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MnepTtpoduueckasn Kapgnomumonatua (FKMM) - npenmyLLeCTBEHHO reHeTUYECKHU
obycnoBneHHoe 3aboneBaHMe MblLLLbl CEPALA, COMPOBOXKAAIOLEECA KOMMIEKCOM
cneunodmyecknx MoppodyHKLMOHANbHbBIX USMEHEHUI, XapaKTepusyroLleeca maccmMBHom (bonee
1,5 cm) runepTpodmein MrMokapaa 1eBOro U/MAn B peAKuxX CaydHanx NPaBoro XeayaouKa, yale
aCMMMETPUYECKOro XapaKTepa 3a CYET YTOJILLEHMA MeXKeNya04koBon neperopoaku (MKIM) c
4acTbIM pa3BUTMEM OBCTPYKLUMM BbIXOAHOIO TpakTa /XK, 4To He MOXKeT 06BACHATLCA
NUCKAOYMUTENIbHO MOBbIWEHUEM HArpy3Kku AaB/eHUEM.

M'MnepTpoduryeckas KapanoMmonaTma onpenenseTcs HaIMunem yTo/ILLEeHUSA CTEHKM 1eBOTO
)enyaouka (/1X), yTo He MoXKeT 06 bACHATLCA UCKTHOUYNTENBHO MOBbLILEHMEM Harpy3Ku
[aBNeHneM.

Mo coBpemeHHbIM npeacTasieHnam NIKMI apnaeTca npemMmyLLecTBEHHO reHeTUYeCKu
0bycnoBneHHbIM 3a601eBaHNEM MblLLLbI CEPALLA, XapPaKTEPU3YIOLLMMCA KOMNAEKCOM
cneunodmyecknx MoppodyHKLMOHANbHbBIX U3SMEHEHWNI U HEYKIOHHO MPOrPeccupyowmm
TEYEHMEM C BbICOKOM YIPO30M Pa3BUTUA TANKENDbIX, KUIHEYTPOXKaOLWMX aPUTMUIA U BHE3ANHOM
cepaevHas cmepTu (BCC). TKMI xapakTtepusyeTca maccusHol (bonee 1,5 cm) runeptpodueit
MWOKapaa 1eBOro U/Mam B peaKmx caydanx NpaBoro Kenyaouka, yalle aCMMMeTPUYecKoro
XapaKTepa 3a CYET YTONLLEHNA MEXKKEeNyA04KoBOM neperopogkn (MXI) c yacTbim passuTUEM
06CTPYKLMK BbIXOAHOTO TPaKTa JIXK npu oTCyTCTBMM M3BECTHBIX NPUYMH (apTepunanbHasn
rMNepToHMA, MOPOKM U cneunduryeckne 3abonesaHma cepaua). TUNUYHbIMK ABNAIOTCA
mopdoaormyeckne UsMeHeHMA: MacCMBHaA rmnepTpodma MMoKapaa, aHOManms
APXUTEKTOHMKMN COKPATUTE/IbHBIX 3/IEMEHTOB MMOKapAa (rmneptpoduma un gusopmeHTaums
MbILIEYHbIX BOTOKOH), PUBPOTUYECKME U3MEHEHMA MbILILLbI CEPALA, NATONOMMA MENKNUX
MHTPaMMOKapAManbHblx cocyaoB.HepeaKko 3aboneBaHne pacnosHaeTca C/ly4anmHO BO BPeMA
MeOULMHCKMX ocBnaeTenbctBoBaHMn. TKMI morKeT AnarHoctmpoBaTbca B 1l06OM Bo3pacTe OT
nepBbIX AHEN A0 NocneAHen AeKabl XM3HM HE3aBMCMMO OT N0 U PAacoBOM
NPUHAZNENKHOCTM, O4HAKO NpenMyLLecTBEHHO 3aboneBaHMe BbIABAAETCA Y
nmuTpyaocnocobHoro Bo3pacta B Hanbosee akTMBHOM B TBOPYECKOM U GU3MYECKOM NAaHe
nepuoae *KM3Hu, 4YTo onpeaensaeT 0cobyto COLNANbHYO BaXKHOCTb 3TOM Npobiembl. CUMNTOMbI
6one3Hn pazHoobpasHbl M manocneunduyHbl. OCHOBHbIE NPUYMHBI CMepPTM 60nbHbIX TKMI:
BCC, cepaeyHas He4OCTaTOYHOCTb, TPOMB0aMboNMN. ExeroaHas cMepTHOCTb 60/1bHbIX TKMI
Konebnetcs B npeaenax ot 1 go 6%: y B3poc/bix 60/1bHbIX COCTaBNAET

1-3%, a B 4eTCKOM M NOAPOCTKOBOM BO3pPacTe, Y UL, C BbICOKUM puckom BCC - 4 - 6 %.
[nanasoH KAMHUYECKMX NPOABAEHUN KpaliHe BeNUK: OT 6eCCMMNTOMHBIX A0 HEYKAOHHO
NPOrpeccHMpyoWwmx N TPYLAHO NOAAANWNXCA MEeANKAMEHTO3HOMY Se4eHNI0 GopMm,
COMNPOBOXKAAIOLLMXCA TAXKENON CUMNTOMATUKOM. [pn 3TOM NepBbIM U € AUHCTBEHHbBIM
nposasaeHnem 3aboseBaHUsA MOXKeT CTaTb BHE3aMNHAA CepAeYHan CMepTb.

