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Kapanomuonatum (KMIM)- 310 anddy3Hblie 3aboneBaHus
MUoKapaa, reHeTn4eckn obycroB/ieHHbIE NN CBSA3aHHbIE C
HapyLlueHnssMn obMeHa BeLEeCTB, He CBA3aHHbIE C
BOCManUTeNbHbIMU, KNanaHHbIMW, KOPOHAapPOreHHbIMU
NOpaXkeEHMAMU MNOKapAa.

[0 3TMONOrMYecKkoMy NPUHLUMMNY Pas3nyaloT NepBUYHLIE U
BTOpUYHbIe KMI1. [NepBuyHble KMI1 - reHeTn4ecku
06yCNoBAEHHbIE MOPAXXEHNS CEPAEYHOMN MbILLLIbI,
CBS13@aHHble C MyTaLUUsIMN FreHOB CTPYKTYPHbIX 6e/KoB
MUOLIMTOB: aKTUHA, TSXKENbIX Lienen B-Mno3nHa, TpornoHMHa
T, AUCTPOMUHA, METABUHKYIMHA, NAaMUHKa U T.A4.
BTropuyHble KMIT cBs3aHbl ¢ AN @dY3HbIM MOpaXkeHnem
KapANOMUOLIMTOB BCIEACTBUE MHTOKCUKALIMM, CUCTEMHbIX
3a60/1€BaHNUN COEANHUTENBHOWN TKaHW, S3HAOKPUHOMNATUN U

T.4.



KapauwomMmumonarum

el

NMepBnyHble KapanoMuonaTtum (Nnpenmy-
WEeCTEEHHOE NopaxeHue cepaua)
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BrTopuunbie kapammomMmonarvm
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NeHeTnyeckmne

CmMewarHHsie

NMpuobpereHHoie

rKmMnmn

AKMN

——

- BocnanumrensHasn
Kapanomuonarma

(HermneprpodpuyecKkan v
HeaunNaraunoHHanN)

(MmnoxapanT)

« Crpecc-
cnposouupoBanHas
KapamomMmuonarua
("Tako-Tsubo™)

» MepunapranbHan

« ApDUTMOreHHan Npasoxenynouxkosan
xapauomMuonarms/ancnnasna

« "HexkoMnNaxTHbi mmoxkapa”™

= "Maronorva NPoBoASUIEen CcucTemMbl™
(Lenegre disease)

* "Maronora MOHHBIX KaHanos™: cuHa-
pombl yanuwennoro QT, Bpyrana; yxopo-
yeHnHoro QT; xarexonamumHosan Nonn-
mopdHan XKT; nanonarnyecxkan XT v ap.

xapanomuonarmsa

* UHayumposaHHan
Taxukapaven kapano-
MMOonNarvs

- Kapanomuonarmusa
MnaaeHues

Marepen C MHCYNMHO -
noTpebHbim auateTrom




[MnepTpodunyeckas KapamomMmonaTus
(FTKMI1) — manonsy4yeHHoe nepBuYyHoe
nopakxeHne Mrnokapaa,
XapaKTepu3yoLeecs KapanoMeranmen
N rmunepTpodunen cepae4yHon MbliLLLbl,
npenMyLlectBeHHO MXKITT,
npeobnapatowen Haa annatauuen
NonocTen cepaua.




\ 4 DTnonatoreHe3 runepTpopunyecKomn

Sy KapavoMUonaTum.

U s
[Tpupoaa 'KMIT oo HacToswero
BPEMEHWN OCTAETCHA HEMCCNEAOBAHHOM,
OJHAKO CYLLECTBYET BECbMA
060CHOBaHHOE MHEHWNE O FEHETUYECKOM
nepenave 3aboneBaHus, NpUYeEM B
cnydasix cememHon NKMI1 goka3aH
ayTOCOMHO-AOMMHAHTHbIA TUM
HacneaoBaHUSA C BbICOKOW CTEMNEHbIO
NEHETPAHTHOCTMW.
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[pn CMMMETPUYHOU
dopMe rmnepTpodnUecKomn
KapANoMMONaTum C pe3Kou
runeptTpodunen creHok JHK
BbISIBISIETCA YMEHbLLEHMWE
nosoctn n obbema JIK C
npuobpeTeHnem
XapaKTEPHOM
BOPOHKOOOpa3Hon hopMbl.

