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KAPAMOAOTHUYECKOE
OBLWECTBO
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'yokosa A.A. bepceHeBa M.W. KpyTukosa A.H.

Kosnonosa H.A. f[opaees M.JI. ManeHkos [.A.
N3emewkesny C.J1. Hosukosa T.H.
3akna3bMuUHCKas E.B. Canposa M.A.
UpTiora O.b. CaHakoes M.K.

KannyHosa B.HO. Crykanosa O.B.



TepMUHbI w;‘zsznﬁiz?:wm

OBLWECTBO

Doruneprtpoduueckas cragua 3Tan B pa3BUTUM 3ab0/1eBaHMA, NPU KOTOPOM OTCYTCTBYHOT NMPU3HAKKU rMnepTpodum
rKMnN MWOKapaa, onpeaensiembie ¢ MOMOLLbIO BU3YaU3UPYHOLLUX METOAUK

3Tan B pPa3BUTUM 3ab60/1eBaHMA, NPU KOTOPOM HET KIMHUYECKOM CMMNTOMATUKMN, XapaKTEPHOM

CybknnHunueckan ctagusn s TKMI

HOCUTENIN NAaTONOrMYECKON MyTauum, accoumnmpoBaHHom ¢ TKMI, agornneptpoduyeckomn m
cybknnHuyeckom ctagnamm FlKMIM

FreHotun (+)/peHotun (-)

NepegHe-cucTronnueckoe ABuxKeHue ctBopoK MK B cuctony K MKT BnaoTh A0 KacaHUA (MUTPanbHO-CENTasibHbIN
ABUXXeHne CTBOPOK MUTP. KOHTAaKT), y4acTByloLLee B CO34aHUM 06CTpYKUmMM BT/THK. AHIN0A3bIYHbIA TEpMUH — systolic
ELELE anterior motion syndrome (SAM-syndrome).

BasanbHasa 06CcTpyKuma npenAaTcTeue Ha yposHe BT/ cucronnyeckomy nsrHaHuwo ms JIK

CpepHexkenyaoykoBan NpPenATCTBME CUCTO/IMYECKOMY KPOBOTOKY B cpeaHen Yacty nonoctu /1)K, Ha ypoBHe
obcTpyKumuna CpeanHHbIX cermeHToB J1IK




TepMUHbI Wzssznzxz?:m

OBLWECTBO

remognHammnyeckana ¢opma obctpyktusHom F/KMI, npm KoTopon npenATcTBue

JNlateHTHaA o6¢cTpyKuMA CUCTONMYECKOMY M3rHaHUIO 13 /1K BO3HUKAET TO/IbKO MPU Harpyske Uam NpoBOKaLLMOHHbIX
npobax

«Knaccnueckmnin peHoTMN» MopdoPyHKUMOHANbHbIN PpeHoTnn TKMIT, npmn KOTOpOoM coyeTaroTcAa acummeTpudHaa MK

cumntomHoi TKMN (rmneptpodua MHKI), ymeHblleHHbIM pa3dmep nonoctn JIXK n obcTpykuma BT/TK

dMHaNbHAA CTaanA afanTUBHbIX M Ae33a4aNTUBHbIX UBMEHEHWI B MOPArKEHHOM OpraHe.
Mpn 3TOM HabAoAaloTCA KCMeLaHHble» MOPPOPYHKLNOHANbHbIE GEHOTUMNbI —
rmnepTpoPUUEecKnii + ANNATaULNOHHbIN, TMNePTPOPUIECKMI + PECTPUKTUBHDIN, U, KaK
NPaBW/O, YMEHbLUEHNE CTENEHU TMNepTPoPUmn

HeratnsHoe pemogenupoBaHue

xupyprudeckoe (CM3, PM3) nnu angosackynapHoe (CAA) Bo3aeicTeme No YMeHbLLIEHUIO
TonwuHbl MM

Peaykuua MXI

®deHokonua FTKMI 3aboneBaHMe C U3BECTHbIM 3TUOMNATOreHe30M, peHOTMNNYECKM noxoxKee Ha TKMI

deHomeH disarray H6ecnopsagoyHoe pacnosoXeHne KapanoMUOLIMTOB U MblLLEYHbIX BOJIOKOH




OBLLECTBO

OnpeageneHune N’KMI Waiszaziz?:wm

M'Mneptpoduueckana KapgnommonaTma — reHeTUYeCKM obycnoBieHHoe 3aboneBaHme
MMOKapda, XxapakTepuaytouleeca runeptpodpmen mmokapga nesoro (bonee 1,5 cm)
/N NPaBOro »Kesyao4Ka, Yallle aCMMMETPUYECKOTro XapaKTepa 3a cYeT YyToNLWeHUA
MEKKENYA04YKOBOM NEPErOPOAKMN, YTO HE MOXKET OO BACHATLCA UCKNOUYNTENBHO
NOBblLUEeHMeM Harpy3Ku gasieHnem, n BO3HUKatloLee npu oTcyTCTBUM APYroro
cepaevyHoro Uam cMctemHoro 3aboneBsanHma, metabonmnyeckoro Uam NOJMOPraHHOro
CUMHAOPOMaA, CBA3aHHOrO C [J1XK.



Knaccudukauma rKMMN

Knunnueckue popmbl FIKMI:

 BCC 6e3 npealuecTBytoLLEN
CMMNTOMAaTUKMU

*  BeccumnToMHOe/MaNloOCUMNTOMH
oe TeyeHue

* CMmnNTOMHOE TeyeHue

— CrabunbHoe

(nobpokauvecTBeHHOE)

— OcnokHeHHoe (P, XCH,

CUHAPOM CTEHOKapAUNM

* Peakue BapuaHTbl: BEpXyLLUEYHan
aHespu3ma JIXK, TKMIM+4KMI,
FKMM+PKMIM)

femoguHamunuyeckue
dopmbl TKMI:

* HeobcTpyKTUBHASA
O6cTpykTUBHAA TKMIT

e O6cTpykTMBHaA FTKMI
(B T.4. JTaTeHTHaA
obcTpyKumA)

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

Mopdonornueckue popmbl FIKMI:
*  AcnmmeTtpuyHasa dopma KM
— Tuneptpodpua MMM (+/- MHK)

— basanbHon yactu MK

— CurmosuagHaa MHITI

— [ABoAakosbinykiaa MM

— [MnepTtpodusa scen MK

— KombunHmnpoBaHHaA
(MXN+gpyrout otaen K naum MK)
— AnuKanbHas runeptpodpus (+/-
cpeauHHble cermeHTbl JTHK)

— CpegHexxkenygo4vkosada [KMI

— unepTtpodusa gpyron cteHku JIK
(bokoBas, 3aaHAA)

*  CummeTpuyHaa ¢opma NrKMII



ANuaemMmmonorus Wsiszsziz?:m

OBLWECTBO

Mpu TKMI HeT yeTKOM reorpaduryecKoit, STHUHECKOI MU NONOBOU CTPYKTYPbI pacnpegeneHums

MaHnudecrauma: Moxket HabnoaaTbcs B 1I06OM BO3pacTe YenoBEKa OT MaageHYecTBa 4o rnyboKkon ctapoctm
CpenHui BO3pacT Npu NoctaHoBKe gmnarHoda — 30-40 ner.

PacnpoctpaHeHHOCTb B nonyaauyuu: 1:500; no HeKoTopbim AaHHbIM 1:200. Mpu ncnonb3oBaHuUmM 6o01ee YyBCTBUTENbHbIX METOA0B
Bu3yanmsaumm (MPT, KT) u LUMPOKOM MCNONb30BaHNU FEHETUYECKOTO TECTUPOBAHUA M KaCKagHOro CKPUHWHIA ANA POACTBEHHUKOB
nepBon NMHUK poacTBa pacnpoctpaHeHHocTb FKMIM cooTtBetcTByeT 0,6% (1:167). YacTtoTa B 06WEeN NnonyasumMmn NpesbilLaeT
BcTpeyaemocTb FTKMIT B KapamMonornyeckom npakTuKe, Tak Kak 60/1bllasn YacTb NAaLUMEHTOB OCTaeTCA HENAEHTUDULNPOBAHHOM
BBMAY 6€CCMMNTOMHOCTM.

-
IR Bainl PG

CemeitHaa ¢opma FrKMN PACIMPOCTPAHEHHOCTb B nonynauuu Cnopaguyeckasa ¢opma KM

L4

O6pa3s KU3HU, AMeTa,
UBC, AT, oxxupeHue,

D6pas KusHu/KomopbuaHocTb

MYH7, MYBPC3,

TNNT2, TPM, ACTC

6epemenHocts, COAC Finocchiaro G et al.
PMID: 29237589




Itnonorna rKMnM Wz‘zszs:iiz?smf

OBLWECTBO

leHbI- BHyTpeHHUe 1 BHewHUe paKTopbl
moandUKaTopbl (Bo3pacr, cnopr, Al, UBC u ap.)
I |
> >
an‘-IMHHaFIUMYTaLl,Mﬂ > P ——
(naToreHHbIN BapuaHT) | >

MocTTpaHCcnAUMOHHDbIE
M anureHeTnyeckmne spdeKTol

T e T acrors dacrora

Taxenan uenb B- mnmosnHa (MYH7) 30-40% a-TponomnosuH (TPM1) 1-2%
PerynatopHaa nerkas uenb MMO3UHa 1%
Mwno3unH-ceasbiBatowmin 6enok C (MYBPC3) 30-40% (MYL2) °
CepaeyHbin akTnH (ACTC) ~1%

TponoHuH T (TNNT2) 10-15%
o-TAXenana uenb cepaeyHoro MMo3nHa 1%
(o)

TponoHuH | (TNNI3) 2-5% (MYH®6)



3tuonorna rKMnM

A pyrue reHbl, B KOTOPbIX O6Hapy»KeHbl
naToreHHble BapuUaHTbl:

ob6A3aTesibHaA Nerkasa uenb MMO3nHa
(MYL3), TponoHuH C (TNNC), TUTUH
(TTN), TenetoHuH (TCAP), a-aKTUHNH-2
(ACTN2), mmnosenuH 2 (MYOZ2),
HeKcuanH (NEXN), metaBuHkynmH (VCL),
KaBeonnH-3 (CAV3), nedpmnumnt a-KnHasbl
3 (ALPK3), toHKTOOMAMH 2 (JPH2), KMHa3a
Nerkon uenu mmosunHa 2 (MYLK2),
MmuomesnH 1 (MYOM1), mmomesnH 2
(MYOM?2).

POCCHUMCKOE
KAPAMOAOTUYECKOE
OBLECTBO

MoneKynapHbiit natoreHes FTKMI:

[Mpn NAaTOreHHbIX BapMaHTax B reHax, KoAUpYroLWmx 6enku
CapKOMepa, YacTo JIEKMUT HapPYLLUEHNE KaNbLMEBOro roMeocTasa,
NOBbIWEHNE YYBCTBUTENBHOCTU MUOPUNAMEHTOB K MOHAM KasbUuA.
3TO NPOABAAETCA B YCUEHUM CUJbl COKPALLLEHNA CapKOMEpPa B
CUCTOJY, CHUXKEHWUN CTEeNneHun ero paccnabneHuna B Anactony Ha poHe
NOBbIWEHHbIX NOTPpebHOCTEN KapanomuoumnTta B AT®, yTo BaeyeT
HapyLeHne BHYTPUKAETOUYHbIX CUTHa/IbHbIX MPOLLECCOB U
PEeaKTMBALMIO KOMMNEHCATOPHbIX 9MOPUOHANBbHbBIX MPOrPaMmm
rmnepTpodurYecKoro pocrta. Ha rmctonormnyeckom ypoBHe
OTPaXKEHUEM NPAMOro AeNCTBUA KMPUYMHHOTO» FrEHETUYECKOro
BapuaHTa M MOJIEKYNAPHOro NaToreHesa AB/AeTCA
ANCKOMMNAEKcaumna KapanoMmuUmMTOB U MblLLEYHbIX BOIOKOH —
deHomeH disarray, pnbpo3 pa3HoM cTeneHn BbiPaKEHHOCTH.



KAPAMOAOTUYECKOE
OBLECTBO

Tabnnua N1/I3 MoneKkynapHbii natoreHes peHokonuit TKMI W

AL-amunnounpos — npu AL-amuniongose K10H MaJIMTHU3NPOBAHHbIX N1a3MaTUYECKUX K/IETOK CUHTE3MPYET B 6onbLIOM
Konn4yecTBe nerkme uenu (kanna nav nambaa) MMmyHornobynnHoB. YBennyeHne KoHUeHTpaummn benka-npeglecTBeHHUKaA
BblLLE HEKOTOPOro MOPOroBOro 3HAaYE€HUA MOXKET aBTOMATUYECKU NPUBOAMUTL K Havany pubpuanoreHesa n oT/IoKEHUIO
amuaounaa B TKaHAx. Mpu atom B 5% cnyyaes AMarHoOCTUPYHOT NPEMMYLLLECTBEHHOE NOPa*KeHne cepaua aMmmuaona030M.

