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BBepeHue

Kapanomuonaruu mnpeacTaBiasiOT HEOJHOPOAHYIO IpymIly 3a00seBaHuM
MHUOKap/a, MOHUMAaHWE KOTOPBIX JUIMTEIBHOE BPEMsI BBI3BIBAIO TPYIHOCTU
BCJIEZICTBHE HEUYETKOI'O OMpPEJENICHUS U Creluukanuu. TepMUH «KapIuOMUO-
naTus» MpeyiokeH BrepBbie B 1957 1. 1i1st 0003HaUEHUs TOpaKeHUs] MUOKap/a
HEU3BECTHOM NPUYMHBL. B nanpHenmeM TOCTHXKEHUS MOJIEKYJIIPHOM T'€HETUKU
B KapJWOJIOTUH, KIMHUYECKHWE HAOIIOACHHS CHOCOOCTBOBAIM MPOJBUKEHUIO
HOBOTO TPEICTABICHHUA O KapJIMOMUONATHUAX, TeHETHYEeCKHX aedekrax, oOy-
CIIOBJIMBAIOIINX UX PA3BUTHE, OCOOCHHOCTSX AUArHOCTUKH, (hapMaKOTEepaIHH.

B 2006 r. paboueit rpynnoii AHA (American Heart Association) ObLI0
c(OpMYJIUPOBAHO OIpEACICHUE KapAMOMUONATUH, OTPaXKarollee TOCTHKEHUS
COBPEMEHHOW KapAHOJIOTMU B TOHUMaHUM CyTH 3a0oiieBanus: «Kapauomuorna-
TUU — TeTEpOreHHas rpymnmna 0ojie3Hel MHOKapAa, MPOSIBIISIOMIAsACS MEXaHU-
YEeCKOW W/MIU AJIEKTPUUECKON TUChYHKIUEHN, XapaKTEpU3YyETCsl KeTyA0UKOBOU
runepTpodueil UiaM JuilaTanueil, pa3sBUBAIOLIEHCS BCIEACTBUE Pa3HBIX IpH-
YUH, NPEUMYLIECTBEHHO TI'€HETHYECKUX. VI3MEHEHUus INpu KapAUOMHOIATHSIX
MOTYT OTPaHUYMBATBCS CEPJLEM WIM BO3HUKAIOT B BUJE CUCTEMHBIX Hapyllle-
HHH, 4aCTO MPUBOIAIIMX K CMEPTH WJIM MPOTPECCUPYIOIIECH CEpJIEYHOM HEI0C-
TaTOYHOCTH.

HccnenoBarenu paccMaTpuBarOT JIBE OCHOBHBIE T'PYIIIbI KapJIMOMHUONA-
TUH, OOIIKUM MPU3HAKOM KOTOPBIX ABIISETCS MOPAKEHHUE CepLa.

K nepBHYHBIM KapAMOMHMONATHAM OTHOCSATCS 3a00J€BaHUs, OTPaHUYH-
BAIOIIMECS OPAXKEHUEM MHUOKAPJA, B PA3BUTHH KOTOPBIX YYaCTBYIOT pa3iny-
Hble (DaKTOpbI: FTEHETUYECKUE, HETEHETUYECKHE (YACTO CMELIaHHbIE — I'€HETHU-
YEeCKHE U HEreHEeTUYeCcKue), mpruoodpeTeHubie (Taoi. 1).

Tabauya 1
Kuaaccndpukanusi nepBuYHbIX KaPAMOMHONATHI
Heanqm,Ie KapaAuOMHUONIATUH

IF€eHCETHYECCKHE CMeEIIaHHbIC HpHOﬁpeTeHHble
l'uneprpoduyeckas kapauomuonarus | JunatanuoHHas Kapauo- BocnanurenbHbie
(HCM) muomnarus (DCM) (MHOKapANTBHI)
ApUTMOreHHast KapJUOMHONIATHS PectpuxtuBHnas (ue runep- |Crpecc-
IIPABOTO JKEJTy10UKa/ TUCTIIIa3Us Tpoduueckas U He AUjIaTa- |MHAYLMPOBAHHBIE
(ARVC/D) [IMOHHAs1) KapAauoMmuonartus |(«taco-tsuboy)
HexoMmnakTHBII MUOKapJ JIEBOTO IlepunapranbHas
xenynouka (LVNC)
Haxonnenns rmukorena — Danon, NunyunpoBanHas
PRKAG; TaxuKapanuen
Hapymenus nposoaumoctu VY nerent, poaus-
(6one3np Lenegre) IIUXCSl OT MaTepei
MuTOXOHIpHaJIbHbIE MUONIATHH C MHCYJIMH3aBUCH-
bone3Hn MOHHBIX KaHAJIOB: yAJIMHEHHE MBIM CaxapHbIM
untepBana QT (LQTS), nradeTom




Oxonuanue maon. 1

HepBI/I‘lHI)Ie KapaAuOMHUONIATUH
ITeHETHYEeCKHe CMCEIIIaHHbIC HpHOﬁpeTeHHBIe
Bpyrana cuHIpoM, yKOpOYeHHE HHTEP-
Bana QT (SQTS), karexonamuHOBas
xenynoukoBas Taxukapaus (CPVT),
UAMONATHYECKas KeTy J0UKOBast
bubpmusimus (Asian SUNDS)

BropuuHble KAapAMOMHONATHH BKIIOYAIOT MOpaKEHHE MHUOKap.a,
CBSI3aHHOE C JIPYTUMHU CHUCTEMHBIMU MPOSBICHUSAMH, HNPU 3TOM CHMIITOMBI
3a00JIeBaHUsl MBIl CepAlla HE 00s3aTENbHO MPeoOIagaroT Haa APYTHMH
MOJIMOPTAaHHBIMU MPU3HAKAMH.

UcTopuyeckme ceegeHuns

B cepenune 1850 r. XpoHUUECKUN «MUOKApJUT» CUUTAIU €IUHCTBEHHOM
607e3Hp10 MbITIIIB cepana. B 1900 r. mosBUIIOCH MOHATHE «TIEPBUYHOM O0JIE3-
HU» CEpJIEYHOM MBIIIIBI, U TOJIBKO IsAThAECAT JeT cuycts (1958 r.) R. D. Teare
OMHUCal MAaKpO- ¥ MHUKPOCKOMHMYECKYI0 KapTUHY THIEpTpouueckoil Kapano-
muonatud. B mocnexyronme roasl MEHsUIM TEPMHUHOJOTHIO (THIepTpodude-
CKasg OOCTPYKTHMBHAsI KapJAUOMHUONATHUS, UIUONATUYECKUN TUNEPTPOPUUECKUI
cy0aopTanbHbIi CT€HO3), 0AHaKO KoMuTeT 3kcnepToB BO3 B 1980 r. pekomeH-
J0BaJI UCHOJIb30BaTh TEPMHUH «TUNEPTPOPUYECKas KApAUOMHOINATUS, KOTO-
pBIi pacrpocTpaHeH BO MHOTUX CTPaHax MHpA.

PacnpocTtpaHeHHOCTb

I'uneptpoduueckas xkapanomuomnatusi ('KMII) oTHOCHTCS K MEpBUYHBIM
TreHEeTUYECKH OOYCJIOBJIICHHBIM 3a00J€BaHUAM M SIBJIETCS 4YacTO BCTpPEYalo-
niefcs KapauoMuonaTuen, ¢ pacnpocTpaHeHHOCThio 1:500 mo pesynbraTam
sxokapauorpagpuueckoro (9xoKI') wuccnenoBanus B3pOCIOr0 HACEIEHUS.
B Hacrosmee BpeMs OTMEUarOT POCT 4YMCJIA 3apETMCTPUPOBAHHBIX CIydacB
3a00JIeBaHuUs, BEPOSITHO, CBSA3aHHBIA C COBEPILIEHCTBOBAHHEM JAMATrHOCTHYE-
CKOM TEXHMKH, METOJIUK MCCIICIOBAHNUS, & TAK)KE B CBSI3U C YBEIMYCHUEM YHCIIA
6ompubIX ['KMITL.

I'KMII guarHocTupyroT y Jtojel Jro00ro BO3pacTa: OT TEpPBBIX JHEU
KU3HHU 70 Tocienneit aexanbl (90 yer), ogHako 3a00JI€BaHUE BBISBIISIOT Ipe-
MMYIIECTBEHHO Y JIMI] MOJIOAOTO TPYJA0CHOCOOHOro Bo3pacTa. PacnpocTpaneH-
HocTh ['KMII He 3aBuCHT OT pacOBOM U MOJIOBOW MPUHAIIEKHOCTH.



OnpepeneHue

I'KMII siBnsiercst 3a00eBaHMEM C XapaKTEpHBIM KOMIUIEKCOM crienndu-
geckux MOpGhOodyHKIMOHATBHBIX HM3MEHEHUW U Tuneprpodueil Muoxapnaa
(6omnee 15 mM) neBOTO W/WIIH, B PEIKUX CIIy4asiX, MPaBOro Xeixyaouka. [ umep-
Tpo(Us YaCTO HOCUT aCUMMETPUYHBIN XapaKTep 3a CUET YTOJILICHHS MEXiKe-
aynoukoBoil meperopoaku (MXKII) c¢ pasButnem OOCTPYKLIHMH BBIXOIHOTO
TpakTa JieBoro xenynouka (JDK), npu oTcyTCTBUM M3BECTHBIX HNPUYUH (apTe-
pHAIbHON THUNEPTEH3UU, TOPOKOB M CHEHM(PHUUECKUX 3a00JeBaHUM cepala).
3a0osieBaHrEe XapaKTEPU3yeTCS MPOTPECCUPYIOMIUM TEYEHHEM C BBICOKHM
PUCKOM Da3BUTHUSI TSDKENBIX KUZHEYIPOXKAIOUMX ApUTMUKA W BHE3AITHOU
cepaeunoit cmeptu (BCC).

STnonorus

I'KMII — kJIMHMYECKM reTeporeHHas rpymnmna OoJie3HEH, HacielyeMbIX
B TOJIOBUHE CIIy4aeB II0 ayTOCOMHO-JIOMHWHAHTHOMY THUNy. Bcrpewarorcs
OOJIbHBIE MOXKUIIOTO BO3pACTa CO CIOPATUYECKUMH CIIOHTAHHBIMU MYTAalUsIMHU,
T. €. He uMeromue poacTBeHHUKOB ¢ 'KMII, ¢ BBICOKOM CTENEHBIO NTEHETPAHT-
HOCTH — B 50 % ciy4yaeB y HUX CYLIECTBYET BEpOSTHOCTh Iepenayu 3adolie-
BaHUS CBOUM JIETSIM.

I'KMII Be3biBaetcst 6onee 400 MyTauusiMu B Te€HaX, KOJUPYIOMNUX OCJIKU
MuopuOpuUIsipHOro anmnapara. Ha ceromHsiiHuii J1eHb HACHTUPHUIIMPOBAHO
12 reHoB, KaxJblii U3 KOTOPBIX KOJAUPYET KOMIIOHEHTHI MPOTENHA CEPACYHOTO
capKomepa, U MyTallui KOTOPbIX MOTYT IpuBOAUTH K pazButuro ' KMII. K Hum
OTHOCSATCA TEHbI [-MHO3WHA, MHUO3MHCBs3bIBaromero Oenka C, cepaedyHbIX
tponionuHoB T, C, I, a-TponomMuo3uHa, JIETKUX Iere MUo3uHa (005S3aTeIbHBIX
U PEryJIATOPHBIX), CEPIACYHOTO 0-aKTHUHA, TAUTHUHA, a TAKKE MPOTEUHKUHA3BI A,
T€Ha KaJMEBbIX NOTEHINAI-3aBUCUMBIX KAaHAJIOB.

HopmanibHOE B3aMMOAECHCTBUE OCHOBHBIX COKpPATUTENIbHBIX OEJIKOB cep-
JNEYHOT0 CapKOMEpa U NOHOB KaJbLys [MOKa3aHO Ha puc. 1.

['eHeTnyeckue HApyLICHUWs, BBI3BIBAIOIIME HM3MEHEHHUS CTPYKTYPBI
1 GyHKIMU MUODUOPMILIAPHBIX OEJIKOB MPUBOJAT K MOJIMMOP(HBIM IPOsBIIE-
HusM ['KMII: or MUHMMAaIbHO BBIpOXKEHHOW runepTpoduu MUOKapja ¢ Mpo-
THOCTUYECKHU OJAronpusiTHBIM TE€UEHHEM 3a00JIEeBaHMs 0 3HAYUTEIHHO BbIpa-
KEHHOU runeptpoduu ¢ 0OCTPYKIMEH BBIXOJHOTO TPAaKTa U CUCTOJIMYECKOM
obnurepanueit mosoctu JDK.

Haubonee yacto HabMI01at0TCS TTOPAXKEHUSI TEHOB, KOAUPYIOIMIUX CHUHTE3
TSOKEJIOW 1enu [-Muo3uHa, MHO3HH-CBsi3bIBaomero Oenka C, tpormonuHa T,
C OOJIBIIUM CHIEKTPOM (DEHOTHUIIOB, OMPENETSAIOMIUX BO3PACT, B KOTOPOM MaHU-
dectupyer 3a0osieBaHWE, KIWHUYECKUE TPHU3HAKA U MPOJODKUTEILHOCTH
YKW3HU MarenTa (taom. 2).
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Puc. 1. Cxema B3aUMOJIEHCTBUS COKPATUTEIBHBIX OEIKOB CEPACUYHOTO CapKoMepa,

a TaK>Ke POJIb KAJIbLIMS KaK aKTUBUPYIOUIETO MOCPETHUKA!
@ — OTHOCHUTEJILHOE PACIOJI0KEHUE COKPATUTENbHBIX (MUO3MHA U aKTUHA) U PEryJISTOPHBIX
0€eJIKOB (TPOMTOHWHOBOTO KOMILIEKCA U TPOIIOMHO3MHA) B MUO(DUIAMEHTE; O — COKpaIllCHUE
MIPOMCXOJUT, KOTJa FOJIOBKM MOJIEKYJ MHO3MHA, 00pa3yIlollie MONepeuyHble MOCTHKHU TOJI-
CTBIX HHUTEH, CBS3BIBAIOTCS C aKTUHOM. 3aTEM MEHSETCS OPUEHTAIUsl MOMEPEYHbIX MOCTH-
KOB, YTO NPUBOJUT K CMEIIEHUIO TOHKUX HUTEH MO HAIpPaBIICHUIO K LIEHTPY capKomepa.
Jlyis akTHBaMKM HEOOXOAUMO CBsI3bIBaHHE MOHOB Ca ¢ TPOIMIOHUHOBBIM KOMIUIEKCOM, B pe-
3yJIbTaTE€ CHUMAETCS TOPMO3AILEE BIMSHUE CBSI3M MUO3MHA W akTUHA. OQHOW U3 cepuil
XUMUYECKUX PEAKIUH, JISKAUUX B OCHOBE MBIIICUYHOTO COKpAIICHHUS, SIBISETCS THIPOJIN3
AT®, BbI3bIBAIONIMN CMEIICHUE MOMEPEYHBIX MOCTUKOB. Penakcainus HacTymaeT mocie
Toro, kak MoHsl Ca’’ OTIIEILIMIOTCS OT TPOIOHMHA;, 6 — MOJICKYJSAPHAs IEepecTpoiika
Ha ypOBHE TOHKHX HHUTEH 3aTparuBaeT peryssTOpHbIe OeNKH (TPOMOMHUO3UH U TPOIMOHHHBI
C, I u T). CazbiBasich ¢ TponoHUHOM C, KaJlbLuil OCIa0IseT CBSI3b MEXKAY TPOIOHHHOM |
1 akTMHOM. Pa3BuBaromascs aucconuaius TponoHnHa T U akTHHOBOM OCHOBBI TOHKUX HU-
Tell MPUBOJIUT K CMEIICHUIO TPOIIOMHO3MHA TaKMM OOpa3oM, YTO €r0 aKTHBHBIC YYACTKU
CTAHOBSTCS JOCTYIHBIMHU Il B3ammojercTBust ¢ muosuHoMm (A. M. Katz, V. E. Smith.
Hosp. Proc., 1984, 19 (1), 69)




Tabnuya 2
Yacrora nedeKToB 6€JIKOBBIX KOMIIOHEHTOB CepPAeYHOr0 capKoMepa,
orMmedyeHHbIX npu 'KMII

80-85 % Bcex myTaumii 15-20 % Bcex MyTanuii
Tspkenas nens B-muo3una = 35 % DcCeHIMaIbHAS U PETYJIATOPHAS JIETKHUE
e MUO3MHA
Muo3sus-cs3biBatonmii 6enok C =35 % | A-TponoMHO3UH
Tpornonun T = 10 % A-aKkTuH
Cepaeunslii TponoHMH [

Tspxenas nenps 0-MHO3MHA

Taititun

Tpononun C

HAM®-akTuBHpyeMasi NPOTEMHKHHA3a
MuroxonapuansHas JITHK

MyTtauu reHa B-muo3zuma SBASIOTCS BTOPOM MO YACTOTE MPUYMHOU
pazsutus [ KMII nocne myTtanuii reHa Muo3uHceBsi3biBatoiero 6enka C. Ha ux
noiiro npuxoautcs 35—40 % Bcex ONMCaHHBIX K HACTOSIIEMY BPEMEHHU MyTa-
uuid. B OonbIIMHCTBE CilyyaeB MyTaluu I'eHa [J-MHO3MHA CBS3aHbl C BBICOKOM
NEHETPAHTHOCTHIO, paHHed MaHudecTaleil 3a0oyieBaHUs, BbIPAKEHHON
runeptpodueit JIK, Beicokum puckom BCC. M3BecTHO, 4TO B Cilydae maToJIoO-
TMYECKUX HM3MEHEHUH [B-MHO3MHA TUIOXOW MPOTHO3 3a00JIeBaHUSI HANPIMYIO
3aBHCUT OT CTENIEHHU TUNEepPTPOPUU MUOKAP/A.