OCHOBHbIM METOZL0M ANArHOCTUKM OCTaeTcA axoKapauorpaduyeckoe nccnegosaHume (IX0-KT).
B HacToswee Bpemsa 0coboe MecTo 3aHMMAOT COBPEMEHHbIE BU3Ya/IM3NPYIOLLME METOANKM, B
YaCTHOCTN MarHUTHO-pe3oHaHcHasA Tomorpadus (MPT), obnagatowas bonblien paspellatouledn
CNOCOBHOCTLIO M NO3BONAKOLLAA MNONYYNTb HONEe TOUYHYIO MHPOPMALMIO O CTPYKTYPHbBIX
HapyLeHuMAX B cepaue.



3Tonorua v natoreHes

Obuwenpu3HaHHOM ABNAETCA KOHLENLUA O HacheacTBeHHOW npupoae F'KMI. B
INTepaType WNPOKOE pacnpoCcTpaHeHne NoAy4Yna TEPMUH «CEMENHAA
runepTpoduryeckas «kapamommonaTtma». bonbwKMHCTBO (He meHee 60%) Bcex
cnyyaes 3aboneBaHMA ABNAKOTCA HacieayeMbIMU, MPU 3STOM OCHOBHbIM TUMOM
HacneaoBaHMA ABNAETCA ayTOCOMHO-A0MWHAHTHbIN NPU Pa3HOM CTENEHMU
neHeTpaHTHOCTU 1 ¢ 50%-bIMm pnCKOM nepeaayum notomkam. OcTtasBLneca cnyvau
obbAcHAOTCA MyTaunamm denovo, HO BHELLHe cnopaguYeckme cayvau, Koraa 'y
nauMeHTa HeT poACTBEHHUKOB, 6onetowmnx FTKMIM nam nmerowmx runeptpoduio
MUWOKapaa, MOTyT NOAB/ATLCA B CBA3M C HEMO/IHON NEHETPAHTHOCTbIO
3aboneBaHuA y poguTenen Uau, pexxe, Npyu ayToCOMHO-pPeLUCCUBHOM
HacnepoBaHuK. CumTtaeTcs, YTo 6ONbLIMHCTBO, €C/IM HE BCE CayYau
cnopagmyeckon FTKMI, TakXKe MMerT reHeTUYECKYIO MPUYKMHY, TO eCTb, BbI3BaHbI
CNy4YaliHbIMU U/UNU HEYCTAHOB/IEHHbIMU MYTaLUUAMM.

KM aBnaeTca reHeTUYECKN reteporeHHbim 3860ﬂeBaHMeN\, I'IpW-IMHOI:I KOTOpOro
ABNAOTCA 0KoNo 1500 onmncaHHbIX K HaCToAWEMY BpEMEHU MyTaLI,Mﬁ HECKOJIbKUX
reHos, Kogunpyruwunx 6enku cepaeyvyHoro capkomepa n HekKoTopble
HeCapKOMEpPHbIE 6enkun. TunmyHasn KapTUHa 3aboneBaHuA pacCMaTpmnBaETCA KakK
reHeTu4eCKu O6yCHOBﬂeHHaFI 6one3Hb cepaeyvyHoro capkomepa.

K HacToAwemy BpemeHU n3BecTHbl 11 6e1KoBbIX KOMMNOHEHTOB, BbINMOJHAKOLLINX
KOHTPAKTU/IbHYO, CTPYKTYPHYIO MW PETYNATOPHYIO PYHKLUMN, AedPeKTbl KOTOPbIX
HabntogatoTcs npu TKMI (Taba. 1). MNpryém B KaxKA0M reHe MHOMKEeCTBO
AedeKToB MoryT 6bITb NPUUYMHOM 3ab601eBaHMA (NONUFEHHOE MyIbTUANNENbHOE
3abonesaHue).

Tabnuua 1. OcHOBHble reHeTMYeckne getepmuHaHTbl FTKMI

65-85% BCcex myTauuu Okono 15 - 20 % Bcex myTauumn
Tshkenas uenb 6eta-MmnosnHa ~ 35- | - acceHumnanbHas n perynatopHasi nerkmeuenm
45% MMO3nHa
MUO3UH-CBA3bIBatoLLnn 6enok C - anbca-TpPONoOMmMO3nNH

~15-20% - anba-akTuH

TponoHuH T ~ 15-20% - cepaeYHbI TPOMOHWH |
- TSKenas uenb anbga-mMnosnHa
- TUTUH
- TponoHuH C




OnucaHHble npu TKMI reHeTUYeckue aedeKTbl XapaKTe pusytoTcs BbICOKOM
nonynALMOHHOMN cneuMPUUHOCTbIO, Pa3HOM CTENEHbIO NEHETPAHTHOCTY,
BbIPaXKEHHOCTbIO MOP}ONOTMUYECKUX U KAMHMYECKUX NpoaBneHui. K Hanbonee
4acTbiM NpMYMHaAMm 3aboneBaHuMA B CTpaHax 3anagHoi EBponbl n CLLUA oTHocATCS
MyTaLUMKM B reHax TAXKeNomn uenu 6eta-Mmo3mHa U1 MMO3UH-CBA3bIBatoLWEro benka
C, Npy 3TOM B KaxX40M Nonynsaunmn BKAa4, pas/iMyHbIX reHoB B 3a60/1€BaeMoCTb
HEeoAWHAKOB.

