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(I)e[{epa.m)Hble KIMHHYCCKHUEC PCKOMCHIAAIIUHA 110
OKa3aHUI0 MeIlI/IIII/IHCKOi/i IHOMOIIM I€THAM C
RKapaIuOMHOIIAaTUAMHA

/laHHBIe KJIMHHYECKHE PEKOMEHJALMH IOArOTOBJIEHbl COBMECTHO € accolHALMEH
AETCKHX KapauoJioros Poccuu, paccMOTpeHbI M YTBEp:KAeHbl Ha 3acelaHUuM
Hcnonkoma npogeccuoHaNbHON acconuanuu aeTckux Bpadeir Cors3a meauaTpoBs
Poccum na XVII Konrpecce mnexumarpoB Poccum «AKTyajbHbIe HNPo0JIeMbl
neguarpum» 15 ¢pespans 2014r.

METOAOJIOT'UA

MeToabl HMCHOJB30BAHHBIC I cOOpa/cejieKIIUM  A0KA3aTeJbCTB: TIOMCK B
AJIEKTPOHHBIX 0a3aX JaHHBIX.
Onucanve MeTOHA0B, MCIOJb30BAHHBIX /JIsi cOopa /cejieKIUM [10KA3aTeJIbCTB:
JIOKa3aTeIbHOM 0a30i Il pEKOMEHAAIUN  SBISIIOTCS MyOJUKalluy, BOIIEAIINE B
KoxpeitnoBckyro 6ubnmorexy, 6a3sl manubix EMBASE u MEDLINE. I'myObuna moucka
COCTaBuUJA S JIET.
MeToabl, HCIOJIB3yeMble ISl OLEHKN Ka4eCTBA U CHJIbI JI0KA3aTeJILCTB
KoHceHncyc 3kcnepToB
[IpuopuTeThl HMCHOJI30BAHUS JIEKAPCTBEHHOW Tepanuu YCTAHABIMBAINCHL HA OCHOBE
pe3yJNbTAaTOB  JIOKa3aTeJNbHOM MemuiuHbl. [lpu  OTCYTCTBMM  JaHHBIX  BBICOKOM
JIOCTOBEPHOCTH YUUTHIBAIIOCH COIIACOBAHHOE MHEHHE SKCIIEPTOB.
Kuaccesl pekoMeHaanuii 1 ypOBHU 10KA3aTEJIbCTB
Krnaccel pexomeHaanuii 1 ypoBHHM JI0Ka3aTENbCTB IO BEIEHHIO OOJBHBIX OCHOBAaHBI Ha
nokymentax European Society of Cardiology (EBpomeiickoe 00IecTBO KapHOJIOTOB,
EOK), 2012 (tabmn. 1, 2)
Taoauua 1.
Kuaccsl pekomeHaanmii

Kunacc I [Tonw3a 1 3PHEeKTUBHOCTH AMATHOCTUYECKOTO WU JIe4eOHOr0 BO3ICHCTBUS
JOKa3aHbl W/WUIN OOIIeNPU3HAHHBI.

Kuacc II [IpoTuBOpeUYMBLIC TaHHBIE U/WUJIN PACXOXKIEHNE MHEHUH TI0 TIOBOTY
10JIb3b1/2((HEKTUBHOCTH JICUCHUSI.

Knacc [l a | Umeronuecs JaHHbIE CBUIETENBCTBYIOT IPEUMYIIECTBEHHO O
11oJ1b3e/2(h (PEKTUBHOCTH JIeueOHOT0 BO3CHCTBUS.

Knacc [T b | [Tonb3a/ahdekTuBHOCT, MeHEE YO TUTEIIBHBI.

Kinacc I11* | Umeromuecs: faHHbIE WM 001IIee MHEHHUE IKCIIEPTOB CBUACTEILCTBYIOT O
TOM, YTO JieueHue Oecrnoe3Ho/Hea(pPEeKTUBHO U B HEKOTOPBIX CIydasix
MOKET OBbITh BPEIHBIM.

Ipumeuanue: *Ilpumenenue kracca lll EOK ne pexomenoyemcs.
Tadaununa 2.
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YPOBHH 10KA3aTEJIbHOCTH

A PCBYJII)TaTBI MHOT'OYHCJICHHBIX PAaHAOMU3HNPOBAHHBIX KIMHUYCCKUX I/ICCHCIIOBaHI/Iﬁ
NN MCTa-aHaJIu3a.

B | Pe3ynbTaThl 0OTHOIO paHIOMU3UPOBAHHOIO KIMHUYECKOIO UCCIIEIOBAHUS WU
KPYITHBIX HEPAHAOMU3HPOBAHHBIX UCCICIOBAHNMN.

C | Obmee MHEHHE SKCTIEPTOB U/WUJIH PE3yIbTAaThl HEOOIBIIUX UCCIICIOBAHUMN,
PETPOCIIEKTUBHBIX MCCIIEAOBAHM, PETHCTPOB.

OIIPEJAEJIEHUE

Kapauomuonarun (KMII) rpynma rereporeHHbIX 3a00JieBaHUM, XapaKTepHU3yroIIascs
MaTOJIOTHEN MHOKap/ia ¢ €ro CTPYKTYPHBIMHU W/WIH (PYHKIIMOHAIBHBIMU HAPYIIEHUSMHU, HE
00yCJIOBJIGHHAsI HILIEMUYECKOU 0OJIE3HBIO Ccep/illa, TUIMEPTEH3UEH, KIIamaHHbIMU
MOPOKAMH U BPOKICHHBIMU 3a00JI€BaHUSMU.

Kox MKB 10

142 - Kapinomuormnarus

142.0 - IunaTarmoHHas KapAUOMHOMIATHS

142.1 - OOcTpykTUBHAS runiepTpoduyeckast KapAIuOMUOTaTHs
142.2 - [Ipyras runeptpodudeckas KapJuOMUOIATHS

142.3 - DuaomuokapauaibHas (303uHO(HIbHAS) 00JIe3HB
142.4 - DupokapauanbHbIN GUOpPO3IACTO3

142.5 - Jlpyras peCTpUKTUBHAs KapAMOMHUOTIATHS

142.6 - AnkoroJibHast KapIHOMHUOTIATHS

142.7 - Kapauomuomnatusi, 00yclOBIIeHHAash BO3IACHCTBHEM JICKAPCTBEHHBIX CPEICTB M
JIPYTUX BHEITHUX (aKTOPOB

142.8 - Jlpyrue xapanoMHuONaTuu

142.9 - KapnnomuonaTusi HEyTOUHEHHAs

KIACCUOPUKALIUA
IMaTopusnonornyeckas kiaccupukanus kapauomuonaruii (BO3, 1995)
o Jlunatanmonas kapauomuonartus (JIKMIT)
o T[uneprpoduueckas kapauomuonatus (['KMII)
O € 00CTpyKITUEH;
o 0e3 00CTPYKIIHUH.
e PectpuktuBHas kapauomuonatusi (PKMII)
O TMEepBUYHAS MUOKapUaJIbHAS;
O DHAOMUOKApJUATBHAS C D03UHO(IIINEH;
O DHAOMHOKapJauaIbHas 0€3 Y03UHOPUITHH.
e ApuTMoreHHas Kapauomuonatus mnpasoro xemxyaouka (AKIDK)
Kaaccupukanus neppuanbix kapauomuonatuii (AAC, 2000)
e [‘eHeTnueckue:
o I'KMIT;
o AKMII/aucnnazus mpasoro xemymouka (AJIITXK);
o HexommakTHsrii neBoiit xxemynouek (HKM), («ryOuartsrity muokapn);



o Hapymenus npoBoasie cucreMsl cepaua (cuaapom Jlenerpe);
o I'mukorenossl (Tunsl PRKAG2 u Jlanon);
o MuToxoHapuanbHbie MUOIaTUN4
o Hapymenus QyHKIIMM MOHHBIX KaHAJIOB!
- CUHAPOM YUIMHEHHOTO nHTEepBana QT;
- cunapom bpyrana;
- KaTexoJlaMUHEepTruIecKas moauMopQHast KeIyJ0uKoBask TaXUKapIaus,
- CHHJIpOM YKOpoueHHoro nnrepBaina QT;
- F0’)KHO-a3MaTCKUI CUHIPOM BHE3aIMHON HEOOBSICHUMOI CMEPTH BO CHE.
e (CwmemaHHble (TEHETUYECKUE U HETEHETUYECKHUE):
o JAKMII;
o IlepBuunas pectpukTuBHas Heruneprpopuyeckas KMIT;
o [IpuoGperennsie:
o Muoxkapautsl (BocnaniurensHas KMII);
o KMII, oOycnoBieHHass BHE3amHbIM 3MOLMOHANIBHBIM cTpeccoM (KMII tako-
tsubo);
o Ilepunapranbnas KMII;
KMII, naaynupoBaHHas TaXUKapaAUEH;
o KMII y nereit, MmaTepu KOTOPBIX cTpamaroT caxapHbiM jguaderom (CJI) 1-ro
THUIIA.

O

Knacenpuxkanua KMII (EOK, 2008)

I'KMII JAKMII AIITK PKMII HKMII
CemeiiHasi/TeHETHUECKU O0YCIIOBIICHHAS Hecewmeiinas/ HeoOycioBneHHas
e HeunentudunupoBaHHbiii 1eeKT TE€HETUYECKU
reHa e HMpuonaruueckas
e [loaTunel 6oJe3HU e [loarunsl Oosie3HN
MMPUMEPHI ITUATHO30B

e JlunmarammonHas kapauoMuomnatua. HemocratounocTs mutTpanbHO kianaHa. HK
2bcrt., Il ®K no Ross.

o [mneprpoduueckas KapaAuOMHOIATUs, 00CTpyKTHBHAsS opma. CeMeHHBIN BapHaHT.
HK 1 ct., | ®K o NYHA.

e HekxoMmakTHBI MHUOKAp] JIEBOTO KeIya0uka, aunaranuonHo gopma. HK 2A cr.,
Il ®K o NYHA.

|. TUIIEPTPO®PUYECKASA KAPAUOMUOIIATUA

3aboneBanne MUOKapAa, XapakTepusyromieecss odaroBo win auddy3Hoi runepTpodueii
MHUOKapja JEBOTO /WA TPABOTO KEIyJA0uKa, Jalle aCHMMETPUYHON, ¢ BOBJICUCHUEM B
THUIEPTPOPUICCKUN  MPOIIECC MEXOKEITYA0YKOBOW TEPErOpOJKH, HOPMAJBHBIM — HJTH
YMEHBIIIEHHBIM O00BEMOM JICBOTO J>KEIYyJO0YKa, COMPOBOXKIAIOIIEECS HOPMAIBLHOW WITU
YBEIMYEHHOW  KOHTPAKTHJIBHOCTHIO  MHOKapJa Tpd  3HAYUTECILHOM  CHIDKEHUU
JNACTOTMYECKON (PYHKIIHH.



