COI03 IEJIUATPOB POCCHUH

®EJEPAJILHBIE KJIMHUYECKUE
PEKOMEHJAILIMU 11O OKA3AHUIO
MEJUIIMHCKOH NOMOIIMU JETAM C
KAPJUOMUOMNATUAMU

I'1aBHBIM BHEIITATHBIA
CHEeMATHCT MeTUaATp
Mun3zapasa Poccun
Axanemuk PAH

A.A. bapaHnos

2014 ron



OraaBjeHue

1Y 0D K@Y (011 (0) % 5 FN OO OO 3
OTIPEIIETIEHUIE ........ocveoeeveeeeeee oo e e es e s e s s s s e e ee s ee s e es e ee e ee s eee s ees e esseeees 4
KOJLUMEDB 10, eeeeeeeeeeeeeee e e e s s e s e e s s eee s s e s e s e ee e e ee s eee s ees e eeseeeeseeees 4
KITACCHUDUKALISL ... evee e e e eeeeee e s seeses e eese s s eee e eeeeeeeeseees 4
TIPUMEPDI JIATHOBOB ......cooeveoeeee e eeeeeeseeee e eeeeeeeeee e s eeeee e s ses s s s sseeess e eeeseeees e eeeseeeeseenes 5
|. TUTIEPTPO®UUECKAS KAPTUOMUOITATHISL ... sese e 5
1. JVJIATALIMOHHA ST KAPJTUOMUOTIATUST (JIKMII) ..o 11
1. PECTPUKTUBHA ST KAPJIUOMUOITATHST (PKMIT) ... esseee 14
IV. APUTMOTEHHA 51 KAPIUOMUOITATHUS [TIPABOTO JKEJTY TOUKA (AJIIH) .o, 17
V. CUHJIPOM HEKOMIIAKTHOI'O MUOKAP]IA JIEBOT'O JKEJIY JOUKA (HMJTK) ..o 19



®EJEPAJIbHBIE KJIMHUYECKUE PEKOMEHJALIMH [TO OKA3AHUIO
MEJULIMTHCKOM MOMOILM AETAM C KAPJJMUOMMONATHSMU

JlaHHBIe KJIMHHUYECKHEe PEKOMEHIALMHU MOATr0TOBJIEHbI COBMECTHO C acconManuen
AETCKHX KapauoJioroB Poccuu, paccMOTpeHBI M YTBep:KAeHbl HAa 3acelaHUuH
Hcnonkoma npodeccuoHaNbHON accouuanuu aeTckux Bpadeir Corosa meauaTpoBs
Poccuu nHa XVII Konrpecce mneamarpoB Poccum «AKTyajbHbIe NPodJaeMbl
neguarpum» 15 ¢pespans 2014r.

METOAOJIOT'UA

MeToabl HMCHOJB30BAHHBbIC I cOOpa/cejieKIIUM  A0KA3aTeJbCTB: TIOMCK B
AJIEKTPOHHBIX 0a3ax JaHHBIX.
Onucanne MeTOHOB, MCIOJb30BAHHBIX Jsi c0opa /cejieKIMM [10KAa3aTeJIbCTB:
JIOKa3aTeIbHOM 0a30i Il pEeKOMEHAAIUN SBISIIOTCS MyOJUKalluy, BOIIEAIINE B
KoxpeitnoBckyto 6ubnmorexy, 6a3sl manubix EMBASE u MEDLINE. I'myObuna moucka
COCTaBuUJA S JIET.
MeToabl, HCIIOJIB3yeMbIe ISl OLEHKN Ka4eCTBA U CHJIbI JI0KA3aTeJILCTB
KoHceHncyc 3kcnepToB
[IpuopuTeThl HMCHOJIL30BAHUS JICKAPCTBEHHOM Tepanuu YCTAHABIMBAIUCH HA OCHOBE
pe3yJbTaTOB  JI0Ka3aTebHOW MeauIuHbl. [lpu  OTCYTCTBHM  JITaHHBIX  BBICOKOU
JIOCTOBEPHOCTH YUUTHIBAIIOCH COTJIACOBAHHOE MHEHHUE IKCIIEPTOB.
Kuaccesl pekoMmeHaanuii 1 ypOBHU I0KA3aTEJIbCTB
Krnaccel pexomeHaanuii 1 ypoBHHM J0Ka3aTEIbCTB MO BEJACHHUIO OOJIbHBIX OCHOBAaHBI Ha
nokymentax European Society of Cardiology (Espomneiickoe 00IecTBO KapHOJIOroB,
EOK), 2012 (tab6mn. 1, 2)
Taouauna 1.
Kuaccesl pekomeHaanmii

Kunacc I [Tonw3a 1 3PHEeKTUBHOCTH AMATHOCTUYECKOTO WU JIe4eOHOr0 BO3ICUCTBUS
JIOKa3aHbl W/WUIN OOIIENPU3HAHHBI.

Kiace 11 [IpoTHBOpEUMBBIE TaHHBIE U/WUJIN PACXOKIEHUE MHEHUN 10 TTOBOY
10J1b3b1/2((HEKTUBHOCTH JICUCHUSI.

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

Krnacc I b | [Tonw3a/adpdekTnBHOCTh MEHEE YOSAUTEIBHEI.

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

Ilpumeuanue: *IIpumenenue knacca lll EOK ne pexomenoyemcsi.
Tabnauua 2.
YPOBHH 10KA3aTEJIbHOCTH

A PCSYJIBTEITBI MHOT'OYHCJICHHBIX PAHAOMU3UPOBAHHBIX KIIMHUYCCKUX I/ICCJ'ICI[OBEIHI/Iﬁ
WK MCTa-aHaJIn3a.




B PCBYJII)TaTBI OJHOI'0 PaHAOMHU3UPOBAHHOTO KIMHUYCCKOI'0O UCCICA0BAHNA NI
KPYIHBIX HCPAHIOMHU3HUPOBAHHBIX HCCHGHOB&HHﬁ.

C | OO111ee MHEHHE SKCTIEPTOB U/WUIIH Pe3yIbTaThl HEOOJIBIIUX UCCIIEIOBAHUN,
PETPOCIEKTUBHBIX UCCIIEAOBAHMI, PETHCTPOB.

OIIPEAEJIEHUE

Kapauommonatuu (KMII) rpynma rereporeHHbIX 3a00JieBaHHM, XapaKTepHU3YIOLIAsCs
MaTOJIOTHEW MHOKap/ia C €ro CTPYKTYPHBIMH W/WIH (DYHKIITMOHAJILHBIMU HapYIICHUSIMU, HE
00yCJIOBJIGHHAsI ~UILIEMUYECKOU 0OJIE3HBIO Ccep/illa, TUIMEPTEH3UEH, KIIamaHHbIMU
MOPOKAMH U BPOKICHHBIMU 3a00JI€BaHUSMU.

Kox MKB 10

142 - Kapaunomuormnarus

142.0 - IunaTarmoHHas KapAUOMHUOTIATHUS

142.1 - OOcTpyKkTUBHAS runepTpodruyeckas KapAuOMUOTaTHs
142.2 - [Ipyras runeptpodudeckas KapJuOMUOATHS

142.3 - DuaomuokapauaibHas (303uHO(MIIBHAS) 00JIe3HB
142.4 - DupokapauambHbIN GUOPOIITACTO3

142.5 - Jlpyras peCTpUKTUBHAs KapAHMOMHUOTIATHS

142.6 - AnkoroJyibHast KapIHOMHUOTIATHS

142.7 - Kapauomuonatusi, 00yclOBIIeHHAash BO3IACHCTBHEM JIEKAPCTBEHHBIX CPEICTB M
JIPYTUX BHEITHUX (aKTOPOB

142.8 - Jlpyrue xapanoMHuONaTuu

142.9 - Kapauomuonarusi HEyTOUHEHHAs

KITACCUPUKALIUA

IHaTodusuonoruveckas kiaaccupuxkanusa kapauomuonatuii (BO3, 1995)
e Jlunaranuonas kapauomuonatus (JIKMIT)
o Tuneprpoduueckas kapaunomuonarus (I'KMII)
O C OOCTpYKITHEH;
o 0e3 00CTpYyKIINH.
e PectpuktuBHas kapauomuonatusi (PKMII)
O TepBUYHAS MUOKapIhaJibHAS;
O JHAOMUOKApJIUAIbHAS C 203UHO(DUINEH;
O DHJOMHUOKapJualibHas 0€3 203UHOPUITUH.
e ApuTMOreHHas KapauomMuonartus npasoro xenyaouka (AKITK)
Kanaccudpukanus nepsuanbix kapaunomuonartuii (AAC, 2006)
e [‘eHeTnyeckue:
o I'KMIT;
o AKMII/gucnnaszus npasoro xxenynouka (AITK);
o HexommakTusiit neBsblit xxenynouek (HKM), («rybuarsiiiy Muokapm);
o Hapymenus npoBojsiei cucteMsl cepaia (cuaapom Jlenerpe);



o I'mukorenoss! (tunsl PRKAG?2 u Jlanon);
o MuToxoHapuanbHbie MUOIaTUN4
o Hapymenus QyHKIIMM MOHHBIX KaHAJIOB!
- CHHAPOM YIUIMHEHHOTO nHTEepBana QT;
- cunapom bpyrana;
- KaTexoJaMUuHepruyeckasi moauMopdHas kery104KoBast TAXUKapIus;
- CHHJIpOM YKOpoueHHoro narepBana QT;
- F0)KHO-a3MaTCKUI CUHAPOM BHE3aITHOM HEOOBSICHUMOM CMEPTH BO CHE.
e (CwmemaHHbIe (TEHETUYECKUE U HETEHETUYECKHUE):
o JAKMIT;
o IlepBuunas pectpukTuBHas Heruneprpopuyeckas KMIT;
e [IpuoGpereHHble:
o Muoxkapautsl (BocnaniurensHas KMII);
o KMII, obycnoBienHast BHe3amHbIM 3MolnoHanbHbIM cTpeccoM (KMII tako-
tsubo);
o Ilepunapranbnas KMII;
KMII, nnaynupoBaHHas TaXUKapAUEH;
o KMII y nereit, Mmatepu KOTOPBIX cTpamaroT caxapHbiM jguaderom (CJI) 1-ro
THUIIA.

O

Kanacenpuxanua KMII (EOK, 2008)

I'KMII JAKMII AIITK PKMII HKMII
CemeiiHasi/TeHETHUECKU O0YCIIOBIIEHHAS Hecewmeitnas/ HeoOycioBieHHas
e HeunentudunupoBaHHbiii 1eeKT TE€HETUYECKU
reHa e HMnuonarnueckas
e [loatumnsl Oone3Hn e [loaTumnsl 001€3HU
IMPUMEPHI TIUATHO30B

e JlunmarammonHas kapauomuomnatua. HemocratounocTe mutTpanbHO kianaHa. HK
2bct., |1l ®K mo Ross.

e [uneprpoduueckas kKapaAuoMHONaTHsA, 00cTpyKkTHBHAS hopma. CeMEHHBIN BapHaHT.
HK 1 ct., | ®K o NYHA.

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

|. TUIIEPTPO®PUUYECKASA KAPAUOMUOIIATHUSA

3aboneBanne MUOKapiAa, XapakTepusylomieecs o4aroBoit wim auddys3Hoi runeprpoduen
MUOKap/a JEBOTO /WM MPABOTO KEIYyJ0UKa, JYalle aCUMMETPUYHON, C BOBJICUCHUEM B
THUIEPTPOPUICCKUN  MPOIIECC MEXOKEITYA0UYKOBOHW IEPErOpOJKH, HOPMAJBHBIM — HJTH
YMEHBIIEHHBIM O0BEMOM JIEBOTO JKEIYJ0UYKa, COMPOBOKIAIOIICECS HOPMAIbHOW WIIN
YBEIMYEHHOW  KOHTPAKTHJIBHOCTHIO ~ MHOKapJa TpPUd  3HAYUTEIHHOM  CHIDKEHUH
JNACTOTMYECKON (PYHKIIHH.