Poccuickas nonynsuma xapaktepusyetca 3HaYMTeIbHON HaLMOHANbHOW U
reHeTU4YecKomn reteporeHHoCTbio. Ha eé popmunpoBaHMe OKaszanum BAMUAHUE
pa3/IM4YHble 3THOreHeTUYeCcKmne NPoLEecchbl, MPOUCXoAMBLUME Ha OOLWMPHOM
reorpadryeckom NpPoOCTPaAHCTBE B TEYEHUE PAAA BEKOB, BKAOYABLUNE
MHOTFOYMC/IEHHbIE MUTPALLUN, CMELUMBAHME N MHTerpaumio.MyTaumm B reHe b-
MHC urpatoT BaXkHyt0 ponb B 3TMonornm F’KMI y pocCMMCKUX NaunMeHTOB, O4HAKO
3TO Aa/NIeKO He e ANHCTBEHHbIN reH, OTBETCTBEHHbIN 33 pa3BuTUe 3aboneBaHUA.
Ona onpepenenuna ctpatermm AHK-anarHoctuku FIKMI B Poccum Heobxoammo
onpeaenunTb POab APYrMX KaHANAATHbIX FEHOB U MAEHTUOULNPOBATD eLLE
HEeM3BECTHbIE JIOKYCbl, 3TUONIOFTMYECKN CBA3AHHbIE C Pa3BUTHUEM 3aboneBaHmA.

Ot 5 go 10% B3pocabIX Cly4aeB pPa3BUBAOTCA B pe3yabTaTe Apyrnx 3abonesaHui,
BK/1H04MAA HAacNeACTBEHHblIe MeTaboanyeckme 1 HepBHO-MbILLEYHble 3aboneBaHus,
XPOMOCOMHbIE AaHOMANUN U TEHETUYECKME CMHAPOMbI. Lienbit pas,
HacnenCTBEHHbIX HApyLWeHMn meTaboansma n bonesHen HakoNAeHUA, Kak
npaBna0, MaHUGECTMPYIOLWLMECA B AETCKOM M MOJIOAOM BO3pacTe, MOryT
UMUTUPOBATb GEHOTUN U KAMHUYECKYIO KapTuHy FTKMI. NMaTtonornyeckune
COCTOAHUA, NPEUMYLLECTBEHHO UMeIOLLNE CUCTEMHbIE NPOABAEHUA,
pPacCMaTpPMBAKOTCA B KA4eCcTBe CMHAPOMA, BKAKOYAIOLWLErO NPU3HAKK rmnepTpodumn
MMOKapAaa. B aTy rpynny OTHOCATCA MUTOXOHAPWA/IbHbIE HAPYLLEHMUSA,
HacnencTBeHHble meTabonmnueckne 3abonesaHna: bonesHo AHAEpPCcOHA-Dabpu,
rMNKOreHo3bl; 60ne3HM, BbiI3BaHHbIE MYTALMAMMU B reHaX, KOMPYHOLLUX
perynatopHyto cybveanHumuy ?2 AM®-akTMBMPOBAHHOM NPOTENHKUHA3DI
(PRKAG2) nnu X-cBA3aHHbIN IM30COM-aCcCOLMMPOBAHHDINM reH, KogUPYHO WU
membpaHHble 6enkun (LAMP2, 6onesHb [laHoHA); cMHAPOMbI ManbdopmaLnii:
cuHapombl LEOPARD, HyHaHa, KocTeno; HepBHO-MblWeYHble 3aboneBaHus
(aTakcma Gpuapeinxa). HekoTopble NaLMeHTbl CTPAAAOT HEreHeTUYECKMMMU
3ab60n1eBaHMAMM, KOTOPbIE MOTYT MMUTUPOBATb HAaCNeACTBEHHbIEDOPMbI,
Hanpumep, ammnonaos cepaua.
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Pucyvaok 1. OcHoBHBIe naToreHeTn4yeckne paxkropel pazenmina IKMIT

Knaccndpukauma rKMm

B 3aBMCMMOCTU OT HAaMUMA NN OTCYTCTBMA rPagmMeHTa CUCTOIMYECKOro AaBeHunA

B8 nonoctu JIX, FIKMI pasgenatoT Ha:
-0BCTPYKTUBHYIO

- HEOBCTPYKTUBHYIO

Yto onpeaenaetT KIMHNUYECKYIO KapTUHY U UMEET BaXXHOE NPaKTU4eCKoe 3Ha4YeHune

npu Bbl60pe TAKTUKU NEeYEHUA.

CerogHs He cywectByeT egnHON Knaccudukauymm FrKMII.

Mpy 3TOM BblAENAKOTCA cCeMelHas (CeEMeNHbIM aHamHe3) U cnopaauyeckas Gopmbl

3aboneBaHuA. Mopdoormyecknin NpUHLMN NpegnonaraeTt pasgeneHune B

3aBMCMMOCTM OT JIOKANN3aLMN U BblparKeHHOCTM runeptpodumn (Tabn. 2)




Tanuua 2. Knaccudurkauyma F'KMI B 3aBUCMMOCTM OT N0KaNM3auum runepTpodpumm
(E.D. Wigle)

%
l. TunepTpodusa JIXK:
A) AcnmmeTpuyeckas runeptpodus, 8 mom qucie: ?
- aunepmpodpusi MXKI1 90%
- cpedHexenydoykoeas aunepmpoghusi ?1%
- anukasbHasi (eepxywed4Hasi) aunepmpogusi ? 3%
- 2unepmpoghusi ce0600HOU namepasibHOU unu 3adHel Yacmu MXKIT | ? 1%
B) CummeTpUuyeckas (KOHUeHTpuUyeckas) runeptpocus ? 5%
Il. T'MnepTpodusa npaBoro xenyaoyka (peako B coYeTaHUM C ?1%
runeptpocuen JTXK)

Bo3moOKHble BapuaHTbl: runeptpodura 6a3anbHOro otaena, nepegHen,
nepegHebokoBon, 3agHen Yactn MK, anddysHaa runeptpopmsa MHKIM.B
3aBUCUMOCTM OT HAIMYUA AN OTCYTCTBMA 0b6CTpyKumm BT/TXK B nokoe u npu
Harpyrke BblaenawoT cnegyrowme sapnaHTol FTKMIT.

