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TepMuUHbI

Doruneptpoduueckan ctagusa
rKmn

CybknuHMyecKan cragus

FeHotun (+)/dpeHotun (-)

lNepegHe-cucTronnueckoe
ABUXXeHUe CTBOPOK MUTPANIbHOTIO
ELELE

BasanbHan ob6cTpyKuma

CpeaHexXenypoukoBas
obcTpyKUMA

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLECTBO

3Tan B pa3BUTUM 3ab0/1eBaHMA, NPU KOTOPOM OTCYTCTBYHOT MPU3HAKKU rMnepTpodum
MWOKapaa, onpeaensemble C MOMOLLbIO BU3YaU3UPYHOLLMX METOAMUK

3Tan B pa3BUTUM 3aboneBaHmMs, NPU KOTOPOM HET KIMHNYECKON CUMMNTOMATUKKU, XapaKTepPHOM
ana KM

OTparkaeT HOCUTE/NIbCTBO NAaTOreEHHOro BapuaHTa, accoumnmpoBaHHoro ¢ FKMI, ¢
AornnepTpodUYEcKon n cybknnHmnveckom ctagmamm F’KMI

ABuxKeHue ctBopoK MK B cuctony K MXKTI BnaoTb A0 KacaHUA (MUTPanbHO-CeNTasibHbIN
KOHTAaKT), y4acTByloLL,ee B CO34aHUM 0O6CTpYKUMM BT/THK. AHIN0A3bIYHbIA TEpMUH — systolic
anterior motion syndrome (SAM-syndrome)

npenATcTBMe Ha yposHe BT/IXK cuctonnyeckomy nsrHaHumio us J1K

NPenATCTBME CUCTOIMYECKOMY KPOBOTOKY B CpeaHen Yactu nonoctn /1)K, Ha ypoBHe
cpeanHHbIx cermeHToB J1XK (cpeaHei Tpet MAKI M nanUANAPHbIX MblLLLL)



TepMUHbI Wzssznzxz?:m

OBLWECTBO

remoamHammyeckasa popma obctpyktnsHon F'KMI, npu KOTOpoI NpenAaTcTBMe

JlateHTHaA o6cTpyKumA CUCTO/IMYECKOMY M3rHaHUIO U3 JTK BO3HUKAET TONLKO NP Harpyske Uam NpoBOKALMOHHbIX
npobax

«Knaccuueckuit peHoTun» MopPdOoPYyHKUMOHaNbHbIN peHoTun TKMII, npu KOTopom coveTatoTca acummeTpudHana 1K

cumntomHoi TKMN (rmnepTtpodua M), ymeHblLeHHbIM pa3dmep noaoctn /1K n obctpykumsa BT/THK

bWnHanbHaA cTagmMa aAanTUBHbIX U Ae33a4aNTUBHbIX U3MEHEHMIM B NOPa*KeHHOM opraHe. Mpwu
3TOM HabntogatoTca «cmelwaHHble» MOPdOodYHKLUMOHANbHbIE GEHOTUMNbI —
rmnepTpoPUUEcKUin + PeCTPUKTUBHDLIN, TMNEPTPOPUUYECKUIN + AMNATALUNOHHBIN U, KaK
NPaBUI0, YMeHbLUEeHME TOIWNHbI CTEHKN J1IK

HeratusHoe pemogenupoBaHue

xupypruyeckoe (CM3, PM3) nnu sHagoBackynsapHoe (CAA) Bo3aencTBME MO YMEHbLLIEHWUIO
TonwmnHbl MMTI

Peaykuua MXI

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

deHoMmeH disarray 6€CI'IOpﬂ,£I,O‘-IHOG pacnonoxeHne KapanommoumnTos N mblilleyHbIX BOTOKOH




OnpeageneHune N’KMI Wmszzzﬁz?:mg

OBLLECTBO

MMneptpoduyeckana KapauommonaTua — reHeTuYeckn obycnosnieHHoe 3aboneBaHme MMokapaa,
XapaKrepusytouleeca runeptpodpuren mmokapaa nesoro (bonee 1,5 cm) u/mMamn npaBoro »Kenyaodka, yale
aCMMMETPUYHOIO XapaKTepa 3a CYET YTO/ILLEHUA MEXKKENYA0YKOBON NEePEeropoaKn, YTo He MOXKeT
0O6BACHATLCA UCKNOYNTENIbHO NOBbILIEHUEM HArpy3Kun AaBaeHnem, U BO3HWKatoLee npu oTCyTCTBUMK
LIPYroro cepAe4yHoro uam cMctemHoro 3abonesaHua, metabonmyeckoro Uan NOIMOPraHHOro CUHAPOMA,

cBA3aHHoOro ¢ [J1XK.



OBLWECTBO

3tnonorna rKMnM Wz‘z:::?,iz?:me

BanngupoBaHo AeBATb OCHOBHbIX reHOB, KOAUPYIOLUX BblpaGOTKy COKpPaTUTEJIbHbIX 6enkos KapaAnommounTos, KOTOpblE

coctaBnaoT otr 70 Ao 90% Bcex NaToreHHbIX BapuUaHTOB, accouuupoBaHHbIX ¢ FTKMI, u umeloT AO0CTAaTOYHYIO AOKa3aTe/IbHYIO
6a3sy.

Taxenan uenb B- mmosnHa (MYH7) 30-40% o-TponomunosuH (TPM1) 1-2%
Mwuo3uH-cBasbiBatowmuim 6enok C (MYBPC3) 30-40% PerynatopHaa nerkaa uenb mmosnHa (MYL2) ~ 1%
TponoHuH T (TNNT2) 10-15% CeppaeuHbin akTnH (ACTC) ~ 1%
TponoHuH | (TNNI3) u TponoHnH C (TNNC) 2-5% Taxenan uenb cepae4yHoro a-mmosnHa (MYH6) <1%

MaToreHHble BapuaHTbl B reHaX, KOAUPYIOLWUX 6eNKK LUTOCKeNeTa, MOHHDbIX KaHaNoB, CTPYKTYPY Z-AUCKOB U apyrue

BHYTPUK/IETOUYHbIE CTPYKTYpbl, onpeaenatoT pa3sutne NKMI s 15-20%.



tuonorua NrKMIri

MpuuynHHaA mytauma
(naToreHHbIW BapuaHT)

leHbI- BHyTpeHHMe n BHewwHUe ¢paKTopbl
moauduKaTopbl (Bo3pacrT, cnoprT, Al, UBC n ap.)
| R | R

POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLWECTBO

P
|

MocTTpaHCNAUMOHHDIE
U anureHeTuyeckue spdekrbl

OpuH reH — ogHa 60n1e3Hb. 9TO He COOTBETCTBYET peasibHOM KIMHMYECKOWU NpaKTUKe.

> deHoTUN

KnuHunueckue npoasneHuA 3aboneBaHuA MOTYT UMETb CylleCTBEeHHbIE Pa3/1IniYna aaxke cpeau nauneHTos C O4HUM U TEM XKe
reHeTu4eCKMm BapmaHToOM, B TOM YnUcine cpeamn 4yieHos OAHOﬁ CeéMbM.

Ha ectectBeHHOe TeueHue TKMI oKa3biBalOT BAMAHUE BHYTPEHHUE U BHeWwHUe PpaKTopbl (NaToreHHbliA BapuaHT, BO3pacT,
cnopr, Al).




ANMaemMmuonorua Wz‘zs:sziz?:m
OBLWECTBO

Mpwu FTKMI HeT YeTKOI reorpadmuuecKoii, STHUYECKO UIN NOI0OBOU CTPYKTYpbl pacnpeaeneHus

MaHudectauma moxert Habnogatbca B 1t060m Bo3pacTe yenoBeKa. B 60/1bLIMHCTBE c/iy4aeB BO3PACT NOCTAHOBKM AMarHo3a
KM HaxoauTca B uHTepBane ot 30 ao 58 net c nukom 3abonesaemoctn B 40—-45 ner.

PacnpocTtpaHeHHOCTb B nonynauun B cpeaHem cocraaset 1:500. B Bo3pacte 60 net un ctapwe 1:200. YactoTta B 0buen
nonynAauMmn npesbiwaeT BcTpedaemoctb FTKMI B KapamMonornyeckom NpakTuke, Tak Kak 6onbluan YacTb NaLMEHTOB OCTAETCA

HemaeHTUGULUNPOBaHHOM BBMAY BECCUMMNTOMHOCTH.

- .
5 ® Mo

CemeiHana ¢opma F’KMM PACMPOCTPAHEHHOCTb B nonynauuu Cnopapguyeckaa ¢popma KM

L4

O6pa3s xuU3Hu, auera,

MYH7, MYBPC3, UBC, AT, oxupeHue,

TNNT2, TPM, ACTC on vl il b
[eHeTUKa

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




OBLWECTBO

Kputepuun gunarHosa rK Mri Wz‘z::sziz?:mm

* Kputepmnem gmnarHosa NlKMI1y B3pocCabix ABnAeTCA * Y poacTtBeHHMKOB npobaHaa Kputepmem gmarHo3a
yBennyeHme To/WmnHbl CTeHKN JIXK B ogHOM nnun KMIT asnaeTca TonwmHa cteHkn J1XK, paBHaa 13—
bonee cermeHTax = 15 mm (onpeaensemoe nobbim 14 mm.

BM3Yyannsupyrowmm metogom — IxoKI/MPT/KT),
KOTopoe He 06bACHAETCA UCKNHOUYNTENbHO
yBe/IYEeHUEM Harpy3Ku AaBaeHnem.

KommeHTapuit: duaecHocmuka moxcem 6bimo 3ampyoHeHa e cumyayuax coyemaHus F’KMIM u Al, y cnOpTCMEHOB

n ap. Takke gnarHos FTKMIM tpebyeT uckntouyeHmna peHokonuii FTKMI (cm. pasgen « AnddepeHumanbHbli AMarHos
FKMTI v XK Bcheactsue aptepuanbHoOm runepteHsum», Tabaunuy N1/r1, tabanuy N2/I1 v tabnauuy N5/11).




KAPAMOAOTMYECKOE
OBLLECTBO

Kputepuu gnarHosa FIKMN npu conyrcreytowei Al w

* YKa3aHMe Ha ceMenHbIN aHaMHe3 BHE3amnHou Bo3MoXXHbim BapuaHTom Kputepua N'KMI npu
cepaeyHom cMmepTu B MOI0A0M BO3pacTe y conyrtcreytoweit Al
POACTBEHHMKOB NEPBOM IMHMKU POACTBA.
* fABnaetcAa TonwmHa mmokapaa JIK = 20 mm. Beibop

* HecooTBeTcTBME MEXKAY BbiParKEHHOWM Kputepuma IKMI «tonwmHa cteHkn JIXK 2 20 mm»
runeptTpoduent JIK (MakcmmanbHaa ToNLWMHA npwu conyTtcTeytowen Al obycnoBneH Tem, 4YTO
CTEHOK = 15 MM) M HeaaBHO BO3HUKLLEN IETKON UK NOKa3aHo: Npu neperpyske aasneHmem (Ar,
ymepeHHon Al npu agekBaTHOW NPUBEPIKEHHOCTHU aopTaNbHbIN CTEHO3 UM UX COYETAHME) TONLLMHA

nauneHTa Tepanum. Muokapaa JTXK, Kak npasuno, He npesblwaet 20 mm.



