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

JlaHHbIe KJIMHUYECKHE PEKOMEHJALUMH TMOArOTOBJEeHbl NPOo(ecCHOHAIBLHOM acconuanuei
nerckux Bpaueii Corwo3 neguaTtpoB Poccuu coBMecTHO ¢ Acconmanuei JeTCKHX KapIuoJIOroB
Poccuu, aktyasu3supoBaHbl, paccMoTpeHnbl  yTBep:kaeHbl Ha XV Konrpecce neguarpoB Poccun
«AKTyajbHble Ipo0JeMbl neguaTpum» 14 ¢pespass 2015r.

Cocras paboueii rpynnsl: akaa. PAH bapanos A.A., wi.-kopp. PAH Hama3oBa-bapanosa
JI.C., npod., n.m.H. bBacapruna E.H., npo¢., 1.m.H. besnozépos 10. M., npo¢., n.Mm.H. JlerrsipeBa
E.A., k.m.H. llepBynuna T.M., k.Mm.H. Yepnbimésa T.B., npo¢., n.m.H. Baasikosa JI.A., npog.,
a.M.H. Kotaykosa H.IL., npo¢., n.m.H. CanbikoBa /I.U., npod., n.m.H. SIkoBiaesa JI.B.

ABTOPbI NOATBEP:KIAKT OTCYTCTBHE (UHAHCOBON NOMAEPKKH/KOH(PIUKTA HHTEPECOB,
KOTOPbIil HE00X0AMMO 00HAPOI0BATD.

METOJ0J10T'us

MeToabl MCHOJIB30BAHHBIE I cOopa/cejieKIIUM  A0KA3aTeJbCTB: TIOMCK B
ANIEKTPOHHBIX 0a3ax TaHHBIX.
Onucanve MeTOH0B, MCIOJb30BAHHBIX ISl cOopa /cejieKIIUM [10KAa3aTeIbCTB:
JIOKa3aTelbHOM 0a30i 11 pEeKOMEHIAlMi SABJISIOTCS MyOJUKalMM, BOIICAIINE B
KoxpeitnoBckyro Oubmuorexy, 6a3bl nanubix EMBASE u MEDLINE. I'nyOuna moucka
COCTaBuUJa S JIET.
MeToabl, HCIOJIb3yeMble ISl OHEeHKN Ka4eCTBA U CHJIbI I0KA3aTeJILCTB
KonceHcyc sxcnepToB
[IpuopuTeThl KCHOJIL30BAHUS JIEKAPCTBEHHOW TEpanuu YCTAHABIMBAINCH HA OCHOBE
pe3yJNbTAaTOB  JIOKa3aTeJNbHOM MemuuuHbl. [lpu  OTCYTCTBMM  JaHHBIX  BBICOKOM
JIOCTOBEPHOCTH YUUTHIBAIIOCH COTJIaCOBAHHOE MHEHHE IKCIIEPTOB.
Kuaccol pexkoMeHIa1uil 1 YPOBHH J10KAa3aTeJIbCTB
Kinaccel pexoMeHanuii 1 ypoBHHU JI0Ka3aTENbCTB MO BEACHUIO OOJIbHBIX OCHOBAaHBI Ha
nokymenrtax European Society of Cardiology (EBpomeiickoe 001ecTBO KapaHOJIOrOB,
EOK), 2012 (ta6x. 1, 2)
Taoauna 1.
Knaccel pekomenaanmii

Kmacc | [Tonw3a 1 3¢ (HEKTUBHOCTH JUATHOCTHYECCKOTO WJIH JICYCOHOTO BO3ICHCTBUS
JIOKa3aHbl W/UJIM OOIETPU3HAHHBI.

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

Knacc [T a | Imeronuecs: JaHHbIE CBUIETEIBCTBYIOT MIPEUMYIIIECTBEHHO O
110J163€/9((HEKTUBHOCTH JIEU€OHOTO BO3CHCTBUS.

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

Knacc II1* | Umeroruecs: nanHbie WK 00I[ee MHEHUE DKCIIEPTOB CBUICTEIILCTBYIOT O
TOM, YTO JIeYeHHE 0eCroie3HO/HEdIPPEKTUBHO U B HEKOTOPBIX CIIydasx
MOKET OBITh BPEJIHBIM.




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

A PC3YJIBTaTBI MHOT'OYHCJICHHBIX PAHAOMU3UPOBAHHBIX KIIMHUYCCKUX I/ICCJ'ICI[OBaHI/Iﬁ
WK MCTa-aHaJIn3a.

B | Pe3ynbTaThl 0THOrO paHIOMU3UPOBAHHOTO KIMHUYECKOTO UCCIIETOBAHUS NN
KPYITHBIX HEPAHAOMU3UPOBAHHBIX UCCICIOBAHNMN.

C | OO11ee MHEHHE SKCTIEPTOB U/UIIH PE3yIbTaThl HEOOIBIIUX UCCIIEIOBAHUMT,
PETPOCIEKTUBHBIX UCCIIEAOBAHMI, PETHCTPOB.

OIIPEJAEJIEHUE

Kapnuomuonaruun (KMII) rpymnma reTreporeHHbIX 3a00J€BaHMM, XapaKTepU3yHOLIAsCs
MATOJIOTHEN MHOKap/ia C €ro CTPYKTYPHBIMH H/WIH (DYHKITMOHAILHBIMU HAPYIICHUSIMU, HE
00yCJIOBIIGHHAsI ~UIIIEMUYECKOU 0OJIE3HBIO Ccep/illa, TUIEPTEH3HUEH, KIIaaHHBIMU
MOPOKAMH U BPOKICHHBIMU 3a00JI€BaHUSIMU.

Kox MKB-10

142 - KapamomuonaTust

142.0 - IunaTarmoHHas KapAUOMHOMIATHS

142.1 - OOcTpyKkTUBHAS rUniepTpoduIecKast KapIUOMUOTIATHS
142.2 - [Ipyras runeptpodudeckas KapuOMUOTATHSI

142.3 - DuaomuokapauaibHas (303uHO(HIIbHAS) 00JIe3HB
142.4 - DupokapauanbHbIN GUOpPOIIACTO3

142.5 - [lpyras peCTpUKTUBHAS KapIMOMHUOTIATHS

142.6 - AnkoroypHast KapIMOMHUOIIATHS

142.7 - Kapauomuomnatusi, 00ycJIOBIE€HHAs BO3ACHCTBHEM JIEKAPCTBEHHBIX CPEICTB M
JIPYTUX BHEITHUX (aKTOPOB

142.8 - Jlpyrue xapanoMHuONaTuu

142.9 - KapninomuonaTusi HEyTOUHEHHAs

KJIACCUPUKALNS

IaTtodusuonoruvyeckas kiaaccupuxkanusa kapauomuonatuii (BO3, 1995)
e Jlunatanumonas kapauomuonartus (JIKMIT)
e ['uneprpoduueckas kapaunomuonatus (I'KMII)
O C O0CTpyKITUEH;
o 0e3 00CTpYyKITNH.
e PectpuxrtuBHas kapaunomuonatust (PKMIT)
O TEepBUYHAs MUOKapAHAJIbHAS;
O JHAOMUOKApJIUAIbHAS C 203UHO(DUINEH;
O JHAOMHOKapJuaibHas 0€3 Y03UHOPUITHH.
e ApuTMoreHHas KapauoMuonaTus rnpaboro xenyaouka (AKITK)



Knaccudukanus nepBuanbix kapauomuonatuii (AAC, 2006)
e [‘eHernyeckue:

O

0 O O O O O

['KMIT;

AKMII/aucnnasus npasoro xenynouka (AJTDK);

HexomnakTHslil JieBsiil xkenygouek (HKM), («ryOuateriity Mmuokapn);
Hapymenuns npoBoasie cucreMsl cepaua (cuaapom Jlenerpe);
['muxorenoss! (tunsl PRKAG?2 u Jlanon);

MuToxoHapHUaTbHBIE MUOTIATHIS

Hapymenus pyHKITMM MOHHBIX KaHAJIOB!

- CUHAPOM Yy yIMHEHHOTO uHTepBana QT;

- cu"sipom bpyrana;

- KaTexoJaMUuHepruyeckas noauMopQHas kery104KoBast TAXUKapIus;

- CUHAPOM YKOpoueHHOTO nHtepBaia QT;

- F0)KHO-a3MaTCKUM CUHAPOM BHE3AITHOM HEOOBSICHUMOM CMEPTH BO CHE.
e (CMemaHHbIe (TEHETUYECKUE U HETEHETUUECKHE):

O
O

JIKMIT;
[lepBruunas pectpukTrBHas Heruneprpopuyeckas KMIT;

e [IpuoGperenssle:

O
O

O
O
O

Muoxkapautsl (BocnaniurensHas KMII);

KMII, obycnoBienHass BHe3aHbIM 3MolIMoHaNbHBIM cTpeccoM (KMII tako-
tsubo);

[Tepunapransuas KMII,

KMII, naaynimpoBanHas TaxvuKapIueu;

KMII y nereit, Mmatepu KOTOPBIX CTpamgaroT caxapHbiM auadberom (CJI) 1-ro
THUIIA.

Knacenpuxkanua KMII (EOK, 2008)

I'KMII JAKMII AIITK PKMII HKMII
CemeiiHasi/TeHETHUECKU O0YCIIOBIIEHHAs Hecewmeiinas/ HeoOyciioBneHHas
e HeunentudunupoBaHHbiii 1eeKT TE€HETUYECKU
reHa e HMmuonarnueckas
o [loxrumnel 601€3HU o [loxarumnsl 601€3HU
IMPUMEPbBI IUATHO30B

e JlunarammoHnHas kapauomuornatuga. Hegocratounocts mutpanibHO Kianana. HK
2bct., |1l ®K mo Ross.

e ['uneprpoduueckas kKapaAuoMHoNaTus, 00cTpykTuBHas popma. CeMeHHbIN BapHaHT.
HK 1 ct., | ®K mo NYHA.

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




|. THIIEPTPO®UYECKASA KAPJIMOMUOIIATUSA

3a0osieBaHrEe MUOKap/a, XapakTepusyromieecs: o4aroBol uinmn nud@ysHoit runeprpodueit
MHUOKap/ia JIEBOTO W/WJIM TPaBOro >KEIyJ0uKa, Yalle aCHMMETPUYHON, C BOBJICUCHHUEM B
TUNEPTPOYUIECKUN  TPOLECC MEXOKETYIOYKOBOM TMEeperopoakyd, HOPMajIbHBIM WM
YMEHBIIEHHBIM OOBEMOM JIEBOIO JKEIYJO04Ka, CONPOBOXKAAIOLIEECS HOPMAIbHOM WM
YBEJIIMYECHHOW  KOHTPAKTHJIBHOCTHIO ~ MHOKapJa TMpd  3HAYUTEIbHOM  CHIDKEHUU
IMACTOMNYECKON (PyHKITUH.

