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PENEPAJIBHBIE KTTMHNYECKWE PEKOMEHAALIVN MO OKA3AHNIO
MEOVMUNHCKOW NoMoLwn AETAM C KAPANOMNONATUAMUN

[aHHble K/IMHWYECKME PEeKOMeHAauun MOAroTOBMAEHbI MPOGeCCUOHaIbHOW accoumnalmen
[eTckux Bpadeir Coro3 neamaTpoB Poccum COBMECTHO € Accouuvaumen LeTCKUX Kapamonoros
Poccun, akTyannsnpoBaHbl, paccMoTpeHbl 1 yTBepxKaeHbl Ha XV I KoHrpecce negmnatpos Poccumn
«AKTyasibHble Npobnembl neguaTpum» 14 gespansa 2015r.

CocTtaB pabouein rpynnbl: akag. PAH BapaHos A.A., un.-kopp. PAH HamasoBa-bapaHoBa
N.C., npod., A.Mm.H. bacapruHa E.H., npo®., A.M.H. beno3épos KO. M., npod., 4.M.H. [ertapesa
E.A.,, K.M.H. NepByHnHa T.M., K.M.H. YepHbiwésa T.B., npod., 4.M.H. BanbikoBa J1.A., npod.,
A.M.H. Kotnykosa H.I., npod., 4.m.H. CagbikoBa A.W., npod., 4.M.H. AkoBnesa J1.B.

ABTOpbI MOATBEPXAAIOT OTCYTCTBUE (DMHAHCOBOW MOAAEPXKU/KOH(/IMKTA WHTEPECOB,
KOTOpPbI/ HEO6X0AMMO 06HapoA0BaTb.

METOAOJIOI NA

MeTogbl  MCMONb30BaHHbIE A1 cbopa/cenekumn [oKas3aTeslbCTB: TMOUCK B
3NIEKTPOHHbIX 6a3ax AaHHbIX.

OnucaHne MeTOAOB, WCMO/b30BaHHbIX AN1A cbopa /ceneKuuu [OKas3aTe/lbCTB:
[0Ka3aTeNlbHON 6a30/ AN peKoMeHAauuii  aBnsoTcs  Nybnukaumy, Bolweflive B
KoxpeinHoBCKyto 616noTeKy, 6a3bl fgaHHbIXx EMBASE n MEDLINE. Mny6uHa noucka
cocTaBwuna 5 ner.

MeTogbl, UCMONb3yeMble A1 OLEHKN KavyecTBa U CUJbl J0Ka3aTe/IbCTB

KoHceHcyC 3KcnepToB

MpnopnTeTbl UCMOML30BAHNA NEKAPCTBEHHON Tepanun YycTaHaB/MBa/IMCb Ha OCHOBE
pe3ynbTaToB  [OKas3aTeNbHOW  MeauuMHbl.  Tlpy  OTCYTCTBUM  [aHHbIX  BbICOKOM
[AOCTOBEPHOCTU YYMUTLIBA/IOCH COr/TaCOBAHHOE MHEHIE 3KCMePTOB.

Knaccbl pekomeHAaumin 1 ypoBHU loKa3aTelbCTB

Knaccbl pekoMeHauuin 1 ypoBHU [0Ka3aTe/lbCTB MO BefeHU0 60/bHbIX OCHOBaHbl Ha
nokymeHTax European Society of Cardiology (EBponeiickoe 06LLECTBO KapAuooros,
EOK), 2012 (ta6n. 1, 2)

Tabnnua 1.
Knaccbl pekomeHaaumi
Knacc | Monb3a U 3PPEKTUBHOCTb ANArHOCTUYECKOrO UK NevYebHOro Bo34encTans
[0Ka3aHbl U/Mnn 06LLENPU3HAHHDI.
Knacc Il [MpoTUBOPEUMBbIE AaHHbIE U/ PACXOXKAEHNEe MHEHWIA MO NOBOAY

M0/1b3bI/3NPEKTUBHOCTM NEYEHNA.

Knacc Il a | Imerowmecs faHHble CBUAETENLCTBYHOT NPEUMYLLECTBEHHO O
NoNb3e/3)(HeKTUBHOCTN /1Ie4ebHOro BO3AENCTBUS.

Knacc Il b | Monb3a/apdeKTMBHOCTL MeHee yoeanTenbHbI.

Knacc 111* | Mimetowwmecs gaHHble niv obLiee MHeHVe 3KCNepToB CBUAETENbCTBYHOT O
TOM, YTO Nle4eHne 6ecnosie3Ho/HeaPdEKTUBHO 1 B HEKOTOPbLIX Cy4vasax
MOXXET ObITb BpeAHbIM.




MpumeyaHue: *TMNpumeHeHne Knacca Il EOK He pekomeHayeTcCs.
Tabnuua 2.
YPOBHU A0OKa3aTe/IbHOCTHU

A | PesynbTatbl MHOFOUYMCNEHHbIX PaHAOMU3NPOBaHHbIX KITMHNYECKNX I/ICCI'IE,EI,OB&HI/IVI
nnan MeTa-aHa/In3a.

B | Pe3ynbTaTbl 0AHOIO paHAOMM3NPOBAHHOIO KIIMHUYECKOTO MCCNef0BaHNs UK
KPYMNHbIX HEPaHAOMU3POBAHHBIX NCCNEA0BaHNIA.

C | OO6LLee MHEeHWE 3KCMePTOB U/Un pe3ynbTaTtbl He6ONbLUNX NCCNEe[0BAHNN,
PETPOCNEKTUBHbIX UCC/EA0BaHNIA, PErMCTPOB.

ONMPEOENEHVE

Kapavnomuonatum (KMIT) rpynna reteporeHHbIX 3ab0/1eBaHWUiA, XapaKTepu3yoLwascs
naTonorMein MMokapaa c ero CTPYKTYpHbIMU U/ (DYHKUMOHA/IbHBIMW HapYLLEHUAMM, He
06yC/I0B/IEHHAA  MLLEMUNYECKOM 00Ne3HbI0  cepAaua, runepTeH3ven, KnanaHHbIMK
MOpOKaMu 1 BPOXAEHHbIMYW 3a060/1eBAHNAMM.

Kog MKB-10

142 - Kapgnomuonatus

142.0 - [AwnnaTauMoHHaa KapgnommonaTus

142.1 - O6GCTPYKTUBHAs runepTpodnyeckas KapamommonaTus
142.2 - [lpyras runepTpoguyeckas KapgmommonaTns

142.3 - DHpOMUOKapananbHas (303MHoKIbHASA) 601e3Hb
142.4 - SHpoKapAManbHbIn prbpoanacTos

142.5 - [pyrasa pecTpUKTUBHaA Kapanomuonatumsa

142.6 - AsKOronbHasa Kapamommonatius

142.7 - Kapanomuonatus, 06ycnoBfieHHas BO3A4ENCTBMEM JEKAPCTBEHHbLIX CPeACTB U
APYrnx BHELUHUX (hakTopoB

142.8 - [Opyruve Kapgnommonatum

142.9 - Kapgnomuonatua HeyToYHeHHas

KJTACCUNDPNKALUNA

MaTousnonornyeckasa knaccupukauma kapgnomvonatuii (BO3, 1995)
OunnartaymoHasn kapgnomuonatuna (AKMIT)
MmnepTtpoguryeckas kapgnomumonatus (FKMIT)
O C 06CTpyKUMeN;
0 6e3 06CTpyKUUN.
PecTtpukTtneHasa kapanommonatua (PKMIT)
O nepBUYHaaA MMOKapanaibHas;
O 3HAOMMOKapAnanbHas ¢ 303MHODUINEN;
0 3HAOMMOKapAnabHas 6e3 303nHOpUINK,
ApUTMOreHHas KapguommonaTtus npasoro »xenygoyka (AKIMK)



Knaccudmkaumsa nepeuyHbIix Kapauomuonatuii (AAC, 2006)
["eHeTnyeckue:

0]

©O O O0OO0OO0Oo

TKMIT;

AKMI/ancnnasus npaeoro xenygoyuka (A4MXK);

HekomnakTHbI neBbIv xxenyaodek (HKM), («rybuatbiii» MUOKapL);
HapyLeHunsi npoBoasLen cnuctemol cepaua (CuHapom JleHerpe);
["nnkoreHosb! (Tvnbl PRKAG2 1 [JaHoH);

MuTOoXoHApPWaNbHbIE MUoNaTUmd

HapyLueHns (hyHKUMM NOHHbIX KaHa/0B:

- CUIHAPOM YA/IMHEHHOT 0 UHTepBana QT;

- CMHApPoM bpyraza;

- KaTexonaMmuHeprmuyeckas noMMopMHas >enyL04KkoBas TaxuKapans;

- CUHAPOM YKOpOUeHHoro nHtepsana QT,;

- KO)KHO-a3MaTCKNIA CUHAPOM BHE3aNHOW HEOOBSICHNUMO CMEPTU BO CHE.
CMeLlaHHble (reHeTUYeCKMEe N HereHeTUYeCcKume):

o AKMIT;

o

MepBMYHaA pecTpUKTMBHAA HernnepTpopuryeckas KMIT;

[MprobpeTeHHbIe:

0)
0)

0)
0)
0)

MwuokapanTbl (BocnanmTenbHas KMIM);

KM, obycnosneHHas BHe3anHbIM aMOLMOHa/IbHbIM cTpeccom (KMI tako-
tsubo);

MepunapTansHad KMIT;

KMTT, nHayumpoBaHHas TaxuKapamei;

KMI y geteit, maTepu KOTOPbIX CTpafaroT caxapHbiM aunabetom (CA) 1-ro
TMna.

Knaccngmkaumsa KMIM (EOK, 2008)

TKMIT OKMIM AOMK PKMIT HKMI
CemeitHas/reHeTMYecKn 06ycnoBieHHas HecemeiiHas/ HeobycnoBneHHas
HenaeHTUhUUMpoBaHHbIA aedeKT reHeTUYecKu
reHa - Mgnonatnyeckas
MoaTunbl 60/1€3HNU - Moatunbl 601e3HU

NMPNMEPBI AMATHO30B
AvnataumoHHasa Kapauvomuonatus. HefoCTaTOYHOCTb MUTpasibHO KnanaHa. HK

2bcT.,

111 ®K no Ross.

MnepTpodmueckas KapanommonaTus, 06CTpyKTMBHas popma. CeMeliHbliA BapuaHT.
HK 1 cT., | K no NYHA.

HekoMnNaKTHbIN MUOKapg, NeBOro Xenyaoyka, aunaraynmoHHon gopma. HK 2A cT.,
Il K no NYHA.