- 06CcTpYKTMBHbIN (06CcTpYyKTMBHAA FTKMI): rpaanenT aasneHunsa B BT/ > 30 mm
PT.CT. C pa3BuTMeM cybaopTanbHOM AN CpeaHeXenyn04K0BON 06CTPYKLUU;

- NaTeHTHbIN (rpagueHT gasnenua BT/TK < 30 B nokoe 1 > 30 mm PT. CT. Npu
Harpyske);

- HeOBCTPYKTUBHbIN (rpaamneHT gasneHuma BT/1XK < 30 B noKkoe 1 Npu Harpyske).

MoapasaeneHme 60bHbIX MO NPUHLMMY IOKANM3ALUKN U BblPaXKEHHOCTH
rmnepTpPodmm, HaNUUA U TAXKeCTU 06CcTpyKumm BT/TK nmeet BaxkHoe
K/IMHUYECKOE 3HaYeHWEe, BNIUAET Ha BbIOOP TAaKTUKKU IeYebHbIX MepPONpPUATUNA.

AnarHocTuka

OunarHoctuka npu FTKMMN u 06cneaoBaHme NauMeHTOB BKAKYAET ceayloulee:

1. BblACHEeHMe }Kanob n cbop aHamHe3a (0ocoboe BHUMAHME K CEMEMNHBIM U
acneKkTam HacneacTBEHHOCTH)

2. pu3snkanbHoe obcnegoBaHue

3. na6opaToprle MeToabl UCcnegosaHUA: bonee NPOCTble Ha NepBOM 3Talne n
CNOXHble — Ha BTOPOM 3Tane O6CHEAOBaHMFI (I'IO I'IOKa3aHI/1FIN\)




4, MHCTPYMEHTAJ/IbHblE METOAbl NCCNEAOBAHUA! bonee NPOCTbleé Ha NepBoM
3Tarne n CN0XKHblé — Ha BTOPOM 3Tane O6CHEAOBaHMH (I'IO I'IOKa3aHI/1FIM)

5. ctpatudukayms pucka BCC.
’anobbl n aHamHe3

Y Bcex 60/1bHbIX PEKOMEHA0BAH AeTaNbHbl aHAAN3 Kanob M aHaMHe3a.
Ocoboe BHMMaHMe pekomeHayeTcA 06paTUTb HA BbICOKYH BEPOATHOCTb
ceMenHOoro reHesa 6onesHun. PekomeHayetca o0bpatuTb ocoboe BHMMaHMe
Ha »Kanobbl Ha 0ApIWKY, owyLeHne cepauedbreHns, pasHoobpasHbie
H6oneBble OLWYLEHMA B cepaLe, rON0BOKPYKEHME, CUHKOMe 6e3 ABHbIX
npusHakos CH.

dusukanbHoe obcnepoBaHue

OcmoTp, dU3MKanbHOe 06cneaoBaHME YAaCTO AAtOT BaXKHY0 MHPOPMaLLMIO B
ANarHOCTUKe.

e VY Bcex 60NbHbIX PEKOMEHAYETCA ayCKy/bTaumaA cepaua, nanbnnuposaTb
NyNbC B MOKOE ANA OEHKWN ero 0CO6EHHOCTEN, U3MEPEHMS YaCTOTbI
cepaeydHbix cokpateHui (YCC) n BbiABNEHUA apUTMUI, OCOBEHHO
dnbpunnaunm npeacepamnn).

e VY Bcex 60NbHbIX PEKOMEHAYETCA U3MEPEHUNE apTePUANBbHOTO AaBNEHUS
(A1), B TOM Yncne noBTOpPHOE.

e PeKomeHayeTca 06paTUTb BHMMaHWE Ha IKCTPaKapAnanbHble NPOSBAEHUS,
YKasblBatowwme Ha cneundunyecknii AMarHos.

JNlabopaTopHaa AMarHOCTUKa

MepBooyepegHble N1abopaToOpHbIE TECTbI Y B3POC/bIX U AeTeN CXOAHbI U
AOJ/IKHbI BK/OYATb 0OLLMI aHaNM3 KPOBM M MOYM, YPOBEHb IHOKO3bI,
KapananbHble depmeHTbl (KpeaTuHPochOoKMHA3a],
acnapTaTamuHoTpaHcdepasa, alaHMHaMUHOTpaHcdepasa,
NaKTaTAerMaporeHasa), ropMoHbI WMUTOBUAHOMN Kee3bl, NoYeYHble U1
neyeHo4Hble TecTbl, pH, 9N1eKTPONUTLI, MOYEBYIO KMCNOTY, TMNNAbI KPOBMW.
« Y Bcex 60nbHbIX peKomeHayeTca pyTMHHOe nabopaTtopHoe obcnenoBaHme.

o bonbHbIM TKMI pekomeHgoByeTca onpeaeneHne koHueHTpauumm N-
TEePMUHaNbHOro NPo-Mo3roBoro HaTpunypetTndeckoro nentnga (Nt-proBNP) B
nnasme.