Cemetinas (renetuuecku oOycioBneHHas) 'KMII - 3aboneBanue, XapakTepHu3yrolieecs
runepTpopueil MuUoKap/aa, UCKIIOYAIOIIee HajJudhe y MalieHTa WHOro 3a0oJieBaHMs,
KOTOpPOE COMPOBOXKAAaeTCs runeprpodureit Muokapaa
* ['enernuecku AeTEpMUHUPOBAHHOE 3200JIEBAHKE
* HacnegoBanue ayToCOMHO-JOMHHAHTHOE
» Pacnpoctpanennocts 1:500 (0,2%)
* He 3aBucut ot pacsl u nosa
ITHOJIOT U
® MyTallil TEHOB, KOAMPYIOUIUX CHHTE3 COKPATUTEIBHBIX OEITKOB MHOKap/a.
JedekTsl 0eIKOBBIX KOMIIOHEHTOB cepieuHoro capkomepa rpu ['KMII cocraBnsioT
80-85% Bcex MmyTtanuid: Tspkenoi nenu b-muosuHa ~35%, MHO3UMHCBS3BIBAIOIIETO
oenka C ~35%, tpononmna T ~10%. 15-20% Bcex myTtanmii 00YyCIOBIMBAIOT
ne(deKThl ICCEHIUATBHOW W PETyISITOPHOM JIETKMX IIenedl MHO3uHa, O-
TPOIIOMUO3MHA, 0-aKTHHA, CEPACUYHOrO TPOMOHWHA |, TSKENo Ienu o-MHO3MHA,
TUTHHA, TPOTIOHWHA C, HAM®-akTuBupyemMoit MPOTEUHKUHA3HI,
mutoxoHapuansHoi JJTHK.
e yBenmMueHue Macchl Muokapaa JDK u TONMMHBI €ro CTEHKH TpH WHOUILTpaIuu
WHTEPCTHIINS WA TPH BHYTPUKJICTOYHOM OTJIOKCHHUH MPOTYKTOB METa00IM3Ma.
IlaTorenes
[Ipu I'KMII renetnueckas HEMOIHOIIEHHOCTh COKPATUTEIBHBIX OEJIIKOB O0YCIIOBIMBAET
HapylieHne OOMEHHBIX U COKPAaTUTEIBHBIX MPOIECCOB B THNEPTPOPUPOBAHHON MHBIIIIIE.
Mopdomoruueckre  U3MEHEHHS  JIEBOTO  JKEJIyJAO4YKa  OMPENESIOT  COCTOSIHUE
BHYTPUIPEICEPAHON TEMOIMHAMUKH.
OcHosHvle namoeenemuyeckue gpaxmopol I'KMII:
® CHIKEHHUE DJACTUYHOCTH U COKPATUTEIHLHOM CIOCOOHOCTH TUNEPTPOPUPOBAHHOTO
MHOKapa JEBOTO XKETyJ0uKa ¢ YXYIIICHUEM ero JHACTOINICCKOTO HAITOTHCHMS, B
pesynbrare dero pabora MHOKapja, B MepecdyeTe Ha CIUHHUILy MacChl MUOKapia,
CYIIIECTBEHHO YMCHBIIIACTCS;
® HECOOTBETCTBHE KOPOHAPHOTO KPOBOTOKA B HEM3MEHEHHBIX COCYAaX CTEMEHU
TUNEpTPOPUN MUOKAPIA;
® CJaBJIEHUE KOPOHAPHBIX COCYJIOB TUMIEPTPOPUPOBAHHBIM MUOKAPIOM;
® HapyIIeHWE CKOPOCTH TPOBEIACHUS BO30YXKIECHUS B OJKEIyJAOYKaxX HapAIy C
ACUHXPOHHBIM COKpAIEHUEM Pa3IUYHBIX OTICIOB MHOKAP/IA;
® ACHHEPIW3M COKpAICHHWS OTICIBbHBIX YYaCTKOB MHOKapJa CO CHIDKEHUEM
MPOITYJILCUBHOM CIIOCOOHOCTH JIEBOTO KEITyA0UKA.
KiauHnyeckass KapTuHa
Knunnueckue nposBiennst ['KMIT nonmumopdHsl 1 HecnenmuduyHbl, OHH BapbUPYIOT OT
OecCUMOTOMHBIX (OPM JI0 TSKEIOTO HapyIIeHUs (PYHKIIMOHAIBHOTO COCTOSIHUS U
BHE3AITHOW CMEpPTU, KOTOPAsi 4aCTO HACTYIMAET B JIETCKOM WJIM FOHOIIIECKOM BO3pacTe, BO
BpeMs (HU3UIECKOI HArpy3KH UK Cpa3y MOCye Hee.
OcHosHble dcanodwvl y oemetil cmapuie2o 803pacma:
® OBICTpast YMOMIAEMOCHIb;



http://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BD
http://ru.wikipedia.org/wiki/%D0%91%D0%B5%D0%BB%D0%BE%D0%BA

® 0Oviuka Npu (PU3NYECKON HArpy3Ke, a y 4acTU OOJBHBIX U B MOKOE, MO HOYaM,
KOTOpass O0OyCJIOBJIEGHAa BEHO3HBIM 3aCTOEM KPOBH B JIETKUX BCIJIEJCTBUE
JTMACTOJINYECKON AUCHYHKIUN TUIEPTPOPUPOBAHHOTO JIEBOTO KEITYI0UKA;

® Kapouaneuu, CBS3aHHBIE C HECOOTBETCTBMEM KOPOHAPHOTO KPOBOTOKA Macce
Muokapaa. Ha pasBuTthe wHIIeMHH MHOKAapJa BIMSIOT HapyLIE€HUs Ipolecca
paccinabneHusi CepAeYHOW  MBIIIIBI, [OBBIIIEHHE BHYTPUMUOKAPAUAIBHOIO
HaIPSHKEHUS U CIABJICHHE HHTPAMYyPAJIbHBIX KOPOHAPHBIX COCY/I0B;

®  20/I080KpYHCEHUs. U 0OMOpPOKU, B YAaCTU CIIy4yaeB, CBA3AHBI C PE3KUM CHIDKCHHUEM
CEpJIEYHOT0 BBHIOPOCA BCIENCTBUE YCYI'yOJIEHUS! MPENSTCTBUS M3THAHUIO KPOBU M3
JIEBOTO JKeNmynouka. Y JeTell 93T0 OoTMedaeTcsl yaile npu (GU3HUecKol Harpyske H
AMOLIMOHAJIEHOM CTPECCE;

® cepoyebuenue, iepedbou B paboTe Cepala, CUHKONANIbHbIE COCMOAHUS MOTYT OBITh

0OyCIJIOBJIEHBI HAPYIICHUSIMU PUTMA CEpALIA.

VY nereit panHero Bo3pacrta BbisiBiicHHME ' KMII Hepenko cBsizZaHO ¢ BO3HMKHOBEHHEM
MPU3HAKOB 3aCTOMHOM CEPACYHOM HEAOCTATOYHOCTH, KOTOpas y HUX PAa3BUBACTCA Yalle,
YeM y JeTel CTapIlIero BO3pacTa u B3pOCbIX.

JAuarsocruka

[Ipu cobope anammeza BBIABIASETCS OTArolIeHHas HaciencTBeHHOCTh: CC3 ¢
runeprpopueit  muokapaa JDK wmm  guarHozom ['KMII;, BHe3amHo ymepiiue
POJICTBEHHUKH, OCOOEHHO B MoJyiogoM Bo3zpacte. llenecooOpa3zHo obcienoBanue
POJICTBEHHUKOB TAIMEHTA C IEJIbIO BBISIBJICHUSI CEMEUHBIX ClTydaeB 3a00JIeBaHUS.

[Ipu xknunuueckom ocmompe Tpu HEOOCTPYKTUBHOU (HhOpME OTKIOHEHH OT HOPMBI MpHU
OCMOTPE MOXET HE ObITh, HO HMHOIZIA ONPEICISIIOT YBEIMYEHUE MPOIOHKUTEIbHOCTH
BEpXyLIEYHOTro Touka, IV ToH cepaua.

[Ipu oOctpyktuBHOM (opme ['KMII BBISBASIOT YCHUJIEHHBIM MHPOAOJIKUTEIbHBIN
BEPXYIICUHBIA TOJYOK, 3aHUMAIOIIUNA BCHO cuUCTONy BIUIOTH a0 |l Tona (mpusnHak
runepTpopun MHOKapJa JEBOTO KEIyJouyKa), CUCTOIMYECKOE NPOKaHUE BJOJIb JIEBOTO
Kpasi TPYIWHBI, MyJIbCAlIMIO COHHBIX apTEepUil, OBICTPBIA «OTPBIBUCTHIN» MYyJbC TPHU
najablaluy COHHBIX apTepHii, 0OYCIOBJIIEHHbIE OBICTPHIM M3THAHUEM KpPOBU B MEPBYIO
MOJIOBUHY CUCTOJIBI. [ pyObIii BepeTeHOOOpa3HbIN CUCTOIMYECKUH IITyM, BO3HUKAIOIINI HE
B PAaHHIOIO CUCTOJY, KOTJa U3THaAHUE KPOBH MPOUCXOIUT O€3 MOMEX, a CIIyCTsI HEKOTOpOe
BpeMs nociie [ Tona. JIyunie Bcero urym CiblllieH Yy JIEBOTO Kpasi TPYAUHBI M HA BEPXYIIIKE,
I7I€ M3-3a CONYTCTBYIOIIEH MHTPAIbHOM HEIOCTATOYHOCTH OH CTAHOBHUTCA AYIOIIMM H
MaHCUCTOJNYECKUM. MHTEHCUBHOCTh IlIyMa HApacTaeT B MOJOXKEHUU CHUJA, CTOS, Ha
BbIZIOXE, Mpu TpoOe BanmbcanbBel, TO €CTh NPHU YCYTYOJICHHH TMPENATCTBUS H3THAHUIO
KpPOBU B pe3yJIbTaTe YMEHBIICHUS NIPE- U MOCTHATPY3KHU WM YBEJIMYEHUSI COKPATUMOCTH.
| ToH Ha Bepxyuike cep/ilia B OONBIIMHCTBE CIy4aeB HOPMAJIbHOM 3BYy4HOCTH, a || TOH Ha
OCHOBaHMM Yy psiia OOJIbHBIX oOciabiieH, BeIsBisgeTcs |V ToH. Hepeako ompepensiercs
HapyLIEHUE CEPICYHOTO pUTMA.

I'enernueckas (JIHK nuarnocruka)

«TE€HOTHI MOJIOKUTEIbHBIN / MOJOKUTENbHBIN (PEHOTUID)

«TEHOTHUI TOJOXKUTENbHBIN / OTPULIATENbHBIN (QEHOTUID - NAYUEHI MONCEem UMEmb

eenomun 6e3 hopmuposanus eHomuna, Ui mMoxcem Oblmsb 68081e4eHd UL YACMb

muoxkapoa JDK u  nayuenmvl umerom HOpMANbHYIO Mmaccy muoxapoa JDK

(cyoxnunuueckasa I'KMII). B nanHOoM ciy4yae OuUarHo3 MpaBOMOYHO BBICTABISAThH MPHU
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HAJIMYUU TOTIOJHUTENBHBIX KPUTEPUEB: OTATOLIEHHBIN CEMENHBIN aHAMHE3, U3BMEHEHUS

Ha OKT', Hanuuue Taxuapumuii, HATMYUsl KapAUOCUMIITOMOB.
Pentrenorpadgusi opraHoB rpyJaHoi KJIeTKH: HE3HAUUTEIbHOE YBEJIIUYEHUE AYT JIEBOTO
KEeITyJouka W JIEBOTO TpEICepAus W 3aKpyrieHUE BEPXYIIKU CcepAla, YCHUIICHUE
COCYJMCTOTO PUCYHKA, CBSI3aHHOE C NEpPEeHaroHEHneM BeHO3Horo pycia. [Ipu pa3zsutuu
CUCTOJINYECKON AUCHYHKIUU — KapAUOMETausl.
JJexkTpokapauorpagusi: BOJbTAXKHBIE MPHU3HAKKW TUNEpTpodUH MHOKapAa JEBOTO
KEITyJ0YKa M JIEBOTO IMPEACEpNs, HApYyIICHUs IPOIECCa PENOISPU3aALUN KETYIOUKOB,
u3MeHeHus: komriekca ST-T, usmeHeHus: aMmutyAsl 3youa T, maronoruueckue 3yO1bl
Q; HapymieHuss puUTMa U TPOBOAUMOCTH (HUOPWILIALNNS TPEACEPIni, KEITyT0YKOBHIC
HapylIeHUs pUTMa, OJOKagsl HOXKEK Mmydka [uca); CHHAPOM MPEBO30OYKACHUS
KEIyI0YKOB B BUJE yKopoueHHUs uHTepBaia PQ wmu dpenomena Bonbda-Ilapkuncona-
Vaiira.
Cyrounoe wmonutopupoBanue JKI': BBISBIAIOTCS HapylIeHUS pUTMAa W PHUCK-
MPEAUKTOPOB KEITYTOUKOBBIX KUZHEYTPOKAIOUIUX apUTMUIMA; CHUKEHHAs! BAPUAOEIbHOCTD
cepaeuHoro putMa, uaMenenus cermenta ST-T, nucnepcus u yamnenne uarepsaia QT;
Hapymenuss putMma |l1-V rpaganuu mo Lown (cynpaBeHTpUKYJspHAsh 3KCTPACUCTOIHUS
>500 3a cyTkd, TpymmnoBas, HEYCTOMUYMBAasT W YCTOMYMBAs CyIpaBETPUKYJISPHAS
TaxuKapaus, nepcuctupytomas (gopma MepuarenbHoit aputmun), A-V Oxokaast II-111
CTCTICHU, CUHJAPOM CJIA00OCTH CHHYCOBOTO Y3Ja, HIIEMUS MHOKapjaa (OompenemnstoT
KOJIMYECTBO SIM30J0B HIIEMHUH, CyMMapHas MPOJOJIKUTEIFHOCTh WIIEMHH B TEUCHUE
CYTOK, HanOoJIee MPOAOKHTEILHBIN N30T UIIIEMHH, TITyOHHA Aenpeccu cermenTa ST).
CyToyHO€e MOHHMTOPHPOBAHHME apTepuajabHoro namjenus (AJl): npoBomar s
WCKITIOUCHHUS apTEePUATBHON THIICPTCH3UH.
Ixokapauorpadusa (Ixo-KI'): saBnsercs Hanbosee UHOOPMATUBHBIM  METOAOM
JTUArHOCTHKH.
Ilo pesynomamam  Oxo-KI' I'KMII knaccuguyupyrom no  2emoOuHamuyecKum
napamempam (Ha OCHOBaHUM CHCTOJIMYECKOTO IpaJueHTa JABJICHHS B BHIXOJHOM OTJIEJE
JIXK)
Obcmpyxkmuenas gopma:
- TPAJIMEHT JIaBJICHUS B MOKOE paBeH wuiu mpesbimaer 30 MM pT.cT. (2,7 M/C IO JaHHBIM
nonrep-29xoKT).
Jlamenmnas ¢hopma:
- rpaaueHT JaBieHus Menee 30 MM pT.CT. B MOKOE;
- TPaJIMCHT JABJICHHS PaBeH WM MpeBbimaeT 30 MM pPT.CT. PU MPOBEICHUN HATPY30UHOM
pOOKI.
Heobcmpyxmusnas gpopma:
- TpaaueHT naasieHuss MeHee 30 MM PT.CT. B MOKO€ W MpPHU NMPOBEIACHUU HATPY30UHOMN
POOKI.
Kpurepuu Y3U-muarnocrukn HeodctpykruBHoit 'KMII