\ \«? BbIABJ1AOTCAH
CvMMeTpuYHan AcMMMeTpUYHanA
(ToTanbHan) (cermeHTapHas)

B acmMMeTpuyHon opme
BbIAENAIOT 0OCTPYKTUBHbIV
BAapWaHT C YTOSLLEHNEM
MXXI1 (nanonaTn4ecknm
rMnNepTpPodUUYECKnM
cybaopTanbHbI CTEHO3),
BEPXYLUEYHbIN
NNEBOCTOPOHHMI BapUaHT U
CPeANHHO-XXENYA0YKOBYHO
rMnepTpoguto.
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TonwmHa cteHkn JIXXK' 'y HOBOpOXAEHHbIX C
rmnepTpomnyecKkon KapamoMmMonaTMen CoCTaBsSEeT B
cpeaHem 1,0 cm, MK — 0,4 cm, MXKT1 — o1 0,8 oo 1,2
cM. o Apyrum AaHHbIM, TOMLWMHA MEXOKETYA0YKOBOU
neperopoaku B TUMUYHLIX Cy4Yasix COCTaB/seT bonee
1,3 cM. OnpegenseTrca geopMauuns U yMeHblUEeHUE B
obbeMe JIK 3a cyeT HenponopLMOHaIbHOW
runeptpodun MXKI1, koTopas, 06beaAnHAACH C
BEPXYLLKOW cepaua, 3MMUHUPYET nonoctb JDK.
[lonoctb X yanuHeHa. Y HOBOPOXXAEHHbIX U
MaJeHLEeB NepBbiX MeCALEB XWU3HWN runepTpodus
MMOKapaa 3axBaTbiBaeT 06a Xenyaouka.
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K rMcTONOrMyecknm AnarHOCTUYECKUM KPUTEPUSM
rmnepTponyeckon KapamoMmonaTnm OTHOCST
rmnepTpodunio KapaMoOMMOLINTOB, AE30PraHU3aLIMIO UX
opueHTaunmn, ocobeHHO BbipaXkeHHYto B MXKT1, u
MEXMBbILLIEYHbIN CKNEPO3. Aapa rmnepTpodupoBaHHbIX
KNETOK rMnepxXpoMHbl, AedOPMUPOBaHbI, OKPY>KEHbI
30HOW CBET/ION UMTOMNNA3Mbl, TaM 0O6Hapy>kMBatOTCS
CKOMMAEHNS rNnKoreHa. XapakTepHbl 6enkoBas u
XXUpoBas AUCTpodus KapaANoOMMOLIMTOB, UX OYaroBas
NECTPYKLMS, MENKOOYAroBble HEKPO3bI. MIMeeTcs
MHTEpPCTULMaNbHbIN HGNHPO3 MMOKapaa. dHAOKapPA
YMEpPEHHO CK1EePO3MPOBaH, CKNepo3 bonee BblpaXkeH
Ha/Z aopTasibHbIMK KnanaHamMmu. CTEHKM KOPOHapPHbIX
apTEPUN HE N3MEHEHDI.
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B pe3ynbTaTe Takux MOpdOoI0ornyeckmx u
rMCTONOMMYECKNX N3MEHEHNN PaCTAXKUMOCTb
rmnepTpodnpoBaHHON, pnbpo3MpoBaHHON U
YNIOTHEHHOW CepAEYHON MbiLLLbl CHUXKAETCS. ITO
orpaHu4MBaeT KpoBeHanosiHeHne JDK. YyacTku
CONPUKOCHOBEHUSI @aHOMaIbHO PACrOI0XKEHHOM
nepeaHen CTBOPKM MUTPasibHOrO KiarnaHa C
rmMnepTpodrpoBaHHON NEPEropoaKON TaKXKe MOryT
Cco3AaBaThb NMPenATCTBMUA TOKY KpoBu B JDK.
[nepTpodupoBaHHasa MXI1, yBennymneasicb B 06beme B
CUCTO/Y, YaCTMYHO NMepeKPbIBAET BbIXOAHOM TpaKT JDK
M TEM CaMbIM CO3AAET NPensATCTBUS ANS BbIXOAa KpOBU
n3 JIXX B aopTy C NOBbILUEHMEM rPaMeHTa AaBEHUS.
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[ MnepTpopunyeckas
kapanomuonatug (MKI1)

KJINHUKA

CrHKONasIbHbIE COCTOSAHMSA, BCIEACTBIUE HEAOCTATOYHOrO
obbeMa KpoBu, NocTynatoLlen B aopty : Cepauebuerne,
Kapauanrusi, 06MopoKu

HapylueHne co3HaHuUS

Y CTaplumx aeTen — OTCTaBaHue B U3NYECKOM Pa3BUTUU
TaxunHoe

Taxukapaus

ObnacTtb cepaua He U3MeHeHa

[ paHMLUbl cepaua 3Ha4YUTENBHO CMELLEHbI B/IEBO
BepxyLle4yHbl TOMYOK YCUIIEH

I TOH He n3MeHeH

II TOH pacwenneH

III TOH — ANACTONNYECKMN TPOXOT

[MapagokcanbHoe pacuiennenme II ToHa Haa aopTou



‘7 kapavomuonaTus (TMKM)