Cewmeitnas (renetuuecku oOycnomieHHasi) ['KMII - 3aboneBanue, xapakrepusyroleecs
runepTpopueit MuUoKap/aa, UCKIIOYAIOIIee HajJu4he y MalieHTa WHOro 3a0oJieBaHMs,
KOTOpPOE COMPOBOXKIaeTcs runeprpodueit Muokapaa
* ['enernuecku AeTEpMUHUPOBAHHOE 3200JIEBAHKE
* HacnenoBanue ayToCOMHO-TOMUHAHTHOE
» Pacnpoctpanennocts 1:500 (0,2%)
* He 3aBucut ot pacsl u nosa
ITHOJIOT U
® MyTallil TEHOB, KOAMPYIONIUX CHHTE3 COKPATUTEIBHBIX OETKOB MHOKap/a.
JedekTsl 0eIKOBBIX KOMIIOHEHTOB cepiieuHoro capkomepa mpu ['KMII cocraBnsioT
80-85% Bcex myrarmii: Tshkenon 1ienu b-muosuHa ~35%, MHUO3MHCBSI3BIBAIOIICTO
oenka C ~35%, tpononmna T ~10%. 15-20% Bcex myTtanuii 00yCIOBIMBAIOT
nedeKTbl ACCEHIUATBLHOW W PETyISITOPHOM JIETKMX IIernedl MHOo3uHa, Oo-
TPOIIOMUO3MHA, 0-aKTHHA, CEPACUYHOrO TPOMOHWHA |, TSHKENoW Ienu o-MHO3MHA,
TUTHHA, TPOTIOHWHA C, HAM®-akTuBupyemoit MPOTEMHKUHA3HI,
mutoxoHapuansHon JJTHK.
e yBenmMueHue Macchl Muokapaa JDK W TONMmMHBI ero CTEHKH NpH WHOUIBTpaIuu
WHTEPCTHIIHS WA MPU BHYTPUKJIECTOYHOM OTJIOKCHHUH MPOTYKTOB METa00IM3Ma.
IlaTorenes
[Tpu 'KMII renernyeckas HEMOJHOIIEHHOCTh COKPATUTEIBHBIX OETKOB O0YCIOBIMBAET
HapylieHne OOMEHHBIX U COKPATUTEIBHBIX MPOIIECCOB B THUMEPTPOPUPOBAHHON MBIIIIIE.
Mopdomoruueckre  U3MEHEHHS  JIEBOTO  JKEIyJAO4YKa  OMPENESIOT  COCTOSIHUE
BHYTPUIPEICEPAHON TEMOITMHAMUKH.
OcHosHvle namoeenemuyeckue gpaxmopol I'KMII:
® CHIKEHHWE DJIACTUYHOCTH U COKPATUTEIHHOM CIOCOOHOCTH THUIEPTPO(DUPOBAHHOTO
MHOKap/1a JICBOTO JKEJIyA0UKa ¢ YXYAINICHUEM €ro JUacTOJIMUYECKOTO HAMOJHEHHUS, B
pesyJsibTare 4ero pabota MHOKapjAa, B MepecueTe Ha €IMHHILy MacChl MHOKapja,
CYIIIECTBEHHO YMCHBIIIACTCS;
® HECOOTBETCTBHE KOPOHAPHOTO KPOBOTOKA B HEM3MEHECHHBIX COCYAaX CTEMEHU
TUNEpTPOPUN MUOKAPIA;
® CIaBJEHUE KOPOHAPHBIX COCYJ0B TUIIEPTPOPUPOBAHHBIM MUOKAPIIOM;
e HapyIIeHWEe CKOPOCTH TIPOBEICHUS BO30YXKICHHUS B JKCIyJA0YKaxX HapsIy C
ACUHXPOHHBIM COKpAIICHUEM Pa3IUIHBIX OTICIOB MHOKAP/IA;
® ACHHEPIW3M COKpAIllCHHWS OTICIBHBIX YYaCTKOB MHOKapJa CO CHIDKEHUEM
MPOITYJILCUBHOM CIIOCOOHOCTH JIEBOTO KEITyA0UKA.
KiaunHnyeckass KapTuHa



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

Knunnueckue npossienuss ['KMIT nonumopdHsl 1 HecnenudUyHbl, OHU BAPbUPYIOT OT
OecCUMOTOMHBIX (OPM 0 TSKEIOro HapyleHUs (PYHKIUMOHAIBHOIO COCTOSIHUS U
BHE3aIHOW CMEPTH, KOTOPAsl 4aCTO HACTYMAET B JIETCKOM WJIM IOHOILIECKOM BO3pAaCTE, BO
BpeMs (U3UYECKOI HArpy3KH WK cpa3y Mocje Hee.
OcHosHble dcanodwvl y oemeil cmapuie2o 603pacma:
e OBICTpast YMOMIAEMOCHIb;
® 0oOviuka Tipu (PU3NYECKON HArpy3Ke, a Y 4acTH OOJBHBIX W B TOKOE, MO HOYaM,
KOTOpass OOYCJIOBJIIEHA BEHO3HBIM 3aCTOEM KpPOBHM B JIETKUX BCIIEJCTBUE
JTUACTOJINYECKON AUCHYHKIUU TUIEPTPOGUPOBAHHOTO JIEBOTO JKETYT0UKA;

® Kapouaneuu, CBA3aHHBIE C HECOOTBETCTBMEM KOPOHAPHOTO KPOBOTOKA Macce
Muokapaa. Ha pasBurthe wuiemMun MHOKapAa BIMSIOT HapyUIEHHs MpoLecca
pacciabyieHuss  CEplIeYHOM  MBIIIIbI, TOBBIIIEHUE BHYTPUMHUOKAPAUAIBHOTO
HaIpsHKEHUS U CIABJICHHE HHTPaMYyPaAJIbHBIX KOPOHAPHBIX COCYOB;

® 207I080KpYH#CEHUsl U 0OMOPOKU, B YAaCTU CIY4aeB, CBS3aHbl C PE3KUM CHHKEHHUEM
CEpJIEYHOr0 BBHIOPOCA BCIEICTBHE YCYI'yOJI€HUsS MPENATCTBHUS M3THAHUIO KPOBU W3
JIEBOTO JKeNMyno4ka. Y JeTell 3T0 OTMeYaeTcsl yaule npu (pU3HYecKOWd Harpyske W
OMOLIMOHAJIBHOM CTpECCE;

® cepoyebuerue, IepeOON B paboTe CEPJIlla, CUHKONANbHbIE COCMOSHUSL MOTYT OBIThH

0OyCJIOBJIEHBI HAPYIICHUSIMU PUTMA CEpIIa.

VY nereit panHero Bo3pacrta BbisiBieHHuE ['KMII Hepeako cBsi3aHO ¢ BOBHMKHOBEHUEM
MIPU3HAKOB 3aCTOMHON CEPACYHOM HEAOCTATOYHOCTH, KOTOpas Y HUX PAa3BUBACTCS 4Hallge,
YeM y JIETEN CTapIIETro BO3PACTa U B3POCIIBIX.

JIMarHocTHKA

[Ipu cobope anammesa BbISBASETCA OTAromieHHas HaciencTBeHHocTh: CC3 ¢
runeprpopueit  muokapaa JDK wnm  numarnozom  I'KMII;  BHe3amHo  ymepuine
POACTBEHHUKH, OCOOEHHO B MoOJoJ0M Bo3pacte. llernecooOpa3Ho oOcnenoBanue
POJICTBEHHUKOB TMAlMEHTA C LEJbIO BBISIBIICHUSI CEMEUHBIX CITy4yaeB 3a00JI€BAHUS.

[Mpu kaunuveckom ocmompe npu HEOOCTPYKTUBHOM (hOpME OTKIOHEHHUH OT HOPMBI IPH
OCMOTpPE MOXET He ObITh, HO HMHOIZIa ONPEIEISIIOT YBEJIWYEHHE MPOJ0JIKUTEIBHOCTH
BepXylIeyHoro Touka, IV ToH cepaua.

[Ipu o6ctpyktuBHOM (popme ['KMII BBISBASIOT YCHUJICHHBIM MPOJOJIKUTEIBHBIN
BEPXYIICYHBIA TOJTYOK, 3aHMMAIOIIMA BCIO CHUCTONY BIUIOTH g0 |l ToHa (mpu3Hak
runepTpoun MUOKap/a JEBOTO JKEIyJ0uYKa), CUCTOJIMUYECKOE APO’KAHHUE BJIOJIb JIEBOTO
Kpasi TPYIWHBI, MyJIbCALIMI0O COHHBIX apTEepUil, OBICTPHIA «OTPHIBUCTHINY» MYyJbC MPHU
najgblaluu COHHBIX apTepHil, 0OYCIOBIICHHbIE OBICTPHIM M3THAHUEM KpPOBU B TEPBYIO
MOJIOBUHY CUCTOJIBI. ['pyOblii BepeTeHOOOpa3HbIM CUCTOIUYECKUM IITyM, BOSHUKAIOUTUN HE
B PAHHIOIO CUCTOJTY, KOT/Ia U3THAHWE KPOBH MPOUCXOAUT O€3 MOMEX, a CIIyCTsI HEKOTOPOE
BpeMs nocie | Tona. Jlydiie Bcero mym CibIIeH Y JI€BOro Kpasi TpyAUHbI U HA BEPXYUIKE,
r7Ie U3-3a CONYTCTBYIOIIEH MHUTpAIbHOM HEIOCTATOYHOCTH OH CTAHOBUTCA AYIOIIMM U
MaHCUCTOJNYECKUM. MHTEHCUBHOCTH IlIyMa HApacTaeT B MOJOXXEHUU CHUJfA, CTOs, Ha
BbIZIOXE, Mpu TpoOe BanbcanbBel, TO €CTh MPH YCYTYOJICHHH TPENATCTBUS H3THAHUIO
KPOBH B PE3YJIbTAaTE€ YMEHbBIIEHUS MPEJI- U MOCTHATPY3KHU WUIIU YBEIUYEHHUSI COKPATUMOCTH.
| ToH Ha BepXyIIKe cepala B OOJBUIMHCTBE CIIy4aeB HOpPMaJIbHON 3By4HOCTH, a || ToH Ha
OCHOBaHUU y psna OonbHbIX ocnabieH, BoisiBisiercs |V Ton. Hepenko ompepensiercs
HapyLIEHUE CEPIEYHOTO pUTMA.




I'enernueckas (JIHK nuarnocruka)

® (TEHOTUII OJIOKUTENIbHBIHN / TTOJIOKUTEIbHBIN (DEHOTHII

® (TEHOTUIl MOJOKUTEIbHBIN / OTPULIATENBbHBIN (PEHOTUIDY - NAYUEHM MOXNCem UMemb
eeHomun 6e3 opmuposanus peHomuna, uiu Modxcem ObIMb 80GNEUEHA TUULDb YACb
muoxkapoa JDK u nayuenmvr umerom HopmanvHyro maccy muoxkapoa JDK
(cybrnunuueckas I'KMII). B naHHOM cily4ae QUArHo3 IPaBOMOYHO BBICTABIATH IPH
HAJIMYUM  JIOTIOJIHUTEJBHBIX ~ KPUTEPUEB: OTATOLICHHBIM CEMEHWHBIM  aHAMHE3,
m3menenus: Ha JKI', Hanmuuue TaxuapuMuii, HATMYUS KapAUOCUMIITOMOB.

Pentrenorpadgusi OpraHoB rpyJHON KJIETKH: HE3HAYUTEIBHOE YBEJIMUYECHUE AYT JIEBOTO

JKEITyIoyKa W JIEBOTO MPEACEPAHs U 3aKPYIJCHUE BEPXYIIKU CEPALlA, YCUIEHUE

COCYIMCTOTO PUCYHKA, CBSI3AHHOE C MEPEHAINOJIHEHUEM BEHO3HOro pycna. [Ipu pa3Butun

CUCTOJINYECKON AUCHYHKIIUU — KapAHUOMETausl.

JuiekTpoKapauorpadusi: BOJBTAXHBIE MPU3HAKK TUNEPTpodUM MHUOKapAa JEBOTO

KETyIoYKa W JIEBOTO MPEACEpAUs, HAPYIICHUS MPOILECCa PENOJISIPU3ALNUN KEITYJO0YKOB,

u3MeHeHus1 komruiekca ST-T, u3meHeHus: aMmuTyAsl 3yona T, maromormueckue 3yO1ibl

Q; HapymeHuss pUTMa U TPOBOAUMOCTH (GUOPMILIAINS TPEACEPIni, KEITyT0YKOBBIC

HapylleHuss puTMa, OJIOKaabl HOXKEK Imydka ['Hca); CcHHAPOM TpPeBO30YKIEHUS

KEIyI0YKOB B BUJE yKopoueHHs uHTepBaia PQ wmmu denomena Bonbda-Ilapkuncona-

Vaiira.

Cyrounoe wmonutopupoBanue IJKI': BBIBIAIOTCA HapylIEHHUs PUTMA W PHUCK-

MPEAUKTOPOB JKEITYAO0UKOBBIX JKU3HEYTPOKAIOIINX apUTMUMN; CHUKEHHAsI BApUaOeIbHOCTh

cepaeuHoro putMa, uaMenenus cermenta ST-T, nucnepcus u yamnenne uarepsaia QT;

Hapymenus putMma |-V rpamanuu mo Lown (cympaBeHTpUKYJsipHAsh HKCTPACHUCTOJIUS

>500 3a cyTkW, TpyINNoBas, HEYCTOMYMBAasg W YCTOWYMBAs CYNPABETPUKYJSIPHAs

TaxuKapaus, nepcuctupytomas (gopma meprarenbHoit aputmun), A-V Oxokaast II-111

CTENEeHU, CHHAPOM CJIa0OCTH CHHYCOBOTO Yy3J1a, HIIEMHUS MHOKapjaa (OompeaensioT

KOJIMYECTBO SIMHU30J0B HIIEMUH, CyMMapHas MPOAOJDKUTEIBHOCTh HIIEMUU B TEUCHUE

CYTOK, HarOoJiee MPOAOKHTEIbHBINA 30,1 UIIIEMHH, TITyOHHA Aenpeccuu cermenTa ST).

