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Kpurtepum auarHocrukm rKmn

NmnepTtpodunyeckasa kapgunommonatusa (FKMI1) anarHocTupyeTtcsa npu HanNnU4YInmu m
BblpaXXeHHOCTU runepTpocdunn mmokappa nesoro xenyaouka (J1)K) conee 15 mm,
Nnpv YCrIOBUU OTCYTCTBUSA KaKUX NIMOO KapaANONOrm4eCKux nunm CUCTeMHbIX
3aboneBaHMN, KOTOPbIe MOIMU NPUBECTU K Pa3BUTUIO rMnepTpoduun.
NunepTtpodusa JIXK oObIYHO NposiBnseTcsa Kak acuMMeTpuyHasa runeptpocduma
Mexckenyao4vkoBou neperopoaku (MXKI), xota BO3MOXHbI U Apyrme Mmoaenu
3aboneBaHus (annKanbHasa, KOHUEHTpUYecKkas, runeptpodusa 60KOBOM CTeHKa U
NpaBoro Xenyao4ka).

MNMpu axokapanorpadcgpunyeckom (AxoKl) nccnegoBaHmm ygaetcs yCtTaHOBUTb Y
YacTun 60JSIbHbIX OOCTPYKLUUIO B BbIHOCALLEM TpaKTe neBoro xenyaodka (BTITXK),
U3MEepPUTb rPaAvEHT, OLEHUTb CUCTOSIMYECKYIO U ANACTONMNYECKY (hyHKLUM,
CTPYKTYpPHbIe U (pyHKLMOHANbHbIe OCOOEHHOCTM MUTpanbHoro knanaHa (MK),
nepeaHee cuctonuyeckoe aswxeHue (MCA) MK, natonornio nannnnsapHbIX
MbILLL, 3JTIOHraLuuIo XOopAa U T.A4.

BaxHeuwwan ponb oTBOAUTCA COOpY XKanood, ny4yeHNo aHamHe3a 3aboneBaHns n
CeMeMnHOro aHaMHe3a, AaHHbIX 00OBbEeKTUBHOro oocnepgoBaHus naumeHTa B
nepBUYHOU OLIEHKEe, YTO NO3BONSAET Yy YacTn 6onbHbIX npeanonoxunts FKMI.

KO OKOHYaTesIbHbIM ANarHo3 OCHOBbLIBAETCS Ha pe3yribraTtax

LWMX METOAOB MUCCrieAoBaHUA.

Elliott PM, et al., Eur Heart J. 2014 Oct 14,;35(39):2733-2779.




KnuHuuueckue nposasneHua N'KMn
CvMmnToMbl

BonbHble FKMI1 yawe Bcero XxanyrTcs Ha oAabIWKY Npu PU3n4ecKon Harpyske,
Oonb B rpyaHON KneTke, yTOMJIAEMOCTb, NMpe- U CUHKOMNaribHble COCTOSHUSA,
ronnoBOKpYyXeHue, anu3oabl cepauedneHun.

OpblwKa nnu 3aTpygHeHHoe AbiXxaHue — Hauboree YacTo BCTpevaroLwmumnucs
cumntom FKMI1 y Mmonoabix u B3pocnbIX noaen 6e3 Kakmx-nmoo
CONyTCTBYHOLUX CepAevYHO-COCyaAUCTbIX 3aboneBaHui. OabilwKa YacTto
accouuunpyeTcs C YTOMNSIeMOCTbIO, OrpaHN4YeHueM NPUBbLIYHOMU
XU3HeAeATerIbHOCTU UNu cpuanyeckon Harpysku. Hekotopbie naumeHTbI
coobLarT 0 NapoKcn3amMasribHOM HOYHOM oAbILUKe.