[ MnepTpopunyeckas

KJINHUKA

Haa BepxyLwKon cepaua 1 no S1eBOMY Kparo rpyauHbl
BbIC/TyLUMBAOTCS ABa Pa3HbIX MO TEMOPY CUCTOINYECKMX LLYMa
(Ha BepxyLlUKe — WyM OTHOCVITeJ'IbHOVI HegOoCTaTOYHOCTU
MUTPANbHOroO KfanaHa, KOTopbi NPOBOAUTCS B NEBYIO
AKCCUNAPHYIO O6J‘IaCTb; No Kpak rpyanHbl — CTEHOTUYECKOro
rpyboro TemMbpy, He CBSA3aHHbIN €O II TOHOM, O4YeHb
N3MEHUYMBOr0 XapakTepa.

[losiBNeHNE AMACTONNMYECKOro LyMa HaZ aopTon Tpebyer
HeMea/IEHHOro UCK/II0YEeHNS OAHOro U3 Hambonee 4acTbIX
ocrioxHeHun 'KMI — MHpeKLMOHHOIro SHAOKapAnuTa.

Bo3MOXXHbI TPOM603M60/ MM FO/IOBHOIO MO3ra, MposB/SOLLIMECS
B Buae uepebpanbHblX HapyLleHWW - Napesbl, Napaanyu .

MoryT oTMe4YaTbCs NPU3HAKM JIEFOYHOW MMNEPTEH3NN:
YcuneHue II ToHa
ManIMHOBbIM LUMAHO3



e R [ MnepTpodunyeckas
; y kapamomuonatus (FMKIM)

PeHTreHoracdpusa cepaua:
aopTanbHas KOHPUrypaumsi (BblpaXkeHa
cepaeyHas Tanusl, NpunoaHaTa Haa
anadparMon BepxyLUKa).

IKT:
MNPU3HAKN rMnepTpodrm MMoKapaa NeBbIX
OTAENOB cepAaua
yalle cnHycoBast 6paavkapans, BO3MOXHbI
BHYTPWXXENYA04YKOBbIE 6M10KabI,
MepuaTesibHas apuTMus
cMeweHne S — T B NeBbIX MNO3NLMAX
HOPMa’ibHbIN UK YKOPOYEHHbIN QT
naTonormyeckuin 3ybeu Q, kak npu
NHapKTe
Mpn accumeTpuyHon MNK- cnHapom
BunbcoHn — NapkmMHcoHa —YanTta (BIY),

MMraHTCKMUe oTpuuaTesibHbIE 3Y6Ll,bl T BO
BCEX rpyaAHbIX OTBEAEHUAX.

AHrnokapavorpadpms:

NpU3HAKN MacCUBHOM
rMNepTpogmm COCOYKOBBIX MBbILLIL|
N Neperopoaku

LLleneBnaHasn NosocTb,
obpasytoLas yrosn

cnabasi cteneHb MUTPanbHOM
peryprutauum

MOJTHOE WJIX NOYTHU MOJIHOE

MCYE3HOBEHME MONOCTEN

XENyAO4KOB K KOHLUY MX CUCTOJ1bI
CumHTUrpadpus:

OLIEHKA CUCTONINYECKON U

ANACTONNYECKON (hYHKLMM NEBOrO

Xenyaouka
MarHutope3oHaHCHas
TOMoOrpacus:

BoisBneHue runeptpodumn

MUoOKapaa



'Mneptpocduuyeckan
 KapauoMuonartus:

AcMMMeTpuuyeckas rmnepr
NeBoro xenyaouka, nepen
CUCTOJZINYECKOe ABUKEeHUne
MUTPAJZIbHOI0 KJjlanaHa.
NMapacTtepHanbHaa AJIMHHaA OCb
NeBoro xenyaouka.
Jlokanusaumsa runeprpodpun
TUNUYHa NN
runeprpoduueckon
KapauoMMOnaTUM: 3TO —
MeXoKenyaouKkoBas
rneperopoaka, ToJilluHa KOTOPOU
B AaMacrony aocruraert 20 mm. B
nepeaHe-cUCToIMYECKOe
ABUW)XEeHUe BOBJIeueHa B
OCHOBHOM 3aHASA CTBOPKa
MUTPAJZIbHOIO KJ1anaHa
(NnyHKTUpHaA cTpenka).