e IlpeumymectBeHHO paBHOMEpHas (KOHIIEHTPUYECKAas) WM aCUMMETpPUYECKas

runeptTpodus Muokapaa

* VYBEIUUYEHHUE MACCHI Cepla

* Her npu3HakoB 0OCTPYKIMH U MEPETHECUCTOINYECKOTO JBUKEHU cTBOPOoK MK.
Kpurtepun Y3U-guarnoctuxku oocrpykrusHoii I'KMII



Ilocmosinnvie kpumepuu
® AcummempuyHnas eunepmpoghus
e VY B3pocibix > 15 mm, 13-14 MM - morpaHu4HbIN pazMep
VY pereit > 2-x cTaHAAPTHBIX OTKJIOHEHWH (Z SCOre < 2) MPUHATHIX HOPM IS
JIAHHOT'O I10J1a, BO3pPAacTa, Beca
Otnomenwue Tommasl MXKII B quacroie x Tommuue 3aguaeit ctenku JIDK 6omee 1,3
Hanuuue cummerpudHoii runeptpoduu He uckiaouaet auarno3 ['KMIT
Ob6cmpyKyusi 8bIHOCAWE20 0MOeNa 1e8020 HCeNyOOUKA
['panuent Gonee 30 mm pr.ct. B BbixogHoM Tpakte JDK (ckopocth motoka B
BbIxOgHOM otnene JDK 2,7 m/c) WM 0pu HaIWMYUU BHYTPHKEITYJOUYKOBOU
oOCcTpyKIuu Ha ypoBHe cpennux oraenos JIK 6onee 20 MM pT.cT.

o [lepeonecucmonuueckoe oguxcenue nepeoneli CmeopKu MUMpAaIbHO20 KIAnaHa u ee
CONPUKOCHOBEHHE C MEXOKETYJIOYKOBOM Tmeperopojikoii B auactoiny (SAM-
(eHOMEH); CUCTOJIMYECKOE IPOKAHUE CTBOPOK AOPTHI

Henocmosnnwvie kpumepuu

e AHOManMM NaNWUISPHBIX MBI (THIEPTPOPUS U TONOrpAPUIECKUE OCOOEHHOCTH )

e VYBeqnyeHUe pazMepoB CTBOPOK MUTPAIBHOTO KJIallaHa

o I3menenue reomerpun JOK (popma <KmecouyHBIX>> 4YacOB BCIEICTBUE CYKCHUS
BBIXO/IHOTO TPAKTa)

o Jlumaranms JIIT

e MurTpanibHas perypruranus

e nunarauus JOK B TepMUHAIBHOW CTaIUH

[Tpu onenke GyHKIMU JIEBOTO KeTyqouka, o JaHHbIM DX0KI', y 6oabmmHCTBa O0IBHBIX
¢ I'KMII naGmromaercs noBbIlIEHHE (pakUuMy BbIOPOCA, OJHAKO BAXKHBIM SIBIISIETCS
HapylLIEHUE IUACTONMYECKOW (DYHKIHMH MHUOKApAA, XapaKTEPU3YIOIIEeCs] YMEHbIIEHUEM
CKOPOCTH U MOJIHOTHI AKTUBHOT'O JTUACTOJIMYECKOTO pacciiabaeHusl.
MarnuTHo-pe3oHaHCHasi ToMorpadgusi JaeT BO3MOXHOCTh Hamboiee TOYHO OLEHUTh
MOp(hOJIOrMYecKre HU3MEHEHHUs, OLIEHUTh PACIPOCTPAHEHHOCTh M  BBIPAXKEHHOCTD
runeptpodun mMuokapaa. OcoOEHHO IEHEH METOA JUId AMArHOCTUKH BEpXYLICUHOM
dbopmbl 3a00sieBaHUS U TUNIEPTPOPHUH HIDKHENW YaCTH MEXOKENTYI0YKOBOM MEPEeropoaKu U
IIPaBOTO KEJIyA0YKA.
IMo3urponHo-3MuccuonHasi tomorpadusi (I[19T) mo3BosiseT BBISBUTH W OLICHUTH
CTENEHU HAPYIICHUSI PETUOHAPHOM Tepdy3un 1 MeTaboIM3Ma MHOKap/Ia.
Karerepu3aums cepaina u aHruokapauorpaduss B Hacrosmiee BpeMs MNPOBOASTCS B
CIy4asiX COIyTCTBYIOLIEH MATOJIOTMH CepJlad, B YacCTHOCTH, BPOXKICHHBIX MOPOKOB
cep/la, a TakyKe MPU PEeUICHUU BOMPOCa O XUPYPIHUECKOM JICYEHUH 3a00JICBAHMUS.
JleyeHnue

OcHOBHBIE 3a4a4U:

* Koppekuuss OCHOBHBIX NaTOPU3UOJIOTHYECKUX PACCTPOMCTB TIeMOJAMHAMHUKHU
(umemMun, JIUACTOJIMYECKOW JUCPYHKIIMU, OOCTPYKIIMU BBIHOCSIIETO TPaKTa,
apuTMHi), OOECIEYMBAIOIINX YMEHBIIICHUE BBIPAKCHHOCTH CHUMIITOMOB U
YIIYYIIAOIINX KaueCTBO KU3HU OOJIbHBIX;



* Bo3zgeiictBue Ha HeHporymopasbHbie CUCTEMBI, CIIOCOOCTBYIOLIUE
MPOTrPECCUPOBAHUIO TUIEPTPODHUM MHOKapJa U 3aMeJIEHUE MNpPOrpecCUpOBaHUs
XCH;

e Jleuenne u mpodUIAKTHKA OCHOBHBIX OCIOXHCHHH ¥ BHE3AITHON CepIeYHON
cMepTH (HapyIIeHUH puTMa Cep/iiia, apTepruaiIbHON TUTIEPTEH3NUH, TPOMOO30B)
Heobcmpyxkmusnas ¢opma ['KMII Tepanuu HE TMOJICKUAT, MPOBOIAUTCS €XKETOIHOE

KIIMHUYECKOE 00CIIeI0BAHME.

Obcmpykmuenas gpopma

HckitoueHne Ba30AMJIaTaTOPOB U BHICOKUX J103 TUYPETUKOB

OcnoBy Ttepanuu ['KMII cocTaBisioT mpenapatbl € OTPHUIATENbHBIM HHOTPOITHBIM

neiicrBueM: B-omokatopsl (1) mim 610kaTophl KanblueBbiX KaHaaoB (I):

Atenomon** (kog ATX: CO3AB03) - netu o 0,8—1 Mr/Kr/cyTku B 1Ba mpuéma,
noapocTku: 25-50 Mr/cyTku B 1Ba npuéma, Win

Bepanammn** (Kog ATX: COBDAOL) — netu 10 2-4 MI/KI/CYyTKH B TPH IIpUEMa
noapocTku 160-320 mr/cyTku, BHYTpb, B TPU IIPUEMA.

AntnaputMmuyeckue mnpenapathbl (IIA) mokazaHbl NMPU TSOKENBIX HAPYIICHUSX PHTMA.

[IpennoureHue oTAAIOT aMUOJAPOHY ™™, coTanomy™™

Amuomapor™** (Kong ATX CO1BDO01) — 5 mr/kr/cyTku B 1Ba mpreMa 1o cxeme (sTh JTHeH B

HEJICITIO), UIn

Cotanon** (Kog ATX C07AA07) netu no 6 net 1- 6 mr/kr/cytku B 2-4 npuema.
Crapme 6 net 1-4 mr/kr/cyTku B 2-4 npuema.

[Mpu paseutun CH Tepamusi coriacHO pekoMeHaaIusaM 1o BeaeHuto 6ompHbIX ¢ XCH (1)

(cm. pexomenanmu o XCH)

Xupypruueckoe jgedenue I'KMII nokazano npu:

1) oTCyTcTBUM KIMHUYECKOTO 3(deKkra OT aKTUBHON MEIUKAMEHTO3HOW Tepanuu y

CUMIITOMHBIX OOJBHBIX C BBIpOKEHHOW acuMmmeTpuyHoi rtuneprpopuert MXKII u

cy0aopTaJIbHBIM I'PAaJUEHTOM JIaBJIEHUS B MIOKOE, paBHBIM 50 MM pT. CT. U Ooee;

2) BBIPAKCHHOW JIATCHTHOHW OOCTPYKIIMM W HAJUYMHM 3HAYUTEIbHBIX KIMHUYECKHUX

nposiBiieHuid. Kiaccuueckoidl — omepainuei  sIBJISIETCSl  Upe3aopTajbHasl — CenTalibHas

MHIKTOMUS 110 A. Morrow.

Nmnuianranus kapanoseprepa — aepudpusasitopa (11 B)

[Toxa3ana OosbHbIM TmOcie ocTtaHoBkM cepaua Beaenactsue KT, KT pesucrenoil k

AHTHAPUTMUYECKOU TEPAIUHU.

Kpurepuu 3pheKTHBHOCTH JICYEHUS

*  YBEJIMYCHHE MPOJIODKUTEILHOCTH KU3HU;

*  yYMEHBIIICHUE CTETICHH OOCTPYKIIMH BhIHOCSTIIETO TpakTa JIK;

* OTCYTCTBHE KU3HEYTPOXKAIOIINX HAPYIIICHUN pUTMa, CHHKOIIE, CTEHOKAPIHH;

* TpEeAOTBpAIEHUE PA3BUTHS CEPACUHON HEAOCTATOYHOCTH;

* TIOBBIIICHHE Ka4yeCTBA JKU3HW — YJIOBJICTBOPHUTEIbHAS TICPEHOCUMOCTH OBITOBBIX
(bU3NYECKUX HArPy30K.

JinddepeHMaILHLIN THATHO3

[Ipexae Bcero, MCKIOYAIOT MPUOOPETEHHBIE W BPOXKIACHHBIE TMOPOKU cepjiia (CTeHO3
YCThsl AOPThI), ACCEHIMAIBHYIO apTEepUaIbHYI0 THIIEPTEH3UIO, CIIOPTUBHOE CEp/le,
HEKOMITaKTHBI MHOKap/I.

IpodunjiaakTuka MHPEKIMOHHOI0 JHAOKAPIAUTA
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bonbuble ¢ oOctpykTtuBHOM dopmoit ['KMII oTHOCSITCS K TpyIme pucka, Ipu
CTOMATOJIOTUYECKUX, JHAOCKONMUYECKUX, MaJlbIX XUPYPrUYECKUX BMENIATEIbCTBAX
pekomeHnayeTcs nmposeaeHue Ab tepanuu.

IIporuo3
CrpaTndukanust pucka pa3sBuTus pasjin4HbIX ocinoxHennd npu 'KMII Bkiarouaer:

PHUCK BHE3aITHOM CEpJIEYHON CMepTH;
PHUCK pa3BUTHS CEPACUYHON HEIOCTATOYHOCTH;
PHUCK CMEPTH OT BCEX KapAUaIbHBIX MPUYUH.