HeHnacnepcreeHHbi (WtATTP) n HacnepcTBeHHbIV (MEATTP) TpaHCTUPETUHOBDBIN aMUAOUA03 — B OCHOBE 3abo1eBaHuUA
NleXkaT KOHPOPMaALMOHHbIE USMEHEHUA N AecTabuanlaumna TeTpamepa TpaHCTMpPETUHA. ectabnnmsayma TpaHCTUPETUHA
NPMBOAUT K HENPaBUAbHOMY ponanHry benka u arperaumm BapmaHTHbIX MOHOMEPOB TPAaHCTUPETUHA € 06 pa3zoBaHMEM
TOKCUYHbIX MPOMEKYTOUYHbIX aMUIOUA0TEHHbIX NPOAYKTOB U aMUAOUAHbBIX GUOPUAA. DTN MEXAHM3Mbl MOTYT HapyLlaTbCA
C BO3PACTOM, YTO O6BACHAET NOBbILLIEHNE PUCKA PAa3BUTUA HEMYTAHTHOIO TPAHCTUPETUHOBOrO amuaongosa (WtATTP) y
JINL, NOXKMNOTO M CTapyeckoro Bo3pacta. HacneactseHHbIM ATTR yalle BCTpeyaeTca B IHAEMMUYHbIX ANs 3Toro 3aboneBaHums
pernoHax. Hanbonee yactble reHeTuYeckme BapmaHTbl: Val30Met-ATTR, co cmellaHHOM CMMMNTOMATUKOWN
(HeBpoOsOrMyeckasa n KapamonaTtuyeckas) c nosgHum gebtotom n He-Val30Met-ATTR, KapgmommonaTtu4eckmnii BapmaHT
3aboneBaHuMA. MI3BECTHbI MyTaL MK, Bbi3blBalOLLME CEMENHbIE U copaanyeckme popmbl 3aboneBaHmMs, KOTopble
acCoLMMNpPOBaHbI C NPenMyLLECTBEHHbIM NopaxeHuem cepaua (Hanpumep, Vall22lle, lle68Leu, Thr60Ala, Leull1Met).



KAPAMOAOTUYECKOE
OBLECTBO

Tabnnua N1/I3 MoneKkynapHbii natoreHes peHokonuit TKMI W

bone3sHb AHpgepcoHa—Pabpu — mytaums B reHe GLA (onuncaHo 6onee 400), koaupytowem pepmeHT a-ranaktosmnaasy A (a-
Gal A) npnBOAUT K 3HAYUTE/IBHOMY CHUXKEHUIO aKTUBHOCTU GepMeHTa, BOB/IEYEHHOTO B MeTaboim3m
COUHIONMKONNNNAOB. 3TO NPMBOANT K HAKOMIEHUIO HEMMAPOAN30BAHHOIO cybcTpaTta 610KMPOBAHHOM PEPMEHTHOM
peakumnm n CoONpoBOXKAAETCA YBEANYEHNEM YMNCA IN30COM B K/IETKAX, HAPYyLLEHMEM HOPMANbHOTO PYHKLMOHNPOBAHUA
3TUX KNETOK U nUX rnbensbio.

HacneacreeHHble cuHapombl ¢ TKMIT y noapoCcTKOB U MO0AbIX B3POC/bIX, CBA3aHHbIe ¢ myTauuamm B reHe PRKAG2:
PRKAG2 koamnpyeT UAM®-akTuBmMpyemyto NpoTeMHKMHA3Y V2. [laHHbIN 6enoK onpeaenaeT BHYTPUKAETOUHYHO
aKKYMYNIALMIO ITMKOTeHA U HapyLeHMA ero PyHKLUM MOTYT NPMBOAUTL K NCEBAOTMNEPTPOPUN KapANOMMOLUTOB U
3a4epXKKe NHBONOUMN IMOPUOHANbHbIX NPOBOAALLMX NYTEN B MMOKapae. [pn 3ToM HabatogaeTca YacToe coveTaHue
FKMM n cungpoma Bonbdpa—llapkMHCOHa—YanTa.

bonesHb [laHOHa — B ocHOBe AedeKT B LAMP-2 6enke, KOTOpbIn oNocpeayeT HakonaeHne MUKoreHa B KapamommnoumTax
N NPUBOAUT K NceBaornneptTpodumn mmokapaa. Korga cylectsyet reHeTM4eCcKuin obycnosneHHbi aepuunt 6enka LAMP?2.
HabntopgaeTca HenpaBuabHaa ayTodarnyeckan gerpagaumsa 6enkos. Aytodparmyeckas akTUBHOCTb CBA3aHa C NaToreHe3om
pa3Hoobpa3Hbix bonesHen. Cywectsyet MHEHME, YTO 6one3Hb [laHoHa 0bycnoBAEHA HAC/1IeACTBEHHbIMU HAaPYLLEHUAMMU
npouecca aytodparunn.



KAPAMOAOTMYECKOE
OBLLECTBO

Tabnuua N1/T3 MonekynapHbI natoreHes deHokonun TKMI w

Atakcua ®pupgpeiixa. MonekynapHbii naTtoreHes atakcum Opugperixa 4o cMx Nop ABAAETCA NPeaMETOM ANCKYCCUIA.
OAHaKo Ha HACTOALUMIA MOMEHT YCTAaHOBNEHO y4yacTue benka ¢paTakcuMHa B Noaaep’KaHUM roMeOoCcTasa XKesesa B KNeTke U
TO, YTO €ro HeJOCTaTOYHOCTb NPUBOAMUT K MHOXKECTBEHHOMY PpepMeHTHOMY AePUUUTY, MUTOXOHAPUANbHOM ANCOHYHKL MM
N OKUCANTENIbHOMY NOBPEKAEHUIO.

RASonatuu (cuHgpom HyHaH u cuHgpom LEOPARD). MyTaunm B reHax, KOAUPYOLWMX KOMMNOHEHTbI U PErYASTOpPbI
RAS/MAPC curHanbHoro nytu (RAS/mutoreH-aktusmpyemasa NnpoTenHKMHa3a) Bbi3biBalOT MHOMECTBEHHbIE
Hac/seAcTBeHHble NOPOoKK pa3BuTma. RAS/MAPC curHanbHbIl NYyTb OTBETCTBEHEH 3a npoandepauuto, AnddpepeHLUpPoBKY,
CTapeHune 1 anonTo3 KNeToK 1 obecneymBatowen 3STUM HOPMaJibHOE Pa3BUTUE K/IETOK M TKaHEW OpraHM3ma B LEe/IOM B
3MbpPNOHANBHOM M NOCTHATA/IbHOM Nepuoaax.



KAPAMOAOTHUYECKOE

MatoreHe3 CuHapombl npu FTKMIT w

CuHgpom ob6cTpyKuum BT/TK

CuHapOoM Uwemun muoKapaa J1XK

CuHgpom ancoyHkuum JIXK

HapyweHua putma

OBLWECTBO

cy*keHune BT/TK runeptpodumposaHHon MK, nepeaHe-cUCTONMYECKOE ABUKEHNE CTBOPOK
MK, aHomanuum cteopok MK (yannHeHue, n3bbITOYHOCTb), aHOMAANM NANUANAPHBIX MbILLLL,
YMeHbLeHHaa nosiocTb JIXK, HapyweHne KoopamnHaumm KPOBOTOKA B NoaocTu JIXK B paHHIOO
cucrtony

OTHOCUTENbHAsA KOPOHAPHAsA HEAOCTAaTOYHOCTb, NEPMBACKYNAPHbIA GUBPO3, BPOXKAEHHAA
NaTO/IOrMA KOPOHAPHbIX apTePUN, COMYTCTBYIOLLNI aTEPOCKIEPO3 B SNNUKAPAMNANbHbBIX
KOPOHAPHbIX apTepuaAx (B cTapLuer BO3pacTHOM rpynne NauueHToB); (= cuHapom
cTeHoKapgmun, - UM 2-ro Tuna, >UM 1-ro Tvna, - anukanbHasa aHespuama J1XK npu
CPeAHEXKeNya04KOBOM 06CTPYKLUMK)

CUCTO/INYECKana U anactonmyeckas agmchyHkums JIK. PeHomeH disarray u pasnnyHble TUNbI
¢nbpo3a. CHUKeHa BO3MOXKHOCTb npupocta YO npu pusnyeckom Harpyske.

«npeacepaHaa mmonaTtua», CTPYKTypHoe (annataumna) u pyHKUMOHaNbHOE
pemogenuposaHue /1M, nHTepcTuumnanbHbin pnbpos, nwemms mmokapaa /1K, anektpmyeckas
HecTabuAbHOCTb



KAPAMOAOTHUYECKOE
OBLWECTBO

MatoreHe3 CuHapombl npu FTKMIT w

BHe3anHaA cepaeyHan cmepTb @K, KT, acucronms, bpaguapntmmm

CuHKonNbI M.6. O6yCI'IOBI'IeHbI KaK apuUTMnU4eCKMMUn, Tak U remognHammnyeCKMmMmm npn4nMHamm

ymeHbLweHHbIn J1XK (manbi KOO n YO), o6cTtpyKuma BT/THK, cuctonmyeckasa n gnuactonmyecKkas
XpoHu4yecKasa cepaeyHan anchyHkuma JTIK, mutpanoHas peryprutauma, @I, neroyHana runepteHsma. MNpu pa3sutum
HeAo0CTaTOYHOCTb «HEeraTMBHOrO PeMmoaenMpoBaHmaA» (Annataumnsa u/Mnm pecTpmkuma) — nporpeccupoBaHme
XCH, { ®B 1} HuxKe 50%




KAPAMOAOTMYECKOE
OBLLECTBO

Kputepun ganarHosa rKmMn 1 w

* Kputepuem amnarHosa rKMI y s3pocabix * Y poacTBEHHUKOB NpobaHaa Kputepuem
ABNAETCA YBeNIYeHMe TO/WUHDbI CTeHKU J1XK B aAnarHo3a NIKMI aBnaeTtca ToNWMUHA CTEHKHU
04HOM UM bonee cermeHTax = 15 mm J1XK, paBHaa 13—-14 mm.

(onpeaensemoe n106bIM BU3yann3upyoLwmMm
metogom — IXoKI/MPT/KT), KoTopasa He
06BbACHAETCA UCKNIOUYNUTENBHO YBEIMYEHUEM
HarpysKu gaB/IeHUEM.

KommeHTapuit: AnarHoCTUKa MoXKeT bbiTb 3aTpyaHeEHa B cuTyaumax covetaHmsa TKMI mn AT, y cnopTcmeHoB w1 ap.
Takxke anarHo3 N’KMI TpebyeT ncknroueHna ¢eHokonumm FIKMIM (cm. pasgen «AudpdepeHumanbHbin anarHo3 FKMI m
[N} BCcneacTsme aptTepmanbHoO rmneptTeHsnmy, Tabamugy NMN1/r1, tabavuy N2/l v tabanuy N5/r1).



KAPAMOAOTMYECKOE
OBLLECTBO

Kputepun ganarHosa rKMn 2 w

* Kputepuem sosnedveHua N npu NrKMI asnaerca * Kputepuem obctpykummn BTIMXK cumntaerca

yBennyeHue TonuwmHbl cteHKU MK >5 mm, a yesenunyeHue 4 8 BTIMK > 16 mm pT. CT. B nOKoe.
TonwmHa muoKapaa NX >10 mm cuntaerca

aKcTpemanbHou MNMXK.

* Kputepuem amnarHosa obctpyktnsHou FrKMIM
cuutaerca ysennveHue Il s BT/1XK 2 30 mm pr. cT.,
B MOKOE UAIU NpPU NPOBOKaUUOHHbIX npobax. I 2
50 MmMm pT. CT. cCUUTaAETCA KpUTEpUEM
reMmoguHaMMUUYeCKM 3HAYMMOI 06CTpYyKL UK.

Kpome cybaopTtanbHom obcTpykumm npmn FIKMIT morxkeT HabntoaaTbCca cpeaHerkenyao4koBaa obCcTpyKuma

(n30n1npoBaHHaA UK B codeTaHUn ¢ cybaopTtanbHomn). Kputepusa I ana cpeaHekenyao4koBor 06CTpyKUUM He
BbipaboTaHo.



OBLWECTBO

AwnarHoctuka 1 Wzasznéiz?sm

Crp.

*Kanobbl 1 aHamHe3 21
dusnkanbHoe obcnenoBaHue 22
JTabopaTopHble ANnarHoCTUYECKMe uccaesoBaHua 22

Ctpaterma reHeTU4eCcKoro TeCTUPOBAHUA N CEMEMNHOTO CKPUHUHTA
* PekomeHAauMK Mo reHeTUYeCKoOMy TeECTUPOBaHMUIO NPobaHa0B 23
* PekomeHgauunmn No reHETUYECKOMY U KIMHUYECKOMY TECTUPOBAHUIO B3POC/AbIX POACTBEHHUKOB

AneKkTpoKapanorpadma n moHutTopuposaHue Kl 26
Axokapaunorpadua (TT-OxoKr, YM-3xoKr) 27

MarHuTHO-pe3oHaHCcHaa Tomorpadus 30



OBLWECTBO

AwnarHoctuka 1 Wa&sz:&&z?sm

Crp.

KomnbtloTepHas Tomorpadusa / MynbtucnmpanbHasa KOMnbioTepHana Tomorpapus 33
CuMHTUrpadms 33
KopoHapHas aHrmorpadus 34
NHBa3nBHOE n3mepeHne gaBaeHua B NOAOCTAX cepaLua 35
AneKkTpoPmM3nonornyeckoe TeCTMpoBaHme 35
Harpyso4Hble TecTbl 36
dprocnupomeTpumA 37

Buoncus mmokapaa n abaoMMHANbHOIO Kupa 38



KAPAMOAOTMYECKOE
OBLLECTBO

AuarHocTtuka 2 [eHeTnyecKkoe TeCTMpoBaHue w

[eHeTn4YecKkni CKPpUHUHT Nnpu TKMIT moXKeT HOCUTb Llenbto 4aHHOro CKPMHMHIA ABAAETCA onpegeneHue
ANArHOCTUYECKUN N NPEeAUKTUBHbDIN XapaKTep. B HeobxoaMMOCTU PeryiapHON gUcnaHcepusaymm u
nepBOM C/ly4ae reHeTU4YecKkas AMarHoCTuKa NPULENBbHOIO KAMHNYECKoro HabataeHms B ciydae
ABNAETCA YACTbO ANArHOCTUYECKOro NOUCKa U HOCUTEeNbCTBA NATOreHHOro BapuaHTa, a TaKXke
npun3BaHa NOMO4Yb B NOATBEPXKAEHMUU ANArHO3a NCKNOYEHNE HeobXoA4MMOCTU TAKOTO CKPUHMHIA Npu
KM npu Haanuum cTepTon MAM HEMONHOM OTCYTCTBMM HOCUTE/IbCTBA NAaTOrEHHOro BapMaHTa.