Cemetinas (renetuyecku oOycioBieHHas) KMII - 3aboneBanue, XapakTepHu3yroIIeecs
runepTpopueil MuUokKapaa, UCKIIOYAOIIee Haauyhe Yy NalueHTa MHOro 3a00JieBaHMs,
KOTOpPOE COMPOBOXKAaeTcs runeprpodueit Muokapaa
* ['enernuecku AeTEpMUHUPOBAHHOE 3200JIEBAHKE
* HacnenoBanue ayToCOMHO-TOMUHAHTHOE
* Pacnpoctpanennocts 1:500 (0,2%)
* He 3aBucut ot pacsl u nosa
ITHOJIOT U
e MyTallUM T€HOB, KOAUPYIOIIMX CHUHTE3 COKPATUTEIbHBIX OCJIKOB MHOKap/a.
JledexThl OeTKOBBIX KOMIOHEHTOB cepaedHoro capkomepa mpu I'KMII coctaBmsitot
80-85% Bcex MmyTtanui: Tspkenod nenu b-muosuHa ~35%, MHO3UHCBS3BIBAIOIIETO
oenka C ~35%, tpononnHa T ~10%. 15-20% Bcex myTtanuii 00yCIOBIMBAIOT
nedeKTbl ACCEHIUATBHOW W PETyISITOPHOM JIETKMX IIenedl MHO3WHa, O-
TPOIIOMUO3MHA, 0-aKTHHA, CEPACUYHOrO TPOMOHWHA |, TSHKENo 1enu o-MHO3MHA,
TUTHHA, TPOTIOHWHA C, HAM®-akTuBupyemMoit MPOTEUHKUHA3HI,
mutoxoHapuansHoi JIHK.
e yBenuueHue macchl Muokapaa JDK u TONIIMHBI €ro CTEHKU TpU UHOUIBTpaIuu
WHTEPCTULIMS WIN TIPU BHYTPUKIETOYHOM OTJIOKEHUU MPOIYKTOB METabOIU3Ma.
IlaTorenes
[Ipu I'KMII renetnueckas HEMOIHOLIEHHOCTh COKPATHUTEIBHBIX OEJIKOB O0YCIIOBIMBAET
HapylieHue OOMEHHBIX M COKPATUTEIBHBIX MPOILIECCOB B TUNEPTPOGUPOBAHHON MBIIIIIE.
Mopdosmoruueckre  U3MEHEHHUS  JIEBOTO  JKEIyJAO4YKa  OMNPENESIOT  COCTOSIHUE
BHYTPUIIPEACEPAHON Tr€MOIUHAMUKH.
OcHosHble namoeenemuyeckue gpaxmopol I'KMII:
® CHIKEHHUE DJACTUYHOCTH U COKPATUTEIHHOM CIOCOOHOCTH THUINEPTPOGUPOBAHHOTO
MHUOKap/1a JICBOTO JKEJIyJ0uKa ¢ YXYAIICHUEM €ro TUACTOJIMYECKOTO HAMOJHEHHUS, B
pe3yabTare 4ero pabora MHOKapjaa, B MepecueTe Ha €IUHUILy MacChl MUOKapja,
CYILIECTBEHHO YMEHBIIIACTCS;
® HECOOTBETCTBUE KOPOHAPHOTO KPOBOTOKA B HEU3MEHEHHBIX COCY/aX CTEIeHU
rUNepTpoPuu MHUOKAPIA;
® CJaBJIEHUE KOPOHAPHBIX COCYJOB TUMEPTPOPUPOBAHHBIM MUOKAPIOM;
® HapyIIeHHWE CKOPOCTU TPOBEACHUS BO30YXKJIEHUS B IKEIyJAOYKax HapsAxy C
ACHHXPOHHBIM COKpPAIlICHUEM Pa3JIMYHbBIX OT/ICJIOB MUOKaP/a;
® ACHHEPIru3M COKpAIICHUS OTACIbHBIX YYaCTKOB MHOKapJa CO CHIKEHHEM
MPOITYJILCUBHOM CIIOCOOHOCTH JIEBOTO KEITyA0UKA.
KiauHnyeckas KapTuHa
Knunanueckue npossienns ['KMIT nonmumopdHsl 1 HecnenmubuyHbl, OHH BapbUPYIOT OT
O0eccuMONTOMHBIX (OPM 10 TSDKEIOro HapymieHus (yHKIIUOHAIBLHOTO COCTOSIHHSI U
BHE3aIMHOW CMEPTH, KOTOPAsl 4aCTO HACTYMAET B JIETCKOM WJIM IOHOIIECKOM BO3pacTe, BO
BpeMs (HU3UIECKOI HArpy3KH UK Cpa3y MOCye Hee.
Ocnognbie dcanobvl y Oemeti cmapuie2o 803pacma:
® OBICTpast yMoMIAEMOCHIb;
® 0Oviuka Npu (PU3NYECKON HArpy3Ke, a y 4acTu OOJbHBIX U B TOKOE, MO HOYaM,
KOTOpasi OOYCJIOBJICHA BEHO3HBIM 3aCTOEM KPOBH B JIETKUX BCJICJICTBUC
JUACTOJIMYECKON AUCHYHKIIUN TUIEPTPOPUPOBAHHOTO JIEBOTO KETYI0UKA;



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

® Kapouancuu, CBS3aHHbIE C HECOOTBETCTBMEM KOPOHAPHOTO KPOBOTOKA Macce
Muokapaa. Ha pasBurhe wuimemMud MHOKapAa BIMSIOT HapyLWIEHHs MOpoLecca
pacciabyieHuss  CEplIeYHOM  MBIIIIbI, TOBBIIIEHUE BHYTPUMHUOKAPAUAIBHOTO
HaIpsHKEHUS U CAABJICHUE HHTPAMYPaJIbHBIX KOPOHAPHBIX COCY/IOB;

®  20/1080KpYHCEHUs. U 0OMOPOKU, B YAaCTU CIIy4yaeB, CBA3AHBI C PE3KUM CHIKCHHUEM
CEpIICYHOTO BHIOPOCA BCIICICTBHE yCYT'YOJICHUS MPEMATCTBHUS W3THAHUIO KPOBU W3
JICBOTO JKENMymodka. Y JeTell 3TO OTMeJaeTcs damie npu (GU3nYecKod Harpys3Ke H
OMOLIMOHAJIBHOM CTPECCE;

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

0OyCJIOBJIEHBI HAPYIICHUSIMU PUTMA CEpIIA.

VYV nereit panHero Bo3pacrta BbisiBieHHuE ['KMII Hepeako cBsi3aHO ¢ BOBHMKHOBEHUEM
MPU3HAKOB 3aCTOWHOW CEPIEYHON HEAOCTATOYHOCTH, KOTOpas y HUX Pa3BUBAETCS 4YallE,
YeM Y JIETEeU CTapuIero BO3pacTa U B3pOCIbIX.

Auarvocruka
[Ipu cobope anammesa BbISBASETCA OTAromieHHas HaciencTBeHHocTh: CC3 ¢
runeprpopueit  muokapaa JDK wnam  numarHozom  I'KMII; BHe3amHo  ymepuine
POACTBEHHUKH, OCOOEHHO B MoOJoJ0M Bo3pacte. llernecooOpa3Ho oOcnenoBaHue
POJACTBEHHUKOB IMAIIMEHTA C IEbIO BBISIBIICHUS] CEMEHUHBIX CIy4aeB 3a00JICBaHUS.
[lpu xknunuueckom ocmompe Tpu HEOOCTPYKTUBHOU (HOpME OTKIOHEHH OT HOPMBI MpHU
OCMOTpE MOXET He ObITh, HO WHOTJIA OMPEACNAIOT YBEIMYCHHUE MPOJOJIKUTEIHHOCTH
BEpXyILIEYHOTo ToMuka, IV ToH cepua.
[Ipu o6ctpyktuBHOM (opme ['KMII BBISBASIOT YCHUJICHHBIM MHPOJOJIKUTEIBHBINA
BEPXYIICYHBIA TOJTYOK, 3aHMMAIOIIMA BCIO CHUCTONY BIUIOTH g0 |l ToHa (mpu3Hak
rUnepTpopuu MUOKapa JIEBOTO KENIyA04YKa), CUCTOJIMYECKOE JIPO’KaHUE BIOJbL JIEBOTO
Kpasi TPYJUHBI, MYyJbCAIIMI0 COHHBIX apTepuil, OBICTPBIM «OTPBHIBUCTHIN» MYyJbC MpPU
najblalll COHHBIX apTepHii, 00yCIOBJICHHbIE OBICTPHIM HM3THAHUEM KPOBU B IEPBYIO
MOJIOBUHY CUCTOJIBL. ['pyOblii BepeTeHOOOpa3HbIM CUCTOIUYECKUM IITyM, BOSHUKAIOUIUN HE
B PaHHIOK CUCTOJTY, KOT/Ia U3THAHUE KPOBU MPOUCXOIUT 0€3 MOMEX, a CIIyCTsI HEKOTOPOE
BpeMs niociie | Tona. JIyuie Bcero 1myMm CiblllieH Y JIEBOTO Kpasi TPYAUHBI U HA BEPXYIIIKE,
I W3-3a COIMYTCTBYIOIIEH MUTPaJIbHON HEAOCTATOYHOCTH OH CTAHOBUTCSA IYIOUIUM U
MAaHCUCTOJNYECKUM. MHTEHCUBHOCTH IlIyMa HapacTaeT B MOJOXXEHUU CHUJS, CTOs, Ha
BbIZIOXE, Mpu TpoOe BanbcanbBbl, TO €CTh MPH YCYTyOJICHHH TMPENATCTBUS H3THAHUIO
KPOBH B PE3YJIbTAaTE€ YMEHbBIIEHUS MPEJI- U MOCTHATPY3KHU WUIIU YBEIUUYEHHUSI COKPATUMOCTH.
| ToH Ha BepXyIIke cepala B OOJBUIMHCTBE CIIy4aeB HOpMajIbHON 3By4YHOCTH, a |l ToH Ha
OCHOBaHHWM Yy psna OoJbHBIX ocnabneH, BwisBisieTcs |V Ton. Hepenko ompenensiercs
HapylIeHUE CEPACYHOT0 pUTMA.
I'enernueckas (JIHK quarnocruka)
® «TCHOTHII TIOJIOKUTEILHBIHN / TIOJIOKUTEIBHBIN (HEHOTHII
® TCHOTHUIl TOJIOKUTEIBHBIN / OTPULIATEIBHBIN (PEHOTUID» - NAYUEHM MOMCEm UMEMb
eeHomun 6e3 opmuposanusi peHomuna, uiU Modxcem ObIMb 60GIEUEeHA UL YACTb
muoxkapoa JDK u nayuewmwvr umerom HopmanvHylo maccy muoxapoa JDK

(cyoxnunuuecxkas ['KMII). B nanHOM cliy4ae AUarHo3 MPaBOMOYHO BBICTABIATH MPH

HAJIMYUU  JIOTIOJIHUTENBHBIX  KPUTEPUEB: OTATOLICHHBIM CEMEHWHBIM aHAMHE3,

n3MeHeHus: Ha OKI', HaMuue TaxuapuMuid, HaaIu4Ksi KapAHOCUMIITOMOB.