Kputepuun gunarHosa rK Mri Wz‘z::sziz?:me

OBLWECTBO

* Kputepmnem sossedeHuna MK npmn NIKMI1 asnaetca * [l =50 mm pT. CT. CHNTAETCA KPpUTEPUEM
yBe/iInyeHne TONLWUHbI CTeEHKU MK > 5 mm, a reMognHaMnYecKn 3Ha4YMMon o0bCTpyKLMM.
TonwmHa mmokapaa lNM¥ > 10 mm cumntaerca
aKcTpemanbHom MHK. * Kputepmnem obctpykumm BTIHK cumtaetca

ysenundenue [l 8 BT > 16 mm pT. CT. B NOKoe.

* Kputepmnem gmnarHosa ob6ctpyktnsHom FTKMI
cuntaetca ysenmdenune [ 8 BT/IXK 2 30 mm pT. CT., B
NOKOEe WM NPU NPOBOKALMOHHbIX Npobax.

Kpome cybaopTtanbHou obctpykummn, npu FIKMI moxet Habnoaatbca cpeaHeXkenyaouykosas ob6cTpykumsa

(n3onnposaHHaa nam B couetaHum c cybaoprtanbHon).
Kputepusa Il ana cpepHekenyaovykosou 06cTpyKumum He BbipaboTtaHo.




KAPAMOAOTHUYECKOE

MaTtoreHes. CuHgpombl npu TKMI W

CuHgpom ob6cTpyKuum BT/TK

CuHapOoM Uwemun muoKapaa J1XK

Cunapom anchyHkumum JIXK

OBLWECTBO

cy*keHune BT/TK runeptpodumpoBaHHomn MHXKII, nepeaHe-cUCTOIMYECKOE ABUKEHNE CTBOPOK
MK, aHomanum cteopok MK (yannHeHue, n3bbITOYHOCTb), aHOMaANM NANUANAPHBIX MblLLL,
YMeHbLUeHHaa NonocTb JIXK, HapyLweHne KoopAMHaLMM KPOBOTOKA B N0s10CTU J1XK B paHHIOKO
cucrony

OTHOCUTENbHAA KOPOHAPHAA HeAO0CTaTOMHOCTb, MEePUBACKYAAPHbINA GNBPO3, BpOXKAEHHaA
NaToNOrnMaA KOPOHAPHbIX apTePUIA, COMYTCTBYOLWMIM aTEPOCKAEPO3 B 3INMKapAMaANbHbIX
KOPOHapHbIX apTepusax (B cTapluen BO3pacTHOM rpynne naumeHToB); (= cMHapom
cTeHokapgumun, - UM 2-ro tvna, - UM 1-ro Tuna, - cMHAPOM MULWIEMNN MUOKapAa AOKa3aH
npv PasBUTUMN annKaNbHOM aHeBPU3MbI JIHK Npu cpeaHeKenyao4koBon ob6CcTpyKLmnm)

Avactonnyeckas aucdyHkuma JIK morKeT 6biTb HapyLeHa y»Ke B ormneptpoduyeckom
ctagun TKMIM Ha atane reHoTtun (+) deHoTtun (-). HapyweHnA KacaloTca ABYX OCHOBHbIX
AETEPMUHAHT — AMACTONIMYECKOTO HAanoAHeHUA J1XK: aKTUBHOM penakcaLmm u
PACTAXMMOCTN MMOKapaa. HeratmBHoe BANAHME aKTMBHOE pacciabneHne oKa3biBatOT
deHomeH disarray u pasnmyHble Tunbl dubposa. Y naumeHtos ¢ FTKMI cHuxeHa
BO3MOXHOCTb npmpocTa YO npu pmusmnyeckom Harpyske. Mpu BapraHTax HEraTMBHOIO
pemogenmMpoBaHnA NPOrpeccupyeT HapyLeHNe CUCTONMYECKON GYHKLUMA MUOKapaa



NatoreHes. CuHapombl npu FTKMIM w;gggxg:'g,?:m

OBLWECTBO

«npeacepaHaa MmonaTma», CTPYKTypHoe (annatayma) u GyHKUMOHabHOE

HapyweHua putma pemoaenunposaHue /M, MHTepcTMUManbHbI GUbPO3, nwemmna mmoKkapaa /1K, anektpnyeckas
HecTabunbHOCTb

CuHKONDbI M.6. 06ycnoBsieHbl Kak apPUTMUYECKUMMU, TaK U TEMOAMHAMUYECKMMU MPUYMHAMMU

BHe3anHaA cepaevyHan cmepTb @K, KT, acucronus, bpagrnapntmmm

CUCTO/INYECKAA U Anactonmyeckaa auchyHkuma J1IXK, mmutpanbHas peryprutaumsa, O,
Nnero4yHas runepTteHsus. MNpu pasBUTUM KHETaTUBHOIO PemoaennpoBaHusa» (aunatauma n/mam
pecTpuKkuma) — nporpeccuposaHue XCH, | ®B /1K

XpoHuyecKana cepgeyHasn
HeAO0CTaTOYHOCTb




Knaccudukauma rKMM

femoguHamuueckmne popmbl FTKMIM:
* HeobcTpyktnBHas FKMIM
* O6cTpyKkTMBHaA FTKMI (B T.4. naTeHTHas 06CTpyKLUMSA)

Mo cTeneHu BbipaXKeHHOCTU runepTpodun
1. «YMmepeHHaa» (B aHM0A3bIYHOM AMTEpPATYPE UCMNO/b3yeTca

TepMuH «mild») (MakcMmanbHasa ToNWMHA CTEHKM JTHK < 18 mMm)
2. NpomexKkyTo4yHaA
3. 9KcTpemanbHasa (MakcMmanbHaa TONWMHA CTeHKN JTK > 30 mm)

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLYECTBO

CornacHo mopdonornyeckomy npuHUMny knaccupukaumm rKMn
BbIAENAIT aCUMMETPUYHYIO U cummeTpuyHyto FTKMI. 310 numeer
60nbLlOe 3HaYEHNE B PeaNbHOM KNAMHNYECKOM NPAKTUKE Npu
nposegeHnn anddepeHunanbHoro amarHosa mexay rKMr-6onesHoto
capkomepa un peHokonmamm FKMI, B nepByto odepenb aMnaoUaHbIMK
KapanommonaTusamm.

Hapsaay c Tunom runeptpodun /1K (acummeTtpuyHan/cummeTpuyHas)
6onblwoe 3HaveHne gna noHMmaHua FKKMI nmeet popma MIAKI.

BblaenaroT 2 OCHOBHbIX NoATUNA

1. dopma MK no Tnny asosikosbinykno MK HaNOMUHAET NNH3Y —
TO eCTb CpeaHexXenyao4kosas, Ho 6e3 BoB/ieyeHMs cBO6oaHOM
CcTeHKu JIIK

2. TKMI ¢ makcumanbHoM rmneptpoduen 6asanbHom Tpetn MK
TaK»Ke BblAeNAT pas3IMyHble BapuaHTbl: annKanbHaa [KMI,

penKkuit BapuaHT — cpeaHexenyaouvkosaa TlKMI, Ho c BoBneueHnem
cBoboaHbIX cTeHOK /1K, /1K TMNa «NecoyHble Yacbl».



leHbl BHe capkomepa
(CA-o6meHa) (1-5%)

Peakue dpeHokonum
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FeHbl capkomepHou FTKMI

leHbl BHe capkomepa
(Z-auckos) (1-5%)

[BosaKosbinyknan CurmosungHan
MXnN MM

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLECTBO

HeobxoanmocTb yunTtbiBaTb Gopmy MK
y naumeHToB c FTKMI obycnoBneHa Tem,
YTO AOKa3aHa cBA3b dopmbl MK ¢
NPOrHO3UpPOBaHMEM BEPOATHOCTM
0bOHapyKEHUA reHEeTUYECKNX NATOrEeHHbIX
reHeTUYEeCKUX BApPMaHTOB,
accouumpoBaHHbix ¢ TKMTI-6one3Hblo
capkomepa.

AfanTUpPOBaHO U3:
Bos J et al. Curr Op Card 2007, 22:193



KAPAMOAOTMYECKOE
OBLLECTBO

KnnHunueckue BapuaHTbl TeueHUsn w

BeccumnTOMHOE MM MAaNIOCMMNTOMHOE TeYeHUue

* BCC moeT 6bITb NepBbiM U €AUHCTBEHHbIM CUHAPOMOM

* BCC moxxeT oTmeuaTbca npu ntobom BapuaHte TeueHua FKMI, Ho Hanbonee pacnpocTpaHeHa y M0104bIX NALMEHTOB, B TOM
uncne 6ecCcMMNTOMHbIX < 35 f1eT, BK/Il0Yasa CNOPTCMEHOB

CuMnTOMHOE TeyeHue

* CrabunbHoe, A06pOKaAYECTBEHHOE TEYEHME XapaKTepm3yeTca NPOAO/IKUTENbHOCTBIO XMU3HUM KaK B 0bwer nonynauun (75 net m
bonee)

* CuHapom cTteHOKapauu: y naumeHTos ¢ FTKMI aake npy MHTAaKTHbIX KOPOHAPHbIX apTEPUAX MOXKET Pa3BMBaATbCA ULLEMUA

* dnbpunnauuna npegcepamini — napoKkcusmasbHaa, nepcuctTmpyowan nam noctoaHHas (ot 25 ao 30%), accoummnpoBaHHan ¢
cepAe4YHoOM HeJoCTaTOMHOCTbIO Pa3/IMYHOM CTENEHM BbIPAXKEHHOCTU M MOBbILEHHbBIM PUCKOM TPOMB03ambonnyeckmnx
OCJIOXHEHMWN, BK/IKOYAA MHCYbT

e XCH: noasneHue oaplwkKm, cnaboctm, yTomnaemocTn, B coueTaHum ¢ 6onesbim CMHAPOMOM MO TUMY CTEHOKapauu nauv bes Hero,
NPECUHKONMbI U CUHKOMbI, apuTMmnKn. HapactaHue taxkectn XCH go llI-IV ®K (NYHA) npu coxpaHeHHOM CUCTONNYECKON GYHKLNU
JIK

* BapuaHTbl OCNOXKHEHHOro pemMmoaeIMpPoBaHUA C pa3BUTUEM CMeLlaHHbIX GeHOTUNOB, NPOrpeccnpoBaHme ABAEHNI 3aCTOMHOMN
cepAeYHOM HegoCTaTOMHOCTH



AvarHocTtuka. [eHeTu4yeckoe TeCTMpoBaHue W§2§§32§g?5%m05

OBLLECTBO

feHeTnYecKnt CKPUHUHT npu TKMI moxeT HocuTb Llenbto AaHHOro CKPUHUHIA ABNAETCA onpeaeneHune
ANArHOCTUYECKUIA N NPpegUuKTUBHbIN XapakTep. B nepsom HeobxoaMMOCTM perynsapHON ANCnaHcepmsaummn 1
C/ly4ae reHeTMyecKasa ANMarHOCTMKA ABNAETCA YaCTblo NPULUENbHOrO KAMHUYECKoro HabawaeHus B cnyyae
AMNArTHOCTUYECKOro NOUCKa M NpuU3BaHa NOMOYb B HOCUTENIbCTBA NATOreHHOro BapMaHTa, a TaKXe
noareepkaeHuun gnardosa F’KMIM npu Hannuumm cteptTon NCKNOYEHNE HEOOXOAMMOCTM TAKOTO CKPUHMHTIA Npu
NN HEMOTHOMN KIMHMYECKOW KapTUHDbI, @ TaKXKe nNpu OTCYTCTBMW HOCUTE/IbCTBA NATOreHHOro BapuaHTa.