CyToyHOe MOHHMTOPHPOBAHHME apTepuajabHoro namjenusa (AJl): npoBomar s

UCKJTFOUYEHUS apTepUalibHON TUTIEPTEH3UU.

Ixokapauorpagusa (Ixo-KI'): saBnsercs Hanbosee UHOOPMATUBHBIM  METOAOM

JTMAarHOCTUKH.

Ilo pesynomamam  Oxo-KI' I'KMII knaccuguyupyrom no  2emoOuHamMuyecKum

napamempam (Ha OCHOBaHUHM CHUCTOJUYECKOTO T'PAJUEHTA JABJICHUS B BBIXOAHOM OT/EIIE

JIX)

Obcmpyxkmuenas gpopma.

- TPAJIMCHT JIaBJICHUS B TOKOE paBeH wiu mpeBbimaer 30 mm pr.cT. (2,7 M/C IO TaHHBIM

nonrep-29xoKT).

Jlamenmuas gpopma:

- TpaiueHT JaBiieHUus MeHee 30 MM PT.CT. B MTOKOE;

- TPaIMCHT JABJICHUsI PaBEH WM TpeBbiiaeT 30 MM PT.CT. MPU NMPOBEICHUHN HArpy304HOU

POOKI.

Heobcmpyxmusnas gpopma:

- rpaAveHT naBieHuss MeHee 30 MM pT.CT. B IOKO€ M MNpPHU MPOBEACHUH HArpy304YHOU

pOoOBL.



Kpurepuu Y3U-guarnoctuku HeoOcTpykTuBHOM I'KMII
* IlpeumymiecTBeHHO paBHOMEpHasi (KOHLEHTpUYECKasi) WM acCUMMETpUYecKas
runepTpodusi MUoOKapaa
* VYBeIM4eHue MacChl CepALa
* Her npu3HakoB OOCTPYKLMH U EPEAHECUCTOINYECKOTO JBUKEHUS cTBOPOK MK.
Kpurepun Y3U-muarnocrukn oocrpykruBHoi I'KMII
Ilocmosinnvie kpumepuu

® Acummempuynas eunepmpoqhus

e VY B3pociabix > 15 MM, 13-14 MM - morpaHu4HbIN pazMep
Y pereit > 2-x CTaHAAPTHBIX OTKIOHEHWH (Z SCOre < 2) MPUHATHIX HOPM IS
JIAHHOTO T10J1a, BO3pacTa, Beca
Ornomenue tonmmasl MXXII B quacroine x Tonmuue 3agueii crenku JDK 6omee 1,3
Hannune cummerpuyHoii runieptpodun He uckitodaer quarao3 'KMIT
Ob6cmpyKyusi 8bIHOCAWE20 0MOeNa 1e68020 HCeN)yOOUKA
['pamuent OGonee 30 mm pr.cT. B BbixogHoMm Tpakte JIK (ckopocTs moTtoka B
BbIxOgHOM otnene JIK 2,7 m/c) WM 0pu HaIUYUU BHYTPHKEITYJOYKOBOU
oOCTpyKLMHU Ha ypoBHE cpenHux otaenos JOK Oonee 20 MM pr.CT.

o [lepeonecucmonuueckoe 0guxicenue nepeoreli CmeopKu MUMpAaIbHo20 KIAnaHa u ee
CONPUKOCHOBEHHE C MEXOKETYJIOUKOBOM meperoponkoid B auactoiny (SAM-
(eHOMEH); CUCTOJIMYECKOE IPOKAHUE CTBOPOK AOPTHI

Henocmosnnwvie kpumepuu

e AHOManMM NaNWUISIPHBIX MBI (THIEPTPOPUS U TONOrpaPUIECKUE OCOOEHHOCTH )

e VYBeIMYEHUE Pa3MEPOB CTBOPOK MUTPAIBHOTO KJIaaHa

o II3menenue reomerpun JDK (popma <KmecouyHBIX>> 4YacOB BCIEICTBUE CYKCHUS
BBIXOJTHOTO TPaKTa)

o Jlmnaranms JII1

e MurTpanbHas perypruranus

o nunartauus JOK B repmuHanbsHOM cTagnmn

[Tpu onenke GyHKIMU JIEBOTO KeTyqouka, o JaHHeIM DX0KI', y 6oabmmHCTBa O0IBHBIX
¢ I'KMII nabGmromaercss moBBIIICHUE (PPAKIMKA BBIOPOCA, OJHAKO BAXKHBIM SIBIISICTCS
HapylIeHUE JUACTOIMYECKON (DYHKIIMM MHUOKapja, XapaKTepU3yIleecss YMEHbIICHUEM
CKOPOCTH U MOJIHOTHI aKTUBHOTO IMACTOJIMYECKOr0 pacciadiieHusl.
MaruuTHo-pe3oHaHCHasi ToMorpadusi JaeT BO3MOXHOCTh HamOojiee TOYHO OLIEHUTh
MOp(hoJIOrMuecKkre W3MEHEHHUs, OLIEHUTh pPACIPOCTPAHEHHOCTh M  BBIPAXKEHHOCTH
runeptpopun Muokapaa. OcoOEHHO ILIEHEH METOA [UIsl JUArHOCTHKU BEPXYIICYHON
dbopmbl 3a00sIeBaHUST ¥ TUMIEPTPODPHUH HIDKHENW YaCTH MEXOKETYI0YKOBOM MEPEeropoaKu U
IIPaBOTO XKEIyA0UKA.
IHo3uTponHo-3muccuonnasi tomorpadus (II5T) mno3BoisieT BBIIBUTH U  OIICHUTH
CTENEHU HapyUIECHUsl peruoHapHoi nepdy3uu 1 MeTabom3mMa MUOKap/a.
Karerepu3aums cepamna u aHruokapauorpaduss B Hacrosuiee BpeMs MNPOBOASTCS B
CIy4asiX COIyTCTBYIOLIEH TMATOJIOTMH CepJlad, B YaCTHOCTH, BPOXKICHHBIX MOPOKOB
cep/la, a TakKe MPHU PEUICHUU BOIPOCa O XUPYPIHUECKOM JICYEHUH 3a00JIeBaHUSI.
Jleuenue

OCHOBHBIE 337a4H:



* Koppekuus OCHOBHBIX NaTOPU3UOJIOTMYECKUX PACCTPOMCTB TIeMOJAMHAMHUKU
(MlIeMHH, JUACTOJIMYECKOM AUCPYHKIMHU, OOCTPYKIMU BBIHOCSILIETO TPaKTa,
apuTMHil), OOECNEeYMBAIOIINX YMEHBIIIEHUE BBIPAKEHHOCTH CHUMITOMOB U
YIIYYIIAOIINX Ka4eCTBO KU3HU OOJIbHBIX;

* Bo3zgencrBue Ha HEUPOryMOpaJbHbIC CHUCTEMBI, CIIOCOOCTBYIOIITHE
MPOTPECCUPOBAHUIO TUMEPTPOPUU MHOKApAa W 3aMEIJICHUE MPOrPECCUPOBAHUS
XCH;

e Jleuenne W mnpodUIAKTHUKA OCHOBHBIX OCJIO)KHEHUH UM BHE3AIHOM CepleYHOM
CMepTH (HapyIIeHU puTMa cep/illa, apTepruaIbHON TunepTeH3un, TPOMO030B)
Heobcmpykmusnas ¢opma ['KMII Tepanuu HE TMOJICKUT, MPOBOIAUTCS €XKETOTHOE

KJIMHUYECKOe 00CiIeIoBaHHeE.
Obcmpyxkmuenas popma
HckiroueHne Ba30AMIaTaTOPOB U BBICOKUX J103 TUYPETUKOB
OcHoBy Ttepanuun ['KMII cocraBistor mnpenapaTel ¢ OTPULATENBHBIM HWHOTPOIIHBIM
neiicreueM: B-omokatopsl (1) wim 610kaTophl KanblueBbIX KaHaIoB (I):
Atenonon™ (kogq ATX: CO3ABO03) - netu mo 0,8—1 Mr/Kr/cyTku B JBa npuéma,
noaApocTku: 25-50 Mr/cyTku B 1Ba npuéma, Win
Bepanmamun™* (Kog ATX: CO8DAOL) — netu 1o 2-4 MI/KI/CyTKH B TPH ITpHeMa
noapoctku 160-320 mr/cyTku, BHYTpb, B TpU IIpUEMa.
Antnapurmuyeckue mpemnapatsl (IIA) Mmoka3zaHbl TPU TOKEIBIX HAPYIICHUSAX PHTMA.
[Tpennourenue OTAAIOT aMUOAAPOHY ™, COTATIONTY™
Amunonapon™ (Kog ATX C01BDO01) — 5 mr/kr/cyTku B [iBa prieMa o cxeme (IsTh JHEH B
HEJICITIO), UIn
Cotamon™ (Kog ATX C07AA07) netn no 6 net 1- 6 Mr/kr/cyTku B 2-4 mpuema.
Hetsim crapiie 6 net no 1-4 mMr/kr/cyTku B 2-4 mpuema.

[Mpu passutum CH Tepamus coriacHo peKoMeHIanusIM no BexeHuto 6ombHbIX ¢ XCH (1)
(cm. pekomenganuu o XCH)
Xupypruueckoe jgedyenue I'KMII nmokazano npu:
1) OTCYTCTBMM KIMHUYECKOTO 3(¢eKkTa OT aKTUBHON MEIUKAMEHTO3HOW Tepanuu y
CUMIITOMHBIX OOJBHBIX C BBIpOKEHHOW acuMmmeTpuyHo rtuneprpopuert MXKII u
cy0aopTaJIbHBIM TPAUEHTOM JIaBJICHUS B TIOKOE, paBHBIM 50 MM pT. CT. u Ooee;
2) BBIPAKEHHOW JIATEHTHOW OOCTPYKIIMM M HAJUYMH 3HAUYUTENbHBIX KIMHUYECKHUX
nposiBineHund. Kiaccuueckor  omepaumen — SBISIETCA — 4YpE3aopTalibHas — CenTalbHas
MUBKTOMHUA 110 A. Morrow.
Nmmuianranus kapauoBeprepa — aepuodopuiiasitopa (11 B)
[lokazana OosibHBIM TOCHe ocTaHOBKU cepana Beaenactsue KT, XT pesucreHont
aHTUAPUTMHUYECKOMN TEpamuu.
Kpurepuu 3 heKTHBHOCTH JIeYEHUS

*  YBEJIMYEHHE MPOJOKUTEIbHOCTH )KU3HU;

*  yMEHbIIEHHE CTENeHH OOCTPYKLMH BhIHOCAIIEro TpakTa JIK;

* OTCYTCTBHE KU3HEYTPOKAIOIIUX HAPYIIEHUN pUTMA, CUHKOIIE, CTEHOKAPIUH;

* TpeAOoTBpALICHUE PA3BUTHS CEPACUYHON HEAOCTATOYHOCTH;

* TIOBBIIICHHE KAYECTBA YKU3HH — YJIOBJICTBOPUTEIbHAS MEPEHOCUMOCTH OBITOBBIX

(bU3MYEeCKUX HArpy30K.

