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Onpenesienue.

['uneprpoduueckass KapJMOMHOINATHUSI — F'€HETUYECKUA 00YCIOBICHHOE 3a00JIeBaHUE
MHUOKap/ia, XxapakTepusytolieecs runeprpodueit muokapja jgesoro (6osee 1,5 cm)
W/WJTU TIPABOTO JKEJTYI0YKa, Yallle aCHMMETPUIECKOTO XapaKTepa 3a CUET yTOJIICHHUS
MEXKETy J0UYKOBOM MEPETrOPOJIKH, YTO HE MOXKET OOBICHATHCS UCKITFOUUTEIBHO
MOBBIIIICHUEM HArpy3Ku JaBJICHUEM, U BO3HUKAIOIIIEE MPU OTCYTCTBUU JIPYTOrO
CEpJIEYHOT0 WJIK CUCTEMHOTO 3a00J1€BaHus1, METAOOINYECKOTO WIIH MOJIUOPTaHHOTO
cuHapoma, csazanHoro ¢ ['JDK.

INUIeMHO0JI0THA.

[Tpu I'KMII HeT ueTko# reorpadudeckoil, STHUUYECKON MU MOJIOBOM CTPYKTYPhI
pactpenenenus. ['KMII oxet HabmoaaThCs B 1F0OOM BO3pacTe YEJIOBEKA OT
MJIaICHYeCTBa 110 T1y0oKo# ctapoctu CpeaHuil BO3pacT Mpu MOCTAHOBKE JUATHO3A
— 3040 ner.

Pacnpoctpanennocts B nonynsiuuu: 1:500; mo HekotopeiM nanHbeiM 1:200. [Tpu
UCIIOJIb30BAaHUU 00Jiee 4yBCTBUTENbHBIX MeTO10B Busyanuzauuu (MPT, KT) u
IITUPOKOM HUCIIOJIb30BAHUHU T€HETUYECKOTO0 TECTUPOBAHUS U KACKaJHOTO CKPUHHUHTA
JUIS. POACTBEHHUKOB IEPBOM JIMHUM POJICTBA pacnpocTpaHeHHOCTs [ KMII
cootBercTByeT 0,6% (1:167). YactoTa B 00111e# TOMYIISIIUN TPEBHIIIAET
BcTpeuaeMocTh ' KMII B kapAnoioruueckoi npakTuke, Tak Kak 0oJblias 4acTh

MAIMEHTOB OCTACTCS HEUICHTU(DUITMPOBAHHON BBHTY O€CCUMIITOMHOCTH.

Ituosorus I'KMII.

B stnonorun I'KMII Benymias ponb NpuHaaIe)KUT MyTallUK T€HOB, KOAUPYIOIINX
CUHTE3 COKPATUTENbHBIX OENKOB (TSKENBIX IIenel Muo3uHa, TpornoHuHa T,
TPOMOMHO3HMHA U CBs3bIBarolero Muo3uH oenka C). B urore myranuu Hapymaercs
PAaCIIOJIOKEHUE MBIILIEYHBIX BOJIOKOH B MHOKAP/IE, YTO IIPUBOJUT K €r0
runepTpopuu. Y 4yactu OOJbHBIX MyTalus IPOSBIISIETCS B IETCKOM BO3pacTe, HO B
3HAYUTEIFHOM YHUCIIE CITy4YaeB 3a00JI€BaHKEe BBISBISIOT JIUIIb B TIOJJPOCTKOBOM
nepuoje a1bo B Bozpacte 30-40 net. Tpu OCHOBHBIE MYTAallMH SIBISIFOTCS HanboJiee

YacTBIMU: TSDKEJION 11eny 0eTa-MHO3MHA, CBS3BIBAIOIIET0 MHO3MH Ocika C,



CepAeUHOro TponoHuHa T. DT MyTaluy BISIBICHBI 00Jiee YeM Y TIOJIOBUHBI
IeHOTUIMPOBAHHBIX MALIMEHTOB. Pa3Hble MyTalliy UMEIOT Pa3InYHbIN IPOTHO3 U
MOTYT JaBaTh OTINYMS B KIMHUYECKUX MPOSBICHUSIX.

Ot 5-10% B3pOCIIBIX CITy4aeB pa3BUBAIOTCS B PE3YJIbTATE APYTUX T€HETUUECKUX

3a00JIEBaHUM.

Knacenpuxanusa I'KMIIL.

Knunnueckue gpopmbel 'KMII

* BCC 06e3 npeamiecTByoneld CHMITOMATAKI

* beccumMnTOMHOE/MaIOCUMIITOMH O€ TEYEHUE

e CUMOTOMHOE T€UYCHHUE

— CrabunbHOe (100pOKaYeCTBEHHOC)

— Ocnoxunennoe (®I1, XCH, cunipom cTreHOKapIuu

* Peaxue BapuanThl: Bepxymieunas aHeBpuzma JDK, TKMIT+HIKMII, 'KMII+PKMIT)

['emogunamuueckue Gopmbl I'KMII
* Heo6ctpyktuBHas O6ctpykruHas [ KMIIT

» O6crpyktuBHasg 'KMII (B 1.4. JlaTenTHas 06CTpyKIIKs)

Mopdonornueckue Gpopmber 'KMII

* AcummetpuuHnas popma 'KMII

— T'uneptpodus MAKII (+/— 1K)

— bazanpHoi yactu MJKII — CurmoBuanass MOKII

— JIBosikoBbimykass MOKII

— T'uneptpocdus Bceit MKII

— Kombunuposannas (MXKII+apyroi ornen JIK umu I1XK)
— AnukanpHas runeptpodus (+/— cpenunnbie cerMmeHTsl JIK)
— CpennexenynoukoBasi [ KMII

— T'uneptpodus npyroii crenku JIK (GokoBasi, 3a1H55)

* Cummerpuunas popma ['KMIT



Kinunnyeckas kapTuHa.