Ha/ZIM4MN CUCTEMHbBIX NPOABIEHMN 3ab0NEBAHUA UK ANA
nckntodeHna peHokonum FKKMI. NMpeanuKTUBHbLIN
reHeTUYeCKNit CKPUHUHI OCHOBAH Ha UCMO/Ib30BaHUM
MHGOPMALIMN O KOHKPETHOM reHETUYECKOM NMPUYNHE
3aboneBaHuA, MAEHTUPULUMPOBAHHON Yy NpobaHaa, AnA
onpeneneHna HoCUTeNbCTBa AaHHOMO BapuaHTa y ero
POACTBEHHUKOB.



KAPAMOAOTHUYECKOE
OBLWECTBO

AunarHocTuka. leHeTMYeCcKoe TeCTUpPOBaHUE w

leHeTUYecKoe TeCTUpOBaHUE A0/IKHO BbINO/HATLCA B CEPTUGULMPOBAHHDBIX AUArHOCTUUECKUX 1abopaTOPUAX C IKCNEPTHbIMMU
HaBblKaMM B MHTepNpeTaLmum MmyTauuii, CBA3aHHbIX C KApAUOMUONATUAMM.

OugeHKa BK/1aZia KOHKPETHOro reHeTUYECKOro BapmMaHTa A0/1KHA NPOBOAMTLCS B COOTBETCTBUM C PpEKOMEHAAUMAMU AMEPUKAHCKON
Konnermm meamumHckon reHetukun (American College of Medical Genetics and Genomics) (2015) n pykoBoACTBOM MO OLLEHKE BAPUAHTOB B
reHe MYH7 (2018)

leHeTHMUecKoe TecTUpoBaHUe NpobaHAoB: * [locmepTHOE reHeTU4YecKoe nccnegoBaHme obpasuos
* leHeTHMYecKoe TeCTUpOBaHME PEKOMEHA0BAHO MNpu 3aKOHCEPBUPOBaAHHbIX TKaHeN unn AHK pekomeHa0BaHO
NoA03PEHMN HA KOHKpeTHY peHokonuio FTKMIMN ¢ uenbto NPOBOAUTb A1 YMEPLLUNX NALMUEHTOB C
nposeaeHna auddepeHymanbHOro gmMarHosa. natomopdonornyeckm noarsepxaeHHon N’KMII, 4TobbI
EOK IB (YOA4 5, YYP C) MMETb BO3MOXHOCTb BbIMOJIHUTb KAaCKaAHbIN FreHeTUYeCKUin
CKPUHWHT pOACTBEHHUKOB.
[eHeTM4YeCcKoe TeCcTupoBaHUe y nauneHToB ¢ [JIXK HeAcHOro EOK llaC (YAA4 5 YYP C)

reHe3a v TONWMHON cTeHKM 13—14 mm peKkomeHA0BaHO
NPOBOAMTb TONIbKO NOC/e AeTanbHOro obcnenoBaHuma (BKAoYas
MPT c KOHTPaCTUPOBAHUEM) U KOHCUANYMA
MY/bTUANCUMNAMHAPHON KOMaHAOM CneumanncTos.



POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLWECTBO

CornacHo anroputmy AMepuKaHCKOU Konnernu BapuaHT HeonpeaeneHHoro 3Ha4eHnA — 3To BapuaHT bes
MeAUNLUNHCKON reHeTUKU BblAensaior: AOKa3aHHOM accoumaumm ¢ KAMHUYECKMM GpEHOTUMOM
naToreHHole KM y nauneHTa, KOTOPOMY BbINOJIHEH FEHETUYECKUM
BEPOATHO NaTOreHHble TecT.
HeonpeaeneHHOro 3HayYeHunA
A06poKavecTBeHHbIe

BEPOATHO LI,O6pOKa‘-IECTBeHHbIe B peanbHOM KAMHNYECKOU NPAKTUKe — BeaeHue

NaUMEHTOB C KlaCCUYECKMM GEHOTUMOM CUMMMNTOMHOM
KMI, y KOTOpbIX B pe3y/ibTaTe reHeTUYeCcKoro TecTa

KaTteropumn «naTtoreHHbIn» U «BEPOATHO NATOreHHbIN» 0bHapyKeHbl BapMaHTbl HeonpeaeneHHON 3HAaYMMOCTH,
MOTYT BbITb PaCCMOTPEHbI KaK BO3MOKHbIE MPUYMHDbI Hafo0 NOMHUTbL, YTo TKMIT ABNAeTCA reHeTUYeCcKu
3ab6o0neBaHUA. B cnyvanx BbIABNEHUA Y MHAEKCHbIX obycnoBneHHbIM 3aboneBaHNEM — KINHULUCTBI A0
NauMeHTOB NATOMeHHbIX UM BEPOATHO NATOrE€HHbIX HaCToALLEero BpemMeHn N gMarHoCTUPYHOT, U 1eyaT ero
BapMaHTOB NOKAa3aHO NpoBegeHue KaCKagHOro CKpUHMHra ncxoaAa ns GeHoTUNUYECKUX NPU3HAKOB.

Y POACTBEHHMKOB 1 IMHUK poAacTBa.



OBLWECTBO

YacTtble u peakue npuumnHbl dpeHokonuii TKMM w;ggzggggggmm

Mneptpoduueckumn peHoTMn 06 vEQUHAECT LLMPOKUNA Ncnonb3ya TepMuH «runepTpodmyeckmin peHoTmn»,

CNEeKTP reHeTUYeCKU U HereHeTU4YecKn obycnoBNEHHbIX HeobxoAMMO MOHMMATb, YTO 3TO He CUHOHMM TKMI-

3a6oneBaHMII MMOKapAa, OT/IMYAKOLLLUXCA 6one3Hb capkomepa 1 He CUHOHUM peHoKonumn TKMIT.

3TMONATOreHe3OM U BO3MOXHOCTbIO

3TUOMNATOreHeTUYEeCKOM Tepanum. Mneptpoduryecknii peHoTMn HeobXxoAMMO paccmaTpmBaTb
KaK OTNPaBHY TOYKY ONA NPOBEAEHNA CNOXKHOIO
anbdepeHuManbHOro gMarHosa.

BonesHb JaHoH (0,7-4%)

Bone3Hb ®abpu (0,5-1,7%)

PRKAG2 — (0,4-1,4%)

RAS-onatuu (cmHapom LEOPARD, HyHaH)
Atakcua Ppuapenxa

AMUNonaHbIe KapanoMmmonaTum



AnarHoctuka. Ixo-KI

POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLWECTBO

Mpu noao3peHnn Ha FIKMI TpebyeTca Mcnonb3oBaTb pacliMpeHHbI npoToKon IxoKr, aganTupoBaHHbIi K guarHoctuke FKKMI. MNepeyeHb
noKasartenewu, BxogAawmx B npotokon TT-IxoKr, npeactasneH B Tabaunuye M3, Mpunoxenune I'l. Ansa anddepeHunanbHoOm UarHOCTUKK C
dbeHoKoNMMAMM 1 NpU BblbOpe Xnpypruyeckor Taktnukm npm FTKMI moryT ncnonb3oBaTbCcA A0NOAHUTENbHbIE onunm npu IxoKr, npeacTaBieHbl B
Tabnunue N4, Npunoxkenune 1. dxoKlr-HaxogKku, nossonstowme aupdepeHumposatb TKMIM n peHokonuu F’KMI, npeactasnexbl B Tabanue M5,

Mpunoxenune 'L,

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

TonwmHa mmnoKapaa JTXK (B 16 cermeHTax J1XK)

Tun runeptpodun /1K
MatTepH mopdonornn MK

TonwmHa mmnokapaa N v pasamepsol MK

Bu3yanbHasa OLEeHKa KUHETUKM MmrUoKapaa JTXK u
MK

Pasmep 1 ob6bem /1M v MM
KOP, KCP, KOO 1 KCO

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

OueHKa KnanaHHOW peryprutaumm, ocobeHHo
MP

TeKkcTtypa mmokapga /1K
TonwmHa MIIM

ManunnapHbie MbllLbl (KOANUYECTBO,
AucioKaums)

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

UccnepgoBaHune cuctonnyeckom GyHKkumm J1K n
X

UccnepoBaHue gmnactonmyeckon dpyHKumm JIK

Hanunuune }naKkoctn B NONOCTM NepuKkapa

OueHKa AnameTpa 1 cTeneHu KonnaburuposaHms
HUXHEN NONON BeHbI

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



AunarHocTuKa. HarpysouHbie TecTbl (cTpecc-IxoKr, wigggsgggﬁfmm
OBLECTBO
aprocnupomeTpums)

BapunaHTbl Harpy3o4HbIX TECTOB NpeacTaBaeHbl B Tabauue N7, Npunoxxernue .

Bonpocbl, Ha KOTOpPble A0/1XKHA OTBETUTb cTpecc-IXOoKTr: NMoKa3saHMA K aprocnupomeTpumn:
* BennuunHa HapactaHua [ 8 BT/IXK Ha nuKe Harpyskm n B * BblpakeHHaA CMMNTOMaTUKa C CUCTONMYECKOW U/Mnn
BOCCTAaHOBUTENIbHOM nepuoae Anactonnyeckon aucdyHkumen /XK, ona onpeaeneHusn
* PeaKkuma ALl Ha HarpysKky (BXoAuT B WWKany NMOKa3aHWM K TPaAHCNaHTaUMKn cepaua uam
cTpaTuduKaummn pmucka BCC y naumenToB ¢ TKMIT; MEeXaHMYeCcKoW noaaepxke KpoBoobpalleHna
HeafekBaTHaA p-a ALL — rMnoTeH3nBHAA UM NPUPOCT * KaK anbTepHaTMBa CTaHOAPTHOrO TpeaMUA-TecTa Npu
A/l Ha NUKe Harpy3ku meHee 20 MM pT. CT.) nnaHnposaHnm CM3/PM3 namn ana oueHKN TANKECTU U
* NHayumnpyeTca N Harpyskom nwemmsa mmokapaa J1xK MeXaHM3Ma HenepeHOCMMOCTU PU3NYECKOM HArpy3Ku
* Ycyrybnaetca nn guactonnyeckasa aucodyHkuma (E/A, HEe3aBUCUMO OT CUMMTOMATUKMU
E/e’)

* CTeneHb USMEHEHUA MUTPAJIbHOM perypruTaumnm Ha
¢doHe cTpecc-IxoKI (amHammueckas MP)



AwnarHoctuka. MPT

POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLWECTBO

MPT cepaua c KOHTpacTUpoBaHMeM (MNP OTCYTCTBUM NPOTUBOMOKA3aHUN) PEKOMEHAYETCS BbINO/IHUTL KaK MMHUMYM OAMH pas3
nocne noctaHoBKKU anarHo3a N’KMI ana ytouHeHna aaHHbIX IxXoKI (aHaTomum cepaua, GYHKLUM KeNya0UYKOB), a TaKXKe

BbIAB/IEHWNA N OLLEHKWN pacnpocTpaHeHHOCTU dnubpo3a mmnoKapaa U UCKAoYeHus apyrmux 3abonesanunii. EOK IB (YAA 4 YYP C);

KoHceHcyc akcnepTtos EACVI 2015

NokasaTtenu, oueHnsaemobie npu MPT:

(cm. Tabnuuy N6/r1)

NXK: KAP, KCP, ®B, macca mMoKapaa, cermeHTapHble
HapyLWweHMA COKpaLLeHnAa MmmoKapaa /1K

BT/1XK: aHatomunyeckmne ocobeHHocTu BT/, TMna n mecta
obcTpykumm B 1K

MXK: K4P, KCP, ®B, paamepsbl, Hannumne obctpykumm B BTIHK
Muokapa JTXK: TonwmHa mnokapga J/1XK B guacrony no
KOPOTKOM OCK COrlacHo 17-Tn cerm. mogenu;
NoKanmsaumnsa/runeptTpodpupoBaHHbIX cermeHToB J1XK;

mopdonornyeckmn Tmun F’KMI (cornacHo
Mmopdonornyeckorn knaccudurkaunm FrKMM)

MNo3aHee HakoNIeHMe rafoNNHUA: HAaIMYMe, NATTEPH,
pacnpocTtpaHeHHocTb MHI B % oT 0bLwien maccbl MMoKapaa
XK

Annapart MK: ctpoeHune, onncaHne aHoMaanm
(cmeweHne/«paclienneHme» ronoBok u
rMNepmobMAbHOCTb NANUANAPHbBIX MblLL,), CBA3b C
obcTpykumnen BT/ n mutpanbHoM peryprutaumeit
1N v NN (pasmepbl, 06BbEM)

JononHuTtenbHble aHOManuu (Kpuntbl 1 4p.)