CrnenyeT OTMETHUTb, UTO, HECMOTPSL Ha OOLIMPHOCTh UH(POPMALIUK O POJIU
myTanuii rena B-muosuna npu 'KMII, npoBeaeHne reHOTUMUYECKUX U (PEeHO-
TUMAYECKUX KOPPEJALHMA, a TaKKEe UX MHTEPIPETALUs BbI3bIBAIOT TPYIHOCTH,
MOCKOJIBKY MOJMMOP(H3M TeHOB-MOIN(UKATOPOB BIUAET Ha (PEHOTUITHMUECKHE
MIPU3HAKK 3200JI€BaHHUS.

Onucano oxosio 30 myrtauuii muoszuncesasvieaoweeo beaka C, KOTOpbIE
B 35-42 % ciyuaeB saBisitorcst npuuuHoil ' KMII. B 6onbmmHCTBE ciiydaeB 3a-
OoJsieBaHue MaHU(DECTUPYET MO3THO, €r0 TEYCHUE OTHOCUTEIILHO 100POKAYECT-
BeHHoe. [lenerpanTHocTe 'KMII y nun B Bo3pacte 1o S50 neT MOXKET cocTaB-
1sath 50 % mo pesynpTaTam snekrpokapauorpagpudeckoro (IKI') uccnenoa-
HUsl, U HecKoJIbko MeHbIe (40 %) — mo pe3ynbraram DxoKI' uccnenoBanus.

K xapakrepubim mnpuzHakam ['KMII na ¢Qone wmyTtamuii MHO3WH-
cBs3bIBaroriero 0enka C oTHocutes HU3Kas yactora cunjapoma BCC, pazButue
B KOHCUHYIO (ha3y 3a00JICBaHUS CHCTOJWYECKOW MUCPYHKIIMH M JIHJIATAIUS
JK 'y 1040 % 60apHBIX B MOXKUIOM Bo3pacte. Mopdoornueckre n3MEHEHUS
Muokapzaa, xapakrepusle st 'KMII, na gone nunaranuoHHOW (a3pl MOTyT
OTCYTCTBOBATh, MOATOMY U PEepeHIHATBHBINA JUAarHO3 ¢ JUIATALIMOHHOM Kap-
JMOMHONATHUEN TPYICH.

Myranuu rena mpononura T oOHapyxuBatoT y 6osbHbIX ' KMII B 5-10 %
ciny4yaeB. HecMOTpst Ha TO, YTO OMKMCAHO 3HAYUTEIBHOE KOJMYECTBO MYyTalUui



1 ux pasnuuHble Mexanus3msl npu ' KMII, cBa3aHHbIX ¢ reHOM TponoHuHa T,
KIIMHAYECKHUE TPOsBIICHUs 3a0oseBanus uaeHTHIHb. OcobeHHocTsmu ['KMIT
ABJISIETCSI HE3HAYUTENIBHO BBIPAXKEHHAS WM OTCYTCTBYIoLIas runeptpodus JIK
u Beicokuid puck BCC. 3a0o1eBanne UMEET HU3KYIO NMEHETPAHTHOCTh, KOTOpas
o pesyapratam JKI' u 9xoKI' cocrasmsier 40 u 60 % coorBercTBEHHO. KyMmy-
JSTUBHAs CMEPTHOCTh B CeMbsiX C JedekTamu reHa tpomnoHuHa T mocturaer
50 %, ocobenno udacto (64 %) ormeuaror BCC y mMyXuuH B BO3pacTe [0
28 net, cpeanuit Bo3pact cocrapisier 17 = 9 jer. Ilocne 30 ymer cMepTHOCTh
OOJILHBIX CHUXKAETCSI.

[Ipu3Haku 3aCTOWHOM CcepAeUHON HEOCTATOYHOCTH Ha (JOHE MyTaIluil Te-
Ha TponoHrHa T pa3BuBaroTcs peako. HecMOTpst Ha HE3HAYUTENBHO BBIPAXKEH-
Hble TUnepTpoduto Muokapaa u ¢uodpos3, creneHs GpeHomeHa disarray 3HaAUU-
TEJIbHO BhIlIE 1O cpaBHeHHIO ¢ ' KMII, pa3BuBaromumucsa B pe3ynbTare MyTa-
it 1pyrux reHoB. [1ogo0HbIi PakT yka3sIBaeT Ha TO, yTo (peHomeH disarray u
BCC He 3aBucsr ot crenenu runeprpopun JOK.

Tpononun I sBASIETCS KIIOUYEBBIM 3BEHOM, 00ECIIEUMBAIOLIUM CBSI3b MEX-
Jly M3MEHEHHSIMH BHYTPUKIETOUHON KoHueHTparmu Ca’’ 1 mporieccoM cokpa-
menua. Onucano 8 myranui tpornoHuHa I, compoBoxnarommx ['KMII. Jlse
U3 OIKCAaHHBIX MYTAllMi 3aTparuBalOT HHTUOUTOPHBIA PErMOH MOJIEKYJIbI,
OCTaJIbHBIE — AUCTAIBHYIO €€ YacCTh.

MexaHu3Mbl BO3JIEUCTBHSI MYTAallMM UHTHOUTOPHOTO PErMOHA U JUCTANb-
HOM 4YacTM TIeHa, a CJIeJOBaTeIbHO, KIMHMYECKas KapTuHa 3a0ojeBaHMUs,
HEOJIMHAKOBBI. [Ipyu moBpexIeHnn MHTHOMTOPHOIO y4yacTka MOJIEKYJIbl Hapy-
[Ia€TCS M30BOJIOMUYECKAsl peaKkcalus U paHHee ObICTPOE JUACTOIUYECKOE
zanoniHenue JDK, pasBuBaercss nuactoinueckas AUCPYHKIMS U CHUXKAETCA
MakCUMaJIbHas cuia cokpauleHus. [laromornueckoe BiIWsAHME MyTaluuu
JUCTAJbHOM YaCTH MOJEKYJbl INPUBOANAT K CHWIKEHHIO YYyBCTBUTEIBHOCTHU
TPONOHMHOBOIO KOMIUIekca K MoHaM Ca’’ M HapyIIeHHIO B3aMMOJEHCTBHS
TponnoHnHa | um TponoHumHa C, 4TO KIMHHUYECKU MPOSBISIETCS BEPXYLICUYHOU
runepTpopueil Muokapaa.

Myrauuu o-mponomuo3suna BCTpedaroTcs B 3—5 % cilydaeB U OTHOCATCS
K peakoi npuuune 'KMII. OcnoBubiM npuzHakom ['KMII, pa3BuBiieiics B pe-
3yJbTaTe MYTallUU O-TPOIIOMHUO3WHA, SIBISIETCS COKpaTUTENbHAsI NUC)YHKIUS
KapJMOMUOLUTOB, K KIMHUYECKUM TPOSBICHUSAM KOTOPOH OTHOCST IHACTOJIU-
YeCKYyI0 JUCPYHKIMIO MUOKapaa. [Ipu 3Tom 3HauuTeNbHbIE MOP(OIOrHUecKue
M3MEHEHUs, MPU3HAKU TUNEPTPOPUH, M3MEHEHUE TEOMETPUU KaMep cepAla
HE OIPEACIIAIOTCA.

Jleckue yenu muo3una OTHOCITCA K peakum npuunHaMm passutus ['KMII
u o0ycnoBiuBarOT MeHee 5 % 3aboneBaHus. M3BecTHO JecsATh MyTaluuid reHa
PEryJIsSTOPHBIX LENEed U TPU MYTalUU IeHa 00sA3aTesIbHbIX LEeNeH, CBSI3aHHbIX
¢ passutueMm ['KMII. Myrannnu 4acTo acCONMMPOBAHBI C PA3BUTHEM XapaKTep-
HOTO (PEHOTHUIIAa B BUJI€ MACCUBHOM rUnepTpoduu NanvuIspHbIX MBILIL U MPHU-
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JIETa0IIMX YYaCTKOB MUOKap/Aa U COIPOBOKIAIOTCA OOCTPYKLMEN BBIXOJIHOIO
ornena JDK.

[Taronorust akmuna BcTpeuaercs meHee 1 % cmywaeB I'KMII nacnencr-
BEHHOHM U criopaanyeckoi popmel. K KIMHUYECKUM NpHU3HAKAM OTHOCST allv-
KaJIbHYIO0 TUNEepTpodui0 MUOKapnaa, 00JM B TPyJHON KJETKe, cepialeOueHue,
OJIBIIIKY, OTEKH.

MyTauuu reHa maimuna BbI3bIBAIOT PA3BUTHE CIIOPAJANMYECKHUX U HACIIE[I-
ctBeHHbIX Gopm ['KMII, ogHako BcieacTBME Majioro KOJMYECTBA MCCIEI0Ba-
HUN HEU3BECTHBI OCOOEHHOCTH KJIMHUYECKUX MPOSBICHUHN 3a00JIeBaHUS.

Takum oOpa3oM, MOJIEKYJISIPHO-T€HETHUECKUE HW3MEHEHHs 00YCIOBIUBA-
10T KuHuYeckue ocooernoctu 'KMII, mponomkuTenbHOCTh KU3HH OOJTBHBIX.
K coxasleHnt0, MHOTME€ F€HETUYECKHE HApYLIEHUS! OCTAIOTCSI Ha CErOJHSAIIHUN
JI€Hb HE U3yYECHHBIMU.

Knaccudgumkauuma

Knaccudukanms ['KMII ocHoBbIBaeTCS Ha HAJIWYUM WU OTCYTCTBUU
rpaguenTa nasieHus B nojoctu JDK: o0CTpyKTMBHAs M HeOOCTPYKTHBHAS
(¢hopmbl. Beigensrot Tpu remoinHaMu4Yeckux BapuanTa ooctpyktusHoi ['KMIT:

— ¢ cybaopTaibHON 00CTpYyKIIHEH B MOKOe (06a3anbpHOM);

— 7a0WIbHOM OOCTpYKUMEH, XapaKTepU3YIOIIEHCs 3HAYUTEIbHBIMU
CHIOHTAHHBIMU KOJEOAHHUSIMU BHYTPUIKEIYIOYKOBOIO rpaJiMeHTa JaBieHusl 0e3
BUAUMOU IIPUYUHBI;

— JIATEHTHOW OOCTpPYKIIMEH, BhI3bIBAEMON (pU3HUECKOW U (PapMaKoJIOTH-
YecKo# (BIbIXaHHE aMUJIHUTPUTA, MPUEM HUTPATOB, BHYTPUBEHHOE BBEJCHUE
M30IPOTEPEHOJIAa) HAIPY3KOM.

Spirito P. et al. npenoXkuny BeIACIATh TPU CTENEHU TPAJAUEHTA JaBICHUS
B nosnoctu JIK:

— TpaAMEHT [aBJIEHUS B IOKOE WIM NpPU IPOBOKALMOHHBIX Mpodax
<30 MM pT. CT.;

— TpoBoIMpyeMas OOCTPYKIUS — TpajueHT AaBieHus > 50 MM prT. CT.
IIpU IPOBOKALMK, HO < 30 MM PT. CT. B IOKOE;

— TIpaJueHT AaBieHus 6osaee 50 MM pPT. CT. B IOKOE.

B MKB-10 I'KMII otHecena k kiaccy «bone3nu cucrembl KpoBooOpaiiie-
Hus» (100-199) pyopuxe 142 — Kapauomuonarus: 142.1 — OOGCTpyKTUBHAs
runeprpopuyeckas kapauomuonarus; 142.2. — [Ipyras runeprpoduueckas
KapIUOMHUOIIATHS.



MaTonornyeckaa aHaToMmus

K xapaxrtepusim npusznakam ['KMII otHocuTcst runeprpodust Mmuokapaa
JIEBOTO W/WMJIM MPABOT0 KENyJl0uKa, 4acTo acumMmerpuuHas runeprpodus JDK,
npu kKotopoi tommuaa MXKII (6onee 15 MM) mpeBbIIIaeT TAKOBYIO CBOOOHON
creHkr JOK pu OTCYTCTBUM HM3BECTHBIX IPHUUYUH (apTEpUAIbHASI TUIIEPTEH3US,
MOpOKK M crenupuyeckue 3abojeBaHus cepAma). [ uneprpodust B BepxHei
gyactu MXII comnpoBoxkaaeTcss pa3BUTUEM OOCTPYKIMM BBIXOJHOTO TpaKTa
JDK. Beipaxennas runeptpoduss MXKII u3penka cumynupyer HaaIuuue Mbl-
IIEYHOI'0 KOJIbLla, pacnojlararouierocs Ha 1-3 cM HHKE CTBOPOK a0pTajJbHOTO
KJIalaHa, KaK CJIeJICTBUE TUNEPTPOhUN OTMEUAIOT CyXeHUue UHPYHIUOYIISIPHO-
ro OTJeja MpaBoro Keayaoduka (puc. 2).

Puc. 2. Ctpoenue cepana:
a — HOpMa; 6 — IpHU TUNIEPTPOPUIECKOIN KapAMOMHONIATUN

OGHapyxuBaemMoe mnpu MOP(POJIOTHYECKOM HCCIICAOBAHUN YBEIMUCHHE
cooTHomeHuss Mexay TosmuHot MIKII u Tonmuuoi crenku JIXK cocrapisier
6e3 obctpykmuu 0,98-1,25 (B Hopme 0,95), B ciydyae acMMMETPUYHOMN
obctpyktuBHoi ['KMIT — 1,5-1,76.

