHo3 MUTpParnbLHOU
HeaoCTaTOYHOCTU MpPU pa3fIMYHOMU NaToNIOrumn

® BpoxaeHHble nopokn (MMK, OMIM, OMXKIT,
KoapKTaunsi aopTbl B rpyaHOM oTaene);

® PeBmaTnawm;

® WHMEKUMOHHbIN 9HOOKAPAMUT;

® Mwuokapgur;

® [OKMIT;

® CKB;

® ATepocKknepos aopThl,

® OYyHKUMOHArNbHbIE LUYMbl MPWU:

o aHeMuu,
o TUPEOTOKCUKO3E,
o Il TpnmecTpe BepeMeHHOCTH;

® AInKoronbHasi U KNMMakTepuyeckas kapamonaTtums



3 nepuopa B Te4eHnn MH:

® KomneHcauua knanaHHoro gedekra
ycuneHHon paboToun neBoro otaena

cepaua.

@ Pas3BuTne naccuBHOU (BEHO3HOW)
NEero4yHon rmnepTeHs3nmn un
NpaBOXenyao4ykoBOM He4OCTaTOYHOCTM!.



TeueHune 3abonesaHua npm MH

® YMepeHHas MH+ peokune peBmaTnyeckue
aTaka — brnaronpusiTHoe;

® BrblpaxeHHasa MH — bbicTponporpeccupyroLlas
CH;

® OcTtpass MH — cmepTb B TE4EHME HECKOSBbKUX
4acoB (CYTOK).



[lponanc MuTpanbHOro KnanaHa

@ [lepBuYHbIN (MAnonaTnyveckun) NMK,

© BTOpUYHbLIN:
® UBC,
® M,
® KMII,
O KaHbLI,VICbVIKaLWIFI MUTPAJNTbHOIO KOJibla,
® ANCHhPYHKLUUA COCOYKOBbIX MbILLUL,

® 3actouHas CH,
® CKB.



[TlepBnyHbIN [TMK

® He cuyuTaetca He TONbKO rpydbon natonornen
cepdua, HO Yalle Bcero narosiornen soooule
OpHako:

©® conpoBoxXxaaetTcd KapamnarbHbIM HapyLleHUAMMN.
® Apntmum
® HapylweHuns npoBogMMOCTU
® 3HauynMTENLHON MUTPANbLHON peryprutauuen



[TpnynHa NMK

® MwuKkcomaTo3Hble NBMEHEHUWN CTBOPOK,;

® [eHeTnyeckadq, T.K. [IMK coyeTaeTcs c:

o HacnegcTBeHHOW coeanHUTENbHOTKAHHOW
aucnnasnen,

o cnHgpomom MapdaHa,
o MOPOKM pasBUTUSA FPYOHOWN KIETKN,



Mopdronorua NMK

® PaspacTtaHme MyKO3HOro Crios CTBOPKU
KrnanaHa n BHegpeHue B UOPO3HbLIN CIOW,

® [lpoBucaHune u KyrnonoodbpasHoin nNpormb
CTBOPKMU KriarnaHa B CTOPOHY J1IEBOIO
npencepansi BO BPEMSI CUCTOSbI JIEBOTO
Xenynodka

® CnabocTb XopaanbHOro annapara;

® 3agHsas cTBOpKa nopa)kaetcs yalle, Yem
nepeaHss.



Ceppgue, nponaric nepegHein CTBOPKU
MUTpParbHOro KranaHa (BapuaHT HOPMbl).

S0 #255 115.0cmMI 0.9
Cardiac P2-3AC/ Gen TIs1.9
) [2D] G50/ 82dB

FA1 }P100
HAR

+D 3.36cm

xD D.42cm
+DfxD 800.00%
Avg. 1.89cm




[1lponanc MK

Carotid

Honk

1
Click @)

Ll.leJ'I‘-IOK N NO34HUN CUCTONNYECKUN LHyM



KnnHmnyeckmne ocooeHHocTu NMK

0 ducnnasuna pas3Butusa coeguHUTENbHOWU TKaHU

OMNOPHO-ABUIaTeSIbHOIo U CBA30OYHOIO aririapara.