AunarHocTtuka. KopoHapHaa aHrnorpadms

NMokasaHua K KA npu TKMI:
* B3pocsbim naymeHTam ¢ FTKMI ¢ npegoTtepaweHHon BCC
(nocne ycnewHbIx peaHMMaLNOHHbIX MEPOMNPUATUI)

° naymeHTam c yctomumson KT
° naymeHTam co CTabuabHOM CTEHOKapamen = 3-ro Knacca

no Knaccmoumkaumm KaHaackoro cepaeyHo-cocyamcToro
obuwectsa

POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLWECTBO

nauneHtam ¢ FTKMIM ¢ TunuyHbiMuM 6onsmn B rpyaHoOm
K/NIeTKe, Y KOTOPbIX eCTb MPOMeXYyTO4YHaA npeTecTtoBas
BEPOATHOCTb aTEPOCK/IEPOTUYECKON ULLEMUYECKOM
6onesHn cepala Cc yd4eToM BO3pacTa, Noaa n GpakTopos
PUCKa aTepoCcKaepo3a

Bcem naumeHTam c FTKMI ctapwe 40 net pekomeHayeTcA
KAT nnun KT-anrnorpadusa go peaykumnm MK,
He3aBMCUMO OT HANNYMA TUNNYHOIO
CTEHOKapAUTUYecKoro 601eBoro CMHAPOMA

Heobxoaumoctb KATl guktyerca ocobeHHocTblo BpauebHou TakTuKKU. Mpu INOCA y naumeHToB ¢ FTKMIM n cuHapomom
CTEHOKapAMK NoABAAETCA He06X0AMMOCTb B MOCTaHOBKE CTEHTOB NPU MeHbLUeN, YeM NPUHATO y nauueHToB ¢ UBC, cteneHblo

CTEHO03a, T.e. Npu cTeHo3ax < 50%. (cm. pasgen «AunarHoctuka FTKMI y otaenbHbIX KaTeropui NauMeHToB» U pasaen

«MatoreHes»).



Neyenune WE‘KSXSS%?SWOE
OBLECTBO

Bkaioyvaer:

°* MeAWMKAMEHTO3HYIO Tepanuio

* 3HA0BACKYNAPHble BMellaTeNbCTBa

°  XUPYPrU4Yeckre n Hexmpypruyeckme metoabl peaykumm runeptpodmposaHHon MAKI (+ yctpaHeHue
CONyTCTBYIOLMX aHOManun Ha MK...)

°  MeXaHMYEeCKyo NoaaepKKy KpoBoobpalleHun

* TpaHCcnAaHTauMio cepaua



JleyeHue

O6wue NpUHLUUNDbI MeANKaMEeHTO3HOM Tepanuu:

* JleyeHune NaUNEHTOB C OOCTPYKTUBHOW U
HeobCTpyKTUBHOM popmamu 3aboneBaHUs UMEET
CYLLEeCTBEHHbIE Pa3NYnA

* JleueHne AONXKHO ObITb dJanTnMpPoBaHO K YHUKAJ/IbHbIM
XaPaKTEPUCTUKAM KaXOO0ro oTaAe/IbHOINro naumeHTa

* JlekapcTBeHHble npenapaTbl, TPAAULNOHHO
npumeHaemsle B Tepanumn 'KMI, asnatoTca cpeacrtsamm
C OTpUUATE/IbHbIM MHOTPOMHbIM AENCTBUEM U
HanpaBAeHbl Ha KynnpoBaHue nam obneryeHme
CMMNTOMOB 3aboneBaHus

POCCHMMCKOE
KAPAMOAOTMYECKOE
OBLECTBO

MNpasoxkenygoukosaa OFKMI1 n 2-xkenygoukosaa OIKMI
JIeYyaTca Mo TeMm XKe NpUHUMNam, Kak U npu obCcTpykumnm
BT/

JleyeHune nobbimu NeKapCTBEHHbIMW CpeaCTBaMU
pekomeHayeTcA Ha4nHaTb C MMHMMA/IbHbBIX 403 U C
OCTOPOXHbIM UX TUTPOBaHMUEM B TeHeHUNe AOCTaTOYHO
AO/IToro BpemeHun



JleyeHune. beccumnTomMHbIe NALMUEHTDI w;gggngggesmf

OBLWECTBO

* He pekomeHayeTcA Ha3HavyeHue beTa- * PeKoMeHA0BaHO PAaCcCMOTPETb BO3MOXHOCTb
aapeHob610KaTOpOoB 1 HAOKATOPOB «MEONEHHbIXY Ha3Ha4yeHUA 6eTa-aapeHoHbN0KaTOPOB UK
Ka/ibLUMEBbIX KaHa/10B (Bepanamu/i) naumeHTam Bepanammna 6eccMMnTOMHbIM B3POC/bIM C
6eccumnToOMHbIM TedeHnem F’KMI, Tak Kak mx obcTpyKumen BT/TK (nokos nam nHayumpyemom)
none3Hoe AencTBue He JOKa3aHo. Ana cHuxeHua [ B JIXK.

EOK lIIC (YAA 5 YYP () EOK IIbC (YAA 5 YYP C)

CMMNTOMHDBIV MAKM 6eccCMMNTOMHDbIA NALUEHT — peLUaeT Bpay nocnae AetanbHoro obcneaoBaHua



KAPAMOAOTMYECKOE
OBLLECTBO

JleyeHume. Tepanua obCTPYKLMM BbIXOAHOTO TpakTa JIMK W

* beTta-aapeHobnoKaTopbl C NOAOOPOM MaKCMMAIbHOM * [lnntnasem c nogbopom MaKCcMManbHOM NEPEHOCUMOM
NepeHOCMMOM A03bl PEKOMEHAYIOTCA B KaYeCTBe NepBoM A03bl PEKOMEHA0BAH CUMMMOMHbIM NaUUEHTaM C
JIMHUKM Tepanun ANA YyMeHbLWEeHNA CUMNTOMOB Y obctpykumei BT/TK (nokosa nam nHayumpyemoin),
nauneHToB c ob6cTpyKumen BT/TK (nokos un KOTOpble He NnepeHocAT beTa-agpeHobA0KaTOpbI U
NHAYUNPYEMONA). Bepanamui UAmM MMeroT NPOTUBOMOKa3aHUA K NX
EOK IB (YOO 2 YYP A) Ha3HaYeHMuIo.

EOK IIC (YA4, 2 YYP C)
* Bepanamun c noab0pom MaKCMMasibHOM NePEHOCUMON
103bl PEKOMEHAYETCA TeEM NaLUMeHTaM ¢ 0bCTpyKumen
BT/1XK (nokos uam nHayumpyemoit), Kotopblie He
nepeHocsT 6eTa-aapeHob/10KaTopbl U UMEIOT
MPOTUBOMOKA3aHWUA K UX Ha3HaYEHMUI0.
EOK IB (YO 2 YYP A)



MpunoxkeHune b1. ANropuTm TaKTUKM BeAeHUA aCUMITOMHbIX Wﬁggzggggggqfc,(m
nauneHtos c [ KMIT

OBLWECTBO

AcumnTomHan AcmumnTomHas runeprpoduyeckan
aoruneptpodpuyecKasn cragus ctragua F’KMI

| ! |

MK no nokasaHuam

B + B
Het o6¢cTpykuun BT/THK o6cTpykumna BT/TK (cm. paspgen «npodunaktuka BCC»

Voo o

Cm. anroputm neyeHma
o6cTpykumu BT/IXK npu TKMN

| ! |

Crpatudukauma pucka BCC (exkerogHo)

AnutenbHoe HabawaeHue




KAPAMOAOTUYECKOE
OBLLECTBO

NeuyeHue. NleueHne XCH ¢ ®B > 50% y naumeHTos ¢ TKMIT w

* beta-agpeHobnoKaToOpbl, BEPAaNamMua peKoMeHA0BaHbI * PekomeHA0BaHO PacCMOTpPETb BO3MOMXKHOCTb
ANA YNy4YllEeHNA CUMNTOMOB CEPAEYHOM Ha3Ha4YeHMA (C OCTOPOXKHOCTbIO) HU3KUX 403 NEeTNEeBbIX
HeA0CTAaTOMHOCTU Y NAUMEHTOB € 06CTpyKTMBHOM TKMI 1 WNN TUA3UAHbIX ANYPETUKOB CUMMTOMHbIM NauMeHTamM C
XCH 111V ®K (NYHA) ¢ ®B /1)K > 50%. obcTpyKumen BT/THK ans ymeHbLIEHUS oAbIWKN NPU
EOK llaC (YAA 3 YYP C) Harpyske.

EOK IIb (YAA, 5 YYP C)
* Manble A03bl NeTneBblX U TMa3ngHbIX ANYPETUKOB

PEKOMEHA0BAHbI AN5 NAaUNEHTOB C HEOOCTPYKTUBHOM * Bepanamun He peKomeHAyeTCcA NaLuMeHTaM C
FKMIM n XCH 11-1V ®K (NYHA) ¢ ®B /1K > 50% ans obcTpykTnBHOM FTKMII B cnyvaax HAaIMUMA CUCTEMHOM
yayyweHnuma cumntomos XCH. rMNOTEH3MKN U BblPaXKeHHOM oAbILLKN B NOKOE.

EOK llaC (YAA4, 5 YYP C) EOK IliC (YAA4 5 YYP C)



NeyeHune. J/leyeHne XCH ¢ ®B < 50% y nauneHTOB C wigggggﬁg?;wm
HeobcTpyKTUBHOM TKMI]

OBLLECTBO

* MaumeHTam c HeobcTpykTMBHOM TKMI 1 @B /1K < 50% 3pPEKTUBHOCTb NO rocnUTanmMs3aumnam, CUMATOMAM U

pekomeHaytoTcs 6eTa-aapeHob610KaTopbl B 4ONONHEHME
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 rocnUTanmn3aumMam, CUMNTOMaM U
CMePTHOCTM NpeanosaraeTca, Ho He JOKa3aHa).