. TUMNEPTPOPUNYHECKAA KAPONOMWOTNATNA

3abonesaHve MUOKapaa, XapaKTepusytoLeecs 04aroBo unu andgdysHoin runepTpoduel
MUOKapZa NeBoro U/vnm npaBoro >Keny[oudka, yvalle aCMMMETPUYHON, C BOB/IEYEHUEM B
rMNepTPOPUYECKNIA MPOLIECC  MEXOKe/TyL0YKOBOW MEeperopogkn, HOPMaibHbIM UK
YMeHbLUEHHbIM O00BEMOM /1EBOr0 KeNyAoyka, COMpPOBOXAAtoLeecs HOPMasIbHOW W
YBE/IMYEHHOW  KOHTPAKTU/IbHOCTbKD  MMUOKapZa MNpu  3HAYMTESIbHOM  CHUDKEHUU
AMNacTONMYECKON (DYHKLMN,

CemeitHasa (reHetuuyeckn obycnosneHHas) TKMIT - 3aboneBaHune, XapakTepuaytoLleecs
rmnepTpomert MuokKapa, MCKIOYarollee Hauume y naumeHTa WHOro 3abosieBaHwus,
KOTOPOE COMPOBOXAAETCA runepTpodurein Mmokapia
o [eHeTnyeckun feTepMUHNPOBaHHOE 3ab0/1eBaHNe
* HacnepgoBaHue ayTOCOMHO-40OMUHAHTHOE
» PacnpoctpaHeHHocTb 1:500 (0,2%)
* He 3aBucuT OT packl 1 nNona
1urosiormsa
MyTauuMu TEeHOB, KOAMPYHOLWMX CUHTE3 COKpaTuUTeNlbHbIX 6e/lkoB  MUoKapa.
[edekTbl 6e1K0BbIX KOMMNOHEHTOB CepAe4HOro capkomepa npv FKMI1 cocTtaBnsatoT
80-85% BCcex MyTauuia: TsHxenon uenu b-mmosnHa ~35%, MUO3MHCBA3LIBAIOLLETO
benka C ~35%, TponoHuHa T ~10%. 15-20% Bcex MyTauui 06YycnoBnMBatOT
AeeKTbl  3CCEHUMaNnbHOM W PerynsiTopHOi  Nerkmx  Lenei  MuosuHa, O-
TPOMOMMO31HA, 0-aKTWUHa, CEepAEeYHOro TPOMOHWHA |, TSHKenon uenu o-muosunHa,
TUTUHA, TPOMOHNHA C, LAM®-aKTUBMPYEMOM NPOTENHKMHA3bI,
MUTOXOHApPWanbHon JHK.
yBe/finyeHne Maccbl mMmokapga JIK v TONWMHBI ero CTEHKM Mpu MHUAbTPaL MK
WHTEPCTULMA U MPU BHYTPUKNETOYHOM OT/IOXKEHUW NPOAYKTOB MeTaboim3ma.
[NaToreHes
Mpn FTKMI reHeTnyeckas HEMmoOHOLEHHOCTb COKpPaTUTENbHbIX 6e/IKOB 00YCNOB/IMBAET
HapyLUeHne 0OMEHHbIX M COKPaTUTE/IbHbIX MPOLECCOB B MMMNePTPOMPOBAHHOM MbILLLIE.
Mopdposiornyeckme  U3MEHeHWs  N1IeBOr0  XKenyfouyka — OMpefenstoT  COCTOsiHMe
BHYTpUNpPeLCepAHOM reMogUHaMUKM.
OcHoBHble naToreHeTuyeckne hakTopbl TKMIT:
CHVXEHMe 31aCTUYHOCTU U COKPATUTENIbHON CMOCOOGHOCTU rMNepTPOMPOBAHHOIO
MUOKapa NeBoro »enyaoyka ¢ yxyaleHnem ero AMactoIM4yecKoro HanosiHeHus, B
pesynbTate 4Yero pabota MMOKapha, B MepecyeTe Ha efUHULY MacCbl MUOKapAa,
CYLLECTBEHHO YMeHbLLIaeTcs;
HEeCOOTBETCTBME KOPOHAPHOr0 KPOBOTOKA B HEWM3MEHEHHbLIX COCy[ax CTerneHn
rmnepTpoun MMoKapaa;
CLlaB/eHrie KOPOHapHbIX COCYA0B rMnepTpoMpoBaHHLIM MUOKAPLOM;
HapyLleHe CKOPOCTU MpPOBefeHNs BO30Y)KAEHWA B >Kenyaoykax Hapagy c
ACUMHXPOHHbIM COKpaLLEeHUEM Pa3/INYHbIX OTLEN0B MNOKapPAa;
aCMHEprnsM COKpalleHUa OTAeflbHbIX YYacTKOB MUOKapAa CO  CHUXKEHUEM
MPONy/bCUBHOM CMOCOGHOCTU NIEBOIO XKeNlya0uKa.
KnuHu4yeckasa KapTuHa




KnuHunyeckue nposeneHns M'KMIT nonanmopgHbl U HecneundgunyHbl, OHX BapbUPYyHOT OT
6eCCMMNTOMHBLIX (JOPM [0 TSXKENOro HapyLlleHMs (YHKUMOHANIbHOrO COCTOAHMA U
BHe3arnHon CMepTun, KOTopas 4acTo HacTynaeT B [ETCKOM WM HOHOLLECKOM BO3pacTe, BO
Bpems (PM3MYECKOW Harpy3Ku nunm cpasy nocrne Hee.

OcCHOBHble >Ka/iobbl y AeTei cTapLuero sospacTa:

ObICTpas yTOMNAEMOCTb;

OfblWKa Npu (hM3MYECKON Harpyske, a y 4acTv 60/bHbIX M B MOKOE, MO HOovam,
KOoTopass 00YyCNnoBfneHa BEHO3HbIM 3aCTOEM KPOBWM B JIETKUX BCNeACTBUE
AMNacTONMYECKON ANCHYHKLMN TMNEePTPOMPOBAHHOIO IEBOTO XXEMYA0UKa;
Kapauairum, CBA3aHHble C HECOOTBETCTBMEM KOPOHAPHOINO KPOBOTOKa Macce
MWOKapaa. Ha passutve WLWIEMUM MUOKapAa BAMAKOT HapyLlleHWa npoLecca
paccnabneHns  CcepAeyvyHon  MbllLbl, MOBbIWEHNEe  BHYTPUMUOKaPAMATbHOMO
HanpsXXeHna 1 CAaBMeHNEe MHTPaMypasibHbIX KOPOHAPHbIX COCYAOB;
rONIOBOKPY>KEHNSA 1 0OMOPOKM, B YaCTW C/lyvaeB, CBA3aHbl C PE3KUM CHUXKEHMEM
CepAeyHoro Bblbpoca BCeACTBUE YCYrybneHus npensaTcTBUSA U3rHaHMKO KPOBU U3
NEBOr0 Xenyfouka. Y [eTeil 3T0 0TMeYaeTcs yalle npu (YU3NYEcKor Harpyske u
3MOLMOHa/ILHOM CTpecce;

cepAaLebuenne, nepebon B paboTe cepaua, CMHKOMNaNbHble COCTOSAHMUA MOTYT ObITb
06yCNoB/eHbI HApPYLLUEHVAMU pUTMa cepaua.

Y [Oeteil paHHero BospacTa BbisiBfieHne TKMIT HepedKo CBA3aHO C BO3HWKHOBEHMEM
NMPWU3HaKOB 3aCTOMHOWN CepAeyHOn HedoCTaTOMHOCTM, KOTOpast Y HUX pa3BMBaeTcs Yallle,
yeM Yy [IeTeil cTapLlero Bo3pacTta 1 B3pOoC/blIX.

AnarHoctuka

Mpn cbope aHamHe3a BbIAB/AETCA OTArOWeEHHad HacnefcTBeHHocTb: CC3 ¢
runeptpomerr muokapga JDK  wnm guarHosom  TKMI;  BHesanHO — ymepLuve
POACTBEHHMKN, OCOGEHHO B MOM04OM Bo3pacTe. LlenecoobpasHo 06cnenoBaHme
POACTBEHHMKOB NaLMEHTA C Lie/Ibt0 BbISIBIEHUA CEMENHBIX CyvaeB 3a00/1eBaHuS.

Mpy KAMHUYECKOM OCMOTPE Mpy HEOOCTPYKTUBHON (DOPMe OTK/IOHEHWA OT HOPMbI NpK
OCMOTPe MOXeT He OblTb, HO MHOrga OMnpeaenstoT YBeNYEHUe MPOLO/IHKUTENBHOCTY
BEPXYLLEYHOro ToN4Ka, IV TOH cepaua.

Mpn o6cTpykTMBHOM hopMe TKMIT BbISBASKOT  YCU/EHHbIA  NPOAO/IHKUTENbHBIN
BEPXYLUEYHbIA TOMYOK, 3aHMMAKOLWMiA BCO cuctony BhnoTb Ao Il ToHa (nMpusHak
rmnepTpoun MUoKapaa /1IEBOr0 >Kesy[ouka), CUCTO/IMYECKOe ApOXKaHue BAONb JIEBOrO
Kpas TpyAuHbl, MNynbCauMio COHHbIX apTepuid, ObICTPbIA «OTPLIBUCTBIA» MYyNbC MpPU
nanbnaumMm COHHbIX apTepuid, 00YC/OBMIEHHbIE ObICTPbIM M3rHaHWEM KPOBU B MEPBYHO
MONOBUHY CUCTONbI. TPyObIin BepeTeHO00bpPa3HbI CUCTOIMYECKUIA LUIYM, BO3HUKAIOLLNIA He
B PaHHIOK CUCTO/Y, KOTAa NU3rHaHUe KPOBM MPOUCXOAUT 6e3 NMoMeX, a CycTs HEKOTOpoe
Bpems nocse | ToHa. Jlyylle BCero LWym CrbILLEeH Y /IEBOFO Kpas rpyAvHbI U Ha BEPXYLLIKE,
rae n3-3a COMyTCTBYHOLWEN MUTPa/ibHOWM HEAOCTAaTOYHOCTM OH CTAHOBUTCA AYHOLMM U
MaHCUCTONNYECKUM. VIHTEHCMBHOCTb LUYyMa HapacTaeT B MONMOXEHUUM CuAd, CTod, Ha
Bbl4oxe, npu npobe BasnbcanbBbl, TO €CTb NPU YCYrybseHun NpenatcTBUSA W3THAHWUIO
KPOBM B pe3ynibTaTe YMeHbLUEHUS NPes- 1 NOCTHArpy3Ku UM yBENNYEHUA COKPATUMOCTH.
| TOH Ha BepxyLUKe cepAua B 60/bLUIMHCTBE C/y4yaeB HOPMaslbHOM 3BY4HOCTH, a Il TOH Ha
OCHOBaHUM y psga 6onbHbIX ocnabneH, BbisBnseTca IV TOH. Hepeako onpegensercs
HapyLLEHWe CepAeyvHOro puTMma.




MeHeTnyeckada (AHK gnarHocTumka)

- «TEHOTUM MONOXUTENbHbIV / NONOXUTENbHBIA (PEHOTUMN»
«T€HOTUMN NONOXUTE/bHBIN / OTpULATENbHBIA (DEHOTUM» - NaUMEHT MOXKET UMETbH
reHOTUN 6e3 (POPMMPOBaHUA (PeHOTUNA, UK MOXKET OblTb BOB/lEYEHA /ULLbL YacTb
Muokapga JIPK 1 nauveHTbl WMeT HOpMasbHyl0 Maccy Muokapga JDK
(cybknnHnyeckasa 'KMI). B gaHHOM cnydae AuMarHo3 npaBOMOYHO BbICTaBNATbL Npu
HaMYMN  JOMOSNHUTENIbHbIX  KPUTEPWEB: OTATOLUEHHbIA  CeMelHbIA  aHaMHes3,
n3meHeHnss Ha SKI, HanMUKMe TaxmapyMmuin, HaIMUYUA KapAnMoCUMNTOMOB.

PeHTreHorpagsi opraHoB rpyAHON KNeTKU: He3HauuTeNbHOe YBeNnYeHre 4yr NeBoro

Xenypouka W NeBOro npefcepavs M 3aKpyrfneHve BepXyLlKW cepaua, YCWUneHue

COCYZIUCTOr0 PUCYHKa, CBA3aHHOE C NepeHarnosIHEHWEM BEHO3HOro pycna. NMpu passutun

CUCTONMYECKON AUCHYHKLNUN — KapanoMeramns.

AnekTpoKapanorpapua: BOMbTAXHbIE MPU3HAKU  TUNEPTpohun MuUoKapha 1eBoro

Xenynouka n NeBoro Npeacepauns, HapyLleHns npouecca penonspusaunmn >KenyaoyKkos,

N3MeHeHMss Komniekca ST-T, uaMeHeHUs amnanTydbl 3ybua T, natosiornyeckme 3yo6upl

Q; HapyweHuss putMa U npoBogumocTy (pubpunnaumsa Npeacepanin, XenynovkoBble

HapyweHus putMa, 6/10kadbl HOXeK Mydyka [wuca); CUMHAPOM  NPeBO36YXAeHWS

XKEeNnyao4vukos B BuAe yKOpouyeHus unHTepBana PQ wnnn deHomeHa Bonbga-lapkuHCoHa-

YauTa.