Puck BHe3amHo# cMepTH

Cewmeitnas GpopmMma;

HacnenactBeHHOCTh,  OTSTOIIEHHAass  BHE3alHOM  cMepThio,  (uOpmIIsauuen
YKEITyI0YKOB;

Mouonoii Bo3pacT ¢ HaiuuueM BbIpakeHHOW runeptpoduu (30 mm u OGosee)
J1000T0 CErMEeHTa JIEBOT'O KEITYI0UKa,

CuHKoOITIE B aHaMHE3€;

Hapymenus putMa u npoBogumoctu: -V rpamanmun  mo  Lown,
CyIpaBEeHTPUKYJIsIpHas skcTpacuctoius >500 3a CyTKu, IrpyInoBOi, HEYCTOMYUBOM
U YCTOWYMBOM CYNPABEHTPUKYJSIPHOM TaxXWKapauu, NEpCcUCTHpYIOWEN (HOopMbl
MepuartenbHod aputMuu, A-V omokanel II-III crenenuw, cunapoma ciaboctu
CHUHYCOBOI'O y371a, IOJTHOM OJI0Kabl JIEBOM WIIM MPAaBOM HOXKKH mmyuka ['uca,
BelpaxxeHHass ~ umemMus MHUOKapja JIMTENbHOCTBIO Oonee 60c u jaenpeccuun
cermeHta ST O6onee 2 MM, npu cHwxeHurn BCP u yminHenunm untepBana QT
HeanexBaTHbli HPUPOCT WM MAJCHHUE apPTEPUAIBHOIO JABIEHUS B  XOJE
BBIIIOJIHEHHS HArPy304HOT'O TECTA.

Puck pa3BuTHsi XpOHHYECKOH CepAeYHOH HEJOCTATOYHOCTH

Jlerounass rtuneptensus y OonpHbiXx ¢ 'KMII (cpenHee naBieHue B JIETOYHOM
aptepuu >30 MM pT.CT.);

Pa3zmep JIIT (>4,5 cm y B3pocnbix) u oTHomenue pasmepa JIIT k KIAP JDK >1,0 (y
neTei);

OuOPMILIALMSA TIPEICEPIHIA;

MuTtpanbnas peryprutamus (111 ct. u >);

PectpuktuBHbiii Tun nuacronnueckon nuchyukmun (E/A>2,0; BUP< 70 mc u DT
>150 Mmc).

Puck CMEPTH OT KapAHAJbHBIX IIPUYUH

OO6cTpykTuBHas uiau HeoOcTpykTuBHAA Gopmbl ['KMII, ocnoxxHeHHbIE cepaeuHON
HEJIOCTaTOYHOCTBIO BhICOKOTO (hyHKIMOHABHOTO Kiacca (DK III-1V NYHA);
Kputnueckuii crenos (>75%) KOpoHapHBIX apTepuil;

KpyrnHoo4aroBslii KapAMOCKIEPO3;

Aprepuanbnas runeptensus (Al I ct.);

WNHcynbT B aHaMHE3E.

CmeptHOCTh cocTaBisieT 1-6% B rox. CmepTh B OOJBIIMHCTBE CIIy4aeB HACTYIMAET
BHE3aIIHO B pE3YyJbTaTE Pa3BUTHUS >KU3HEYTPOKAIOIIMX JKEIYIOYKOBBIX ApPUTMHM, IaxKe
npu 6€CCUMNITOMHOM WJIM MaJJOCUMIITOMHOM TE€YEHUHU 3a00JI€BaHUSI.
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1. TUJTATALIMOHHASI KAPIMOMMONATHS (JKMII)

3aboneBanue, xapakrepusyromieecs nuiatamueit JIK ¢ ero cucronmdeckoit quchyHkiuen
IpU OTCYTCTBUM TE€MOJAMHAMUYECKON Meperpy3ku (apTepualibHOW TUIEPTEH3UH,
KJIaTaHHOMW MaTOJIOTHUN) WM UIIEMUYECKOM O0Ie3HH cep/iia, KOTOpble MOTJIM Obl BHI3BATh
Takoe HapyuieHue rinobanpHOU cuctonmnueckoil ¢ynkuumn JDK. dumaramus mpaBoro
xenynouka (IDK) u ero qucdyHKIMs MOTYT MPUCYTCTBOBATh, OJHAKO 3TO HE 0053aTEIbHO
ISl AMArHo3a.

JNUIeMHOJI0T U

JAKMII y nerelt aBisieTcss camMoil paClipOCTPaHEHHON KapJAMOMHUOIIATUEN, BCTPEYAETCS BO
BCEX CTpaHax MUpa U B JItobom Bo3pacte. Yactota BeisiBiienus JIKMII y nereit cocrapiser
0,57 caydae Ha 100000 B rox, uro B 10 pa3 HWKe, yeM Yy B3pOCIBIX, OTMEUYAETCS
npeoOiaganre 00JIbHBIX MY>KCKOTO T10JIa, YACTOTa KOTOPBIX KosebueTcst ot 62 10 88%.
ITHOJIOTHSA

Hacneocmeennas. T'en HeusBecTeH, MyTaluMu capkoMepHbix OenkoB (cm. ['KMII),
MyTaiu OenkoB ZFmonocel, MyTalMd T€HOB LMTOCKENeTa, AMCTpO(UHA, JECMHUHA,
METaBHHKYJIMHA, CaKpoTimkaHoBoro komruiekca, CRYAB, snukapauHa.

Mytauuu reHoB sjaepHod MeMOpanbl: jgamuHa A/C, smepuna. JKMII co cnabo
BBIPAKCHHOM JWJIaTallMed IMOJIOCTEl: MyTallud I€HOB O€lKa, BCTaBOYHBIX IUCKOB (CM.
ATIDKKMII). MuToxoHipuaabHble IATOMATHUH.

Henacneocmeennvie JIKMII

bonesnp Kapacaku, »o3uHOGmInsa (cuHapom Yepmk-Ctpocca - Churg  Strauss),
BO3JICHCTBUE JICKAPCTB, MOCIEPOJOBAas, SHIOKPUHHAS, HYTPUTHBHAs (HEIOCTATOYHOCTH
THAaMHWHA, KapHUTHHA, cejeHa, TrunodocdaremMus, TUIOKAIBIIUEMHUS), aJIKOTOIbHAas,
TaxUKapAHUOMHOIIATHS.

JKMII mosker BcTpedaTbcss Ha TMO3MHEH CTaguu HUH(EKIMOHHOTO BOCHAIUTEIBHOTO
nopaxxenus: muokapaa (20%). B oriamuue oT ocTporo (aKTHBHOIO) MHOKapIuTa, IMPH
koTopoMm pazmepsl nosioctu JDK oObryHO He u3MmeHeHbl, i BocnanutenbHoud JIKMIIT
XapaKTEPHO HAJM4YHME€ B MHUOKApPJE KIETOYHBIX 3JIEMEHTOB XPOHUYECKOIO BOCIAJIECHUS B
coueranun ¢ nunatanued nojoctu JDK u cHmxkeHueM ¢pakuuu BeiOpoca. B Takmx
ciay4asix JJid  TOATBEPXKIECHUS  JMarHo3a HEOoOXOJAMMO  THCTOJIOTHYECKOE — WIIU
MMMYHOLIUTOXMMHUYECKOE HuccnenoBanue. llpu BocmamurensHont JIKMII xapakrepna
MIEPCUCTEHITUS BUPYCHBIX OEIKOB, BhICOKHE TUTPHI IQG/M.

AuddepeHunajJbHbIi AUATHO3

C BpOXICHHBIMU TOPOKaMH CEpAlad, XPOHUYECKHUM MHUOKApAUTOM, apUTMOTCHHOU
muchyHKIIMEW  MHUOKapJa, apUTMOTCHHOW  JHCIUIa3Wel  MpaBOro  KEIyJAouKa,
PEBMOKapAUTOM, AKCCYJIaTUBHBIM MEPUKapIUTOM u crienuGUIecKuMu
KapJIMOMUOTIATHSIMHU.

KianHnyeckas KapTuHa

BapuaGenrHa u ompenensercs rinaBHbIM oOpazom craaueir HK u ®K CH (cwm.
kiuHuyeckue pexkoMmenjauuu npu XCH). Ha pannux srtamax 3a0osieBaHMe MNPOTEKAET
Majo- Wi OECCUMNTOMHO, CyOBEKTUBHBIE MPOSBICHUSI HEPEAKO OTCYTCTBYIOT, AETH HE
npeabaBisitoT xanob. Kapauomeranuto, usmenenus Ha OKI' yacTo BBISBISIOT CIIy4aitHO
npu NpopUIAKTUYECKUX OCMOTpax WM Mpu OOpalieHuH K Bpady MO JPYromMy MOBOIY.
DT0 00BSACHSET MO3/IHEE BHISIBIICHUE MATOJIOTHH.

[TepBrie kimmHUYeckue nposasiaeHus JJKMII y gerei BKIIOYarOT:
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OJIBIIIKY, BHaUaje pu (pu3nyeckoi Harpy3ke (KOpMIIEHUH ), Kalllelib;
MOBBIIIEHHYIO MOTJIMBOCTh, 0€CITOKONCTBO, OTKA3 OT IPYJHOT0 KOPMJICHUS,
0071 B )KMBOTE, TOITHOTY, PBOTY, TUCIICTITUYCCKUAEC SBJICHHUSI,
CHUHKOTIAJIbHBIE COCTOSIHUS, TOJIOBOKPYKCHUS;

® OBICTPYIO YTOMJISIEMOCTh, CHIDKEHHE TOJIEPAHTHOCTH K (PU3NUECKUM Harpy3KaM.
Auarmocruka
basupyercs Ha OCHOBHBIX mpuHIHMNAax oOcinegoBanuss OonbHBIX ¢ XCH (cm.
pekomenaanuu no XCH).
Dnekmpoxapouocpagusa (OKI): mpu3HaKU TEpEerpy3Ku WUiau runeprpoduu mpeacepauit
WJIM JKEITyTI0YKOB Cep/lia, MaTOJIOrMYeCKOE OTKIIOHEHUE AIEKTPUUECKOW OCH CEpJILia BIEBO
WIA BIPaBO, HApYIICHHs] CEPACYHOTO pUTMAa M IMPOBOAMMOCTH, HAPYIIECHUS MpoIecca
penossipuzanuu Muokapaa (ST—u T-uzmenenus).
Cymounoe monumopuposanue OKI[: apuTMum W JaT€HTHas WIIEMHUs MHUOKapaa.
Ixokapouocpagus (Ixo-KI') BbIsIBIEHUE CTPYKTYPHBIX M (PYHKUHUOHAIBHBIX HAPYIICHHUM
CO CTOPOHBI MHOKap/ia U KJIallaHOB cep/iia.
Peumeenocpagus 6 npsamoii u 60k0801i npoexkyusax: BHISBISIET KapIUOMETAIINIO, YCUIICHUE
COCYAMCTOI'0 PUCYHKA.
Kamemepuzayus cepoya u aneuoxapouoepaghus: naBieHUE WU COJEPKAHUE KUCIOPOa
B MOJIOCTSIX CEPJIlA, IaBJICHUE 3aKIMHUBAHUS B JIETOYHBIX COCyAax. AHTHUOKapauorpadus
MO3BOJISIET TOJYYUTh H300paKEHHE HE TOJIBKO IIEHTPANbHBIX, HO U Mepudepudeckux
OTJICTIOB MaruCTPAIbHBIX COCYOB.
Maenumno-pezonancnas  momoepagus  (MPT): aHaTOMHYECKHE, T'€OMETPUYECKHUE,
OMOXUMHUYECKHUE (C MOMOIIBI0 MAarHUTHOM CIEKTPOCKOMHUHU) XapaKTEPUCTUKU MHUOKapa,
MOJKET OBITh MCIIOJIb30BaHA B CIIy4asiX HEIOCTYITHOCTH 30HBI MHTepeca npu Ixo-KI', mms
aHallM3a B3aMMOOTHOIICHHI Cep/illa M COCYIOB C IPYTHUMH OpraHaMH.
Paououzomonnoe uccneoosanue u nosumpoHuo-smuccuonnas momozpagusa (I137):
oTpesieNieHUe JKU3HECTIOCOOHOCTH MHUOKAap/a, BBIABICHUS 30H €r0 MOBPEXKACHHUS WIH
HEJI0OCTAaTOYHOTO KPOBOCHAOKEHHUSI.
Uccneoosanuss ¢ 003uposanuoll  uzuueckol Hazpy3Kou (HAspy30uHblll  mecm):
BEJIOOPTOMETPUS WM TPEAMHJI JO JIOCTHKEHHUS KPUTEPUEB OCTAaHOBKU. Takxke
MIPOBOJUTCS TECT 6-MUHYTHOM XOJBOBI.
JlaGopaTopHasi TMarHOCTHKA
Obwuti ananusz Kposu
Obwuii ananuz Moyu u yuem ee KOIUYecmad
buoxumuueckuii ananuz xposu
Hmmynonozuueckue u ceponocuieckue uccie0o8aHus
Koaeynoepamma
Ananu3s 2azoeozo cocmasa kposu u KII[C
Onpedenenue ypoeua HampuilypemudecKux nenmuoos
Onpeoenenue mapkepoe nogperxcoenus muoxkapoa ypoeus mpononunoe I unu T
Jleuenue
Tepanusi OasupyeTcss Ha KOPPEKIMU © TPOPMIAKTHKE OCHOBHBIX KIMHUYECKHX
NpOSIBJICHWM  3a00J7€BaHUSA W €ro  OCJIIOKHEHUH:  XPOHUYECKOW  CepAeHHOU
HEJIOCTAaTOYHOCTH, HAPYIICHWA pUTMA Cepalla U TPOMOOAIMOOJUN: aHTHUKOATYJISHTHI
Henpsmoro aeiictBusa: Bapdapun (Kog ATX BOID®D03), antutrpoMbOoTHUYECKHE
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npenapathl - AneruicanuiuioBas kuciora (Kog ATX B0O1ACO06), Hdunupunamon (Konx
ATX: BO1ACO07).