1. BCC— moxer otmeuarbes npu at00oM Bapuante TeueHuss ' KMIL, B T.4. 6e3
MIPEAIIESCTBYIONIEH CUMITTOMATUKH (HanboJiee 9acTo BCTPEYACTCS Y MOJIOJIBIX
NAlMEeHTOB <35 JeT, BKII0Yask CIOPTCMEHOB).

2. beccuMnTOMHOE T€YEHUE — BCTPEYAETCS Y NALIUEHTOB C UCXOIHO
HeoOcTpykTuBHOU popmoii 'KMII (Hebomnbiias crenens runepTpopuu Muokapaa,
0e3 comyrcTBytomux anoManuii MK). [Tpo1oKuTeIbHOCTD KU3HU Y ATUX
MAIMEeHTOB KaK B o0Iel nomysaiuu — 75 net u 6onee. Takke 6eCCUMITOMHBIMU
MOTYT OBITh MAIMEHTHI ¢ HEOOIBIION cTeneHbio 0ocTpykiuu BTJIK (B mokoe n/unu
IIPU HArpy3kKe).

3. CumnTomHOE cTabmIbHOE (HA hOHE METMKAMEHTO3HOMN TePAITHHN )
100pOKaYeCTBEHHOE TeUeHUE. a) Y MalMEHTOB C UCXOJIHO HEOOCTPYKTUBHOM (hopMOit
['KMIT;

b) IIpu OI'KMII ¢ nebomnbioii crenenbto oocTpykimu BTJDK.

4. CumnromHoe ocnoxkHeHHoe Teuenue ['KMII npossnsercs:

a) ®I1— mapokcuamalibHasi, NIepCUCTUpyolas uiu nocrosinuas (ot 25 1o 30%),
acCOIIMMPOBaHHAA ¢ cepaeuHoi HepocTaTouHoCThI0 (CH) pasnuuHoil crenenu
BBIPAKEHHOCTH U MOBBIIIEHHBIM PUCKOM TPOMOOAMOOIMUECKUX OCIIOKHEHUM,
BKJTFOYAsi HHCYJIBT;

b) XCH— nosiBiieHUE OJABIIIKH, CIA00CTH, yTOMJISIEMOCTH, B COUETaHUU
IIPECUHKOIBI U CUHKOIIBI, aputMun. Hapacranue tskectu XCH no III-IV
dbyukuonansHOro Kiacca (OK) (NYHA) npu coxpaHeHHO# CHCTOMYECKON
bynkuuu JDK;

¢) CunapoM cTeHOKapaAuH (B T.4. aTUIMYHBIN 00JI€BOM CHHAPOM) Uit 6e300J1eBast
nmemus. Mmemust muokapaa npu I'KMIT moxet ocinoxuaTrsess UM 2 Tuna.

5. CUMIOTOMHOE T€YEHHE C HETATUBHBIM PEMOJIETUPOBAHUEM.

a) “KoneuHas craaus’: qajbHelIee NporpeccupoBanue sisjieHnit 3acroiinoi CH,
CBSI3aHHOM C HEraTUBHBIM PEMOJIETMPOBAHUEM U BHIPAXKEHHOW CUCTOJIMYECKON W/UITN

nuactonndeckor quchynkuuent JIK (penorunst FKMII + nunaranronnas



kapauomuonartus (JKMIT) unu ['KMII + pecTpukTuBHas KapAKOMHONATHS
(PKMIY)).

b) Pa3zeurtue Bepxyueunoit aneBpusMbl JIK — npu oOcTpyKuuu cpenHei yactu
nosnoctu JOK (peakuit Bapuant teuenus ['KMIT).

Kpurepuu anarnoza I'KMIIL.

Kpurepuem nuarnosza ' KMII y B3pocCibIX SIBISE€TCS YBENUYEHUE TOJIIMHBI CTEHKU
JDK B onHOM miu Oosiee cermeHTax > 15 mwm (omnpezensemMoe Jro0bM
Br3yanu3upytomum metoaoM — IxoKI/MPT/KT), kotopast He 00bsicHAETCS
VCKITFOUYNTEIBHO YBEJIMYEHUEM HArPy3KH JIABICHHUEM.

VY poacTBeHHUKOB MTpobanaa KputepueM auaraosa ' KMIT sBisieTcst Tonmmuaa
crenku JUK, paBras 13—-14 mm.

Kpurepuem Boieuenus [DK npu I'KMII sBnsieTcst yBennueHne TOMMUHBI CTEHKU
ITK >5 MM, a TommmHa muokapaa [DK >10 mm cuutaercst skctpemanbHo# ['TIK.
Kpurepuem auarnosa oocrpykruBHoid ['KMII cuuraercs ysenuuenue I'J[ B BTJDK >
30 MM PT. CT., B IOKO€ WJIM TP MPOBOKAMOHHBIX mTpodax. ['J[ > 50 mm pr. cT.
CUMTAETCS KPUTEPUEM FeMOIMHAMUYECKH 3HAYUMOUN OOCTPYKIIUH.