CyTouHoe MoHUTOpUpOBaHMe OJOKI: BbIABNAKTCA HapyLUeHUA pUTMa U PUCK-

NPeAVKTOPOB YXeNyA0UKOBbIX XXN3HEYTPOXAKOLWMNX apUTMUIA; CHKEHHAA BapnabeibHOCTb

cepaeyHoro puTMa, U3MeHeHna cermeHTa ST-T, gucnepcua u yanuHeHne nHtepsana QT,

HapyweHusa putma I1-V rpagaumm no Lown (CynpaBeHTPUKYNApHas 3KCTPacUCTONUA

>500 3a CyTKW, Trpynnosas, HeycToMuMBas W YyCTOWYMBas CynpaBeTPUKYNspHas

Taxvkapaus, nepcuctupytowas qopma MmepuartenbHo aputmumn), A-V 6nokagb! -1l

CTEMEeHW, CUHAPOM CflaboCTU CUMHYCOBOrO Y3fa, WWemusa Muokapga (onpesenstoT

KO/INYECTBO 3MNWN3040B WLLIEMUU, CYMMapHas NPOLO/MKUTENLHOCTL WLLIEMUM B TeyeHue

CYTOK, Hanbosee Npofo/MKUTENbHBIA aNN304 Nemnn, rnybuHa genpeccumn cermeHTa ST).

CyTOo4HOE MOHUTOpPUMPOBaHWE apTepuanibHOro AasneHus (AL): nposBogaT Ans

NCK/TIOUYEHNSA apTepUasibHON TMNepTeH3NN.

Axokapamorpagma  (Oxo-KIM): asngetca Hanbonee WMHMOPMATUBHLIM — METOAOM

ANArHOCTUKN.

Mo pesynbTaTam 3Ixo-KIT [KMIT knaccugumumpytoT™ no  reMoAMHaMUYecKnm

napameTpam (Ha OCHOBaHWW CUCTO/IMYECKOrO rpagneHTa AaB/eHns B BbIXOAHOM OTAene

JK)

O6CcTpyKTMBHAA hopma:

- TPafMeHT JaBfieHnst B NOKOe paBeH nau npesbiwaetT 30 MM PT.CT. (2,7 M/C N0 JaHHbIM

ponnnep-9xoKr).

NaTeHTHas hopma:

- rpagueHT faeneHns meHee 30 MM PT.CT. B NMOKOE;

- TpafMeHT faBneHns paBeH vaun npesbiwaeT 30 MM PT.CT. MPY NPOBELEHNN Harpy304HOM

npo6bl.

HeobcTpykTUMBHAA hopma:

- rpagveHT paeneHns meHee 30 MM PT.CT. B MOKOe WM MNPV MPOBEAEHUM HArpy304HOM

npo6bl.



Kputepun ¥ 3-agnarHoCTUKK HEOBCTPYKTUBHON ITKMIT
o [lpenMmyLlecTBEHHO paBHOMEpPHass (KOHLEHTpUYeCKas) WAN acMMMeTpUYecKas
rmnepTpodua Mmokapaa
* YBe/IM4YeHne Macchl cepaua
e HeT npn3HaKoB 06CTPYKUUN 1 NepeSHECUCTONNYECKOrO ABMKEHNA CTBOPOK MK.
Kputepun ¥Y3U-gnarHoCcTUKM 06CTPYKTUBHON TKMIT
[MOCTOSAHHBbIE KpUTEPUN
AcvMMeTpUYHas runepTpous
Y B3pocC/ibIX = 15 MM, 13-14 MM - nOrpaHUyHbIi pasmep
Y [peteih = 2-X CTaHAAPTHbIX OTK/IOHEHWA (z score < 2) MPUHATLIX HOPM ANd
[aHHOr 0 Nosa, Bo3pacTa, Beca
OTHowweHue TonwmHbl MXXI B AMacTone K TOALLMHE 3aaHein cTeHkn JIK 6onee 1,3
Hannune cumMmeTpuUYHOM runepTpodmm He ncktovaeT gmarHo3 KM
OO6CTPYKUMA BbIHOCALLErO OTAeNa NIEBOro >Kenyaoyka
"pagneHT 60nee 30 MM pPT.CT. B BbIXO4HOM TpakTe JIXK (CKOpPOCTb MOTOKAa B
BbIXOAHOM oTAene JDK 2,7 wm/C) vnnm Npu HaMuuMn  BHYTPUXKENYA0UYKOBOM
06CTPYKLMM Ha YPOBHe cpefHuX oTaenos J1)K 6onee 20 MM pT.CT.
MepeaHECUCTONNYECKOE [BV>KEHME NepeiHen CTBOPKM MATPa/ILHOIO KianaHa v ee
COMPUKOCHOBEHME C MEXOKe/NyO04YKOBON neperopoakor B avactony (SAM-
(DEHOMEH); CUCTO/INYECKOE APOXKaHNe CTBOPOK aopThl
HenocTosHHbIE KpUTEPUK
AHOMaNMM NanUANAPHbIX MbILL, (TMNepTpodUsa 1 Tonorpadmuyeckne 0CO6eHHOCTI)
YBennyeHne pasmMepoB CTBOPOK MUTPA/ILHOTO KnanaHa
M3meHeHre reomeTpum JDK (hopma <<MeCcOYHbIX>> 4acOB BCMEACTBME CY>KEHUA
BbIXOHOI0 TPaKTa)
Ounatayma J1IMN
MwuTpanbHas peryprurawms
- annataums JK B TepMUHANbHOW CTagum
[Mpn oLEeHKe PYHKLMX NEBOTO Xenyfo4ka, no gaHHbIM AX0KI, y 601bLLMHCTBA B60/IbHbIX
¢ TKMI Habnogaetca nosbilleHWe (pakumy BbIGpPOCa, O4HAKO BaXKHbIM ABSETCA
HapyLlUeHne AUAaCTONMYECKON (YHKLMN MWOKapAa, XapaKTepu3yroLleecs YMeHbLUEHVEM
CKOPOCTU Y NOJSIHOTbI aKTUBHOIO AMACTO/IMYECKOrO paccnabneHums.
MarHmTHo-pe3oHaHCcHas Tomorpausa [faeT BO3MOXXHOCTb Hauvbonee TOYHO OLEHMUTHb
MOP(ONIOrnYecKne U3MEHEHWS, OLIEHUTb  PacrpoCTPaHEHHOCTb U BbIPAXKEHHOCTb
runepTpoumn  mmnokapga. OCOGEHHO LeHeH MeTOZ4 AN AWArHOCTUKM BepxyLUeYHOWA
(hopMbl 3a60N1eBaHUSA U TUNEPTPOPUN HUXKHEIN YaCTU MEXOKENY04KOBOW NEPeropoakn v
NpaBoro »enyaouka.
[M03UTPOHHO-3MUCCMOHHAA Tomorpagua (M3T) no3BonseT BbIABUTL W OLEHUTb
CTENeHN HapyLLUeHNs PernoHapHou nepysnmn n MeTaboim3Ma M1MoKapaa.
KaTeTepusaumna cepfua v aHrumokapguorpaua B HacTosllee BpemMs MPOBOAATCH B
C/lyyasix COMYyTCTBYHOLLEA naTtosiorMm ceppaua, B YacTHOCTW, BPOXAEHHbLIX MOPOKOB
cepaua, a Takxke Mpu peLLeHny Bonpoca 0 XMpPYpPruyeckom neveHnn 3aboneBaHuns.
JleyeHwue
OCHOBHbIe 33aa4MK:



o Koppekumss OCHOBHbIX MaTO(U3NONOrNYECKUX PaCcCTPOMCTB  FeMOAMHAMUKM
(MWwemnmn, ANacToNIMYECKON AUCHYHKUMK, OBCTPYKUMM BbIHOCALLEr0 TpaKTa,
apuTMunin), 0becrneynBalOLIMX  YMeHbLUEHWE  BbIP&XEHHOCTU  CUMMTOMOB W
YNYULIALWNX Ka4eCTBO XKN3HN BO/bHbIX;

» Bo3sgencrtsame Ha He/porymopasbHble CUCTEMBbI, Cnoco6CcTByHOLME
MPOrpeccrpoBaHNIo TUMNePTPOPUN MUOKapaa W 3aMef/leHMe MPOorpeccupoBaHns
XCH,;

o JleyeHne W MpPoMNAKTMKA OCHOBHbIX OCMOXHEHWIA W BHE3arHoOW CcepaeqHom
CMepTH (HapyLLEeHWUIA puTMa cepAua, apTepuasnibHON rMnepTeH3nn, TPOM6030B)
HeobcTpykTuBHasa dopma KMIT Tepanuv He MOANEXWT, MPOBOAMTCS €XerogHoe

K/IMHWYeCKoe 06CefoBaHme.
O6CcTpyKTUBHAA hopma
VcknoveHne Ba3oAnIaTaToOpPOB M BbICOKUX [03 ANYPETUKOB
OcHoBy Tepanun ['KMI1 cocTaBnaT npenapatbl C OTPULUATE/IbHbIM  WUHOTPOMHbLIM
aenctemeM: B-610katopsl (1) nnm 61okatopbl KasbuyeBbix KaHanos (1):
ATteHonon* (kog ATX: CO3ABO03) - getn no 0,8-1 mr/Kr/cyTku B iBa npunéma,
noapocTku: 25-50 Mr/cyTkun B ABa nNpuéma, nnm
Bepanamun* (Kog ATX: CO8DAOL) — get no 2-4 mr/kr/cyTku B Tpy nprema
noapocTkn 160-320 mr/cyTKu, BHYTPb, B TPU Npuema.
AHTnaputMmnyeckme npenapatbl (IIA) nokasaHbl MpU TSXKENbIX HapyLUeHWaX puUTMa.
[NpeanoyTeHne OTAAKOT aMUOAAPOHY™, coTasiony™
AmunopgapoH* (Kog ATX C01BDO01) — 5 mr/kr/cyTkn B ABa npuema no cxeme (NATb AHEN B
HeZeso), unu
Cotanon* (Kog ATX CO7AAOQ07) getn 1o 6 net 1- 6 mMr/kr/cyTku B 2-4 npuema.
JeTam ctapuue 6 net no 1-4 mr/kr/cyTku B 2-4 npuema.
Mpn passutun CH Tepanus cornacHo pekomeHaaumsam rno BefeHuto 60/bHbIX ¢ XCH (1)
(cm. pekomeHpauunm no XCH)
Xupypruyeckoe fiedeHue I'KMI'T nokasaHo npu:
1) OoTCYTCTBUN KIMHWYECKOro 3dpekTa OT aKTUBHON MeAMKAaMEHTO3HOW Tepanuun vy
CUMMTOMHbIX 60/bHbIX C BbIPKEHHON aCUMMETPUYHON runepTpodvein NMDKIT u
cy6aopTa/ibHbIM rpagneHToOM AaB/IEHUS B MOKOe, paBHbIM 50 MM pT. CT. 1 60nee;
2) BbIP@KEHHOW JNIATEHTHON OOCTPYKUUN WM HaIMUMWU  3HAUUTESIbHBIX  KIIMHUYECKUX
nposiBNeHniA.  Knaccmuyeckoi onepauunein  SBNSIETCA  YpesaopTasibHas  CenTa/ibHas
MUaKTOMUA no A. Morrow.
MmnnaHTaumna kapamnoBepTepa — gedpubpunnatopa (11 B)
[Moka3aHa 60/bHLIM MOCMe OCTaHOBKW cepaua Bcneactsve XXKT, XXT pe3ncTeHon K
aHTVapUTMMUYECKOI Tepanuu.
Kputepuu 3hdheKTUBHOCTU SIe4EHUS
* YBe/IMYeHune NPoLOIKNTENIbHOCTU XN3HU,
*  YMEeHbLLEHWNE CTeMneHn 06CTPYKLMM BbIHOCALLErO TpakTa JIK;
* OTCYTCTBUE XXU3HEYTPOXKAOLMX HapyLLEHWUIA pUTMa, CUHKOMeE, CTEHOKApANN;
* NpeaoTBpaLleHVe pasBUTKSA CepAeYHOM HeJOCTaTOMHOCTH;
* TMOBbILEHNE KA4yecTBa >KWU3HW — YAOBNETBOPUTE/IbHAA MEPEHOCMMOCTb ObITOBbIX
(OM3NYECKMX Harpys3oK.
AndepeHUNaIbHbIN ANArHo3
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Mpexae BCero, MCKYaKT NPUOBPETEHHbIE N BPOXXAEHHbIE MOPOKM cepaua (CTeHO3
YCTb aopTbl), 3CCEHUMaNIbHYIO apTepuasibHY0 T[UMNEPTEH3NIO, CrOPTUBHOE CepALe,
HEKOMMNaKTHbIA MUOKapA.