Pentrenorpadgusi opraHoB rpyJaHoi KJIeTKH: HE3HAUUTEJIbHOE YBEJIIUYEHUE AYT JIEBOIO
KEeITyJouKa W JIEBOTO MpEICepAus W 3aKpyrjeHUE BEPXYIIKU CcepAla, YCHUJIEHUE
COCYJMCTOTO PUCYHKA, CBSI3aHHOE C NIEPEHANOIHEHUEM BeHO3HOro pycina. [Ipu pa3zsutuu
CUCTOJINYECKON AUCHYHKIIUU — KapAUOMETaIusl.
JuiekTpoKapauorpadusi: BOJIBTAXHBIE TMPU3HAKK TUNEPTpodUM MHUOKapAa JEBOTO
KEITyJ0uKa M JIEBOTO MpEACEpIns, HAPYIIEHUS IMpollecca Pernoysipu3aluu KelyJI0uKoB,
u3MeHeHus: komriekca ST-T, uamenenus: aMmmntyasl 3youa T, maronoruueckue 3yO1bl
Q; HapymeHuss puUTMa U TPOBOAUMOCTH (HUOPWILIALNNS TPEACEPIni, KEITyT0YKOBHIS
HapylIeHUs puUTMa, OJOKagsl HOXKEK Mmydka [uca); CHHAPOM MPEBO30OYKIACHUS
KEIyI0YKOB B BUJE yKopoueHHUs uHTepBaia PQ wmu denomena Bonbda-Ilapkuncona-
VYaiira.
Cyrounoe wmonutopupoBanue IKI': BBIABIAIOTCS HapymIeHUS pPUTMAa W PHUCK-
MPEAUKTOPOB JKEIMYTOUKOBBIX KU3HEYTPOKAIOIINX apUTMUMN; CHUKEHHAsI BApUaOeIbHOCTh
cepaeuHoro putMa, uaMenenus cermenta ST-T, nucnepcus u yamnenue uarepsaia QT;
Hapymenuss putMma |l1-V rpaganuu mo Lown (cynpaBeHTpUKYJsipHAsh IKCTPACUCTOIHUS
>500 3a cyTkd, TpymmnoBasi, HEYCTOMYMBAasT W YCTOMYMBAs CyIpaBETPUKYJISPHAS
TaxuKapaus, nepcuctupytomas (gopma MepuarenbHo aputmun), A-V Oxokaast II-111
CTENICHH, CUHJAPOM cIabOCTH CHUHYCOBOTO Yy3Jla, WINEMHS MHOKapjaa (OmpememsioT
KOJIMYECTBO SIHU30/I0B WIIEMHUHU, CyMMapHas MpPOJOJIKUTEIBHOCTh HIIEMUU B TEUCHUE
CYTOK, HarOoJIee MPOAOKHTEIbHBIN 30,1 UIIIEMHH, TITyOHHA Aenpeccuu cermenTa ST).
CyToyHOe MOHHMTOPHPOBAHHME apTepuajabHoro namjenusa (AJl): mnpoBomar s
UCKJIIOUYEHUS apTepUalIbHON TUTIEPTEH3UU.
Ixokapauorpadusa (Ixo-KI'): saBnsercs Hanbonee UHOOPMATUBHBIM  METOAOM
JTMAarHOCTUKH.
Ilo pesynomamam  Oxo-KI' I'KMII knaccuguyupyrom no  2emoOuHamuyecKum
napamvempam (Ha OCHOBaHUM CHUCTOJUYECKOTO T'PAJUEHTA JABJICHHS B BBIXOAHOM OT/AEIE
JIXK)
Obcmpyxkmuenas gopma:
- TPAJIMEHT JIaBJICHUS B MOKOE paBeH wuiu mpesbimaer 30 MM pT.cT. (2,7 M/C IO JaHHBIM
nonrep-29xoKT).
Jlamenmuas ¢hopma:
- TpaJIueHT JaByieHUus MeHee 30 MM PT.CT. B MTOKOE;
- TPAJUEHT JAaBJEHUS paBeH WK npeBbiaeT 30 MM PT.CT. IPU NPOBEIECHUN HATPY30UYHON
POOKI.
Heobcmpyxmusnas gpopma:
- TpaaueHT naasieHuss MeHee 30 MM PT.CT. B MOKO€ W MPHU MPOBEACHUU HATPY30UHOMN
POOKI.
Kpurepun Y3U-nuarnocruku HeodcrpykruBHoit 'KMII

* IlpeumymiecTBeHHO paBHOMEpHasi (KOHLEHTpUYECKas) WM acUMMETpUYecKas

runeptpodus Muokapaa

* VYBEIWYEHHE MACCHI Cep/ila

* Her npu3HakoB 0OCTPYKIMH U MEPETHECUCTOINYECKOTO JBUKEHUS cTBOPOoK MK.
Kpurtepuu Y3U-muarnocrukn o6crpykruBHoii I'KMII

Ilocmosannvie kpumepuu
® Acummempuunasn cunepmpodus



e VY B3pocnbix > 15 mm, 13-14 MM - morpaHu4HbIN pazMep

VY nerelt > 2-X cTaHJApTHBIX OTKJIOHEHUU (Z SCOre < 2) MPUHATBIX HOPM IS
JAHHOTO 110J1a, BO3pacTa, Beca

Otnomenwue Tommasl MXKII B quacroie x Tommuue 3agueit ctenku JIK 6omee 1,3
Hamnuue cummerpuunoil runeprpodun He uckiarovaet guarao3 I'KMII
Obcmpykyus 8bIHOCAUE20 OMOeNa 1e8020 HCelyO0UKa

['pamuent Oonee 30 mMm pr.cT. B BbixogHoMm Tpakre JDK (ckopocTh motoka B
BeIxogHOM otaene JDK 2,7 M/C) wiM Tpu HaIWMYUA BHYTPHKEITYIOYKOBOU
oOcTpyKIuu Ha ypoBHE cpenuux otaenoB JIK 6omee 20 MM pT.CT.

o [lepeonecucmonuueckoe ogudxcenue nepeoneti CmeopKu MUMpaIbHo20 K1anaia u ee
CONPUKOCHOBEHHE C MEXOKETYJIOUKOBOM Tmeperopojkoir B auactony (SAM-
(dheHOMEH); CUCTOJIMYECKOE IPOKAHUE CTBOPOK AOPThI

Henocmosnnvie kpumepuu

e AHOMAaNUM NANWUIIPHBIX MBI (THHEpTpoduUs U Tonorpaduyeckue 0COOEHHOCTH)

e VYBeauyeHUe pazMepPoOB CTBOPOK MUTPAIBHOTO KJIallaHa

o l3menenue reomerpun JDK (popma <KnecouHbIX>> 4yacoB BCIEACTBHE CYKEHUS
BBIXO/IHOT'O TPAKTa)

o Jlumaranms JIIT

e MurtpanbHas perypruTanus

e nunaranus JOK B TepMUHAIBHOW CTaiUH

[Tpu oueHke (HyHKIUM JEBOTO KeNly10uka, o AaHHbIM OXoKI', y 60apmMHCTBa OONBHBIX
¢ I'KMII nabOmronmaercst moBbIIEHHE (GPAaKIUK BbIOpOCA, OJHAKO BAXKHBIM SIBJISETCS
HapylLIEHUE IUACTONMYECKOM (DYHKIHMH MHUOKApAA, XapaKTEPU3YIOIIEeCcs] YMEHbIIEHUEM
CKOPOCTH U MOJIHOTHI AKTUBHOTO JTUACTOJIMYECKOTO pacciiadaeHusl.
MarHuTHo-pe3oHaHCHAsE TOMOrpaus JaeT BO3MOXHOCTh HauOojiee TOYHO OLEHUTH
MOpP(OJOTUYECKHE HM3MEHEHHUS, OLEHUTh pPacHpOCTPAHEHHOCTb M  BBIPAKEHHOCTh
runeprpopun Muokapaa. OcoOEHHO LEHEH METOA [JIsl JUAarHOCTHKU BEpPXYLICYHOU
dbopmbl 3a0051€BaHUS U TUNIEPTPOPHUHN HUKHEW YACTH MEXOKENTYI0YKOBOM MEPEropoaKu 1
PaBOro >KeNyI04Ka.
IHo3uTponHo-3Mmuccuonnass tomorpadus (IIOT) mno3BonsieT BBIIBUTH U OLICHUTH
CTENEeHH HapyIIeHUs peruoHapHOM nepdy3uu 1 MeTadoIu3Ma MUOKap/a.
Karerepu3zaumsa cepaua u aHruokapauorpaduss B HACTOSIIEE BpeMs IMPOBOIATCS B
CIy4asix COITyTCTBYIOLIEH ITaTOJIOTMM CEPJALIA, B YAaCTHOCTH, BPOXKIEHHBIX IOPOKOB
cep/ila, a TakXKe MpU PELIEHUH BOIIPOCa O XUPYPTUUECKOM JICUEHUH 3a00JI€BaHUsl.
Jleuenue

OcHOBHBIE 3a4a4U:

* Koppekuuss OCHOBHBIX NaTOPU3UOJOTHYECKUX PACCTPOMCTB TIeMOJAMHAMHUKU
(MlIeMHH, JUACTOJMYECKOM AUCPYHKUIUHU, OOCTPYKIIMM BBIHOCAILETO TPAKTA,
apuTMUi), OOECHEYMBAIOIINX YMEHbBIIEHHWE BBIPAXKEHHOCTH CHMIITOMOB U
yIIy4IIAIONINX KaYeCTBO KU3HU OOJbHBIX;

* Bo3sgencrBue Ha HEUPOTyMOpaJbHbIE CHUCTEMBI, CIIOCOOCTBYIOIITHE
MIPOTPECCUPOBAHUIO THUIIEPTPOPUN MHUOKaApAa M 3aMEIJICHUE MPOrPECCUPOBAHUS
XCH;



e Jleuenne u TpoQUIAKTHKA OCHOBHBIX OCJIOXXHEHUW M BHE3AIHOW CEpJIeYHOMN
CMEPTH (HapyILIEHUW pUTMa cep/ilia, apTepuaibHOM rTunepTeH3un, TPoMOO30B)
Heobcmpykmusnas ¢opma I'KMII Tepanuu HE TMOJJICKHUT, MPOBOIUTCS €XKETOTHOE

KJIMHUYECKOe 00CiIeIoBaHHe.
Obcmpyxkmuenas popma
HckiroueHne Ba30AMIaTaTOPOB U BBICOKUX /103 TUYPETHUKOB
OcnoBy Ttepanuu ['KMII cocTaBisitoT mpemapatbl € OTPHUIATENbHBIM HHOTPOIHBIM
neiicreueM: B-omokatopsl (1) mim 610kaTophl KaublueBbIX KaHaIOB (I):
Atenomon™ (kogq ATX: CO3ABO03) - netu mo 0,8—1 Mr/Kr/cyTKu B JBa npuéma,
nojpoctku: 25-50 MI/cyTKu B ABa npuéma, Uiu
Bepanamun™ (Kog ATX: CO8DA0L) — netu mo 2-4 Mr/Kr/CyTKu B TpHU IpreMa
noapoctku 160-320 Mr/cyTku, BHYTpb, B TPU MpUEMa.
Antnaputmudeckre mpemnapatsl (IIA) MmokazaHbl TPU TOKENIBIX HAPYIICHUSX PHTMA.
[Tpennourenue OTAAIOT aMUOAAPOHY ™, COTATIONY™
Amunonapon™ (Kog ATX C01BDO01) — 5 mr/kr/cyTku B ABa prieMa o cxeme (IsATh JHEH B
HEJICIIO), UITU
Cotamon™ (Kog ATX C07AA07) netu 1o 6 net 1- 6 mMr/kr/cyTku B 2-4 mpuema.
Jletsim ctapiie 6 net no 1-4 mMr/kr/cyTku B 2-4 mpuema.

[lpu passutum CH Tepamus coriacHo peKoMeHIanusIM o Benenuto 6ompHbIX ¢ XCH (1)
(cm. pexomenpanmu o XCH)
Xupypruueckoe jgedyenue I'KMII nmokazano npu:
1) OTCYyTCTBMM KIMHHYECKOrOo 3(¢eKTa OT aKTUBHOM MEIUKAMEHTO3HOW Tepanuu Yy
CUMIITOMHBIX OOJBHBIX C BBIpOKEHHOW acuMmmeTpuyHoi rtuneprpopuert MXKII u
cy0aopTaJIbHBIM TPAUEHTOM JIaBJICHUS B MIOKOE, paBHBIM 50 MM pT. CT. u Ooee;
2) BBIPAKEHHOW JIATEHTHOW OOCTPYKIIMM M HAJUYMH 3HAUYUTENbHBIX KIMHUYECKHUX
nposiBineHuid. Kiaccuueckor — omepaumen — SBISIETCA — YpE3aopTalibHas — CenTalbHast
MUBKTOMHUSA 110 A. Morrow.
Nmmuianranus kapauoBeprepa — aepuodopuiiasitopa (11 B)
[Toxazana OosbHbIM TIOCie ocTaHOBKM cepamna Beaenactsue KT, KT pesucrenoit k
AHTUAPUTMHUYECKOMN TEpamuu.
Kpurepuu 3 (heKTHBHOCTH JIeYEHUS

* YBEJIMYEHHE MPOJOKUTEIbHOCTH )KU3HU;

*  YMEHbIIEHHUE CTENEeHH OOCTPYKLMH BhIHOCALIEro TpakTa JIK;

* OTCYTCTBHE >KU3HEYTPOKAIOIINX HAPYIIEHUN pUTMa, CUHKOIIE, CTEHOKAPAHH;

* TpeAOoTBpALIEHUE PA3BUTUS CEPACUHON HEAOCTATOYHOCTH;

* TIOBBIIICHHE KAYECTBA KU3HH — YJIOBJICTBOPUTEIbHAS MEPEHOCUMOCTH OBITOBBIX

(bU3MYEeCKUX HArpy30K.