KIMHUYECKOW KapTUHDbI, @ TaKKe Npu Haan4mm
CUCTEMHDbIX NPOAB/IEHUN 3aboneBaHNA UK ANnA
nckatoveHna eeHokonmm TKMI. NMpeanKTUBHLIN
reHeTU4YeCKUi CKPUHUHI OCHOBAH Ha
MCNONb30BaHMN MHPOPMALMU O KOHKPETHOM
reHeTUYeCcKon npuumnHe 3aboneBaHuUs,
NAeHTUPMUMpPOBaHHOM Yy NpobaHaa, ANns
onpeaeneHns HoCUTeNbCTBA AaHHOro BapuaHTa y
ero poAcTBEHHMKOB.



AnarHoctuka 3 leHeTUYecKoe TeCTMPOBaHME wzgg;zg:ge;m

OBLWECTBO

feHeTMUYeCcKoe TeCTUpOBaHUE A0/MXKHO BbINOJIHATLCA B CepTMd)MLI,MpOBaHHbIX ANArHOCTU4YECKUX na60paTopm|x C 3KCNnepTHbiMmu
HaBblKaMU B UHTEpPNpeTauunumn My'rau,uﬁ, CBA3adHHDbIX C KapanomumonaTtnamu.

OugeHKa BK/1aZia KOHKPETHOro reHETUYECKOro BapmMaHTa A0/1*KHA NPOBOAUTLCA B COOTBETCTBUM C PEKOMEHAAUMAMU AMEPUKAHCKOM
Konnermm megmumHckon reHetnku (American College of Medical Genetics and Genomics) (2015) n pykoBoACTBOM MO OLEHKE
BapuaHToB B reHe MYH7 (2018).

leHeTHMuecKoe TecTupoBaHMe NpobaHA0B: * [locmepTHOE reHeTMYeckoe nccnegoBaHme obpasuos
*  [pun nogo3peHnn Ha KOHKpeTHYO deHoKonmio TKMI ¢ 3aKOHCEPBUPOBAHHbIX TKaHen nnu AHK
Luenbto nposegeHna ampdepeHuManbHOro gmMarHosa. peKoMeHA0BaHO NPOBOAMTL ANA YMepPLNX NaLuUeHTOB C
EOK IB (YAL4 5, YYP C) natomopdosiormyeckn noarsepxaeHHon 'KMIMM, ytobbl
MMETb BO3SMOXHOCTb BbINO/IHUTb KaCKaAHbIN
[eHeTHMYecKoe TeCcTUpoBaHMe y NnauneHTos ¢ [J1XK HeAcHOro reHeTUYeCKUi CKpUHUHT poacteeHHnKoB. EOK llaC (Y44
reHesa n TONWMHOMU CTEHKN 13—14 mm peKomeHA0BaHO 5 YYP ()

NPOBOANTb TONIbKO NOC/e AeTanbHOro obcnenoBaHms
(Bkntouyana MPT c KOHTPACTUPOBAHMEM) U KOHCUINMYMA
MY/IbTUANCUUNANHAPHON KOMaHA0M CneLnasncTos.



AunarHocTtuka 4 [eHeTUYeCKoe TeCTUpoBaHue

leHeTUYecKoe TecTUpOBaHMeE B3POC/bIX POACTBEHHUKOB

npobaHaa:

* KacKagHbl reHeTUYECKMIN CKPUHUHT nocne
npeaBapuUTeNbHOrO0 MeanKo-reHeTUYeCcKoro
KOHCYNbTUPOBAHUA PEKOMEHAYETCA B3POC/bIM
POACTBEHHMKAM NEpPBOM CTENEHU POACTBA MNALMEHTOB,
MMELOLLIMX ABHYIO NaTtoreHHyto myTtaumto. EOK IB (YAA 5
YYP ()

*  KnuHunyecKoe obcnegosaHume, Bkatodatolee KM, IxoKr
N ANUTENIbHOE AMHAaMUYECKoe HaboaeHme,
PEKOMEHA0BAHO POACTBEHHMKAM NEPBOU CTEMEHM
POACTBA, Y KOTOPbIX BbiAAB/IEHA TaA e ABHAA NAaTOreHHasn
MyTauma, 4to Uy npobaHaa. EOK IC (YAA 5 YYP C)

POCCUMCKOE
KAPAMOAOTMYECKOE
OBLLECTBO

PoACTBEHHMKOB MNEPBOI CTEMEHU POACTBA, Y KOTOPbIX He
BbISIB/IEHA Ta YK€ IBHAs NaToreHHaa MyTauus, YTo U y
npobaHaa, peKomeHayeTca BbIBECTU M3 a/ibHelLero
ANHaMUYECKOTo HabntoaeHUA, HO C peKomeHaauuen
06paTUTbCA 32 NOBTOPHbIM 06CNeA0BaHNEM, €CU Y HUX
Pa30BbIOTCA CUMNTOMbI MW NOABATCA HOBbIE
penesaHTHble AaHHble. EOK llaB (YAA4 5 YYP C)

Ecnn ABHOM naTtoreHHOW myTaumu y npobaHaa He
BbIABNEHO UIN TEHETUYECKUN CKPUHMHT HE NPOBOAMCA,
KAMHU4Yeckoe obcnegosaHume ¢ KT n IxoKr
PEKOMEHA0BAHO NPeaoKUTb POACTBEHHMKAM NEPBOWM
CcTeneHn poacTBa Kaxkable 2—5 net (unm 6—-12 mecaues,
€C/IM UMEKTCA ANArHOCTUYECKN HE3HAYNUMblE
aHomanuu). EOK llaC (YAA 5 YYP C)



AnarHoctuka 5 Ixo-KI' 1

POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLWECTBO

Mpu nogo3peHnn Ha FIKMI TpebyeTca ncnonb3oBaTb paclumnpeHHbIi npoToKon IxoKrl, aganTupoBaHHbI K guarHoctuke F/KMI. MNepeueHb
nokasartenew, Bxogawmx B npotokon TT-IxoKr, npeacrasneHbl B Tabauue N3, Npunoxenue 'l. Ana guddepeHumanbHoim AUarHOCTUKM C
deHoKonuamM u npm Bblbope Xxupypruueckou TakTuku npu FKKMIM moryT ncnonb3osartbca gonoaHUTeNbHble onuun npu IXoKr, npeacrasneHbl B
Tabnauue N4, NpunoxkeHune . IxoKr-Haxogku, nossonsaowme guddpepeHuymuposats FTKMM n peHokonuu FTKMI, npegcrasneHbl B Tabauue M5,

MpunoxxeHue 'l

Mokasatenu (npotokon IxoKl — cm. Tabnanuybl N3/r1, N4/r1, Ns/ri)

TonwmHa mmnokapaa /XK (B 16 cermeHTax J1XK)

Tun runeptpodpun JTIK
MatTepH mopdonornumn MK

TonwmnHa mmnokapaa MNXK n pasmepsol MK

BunsyanbHaA oueHKa KNHEeTUKM Mmnokapaa /1K u
MK

Pasmep 1 obbem /1M u MM
KOP, KCP, KOO 1 KCO

Bu3yanbHasa oueHKa knanaHos (MK, AK, TK, MK)

OugeHKa KnanaHHoOM peryprurtaumuy,
ocobeHHO MP

TeKkcTypa mmokapga /1K
TonwmHa MM

ManunnspHbie MbilLbl (KOJNYECTBO,
Aucnokaums)

Hanunumne n cteneHb ob6ctpykumn (BT/TK,
CPeANHHO-}KeNyao4KoBon ob6CcTpyKummn, BTIMHK)
+ npoba Banbcanbsbl (nexa u cros)

UccnepgoBaHue cuctonnyeckom GyHKkuum J1K n
MK

UccnepoBaHue gmnactonmyeckon dpyHKumm JIK

Hanunuune *XnaKkoctm B NONOCTU nepmnKkapga

OueHKa AvameTpa u cteneHn KonnabuposaHms
HUXHEN NONON BEHbI

OueHka npoaonbHoit aedopmaumm JTXK (2D-
strain) — (McknoYeHWE KapananbHOro
aMunonaosa)



KAPAMOAOTHUYECKOE
OBLWECTBO

OdnarHoctuka 6 MPT w

MPT ceppaua C KOHTpacTMpOBaHMEM (NPU OTCYTCTBUM NPOTUBOMNOKA3aHMI) peKOMEHAYETCA BbINOJIHUTb KAK MMHMMYM OAMUH pa3 nocnae

noctaHoBKu guarHo3sa F/KMI gna ytouHeHua aaHHbiX IXoKI (aHaTomuum cepaua, GYHKL UM XKeNya0UYKOB), @ TaKXKe BbiABNEHUA U OLLEHKU
pacnpocTpaHeHHOCTU nbpo3a MMOKapAa U UCKAOYeHUA apyrmx 3abonesaHuii. EOK IB (YAA 4 YYP C); KoHceHcyc akcnepToB EACVI 2015

MNokasatenu, oueHnsaemoie npu MPT: (cm. Tabnuuy N6/r1)

NA: KOP, KCP, ®B, macca M1oKapAa, CerMeHTapHble HapyLleHns Mo3aHee HaKoNAEHWe raA0NNHUA: HaIMuMe, NaTTepH,
COKpalleHusa mnokapaa JTK pacnpocTpaHeHHocTb MHT B % oT obuiei maccbl Muokapaa /1K
BT/1XK: aHaToMM4yeckue ocobeHHocTM BT/TK, TMna 1 mecra Annapat MK: cTpoeHue, onmMcaHne aHoManwui

0bCcTpyKumm B JTIK (cmeLLleHMe/«pacLenneHne» ro0BoK U rMnepmMobunbLHOCTb

NX: KAP, KCP, ®B, pasmepsbl, Hanunumne obcTpykumum 8 BTIK NanUANAPHbIX MbILLL), CBA3b C 06CcTpyKumet BT/THK 1 MUTPanbHOI
Muokapa JTK: TonwmHa mmokapga /1)K B guactony no KOPOTKOM peryprutaumen

OCMK COrnacHo 17-tn cerm. moaenwu; N m NN (pa3mepbl, 06bem);
NOKann3auma/pacnpocTpaHeHHOCTb/KOANYeCTBO [JononHutenbHbie aHOManum (KpunTbl 1 A4p.)

rmnepTpodupoBaHHbIX cermeHToB JTXK; Mopdonormyeckmin Tun
FKMM (cornacHo mopdonornyeckoi knaccudpurkaumm F§KMM)

Mpu nopgo3peHnn Ha anuKanbHylo aHeBpusmy JIXK ob6a3atenbHo BbinonHeHue MPT cepaua ¢ KOHTpAcTUpoBaHMEM (NPU OTCYTCTBUM

NPOTUBOMNOKa3aHUM).




AvarHoctuka 7 KopoHapHaa AMarHOCTUKa

NokasaHua K KAl npu FTKMN:

* B3pocCabim nauneHTam c TKMI1 ¢
npeaoTBpalieHHon BCC (nocne ycnewwHbIx
PeaHMMaALMOHHbIX MeponpUATUIA)

°  naumeHTam c yctonumsom KT

° MauMeHTam co cTabmnbHOM CTEHOKapamen =3
Knacca no kKnaccmomKkaumm KaHaackoro
cepAeyvyHo-cocyancToro obuiecraa

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLYECTBO

nauneHTam c F’KMI ¢ TMnuyHbiMmn 6onsmu B
rPYAHOWN KNeTKe, Y KOTOPbIX eCTb MPOMEKYTOUYHAA
NpeTecToBas BEPOATHOCTb aTEPOCKNEPOTUYECKOM
nwemmyeckom bonesHun cepaua Cc y4eTom
BO3pacTa, Nona u GaKTopoB pMCKa
aTepocKneposa

Bcem nauueHTam c FlKMI ctapwe 40 net
pekomeHayetca KAl nnn KT-anrnorpadumsa oo
peaykummn MKI1, He3aBucMMo OT HaAn4uA
TUNWYHOTO CTEHOKapAUTHUYeckoro 60neBoro
CMHApPOMa

Heobxoaumoctb KAT guktyetca ocobeHHoCTblO BpauebHou TakTuKKU. Mpu INOCA y nauumeHToB ¢ FTKMI noasnserca

HeobxoAMMOCTb B NOCTAHOBKE CTEHTOB NPU MEHbLUEe, Yem NPUHATO Yy NaumeHToB ¢ UBC, cteneHblo CTEHO3a, T.€. NPU CTeHOo3aX
<50%. (cm. pasgen «AunarHoctuka FlKMI y otaenbHbIX KaTeropun naumMeHToB» U pasaen «fMatoreHes»)




AwnarHoctuka 8 Harpy3oyHbie TecTbl (cTpecc-IxoKT,

aprocnupomeTpums)

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLECTBO

BapuaHTbl Harpy3ouHbIX TECTOB NpeacTaBieHbl B Tabauuye N7, NMpunoxenue 1.