Bcerpewaercs runeprpodust cpeaneit yactu MXKII ¢ anomanumeit nmanui-
nspabix Mbimi JOK. TlanumispHabie MBITIIBI TUIEPTPOPUPYIOTCS U COCTUHS-
IOTCSI CO CTBOPKAMHM MUTPAJILHOIO KJlallaHa KOPOTKUMU Xopaamu. Onpenensier-
Csl paclIUPEHHE U YJJIMHEHHE BCEX KOMIIOHEHTOB MHUTPAJIbHOIO KOMILIEKCA,
4aCTO — C BTOPUYHBIM YIUIOTHEHUEM NIEPEAHEN CTBOPKH.

Pazmeps! nonoctu JIXK He nu3amMeHeHbl 1100, HE3aBUCUMO OT CTENEHU KOH-
TPAKTWILHOCTH MUOKAP/1a, YMEHBIIAIOTCS, IPEACEPAUS AUITATUPOBAHBI.

Penko nabmopator nud@ysHyro runeprpopuro, CUMMETPUYHO BOBJIE-
Karolryo B mpoiiecc cBoboanyr crenky JOK u Bepxymiky cepama. IIpocser
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BbIXoAHOTO oTnena JIK B aTom ciydae cykaeTcss KOHLEHTPUUYECKOH THUIlep-
Tpodueit TakoBoro (puc. 3).

Puc. 3. CxemaTnueckoe n300pakeHUe pa3InyHbIX (POPM aCHMMETPUYHOM (6—0)
u cummetpudHoi (e) 'KMIT:
a — HOpMa; 6 — TpeuMyllecTBeHHas runeprpodus BepxHei yactu MXKII; ¢ — runeptpo-
¢bus BepxHel, cpenneil u HwkHel yacteir MKII; ¢ — runeprpodus HmwkHer yactn MXKIT
n Bepxymku JDK; 0 — mnpeumyniecTBeHHass TUNEpTpogHs BEPXYLWIKH C IMEPEXOJOM
Ha niepenHIoo cTeHKy JUK; e — cummerpuunas dopma 'KMIT

MUKpPOCKOITMYCCKHE N3MEHEHUS BKIIFOYAIOT HAPYIIICHHYIO apXUTEKTOHUKY
KEIyJJ0uKa C JIe30praHmu3anuell KIeTOK Muokapaa. OnpeaensioT W3MEHEHUs
B BUJIC KJIACCHYECKHX IMpHU3HAKOB: (peHOMeHa disarray — HEYHOpsI0YEeHHOE
MOJIOKEHUE MUOPUOPUIIT M KapAMOMHOIIMTOB, MOJICKYJIIPHBIC HAPYIICHUS —
M30BITOYHOE HAKOIUICHWE TJIMKOTEHA B KapAHMOMHOIUTaX. KapaumomMuomuTs
OOBIYHO TIEPETPYIKEHBI KAIBIIEM, YTO MIPUBOAUT K HAPYIICHUIO UX CIIOCOOHO-
CTH K paccmabneHuto. 3MeHEHHS KapIUOMHUOIIUTOB TMPOSIBISIIOTCS TaKKe
BBIPOKCHHOW TUTIEPTPO(UEH C YBEIMUCHUEM Pa3MEPOB U THIICPXPOMHUECH SCP.
Snpa pacnonararoTcs oj CapKoJIEeMMON U UMEIOT TPUUYIITUBYIO hOpMYy.

[Ty4Kky MBITIICYHBIX BOJOKOH MHOKapAa Pa3jIuvYHON TOJIIMHBI Oecriopsi-
JIOYHO PACIOJIOKEHBI, pa3AeIeHbl MEXKIy COOOW COCIMHUTEIHHON TKaHBIO.
Bcerpewaroress ouarn (¢ubpo3a B IICHTpE IydYKa, OYEBHJIHO OOYCJIOBJICHHBIC
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WIIEMUYECKUMH TOBPEKICHUSMHU. YYaCTKM aHOMaJIbHO OPUEHTHPOBAHHBIX
BOJIOKOH OKPY)KEHBI TUTIEPTPOGUPOBAHHBIMH, OJHAKO OOBIYHO PACIIOIOKEH-
HBIMM BOJIOKHAMH. AHOMAJMUA apXUTEKTOHUKU COKPATUTENIBHBIX 3JEMEHTOB
MHOKap/ia BCTpeyaroTcs B Bujie (OKYyCOB, CKOHIIEHTPUPOBAHHBIX MPEUMYILECT-
BeHHO B oOnactu MXKII u cBobonnoi crenku JDK. 3amernienue coequHUATENb-
HOM TKaHbIO ¥ GUOPO3 UHTEPCTULIMS YACTO OOUIUPHBIE, COCTABISIOT OoJiee 5 %
(6e3 'KMII — oxoio 1 %) mosst 3peHus mpu MUKPOCKOITUYECKOM HCCIIeI0Ba-
HUU. DHAoKapauanbHbIi Grudpo3 MXKII npu 'KMII ¢ oGcTpykuueit pa3BuBa-
ercsi B o0nacTu BbIxojgHOro Tpakrta JIDK HampoTuMB mepenHeil CTBOPKH MHUT-
PaJIbHOrO KJIAllaHa.

OTMeuaT NaTOJIOrMYECKUEe U3MEHEHUS HUHTPaMypajbHbIX KOPOHAPHBIX
apTepui B BUJI€ YTOJIIEHHS CTEHOK U CY>KEHUS IPOCBETA.

K mopdonorunueckum nposiBnenusim, onpenenseMmbim npu ['KMII, otHo-
CATCS TAK)KE MUOKAPIUAIbHBIE «MOCTUKHN», aHOMAJIBHOE TOJIOKEHUE KOPOHAp-
HBIX COCYZOB, MAJIbIC AaHOMAJIMHU CEep/ILia.

N3BeCTHBI CyHIECTBEHHBbIE HAPYIIEHWS B CHUMIATHUYECKOW HWHHEpPBALUU
cepamna. HabmromaeTcsi CHUMXKEHUE YYBCTBUTEIBHOCTH [31-apeHEPTrUUECKUX
pEeLenTOPOB, HEPEIKO — HAPYIICHUS! CBA3BIBAHUS MEIUATOPOB C [-aapeHo-
peuenTopaMu, 00yclOBIEHHOE X (pochopuirpoBaHUEM WIH CEKBECTPALIMEH.
[Ipy KOMIEHCUPOBAHHOW THUMEPTPOPUU MHOKAp/la BO3MOXKHO YMEHBIICHUE
IUIOTHOCTH PELenTOpPOB [j-aipeHEPrudecKux U M,-MyCKapuHOBBIX. Y CTaHOB-
JIEHO, YTO I'€HbI, KOAUPYIOLINE 3TU JIBE IPYNIIBI PELENTOPOB, HE AKTUBUPYIOTCS
FEMOJIMHAMUAYECKUM CTpecCcOoM. lIpu 3TOM mpOUCXOAUT YMEHBLICHUE IIOTHO-
ctu penenTopoB U coorBeTcTByrommuXx MPHK u 6enkoB, ogHako dakTuuecku
OHO SIBJISIETCSI OTHOCUTEIIbHBIM M CBS3aHO C YBEITUYCHHUEM MAaCChl TUTIEPTPOdU-
POBAHHBIX KAPJIMOMHUOLIUTOB.

MaTonornyeckasa omsnonorusa

VY 6onpubix ['KMII wacTo ompenenstoT BHICOKHE MOKAa3aTeIN CUCTOINYe-
ckoil ¢yHkiuu cepaua. OAHAKO YBEJTMYEHHUE IMAPAMETPOB COKPATHTEIbHOU
byHkuuu, Harpumep, ppakiuu BeIOpoca, HE 00s3aTEIBHO COMPOBOMKIACTCS
YBEIMYEHUEM COKPATUTENIbHON CHOCOOHOCTH MHOKapAa. D(PQPEKTUBHBIHI
BBIOpOC B OOLIMIT KPOBOTOK MOXKET OBITh YMEHBIICH 32 CUET JWHAMUYECKOU
MBIIIEYHON 00cTpyKIMu B BbixogHoM otaene JOK (puc. 4).

Hunamuyeckas oo6ctpykuuss npu ['KMII otnuyaercss or oOCTpyKLUH,
BBI3BAaHHOM JIpyruMu 3a00JI€BaHUSIMU, CIEAYIOIIMMHU MPU3HAKAMU:

— TOBBILICHUE JABJICHUS OIPENEISIETCS HE TOJBKO HAa YPOBHE aopTallb-
HOTI'O KJIarnaHa, a Ha BceM npotskenun JDK;

— BEJIMYMHA TPAJUEHTA JABJICHHUS MOXET 3HAYUTEIBHO BapbUPOBATh,
B OTJIMYKE OT «(PUKCUPOBAHHOT0» I'PaJAMEHTA NPU 3a00JEBAHUSAX A0PTAIBHOIO
KJIaIlaHa;
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— 1pu po0ax, YMEHBIIAOMIMX MPEIHATPY3KY, YBEIUUMBAETCS MbILIECY-
HBII Cy0aOpTaJIbHBIA CTEHO3 U T'PAJUEHT JABJIEHUS BCJIEACTBUE YMEHBLICHUS
nonnoctu JIK 1 pa3mepa BBIHOCSIIErO TPAKTA.

Puc. 4. Cxema pa3BUTHS AUHAMHUYECKOW OOCTPYKIIMM BBIHOCSILETO TPaKTa
pu acumMmMeTpuyHoi ooctpyktuBHOU ['KMIT:
a — TIaTOJIOTMYECKOE [BM)KEHUE TMepeiHell CTBOPKM MUTPAJIBHOIO KjalaHa B CTOPOHY
runeprpodupoBanHoit BepxHeit wacti MXKII (3 dext Bentypn); 6 — cMbikaHue nepeaHen
CTBOpPKM MuTpanbHOro kinanmaHa u MOXKII, n KpaTKOBpeMEHHOE MNpEKpalleHWe W3THAHUSA
KPOBH B a0PTy

[Ipu aopranbHOM cTE€HO3€ MOAOOHBIE MPOOBI CHUXKAIOT I'PATUCHT JaBiie-
HUs Ha YPOBHE AOPTaJIbHOIO KJIAIlaHA, IOCKOJIBKY YMEHBIIACTCA KPOBOTOK
4yepe3 aopTalbHOE OTBEpPCTHE MO 3aKoHy Ppanka—CrapauHra.

Hapymenne cokparutenbHOl (DyHKIMU cepara BO3MOXKHO TNPU COXpa-
HEHHOW (PYHKIMM OTACIBHBIX KapJUOMHUOIIMTOB BCIEICTBUE M3MEHEHUs (op-
MBI KaMephl CepALa B Pe3yabTaTe peMOICINPOBAHHUS, CBI3aHHOTO C YJIMHEHN-
€M KapJAMOMHMOLIMTOB W HEAJACKBATHBIM YBEIWYECHHEM ITOAA4YM DHEPIUM JUIS
MBILIEYHOTO COKPALIECHUS.

OnHrM M3 MEXaHU3MOB IOSIBJICHUS IpaAueHTa JIaBiieHus B nosnoctu JIK
ABJISIETCS] OOCTPYKIIMS, BO3HUKAIOIIAS MO/ BIMSHUEM CIEAYIOMMX (HaKTOPOB:

— yMEHBUIEHUE pa3Mepa BBIHOCAILErO TPaKkTa B JUACTOIY;

— runeptpodpuss JDK, oObuHO 3aTparuBaromias InepenHeda3anbHbIE
OTJIEJIBL;

— TepedHee CMEUIEHHE MUTPAJIBbHOrO KialaHa B cTOpoHy nosioctu JIK
C YMEHBIIIEHUEM TOCJIEHEM;

— YBEJIMYEHME Pa3MEPOB U BEIIMYHUHBI CTBOPOK MUTPAJIBHOTO KJIAIIaHA,

— THUNepArHaMu4ecKuil Tun cokpaunieHuid JIJK, BbI3BIBarOmNN BBICOKO-
CKOPOCTHOM MOTOK 4Y€pe3 CYKCHHBIM BBIHOCAIIMN TPAKT, BCIECACTBHE YErO
MUTpajdbHbIe CTBOPKH NpuTsruBaoTcs k MXKII, co3nasas apdext Bentypu;
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— mnepBuYHble HapywmeHus B reoMmerpun JDK, 3arparumBaromme manmii-
JISIPHBIE MBIl 1 MUTPAIBHBIA KIIANlaH, YBEJIMYMBAIOIINE HATSKEHHUE CYyXO-
KUJIBbHBIX CTBOPOYHBIX XOPA.

JIpyroii MexaHu3M IOSIBIICHUS IPAJMEHTA AABJIEHUS pPacCMaTPUBAIOT IIPU
MbIIIeYHON 00cTpyKumu B cpenneid yuactu MXKIIL. B sTom ciiyyae aHomManbHbIE,
rUnepTpoUpOBaHHbIE U CMEUICHHbIE NaNWUISIPHbIE MBbIIIIbI, PUKPEILIAIO-
myecss KOPOTKMMHM XOPAAaMHM K II€PEIHEH CTBOPKE MMTPAJIbHOTO KIIAIlaHa,
CO3JAK0T IIPENATCTBUE U1l KpOBOTOKA U3 BbIxogHOTO TpakTa JDK. ITpn OxoKI -
UCCJIEIOBAHUN U3 NApACTEPHAIBHOMN IMMO3HIMH 110 KOPOTKOM OCU OINPEACIISAIOT
NAIWUISIPHBIE MBIIIIBI, YACTO pacrnojararonyecs Ha 3 u 9 yacax, B oTJIMUue
OT IOJIOKEHUS MANMJUBIPHBIX MBILIL Y 3I0POBBIX JIFOAEH Ha 4 u 8 yacax.

OOCTpyKIMs BO3HUKAET TaKKe MPHU BBIMSIUMBAHUN THIEPTPOGUPOBAHHON
MXII B cTopoHYy CBOOOJHOM CTEHKHM JIEBOTO JKEIYI0YKAa, MHOI/IA COYETaIO-
IIEHCS C BEPXYIICUHON THIIOKMHE3WEH B OHOM JTMOO HECKOJBKUX CErMEHTaX.

[Tpu o6ctpykTuBHOt ['KMII ¢ BhIpaxeHHBIM CyOaOpTalbHBIM TPAJHEH-
TOM B 3 % ciry4aeB BCTPEUYAETCs MEPBUYHBIN MPOJIANIC MUTPAIBHOIO KJIalaHa,
M yYalle MO CPaBHEHHUIO C HEOOCTPYKTUBHOU (hOpPMOM OrpeaenseTcs MUTpalib-
Hasg peryprutauus. B ciaydae coueranns ['KMII m mposanica muTpanbHOro
KJIallaHA ¢ MUTPAJIbHOM peryprutauueil Hepeako BOZHUKAET HapyILIEHUE puTMa
B BHJI€ PUOPHILIALINM TIPEACEPIUMA.

N3menenuss pauactonmdeckoro HanosiHeHus JDK, XxapakrtepHblie mis
['KMII, o0ycnoBieHbI pa3iuuHbIMU (HaKTOpaMu:

— ymiauHeHue (a3l COKpalleHHs, YMEHBIIAIIEee U 3aMeUIfolee
aKTUBHOE pacciabjeHue, BRI3BaHHOE 00CTPYKIMEH BhIXOHOTO TpakTa JIXK;

— W3MCEHEHHUE CTENEHU U BBIPAXKECHHOCTH AKTHUBHOIO MBIIIEYHOI'O pac-
ciabienns, 06yCI0BICHHOE TOBTOPHBIM BX0A0M Ca’ B capKoIlIa3MaTHIecKHil
PETUKYITyM;

— YXYALICHUE TOKAa3aTeled, OTPAKAIOIIMX ITACCUBHBIE CBOWCTBA MHO-
KapJla, B pe3yJIbTaT€ YBEJIWYEHHS] COCIMHUTEIIBHOW TKaHW W YIUIOTHEHUS
€€ CTPYKTYPBbI, BBI3BIBAIOILINE «KECTKOCThY» MHUOKapAa;

— YIUIMHEHHE CHUCTOJBI NPEACEPAMM, HApYILIEHUE MENJIEHHOTO IHACTO-
JIMYECKOTO HAIOJIHEHUS B PAHHIOKO JUACTOJy, COIPOBOXKIAIOIIEECS KOMIIEHCA-
TOPHBIM YBEJIMYEHHEM IO3AHETO JUACTOJUYECKOIO HAIIOJIHEHUS B PE3YNIbTATE
COKpAILEHHUs NIPEACEPIU.