Bonb B rpyaHoun kneTtke npu ou3n4yecKon Harpyske BO3HUKaeT npumMepHo y 25%
6onbHbIX ¢ TKMI1. NMpuem ankorons, oounNbLHOro KonMyecTsa NMULLM 4acTo
NPOBOLUPYIOT NOABIIEHME aHIMHarNIbHOro CUHApPOMA.

CuHKonanbHble COCTOAHUSA OOYyCNOBNEHbI Npexoasien NosIHON noTepen
CO3HaHUA U NOCTYypanbHOro TOHyca B pe3ynbTaTe rnodbanbHou runonepdysmm
rofiIoOBHOro Mo3ra Co CMOHTaHHbLIM U NMOJSIHbIM BbI3AOpPOBEHMEM 6e3
HeBponornyeckux nocneanctesmn. NMpun NKMI cuHkone Yyawle Bcero cBf3aHbl C
oocTpykuuen BTITK, uameHeHnem rpagueHTa, HapyweHUAMU pUTMa cepaua.

Maron BJ et al., In: Braunwald's Heart Disease: a textbook of cardiovascular
medicine. 2019; Chap. 78: 1607-1611.



dnekrTtpokapavorpadcdua npmu 'KMmnN

Anektpokapavorpadpusa (OKIN) - cdhbyHaameHTanbHbLIM MeTOA B
ANarHoCTUYeCKOM anroputme npu oueHke naumeHtoB 'KMI,
nepexuBarLum CBOEro poaa «Bo3poXxaeHue» B ANarHocTuke
KapauomuonaTtum Gnarogapsi cBoen AOCTYNHOCTU, AelueBU3He, a TaKxke
CNOCOOHOCTU BbISABNATL AeTaru 3NeKTPUYecKon akTUBHOCTU cepaua.

AKI' B 12 oTBeAeHUsIX ABNAeTCA Hamboree BaXXHbIM UHCTPYMEHTOM
CKPUHUHra 60nbHbIX, NOCKOSNIbKY HopManbHaa JKI HabnrogaeTca ToNbKo y
5-10% nauueHToB KMII.

NMaTtorHomoHun4yHon IKI ana FKMI1 He cywecTByerT.

CornacHo pekomeHpaumam EBponeunckoro O6wectea Kapauonoros u
Opranusauumn AmepukaHckou Konnermm Kapanonoros/AMepukaHCKOMU
Accoumnauun Ceppua 3Kl cnegyet npoBoauTb Npu NnepBUYHOM
ob6cnegoBaHMM nNaumMeHToB € noao3peHMem Ha Hanuume KM, kaxable 12-
18 Mec. npu yxe yctTaHOBNeHHOM AMarHo3se Unu B crnyydyasiX U3BMeHeHUsA
CMMNTOMOB 3aboneBaHuA.

Gersh BJ, et. al., J Am Coll Cardiol. 2011 Dec 13;58(25):2703-2738.
Elliott PM, et al., Eur Heart J. 2014 Oct 14,35(39):2733-2779.



3KI" npu FKMN

X 1 Toamuna napuerasHoi UHTtepnpetauusa IKI naumeHTOB C
CTe€HKH KeJIVI04YKOB
F'KMI1 TpebyeT CTPYKTYpUpPOBaAHHOIO
noaxoaa, KOTopbin uccriegyet
~—  Pyben KaXXOblW aCneKT 3fIeKTPU4eCcKomn
aKTUBHOCTU cepAaLa B TECHOM