Bonpocbl, Ha KOTOpble A0N}KHA OTBETUTb CTpecc-
IxoKTr:

BennynHa HapactaHua [[] 8 BT/1XK Ha nuKe
Harpy3Kun 1 B BOCCTAaHOBUTE/IbHOM nepuoae
Peakuua Al Ha HarpysKy (BXxoauT B WWKany
cTpatndukaumm pmcka BCC y naymeHtos ¢ FTKMIT;
HeageKBaTHaA p-a AL — rMnoTteH3nBHaA nau
npupoct ALl Ha NnKe Harpy3kn meHee 20 mm pT.
CT.)

NHAyumpyeTca M HarpysKkom nwemma mmoKapaa
JIK

Ycyrybnsetca v guactonndeckana ANCcPyHKUmS
(E/A, E/e’)

CteneHb U3IMEHEHUA MUTPAZIbHON peryprutaymu
Ha PpoHe cTpecc-IxoKI (anHammnyeckaa MP)

NNoKasaHuA K aprocnmpomeTpum:

Bblpa*keHHaAa cMMNTOMaTUKa C CUCTO/IMYECKOMN
n/vnun gnactonmnyeckon anchyHkumen J1XK, gna
onpeaeneHnsa NoKasaHUM K TpaHCNAaHTaLUm
cepAaua Uan MexaHMYeCKoM NoaaepKKe
KpoBoobpalieHun

Kak anbrepHaTMBa CTaHAAPTHOrO TPeAMUA-TECTA
npu naaHuposaHum CM3/PM3 naun ans oueHKu
TAXECTU U MEXaHU3Ma HENMEePEHOCUMOCTH
dU3MYECKOM Harpy3Kkm HeE3aBUCMMO OT
CMMNTOMATUKMU



AnarHocTuka 9

____ Meroa Mokasakua

YM-axoKr

KT/MCKT

CumHTUrpadua

MHBa3uBHOE nsmepeHue
AdBJ/1IeHUA B NON0CTAX cepAaLla

dneKkTpodusmnonormyeckoe
TecTupoBaHue

Buoncua muokapaa m
abgomuHanbHOro Xupa

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLLECTBO

NHTpa/nepuonepaumnorHas YM-3xoKr npyu CM>

NHuTpa/nepuonepaumnoHHas YM-IxoKr npu CAA ansa KOppeKTHOro onpeaeneHums
LLeNeBOW 30Hbl BO3AENCTBUA

OugeHKa coctossHua MK (npu HeonpeaeneHHbIx pesynbtatax TT-axoKI)
YTouyHeHne mexaHnama obctpyKuum BT/THK n MP

nauueHTam c FKMI, y KoTopbix HU3Koe KauyecTBo IXoKI-1n306pakeHus,
a nposeaeHne MPT npoTMBONOKa3aHO

CumnHturpadua koctei (c 99mTc-DPD nnm 99mTc-nupodocdaTtom) npm nogo3peHnmn Ha ATTR-ammnonaos

Yy NALUMEHTOB, KOTOPbIM MJIAHUPYETCA TPAHCM/IAaHTAUMA cepaLa UM MexaHUYecKasa Noaaeprkka
KpoBOObpalleHums
Y CUMNTOMHbIX NAUMEHTOB C HeoNpeaeNeHHbIMKU pe3y/ibTaTaMM HEMHBA3MBHOW BU3yanM3auum cepaua

Y naumeHToB ¢ AOKYMeHTUpoBaHHbIMK HXKT/KT ana naeHtndurkaumm cybctpata abnaumm n neyeHums

npv NOA03PEHMU HAa UHOMNLTPATUBHbIE, BOCMaAUTENbHbIe 3aboneBaHnAa cepaua uamn 6onesHn HakonaeHus
KOTOopble He MoryT 6biTb MOATBEPXKAEHbI APYrMMM METOAAMMU



AnarHoctuka 10 narHocTnKa 3aboneBaHUA Y OTAENbHbIX KaTeropum W;ggzggggg;m
NnauueHToB

OBLWECTBO

OnddepeHumanbHbit anarHo3 FKMI u 1K Bcheactsme aptepuanbHOM rMNepTeH3UM 38
FKMI n 6a3anbHaa cenTanbHaa rmnepTpodus 39
FKMI n nHpapKT mmokapaa 1-ro n 2-ro Tunos 39

[MnepTpodunyecKkas Kapamommonatna u MK y cnoptcmeHos 40



OBLWECTBO

Ta6bnauua N11/r1 AnddepeHumanbHas guarHoctnka FTKMIM m w;gg;gggge;mE
cnopTtmsHowu [T

CnoptcmeH, MK, TonwmHa cteHKn JIXK > 13 mm
KM CnoptusHasa [M1XK

* CemeNHbIN aHamHe3 KM * Het cemeitHoro aHamHesa F'KMI

*  XeHcKui non *  IJKIr: BonbTaXKHble npu3Haku [J1:K

*  IKr: natrepHbl TKMI *  IxoKlu MPT: KAP N}K>45 (55) mm; acummeTtpuyHas 1K;

*  IxoKIlu MPT: KAP JTXK<45 mm; acummeTtpuyHaa [J1:K; OTC OTC < 0,5; HeT NCA MK; cynpaHopmanbHaa AP JTK
>0,5; Kak npasuno, y cnoptcmeHos Het MNCO MK; (yBennyeHne cKopocTn paHHero HanonHenusa J1XK); s’ > 10
Anactonunyeckas A®P; ectb 30HbI [MHI (He B HaYyabHbIX cm/c; HeT 30H MHT
ctagusax TKMIM) * Crpecc-tectbl: VO, makc. > 50 ma/Kr/muH nan > 120%

* Crpecc-tectbl: VO, Makc. < 50 ma/Kr/muH nnamn < 120% oxungaemoin; HeT *KHP; HopmanbHaa peakuma AL,
oXunpgaemoi; m.6. HP; m.6. Al 1amn HeaoCTaToOYHbIN * YMeHblUeHUe TO/IWMHbI CTEHOK J1XK yepe3 HeCKONbKOo
NPUPOCT HA NMUKe Harpys3Kku MecALeB nocae NpeKpaweHna HarpysKu

* HeTt ymeHbWweHMA TONWMNHBI CTEHOK JIXK Yepe3 HEeCKONbKO
MecALEeB NOCne NpeKpaLLeHna HarpysKku



Tabnuua N10/T1 AnddepeHumanbHaa gnarHoctmka TKMM m
6a3asibHOM cenTaZibHOW rMNepTPodUn

S-o6pasHaa MXN

TonwmHa nepegHe-6a3anbHoro cermeHta MM > 12 mm

POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLWECTBO

OtHoweHue TMMM (6a3anbHbiii cermeHT) / TMMKN (cpegHuit cermeHT) > 1.5

|

CemeinHbIN aHamHe3 TKMM/BCC
KAMHWYecKaa cMMNTOMaTUKa
O6cTpyKkuma BT/, NCO MK

TMXM >1.5;13C/TIK>1.1

6a3anbHoim NMVIXK e°"P99ﬂeHH0

LGE npu MPT

MpUYNHHAA MyTaLMA NPU reHEeTUYECKOM TECTUPOBAHUN

disarray KapanommoumToB Npu GUONCUN MUOKapAa

|



OBLLECTBO

JleyeHue 1 Wiis:sziz?:m

BKkatovaer:

° MeANKaMEHTO3HYIO Tepanuio

* 3HA0BACKYNAPHbIE BMELLATe/IbCTBa

* XUPYPruyecKkue n Hexmpypruyeckme Metoabl peayKkumm runepTpoPpmpoBaHHOM
MM (+ yctpaHeHue conyTtcTBylowmMx aHomanum Ha MK...)

* MexaHW4YyecKasa noaaepka KpoBoobpalleHums

° TpaHCnAaHTauusa cepaua



JleueHue 2

O6wue NnpMHUUNbI MegUKaMEHTO3HOM
Tepanuum:

JleyeHne naymeHToB C OOCTPYKTUBHOM U
HeobCTpPYKTUBHOM dopmamm 3aboneBaHms
MMEET CYLLLECTBEHHbIE PA3NNYUA

JleyeHne gomKHO BbITb 34ANTUPOBAHO K
YHUKA/IbHbIM XapaKTEPUCTUKAM KaXKA0ro
OTAE/NIbHOro NAUMEHTA

JlekapcTBeHHbIe npenapaTsbl, TPaANULMOHHO
npumeHAaemsble B Tepanumn 'KMII, agnatoTca
cpeacTBamMm C OTPULATENbHbBIM
WHOTPOMHbIM AENCTBMEM M HaNpaB/aeHbl Ha
KynupoBaHue nan obneryeHmne cMMNToOMOB
3aboneBaHuA

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

[NpaBoxxenygoykosada OTKMI1 n 2-
XKenygoykosaa OFKMI1 nevatca no Tem e
NPUHUMNAM, KaKk 1 npu obcTpykumm BT/
JleyeHne nobbIMU NEKAPCTBEHHbIMM
cpeACTBaMM PeKOMEeHAYeTCA HAYNHATDb C
MWUHUMANbHbIX 403 U C OCTOPOXHbIM MX
TUTPOBaAaHUEM B TeYeHUe A0CTAaTOYHO
A0/roro BpemeHu



JleueHue 3 beccMMNTOMHbIE NALUMEHTDI

He pekomeHayeTca Ha3Ha4YeHue
beTa-aapeH0b6/10KaTOPOB U
610KaTOPOB «MeaIeHHbIX»
KanbUMeBbIX KaHanoB (Bepanamun)
naumeHTam c 6eccMMnNTOMHbIM
TeyeHnem 'KMI1, TaK KaK nx
nosiesHoe AenCcTBme He AOKa3aHo.
EOK lIIC (YAA 5 YYP C)

POCCUMCKOE
KAPAMOAOTMYECKOE
OBLLECTBO

PekomeHO0BaHO pacCMOTPETb
BO3MOXHOCTb Ha3HayeHunA beTa
aApeHo0b6/10KaToOpPOB NN
Bepanammaa 6eccMmnToOMHbIM
B3pOC/bIiM C 0b6cTpyKumen BT/TK
(mokosa uan nHayumupyemom) ans
cHumxkeHua I 8 J1XK. EOK lIbC (YOA4 5
YYP C)



MpunoxkeHune b1 ANropuTm TaKTUKM BeAeHUA aCUMITOMHbIX wﬁgggggmm
nauneHtos c [ KMIT

OBLWECTBO

AcMmnToMHan AcmmnTomMHana runeprpoduyeckan
aornneptpoduyeckan cragma cragua rKMII

v v v

MK no nokasaHuam

+
HeTt 06¢cTpyKuum BT/ 06cTpyKuma BT/TK (cm. paspen «npodunaktuka BCC»

v v | v

CMm. anropuTm neyeHun
o6cTpyKuum BT/IXK npu FKMN

v v v

Ctpatudukaumua pucka BCC (exkerogHo)

OnutenbHoe HabawoaeHue




KAPAMOAOTMYECKOE
OBLLECTBO

JleyeHue 4 Tepanua o6CTPYKLMM BbIXOAHOIO TpaKTa JTHK w

* beTta-agapeHobnoKaTOpPbI C NOAGOPOM *  [nntnaszem c nogbopom makCMManbHOMN
MaKCMMaJIbHOM NePeHOCUMON A03bl NepeHOCMMOMN A03bl PEKOMEHJ0BaH
PEKOMEHAYIOTCA B Ka4eCcTBe nepBon IMHUM CUMMMOMHbIM NauueHTam c obcTpykumen BT/1K
Tepanuun AnAa yMmeHbLEeHUA CUMNTOMOB Y (moKos nnm nHayumpyemomn), KOTopble He
naumeHToB ¢ obcTpyKkumen BT/ (nokoa u nepeHocAT beTa-aapeH0b/10KaToPbl M BEpanaMu
nuayumpyemoit). EOK IB (YAA4 2 YYP A) NN MMEKOT MPOTUBOMNOKA3aHMA K UX

Ha3HavyeHuto. EOK IIC (YOO 2 YYP C)

* Bepanamun c noagbopom makCMManbHOM

NepeHOCMMON A03bl PEKOMEHAYETCA TEM

naumeHTam c obctpykumen BT/THK (nokoa nau

MHAYUMPYEMOM), KOTOPble He NepeHocAT beTa

agpeHobn0oKaTOPbI MU UMELDT

NPOTUBOMNOKA3aHMA K nx HasHadyeHuto. EOK IB

(vAA4 2 YYP A)



Mpunoxenuune b3 Anroputm papmakoTepanum obctpyKkTneHom FTKMIT w;gggggggegqu

(r4 s BT/1XK 2 50 mm pr. cT.)