Kpurepuem obctpykiuu BTIDK cuntaercs ysenuuenue ['Jl B BTIDK > 16 mm prt. cT.
B IIOKOE€.

JInarsocruka.

V Becex nanenToB ¢ 'KMII 151 BBISIBIEHUS COMYTCTBYIOIIMX 3a00JIEBAHMIA
PEKOMEHyeTCsl pyTUHHOE JJabopaToOpHOE 00CIe0BAHKE, BKIIOYAIOLIEE
KJIIMHUYECKUI aHau3 KPOBU U OOILMI aHATIU3 MOYM, OMOXUMHUUYECKHUI aHAJIU3 KPOBU
(xosecTepuH, TPUTITHIICPU/IBI, KA, HATPUH, acllapTaTaMUHOTpaHc(epasa,
allaHMHAMUHOTpaHcdepasza, MOUeBUHA, KpeaTUHUH, OUIUpyOuH, TIII0KO03a.
OnexTpokapanorpapus— HUKOIIa He ObIBa€T HOPMAJIbHOW U IOITOMY SIBJISIETCS
yI0OHBIM METOJOM CKpuHUHIa. OOHapY’KMBAIOT MPU3HAKU YBEJIMYEHUS JIEBOTO
JKEJyJ0UYKa U JIEBOTO Ipeacepans. Bo3MOKHBI TakKe MPU3HAKU YBEIUYEHUS [IPABOTO
xemynouka. OcoOeHHO XapaKTepHBI ITyOOKHe OTpUIlaTebHbIe 3yO1bl T pa3nuaHbIx
JoKanu3anui, rmyookue 3yousl Q (4acto B 001acTH neperopoaku). BeisiBisitor

Pa3JIMYHBIC HAPYIICHWA pUTMa U IPOBOAUMOCTH.



Oxokapauorpadusi— OCHOBHOM METOJ TUarHOCTHKU. [103BOMISIET OLIEHUTD
BBIPAKEHHOCTH U JIOKAJIM3AINIO TUIEPTPOPUH, CTETICHb OOCTPYKIINH, HAPYIIICHHUS
JMACTOINYECKON (PYHKIIUU U T.JT .

MPT cepauia ¢ KOHTpacTUpOBaHUEM (IIPU OTCYTCTBUU MPOTUBOIIOKA3AHHI)
PEKOMEHIY€TCS BBINOJHUTh KAK MUHUMYM OJMH Pa3 MOCJE MOCTAHOBKHU JUArHO3a
['KMII nnsa yrounenus nanubix OxoKI (anatomuu cepua, GyHKIIUN KETyT0YKOB),
a TaKKe BBISIBJICHUS U OLIEHKH paclpoCTpaHEHHOCTH (Gubpo3a MHOKapa u
UCKJIIOUEHHUS JIPYTUX 3a00JI€BaHUM.

MonutopupoBanue DKI'— BbISIBISIET HapyIIEHUSI pUTMA, YTO BAXKHO JJIS POrHO3a U
OLICHKM BO3MOKHOCTH Pa3BUTHs BHE3AITHOM CMEPTH.

Koponapoanruorpadus. [lokazanus k KAI' npu ['KMII:

* B3pocibiM nanuentam ¢ I'KMII ¢ npegorBpamennoit BCC (mocine ycnenHbix
peaHUMAITMOHHBIX MEPOIIPUATHIA)

e naruenTaMm ¢ ycronuuson KT

* MMAIIMEHTaM CO CTAaOMIILHOW CTEHOKapAuel >3 Kiacca Mo KiacCU(puKaIuu
Kanazickoro cep/ie4HO-COCYIMCTOTO 0OIIECTBA.

* marmerTam ¢ ['KMII ¢ TunnaabiMu O0JISIMU B TPYTHOM KIIETKE, Y KOTOPBIX €CTh
IIPOMEKYTOUYHAS IIPETECTOBAsL BEPOSTHOCTh ATEPOCKIEPOTUUECKON NIIEMUYECKOU
00JIe3HU cep/lla ¢ y4eTOM BO3pacTa, 1oJia U (hakTOpOB pHUCKa aTepOCKIIEpo3a

« BceM nanuenTaM ¢ ['KMII crapue 40 net pekomenayercss KAI vin KT-
anruorpadus go peaxykuur MXII, He3aBUCHUMO OT HATUYUsl TUTMYHOTO
CTEHOKapAUTUYECKOI0 00JIEBOIO CHHIIPOMA.

Harpy3zounsie Tectol (ctpecc-OxoKI', sprocniupomerpus). [1pu npoBenenuun
Harpy304YHbIX T€CTOB OIIEHUBAIOT:

* BEJIMYMHY HapacTaHus rpaaueHTta aasieHus B BTJDK Ha nuke Harpy3ku u B
BOCCTAHOBHUTEIBLHOM MEPUOIE

* peakuuio A/l Ha Harpy3Ky (BXOAUT B IIKany ctpartudukanuu pucka BCCy
nauueHToB ¢ ' KMII; neanexBaTtHas p-si A/ — runoren3uBHas win npupoct A/l Ha
NUKe Harpy3ku Menee 20 MM pT. CT.)