o

MeauKo-reHeTU4YeCKoe KOHCYIbTUPOBAHME PEKOMEHAyeTCA
60nbHbIM TKMI, y KOTOpbIX 3ab60neBaHMe HE MOXKET ObiTb
0b6BACHEHO TO/NIbKO HEreHETUYECKMMWN NPUUYMHAMMN, HE3ABUCUMO OT
TOro, NNAHNPYETCA I NCNOJIb30BAHUE KIMHUYECKOTO UK
reHeTUYEeCKOro CKPUHUHIA POACTBEHHUKOB

FeHeTMYecKoe TeCTUPOBAHME PEKOMEHAYETCA NALMEHTaM,
UMeLWMM CUMNTOMbI U Npu3Hakn FKMI

SxoKkapouoepadus
AnarHo3 FTKMI1 cTaBUTCA Ha OCHOBAHUU BbIABNEHUA YBE/INYEeHUA
TONWMHbI CTeHKM JIK ntobbiMm BU3yanmsnpyowmm meTo4oM, HO
deHomeH 3abo1eBaHMsA BKAKOYAET TaKKe MUOKapAuanbHbin ¢pnbpos,
MopdOoNorMyeckme aHoMainm MMTPANbHOIO KNanaHa, HapyLeHua
GYHKUMOHMPOBAHUA KOPOHAPHOIO MUKPOLMPKYNATOPHOIO pycaa u
axoKapguorpaduyeckme aHomanun.y s3pocnbix FTKMI
ANArHOCTMPYETCA NPU yBEIMYEHUM TONLWMHDBI CTEHKKN ? 1,5 cm ogHOro
nnu 6onee cermeHToB Mnmokapaa /1K JIXK (npenmywectseHHo M)
no pesynbTtaTam ntoboi Bu3yanusmpyrowen metoamkn (9X0O-Kr, MPT
WUAN KOMNblOTEPHaA Tomorpaduma cepgla), KoTopas He 06 bACHAETCA
NUCKNIOUYNTENbHO YBEIMYEHHOM Harpy3Kom AaBAeHMEM.
=  Bcem naymeHtam ¢ FTKMI npu nepsruyHOM
obcnepoBaHumnpekomeHayetca 2D n gonnneposckaa IXO-KI B
noKoe nc npobon Banbcanbsbl cMAA, NONYNEKA M 3aTEM CTOS,
ecnu He H6blNo 3aperncTPMpoBaHO rpagmeHTa gaBneHuA
= PeKkomeHA0BaHO M3MepPEHME MAKCMMA/IbHOWN AMACTONNYECKOM
TONWMHbI B 2D KOPOTKO-0CEBOM MNO3ULLUM BO BCEX
cermeHTax/1XK, oT 6a3anbHbIX 40 BEPXYLUKK
= PekomeHayeTcA TWATENbHAA OLEHKA ANACTONINYECKOM
OyHRUMMIIK, Bkatowaa TMAM, 1BM, TMA-3XOKT 1 nsmepeHue
pa3mepa n obvema /1M
=  CMMNTOMHbIM NaUMeHTam C MMKOBbIM rpagMeHTOM AaBJ/ieHNA B
BT/1XK (noKos uam nHayunpoBaHHbIM) < 50 mm pT.CT.
pekomeHayeTca 2D n gonnneposcKasa IXO-KI npu Harpyske
CTOA, CMAA N NONYNENKA ANA BbIABAEHMA NPOBOLMPYEMOM
obcTpykumu BT/IK n ctpecc-uHayumpyemoin MP
= IXO-KI peKomeHAyeTCA KaK KOMNOHEHT CPUHUHI-aNropuTma
4yneHoB cembk 6onbHOro N’KMII, ecnm xoTa 6bl 0AUH U3 HUX HE



ABNAETCA reHOTUN-oTpnuuUaTeIbHbIM U BblABNEHA
accounmnpoBaHHan c 3aboneBaHMEM reHHan MyTauunAa

MarHuTHO-pe3oHaHcHasa Tomorpadusa cepaua

Ecnmn nossonstoT pecypcbl M onbiT, MPT cepaua A0NXKHA paccMaTpMBaTbCa ANA
naymeHToB ¢ FTKMI B KauecTBe 6a30BOro MeTo4a UCCNenoBaHuMA, KoTopan
OXBaTblBaeT HECKOJIbKO NOAX0A0B, NPeAoCTaBAsoWMe AeTaNbHYO MHPOPMaLMIO
0 mopdonormum cepaua, GyHKLUN KeNyA04KOB U XapaKTePUCTMKAX MUOKapaa Npu
FKMIM, gonXHa MHTEPNPETUPOBATLCA CNELNANIUCTaAMU, UMEOLWMMM ONbIT B
BM3yann3aLmMn cepaua 1 oueHKe 3aboneBaHUii MMOKapAaa.

MHaa gnarHocTuka

« KopoHapHasa aHrnorpadums
e JHAOMMOKapAMnanbHasa buoncua
« Harpy3souHbie TecTbl

NeyeHue
OcHoBHble uenu ne4yebHbix meponpuaTtnii npm FKKMIM:

e YMEHbLUEHNE BbIPAKEHHOCTU KAMHUYECKUX MPOSBAEHNI U CUMNTOMOB
3abonesaHus,

e yAyyweHunsa GYHKLMOHANBHOM CMOCOBHOCTN N «KAveCcTBa XKU3HU»
naumeHTa,

e NONOXUTENBbHOE B/IMAHUNE HA NPOrHO3, npegynpexageHne cay4yaes BCCwu
nporpeccnpoBaHnA 3aboneBaHuA.