B pa3BuTuu uiemMuu MHOKapAa WIM HEKpPO3a, BCTPEUAIOIIUXCS Yy O0JIb-
Heix ['KMII, yuyactByroT paznuunbie (HakTOpbl, 00YCIOBICHHBIC MTPEUMYIIIECT-
BEHHO HAPYLIECHUAMU MUKPOLMPKYJIALUU:

— YaCTM4YHOE CY)KEHUE WHTPAMHOKAPIUAIBHBIX KOPOHApHBIX apTEepUl B
JIMACTOITy BCJEICTBUE MOBBILIEHNUS KOHEYHOTO JUACTOIMYECKOT0 naBieHus B JDK;

— OTHOCHTEJIBHOE YMEHBIICHUE YUCIA KallWUIAPOB B YYaCTKaxX MbIIIEU-
HOW runeprpoduu;

— MEPBUYHOE NOPAKECHHUE MEJNKHUX KOPOHAPHBIX apTEPUIL;
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— TIOBBIICHHWE MOTPEOJICHUS KHUCIOPOJa MHOKApPJOM, OOYCIIOBICHHOE
YCUJIEHUEM HATSKEHUS CTEHOK BCJIEACTBUE OOCTPYKIMUM BBIXOJHOTO TpaKTa
JDX B mokoe;

— mpexopsnias CUCTOJIMYECKas OOCTPYKIUSI SMUKAPIUAIbHBIX apTepuit
MBIILICYHBIMU «MOCTUKAMM.

VY 6onbabix 'KMII BOo Bpemsi cTpecc-TecTa HpH YBEJIMYEHUH YacTOTHI
CEpPACUYHBIX COKpAlICHUH OTMEYAlOT CHIKEHUE KOPOHAPHOIO KPOBOTOKA
U IOTpeOJICHUs JTAKTaTa MHUOKapIOM.

Aputmuu cepaua npu 'KMII yacto 00ycioBiuBaioT reMoJuHAMUYECKHE
HAPYLICHUS W CHUHKOIIAJIBHBIE COCTOSHUS BCIICICTBUE YKOPOUEHHUs II€pUOJa
HanoyiHeHus JDK B auactosty, BBI3BIBAIOIIETO PAa3BUTHE HILIEMUM MHOKAap[a,
a TaKXKe yBelnueHne o0CTPYKIIMU BBIXOJHOTO TpakTa JIK.

KnuHuka

Knunnueckue cumnromsl 'KMII MoryT mosiBiatbest B 110O0OM BO3pacte,
OT paHHEro JIETCTBA N0 TIyOOKOW CTapoCTH, OHU HECHelu(DUIHbI 1 MHOT000-
pa3HBbIL.

[Ipu oTCyTCTBUM KIMHUUYECKUX CUMITOMOB 3a00JI€BaHMs y JA€TEH, MOIPO-
CTKOB, MOJIOJIBIX CIIOPTCMEHOB BO BpPEeMsI WM MOCE (PU3NIECKON HArpy3KH He-
peaxo pasBuBaerca BCC. Ilpuunnamu BCC MoryTt ciyxuTh (GuOpmilisnus
’KEITyI0YKOB, CIOHTAHHAs JKEITyJOYKOBask TAXUKaAPAUS, OCTPOE MOSBICHUE WIIH
ycunenue o0cTpykuuu BeixogHoro otaena JOK, HapymieHus KpoBeHAOTHEHHSI
JDK, octpast kopoHapHas HEAOCTATOYHOCTb.

HccnenoBaTtensiMu yCTaHOBJICHO, YTO CpPEIU CIIOPTCMEHOB-TIPOGECCHO-
HaJ0B, 0acKeTOOJIMCTOB U JierkoatieToB, B ciaydasix BCC y 10-12 % BblisiBis-
10T Mopdonoruueckue npuszHaku ['KMII pa3nuuHoil creneHu BhIpaKeHHOCTH.
CkpununroBoe uccnefoanue npu 'KMII ve npoBoauTcs, mo3TOMy JUarHo-
CTMKa BO3MO’KHA, MOMHUMO MOpP(}OJIOrHYEeCcCKUX HccienoBaHui, post factum
Ha OCHOBAaHUHU BbIABIEHUS (PakTopoB pucka pazputus BCC u reHeTuueckoro
oOcieoBaHusl 4jIeHOB ceMbUu ymepiuero. CylecTByIOT HPOTHOCTHUECKUE
HeOaronpusTHbIe (DaKTOPBI, TOCTYITHBIE /15 BhIsiBIIeHU (TalI. 3).

Tabnuya 3
®axTopsbl pucka BHe3anHoi cmepTu npu I'KMIT

OcHoBHBIE (PAKTOPBI PUCKA NuauBuayaibHo BO3MOXKHbIE (DAKTOPBI
OctanoBka cepaua (PXK) OuOpUIIIALHS IpeICep il
CnoHtanHas nocrosgagas JKT Nmemust Muokapaa
Cewmetinas uctopust BCC O6c¢Tpykuus BeixogHoro oraena JOK
CuHHKONANbHBIE COCTOSIHUS BbICOKMIT pyUCK MyTalMi, aCCOLUUPOBAH-

HBIX C TSKEJIBIM IIPOTHO30M

Tommunza crenku JDK > 30 mm HHTeHcuBHOE pU3NUECKOoe HaNPsKEeHUE
HeanexBatHbiil nogbem A/l mpu Harpyske
Henocrosinnas napokcusmanpHas JKT
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Ipumeuanue: ®XK — dubpumsanus sxenyaoukoB, KT — xxenmynoukoBas Taxukapaus,
BCC — Buesannas cepaeunas cMmepts, JOK — neBblil xenynouek, A/l — aprepuaibHoe
JaBJICHHUE.

bonw 6 epyonoii knemke o xapakTepy HAIIOMUHAET TUITUYHYIO CTEHOKAp-
M0, TIOCKOJIbKY BO3HUKAET BCIIEICTBUE HEIOCTATOYHOCTH KOPOHAPHOTO
KpOBOTOKa TpH 3HaYuTEeNbHOU rumneptpodhun mumokapaa JIDK. MexaHuzmbl
CTEHOKAPAUTUYECKOM OOJIM BKIIOYAIOT TAaK)K€ HapyLICHHE JUHAMUKH JHACTO-
JMYECKOro pacciabiieHusi CTEHKM U TOBBIIIEHHE BHYTPUMHOKAPAUAIBLHOTO
HanpspkeHus: runeprpodupoBannoro JDK. Ilpuwem HutpaTtoB HE Kymupyer
AHTHHO3HYIO 00JIb, YCHUJIMBAET CTEIECHb OOCTPYKIIMU M CIOCOOCTBYET yCYTryO-
neHuto nuacronnueckord nucynkiuu JDK. OTmedaroT nosiBI€HUE HETUINY-
HOM CTEHOKApJAWHW, PA3BUBAIOIICHCA IPU HAPYLICHHUSIX MHUKPOLMPKYJISLNU,
00yCIJIOBJIEHHBIX CHUYKEHUEM KPOBOTOKA B MUHTPAMYpPaIbHBIX COCYJaX.

Cunxone u nunomumuu 'y 6onsHbix ['KMII cBs3pIBalOT ¢ mapokcu3Maib-
HBIMU HApyLICHUSIMU pUTMA cepAua (KeayJ0YKOBBIMH, HAKEIyJOYKOBBIMU,
Taxu-, OpaguapuTMHUSIMH); CHHIPOMOM Majoro BbIOpoca, (GOPMHUPYIOLUIUMCS
pu TsKEI0U oOcTpyKimu BeixoaHoro otnena JOK; a Takke HelipokapauoreH-
HOU BereTaTuBHOM nucyHkimei. YacToTa CUHKONE BapbUPYET: BCTPEUYACTCS
OJIMH Pa3 UM MHOTOKPATHO B TEUCHME KU3HU, OJTHAKO HE3aBUCHUMO OT KOJINYE-
CTBa 3MM30/10B IPU3HAK SBJISETCS MPOrHOCTUYECKH HEOIArOnpUsTHBIM U OTHO-
cutcsi K ocHOBHBIM (paktopam pucka BCC y 6onpabix 'KMIT

Hapywenus pumma cepoya otHOCSITCS K HanbOoJsiee yactot npuunne BCC
npu ['KMII. Otmegaror GeccumnToMHOe TedeHue aputmuid (25 % cioyuaes),
KaK MPaBWIO, B ciydae HermocTossHHON JKT, a Takke KIMHUYECKH MaHU(DeCTH-
pyIOIlMe AapuUTMHUH, COMPOBOXKAAIOIINECS THIHYHBIMH CyOBEKTUBHBIMU
NpU3HaKaMu B BUJE cepAleOueHus, «mnepedoeB B padbore cepiaua». Cnektp
apUTMHI cepilia pa3HOOOpa3eH: IKCTPACUCTONMS, HAKETYT0UKOBbIE U KETy-
JOYKOBbIE TaxXUKaApAUHU, OpaauapuTmusi, GUOpMILIALUS TpeIcepAril U Kemy-
JIOYKOB, OJIOKaja TepeHel v JIeBOM HOoKU myuka ['uca. [Ipuunnamu aputmMuii
CUMTAIOT MOP(}OIOTrHYECKYIO J€30praHu3ainio MUuoGuOpHILI, HATMYUE 0O~
HUTEIBHBIX IPOBOJSIINX ITyTEN, B KAUECTBE TPUITEPA — UIIEMHUIO MUOKAp/A.

Oovluwika, ciabocms, 20J1080KpYICceHUe y MHOTUX OOJIbHBIX BO3HUKAIOT
B CIIy4yae pa3BUTHS AMACTOJINYECKON AUCPYyHKINU (B TO BpeMs KaK CUCTOJINYE-
cKasi (pyHKIHS OCTaeTcsi HEU3MEHHOW) U MPENUIECTBYIOT Pa3BUTHIO IPOTPECCH-
PYIOLIEN CEPAECYHOM HEIOCTATOYHOCTH. B JmanpHENMIIEM MOMKET pa3BUBATHCA
CMElIaHHasl, AUACTOJIMYECKass U CUCTOIMYECKas, AUCPYHKLHUS, COIPOBOKIALO-
mIasicsi MPU3HAKaMHU HEJOCTATOYHOCTH KPOBOOOpPAIICHHS, JEBOXKEITYIOUYKOBOM
Wi OMBEHTPUKYISIPHOM, ¢ nuiaranuei kamep cepaua. Onpimka o0ycloBiIeHa
MOBBIIIEHNEM KOHEYHOI'O JMacTojnyeckoro pnasiieHus B JUK, naBneHus
B JIEBOM IIPEJICEPAUH U JIETOYHBIX BEHAX.
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OuarHocTuka

Ilpu @usuxarerom uccnedosanuu O6ompHblx ¢ ['KMII onpenenstor
MpU3HAKK, XapakTepHsie st runeptpodun JDK: ycunenue wim q1BONHON Bep-
XYILIEYHbIA TONUYOK (YCHUJIIEHHOE COKpalleHue JeBoro npeacepaus, 3arem JIK),
CMELICHUE JIEBOM IpaHULbl OTHOCHUTEIBHOM TYNOCTH CEpALla BJIEBO M BHMU3;
OOCTPYKIIMS €ro BBIXOJAHOTO OTJENA: CUCTOIUYECKOE APOKaHHUE BIOJb JIEBOTO
Kpasi TpYJUHBI, QYOI CHUCTOJMYECKUMH IIYM Ha BEpPXYLIKE U IO JIEBOMY
Kparo TPYIWHBI, YCUIUBAIOUIMIICS Mpu (Qu3mveckord Harpyske, mpobe Baib-
canbBbl. CHCTONMYECKUI IIyM TPOMKHIA, TpyOBI HapacTaroiie-yObIBAOIIHIA,
HE IIPOBOJIUTCS HA COCYJBI IIEU, OTCTOUT OT | TOHA HA 3HAYUTENBHOE PACCTOS-
Hue (puc. 5). Ero ocnabnenue HaOnrogaeTcsi Npu CHUKEHUU COKPATUTEIbHOU
¢bynkuun muokapaa JUK, npueme B-anpenodsokaropoB (bADB), nosbieHun
A/l B rOpU30HTAJIBHOM MOJIO0KEHUHU O0JIBHOTO.

N IR

I
1I | ' |
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| E | |

Puc. 5. ®onokapnuorpamma mnpu oo6ctpyktuBHOn hopme I'KMIT
(cUCTONMYECKUI [ITyM HapacTarolie-yObIBaromuii oTcTouT ot I ToHa):
S — cucrona, D — aumacrona, I, II, IV — ToHsI cepana

Toubl cepana oOBIYHO HE M3MEHEHbI, BO3MOXKHO, paciieruieHue | Tona
BCJICICTBUE HECUHXPOHHOI'O COKpAIEHUS JIEBOTO U IMPABOr0 KEIYIOYKOB.
[TosiBNIeHHE CHUCTONMYECKOTO IIyMa PErypruTaiii B 00JaCTH BEPXYIIKU Cep-
1[a C UppaJAHALNUEH B JIEBYIO MMOJAMBIIICYHYIO 007aCTh CBUIETENBCTBYET O AWJIa-
taumu JIK 1 pacTspkeHun aTpuOBEHTPUKYJISIPHOTO KOJIBIA.

Axkuent Il ToHa BO BTOpOM MexpeOepbe ciieBa MOSIBISETCS B Cllydae
3HAUUTEIBLHOTO TOBBIIIEHUS [JAaBJIEHUS B JIeroyHoil aprepuu. B oOnactu
BEPXYILIKU CEPALIA MOXET BBICIYLIMBATHCA IPECUCTOJMYECKUNA PUTM rajona



3a cuUeT MOSBIIEHUs martoiorudeckoro IV ToHa cepama, u3peaka OTMeEdaeTcs
napagokcanbHoe pacuiensienue I Tona nHa aopre.

OcHoBHBIM MeToaoM auarHoctuku ['KMII saBiasercas DxoKI -uccreoosa-
Hue, T03BOJIsIIONIEe BbIABIATH runeprpodpuio JDK (00bUHO acMMMETpHUUYHYIO,
C CEerMEHTapHbIM WK TU(PPY3HBIM yTOJIIEHUEM CTEHOK), MHOI/Ia COMPOBOXK-
JAIONIYIOCS YMEHbIIeHuEM pa3mepa mnosioctd. Tonmuua crenku JIK, MIKII
npu 'KMII cocraBaser 15 MM u Gosiee, BMECTe C TeM MEHbIIAs TOJIIMHA
(13—14 mM) Takke BO3MOXKHA TIPU UCKJIIOUEHUH APYTUX MPUYUH THOEPTPpOohuun
JOK. B ciyuae acummerpuusoit runeprpodun JIK npuznakom I'KMII cuura-
0T yBeJIWYeHUE OTHOmEHus Toammubl MOKII Kk TommuHe 3aJHEld CTEHKH
B nuactoiy 6omee 1,6 (puc. 6).