* UHAYLMPYETCA JIM Harpy3Kou uiemus Muokapaa JOK



* ycyryounsercs nu auactonudeckas nuchyukmnus (E/A, E/e’)

* CTETICHb U3MEHEHUSI MUTPAIbHON perypruranuu Ha one ctpecc-OxoKIT
(muaamudeckas MP).

Cuunturpadust kocteit npu nogo3pennn Ha ATTR-ammmonno3.

buorncus Muokapia u abJJTOMUHAIILHOTO JKUPA - TIPU TTOI03PEHUH Ha
MH(UIBTPaTUBHBIE, BOCIIAIUTENbHBIEC 3a00JI€BaHUs CEP/LIA UK O0JIE3HU
HAKOIUJICHUS! KOTOPBIE HE MOTYT OBITh MOJATBEPKICHBI APYTUMH METOIAMHU.
['eHeTHYeCcKast AMArHOCTUKA CUUTAETCS BAKHEUIIIMM METOJO0M JIJIsi OIEHKHU ITPOTHO3a
BBHJIy PA3JIMYHOTO T€YCHUS 3a00JIeBaHUS TIPH Pa3IUIHBIX MyTarusax. Heooxoanma
TaKKe JJISI OLICHKW COCTOSTHUS 3710pOBbs WIeHOB ceMbu OosbHOTO ['KMII. K

COXaJICHUIO, B Poccun MaJIoA0CTYIIHA BHC KPYITHBIX UCCICAOBATCIILCKUX LICHTPOB.

Jleyenue.

JleueHne BKITIOYACT:

* MEAMKAMEHTO3HYIO TEPAMUIO

* SHJO0BACKYJISIPHBIE BMEIIATEIILCTBA

* XUPYPrHUECKUE U HEXUPYPTUUECKUE METO/IBI PEIYKIIMHA TUTIEPTPOUPOBAHHOM
MXII (+ yctpanenue conytcTByromumx anomanuii Ha MK...)

* MEXaHUYECKas MOIJIEpKKA KPOBOOOpaIIEHUS

* TPaHCIUIAHTAIUS Cep/la

MeaukamMeHTO3HOE JIeYeHHe.

OO01Me NPUHIUITEI MEIMKAMEHTO3HOM Teparuu:

» JleueHue marMeHToOB ¢ OOCTPYKTUBHOU U HEOOCTPYKTUBHOM (hopmMaMu 3a00JIeBaHUs
MMEET CYLIECTBEHHBIC PA3IUYNS

* Jleyenune nOMKHO OBITH AJAITUPOBAHO K YHUKAJIBHBIM XapaKTEPUCTUKAM KaX0To
OTZEJIBHOTO MalMeHTa

* JlekapcTBEHHBIE NIPEMNAPATHI, TPAIUIIMOHHO NTpuMeHsemble B Tepanuu ['KMII,
ABJISIFOTCA CPEACTBAMU C OTPULIATEILHBIM HHOTPOIHBIM JEHCTBUEM U HAMPABICHBI HA

KyI[IMPOBaHUE WA 00JIErYeHHE CUMIITOMOB 3a00J1€BaHUs



* [IpaBoxkenynoukoBas OI'KMII u 2- xxenynoukoBass OI' KMII neuatcs no tem xe
IpUHIMIAM, KakK 1 1pu oocTpykimu BTIDK

* JleueHue M0OBIMU JIEKAPCTBEHHBIMU CPEJICTBAMU PEKOMEHAYETCSI HAUMHATD C
MUHHUMAaJIbHBIX J103 U C OCTOPOKHBIM UX TUTPOBAHUEM B TEYEHUE JOCTATOUHO
JIOJITOTO BPEMEHHU

beccuMnToMHbIe MAIMEHTHI: HE PEKOMEHTyeTCs Ha3HaueHue OeTa-
aJIpeHO0JIOKAaTOPOB U OJIOKATOPOB «MEIJICHHBIX» KaJbIIMEBbIX KaHAIOB (BeparaMu)
nanueHTam ¢ 6eccumntoMabiM TeueHrueM ['KMII, Tak kak ux mose3Hoe JAeHCTBUE HE
JTI0Ka3aHo. PEeKOMEH1I0BaHO paccMOTPETh BO3MOKHOCTh Ha3HAUCHH OeTa
aJIpeHO0I0KaTOPOB WK BepanamMuiia 6€CCUMITOMHBIM B3POCIBIM ¢ 00CTPYKIIUEH
BTJIXK (nokost uiin MHAYLHPYEMOI) JUTsl CHYKEHMsI rpaarenTa nasienus B JOK.
Tepanus oGcTpykiuu BeixogHoro Tpakra JIK:

Jleuenue m00BIMU JIEKAPCTBEHHBIMU CPEJICTBAMU PEKOMEHIyeTCSl HAaUMHATh C
MHHUMAJIBHBIX 103 U C OCTOPOXHBIM UX TUTPOBAHUEM B TEUEHUE JJOCTATOYHO
JIOJITOTO BPEMEHMU.

bera-anpeno010kaToOphl ¢ MOAOOPOM MAKCUMAIBLHON MEPEHOCUMOI 103bl
PEKOMEHAYIOTCS B KAYECTBE MEPBOU JIMHUU TEPANUU JJIsI YMEHBIIEHUS CHMITOMOB Y
nanueHToB ¢ ooctpykimedt BTJDK (mokost u uHymmpyemMoit).

