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[nasa 1

cTopHYeckue ceefeHus

C MOMeHTa BBEIEHUS B NMPAKTUKY TEPMUHA «KapAHMOMUO-
natus» (KMII) no HacTosiliero BpeMeHu B MEAULIMHCKOM CO-
0011IeCTBe BeleTCsl aKTMBHAs TIOJIeMUKa 10 BOIpocaM Hanbo-
Jiee TIOJTHOTO OIpeNeieHUs] M CUCTeMaTU3alluy reTeporeHHON
TpyMIbl 3a00JIeBaHUi, 110 OTHOILIEHUIO K KOTOPOIl MMPUMEHUM
3TOT TEPMUH.

KoHuenuus MblliedyHbIXx 3abojieBaHUI cepialla Haydajia
dopmupoBatbes B Havase XIX B. DpaHIYy3CKHI ITaTOJIOT
J.N. Corvisart (1806) yrioMrHaJ, 4TO OCTOSIHHOE BOCITAJIEHUE
cepala BeleT K MPOrpecCUpyronield CeplIeyHOl HeaocTaTou-
Hoctu (CH) u cmeptu. Beenennniii I.F. Soberheim B 1837 1.
TEPMUH «MHUOKApIWUT», 0003HAYABLINI BOCIAJIUTEIBHOE TIO-
paxkeHre MMOKap/a, J0JIroe BpeMsl OCTaBajICs eIMHCTBEHHBIM
MPpU3HaBaBIIMMCS 3a00JIeBaHUEM Cep/Ilia.

B 1900 r. A. Fiedler onucai TsKenoe uanoraTudeckoe rnopa-
XKeHMe MMOKap/a 1, 1o CyTU, 000CHOBAJI KOHIIEITIIUIO TTIePBUY-
Horo 3abosieBaHus cepaua. Co BpeMeHeM IMarHo3 MUOKapauTa
npuoodpes BeCbMa IMPOKOE pacnipocTpaHeHue, u 10 1930-x rr.
XX B. €ro MCITOJIb30BaJIU JOBOJIBHO JIMOEPaTbHO, B TOM YHCIIE
JUTST 0003HAYEHMST TIATOJOTUYECKUX TPOIIECCOB B MHUOKAap/eE,
BO3HUKAOIIUX Tpu MHiieMuyeckoir 6osie3nu cepaua (MBC)
U apTepuaibHoOi runeptoHuu (Al).

B Hamreit ctpane B cepeauHe 1930-x rr. mmpoxkoe pac-
MPOCTPaHEHNUE TONYYMIT TEPMUH <«IUCTPOPUSIT MHUOKapIa»,
npennoxeHHbid [P, JlanHrom mist 0003HAYeHMUST OOpaTH-
MBIX METa0OJNYECKUX M3MEHEHUI CepIeuyHO MBIIIIBI, pa3-
BUBAIOIIMXCS TPU SHIOKPUHHBIX 3a00JIeBAaHUSIX, aHEMMWHU,
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aJIKOrojiu3Me M IpYrux 3a0oJieBaHUSIX, B OCHOBHOM HEBOCIIAJIUTE/IbHOI
npupoabl. XOTS JaHHbIA TEPMUH MOYTU HE MCIOJb3YETCS B 3apyOexkKHOI
JIUTEepaType, €ro BBEIEHME MPUBEIO K OrPaHMYCHUIO HEOIPAaBIAHHO IIM-
POKOIO IPUMEHEHMSI TEPMUHA «MUOKAPAUT» U K 3apOKICHUI0 KOHLEILIUN
BTOPUYHBIX KAPANOMUOIIATHIA.