I'uneprpodus Ki1eTox

Oorem
AKEIVA0YKOB — e

1 Hinmerils \ // B3aMMOCBSI3U C KITUHNYECKUMMU
HANO.THEHHS 3“en‘qenue Cy6angokapauaisHas nposBrieHNAMU, ydntbiBasd BO3pPacCT,

mponcacmes T TITOE nor, 3THUYECKY0 NPUHAANEXHOCTb,

Hmemns CeéMeuHbIX aHaMHe3 U reHOTUn.
Heobxoaumo nepecmoTpeTb TPaaAULMOHHLIE RIS
npeancTaBneHnsi B OTHOLLEHUU TaKuUX B
MOHATUN KaK «runepTpodmsa», «3ybubl Q» u SR TRL SO TR DeRIn BE MEOEIDE K
OPOBOJAMYI0 CHCTEMY
«UWeMUYeCKue HapyLueHURA», \
Habnwgarowmecs y naumeHToB C Obmee anco ’
o v g - aCHpeHHe
rMNepToOHNYECKOMN, KrnanaHHOU U o — T —
H ¢pudpo3

uwemmnyeckou 6onesHbro cepaua (puc. 1A),
U MHTerpupoBaTb ux ¢ Kateropusamm IKI ¢
nosnunn NpUHaAnNexXHoOCTU K "Tonmorpadugeckoe' pacupocTpaneHHe
kapanomuonaTtuum (puc. 1A u 1B). NpONecca B MEOKAPA® KeIYAOTKOB
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SKI' npu F’KMIN m gpyrux sabonesaHmax

Pe3ynbTraTtbl JKI, ykasbiBaowme Ha cneundpunyeckne mopdornornyeckume
BapuaHTbl TKMI, Bkntovalor:

1. BonbTraxHble npusHaku runeptpodum JIXK (mHaekc KopHenna, nHaekc
CokonoBa-JlanoHa u wkana oueHku runeptpodun JIXK Pomxunrta-3cTteca).
2. NMaTonornyeckue 3youbl Q B HUXKHE-O0KOBbIX OTBEAEHUAX
ANNTEeNbHOCTBLIO 2 40 MC 1 rMyonHoM 2 3 MM B COYEeTaHUN C
NONOXUTeNbHbIMM 3youamMu T yKasbiBalOT HA aCUMMETPUYHYIO
runeptpoduto JIXK n ouarun ¢ombposa mmokappaa.

3. ny6okue (> 10 mm) oTpruatenbHblie 3youbl T B npekapAnanbHbIX U/vnu
HWXHUX OTBEOEHUAX YKa3bIiBalOT Ha runeptpoduio BepxyweyHon obnactu
XK.

4. AneBaumnsa cermeHta ST B npekopAauarnbHbIX UNN OOKOBbIX OTBEAEHUAX
npyu OTCYTCTBUU NH(paApPKTa MUOKapAaa nepeaHen CTeHKU npeagnonaraetT
Hanu4yne aHeBpu3Mbl Bepxywku JIXK.

5. ATpno-BeHTPUKYNsIpHasa 6riokaga accoumMmpyroTcs ¢ 60re3HbIo
AHpepcoHa-®abpu, amunongosom n mytaunamm PRKAG2.

6. CuHapom npeaBo30yxaeHNAa HabnopaeTca npu 6onesHn laHoHa U
myTauun PRKAG2. Kopotkun nHtepsan PR npu otcyTcTBUM cUHApOMA
npenBo30yXaeHUA accouMupoBaH ¢ 6one3Hbo AHaepcoHa-Padpu.

Elliott PM, et al., Eur Heart J. 2014 Oct 14,;35(39):2733-2779.



AKI' npu FKMIN

Cora_D--

DIl -
npopuIaKTHKA
UHCYJbTA

MporHos um
rie4yeHue

MporpeccupoBaHue
3aboneBaHuA

Ba3oBas
MeToauKa
OKIr

KO ans
nepBUYHOM
npocunakTukm

G + P — cemeunHoe
poAcTBO

OvddepeHunanbHasn
AVarHocTuka c cepauem
aTtnerta»

MaTonorusa npeacepavn
Q-BonHa
QRS-komnnekcobl
HapyweHus OudbepeHumans
penonsipysauum Hasi AMarHocTuka
QTc yanvHeHune theHoKOMMUM

MA KO - noagkoxHas
e-QauoBepTepa-gecpmbpunnaropa; G + P = redHotun; WKO — wmnnaHtayus
KapanosepTep-aedundpy

Finocchiaro G. et al., Heart Rhythm. 2020 Jan;17(1):142-151.