Bepanamun ¢ nonbopoM MakcUMaIbHON EPEHOCUMOM JJ03bI PEKOMEHIYETCS TEM
nanueHTam ¢ oocrpykiueit BTJDK (mokost win uHAYHMpyeMOoii), KOTOpbIE HE
MepeHocsT 0eTa aapeH0OI0KATOPHI WIIM UMEIOT MPOTHUBOIMOKA3aHUS K X
Ha3HAYEHUIO.

Juntuazem ¢ mo100poM MaKCUMaJIbHOW MEPEHOCUMOM JI03bI PEKOMEHI0BaH
CUMIITOMHBIM MareHTaM ¢ ooctpykiuein BTJDK (mokos unu uaaynupyemoit),
KOTOPBIE HE TIEPEHOCAT OeTa-aIpeHO0I0KATOPHI M BEpATAMILIT UIH UMEIOT
IIPOTUBONOKAa3aHus K ux Ha3HaueHuto. [lamuentsl ¢ 'KMII u cpegnexenynoukoBoi
obctpykuueit JOK gomxHbl mostyyaTsh BeicOkHe 10361 B-Ab (Oucomnposon),
BeparamMuia Wik IUJITHa3eMa, HO OTBET Ha JICYEHUE YaCTO HEONTUMAIbHBIN. JTa
KOropTa MalMeHTOB, KaK MPaBUJI0, UMEET CUMIITOMHBINA BapUaHT,

XapaKTEepU3yOLIUKCs MOBBIIEHHBIM prcKoM nporpeccupyromeid XCH u BCC. ¥V



25% w3 HUX pa3BuBaeTcs aneBpu3aMa Bepxymku JIK.

Jleuenne XCH ¢ ®B > 50% y nmarmmentos ¢ ' KMII:

bera-anpeno01okaTophl, BeparnaMui PEKOMEHIOBAHBI [Tl YIIYUIIICHUS! CAMIITOMOB
CEp/ICUHON HEJIOCTaTOYHOCTH y marueHToB ¢ 0octpykTtuBHO 'KMIT nu XCH II-1V
OK (NYHA) ¢ ®B JIXK >50%.

* Masible 103bI IETJIEBBIX U TUA3UIHBIX AUYPETUKOB PEKOMEHIOBAHBI JIJIs MAlIUEHTOB
¢ HeoocTpykTuBHOM 'KMII 1 [I-IV ®K (NYHA) ¢ ®B JIXK >50% mis ynyunieHus
cumnromoB XCH.

* PexomeH10BaHO pacCMOTPETh BO3MOXKHOCTh Ha3HAYEHUS (C OCTOPOKHOCTHIO)
HU3KUX /103 METJIEBBIX WIN TUA3UIHBIX JUYPETUKOB CUMIITOMHBIM NAIMEHTAM C
ooctpykruet BTJIK niis ymeHbIeHUsT OBITIIKY TTPU HArpy3Ke.

* Bepanamun He pekomenayercs nanueHtam ¢ ooctpykrusHoit ['KMII B ciryudasix
HAJINYUSI CHCTEMHOW TUIOTEH3UU Y BBIPAXKEHHOM OJBIIIKH B ITOKOE.

[Tarmmentam ¢ 'KMII u o6ctpykuumeit BTJIK (mokost wiim uHAynupyemMoi) He
PEKOMEHyeTCsl TPUMEHEHUE OPraHUYeCKUX HUTPATOB M MHTMOUTOPOB
dbocdhoaudcTepassl.

* [Tartuentam ¢ 'KMII u o6¢cTpykimeit BTJDK (mmokost nimu uHIyIMpyemMoit) He
PEKOMEHAYETCSI IPUMEHEHHE OJIOKATOPOB «MEJJIEHHBIX)» KaJIbI[MEBBIX KAHAJIOB
MPOU3BOIHBIX TUTHUAPONUPUANHOB (HUDEIUTINH).

* [Tartuentam ¢ 'KMII u o6ctpykiuert BTJDK (mokost u uHayIupyemoil) e
PEKOMEHIy€eTCSl JUTOKCHH.

* [Taunentam ¢ 'KMII 1 ycTOWYHMBBIM CUHYCOBBIM PUTMOM HE PEKOMEHIYETCS

IMPUMCHCHUC CCPACUYHBIX I'NTMKO3U/I0B.

Jleuenune XCH ¢ @B < 50% y nanuentos ¢ ' KMIT:

[Tanmentam ¢ HeoocTpykTuBHOU ['KMII 1 @B JIDK<50% pexomenayroTcs Oera-
anapeHno6okarop B nonoyiHeHne Kk AK® uarnouropy (Mim aHTaroHUCTY
anrnoteHsuHa lI, ecnu nauuent He nepeHocut AK®D UHrHOUTOPHI) 7151 YMEHbILICHUS