P25AC! Gen Tl 0.4{10:29:14 am

[2D] G47 / 76dB
FA1 / EED{ P90

| #223 118.0emMI D.7

Cardiac

Puc. 6. Oxoxapauorpamma 6onsHOTO ¢ 'KMIT: runeprpodus MKIIT

Beigenstor cnenyromue OxoKI-npusnaku HeooctpykrusHoit ['KMII:

— runeptpodus crenku JIK;

— yMesbuieHue nnonoctu JIK;

— JuiaTalys JIEBOro Mpecepius;

— MHUTpajbHas perypruTauus;

— HapyuieHue guacronnyeckon pynkuuun JIK.

Tonmuny crenok JIXK pekoMeHIyrOT U3MepATh B KOHIIE AMACTOJBI U KO-
JUYECTBEHHO XapaKTepU30BaTh CTENEHb THNEPTPOPUU: HEIHAUUTENIbHAS —
12-14 mm, ymepennas — 14—16 mwm, 3HauutenbHass — 16—18 MM, BeIpakeH-
Hast — 1820 MM, Beicokoi cteneHn — >20 MM. C 11eIpt0 onpeAeieHUs TUIla
TUNEepTPOUN PaCCUUTHIBAIOT UH/IEKC OTHOCUTEIHHON TOJIIMHBI CTEHOK B JUa-
croiry (MOTnm) o dhopmyie:

NOTx = (trommmuua MXKII + Tommunaa 3CJDK)/KP JIK,

rae MOKIT — mexoxenygoukoBas neperopoaka, 3CJIDK — 3aguss creHka Jie-
BOro xenyaouka, KJ/[P — koHeuHbIN [uacToInYeCKuil pa3mep.
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Ipu uumexce Maccsl Muokapaa (MMM) JIK < 118 r/m® u UOTx < 0,45
reomerpuueckyro moaenps JDK cuuraror HopmanbHoi; UMM JDK > 118 /™
nu UOTn < 0,45 cBuzmerenscTBYeT 00 3KcleHTpuueckor runeprpoduu JIK;
UMM JIK > 118 r/m* UOTx > 0,45 — 0 KoHIeHTpruecKoii rumeprpodun JIK

(puc. 7).

a 0 6
Puc. 7. 'eomeTpuyueckast MOAENb CEPALIA:
a — TpU HOPMAJBLHOM TOJNIIUHE CTEHOK; 6 — KOHLEHTPUYECKOHN TUNepTpoPuH; 6 — IKC-
LEHTPUYECKOMN runepTpoduu

OxoKTI -npusnaku y 601pHb1X 00cTpyKkTHBHOM [ KMII BKIIOUAtOT:

— 3HAYUTENbHYIO TUIEPTPO(UIO U TUIOKHHE3NIO (AMIUIUTYAA JABMKECHUS
Menee 3 Mm) MKII u crenok JIK;

— MEpPeAHECUCTOIUYECKOE IBMXKEHHE CTBOPOK MUTPAIIBHOIO KJIAMAHA;

— CPEAHECHCTOJIUYECKOE MPUKPBITUE CTBOPOK a0PTAJILHOIO KJIAlaHa;

— yBEJIMYEHHE CKOpocTH MoToka B BbIHOcsmeM Ttpakre JOK (LVOT)
U CUCTOJIMYECKOI0 rpagueHTa aasieHus mexnay JOK u aoproii;

— CMEUIEHUE CKOPOCTH MOTOKA BO BTOPYIO IMOJIOBUHY CHUCTOJbI,

— JIWJIATALMIO JIEBOTO MPEICepans;

— IAaTOJIOTHYECKYI0 MUTPAIBHYIO PErypPrUTaLHIO;

— HapymieHue auactonndeckon Gyukmun JIK;

— Hamuuue TypOyneHTHoro nmotoka B LVOT mpu 1iBeToBOM AOMILIIEPOB-
CKOM HCCJIE/IOBaHUHU.

AHOMaNuu ManWUIIPHBIX MBI (TUNIEPTPOQUs, TOMOrpadhuIecKue 0co-
OCHHOCTH ), YBEIHMUEHUE Pa3MEPOB CTBOPOK MUTPAJIBLHOTO KJlamaHa, U3MEHEHHE
reomerpun JDK (popma «mmecodHbIXx 4yacoB» BCIEACTBUE CY>KEHHUS BBIXOJHOTO
oTJIeNa), NEePeIHECUCTOINYECKOE JBUKEHUE TIEpeIHEd CTBOPKU MHUTPAIBLHOTO
KJIallaHa, CUCTOJINYECKOE JPOXKAHUE CTBOPOK AOPTAIBHOrO KiamaHa ONHCHIBA-
I0T KaK HEMOCTOSIHHbIE NMPHU3HAKH, XapakTepHble s oocTpykruBHOM ['KMIL.
[Ipn HEeoOCTpYKTUBHOU (opMe OMpeAessiOT MPU3HAKH THIEPTPOPUU BEpXy-
meuHoit oonactu JIK.

Bonbiioe 3nauenue 11s onpeneneHus MporHos3a 3aboieBaHus UMEET W3-
MEpEHHUE I'PAJUEHTA JABJIECHHS B BbIXOAHOM otxaene JDK monmiepoBckum Mme-
tonoMm (puc. 8). JonmueporpaMma oTpakaeT MOSIBJIEHUE TUHAMUYECKOrO Ipa-
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JMICHTA JaBJICHUSI B BBIHOCSIIEM TPAKTE M a0pTe, 00YCIOBICHHOTO MPHUKPHITH-
€M a0pTaJbHOI'O KJAllaHAa B cepeanHe cucTonbl. [Ipu sTomM 3ameTHO yBennue-
HHUE MAaKCUMAJIbHOM JIMHEMHON CKOPOCTH KPOBOTOKA.

Vmox = 3.3 mfs

Puc. 8. opma gonmueporpaMMbl CUCTOJINYECKOTO TOTOKA KPOBU
B BbIHOCsIeM Tpakre JIXK y 6GonbrHoro ¢ 'KMIT

IToseimenue pucka BCC, nporpeccupoBanus 3a0051€BaHNs U MOSBICHUS
CUMIITOMOB TSDKEJIOW CEPIEYHOM HENOCTAaTOYHOCTH OTMEYalT B Clly4ae
MOBBIIICHUS TPAJUCHTA JaBlieHus 6osee 30 MM PT. CT.

IOKT -npuznaxu nipu 'KMII HecnenuduyuHbl, 4acTO BKIIOYAIOT THIEPTPO-
¢uro neBoro mpenucepaus W/uiau neperpysky, runeprpoduro JDK, a taxke
M3MEHEHUS] KOHEYHOM YaCTH KeJTyJ0YKOBOI0 KOMILIEKCa (JIeTpeccusi CErMEHTa
RS-T u unBepcus 3youa T). BmecTe ¢ TeM HapylieHUs] KPOBOTOKA B MHTPAMY-
pPaNbHBIX COCYJIaX MOTYT MPOSIBIATHCS Marosornyeckumu 3youamu Q o II, 111,
aVF — u neBbIX TPyAHBIX OTBEAEHUSAX JUOO B pe3yibTaTe THUHepTpoPuu
MIXKII — B npaBbIX I'pyJHBIX OTBEAEHUAX. [ UTaHTCKKHE OTpULIATEIbHBIE 3yOLIbI
T B IpyAHbIX OTBEIECHUSX BCTPEYAIOTCA MpPU TUNEPTPOPHUH BEPXYIICUHON
obnactu JIXK (puc. 9).
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Puc. 9. OKT GonbHoro ¢ ooctpykruBHoi ['KMIT

Hapymienust putma U npoBoaMMOCTH, XapaktepHsie st ' KMII, nuarno-
CTUPYIOT NPU JUHAMUYECKON PErHMCTPALMH SJIEKTPOKAPAUOIPAMMBI B TEUEHUE
CYTOK (CyTOYHOE€ XOJITEPOBCKOE MOHUTOpHpOBaHue). Ha ctanmapTHON 371eKTpo-
KapauorpaMMe B 12 OTBeIEHUSX BO3MOKHO BBISIBJICHHE 3KCTPACUCTOJIMM, CHH-
JpoMa TPEKICBPEMEHHOTO BO30YKIEHUS KeITy049KoB, cuHapoma WPW, 61o-
KaJIpl TIepeTHEH W/WIH JIeBOW HOKKH Imy4ka [ uca, yanmuuenHsiii uatepsai QT.

Benoapeomempuueckas npoba NpoBOJUTCS B CIydae OTCYTCTBUS WIN He-
BbIpaXeHHOU 00CTpykiuu BbixoaHoro tpakrta JDK. TlockonbKky mpu BBICOKOM
rpaJlieHTe JaBJICHUS JICBBIN KeIyA04YeK/aopTa mpoda ¢ Gru3nueckoil Harpy3Koi
MOXXET MPUBECTH K YCHJIEHHUIO WJIM TOSBJIECHUIO CHHApPOMAa Majoro BbIOpoca,
BCC, HapymeHusam puTMa v TpOBOJAMMOCTH CEP/LA, €€ BBIIOJHEHUE HE PEKO-
MEHJIYIOT.

OpueHTHPOBATBCS HA PEeHMeeHOI02UuYecKue NPU3HaKu B Ciydae pyTUHHO-
ro uccienoBanus (0030pHasi peHTreHorpaMma rpyinoit kiuetku) npu 'KMIT ve
11eJ1eCO00pa3HO, TOCKOJIBKY OHU OTPaKarOT CUMITOMBI, TUITUYHbBIC JJIs THIEp-
tpoduu JIK mroboro mpoucxoxaeHusi. Tomorpaduueckoe peHTreHONIOruYe-
CKO€ HCCIENOBAaHUE, HCCICHOBAHUE METOJOM MAarHUTHO-PE30HAHCHOW WU
MHOTOCJIOMHON CITUPATLHOW KOMITBIOTEPHON TOMOTpaduu, MO3UTPOHHON IMHC-
CHOHHOUM ToMmorpaduu Oonee MHPOPMATHUBHBI, OJHAKO OTHOCSTCS K JOPOTUM
METO[aM JUarHOCTUKH, BHITIOJHEHNE KOTOPHIX BO3MOXHO HE y BCEX OOJBHBIX.

Paouousomonnoe uccnedosanue, BEHTpUKYIOrpapuss U CUUHTUTPAPUSL
MHOKap/a, BBIIOJHEHHBIE B IIOKOE HE NO3BOJSIOT ONPENECIUTh NPU3HAKU
['KMII. JluarHocTupytoT HecneuuUuueckue MPU3HAKU B BUAEC YMEHBUICHUS
MOJIOCTH JIEBOTO >KEIYyJI0YKa, MOBBILIEHUS (paklUUU BbIOPOCA, MOBBIIIEHUS
HAKOIUJICHUS PaiMOM30TONa B 30HaX runepTpoduu Muokap/a.

3onouposanue norocmeil cepoya u KOpOHAPOBEHMPUK)I02paduio IpUMe-
HSIOT C LEJIbIO BBISBICHUS XapaKTepa U CTENEHU HApYLICHUN BHYTPHUCEpPIEU-
HOM TIeMOJWHAMHKU TIepe]] OlepaTUBHBIM JiedeHHeM OosbHOTO ¢ ['KMIL.
IIpu 5TOM HCClIeIOBAaHUM ONPENEIIAIOT JABJICHUE B MOJOCTIX CEPALIA U B BBIHO-
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csamem tpakte JODK B mokoe, a Takke mpu MPOBOKAIMOHHBIX Tpobax (mpoda
BanbcansBbl, nHGY3MS U30MPOTEPEHONA, BABIXaHUE AMIJIHHTPUTA), COKPATH-
MOCTb M pa3Mep JIEBOT0 KeTyJI0YKa, HATUYUE WIM OTCYTCTBUE HIIEMHYECKOUN
6one3nu cepaua. I[lpu koponaporpaduu OOBIYHO HE BBIABISIOT MPU3IHAKU
CTEHO3UPYIOILETO aTePOCKIIEPO3a.

B ciyuae BbINONHEHUS Ouoncuu mMuokapoa OPUEHTHPYIOTCA Ha CIEeAylo-
mue, xapakrepusie st ' KMII, mopdonorudeckue npu3Haku:

—  MHUOMDUOPHILTBI KOPOTKHE, TPEPHIBAEMbIE COCTMHUTENLHON TKAHbIO;

—  dJipa KapJAHUOMUOIMTOB KPYIHbIE, BHITSHYTOW HECTaHIAPTHOU (DOPMBI;

— Ha0mrogaroTcs odaru Gpudpo3sa;

— JIereHepaTUBHbIC U3MEHEHUS MUOKap/a ¢ HCYE3HOBEHHEM MHOMDUOPHILT;

— XAOTHYHOE PAaCIOIOKeHne MUOGUOPHILI C 3aKPyIMBAHUEM KOHIIEBBIX
OTJIEJIOB.

OuddepeHumanbHbIN ANarHo3

I'KMII muddepeHupyroT ¢ 3a00J€BaHUSIMU, CHMIITOMOM KOTOPBIX SIBJISI-
ercst runeprpodus JDK: mopoku kianmaHoB cepaua, uiieMuyeckas OoJie3Hb
cepaua (MbC), nunaraumnonHas kapauomuonatus (JIKMII), renetnueckumu
CUHAPOMaMHU, IPOTEKAOLIMMU C THIIEPTPOPHUUECKON KapIMOMUOTIATHEMN.

KinHnueckne npu3HaKU KIanamHo20 CMEHO03d YCmbs aopmbsl TOJI0O0HBI
nposierusiM ['KMII: creHokapauTrnueckue 00Jid B IPYJIHOM KIIETKE, CUHKO-
MaJIbHBIE COCTOSIHUSI, TOJIOBOKPYKEHHE, CHUCTOIMYECKOE APOYKAHHE BJOJb
JIEBOTO Kpas TpyJMHbI, CMELIEHUWE TPaHULbl CepAlla BJIEBO M BHM3, IPyOBIii
cucronnueckuii mym. Bmecre ¢ Tem npu nopoke B otauuue ot ['KMII Bepxy-
LICYHBIN TOJYOK YCHJICHHBIN, IPUNOAHUMAIOLINMI, HO HE IBOMHOM; CUCTOJIAYE-
CKH{ LIYM IIPHU IIOPOKE CIMBAETCS C I TOHOM, @ HE OTCTOUT OT HETO; IULECHTP
BhICIyIIMBaHus 1ryMa Bo II mexpeOepbe crpaBa OT IpyAMHBI, a HE BEPXYILIKa
WIM JIEBBI Kpall I'pyAMHBI; UMEETCS 30HA NPOBEIACHUSA LIyMa — Ha COCYJbI
nieu; npu npode BanbcaneBbl miyMm ociaOeBaeT, a HE ycUIMBaeTCs. AHaMHe-
CTHUUYECKHE YKa3aHHs CBUJICTEIBCTBYIOT 00 OTCYTCTBUM CEMEWHBIX CIIyyaeB
3aboneBanus, cirydaeB BCC B ceMbe, BO3MOXHO YIIOMHHAHUE O IEPEHECEHHOM
OCTPOM PEBMATUYECKOU JIMXOPAJIKE.

PesynbpraTel Ox0oKI -uccienoBanus npy KJIAllaHHOM CTEHO3€ YCThbsl A0PThI
CBHJICTEJICTBYIOT O NOPAKEHUM CTBOPOK AOPTAIBHOIO KJIANIaHA, YTOJIIIECHUN
1 YIUIOTHEHUU UX U CTEHOK aOPTHI.