OcHoBHBIE MeponpusdTus 1o JiedeHuto CH 0O0bIYHO OAMHAKOBBI U HE 3aBUCIT OT MPUYUH,
BbI3BaBIIKX pa3zBuTue CH, 1 BKIIIOYAIOT: OPraHU3aLMIO0 IPABUIBHOIO PEXUMA U yXO0Ja 3a
OOJBHBIM, JTMETOTEPANNIO, OKCUTCHOTEpanuio, dapmMakoTepanuio (CM. KIUHUYECKUE
pexomenaaiuu mo XCH).

Ouenka 3¢ peKTUBHOCTH JICUECHUS

Kputepuu s¢pdexruBnoctu neuenus [JKMIT:

orcyTcTBHe nporpeccupoBanust CH, pacmmpenus kamep cep/iia U CHIKEHUs Gpakiuu
BBIOpOCA JIEBOTO JKETYI0UKA;

orcytctBre ocnoxaenuid JIKMIT (TpomO03MO0nii M ONAaCHBIX [T KU3HU HAPYIICHHIM
puTMa cepaua);

YIOBJIETBOPUTENbHAS IEPEHOCUMOCTh (PU3MUECKOW HArpy3KU U yJIy4IlIEHUE KauecTBa
KU3HU.

IIpornos

[Tporuo3s 3a0oseBaHus CEPHE3HBIN.

Ucxoner IKMII 3aBucar ot mpuunnbl, Bo3pacta u crernenn CH B nebrote 3aboseBaHus.
[Ton u Bo3pacT BiustoT Ha yactoty JKMII. Ha nepom rony >xu3zau JIKMII nposiBisieTcst
ropazzgo yaie (B 13 pa3z), yem B Oosee crapiieM Bo3pacTe. boJbUIMHCTBO AeTel UMEIOT
uauonatuueckyro  JIKMII, korma sthosoruto  3a00J€BaHHMs  YCTaHOBUTh  HE
NPEACTABIACTCS  BO3MOXHBIM, 4YTO  CYIIECTBEHHO OrPAaHWYMBAET  BO3MOXKHOCTH
crnenu(UUecKod 3TUOTPONHON Tepanuu. bosjee crapmmii Bo3pacT npu MaHu(ecTaluuu
JIKMII, a Takke HU3Kasl COKpaTUTeNbHAas criocoOHoCcTh JIK, HalMune HU3KOBOIBTAXKHOTO
tuna OKI', kemyn04KoBble apUTMUU BBICOKMX Tpajauui, u BbeipaxkeHHas CH B neGrore
3a00/IeBaHUsl  aCCOLMMUPYIOTCA € HEOJarompusaTHbIM  mnporHo3oM.  Cpegnss
IPOJOJKUTENBHOCTh KU3HU OonbHBIX ¢ JKMII cocraBnger 3,5 — 5 ner. Haubonee
BBICOKAsi BBDKMBAEMOCTb OTMEUYEHA Cpelu JIeTel paHHero Bospacrta. IIpmunnamu cmeptu
6onpHBIX ¢ JIKMIT sBnstorcs XCH, Tpom6osm60muu 1 HPC.

Kpurepun He0IaronmpusiTHOro TMpPoOrHoO3a: JUIMTENbHOCTh 3a00JieBaHUS  IOCIE
YCTAaHOBJICHMSI JUAarHo3a, KIMHUYECKHE CUMOTOMBI M BblpakeHHOCTh CH, crenens
CHIDKCHHS COKPATUTEILHON M HACOCHOM (PYHKITMH cep/alia.

I11. PECTPUKTUBHAS KAPAUOMUOIIATUSA (PKMII)

Penkoe  3aboseBanme  MHOKapaa,  KOTOPOE  XapaKTEPU3YETCs  HapylIeHUEM
JUACTONIMYECKON (YHKIIMM Y TIOBBIICHUEM JABJICHUS HAIMOJHEHUS JKETYJOYKOB TMpHU
HOPMAJIbHON WJTM MAJIOW3MEHEHHOW CHCTOJIMYECKON (DYHKIIMM MUOKapja, OTCYTCTBUH €0
3HAYUMOU TurnepTpoduu. SBIeHUS HETOCTATOYHOCTH KPOBOOOPAIIEHUS Y TAKUX OOJIBHBIX
HE COMPOBOXKIAIOTCS YBEIMYEHUEM 00beMa JIEBOTO KEITYT0UKa.

ONUIEeMHOJI0T U

3aboJieBaHUE BCTPEUAETCS B PA3IMYHBIX BO3PACTHBIX I'PYINAX, KaK CPeAu B3POCIBIX, TaK
u y aereit (ot 4 no 63 ner). OgHako yaie OOJICIOT JETH, MOAPOCTKHU, a TAKKE MOJIOJbIC
MY>KYMHBI, y KOTOPBIX 3a00JI€BaHNEe HAUMHACTCS paHbllle U MpoTekaeT Tsokenee. Ha qomio
PKMII npuxoautcs 5% Bcex cnyuaeB KMII. Bo3moxHbI cemeiinbie ciayyan 3a001eBaHusl.
Kaaccudukanus
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N3 Beimenennbix B kiaccupukanuu BO3 (19951.) nyx dopm PKMII, neppasi, nepBu4HO
MHOKApAUAJIbHAsA, IPOTEKAET C HU30JUPOBAHHBIM MOPAKEHUEM MHUOKap/a aHAJIOTMYHO
takoBbIM nipu JIKMII, BTOpas, 3naoMuoOKapauadbHAs, XapaKTEPU3yeTCsl yTOIIIEHUEM
9HAOKApJa U WH(UIBTPATUBHBIMU, HEKPOTHUECKUMHU U (UOPO3HBIMH H3MEHEHUSMH B
MBIIIIIIE CEepALIA.
[Ipu »sHAOMMOKapauanbHOM (OpMEe U BBISBICHUU S03MHODHIBHON HMHPWIBTpALUU
MUOKapAa 3a00JIeBaHWE PACICHUBACTCS KaK  @uoponiacmuyeckuilt.  dHOOKaApoum
Jlegpgrepa. B caydae oTcyTCTBUS 203MHOPMIIBHON MHOUIBTPAIIMH MUOKApa TOBOPAT 00
sHOOMUOKApOUanvHom Guobposze /lesuca.
ITHOJIOTHSA
Bonesnp MokeT OBITh MIMOMATHYECKOW (TIEPBUYHON) WM BTOPUYHON, OOYCIOBJICHHOU
WHOWIGTPATUBHBIMH  CUCTEMHBIMH  3a00JieBaHUSAMH  (aMWJIOWI03, T'€MOXPOMATO3,
CapKkoua03, OmyxoJyieBas HWHQWiIbTpauus u ap.). Ilpeamonaraercss reHeTH4ecKas
JNETEPMUHUPOBAHHOCTh OOJIE3HH, OJHAKO XapakTep M JIOKATU3alus TEeHETUYECKOIro
nedekra, Jexalero B OCHOBE (DUOPOIUIACTUYECKOTrO Mpollecca, MOKa HE BBISICHEHBI.
Cnopanguueckre ciy4ad MOTYT OBITh CJEACTBHEM ayTOUMMYHHBIX IIPOIIECCOB,
CIIPOBOLIUPOBAHHBIX ~ TIEPEHECEHHBIMU  OaKTEpUAIbHBIMU  (CTPENTOKOKKOBBIMH) U
BUpycHbIMU (dHTepoBUpYCchl Kokcaku B wnm A) wim mnapasutapHbiMu  (Quiisipros)
3a00JI€BaHUSAMH.
IlaTorenes
BenenctBue sHAOMHOKapauanbHOro (uOpo3a WM WHOUIBTPATUBHOTO TMOPAXKEHUS
MHUOKap/ia YMEHBIIAETCSl MOJAATIMBOCTh KETY/I0YKOB, HAPYIIAETCAd MX HAMOJHEHUE, UYTO
OPUBOJUT K POCTY KOHEYHOTO AMACTOJMYECKOTO AABJICHMS, MEpPErpy3Ke M AWaTaluu
npeAcepaAnil U JerouyHoi runepreH3uu. Cuctonnueckas (PyHKIUS MUOKapAa JJIUTEIbHOE
BpeMsl HE HapylllaeTcs, He HAOMI0JaeTCsa U JuiaTaliy Keay104KoB. TONIIMHA X CTEHOK
OOBIYHO HE yBEJIHMYEHA (32 UCKIIOYEHHEM aMIJIOU03a, JIUM(OMBI).
B nmanbueiimeM mnporpeccupyromuii  ¢uOpo3 SHIOKapAa MNPUBOIUT K HAPYIICHUIO
JTUACTOJINYECKON (DYHKITMHM Cepllia M Pa3BUTUIO PE3UCTEHTHOM K JICUEHUIO XPOHUYECKOM
CEepJICYHOM HEJOCTATOYHOCTH.
KiauHnyeckass KapTuHA
Omnpenensiercs Tsokecthio XCH, anurensHOe BpeMs MPOTEKAET CyOKITMHUYECKH.
XapaxkmepHvie dcanobwl

e Ci1a00CTh;
MOBBIIIIEHHAS YTOMJISIEMOCTb;
OJIBITIIKA TIPY HE3HAYUTEIBHON (PU3UIECKOMN HArpy3Ke;
Kalllesp (4acTo YCUIIMBAIOIIMIICS B IOJIOKEHUH JIEXKA);
OTEKH;
yBEJIUYEHHUE KUBOTA,

® OTCTaBaHHE B PU3NUECKOM PA3BUTHH.
Knunanueckue nposiBieHus: 601e3uu 00ycioBieHnsl pazsutueM HK mpenmyliiecTBeHHO 110
MPABOXKEITYI0YKOBOMY THUITY.
Ilpu ocmompe