[MpochnnakTnKa MHPEKLMOHHOIO 3HAOKapANTa

BonbHble ¢ 06CTPyKTMBHON hopMoir TKMIT oOTHOCATCS K rpynne pucka, npw
CTOMAaTO/NIOTMYECKUX, 3IHAOCKOMUYECKUX, MabIX XUPYPrUYecKMX BMeELLAaTebCTBaxX
peKkomeHAayeTca nposefeHne Ab Tepannn.

[porHos
CTpatumnkaumsa pucka pasButus pasnyHbIX ocioXXHeHU npu T'KMIT BKAoYaeT:

PVICK BHEe3arnHou cepaeyHoin cmepTu;
PUCK Pa3BUTUSA CEPAEUHON HeOCTaTOUHOCTH;
PUCK CMEPTU OT BCEX KapAnaibHbIX MPUUNH.

P1CK BHe3anHom cMepTu

CeMeitHas thopma;

HacneaCcTBEHHOCTb,  OTArOLLEHHAass  BHe3arnHo  CMepTbi,  (hmbpunnaument
Xenyn0yKoB,

Monofoil BO3pacT C HalMuMeM BblpaXeHHOW runepTpodun (30 MM 1 60nee)
N0BOro CermeHTa IEBOM0 XenyLoukKa;

CurHKoMe B aHaMHese;

HapyweHusa putma 1 nposogumoctu:  III-V  rpagaumm  no  Lown,
CynpaBeHTPUKYNApHasa akcTpacucTonus >500 3a CyTKK, rpynnoBoil, HEYCTONYMNBOM
M YCTONYMBOW CYMpPaBeHTPUKYNSAPHON TaxuKapauu, MepcucTmpyrolled opMbl
MmepuatensHoi aputmunn, A-V 6nokagbl Il-111 cTeneHn, cuHapoma cnabocTu
CWHYCOBOIO y3Na, NO/HON 6/10Kabl NeBOI NN NPaBOM HOXKM Ny4ka [M1ca;
BblpaxxeHHad  vwemus MUOKapha A/MTeNbHOCTbHO 60nee 60c 1 genpeccuun
cermeHTa ST 6Gonee 2 MM, npu CHWKeHUM BCP n yanvHeHun wnHTepsana QT
HeagekBaTHbIA  NPUPOCT  WAW  NafleHWe apTepuanbHOro  [aBleHus B XOfe
BbIMOJIHEHWSA HArpy304HOro TecTa.

PUCK pa3BuUTUS XPOHNYECKOM CEpAEYHOI HeOCTaTOUHOCTH

JlerouHad runepTeH3uss Yy 60nbHbIX ¢ TKMIT (cpegHee OaBneHWe B /IErOYHOM
aptepun >30 MM pPT.CT.);

Pasmep /1M (>4,5 cm y B3poc/bIX) 1 o0THoweHne pasmepa JIM k KAP JHK >1,0 (y
aeTei);

dubpunnaumna npeacepann;

MwuTtpanbHasa peryprutauus (I ct. n >);

PeCTPUKTUBHBIN TWUM gunactonnyeckon aucyHkumm (E/A>2,0; BUP< 70 mc n DT
>150 mc).

PUCK CMEPTU OT KapanabHbIX NPUYMH

OOGCTPYKTUBHAA WM HeoOCTPYKTMBHAA popmbl TKMIT, 0CNoXHeHHbIe cepaeyqHom
He0CTaTOYHOCTbH BbICOKOro PyHKUMoHanbHoro knacca (PK IHI-1V NYHA);
KpuTtnueckuin cteHo3 (>75%) KOpOHapHbIX apTepuii;

KpynHoouaroBbli1 KapAMoCKIepos;

ApTepuanbHaa runepteHsus (Al 11 cT.);

WHCynbT B aHaMHese.
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CwmepTHOCTL cocTaensfeT 1-6% B rod. CmepTb B 6GOMBLUMHCTBE C/lyyaeB HacTynaeT
BHe3arnHoO B pe3y/bTaTe PasBUTUA >KMU3HEYTPOXKatoWmMX Xeny[aouKOBbIX apuTMUi, Laxe
npu 6eCCUMNTOMHOM U Ma/IOCUMITOMHOM TeYeHU 3a60/1eBaHNS.

. JNWTATAUNOHHAA KAPOANOMWONATNA (AKMIT)

3abonesaHve, XxapakTepu3aytoLLeecs gnnataumein JK ¢ ero CMCToNMyecKoin anchyHKLmei
npy  OTCYTCTBUM TEMOAMHAMWUYECKON Meperpyskn (apTepuasibHoOM  FUMnepTeH3unu,
K/lanaHHOW NaTosiornm) Uam UIWeMUYEeCKoin 60/1e3HM cepaua, KoTopble MOrnn bl Bbi3BaTb
Takoe HapyLleHue rno6anbHON CUCTONMYECKOW QyHKuMn JDK. Ounataums npaBoro
xenypouka (MK) v ero guchyHKUMA MOryT NPUCYTCTBOBAaTL, OAHAKO 3TO He 0653aTe/IbHO
ANA AnarHosa.

2NMaemMmnoorms

OKMI y geTeit ABNsSieTCA camoil pacnpocTpaHeHHOW KapavomuonaTuei, BCTpevaeTcs BO
BCeX CTpaHax mupa v B ntobom Bo3pacTte. YactoTa BbisiBneHns AKMITy getelt coctaBnseT
0,57 cny4yaeB Ha 100000 B rog, uto B 10 pa3s HWXKe, 4YeM Yy B3POC/bIX, OTMeyaeTcs
npeobnagaHne 601bHbLIX MYXCKOro Mosa, YactoTa KOTOopbIX Konebnetcsa ot 62 ao 88%.
1urosiorus

HacnegcTeeHHas. eH HeusBecTeH, MyTauuMm capkKoMepHbIX 6enkoB (cm. TKMI),
MyTaumm 6enkoB ZF nonocbl, MyTauuMu TFeHOB LUWUTOCKeneTa, AUCTPO(UHA, AEeCMUHa,
METaBUHKY/NNHA, CaKpornnkaHoBoro kommnnekca, CRYAB, anukapguHa.

MyTauum reHoB sfepHO MembpaHbl: nammHa A/C, amepuHa. AKMIT co cna6o
BbIP&XXEHHOW Aunartaument NONOCTeN: MyTauuu reHoB 6enka, BCTABOYHBLIX AMCKOB (CM.
ATDKKMIT). MutoxoHapvanbHble UuTonaTum,

HeHacnegcTeeHHble AKMIT

bonesHb KaBacaku, 3o03uHouamsa (cuHgpom Yepmk-Ctpocca - Churg  Strauss),
BO3JeNCTBUE NeKapCTB, MOC/epofoBast, 3HAOKPUHHAA, HYTPUTMBHaA (HeAOCTaTOYHOCTb
TMaMWHa, KapHWUTWMHA, CeneHa, runogocgareMms, rUnoKanbUnemMus), ankorosibHas,
TaxnkKapgmommonaTus.

AKMIT moxeT BCTpeyaTbCA Ha MO34HEN CTagnum WMHMEKLUMOHHOIO BOCMA/IUTE/IbLHOMO
nopaxkeHms Muokapga (20%). B otinume oT oCTporo (aKTMBHOIO) MuOKapauTta, npwu
KOTOPOM pa3mMepbl Nonoctu JIK 00bIYHO He M3MEHEHbl, Ans BocnanutensHoi OKMIT
XapakKTepHO HaM4ymMe B MUOKApPAEe KNeTOYHbIX 3/1eMeHTOB XPOHWYECKOro BOCMasieHUs B
coyeTaHUM c Aunataumen nonoctm JDK U CHMXeHMeM (hpakuumn Bbibpoca. B Takumx
cnyyasx 419 TMOATBEPXKAEHWA  AMarHosa HeoOXOAUMMO — FUCTONIOTMYECKOE UK
NMMYHOLMTOXMMUYECKOE unccnepoBaHune. Mpu BocnanutensHo AKMIT xapaktepHa
MepCcUCTeHLMA BUPYCHbIX 6e/1KOB, BbICOKMe TUTPbI IgG/M.

AndepeHUNaIbHbIN ANarHo3

C BPOXAEHHbIMX MOPOKaMM CepAua, XPOHUYECKUM MUOKapAMTOM, apuUTMOreHHOM
ANCPYHKLMEA  MMOKapa, apuUTMOreHHOW  AMCMasveil  NpaBoro  XKenyaouka,
PEBMOKapANTOM, 9KCCYLATUBHbIM nepuKapauTom 7 cneunguyecknmm
KapAnomuonaTusamu,

KnnHnyeckasa KapTuHa

BapnabenbHa un onpegensetcd rnaBHbiM o6pasom craguein HK un ®K CH (cwm.
KNMHUYeckme pekoMeHaaumm npu XCH). Ha paHHMX 3Tanax 3aboneBaHWe MpoTeKaeT
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Masio- WA 6ecCMMNTOMHO, CyObEeKTUBHbIE MPOSABIEHUSA HEPeLKO OTCYTCTBYHOT, AEeTU He
NpeabABNAOT Xanob. Kapanomeranmio, naMeHeHns Ha OKIT 4acTo BbISIBAAKOT C/yYalHO
npu NPoUNaKTUYECKUX OCMOTPaxX WaM Mpu obpalleHnn K Bpayy no Apyromy rosogy.
3T0 06BACHAET NO3A4HEe BbIsIB/IEHME MATOOTUN.
MepBble KNMHMYeCKMe nposeneHns AKMI y feTeil BKNOYatoT:

O/bILLKY, BHa4vane npu om3nyeckoil Harpyske (KOpMIEHUN), Kallenb;

MOBbILLEHHYH MOTNIMBOCTb, 6ECMOKOMCTBO, 0TKa3 OT MPYAHOI0 KOPM/IEHNS;

60711 B XKMBOTE, TOLUHOTY, PBOTY, AUCTENTUYECKIE ABEHNS;

CUHKONa/IbHble COCTOAHWSA, FOIOBOKPYXXEHNS;