CoBpeMeHHbIN aIfOPUTM Ie4EHNA CUMNTOMATUYHbIX 601bHbIX TKMIT
npeanonaraeT MakCMMasibHOE UCNOJIb30BAaHME BO3MOXKHOCTEN NIEKAPCTBEHHOM
Tepanuu, a npu ee HeadPeKTUBHOCTU NPU 0BCTPYKTUBHOM popme 3aboneBaHus,
NPUMEHEHME XMPYPrUYEeCcKnx (cenTanbHaa MUIKTOMMA) UAM aNbTEPHATUBHDIX
MHTEPBEHLMOHHbIX METOA0B KOPPEKLMK (aNKOroNbHan cenTanbHas abnaums,
DDD-anekTpokapguoctumynauma). K ocoboit kateropmmn 601bHbIX OTHOCATCA
nauneHTbl ¢ TKMI Bbicokoro pucka BCC. OTaenbHyto rpynny npeactaBnatoT
60NbHblE C KKOHEYHOM cTagmnein» bonesHu.



lNlo coBpemeHHbIM NpeacTaBaeHUAM neyebHasn CTpaTterna onpeanenaeTca s

npouecce nogpasageneHuna 60/1bHbIX Ha KaTeropmum B 3aBUCUMOCTU OT XapPaKTepa n

BblpaXKeHHOCTU KNTNHNYECKNX I'IpOFIBﬂeHI/IIZ M BApPMaHTOB Teé4eHUNA, NPOrHO3a.

KoHcepBaTnBHasa Tepanua

Hesasogunatupytowme ?-Ab c noabopom makcMmabHO NepeHOCUMOom
[03bl PEKOMEHAYIOTCA B KAYecTBe NepBoM AMHUK dapmaKoTepanmmn ana
CMMNTOMATUYECKOTO /IeYeHUA (CTeHOKapamaA, Kapauanrua, oabllKa)
B3pOC/ibiIM 60/1bHbIM C O6CTPYKTUBHOM M HEOBCTPYKTUBHON popmamm
FKMT1, o4HAKO MX C OCTOPOXKHOCTBIO cneayeT NPUMEHATb NPU CUHYCOBOWM
H6paanKapaun 1 TAXKENbIX HAPYLWEHMAX NPOBOANMOCTH

PekomeHaytotcs ?-Ab 6€3 BHYTpeHHeN CMMNAaTOMUMETUYECKOMN
aKTUBHOCTM.

[o3y ?-Ab pekomeHayeTcA TUTPoBaTh A0 gocTuxeHna YCC 55-65 B MuHyTy
B cBA3M ¢ 60/blIEN KOMNNAEHTHOCTbIO BONbHbBIX PEKOMEHAYETCA OTAABaThb
npeanoYTeHMe HOBOMY NOKONEHUIO KapaMOCeNeKTUBHbIX ?-Ab
NPOJIOHIMPOBAHHOTO AENCTBMA, B YaCTHOCTM aTeHonoMa**, buconponona™**

N ApYrux.

B chyyae HEBO3MOXKHOCTU A0CTUMKEHMA ONTUMANbHOIO :—)d>d>eKTa U pa3BUTUA

nobo4HbIx 3pPeKkToB OT Npruema ?-Ab pekomeHayeTcA aNbTepPHATUBHOE

Ha3Ha4YeHWe aHTAaroHUCTOB Kanbuua (Bepanamun®*, auntnasem™*). Takke npu

HeAoCTaToOYHOM 3P PeKTMBHOCTM MOHOTepanum b-Ab yuenecoobpasHo

noAKNoYEeHNE K HUM au3onupammaa™*

Tepanus Bepanamunom** (Ha4MHaA C HU3KKMX 403 C TUTpoBaHWemM Ao 480
Mr/CyTKM) Yy 6ONbHbBIX 0BCTPYKTUBHON N HEOBCTPYKTUBHOM TKMI
pekomeHayeTcA Npu He3PHEKTUBHOCTU UAU HATMYMUN NPOTMBOMNOKA3AHMMN K
Ha3HayeHuto ?-Ab

Ha3sHayeHue npenapaTa peKomeHAayeTcA Ha4YMHaTb B YC/I0OBUAX CTaLMOHapa
€ Mmanbix Jo3 — 2040 mr 3 pasa B AeHb C NOCTENEHHbIM UX NOBbIWEHUEM
NP1 XOpoLen NeEPEHOCUMOCTUN 40 CHUXKEHUA YaCTOTbl CEPAEYHDbIX
COKpalleHn B Nokoe Ao 55—65 B MUHyTY.