AuddepenunaabHblii 1MATHO3

10



[Ipexxne Bcero, MCKIIOYAIOT MPUOOPETEHHbIE W BPOXKICHHBIE MOPOKH cepjiia (CTEHO3
YCThsl AOPThI), ACCEHIHMAIbHYIO apTEPUAIbHYIO THUINEPTEH3UI0, CIIOPTHUBHOE CepAlle,

HEKOMIIAKTHBIN MUOKApP/I.
IpodunjiakTuka MHPEKIMOHHOI0 JHAOKAPIAUTA
boneHubie ¢ oOctpykTtuBHOM dopmoit I'KMII oTHOcSITCS K TpyIe pHCKa,

npu

CTOMATOJIOTHYCCKUX, OHAOCKOIINYCCKHUX, MAJbIX XHPYPTHUIYCCKUX BMCIIATCIbBCTBAX

pekomMeHayercs nposeacHue Ab tepanun.
IIporuo3

Crpatudguxanus pucKa pa3sBuTHs Pa3jM4YHbIX ocnoxHeHuil npu IKMII Bkirouaer:

* PHCK BHE3AITHOM CEPACYHOU CMEPTH;

* PHCK Pa3BUTHSA CEPACYHOU HEAOCTATOUYHOCTH;

* PHCK CMEPTH OT BCEX KapAUaJIbHbBIX IPUYMH.
Puck BHe3amHo# cMepTH

* Cewmeitnas ¢popma;

* HacnenctBeHHOCTb,  OTATOIICHHAS  BHE3AIHOM  CMEpPThIO,  (pUOpHILIAIIUCH

YKETy10YKOB,;

* Monopaoit Bo3pacT ¢ HaauyueM BbIpaxkeHHOM runeptpoduu (30 MM u Oosee)

JF000T0 CEerMEeHTa JIEBOI'O JXKEIIyao4Ka,
e (CuHKOIIC B aHaMHE3E,

* HapymeHnus putMa u npoBogumoctu: II-V  rpagamum  mo  Lown,
CyIpaBEeHTPUKYJIsIpHas skcTpacuctoius >500 3a CyTKu, IpyImnoBOil, HEYCTOMYUBOM
U YCTOMYMBOM CYNPABEHTPUKYJSIPHOM TaxXUKapIuu, NEepCcUCTHpYIOWEH (HOpMbl
MepraTtenbHo aputmuu, A-V oOmokaner II-III cremenu, cunapoma craboctu

CHUHYCOBOTI'O y371a, IOJTHOM OJI0Kabl JIEBOM WIJIM MPaBOM HOXKKH my4ka ['uca,

* BrlpakeHHas — umeMus MHOKapla JIMTENbHOCThIO Oojee 60c u nmemnpeccuu
cermenta ST Gonee 2 MM, npu cHmwxkeHnn BCP u ymimnenun wnTepBama QT
HeanexBaTHbIi TpUpPOCT WIM TAJCHUE AapTEePHATbHOTO [aBJICHHS B XOJe

BBITOJIHEHUS HATPY304YHOTO TECTA.
Puck pa3BuTusi XpOHHUYECKOI cepaeYHOM HEJOCTATOYHOCTH

e Jlerounass rtuneprensus y 6onbHbix ¢ ['KMII (cpeanee naBieHue B JIETOYHOM

aprepuu >30 MM PT.CT.);

* Pazmep JIIT (>4,5 cm y B3pocabix) u otHomienue pasmepa JIIT k KIAP JDK >1,0 (y

JIeTe);
e  OubpwLIsAUUs Tpeacepauit;
* MurtpanbnHas peryprutanus (III ct. u >);

* PectpuktuBHbIi THI nuactonmueckoi nuchyukmuu (E/A>2,0; BUP< 70 mc u DT

>150 mc).
Puck cMepTH 0T KapAMaJIbHBIX IPUYUH

* OOctpykTuBHas wid HeoOcTpykTUBHAs GopMbl I'KMII, ocnoxueHHbIe ceplieuHoM

HEJIOCTaTOYHOCTHIO BhICOKOTO (hyHKIMOHABEHOTO Kiacca (DK M-IV NYHA);
» Kpuruueckuii crenos (>75%) KOpOHapHBIX apTepuUid;
* KpymnmHOOYaroBbeIii KapAnOCKIEPO3;
* Aprepuanbnas runeprensus (Al III ct.);
e HMucynbT B aHaMHe3e.
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CmeptHOCTh cocTaBisieT 1-6% B rox. CmepTh B OOJBIIMHCTBE CIIy4aeB HACTYHaET
BHE3aITHO B pe3yJbTaTe Pa3BUTHUS >KU3HEYTPOKAIOIIMX >KETYIOYKOBBIX apUTMUM, HaxKe
py 0ECCUMIITOMHOM WJIM MaJIOCUMIITOMHOM T€UEHUU 3a00JI€BaHUSI.

1. TUJATALIMOHHASI KAPANOMMONATHS (JKMII)

3aboneBanue, xapakrepusyromieecs nunatamnueit JIK ¢ ero cucronmaeckoit quchyHkinen
OpyU  OTCYTCTBHM TI'e€MOJMHAMUYECKON TMeperpy3ku (apTepHaibHOM TUIEPTEH3UH,
KJIAMTaHHOM MAaTOJIOTUH) WM UIIEMUYECKOM O0JIE3HN cep/ilia, KOTOPhIe MOIJIM Obl BHI3BATh
Takoe HapyuieHue riao0anpHoi cucronnuecko ¢yukuuu JDK. [unatamus mpaBoro
xenynouka (IDK) u ero auchyHkius MOryT NpucyTCTBOBATh, OJIHAKO 3TO HE 00513aTEIBHO
ISl AMArHo3a.

JNUIeMH 00T U

JAKMII y nereit siBiseTcsl caMOM pacpOCTPAHEHHON KapJMOMHUOIIATUEN, BCTPEUAETCS BO
BCEX CTpaHax MUpa U B 1r000M Bo3pacte. Hacrora BeisiBineHus: JIKMII y nereii coctaBusier
0,57 cnydaeB Ha 100000 B rom, uro B 10 pa3 Hmke, yem y B3pOCIBIX, OTMEYAETCS
npeoOiaganre 00JbHBIX MYKCKOTO I10J1a, YACTOTa KOTOPBIX KosebueTcs ot 62 1o 88%.
ITHOJIOT U

Hacneocmeennas. T'en HeusBecTeH, MyTaluu capkoMepHbix OenkoB (cm. ['KMII),
MyTanuu OenkoB ZF monockl, MyTaluu TE€HOB LMTOCKENETa, AUCTpo(uHA, JECMUHA,
METaBUHKYJIMHA, CaKpoTiMkaHoBoro komiiekca, CRYAB, sanukapauna.

Myrtaiuu TeHOB snepHoil MemOpanwl: JamuHa A/C, smepuna. JKMII co cna6o
BBIPDOKCHHOW JUJIaTallMed IMOJOCTel: MyTallii IeHOB OejKa, BCTAaBOYHBIX JTUCKOB (CM.
AIDKKMIT). MutoxoHipraibHbI€ IUTONATHH.

Henacneocmeennvie JIKMIT

bonesnp Kapacaku, »o03uHOGmInsa (cuHapom Yepmk-Ctpocca - Churg Strauss),
BO3JICHCTBUE JICKAPCTB, MOCIEPOOBas, SHIOKPHUHHAS, HYTPUTHBHAs (HEIOCTATOYHOCTH
THAMUHA, KAapHUTHHA, cejleHa, runodochareMus, TUNOKAIbIMEMUS), aJKOTOJbHAs,
TaxuKapAUOMHOIIATHS.

JKMII moxetr BcTpedaTbcsi Ha MO3JHEH CTaauud HWH(PEKUMOHHOTO BOCHAIUTEIBHOIO
nopaxxenuss muokapaa (20%). B oriamume oT OCTporo (aKTUBHOTO) MHOKapIUTa, IMPH
KotopoMm pazmepsl nosioctd JDK oObiyHO He m3MeHeHbl, ajisg BocnanuteabHord JIKMII
XapakTepHO HAJIMYUE B MHUOKApJe KJIETOYHBIX 3JIEMEHTOB XPOHUUYECKOTO BOCIAJICHUS B
couetanun ¢ nunatanued moimoctu JDK u cHmxkenuem ¢pakiuu BeiOpoca. B Takmx
Cy4yasiXx JUId TOATBEPXKICHUS JHUarHo3a HEOOXOJAMMO  THUCTOJIOTHYECKOE — HIIU
MMMYHOLUTOXUMHUYECKOE wuccaenoBanue. Ilpu BocnamurensHon JKMII xapakrepHa
MIEPCUCTEHIIUS BUPYCHBIX O€IKOB, BbICOKHE TUTPHI IgG/M.

AuddepeHunajbHbIi AUATHO3

C BpOXICHHBIMU MOPOKaMH CEpAla, XPOHUYECKHUM MHOKApAUTOM, apUTMOTCHHOU
muchyHKIMEW  MHUOKapJa, apUTMOTEHHOW  JHCIUIa3Wel  MPaBOro  KEIyJAouKa,
PEBMOKapIUTOM, AKCCYJIATUBHBIM NePUKApIUTOM u crienu(puIecKUMu
KapIMOMUOTIATUSIMHU.

KinHnyeckasi KapTUHA

BapuabenbHa u ompenensercs TiaBHbIM o6Opa3zom craguer HK u ®K CH (cwm.
kiuHuyeckue pexkoMenjanuu npu XCH). Ha panHux srtamax 3a0osieBaHMe MNpPOTEKAET
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Majo- Wi OECCUMITOMHO, CyOBEKTUBHBIE MPOSBICHUSI HEPEAKO OTCYTCTBYIOT, AETH HE
npeabaBisitoT xkanod. Kapauomeranuto, usmenenus Ha OKI' yacTo BBISBISIOT Ciy4aitHO
npu NpodUIAKTUYECKUX OCMOTpaxX WM Mpu OOpalieHuH K Bpady MO JPYromMy MOBOIY.
DT0 00BSACHSET MO3/IHEE BHISIBIICHUE MTATOJIOTHH.
[TepBrie kimmHUYeckue npospiaenus JJKMII y nereit BKIIOYaIOT:

® OJIBIIIKY, BHAYAJIE MTPU (PU3UUECKON HArpy3Ke (KOPMIIEHUH ), Kalllelb;

® TIOBBIIICHHYIO TOTIUBOCTh, OECIIOKONCTBO, OTKAa3 OT IPYAHOI0 KOPMJICHUS;

e (00JI B )KUBOTE, TOITHOTY, PBOTY, TUCIICIITHYCCKUE SIBJICHUS;

® CHHKOIAJbHBIE COCTOSTHUS, TOJIOBOKPYKEHUS;