CUMIITOMOB, CHI)KE€HHUS pucka rocnutanusanuii no nosogy XCH u BCC (B



OTCYTCTBHE paHJI0MU3UPOBaHHBIX HccienoBanuii mo 'KMII, sadhdextuBHOCTS T10
rOCIUTANIN3ALMAM, CAMIITOMAM U CMEPTHOCTH MPEAIO0JIAraeTcsi, HO HE JI0KA3aHa).
* [Taunentam ¢ HeoObcTpykTuBHOM ['KMII 1 [I-IV ®K (NYHA) ¢ @B JIXK <50%
PEKOMEHIYIOTCS MaJbl€ JO3bI METIECBBIX WIN TUA3UIHBIX JUYPETUKOB IS
YMEHBIIEHUSI CHMIITOMOB, CHIKEHHSI prucKa rocnuTanuzanui no nosogy XCH (B
OTCYTCTBUE PaHAOMU3UPOBAHHBIX HcciienoBanuii mo I'KMII s dextruBHOCTS 110
rOCIUTAIU3ALUSIM, CHMITOMaM U CMEPTHOCTH TMPEIoJaraeTcs, HO He JOKa3aHa).
* [Taumentam ¢ HeoOcTpykTBHOM ['KMII ¢ @B JIXK <50% 1 noctosiHHbIMU
cumntomamu XCH II-1V ®K (NYHA), necmoTps Ha neuenue AK® naruburopamu
(unu aHTaroHuctamMu anruotrensuna I, ecau mamueHT ve nepenocut AK®
MHTUOUTOPBI) U OeTaaqpeHo0I0KaTOpaMu, PEKOMEHAYIOTCS allbIOCTEPOHA
AHTArOHUCTHI JIJIs1 CHI>KEHUS pucka rocniutanusanuii no nosogy XCH u BCC (B
OTCYTCTBHUE PaHAOMU3UPOBAHHBIX HccienoBanuii mo 'KMII a¢dexTruBHOCTS 110

rocrunurajan3aigusiMm, CUMIITOMaM U CMCPTHOCTH IIPEAIIOJIaracTcsa, HO HE I[OKaSaHa).

Jleuenue cunapoma creHokapauu y nanueHToB ¢ [ KMIT:

bera-agpeno01okaTopsl, BeparnaMuil, TUJITHA3EM PEKOMEHI0BAHbI MAIIIEHTaM C
HeoOcTpykTuBHOM ['KMII 1 cTeHOKapAUTUUECKUMU OOJISIMU TIPU OTCYTCTBUU
OOCTPYKTHUBHON KOPOHApPHOU O0JIE3HU ceplia.

* PexoMeH10BaHO paccMOTPETh BO3MOKHOCTD UCIIOIB30BaHUS OPTAHUYECKHUX
HUTPATOB Per 0s y MarueHToB ¢ HeoocTpykTuBHOU ['KMII co cTeHOKapuTHYECKUMU

0O0JISIMU ¥ OTCYTCTBUEM OOCTPYKTUBHOW 0OJIE3HU KOPOHAPHBIX apTEpPUHl.

Jleuenue puoOpusuIsiiy npeacepauit y nanuenton ¢ 'KMIT:

3amauamu papmakorepanuu npu ['KMII, ocnoxuennoit @I, apnsrorcs
KyIIMpPOBaHUE MPUCTYTIA, TPODUIAKTUKA PEIIUIMBOB apUTMUHU U
TPOMOO3IMOOTUYECKUX OCTOKHEHUN. PekomMeH10BaHO Kaxkibie 6—12 mecsiieB
poBoauTh 48-yacoBoe XMOKI 1151 BBISBIICHHS MajIo- HIIM 0€CCHMITOMHBIX
napokcuzmoB ®DII u onpenenenns pucka BCC B koropre nauuentos ¢ ' KMII u

pazmepom JIIT >45 MM, HaxoaAMXCS HA CHHYCOBOM puTMe.BoccTaHoBIIeHHE



CHUHYCOBOT'O PUTMA MyTEeM MPSMOU IEKTPUUECKON UIN (HapMaKOIOTHIeCKOM
KapJIMOBEPCHUH C BHYTPUBEHHBIM BBEJICHUEM aMUOJapOHA PEKOMEHOBAHO Y
MaIMEHTOB C HEJJaBHO BO3HUKIIEH (<48 yacoB).

[TpodmmakTika TpoMO0IMOOTUIECKUX OCTI0KHEeHU y marueHToB ¢ ' KMII.

Ecnu Het nmpotuBonokasanuii, antraroHuctel Butamuna K (Bapdapun, neiaesoe MHO
2,0-3,0) unu gaburartpana 3TEKCUIIAT UM pUBApOKcabaH wiK anukcaban
PEKOMEHAYIOTCA BCEM MALIMEHTAM, Y KOTOPBIX Pa3BUJIACh NIEPCUCTUPYIOLIAS,
MOCTOSTHHAS WJIA Mapokcu3MaiibHast popma @I, 115 mpodunakTuku
TPOMOOIMOOTUYECKUX OCTOKHEeHNH. OleHKa prcKa KPOBOTCUEHUH TIPH TIOMOIIIH
mkaiasl HASBLED pexomenayercs npu HazHaueHUHW BapdapuHa 6e3 Win B
COYETAaHUU C UHTHOUTOpaMU arperauuu TpomoountoB. Bo Beex ciyuasx 'KMII,
ocnoxxaeHHon DI, pexkomenayercs nmoxkuzHeHHas tepanus Bappapunom (MHO 2,0—
3,0) unm gaburatpaHa STEKCUIATOM WJIM PUBAPOKCA0AHOM UJIM allMKCA0aHOM, Jaxe
€CJIM CUHYCOBBIN PUTM OBLJT BOCCTAHOBIICH. Tepanus aleTUICaTuIIUI0BON KUCIOTON
B 103upoBKe 75—100 Mr 11roc Kiaonmuaorpen 75 Mr B AeHb (IIPU HU3KOM PHUCKE
KpOBOTEUEHU) pekoMmeHayercs, eciu namuent ¢ ['KMII, ocnoxuennoin OII,
OTKa3bIBAETCS MPUHUMATH Bap(hapuH WK 1aburarpaHa STEKCUIAT WIH
puBapokcadaH, UJiv anukcabaH.