ObICTPYIO YTOM/IAEMOCTb, CHUXEHWE TONIEPaHTHOCTM K (PU3NYECKMM Harpy3Kam.
AnarHoctuka
BasupyeTcs Ha OCHOBHbIX MPUHLMNax obcnefoBaHms 60bHbIX ¢ XCH (cwm.
pekoMeHaauum no XCH).
AnekTpokapanorpadua (AKI): npusHaky neperpyskn uUauM runeptpoun npeacepani
WK XKeNya0uKoB cepALa, NaTonornyeckoe OTK/IOHEHME 3/1eKTPUYECKOI OCK cepALia BNeBO
WNN BMNpPaBo, HapyLUEHWA CepfevyHoro puTMa v MpPOBOAMMOCTM, HapyLleHWs npoLiecca
penonapusaymm mmokapaa (ST— n T-n3MeHeHus).
CyToyHoe MOHMTOpUpoBaHne 3KI: apuTMMM W NaTeHTHaa wWWemMua MUOKapAa.
Axokapauorpadusa (3xo-KIM) BbisiBNEHWE CTPYKTYPHbIX U (DYHKLMOHA/IbHBIX HapyLLEHWA
CO CTOPOHbI MMOKapaa 1 KnanaHoB cepALa.
PeHTreHorpadgwms B NpsAMoi U 60KOBOW NPOEKUMAX: BbISBMSET KapAMOMErasinio, YCUneHme
COCYZAMCTOr0 PUCYHKa.
KaTeTepusauusa ceppua v aHrmokapamorpagusa: AasfeHe UK COAepXKaHue Kucnopoga
B MOJIOCTAX CepALa, AaBneHne 3aKMHUBaHNA B NIErOYHbIX cocydax. AHr1Mokapamorpagpms
MO3BOMIAET MOMYUYNTb U300pPaKEHME He TOMbKO LEHTPasIbHbIX, HO W nepudepuyecKmnx
OT/e/10B MarncTpasibHbIX COCYAOB.
MarHnTHo-pe3oHaHcHad Tomorpadus (MPT): aHatoMuyeckune, reoMeTpPUYecKue,
OMoXmMMmYeckme (C MOMOLLbIO MarHWTHOM CMNEKTPOCKOMMUM) XapaKTepUCTUKN MUOKapAa;
MOXET ObITb MCMNO/Mb30BaHA B CNyyasax HeLOCTYMHOCTM 30HbI MHTepeca npy 3xo-KI, ans
aHa/13a B3aMMOOTHOLLEHWIA cepaLa U CoCcyfoB C ApYrMuM opraHamu.
Pafnon30TOoNHOe WuccnefoBaHne M MNO3NTPOHHO-IMUCCUMOHHAaA Tomorpadmsa (M3T):
OrpefesieHne XU3HEeCroCco6HOCTN MUOKapAa, BLISBIEHUA 30H €ro MOBPeXAeHus Wuam
HeL0CTaTOYHOr0 KPOBOCHAOXKEHNS,
WccnegoBaHusi ¢ [103MPOBAHHON  (OM3MYECKOW  Harpys3kon (Harpy3ouHbld  TecT):
BE/IO3ProMeTpnsa  UanM  TpeagMua A0 AOCTUMXKEHWA  KPUTEpPUeB OCTaHOBKW. Takxke
MPOBOANTCA TECT 6-MUHYTHON XOAbObI.
JTabopaTopHasa anarHocTuka
OO6LLMiA aHanM3 KpoBY
OO6LLMIA aHa/IM3 MOYM U YYeT ee KofmyecTBa
Broxmmnyeckuin aHams Kposw
IMMyHOMIOrnyeckune 1 ceponornyeckune UccneLoBaHms
Koarynorpamma
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AHanus rasosoro cocTasa Kposu 1 KLLLC
OnpefeneHne ypoBHS HATPUAYPeTUYECKMX NENTUA0B
OnpegeneHve MapKepoB NOBPEXKAEHNA MMOKapaa YPOBHA TPOMNOHUHOB | nam T
JleyeHue
Tepanua 6asvpyetcd Ha KOppekuMn W MNpPouiIakTMKe OCHOBHbLIX —KIMHUYECKMX
NposiBNEHNA  3ab0MeBaHMst M €ro  OC/IOKHEHWA:  XPOHMYECKON  cepaeyHOM
HeloCTaTOYHOCTW, HapyLUeHWn puTMa cepaua KM TPOMOO3IMOONNA: aHTUKOAry/nsHTbI
Herpamoro feicteua: BapgapuH (Kog ATX B01®®03), aHTUTPOMOOTMYECKME
npenapatbl - Auetuncanmumnosas kucnota (Kog ATX BO1ACO06), Aunupuaamorn
BO1ACO7.
OCHOBHble MeponpuaThsA no fiedeHnto CH 06bIYHO OMHAKOBbI U He 3aBUCAT OT NMPUYUH,
BbI3BaBLUMX pa3BuTre CH, 1 BKIHOYAKOT: OpraHn3aLmio NpaBUILHOIO peXxuMa 1 yxofa 3a
00/IbHbIM, AMEeTOTepanuio, OKCUreHoTepanuio, (apmakotepanuio (CM. KIMHUYECKMe
pekomMeHaaumn no XCH).
OueHKa 3)hpeKTUBHOCTU NeYeHNs
Kputepun aththeKTBHOCTU nedeHns JKMIT:
- OTCYTCTBME nporpeccupoBaHns CH, pacluMpeHua Kamep cepaua M CHMDKEHUA
(hpakL KM BbIBPOCa NIEBOIO Xe/y04Ka;
OTCYTCTBME OCNOXHeHUA OKMIT (TpoM603MO0ONMIA 1 OMacHbIX AN XKU3HK
HapyLLEHWA pUTMa cepaua);
Y[0B/IETBOPUTENIbHAA MEPEHOCMMOCTb  (PU3NYECKOWM Harpysku U yaydlleHune
KauecTBa XXM13HM.
[MporHos
MporHo3 3a6oneBaHNsA CEPbE3HBIIA.
Nexoabl AKMIT 3aBMCAT OT npuymnHbl, Bo3pacTta u cteneHn CH B aebrote 3aboneBaHus.
lNon v Bo3pacT BamaAloT Ha YacToTy AAKMI1. Ha nepsom rogy »usHn AKMIT npossnseTca
ropasfo 4aule (B 13 pas), yem B 60see CTapLlem Bo3pacTe. BOMbLUMHCTBO [JeTe UMEHT
naomonatnyeckyto  AKMI1, korga aTuonoruio  3abofneBaHWs  YCTaHOBUTbL — He
NPeACTaBNAETCA  BO3MOXHbIM, UYTO  CYLUECTBEHHO OrpPaHWYMBAET  BO3MOXKHOCTU
creymnyecKoin 3TMOTPONHOM Tepanuu. bonee cTapwmii BO3pacT npu MaHudecTaumm
AKMI, a Takke H13Kasa CoKpaTuTenbHas CrnocobHOCTb JIK, Ham4yme HU3KOBO/IbTaXKHOTO
Tmna JKI, XXenyao4ukoBble apUTMUK BbICOKUX rpagaumii, U BbipaxkeHHasd CH B ge6toTe
3abonieBaHMA  accouMmpyroTcs € HebnaronpuATHbIM  nporHosom.  CpefHsas
MPOLO/IKUTENBHOCTL XWU3HM 60/bHLIX ¢ AKMIT coctaBnser 3,5 — 5 net. Hambonee
BbICOKas BbDKMBAEMOCTb OTMEeYeHa Cpean AeTelt paHHEero Bospacta. [puynHamMu cmepTu
60nbHbIX ¢ AKMTI1 asnatoTca XCH, Tpomb6oambéonun n HPC.
Kputepun HebnaronpuMATHOrO MNPOrHo3a: A/NTENbHOCTb  3abofieBaHMA  Mocrne
YCTaHOB/IEHNA AWarHo3a, KIMHUYEecKMe CUMNTOMbI WM BblpaXkeHHOCTb CH, cTeneHb
CHVDKEHWSA COKPaTUTENbHOM N HACOCHOW (DYHKLUMN cepaua.

I11. PECTPUKTUBHAA KAPANOMWOTIATUA (PKMIT)

Pegkoe  3abofeBaHMe  MUOKapAa,  KOTOpOe — XapakTepu3yeTcsi  HapyLUeHWEM
AMACTO/IMYECKOA (PYHKLMU W MNOBbILIEHNEM [AABNEHUA HAMOMHEHWUS >XeNyAOo4KOB MNpu
HOPMa/IbHON MY Ma/IOM3MEHEHHO CUCTONMYECKON (PYHKUMN MUOKapaa, OTCYTCTBMM €ro
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3HAYMMON rUNePTPOPUN. ABMNEHNSA HEAOCTATOYHOCTY KPOBOOOPALLEHNS Y TaKNX BOJbHbIX
He COMpPOBOXAATCA YBeIMYeHeM 06beMa IEBOr0 XKeyLouKa.
2NMaeMnoIorms
3abonesaHve BCTPEYAETCA B pas3/IMyHbIX BO3PACTHbLIX rpynnax, Kak Cpeayn B3pocC/bIX, Tak
ny pgeteir (ot 4 po 63 net). OAHaKo yallle 60net0T AeTW, NOAPOCTKN, a TakKe MONoAbIe
MY>KUYUHbI, Y KOTOPbIX 3a00/1eBaHNE HAYMHAETCA paHbLUE M MPOTEKaeT Tsaxenee. Ha fonto
PKMI npuxogutca 5% Bcex cnyyvaes KMI. Bo3MOXXHbI CeMeliHble C/lyvan 3ab0/1eBaHus.
Knaccugpmkaums
M3 BblaeneHHbIX B Knaccuukauyum BO3 (1995r.) asyx qopm PKMI1, nepsas, nepBnyHO
MUOKapanasibHasa, NPoTeKaeT C M30/IMPOBaHHLIM MOPAXXEHNEM MMOKapAa aHasiorMyHo
TakoBbiM npu OKMI1, BTOpas, aHAOMUOKapanasibHas, XapakTepusyeTcs YTO/LEeHUEM
3HAOKapAa U MH(UILTPATUBHBLIMW, HEKPOTUYECKUMU M (PMOPO3HBIMU W3MEHEHUAMU B
MblLLLE cepAua.
Mpn 3HAOMMOKapAMaNbHON (opMe W BbISIBNEHUM  303MHOMUILHOW  MH(ULTPAL MK
MuMokapfa 3abofnieBaHMe pacLeHMBaeTCa Kak  (MbponnacTUYeCKWin  3HAOKapauT
Nedhdpnepa. B cnyyae oTcyTCTBUA 303MHOPUILHOM MHDUNLTPALMA MUOKapa roBOpsAT 06
aHAOMMOKapAvansHOM (rbpose [esunca.
T1monorusa
BonesHb MOXeT ObITb MAMONATUYECKOW (NMEPBUYHON) MAN BTOPUYHOW, 0BYCNOBEHHOM
NHPUNbTPATUBHBIMA  CUCTEMHbIMWU  3aboneBaHUAMK  (aMWNOMA03,  TEeMOXPOMATO3,
capkomfgos, onyxonesas WHpuAbTpaums u ap.). [pegnonaraetcs reHeTU4ecKas
AEeTEPMUHMPOBAHHOCTL  00/1E3HN, OfHAKO XapakTep W JIOKaM3auns reHeTUYecKoro
AedekTa, fexalero B OCHOBe (DMOpPOMIACTMYECKOro mMpoLecca, NMokKa He BbISICHEHDI.
Cnopagnyeckne cnyyam MOryT OblTb  CNeACTBMEM  ayTOMMMYHHbIX — MPOLIECCOB,
CMPOBOLMPOBAHHbIX  MEPeHECeHHbIMN  GakTepuaibHbIMW - (CTPEMTOKOKKOBLIMW) U
BUPYCHbIMK (3HTepoBupycbl Kokcaku B unn A) wvnu napasvtapHoiMu  (punsapuos)
3ab60n1eBaHMAMMU,
[NaToreHes
Bcneactene  sHAOMMOKapAuvanbHOro (ubposa WAM  UHPUALTPATUBHOIO MOPaXXeHUs
MUOKapZa YMEHbLUAETCA NOAAT/IMBOCTb XKEMYA0UYKOB, HApPYLLAETCA MUX HarosIHEHUe, YTO
MPUBOAUT K POCTY KOHEYHOro AMAacTO/IMYECKOro AaBfieHWs, neperpyske v gunarauuu
npescepanii N NeroYHon runepTeHsun. CuctTonmyeckas MyHKUMA MUOKapaa AMTeNbHOe
BPEMS He HapyLlaeTcsi, He HabMoaeTca v aunataumm Xenygovykos. TOMLWMHA UX CTEHOK
00bIYHO He yBesiMyeHa (3a MCKIHYEHNEM aMUIoNA03a, TMMGOMbI).
B panbHeiwem nporpeccvpyrowmii  (ombpos 3HAOKapAa NPUBOAUT K HApPYLLEHWUHO
ANACTONNYECKON (DYHKLMW cepaua MU pa3BUTUIO PE3UCTEHTHOM K NIEYEHUIO XPOHUYECKOM
CepAeyHOn HeOCTaTOUHOCTH.
KnnHnyeckasa KapTuHa
Onpepensetcs TskecTbto XCH, anvTeibHOe Bpems MPOoTeKaeT CYOKINHNYECKMN.
XapakTepHble >Xanoosl
- cnabocTb;