BonbHbiM FTKMI, y KoTopbix neyeHune ?-Ab n Bepanamunom™*
NPOTMBOMOKA3aHO WU/ MJIOXO NEPEHOCUTCA, PEKOMEHAO0BAH AMNTHUAszem™**
B MAaKCMMabHO NEPEHOCMMON f03e



o [1nAa neyeHunA BeCbMa PacnpoCTPaHEHHbIX NPW 3TOM 3ab0neBaHUK
HapyLEeHMUN cepaeyHOro pUTMa PEKOMEHAYIOTCA aMUOAAPOH™* ™ 1
cotanon*

e Y 60nbHbIX TKMI npu coxpaHeHnn oabliwKkn Ha GoHe nedveHns ?-Ab nam
Bepanamuaom** n/mnm nx KOMGMHaUM peKoMeHA0BaHO NOAKAOYEHUE
Opa/ibHbIX NeTAeBbIX U TUA3UAHbIX AUYPETUKOB B YMEPEHHbIX 403aX.

o B cnyyae oTcyTCTBMA 3HAUMMOTO CUMNTOMATUYECKOTO 3 deKTa
MOHOTepanuu ?-Ab nnm sepanamunom** (B oTHoweHun 6oneBoro
CUHAPOMA, OAbIWKN) PEKOMEHA0BAHO X KOMOUHMPOBAHHOE Ha3HAYeHMe C
AN30NMPaMMaoM™** B MakCMManbHO NepeHoCMmon gose.

Xupypruueckoe neuyeHme 6onbHbix FTKMI. CentanbHaa MMaKTOMUA

CornacHo coBpeMeHHbIM NpeaCcTaBAEHMAM NPU OTCYTCTBUU KTIMHNYECKOTO
appeKTa OT aKTUBHOM MeAMKAMEHTO3HOM TepPannUmMm CUMNTOMATUYHbBIM
60nbHbIM TKMI Taxkenoro TeveHus, -1V pyHKumMoHanbHoro knacca (NYHA) ¢
Bblpa*KeHHOM acummeTpuyHou runeptpopunennt MK n cybaopTtanbHbIM
rpagneHTOM AaB/aeHUs B NOKoe, paBHbiM 50 mm pT.cT. U Bonee B NoKoe unm
NPV NPOBOKALMOHHbIX BO34EMNCTBUAX, MOKA3aHO XMPYypruyeckoe nevyeHume. B
HEKOTOPbIX LLEHTPAX OHa paccmaTpuBaeTca ansa 6onbHbIX ¢ 6onee MArkom
CMMNTOMATUKOM B Cy4asiX 3HAYNTENIbHOM NAaTEHTHOM OOCTPYKLMN, Y KOTOPbIX
MaKCMManbHbIM U MHAYyuMpyembiii p. [ >50 mm pT.cT. coyeTtaeTca c MNCA-
onocpenoBaHHo MP cpeaHen u Taxénon creneHu, O unm BbipakeHHOM
annataumein M.

PekomeHaauMun no xmpyprudyeckomy nevyeHmto 6onbHbix FTKMIM. CentanbHan
MUIKTOMMUA.

o PekomeHO0BaHO KOHCY/NbTUPOBAHME U IEYEHME B LLEHTPAX,
cneunanm3npyromnxca Ha nposeaeHum onepaumn CM3, onbiTHbIM
cneunanmcTom, paboTatowmm B MynbTUANCUUNANHAPHOM KOMaHae
CNeLunanmcToB C 3KCNepTn3on B BeaeHUN 60abHbIx TKMIT

o [lpoBegeHne CM3 ana yny4vweHmsa CUMNTOMATUKU pekoMeHayeTcA
nauneHTam c I'p. 4 8 BT/TXK >50 mm pT. cT., umerowmm ®K CH II-1V (NYHA),
HECMOTPA HAa MAaKCMMA/ZIbHO NEPEHOCUMYIO TEPANMIO

o CenTtanbHaa mmakTomma npegnodtutenbHee, yem CAA, pekomeHayeTca
naumeHTam C NoKasaHnAMM K peaykunm MK, umetowmx apyrme
NOKa3aHUA ANA XMPYPrnuYeCKNUX BMELLATEeNbCTB
(BanbBysiONNacTUKa/NpoTe3npoBaHMe MUTPAIbHOTO KnanaHa 1 ap.)



« CenTtasnibHasA MMUIKTOMMUA peKOMeHAyeTCA ANA NAUNEHTOB C NOBTOPHbIMM
obmopoKamum Npu Harpyske, BbiabiBaembiMmu 'p. [, 8 BT/1K B nokoe nnum
MAKCMMaNIbHO nposouupyembim >50 mm pPT. CT., HECMOTPA Ha
ONTUMA/IbHYIO Tepanuio

« BanbBynonnactuka/npoTtesnpoBaHne MUTPaNbHOrO KianaHa
pekomMmeHayeTcAa y CUMNTOMHbIX NauneHTos ¢ 'p. [l 8 BT/ B nokoe nnum
MaKCMManbHO nposoumpyembiMm >50 mm pT. cT. u MP oT cpegHen ao
TAXKENOM CTEeNEeHMU, He BbI3BAHHbIX N30AMpPoBaHHO MCL, cTBOPKM
MUTPASIbHOIO KNnanaHa

AnkoronbHas cenTtasibHaa abnsuma B NedeHnn ob6cTpykTMBHOM FTKMIM

o WNcnonbsosaHmna CAA npu TKMI pekomeHayeTca B Cydaax
H6ecnepcnekTMBHOCTU MeANKAMEHTO3HOMO N€4YEHUA N HEBO3MOXKHOCTHU
nposeaeHns onepaunm CM3 nnm nencmenkepHom Tepanmmn y 60nbHbIX
CpeaHero U NOXKMA0ro Bo3pacTa € ypoBHEM 0OCTPYKLMM B NoKoe> 50 mm
pT.cT. npn ®K CH II-IV (NYHA), BKAtoYan NauMeHTOB C PeumamnBupyoLLmmm
CMHKOMAaNbHbIMM COCTOAHMAMM, HEaAEKBAaTHON peakumen ALl B ycnhoBuaAx
Harpysku n @[l

e TM-2XOKT ¢ MHTPaKOPOHAPHbIM BBEAEHNEM KOHTPACTA BKaHANLAHTHYIO
apTeputo (cenTanbHbl nepdopaTop) pekomeHgyeTa ana KoHTpona CAA,
€C/IM TPAHCTOPaKabHbIN PAaKypC HELOCTATOYEH AN KOPPEKTHOM
BM3YyaNn3aLumMmn 3XO-KOHTPACTa B MUOKapae

e Y vy monoporo Bospacta v B3pocabim (A0 40 net) npoueaypa CAA He
pekomeHayeTca.