Bpoxnennas anomanusi BeiHOcsero tpakra JOK — ouckpemmuwiii cyo6-
aopmanvhulll cmeno3, umeeT oomue npuzHaku ¢ ['KMII. 3aboneBaHue BBISB-
JISETCS YacCTO CIYyYaHO P BBICIYLIMBAHUU CUCTOJWYECKOrO IIyMa, KOTOPBIN
HE OTJIMYAETCS OT TaKOBOI'O IIPU KJIAIIAHHOM CTeHOo3€ ycThsa aopTel U ' KMIIL.
ONULEHTP BHICIYIINBAHMS IIIyMa — Ha BEPXYLIKE U B YETBEPTOM MexpeOepbe,

22



npu QYHKIIMOHAIBHBIX MPOOaX WM3MEHEHHUS] UMHTEHCUBHOCTH CHUCTOJIMYECKOTO
1rymMa noi00HbI TAKOBBIM MPU KJIAAHHOM CT€HO3€ YCThsSl A0PTHI.

BaxHbIM TUArHOCTUYECKUM MPU3HAKOM SIBJISIETCS] BBICIYIIMBAHUE MTPOTO-
JIUACTOJIMYECKOTO IIyMa IO JEBOMY Kparo TPYAHHbI, OOYCIOBJIEHHOI'O aop-
TAIBHOU peryprutanuer. Moxer nosABIATbCS ME30AUACTOJIMYECKAN LIYM HaJ
BEPXYIIKOH cepAla, ero NPOUCXOKIECHNUE CBA3aHO C OTHOCUTEIbHBIM CTEHO30M
MUTPAJIBHOTO KJalaHa BCIIEICTBUE OTPAHUYECHUS JBUKECHUS MIEPEIHEN CTBOPKHU
MUTPAJIBHOTO KIJIaaHa.

Bblpa)keHHOCTh KIMHUYECKUX MPOSBICHUN: OJbIINIKA NMPU (U3HUECKOU
Harpyske, 6oiu B ceple, cepalneOueHne, ycralocTb, CHHKONAIbHbIE COCTOSI-
HHUSI — HE 3aBUCHUT OT CUCTOJIMYECKOTO IPaJeHTa JaBJICHUS.

[Topok pa3BuBaercs BciencTBHE HeEmoiHOU arpoduu bulbus cordis, uto
MPUBOAUT K CYXKEHUIO BbIHOCALIETO TpakTa JDK v mOsBICHUIO XapaKTEpHBIX
CUMIITOMOB JIMOO BCJIEJCTBUE AHOMAJIBHOTO Pa3BUTHS AHAOKApIMAIbHON TKa-
HU B IPEJCEPIHO-KEITYT0YKOBOM KaHAJIE U MOSBICHUS PUOPO3HOTO KOJIbIIA.

Onucano 2 Tuma JUCKPETHOro cybaopTalibHOro creHo3a. llepBwiid Tum
XapaKTepU3yeTcsi HaTMYMEM TOHKOW MeMOpaHbl, pacloI0KEHHON Ha HECKOJIb-
KO MHJUIMMETPOB HUKE, YEM IOJIYJIyHHBIE KJIallaHbl, U BbI3bIBAIOILIECH CYKEHUE
BbIHOCs1IEro Tpakra JDK.

[Ipu BTOpOM THIE IUCKPETHOTO CyOAOpPTaIBHOrO cTeHO3a (HUOpo3HO-
MBIIIEYHOE KOJIBIO, PACIIOIO0KEHHOE MOJ KJIAaNaHOM aopThl, UMEET TOJUIUHY
10 1 cM U HaxoAWTCS HIDKE, YeM MeMOpaHa Mpu MEPBOM THUIE 3a00JeBaHUA,
BOBJICKAETCS B MPOIECC U NIEPEIHASI CTBOPKA MeMOpaHHOTO KiamnaHa. [Ipu stom
TUIIE TUCKPETHOIO Cy0aopTaIbHOTO CTEHO3a Pa3BUBAIOTCS BBIPAKEHHOE CYXKe-
HUE BBIHOCSIIETO TpakTa u runeprpodus JIK.

Cy1iiecTByerT enie 0JHa pa3HOBUIHOCTh CY»KE€HUS BhIHOCSAIIEro TpakTta JDK
Qg y3HOTO XapakTepa — «TyHENeNnoj00Hoe) CyxeHHe. 3a00ojIeBaHle OTHO-
CUTCS K OBICTPO TPOTPECCUPYIONIUM AHOMAIUSM W MOXET OBITh MPUUUHOUN
CMEPTH B paHHEM JETCKOM Bo3pacTe. beIcTpoe mporpeccupoBaHue 3abojeBa-
HUSIT M HEOJaronpusTHBIM UCXO0J OOYCJIOBJICHBI JPYTMMHU COMYTCTBYIOIIUMHU
nedexTaMu pa3BUTHS CEpALa: OTKPHITHIM apTepHATIbHBIM MPOTOKOM, KOApKTa-
e aopThl, Ae(EKTOM MEXOKENTyJI0YKOBOM IEepPEeropoiku, CTEHO30M YCThs
JIETOYHOM apTEPUH.

JINCKpETHBIN CTEHO3 A0pThl YacTO OCJIOXKHAETCS WH(GEKIIMOHHBIM 3HJIO0-
KapAUTOM.

[Tpu OxoKI' He Bcernma ynmaercsi BHIBUTH Cy0aOpTaIbHO PACIIOIOKEHHYIO
MeMOpaHy Wi (GHUOPO3HO-MBIIIEYHOE KOJIbII0. CyIIECTBEHHBIM XOKapaHorpa-
(GUYEeCKUM TMPHU3HAKOM SIBIIIETCS paHHEE CUCTOJIMYECKOE MPUKPBITHE KIIaraHa
aoptel. CucTtonuyeckoe MPHUKPHITHE XapakTepHo W g OompHBIX ¢ ['KMIL
OpHako npyu runepTpoPUUEcKor KapAUOMHUOINIATUN OHO IPOUCXOANT B CEPEINHE
CHCTOJIBI, & TIPU TUCKPETHOM CTEHO3€ B Hayaye JUACTOJIBI M CBSI3aHO C TypOy-
JIEHTHBIM JIBI)KEHUEM KPOBM IIPU HAPYILLICHUU JABUKEHUSI CTBOPOK AOPTHI.
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VY M moKujoro BoO3pacTa MPOBOAUTCS AU(QEpeHIranbHbIA AHArHO3
['KMII ¢ #5C. BoisBrnsaoT ¢aktopsl pucka, xapakrepusie s UbC (Mmyxckoii
T0J1, BO3pACT I MY K4HUH Oosiee 55 ser, st xkeHuumH 6omnee 65 net, Al', nuc-
JUTUJIEMUS], TUTIOAMHAMUSI, U30BITOYHAS Macca Teja U Jp.). AHTMHO3HBIE 00U
B I'PYJHOM KJIETKE YacTO IMPEACTABIISIIOT TUIIMYHYIO CTEHOKAPJIHUIO U KYNHUPY-
IOTCS IPUEMOM HUTPOTJIMLIEPUHA.

[Tpuznakamu MBC na OKI' sABISIOTCS MPOSIBICHUST XPOHUUECKOU KOpPO-
HapHOW HEJOCTATOYHOCTH, O4YaroBble U pyOIOBbIE U3MEHEHUs. B ciyuae HOp-
mansHoM OKI' mipu mipobe ¢ go3upoBaHHON (PU3HUeCcKO HArpy3KOW MPOBOIIU-
pPYIOT pPa3BUTHE KOPOHAPHOM HEAOCTATOYHOCTH, IIPU CTPECC-TECTE YYACTKU
JTUCKUHE3WH OTPEICIIIIOT B 00JacTh 1000 cTeHkH, B oTiimane oT ' KMII, npu
KoTopoi oTmeuaroT runokuHesnro MXKII. 3nauntensnas runeprpodus MXKII
He xapakrepHa miua UbC, k tomy xe OxoKI'-npu3Haky yImuioTHEHMs, ITOBBIIIE-
HUsI UHTEHCUBHOCTH, PACIIMPEHUS BOCXOIALIEIO OTAENA A0OPThI CBUIETEIBCT-
BytoT 00 UBC. [Ipu koponaporpaduu BeISBISIOT CTEHO3UPYIOUINI aTEpOCKIIe-
PO3 KOPOHApHBIX APTEPUN WJIM MOPAKEHUE JUCTAIBHOIO pycia MUOKAapJa Kak
MIPU3HAK MUKPOBACKYJISIPHOTO MOPAKEHHUS.

Ha nmo3gnuux sramax pasutus ['KMII uzpenka mosiBiseTcs auiiatanus
KaMep cepAlla, B 3TOM cllydyae MNpOBOAMUTCS Au(depeHIuaNbHbIA UarHo3
¢ AKMII. Onaum u3 nepBbix cuHapoMoB npu JIKMII saBisiercss yBenuueHue
pa3MepoB cepiila, CIIy4ailHO BBISIBICHHOE IIPpHU 00CIe0BaHUM MAIMEHTa, YacTO
HE TPEABSBIIIONIETO Kalo0 HAa COCTOSIHHE 370pOBbs. BTOpoi xapakTepHbIN
CUHAPOM, apUTMUS ceplla, TaKKe JUIUTEIbHO MOXET MPOTeKaTh 0€3 maroio-
TMYECKUX CYOBEKTUBHBIX OIMYIICHUI. Pa3BuTHE cepleyHOl HEA0CTaTOYHOCTH
U TPOMOOSIMOOIMYECKHE OCIOKHEHUS, KaK MPaBUiI0, KIMHUYECKH MaHU(DeCTH-
PYIOT, OJHAKO Ha MO3AHUX dTamnax pa3Butus 3aboneBanus. [Ipu ayckynbranuu
ONpeneNstoT ociadbaeHue | ToHa cepaua U CUCTOJMYECKUNA IIYM MUTPAJIbHON
W/WIY TPUKYCTIHIATFHON perypruTaIiu.

B nuddepennmanbHoil quarHocTuke BaxHbI pe3yibTaThl DXoKI -uccie-
JOBaHMS, BBISIBIISIIOLIME 3HAUMTENIBHOE YBEJIMYEHHUE BCEX KaMep cepiua 0e3
WIM C MUHUMQJIbHBIMU NpU3HAKaMHU TUNEPTPOPHUH €ro cTeHok. OTmeyaror
CHUKEHUE COKPATUTEILHON CUCTONMYECKON GyHKIIMU MUOKAP/IA.

PaanonsoronHoe ucciienoBaHue MO3BOJISIET BBISIBUTH PABHOMEPHOE CHMU-
KeHue paguodapmipenapara B MUOKap/Ie.

VYBenuueHne KOHEYHOTO AMACTOIIMYECKOT0 o0beMa, YMEHbIICHHE (ppak-
IIUU BBIOpOCA M YBEIMYEHNE KOHEUYHOTO CUCTOJIUYECKOr0 00beMa OMPEeIIIOT
B CJIy4yae BBINOJHEHUs BeHTpuKynorpaduu. [Ipu 30H1MpOBaHUYN ceplilia ompe-
JEISAI0T 3HAYNTEIIbHOE CHUXEHHE COKPATUMOCTH MHOKApAa, IOBBILICHUE
KOHEYHOTO JIMACTOJINYECKOTO 00beMa.

Pe3ynbraTel cyOsHAOMHOKApAMAIbHOM OHMOIICHMU IMOKA3bIBAIOT XapaKTep-
Heie a1 KMII napymenus: OecrnopsaoyHyr0 TUNEpTPO(UI0 MBILIEYHBIX
BOJIOKOH, AUCTPO(UYECKUE M3MEHEHUS! KapAMOMHOLMTOB, UX HEKPO3, UHTEp-
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CTHLMANBHBINA (HUOPO3, 3aMecTUTENbHBIN (HuOpo3, HebombImne TUM(OrHCTHO-
[UTapHBIC NH)WIETPATHL.

l'uneptpoduss MuoOKapAa pa3BUBAETCS NPU MHOTUX HACIEOCEEHHbIX
3abonesanusx, oOyCIOBIEHHbIX HapyLIEHUSIMA OOMEHa BEIIECTB, MUTOXOH/I-
pUAIBHOM, HEUPOMBILLIEYHOW U Y3HAOKPUHHOM NATOJIOTUEH.

OcHOBHbIE Hacle/ICTBEHHbIC 3a00JIeBaHUs, BbI3BAaHHBIE MYyTalluel B T'€HAX,
a TaKKe apyrue 3adosieBanus, npuBosiye k runeprpodun JOK nomumo I'KMIT:

1. TlepBuuHblC reHETUYECKHE HAPYIICHUS, TPOTEKAIOUIUE C TUIIEPTPOdU-
et JDK:

a) cungpom Hyna;

0) atakcus Openepuka;

B) JICHTUTHUHO3.

2. 3aboneBaHus C yCWICHHOW aJalTHBHOM peakuueld B BUAE T'MIIEPTPO-
¢bun JIK:

a) peHaibHas U adpo-KapuOCKasi TUIIEPTEH3US,

0) «aTaeTuYecKoey» Cepale;

B) O’)KUpPEHHUE.

3. 3aboneBaHus ¢ METAOOIMYECKMMH HapyIIeHUsIMU U runeptpodueit JOK:

a) HOBOPOKJIEHHBIE OT MaTepeil, UMEIOIINX CaxapHbIi quabeT;

0) aMHIIOU103;

B) TJIMKOT'€HO3BI;

I') MUTOXOH/IpUAJIbHbIE MUOTIATHH;

1) heoXpOMOIIUTOMBI;

€) BpO’KJICHHbIEC HAPYIICHUS aMUHOKUCIOTHOTO OOMEHa;

K) 0ose3up Pabdpu.

Hacnencteennsie 3a00seBanHus, KaK MPaBUIO, MAaHU(PECTHUPYIOT CHUCTEM-
HBIMU HapYILICHUSIMU, IUATHOCTUPYEMBIMU B PAHHEM JETCTBE, KIMHUYECKUE
MPU3HAKH MMOPAXKEHUSI CEpALA BBIABIIAIOT B YUCIE IPYTUX CUMIITOMOB, OJJHAKO
OCJIO)KHEHUSI CEPJICYHOM MATOJIOTUHU YaCTO ONPEIEIISIIOT KU3HEHHbBINA TPOTHO3.

Cunapom Hyna (Noonan) oTHocUTCS K 3a00JieBaHUSM C ayTOCOMHO-
JIOMUHAHTHBIM HaciegoBanueM. [Tomumo obctpykTuBHor I'KMII onpenenstor
XapaKTepHbIE MMPU3HAKU U HAPYIIEHUS: HU3KUI POCT, MITO3 BEK, OTTONBIPEHHbIE
yIIIH, SMUKAHTYC, KPUTOTOPXHU3M, TUACTA3 MPSIMBIX MBIIII] KUBOTA, Aedopma-
o ckenera (spina bifida, pectus excavatum u T. 1.), YMCTBEHHYIO OTCTa-
JIOCTh, TUIEPTEIIOPHU3M, KOPOTKYIO M IIHPOKYIO LIEK, HU3KYH JMHHUIO POCTa
BOJIOC C3a/Id, CTEHO3 KJIAIIAHOB JIETOYHOW apTEPHUH.

Arakcus Opunpeiixa (Friedreich) oTHOCHTCS K HacaeACTBEHHBIM CIUHO-
nepeOpaJbHbIM aTaKCUsM C ayTOCOMHO-PEIIECCUBHBIM, HMHOIZIAa ayTOCOMHO-
JOMUHAHTHBIM HacienoBanueM. [Iporekaer ¢ acummerpuunor ['KMII, Hepen-
KO ¢ 00cTpykuuei BoixoaHoro tpakra JOK, HapymeHussMu putma, yIIMHEHUEM
unTepBana QT. ATakcus HaIOMHUHAET CIMHHYIO CyXOTKY, CyXOKHIIbHBIE ped-
JIEKChl OTCYTCTBYIOT, HAOJIOAIOTCSI HUCTarM, CKaHAWPOBaHHAs pedb, YACTO
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XOpPEUTHYECKUE NBIKEHUS, Kudo3, aTpodus 3pUTEIbHOTO HEpBa, IIIyXOTa,
ciaboymue, BpOXKACHHbIE TOPOKH CepLa.