MOBbILLEHHAsA YTOM/IAEMOCTD;

OfbILLKA MPU HE3HAUNTENBHON PU3NYECKOW HArpy3Ke;

KaLuesb (4acTo YCUNMBAOLLMIACA B MOSIOXKEHUN NEXA);

OTeKwU;
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YBE/INYEHWE XKMBOTA,

OTCTaBaHve B ()N3NYECKOM Pa3BUTUN.
KnuHunyeckme nposiBneHns 60ne3Hn obycnoeneHbl pasutmem HK npenmyLecTBeHHO Mo
NpaBOoXXeNyL04YKOBOMY TUMY.
lNpn ocmoTpe

- UMaHOTUYHBIN pymsHeL,

HabyxaHue M nynbcaums LIeliHbIX BeH, 60/iee BbIPAXKEHHOE B TOPU3OHTa/IbHOM

MONOXEHUN;

MyNbC C1aboro HanosIHeHNSs;

CUCTO/INYECKOE apTepuasibHOe aB/IEHNE CHUXKEHO;

BEPXYLUEYHbIN TO/YOK /IOKA/IM30BaH, BEPXHAS rpaHuua CMelleHa BBepX 3a CYeT

aTpuomerannu;

4acTO BbIC/YLUMBAETCA PWUTM rasona, B 3HAYUTENIbHOM YacTu CinyyaeB -

HEVHTEHCVBHbIA  CUCTOMIMYECKUA LUYM  MUTPaIbHOW WM TPUKYCMUAATbHOM

HeJ0CTaTOYHOCTH,

rernatomerasms 3Ha4MTe/IbHO BblpaXXeHa, NeyeHb N0THas, Kpai OCTpbIiA;

HepeaKo 0TMeYaroTCs nepudeprnyeckme 0TeKu, acLUnT;

Npy  BbIPKEHHOW HEAOCTaTOMHOCTM  KPOBOOOpALLEHWA MNpU  ayCcKy/bTauuu

BbIC/YLLUMBAKOTCA MEJIKOMY3bIpuaTble XPUMNbl Hah HWKHUMKU OTAeniaMn  060mx

Nerkux.
AnarHoctuka
[narHo3 CTaBAT Ha OCHOBaHMM CEMEMNHOro aHaMHes3a, K/IMHUYECKOW KapTWHbI,
pe3ynbTaTtoB (PU3MYecKoro o6cneaosaHns, fdaHHbIX OKI, IXoKI, peHTreHorpahum
OpraHoB TPyAHOWN KNETKW, KOMMbKOTEPHOW ToMOorpauu WM MarHMTHO-Pe30HaHCHOW
TOoMorpagun, a Takke KaTeTepmsaunm cepaua 1 aHgoMUoKapananbHo buoncun. JaHHble
NabopaTopHbIX WCCMefoBaHWn  He WMH(OpPMaTMBHbI. [ofo3peBaTb  PECTPUKTUBHOE
NMopaXXeHne  MuoKapga cnefyeT y  0OO0/IbHbIX C  XPOHUYECKOW  CepheyvHOM
HeoCTaTOYHOCTbIO, Y KOTOPbIX OTCYTCTBYIHOT Aunatauus W pPe3Ko BblpaXKEHHbIe
HapyLLEHNA COKPATUTENIbHON PYHKLMM NIEBOTO XXeNyAouKa.
SKI
Ha OKI pernctpupyrotcad MpusHakym runepTpopun MOopakeHHbIX OTAEN0B CepAua,
0COOEHHO BbIpaXKeHHasd neperpyska npeacepavi. Hepeako, CHvKeHWe cermeHta ST
nHBepcua 3ybua T. Bo3MOXHbI HapyLLeHUs puTMa cepAua v NPoBOAMMOCTM. Taxukapaus
He XapaKTepHa.
PeHTreHorpagmsa opraHoB rpyAHOM K/IETKU: pa3Mepbl Cepaua HEMHOro yBe/MYeHbl
NI He N3MeHeHbI, 0TMeYaeTCs YBeIMYeHne npeacepaunin U BEHO3HBIA 3aCTOM B NIETKKX.
IxoKapauorpapuyeckme NpU3HaKWU:

- CMUCTO/IMYeCKas PYHKLNA He HapyLLeHa;

BblpaXXeHHaa aunatauuns npescepaui;

YMEHbLUEHWE NOJIOCT NOPAKEHHOT0 YKey10uKa,

(PYHKLMOHa/IbHasA MUTpasibHas U/Nim TpUKyCnuaanbHasa perypruraums;

PECTPUKTMBHbBIA  TUN  AMACTONMYECKON AUCHYHKUMU  (YKOPOUYEeHWe BPEMEHM

N30BO/IIOMUYECKOrO paccnabneHns, YyBelMyeHVWe TMNUKa PaHHEro Hamno/HeHus,
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YMEHbLLEHWE NMrKa No3AHero NpeacepaHoOro Hamno/IHEHUA XenyL0UKoB, YBeIMYeHme

OTHOLLIEHMS PaHHEro Haro/IHEHUS K NO34HEMY);

MPU3HaKM NErOYHON rMNepTeH3NN;

TO/ILMHA CTEHOK CepALa 00bIYHO He yBeNn4yeHa.
3x0 KI™ nossonset ncknounts AKMIT 1 T'KMI1, HO HeAOCTaTOuHO MH(OPMATMBHA AN
NCKNHOYEHNSA KOHCTPUKTUBHOIO NepukapamTa.
KomnbtoTepHasa Tomorpagma (KT) u MPT
AT MeTOAbl WMEKT 3HayeHve AN19 AnddepeHumansHon auarHocTukn PKMIT ¢
KOHCTPUKTUBHBLIM NEPUKaPAUTOM, MO3BONAKOT OLEHUTL COCTOAHME INCTKOB NMepukapia v
NCKTOUYNTb NX Ka/bLMHO3.
AHLOMMNOKapamasibHas broncus
JaHHoe unccnefoBaHWe NPoBOAAT ANa YyToUYHeHua atnonornn PKMIT. OHO nossonset
BbIBUTb  ()MOBPO3  MWOKapAa nMpu  MAMOMATUYECKOM  MWUOKapauasbHOM — (prbpose,
XapaKTepHbIe U3MEHEHMA NPU amUI0NA03e, CapKona03e U reMoXpomMartose.
AnhdepeHumanbHbI AnarHos
PKMI gnddpepeHUmMpyoT B MepBY0 0Yepefb C KOHCTPUKTUBHBLIM nepukapavtom. [ns
3TOro OLIEHMBAIOT COCTOAHME JIMCTKOB MNepuKapa, UCKIYaoT UX Ka/lbLIMHO3 C MOMOLLIbHO
KT. lNpoBogat Takxe anddepeHunansHyo agnarHoctuky mexay PKMI, Bbi3BaHHbIMU
pasHbIMM npuynHaMn (MpyY 60ME3HAX HaKOMIeHWs — TeMOXpoMaTto3e, amuIongose,
capKouaose, rMKoreHosax, Mnmaosax).
JleyeHue
ManoatheKTBHO, BPEMEHHOE Y/yULLIEHEe HACTYMaeT NPy NPOBEAEHUN TepaneBTUYECKNX
MeponpuATUIA B paHHME CPOKM OT Hadana 3abonesaHus. MPoBOAAT CUMMTOMATUYECKYHO
Tepanuio B COOTBETCTBMM C 00WMMM npuHuMnamn nedeHns XCH B 3aBMCMMOCTM OT
TSDKECTU KNMHUYECKUX MPOSIBNEHUIA (CM. KNMHWM4YecKue pekoMeHgauum no XCH), npu
Heo6X0ANUMOCTIN — KYNMpOBaHNe HapyLLEHWI CePAEUYHOro puTMma.
Mpn remoxpomMaTose ynyulleHne QyHKUMK cepaua AOCTUraeTcs nyTem BO3AEWCTBUA Ha
OCHOBHOe 3aboneBaHuWe. Tepanusi capkougos3a ¢ npumeHeHnem [KC He BAnsieT Ha
naTosiorMyecknii npouecc B Muokapge. lMpu 3sHAOKapavanibHOM (Mbpo3e peseKkums
3HAOKapa C MpoTesnpoBaHMeM MUTPaIbHOIO K/amaHa MHOrga no3BondeT YNydlliuTb
COCTOSHME 60/IbHbIX. EANHCTBEHHLIM pagnKa/ibHbIM METOAOM fleYeHUs MAMOMNAaTUYECKOM
PKMTI1 aBnseTca TpaHcnnaHTauma cepaua.
[porHos
MporHo3 u4aule HebNaronpuAaTHbIA, 60/bHblIE yMUpalOT 0T pedpakTepHoil XCH,
TPOMG03MOO/IMIA N APYrNX OCMOXKHEHUA. COCTOsSIHME NauMeHTOB O0ObIYHO CpefHeNn
TAXKecTn u Tsxenoe. 70% 60/bHbIX NOrMbaeT B TeyeHue 5 ner.