® OBICTPYIO YTOMJISIEMOCTh, CHIDKEHHE TOJIEPAHTHOCTH K (PU3NUECKUM Harpy3KaM.
Auarnocruka
bazupyercs Ha 0OCHOBHBIX TpUHIMNAX oOcienoBanusa 00sbHbIX ¢ XCH (cm.
pexomenaanuu o XCH).
Inexmpokapouocpaghus (OKI): mpu3HaKU NEperpy3Ku WM TUNEPTPOPUU Mpeacepani
WIN KEITyA0YKOB CEp/La, MAaTOJIOIMYECKOE OTKIOHEHUE AIEKTPUUECKON OCH CEepAlla BIEBO
WIM BIPaBO, HAPYIIEHUS CEPIACYHOIO PUTMA U NPOBOJUMOCTH, HAPYIIECHUs IMpoIecca
penossgpusanuu muokapaa (ST— u T-uzmenenus).
Cymounoe monumopuposanue IOKI: apuTMUM W JaTEHTHas WIIEMUs MHOKapza.
Ixokapouoepagus (Oxo-KI') BbIsiBIEHUE CTPYKTYPHBIX M (QYHKIUOHAIBHBIX HAPYIICHUM
CO CTOPOHBI MHOKap/ia U KJIallaHOB cep/iia.
Peumeenozpagus 6 npsamoii u 60ko6oti npoexyusax: BBISBISIET KApJIUOMETAINIO, YCUIICHNE
COCYAHCTOTO PUCYHKA.
Kamemepuzayus cepoya u aneuoxapouoepaghus: naBieHUE WU COJAEPKAHHE KUCIOPOJa
B MOJIOCTSIX CEp/Ia, JaBJICHNE 3aKIIMHIUBAHUS B JISTOYHBIX COCyAaX. AHTHOKapauorpadus
MO3BOJIICT TMOJIYUYUTh H300paKEHUE HE TOJBKO IEHTPAJIbHBIX, HO U TMEepPUPEPUUECKUX
OTJICJIOB MaruCTPAIBbHBIX COCYOB.
Maenumno-pezonancuas  momoepagusa (MPT). aHaTOMHUYECKHE, TEOMETPUYECKHE,
OnoxuMudeckrue (C TMOMOIIBI0 MArHUTHOM CHEKTPOCKOMHH) XapaKTEPUCTUKA MHOKap.a;
MOKET OBITh UCTIOJIB30BaHA B CIy4asx HEIOCTYIMHOCTU 30HBI uHTEepeca npu Ixo-KI', s
aHaJM3a B3aMMOOTHOIIICHUI CEepAIa U COCYIOB C APYTUMH OPraHAMH.
Paououzomonnoe uccnedosanue u nosumponHo-smuccuonnas momoepagpusa (1197):
ompeereHNe >KU3HECITOCOOHOCTH MHOKap/a, BBISBICHUS 30H €ro TMOBPEKICHHS WU
HEJ0CTATOYHOTO KPOBOCHAOKEHHUS .
Uccnedosanuss ¢ 003upoB8aHHOU  (DU3UYECKOU  HAZPY3KOU  (HAZPY30UHbLIU  mecm):
BEJIODPTOMETPUST WM TPEIAMUI 10 JIOCTIDKEHUS KPUTEPUEB OCTAHOBKU. Takike
MIPOBOJIUTCS TECT 6-MUHYTHOM XOIBOBI.
JlaGopaTopHasi IMArHOCTHKA
Obwuti ananus Kposu
Obwuii ananuz Moyu u yuem ee KOIUYecmad
buoxumuueckuii ananuz xposu
Hmmynonozuueckue u ceponocuieckue uccie0o8anus
Koaeynoepamma
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Ananus 2azosozo cocmasa kposu u KI[C
Onpedenenue yposHs HAMPUILYypemuyecKux nenmuoos
Onpedenenue Mapkepos no8pexicoeHUs Muokapoa yposHs mpononunog I unu T
JleueHnue
Tepanust Oa3zupyeTcss Ha KOPPEKIUMU U MPOPHIAKTUKE OCHOBHBIX KIMHUYECKHUX
OposSIBIICHUM  3a00J€BaHMA W €ro  OCJIOKHEHUH:  XPOHUYECKON  cepledHOn
HEJOCTAaTOYHOCTH, HApYyIICHUH pHUTMA cepAla U TPOMOOIMOONUI: aHTUKOATYJISIHTHI
Henpsmoro aeiictBua: Bapdapun (Kog ATX BOID®D03), anturpoMOOTHUYECKHE
npenapatel - AneruncanumioBas kucinora (Kom ATX BO1AC06), dunupumamon
BO1ACO7.
OcnoBHble MepornpusaTus 1o jedennio CH 0ObIYHO OJMHAKOBBI M HE 3aBUCAT OT MPUYHH,
BbI3BaBIIMX pa3zButhe CH, M BKIIIOYAIOT: OpraHu3alfio NpaBUIBHOIO PEXUMa U yX0/a 32
OOJBHBIM, JTMETOTEPANHIO, OKCUT€HOTEpANHIo, (apMakoTepanuio (CM. KIMHUYECKUE
pexomennanuu no XCH).
Ouenka 3¢ PeKTUBHOCTH JIeUEHMSI
Kpurepuu s dexruBroctu neyenus: JJKMIT:
e otcyrctBue nporpeccupoBannss CH, pacmupeHuss kamep cepama M CHUKEHUS
dbpakiuu BEIOpOCA JIEBOTO JKEITY0UKA;
e orcyrctBue ocinoxkHeHuit JIKMII (Tpom0603MO0MuiA M OMAcHBIX JUIsl KU3HU
HapyILIEHUI pUTMa Cepa);
® VYIOBJETBOPUTENIbHAS TEPEHOCUMOCTh (PU3NYECKOM HArpy3KM U YIyYIlICHHE
KAaueCTBA KU3HMU.
IIpornos
[Tporuo3s 3a0oseBaHus CEpbE3HBI.
Ucxoner IKMII 3aBucar ot mpuunnbl, Bo3pacta u crernenn CH B neGrote 3aboeBaHus.
[Ton m Bospact BiwstoT Ha yactory JJKMII. Ha nmepom rony xu3zau JAKMII nposisisercs
ropazno yamie (B 13 pa3), yeM B OoJiee cTapiiemM Bo3pacTe. BOIbIIMHCTBO AE€TEH MMEIOT
uauonatuueckyro  JIKMII, korma othosioruto  3a00j€BaHHMs  YCTaHOBUTh  HE
NOpPEACTaBIAETCS  BO3MOXHBIM, UYTO CYIIECTBEHHO OIPAaHUYMBAET  BO3MOXKHOCTHU
crnenuUUecKod 3TUOTPONHON Tepanuu. bonee crapmmii Bo3pacT npu maHudecTtauuu
JIKMII, a Takke HU3Kasl COKpaTUTeNbHas criocoOHocTh JIK, HalMune HU3KOBOIBTAXKHOTO
turma DKI', Kelyq04ukoBble apUTMUN BBICOKHX Tpajanuii, 1 BeipakeHHas CH B nebrore
3a00JIeBaHUsA  aCCOLUMHUPYIOTCA €  HeOmarompusaTHbIM  mporHo3oM.  CpemHsis
POJIOKUTEILHOCTD KU3HM O0bHBIX ¢ JIKMII cocraBnser 3,5 — 5 mer. HaumGoiee
BBICOKAsl BBDKMBAEMOCTh OTMEYEHA CPEIu AETel paHHero Bo3pacta. [IpuumHamu cmeptu
6onpHBIX ¢ JIKMII sBrsrorcss XCH, Tpom6osm60mmu 1 HPC.
Kpurepun He0IaronmpusiTHOro TMPOrHO3a: JUIMTEIbHOCTh 3a00JieBaHUS  TOCIE
YCTAaHOBJICHHSI JMAarHo3a, KIMHUYECKHE CUMITOMBI M BbIpakeHHOCTh CH, creneHs
CHUKEHUSI COKPATUTENIbHOW U HACOCHOW (DYHKIIMM cep/ua.

I11. PECTPUKTUBHASI KAPAUOMUOIIATUSA (PKMII)

Penxoe  3a0oneBaHume  MHMOKapAa,  KOTOpPOE  XapaKTepu3yeTcsi  HapyUIeHHEM
JACTOIMYECKON (PYHKIMHM W TOBBIIICHWEM JaBJICHUS HAMNOJIHEHUS KEIYyJAO0YKOB IPHU
HOpPMaJIbHON UM MAJOM3MEHEHHOM CUCTOIMYECKON (PYHKIIMU MHOKapia, OTCYTCTBUH €ro0
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3HaYUMOM runepTpoduu. SIBIeHUs HENOCTATOYHOCTH KPOBOOOPAILIEHUS Y TAKUX OOJIbHBIX
HE COMPOBOXKIAIOTCS YBEJIMYEHUEM 00beMa JIEBOTO KEITyA0UKa.

JNUIeMHOJI0TUS

3aboseBaHue BCTPEUAETCS B PA3JIMYHBIX BO3PACTHBIX IPyMIaxX, KaK CPelu B3POCIBIX, TaK
u y nered (ot 4 go 63 ner). OxaHako yarie O0JEI0T JETH, MOJPOCTKH, a TAKKE MOJIOIbIE
MY>KUMHBI, Y KOTOPBIX 3a00J€BaHNE HAUMHACTCS paHbIlle U MpoTeKaeT Tsokenee. Ha momnro
PKMII npuxoautcs 5% Bcex ciryqaes KMII. Bo3mokHbI cemeiiHble citydan 3a001€BaHusl.
Kaaccudukanus

W3 Beiaenennbix B kinaccudukarmun BO3 (1995r.) asyx ¢popm PKMII, neppasi, nepBuyuHo
MHOKApPAUAJIbHAsA, IPOTEKAET C HU30JUPOBAHHBIM MOPAKEHUEM MHOKap/Ia aHAJIOTMYHO
takoBbIM pu JIKMII, BTOpas, I3HAOMUOKAPAHAIBHASA, XaPAKTEPU3YETCS YTOIIICHUEM
OHAOKApJa W WH()WIBTPATUBHBIMU, HEKPOTHUYCCKUMHU U (HUOPO3HBIMH H3MEHCHUSMH B
MBIIIILIE CEepALIA.

[Ipn »sHAOMMOKapauanbHOW (OpME U BBISBICHUU D03MHODHIBHON HMHQPWIBTpALIUU
MUOKapAa 3a0o0JieBaHUE pPACICHUBACTCS Kak @uobponiacmuyeckui  3HOOKapoum
Jlegpgrepa. B cnyyae oTcyTcTBUS 203UHOPHIBHON HHPUIBTPALIMA MUOKapAa TOBOPST 00
SHOOMUOKAPOUATLHOM hubpo3e /lesuca.

ITHOJIOTHA

bone3np mMoxker ObITh MAUOMATHUECKOW (MEpBUYHOMN) WM BTOPUYHOM, OOYCIOBICHHOMN
UHOUIBTPATUBHBIMU ~ CUCTEMHBIMU  3a00J€BaHUAMH  (aMWIOWJ03, TEMOXpPOMATO3,
CapKkoua03, oOmyxoyieBas HHQWiIbTpauus u 1p.). Ilpeamonaraercss reHeTH4ecKkas
JNETEPMUHUPOBAHHOCTh OOJIE3HH, OJHAKO XapakTep M JIOKAJIU3alMs T€HETUYECKOIro
nedexra, Jjexaniero B OCHOBE (hUOPOIIACTHYECKOIO MPOIEcca, MOKA HE BBISICHEHBI.
Cnopanguueckue ciay4yad MOIYT OBITh CJEACTBUEM ayTOMMMYHHBIX IPOLIECCOB,
CIIPOBOIIMPOBAHHBIX ~ MEPEHECEHHBIMU  OaKTepUAIbHBIMU  (CTPENTOKOKKOBBIMH) U
BUpyCcHbIMU (3HTepoBUpYCchl Kokcaku B wnm A) wnim mnapasutapHbiMu  (Quiisipros)
3a00JI€BaHUSAMH.

IlaTorenes

Bcenencrteue sHpomuokapauansHOoro (UOpo3a WM UHQWIBTPATUBHOTO TMOPAKECHUS
MHUOKap/la YMEHbBIIAETCS MOJATIMBOCTh KEIY/I0YKOB, HAPYIIAETCA MX HAMOJHEHUE, UYTO
MPUBOJUT K POCTY KOHEUHOI'O JHWACTOJIUYECKOTO MAABJICHUS, MEPErpy3ke W IWIaTaluu
npeacepauil u jerouHo runeprensuu. Cucronmnueckas GyHKIHUS MHOKapa JUIUTEIbHOE
BpeMsl HE HapylllaeTcs, He HAOMI0JaeTCsa U JuiaTaliy Keay104KoB. TONIIMHA X CTEHOK
O0OBIYHO HE yBEJIMYEHA (32 UCKIIOYEHHEM aMHJIOU03a, JIUM(OMBI).

B nmanpHelimeM mnporpeccupyromuii  GuOpo3 SHAOKapAa MNPUBOJUT K HapyUICHUIO
JAACTOINYECKON (PYHKIIMM CepAlla U Pa3BUTHIO PE3UCTEHTHOW K JICUCHHUIO XPOHUYECKOU
CEpICYHOM HEJOCTATOYHOCTH.