EOK llaC (YAA4 5 YYP Q)

MaymeHTam c HeobcTpykTUBHOM TKMIT 1 XCH 11—V ®K
(NYHA) c ®B /1)K < 50% pekomeHAyTCA Manble A03bl
neTneBbIX UIN TUA3UOHbIX ANYPETUKOB ANA YMEHbLUEHUA
CMMMNTOMOB, CHUXKEHMA PUCKA rocnnUTanM3aummn no
nosoay XCH (B oTcyTcTBME PaHAOMU3NPOBAHHbIX
nccnepoBanHmii no FTKMIM

CMEepPTHOCTU npeanosaraeTtca, Ho He LI,OKaBaHa).
EOK IlaC (YA4, 5 YYP C)

MauneHTam c HeobcTpykTUBHOM TKMIT ¢ B /1K < 50% un
nocTtoAHHbIMM cumnTomamm XCH 11—V @K (NYHA),
HecmoTpsa Ha ieyeHne AKD nurnbmutopamm (nnm
aHTAaroHUCTaMM aHrMoTeH3unHa ll, ecnm naymeHT He
nepeHocut AK® nHrubutopsbl) n beta-
agpeHobn0KaTOpaMm, PEKOMEHAYIOTCA a/lbA0CTEPOHA
AHTAroOHWUCTbI ANA CHUXKEHUA PUCKA rOCNUTANMU3aLMN NO
nosoay XCH n BCC (B oTcyTCcTBME PaHAOMM3UPOBAHHbIX
nccnepgosaHmi no FIKMI apdeKkTnBHOCTL NO
rocnutTaansaunam, CMMNToMam 1 CMepPTHOCTH
npeanonaraeTcs, HoO He AOKa3aHa).

EOK llaC (YAA4 5 YYP Q)



JleyeHune. /leyeHne pubpunnaummn npeacepanii y NauUeHTOB C wzgg;;«gggg;m
[[KMIT

OBLWECTBO

3apadyamu papmakorepanum npu FrKMI, * PekomeHA0BaHO Kaxable 6—12 mecaues
OCNOXKHEeHHOoU P, ABNAIOTCA KyNnupoBaHue nposoantb 48-yacosoe XMIKI anAa sbiAB/eHUA
npuctyna, npopuaakTUKa peuuamsoB apuTMmnm m Mano- Uan 6ecCMMnTOMHbIX Nnapokcnamos OI1 n

TPOoMb603Mb0oNANYECKNX OCNOXKHEHUM onpepeneHuna pmcka BCC B Koropte naumMeHTOB C
[KMIT n pasmepom J11 2 45 mm, HaxogALKMXCA Ha

CMHYCOBOM pPUTME.
EOK llaC (YO 4 YYP C)




JleyeHue. leyeHne pubpunnaunm npeacepamin y naunMeHToB C W;gggggggg;m

OBLWECTBO

KM

BoccraHOBNAEHUE CUHYCOBOrO pUTMa U NpodpunakTUKa B 3TOIA CMTYyaLLMM BO3MOXKHO NPMMEHeHue ABYX CTpaTeruia

peuuausoB BeAeHuA:

* BoccTtaHOBNEHME CMHYCOBOIO pUTMa NyTem NPsAMom 1. MNposBeneHne paHHen Kapanosepcum nocae YIM-IxoKr,
3NEKTPUYECKOM nan GapmMaKoaorMyeckom KapamoBepcum He BbiABMBLLUEN TPOMObI B JIM m M. AHTUKOArynAHTHaA
C BHYTPMBEHHbIM BBEieHNEeM aMNOJAPOHa noafeprkKa Bo Bpemsa npouenypbl BOCCTAaHOB/IEHUA
PEKOMEHA0BAHO Y NaLMEHTOB C HEAABHO BO3HMKLLEN (< CMHYCOBOro putma obsasaTtenbHa
48 yacos) 1.

EOK llaC (YAA4 5 YYP Q) . Mpwn HeBo3moXKHOCTK NpoBeaeHms YIM-IxoKl nau
BblAB/IEHMM TPOMOOB B nosiocTax npeacepanii npu Y-
3xoKrl cheayeT npoBOAUTL NO3AHIO KapANOBEPCUIO
nocne 3 Heagenb aHTUKOArynAHTHOM Tepanuu (nocne
KOHTponbHOW YIM-Ix0oKI, o6s3aTenbHOM B ciy4ae
HaANYnA TPOMbBOB B MONOCTAX NpeacepAnii Npu Nnepsom
obcnepgoBaHumn)




KAPAMOAOTHUYECKOE
OBLWECTBO

JleueHune. /leyeHne pubpunnaumm npeacepanii y naunMeHToB C w

KM

* AMnopapoH** pekomeHaoBaH ANA NPOPUNAKTUKM * PekomeHA0OBAaHO PacCMOTPETb BO3MOMXKHOCTb
peunansoB Pl nocne NPAMON 31EKTPUYECKOM Ha3HAYeHUA HU3KUX 403 AUTOKCUHA NALMEHTaM C
Kapauosepcuu. HeobcTpyKTUBHOM TKMI, cTpaaatoLmm NOCTOSAHHOM
EOK llaB (YAA4 4 YYP C) dopmont DI m XCH 11I-1V ®K NYHA, ¢ ®B < 50%, ans

KOHTPO/1A YaCTOTbl COKPALLEHMA KeNYyA0UKOB.

* beta-agpeHobnoKaTop, BEpanamua nam AUNTnasem EOK IIbC (YAA 5 YYP C)
PeKoMeHAYTCA A1 KOHTPOIS YAacTOTbl COKPALLLEHMN
Xenyao4dkos y naumeHTos ¢ FTKMI ¢ nocToasHHOW Mau * Maunentam c FTKMM, ochoxxkHeHHoM P be3
nepcuctupytowien Pdrl. Bblpa*keHHoro ysenndenus JIM, B cnyyasax peppakTepHoOM
EOK IC (YAA 5 YYP () K dapmakoTepannum CMMNTOMATUKU M HEBO3MOXKHOCTH

MCMNO/Ib30BaHMA aHTUAPUTMMUYECKUX NPenapaTos
PEKOMEH0BAHO NPOBEAEHNE KaTeTEPHbIX NpoLeayp.
EOK llaB (YA4 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.



OBLWECTBO

JleueHue. lMpodunakTnka TPOMO03IMOONTNYECKUX OCNOXKHEHNIN Y w;ggzgggggg%cm
nauneHtos c [ KMIT

* Ecnm HeT NnpoTMBOMNOKa3aHWMI, aHTAaroHMUCTbl BUTaMMHa K KommeHTtapui: wKana HAS-BLED (He BannaupoBaHa ana
(sapdapuH, uenesoe MHO 2,0-3,0) unu gaburatpaHa nauueHToB ¢ TKMIM): 6annbl 2 3 yKa3biBatOT Ha BbICOKUIA
3TEKCUNAT UK puBapoKcabaH nam annkcabaHx PUCK KPOBOTEYEHWNI N A0NKHbI ObITb MPUHATBHI MEPDI
peKoOMeHAYTCA BCEM NauMeHTam, Y KOTOPbIX pa3BMIach NpPeaoCTOPOXKHOCTM C NAabOPaTOPHLIM U KANHUKO-
nepcucTupyrow,as, NOCTOAHHaAA UM NAPOKCU3MabHaA MHCTPYMEHTA/IbHbIM KOHTPOJIEM.

dopma DI, ansa npodPUNaKTUKKM TPOMOBOIMBOANYECKUX
OC/IOKHEHUN.

EOK IC (YAZ 2 YYP B) * Ecaun naumeHT c FTKMI, ochoxHeHHon ®I1, He moxeT

NPUMHMMATb NOA0bpaHHYO 403y BapdapuHa M3-3a
NOBOOYHbIX AENCTBUN UIN HEBO3MOXHOCTU
noA4ep’KMBaTb TEPANEBTUYECKMN YPOBEHDb
aHTukoarynauum (MHO 2,0-3,0), nam HeEBO3MOXKHOCTHU
oCyLecTBAATb MOHUTOPUHr MHO, pekomeHayeTcA
MCnonb30BaTb gaburatpaHa sTeKcUNaT, Uan
puBapoKcabaH, uan anmkcabaH.

EOK IIbC (YAA 5 YYP C)

* OueHKa pUCKa KpoBOTEYEHUI NPU NOMOLLUM WKanbl HAS-
BLED pekomeHayeTcs Npu HasHadyeHnn BapdapuHa bes
WX B COYETAHUM C MHTMOBUTOpPaMM arperaumm
TpombouUNTOB.

EOK llaD (Y44 4 YYP C)



OBLWECTBO

JNleueHue. lNMpodunnakTnka TPOMO03MOOTNYECKUX OCNNOKHEHNN Y w;ggzggggggmm
nauneHTos ¢ [ KMI

* Bo Bcex cnyvaax TKMI, ocnoxkHeHHOM DI, * Tepanua aueTUICainLNIOBOM KUCNOTOM B A03MPOBKE
pekomeHAyeTCcA NOXKU3HEHHaA Tepanuma BappapruHOM 75-100 mr natoc knonuaorpen 75 mr B AeHb (Npu
(MHO 2,0-3,0), uan gaburatpaHa asTeEKCUAATOM, UNN HMU3KOM PUCKEe KPOBOTEYEHUIN) pEKOMEHAYETCS, eCNU
puBapoKkcabaHoM, UM annKcabaHoM, gaxe ecaum nauuneHT ¢ FTKMI, ochoxkHeHHOM DI, oTKa3biBaeTcA
CMHYCOBbI PUTM Bbl1 BOCCTAHOBAEH. NPUHUMATb BappapuH, nnm gaburatpaHa sTeKcmnat, nnm
EOK IC (YAA 4 YYP Q) puBapoKkcabaH, nnu anukcabaH.

EOK l1aB (YA, 5 YYP C)

KommeHTapwuii: BapdapuH unum gaburatpaHa sTekcunaT Uam puBapokcabaH uam annkcabaH cneayert HasHayaTb HE3aBUCUMMO OT

wkanbl CHA2DS2-VASc gaxe nocne ogHoro anmsoga Ofl.




POCCHMMCKOE
KAPAUMOAOTMYECKOE
OBLIECTBO
o)
% ACCOUMALMS
CEPOEYHO-COCYAMUCTBIX
o & XUPYPIOB POCCUM

Dy
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cepAevYHO-COCYAUCTbIX XUPYpPros

K/IMHUYECKUE
PEKOMEHOAL MW
MMNEPTPO®UYECKASA
KAPOMOMMUONATUA

0p06peHO Hay4YHO-NPAKTUYECKUM
Cosetom MuH3gpasa PP

XUPYPITNYECKOE
NEYEHUE
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JleueHune. Xvpyprnyeckoe n nutepseHUMoHHoe neyeHmne NrKMII 1 W:zsznzxzs:m

OBLWECTBO

é&\ ACCOUMALIMG
CEPIEYHO-COCYAUCTHIX

N XMPYPIOB POCCHN

* Peaykuma MMI pekomeHayetca naymeHtam IKMIM c I Peaykuua MXN ocywecTBaaeTca nyrem centabHOM
B BT/TXK (B nOKoe Uan makcumanbHbIM NPOBOLMPYEMbIM) MmuosaKktomum (CM3),
> 50 mm pT. cT., ¢ XCH [lI-IV ®K (NYHA), HecmoTps Ha pacwupeHHou CM3 (PM?3)
MaKCMMa/IbHYI0 NepPeHOCUMYIO Tepanuto. cenTanbHoOM cnupToBoid abnauuu (CCA).

EOK IB (YO4 2 YYP A)
Peaykuua MXI gonkHa BbINONAHATLCA OMNbITHbIM

* Peaykuma MMI pekomeHaoBaHa gna naymeHTos ¢ FTKMI cneyuanmncTtom, paborarowmm B MynbTUAUCLUNIMHAPHOMN
M NOBTOPHbIMM OOMOpPOKaMM NPU HArpysKe, KOMaHAe 3KcnepTtos B edeHnn FKMIN.
BbI3biBaembiMmu [/l B BT/ (B noKoe nnam makcMmanbHbIM
nposouupyembim) = 50 Mm pT. CT., HECMOTPA Ha Onpeaenaowmm GakTopom ANA AO0CTUKEHUA XOPOLUUNX
ONTUMANbHYIO Tepanuio. pesynbtatoB CM3/PM>3 u CAA asnsaetca onbiT LleHTpOB,
EOK llaC (YAA4 4 YYP Q) KOTOPbIN foNXKeH namepartbca 6onee yuem 50

npoueaypamm, BbinosIHAEMbIMMU B rog, u 6onee yem 20
npoueaypamu.