LV — neBbiX enyaouek, RV — npaBbii xxenygouek, LA — neBoe
npeacepave, Ao — BOCXoAALLMWA OTAEN aopThbl



IXOKT :
U - CUMMeTpUYHasl UM acMMMeTpUYHas runepTpodus MMoKapaa,
:}’b‘ M/>KeNyJ04KOBOW MePeropoaKm
/- YMeHblUeHYE NONOCTY IEBOTO XKeNyAouKa

- NpoN1abupoBaHNE MUTPaNbHOro KnanaHa B CTOPOHY Npeacepani ‘s
BPEMSI CUCTOSbI

Lossy compression - not intended for diagnosis
..."».-m
e
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[ MnepTpopunyeckas

OrpaHunyeHne drU3n4eckon Harpysku.
[Oneta cton N°10.

bnokaropbl B-agpeHeprudeckux peuenTopoB - YMEHbLIAOT
MOHOTPOMHYIO (YHKUMIO MUOKApAa, CHWMXKAKOT MOTPebHOCTbL B
KUCNOpOoAe, YMEeHblUalT rpagueHT [daBfeHUss Ha aopTe,
06n1a4atoT rMNOTEH3UBHLIM U @HTUAPUTMUYECKUM P PEKTOM:

ceneKkTuUBHbIe: aTteHos10/ (TEHOPMUH aTeHocaH) 1-8 Mr/kr/cyT,
MEeTOMNpos10/ (Ba3oKapAnH.3rmnok) 1-4 mMr/kr/cyT, kopaaHym 2-3
MI/Kr/cyT;

HeceneKTMBHbIE: NPOonpaHosIo/ }aHanpmnMH, nHaepan, obangaH)
1-8 mr/kr/cyT. Tpa3ukop 1-3 Mr/Kr/cyT.

briokaTopbl KasibLineBbIX KaHaJ/1I0B BKIOYAOT Npu
HeadHeKTUBHOCTU B-6/10KaTOPOB - Yy4LLIAOT peakcaumio
MUoKapaa v nepdy3unto KOpoHapHbIX COCYA0B:

BeponamMun (M3onTuH, peHonTuH) B ao3e 2-10 mr/kr/cyT.,
HUdeannmnu (KopuHdap, kopaadnekc) B ao3e 0,25 — 3,0 mr/kr/cyT.
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[ MnepTpopunyeckas

lMpenapat Bbibopa rpy 3/10Ka4YECTBEHHbIX aPUTMUSIX

KOpAapOH A03MPYIOT 5-9 Mr/Kr/cyT — oTpuLiaTe/lbHOE MOHOTPOMHOE
NENCTBUE - CHMXKAET aipeHEPrMYEecKoe BIMsSHUE, 6NoKMpyeT B
60NbLUIOM KONMNYECTBE KanueBble, KanbLWeEBbIE N HATPUEBbLIE
peuenTopbl, NPy 3TOM He CHVDKAET MOHOTPOMNHYIO MYHKLMIO

CoueTtaHne Tepanuu -610kaTopamMn U AUYPETUKaMM NOKa3aHO
NPV BblPa)XEHHOW CEpAEYHON HEAOCTAaTOYHOCTU

CepAeyHble r/IMKo31Abl Ha3Ha4aloT TOMIbKO B Cly4ae
MepuaTesibHOM apuTMnn. O4eHb OCTOPOXKHO!

Xupypruyeckoe Jie4yeHue:
pe3eKLMs CY>KEHHOro ydacTka NnyTen OTTOKa U3 JIEBOrO XKENyAouKa, C
NpoTe3npoBaHMeEM KnanaHa ( NoKasaHus — rpaIeHT AaBNEHUS B
aopTe Bbllwe 50 MM.pT.CT.)
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\ 35. B — peCTpUKTUBHAsA KapaMoMmonaTus

L—"""T - runepTpodunyeckas
KapauoMuonaTug “recrens

= 1

cncrTona
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Taknm 06pa3oM, runepTpoduyeckasl KapamomMmmonaTus
XapaKTepusyeTcs HebnaronpusTHbIM NPOrHO30M /14
XXM3HU U BbI3AOPOBNEHNS BCNEACTBME BbICOKOrO pUCKa
Pa3BUTUS XXU3HEYTPOXKAIOLWMX HAPYLLUEHWUA PUTMa
cepaua 1 NnpoBoANMMOCTU, UH(APKTa MMUOKapAa,
MHCY/NbTa, BHE3ANMHOM CEPAEYHON CMEPTU, HEYKTOHHOIO
NporpeccnMpoBaHns CUMMTOMOB CEPAEYHOM
HeJOoCTaTOYHOCTU. [leTn C YCTaHOBJ/IEHHbIM ANArHO30M
HY>KAatoTcs B yriybneHHOM obcneaoBaHumn u
NOXXU3HEHHOM ANMHAMUYECKOM HabnoaeHum
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