KinHnyeckasi KapTUHA

Omnpenensiercs Tsxkecthio XCH, anurensHoe BpeMs IPOTEKAET CyOKITMHUYECKHU.
XapaxkmepHvie dcanobwvi

c71a00CTh;

MOBBIIIEHHAS] YTOMJISIEMOCTH;

OJIBIIIIKA TIPU HE3HAUUTEIILHOU (PU3NUECKON HArpy3Ke;

Kalesb (4aCTO YCUIIMBAIOIIUICS B MOJIOKEHUH JIEXKA);

OTEKH;
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® YBEIMYCHUE KUBOTA;
® OTCTaBaHHE B (PU3NUECKOM PA3BUTHUH.
Knunnuaeckue mposBieHus: 6one3Hu 00ycinosieHsl pazsutueM HK mpenmyiiecTBeHHO 1O
IIPABOXKEITYT0YKOBOMY THITLY.
Ilpu ocmompe
® [IMAaHOTWYHBIN PYMSIHEL;
e HalOyxaHUE U NyJbCcalUsl LIEHHBIX BEH, 00Jiee BBIPAKEHHOE B TOPU30HTAJIHLHOM
II0JIOYKEHUY,
® IyJIbC C1a00T0 HAMOIHEHNUS;
® CHCTOJIMYECKOE apTEPUATIBLHOE NABJICHNE CHUKEHO;
® BEpXYLICUHBIM TOJYOK JIOKAJIM30BaH, BEPXHAS I'PAHULA CMEIIEHA BBEPX 3a CYET
aTPUOMETAIINY;
® YacTO BBICIYUIMBACTCA PUTM TaJONla, B 3HAYUTEIBHOM YacTH CIIy4aeB -
HEUHTCHCUBHBIA CHUCTOJIMYECKMHA IIYM MUTPAIBHOM WM TPUKYCIHAAIBHOU
HEJIOCTaTOYHOCTH;
® TenaTOMErajus 3HAYUTEIBHO BBIPAKEHA, IEUYECHb IUIOTHASL, Kpall OCTPBIN;
® HEpPEJIKO OTMEYAIOTCS NepUPEepUUECKUE OTEKH, ACILIMT;
® IpU BBIPAKEHHON HEJOCTAaTOUHOCTH KpPOBOOOpAIEHHUsS] TMpH  ayCKyJIbTallUuu
BBICITYILIMBAIOTCS. MEJIKOIY3bIpUYaThle XPUIIBI HAJ HWKHUMH OTIENaMU O0OUX
JIETKHX.
Auarsocruka
JlnarHo3 cTaBAT Ha OCHOBAaHWM CEMEWHOTO aHAaMHE3a, KIMHUYECKOW KapTHHBI,
pe3ynbTaToB (usmyeckoro obcnenoBanusd, AaHHblx OKI', OxoKI', pentrenorpaduu
OpraHOB TPYAHOW KIETKH, KOMIBIOTEPHONH TOMOIpauu WJIM MarHUTHO-PE30HAHCHOU
TomMorpaduu, a TaKKe KaTeTepu3ally cep/ilia U SHIOMUOKapAUaIbHON Ononcuu. JlaHHbie
7a0opaTopHbIX HccieAoBaHUid He uH(popMatuBHbl. [lomo3peBaTh PECTPUKTHUBHOE
NopakeHHEe  MHOKapJa cieayer |y OOJNIbHBIX € XPOHMYECKON  cepleqHOM
HEJIOCTaTOYHOCTBIO, Yy KOTOPBIX OTCYTCTBYIOT JWiaTalys W PE3KO BBIPAKECHHBIC
HapyIICHUs COKPATUTEIbHON (DYHKIIMU JIEBOTO JKEITy10UKa.
IKT
Ha OKI' peructpupyroTcss Npu3HAKU TUNEPTPOGUU TOPAKEHHBIX OTIEJIOB Cepilla,
0COOCHHO BBIpaKEHHasl meperpyska mpeacepauii. Hepenko, cHmxkenue cermenta ST u
uHBepcus 3youa T. Bo3aMoXHBI HapylIeHUs] pUTMa cepAlla U MPOBOAUMOCTU. Taxukapaus
HE XapaKTepHa.
Pentrenorpagusi opraHoB rpyaHod KJETKH: pa3Mepbl CEpAla HEMHOTO YBEIMYEHBI
WJIM HE U3MEHEHBI, OTMEYAETCS YBEIMUYEHUE MPEICEPANN U BEHO3HBIN 3aCTOU B JIETKUX.
Ixokapauorpadpuyeckue Npu3HAKM:
e cucronnueckas GyHKIHUS HE HapYIICHA;
BBIpAKEHHAs TWJIaTaLMs IPEACEPINN;
YMEHBIIEHUE TOJIOCTH MOPAKEHHOTO KETYI0UYKA;
(byHKUHMOHATBHAS MUTPAJIbHAS U/WJIM TPUKYCIUAAIbHAS pErypruTalus;
PECTPUKTUBHBIN THUIl JUACTOJIMYECKONM AMCPYHKIMH (YKOPOUYEHHE BpPEMEHH
U30BOJIIOMMUYECKOTO pacclialieHus, YBEJIMYEHUE IHMKA PAHHErO HAMOJIHEeHHUS,
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YMEHBUICHUE NTMKA MO3HETO IPEICEPAHOrO HAIOJHEHUS JKEIYI0YKOB, YBEIIMUECHUE
OTHOILIEHUS] PAHHETO HAIIOJHEHUS K TIO3/IHEMY);
® [IPU3HAKH JIETOYHOM THIIEPTEH3HH;
® TOJIIIMHA CTEHOK Ccep/lia OOBIYHO HE YBEIMUECHA.

9x0-KI" nmo3zBonser uckmounts JJKMII u 'KMII, HO HegocTaTouHO MH(OPMATUBHA IS
UCKITFOUEHHUS KOHCMPUKMUBHO20 NEPUKAPOUMA.
Komnbrorepnas tomorpagus (KT) u MPT
OTH MeTonbl HMMEIOT 3HaueHue ans auddepenunansHoi nuarHoctukun PKMIT c
KOHCTPUKTHBHBIM IIEPUKAPAUTOM, MTO3BOJISIOT OLEHUTh COCTOSHUE JIMCTKOB NIEPUKapAa U
UCKIIFOYNTH UX KaJBLUHO3.
JHAOMUOKAPAUAIbHASA OMOTICUS
JlanHOE wHccieqoBaHue MpoBOIAT Uit yrouHeHus sthonoruu PKMIIL. Ono mo3sossier
BBISIBUTH  (uOpO3 MuHOKapia MNpu HMIMONATUYECKOM MHOKapauaibHOM  (ubdpose,
XapaKTEepHbIE U3MEHEHHUs [IPU AMUJIOUI03€, CAPKOUI03€ U TEMOXPOMATO3E.
AuddepenunaibHblii 1MATHO3
PKMII auddepeHuupyoT B NEPBYIO O4Yepenb C KOHCTPUKTHUBHBIM MepUKapauToM. Jlis
ATOTO OLEHUBAIOT COCTOSHUE JINCTKOB MEPUKAPAA, UCKIFIOYAOT UX KAIBIIMHO3 C IIOMOLIBIO
KT. IIpooasaT taxxke nuddepeHunaibHyo auarHoctuky mexay PKMII, BeizBaHHBIMU
pa3HbBIMU MNpUYMHAMHU (MpU OOJIE3HSAX HAKOIUIEHHS — TIeMOXpOMAaTo3€, aMWIOUI03E,
CapKOM03€, IUKOT€HO3aX, JIUIHI03aX ).
Jleuenue
Manos¢p¢heKkTUBHO, Bp€MEHHOE YIydIlleHHEe HACTYIAeT NPy IPOBEACHUH TEPAeBTHUECKUX
MEPONPUITUIA B paHHUE CPOKH OT Hadana 3aboseBaHus. [IpoBOASAT cMMITOMATHYECKYIO
TEpanui0 B COOTBETCTBUU C 0O0mUMHU npuHuunamu jedeHus XCH B 3aBUCHMMOCTH OT
TSDKECTH KITMHUYECKUX TPOSBICHUN (cm. xaunuueckue pexomenoayuu no XCH), npu
HEOOXOMMOCTH — KYITMPOBAaHNE HAPYIICHUH CEpICYHOrO PUTMA.
[Tpu remoxpomarose yiydllleHHe (YHKIMHM CepAua JOCTUraeTcs MyTeM BO3AEWUCTBUS Ha
OCHOBHOE 3a0osieBanue. Tepanusi capkoupgo3a ¢ mnpuMmenenueM ['KC He Biusier Ha
naToJIOTMYecKuil mpouecc B Muokapae. I[lpu suaokapauanbHOM (GuOpo3e pe3ekuus
SHJOKApJa C MPOTE3UPOBAHMEM MHUTPAIBHOIO KianaHa WHOTJAA IO3BOJIAET YIIYyYLIUTH
COCTOSIHME OOJIbHBIX. EIMHCTBEHHBIM paJUKaIbHBIM METOJIOM JICUCHHS] UIHONATUYECKON
PKMII siBnsieTcst TpaHCIUIaHTALUSI CEPALA.
IIporxo3
[Iporno3 wamie HeOJAronpusATHbINA, OOJbHBIE YyMHpalOT oOT pedpakrepHoit XCH,
TpoMOOAIMOONMI U JApyrux ocioxkHeHuidl. COCTOSIHHE TAIMEeHTOB OOBIYHO CpEaHEH
TsDKeCTH U Tskenoe. 70% OOoNbHBIX MTOTHOaeT B TeUeHUe S JIeT.

IV. APUTMOTEHHASI KAPAMOMMONATHSI TPABOI'O JKEJYIOUKA
(AIIDK)

3a0osieBaHrE MBIIIIBI CEepAlla, XapaKTepHU3YIOIIeecs MPOTPECCUPYIOMIUM 3aMelICHHUEM
muoruToB DK >xupoBoil unu GuOpO3HO-KUPOBOW TKAHBIO, MPUBOIALIUM K aTpoduu u
MCTOHUYEHUIO CTEHKHU KEITyJ0uKa, ero JAWJIaTaluu, COMPOBOXKIAIOIICECS KeyT10UYKOBBIMU
HapylLIEHUAMH pPUTMA pPa3IMYHOM CTENEHW TSKECTH, BKiIouYas (UOPUIUIALNIO
KEITyJ0YKOB.
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INUAEMHO0JI0T U

Pacnpoctpanennocts AJIIDK HeunsBecTHa, CUMTAETCS, YTO OHA MOXET BAPbUPOBATH B
npenenax ot 1:3000 xo 1:10 000. ITepBbie KITMHUYECKUE MPOSBICHUSI MOTYT BOSHUKHYTH B
IOHOILIECKOM BO3pacte, peako — nociie 40 Jer.

JTHOJIOTHSA ¥ NIATOreHe3

[Tpyunna 3a0osieBaHusl Heus3BecTHA. VIMEIOTCS NaHHBIE O HACJIEACTBEHHOM XapaKTepe
mucriaszud.  Hauwbonee BEpOSTHBIM — THIIOM — HACTENOBAaHUS  SABISETCS ayTOCOMHO-
JIOMUHAHTHBIM.

KiinHuyeckass KapTuHa

JlnutenbHOEe BpeMs 3a0oJjieBaHME TNpoTeKkaeTr OeccMMONTOMHO. B 3TOT mnepuon
OpraHnyYecKoe MoBpexkaeHue, yexaniee B ocHoBe AJIIDK, memneHHo mporpeccupyer.
Kmunanueckne mnpusHaku AJIIDK (cepauebuenue, mnapoKCU3MallbHas TaXHUKapIus,
TOJIOBOKPY>KEHHUE NI OOMOPOKH ) OOBIYHO MOSABIISIFOTCS B TOJAPOCTKOBOM WJIM FOHOILIECKOM
Bo3pacte. Beaymumu — KIMHUYECKUMHU  NOPOSABICHUSMH T[PU  3TOM  SBISIIOTCS
KUZHEYTPOKAIOIIME APUTMUU: KEITYJOUKOBASI SKCTPACUCTONIUS UM TaxuKapus (0OBIYHO
uMeeT rpaduky OJOoKaabl JIEBOM HOXKM Tmydyka [wuca), smu3oasl  GUOPWLISAIIUU
KEITYJIOUKOB; PEXe — CYNPABEHTPUKYISIpHBbIC (MpEeACEep/IHbIe TaXHMApUTMUU, MEpIaHue
WM TpenetaHue mnpeacepauii). [lepBbiM mposiBieHHEM 3a00J€BaHUS MOXET CIY>KUTh
BHE3aIlHAsi OCTAaHOBKAa KPOBOOOpAIllEHWs, KOTOpas HACTymaeT BO BpeMs (PU3UYECKUX
Harpy30K WY HANPSKEHHOW CIIOPTUBHOM aKTUBHOCTH.