Te4yeHMe n NporHo3s

Br1aenstor naTh OCHOBHBIX BapUaHTOB TeueHus U ucxoaoB ['KMII:

— crabmibHOE, JOOPOKAYECTBEHHOE TCUCHNUE;

— BHE3amHasg CMEpPTh;

— IPOTPECCUPYIOIIEE TEUEHHUE;

— «KOHEYHasi CTaJus», 00yCIOBJICHHAs! MPOrPECCUPOBAHUEM CEPJICUHON
HEJIOCTATOYHOCTH;

— pa3BuTue GUOPWLISALNY IPEACEPIUN U CBA3AHHBIX C HEM OCIIOKHEHUM.

Cewmeitnas ¢opma I'KMII yacTto mporekaer ¢ oOCTpyKIUEH BBIXOJIHOTO
otnena u BblpakeHHoU runeprpodueit JIK. OOCTpyKuMs BBIXOJAHOTO OTHAENA
JOK nipu I'KMII sBnsieTcss BakHBIM (PaKTOPOM, ONPESSIONIMM POrPECCHPO-
BaHHE CEPACYHON HENOCTATOYHOCTH U YBEIMYEHUE PUCKA PA3BUTHUSA CMEPTEIb-
HBIX OCJIO’)KHEeHU. B cimydae 6a3anpHOro rpagueHta > 30 MM pT. CT. BBDKHBaE-
MOCTb OOJIBHBIX COCTaBJISIET B cpeaHeM 6 JieT. Y OOJbHBIX ¢ OOCTpyKIuen
BBIXOTHOTO oT/aena JIJK oTHOCHUTEIbHBIN PUCK 00IIeH CMEPTHOCTH U Pa3BUTHS
TSKEJION CepJIEYHON HEIOCTATOYHOCTH B 2 pa3a BbIIIE€, CMEPTHOCTh OT CEPACU-
HOIl HEJIOCTaTOYHOCTHM M PHUCK pa3BUTHUA HHCyJIbTa (B Bo3pacte 40 et
u 6omnee) — B 4,4 pasa BBIIIE IO CPABHEHUIO C TTAIUEHTAMU 0€3 00CTPYKIIUH.

Hannbie 0 cmeptHocTtd npu ['KMII 3HaunTensHO BapbupyroT — B cIie-
HUAIU3UPOBAHHBIX IEHTPAX, U3Y4YalOUIUMX KapJAUOMHONATUH, OHA COCTABIISIET
3—6 %; B 0011IeH TOMYJISAIMU COOOIAOT 0 OoJiee HU3KUX ee 3HadeHus X — 0,2 %.

JleyeHune

Jleuenne OonbHBIX ['KMII onpexnensercs cornacHo gopMme 3adoseBaHus,
IIPOTHO3Y, pucky passutuss BCC, mporpeccnpoBanus cepAedHON HEAOCTATOU-
HOCTH, HAJIMYUIO UM OTCYTCTBUIO KU3HEYTPOXKAIOIIMX apuTMHUil. OCHOBHBIMU
3a/layaMu JICYEHUS SIBISIOTCA MEPOIPUATUS IO 00JErYeHrI0 CUMIITOMOB 3a00-
JIEBaHUs, PEAYNPEKACHHUIO OCNOKHEHUI 1 npodpunaktuke BCC.

Obwue meponpusamus BKIIOYAIOT OIpaHUYEHUE 3HAUYUTENBHBIX (Qu3nye-
CKUX Harpy3ok. He pekoMmeHayoT Bce BUJIbI HHTEHCUBHOM a’poOHOI (CrpuH-
Tepckuii Oer, ¢pyT0O0J, TEHHHC) WU CWJIOBOM HArpy3ku (TspKeas aTJIeTHKa,
CclIaJioM, IMOJABOJHOE IIaBaHue, anpnuHu3M). Ilpennmoutenue otnaercst Oery
TPYCLIOHM, €3/1€ Ha BEJIOCUIIE/E, IJIaBAaHUIO B CIOKOMHOM PEXHME, C MPOU3-
BOJIBHOM CKOPOCTBIO, C 00S3aT€NbHON TPEIBAPUTEIHLHON KOHCYJIbTAIlUEH
JIeYallero Bpayva.

LenecoobpasHocts sieueHuss HeoOcTpykTuBHOM I'KMII y acuMnTomMHbIX
OOJIBHBIX HE yCTAHOBJICHA.
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MenukamMeHTO3HOE JIEYEHUE MPOBOJUTCS B CIy4ae KIMHUYECKHUX MPOSB-
JIEHUW 3a00JIeBaHUs C 1EIbI0 YMEHBIIECHUS TPAJUEHTA JIaBJICHUSI B BBIXOJJHOM
OTJIeJIe JIEBOTO JKellyJouka, creneHu runeprpodun JDK, crabunuzanuu snex-
TPUYECKON aKTUBHOCTHU CEPJCYHOW MBIIIIbI, U KOPPEKUUH MMPU3HAKOB CEPJICU-
HOM HEJO0CTAaTOYHOCTH.

OcHoBHbIMH rpyminiamMu npenapatoB B JedeHuu ['KMII sBnstoTes B-aape-
Hobsokatopsl (BAB) u 6mokatops! kansiueBbix kaHaoB (BKK), mpu Hapyme-
HUSX CEPACYHOr0 PUTMA UCIIOIb3YIOT AU30NMPAMHU]l U aMHOJIaPOH.

bAB oTHOCSTCS K mIpenaparaM, MO3BOJISIOMUM A0CcTUYb 3 dekTa B Jieye-
Hun 'y 30-60 % OOJNBHBIX ¢ OOCTPYKTHMBHON M HEOOCTPYKTHBHOHN (popMoii
I'KMIL.

K ocnoBHbIM (hapmakonornyeckum 3dpdexkram BAb otHOCSTCSA: rUnOTEeH-
3UBHBIM, AHTUAHTWHAJIbHBIA, AHTUAPUTMUYECKUN, TOHWKEHHUE CEPACYHOTO
BBIOpOCA, YTHETEHHE aBTOMATHU3Ma CUHOATPUAIIBHOTO y3J1a, MO/IaBICHUE IKTO-
MUYECKUX 0YaroB B MPEICEPIUSIX, ATPHO-BEHTPUKYIISIPHOM Y3JI€, KEITYJOUKaAX,
YPEKEHHUE YaCTOThI CEPACUYHBIX COKPAILCHUH, YMEHBIIEHUE CUJIbI CEPACUYHBIX
COKpAaIIEeHUN U MOTPEOHOCTH MUOKAp/ia B KUCTIOPOJIE.

[Tpumensiembie npu ['KMII npenapatsl (IponpaHoiion, aTeHOJION, METO-
IpOJIOJ, COTajJO0J, HAAOJO0J) CHIKAIOT AaKTUBHOCTh CHMIATOAPEHATIOBOMN
CUCTEMBI TPU (PU3NYECKOM M HMOIMOHAIBLHOM HAMNPSIKEHUU, TEM CaMbIM
YIIyYIIalOT Ka4eCTBO >KM3HU OOJIbHBIX: YMEHbIIAETCS CepAILICOMEHHE U OJIbIIII-
Ka, Ky[UpyeTcs W/Uiu NpeIynpekKIacTcsi pa3BUTHE OOJEBOTO CTEHOKAPIUTH-
yeckoro cuHapoma. bAB npenoTBpaialoT MOBBIIIEHWE TPAJUEHTA J1aBJICHUS
MIPH JIATEHTHON M JIAOWMJIbHOW OOCTPYKIIMHM B BBIXOJHOM OTJEJIE JIEBOTO KEITy-
JI0YKa, a TakKe BBI3BIBAIOT perpeccuro rumneprpoduu Muokapaa. OgHako
MpenapaTel 3TOr0 Kjlacca HE OKA3bIBAIOT CYIIECTBEHHOTO BIIMSHHUS HA BBIKH-
BaeMocTh 00sbHBIX [ KMII.

[Tpumensitor npenmyiectBeHHO BAB 6e3 BHyTpeHHEH CHUMIIaTOMHUMETH-
YECKOM aKTUBHOCTU. HakOIJIEH ONBIT UCMIOJIBb30BAHUS CPEITHUX U MAKCUMAJILHO
s¢dextuBHbIX (120-240 mr) no3 npomnpanosnona. Haunnator ¢ 20 mr 3—4 paza
B JICHb, MOCTENIEHHO YBEJIMYUBAIOT J03Yy, 0 JOCTHUX)EHUS d()PEKTUBHOU, MO
KOHTPOJIEM YaCTOThI CEPACUYHBIX COKpaleHnii u A/l.

[TockonbKy OoJbllMe A03bI MPOIPAHOJIONA BBI3BIBAIOT IMOSIBICHUE HEXe-
JaTENbHBIX MOOOYHBIX peakiuil (yTOMIIIEMOCTh, COHIMBOCTh, CHUKEHUE TOJIe-
PaHTHOCTH K (PU3MYECKHM HArpy3kam, HapyIlIeHUs CHA, apTepualibHas THUIIO-
TEH3US U T. J.), B cllydae HEOOXOJAMMOCTH 3HAYUTEIHHOTO MOBBIMICHUS JIO3BI
npenapara npuderaroT K KapauoceneKTuBHBIM BAB. CuMnToMbl XpoHUYECKOH
CEpACYHOM HENOCTATOYHOCTHU HE SABJISIOTCS IMPOTUBOINOKA3aHUEM IS IPOJOJI-
xeHus tepanuu bAD, onHaKO Ha3HAYaKOT PEKOMEHJIOBAHHBIE B 3TUX CIyYasx
npemapaTsl (METOMPOIIOII, OUCOMPOIIOII, KAPBEIWIION) C MEIJICHHBIM TUTPOBAHHU-
€M J103bI COTJIACHO PEKOMEHAAIUSM T10 JICYEHUIO CEPICUHON HEIOCTaTOYHOCTH.
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IIpumenenne bKK cunraror onpaBgaHHBIM, TATOT€HETUYECKHUM, 110 CPaB-
HeHMIO ¢ BAD, IOCKOJIBKY IIpermaparbl 3TOr0 KJacca CHHKAKT YpPOBEHb
CBOOOJHOrO KalblMs B KapJUOMHOLIMTAX, HOPMaIM3ysl HX COKpalIEHUE,
MOJABJISIIOT MPOLIECCHl TUNEPTPOGUN MHOKAP/A, CHUKAIOT €r0 COKPATUMOCTb.
OxkaspiBasi OTpUILATENIbHBIA MHOTPONMHBIA M XpOHOTpomHbI 3¢p¢ektsl, BKK
YMEHBIIAIOT CyOBEKTUBHBIC KIIMHUYECKUE MPU3HAKU 3a001€BaHUS.

PapMaKoJIOTMYECKOE EHCTBUE BEpanaMuia: aHTUaHTMHAJIbHOE, TUIIOTEH-
3MBHOE, aHTHApUTMHUYECKOoe. bBIOKHpyeT KalibliMeBble KaHajbl (JIEWCTBYET
C BHYTpPEHHEH CTOpPOHBI KJIETOYHON MeMOpaHbl) U MOHMKAET TpaHCMEMOpaH-
HBIM KaJIBIUEBBIN TOK. B3aMMOAEHUCTBUE C KaHAIIOM ONPEIECISIETCS CTEIIEHBIO
JenoJisspu3anu MeMOpanbl: 6osee 3HEKTUBHO OJOKUPYET OTKPBITHIC Kallb-
[IMEBBIC KaHAJIBI JICTIOSPU30BAaHHON MeMOpaHbl. B MeHbINEH CTENEHU BIIUSET
Ha 3aKpbIThle KaHAJIbl MOJSPU30BAaHHOM MEMOpaHbI, MPENATCTBYS WX AKTUBa-
nny. He3HaunTenpbHO BIMSET HA HATPUEBBIC KAaHAJBI U 0-aIPEHOPELENTOPBI.

YMEHBIIAET COKPATHUMOCTb, YAaCTOTYy BOJUTENS PUTMA CUHYCHOTO y37a
U CKOPOCTb MIPOBEICHUS B AaTPUOBEHTPUKYJISIPHOM Y3JI€, pacciialisieT riajaKue
MBIl (B OOMBIIEH CTENEHU apTEepUOJi, YeM BEH), BbI3bIBACT mepudepuye-
CKYIO Ba30JWIaTallMIo, OHMWXKAeT olliee nepudepruyeckoe cocyaucToe Conpo-
THUBJICHUE, YMEHBIIAET MOCTHATPY3KY.

[ToBbimaer nepdy3ur0 MUOKapAa, YMEHBIIAET IJUCHPOIOPLIMI0 MEXKIY
NOTPEOHOCThIO U CHAOXKEHHEM cep/illa KHCIOPOJOM, CIIOCOOCTBYET perpeccy
runepTpopuu JEBOro Kemyaodka, moHmwkaer AJl. Y manueHToB ¢ HEOCIOXK-
HeHHOM ['KMII ynydiaer OTTOK KpOBU U3 KEITyJOUYKOB.

Bepanamui, oOnajnarommii NpeuMyIIECTBEHHO KapAHONPOTEKTHBHBIM
JeiicTBUEM, yhydinaeT auactonndeckyro ¢ynkiuto JOK, moBeimaeT Tonepant-
HOCTb OOJIBHBIX K (DU3UYECKON HArpy3Ke, CHIXKAET CyOaopTaJbHbIi I'PaJUEHT B
nokoe. OH obOecnieunBaer 3ppexrrBHOE NedeHne 60—80 % O0nbHBIX MTPU HEOO-
ctpyktuBHO# popme 'KMII, B ToM uncrne B ciiydae pegpakrepHoctu k BAB.

[IockobKy TNpUMEHEHHE BEpanmaMuiia CONPOBOXKIAETCA CHUKEHHEM
oOirero nepudpepuyeckoro COCyJIUCTOTO COMPOTHUBJICHUS W YMEHBIICHUEM
MOCTHArpy3KH, Yy OOJIbHBIX CO 3HAYUTEIBHONU OOCTPYKIHEN BO3MOKHO OBICTpOE
NOBBIIEHUE rpaaueHTa nasieHus B JDK, BciencTBue KOTOPOTO pa3BUBACTCS
OTEK JIETKUX, KapauoreHHbid mok uinu BCC. B cBA3M C ONACHOCTBIO CEpbE3-
HBIX OCJIOKHEHUU BeparnaMuil Ha3HAYarT ¢ OCTOPOKHOCTHIO OOJIBHBIM C BBICO-
KM JIaBJICHHUEM B JIETOYHOM apTEpHH, TSKEIOW OOCTPYKIHUEH BBIXOHOTO
otaena JDK, mprusHakamMu cepaeyHON acTMBI.