IV. APUTMOIEHHAS KAPAVIOMWOMATWA TMPABOIO >KENYAOUYKA
(ALIK)

3ab0neBaHe MbILILpbl CEPALA, XapaKTepu3yHoLeecs MPOrpeccuMpyrolyM 3aMeLLeHEM
MUOLMTOB XK >KMPOBOW MK (rOPO3HO-KMPOBOW TKaHbi, NPUBOAALLMM K aTpotun 1
MCTOHUYEHMIO CTEHKW XXeNy0uKa, ero Aunatauum, conpoBOX/IatoLLEecs Xenya0UKoBbIMU
HapyLLUEHUSM  PUTMa  Pa3NUYHOM  CTEMeHW  TSXKECTW, BKAOYas  UOPUANSALMIO
KENYI04KOB.
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2NMaemMmnoorms
PacnpocTtpaHeHHOCTb ALK Hens3BeCTHa, CUMTaeTcs, YTO OHa MOXXET BapbMpoBaTb B
npegenax ot 1:3000 go 1:10 000. NepBble KNMHNYECKME NPOSABIEHNA MOTYT BO3HUKHYTL B
FOHOLLECKOM BO3pacTe, peako — rnocne 40 ner.
TUO0/I0TUA U MaTOreHes
MpuumHa 3aboneBaHMs HemsBecTHa. VIMelOTCA [aHHble O Hacnef[CTBEHHOM XapakTepe
ancnnasun.  Hambonee BepoATHbIM  TUMOM  HAac/lefoBaHUA ABMAETCA  ayTOCOMHO-
AOMUHAHTHbIA.
KnnHnyeckasa KapTuHa
[nuTenbHoe Bpems 3abosieBaHWe MpoTekaeT 6eccMMNTOMHO. B 3TOT  nmepuop
opraHu4yeckoe noBpexaeHue, nexatlee B ocHoBe AAIDK, meaneHHO nporpeccupyert.
KnuHnueckne npusHakm  AAIMK  (cepguebvieHne, napokcusMasibHas TaxukKapaus,
rO/I0OBOKPYXKeHWE UM 06MOPOKK) 06bIYHO MOSABAAKOTCA B NOAPOCTKOBOM W/IN FOHOLLECKOM
Bo3pacTe. Beaywumn  KIMHWUYECKUMWU  MPOABNEHUAMW  MpU  3TOM  ABNAKOTCA
XXN3HEYTpoXKaroLLe apuTMUA: YKenyL0uKoBas SKCTPACUCTONNA Uin Taxmkapamna (06b14HO
MMeeT rpauky O650Kadbl NEeBOM HOXKM nydka [uca), anu3odbl QUbpUNNALMKn
XeNy[OYKOB; pexxe — CYMNpaBeHTPUKY/APHble (MpefcepAHble TaxnmapuTMun, MepLaHue
NN TpeneTaHve npeacepamnin). MepBbiM MPosBAeHMEM 3a00/1eBaHUS MOXET CIYXWUTb
BHe3anHas O0CTaHOBKa KpOBOOOpallleHMs, KOTOpas HacTynaeT BO BPEMS (IM3NYECKUX
Harpy3oK 1an Hanps>kKeHHOW CMOPTUBHOW aKTUBHOCTM.
AnarHoctuka
ManovHpopmaTMBHa BBUAY pPasHbIX MPUUUH PasBUTUA [LAHHOIMO COCTOAHUA. To4Has
NAEHTUPMKaLMA BO3MOXHA TONMBLKO NpW AAUTeNIbHOM HabnogeHnn. iHoraa 3abonesaHve
MOXeT ObITb 3arofo3peH0 npu OTCYTCTBMM YBE/IMYEHMS pasMepoB cepaua Ha
PEHTreHorpamMmme.
SKIT nokos y nauyweHtoB ¢ ALMK wnMeeT pag  XapakTepHbIX 0OCOOEHHOCTEWN,
MO3BONAIOWMX MPeAnofioKNUTL  Hamuve 3abonieBaHMs. Tak, MPOAO/HKUTENIbHOCTb
XeNy[oUKOBbIX KOMMJ/IEKCOB B MpaBblX TPYAHbLIX OTBEAEHUAX MOXET MpeBbIWLaTh
NPOAO/MKNTENbHOCTE QRS-KOMNNEKCOB B NEBbLIX TPYAHbLIX OTBeAeHUAX. [NTeNbHOCTb
nHtepsana QRS B otBegeHun VI npesbiwaet 110 mcek (4yBCTBUTENbHOCTb 55% u
cneunduyHocts 100%). Bbornblias NPoAo/MKUTENBHOCTL QRS-KOMMNIEKCOB B MNpaBbiX
FPYAHBLIX OTBELEHUAX MO CPaBHEHMWIO C JIEBLIMU COXPaHAETCA W B Ciyyasax 6/10Kagbl
npaBor HOXKM ny4ka M1ca.
BecbMa XapakTepHbl pas/inyHble 3KTOMUYECKME >KeNyAo4yKoBble apuTMUW, BMIOTb A0
CTOMKOI >XeNy04uKOBOW TaxmkKapamun, npu KOTOPOW YKeNyao4KOoBble KOMMIEKChl 0ObIYHO
NUMetoT BUf GNOKafbl NEBOM HOXKM Mydyka [1ca, a 3/1eKTpuyecKas OCb CepAla MOXET
ObITb OTK/IOHEHA KaK BMpaBo, Tak U B/eBO. MapoKcm3ManbHas XenyL04KoBas TaxmKapams
B OO/IbLUMHCTBE CNy4YaeB BO3HUKAET B MPaBOM >Key[ouKe W IErkKo MHAYUMPYEeTCs npu
3NEKTPOPU3MO0IOrMYECKOM UCCNEeL0BaAHNN.
Mpy PEHTreHO/I0rMYeCKOM WCCMef0BaHUN OpraHoB TPYAHON K/ETKU B 60/bLIOM
MPOLIEHTE CNyYaeB BbIABNAKOTCA HOPMasIbHbIE MOPPOMETPUYECKIME NMOKa3aTeNN.
AxoKapamorpaguueckme kputepnmn AKIK:

YMepeHHasa aunatauma NpaBoro Xenyao4Ka;

NOKa/IbHOE BbINAYMBaHWE N QUCKNHE3NA HUDKHE CTEHKW U BEPXYLLKK Cepaua;

N30/IMPOBAHHOE pacLUMpeHne BLIXOAHOIO TpakTa NpaBoro Xenyaouka;
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MOBbILLEHNE NHTEHCMBHOCTU OTPaXKEHHbIX CUTHAI0B OT MPABOr0 Xeny40ukKa,;
yBe/imyeHme TpabekynapHOCTI NPaBOro XenyaoukKa.
MPT cuunTaetca Hanbosnee NepcrneKkTUBHLIM BU3YaIM3NPYIOLWLMM METOLOM AMarHOCTUKU
AKIDXK, no3sonsowmum o6HapyXnsatb CTPYKTYPHbIE HapyLLUEHWSs, Takne Kak (DoKasibHoe
NCTOHYEHWE CTEHKWN N /TIOKa/IbHblE aHEBPU3MbI.
LleHHYt0 WH(opMauuio [aeT PeHTreHOKOHTPacTHas BeHTpukynorpadgua. MNpu aTom
XapaktepHa gunatauma MK B coyeTaHUM C CErMeHTapHbIMW  HapyLUeHUAMU ero
COKpALLEHNSA, BbINAYMBAHUAMM KOHTYpa B 00M1acTAX AUChNasunm 1 yBeIMYeHEeM
TpabeKynAapHOCTN.
AnddepeHumnanbHaa aMarHocTmka
Mposoantca ¢ AOAKMI1 ¢ npeMmyLliecTBeHHbIM MOPaXEHMEM MPaBOro XKenyjoyka.
CuuTaetcd, yto npun OKMIT ¢ npenMmMyLLlecTBeHHbIM MOPaXKeHWEM MNPaBOro >Kenyaouka
npeo6nafaroT CUMNTOMbI MPaBOXEYL0YKOBOM HEAOCTAaTOYHOCTU, a NPU apUTMOreHHOM
AMCMNa3MM MPaBoOro >Kenyjgouka — >KenyfouvkoBble aputMuu. [lpefnonaraeTcs, 4ToO
3HAOMUOKapAnabHas 6uoncus no3sonnt auddepeHymposats AKMIT n ALAMK. Mpwu
FMCTOMONMYECKOM  MCCNefoBaHMM  OMOMTATOB WM ayTOMCWIA  BbISBNAIOT  CRefytoLme
N3MEHEHWS, XapaKTepHble A5 apUTMOTeHHON AUCMIA3MKM NPaBOro XenyLo4Ka: XXMPOBYHO
NHPUALTPaLMIO (3aMeLLeHne) M1oKapaa, aTporyeckme UM HEKPOTUYECKME U3MEHEHUS
KapAMOMUOLMTOB, WMHTEPCTULUMANbHBIA (PUOPO3, MHTEPCTUUMANIbHBIE WH(UALTPATLI Y3
MOHOHYK/1€apoB.
JleyeHue
HanpasneHo Ha ycTpaHeHWe Hab/ofaeMblX apuTMuin ceppua. [ns aToro NpUMeHsTCA
aHTMapUTMMYecKMe npenapatbl pasHbIX FPynn: coOTanon™, aMMoaapoH™, BepanaMuin™ u
ap. Tpu  yCTOMYMBOI XeNy[ouUKOBOM TaxuMKapAauu CneayeT MpPOBECTM KaTeTepHOoe
paspyLUueHve apMTMOreHHOro o4vara Uiy UMMnaHTaumio KapavosepTepa-aeduobpunnsaTopa.
[porHos
Yacto HebnaronpuaTHbIA. KaxXablil NATbIn 60/IbHOM MOMNOAOr0 BO3pacTa, YMUpPatoLunia
BHe3anHo, CTpajaeT faHHOW natoniorvin. Kaxkaplil [LecATbl MauueHT, CTpafaroLmi
apUTMOreHHOW AmMcniasneil MpaBoro >Kenyaoyka, ymumpaeT OT 3aCTOMHOWM CepaeqHOn
HeoCTaTOYHOCTN U TPOMOO3IMOONYECKNX OCNOXKHEHNIX. OCHOBHOM MPUYNHON CMEPTU
ABNAETCA 3NIEKTPUYECKAs HeCTabWUNbHOCTL MUOKapAa.

V. CMHOPOM HEKOMITAKTHOIO MNOKAPLA JIEBOIO XXENY OOUKA (left
ventricular non-compaction, ryéyatbiin mvokapg) (HMJ1>K)

HMJDK - ofvH 13 pefknx BULOB KapAnMOMUOMATWIA, BPOX/AEHHOE NMOpaXKeHWe MUOKapaa,
ABNAIOLLEECH CNEACTBMEM HapYLIEHUs €ero pasBATMS Ha 3JTane amopuoreHesa wu
XapaKTepu3yoLLleecss MoBbIWEeHVEM TPabeKynsapHOCTM MUOKapAa, Kak Mpaswusio, /IeBOrO
Xenyjouka W Hamumem  ry60KUX — MeXTpabeKynsapHbIX MPOCTPaHCTB  (NaKyH),
COO0OLLAIOLLMXCA C MOMOCTbIO XKeNyAouKa.

PacnpocTpaHeHHOCTb

PacnpocTpaHeHHOCTb HMJTXK B 06LLelr Nonynsiyumn no HEKOTOPbIM OLIEHKaM COCTaB/sSeT
oT 0,05% pgo 0,25% B rof, B TO BpeMsi KaK MO [JaHHbIM 3MMMPUYECKUX UCCNef0BaHN
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Cpean BCex B3POC/bIX NauueHToB, npowlefwmnx 3xo-KI-uccnepgosanve, HMJIK 6bin
06Hapy»xeH y 0,014% - 0,26%
CoctaBnsiet 9,2 % cpean BCEX ANArHOCTUPOBAHHBLIX KapAMOMMONATWiA, 3aHNUMaET TPEeTbe
MeCTO B CTPYKTYpe KapAvommuonaTuii nocne runepTpouyeckon U amnataymoHHOMN.
TMON0rnNA U NaToreHes
3BeCTHO fBa Tuna HacnefoBaHWs: ayTOCOMHO-PELECCUMBHbLIA U CLEMEHHbIA C NOOM,
cocTasnsowmin 44% HabnroaeHWA.
HMJDK aBnseTca KAMHUYECKN N TeHETUYECKM TeTePOreHHbIM, 06YCNOBMEH HapyLUEHNEM
pasBUTMS MUOKapAa B npouecce 3MOpVOHaIbHOro pa3suTusi. OCHOBHOWM MpPU3HaK 3TOro
3aboneBaHns — rNybokue Tpabeky/nbl B MWOKapAe JIeBOTO  XKenyjoyka W
MEXOKENYN0UYKOBOM Meperopoike, 4YTO BfieYeT 3a COO0M CHUXKEHWE CUCTO/IMYECKOM
(hYHKUMM N1eBOro >Xenygaoyka. B yactu cnyvaeB B MaToOMOrMYecKUini NPoLEecC MOXeT
BOB/EKaTbCA MWMOKapL MpaBoro >kenyfgovka. MOXeT coyeTatbCad C  NpU3HaKaMu
AMnaTaumoHHON KapAvoMuonaTuv, AN BPOXAEHHbIMM MOpoKamu cepAua. Yaule Bcero
BCTpeyatoTcsi coveTaHns HMJDK ¢ gedektammn MexnpegcepaHoin neperopogku (AMIIM),
N30/IMPOBAHHBIMU WM MHOXECTBEHHBLIMW [eeKTaMn MeXOKeNnya04KOBOW NeperoposKu
(AMDKIT), CTEHO30M NeroYHbIX apTepuii, OfHaKO OrnucaHbl M HEKOTOpble Apyrve BuAbl
MOPOKOB. MOXeT BCTpeyaTbCHd B COYETAHWM C HEMPOMbILEYHBLIMU 3a60/1eBaHUAMMU,
TaKMMK KakK MeTabonmyeckas Mmmonartums; cuHapomel — bapta (Barth), Otaxapa (Ohtahara),
PorgpmaH  (Roifman), MenHuka-Hugnza (Melnick-Needles), MukpogtanibMumn ¢
NNHENHBbIMM KOXXHbIMK  fethektamn (MLS - microphthalmia with linear skin defects),
HorTein-HagkoneHHuKa (Nail-Patella) 1 HyHaH (Noonan); mblweyHble guctpotumn bekepa
(Becker) n dwmepn-Apeitgyc (Emery-Dreifuss); MmoTybynsapHas kapgmommonartus.
Mopdponormyeckme Tunbl:
NaKyHapHbIA - HEKOMMAaKTHbIA MWOKap4 MNpeACTaB/fieH CeTbid  XOPOLUO
BU3YaIN3NPYIOLLMXCA TPabeKy  C LUMPOKUMU, TNYOOKNUMU NaKyHamu;
rybyaTblil - HEKOMMNaKTHbIA MUOKapL, NPeAcTaB/ieH YepeoBaHMEM MHOXECTBA
Menbyanlmx nakyH (MeHee 1 MM) 1 Tpabekyn, TPYAHO pasiMumMMbIX ApYyr OT
Apyra;
CMeLLUaHHBIA - BU3YaIM3NPYyrOTCA TpabeKy/bl M NakyHapHble MPOCTPaHCTBa,
MeHee BbIPaXKeHHbIE, YeM Mpu aKyHapHOM TuUne.
Tunbl pemoaennposaHmnsa cepaua y aereint ¢ HMJDK:
ANNaTaUNOHHBIN;
PECTPUKTUBHBIN;
rMNepTPOPUUECKUIA.
KrnHuyeckas KapTuHa
CepfieyHass HefLOCTATOYHOCTb, XXefy[OoUKOBble apuUTMUK, CUCTEMHAA WU  NerovyHas
ambonus. HapylweHve AMacTONMYECKOW W CUCTONIMYECKON (YHKUMA. [mnacTonnyeckas
ANCYHKLMA XapaKTepusyeTcs HapyLUeHWeM MpOLEecCoB paccnabnieHns n HarosIHeHNs
NEBOr0 Xenyfouyka B pesy/ibTaTe YMeHbLUEHUA 06bema ero nojaocT Npu MoBbILLEHHOWA
TpabekynapHocTU. OLHUM U3 BO3MOXHbIX MEXaHWU3MOB BO3HUKHOBEHWSA CUCTOIMYECKOWA
ANCOYHKLMN SABNAETCA XPOHMYECKas WLLemMns MUoKapha, 00YC/I0B/IeHHAasAs HapyLUeHUem
KOPOHapHON MUKPOLMPKYNALUN.
YacTo BCTpeyaroTcs HapyLLeHNs CepAeyHOro putMa 1 NpoBoANUMOCTH cepaua. Bo3mMOXHbI
YKenyL04KoBble apUTMUK, Grbpunnaumsa npeacepania, NapokcumMasibHas Uan NocTosHHas
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(hopMbl XKenyaouKoBOW Taxmkapauun. NpUUYMHOM CUCTEMHbBIX M NIErOYHbIX 3M60MIA npu
HEeKOMMNakTHOM MWOKapAe /IeBOr0 >Keny[o4yka ualle BCEro ABnsetTca MepLaresibHas
apuTMMA ¢ nocneayowmmMm opmMmpoBaHmMeM Tpombo3a B 06/1aCT MeXTPabeKynsapHbIX
MPOCTPAHCTB, IAe CKOPOCTb KPOBOTOKA 3HAUNTENIbHO CHUXEHa.