OBLWECTBO

l

OTMeHuUTb npenapatbl C Ba3ogunatupyrowmm AEﬁCTBMEM

MpoTtuBonokasaHua K 6era- MpoTtnsonoKasaHuA K berta-
apgpeHobnokaTopam agpeHobnaokaTopam U Bepanamuay
¥ - ¥
1. beta-aapeHo0610KaTOPDI 2. Bepanamun** 3. Anntnasem**

Vo
YnyJyweHue CMMNTOMATUKMU,
rA 8 BT/IXK < 50 mm pT. cT.

v

NMpoponxeHue Tepanuu

v

— |

HeT yny4dyweHUAa CMMNTOMATUKWN,
rA s BT/IXX 2 50 mm pr. cT.

|

Peaykuuna MMM



OBLWECTBO

MpunoxkeHune 62 YnpoLLEeHHbIN aAropuTMm AMarHOCTUKN U NOAXOA0B wﬁgggggmmm
K IeYEHMIO NaLMEHTOB € 0O6CTPYKLMEN Ha ypoBHe BT/THK

MaKcumanbHbI CNPOBOLMPOBaHHbIN T 3xoKr MakcumanbHbIi cnpoBoLMpoBaHHbIN [,
(npo6a BanbcanbBbl nexa, cToA) ¢ (T, 8 BT/IXK) g (npo6a BanbcanbBbl Nexa, cTOA)
2 50 mm pr. CT. <50 (30) mm pr. cT.
dapmaKkorepanua  ¢-------------: CumntomaTtuka (+) CumnTomaTtuKa (-)

06CcTPyKuMmn BT  ——— : \

v e T A nn
dddekr (-) dddeKr (+)
l b 4 Ecnu BbicOKasn

Crpecc-9xoKr & $dun3nyeckan aKTUBHOCTb

MpoponikeHune il l

Tepanum
— [l 8 BT/IXK 2 50 mm pr. cT.

v ra s BT/ v
Peaykuua MXMN (CM3/PM3; CAA) — I 8 BT/TXX 30-50 mm pr. CT. <30 MmpT.cT. —» IxOKI 1 pa3 B roa




NeueHwme 5 Nleyenve XCH ¢ ®B > 50% y naumeHToB ¢ FTKMIM 1 Wagg;ggigg;wm

BeTa-agpeHob6i10KaToOpbl, BEpanamu
PEKOMEHA0BaHbI AN1A YAYyYLEeHMUA CUMNTOMOB
cepAe4vyHoOM Hea0CTAaTOMHOCTU Y MALMEHTOB C
obctpykTnBHOM TKMIM 1 XCH [I-1V ®K (NYHA) ¢
®B /1K 250%. EOK llaC (A4 3 YYP C)

Manble 403bl NETAEBbLIX U TUA3UAHbIX
ANYPETUKOB PEKOMEHA0BAHbI A1 NALUMEHTOB C
HeobcTpykTMBHOM TKMIT 1 111V ®K (NYHA) c B
1K 250% gna ynydwenmna cumntomos XCH. EOK
llaC (YAA 5 YYP C)

OBLLECTBO

PeKomeHO0BaHO PacCMOTPETb BO3SMOXHOCTb
Ha3Ha4yeHMs (C OCTOPOXKHOCTbIO) HU3KUX 403
NeTneBblX UIU TUA3UAHbIX ANYPETUKOB
CMMMNTOMHbIM NaumneHTam c obcTpyKkumen BT/
ANA YyMeHblleHMa oablwKm npu Harpy3ske. EOK lib
(yaAa 5 YYP C)

Bepanamun He peKomeHAyeTca NalunueHTam C
obcTpykTMBHOM TKMI B cnyyaax Hannyms
CUCTEMHOW FTMNOTEH3NN U BblParKeHHOM OAbILLIKMU
B nokoe. EOK IIIC (YAA4 5 YYP C)



NeueHue 6 NleyeHne XCH ¢ B > 50% y naumeHToB ¢ FTKMIM 2 wigggggﬁgﬁwoﬁ

MauneHtam ¢ FTKMI u obcTpykumen BT/THK
(moKos nnm nHayumpyemomn) He peKomeHpayeTtcsa
NPMMEHEHME OPraHUYECKUX HUTPATOB U
nHrubutopos docpoamacrepasnl. EOK HIC (YAA,
5YYP Q)

MauymeHtam ¢ TKMIM n obcTtpykumnen BT/ (nokos
WAN NHAYUNPYEMOMN) HE peKOMeHAyeTcA
npumeHeHue 6N0KAaTOPOB «MeaANEHHbIX»
KanbLMEBbIX KAHANOB MPOU3BOAHbIX
auruaponupuanHos (HUpeaunuu). EOK IIIC (YAA
5 YYP C)

OBLLECTBO

MaymeHtam ¢ TKMI n obctpykumnen BT/1HK (nokos
N UHAYLUNPYEMON) HE PEKOMEHAYETCA ANTOKCHUH.
EOK llIC (YAA4 5 YYP C)

MauneHtam ¢ TKMI 1 yCTOMYNBBIM CUHYCOBbIM

PUTMOM He peKomeHAayeTcaA NpUMeHeHune
cepaeyHbix rnmko3smaos. EOK IIIC (YOA 5 YYP C)



KAPANMOAOTHUYECKOE

Neuyenune 7 Nleyerne XCH c ®B < 50% y naumeHTos ¢ FTKMI w

MauneHTam c HeobcTpykTMBHOM TKMIT 1 ®B J1:K<50%

pekomeHAaytoTcs 6eTa-aapeHob610KaTop B AOMNONHEHME
K AK® nHrmbutopy (Man aHTaroHUCTy aHrmoTeHsuHa ll,

ecnn naumeHT He nepeHocnT AKD nHrmbutopsl) ana
YMeHbLUEeHUA CUMNTOMOB, CHUXKeHUA PUCKa
rocnutanmnsaunii no nosoay XCH n BCC (B oTcyTcTBME
PAaHAOMU3NPOBAHHbIX nccneaoBaHum no KM,

3P PEKTUBHOCTb NO rocnUTann3aumMam, CUMNTOMaM U
CMePTHOCTM NpeanosaraeTca, Ho He AoKa3aHa). EOK
llaC (YAA 5 YYP Q)

MaymeHTam c HeobcTpyKkTUBHOM TKMIM U II-IV OK
(NYHA) c @B /1)K <50% pekomeHAyHOTCA Masible 403bl
neTneBblX NN TUA3NAHbIX AUYPETUKOB ANA
YMEHbLIEeHUA CUMNTOMOB, CHUMXKEHUA PUCKA
rocnutanmnsaunii no nosoay XCH (B otcytcteue
PAaHAOMU3NPOBAHHbIX nccienoBaHmn no F’KMIM

OBLLECTBO

3P PEKTUBHOCTb NO rocnUTanmn3aumMam, CUMNTOMamM m
CMEepPTHOCTU NpeanonaraeTcs, Ho He Aoka3aHa). EOK llaC
(yAAa 5 YYP C)

*  [aymeHTam c HeobcTpyKTUBHOM TKMI ¢ @B /1)K <50% un
nocTtoAHHbIMM cumnTomamm XCH 11—V @K (NYHA),
HecmoTpsa Ha ieyeHne AKD nurnbmutopamm (Mnu
AHTAroOHMCTaMM aHrMoTeH3unHa ll, ecam naumneHT He
nepeHocut AK® nHrubutopsbl) n beta-
agpeHobn0KaTOpaMmM, PEKOMEHAYIOTCA a/lbA0CTEPOHA
AHTAroOHWUCTbI AN CHUXKEHUA PUCKA roCNUTANMU3aLMN NO
nosoay XCH n BCC (B oTcyTCcTBME PaHAOMM3UPOBAHHbIX
nccnepgosaHmi no FIKMI apdeKTnBHOCTL NO
rocnuTanmsaumnam, CUMNTOMam U CMEPTHOCTU
npeanonaraeTcs, HO He aoka3aHa). EOK llaC (Y44 5 YYP
C)



MpunoxkeHune 64 Anroputm spadyebHoOM TakKTUKKN neveHna XCH npu wﬁgggggmm
[[KMIT

OBLWECTBO

l XCH 11V ®K (NYHA) l
A s BT/IXX 250 mm prT. CT. A 8 BT/1XK < 50 mm pr. cT.
B MOKOE UK NPU Harpyske B MOKOE UM NPU Harpyske
v v v
NeuyeHune 06CTPYKUUM ®BJ1K < 50% +onn
BT/IK il il
. Beta-aapeHob6nokatopbl AK® nHrnbuTopbl, KoHTponb putma
®BJIK 2 50% < aHTaroHMCTbl a/IbAOCTEPOHA. M At IO
v Masbie A03bl NeTNeBbIX *+ aHTUKOATYNIAHTDI

M TUA3UAHbIX ANYPETUKOB
BeTta-aapeHob6n0KaTopbI

WAn Bepanamua uam guntmasem. ¢

M I | neTaneBbiX U TUA3UAHDLIX AU TUKOB
da/ibleé A03bl NeT/ieBb d3U4HbIX Anype o TpaHcnnaHTauma cepaua



JleyeHue 8 /leyeHne cMHAPOMA CTeHOKapAaun y naymneHTos ¢ TKMII w;ggzggggggmm

OBLWECTBO

* beTa-agpeHobi0KaTOpbI, Bepanamun, * PekomeHA0OBaHO PacCMOTPETb BO3MOMKHOCTb
ANNTUA3EM PEKOMEHA0BaHbI NaUNeHTam ¢ MCNONb30BaHMUSA OPraHNYECKMUX HUTPATOB per oS y
HeobcTpyKkTUBHOM TKMI n nauMeHToB ¢ HeobcTpyKTMBHOM FTKMI co
CTEHOKapAUTUYECKMMN BONAMM NPU OTCYTCTBUM CTEHOKAPAUTUYECKMMU BONAMM N OTCYTCTBUEM
0b6CTPYKTUBHOM KOpOHapHoU 6one3Hun cepaua. 0b6CTPYKTUBHOM 60NE3HM KOPOHAPHbIX apTEPUN).
EOK IlaC (VA4 5 YYP C) EOK IIbC (YAA4 5 YYP C)

Ha atane nosBneHua y naymMeHTa NPUCTYNOB CTEHOKAPAUU HE06X0AMMO YTOUHUTD, HE NOABMUIACL /1IN Y HEro

MHAYUMPYEeMana Harpy3Kou 1aTeHTHAA KOPOHaporeHHaa o6¢cTpykuma n/mam nwemma mmokapaa. PekomeHgoBaHa
ctpecc-9xo-KI ana onpeaeneHnsa nokasaHuit K KAl n peBackynsapusaumm, B Tom yncne npu creHosax KA <50%.




JleueHune 9 /leyeHune pubpunnaummn npeacepamn y naLumMeHTos C w

KMIM 1

3apgayamum papmakotepanuu npu KM, .
OCNOXHeHHoU DI, aBnaloTcAa KynupoBaHue

npucrtyna, npopunakTtuka peumameos
apuTMunun U Tpomboambonnueckux
OCNOXXHEHUM

KAPAMOAOTHUYECKOE
OBLWECTBO

PekomeHO0BaHO Kaxable 6—12 mecAues
nposoauTb 48-yacosoe XM3IKI ans
BbISIBIEHUS MaN0- NN 6ecCUuMnTOMHBbIX
napokcmamos PI1 n onpeaeneHnsa puCKa
BCC B KoropTte naumeHToB ¢ [KMI u
pasmepom J1l1 245 mm, Haxo4ALLMXCA Ha
cuHycosom putme. EOK llaC (YAA 4 YYP C)



JNleyeHue 9 JleueHune dnbpunnaumm npeacepanii y NaumMeHToB C W;gggggggg;m
[KMIT 1

OBLWECTBO

BocctaHOBNE@HMEe CMHYCOBOro puTtma U B 3TOIA CUTYyaL MM BO3SMOXKHO NPUMEHeHue ABYX

npodunakTMka peumamsos CcTpaTerui BegeHums:

* BoccTaHoBNEHME CMHYCOBOIO PUTMaA NyTEM 1. lNpoBeaeHue paHHEN Kapanosepcmm nocne Y-
NPAMOM 3NEKTPUYECKON NN 9xoKT, He BbisBuBLEN TPOMObI B J1IT n 1.
$hapMaKoNOrM4YecKkom KapamoBepcmm ¢ AHTUKOArynAaHTHasA NoAAepKKa BO Bpems
BHYTPMBEHHbIM BBEAEHMEM aMNOAAPOHA npoueaypbl BOCCTAHOBAEHUA CUMHYCOBOIO PUTMa
PEKOMEHAOBAHO Y NaUMEHTOB C HEAABHO obsA3aTenbHa.

BO3HUKWeM (<48 yacos) ). EOK llaC (YOO 5 . Mpwn HeBo3MmoOKHOCTU NpoBeaeHunsa YM-IxoKl nam
YYP C) BbIiBE€HUU TPOMDOOB B NONOCTAX Npeacepani

npu YIM-2xoKl cnegyet nposoanTb NO3AHIOKO
KapauoBepcuio nocne 3 Heaenb
aHTUKOArynsaHTHOM Tepanuu (nocne
KoHTponbHoM YI-9xoKI, obA3aTtenbHOM B cnyvae
HaAn4MA TPoMmbOB B NONOCTAX NpeacepAnii Npu
nepsom obcnegoBaHum).