JleueHune. Xupypruyeckoe n UHTEpBEHUMOHHOE neyeHne FTKMI1 2 w
@ ég&gﬂngl-—lcygcvnwcmx

N XMPYPIOB POCCHN

* [poTtesnposaHme MK peKomeHO0BaHO Y CUMNTOMHbIX * PekomeHAyeTcA pacCMOTpeTb BO3MOXKHOCTb
nauueHToB c [[ 8 BT/1)K (B noKoe nan makcMmasibHbim npotesnpoBaHna MKy nauueHTos c [/l 8 BT/1)K (B nokoe
nposouupyembim) 2 50 Mm PT. CT. U MUTPaA/IbHOW MU MAaKCUMaNbHbIM NpoBoUMpyembiM) 2 50 mm pT. CT. U
perypruTauuen ot cpeaHen 40 TAXKENON CTeNeHu, He MaKCcMMaibHoM TonwmHon MXKI < 16 mm B mecte
BbI3BaHHbIX M301MpPOBaHHbIM [NCL cTBopKK MK. MWTpPA/IbHO-CENTa/IbHOro KOHTAKTa, ecin umeeTcA
EOK IlaC (YOA4 5 YYP C) MUTPaNbHAA peryprutauma ot cpegHen 4o TAXKENomn

CTeneHn Nnocsae U30AMPOBAHHOM CENTaNbHON MUOIKTOMUM.
EOK IIbC (YOA4 4 YYP ()

KommeHTapun: aHomanmm cTpyKTyp annapata MK,

accouumpoBaHHble ¢ TKMI, moryT n gonxHbl 6bITb
KommeHTapun: 2ononHUTENbHbIE BPOXKAEHHbIE NN

npnobpeteHHble aHomanmnm MK moryT Bbi3biBaTb
BbIPa*KEHHYI0 MUTPAJIbHYIO perypruTtauunio, Kotopasa He
obycnosneHa nckntountenoHo NCA MK. B sto cutyaumnm

YCTPaHeHbI BO Bpema onepaunmn ¢ uenbto cHu3uTtb [ 8 BT/,
He npmnberaa K 3ameHe MUTPA/IbHOrO K/lanaHa.

nnactuka MK (navkauusa), Kak npaBuIO, He CHUXKAET CTeNeHb
peryprutaumm, u ycTpaHeHMe ee BO3MOXKHO N1LLb
npote3npoBaHnem MK.




POCCMICKOE
KAPAMOAOTMYECKOE
OBLECTBO

JleueHune. Xvpyprmnyeckoe n MHTepseHUMUOHHOe ieyeHne N'KMIT 3

ACCOUMALIMNG
CEPAEYHO-COCYAMUCTHIX
e XUPYPTOB POCCHM

HG

(

KommeHTapuii: npu BbiaBAeHUU 2-ypoBHEBOWN 06CcTpyKUMKM (yBenndeHHbin Il B BT/1XK 1 Ha ypoBHe cpeaHen yactn nonoctu J1XK)
MMO3KTOMMSA MOXKET ObITb pacluMpeHa Ao cepeaunHbl nonoctn JIK 1 Bokpyr ocHoBaHuma MMM, ogHAKO AaHHblE O 40JTOCPOYHOM
spPeKTe TaKoro noaxoaa orpaHUYEHb.I.

B cneunanmsanpoBaHHbIX LEHTPAX, MMELWUX Hanbonblnii onbIT No nedyeHuto naymeHTos ¢ FTKMI, ncnonb3yerca
TPaHCANMKaNbHbIA AOCTYM, HAMNPABAEHHbIN HAa CHUXKeHue [l U yMeHbLUEHME CMMTOMOB Y NaLUMEHTOB CPpeAHEKeNya04KoBOM
OTKMI1. B peakunx cayyasax npu 2-ypoBHeBOW o6CTpyKumm JIHK ncnonb3yroT KOMOMHUPOBAHHbIN TPAHCAaNUKaAbHbIN +

TPaHCaopTaNbHbIN AOCTYN UAU NPABOXKENYA0YKOBbIA U TPAHCAOPTa/IbHbIN AOCTYMbI.

OnucaHbl TakXKe MEeTOANKUN YCNELUHOMN KoppeKunn ob6cTpyKummn BT/THK n mruTpanbHOM HEAOCTAaTOYHOCTU NYTEM BbIMOJHEHUA
TpaHcmuTpanbHo CM3 c oTceyeHnem nepeaHen ctBopkn MK m BbinonHeHna CM3 n3 BT/1XK ¢ nocneaytolien nnacTUMKomn Uam

npotesnposaHuem MK.

[ns BbinonHeHUA agekBaTHOM peaykumn MHKI npu PM3 pagom aBTOpoB peKOMEHA0BAHO NPUMEHSATb Pa3/IMYHble TEXHUYECKUE
npuembl: Mmobunmnsauma cepaua, NPUMeHeHUe TOPAKOCKONUM.




POCCMICKOE
KAPAMOAOTMYECKOE
OBLECTBO

JleueHue. Xnpyprmnyeckoe n MHTepBeHUMNOHHOe neyeHune NKMI1 4

ACCOUMALIMNG
CEPAEYHO-COCYAMUCTHIX
e XUPYPTOB POCCHM

HG

(

KommeHTapuii: npu cpegHexenygovykoson OFKMIT, npun oTCcyTCTBUM BbiPaXKEHHbIX aHOMaAUN MUTPAIbHOTO K/lanaHa MOKeT ObITb
BbINO/HEHA MMO3KTOMMA M3 NPABOro *Kenygo4Ka TPAHCBEHTPUKYIAPHBbIM MAN TpaHcnpeacepAHbIM AOCTYNOM. DTOT
XUPYPTrMYECKMN AOCTYN MMEET NPENMYLLECTBO Nepes TPaHCAopPTa/ibHbIM AOCTYNOM Y NaLMEHTOB MOJ10A40r0 BO3pacTa C
BblpaxkeHHoM runepTtpodmnen MK Bcheactene 6bonee HU3KOro pucka passmtua ABB.

Mpu BbIABNEHNU ABYXKENYA04KOBOMN 0b6CcTpyKumm (yBenmndyeHHbin [ 8 BT/ > 50mMm pT. CT. 1 yBennyeHHbi [ 8 BTMHK > 16mm prT.
CT.) MOXKET NPUMEHATLCA KOMBUHMpPOBaHHbIN gocTyn: CM3 TpaHcaopTaibHbIM A0CTynom n PM3 aoctynom co ctopoHbi M.

B cneunanmnsnmpoBaHHbIX LEHTPax, MMEIOLLNX HaNBOobLLNK ONbIT MO NeYeHnto naumeHTos ¢ FTKMI, npu BbiABAEHUM
NBYX}KEeNYI04KOBON 0O6CTPYKLUU, NPU OTCYTCTBUM aHOMANMN NOAKAANAHHbIX CTPYKTYP MUTPANbHOTO KnanaHa MUOSKTOMUS MOXKET
6bITb BbINONHEHA A0CTYNOM U3 MK TpaHCBEHTPUKYASPHbIM U TPAHCNPEeACEPAHbIM AOCTYNOM.




POCCMICKOE
KAPAMOAOTMYECKOE
OBLECTBO

JleueHue. Xnpyprmuyeckoe u nHTepBeHUMOHHOe neyeHue NIKMI1 5

ACCOUMALIMNG
CEPAEYHO-COCYAMUCTHIX
e XUPYPTOB POCCHM

(

g

KommeHTapui:

MNoka3atenamm apdeKTuBHOCTU Npoueaypbl PM3 npu IXOKI asnstoTca:

* KOHTaKT nepeaHei ctBopkn MK n MK (SAM-syndrome) oTtcyTcTsyer,

* ocTtaTouHbIv [[] B BT/1XK npu npoBoKauuun AonKeH bbiTb He 6onee 20 mm pT. CT.

ypOBeHb ycrnexa n 4acCtoTta OCNOXHEHWUN NMaBHbIM o6pa30N\ 3dBUCAT OT OlblTa XUpypra Man MHTepBeHLMNOHHOIO KapAanoaora.

[MoXkenaHuna nauneHTa (nocne I'IO,EI,pO6HOI'O O6CV)+(,£I,€HVIF| BApPMaHTOB }'IE‘-IEHVIH) MMEKT 3Ha4YeHne anAa NnpnHATUA OKOH4YaTe/IbHOToO
peweHunA.

Bbibop meToaa peaykummn MM (CM3/PM3 namn CAA) fonxKeH OCHOBbIBaTbCA Ha TLWATE/IbHOM 06Cnea0BaHUM NaLMeHTa U
0bcyXAEHUN MYNbTUANCUUNAMHAPHON KOMaHA0M CneumasncTos.




POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

MpunoxkeHune b10. MoKkasaHusa K peaykumm MM (CM3/PM3/CAA)

A\ ACCOLMALIMS
CEPAEYHO-COCYAMCTIX
s 2 XUPYPTOB POCCHN

XCH IlI-IV pyHKumnoHanbHoro knacca NYHA ¢ ®BJ/1XK = 50 % u/mnun Hannume gpyrux Taxenbix
cumnTomoB (06MOpPOKM, NPeaobMOopPOYHbIE COCTOSIHUA, CUHAPOM CTEHOKAPAUK), CYLLECTBEHHO

KnnHuueckune
OrpaHMYMBalOLWMX NOBCEAHEBHYO aKTUBHOCTb, HECMOTPA HA ONTUMAIbHYIO MeAUKAMEHTO3HYIO
Tepanuio
O6cTpykTMBHaAsA dopma KM (B nokoe nnm nuayumpyemas) c I s BT/TK = 50 mm pT. cT., KOTOpan
accounmpoBaHa c runeptpoodumenn MMM v nepeaHe-CUCTONIMYECKUM ABUMKEHNEM CTBOPKU
femognHamuuyeckue Hp e PeA A P

MWTPANbHOIO KNanaHa, Apyrmmu aHomanmamm annapata MK (xopabl, [MM) n pedpakTepHas K
NPOBOAMMOM Tepanmun B NOHOM obbeme

TonwmHa MK, agoctatouyHas ana 6esonacHoro n a¢pPeKTUMBHOIo BbINOAHEHUA onNepaumun Uan
AHaToMunyeckue npoueaypbl (N0 MHEHUIO onepaTopa), cocToaHMe annapata MK 1 nogKknanaHHbIX CTPYKTYP,
COYeTaHHble aHOMANMN KOPOHAPHbIX apTepumn



MpunoxxeHue b6. Anroputm Boibopa metoaa peaykumm MK w;asznzxze:m

OBLECTBO

%{ ACCOUMALMS
CEPMIEYHO-COCYAMCTLIX

R 2 XAPYPTOB POCCHM

o

<40 net Bospact > 60 net

3HauMMmas ConyTCTBYIOLLLAA IKCTPaKapAnanbHaa NaTonorma (BbICOKMIA XMPYPruieckuii puck)

HeobxoamMmocTb conyTcTBYOLWEro onepaTnsHoro BMellatenscrsa (AKLU, onepauymmn Ha MK)

+ runeptpodus B cpeaHel yactn JIXK; +/- cpeaHe-kenyaoukosan 0bCTpyKumns (HeobxoaAnmocCTb
PaCLUMPEHHON MUOIKTOMMUN)

TonwmHa MXTI = 30 mm

NcxoaHble 6110Ka,ﬂ,b| A0 BMeLLaTeNbCTBAa

BJIRMT (pnck ABB Il cT.)