® [IMAaHOTUYHBIN pyMsIHELL;

e HaOyxaHWe W IMyJbcallusl IIEHHBIX BEH, 0OJie€ BBIPAXKEHHOE B TOPU30HTAIBLHOM

MOJIOKEHHH;
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® MyJbC CIa00T0 HAIMOJIHEHHUS,;
® CHCTOJMYECKOE apTEPUAIbHOE NaBJIECHNUE CHUKEHO;
® BEpXYLICUHBIM TOJYOK JIOKAJIM30BAH, BEPXHAS I'PAHULA CMEIIEHA BBEpPX 3a CYET
aTPUOMETAIINH;
® YacTO BBICIYUIMBAECTCS PUTM TAJIONA, B 3HAYUTEIBHOM YAaCTH CIIy4aeB -
HEUHTCHCUBHBIA CHUCTOJIMYECKUUA IIYM MUTPAIBHOM WM TPUKYCIHAAIBHOU
HEJIOCTATOYHOCTH;
® TenaTOMEralus 3HAYUTENIBHO BbIPA)KEHA, IEUYEHb IUIOTHASL, Kpall OCTPBIN;
® HEpEeAKO OTMEUaloTCs epudepudeckne OTeKu, acluT;
® MpH BBIPAKECHHOW HEIOCTATOYHOCTH KPOBOOOpAIIEHUS TMpPU  AyCKYJIbTALMH
BBICITYIIIMBAIOTCSl MEJIKOIY3bIpUaThle XPHUIbl HAJ HWKHUMU OTJEJaMu 000MX
JIETKHX.
JAuarsocruka
JlnarHo3 craBAT Ha OCHOBAaHMM CEMEHWHOIO aHaMHE3a, KIMHUYECKOW KapTHUHBI,
pe3ynbraToB (usnueckoro oodcnenosanus, gaHHbIx OKI, Dx0KI', pentrenorpapuu
OpraHOB TPYAHOW KIIETKH, KOMIBIOTEPHON TOMOIpauu WJIM MAarHUTHO-PE30HAHCHOM
TomMorpaduu, a TaKKe KaTeTepu3ally cep/ilia U SHIOMUOKapAUaIbHON Ononcuu. JlaHHbie
7ab0paToOpHBIX uUccienoBaHuii He uH(popmaTuBHBL. [logo3peBaTh pECTPUKTUBHOE
NOpakK€HWEe  MHOKapJa cieayeT y  OOJbHBIX C  XPOHMYECKOW  CepAeHYHOU
HEJIOCTATOYHOCTBIO, Yy KOTOPBIX OTCYTCTBYIOT JWiaTalus W PE3KO BBIPAKCHHBIE
HapyILIEHUsI COKPATUTENbHOU (DYHKITUH JIEBOTO KETYT0UKA.
KT
Ha OKI' peructpupyroTcss Npu3HAKH TUNEPTPOGUU TOPAKEHHBIX OTIEJIOB CEepilla,
0COOCHHO BbIpa)KE€HHasl meperpyska npeacepauit. Hepenko, cHmxenue cermenta ST u
unBepcus 3yona T. Bo3aMOoXHBI HApyIIIeHUs] pUTMa cepAlla U MPOBOAUMOCTHU. Taxukapaus
HE XapaKTepHa.
PenTrenorpagusi opraHoB rpyaHoOM KJIETKHM: pa3Mepbl CEpAla HEMHOI'O YBEIWYEHBI
WJIM HE U3MEHEHBI, OTMEYAETCs YBEINYCHUE NPEICEPAUN U BEHO3HBIN 3aCTOU B JIETKHUX.
Ixokapauorpaduyeckue NpU3HAKM:
e cucronnueckas GyHKUUS HE HapYIICHa;
BBIpAKEHHAs TWJIATALMS TIPEACEPINN;
YMEHBIIEHUE TTOJIOCTU MTOPAKEHHOTO KEITYI04YKa,
GbyHKIIMOHATBHAS MUTPAJIbHAS W/ WA TPUKYCITUAAIbHAS] pETyprUTAITHS;
PECTPUKTUBHBIA THUIl JUACTOJMYECKOW JUCPYHKIMU (YKOPOUECHHE BpPEMEHH
M30BOJIOMUYECKOTO paccliabieHusi, YBEJIMYEHHE I[MKa paHHEro HaroJHEHUs,
YMEHBIIIEHHUE KA [TO3IHETO MPEACEPAHOTO HAIIOJIHEHNUS KEIIYJ0UKOB, YBEIINUYCHHE
OTHOUIEHUS] PAHHETO HANIOJHEHUS K MO3IHEMY);
® IIPU3HAKH JIETOYHOU TMIIEPTEH3NH;
® TOJIIIMHA CTEHOK cep/la OObIYHO HE YBEIMUYECHA.
9x0-KI" no3zBossier ucknounts JAKMIIT u I'KMII, Ho HenocTatouHO MH(pOpMATUBHA AJIs
UCKITIOUCHUS KOHCIMPUKMUBHO20 NEPUKApOUma.
Komnbrorepuasi romorpagus (KT) u MPT
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DT METOJbl HMEIOT 3HaueHue i auddepennmanbHor auarHoctuku PKMIT ¢
KOHCTPUKTUBHBIM MEPUKAPJUTOM, MO3BOJISIOT OLIEHUTh COCTOSIHUE JIMCTKOB MEpUKapaa U
HCKJIIOUMUTH UX KaJIbIIUHO3.

JHAOMUOKAPAUAIbHASA OMOTICUS

JlanHO€ wucclienoBaHue TPOBOAAT s yrouHeHus 3Tuonorur PKMIIL. Ono mo3BosisieT
BBIABUTh (UOpO3 MHOKapAa MOpH HAMOMATHYECKOM MHOKapaAHaibHOM (Gubpose,
XapaKTEpPHbIC U3MEHEHUS IPU aMHIJIOUI03€, CAPKOUI03€ U TEMOXPOMATO3E.
AnddepeHunaibHbIil AMATHO3

PKMII nuddepeniupyoT B nepByo odepenb ¢ KOHCTPUKTUBHBIM HepuUKapAuTOM. Jlis
ATOT0 OLIEHUBAKOT COCTOSIHUE JTUCTKOB MEPUKAPIA, UCKIIFOYAIOT UX KAJIbIHUHO3 C OMOIIIBIO
KT. TlpoBoasaT Taxxke nuddepeHnuanbayto auarHoctuky Mexay PKMII, Be3BaHHBIMU
pa3HBIMH TpUYMHAMH (MPU OOJIE3HSIX HAKOIUICHUS — TeMOXPOMAaTo3e, aMHIJIOHI03E,
CapKOUJ103€, IITMKOreH03aX, JTUMUI03aX ).

Jleyenue

ManosdhdexkTuBHO, BpEMEHHOE YIYUIlIEeHUE HACTYMaeT IPH IPOBEACHUHN TeParleBTUHICCKUX
MEpONPHUATHN B paHHHUE CPOKH OT Hauaja 3a0oseBaHus. [IpoBOIAT CHMOTOMATHYECKYIO
Teparui B COOTBETCTBHMHU C oOmUMHM mnpuHIUNaMu JjiedeHus XCH B 3aBUCHMOCTH OT
TSOKECTH KJIMHUYECKMX TPOSBICHMM (CM. KiIMHUYeckue pekomeHpanuu o XCH), mpu
HEO0OXOJIMMOCTH — KYITMPOBAHUE HAPYIICHUHN CEPJACYHOrO0 pUTMA.

[Ipu remoxpomarose yiydiieHue GYyHKIIMU CepJilla JOCTUTAETCs MyTeM BO3JEHUCTBUS Ha
OCHOBHOE 3a0osieBanue. Tepanusi capkoupgo3a ¢ npuMeneHueM ['KC He Biuser Ha
MaToJOTUYECKUN Tmporiecc B Muokapae. llpu sHaokapauanbHOM (GUOpO3e pe3eKLus
SHIIOKapAa C MNPOTE3MPOBAHUEM MUTPAIBHOTO KJIAlaHA WHOTJA TO3BOJISICT YJIYYIIHWTh
cocTosiHUE 0O0BHBIX. EMUHCTBEHHBIM pauKaJbHBIM METOJOM JICUCHUS WIUONATUYECKOU
PKMII siBnsieTcst TpaHCIUIaHTALUS CEPALA.

IIporuo3

[Iporno3 wamie HeOIaronpusaTHBIN, OOJbHBIE YMHpalOT oOT pedpakrepHoit XCH,
TpOMOOIMOONUI M Jpyrux ocloxHeHnd. COCTOSHHE MaIMeHTOB OOBIYHO CpeaHei
TSDKECTH U Tskenoe. 70% OO0NBHBIX MTOrudacT B TEUSHUE S JIeT.

IV. APUTMOTEHHASI KAPIMOMMOIATHS TIPABOTO KEJYJIOYKA
(APUTMOTEHHAS TUJIATAIIAS IPABOTO KEJYIOYKA) (AJIITK)

3aboJsieBaHUE MBIIIIBI CEP/Illa, XapaKTEePU3YIOIIEecs MPOTPECCUPYIONINM 3aMelIeHUEM
muoruToB DK >xupoBoil unu puOpO3HO-KUPOBOW TKAHBIO, MPUBOIALIUM K aTpoduu u
HMCTOHYEHHUIO CTEHKH >KEJIYJI0UKa, €ro JUJIaTalluH, COMPOBOXKIAOIICECS KETyT0UYKOBBIMU
HApyIICHUSIMU ~ pUTMa Pa3JIMYHONW CTENMEHW TSHKECTH, BKIOYas  (QUOpUIIAIINIO
YKEJTYTI0YKOB.

INUAEMHUOJIOT U

Pacnpoctpanennocts AJIIIDK HeusBecTHa, CUMTAETCA, UTO OHA MOMKET BapbUPOBATH B
npenenax ot 1:3000 xo 1:10 000. IlepBble KIIMHUYECKHE NPOSBIECHUS MOT'YT BOBHUKHYTh B
IOHOIIIECKOM BO3pacTe, peako — mnocie 40 jerT.

JTHOJIOTUS M NIATOreHe3
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[Ipyunna 3a0osieBaHUsl Heu3BecTHA. VIMEIOTCS NaHHBIE O HACJIEACTBEHHOM XapaKTepe
mucriazud.  Haunbonee BepOSTHBIM — TUIIOM — HACJEAOBAHMS  SBJISETCS  ayTOCOMHO-
JTOMHHAHTHBIM.

KiunHnyeckasi KapTuHa

JlnutenbHOe BpeMs 3a0oJieBaHHMe TIpoTekaer OeccumnToMHO. B 3TOT mepuon
OpraHM4YEeCcKOe TMOBpEkIcHHE, Jexaniee B ocHoBe AJIIDK, menneHHO mporpeccupyer.
Knunnueckne mnpusznaku AJIIDK (cepauebuenue, mnapokcu3MalibHash TaxuKapaus,
TOJIOBOKPY’KEHHE I 0OMOPOKH) OOBIYHO MOSBISIOTCS B TIOJPOCTKOBOM MJTU IOHOILIECKOM
Bo3pacte. Beaymumu — KIMHMYECKMMHU  TMPOSIBICHUSMU TPU  3TOM  SBIISIFOTCS
KU3ZHEYTPOXKAIOIIME APUTMHHU: KEITYJOUYKOBAS SKCTPACUCTONIHS WM TaxuKapAus (0OBIYHO
uMeeT rpaduky OJOKambl JIEBOM HOXKHM Tiydka [wmca), smu30ael  GUOPHLISAIINN
KEITYJOUKOB; PEXE — CYNPABEHTPUKYISIPHbIE (MIPEACEpIHbIE TaXHMAPUTMUU, MEpPLAHUE
WIM TpenetaHue npeacepauid). IlepBsIM mposBiIeHHEM 3a00J€BaHUS MOXET CIYKUTh
BHE3allHas OCTaHOBKa KPOBOOOpaIlleHUs, KOTOpash HACTyMaeT BO BpeMs (U3NYECKUX
Harpy30K WM HalpsDKEHHOW CIIOPTHUBHOM aKTUBHOCTH.

JAuarsocruka

ManounpopMaTtuBHa BBHJY pa3HbIX NPUYMH PA3BUTHUS JTAHHOTO COCTOSIHMS. TouHas
uACHTU(UKALMS BO3MOXHA TOJIBKO MpU JJIUTENIbHOM HaOmoneHuu. MHorna 3aboseBaHue
MOKET OBITh 3al0JI0O3PEHO MpH OTCYTCTBUHM YBEJIMYEHHUS pPa3MEpoB cepila Ha
PEHTTEHOTpaMME.

IKI' nokos y mnaumeHtoB c¢ AJ[IDK wumeer psa  XapakTepHbIX OCOOEHHOCTEM,
NO3BOJISIIOIIMX — MPEANOJOXKUTh Hajmuuue 3aboneBaHus. Tak, NPOAOIKUTENBHOCTD
KEITYJOUYKOBBIX KOMIUIEKCOB B TMPaBbIX TPYJIHBIX OTBEICHUAX MOXKET IPEBBILIATH
npOoAOHKUTETFHOCTE QRS-KOMIUIEKCOB B JIEBBIX TPYAHBIX OTBEACHUAX. JIJIUTEIHHOCTH
untepBaia QRS B orBemenun VI mpesbrmaer 110 mMcexk (4yBcTBUTENBHOCTE 55% WU
cnerupuanocts 100%). Bonbmas mpogomkureabHocTh QRS-KOMIUIEKCOB B MpaBBIX
IPYIHBIX OTBEACHUSAX IO CPAaBHEHHUIO C JIEBBIMM COXPAHSAETCS U B Clydasx OJOKajbl
IIPaBOM HOXKKHU nyuka ['uca.