AuddepenunaibHblii JMATHO3
[Ipexxne Bcero, MCKIIOYAIOT MPUOOPETEHHBIE M BPOXKICHHBIE MOPOKH cepAla (CTEHO3
YCThsl AOPThI), ACCEHLHUAIBHYIO apTEPUAIBbHYIO THIIEPTEH3UI0, CIIOPTHUBHOE CEpALIE,
HEKOMITAKTHBI MUOKap.
IIpodunakTuka HHGEKIMOHHOI0 JHAOKAPAUTA
bonsubie ¢ oOcTtpyktuBHOW (opmoit T'KMII oTHocsTcs K Tpynme pucka, Mpu
CTOMATOJIOTUYECKUX, DJHAOCKONUYECKUX, MaJbIX XUPYPrUYECKUX BMENIATEIbCTBAX
pekomeHnayercs nmposeaeHue Ab tepanuu.
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IIporuo3
Crparudukanus pucka pa3BuTHs pa3jaudHbIx ocio:kHeHnid npu I'KMII Briaouaer:

* PHCK BHE3AITHOM CEPAECYHON CMEPTH;

* PHCK pa3BUTHS CEPACYHON HEAOCTATOUYHOCTH;

* PHCK CMEPTH OT BCEX KapAUaJbHbIX IPUYHH.

Puck BHe3anmHOM cCMepTH

* Cewmeitnas dopma;

* HacnencTtBeHHOCTh,  OTSATOINEHHAs  BHE3aMHOW  CMEpThio,  (GUOpHILIAIHMEH
YKEITyI0YKOB;

* Momnonoii Bo3pacT ¢ HaaudyueM BbIpaxkeHHOW runeptpoduu (30 Mm u Oosee)
Jr000r0 CerMeHTa JIEBOTO XKEITy10UKa,

* CuHKoONE B aHAMHE3E;

* Hapymenus putmMa u npoBogumoctu: IlI-V  rpaganuum no Lown,
CYIIPpaBEHTPUKYJSpHas dkcTpacucronus >500 3a CyTKH, IpylIIOBOi, HEYyCTOWYMUBOI
U YCTOWYUBON CYNPABEHTPUKYJSPHON TaXuUKapJMu, TEpCUCTHpYIomEeh (Hopmbl
MepraTtenbHo aputmMuu, A-V oOmokanel II-III cremenu, cunapoma craboctu
CHUHYCOBOI'O y371a, IOJTHOM OJI0KaJbl JIEBOM WIIM MPAaBOM HOKKM myuka ['uca,

* BelpaxkeHHas  uIeMus MHOKapjaa JUIMTENBbHOCTBIO Oonee 60c u jpenpeccuun
cermeHTa ST Oomee 2 mMm, mpu cHmwxkeHun BCP m ymnmmaenwum waTepBama QT
HeanekBaTHblii NOpUPOCT WM TMAJCHHE AapTEPUAIBHOTO JAaBICHUS B XOJE
BBIIIOJIHEHHS HArPy304HOT'O TECTA.

Puck pa3BuTHsi XpOHHYECKOH CepAeYHOH HEJOCTATOYHOCTH

e Jlerounas runeprensus y OonbHbix ¢ [KMII (cpennee naBneHue B JIETrOYHOU
aptepuu >30 MM pT.CT.);

* Pasmep JIIT (>4,5 cm y B3pocibix) u oTHomenue pazmepa JIIT k KJP JIK >1,0 (y
neTei);

e  OubpuIAIUS TPEICEePaNiL;

* MurpanbnHas peryprutanus (I1I cT. u >);

* PectpuktuBHbIi THN nuactonuueckon nuchynkuuu (E/A>2,0; BUP< 70 mc u DT
>150 Mmc).

Puck cMepTH 0T KapaAMaJbLHbIX IPUYHH

* OOctpykTtuBHas wiu HeoOcTpykTUBHAs GopMbl 'KMII, ocnoxxueHHbIe cepeuHoim
HEIOCTaTOYHOCTBIO BhICOKOTO (hyHKIHMOHAIBHOTO Kiacca (DK II-IV NYHA);

» Kpurnuecknii creHo3 (>75%) KOpOHapHBIX apTEpUId;

* KpynHoO4aroBelil KapAuOCKIEPO3;

* Aprepuanbnas runeprensus (Al III ct.);

* HHcynbpT B aHamHe3se.

CmeptHOCTh cocTaBisieT 1-6% B rox. CmepTh B OOJBIIMHCTBE CIIy4aeB HACTYNAET
BHE3aITHO B pE3YyJbTaTE Pa3BUTHUS >KU3HEYTPOKAIOIIMX >KETYIOYKOBBIX apUTMUM, HaxKe
py 0ECCUMIITOMHOM WJIM MaJIOCUMIITOMHOM T€UEHUU 3a00JI€BaHUSI.

1. JAJTATAIHUOHHAS KAPAUOMUOIIATUSA (AKMII)

3aboneBanue, xapakrepusytouieecs nuiatamueiit JOK ¢ ero cucronndeckoit auchyHkumen
Opyd  OTCYTCTBHUM TI'e€MOJAMHAMHUYECKON TMeperpy3ku (apTepHaibHOM TUIIEPTEH3UH,
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KJIAMTAaHHOM MAaTOJIOTMH) WM UIIEMUYECKOM O0JIEe3HU cep/ilia, KOTOPbIe MOIJIM Obl BbI3BATh
Takoe HapylieHue T1io0ansHOoN cucronudeckor ¢Gyukiuu JDK. Jlunmaranus mpaBoro
xenynouka (IDK) u ero auchyHkiys MOryT NpucyTCTBOBATh, OJIHAKO 3TO HE 00513aTE€IBHO
JUISL AUArHo3a.
JNuIeMHO0JI0T U
JAKMII y nerelt aBisieTcsi camMoil paClIpOCTPaHEHHON KapJAMOMHUOIIATUEN, BCTPEYAETCS BO
BCEX CTpaHax Mupa u B 1r0060M Bo3pacte. Yacrora BeisiBneHus JJKMII y nereit coctaBnser
0,57 cmyugaeB Ha 100000 B rom, uro B 10 pa3 HHKE, 4YEM Yy B3POCIBIX, OTMEYAECTCA
npeobaganre OOJBHBIX MYXKCKOTO T0J1a, YaCTOTa KOTOPBIX KoJjebneTcs oT 62 1o 88%.
ITHOJIOTHSA
Hacneocmeennas. 1'eH HewsBeCTeH, MyTallud capkoMmepHbIXx OenkoB (cm. ['KMII),
MyTanuu OenkoB ZF TMONOCH, MyTallid TEHOB IMTOCKENeTa, AWCTpOodWHA, JECMHUHA,
METaBHHKYJIMHA, CaKpoTimkaHoBoro komruiekca, CRYAB, snukapauHa.
Myrtaiuu TeHOB snepHoil MemOpanwl: JamuHa A/C, smepuna. JKMII co cna6o
BBIPOKCHHOW JUJIaTallMed IMOJOCTel: MyTallii IeHOB OejKa, BCTAaBOYHBIX JUCKOB (CM.
ATDKKMII). MuToxoHipyuaabHbIe IIUTONATHH.
Henacneocmeennvie JIKMII
bonesnp Kapacaku, »o3uHOGmInsa (cuHapom Yepmk-Ctpocca - Churg  Strauss),
BO3JICHCTBUE JICKAPCTB, MOCIEPOJOBAas, SHIOKPUHHAS, HYTPUTHBHAs (HEIOCTATOYHOCTH
THAMUHA, KApHUTHHA, ceJleHa, runodochareMus, TUIOKAIbIUEMUS), aJKOTOJIbHAS,
TaxUKapAUOMHOIIATHS.
JKMII moxeTr BcTpedaTbcs Ha MO3JHEH CTaauM HWH(YEKUMOHHOTO BOCHAJIUTEIBHOIO
nopaxxenuss muokapaa (20%). B oriamume oT OCTporo (aKTUBHOTO) MHOKapIUTa, IMPH
KoTopoMm pazmepsl nosoctu JODK oOblyHO HE W3MeHeHbI, s BocnanuTenbHou JIKMII
XapakTepHO HAJIMYME B MHUOKApJE KIIETOYHBIX JJIEMEHTOB XPOHHUYECKOTO BOCIAJIICHHS B
coueranun ¢ nunatanued nojoctu JDK u cHmxeHueM ¢pakuuu BeiOpoca. B Takmx
cy4asix JUId  TOATBEPXKICHUS  JUarHo3a HEO0OXOJAMMO  THUCTOJIOTHYECKOE — WIIU
MMMYHOLUTOXUMHUYECKOE wuccienoBanue. Ilpu BocnamurensHon JIKMII xapakrepHa
MICPCUCTEHIIUS BUPYCHBIX O€JIKOB, BbICOKHE TUTPHI IgG/M.
AuddepenunaibHblii JMATHO3
C BpOXIECHHBIMU TOPOKAMH CEpAlA, XPOHUYECKHUM MHUOKApAMTOM, apUTMOTCHHOU
nuchyHKIMEW  MHUOKapja, AapuUTMOTEHHOM  JHWCIUIa3Wed  MPaBOro  KEIyJ0uKa,
PEBMOKapIUTOM, AKCCYIaTUBHBIM NEePUKAPIUTOM u crienupuyecKuMu
KapIMOMUOTIATUSIMHU.
KinHnyeckasi KapTUHA
BapuabenbHa u ompeaensercs riaBHbiM oOpazom craaueir HK u ®K CH (cwm.
kiuHuyeckue pekoMmenpauuu npu XCH). Ha pannux stamax 3a0osneBaHue NpOTEKaeT
Majo- Wi OECCUMNTOMHO, CyOBEKTUBHBIE MPOSBICHUSI HEPEAKO OTCYTCTBYIOT, AETH HE
npeabaBisitoT xanob. Kapauomeranuto, usmenenus Ha OKI' 4yacTo BBISBISIOT CIy4aitHO
npu MPoPUIAKTUYECKUX OCMOTpaxX WM MpU OOpaIieHuH K Bpady MO JPYromMy MOBOIY.
3T0 00BACHSAET NO3/IHEE BHISIBJICHHUE MTATOJIOTHH.
[TepBrie kimmHMYeckue nposasiaenus JIKMII y nerei BKito4daror:

® OJIBIIIKY, BHAYAJIC TIPH (PU3UUECKON HArpy3Ke (KOPMIICHUH ), Kalllelb;

® TIOBBIIICHHYIO MOTIUBOCTH, OECIIOKONCTBO, OTKAa3 OT IPYJHOTO KOPMIICHHUS,

e (00JIM B )KUBOTE, TOUTHOTY, PBOTY, IUCIIENITUYECKUE SIBICHUS;
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® CHHKOIAJbHBIE COCTOSTHUS, TOJIOBOKPYKEHUS;