Auarnocruka

ManoundopMaTuBHa BBUIY pPa3HbIX MPUYUH PA3BUTHUS JAHHOTO COCTOSIHUS. TouHas
UAEHTU(UKALMS BO3MOXKHA TOJIBKO MPHU IJIUTENbHOM HabmoaeHuu. MHorna 3aboneBanue
MOXXET OBITh 3alOAO03PEHO MpU OTCYTCTBUU YBEIMYEHHUS pa3MEpPOB cepila Ha
pEHTTeHOTpaMMe.

IKI' nokos y mnaumerntoB c¢ AJ[IDK wumeer psa  xapakTepHbIX OCOOEHHOCTEH,
MO3BOJISIONINX  MPEATNONOXKUTh Hanmuuue 3abosieBaHusa. Tak, MPOAOTKUTEIBHOCTD
YKEITYyIOYKOBBIX KOMIUJIEKCOB B TIPaBbIX TPYIAHBIX OTBEICHUSX MOXKET MPEBBIIIAThH
MPOJOIDKUTETLHOCTh QRS-KOMITIIEKCOB B JIEBBIX TPYAHBIX OTBEIEHUAX. [[IUTENBHOCTH
untepBaia QRS B otBemenun VI mpesbimaer 110 Mcexk (4yBCTBUTENBHOCTH 55% W
cuneruduuanocts 100%). Bombias mpogomkureabHocTh QRS-KOMIUIEKCOB B IpaBBIX
TPYAHBIX OTBEACHUSX IO CPABHEHUIO C JIEBBIMU COXPAHSIETCS UM B CIydasiX OJOKasbl
IIpaBOM HOXKKHM Iyuka ['nca.

BecbMa xapakTepHbl pa3iU4HbIC SKTOMMYECKUE >KETyJAOYKOBBIE apUTMHH, BIUIOTH 0
CTOMKOM KeJTy0YKOBON TaxUKapAUH, MPU KOTOPOU KENTyI0YKOBbIE KOMIUJIEKCHI OOBIYHO
UMEIOT BHUJ OJIOKaJbl JICBOM HOXKHM Tydyka ['HMca, a 3jeKkTpuueckas och cepiia MOXKET
OBITh OTKJIOHEHA KaK BIIPaBO, TaK U BJEeBO. [lapokcu3ManbHast )KeTyJ0UKOBasi TaXUKaAP U
B OOJIBIIIMHCTBE CJIy4aeB BO3HUKAET B MPABOM JKEIYAOUKE U JIETKO WHIYIUPYETCS MpH
ANEKTPOPHU3NOIOTMUECKOM UCCIIEJOBAaHUY.

[Ipy peHTreHOJOrMYecKOM HCCJAEeJOBAHUM OPTaHOB TPYAHOW KJICTKH B OOJBIIOM
MIPOIICHTE CIy4YaeB BBISABIISIIOTCS HOPMaJIbHBIE MOP()OMETpUIECKHE TTOKA3aTEIH.
Ixokapauorpadpuveckue kpurepuu AKIDK:

e yMEpEeHHas AWiIaTalus MpaBoro KeyJouka;

® JIOKAJIbHOE BBIMSIYMBAHUE U TUCKUHE3USI HIKHEN CTEHKHU WM BEPXYILIKHU CEPALa;

® H30JIMPOBAHHOE PACIIUPEHHUE BBIXOJHOIO TPAKTa MPABOTO KETYI0UYKA;
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® T[IOBBIIICHHE HMHTEHCUBHOCTH OTPAYKEHHBIX CUTHAJIOB OT MPABOTO KETYI0UYKA;

® yBEJIMYEHHE TPAOCKYJISIPHOCTH IIPABOTO JKENy10UKa.

MPT cuurtaercs Hanbosiee NEPCHEKTUBHBIM BHU3YaJTU3HPYIOIIUM METOJIOM JHATHOCTUKH
AKIDK, mo3BonsomuM 00Hapy>KUBaTh CTPYKTYypHbIE HApYIICHHs, TaKhue Kak (OKaIbHOE
VCTOHYEHNE CTEHKU U JIOKAJIbHBIC aHEBPU3MBI.

Llennyto uHOpMaNKIO TACT PEHTTeHOKOHTPACTHAsi BeHTpHUKYJorpapus. IIpu stom
xapakrepHa awiaraius [DK B codetanmm ¢ CerMeHTapHBIMH HapyLICHHUSIMHU €T0
COKpAILIEHHs, BBIISTYMBAHUSMH KOHTypa B O00JacTAX [UCIUIA3UUM M yBEJIUYCHUEM
TpabeKyISIPHOCTH.

AuddepennnanbHas IMaArHOCTHKA

[IpoBogutcs ¢ JAKMII ¢ npeuMylieCTBEHHBIM NOPAKEHHEM IIPABOTO KEIYJ0UKA.
Cunraercs, yro npu JKMII ¢ npenMyIieCTBEHHBIM NOPaKEHUEM IPABOrO KEIyJI0YKa
npeodiajaloT CUMIITOMBI MPABOXKETYJOYKOBOM HEJOCTaTOUYHOCTH, a MPHU apUTMOTE€HHOM
JUCIUIA3UM TIPABOTO KEIyJOoYKa — JKEIyJAO4YKOoBble aputMmuu. lIpenmomaraercs, d4ro
HAOMUOKapauanbHas Ouoncust no3Bosut auddepenuuposars JKMIT u AAIDK. Tlpu
TUCTOJIOTUYECKOM HCCIEOBAaHUM OHONTATOB M AYyTONCHI BBISBISIOT  CIEAYIOIIHE
WU3MEHEHHUsI, XapaKTEpHbIE JJIsI ApUTMOTEHHON JUCIUIA3UM MPABOTO JKEIyJA0UYKa: JKUPOBYIO
UH(OUIBTpaUIO (3aMEIIEHHE) MUOKAp/a, aTpO(UUECKHE WM HEKPOTUYECKHUE U3MEHEHUS
KapJUOMHOLIUTOB, MHTEPCTULHAIBbHBIA (UOPO3, MHTEPCTULMATIbHbIE HH(PUIBTPATH M3
MOHOHYKJIEAPOB.

Jleuenue

HampaBneno Ha ycTpaHeHue HaONIOAAEMbIX apuUTMUM cepaua. s 3Toro mpUMEHSIOTCS
AHTUAPUTMHUYECKHUE TIPETapaThl pa3HbIX TPYMI: COMANON™, amuooapon™, eepanamun™ u
ap. Ilpu yCTOMYMBOM KEINyAOUYKOBOW TaxUKapAuU CJIEAYET IPOBECTH KATETEPHOE
paspylieHre apuTMOT€HHOIO ouara Uil UMIUIaHTalUIo KapauoBepTepa-nedudpusuistopa.
IIporxos

Yacto HebnaronpusatHbiil. Kaxknplii mateiii 00JBHOW MOJIONOTO BO3pacTa, yMHUPAIOIIHMA
BHE3AIIHO, CTPAJaeT AAHHOW mnarojoruil. Kaxkapld JecsAThli MalMeHT, CTpagaroliui
APUTMOTEHHOM NHCIUIA3MEH MPABOTO KETYJI0YKa, YMUPAET OT 3aCTOMHOW CEpACYHOMN
HEJOCTATOYHOCTH U TPOMOOSIMOOJIMYECKUX OCIOKHEHUW. OCHOBHON MPUYMHOW CMEPTH
SBIIIETCS DJIEKTPUUYECKas HECTAOMIbHOCTh MHOKap/Ia.

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

HMIJIX - oauH U3 peakux BUIAOB KapAUOMHUOIATUH, BPOKICHHOE MTOPAXKEHUE MUOKapAa,
SBJISIIONIEECS CJICJACTBMEM HapyUIEHUs] €ro pa3BUTUS Ha JdTane >MOpHOreHe3a u
XapaKTepU3yroIeecs TMOBBIIIEHUEM TPaOEKYISIPHOCTH MHUOKApJa, KakK IMPaBuUio, JIEBOTO
KEeITyJouKa M HaIuuueM IIyOOKHX MEXTpaOeKyJspHBIX MPOCTPAHCTB  (JaKyH),
COOOIIAIOIINXCS C TTOJIOCTHIO KETYI0UKa.

PacnpocTpaHeHHOCTh

Pacnipoctpanennocts HMJDK B 001mieli momy sy Mo HEKOTOPBIM OIEHKaM COCTaBIISIET
ot 0,05% no 0,25% B roa, B TO BpeMs Kak IO JaHHBIM SMIIMPUYECKUX HCCIIEI0BaHUN
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Cpelld BcCeX B3pOCibIX ManueHToB, mnpomenmux Ixo-KI-uccneposanne, HMJDK Obin
obnapyxeHn y 0,014% - 0,26%
Cocrasnser 9,2 % cpean Bcex QUarHOCTUPOBAHHBIX KAPJIMOMHUOIATHM, 3aHUMAET TPETHE
MECTO B CTPYKTYp€ KapJAHMOMUONATUH TOCIe TUIEPTPOPUIECKON U TUIaTAIlMOHHOM.
JTHOJIOTHS U NIAaTOreHe3
M3BecTHO N1Ba TUIIA HACIIEIOBAHMS: ayTOCOMHO-PELIECCUBHBIM M CUEIJICHHBIA C IOJIOM,
coctasisitolui 44% HaOIIOAEHUI.
HMUJIXK sBrseTcst KIIMHUYECKH M TEHETUYECKH TE€TEPOTCHHBIM, OOYCIIOBJICH HAPYIICHHUEM
pa3BUTH MHOKapJa B IpoLEcce dIMOPHOHAIBHOrO pa3BUTHSA. OCHOBHOM MPU3HAK 3TOrO
3a0oneBaHuss — TIIyOOKHe TpaOeKylbl B  MHOKAapAe JIEBOTO JKEIyAo4yka |
MEXOKEITYJOUYKOBOM TMEPEropoJIKe, YTO BJIEYET 3a COOOHM CHMKEHUE CHUCTOJIMYECKOU
(GYyHKIIMM JI€BOTO XKeiynouyka. B yacTu ciydaeB B MATOJOTHYECKHM MPOILECC MOXKET
BOBJIEKATbCSI MHOKApJ TMPABOro KedayAgouka. MoKeT coueratbcs C MpU3HAKaMH
JTUTATAllMOHHON KapAHMOMHONATHU, WU BPOXKIECHHBIMU MOPOKaMH cepima. Yaiie Bcero
BcTpevaroTcst couetanuss HMJIK ¢ nedexkramu mexnpeacepanoit neperopoaku (JAMIIIT),
W30JMPOBAHHBIMU UM MHOXECTBEHHBIMH J€(PEKTaMU MEXIKETYIOYKOBOM MEperopoIKu
(AMKII), creH030M JIETOUYHBIX apTEepUi, OJTHAKO OMUCAHbI U HEKOTOPBIC NPYTHUE BUJIbI
MOPOKOB. MOXKET BCTpeuYaThCsi B COYETAHMM C HEUPOMBIIICYHBIMU 3a00JI€BAHUSIMU,
TaKUMH KaK MeTaborueckas MuonaTus; cuaapomel — bapta (Barth), Oraxapa (Ohtahara),
Poiipman  (Roifman), Memnuka-Humma (Melnick-Needles), wmukpodramemun ¢
JWMHEHHBIMU KokHbIMH Jedekramu (MLS - microphthalmia with linear skin defects),
Horreii-Hagkonennnka (Nail-Patella) w Hynan (Noonan); meimednsie nuctpodun bekepa
(Becker) u Omepu-/peiidyc (Emery-Dreifuss); MuoTyOyasipHast KapIMOMHOIIATHSL.
Mopdgonocuueckme munwi:
® JIAKYHAPHBIA - HEKOMIIAKTHBI MHMOKapJ IPEACTABICH CETHIO XOPOLIO
BU3YaITU3UPYIOMUXCS TPAOEKyJ C MUPOKUMHU, TIIyOOKUMU JIAKyHAMH,
e Ty0YaThIi - HEKOMITAKTHBIM MUOKApP/ MPEICTABIICH YepEOBAHUEM MHOXKECTBA
MeTbYalimxX JaKkyH (MeHee 1 MM) U TpaOeKys, TpyAHO pa3IMYUMBIX IPYT OT
Apyra,
® CMEIIaHHBIN - BU3YAM3UPYIOTCA TPaOEKyJbl W JIaKyHapHbIE MPOCTPAHCTBA,
MEHEE BBIPAKCHHBIC, UEM MPHU JTAKYHAPHOM THUIIE.
Tunwvl pemoodenuposanus cepoya y oemeii ¢ HMJDK:
e MIATAIlMOHHBIN;
® PpPECTPUKTUBHBIM;
® TUNEPTPOPUUYECKUN.
KinHnyeckasi KapTUHA
CepaedHas HEIOCTATOYHOCTh, JKENyIOYKOBbIE ApPUTMHUM, CHUCTEMHAs WM Jero4yHas
ambonus. Hapymienne muactonnueckod W cuctonmueckor (QyHkiui. Jlmactommdeckas
TUChYHKIMS XapaKTepu3yeTcs HApYIICHHEM MPOIeCCOB pacciablieHus W HAmOJHEHUS
JIEBOTO JKENyJ0YKa B PE3ysbTaTe YMEHBIIICHUS 00bEeMa €ro IMOJOCTU MPHU MOBBIICHHOM
TpabexkynapHOCTH. OTHUM U3 BO3MOKHBIX MEXaHU3MOB BO3HUKHOBEHHMSI CHCTOJIMYECKOU
TUChYHKIIMK SIBIISIETCS XPOHHMUYECKAs WINEMHUsS MHOKap;a, 0OYyCJIOBJICHHAs HapylleHHUEM
KOPOHAPHOU MUKPOUUPKYJISALINH.
YacTo BCTpeyarOTCsl HAPYLIEHUS CEPAECYHOTO PUTMA U MPOBOJUMOCTH cepala. Bo3mMokHbI
KEITYJJOUKOBBIE apUTMUU, PUOPUIUISIIINS TIpeAcepIuii, TapOKCU3MallbHas WA MOCTOSTHHAS
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bopMbl KeTyA0YKOBOM Taxukapauu. [IpyurMHON CHUCTEMHBIX W JIETOUYHBIX dMOOJMNA MPHU
HEKOMIIAKTHOM MMOKapJe JIEBOTO JKEIyJ04YKa Yalle BCEro SABISIETCS MeplaTreilbHas
apUTMHSI C TIOCIIEAYIOIIMM (POPMUPOBAHUEM TpoMOO3a B 00JIACTH MEKTPAOEKYISIPHBIX
IIPOCTPAHCTB, I'IE CKOPOCTh KPOBOTOKA 3HAYUTEIIBHO CHUYKEHA.