BAHMNT

AHaToMusA cenTanbHbIX BETBEN KOPOHapHbIX apTepuit noaxoant ana CCA (BO3MOMXKHOCTb
NOEHTUPULMPOBATDL CEMNTANbHYIO BETBb, CHAbXKatOLLYO UCKNOUMTENbHO 6a3anbHyo YacTe MK
B 061aCTM MUTPA/IbHO-CENTA/IbHOIO KOHTAKTA)

AHOMaNMM NANUANSAPHBIX MbILWL, Y4aCTBYOLWME B CO34aHUM OBCTPYKLMU, AONONHUTENbHbIE
xopabl

bepemeHHOCTb + NOKa3aHMA K peaykumm MK

MoKasaHusA K xupypruyeckomy nedeHuto O (Xmpypruyeckn, nasep, KpMoBosaencrTeune)




MpunoxkeHue b5. Anroputm npegonepaLMoOHHON ANATHOCTUKM
Ana Bblbopa AONONHUTENbHBIX BMewWwaTenbcTB Ha MK npwu

CM3/PM3

+ aHomanum MK, He cBA3aHHbIE
¢ TKMI, kanbuudpuKauma CTBOPOK

v

CM3/PM? + nporte3nposaHue MK

TonawmHa MXI £ 18 mm
NCMK > 30 mm (> 17 mm/m?)
MP 22 cT.

v

MeHee arpeccuBHasa PM3
+ nankauma NCMK
+ nccevyeHmne AONONHUTENbHbIX
CTPYKTYP NANUANAPHDbIX MbILLL,

KM, pedpakrtepHasa K papmakoTepanuu

+ MaKc. nposouumpyemblii [,
B BT/TXK 2 50 mm pr. CT.

'

ToanwmHa MXI > 18 mm
NCMK > 30 mm (> 17 mm/m?)
MP 22 cr.

v

PacwmnpeHHaa MMoaKTOMUA
+ nankauma NCMK

+ UcceyeHue A0NOHUTENbHDbIX
CTPYKTYP NanUANAPHbIX MbILLL,

POCCUMCKOE
KAPAMOAOTMYECKOE
OBLUECTBO

A

A5\ ACCOLMALIMS

CEPAEYHO-COCYAMCTbIX
“ ¢ XWMPYPTOB POCCHM

+ aHomanuu NI

v

PacwmnpeHHaa MUOIKTOMMUA
+ BmelwlatenbcTso Ha MM

TonwmHa MXI > 18 mm
NMNCMK £ 30 mm
(£ 17 mm/m?)

v

PacwimnpeHHaa MUOIKTOMUA
+ uccevyeHune 4ONOAHUTENbHbIX
CTPYKTYP NANUANAPHbIX MbILLL,

+/- nnaukauma NCMK



NeueHune. MHBa3nBHbIe MeToAapl neverHmna O naumeHTos ¢ TKMI Wess—

(*/

\, ACCOLMALIWS
CEPLIEYHO-COCYAUCTBIX
S 2 XAPYPIOB POCCHN

* PekomeHA0OBAHO PacCMOTPETb BO3MOXHOCTb * UmnnaHTaumsa asyxkamepHoro (DDD)
npoBeAeHMs pagmodacToTHom abnauymm odara eIl 3N1EKTPOKAPANOCTMUMYNATOPA C PYHKLUMEN NEPEKNOYEHMUS
nauymeHtam c FTKMIM, ecam Ol He moKeT bbITb pexxmma (nocne abnaunm AB-y3na y naumeHtos 'KMI c
npeaoTBpaLLeHa aHTUAPUTMUYECKOM Tepanmen, nnm ®B > 50%) pekomeHAyeTca Npu HaAnyum
4acToTa *KeNyA04YKOBbIX COKPALLEHUN HE KOHTPOINPYETCS napokcmamanbHon Pl n ogHokamepHoro (VVIR) — npu
NNeKapCTBEHHbIMK NpenapaTamn, AN acCoLLMMpPOBaAHa C HANMYNUN NEPCUCTUPYIOLLEN UIN MOCTOAHHON POPMBbI.
HenepeHoCMMbIMMU NOOBOYHbIMU AEACTBUSMMU EOK IC (YAA 5 YYP ()

NEKAPCTBEHHbLIX NPENnapaToBs.
EOK IIbC (VA4 5 YYP C)



NleyeHue. VIHBa3MBHble meToabl neveHma O naumeHTos ¢ FTKMIT Wess—

OBLECTBO

%
\‘ ACCOLMALIMS

(*’/

| CEPAEYHO-COCYAMUCTHIX
R 2 XAPYPTOB POCCHM

* MaumeHTtam c TKMI, ochoxkHeHHOM ntobor popmoint O, * PekomeHA0BaHO PacCMOTPETb BO3MOXKHOCTb abnauum
n ®B < 50% nocne abnaunm AB-y3na n npu Haanumu oyara @I Bo Bpems CM3/PM3 y nauneHTos c FTKMIN,
MOKAa3aHUM K cepAeuYHON PECUHXPOHM3UPYIOLLEN OC/NIOXKHEHHOM cumnToMHOM DI NpPK HaANYUM NOKA3aHUN
Tepanuu peKOMeHA0BaHO PAaCCMOTPETb BO3MOXKHOCTb N OTCYTCTBUM NPOTMBOMNOKA3aHUN.
MMNaHTaUUN TPEXKAaMEPHOro (bMBEHTPUKYNAPHOTO) EOK IIbC (YAA4 5 YYP C)
3KC.

EOK IIbC (YAA 5 YYP C)



NeueHune. PekomeHaaumm no IKC y NaLmeHToB ¢ 06CTPYKTUBHOIA Wess—
FKMIT @

\, ACCOLMALIWS
CEPLIEYHO-COCYAUCTBIX
s 2 XAPYPTOB POCCMM

* PekomeHayeTca paccMoTpeTb BO3MOXKHOCTb NOCcToAHHOM IKC ¢ onTMMasnbHbiM AB nHTEpBaaom Ana cHuxKeHus I
B BT/ naun ans pacluMpeHums BO3MOXKHOCTU IeKapCTBEeHHOM Tepanumn beta-agpeHobaoKaTopom u/mam
BEpanamuaom y oTaenbHbix nauneHTos ¢ [[ B BT/1XK (B nokoe nnam makc. nposoumpyembiMm) 2 50 mm pT. CT.,
CUHYCOBbIM PUTMOM, CUMNTOMaMU, pePpaKkTEPHbIMU K NEKAPCTBEHHOW Tepanumn, MMELWMMMN NPOTUBOMOKA3aHMUS
K CCA nnu CM3/PM>, nnu BbICOKUIN pUCK pa3BuTua AB-61oKaabl B pesynbtate CCA nnm CM3/PM?.

EOK IIbC (YAA 2 YYP B)



KAPAMOAOTHUYECKOE

JleyeHue. PekomeHaaLMM NO CepAEYHOM PECUHXPOHU3MPYIOLLEN w;;;c;j;;oe

£ )A
Fal N ACCOLMALING
CEPIEYHO-COCYAUCTBIX

Tepanuun naumeHTos ¢ FKMI
AL d XMPYPTOB POCCHN

* MauneHtam c FTKMI, makcmmansHbim I B BT/TK < 30 mm pT. cT., XCH |-V ®K no NYHA, ®BJ/THK < 50% v BJTHIT ¢
AnntenbHocTbio QRS > 120 mc peKomeHA0BaHO PAacCMOTPETb BO3MOXHOCTb CEPAEYHON PECMHXPOHM3NPYIOLLEN

Tepanumn ana yaydyweHmnAa CUMNTOMAaTUKW.
EOK IIbC (YA,A 4 YYP C)



JleueHune. PekomeHpgaumm Nno NpakTUYECKMM acneKkTam
MMMNAAHTaUNK KapanosepTepa-gedmnbpunnatopa 1

£ )A
g /: \\ ACCOUMALINS

)} CEPIEYHO-COCYAMCTBIX
"¢ XWMPYPTOB POCCHM

* PekomeHpayeTca umnnaHtTauma MK y naumeHTos ¢ * MatnneTtHnn pmuck BCC cmepTn HeobxoaAMMO OLEHMBATD
'KMI1, nepeHeclinx OCTaHOBKY cepaua no npuunHe KT npw NepBoHa4Ya/sibHOM 0bcneoBaHUM NALMEHTA, a TaKKe
nnm ®©XK, nan y naumMeHToB CO CNOHTAaHHOM YCTONYMBOW Kaxkable 1-2 roga uav Nnpu nsmeHeHMm KAMHNYECKOro
KT, npuBoaALLEN K NOTepe CO3HAHMA AU HapyLLEHNAM cTaTyca.
reMoAMHAMMUKN, MPU OXNAAEMON NMPOAONKNTENBHOCTU EOK IB (YA4 4 YYP Q)

*un3Hu > 1 roaa.
EOK IB (YOL4 5 YYP Q)



JleueHune. PeKomeHOauMuM No NPaKTUYECKUM acneKTam FOCCHICKOE o

MMNAaHTaUMKU KapanosepTepa-aedpmnbpunnaropa 2 28 sccoumun

)} CEPIEYHO-COCYAMCTBIX
"¢ XWMPYPTOB POCCHM

* UmnnaHtauma UK pekomeHayeTca naymeHTam ¢ npeanonaraemboim 5-netTHum pmckom BCC > 6% u oxkngaemon
NPOAOXKNTENBHOCTBIO }KU3HU > 1 roga nocne noapobHOro KAMHMYECKOro obcneaoBaHUA C OLEHKOM PUCKa
nocaeayowmx ocnoxHeHnm n samanma UK Ha o6pas Kn3HKU, cCounmanbHO SIKOHOMMUYECKUIN CTATYC U
NCUXOI0rMYecKoe 340P0BbE.

EOK llaB (YOA4 3 YYP A)



OBLECTBO

MMMNAaHTaUun KapauosepTepa-gedubpunnartopa 3 T y—

CEPMIEYHO-COCYAMCTIX
e 2 XIAPYPFOB POCCHN

o

JleyeHune. PekomeHAaLUMKN MO NPAKTUYECKMM acneKTam w;zsznz:ze:m

* PeKOMeHA0BaHO PAacCMOTPETb BO3MOXHOCTb MMNAaHTaummn MK B oTAeNbHbIX rpynnax naumMeHToB C 5-1eTHUM
puckom BCC oT = 4 o < 6% 1 0XKnaaemom NpoaoKUTENbHOCTBIO XU3HKU > 1 roaa nocne nogpobHoro
KIMHUYeCcKoro ob6cnenoBaHMA C OLLEHKOW PUCKA NOCAeAYoWUNX oCcnoXHeHn u Banadmna UK Ha o6pas XKunsHu,
COLMANbHO-3KOHOMUYECKMI CTAaTYC U NCUXONOrMYecKoe 340P0BbE.