TepMUH <«KapaUOMMONIATUsI» IIOSBUIICS B MEIULIMHCKOM JIEKCUKOHE
TOJIBKO B 1957 I., ¢ BHEApEeHUEM B KIIMHUYECKYIO IIPAKTUKY YJIbTPa3ByKOBbBIX
MeTOHOB BU3yanu3anuu, korga W. Brigden BriepBble MCnonb30Bal €ro IJIst
OIMCaHUs OOJIbHBIX C MIUOMATUYECKHM MOpaXKeHUEeM cepAlla, B HEKOTOPBIX
cJydasix MMEBILMM CeMelHbIN XapakTep. JBanuaTk Tpu roma CIIyCTs LieJie-
Bas Tpymia BceMupHOil opraHu3aldy 3IpaBOOXPaHEHMS IOI IIpeaceaa-
TenbcTBOM JIxkoHa 'yaBuHa mpencraBuia nepByto kKiaccudukauuo KMIT,
OCHOBaHHYI0 Ha MpeobjafgalolieM CTPYKTYPHO-TeMOIMHAMUYECKOM (heHO-
TUMe (IUIaTalMOHHAas, TUIlepTpodudecKast U peCTPUKTUBHAS).

Jlonroe BpemMsl TEPMMHOM <«KapJUOMMOIIATHSI» O0O3HAYadU TsKeble
MIPOrPeCCUPYIOIINE TTOPAKEHUSI MUOKapAa HESICHOI 3TUOJIOIMU, IIPUBOIS-
IIMe K KapauaabHOU nucyHKUIMUK. JlaHHBIN TEpMUH HEPEIKO UCIIOIb30BaINU
B Ka4eCTBE OIIMCATEIbHOIO, ITOAYEPKUBas TUIl CTPYKTYPHO-(PYHKIIMOHAIb-
HBIX U3MEHEHUI1, a Ipy (hOPMUPOBAHMU AMJIATALIMOHHOM KapIUOMUOIATUN
(AKMIT) — emie u hakT hprHAIBbHOI cTaguK 3a00IeBaHUS.

OtkpbiTue B 1990 r. MyTauuu B TeHe TSKENOU 1ienu 3-MUO3UHA Yy BCeX
20 BBDKMBIINX YJIEHOB (PpPaHKO-KAHAJICKON CeMbU C TUIIEPTPOPUUYECKON
KMIT (F'KMII) npuBeno B Te4eHHE MOCIECAYIOLIEro ACCATWICTUS K IIpU-
3HAHUIO TeHeTu4ecKoil mpupoabl He Toibko I'KMII, HO M oTmenbHBIX
¢opm AKMII. Crano OoJbllle M3BECTHO UM O MPUUYMHAX PA3BUTHUS JPYTUX
¢opm KMII. Bce at0 mpuBeno K Tomy, uto u3 onpeneneHuss KMII, nan-
Horo BcemupHoit opranu3saiyeii 3apaBooxpaHenus B 1996 r., ncuesio ciio-
BO «MIOUOIIATUYECKOE», KaK OTPaxKalolllee HESICHYIO IPUYUHY IOpaKEHMS
muokapaa. Torma ke B KjaaccuuKaiuio ObIIM 100aBJIeHbl HOBbIE (POPMBI
KMII — aputmoreHHas1 KapnuomMuonaTus mpaBoro xemymouka (AKITXK),
B TOM 4YuCJIe HekKJIacCUbUIMpyeMble HEKOMIIAKTHBIA JIEBBIA XKeIymouyek,
SHIOMMOKApANAIBLHBIN (UOpoas1acTo3, MUTOXOHApUaIbHbie KMII.

MuokapauT, B OCHOBHOM BUPYCHBIM 110 IIPOUCXOXKICHUIO, TAKKE ObLIT
BKJIIOYEH BO BTOPUYHbIE KapaAUOMUONATHU. B mmaToreHe3e moBpexIeHUs
MUOKapaa Npu BUPYCHOM MUOKapAUTe, 3BoJonunoHupylomniero B JIKMII,
paccMaTpuBaIMCh LUTONaTUYecKue 3((GEKTbl U aKTUBALMS ayTOUMMY-
HUTETAa.