® OBICTPYIO YTOMJISIEMOCTh, CHIDKEHHE TOJIEPAHTHOCTH K (PU3NUECKUM Harpy3KaM.
Auarnocruka
bazupyercs Ha 0OCHOBHBIX TpUHIMNAX oOcienoBanusa 00ibHbIX ¢ XCH (cm.
pekomenaanuu no XCH).
Dnekmpoxapouocpagusa (OKI): mpu3HaKU TEperpy3Ku WU runeprpoduu mpencepauit
WJIU KETYJIOYKOB CEp/Ilia, MaTOJIOTUUECKOE OTKIOHEHUE AIEKTPUUYECKON OCH cep/ilia BIEBO
WU BIPABO, HAPYUIEHUS CEPJICYHOIO0 pUTMAa M TPOBOJMMOCTH, HApYILIECHHS IIpoliecca
penossgpusanuu muokapaa (ST—u T-uzmenenus).
Cymounoe monumopupoganue IKI: apuTMUM W JaTeHTHAs WIIEMUS MHOKapza.
Ixokapouocpagus (Oxo-KI') BbIsIBIEHUE CTPYKTYPHBIX M (QYHKIHUOHAIBHBIX HAPYIICHUM
CO CTOPOHBI MHOKap/ia U KJIallaHOB cep/iia.
Peumeenozcpagus 6 npsamoii u 60k0801i npoexkyusax: BHISBISIET KapIUOMETAIINIO, YCUIICHUE
COCYIMCTOTO PUCYHKA.
Kamemepuzayus cepoya u aneuoxapouoepaghus’: naBiaeHUE WU COAEPKAHHE KUCIOPOJa
B MOJIOCTSIX CEp/lla, JAaBJICHUE 3aKJIMHUBAHUS B JIETOYHBIX cOoCylax. AHruokapauorpadus
MO3BOJIAET TMOJYYUTh H300pakKe€HUE HE TOJIBKO ILEHTPAIbHBIX, HO W TepudepuuecKkux
OT/ICJIOB MaruCTPaJIbHBIX COCYJIOB.
Maenumno-pezonancnas momoepagus  (MPT): aHaTOMHYECKHE, T'€OMETPUYECKHUE,
OMOXUMHUYECKHUE (C MOMOIIBI0 MAarHUTHOM CIIEKTPOCKOINHUHU) XapaKTEPUCTUKU MHUOKapa,
MOXET OBITh MCIOJIb30BAHA B ClIy4asix HEAOCTYIMHOCTH 30HBI UHTEepeca npu Ixo-KI', nms
aHaJM3a B3aMMOOTHOIIICHUI cepAlla U COCYJIOB C APYTUMH OpraHaMH.
Paououzomonnoe uccnedosanue u nosumporHo-smuccuonnas momoepagpusa (1197):
ompeereHre >KU3HECITOCOOHOCTH MHOKap/a, BBISBICHUS 30H €ro TMOBPEKICHHS WU
HEJI0OCTAaTOYHOTO KPOBOCHAOKEHHUSI.
Uccneoosanuss ¢ 003uposanuoll  uzuueckol Hazpy3Kou (HAspy30uHblll  mecm):
BEJIOOPTOMETPUS WJU TPEIAMUI JO0 JOCTIIKCHHMS KPUTEPUEB OCTAHOBKH. Takke
MPOBOJAUTCSI TECT 6-MUHYTHOMN XOIbOBI.
JlabopaTopHasi IMArHOCTHKA
Obwuti ananus Kposu
Obwuii ananuz Moyu u yuem ee KOaU4ecmad
buoxumuueckuii ananuz xposu
Hmmynonozuueckue u ceponocuieckue uccie0o8aHus
Koaeynoepamma
Ananuz 2azosozo cocmasa kposu u KII[C
OnpedeneHue yposHs HAMPUILYypemuyeckux nenmuoos
Onpeoenenue mMapkepos no8pexcoeHus Muokapoa yposHs mpononunog I unu T
Jleuenue
Tepanust OazupyeTcss Ha KOPPEKIMU ¢ TPO(PHUIAKTHKE OCHOBHBIX KIMHUYECKHUX
NPOSBIICHUM  3a00JIeBaHUS M €r0  OCJIOXKHCHUM:  XPOHHYECKOM  CepaeyHOM
HEJIOCTAaTOYHOCTH, HAPYIICHUH pUTMa cepila U TPOoMOOIMOOJUN: aHTUKOATYJISHTHI
Henpsmoro aeiictBusi:  Bapdapun (Kog ATX BOIO®D03), anturpoMOOTHYECKHE
npenapatel - AnetwicanuiuioBas kuciota (Kom ATX BOIACO06), Junupumamorn
BO1ACO7.
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OcHoBHBIE MeponpusdTus 1o JiedeHuto CH 0O0bIYHO OAMHAKOBBI U HE 3aBUCST OT MPUYHH,
BbI3BaBIIMX pa3zBuTue CH, 1 BKIIFOYAIOT: OPraHU3alMI0 IPAaBUIBHOIO PEXUMA U yXO0Ja 3a
OOJBHBIM, JIMETOTEPANNIO, OKCUTCHOTEpanuio, dapmMakoTepanuio (CM. KIMHUYECKUE
pexomenaaiuu mo XCH).
Ouenka 3¢ GeKTHBHOCTH JIeYCHUS
Kpurepun s3¢pdextuBroctu neuenus JJKMIT:
e orcyrcTBHe mporpeccupoBanusi CH, pacmmpeHuss kamep cepAlla U CHUKECHHS
dbpakuu BEIOpOCA JIEBOTO JKEITyI0UKa;
e orcyrctBue ocioxkHeHuit JIKMII (Tpom0603MO0MuiA M OMACHBIX JUIsl KU3HU
HapyILIEHUH pUTMa Cep/ila);
® YJIOBJIETBOPUTENIbHAS TEPEHOCUMOCTh (PU3UYECKOW HArpy3KM U YIydIlICHHE
Ka4ueCTBa KU3HU.
IIporuo3
[Tporno3 3a0o0eBaHus CEPbE3HBIIA.
Ucxoner IKMII 3aBucar ot npuunssl, Bo3pacta u crenenn CH B nebrote 3a00eBaHus.
[Ton m Bo3spact BiwstoT Ha yactory JKMII. Ha nmepsom rony xu3zau JAKMII mposisercs
ropazno yaiie (B 13 pa3), yeM B OoJiee cTapiiemM Bo3pacTe. BOIbIIMHCTBO AE€TEH MMEIOT
uauonatuueckyro  JIKMII, korma a3Tuosioruio  3a00J€BaHUSl  YCTAHOBUTH  HE
NPEACTABISACTCS  BO3MOXHBIM, 4YTO  CYIIECTBEHHO OrPAaHUYMBAET  BO3MOXKHOCTH
crienudUUecKko STUOTPONHON Tepanuu. boree crapuuii Bo3pacT npu MaHH(eEcTaluu
JIKMII, a Takke HU3Kasi COKpaTUTeNbHAst criocoOHoCcTh JIK, HalMune HU3KOBOIBTAXKHOTO
tuna OKI', kemyno4KkoBble apuTMUU BBICOKMX Tpajanuii, u BeipaxkeHHas CH B neGrore
3a00J7€BaHUsl  ACCOLMHUPYIOTCA €  HEONarompusaTHbIM  mporHo3oMm.  Cpemnsis
MIPOJIOIKUTEILHOCTh KU3HM O0NbHBIX ¢ JIKMII cocraBnser 3,5 — 5 mer. HaumGoiee
BBICOKAsl BBKMBAEMOCTh OTMEUEHA Cpell JIeTeid paHHero Bo3pacta. [IpuunHamu cmeptu
oosbHbIX ¢ JIKMII sBnsitores XCH, Tpom603M60auu u HPC.
Kputepyu He0JAaronpusiTHOro MNPOrHO3a. UIMTEIBbHOCTh 3a00JIeBaHUS  TOCIe
YCTAHOBJICHUSI JIMarHO3a, KIWHUYECKHE CUMITOMBI M BbIpaxkeHHOCTh CH, cremneHb
CHIDKEHMSI COKPATUTEILHON U HACOCHOU (PYHKIIMM CepIlia.

I11. PECTPUKTUBHAS KAPAUOMUOIIATUSA (PKMII)

Penkoe  3abomeBaHme  MHOKapjaa,  KOTOpOE  XapaKTEPU3YETCsAd  HapylIeHHUEM
JTUACTOJIMYCCKON (YHKIIMA W TIOBBIIICHWEM JABJICHUS HAIOJHCHHUS JKEIYI0YKOB IpH
HOPMAJIbHON MJTM MAJIOW3MEHEHHOW CHCTOJIMYECKON (DYHKIIMM MUOKapja, OTCYTCTBHH €ro
3HAYUMOU TUTIepTpodun. SBICHUS HETOCTATOYHOCTH KPOBOOOPAIICHUS Y TAKUX OOJIBHBIX
HE COMPOBOXKIAOTCS YBEIMUECHUEM 00beMa JICBOTO KEITyA0uKa.

NuUIEeMHOJIOT S

3abo0seBaHNe BCTPEYACTCS B PA3IMYHBIX BO3PACTHBIX TPYIIaX, KaK CPEIH B3POCIBIX, TaK
u y neret (ot 4 no 63 mer). OxgHako yare OONEIOT JETH, MOAPOCTKH, a TAKKE MOJIOIbIC
MY’KUHHBI, Y KOTOPBIX 3a00JI€BaHNE HAUMHACTCS PaHbIIIEe U MPOTEKaeT Tsokenee. Ha momro
PKMII npuxoautcst 5% Bcex cmyuaeB KMII. Bo3moskHbI cemeitnbie ciiydan 3a001€BaHus.
Kaaccudpukanus

U3 Beinenennbix B kinaccudukarmun BO3 (1995r.) asyx ¢popm PKMII, nepBasi, nepBuyuHo
MHOKAPAUAJIbHAsA, TIPOTEKACT C HU30JUPOBAHHBIM TMOPAKEHUEM MHOKAp/Ia aHAJIOTHYHO
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takoBbIM nipu JIKMII, BTOpas, 3naoMuokapauajdbHasi, XapaKTepU3yeTcsl yTONIIEHUEM
SHAOKApJa U WH(UIBTPATUBHBIMU, HEKPOTHUECKUMHU U (DUOPO3HBIMH H3MEHEHUSMH B
MBIIIIIE CEepALIA.
[Ipn »sHAOMMOKapauanbHOW (OpMe U BBISBICHUU S03MHODHIBHON HMHPWIBTpALIUU
MUOKapaa 3a00JeBaHHME PACICHMBACTCA KaK  @uoOponiacmuyeckuti  dHOOKApoum
Jlepgpnepa. B cnydae oTCyTCTBUS 303MHOPUIBLHON MHGUIBTPAIMA MUOKap/ia TOBOPAT 00
sHOOMUOKApOUanvHom Gubposze Jlesuca.
ITHOJIOTHSA
bonesnp MokeT OBITh MIMOMATHYECKOW (TIEPBUYHON) WM BTOPUYHON, OOYCIOBICHHOU
WHOWIGTPATUBHBIMH ~ CHCTEMHBIMH  3a00J€BaHUAMH  (aMIJIOH03, TE€MOXpPOMATO3,
capkouso3, omyxojeBas uHGuUIbTpauus u Ap.). llpeanonaraercs reHeTHYecKas
JNETEPMUHUPOBAHHOCTh OOJIE3HH, OJHAKO XapakTep M JIOKAJU3alMs T€HETUYECKOIro
nedexra, Jexanero B OCHOBE (UOPOIUIACTHYECKOIO MPOIEcca, MOKA HE BBISICHEHBI.
Cnopanuueckue ciay4ad MOTYT OBITh CJIEACTBUEM ayTOMMMYHHBIX ITPOILIECCOB,
CIIPOBOLIMPOBAHHBIX ~ TIEPEHECEHHBIMU  OaKTEPUAIbHBIMU  (CTPENTOKOKKOBBIMH) U
BUpycHbiMU (dHTepoBUpYChl Kokcaku B wnm A) wim mnapasutapHbiMu  (Quiisipros)
3a00JI€BaHUSAMH.
IlaTorenes
Bcenencreue supomuokapavansHoro (GuOpo3a WM  MHOUIBTPATUBHOTO TMOPAKECHUS
MHUOKapJa YMEHBIIIACTCS MOAATINBOCTh KEITYJOYKOB, HAPYyIIAeTCSI WX HAIOJHEHWE, YTO
MPUBOJUT K POCTY KOHEYHOTO AMACTOJMYECCKOTO JABJICHHS, MEpPErpy3Ke W JWIaTaIllid
npeacepauil U erouHo runepren3uu. Crucronmmueckas GyHKIUS MHOKapa JIHTEILHOE
BpeMsl HE HapyllIaeTcs, He HAOMI0aeTCsa U IuiaTaluy Keay10uKoB. ToNIIMHA UX CTEHOK
O0OBIYHO HE yBEJIHMYEHA (32 UCKIIOYEHHEM aMHIIOU03a, JIUM(OMBI).
B npanpHelimeM mnporpeccupyronmii  GuOpo3 SHAOKApJa MNPUBOJUT K HAPYIICHUIO
JINACTOINYECKON (PYHKIIMM CepAlla U Pa3BUTHIO PE3UCTEHTHOW K JICUCHHUIO XPOHUYECKOU
CEepJICYHOM HEJOCTATOYHOCTH.
KiaunHnyeckass KapTuHa
Omnpenensiercs Tsokectbio XCH, anurensHOe BpeMs MPOTEKAET CyOKITMHUYECKH.
XapaxkmepHvie dcanobwl

e CJ1a0O0CTh;
MTOBBIIICHHAS] YTOMIISIEMOCTb;
OJIBIIIIKA TIPY HE3HAUUTEIILHOU (PU3NUECKON HArpy3Ke;
Kalllesp (4acTo YCUIIMBAIOIIMIICS B TIOJIOKEHUH JIEXKA);
OTEKH;
YBEJIMYCHHE KUBOTA;