duarHoctmka

BknoyaeT nposefeHne 3xo-KIT ¢ onpefeneHvem COOTHOLLEHWS KOMMAKTHOro cnos
MMOKapaa K HekomnakTHomy, K, XM 3KI, MPT cepaua, nouck mytaunii B reHe TAZ
MO/IEKYNIAPHO-TEHETUYECKMMM  METOamMM Yy  OO/IbHbIX, a Takke [AuarHoctuka
reTepo3vroTHOro HOCUTeIbCTBa Y POLACTBEHHUKOB NaLNeHTOB.

Ixo-KI

ABNAeTCA OAHMM U3 BaXKHEWLUMX HENHBA3MBHbLIX METOO0B AMArHOCTUKM HEKOMMAKTHOIO
Muokapga. B CcOOTBeTCTBMM C YNbTPa3BYKOBOM KapTUHOM CTEHKA HEKOMMaKTHOro
MWOKapAa COCTOUT M3 [BYX C/I0EB: KOMMAKTHOIO 3MNUKapAMasibHOrO0 M HeKOMMaKTHOro
3HJ0KapAMabHOro. HeKOMMaKTHbIN C/loM NpeAcTaB/ieH YTONWEHHbIMK Tpabekynamn ¢
rNyOoKMMN  MeXTPabeKyNapHbIMKM - NPOCTPAHCTBAMM  MPEUMYLLLECTBEHHO B 06/1acTu
anviKa/lbHbIX W CPeAHUX CErMeHTOB HMXKHEN W GOKOBOW CTEHOK JIEBOrO >Keny[ouka,
MO3TOMY 3NUKapAWa/bHbIA COW TOHbLUE 3HAOKapAvansHoro. OTMevaeTca aunataums
NEBOr0 XXeNy[0ouKa, CHKEHE CUCTONMYECKON PYHKUMM N HapyLLeHWe AMacTONIMYeCKOoi
(PYHKUMM  MPEnMYLLECTBEHHO MO PECTPUKTMBHOMY Tuny. [MNOKMHE3Ms MuoKapaa
OTMEYaeTcA Kak B 30HaX C HEeKOMMAaKTHOCTbIO, TaK U B HOPMa/IbHbIX CErmMeHTax /1eBoro
Xenypouka

KI

He wvmeeT cneunduueckux npusHakoB. Ha anekTpokapauorpamMme  00/bHbIX
HEeKOMMaKTHbIM ~ MWOKapAOM  fIEBOrO  >KeNlyfouka  BbIABMAKOTCA:  OTK/IOHeHue
3NIEKTPUYECKOW OCK CepALia BNeBO, rmnepTpogns M1MoKapaa 1IeBOro Xenyaouka, npusHakm
HapyLleHWs Penosisipu3aumm >enynoukoB, N3MeHeHN KOHEUYHON 4acTu >Keny[oyKoBOro
KOMIJIeKCa, CYNpaBeHTPUKYNAPHAA W XKenya0oyKoBas 3KCTPacUCTONNK, 6/10Kadbl HOXKEK
nyuyka nca, WPW-CUHAPOM, aTPUOBEHTPUKYNSAPHbIE 6/OKafdbl Pas3/IMUYHON CTeneHw
BbIPXXEHHOCTU, (hNOPUNNIALNA NPeACcepaniA N ApYrve HapyLLEeHNUs pUTMa.

JleyeHwue

B HacTosLee Bpems OCTaeTcs HecrneynguyHbIM 1 cumntomatmyeckum. OHo 6asnpyeTcs
Ha KOPPeKUMM W MpouIaKTUKe TPeX OCHOBHbIX  K/IMHUYECKUX  MPOSBIEHWI
HEKOMMNAKTHOr0 MuoKapha: CepAeyHOn HeAoCTaTOYHOCTM, apuUTMUA N 3MOONIMYECKMNX
OCNOXHeHWI. [Mpn oTCYTCTBMM 3(h(PeKTa OT MPOBOAMMON Tepanuu, TOPNNLHOM TeueHUn
3ab60/1eBaHMA BO3MOXHA MOCTAHOBKAa B JINCT OXWAAHUS Ha TPaHCNIaHTauuio Ccepaua.
BOMbHBIM CO  «3/I0KAYECTBEHHbIMU» HapyLUeHUsAMW puUTMa Heobxoauma YycTaHOBKa
KapanosepTepa-gedubpunngropa.

AvdepeHumanibHasg AMarHocTmka

CnesyeT avdepeHUMpoBaTth € pasHbIMUM (OPMaMU MAMOMATMYECKUX KapauomuonaTum
(aunaTaumMoHHON, TUNEePTPOPUYECKON, PECTPUKTMBHON), a Takxe TPOMOO30M /eBOro
Xenyfouka, AONOMHUTENbHLIMU TpabeKyiamn, aHOMa/lbHO PacnoOXeHHbIMU XopAamu,
NePCUCTUPYIOLLMMUN CUHYCOMAAMM NPU aHOMa/lbHOM OTXOXKAEHUW NEeBON KOPOHapHOM
apTepuvM OT JIero4yHOro CTBOMa, aTpe3nein NerovyHorW apTepum Mpu  UHTaKTHOW
MEXOKeYL04KOBOW MeperopoaKe, onyxonsamm cepaLia.

[MporHos
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MporHo3 60sbHbIX ¢ VHJ/DK 3aBUMCUT OT 06beMa MOPaXKEHHbIX CErMEHTOB, O6LLEN
COKPaTUTENbHON  CMOCOOHOCTU  MUOKapAa, BPEMEHW BO3HWMKHOBEHMA W CKOPOCTU
HapacTaHuUs CMMMNTOMOB CepAeyvyHON HefoCTaTouHOCTM. Hanbonee HebnaronpusATHbIN
nporHo3 Habnogaetca y nauneHTos ¢ PB MeHee 35 %. OCHOBHYO Yrpo3y Ans 340P0BbS
M OKU3HM  BOMbHbIX MpPeAcTaBnseT pas3BUTME W MPOrpeccMpoBaHve  CepAeyHoin
HefocTaTO4YHOCTU. Heobxoamma npothmnakTka TPOM603IMBONIMUYECKNX OCNIOXHEHWIA.
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Cnu1coK CoKpaLleHNiA

American College of Cardiology/ American Heart

ACC/AHA/AAC | Association- AMeprKaHCKoe 06LLecTBO
Kapavonoros/AmMeprKaHCcKasa accoumauns cepaua

NT-proBNP N-KOHH,EBOVI (bparMeHT NPOMO3roBOro
HaTPUNYPETUYECKOro nenTunaa

NYHA New York Heart Association - Hbto-/lopkckas
accolmauma cepaua

AA AHTaroHUCT aibA0CTEPOHA

AKMT1 ApUTMOreHHas Kapanommonarns

AUTB AKTUBMPOBaAHHOE YaCTUYHOE TPOMOOMIaCTUHOBOE
Bpems

BAB B-afpeHo610KaTOpPbI

BPA 11 bnokaTopbl peuenTopoB aHMMOTEH3MHA

B3E Bpemsa 3ameieHNs NOTOKa paHHero HanosiHeHNs

BO3 BceMupHasa opraHusauns 3apaBooxpaHeHns

BUP Bpems 130BOIIOMUYECKOT0 paccniabiieHns 1eBoro
Xenypouka

BINC BpoxKzeHHbI NOPOK cepaua

"KM MmnepTpoduyeckas KaparommonaTus

OKMI JvnaTaunoHHas Kapanommonartumsa

EOK EBponeickoe 06LLEeCTBO KapaMo/ioros

NAIM® WHrméumTop aHrmoTeH3nHNpeBpaLLaroLLero goepMeHTa

KMT1 KapavomuonaTtus

XK J1eBblIli XXenypoyek

MHO MexayHapoHoe HOpMa/sIM30BaHHOE OTHOLLEHNE

MOK MWHYTHbI 06bEM KPOBOOGpaLLEHWS

MPT MarHuTHO-pe30HaHCHas TOMOrpagms

HK HepocTaTouyHOCTL KPOBOOGpALLEHNA

HMJ1K HekomnaKTHbIA MUOKPag, NEBOr0 XKenyaouka

OACH OcTtpas gekomneHcauma CH

MnaT IMO3UTPOHHO AMNCCUOHHAA TOMOrpaguns

PKMI PeCcTpMKTMBHas KapanomuonaTuns

CU CepAeyHblii UHAEKC

CH CeppeyHasa He[OCTaTOYHOCTb

CCC CeppeyHo-cocygmcTasa cucTema

YU Y [lapHbIA MHAEKC

YO Y lapHbIil 06BbEM

B dpakums Bblbpoca

OK ®DYHKLUMOHabHbIA Knacc

Y ®pakuma YKOpoUeHus

XCH XPOHMYECKadA cepaeyHasa HeaocTaTO4yHOCTb

AKI AneKTpoKapanorpapms

IKMO JKCTpakoprnopasbHas MeMbpaHHas OKCUreHaums

Axo-KI Axokapavorpadus
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*/lcnoNb30BaHWe B Tepanum NpenapaToB, He pas3peLleHHbIX K MPUMEHEHNIO Y feTel
cornacHo MHCTPyKUMK, TONbKO C paspelleHnst JIOKa/lbHOr0 3TMYECKOro KoMuTeTa
MeAMLMHCKON  opraHuzaummi, npu  HaanuuymMmM  MHGOPMUPOBAHHOIO  cornacus
poanTenei / 3aKOHHbIX NpeAcTaBUTENel 1 pebeHKa B Bo3pacTe cTaplue 14 neT
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