IIpu stom B rpymnny cneunduueckux KMIT OblM BKIIOYEHBI UILIEMU-
yecKasi, KjallaHHash ¥ TUIEPTOHMYECKas KapAMOMUOIIATUM, YTO IIPUBEJIO
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K ompenejleHHOW MyTaHulle B nmoHuMaHuu cytu KMII u HeompaBmaHHO
LIMPOKOMY MCITOJIb30BAHUIO 3TOI0 TEPMUHA.

B nocaenyoiieM skcnepThl AMepUKaHCKOM acconmanyu cepaua (2006 r.)
u EBponeiickoro obiiecTBa Kapanooros (2008 r.) mpeutoxXuim paccMaTpu -
BaThb uckimoueHue MbC, aprepuanbHoii rTUIIEpTOHUM U 3a00JIeBaHU Kiara-
HOB KakK BaxkHoe ycioBue mist guarHoctuku KMIT.



[nasa 2

Knaccucpukauus
KapuomHonaTui

CornacHo pgeictBylomein ¢ 1995 r. kimaccudpukanuu
BcemupHoii opranuzanuu 3npaBooxpaHeHus (Taou. 2.1), B oc-
HOBE KOTOpPOIi JexaT (heHOTUNUUecKrue MOopdOoJoTUYeCcKue
npusHaku, KMII mogpasaensirorcst Ha TpM OCHOBHbBIE TPYIIITHI:

e MJIATALOHHYIO;

® TUNIEPTPOPUUECKYIO;

® PECTPUKTUBHYIO.

BoigensioT Takke nonojaHuTebHbIe Tpyniibl KMIT [1]:
ApUTMOI€HHYIO, WIM [IMCIUIa3UI0 IIPaBOro Keaygodka
(AKILX);

nepurnaptaibHyto (KMII 6epeMeHHBIX);

cneurduyeckrue B paMKax MeTabOINYeCKMX, BOCTIATUTEIb-
HbIX, MIIEMUYECKUX U IPYrUX 3a00JIeBaHUIA;
Heknaccuuuupyemole (¢pudpo3nacto3, ryoyaTelii MHO-
Kapl, CUCTojIM4ecKass TUChYHKIMS ¢ MUHUMAJIbHOMI aujia-
tarueit, KMII nmpu MUTOXOHIpUATBHBIX OOJIE3HSIX).

ITo Mepe HakOIUICHMSI OIbITA CTAJO OYEBMUIHO, UTO JaH-
Hasl Kiaccudukalys He B IMOJHOM Mepe OTBeYaeT JieXalleMy
B €€ OCHOBE JeJICHUIO 110 MOP(OIOrMYeCcKOMY MPU3HAKY. DTOT
MPUHLUI COOJIOAAETCS B OTHOIICHUM OUJIATAMOHHOM U T'-
neprpoduueckoii GopM, HO B OCHOBE TMArHOCTUKU PECTPUK-
tuBHOit KMIIT (PKMII) nexur Bepuduxkanusi HapylieHUR
PEIaKCUPYIOIIMX CBOMCTB MUOKapa, TO €CTh (PYHKIIMOHAJIb-
HbIX paccTpoiicTB. ITockonabky mpu JIKMII cTrenku neBoro
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xkenynouka (JIZK) He yromieHsl, a Macca MUOKapia yBeJIMYeHa, B TOM UMCIIe
U BCIIEACTBUE TMIEPTPOMOUU MMUOLIMTOB, IJIsI OTOM KATErOpUU IAalLlMEHTOB
TakXKe IpaBOMEPEH TEePMUH <«Truneprpodusi Muokapaa». JduHaMmudeckoe
peMojenupoBaHue MUOKapaa Ipu HekoTopbix dopmax KMII npusogur
K TpaHcopMaluMu ogHOM (opMbl 3aboneBaHus B Ipyryio. Hampuwmep,
y 6onbHbIX 'KMIT man nHOUIbTpaTUBHBIM TMOpaxkeHUeM MUoKapaa (aMu-
JIOUI030M, TUIIEPI03MHO(PUIBLHBIM CUHIApPOMOM) [2] B ucxome 3aboJieBa-
HUA BeposATHA AWJaTallvd KaMep ceplaua ¢ CUCTOINYECKON AMCOYHKIMEH,
1 pOpMaJIbHO 3TU MALIMEHTHI TOJKHbBI IIEPEMEIIATHCS B APYTYIO KATETOPUIO.
Takum obpazoM, B HacTosIIee BpeMsl JaHHBIN KilacCU(UKAIMOHHBIN MO~
XOJI YTpauMBaeT CBOIO YHUBEPCAIbHOCTbD.