NleyeHune 10 /leueHne pmbpunnaunm npeacepamm y w;gg;nggge;mE
OBLECTBO

nauneHtos ¢ TKMI1 2

*  AMMOAAPOH** pekomeHZ0BaH A1 NPOPUNAKTUKN
peunansos @I nocne NPAMON 3NEKTPUYECKON
Kapanosepcuun. EOK llaB (YAA4 4 YYP C)

e berta-agpeHobnokatop, Bepanamua nav AUNTMasem
PEKOMEHAYIOTCA ANA KOHTPO/IA YaCTOTbl COKPaLLEHUN
Xenyao4dkos y naumeHTos ¢ FTKMI ¢ nocTosHHON Mau
nepcuctupytowen . EOK IC (YAA 5 YYP C)

PekomeHA0BaHO PAacCMOTPETb BO3MOMKHOCTb
HAa3HAYEeHWUA HU3KUX 403 AUTOKCMHA NALMEHTAM C
HeobcTpyKTUBHOM TKMI, cTpaaatoLmm NOCTOSAHHOM
dopmont DI n XCH 11I-1V ®K NYHA, ¢ B <50%, ana
KOHTPOAA YaCTOTbl COKpalweHua Kenyaovkos. EOK lIbC
(yan 5 YYP C)

MauneHtam c FTKMI, ocnoxHeHHoM DI 6e3
BblpakKeHHoro ysenmyeHus JIMN B cayyasx
pedpaKkTepHoi K papmakoTepanmum CUMNTOMATUKN U
HEBO3MOXHOCTU MCNO/Ib30BAaHNA aHTUAPUTMUYECKUX
npenapaTtoB PEKOMEHA0BAHO NPOBeAEHME KaTeTEPHbIX
npoueayp. EOK llaB (Y44 5 YYP C)

Cotanon** moxket UCNO/Nb30BaTbCA B KauecTBe a/ibTEPHAaTUBHOrO aHTUAPUTMMUUYECKOro npenapara B ieueHum nayueHtos FKKMI,

0cobeHHO B cnyyae umnaaHTauum MKA***, oagHaKo KAMHUYECKUA ONbIT ero NPUMEHEeHUA OrpaHuUYeH.



JNleyeHue 11 MNMpodurnaktnka TPoOMO60aMOONNYECKNX OCNOKHEHUN Y w;ggzgggggg%cm
naumeHtos c TIKMIT 1

Ecam HeT NpoTMBOMNOKAa3aHMM, aHTAaroOHMUCTbl BUTamMnHa K
(sapdapuH, uenesoe MHO 2,0-3,0) nnu paburaTtpaHa
3TEeKCMNAT UNK puBapoKcabaH namn annkcabaH
peKoMeHAyTCA BCEM MauMeHTam, y KOTOPbIX
pPa3BUIACb NEPCUCTUPYIOLLAA, MOCTOAHHAA UK
napokcuamanbHaa ¢opma OI1, ona npoPmMNaKTUKK
Tpomboambonumuecknx ocnoxkHeHnii. EOK IC (YAA 2
YYP B)

OueHKa p1CKa KpOBOTEYEHUIM NPU NOMOLLM WKanbl HAS-
BLED pekomeHayeTcs Npu HasHadyeHnn BapdapuHa bes
WX B COYETAHUN C MHTMOBUTOPaMM arperaumm
TpombounTos. EOK llaD (YAOL4 4 YYP C)

OBLWECTBO

KommeHTtapui: wKana HAS-BLED (He BannaupoBaHa ana
naumeHToB ¢ TKMM): 6annbl 2 3 yKa3biBalOT HA BbICOKUIA

PUCK KpOBOTeLIeHMVI N OO0J1KHbI 6bITb NMPUHATbI MEpPbI
npeaoCTopoKHOCTU C na6opaTopr|N\ N KIMHNKO
MHCTPYMEHTAJ/IbHbIM KOHTPOJ1IEM.

* Ecau naumneHT c FTKMI, ocnoxkHeHHOM PI1, He moXKeT
npMHUMaTb NnogobpaHHyto A03y BapdapuHa ns-3a
Nob60oYHbIX AEUCTBUIN NI HEBO3MOXKHOCTU
noaAaepKMBaTb TEPANEBTUYECKMNM YPOBEHb
aHTukoarynauum (MHO 2,0-3,0), nam HeEBO3MOXKHOCTHU
ocyuwiectsnATb MOHUTOPUHr MHO, pekomeHayeTcA

MCNONb30BaTb AaburaTpaHa aTEKCUNAT UK
puBapokcabaH, nnmn annkcabad. EOK IIbC (YAA 5 YYP C)



NleyeHune 12 MNMpodurnakTnka TPOMO03IMOBONNYECKNX OCNOKHEHUN Y W;ggzggggg;wm
nauneHToB c TKMI 2

OBLWECTBO

* Bo Bcex cayyaax [KMI, ochoxHeHHoW DI, * Tepanusa aueTuacanmunaoBOm KUCOTOM B
pPeKoMeHAayeTCA NOXKMU3HEHHaa Tepanua no3unposke 75—-100 mr natoc knonungorpen 75 mr
BapdpapuHom (MHO 2,0-3,0) unmn gaburatpaHa B AIEHb (MPY HU3KOM PUCKE KPOBOTEYEHUI)
3TEKCUNATOM UM pUBapoKcabaHom unu peKomeHayeTcA, ecnm nauneHT ¢ FTKMI,
anukcabaHom, AaxKe ec/in CUHYCOBbIN PUTM Obin 0C/NOXKHeHHOoM PI1, oTKa3biBaeTCa NPUHUMATb
BoccTaHoBneH. EOK IC (YAA 4 YYP C) BappapuH nnm gaburatpaHa sTekcunaT uam

puBapokcabaH, nau annkcaban. EOK llaB (YA 4 5
YYP C)

KommeHTapuin: BapdapuH unm gaburatpaHa sTekcmnaTt uam puBapokcabaH Mam annkcabaH cneayeTt HasHavaTtb

He3aBMcUMO OT WKanbl CHA2DS2-VASc paxke nocne oaHoro anu3soaa Pri.



NleyeHue 13 Xupyprmyeckoe n MHTepBeHUMOHHOEe nedeHne TKMIT 1 w;gggggggggqmos

Pepaykuua MKI1 ocyuwiectenaerca ¢ NOMOLLbIO
centanbHo mmnosaktomumn (CM3),
pacwunpeHHoit CM3 (PM3) u cenTtanbHoMU
cnuptoBou abnauuu (CAA).

Pepaykuua MKI aonKHa BbINONAHATbLCA
ONbITHbIM CNeUUuanncTom, paborarowmm s
MYNbTUAUCLUUNANHAPHON KOMaH4e 3KCNepToB
B nevyeHnmn NrKMI.

OBLWECTBO

Peaykuna MXKI1 pekomeHayeTcAa
nauneHtam N’KMM c I 8 BT/IXK (B nokoe
NN MaKCMMaNAbHbIM NPOBOLMpPYEMbIM) = 50
MM pT. cT., ¢ XCH llI-IV ®K (NYHA),
HEeCMOTPA Ha MAaKCUMa/IbHYIO
nepeHocumyto Tepanuto. EOK IB (YAA 2 YYP
A)



JleyeHue 14 Xupyprmyeckoe n MHTepsBeHUMOHHOe nedyeHne NKMIT 2 w;ggzggggggmm

OBLWECTBO

* [lpotesmposaHmne MK pekomeHO0BaHO Y * PekomeHpyeTcA paccMoOTpeTb BO3MOMXKHOCTb
CMMNTOMHbIX nauneHTos ¢ [[ B BT/1}K (B nokoe npote3npoBaHua MK y nauuenTos c Il B BT/TXK (B
NN MaKCUMaANbHbIM NPOBOLMPYEMbIM) 2 50 MM MOKOE NN MAaKCUMaNbHbIM NPOBOLMPYEMbIM) 2
PT. CT. ® MUTPA/IbHON peryprutaumen oT cpegHeu 50 Mmm pT. CT. ® MAaKCMMaNbHOMU ToALWMHON MM
0,0 TAXENON CTENEHU, HE BbI3BAHHbIX <16 MM B MecTe MUTPaIbHO-CENTA/IbHOTO
nsonunposaHHou NCA cteopkmn MK. EOK llaC (YAA4 KOHTAKTa, €C/IN UMEEeTCA MUTPa/ibHas
5YYP Q) peryprutauua ot cpegHen Ao TAXKeN0M CTENEHM

nocne nsonmposaHHon mmosaktomun. EOK IIbC
(yoAa 4 yyp Q)

KommeHTapuit: 4ONONHUTENbHbIE BPOXKAEHHbIE UM NPUOobpeTeHHble aHoOMannn MK moryT Bbi3bIBaThb
BblpaXKEHHYIO MUTPANbHYIO PErypruTaLnto, Kotopaa He obycnosnieHa uckatoumtenoHo MNCA MK. B aToi cutyaumm

nnactmka MK (namMkaums), Kak NpaBu0, He CHUXKAEeT CTeneHb perypruTaumm, U yCTpaHeHUe ee BO3MOMKHO /NLLb
npotesnpoBaHnem MK.




KAPAMOAOIMYECKOE
OBLWECTBO

MpunoxeHune 610 MokasaHua K peaykumm MMM (CM3/PM3/CAA) W

____ Kputepun Mokasanus

XCH -1V ¢pyHKumMoHanbHoro knacca NYHA ¢ ®BJIK > 50 % n/vnun Hanuuue apyrmx
TAXENbIX cMMnTomoB (0bmopoKku, npeaobmopoyHble COCTOAHUA, CUHAPOM

KnnHuueckue
CTEHOKApAWUK), CyLeCcTBEHHO OrPaHNYMBAIOLLMX NOBCEAHEBHYO aKTUBHOCTb, HECMOTPA
Ha ONTUMA/NIbHYIO MeAUKAaMEHTO3HYIO Tepanuio.
Ob6cTpyKTMBHAA dopma F'KMI (B nokoe nnm nuayumpyemas) c Il 8 BT/ = 50 mm pr.
CT., KOTOpas accounmpoBaHa c runeptpoduren MHKI n nepegHe-CUCTONNYECKUM
femognMHamuuecKkue ’ P Hinp PTPOd PEA

NBUXEHMEM CTBOPKU MUTPAJIbHOTO KnanaHa, Apyrmmu aHomanuamu annapata MK
(xopapl, MM) n pedpakTepHasa K NPOBOANMOM Tepannm B NOHOM obbeme.

TonwwuHa MK, gocTtaToyHas ansa 6e3onacHoro U 3pPeKTUBHOIO BbIMNOJHEHMUA
AHaTomuuecKkue onepauuun uam npoueaypbl (Mo MHeHUIO onepaTopa), cocTosiHue annapata MK u
noAKNanaHHbIX CTPYKTYP, COYETAHHbIE aHOMAIMN KOPOHAPHbIX apTEPUIA.



KAPAMOAOTHUYECKOE
OBLWECTBO

MpunoxkeHune 66 Anroputm Bbibopa metoaa peaykumm MK w

<40 net Bospact > 60 net

3HauMMmas COnyTCTBYIOLLLAA IKCTPaKapAnaibHaa NaTonorma (BbICOKMIA XUPYPru4eckmini puck)

HeobxoamMmocTb conyTCcTBYIOLLErO onepaTtMBHoro Bmewarenscrea (AKLL, onepaunmn Ha MK)

+ rmneptpodua B cpeaHert yactun JIXK; +/- cpeaHe-xenyaoukosaa obCcTpykuma (HeobxoamMmocTb
pacWMpeHHON MNO3KTOMMUMN)

TonwmHa MXKIT 2 30 mm

NcxoaHble 6]'IOKa,CI,bI A0 BMeLWaTe/1bCTBa

BIHMT (puck ABB Il cT.)

BNHMT

AHaTOMMA cenTanbHbIX BETBEN KOPOHapHbIX apTepuin noaxoaut ans CAA (BO3MOMKHOCTb
naeHTMdNUMpoBaTb CENTANIbHYIO BETBb, CHAbKAKOLLYO UCKAKUNTENbHO H6a3anbHyto YacTb MK
B 06/1aCTU MUTPANIbHO-CENTA/IbHOTO KOHTAKTa)

AHOMa NN NANUANAPHBIX MbILWIL,, Y4acTBYOWME B CO34aHNN 0BCTPYKUNKN, AONONHUTE/IbHbIE
xopapl

bepemeHHOCTb + NOKa3aHMA K peaykumn MK

MoKa3aHusA K xmpypruyeckomy nedeHuto O (xmpypruyecku, nasep, KpMososaencreue)



MpunoxkeHne b5 Anropmntm npegonepauMoHHOW ANArHOCTUKKN ANA
BblbOpa AONONHUTENbHbIX BMeLllaTenbcts Ha MK npn CM3/PM3

+ aHomanum MK, He cBA3aHHbIE
¢ TKMM, Kanbumndukauma cTBOPOK

v
CM3/PM>3 + npoTtesupoBaHue MK

ToawmHa MXIM £ 18 mm
NCMK > 30 mm (> 17 mm/m?)
MP 2 2 cT.

v

MeHee arpeccuBHaa CM3
+ naukauma NCMK
+ nccevyeHme AONOTHUTENIbHbIX
CTPYKTYP NANUANAPHDbIX MbILUL,

F’KMN, pedpaktepHana K papmakorepanuu

+ MaKc. nposouupyembiu [,
B BT/1XX 2 50 mm pr. CT. —P

;

TonwmHa MXI > 18 mm
NCMK > 30 mm (> 17 mm/m?) —>
MP 2 2 crT.

v

PaclwumpeHHaa MUO3KTOMMUA
+ nankauyua NMNCMK
+ nccevyeHme JONONHUTENbHbIX
CTPYKTYP NANUANAPHDbIX MbiLUL,

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLECTBO

+ aHomanuum MM
v
PacwmpeHHaa MMO3KTOMMA
+ Bmewartenbcrso Ha MM

TonwmHa MXI > 18 mm
NCMK <30 mm
(217 mm/Mm?)

v

PacwumpeHHaa MMO3KTOMUA
+ UcceyeHue A0NO/IHUTE/IbHbIX
CTPYKTYP NANUANAPHbIX MbILUL,