Auarvocruka

Bxarouaer mpoBeneHune Oxo-KI' ¢ ompeneneHMeM COOTHOLIEHHS KOMIAKTHOTO CIIOS
Muokapaa k HekomnaktHoMy, DKI', XM OKI', MPT cepaua, nouck myraumii B rene TAZ
MOJIEKYJISIPHO-TCHETUYECKUMH  METOJaMU Y  OOJBHBIX, a TakkKe JIMarHOCTHKA
rE€TePO3UTOTHOTO HOCUTEIBCTBA Y POJICTBEHHUKOB IMAI[UEHTOB.

Ix0-KT'

SBnsieTcss OAHUM W3 BaXKHEWIIMX HEHMHBA3WBHBIX METOJIOB JUATHOCTUKH HEKOMIIAKTHOTO
MHOKapJa. B COOTBETCTBMM C YIbTPA3BYKOBOW KAPTUHOM CTEHKA HEKOMIIAKTHOTO
MHOKapJia COCTOMT M3 JBYX CJIO€B: KOMIAKTHOI'O SMHUKAPJAAIBHOTO M HEKOMIIAKTHOIO
SHAOKApIMaIbHOTO. HEeKOMITaKTHBIN CIION MpejCTaBiIeH YTOJIIICHHBIMUA TpaOeKylamu ¢
IIIyOOKMMHU  MEXTPaOeKyJIIPHBIMU TPOCTPAHCTBAMU TMPEUMYIIECTBEHHO B 00JIacTU
anUKaJIbHBIX U CPEJHUX CErMEHTOB HIDKHEW M OOKOBOM CTEHOK JIEBOTO JKETyJ/I0YKa,
MOATOMY J3NUKAPJIWAIBHBIA CIIOW TOHBIIE 3HAOKapAHAIbHOro. OTMedaeTcsl IuiiaTalus
JIEBOTO KEITYJ0UKa, CHIDKEHHE CUCTOJIMYECKON (YHKIIMUA U HAPYIICHUE TUACTOJIMYECKON
GYyHKIMM TPEUMYIIECTBEHHO IO PECTPUKTUBHOMY THUIly. [MIOKMHE3Ws MHOKapja
OTMEUYAETCSA KaK B 30HAX C HEKOMMAKTHOCTBIO, TAK U B HOPMAJIBHBIX CETMEHTAaxX JIEBOTO
KEITy10uKa

IKI

He wumeer cnenuduueckux npuszHakoB. Ha anexTpokapauorpamme  OOJIBHBIX
HEKOMITAKTHBIM ~ MHOKapAOM  JIEBOTO  JKE€JIYJOYKa  BBISBIAIOTCS:  OTKJIOHECHUE
ANEKTPUUECKOMN OCH cep/lia BIEBO, TUIEPTPOPUS MUOKapAa JIEBOTO KETyI0UKa, IPU3HAKU
HAPYUICHHS PEMOJISPU3ALNAN KEITYIOUYKOB, U3MEHEHUS KOHEYHOW YacTH KEIYI0YKOBOTO
KOMITJIEKCA, CYMPABEHTPUKYJSIPHAS M KEIYJOUYKOBasi HKCTPACUCTOJIMU, OJOKAJbl HOXKEK
nyuka ['mca, WPW-cunmpom, aTpuoBEHTPUKYJISAPHBbIE OJOKaIbl Pa3TUYHOU CTENECHU
BBIPOKEHHOCTH, GUOPUILIAIUS TIPEACEPANI U IpyTrue HApYIICHUSI PUTMA.

Jleuenue

B nactosiee BpeMs octaercss HecrienupuuHbIM U cuMnitomatuaeckuM. OHo Gasupyercs
HA KOppEeKIMH W NpOoUIAKTUKE TPEX OCHOBHBIX KIMHUYECKUX TMPOSBICHUN
HEKOMIIAKTHOTO MHUOKAapJia: CEepJCYHON HEJOCTATOYHOCTH, APUTMHUU U HMOOJIMUECKUX
ocinokaenuit. [Ipu orcyrcTBum 3¢ dexra OT MPOBOJUMON Tepanuu, TOPIUIHOM TEUECHUU
3a00J€BaHUsl BO3MOXXHA IMOCTAHOBKA B JIMCT OKHUJAHWA Ha TPAHCIUIAHTAIMIO Cepila.
BONbHBIM CO  «3JI0KAYECTBEHHBIMU» HAPYIICHUSMH pPUTMa HEO0XOoJMMa YCTaHOBKa
KapJiuoBepTepa-aedudpussTopa.

JInddepeHninaabHas IMArHOCTHKA

Cnenyer muddepeHIMpoBaTh ¢ pa3HbIMU (opMaMu HUIUOMATUYECKUX KapJIAHOMUOIATUU
(IunmaTarMoOHHON, TUNEPTPOPUUECKON, PECTPUKTHBHOM), a TakkKe TPOMOO30M JIEBOTO
KEITYJ0UKa, JTOMOJHUTEIFHBIMU TpaOeKyJlaMu, aHOMAJIbHO PACIOJIOKEHHBIMH XOpPJIaMH,
MEPCUCTUPYIOIINMUA CHUHYCOWJIAMU NPU AHOMAJIBbHOM OTXOXIEHHUHM JIEBOM KOPOHAPHOU
apTepud  OT JIETOYHOIO CTBOJIA, AaTPE3UEd JIETOYHOW AapTepUuu IPU HHTAKTHOU
MEKKEITyJOUKOBOU MEPETOPOJKE, OIYXOISIMHU CEPALA.

IIporuo3
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[Iporno3 OGompHbIXx ¢ MHJDK 3aBucuT OT 00BEMa MOPaKEHHBIX CETMEHTOB, OOIICH
COKpaTUTENIIbHOW CHOCOOHOCTH MHOKApJa, BpPEMEHM BO3HHUKHOBEHUS U CKOPOCTHU
HapacTaHUsi CHUMIITOMOB CEpJEYHOM HejocTatoyHocTh. Hambosiee HeOmaronpusTHbINA
nporHo3 Habmonaercs y naueHToB ¢ @B menee 35 %. OcHOBHYIO yrpo3y ISt 3J0pOBbS
U OKU3HU OOJIbHBIX TIPEJCTABIIACT pa3BUTUE U MPOTrPECCHUPOBAHUE  CEPACHHOU
HezocTaTrouHocTH. HeoOxoauma npoduiaktuka TpoMO0IMOOIMUECKUX OCIOKHEHUH.
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Cnncok cokpameHmni

American College of Cardiology/ American Heart

ACC/AHA/AAC | Association- AMeprukaHCKOe 00IIECTBO
KapAnuoJIoroB/ AMEepHKaHCKasl acCOIMAINS CepIia

NT-proBNP N-KOHHCBOﬁ (dbparMeHT MpOMO3roBOT0
HaTPUHYPETUYECKOTrO NENTUAA

NYHA New York Heart Association - Heio-Mopxkckas
accouuanus cepana

AA AHTaroHHUCT aJIbJOCTEPOHA

AKMII ApUTMOTECHHAs! KapAMOMHOIIATHUS

AUTB AKTHBHPOBAHHOE YaCTUYHOE TPOMOOIIIIACTUHOBOE
BpeMsl

bBAb B-anpeHo0I0KaTOPhI

BPA 11 brokartopsl penenTopoB aHTHOTEH3WHA

B3E Bpewms 3aMe uieHns 1OTOKAa paHHEr0 HAIOJHEHUs

BO3 Bcemupnas opranuzanus 34paBoOXpaHEeHUs

BIP Bpems n3zoBositoMuuecKkoro paccialdiaeHus JIEBOTO
KEITyJ0uKa

BIIC BpoeHHblil MOpOK cepaia

I'KMIT ['uneprpoduyeckas KapIMOMUOTIATHUS

JKMII JlnnatanioHHasi Kap IMOMHUOIIATUS

EOK EBporneiickoe 00111ecTBO Kap/1M0JIOTOB

uAlld WHrubuTop aHrnoTeH3MHIPEBPALIAIOIIEro (pepMeHTa

KMII Kapanomumonarus

JDK JIeBbIi1 JKeyn04ex

MHO Mex1yHapogHOE HOPMAJIM30BAaHHOE OTHOIIICHUE

MOK MuHYTHBII 06beM KpOBOOOpaIIeHHsI

MPT MarauTHO-pe30HaHCHas ToMorpadus

HK HenocraroyHOCTh KpOBOOOpAIICHHS

HMJTK HexoMIakTHbI MUOKpAJ JIEBOTO KEITYA0UKa

OJICH Octpas nexomnencanus CH

19T [To3uTpoHHO SMHCCHOHHAs TOMOTpadust

PKMII PecTpukTuBHAs KapuoMHONaTUs

cu CeplieuHblli MHIIEKC

CH CepneuHasi HEIOCTaTOUYHOCTh

CCC CepneuHo-cocyaucTas cucTema

YU Y napHbIi HHIIEKC

YO VY napublii 06beM

®B ®dpakiys BIOpoca

dK DYHKIIMOHAIBHBIN KJIAcC

% @paknus yKOpOYeHUs

XCH XpoHUUYECKas ceplieuHas HeJIOCTaTOYHOCTh

OKTI’ OnexTpokapauorpadus

OKMO DKCcTpakopropaibHas MeMOpaHHas OKCUTEHAIIS

Ox0-KTI' Oxokapauorpadus
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*Hcnosb30BaHue B Tepanuy NpenapaToB, He pa3pelleHHbIX K NPUMEHEHUI0 Yy JeTei
corsiacHo MHCTpYKIIUM, TOJBbKO ¢ pa3pemieHusi JIOKaJbHOr0 3THYECKOr0 KOMUTETA
MEIMIMHCKON OpraHM3anvu, NPpH HAJIMYMUA HH(GOPMHUPOBAHHOIO  COIJIACHS
poauTeJieil / 3aKOHHBIX NpeACTABUTeeH U pedeHKa B Bo3pacrte crapiue 14 jger
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