IxoKI' npu rKMN

BbipaXeHHOCTb

O6cTpyKUMs BT MK - MeaukameHTbl
[Ouen NMPU3HaKoB - ‘ e

: ‘ MwuTp. peryprutaumsa - «

' ' — — AnkoronbHas abnauus
[Onpenenenue neyexHusa ~ dyHKUMA K | t e )
- TpancnnawT. cepaua
" MporpeccupoBaHue
MporHos » 3aGonesanus

" PuckBCC ‘ : __ﬂ_eq?u_ﬁgu{mfrrog; _‘

H.Rakowski et al. Cardiol Clin. 2019;37(1):11-26.




IxoKI' npu FrKMn
Ocuomuuie pesynetarey ok mpu I

M'MnepTpodusna HeobbsacHMMasg TonwmnHa cteHkn JIXK 215 mm B 04HOM M HECKOMNBKUX
X cerMeHTax Muokapaa:

= acummeTpudHas / MXKT

" KOHLEHTpUuYeckas

" anukanbHas

" CpedHen YacTu Xenyoodka

" nepeaHebOoKOBast UMM HUXKHAS CTEHKA

OGcTpyKuun [paaneHT gaeneHmnsa 230 MM pPT. CT. B COCTOAHUUN MOKOSA UK
NMoryiocTu cepaua CrnpoBOLNPOBAHHbLIN
= 0b6cTpykumsa BTIK:
- Nnca MK
- BblpaxeHHas runeptpoduma MXKT1
- aHoOManum MuTpanbHOW CTBOPKMU
- rMnepTpodusa n cMeLLeHne nanuiapHbIX MbILLLL.
= OBCTPYKUMS CpeaHEN YacTu Xenyaouka:
- BblpaxeHHasi rmnepTtpoduma mmokapga (MXKI n 3CIXK)
- anvkarbHble aHEBPU3MbI U TPOMObI

Cuctonuyeckaa = OB JDK coxpaHdaeTtcs / cHukaeTcs npy oeHOTUNNYECKOM UCTOLLLEHNN
pyHKLMA = rnobanbHaga npoagonbHas gedopmMaumsi, 0COOEHHO B
rmnepTpodurpoBaHHbIX cermeHTax JIK




IxoKI' npun 'KMnN

Anactonunyeckasa pyHKUMa Peaynbratbl, COOTBETCTBYOLLME OMACTONNYECKON ANCHYHKLMN
= E/e'BcpegHem > 14
*  pHAekc oobema J1M > 34 mn/m?
" [MKOBas CKOPOCTb TpUKycrnvaanbHOW peryprutaummn >2,8 m/c
" CHWXEHWe CKOPOCTU Mpv SOMMIEepOBCKOM BU3yanu3aumm B TKaHAX
neperopogkn <7 cm/c, nateparnbHon cteHkn <10 cm/c

MuTpanbHbIW KnanaH = [1CO MK
" CTpPys MUTpasibHOW peryprutaumm aKCLeHTpudeckas / ueHTpasbHas
"  3HAOrEHHbIE aHOManun MUTPAsibHOro KnanaHa:
- Ipornarc CTBOPKM
- BbITArMBaHNE MUTPasibHOW CTBOPKU
- YAJSIMHEHNE N aHOMarbHOE NMPUKPEnneHne xXopa
- NaTtonorMm NanUIINAPHbIX MbILLL,

JleBoe npeacepave [MepenHesagHun guameTp

NHpekcnpoBaHHbIM 06bem J1IT
AxoKI' npu ¢pnsnyeckon » [IpoBoKkauusa nateHTHom obcTpykunm BTIDK.
Harpyske »  Peakuusa aptepuanbHOro gasneHnsa Ha ynpaxHeHus

*  VHAOYKUUS Kenyno4yKoBbIX apUTMUN

[Mpumevanus: JIXK — nesbint xenynoyek; MXKIT — mexokenynodkoBas neperopogka; BTIDK —
BbIHOCALLMI TpaKT neBoro xenygodka; NCLH MK — nepenHee cnctonmMyeckoe ABMXKEHNE CTBOPKN
anbHoro knanaxa; ®B JTK — dopakumsa Belbpoca nesoro xenynoyka; I — nesoe
npeacepave.