o Xupyprunyeckoe nedyeHme n YTACA He peKomeHAyeTCA Yy B3POCAbIX
H6eccumnTomHbIX NauneHToB ¢ FKMIT 1 601bHbBIX C KOHTPOIMPYEMOWN
MeLMKAMEHTO3HOM Tepanmemn CUMNTOMATUKON U HOPMAbHOWM
TONEPAHTHOCTbIO K GU3MYECKMM Harpy3Kam.

o CAA He pekomeHayeTca y 6onbHbix TKMIT ¢ conyTcTBytOLWEeh cepaeyHo-
COCYAUCTOM NaTosiormemn, Tpebyrolen NpoBeaeHNA XMPYPIrUYecKom
KoppeKuunmn (a0pToOKOpOHapHoe WyHTUpoBaHue npu UBC, peKkoHCTpYyKumMA
NpPW OTPbIBE XOP4 MUTPANIbHOTO KNanaHa), Koraa centasibHasi MMIKTOMMA
MOXKeT bbITb YacTbio 60NbLIOK ONepauumn.

[ByXKamepHasa 3N1eKTPOoKapAMOCTUMYNALMA

o [MpoBeaeHne noctoaHHOM [IKC c yKOpoYeHHOM aTpuro-
BEHTPUKYIAPHOM 3a4EPKKON PEKOMEHA0BAH KaK BO3MOXHbI MeToz,



neyenua 60nbHbIX 06¢cTpykTUBHOM TKMI (I'p. 4 8 BT/1XK > 50 mMm. pT.
CT.), pedpaKTepHOM K MeANKAMEHTO3HOM Tepanum, He ABAAIOLLUXCS
ONTUMaNbHbIMW KaHAMAATAMW ONA XUPYPTUYECKOM KOPPEKLUN U
CenTanbHOM afIKoroabHOM abnaunm

o Y 60nbHbIX 06CcTPYKTMBHOM TKMI ¢ paHee MMNNAHTUPOBAHHLIM B
CBA3M C MHBbIMW NPUYNHAMM YCTPOMCTBOM, PEKOMEHAYETCH
nposeaeHmne npobHom asyxkamepHoi IKC c ykopoyeHHOM
aTPUOBEHTPUKYNAPHOW 3a4EPMKKOM A1A YMEHbLUEHUA
CMMNTOMATUKMN, CBA3AHHOW C 06CTpyKumMen BT/TXK.

O1bop 60nbHbIX ana umnnantTaumm UK n Boibop ycTponcTea

PeweHue Bonpoca 06 umnnaHtaunm UKL y 6onbHbix TKMIM npegnonaraet
06A3aTeNbHYI0 UHOMBUAYANBbHYIO OLLEHKY KAMHUYECKOM CUTYyauum, nogpobHyto
ANCKYCCHUIO C NALMEHTOM Ha NnpeameT HeobXoANMOCTH, BOSMOXKHOCTH,
NPenMyLLECTB N PUCKa ne4ebHOro metoaa M NogNMcaHMe COOTBETCTBYHOLLETO
nHdopmmpoBaHHoro cornacua. Umnnantauma MK pekomeHayetca 601bHbIM
KM ¢ LOKYMEeHTUPOBaHHbIMK paHee 3aN1M304aMun OCTaHOBKMU cepaua,
dnbpmunnaunm Kenyaoukos Uam Tem, y Koro 6bina cnoHTaHHaA yctonumsana KT ¢
noTepen CO3HaHMA UIN TEMOANHAMMUYECKMMM HAPYLLEHUAMN U UMEIOT
NpeAnoIOXUTENbHYIO NPOAO/IKUTENbHOCTb XXU3HU > 1 roaa

OT60p KaHAUAATOB ANA NPOBEeAeHUA TPAHCN/IAHTaLMM cepaua

o OpToTONMYecKan TpaHCNAAHTALMA cepaLia MOXKeT OblTb pEKOMEHA0BAHa
ANA NAaUNEHTOB, NOAXOAALWMX ANA TPAHCNAAHTAUUK, umerowmx PB/IXK ?
50% u cumntombl lI-IVOK CH (NYHA) HecmoTps Ha ONTMMabHYIO
NeKapCTBEHHYIO TEPANUIO UM HEYCTPAHMMbIE KeyA04YKOBbIE apUTMUN

o OpToTONMYeckan TpaHCNAAHTALMA cepaLa PeEKOMeHA0BaHa A1
NaLMeHTOB, NOAXOAALWMX ANA TPAHCNNAHTAUNKM, COXpaHeHHOM DPBJTHK> 50%,
TaxKénbimmn cumntomamu (l1-IVOK CH (NYHA)), BbiI3BaHHO Bblpa*KEHHOM
ANACTONNYECKON ANCPYHKLMEN, PE3UCTEHTHLIMM K IEKAPCTBEHHOMN
Tepanuu