® OTCTaBaHWE B (U3HUECKOM Pa3BUTHH.
Knunanueckue nposiBieHus: 601e3uu 00ycioBiensl pazsutueM HK mpenmyliiecTBeHHO 110
MIPaBOXKEITyI0YKOBOMY THUITY.
IIpu ocmompe

® IMAaHOTUYHBIN PyMSHEIL;

e HaOyxaHWE W ITyJbcallUsl MIEHHBIX BEH, 0OJiee BBIPAXKCHHOE B TOPU30HTAIHLHOM

MOJIOKEHUH;
® MyJIbC C1a00T0 HAMOIHEHNUS;
® CHUCTOJMYECKOE apTEPUATBHOE JABJIEHUE CHUKEHO;
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® BCPXYILICYHBIA TOMYOK JIOKAJIM30BAaH, BEPXHsAs I'PAHMIIA CMEILEHA BBEPX 3a CYET
aTpUOMETallNy;
® YacTO BBICHYIIMBACTCS PUTM Tajlona, B 3HAYUTEIBHOM 4YacTH CIIy4acB -
HEUHTCHCUBHBIA CHUCTOJIMYECKMUA IIYM MHUTPAIBHOM WM TPUKYCIIHAAIBHOU
HEJIOCTaTOYHOCTH;
® TenaTOMErajus 3HAYUTEIIBHO BBIPAKEHA, IEUYECHb IUIOTHASL, Kpal OCTPBIN;
® HEpEAKO OTMEUaroTCs Nepudepuueckue OTeK, acluT;
® IIpU BBIPAKEHHON HEJOCTATOYHOCTH KpPOBOOOpALIEHUS MpU  ayCKYJIbTallUU
BBICITYIIMBAIOTCS MEJKOIY3bIpYaThle XPUIBI HAJ HUKHUMH OTJEIaMHU 00O0UX
JIETKHX.
Auarnocruka
JlnarHo3 cTaBAT HA OCHOBAaHWM CEMEHWHOIO aHAaMHE3a, KIMHUYECKOW KapTHHBI,
pe3ynbTaToB (usmyeckoro obOcnenoBanus, AaHHbIXx OKI', OxoKI', pentrenorpadpuu
OpraHOB TPYAHOW KIIETKH, KOMIBIOTEPHON TOMOIpauu WJIM MAarHUTHO-PE30HAHCHOU
ToMorpaduu, a Takke KaTeTepu3aluu cepaua U SHA0MUOKapIuanbHON Ouoricuu. JlaHHble
7a00paToOpHbIX HcciaeAoBaHUid He uH(popMatuBHbl. [lomo3peBaTh PECTPUKTHUBHOE
NOpaXeHHEe  MHOKapjaa cienyer y  OONbHBIX C  XPOHMYECKOM  CepleqHOM
HEJOCTaTOYHOCTBIO, Yy KOTOPBIX OTCYTCTBYIOT JWiaTalyds W PE3KO BBIPAKCHHBIC
HapyLICHUs COKPATUTEIbHON (DYHKIIMU JIEBOTO JKEITy10UKa.
IKT
Ha OKI' peructpupyrorcss NpU3HAKKM THUOEPTPOPUU MOPAKEHHBIX OTIEIOB CepAlla,
0COOCHHO BBIpaKE€HHasl Teperpyska mpenacepauii. Hepenko, cHmxenne cermenta ST u
uHBepcus 3youa T. Bo3MOXHBI HapylIeHUs] pUTMa cepAlla U MPOBOAUMOCTU. Taxukapaus
HE XapaKTepHa.
PenTrenorpadgusi opraHoB rpyaHOM KJIETKHM: Pa3Mepbl CEpAlla HEMHOIO YBEIWYECHBI
WJIM HE U3MEHEHBI, OTMEYAETCS YBEIIMUEHHE NPEICEPANN U BEHO3HBIN 3aCTOU B JIETKUX.
Ixokapauorpaduyeckue NpU3HAKM:
e cucTONMuYecKas (PyHKLMS HE HApYILIEHA;
BBIpAXEHHAs TUJIaTallMs IPEACEPINN;
YMEHBIIEHUE TOJIOCTH MOPAKEHHOTO KETYN0UKA;
(GyHKUHMOHATIbHAS MUTPAJIbHAS W/ WM TPUKYCIUAAIbHAS pErypruTaIus;
PECTPUKTUBHBIN THUIl JUACTOJIMYECKOM AUCPYHKIMU (YKOPOUEHHE BPEMEHU
M30BOJIIOMMUYECKOTO pacciialieHus, YBEJIMYEHUE IHMKAa PAHHEro HAaloJIHEHHUS,
YMEHBIIIEHUE KA [TO3IHETO MPEACEPAHOTO HAIIOJIHEHNUS KEIIYJ0UKOB, YBEIINUYCHHE
OTHOUIEHUS] PAHHETO HANOJHEHHUS K MO3IHEMY);
® [IPU3HAKH JIETOYHOUN TMIEPTEH3NH;
® TOJIIIMHA CTEHOK Cep/illa OOBIYHO HE YBEIUYECHA.
9x0-KI" mo3Bonser uckmountsh JJKMIT u 'KMII, Ho HegocTatouno nH(pOpMaTUBHA IS
UCKITIOUCHUSI KOHCMPUKMUBHO20 NEPUKAPOUMA.
Komnbrorepnas tomorpagus (KT) u MPT
OTi MeTonasl uMEIT 3HadeHue i auddepennmansHo  auarHoctukun PKMIT ¢
KOHCTPUKTUBHBIM NEPUKAPAUTOM, TO3BOJISIOT OLICHUTh COCTOSIHUE JIMCTKOB NEPUKAPIA U
UCKJIFOUYNTD UX KaJIBLUHO3.
DHAOMHUOKAPAMAJIbHASL OMOTICUS
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JaHHoe wuccienoBanre NpoBoAAT Mg yrouHeHus stvojoru PKMIIL. Ono mo3Bomsier
BBISIBUTH (prOpOo3 MHOKapaa MpU  HUIMONATHYECKOM MHOKapJIuaibHOM  (pubdpose,
XapaKTEePHbIE U3BMEHEHUS IPU AMUJIOU]I03€, CAPKOUIO3€ U TEMOXPOMATO3E.
AuddepeHunajbHbIi AUATHO3

PKMII auddepeHupyor B NepByl0 ouyepelb ¢ KOHCTPUKTHUBHBIM TNepUKapauToM. s
ATOTO OLEHUBAIOT COCTOSIHUE JINCTKOB MEPUKAPAA, UCKIFOYAIOT UX KAJIBIIMHO3 C IOMOUIBIO
KT. TlpoBomsaT Taxke muddepeHnuanibayto auarHocTuky Mexay PKMII, Bei3BaHHBIMU
pa3HBIMH TpUYMHAMH (MPU OOJIE3HSIX HAKOIUICHUS — TeMOXpPOMAaTo3e, aMHJIOUI03E,
CapKOUJ103€, IITMKOTeH03aX, TUMUI03aX ).

JleueHnue

ManosddekTuBHO, BpeMEHHOE yIydIlIeHHe HACTYyHaeT PU MPOBEACHUH TEPAITEBTHUCCKIX
MEpOTIPUATHNA B paHHHE CPOKH OT Hadaja 3adosieBaHms. [IpoBOIAT CHMIITOMATHYECKYIO
Teparui B COOTBETCTBUU C OOmMUMM mnpuHiunamu JjiedeHuss XCH B 3aBUCHUMOCTH OT
TSOKECTH KIMHHYCCKUX MPOsABIACHUN (cm. wiunuueckue pexomenoayuu no XCH), npu
HEO0OXOIMMOCTH — KyMMPOBAHUE HAPYIIICHUN CEPACUHOTO PUTMA.

[Ipu remoxpomatose yiydiieHre QYHKIMH Cepla JOCTUTAETCsl MyTeM BO3JEHCTBUS Ha
OCHOBHO€ 3a0oisieBanue. Tepamus capkoumoza c¢ mnpumeHeHuem ['KC He Biuser Ha
MaToJIOTUUECKUil mporecc B Muokapzae. [lpu suaokapauambHOM (GUOpO3e pe3eKIus
DHJOKapAa C MPOTE3UPOBAHMEM MUTPAJIBHOIO KJlallaHA WHOIAA MO3BOJIIET YJIYYLIUTH
cocTosiHuEe 00NbHBIX. EMMHCTBEHHBIM pauKalbHBIM METOJOM JICUCHUS! UIUOMATUYECKOMN
PKMII sBnsiercs TpaHCIuIaHTanus cepaua.

IIporuo3

[IporHo3 wamie HeOJAaronpusATHbINA, OOJbHBIE yMHpalOT oOT pedpakrepHoit XCH,
TpoMOOIMOONUN M Jpyrux ocioxkHeHud. CoCTOSHUE TMallMeHTOB OOBIYHO CcpeaHen
TsOKECTH U Tsikenoe. 70% O0bHBIX MOruOaeT B TEUEHUE S JIeT.

IV. APUTMOT'EHHASI KAPJUOMMOIIATHSI TIIPABOI'O JKEJYJIOYKA
(AZIIAK)

3aboseBaHre MBIIIIBI CEPIA, XapaKTEePU3YIOIIEECss MPOrPECCUPYIONTUM 3aMeleHuEM
muoruToB DK sxupoBoit unu GuOpO3HO-KUPOBOW TKAHBIO, MPUBOSAIIUM K aTpoduu u
VMCTOHYEHUIO CTEHKH >KEJIYJ0YKa, €ro JAWJIaTallHi, COMPOBOKIAIOIICECS KETYT0UYKOBBIMU
HapYUIEHUSIMU PUTMA PA3IUYHONM CTEMEHU TSDHKECTH, BKIIOYas  (PUOPUIUISAIUIO
YKEJTYTI0YKOB.

NKUIEeMHOJIOT S

Pacnpoctpanennocte AJIIIDK HensBecTHa, CUMTAETCA, YTO OHA MOMKET BapbUPOBATH B
npeaenax ot 1:3000 go 1:10 000. [IepBble KIMHUYECKHUE TPOSBICHUS MOTYT BOSHUKHYTH B
FOHOIIIECKOM BO3pacte, peako — mnocie 40 jerT.

ITHOJIOTUS M IATOTreHe3

[Ipuunna 3a0oneBaHusi Heu3BecTHA. VIMEIOTCS JaHHBIE O HACJIEIACTBEHHOM XapaKTepe
nucriazud.  Hawbonee BepoOSTHBIM —THUIIOM  HACJCAOBAHMS  SBJISETCS  ayTOCOMHO-
JTOMUHAHTHBIHN.

KiaunHnyeckas KapTuHa

JlnutensHOE BpeMs 3a0ojieBaHME TIpoTekaer OeccmMmnToMHO. B 3TOT mepuon
OpraHnyecKoe MoBpexkaeHue, yexamiee B ocHoBe AJIIDK, memneHHo mporpeccupyer.
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Knunnueckne npusnaku AJ[IDK (cepauebuenue, napoKcuU3MalibHas TaXUKapus,
TOJIOBOKPYKEHUE UIH OOMOPOKH) OOBIYHO MOSBIISIOTCS B TIOJIPOCTKOBOM HJIA FOHOLIECKOM
Bo3pacte. Beaymumu — KIMHUYECKUMHU  NOPOABICHUSMH TMPU  3TOM  SBISIIOTCS
KUZHEYTPOKAIOIINE APUTMUU: KEITYAOUKOBASI SKCTPACUCTONMS UM TaxUKapaus (0OBIYHO
uMeeT Tpaduky OJOKaabl JIeBOM HOXKM myuyka ['mca), smu3oabl  (QUOPHILISALINH
KEITYJJOUKOB; pPEXe — CYNPABEHTPUKYISIpHbIEC (MpEeAcep/IHble TaXHMApUTMUU, MEplaHue
WIK TpenetaHue npeacepauid). IlepBeiM mposiBieHHEM 3a007€BaHUS MOXET CIYKUTh
BHE3alHasg OCTaHOBKa KPOBOOOpAIIEeHHWs, KOTOpas HACTyMaeT BO BpeMs (U3HYECKUX
Harpy30K WY HANPSKEHHOW CIIOPTUBHOM aKTUBHOCTH.