Ta6muma 2.1. Knaccudukamms kapnuomuonaruii (BO3, 1995)

®dopma

Onucaunue

[unataunoHHas

[unatauns 1 HapyLieH1e COKpaTMOCTW NeBOro Ui 060MX Xe-
NYA04KOB. ITUONOrMYECKNE (DaKTOPbl — CeMeNHbIe reHeTnye-
CKMe aHOManuu, BUPYCHOE U/Unu UMMYHHOE NOPaXeHue, TOKCH-
4ecKoe BO3ANCTBIE anKorons 1 APYrix BeLLeCTB, HEM3BECTHbIE
(haKTOpbI, @ TAKXKE COYETaHUE C XOPOLLIO AUArHOCTUPYEMbIM
3a60neBaHneM

Tuneptpoduyeckas

TMnepTpochus NeBOro u/mnm NPaBoro Xenygo4ka, 4acTo acum-
MeTpuYHas 1 06bI4HO NPOTEKAIOLLAR C BOBIEYEHNEM MEXOKENY-
[I04KOBOIA Neperopoakun. Y 60NbLWMHCTBA 60/bHbIX 06HAPYXEHbI
MyTaLuu reHOB Capkonia3maTinyeckux 6enkos

PectpukTusHas

OrpaHn4eHre HanoNHEHNs 1 YMEHbLUEHIE JNACTONNYECKOr0
06bema OLHOr0 MM 060KX XKeNyA04KOB C COXPaHEHEM HOp-
MaJTbHOI CUCTONNYECKON (PYHKLMW. BO3MOXHO CoYeTaHune

¢ ApyruMu 3a6oneBaHnsMU (aMmunono3, SHLOMUOKapAUabHbIi
hubpo3) unu ugmonaTmyeckas opma

ApUTMOreHHas NpaBoro XenyLoyka

Mporpeccupyrollee GUOPO3HO-XKMPOBOE 3aMELLEHIE MUOKapaA
NpaBoro 1, B HEKOTOPOW CTEMEHM, NEBOr0 XKeNyA04KOB; YacTbl
ceMeiHble cryyaun 3a60oneBaHus

Heknaccudmunpyemas

3a6oneBaHine He YKNaabiBaeTCs HU B 0AHY kaTeroputo. K aToi
rpynne OTHECEHA CUCTONNYEeCKas ANCYHKLNA C MUHUMANbHOI
aunaraumeit, (ombpoanactos, KapAMoOMUONaTUK NP MUTOXOH-
LpuanbHblX 60/1e3HAX

Cne

Lnghnyeckne kapanommonarum

Nwemnyeckasn

[lunatauuoHHas KapauoMuonaTus, Npu KOTopoil CTeNeHb CHI-
XKEHUS DYHKLMM XKENYA04KOB HE COOTBETCTBYET BbIPAXKEHHOCTMA
KOPOHAPHOI 06CTPYKLIAN WA ULLIEMUYECKOrO MOBPEXAEHUs
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Oxonuanue maon. 2.1

dopma Onucanue

KnanavHas [nccyHKuns XXenyao4KkoB HeNPoOnopLMOHanbHa neperpyske Ka-
Mep cepAua, 06YCNOBIEHHOI KNanaHHbIMU HapyLIEHNAMI