Xupypruyeckoe Jie4eHue.

Penykuust MOKII ocyiecTBiisieTcst ¢ MOMOIIbIO cenTaibHOM Muoskromun (CMDO),
pactupennoit CMD (PMD) u centanbHoi ciptoBoii adnanuu (CAA). Pexykius
MXII pexomenayercsa nauuentam I'KMII ¢ I'/l 8 BTJIK (B mokoe niu
MaKCHUMAaJIbHBIM MTPOBOLIUPYEMBIM) > 50 MM pT. cT., ¢ XCH III-1V ®K (NYHA),
HECMOTPS HA MAKCUMAaJIbHYIO ITepeHocuMyto Tepanuto. [Iporesnposanne MK
peKoMeH1I0BaHO y cuMnToMHbIX nanreHToB ¢ ['J] B BTJIK (B nmokoe uiu
MaKCHUMAaJIbHBIM MTPOBOLIMPYEMBIM) > 50 MM PT. CT. U MUTPAJIIbHOU PETypruTaluen ot
CPEIHEN J0 TAKEJION CTENEeHM, He BbI3BaHHBIX n3onupoBanHoi 1IC/] ctBopkun MK.
PexoMenayercs paccMOTpETh BO3MOKHOCTB npoTre3supoBanus MK y mamuenTtos ¢ I'/]
B BTJIXK (B mokoe wiii MakCUMalbHBIM MPOBOLIMPYEMBIM) > 50 MM pT. CT. U

MakcumanabHoOU TosmuHo MOKIT <16 MM B MeCTE MUTPAIbHO-CENTAIIBHOTO



KOHTAKTa, €CJIM UMEETCS. MUTPAJIbHASL PETYPTUTALUS OT CPEAHEN JI0 TSKEIION
CTEIIEHU I10CIIE U30JIMPOBAHHON MUOIKTOMHUH.

[Tokazanus k pexykuun MXKII (CM3/PM3/CAA):

-Knmunnueckue: XCH -1V ¢pynkunonansnoro knacca NYHA ¢ ®BJIK > 50 %
W/WJIM HAJTMYUE APYTHUX TSKEIBIX CUMITOMOB (0OOMOPOKH, IPEI0OMOPOYHbIE
COCTOSIHUSI, CHHJIPOM CTE€HOKAPJIMU), CYIIECTBEHHO OIPAHUYHBAIOIINX
MOBCEIHEBHYIO aKTUBHOCTh, HECMOTPSI HA ONITUMAIbHYIO0 MEIUKAMEHTO3HYIO
TEpaIuIo.

-I'emognnamudeckue: oo6ctpyktuBHas popma ['KMII (B mokoe wim uHIyupyemas) ¢
'/ 8 BTJIDK > 50 MM pT. cT., KOTOpas accormupoBana ¢ runieptpodueit MKII u
MEPEIHE-CUCTOJINYECKUM JIBUKEHUEM CTBOPKH MUTPAIIBHOTO KJIANlaHA, IPYTUMH
anomanusmu anmapara MK (xopzsr, [IM) u pedpakTepHas K IpoBOAMMON Tepanuu B
MOJIHOM 00BEME.

-Anaromuueckue: Tonmuaa MXII, noctaTounas ajs 6e3onacHOro U 3PPEKTUBHOTO
BBITIOJIHEHHUS ONIE€paIy WK MPoLeaypsl (IO MHEHHIO OTIEpaTopa), COCTOSIHUE
anmapara MK u nojkianaHHbIX CTPYKTYp, COUETAaHHBIE aHOMAJIUU KOPOHAPHBIX
apTepui.

HNuBa3usabie MeToabl tedeHus @II mamuentoB ¢ ' KMII.

PexomMeH10BaHO pacCMOTPETh BO3MOKHOCTh ITPOBEAECHUS PAUOYACTOTHON abianuu
ouara ®II mamuentam ¢ 'KMII, eciiu ®I1 He MokeT OBITH MpeIOTBpaIeHA
AHTUAPUTMHUYECKOMN TEPANMEU, UITA YACTOTA JKEITYAJOUKOBBIX COKPAIICHUN HE
KOHTPOJIUPYETCS JIEKAPCTBEHHBIMHU MpenapaTaMu, UiIn aCCOLIMUPOBAHA C
HEMEePEeHOCUMBIMU IMOOOYHBIMU JIEUCTBUSIMU JICKAPCTBEHHBIX MTPENapaToB.
Nmmtantanus neyxkameproro (DDD) sanektpokapanoctumysitopa ¢ GyHKIueH
nepekiirodYeHus pexuma (rocie admanuu AB-y3na y nauuento ['KMII ¢ @B >50%)
pEeKOMEeHIyeTcs pu Hanu4uu nmapokcusmanbHoit PII, u onnokamepuoro (VVIR) —
IPU HAUTWYUU EPCUCTUPYIOUIEN W OCTOSIHHOW (popmbl. [Tanmentam ¢ 'KMII,
ocnokHeHHOU 110001 Gopmoit DI, u DB <50% nmocne abnamuu ABy3na u npu
HAIMYUHU MIOKA3aHUN K CEPACYHON PECUHXPOHU3UPYIOLIEU TEPAIUU PEKOMEHIOBAHO

pPaccMOTPETh BO3MOKHOCTh UMIUIAHTALIMKM TPEXKaMEPHOTo (OMBEHTPUKYJIISIPHOTO)