+/- naukauymua NCMK



NNeyeHune 15 NHBa3uBHbIe meToabl nedeHna Pl naumeHTos ¢ FTKMI

PekomeHO0OBaHO pacCMOTPETb BO3MOXHOCTb
NpoBeAeHUs PaaMoYacTOTHOM abnauum
ovara @1 nauneHtam c FTKMI1, ecan @I He
MOKET ObITb NpeaoTBpaLLeHa
aHTUAPUTMUYECKON TEPANUEN, NN YACTOTa
YKeNnyao4KoBbIX COKpPALLEHNMN He
KOHTPOJIMPYETCA IEKAPCTBEHHbIMM
npenapaTtamm, UaIn accoumMmpoBaHa ¢
HenepeHoOCUMbIMU MOBOYHBIMU AENCTBUAMM
NnekapcTBeHHbIX NnpenapaTtos. EOK IIbC (YOA4
5 YYP ()

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLECTBO

NmnnaHTauma aByxkamepHoro (DDD)
3NEKTPOKAPANOCTUMYNATOPA C PYHKUMNEN
nepeKkNoYeHna pexmma (nocne abnaunm
AB-y3na y nauyenTtoB FTKMI ¢ ®B 250%)
PEKOMEHAYETCA NPU HaINYUN
napokcmamanbHom @I, 1 ogHOKamepHOro
(VVIR) — npu HaAnuYmMmn nepcucTmpyroLLen
nnn noctoaHHon ¢opmbl. EOK IC (YOO 5 YYP
C)



Neyenune 15 NHBasusHble meToabl neveHmna PN naymenTos ¢ FTKMI wiggzggiggg%cm
OBLECTBO

MaumeHTam c FTKMI1, ochoXXHeHHOW ntobown
dopmon ®I1, u B <50% nocne abnaynm AB-
Y313 U NPU HAANYUKN MOKA3aAHUN K
cepAeYHOMN PECUHXPOHU3UPYIOLLLEN Tepanum
PEKOMEHA0BAaHO PACCMOTPETb BO3MOXKHOCTb
NMMNNAHTALMKU TPEXKAMEPHOrO
(buBenTpukynapHoro) IKC. EOK IIbC (YAA 5
YYP ()

PekomeHA0BaHO PacCMOTPETb BO3SMOXKHOCTb
abnaumu oyara ®IN so Bpemsa CM3/PM3y
naumeHTos ¢ TKMI, ocnoxKHeHHOM
cumnTomHoM O npn HaMYMKU NOKA3aHUUN U
OTCYTCTBMM NpoTnBonokasaHun. EOK libC
(vyaAa 5 Yyp Q)



NeuyeHue 16 PekomeHaaumm no IKC y naumeHToB ¢ 06CTPYKTUBHOM wiggzggig?;%cm
OBLECTBO
[KMI

* PekomeHayeTcsa paccMoOTpeTb BO3MOXKHOCTb NOCTOAHHOM SKC c onTumanbHbim AB
UHTepBanom ana cHuxenma [ 8 BT/ nam ana pacwumpeHna BO3SMOXKHOCTU
NeKapcTBeHHOM Tepanunu beTa-agpeHob6a10KaTOpoM U/Mnn Bepanammiom y
oTaenbHbiX NauneHTos ¢ [[1 B BT/TXK (B nokoe nam makc. nposouupyembim) 2 50 mm
PT. CT., CUHYCOBbIM PUTMOM, CUMNTOMaMMU, pedPpPaKTEPHbIMN K NEeKapPCTBEHHOWN
Tepanum, UMerLLUMN NpoTuBonokasaHua K CAA unn CM3/PM>S, nnm BbICOKUN pUCK
pa3BuTua AB-6n0Kaapl B pesynbrate CAA nam CM3/PM3. EOK IIbC (YOO 2 YYP B)



NeyeHue 16 PekomeHAaLMMN MO CEPACYHON PECUHXPOHU3NPYIOLLIEN wggg;ggggg; EEEEEE
Tepanuun naumeHTos ¢ FKMI

* MaumeHtam c TKMI, makcumanbHbim [[] B BT/THK <30 mm pT. cT., XCH 11—V @K no
NYHA, ®BJ1XK <50% v B/THNT ¢ aantenbHoctbio QRS >120 mc peKoMmeHA0BaHO
PACCMOTPETb BO3MOXKHOCTb CEPAEYHOMN PECUHXPOHU3MNPYIOLWLEN TEPANUU ANS
ynyyweHumna cmumntomatmku. EOK lIbC (YAA4 4 YYP C)



PekomeHayetca umnnaHtauna MKy
nauneHTtoB ¢ [KMII, nepeHecWwnx OCTaHOBKY
cepgua no npuunHe KT nan OX, nany
NALUMEHTOB CO CNOHTAHHOM ycTonumsom KT,
NpuUBOAALLEN K NOTEPE CO3HAHMA UNU
HapyLwWeHNA reMoOAUHaMUKK, NPU
OXXMAAEMOWN NPOAOIKNTENBHOCTU XKU3HN >1
roga. EOK IB (Y44 5 YYP C)

JleueHue 17 PeKomeHaaumnm no NpakTUYECKUM acneKkTam MMnaaHTauum
KapanosepTepa-agedunbpunnatopa 1

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLLECTBO

[MATUNETHMIM PUCK BHE3AMHOMN CMEPTU
HeobxoaMmMo oLueHMBATb NMPU
nepBOHa4YaibHOM 06C1ea0BaHMMN NALMNEHTA,
a TaKXe Kaxgble 1-2 roaa nam npu
M3MeHeHUU KnnHu4veckoro crtatyca. EOK IB
(vaAa 4 yyp Q)



JleueHue 17 PekomeHgauuuM No NPAKTUYECKMM acneKTam MMnaaHTauum Wﬁggggggm%mg
OBLECTBO
KapanosepTepa-gedpmnbpunnaropa 2

UmnnaHtayma UKL peKomeHayeTcAa naumeHTam C npeanosiaraembiMm 5-1€THUM
PUCKOM BHE3aMHOMN CMePTU 26% 1 0XnaaemMmon NPOAOTIHKUTENbHOCTbIO XKU3HU >1
roga nocae NnoapobHOro KIMHNYECKOro obcieaoBaHUA C OLEHKOW PUCKA
nocneayowmx ocnoXHeHnm n sansaHmna MK Ha obpas XKU3HU, coumanbHO
3KOHOMMWYECKUM cTaTyc 1 ncuxonorndeckoe 3aoposbe. EOK 11aB (YAA4 3 YYP A)



NleyueHue 18 PekomeHaaumMm NO NPaKTUYECKMM acrekTam MMMAaHTaunmn W;ggzggggg;m
OBLWECTBO
KapamoBepTepa-aedmnbpunnaropa 3

* PeKomeHA0BaHO pacCMOTPEeTb BO3MOXHOCTb MMnaaHTauun UKL B oTaenbHbIX
rpynnax naumneHTos ¢ 5-netHmm puckom BCC oT 24 0o <6% n oxxnaaemou
NPOAO/IKUTENBHOCTbIO *XM3HM >1 roga nocse NnoapobHOro KAMHUYECKOro
ob6cnepoBaHMA C OLLEHKOM PUCKA MOCAEAYIOLLMX OCNOKHEHUIN U BAnAHMA WK/ Ha
06pa3 XKU3HU, COUMAIbHO-IKOHOMUYECKUM CTAaTYC N MCUXOJ0TMYECKOE 340POBbE.

EOK Ilb B (YA, 4 YYP C)

OueHKa pucka BCC y nauymeHToB c FTKMN (eBponeiickaa mogenb) HCM Risk-SCD Calculator Ha caiite http://doc2do.com/hcm/webHCM.html

LLikana HCM Risk-SCD BannaupoBaHa Takxe oA NauneHToB c npeaLwecTtsytowen peaykumen MM metogom CAA



http://doc2do.com/hcm/webHCM.html

NleyueHue 18 PekomeHaaumMm NO NPaKTUYECKMM acrekTam MMMAaHTaunmn W;ggzggggg;m
OBLWECTBO
KapamoBepTepa-aedmnbpunnaropa 4

* PekomeHAyeTcA PpacCMOTpPETb BO3SMOXHOCTb MnnaHTauun MK y otaenbHbIX
NaumMeHToB C 5-neTHUM pnckom BCC <4% npu HANMYUU KINMHUYECKUX XapPaKTEPUCTUK
C AOKa3aHHbIM NPOTrHOCTUYECKMM 3HaUYeHUeMm, U B Cnyyaax, Koraa B pesynbraTe
OLEHKM PUCKA Nocaeayrowmx oCNoKHEHNN U BAUAHMA MK Ha 0bpa3 Kn3Hu,
COUMNANbHO-3KOHOMMYECKMIM CTATYC U NCUXONOTNMYECKOoe 340Pp0BbE NpeanoaaraeTcs
obuee nonoxutenbHoe BamaHmne nmnnantauum MK, EOK 1lb B (YA A4 4 YYP C)

OueHKa pucka BCC y nauymeHToB c FTKMN (eBponeiickaa mogenb) HCM Risk-SCD Calculator Ha caiite http://doc2do.com/hcm/webHCM.html

LLikana HCM Risk-SCD BannaupoBaHa Takxe oA NauneHToB c npeaLwecTtsytowen peaykumen MM metogom CAA



http://doc2do.com/hcm/webHCM.html

MpunoxkeHne b7 Anropntm nepBUYHON U BTOPUYHOU NPODUNAKTUKN

BCCy nauneHToB ¢ [KMI

MepBuuyHaA npopuNakTUKa

AHamHe3, IxoKIl, XM3KrI

v

MNepemeHHble no wkane HCM Risk-SCD:

— Bospacr — MakcumanbHas TONLWMHA

— CemeiiHbi aHamHe3 BCC MuokKapga J1X

— HeobbvacHumble 06mopokn  — Heyctonumusas KT npu XMIKT
— 114 8 BTIXK — Auvametp /1N

4

Bann no wkane HCM Risk-SCD

Hu3Kun 5-neTHUm puck MpomeKyToUHbIN BbiCOKMiIA 5-neTHU pUcK
(< 4%) 5-neTHuUm puck (4—6 %) (>6%)

v v v

MKO*** 06bluHO UKAO*** moxeT 6bITb
He NoKasaH pekomeHao0BaH

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLECTBO

BropuuHas npodpunakTuKa

l

— OcTaHoBKa cepaua
Bcneacteue T nam OXK

— CnoHTaHHasna yctoiumnsan KT,
npusoaAwan K obmopokam
M reMOgUHAMUYECKUM

HapyLleHnam

Oxnpgaeman NpoaoNKUTE/IbHOCTb
XU3HU > 1 ropa

.

UKO*** ponyeH BbITb peKOMeHA0BaH



OueHKa pucka BCC y naumeHTos ¢ FTKMI (amepurKaHcKkas moaenb) w;ggzgggggngCKOE
OBLWECTBO

MpepwectBylowee cobbiTue:
* [lpepotBpaweHHaa BCC
*  @XK, cnoHTaHHasa yctonumsaa KT

MmeeTtca xota 6b1 1 U3 :

*  CemelHasa uctopua BCC

*  MakKc. TonwmHa cteHkn JIXK 230 mm
* HeobbsAcHMMan cMHKoNa

* AnuKanbHaAa aHespuama JI)K

e OB<50%

* HeyctonumBaa KT

*  BobipaxeHHoe MHI npu MPT

AHA HCM SCD Calculator Ha caiTe https:

HeT

HeT
MK moxeT bbiTb peKomeHA0BaH
P))
ha
/ UK moxeT 6biTb paccmoTpeH (2b)
Aa /
/p'a
MK/ He pekomeHAo0BaH (3;
/ noTeHUMaNbHbI Bpea)
HeT

J Am Coll Cardiol.
2020 Dec 22;
76(25):3022-3055.


https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator

KAPAMOAOTHUYECKOE
OBLWECTBO

OueHKa pucka BCC y naumeHTos ¢ FTKMI (amepurKaHcKkas moaenb) w

Mmnnantaumna UK dakTopbl pucka BCC

NokasaHa * [pepoTBpalieHHaa BCC (BbixunBLIME NOCNE OCTaHOBKMU cepaua Bcneactsme KT nam OX)

NMoKa3aHa * CuHKonMa, Bbi3BaHHasA CNOHTaHHOM ycTonumBomn KT, unm remoanHammyeckmn 3Haunman KT

Hanunume xota 6bl 1 n3 cnegyrowmx GakTopos:

* CemenHaa nctopua BCC scneactasne IKMI

*  HeobbACHMMAsA CMHKOMNA B TeYeHMe nocaeagHux 6 mec.
*  Makc. TonwmHa cteHku J1XK 230 mm

Moka3saHa



KAPAMOAOTHUYECKOE
OBLWECTBO

OueHKa pucKa BCC y nauumeHTos ¢ TKMI (amepurKaHcKasa moaenb) w

UmnnaHtauua UK/ dakTopbl pucka BCC daKrTopbl-

moandUuKatopbl

* CnoHTtaHHaAa HYXKT + xoTa 6b1 1 u3 ¢pakropoB-mogupuKkaTopos

flokasana PUCKa MAM NAaLUEHT BXOAUT B Fpynny BbiCOKOro pucka BCC pucka BCC:
Bo3pact <30 net
* HeapekBaTHaAa peakuus Al Ha ¢u3. HarpysKy + xota bbi 1 MHI npn MPT
Moka3saHa N3 GaKTOPOB-MOAMPUKATOPOB PUCKA UM NALUEHT BXOAUT Hannune
B rPynMy BbICOKOro pucka BCC 0bcTpykumn BT/
HeobbAacHMMble
CUHKOTIbI B
PaccmoTtpeTtb * CnoHtaHHaa HYXT nau HeagekBaTHaA peakuma ALl TeyeHue
BO3MOXHOCTb Ha ¢u3. Harpy3Ky 6e3 JononHUTENbHbIX GAaKTOPOB PUCKA nocnegHux 5 ner
fpynnbl nayneHToB
Paccmotpetb * BblABNeHHaA MyTaumA accoLMMPOBaAHA C BbICOKMM puckom BCC, .Bb'c:mm pucka BCC:
BO3MOXHOCTb 6e3 apyrux paktopos pucka BCC IHREHBRER

aHeBpu3ma J1K
OB /1K <50%




MpunoxkeHune 68 ANropuUTmM ANArHOCTUKMU 1 BpauyebHOM TaKTUKK Npu wﬁgggggmm
CMHKONaNbHbIX COCTOAHUAX