Becpma XxapakTepHbl pa3iuyHble IKTONUYECKUE >KEIIyJOYKOBBIE APUTMHUH, BIUIOTH 0
CTOMKOM KeyJ0YKOBON TaxUKaAPIUH, MPU KOTOPOM KEITyJO0UYKOBbIE KOMIUIEKCHl OOBIYHO
UMEIOT BUJ OJIOKajbl JIEBOM HOXKKHM IMydka ['mca, a alekTpuyeckas ochb Cepilla MOXKET
OBbITh OTKJIOHEHA KaK BIPaBO, Tak U BIeBO. [[apokcu3MarnbHas )Kely10UKoBasi TAXUKapAUs
B OOJIBIIMHCTBE CIy4yaeB BO3HUKAET B MPABOM KEIYAOUYKE MU JIETKO MHAYLUHUPYETCS MpuU
ANEKTPOPHU3NOIOTMUECKOM UCCIIEJOBAHUY.

[Ipy peHTreHOJOrH4YeCKOM HCCAeJ0BAHUM OpPraHOB TPYIHOM KJIETKH B OOJBIIOM
MPOLICHTE CIY4YaeB BBIABISIIOTCS HOpMAaJIbHbIE MOP(OMETpUUECKUE TTOKA3ATEH.
Ixoxapauorpapuueckue kpurepuu AKIDK:

YMEPEHHAs! IUJIATALUS ITPABOTO KEIyA0UKa;

JIOKAJIbHOE BBITTYMBAHUE U JUCKUHE3USI HUKHEN CTEHKH WM BEPXYLIKH CEpALa;
M30JMPOBAHHOE PACIIUPEHUE BBIXOJHOTO TPAKTa MPAaBOro KEIy10YKa;

MOBBIIIEHUE NUHTEHCUBHOCTH OTPAXXEHHBIX CUTHAJIOB OT IIPABOT0 JKENy10UKa;
yBEJIMYEHHE TPAOEKYJISIPHOCTH MIPABOTO JKENy10UKa.

MPT cunrtaercs Hanboisiee NEPCHEKTUBHBIM BU3YaJU3HPYIOLIUM METOJIOM JTHATHOCTHKU
AKIDK, no3BonsiomumM 00Hapy>KUBaTh CTPYKTYypHbIE HApYUICHHs, TaKhe Kak (OKaIbHOE
VCTOHYEHHUE CTEHKH U JIOKAJIbHbIE AHEBPU3MBI.
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IleHHyt0 MH(OpPMALKIO JAET PEeHTTeHOKOHTPACTHAsi BeHTpHKYJorpapus. Ilpu stom
xapaktepHa gunatanus [DK B coderaHum ¢ CerMeHTapHBIMH HApyLICHHUSIMHU €ro
COKpAILEHUs, BBIITYMBAHUSAMM KOHTypa B 00JacTAX [UCIUIA3UUM U yBEJIWYCHUEM
TpaOeKyJISIPHOCTH.

AuddepennnanbHas IMarHOCTHKA

IIpoBomutca ¢ JKMII ¢ npenMylIeCTBEHHBIM IIOPAaXEHUEM IIPaBOTO KEIyZOUKa.
Cunraercs, yro npu JKMII ¢ npenMyiiecTBEHHbIM NOPa)KEHUEM IMPABOro KEIyJA04YKa
npeobsaaroT CUMIITOMBI MPABOXKETYTOYKOBOM HEIOCTaTOUYHOCTH, a MPH apUTMOTECHHOM
JUCIUIa3UM TPABOTO KEIyJOouKa — JKelyJAOo4YKoBble aputmuu. lIpenmomaraercs, d4To
SHIOMHUOKapauanbHas ouoncus no3Boiut auddepenuuponars JKMIT u AJIDK. Ilpu
TUCTOJIOTHYECKOM HCCIIEJOBAHUM OHONTATOB M AayTOINCHUH BBISIBISIIOT —CIEAYIOLINE
WU3MEHEHMS, XapaKTEepHbIE JJI1 apUTMOTE€HHON TUCIUIA3UM NPABOTO KEIYI0UKa: )KUPOBYIO
UH(OUIBTpaUIO (3aMEIIeHHE) MUOKAp/a, aTpO(UUECKHE WM HEKPOTUYECKUE W3MEHEHUS
KapJAMOMHUOLIUTOB, MHTEPCTULMAIBHBIA (UOPO3, MHTEPCTUIMAIbHBIE WHOUIBTPATHl U3
MOHOHYKJIEApOB.

Jleuenue

HampaBneno Ha ycTpaHeHue HaONIOAAEMbIX apUTMUM cepaua. s 3Toro mpUMEHSIOTCS
aHTUAPUTMHUUYECKHUE TPErapaThl pa3HbIX TPYMI: cOMAanon™*, amuooapon™*, eepanamun™*
u ap. Ilpy ycTOMYMBOM IKEIyNOYKOBOM TaXUKapAHM CIEAYET IPOBECTH KaTETEPHOE
pa3pylieHre ApUTMOT€HHOIO O4ara Wik UMIUTAHTALMIO KapaAuoBepTepa-aedpuopuiisTopa.
IIporuos

Yacto HeOnaronpusaTHbIM. Kakaplii msaThII OOJBHONM MOJOIOTO BO3pACTa, YMUPAIOLIUN
BHE3AIIHO, CTPAJaeT AAHHOW mnaTojoruil. Kaxkapld [OecsAThld MalMeHT, CTpajaroliui
APUTMOTEHHOM NHCIUIA3MEW MPABOTO KETYJIO0YKa, YMUPAET OT 3aCTOMHOW CEpACYHOMN
HEJOCTATOYHOCTH U TPOMOOSIMOOJIMYECKUX OCIOKHEHUH. OCHOBHON MPUYMHOW CMEPTH
SBJIIETCS DJIEKTPUUYECKas HECTAOUIbHOCTh MUOKap/Ia.

V. CHHIAPOM HEKOMITAKTHOI'O MUOKAP/JA JEBOT'O )KEJIYJIOUYKA (left
ventricular non-compaction, ryouarsrii Muokapa) (HMJIK)

HMJIX - oguH U3 peaxkux BUIOB KapAMOMHONATUN, BPOXKIAECHHOE MMOPAXKEHUE MHOKap/a,
SBIIIONICECS CJICICTBUEM HAPYIICHUS €ro pa3BUTUS Ha dTarne SMOpHOoreHesa u
XapaKkTepU3yroIeecs MOBBIIIEHUEM TPaOeKyJIpHOCTU MHUOKap/a, KaKk MpPaBUIIO, JEBOIO
KEITyJouka M HaJIMuheM TJIYyOOKHX MEXTpaOeKyJIspHBIX MNPOCTPAHCTB (JIaKyH),
COOOIIAIOIINXCS C TTOJIOCTHIO KETYI0UKA.

PacnpocTpaHeHHOCTh

Pacnpocrpanennocts HMJIK B oO1mel momymisiiuu Mo HEKOTOPHIM OLIEHKAM COCTaBJISIET
ot 0,05% no 0,25% B roa, B TO BpeMs Kak MO JTAHHBIM SMIUPUYECKUX HCCIICIOBAHUM
CpelIr BCEX B3POCIBbIX MalueHToB, npomeamux Ixo-KI-uccnegoranne, HMJDK Obut
obnapyxeHn y 0,014% - 0,26%

Cocrasnsier 9,2 % cpean Bcex TUAarHOCTUPOBAHHBIX KApJIMOMHUOINATUM, 3aHUMAET TPETHE
MECTO B CTPYKTYpPE KapJAMOMUOTIATUH TIOCIIe TUIEPTPOPUICCKON U THUTATAITMOHHON.
JTHOJIOTUS M NIATOreHe3

N3BecTHO 1Ba THIMA HACIEIOBAHUS: ayTOCOMHO-PELECCUBHBIA U CHEIUIEHHBIA C IOJIOM,
coctasssitontuit 44% HaOIIOACHUI.
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HMJIXK siBnsiercss KIMHUYECKH U T€HETUYECKU T'eTepOTreHHbIM, O0YCIIOBIIEH HapyIIEHUEM
pPa3BUTHS MUOKap/a B IMpoliecce SMOPHUOHATIBLHOTO pa3BUTUA. OCHOBHOWM MPHU3HAK 3TOTO
3a0oneBanuss — ThOyOOKHe Tpabekyinbl B  MHOKapJe JIeBOrO OJKelyJoyka u
MEXCOKEITYJOUYKOBOM TEPEropoJIke, YTO Bj€YeT 3a COOOM CHUKEHUE CHCTOJIMYECKON
GyHKUIMMA JIEBOTO JKeNmylnodka. B dactu ciaydaeB B MATOJOTMYECKUH MPOIECC MOMKET
BOBJIEKATbCSI MMOKApJ] TMPaBOro >Kelyaouyka. MoKeT coueraTbCs C MpU3HAKAMU
JTUATAMOHHON KapAHMOMHUONATHHU, WX BPOXKIECHHBIMU MOpPOKaMH cepiia. Yaiie Bcero
BcTpeuatorces couetanuss HMJDK ¢ nedexramu mexnpeacepanoi neperopoaku (IAMIIID),
W30JMPOBAHHBIMUA WM MHOKECTBEHHBIMH Je(PEKTaMH MEXIKETyI0YKOBON TMEPETOPOIKU
(AMKII), cTeH030M JIETOYHBIX apTEpUi, OJHAKO OMUCAaHbl U HEKOTOPBIE NPYTU€ BHJIbI
MOPOKOB. MOXKET BCTpEUaThCS B COYECTAHWH C HEHUPOMBINICYHBIMHA 3a00JICBAHUSIMH,
TaKHUMH KaK MeTaboJimdeckas Muonatus; cuHapoMel — bapta (Barth), Oraxapa (Ohtahara),
Poiipman  (Roifman), Memnuka-Humma (Melnick-Needles), wmukpodramemun ¢
nuHeHHBIMU KOKHBIMU nedexktamu (MLS - microphthalmia with linear skin defects),
HorTel-Hankonennuka (Nail-Patella) u Hynan (Noonan); meimeunsie nuctpodun bekepa
(Becker) u Dmepu-peiidyc (Emery-Dreifuss); MmuoTyOyssipHas Kap IMOMHUOIIATHSL.
Mopdgonocuueckme munwi:
® JlaKyHapHbIA - HEKOMIAKTHBIA MHOKapJl TMPEJCTaBICH CEThIO XOPOIIO
BU3YJTU3UPYIONUXCS TPAOEKyJI C IMUPOKUMH, TIIYyOOKUMU JIAKyHAMH,
e Ty0YaTHIA - HEKOMITAKTHRI MUOKAp MIPEACTABICH YepeIOBAHNEM MHOXKECTBA
MeNbualimx jJakyH (Menee 1 Mm) u TpaOexys, TPyAHO Pa3IUUYUMBIX JIPYT OT
Apyra,
® CMEIIAHHBIN - BU3YaJIM3UPYIOTCS TPAOEKyJbl M JIaKyHApHBIE MPOCTPAHCTBA,
MEHEee BBIPKEHHBIC, YeM MPH JaKyHAPHOM THIIE.
Tunwvl pemoodenuposanus cepoya y oemeii ¢ HMJDK:
e TUJIATAIlMOHHBIM;
® PECTPUKTUBHBIN;
® TUNEPTPOPUUECKUN.
KiauHnyeckass KapTUuHA
CepaedHas HEIOCTATOYHOCTh, JKENyIOYKOBBIE AapUTMHUM, CHUCTEMHAs WU JerOYHas
amOomms. Hapymienue nuactoiamdeckod M cUCTOJMUYecKOoW (yHKiui. J[nacrommdeckas
TUCPYHKIUS XapaKTEpU3yeTcsl HapyIICHUEM IMPOILIECCOB pacciabieHUsi U HaNOJIHEHUS
JIEBOTO JKEJyJ0UKa B Pe3yjbTaTe yMEHBIICHUS 00beMa €ro MOJIOCTH MPU MOBBIIIEHHON
TpabeKyIapHOCTH. OJHUM U3 BO3MOXXHBIX MEXaHW3MOB BO3HHKHOBEHHS CHCTOJIMYECKOU
TUCHYHKIIMK SBIISCTCS XPOHHWYECKAs HINEMHUS MHOKapaa, oO0yCIIOBJICHHAs HApPYIICHUEM
KOPOHAPHON MUKPOIMPKYJISAIINH.
YacTo BcTpeuaroTCsl HAPYIIEHUS CEPACUYHOT0 pUTMa U MPOBOJMMOCTH cep/ia. Bo3MoKHbI
KEITYJOUKOBBIC apUTMUU, PUOPUIUISIINS TIPEACepaAuii, TapOKCU3MaIbHAS WJIA TIOCTOSTHHAS
(bOpMBI KEITyA0UYKOBOM Taxukapauu. [IpuarHON CHUCTEMHBIX W JIETOYHBIX SMOOJIMNA TpU
HEKOMITAKTHOM MHOKapJie JI€BOTO JKEIyJAo4YKa dYallle BCEro SBIACTCS MepliaTeabHas
apUTMHSI C TIOCIICAYIONTUM (OPMUPOBAHUEM TPOoMOO3a B 00JIACTH MEKTPAOSKYIISIPHBIX
MPOCTPAHCTB, TJI€ CKOPOCTh KPOBOTOKA 3HAUUTEILHO CHIDKCHA.
Auarnocruka
Bxntowaer mposenenne Ixo-KI' ¢ ompeneneHueM COOTHOIIEHHUS KOMIIAKTHOTO CJIOS
Muokapja Kk Hekommnaktaomy, OKI', XM OKI', MPT cepaua, nouck myrtaiuid B reHe TAZ
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MOJIEKYJIIPHO-TEHETUYECKUMH ~ METOJaMu y  OOJIbHBIX, a TaKXKe JIMarHOCTHKa
reTEPO3UTOTHOTO HOCUTENBCTBA Y POJICTBEHHUKOB MAallUEHTOB.