OKC. PekoMeH10BaHO paccMOTPETh BO3MOKHOCTH abnaruu ouara @I Bo Bpems
CMD/PM?3 y nammentoB ¢ ' KMII, ocnoxxuenno# cumnromuoit OII npu Hanuuuu
MTOKA3aHUWA ¥ OTCYTCTBUM NMPOTHUBONOKA3AHUM.

PexomeHnyeTcst paccMOTpeTh BO3MOXHOCTh TocTostHHOM DK C ¢ ontumansHbiM AB
uHTepBasioM Juis cHrkeHus 1'/] B BTJDK wnm aiia pacimpennst BO3MOKHOCTH
JIEKapCTBEHHOM Tepanuu 0eTa-aJpeH00JI0KaTOpOM W/UIU BEpanaMuiIoM Y OTJEIbHBIX
nanuenToB ¢ I'Jl B BTJDK (B mokoe uiau Makc. mpoBOLUPYEMBIM) > 50 MM PT. CT.,
CUHYCOBBIM PUTMOM, CUMIITOMaMH, pepaKkTEpHbIMHU K JIEKAPCTBEHHOU Tepanuu,
uMmeromumMu npotuBonokazanus K CAA niau CMO/PMD, unu BRICOKHI prUCK
paszsutusi AB-6okanst B pedynbrare CAA wiin CM3/PMD.

[TammenTtam ¢ 'KMII, makcumansubmv ['J] B BTJDK <30 mMm pr. cT., XCH II-IV ©K
o NYHA, ®BJIX <50% u BJIHIII ¢ gnurensHOCTRIO QRS >120 Mc
PEKOMEHJJOBAHO PACCMOTPETh BO3MOKHOCTh CEPCUHON pECUHXPOHU3UPYIOLLIEH

TCpaluy i yJIydinCHUusT CUMIITOMAaTUKH.

Tpancianranus cepaua y nanuentos ¢ 'KMIL.

OpToTonunueckas TpaHCIUIAHTALMS CepALla peKOMEH1I0BaHa i nmanueHToB ¢ ['KMII,
umeronux ®BJDK <50% u cumnromsl -1V ®K no NYHA, nnu HeycTpaHuMmble
JKEITyJJOYKOBBIE aPUTMHH, HECMOTPSI HA ONITUMAJIBbHYIO TEPAIHIO PU HATUYUN
MOKa3aHUM 1 OTCYTCTBHE MPOTUBOMOKA3aHUH ISl TpaHCIUIaHTanuu. OnrcaHa
tpanchopmarus 'KMII B cmemannsiii Mophodpynkumonansabid penorun ('KMIT +
JAKMII), cornacuo knacccudukanuu MOGE(s), Tak Ha3. AunaTaiiuoHHas CTaIusl
['KMII. TpancmutanTaius cep/ia MOXeT ObITh )KU3HEHHO BaXKHOM CTpaTeruei
neuenust npu ['KMII B koHeuHoit cranuu 3a60seBanus. [1710x0# KpaTKOCPOUHBIN
MPOTHO3 y MAIMEHTOB ¢ AunartanonHor craauet ' KMII npennonaraer
11e71€cCo00pa3HOCTh 00JIee PAaHHETO PACCMOTPEHHUS arPECCUBHBIX METOJIOB JICUCHHUSI,
MOCKOJIbKY «OKHO BO3MOKHOCTEN» MOKET ObITh HEOOIBIIINM, OCOOCHHO Y TAIlUEHTOB
C CEMEWHBIM aHAMHE30M pa3BUTHS AwnataimoHHO# ctaguu ['KMIIL. 3akntouenue,
YTO y nmanueHTa passupaercs aunatauus JDK, cienyer OCHOBbIBaTh HA JUHAMUKE

pazmepos JUK. [laxke «HopmansHbie» pasmepsl JDK MmoryT o3HayaTth



«IWJIATAllMOHHYIO CTaJuI0», HarpumMmep, B fuHamuke K/IPmx 35 mm — 55 mm (npu
YCJIOBUU KOPPEKTHOTO U3MEPEHUS).

PexoMeH0BaHO paccMOTPETh BO3MOKHOCTh OPTOTONMMYECKON TPAHCIUIAaHTALINU
cepaua aida naiueHToB ¢ @B JIK > 50% u cumnromamu XCH HI-TV ©K (NYHA),
BBI3BAHHOMW JTUACTOINYECKON MTUCPYHKIIUEH, pE3UCTEHTHOM K JICKAPCTBEHHOU
TE€panuy MpyU HAUTMYUU MTOKA3aHUW U OTCYTCTBUM IPOTUBOIOKA3aHUN JIJIS

Tpanciuiantauu OII.
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