OBLWECTBO

(npe)cuHKonanbHble coctoaHua npu FTKMIN

War1l MNopapo6bHbIv aHamHe3s + gpyrue ¢pakTopbl pucka BCC
Bonee BepoOATHO — apUTMMUUECKUE NMPUUUHDI Bonee BEpoOATHO — reoMeTpUUYeCcK1e NPUYMHDI
LWar 2 JKr-moHutopupoBaHue (24/48 XMIKT;

HapPY»KHbl NETNEeBOM PErucTPaTop; PerncTpaTop cobbiTUii; UMNIAHTUPYEMbIN NETAEBOU perncTpaTop)

HYXT napokcusm P, ABSB Il cT. Hert »kusHeyrpoxatowmx HP

yCT.XKT CBT CCcy
— M4 8 BTIXK — Harpy3ka
— Basogunartauuma — AK® uHrnbutopbl, aHTaroHUCTbI
— JOUK + (KA0<60 mn/m?) aHruoteHs3uHa ll, opraHmueckue
HUTpaTbl, HUdegunuH
— 0O6e3B0oXKMBaHME
b 4 — [Ovapesn
Ba3o-BarasibHbii 06MOpOK

v v v
UKL, no aAropuTtmy IKC . — Koppekuua papmakotepanum
neyeHus eIl 5 — CM3/CAA npm noBTOpPHbIX 06MOpPOKax Npu Harpy3Ke u [, 2 50 mm pT.CT.

War 3



JleyeHue 19 PekomeHaauum NO MMNIAHTALUM BCIOMOraTebHbIX w;ggzggggggmm
o OBLWECTBO
NEBOXKeYA04YKOBbIX YCTPOWCTB

* PekomeHayeTca pacCcMOTPETb BO3MOXHOCTb TEPANUM NyTeM MMMNAAHTALUMK
YCTPOMCTB MEeXaHNYECKOW Noaaep»KKn KpoBoobpalleHMA Ha Nepmnoa HaxoXKAeHUs B
JINCTE OXNAOAHUA AN HEKOTOPbIX NALMEHTOB C TepMUHasIbHOM cTaamnein XCH,
KOTOPble MOTYT PacCMaTPUBaTbCA Kak KaHAMAaTbl ANA TPAHCNAaHTaLUM cepaua.
EOK IIbC (YOA4 4 YYP Q)

KommeHTtapuit: 8 muposol npakmuke 50% onepayuti no nepecadke cepouya 8binoAHAOMCA HA (hOHe

npedwecmsyrouwiel UMnAaHmMayuu ycmpoucmae MmexaHu4eckol nodoepiKu KposoobpauweHus.




KAPAMOAOTHUYECKOE
OBLWECTBO

NleueHue 20 TpaHcnnaHTauuA cepaua y nauneHTos ¢ [KMIT w

* OpToTOnM4Yeckasa TpaHCcNAaHTaULMA cepaLua
peKkomeHao0BaHa AnAa nauneHTos ¢ TKMIT,
nmetrowmnx PB/IHK <50% n cumntomsl IHI-1V OK no
NYHA, nan HeycTpaHMMmble XKenyao4yKoBble
APUTMNN, HECMOTPA HA ONTUMAIbHYIO TEePanuio
NPX HANMYNU NOKA3aHUN U OTCYTCTBUE
NPOTUBOMNOKAa3aHUM AnAa TpaHcnaaHTaumu. EOK
llaB (Y44 4 YYP Q)

KommeHTapwmis: onrcaHa tpaHchopmauma F’KMI 8
CMeLLaHHbIN MOPPOPYHKUMOHANbHbIN deHOoTUN
(TKMMN + AKMI), cornacHo Knacccudpukaumm

MOGE(s), Tak Ha3. AnnataumoHHana ctaana FTKMI.
TpaHcnnaHTaumMa cepaLa MoXeT ObiTb })KU3HEHHO
Ba*KHOW cTpaTterneun neyermsa npu NKKMI

B KOHEeYHOM cTaaum 3abonesaHua. Naoxomn
KPaTKOCPOYHbIA NPOrHO3 Y NaLMEHTOB C
AnnataumoHHoun ctaauen FTKMI npegnonaraet
LesnecoobpasHoCcTb bonee paHHEro PacCMOTPEHUA
arpeccuBHbIX METOA0B S1eYeHUA, MOCKONbKY KOKHO
BO3MOXXHOCTEN» MOXKeET ObITb HeEbONbLLNM,
0COOEHHO Y NALMUEHTOB C CEMEMHbIM aHAMHE30M

Pa3BUTUA AnnataumoHHoM ctagmm TKMI.
3aK/Il04eHne, YTo y NaumMeHTa pa3BmBaeTcA
annatayma J1)K, chegyet oCHOBbIBAaTb Ha AMHAMUKe
pa3mepoBs J1XK. [laxke «HOpmasibHble» pa3mepbl JIK
MOTYT O3Ha4YaTb «AUNATALNOHHYIO CTaAUIO»,
Hanpumep, B guHamunke RAOPAK 35 mm - 55 mm
(Mpu ycnhoBMM KOPPEKTHOFO U3MEPEHMUA).




NeuyeHue 20 TpaHcnAaHTaUmMA cepaua y naumeHTos ¢ FTKMI Wu?

PekomeHA0BaHO PacCMOTPETb BO3MOMKHOCTb OPTOTONMYECKOM TPAHCMAAHTALUMN
cepaua ana naumeHToB ¢ B JTHK = 50% n cumntomamm XCH 11—V ®K (NYHA),
BbI3BaHHOW ANACTONMNYECKOU ANCPYHKLUMEN, PE3NCTEHTHOWU K NEKAPCTBEHHOM
Tepanum NP HaaAM4YMM NOKa3aHUM U OTCYTCTBMUM NPOTMBOMNOKA3aHUN ANA

TpaHcnnaHTauum @M. EOK IIB (Y44 4 YYP C)



MpunoxeHmne b9 Anropnutm BpayebHOM TaKTUKM B 3aBUCMMOCTU OT

ctagun 'lKMI1 n BapnaHTa KAIMHUYECKOro TeyeHuA

AcumnTomHas

aornneptpodpuryeckan cragusa

v

HabnopeHue

AcMMnTOMHanA
runepTpoduryeckan cragma

+ PN

v

Mo anroputmy nedyeHusa Pr

Mo anroputmy AMarHOCTUKMU

n neyeHuna UbBC

CtpatTupmrauma —» Bbicokmii puck BCC —» UK[

pucka BCC
(exxerogHo) :

<

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLECTBO

CrabunbHoe
DobpoKauecTBeHHOE TeueHue

*

»  Ha ¢poHe papmakoTepanum

v

—

runeprpoduyeckan
craavs + 06CcTpyKuma JIXK

+ CUHAPOM CTEHOKapAum
n/vamn nwemmsa MMOKapaa BbisBAeHHas
MHCTPYMEHTa/IbHbIMU METoAaM

CuMNTOMHaA XCH lI—IV cT.

>  OB/IK250%

v
XCH =1V c1.; PBJ/IXK < 50%
Het o6cTpyKumm 1K

T

NeueHune ob6cTpykumm BT/IK
Peaykuua MM (CM3/PM3, CAA)

> Tepanua XCH

+ punatauma 1K n/vnm pectpukumsn

» PecMHXpOHMU3MpPYIOLLAA Tepanusa

» TpaHcnaaHTaumAa cepaua



FKMIM y oTaenbHbIX KaTeropuii nauneHTos Peabunuraums, wﬁgggggmm
o OBLECTBO
npoduAaKTMKA, OpraHM3aLmMa OKa3aHUAa MeAULMHCKON NOMOLLY

Crp.

bepemeHHOCTb 1 poabl Y naumneHToK ¢ TKMIT 64
MeauumHcKkaa peabuamtaums, meanumMHCKMe NOKa3aHUAa U NPOTUBOMNOKAa3aHMUS 57
K NPUMEHEHNIO MeToA0B peabuautaumm

[MpodunnakTMKa U gMcnaHcepHoe HabntoaeHne, MeanLUHCKUE NMOKa3aHUA U 57
NPOTMBOMOKAa3aHUA K NPUMEHEHUIO METOAO0B NPOPUNAKTUKN

OpraHu3auua okasaHUA MeaNLUHCKOM MOMOLLN

e [loKa3aHMsa K NN1aHOBOM rocnuTannsaumm 20

* [loKa3aHMs K SKCTPEHHOM rocnuTanmsaumnm
* [loKa3aHMs K BbINUCKe NaLMeHTa U3 CTalMoHapa



KAPAMOAOIMYECKOE
OBLWECTBO

Kputepum oueHKu Kayectsa meavLMHCKON nomotum 1 W

T Lo L L

BbinonHeHbl IKI n TT-2xoKI Na/Het

BbinonHeHo MPT cepgua ¢ KoHTpacTtupoBaHmem nnm KT cepaua ¢
KOHTPACTUPOBAHMEM NPU HATMYNU MEANLIMHCKMX MOKA3aHUN N NPU
OTCYTCTBMW NPOTUBOMOKA3aHUN. B ciyyae oTcyTCcTBMA BO3MOXKHOCTH

2 IC 5/C La/Het
BbINONHEHUA 3TUX METOA0B UCCNeA0BaHMNA B MeAULIMHCKOM yYpeXKaeHnK
NnaLuMeHT Hanpas/ieH B cneuManm3npoBaHHbIN KapaMoaorMyecknin LeHTp Ans
BbIMOJIHEHMNA AAHHbIX NCCNeA0BaHUN.

3 BbinonHeHo XM3KT 1B |/B Na/Het

BbINOAHEHbI aHANM3bI: KAIMHUYECKMIW aHAIN3 KPOBU U 0OWMIN aHAIN3 MOUMK,
4  OUMOXMMMYECKMIN aHaNIN3 KPOBM (BKNOYAA XONECTEPUH, TPUTANLEPUAbI, IC 5/C Na/Het
Kanun, HaTpui, ACT, AJIT, MO4YEBUHY, KpeaTUHUH, BUANPYOUH, rtoKo3y)



Kputepmm oueHKM KauyecTsa meauLMHCKON NOMOLLN 2 W;ggzggggggm

OBLWECTBO

Wl owepwvavecsa | €Ok | Yaq/VPP | Aajner

NMpoBeaeHa cTpatuPmKauma pucka y naumentos ¢ FIKMI co cpeaHum m

HU3KMUM puckom BCC, a TakKe y nauymeHTos ¢ OTKMI1, nepeHecwmnx /
5 CM3/PM3 (amepuKaHcKas mogenb). OnpeaeneHbl NnokasaHua K UK B IB |/B ﬂ'ZT

3aBUCMMOCTU OT MeAULUHCKUX MOKA3aHUM U NPU OTCYTCTBUN MeLNLUNHCKUX

NPOTUBOMOKA3aHUN

MpoBeaeHa cTpatnduKaumna pucka y naumeHtos ¢ FTKMIT 1 BbICOKMM pUCKOM
BCC, a Takke y naumneHtoB ¢ OFTKMI1, nepeHecwmnx CAA (eBponelicKkas

6 mogensb, wkana HCM Risk-SCD). OnpeaeneHbl noKkasaHua K UK/ B IB |/B
3aBUCMMOCTM OT MEANLIMHCKUX MOKA3aHUM U NPU OTCYTCTBUN MEANLMHCKUX
NPOTMBOMNOKAa3aHNM

nOa/

Het



KAPAMOAOIMYECKOE
OBLWECTBO

Kputepum oueHKu Kayectsa meauLMHCKON nomMmoLuu 3 w

Wl kowepwvavecsa | £k | Vaq/veP | Aaner

MpoBeneHa Tepanus beTa-agpeHobnokaTtopom, n/mam baokatopamu
«MeaNeHHbIX» Ka/bLneBbiXx KaHanos, U/ unm AK® nHrubmutopamm, n/mnm

. 610KaToOpaMu peLenTopoB aHrMoTeH3uHa ll, n/unn guypetmkamm (B pexkume Ic 1/C Na/
MOHOTEpPanUu NN B pexume KOMOMHMPOBAHHOW TepanmMu) B 3aBUCMMOCTU Het
OT MEeAMUMNHCKUX MOKAa3aHUM U NPU OTCYTCTBUN MeANLNHCKUX
NPOTUBOMNOKA3aHUM
MpoBeneHa cTpaTMdmKauma MaTEPMHCKOrO pUCcKa bepeMeHHOM NaUNEHTKM C Na/
8 [KMII, c ucnonb3oBaHnem moaupuunMpoBaHHOM Knaccudpurkaumm BO3 IC 5/C Het
MaTEPUHCKOro pmcKa
MauneHT c TKMI HaxoanTcA noa, AUCNaHCepPHbIM HabatoaeHUem ¢ na/

NONUKNNHUKE Het



W CMACUEO 3A BHUMAHME!