TMnepTeH3nBHas [unepTpons NeBoro xenynoyka ¢ Npu3Hakamu CUCToNNYe-
CKOWM MW ANacTONM4ECKO CepAeYHO HEA0CTATOYHOCTM

BocnanutensHas JncyHkuns cepaua B pesynbrate MUOKapauTa

MeTa6onuyeckas Bo3HuKaeT B pesynbTaTe BO3fENCTBIS MHOTMX (DAKTOPOB, Yallle
npy 3HAOKPUHHBIX AHOMAMNUSIX, FMIMKOreHO3ax, rMnokKanueMmn
11 PAcCTPOMCTBAX NUTaHUS

Mpn cucTemMHbIX 3a60/1€BaAHNAX Bo3HuKaeT npu 601e3HAX COEAUHUTENBHOR TKAHW U UHDUIb-
TPaTUBHbIX 3260/1EBAHUAX, TAKMX KAK CAPKOWUZ03 1 NIENKEMUS

[Mpy MbILWEYHbIX ANCTPOPUAX PassuBaetcs npu guctpousax JroweHHa n bekkepa, MUOTOHU-
4ecKoii guctpodun

Mp1 HEPBHO-MbILLIEYHbIX BosHukaeT npu atakcun Gpuapeitxa, cuHapoMe HyHaH, neHTn-
HapyLEHUsX TNHO38

Mpu rUNepYyBCTBUTENLHOCTY Pa3sBuBaeTcs B peaynbraTe BO3/EHCTBUA ankorons, KaTexon-

11 TOKCUYECKMX PeaKLMAX aMVHOB, aHTPaLWUKNNHOB, paauaLum

MepunapTanbHas Bnepsble NosiBNseTCA B Nepuof 6epeMeHHOCTH; COCTaBNsSeT

reTeporeHHyt rpynny

3a mocjenHue IBa ACCSITUICTUS NOCTUTHYT 3HAYMTEIbHBIA ITPOTpecc
B 00JIaCTM MOJIEKY/ISIDHOI OMOJIOTMU. DTO MO3BOJMIO HE TOJbKO H0-
[OJIHUTh «T€HETUYECKUII MOpTpeT» HeKOoTopbix hopm KMII, HO u BBecTH
COBEpIIEHHO HOBOE ITOHSTHE — <«MOHHBIC KaHAJOMaTHUW». DTOT TEPMUH
00benMHsIET 3a00JIeBaHNsI, TIPEIPACIIOIaTralolIre K pa3BUTHIO YTPOXKAIOIINX
SKM3HM KEeJTyTOYKOBBIX TAXMAPUTMUIA BCJICICTBUE MyTallMU T€HOB, OTBEYal0-
KX 32 (PYHKIMOHUPOBAHME KaJMEBbIX, HATPUEBBIX, KAJbIIUEBBIX U IPYTUX
TpaHCMeMOpaHHbIX KaHaJIO0B. YIJIyOJleHUe IPeICTaBICHUI O IPOUCXOXKIE-
HUU Pa3TAYHBIX 3a00JIeBaHUIT MUOKapaa, MO CYyTH, OOYCIOBMUIIO HECOBME-
CTUMOCTh Takux ToHATHi, Kak KMII 1 mopaxkeHne Mmokapma HESICHOTO
reHesa, KOTOpoe JIMNTEJIbHOE BpeMsl OBLIIO OTHOI M3 OCHOBHBIX COCTaBJISIO-
wux onpeaeneHus:s KMII.

Bce 310 nipenonpeneaniaio HeoOXo0AMMOCTh B COBEPILIEHCTBOBAHMHU KJIac-
cupukaumoHHbIX noaxogoB KMII, uyro Hamio orpaxeHue B HECKOJIBKUX
MOKYMEHTAX, MOATOTOBICHHBIX PSIOM KPYITHBIX KapaUOJOTMYECKUX acCo-
nuanuii [3—5].
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