Auarnocruka

ManonHpopMaTiBHa BBHY pPa3HbIX MPUYUH Pa3BUTHS AAHHOTO COCTOSHUS. TodHas
uACHTU(UKAIMS BO3MOXKHA TOJIBKO MPHU JIUTENbHOM HaOmonenuu. MHorna 3aboneBanue
MOXET OBITh 3allOA03PEHO MpU OTCYTCTBUU YBEIMYEHHUS pa3MEpPOB cepiala Ha
pPEHTreHOrpamMe.

IKI' mnokoss y mamuentoB ¢ AJIDK wumeer psig XapakTepHbIX OCOOCHHOCTEH,
MO3BOJISIONIMX ~ MPEAMNONOXKUTh Hamuuue 3abosieBaHusa. Tak, NPOAOTKUTEIBHOCTD
YKETYIOYKOBBIX KOMIUJIEKCOB B TIPaBbIX TIPYIHBIX OTBEICHUSX MOXET IPEBBIIAThH
MPOJOIDKUTEILHOCTE QRS-KOMILJIEKCOB B JIEBBIX TPYAHBIX OTBEIEHUAX. JJIUTEIBHOCTD
untepBaia QRS B ortBemenun VI mpesbimaer 110 Mcek (4yBCTBUTENBHOCTH 55% WH
cnerupuaaocts 100%). Bonbmas mpongomkureabHocTh QRS-KOMIUIEKCOB B IpaBBIX
TPYAHBIX OTBEIACHUSAX IO CPABHEHUIO C JIEBBIMH COXPAHSETCS U B CIIydasX OJOKaibl
IIPaBOM HOXKKHM ITyuka ['nca.

Becbma xapakTepHbl pa3jiMYHbIE SKTONMHYECKUE >KEITYIOYKOBbIE APUTMHUH, BIUIOTH 10
CTOMKOM KeIy0YKOBOM TaxUKapAUH, NPU KOTOPOU JKEIyT0YKOBbIE KOMIUIEKCHI OOBIYHO
UMEIOT BHUJ OJIOKaJbl JICBOM HOXKKHM Tydka ['Hca, a sleKTpuyeckass OCh Cepiala MOXKET
OBITh OTKJIOHEHA KaK BIIPABO, Tak M BIEeBO. [lapokcu3ManbHas Kemy104KoBast TaXuKapIus
B OOJIBITMHCTBE CIy4yaeB BO3HUKAET B MPABOM KEIYAOUKE M JIETKO MHAYIUPYETCA TMPHU
AIIEKTPOPHU3NOIOTUYECKOM HCCIIET0BAHUU.

[Ipy peHTreHoJOrH4ecKOM HCCJAeI0BAHUM OPTraHOB TPYIHOM KJIETKH B OOJBIIOM
MIPOLICHTE CITy4YaeB BBISABIISIIOTCS HOpMAaJIbHbIE MOP()OMETpUIECKHE TTOKA3ATEIH.
Ixokapauorpadpuyeckue kpurepuu AKIDK:

yMEpEHHAsl AUJIaTalis IPABOro JKEJIyJ0UKa;

JIOKaJIbHOE BBIMISIYMBAHUE U TUCKUHE3USI HIKHEH CTEHKH WJIM BEPXYIIKH CEPIIIIA;
M30JMPOBAHHOE PACIIUPEHUE BBIXOJHOTO TPAKTa MPAaBOro KEIyJ0UKa;

MOBBIIIEHNE NHTEHCUBHOCTU OTPAKEHHBIX CUTHAJIOB OT MPABOTO KEITY0UKa;
yYBEJIMYEHHE TPAOEKYISIPHOCTH MIPABOTO JKEy104Ka.

MPT cuurtaercs Haubosiee MEPCHEKTUBHBIM BU3YATU3UPYIOIIUM METOJIOM JHATHOCTUKU
AKIDK, no3BonsitoniuM 00HApYKUBaTh CTPYKTYPHBIE HAPYILICHUSI, TAKME KaK (POKaIbHOE
HMCTOHYEHNE CTCHKH U JIOKAJIbHbIC aHEBPU3MBI.

[lennyto mH(OpMAIUIO JAaET PEHTreHOKOHTPACTHasi BeHTpukyJorpadus. [Ipu stom
xapakrepHa awiaraius IDK B codyeTtaHun ¢ CerMEHTapHBIMU HapYIICHHSIMU €ro
COKpAIllCHMsI, BBIMSIYUBAHUSIMU KOHTypa B O0O0JIACTSIX JUCIUIA3UHM W yBEIIMYEHUEM
TpaOeKyISIPHOCTH.

AuddepennmnanbHas IMArHOCTHKA
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[IpoBoautrcs ¢ JAKMII ¢ mnpeumylmiecTBEHHBIM MOPaXEHUEM IPABOTO KEITYJA0UKa.
Cuuraercs, yto npu JKMII ¢ nmpeuMylieCTBEHHBIM MOPAKEHUEM NPABOTO JKEIyAOUYKa
npeo01aaloT CUMIITOMBI MPABOXKETYJOUYKOBOW HEAOCTATOYHOCTH, a MIPU apUTMOTEHHOMN
JIUCIUIa3uU TPABOTO KEIyJ04YKa — JKEIYJO4YKOBble apuTtmuu. I[Ipeamomaraercs, 4To
SHJOMUOKapauaabHas Ouoricus mo3BoiuT auddepenuupoBars JKMIT u AJIDK. Ipu
THUCTOJIOTUYECKOM HCCJEAOBAaHUM OWMONTATOB W AyTOINCHN BBIABISIIOT —CJEAYIOIINE
W3MEHEHUS, XapaKTEPHbIC ISl apUTMOTCHHOM JHMCILJIA3UU MPABOTO KETYyA0UKa: )KUPOBYIO
UHOUWIBTpAIUIo (3aMeIIeHne) MUOKAp/a, aTpOhUUECKUe WM HEKPOTUICCKUE W3MEHEHUS
KapJMOMHOIINTOB, WHTEPCTUIIHAIBHBIA (HUOPO3, MHTEPCTUIIMATLHBIC WH(PUIHTPATH W3
MOHOHYKJIEAPOB.

Jleuenue

HamnpasneHo Ha ycTtpaHeHue HaOr0aeMbIX apuTMUi cepaua. s 3Toro mpuMeHsoTCs
aHTUAPUTMHYECKHUE MPENapaThl pa3HbIX TPYHI: COMANON™, amMuooapon™, eepanamun™ u
ap. Ilpu ycTOMYMBOM KEINyAOUYKOBOW TaxUKapAuU CJIEAYET IPOBECTH KaTETEPHOE
pa3pylieHre apuTMOTEHHOIO O4ara Wik UMIUTAaHTAINIO KapuoBepTepa-aehuopuuisTopa.
IIporunos

Yacto HebOnmaronpusatHbiil. Kaxkplii mateiii 00JIBHOW MOJIONOTO BO3pacTa, yMHUPAIOIIHMA
BHE3aIlHO, CTpaJiaeT JAaHHOW mnarojoruil. Kakabli JecsAThli MalMeHT, CTpajgaroliui
ApPUTMOICHHOM JUCIUIa3UEW IPABOr0 KEIyAOYKa, YMHPAET OT 3aCTOMHOU CEPACHYHOU
HEJOCTATOYHOCTH U TPOMOOSIMOOJIMYECKUX OCI0KHEHH. OCHOBHON MPUYMHOW CMEPTH
SIBJISIETCS DJIEKTPUUECKasi HECTAOMIBHOCTh MUOKap/ia.

V. CHHIAPOM HEKOMITAKTHOI'O MUOKAPIA JEBOT O )KEJIYJAOUYKA (left
ventricular non-compaction, ry6ouarsrii muokapa) (HMJIK)

HMJIX - oguH U3 peaxkux BUIOB KapAMOMHONATUN, BPOXKIAECHHOE IMOPAXKEHUE MHOKap/a,
SBJISIIONIEECS]  CJICACTBMEM HapyUIEHUs] €ro pa3BUTUS Ha JdTane HMOpHOreHe3a u
XapaKkTepU3yrolieecs MOBBIIIEHUEM TPaOEKYISIPHOCTH MHUOKApJa, KaK IMPaBuUio, JIEBOTO
KEITyJouKa M HaJIM4ueM TIyOOKHX MEXTpaOeKyIspHbIX MNPOCTPAHCTB (JIaKyH),
COOOIIAIOIINXCS C TTOJIOCTHIO KETYI0UKA.

PacnpocTpaHeHHOCTh

Pacnpoctpanennocte HMJDK B 0011el monynsiuy Mo HEKOTOPHIM OLIEHKaM COCTAaBIISET
ot 0,05% no 0,25% B roa, B TO BpeMs KakK IO JAHHBIM SMIMPUYECKUX HCCIIEeI0BaHUN
CpeIM BCEX B3POCIBIX MaleHToB, mpomeamux Ixo-KI-ucciaegoBanne, HMJDK Obun
obnapyxeHn y 0,014% - 0,26%

Cocrasnsier 9,2 % cpean Bcex TUAarHOCTUPOBAHHBIX KApJIUOMHUOIATUM, 3aHUMAET TPETHE
MECTO B CTPYKTYpE KapJAMOMUOTIATUH TIOCIIE TUIEPTPOPUIESCKON 1 TUIATAITMOHHOM.
JTHOJIOTUS M NIATOreHe3

MN3BecTHO [Ba THIA HACIEIOBAHUS: ayTOCOMHO-PELECCUBHBIA U CLUEIUIEHHBIA C IOJIOM,
cocrasiistroiii 44% HaOIOIEHUHA.