Ix0-KT'

SIBnAeTCs OOHUM M3 BaXKHEWIINX HEMHBA3UBHBIX METOJIOB JHMATHOCTHUKUA HEKOMITAKTHOIO
MHOKapaa. B COOTBETCTBHM C YJIbTPa3BYKOBOM KapTUHOM CTEHKAa HEKOMIAKTHOTO
MHOKap/la COCTOMT M3 JBYX CJIO€B: KOMIAKTHOIO JIMUKApAHAIBHOTO U HEKOMIAKTHOTO
OHAOKApINaIbHOr0. HEKOMITaKTHBIN CIIOM MpEeACTaBi€H YTOJUIEHHBIMH TpaOeKyJaMu ¢
TIIyOOKUMH  MEXTPaOeKyJIIpHBIMH TPOCTPAHCTBAMH TMPEUMYIIECTBEHHO B 00JIaCTH
aNUKaJIbHBIX W CPEJHUX CErMEHTOB HIKHEW M OOKOBOM CTEHOK JIEBOTO JKEIY/I0YKa,
MO3TOMY ANUKAPAUAIBHBIA CIIOM TOHBIIE 3HIOKapAHAIbHOro. OTMedaercs aujiaTanus
JIEBOTO KEITYJ0YKa, CHIPKEHHE CUCTOJUYECKON (YHKUHWHA U HAPYLICHHE HUACTOJIMYECKON
(GYHKIIMM TPEUMYIIECTBEHHO 110 PECTPUKTUBHOMY THMY. [ MIOKMHE3Us MHOKapAaa
OTMEYAETCA KAK B 30HAX C HEKOMIAKTHOCTBIO, TAK U B HOPMAJIBHBIX CETMEHTAX JIEBOTO
KEJy104Ka

IKT

He wumeer cnemuduueckux npusHakoB. Ha  anekrpokapauorpamme  OOJIBHBIX
HEKOMIIAaKTHBIM ~ MMOKapZOM  JIEBOI'O  JKEIYJO0YKAa  BBIABIAIOTCS:  OTKIOHEHHUE
3JIEKTPUYECKON OCH Cep/lia BIEBO, TUIEPTPOdUs MUOKAp/Ia JIEBOTO KEITyA0UKa, IPU3HAKH
HapyILICHUA PENOJIIPU3ALNN JKEIYyJAO0YKOB, U3MEHEHUS KOHEUYHOU YacCTH KEIyI0YKOBOIO
KOMILJIEKCA, CYNPABEHTPUKYISIPHAS M KEIYAOUYKOBAsl HKCTPACUCTOJMHU, OJOKaIbl HOXKEK
nyuka I'mca, WPW-cuHIpOM, aTpHOBEHTPUKYJSAPHbIE OJOKA[bl Pa3IUYHOU CTENEHU
BBIPAKEHHOCTH, GUOPUILISALUS IPEACEPANI U IpyTrue HapyLIEHUsI pUTMa.

Jleuenue

B Hacrosimee Bpemsi octaeTcss Hecneuu(pUYHbIM U cumMnTomatuaeckuM. OHo Oasupyercs
HAa KOppEeKIMM U NOpo(UIAKTHUKE TpPEX OCHOBHBIX KJIMHUYECKUX MPOSBICHUMN
HEKOMITAKTHOTO MHOKapja: CepACYHOM HEAOCTaTOYHOCTH, ApPUTMHU M SMOOIMYECKHX
ocnoxkHeHui. [Ipu orcyrcTBum 3hdexra oT MPOBOIUMOM Tepanuu, TOPIUIHOM TECUCHUU
3a00JIeBaHMs BO3MOKHA IMOCTAaHOBKA B JIMCT OXHJAHUS Ha TPAHCIUIAHTALUIO CEpAla.
BONbHBIM CO  «37I0KAQUE€CTBEHHBIMM» HApyLICHUSMH pUTMa HEOO0XOAMMAa YCTaHOBKa
KapauoBepTepa-aehuopuIsTopa.

AuddepennnanbHas IMarHOCTHKA

Cnenyer muddepeHMpoBaTh ¢ pa3HBIMH (OpMaMU HJIMONATHYECCKUX KapJIHOMHUOTATHN
(IMnmaTauMoOHHOW, TUNEPTPO(UUYECKOM, PECTPUKTHUBHOM), a Takke TpOMOO30M JIEBOTO
KEITyJJ0uKa, JOMOJHUTENbHBIMU TpaOeKyJaMu, aHOMAaJIbHO PACHOJIOKEHHBIMH XOpPJIaMH,
NEPCUCTUPYIOIIUMHU CHHYCOMJAMH NP AHOMAJIBHOM OTXOXIEHUU JIEBOM KOPOHApPHOU
apTepud OT JIETOYHOIO CTBOJIA, AaTpPE3UeU JIETOYHOW apTepuyd NpU HHTAKTHOMU
MEKIKEITyJOUKOBOM MEPETOPOJIKE, OMYXOISIMHU CEPALA.

IIpoduiakruka

PacnioznaBanue HMJDDK  Ha panHux cragusx u au@depeHIMpOBaHHBIA MOIXOI K
JCUYEHUI0O B 3aBUCUMOCTH OT TSKECTH COCTOSHUS OOJIBHOTO C HCIOJIb30BaHUEM
COBPEMEHHBIX METOJI0B KaK KOHCEPBATUBHOIO, TAK U XUPYPrUYECKOTO JICUECHMUS.

IIporxos

[Iporno3 Gombubix ¢ HMJDK 3aBucut or oOBeMa MOpPaKEHHBIX CETMEHTOB, OOIIEH
COKPAaTUTENbHON CIIOCOOHOCTH MHOKapAa, BPEMEHM BO3HUKHOBEHUS M CKOPOCTH
HapacTaHWs CHUMITOMOB CEpACYHONM HEAOCTaTOYHOCTH. Hamboiee HeOmaronmpusiTHBINA
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nporHo3 Habmonaercs y naiueHToB ¢ ®B menee 35 %. OCHOBHYIO yrpo3y Juisl 310POBbS
U OKU3HU OOJIbHBIX TIPEJACTaBIIICT pa3BUTUE U MPOTrPECCUPOBAHUE  CEPACHHOU
HezocTaTrouHocT. HeoOxoauma npoduiakTuka TpoMO0IMOOIMUECKUX OCIOKHEHUH.

BEJAEHUE MAIIMEHTOB C KMII

[TanmenTe gerckor Bo3pacTHOW kareropun ¢ KMII  1omkHBI HaxomWTBCA MOX
MOCTOSTHHBIM JHMCIIAHCEPHBIM HAOIOJEHUEM MeauaTpa M Kapauoyiora B aMOylIaTOpHO-
nonukIuHIYeckux ycnoBusx. [Ipu crabmibnom cocrostauu npu HK 1 ct. oOcienoBanue
NalMeHTa JUIsl PEHIEHUs BOIPOCA O BO3MOYKHOW KOPPEKLUMH NPOBOAMMOW TEPANUH, a
TaKK€  Kypchl  peaOMJIUTAMOHHBIX  MEPONPHUATHI  BO3MOXKHBI B YCJIOBHSX
CHEIHMAM3UPOBAHHOTO JTHEBHOTO CTalMoHapa. B Oonee TskenbIx ciaydyasx peOeHKa ¢
KMII nnst okazaHust MEIUIIMHCKON MOMOIIY TOCHUTAINU3UPYIOT B CHEIUATA3UPOBAHHBIN
CTallMOHAP; JJIUTEIbHOCTh FOCHUTAIN3AMU 3aBUCHT OT TSKECTH cOCTOsAHMS, cTaguu HK
U COIyTCTBYIOILIMX OCJIOKHEHUH (HapylleHus puTMa cepiia, TpoM003MO00Juu U T.A.), U
OpueHTUPOBOUYHO MOkeT cocTaBuTh: 1 HK 2b-3ct — 3-5 nen., HK 2b-A ct. 2-4 Hen.,
HK 2A-1 ct. — 10-17 nneii.

Cnncok cokpameHmni
American College of Cardiology / American Heart Association-

ACC/AHA/AAC
AMepHKaHCKOe 00IIeCTBO KapIuoioroB / AMepuKaHCKas acCOIMaIHsl CepaLa
NT-proBNP N-KOHIIEBOI (pparMeHT MPOMO3TOBOTO HATPUIYPETUIECKOTO MENTHIA
NYHA New York Heart Association - Heio-Fopkckast accoupanus cep/ia
AA AHTaroHHUCT aJIbJOCTEPOHA
AKMII ApuUTMOreHHast KapJUOMHOIIATHS
AYTB AKTUBUPOBAaHHOE YaCTUYHOE TPOMOOILIIACTUHOBOE BpEMs
BAB B-anpenobaoKaToOpsI
BPA II bnokaropsl penentopoB aHruotensusa ll
B3E Bpewms 3aMeuieHrs TOTOKA paHHETO HAIOJHEHUS
BO3 Bcemuphas opranuzanust 31paBOOXpaHeHUs
BUP BpeMst 130BOIFOMUYECKOTO pacciiabiaeHus JIEBOTO KeyI0uKa
BIIC BpoxaeHnslii Nopok cepaia
I'KMIT l'uneprpoduyeckas KapIuOMUONIATUS
JAKMII JunaranroHHas KapAMOMHUOIATHS
EOK EBpomneiickoe 00111ecTBO KapIM0I0rOB
uAIlD WMHrubuTop aHrnoTeH3MHIPEBpALAloIero epMeHTa
KMII Kapnnomumonarus
JIK JleBbIi1 Kemyno4ex
MHO Mex1yHapoagHOE HOPMAIM30BaHHOE OTHOIIIEHUE
MOK MunyTHBII 00beM KpOBOOOpaIIeHHS
MPT MarHuTHO-pe30HaHCHast ToMorpadus
HK HenocrarouHocTs KpoBoOOpalieHHs
HMJIK HexoMmakTHbIA MUOKpaJ JIEBOTO KETyA0UKa
OACH Ocrtpas nexomnencanus CH
9T [To3uTpoHHO SMHCCHOHHAs TOMOTpadust
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PKMII PectpukTBHAs KapAuOMHUONIATHUS

CHnu CepneuHslil MHAEKC

CH Cepneunasi HEIOCTaTOUYHOCTh

CCC CepaeuHo-cocyucras cuctemMa

YU Y napHblii HUHIIEKC

YO VY napHsiii 00beM

OB ®dpakiys BeIOpoca

K OYHKIIMOHAIBHBINA KJ1acc

(0% @pakiuss yKOPOUCHUS

XCH XpoHudeckas cepAcdHasi HE0CTaTOYHOCTh
OKTI’ DnexTpokapanorpadus

OKMO DKcTpakopropanbHas MeMOpaHHas OKCUTEHAIUS
Oxo0-KI" Oxokapauorpadpus

**TIpumenenne npenapara y nereri Off label — BHe 3aperncTpupoBaHHBIX B MHCTPYKIIMH
JICKapCTBEHHOTO CPEJICTBA MMOKa3aHUH, ¢ pa3penieHus: JIOKaIbHOro ATHYECKOr0 KOMHTETa
MEIUIIUHCKOW OpTraHU3aliy, TIPU HAJHYUH MTOANMCAHHOTO HH()OPMUPOBAHHOTO COTJIACHS
poauteneit (omekyHa) W pebOeHka B Bo3pacte cTapumie 14 jer, B YCIOBHSX
CHEIHATH3UPOBAHHOTO CTAI[OHAPa
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