IIpoTuBOINIOKa3aHUsIMU K Ha3HAYEHUIO BeparaMujia CIIyKaT: TMIEePUYyBCT-
BUTEILHOCTH, TSKENasi THIOTEH3Ms, aTpUOBEHTpUKyJsipHas Onokama II u III
CTETICHU, XPOHUYECKasl CepJieuHas HEIOCTAaTOYHOCTh BBICOKOTO (DYyHKIIMOHAb-
HOTo Kiacca, cuaapoM WPW, cuHoarpuanbHas 0s10kana, cMHaApoM Mopranbu—
Anamca—Crokca.
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[Ipumensitor Bepamamui (TpeAnodTUTENIbHEE (POPMBI C 3aMeJICHHBIM
BBICBOOOXKIeHNEM) B 03¢ 20—40 Mr 3 pa3a B CyTKH C TOCTETICHHBIM yBEJIHYC-
HUEeM (Mpu Xopouleil nepeHocuMocTu npenapara) 10 160—240 Mr moa KOHTpO-
JIEM YacTOThl CEPJICUHBIX COKpaiieHuil (B mokoe 60 yua. B 1 mun). CymiecTByer
MHEHHE, YTO BBDKMBAEMOCTb OOJIbHBIX C HEOOCTpYKTHBHOU (dopmoii ['KMII,
NOJIyYarOIIMX BEpaaMuil BhIIIE, YEM Y MOIydaBmuXx mianedo. OgHako yoenu-
TeJIbHBIE JlaHHbIE MO 3()(PEKTUBHOCTH BIUSHHUSA BepalaMuia Ha KOHEYHbIC
Touku JedyeHus 6onapHbIX ['KMII (yBenuueHnue mpoaoKUTEIbHOCTH KU3HHM)
HE MOJIYYECHBI.

He momyuensl nokazaTenbCcTBa, CBUIAETENBCTBYIONIME 00 3 PeKkTuBHOCTH
neuennsit ['KMII xomOunupoBannoi Ttepanueii, Brmouatomeid BAb u BKK,
[0 CPAaBHEHUIO C MPOBEACHUEM MOHOTEpanuu. BOJIBIIMHCTBO HCCIIEIOBAHUI
Mo OLeHKe pe3ynbTraroB jeueHuss 6onpHBIX ['KMII HepanmomMusupoBaHHBIC
Y HEKOHTPOJIUPYEMBIE.

B ciydae BBISIBIEHUS JKU3HEYTPOXKAIOMUX apUTMHUN  ((GuOpHIISIUs
KEIYJJOUKOB, JKEJyJOYKOBasg TaxXWKapAus) M OCHOBHBIX (DaKTOPOB pHUCKa
pazsutus BCC, Hanbosnee ajeKBaTHBIM METOJIOM JICUCHHS SIBJISICTCS WMMILIAH-
Talus Kkapouosepmepa-oepuopunismopa (xknacc I, ypoBeHb 0Ka3aTeIbHOCTU
B; u xnacc Ila ypoBens gokazarenbHocTH C COOTBETCTBEHHO).

AMHOJApOH HAa3HAYAIOT B Clly4yae KEIyJOYKOBOW TaXUKapIuW W/WIU
bubpumsiiuu npeacepauit (kiace Ila, ypopens nokazarensnoctu C) y nui 6e3
daktopoB pucka pazsutus BCC. C menvto nepsuunor npoduinaktuku BCC
amuonapoH HazHauyaT 601sHEIM [’ KMII ¢ oyHUM OCHOBHBIM (haKTOPOM pHCKa
passutus BCC unu oTcytrcTBuem TakoBbix (kiacc [Ib, ypoBeHb moka3aTeinbHO-
ctu C).

®apMaKoJIOrM4ecKoe JEHCTBUE: aHTHUAPUTMUYECKOE, AHTUAHTMHAIBHOE.
brokupyer noHHBIC KaHANbBI, TIABHBIM 00pa30M KaJueBbLIC, B MCHBIIICH CTeIe-
HU — KaJbI[MEBbIE U HATPUEBBIC, MEMOpaH KapJAHUOMHUOIIUTOB, TOPMO3UT BO3-
OyXXJIeHHE 0- U [-aIpeHOPEIeNTOPOB. YBEIUYUBACT MPOIOIKUTEIBLHOCTD IM0-
TEHLMaja JAEUCTBUS BCEX CEPJIEUHBIX CTPYKTYpP 3a CUET BBIPAKEHHOTO CHHXKE-
HUS ero aMIuIMTyapl. O0agaeT OTpULIATETbHBIM XPOHOTPOIHBIM BIUSHUEM.
CumMmnaroauTuiecKkas aKTUBHOCTb M 0JI0KaJa KaJTUEeBbIX U KAJIbIIMEBBIX KaHAJIOB
YMEHBIIAIOT NOTPEOHOCTh MHOKapJ/ia B KHUCIOPOJE, MPUBOJAT K OTPHUIIATEIb-
HOMY JIPOMOTPOIHOMY 3P (hEKTy: 3aMeUIIeTCs] MPOBOAUMOCTh U YITMHSIETCS
pedpakTepHbIi IEPUOJT B CHHYCHOM U aTPUOBEHTPHUKYJISIPHOM y3nax. O0manas
CBOMCTBOM Ba30JIMJIaTaTOPa, MOYKET CHMXKATh CONPOTUBIICHHE KOPOHAPHBIX
COCY/IOB.

[Ipu nuTenbHOM Ha3HAYEHHH aMUOJapOHA HEOOXOAMMO YUYUTHIBAThH €ro
npoaputMuyeckuit 3pPexT (pa3BuTHe TOTUMOP(HHOMN KeTyT0UKOBON TaxuKap-
mun) u TokendHOCTh Y 30 % OGonbHBIX. K MOOOYHBIM AEHCTBUSM Tpemapara
OTHOCSITCSI: MUKPOOTCJIOMKA CETYATKH, HEBPUT 3PUTEIBLHOIO HEPBA, TUNIEP- WU
runoTupeo3, Gpudpo3 JAErkux, MHEBMOHUT, IUIEBPUT, OPOHXHUOJIUT, THEBMOHUS,
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nepudepudeckiue HEBPONATHU W/WIA MUONATHH, SKCTPAUPAMUTHBIA TPEMOD,
aTakcus, YEpPErHO-MO3roBasi TMIIEPTEH3Us, HOYHBIE KOIIMAapbl, Opagukapaus,
acCUCTOJIMS, ATPUOBEHTPUKYJspHas OJ0Kajga, TOLIHOTA, PBOTA, HapyLIEHUE
(yHKIIUK TI€YCHU, aJIONeUusi, SIUIUIUMHUT, aHeMus, (POTOCECHCUOMIU3ALINS,
AJUIEPrUYECKUE PEAKLIUH.

Jluzonupamuo OTHOCUTCA K TpernaparaM aHTUAPUTMHUYECKOTO IEUCTBUS
IA xnacca. Ymensiiaer ckopocTh aenoisipusauuu (dhaza 0) u HAKIOH mpu
crioHTaHHOM aenossipu3anuu (paza 4), uTo oOycCIOBICHO OJ0KamON «OBICT-
PBIX» KalueBbIX KaHaioB. O0IaaeT OTpULIATETbHBIM HHOTPOIHBIM 3P (HEKTOM,
CHIDKAET CepAeuHbI BBHIOPOC (C HapacTaHWEM KOHEYHOTO JHUACTOJIUYECKOIrO
JABJIEHUSI B JIEBOM JKEIYJOYKE), 3aMeIsIeT IPOBOJUMOCTb, YBEIUYUBAET
obmee nepudepudeckoe cocyaucroe conporusicHue, He Biuusas Ha YCC u A/l
Cna0pr1it xonunobmokatop. [Ipu B/B BBeIeHUH BBI3BIBAET CY>KEHUE KOPOHAPHBIX
COCYJIOB M YBEIMYMBAET MOTPEOHOCTh MHUOKapaa B kuciopoxe. [Ipu I'KMII
muzonupamu (103a 300-600 Mr B CyT) yMEHBIIIAET CTENEHb MEPETHECUCTOHU-
YECKOT'0 JIBM)KEHHSI CTBOPKM MUTPAJIBHOTO KiamaHa, OOCTPYKLIUU U MUTpPAJIb-
HOM perypruTaiuu, nojoKUTeIbHO BIUSIET Ha CTPYKTYPY AUACTOJBI.

[TokazaHusIMU K IPUMEHEHUIO CITY>KAT JKETYI0YKOBbIE apUTMHUH U IKCTpa-
CUCTOJIMM BBICOKMX Ipananuii. [Ipenapat npoTUBONOKa3aH MpU TUIEPUYBCTBU-
TEILHOCTH, aTPUOBEHTPUKYJApHBIX Onokanax II-III crenenu, cunapome yaim-
HeHHoro QT. TloGounbie 3 (heKTh OrpaHUYUBAIOT MPUMEHEHHE TU30MUPAMUIA
npu 'KMII: nmpoaputmorenssiit 3¢ (deKT, rTuIoTOHUsI, POTPECCUPOBAHHUE CEP-
JI€YHON HEJ0CTaTOYHOCTH, pacuiupenue koMmruiekca QRS, arpuoBeHTpuKyIsip-
Has Onokana | cremeHu, TUNOIIMKEMUs, HapylIEHUE 3pPEHHUs, MOBBIIICHUE
BHYTPUIJIA3HOIO JIaBJIEHHS, KCEPOCTOMUS, ATOHUS KUIIEYHUKA U MOYEBOIO IIy-
3bIps, IUCIIETICHS], TOJIOBHASA 00J1b, TOJIOBOKPYKEHUE, AJNIEPIHUECKUE PEAKIUY.

Bo3HuKarT 3HaUnTENIbHBIE TPYAHOCTH B jieueHuH 00sbHbIX ' KMII ¢ npu-
3HaKaMM XPOHMYECKOM CEpJICYHOM HENOCTaTOYHOCTH. [I0CKONIBKY prMeEHEHNE
JINYpPETUKOB, UHTHOUTOPOB aHrMOTeH3UHINpeBpaujatomero gepmenra (AllD),
HUTPOBA30AMJIATATOPOB, CEPACUYHBIX IJIMKO3UJIOB MPUBOJIUT K IOBBIIICHUIO
rpaJyeHTa JaBjieHus B BbIXoHOM oTAeine JIK u ycyryOiaeHuto cuMITOMOB 3a-
0oJieBaHUA, UX Ha3HAYEHUE NMPOTHUBOMOKA3aHO B CIIy4ac BBISBIICHUS T'PaUEHTA
OOCTPYKIIMU B TIOKOE U/WJIH MPU TPOBOKAIUSX.

Bwmecte ¢ tem u3BectHO, uto MHruOuTOphl AIID cTumynupyioT perpecc
runepTpouu MUOKap/a MOCPEICTBOM NPSIMOM OJIOKaJbl JIOKATbHONW pPEHUH-
AHTMOTEH3UH-AJIJOCTEPOHOBOM CHCTEMBI M MPEJOTBPALIAIOT JEHCTBHE Ha
Muokap anruorensuHa Il m xarexonamuuoB. Ha mo3auux cragusx 3aboseBa-
HUS MPU BBIPAKEHHOW CHUCTOJIMYECKOW MUCHYHKIMU W JAWJIATAIMU TOJIO0CTEN
cepaua (5 % OOJBHBIX) JEKapCTBEHHAs Tepalus MPOBOJUTCS COOTBETCTBEHHO
PEKOMEHAALUSAM 110 JICYEHHUIO 3aCTOMHON CEPIEYHON HEAOCTATOYHOCTH C OCTO-
POKHBIM HCIOJIb30BaHUEM MHIHOUTOpPOB AlID, cepaedHbIX INIMKO3UAOB, OUY-
PETUKOB, OJIOKaTOPOB PeLenTOpoB aHruoTeH3uHa I, cnupononakTona. Jloka-
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3arenbCTB A dextuBHOCTH BADB mpu KOHEUHOW «IMIATAITMOHHOW» CTaIuu
I'KMII He nony4eHo.

Xupypeuueckoe neuenue oOCcTpykTuBHOM (Gopmbl ['KMII BeimomHsercs
¢ 60-x rr. mpouuioro crojerus. [loTeHUUATBHBIMUA KaHAUAATaAMHU HA ONIEPATHUB-
HOE JICYeHHE SBIAIOTCS 5 % manueHToB ¢ oO0cTpykTHBHOU (opmoit ['KMII
U pepaKkTepHOCTHI0O K MEIMKAMEHTO3HOM Tepamnuu. biaromapsi coBepiieHCT-
BOBAaHHIO METOJUK OINEPATUBHOTO JICUCHHs] (MHOIKTOMHUS, MHUOCEIITIKTOMUS),
OTMEYEHO CHWKEHHE XHPYpruueckod jeranpHocTu: 1-2 % mpotuB 2-5 %
Ha QoHe MeauKaMeHTO3HOW Tepanuu. OIHAKO CYUIECTBEHHOTO BIIMSHUS
Ha yBeJIMYEHUE MPOJOJDKUTEIBHOCTH Xu3HU 00bHBIX ['KMIT xupyprudeckoe
JICYCHHUE HE OKa3bIBACT.

Hapsiny ¢ xupyprudeckuMm jiedeHuEM, pa3pabaThIBAIOTCS HOBble MemOoObl
Tepanuu (TpaHCKAaTeTepHAs aJKOTOJbHAS CeNTajabHas A0S, IByXKaMepHas
AIEKTPOKAPIUOCTUMYJISIINS ), UIMEIOIIHE OMPECICHABIC JOCTOMHCTBA, d(Pdek-
THUBHOCTbh KOTOPBIX U3y4aeTcsl.

Takum 00pa3oM, HapsiAy C JIEKQPCTBEHHOW Tepamnueil, He MO3BOJSIOLIEH
JIOCTUYb MOJOKUTEIBHBIX PE3yJIbTATOB BO BCEX ClIyyasx 3a00JieBaHUs, TPUME-
HSIOT XHPYPrUYECKHUE, MAJOMHBA3UBHBIC, JJICKTPUUECKUE METOJbl JICUCHUS
I'KMIL.

Kpurepuu 3¢ dpeKTHBHOIO Je4eHHs

Omnpenenensl cienytoume Kpurepud 3G(EKTUBHOTO JICUEHHs] OOJbHBIX
['KMII:

—  YBEJIMYEHHE NPOJOJLKUTEIIBHOCTH KU3HU;

— yYMEHBIIEHUE CTENeHN OOCTPYKIUU BhIHOCAIIEro TpakTa JDK;

— OTCYTCTBHE >KM3HEYIPOKAIOIIMX HAPYILICHUN pUTMa, CUHKOIIE, CTEHO-
KapJluu;

— TOPEOOTBpAILCHUE PA3BUTHUS CEPJICUHON HEAOCTATOYHOCTH;

— TOBBIIICHUE KAayeCTBAa >KU3HU — YOBJIETBOPUTENIbHAS IEPEHOCHU-
MOCTb OBITOBBIX (PU3MYECKUX HATPY30K.

NMpocdmnakTuka

Bonbubie ¢ o6cTpykTuBHOM I'KMII OTHOCSTCS K rpymme pucka pa3BUTHUS
uH(peKInoHHOTro HAoKapauTa. C 1enpi0 NpoPUIaKTUKHN 3a00JIeBaHMs 10 BbI-
MOJIHEHUSI CTOMATOJIOTUYECKUX, SHJIOCKONMYECKUX, «MAJIbIX» XUPYPrUYECKUX
MpoIEeAYp PEKOMEHAYETCS MPOBECHUE aHTUMUKPOOHOHU Tepanuu. [IpumeHsoT
amokcuumuiMH 2 1 (50 Mr/kr) BHYTph 3a 1 4 10 npoueaypbl Wil aMIULWIIIUH
2 1 (50 mr/kr) B/M wiu B/B 3a 30 MuH 110 IpOIIeAYPHI. Y JHUIl ¢ aJUIeprueH K me-
HULIWIJIMHAM PEKOMEHIyI0T BaHKoMUIIUH 1 r (20 mr/kr) B/B B TeueHue 1-2 4
(BBeneHue 3aBepiiuTh 3a 30 MUH 10 IPOLIEYPHI).
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B cnyuae pasButus puOpwuisiun npeacepanii mpoBOIUTCS CTaHAApTHAsS
IIPEBEHTUBHAs Tepanus C LEJbI0 HOPMAIU3alUU YacTOThl CEpAEYHBIX COKpa-
HIEHUI U NpeaynpexaeHus: TPOMO0IMOOINYECKUX OCIOKHEHUH.
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