Nagueh S.F. et al., J Am Soc Echocardiogr. 2011 May;24(5):473-498.



TpaHca30d areanbHana axoKkapauorpadpuna
npu F'KMnN

TpaHca3odrareanbHas axokapauorpacgpusa (TIIJ) AoMKHA ObITb
npoBeAeHa y NnaumMeHToB Npu HeMH(pPOPMaATUBHOCTUN AaHHbIX
TpaHcTopakanbHon AxoKI, Kak ansTepHaTUBa Uy AONOSIHEHUe
K MarHUTHO-pe3oHaHcHon Tomorpacgpumn (MPT) cepaua. 1ot
MeToA, B YaCTHOCTU, onpaBaaH y NnauueHToOB C OOCTpyKLen
BTJTXK, ecnn mexaHM3mMm OCTaeéTcA He ACEH, NPU OLeHKe
MUTPaNbLHOro KnanaHa, AaeT BO3MOXHOCTb BU3yanu3npoBaTb
TPOMObI U NOAXOAUT NalMeHTaM, Koraa npegnonaraeTcs
3HauYUTeNnbHasa MuUTpanbHas peryprutauus, Bbi3aBaHHas
BHYTPUKNanaHHbIMU aHOManNUaAMM.




TpaHc330chareanbHaa axokapauorpadcdus

TIS0.7 MI 0.4 TIS0.7 MI0.4

FR 15Hz 4 M4 M4 M4
+61.6

13cm : :
Turbulence k gt Turbulencein

in LVOT after aortic rootand

ascendingaorta _
post- aortic y
valve

PAT T- 37.0C
TEE T- 40 7C

PucyHok 1. A. nsobpaxeHue, nony4yeHHoe npu TI33. [lonnneporpadpua LBETOBOro NoToka y
nauneHTa NKMIT gemoHcTpupyet TypbyneHTHOCTb B BTIDXK, a Takke NCL MK (oTme4deHo
CTPENKon).

B. N306paxeHune, nonydeHHoe npu TA3. [lonnneporpadus y naumMeHTa co CTEHO30M KnanaHa
aopTbl, AEMOHCTPUPYIOLLMA NTaMUHAPHbLINM KPOBOTOK Npu obcTpykuum BTITK, oTnuyatrowmin Tmn
TypOyneHTHOro kposoToka npu M'KMIT.

Hensley N. Anesth Analg. 2015 Mar;120(3):554-569.



MarHuTHo-pe3oHaHCHaa TomMmorpaduna
cepaua npu rKmn

MPT ceppua npegocrtaBnsieT getanbHyr0 MHPOpMaLUO OTHOCUTESNTbHO
Mmopdornornm cepaua, GyHKLMN XXenyaouKoB U npeacepaun,
XapaKTepUCcTUKM MMUOKapaa U BbINONHAETCA NauMeHTamMm C MUMeKrLWeucs nnum
npepnonaraemoun INKMI1.

B nocneaHux pekomeHgaumsax 2020 r. AmepukaHckon Accounauum Cepaua
n AmepukaHckon Konnermm Kapauornoroe no oMarHoCTuKe M ne4eHUo
naumeHToB ¢ KMI1 otme4yeHa Bo3pacTarwwan ponb MPT ceppouaB
ynyJlweHUU KayecTtBa AUarHocTuku, ctpatudpukaumm pucka BCC. Kpome
Toro, MPT cepaua MoXeT UCNONb30BaTbCSA NPU CKPUHUHIE YIIEHOB CEMbMU
OONMbLHOro ¢ yCTaHOBMEHHbIM AUAarHO30M.