HMJDK siBnsieTcst KITMHUYECKH U TeHETUYECKH TeTepOreHHBIM, OOYCIIOBJICH HapyIICHUEM
pa3BUTUSI MUOKapja B IMpoiecce dYMOPUOHAIBHOTO pa3BUTHS. OCHOBHOW MPHU3HAK ATOTO
3a0oneBaHuss — TaOyOOKMe Tpabekynbl B  MHOKapJe JIeBOrO OJKelyJoyka u
MEXOKEITYJOUYKOBOM TMEPEropojiIke, 4YTO BJ€YET 3a COOOM CHUKEHUE CHUCTOJIMYECKOU
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GyHKUMMA JI€BOTO JKenynouka. B dactu ciaydaeB B MATOJOIMYECKUH MPOIECC MOMKET
BOBJICKAaTbCSI MMOKapJ TMpaBOro JKeayaouka. MOXKET couyerarbcsi C MpU3HAKaAaMU
JTUJATAllMOHHOM KapJAHMOMHONATHU, WU BPOXKIAECHHBIMU MOPOKaMH cepana. Yaiie Bcero
BcTpeuaroTcst couetannss HMJDK ¢ nedexkramu mexnpeacepanoit neperopoaku (JAMIIII),
W30JUPOBAHHBIMUA UM MHO>XECTBEHHBIMH J€(PEKTaMU MEXKEIYTOUKOBOM MEeperopoaKu
(AMIKII), creH030M JIETOYHBIX apTEepUi, OJIHAKO OMUCAHbI U HEKOTOpbIE NPYTUE BHJIbI
MOPOKOB. MOXET BCTpeuyaTbCsl B COUYETAHUU C HEUPOMBIIICUHBIMU 3a00JICBAaHUSIMU,
TaKHUMHU KaK MeTaboyimdeckas Muonartus; cuHapoMel — bapra (Barth), Oraxapa (Ohtahara),
Poiibman  (Roifman), Mennauka-Humma (Melnick-Needles), wukpodTanemun ¢
JMHEHHBIMU KokHbIMH Jedekramu (MLS - microphthalmia with linear skin defects),
Horreii-Hagkonennnka (Nail-Patella) w Hynan (Noonan); mermednsie nuctpodun bekepa
(Becker) u Omepu-/peiidyc (Emery-Dreifuss); MuoTyOyasipHast Kap IMOMHOTIATHSI.
Mopdgonocuueckme munbwi:
® JIAKYHAPHBIM - HEKOMIIAKTHBII MHOKapJ MPEACTABIEH CEThIO XOPOILIO
BU3YAITM3UPYIOMUXCS TPAOEKYJ C IUPOKUMHU, TIIyOOKUMU JIAKYHAMH,
e Ty0YaThlil - HEKOMITAKTHBIM MUOKAp/ MPEICTABIICH YepeOBAHUEM MHOXKECTBA
MeIbYalIuX JaKkyH (MeHee 1 MM) U TpaOeKys, TpyAHO pa3IMYUMBIX IPYT OT
Apyra,
® CMELIAHHBIN - BU3YAJM3UPYIOTCS TPaOEKyJbl U JIAKyHApHbIE MPOCTPAHCTBA,
MEHEE BBIPAKEHHBIE, YEM IPU JTJAKYHAPHOM THIIE.
Tunwvl pemoodenuposanus cepoya y oemeii ¢ HMJDK:
e IAJATAllMOHHBI;
® PECTPUKTUBHBIM;
® TUNEPTPOPUUYECKUN.
KiauHnyeckas KapTUHA
CepleuHass HENOCTATOYHOCTb, MKEIYJIOYKOBBIE APUTMHHM, CUCTEMHAs WM JEroyHas
amOonms. HapymieHue auacToamdyeckod M CUCTONHMYECKOM (QyHKumid. J(macToimueckas
TUChYHKIMS XapaKTepu3yeTcs HapyIIeHHEM IPOIIECCOB pacciabiieHus W HaloJHEHUs
JIEBOTO JKENyJI0YKa B PE3yJbTaTe YMEHBIIEHUS 00beMa €ro IMOJIOCTH MPH TMOBBIIICHHON
TpabexkynapHOCTH. OJHUM U3 BO3MOXKHBIX MEXaHU3MOB BO3HUKHOBEHHMSI CHCTOJIMYECKOU
TUChYHKIIMK SIBIISIETCS XPOHHUYECKas WIEMUS MHOKap/aa, oO0yCIOBJICHHAsh HapylICHUEM
KOPOHAPHOW MUKPOUUPKYJISIINH.
YacTo BCTpeuaroTcsi HapyUIeHUsl CEpACUYHOI0 PUTMA U MMPOBOAMMOCTHU cepaa. Bo3MOoKHBI
YKETyTI0YKOBBIC apUTMUU, PUOPHILIALIMS TIpecepAri, TapoKCU3MalibHas UK MMOCTOSIHHAS
(bopMBbI KeITyA0YKOBOM Taxukapauu. [[pHuMHON CUCTEMHBIX W JIETOYHBIX dMOOJMIA MpHU
HEKOMITAKTHOM MHMOKapJie JEBOTO >KeJyJOo4YKa 4Yalle BCEro SBIAETCS MeplareabHas
apUTMHUS C TOCJIeaymuM (GOpMUPOBAaHUEM TpomMOO3a B 00JACTH MEKTPAOEKYJISIPHBIX
MPOCTPAHCTB, T/I€ CKOPOCTh KPOBOTOKA 3HAUUTEIHLHO CHUKEHA.
Auarsocruka
Bxmtouaer mpoBenenue Oxo-KI' ¢ ompeneneHMeM COOTHOLIEHHS KOMIAKTHOTO CIIOS
Muokapaa k HekomnaktHoMy, DKI', XM OKI', MPT cepaua, nouck myranmii B rene TAZ
MOJICKYJIIPHO-TEHETUYECKUMHA  METOJaMu y  OOJIBHBIX, a TaKKe JIMarHOCTHKA
reTEPO3UrOTHOTO HOCUTEILCTBA Y POJACTBEHHUKOB MAIIUEHTOB.
Ix0-KI'
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SBnseTcs OOHUM U3 BaXKHEWIIMX HEMHBA3UBHBIX METOJOB IMATHOCTUKU HEKOMITAKTHOTO
MUOKapaa. B COOTBETCTBMM C YJIbTPa3BYKOBOW KapTUHOM CTEHKAa HEKOMIAKTHOTO
MHOKap/ia COCTOUT W3 JIBYX CIJIO€B: KOMMIAKTHOTO SMHUKAPAUAIBHOTO UM HEKOMITAKTHOIO
OHAOKApIMaIbHOT0. HEeKOMITaKTHBIN CIION MpejCcTaBieH YTOJIIICHHBIMUA TpaOeKylamu ¢
IIIyOOKMMHU  MEXKTPaOEKyJIIpHBIMU MPOCTPAHCTBAMU MPEUMYIIECTBEHHO B 00JIacTU
anUKallbHBIX W CPEJHUX CErMEHTOB HIDKHEW M OOKOBOM CTEHOK JIEBOTO JKETy/I0YKa,
MOATOMY JMUKAPJIUAIBHBIA CJIOW TOHBINE SHAOKApAUAIbHOTO. OTMEYaeTcs AuiaTaius
JICBOTO KETYJ0YKa, CHIDKCHHE CHCTOJIMYECKON (YHKIIUA U HAPYIICHUE TUACTOIMYECKON
GYyHKIIMA TPEUMYIIECTBEHHO TI0 PECTPUKTUBHOMY THUITy. [ MIOKWHE3Ws MHOKap/a
OTMEUYAETCA KaK B 30HAX C HEKOMMNAKTHOCTHIO, TAK U B HOPMAJIbHBIX CErMEHTaX JIEBOTO
KEITyJ0UKa

KT

He wumeer cnenuduueckux mpuszHakoB. Ha asnexTpokapauorpamme  OOJIBHBIX
HEKOMIIAKTHBIM ~ MHOKapJOM  JIEBOIO  JKEIYJIOYKA  BBIABISIOTCSA:  OTKJIOHEHHUE
AIIEKTPUUECKOM OCH CEp/illa BIIEBO, TUIEPTPOPUS MUOKAPAA JIEBOTO KEITYI0UKa, MPU3HAKU
HapyUICHUSI PENOJISIPU3ALNN KEITyJA0UYKOB, U3MEHEHUSI KOHEUHOW YacTU KETyI0YKOBOTO
KOMILJIEKCA, CYNMPAaBEHTPUKYJISIPHAS M KEIYA0YKOBasl IKCTPACUCTOJUHU, OJIOKAJIbl HOXKEK
nyuka ['mca, WPW-cunmpoMm, aTpuoBEHTPUKYJSAPHBIE OJOKaIbl Pa3TUYHON CTENEHU
BBIPOKEHHOCTH, GUOPUILIAIUS IPEACEPANI U IpyTrrue HApYIICHUS PUTMA.

Jleuenue

B nactosiiee Bpemsi octaeTcss HecneuUUHbIM U cuMIiToMatuueckuM. OHo Oasupyercs
Ha KOpPpPEKIMH ¢ MNPO(UIAKTAKE TPEeX OCHOBHBIX KJIMHUYECKUX MPOSBICHUM
HEKOMIIAKTHOTO MHUOKAapJia: CEepJCYHON HEJOCTATOYHOCTH, APUTMHUU U HMOOJIMUECKUX
ocioxxHeHui. Ilpu orcyrcTBum 3pdexra oT MPOBOIUMOI Tepanuu, TOPIUIHOM TEUEHUU
3a00JieBaHUsl BO3MOXKHA TOCTAaHOBKA B JIUCT OXHUJAHWUS Ha TPAHCIUIAHTAILMIO Cepila.
BonbHBIM CO «3JI0KAYECTBEHHBIMU» HAPYIICHUSMH pPUTMa HEO0XOoJMMa YCTaHOBKa
KapauoBepTepa-aehuopuIIsTopa.

AuddepeHunajbHas IMATHOCTHKA

Cnenyer muddepeHIMpoBaTh ¢ pa3HbIMA (opMaMU HUIUOMATHYCCKUX KapIHOMUOIATHH
(IunmaTarMoOHHON, TUNEPTPODUUECKON, PECTPUKTHUBHOM), a Takxke TPOMOO30M JIEBOTO
KEITYJI0UKa, JOMOJHUTEIFHBIMU TpaOeKyJaMu, aHOMAaJIbHO PACIOJIOKEHHBIMH XOpJIaMH,
MEPCUCTUPYIOIIUMHU CHUHYCOUJIAaMH TIPU AHOMAJIBHOM OTXOKJIEHHUM JIEBOM KOPOHApPHOM
apTepud OT JIETOYHOTO CTBOJA, AaTPE3WEH JIETOYHOW apTepuM MpPH HWHTAKTHOU
MEXOKETYI0OUYKOBOM MEPErOPOAKE, OIMYXOISIMH CEPALIA.

IIporxo3

[Iporno3 GompHeIX ¢ MHJDK 3aBucuT OT 0O0BEeMa MOPaKEHHBIX CETMEHTOB, OOIICH
COKpPATUTEJIbHOM CIIOCOOHOCTH MHOKapJia, BPEMEHM BO3HUKHOBEHHSI U CKOPOCTH
HapacTaHUsl CUMIITOMOB CepJIeuHON HeaocTtaTouHocTH. Haumbosiee HeOmaronpusiTHBIN
nporHo3 Habmonaercs y naiueHToB ¢ @B menee 35 %. OCHOBHYIO yrpo3y ISl 340POBbS
U OKU3HU OOJNIBHBIX TIPENCTABIACT pa3BUTHE U TMPOTPECCHUPOBAHUE CEPIACUHOU
HesocTaTrouHoCcTH. Heobxoanma npodunakTuka TpoMOOIMOOTIMIECKIX OCIOKHEHUH.
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Cnucok COKpameHui

American College of Cardiology/ American Heart

ACC/AHA/AAC | Association- AmepukaHCKoe 00IIIeCTBO
KapAuoJaoros/AMeprKaHCcKas accolfaliys cepana

NT-proBNP N-KOHHGBOﬁ (bparMeHT MpoOMO3roBOTO
HaTPUNypETUYECKOTO MENTH 1A

NYHA New York Heart Association - Heo-HMopxckas
accoluanus cepana

AA AHTaroHuCT ajibJ0CTEPOHA

AKMII ApUTMOTECHHAsI KapIMOMHOTATHUS

AUTB AKTHBHPOBAHHOE YaCTUYHOE TPOMOOIIIIACTUHOBOE
BpeMs

bFAb B-anpeHo010KaTOPhI

BPA 11 biiokaropsl penenTopoB aHTMOTEH3MHA

B3E Bpewms 3ameyieHrst oToKa paHHEro HalOJIHEHUS

BO3 BcecemupHas opranusanusi 31paBOOXpaHeHus

BUP Bpems uzoBonoMuueckoro pacciaabaeHus JIEBOro
KeJly10uKa

BIIC BpoeHHblil MOpOK cepaia

I'KMIT ['uneprpoduyeckas KapIMOMUOTIATHUS

JKMIT JnnarauroHHasi KapAMOMUOTIATHS

EOK EBpormneiickoe 0011ecTBO Kapu0JIoroB

uAllD NHrnburop aHrnoTeH3MHIIPEBpAIAONIero pepmMeHTa

KMIT Kapanomuonarust

JDK JleBbll xemynouex

MHO Mex1yHapogHOE HOPMAJIM30BAaHHOE OTHOIIICHUE

MOK MuHYTHBII 06beM KpOBOOOpaIIeHHSI

MPT MarauTHO-pe30HaHCHas ToMorpadus

HK HenoctaroyHOCTh KpOBOOOpAICHHS

HMILK HexoMmakTHbI MHOKpaJ JIEBOTO KETyA0YKa

OJCH Ocrtpas gexomnencanus CH

I[19T [1o3uTpOHHO MK CCHOHHAs TOMOrpadust

PKMII PecTpukTuBHas kapauomuonaTus

cu CepneuHblii WHIEKC

CH CepneuHasi HEIOCTaTOUYHOCTh

CCC CepaeyHo-coCyIMcTasl CUCTEMA

YU Y TapHbII UHJIEKC

YO Y napHblif 06beM

OB Dpaxius BHIOpoca

dK DyHKIIMOHAIBHBINA KJIAcC

% @paknus yKOpOYeHUs

XCH XpOHHUYECKasl CEplIeUHAs] HEJOCTATOYHOCTh

OKT OnexTpokapauorpadus

9KMO DKcTpakopropaibHas MeMOpaHHasi OKCUTEHAIS

2x0-KT" Oxokapauorpadus

*Hcnob30BaHMe B TepalnuM NPenaparos, He pa3spelleHHbIX K PUMEHEHHUI0 Yy JeTei
corsiacHo MHCTPYKIUM, TOJNBKO ¢ pa3pemieHus1 JIOKaJIbHOr0 3THYECKOr0 KOMHUTETA
MEIMIMHCKON OpPraHM3anMy, NPH HAJIMYMH HHPOPMHUPOBAHHOIO  COIJIACHS
poauTeseil / 3aKOHHBIX NpeJcTaBUTeed U pedeHKa B Bo3pacte crapuie 14 jer
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