0 aucnnasus Ta3zobeapeHHbIX CyCTaBOB,
[ naxoBble 1 NyMNo4YHbIE FPbIXN).

[ I'peopacnonoXeHHOCTb K NPOCTYAHbIM
3aboneBaHnsIM, paHHee Ha4varno aHrviH,
XPOHUYECKNN TOH3UIIUT.

0 Hecneundomnyeckmne cumntomsl HUO B 82-100%:

0 cepauedbueHne n aputMus;
rMNEePBEHTUNALUUOHHbBIN CUHOPOM;
BEreTaTMBHbIE KPU3bI;
CUHKONanbHble COCTOSAHUS,;
HapyLeHNs1 TEPMOPErynsLnn.

O O &8 &



KnuHunyeckme npusHaku

MuUTpasibHbIA CTEHO3

HepnocraTtouHocTb M|

Opabiwika

Bbipa)xeHa

NMosBnserca B N034HMUX CTaAUNA:

KpoBoxapkaHbe YacTto B paHHUX CTagUax Pepko. TonbKO B N0O34HUX cTagl
OTekK nerkunx YacTto B paHHUX CTagUax Peako. TonbKo B N03aHUX cTaal
E:g: :;g;gwg:;; NMosBnsercsa paHo MosiBnsierca no3gHoO
Mynbcauus rpyaHoin aopTbl He BbipaxeHa Pe3ko BbipakeHa
ApTepuanbHoe faBJsieHue CKNIOHHOCTb K rMNOTEeH3UMU HopmMma

I TOH YcuneH. Xnonarowmm OcnabneH

II TOH Ha sIeroYyHoOn apTepuen

Pe3k0 aKLeHTYyupoBaH

YMepeHHO aKLleHTyMpoBaH

NHTepBan Q-1 ToH

bonee 0,07

MeHee 0,07

LLlenyok oTkpbiTUa MK

Bbipa)xeH

He Bbipa)xeH

OwnacTonnueckni c

XapakTep wyMa Ha BepXxylLukKe ycunenmem Cucronnueckmmn
OTKJ/IOHEHMeE 3J1.0CHU Bnpaso Bneso

3yb6eu P P-mitrale He nameHeH
M'nepTpodusn xenyaouKkos NMpaBoro JleBoro

3acToiHbIe ABJIEHUS B JIErKUX

Pe3Ko BbipaeHbl

YMepeHHble

Odyra nero4yHou aprepum

Pe3Ko BbiCTynaer

He BbiCcTynaet

JleBoe npeacepaue

YMepeHHO yBeJINYeHO

3HauMTesIbHO yBennueHo. MNMyne

JleBblI¥ xenyaouek

He yBenuueH

3HaunUTEesIbHO yBEJIN4YEH

CvMnNTOM KOpOMbICNa

OTcyTcTBYyeT

MonoXxurtenbHbIN

CpepnHee naBsneHue B JIeBOM
npeacepauv

3HauYNTEsIbHO YBEJIMYEHO

YMepeHHO yBeJ/IM4YeHOo

IMNpanvueHT ANacT.NaBeHus

Ecth

HeT



[Tloka3aHuA K NpoTe3npoBaHUIO
npu HegoctaToyHocTn MK

® BblpaxeHHas ancdyHkumna JIK;
® Jlero4yHagqa rmnepTeH3nd

® Peryprutauna kpoeu Ha MK 3 cteneHu u
bonee.



[TlocneonepauynOHHbLIN
nepuoa

® [laumeHTbl C NPOTE3NPOBAHHbLIMU

KnanaHamu cepaua

® Hy>XXOaloTcAa B ONUTENBHOU UMK
NOXXN3HEHHOW aHTUKOArynaHTHOW Tepanuu,

® /ImeloT BbICKM PUCK TPOMBOO3IMOOTNYECKNX
N reMmopparm4ecknx OCroXXHeHUN;

® /lMeloT BbICKMU PUCK pa3BUTUSA MPOTE3HOIO
aHOOKapauTa,