Ommen SR et. al., J Am Coll Cardiol. 2020 Dec 22;76(25):3022-3055.
Schulz-Menger J et al., J Cardiovasc Magn Reson. 2020 Mar 12;22(1):19.



KnuHunyeckoe sHauenume MPT ceppaua
I'Ip" rKMI-I MarHnTHbIN

pe3OoHaHCHas

HesicHbIN MoaTtBepxaeHue
AnarHos AunarHosa
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oucag BCC @
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MPT cepaua npu 'Kmn

OcHoBHble pe3ynbTaThl MPT cepaua npu F’KMIT:

TonwwmHa cteHkn JI)XK B nnoxo = Bepxywka JDK
BU3yanusnpyemblX CErMeHTax " repegHenareparnbHaga CTEHKa
npw axokapaunorpadum = anukanbHble aHEBPU3Mbl U TPOMOBI

[MaTonorvs nanunnsipHbIX MbIWL = HanuyuMe u cteneHb hnudposa mnmokapaa no
pesynbratam [NKI

3 " BHEKNETOYHbIN 06bEM MO pe3ynsratam
XapaktepucTtuka TKaHeu kapTuposaHus T1

MuokapananbsHble KpunThbl

Cuctonunyeckasa yHKUnSA 00beMbl NEBOrO N NPABOTO XENYy40o4KOB,
dopakums nsrHaHms

NpumevaHus: MPT — marHuTHO-pe3oHaHcHas Tomorpadpus; 'KMIT — runepTtpodunyeckas
kapanomumonatus; JDK — nesbin xenygodek; INKI— nosgHee KOHTpacTMpoBaHUE ragosiuHUEM.

Nagueh S.F. et al., J Am Soc Echocardiogr. 2011 May;24(5):473-498.



MPT cepaua npu FrKMn

*

-

BapunaHTbl nokanmsaumm n BbipaXkeHHOCTU runeptpodun npu KM

npu nposeaeHnn MPT cepaua. 3BE3404KaMU (x) OTMEYEHbl YYACTKHN
runepTpodun.



KomnbroTtepHaa tomorpadcdma cepapua
npu FKMN

KomnblotepHaa Tomorpacusa (KT) cepaua nossonsiet oueHUTb
anuKapauarnbHble KOPOHapHble cocyabl. [TOMMMO OGCTPYKTUBHbIX
aTepoCKNepoTU4YeCKUX nopaxeHuu, ¢ nomouwbio KT cepagua moryt
BbIABNATLCA MMOKapAuaribHble MOCTUKU U PAcnofiOXXeHne KOPOHapPHbIX
aptepum (nx pparmeHTOB) B TOsLEe MUOKapAa.

OcHoBHble BO3MOXHocTu KT cepaua npu N’KMIT:

1. N3yuyeHune mopdonornm JK y naymeHToB ¢ cybonTumManbHbIMKU pesyrnsrataMin
OxoKI nccnepoBaHud, kotopble He moryT nponTtn MPT cepaua (Hanpumep, ns-3a

VKL).

2. KomnblotepHaa Tomorpadgudeckas aHrmorpadouns ansa oueHKM KOpoHapHbIX
COCYOOB.

3. MoxeT npegocrtaBnTb MHGOPMALMIO MO aHAaTOMUU KOPOHAPHbLIX apTepun u
MUTPAaribHOro KnanaHa, npy HeobXxoAMMOCTM TaKkoBOM A0 M rnocne abnaunu
neperopoaku.

Nagueh S.F. et al., J Am Soc Echocardiogr. 2011 May;24(5):473-498.



Enaro.u,apMM 3a BHUMaAHUKe!