EOK IlIb B (YOA 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

JleyeHune. PekomeHAaLUMKN MO NPAKTUYECKMM acneKTam w;asznz:ze:m

OBLECTBO

MMNNaHTaUUM KapanoBepTepa-gedubpunnaropa 4 T y—

CEPIEHHO-COCYAUCTBIX
WS XUPYPTOB POCCUM

* PeKOmMmeHAyeTCcA pacCMOTPETb BO3MOXHOCTb UMniaHTauun UK y otaenbHbIX nayneHTos ¢ 5-netHum puckom BCC
< 4% npu HAANYUUN KNTUHUYECKUX XaPaAKTEPUCTUK C AOKa3aHHbIM NPOrHOCTUYECKMM 3HAYEHUEM, U B CAYyYasaX,
KOrga B pe3y/ibTaTe OLEHKU PUCKa NOC/IeayoWmMX OCN0KHEHUN 1 Bananna MK Ha o6pa3 *KMU3HK, coumanbHoO-
3KOHOMMYECKNI CTAaTyC N NCMXONOTMYECKOE 340P0BbE NpeanoiaraeTca obuiee NONOKUTENbHOE BANAHNE
mmnnaHTayum UK.

EOK lib B (YAA4 4 YYP ()

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. Anroputm NnepBMYHOU U BTOPUYHOM
npodunaktnkm BCCy nauymenTtos ¢ FTKMII

Mepsu4yHas npodpunakTuka

AHamHe3s, IxoKIl, XM3KIr

v

MNepemeHHbie no wkane HCM Risk-SCD:

— Bospacr — MakcumanbHasa ToNWMHaA

— CemeMHbI¥ aHamHe3 BCC muokapaa J1X

— HeobbacHumbie 06mopokn  — Heyctonumusas KT npu XMIKI
— 4 8 BT/IXK — Auvamertp /1N

|

Bann no wkane HCM Risk-SCD

Huskuia 5-neTHUM puck MpomerKyToUHbIN BbICOKUIA 5-neTHUI pUcK
(< 4%) 5-neTHui puck (4-6 %) (> 6%)

- - -

MKA*** 06bluHO UMKO*** moxeT 6bITb
He NoKa3aH pekomeHao0BaH

POCCUMCKOE
KAPAMOAOTMYECKOE
OBLUECTBO

A\ Accoumaums
CEPAEYHO-COCYAMCTbIX
XUPYPFOB POCCHM

BropuuyHas npodpunakTuka

— OcTaHOBKa cepaua
Bcneacteue T unm OXK

— CnoHTaHHana ycronumBan XT,
npusoaAwan K obmopokam
U reMmoAnHaMUYEeCKUM

HapyLleHUAM

OXunpgaeman NpoaoNKUTENIbHOCTb
*U3Hu > 1 ropa

!

NKO*** ponxeH 6biTb peKOMeHA0BaH



OueHKa pucka BCC y naumneHntos ¢ TKMIM (amepukaHckasa mogens) Wi

Mpepwectylowee cobbiTne:
* [pepotepaweHHana BCC
* O}, cnoHTaHHas yctonymBaa KT

MmeeTtca xota 6b1 1 U3 :

* CemenHasa uctopusa BCC

* Makc. TonwmnHa cteHkn J1XK =2 30 mm
* HeobbacHMManA cMHKoNa

* AnuKanbHaA aHeBpu3ma J1K

* ®B<50%

* Heyctonumsas KT

* BbipaxkeHHoe MHI npn MPT

AHA HCM SCD Calculator Ha caiTe https:

HeT

Aa

OBLECTBO

T/ B?
;&1 ACCOUMALINS
CEPAEYHO-COCYMCTbIX

WS XUPYPTOB POCCUM

o

—_— MK pekomeHpoBaH (1)

MK moxeT bbiTb peKomeHA0BaH
P))

/ UK moxeT 6biTb paccmoTpeH (2b)

UK/ He peKOMeHA0BaH
(3; noTteHuManbHLIN Bpea)

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


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

OueHKa pucka BCC y naymeHTtos ¢ TKMI (ameprkaHcKaa mogens) W

OBLECTBO

@1 ACCOUMALMS
CEPMIEYHO-COCYAMCTLIX

R 2 XAPYPTOB POCCHM

Umnnantauma UK dakKtopbl pucka BCC

NMokasaHa * MpepoTBpalieHHas BCC (BbXKMBLUME NOC/e OCTaHOBKKU cepaua Bcneactame KT nam OX)

NMoka3aHa * CMHKonNa, BbI3BaHHAA CNOHTAaHHOM yCTON4YNBOM KT, AN remogmMHaMMYeckn 3Haunman KT

Hanunuune xota 661 1 U3 cnegytowmx pakTopos:

* CemenHasa ucropma BCC scneactsme NIKMI

* HeobbsACHMMAA CMHKOMNA B Te4eHne nocnegHux 6 mec.
* MakKc. TonwmHa cteHkm J1XK =2 30 mm

NMoka3aHa



OueHKa pucka BCC y naymeHTtos ¢ TKMI (ameprkaHcKaa mogens) W

OBLECTBO

@{ ACCOUMALMS
CEPEYHO-COCYICTHIX

R 2 XAPYPTOB POCCHM
e

Umnnantauua UK dakTopbl pucka BCC daKTopblI-
moandUuKatopbl

MoKa3aHa * CnoHTaHHaa HYXT + xoT1a 6b1 1 3 ¢pakropos-moaMpUKaTopos pucka BCC:
° PUCKa UAM NauMeHT BXOAUT B Frpynny BbICOKOro pucka BCC Bo3pact < 30 net
MHI npyn MPT
* HeapekBaTHadA peakuma ALl Ha $u3. HarpysKy + xoTa 6bi 1 13 parTopos- Hannune
NMoka3aHa MOANPUKATOPOB PUCKA UM MNALUMEHT BXOAUT B rpynny BbICOKOTO PYCKa obcTpykumm BT/TK
BCC HeobbacHUMbIe
CMHKONbI B TeYeHue
PaccmoTtpeTb * CnoHTaHHaa HYXT nnn HeageksaTHaa peakuua A Ha du3. Harpysky bes nocneaHux 5 net
BO3MOXHOCTb A0NO/IHUTE/IbHbIX PAKTOPOB PUCKA
PaccmoTtpeTb * BblsBneHHas myTaums accoummpoBaHa ¢ BbICOKMM puckom BCC, 6e3 A
BO3MOXHOCTb apyrmnx ¢aktopos pucka BCC BbicOKOro pucka BCC:

* AnuMKanbHas

aHeBpusma J1XK
e OB /1K <50%




MpunoxeHune b8. AropnTM ANAarHOCTUKU U BPaYebHOM TaKTUKHK

NPU CNMHKOMAJZIbHbIX COCTOAHUAX

POCCUMCKOE
KAPAMOAOTMYECKOE
OBLUECTBO

A\ Accoumaums
CEPAEYHO-COCYAMCTbIX
XUPYPFOB POCCHM

(npe)cuHkonanbHble coctoaHmua npu FTKKMIN

LWar1l Noapo6bHbI aHamHe3 + gpyrue ¢pakTopbl pucka BCC

bonee BepoATHO — apUTMUUYECKUE NPUYUHDI

bonee BepoATHO — remoguHamMmMnyecKkue NPUUYMHbI

War 2 3Kr-moHuTopuposaHue (24/48 XMIKT;
HapY>XHbIA NETNEeBOIA PerucTpaTop; perucrpaTtop cobbiTMiA; UMNAAHTUPYEeMblil NeTIeBOV perucrTpaTop)

HYXT napokcusm P,
yet. KT CBT
v v

War 3 no anropuTmy

kA neyenusa oN

ABB lll cr.
ccey

9KC

Het »xusHeyrpoxxatowmx XHP

— M4 B BTIXK — Harpyska
— Basoaunarauyus — AK® nHrubutopbl, aHTaroHUcCTbl
— JOUK + (KOO < 60 mn/m?) aHruoteHsuHa ll, opraHuyeckume
HUTpaTbl, HUdeaunuH
— O6e3BOXKUBaHUE
v — Ouapes

Baso-BarasibHblii 06MOpPOK

— Koppekuusa ¢papmakorepanuu
— CM3/CAA npu NOBTOPHbIX 06MOpOKax npu Harpyske u 4 2 50 mm pr. cT.



JleueHue. PekomeHaaLMKM NO MMNAAHTALMMN BCIOMOTraTe/IbHbIX W:es::z:ze:m

OBLWECTBO

N1E€BOXKENYA0UYKOBbIX YCTPOMUCTB e y—

CEPIEYHO-COCYAUCTHIX
WS XUPYPTOB POCCUM

* PeKoMeHAyeTCcs pacCMOTPETb BO3MOXKHOCTb Tepanum NyTem MMNAAHTaALMKN YCTPOMCTB MEXaHUYECKOM NoAAEPKKN
KpOoBOODOpaLLEHNA HA NEPUOL HAXOKAEHUS B INCTE OXMAAHMA A9 HEKOTOPbIX NALMEHTOB C TEPMUHANBHOM
ctagueit XCH, KoTopble MOryT paccMaTPMBaTbLCA KaK KaHAMAATbl 41A TPaHCNAaHTaUMKn cepaua.

EOK IIbC (YAA 4 YYP C)

KommeHTapuii: 8 muposol npakmuKke 50% onepayutli no nepecadke cepoua 8birnoaHAMCA Ha ¢hoHe npedwecmsyroujeli

UMMNAaGHMayuu ycmpoulicme mexaHu4YecKol nodoeprKu KposoobpauwieHus.



JleueHue. TpaHcnNaHTaUMA cepaua y naumeHTos ¢ FKMIT w;zs:nz:se:m

* OpToTOonuyeckasa TpaHCNAaHTaLUA cepaL.a peKoMeH40BaHa
Ansa naunentos ¢ FTKMIM, umetowmx @B/ < 50% n
cumntombl 1=V @K no NYHA, naum HeycTpaHumble
eNyL04YKOoBble apUTMUN, HECMOTPA Ha ONTUMAIbHYIO
Tepanuio NP1 HaIMYMKU NOKa3aHNIM U OTCYTCTBUE
NPOTUBOMOKA3aHWM ANA TPAHCNIAHTALMMN.

EOK IlaB (Y44 4 YYP C)

OBLWECTBO

% ACCOLIMALIMS
CEPLIEYHO-COCYAMCTHIX
S /. YAPYPIOB POCCHM

KommeHTapum: onmcaHa tTpaHchopmauma F’KMI B cmelaHHbIN
MopPodyHKUMOHaNbHbIN deHoTun (TKMI + AKMI), cornacHo
Knacccndpukaumm MOGE(s), Tak Ha3. guaaTaunMoHHasA cTaaus
FKMI. TpaHCcnnaHTaUmMA cepaua MOXKeT ObITb })KU3HEHHO
Ba*KHOM cTpaTermen nedyenms npu F’KMI B KOHeYHOM cTagmu
3aboneBaHuA. [110X0OM KPATKOCPOUHbIN NPOrHO3 y NAaLMEHTOB C
AnnataunoHHom ctagmen TKMI npeanonaraer
uenecoobpasHocTb 6osee paHHEro PacCMOTPEHUA
arpeccuBHbIX MeTO40B Jie4eHUA, MOCKOJIbKY KOKHO
BO3MOKHOCTEN» MOXKET BbITb HEOOIbLLIMM, 0OCOBEHHO Y
NaUMEHTOB C CEMEMNHbIM aHaMHE30M Pa3BUTUA ANNATALUOHHOM
ctagmu TKMI1. 3akntoueHue, 4To y NauMeHTa pa3BmnBaeTca
avnatauma JIXK, cnegyeTt OCHOBbIBATb HA AMHAMUKe pa3mepos
JIK. laxke «HOpmanbHblie» pasmepbl JIXK Mmoryt o3Ha4vaTb
«AMNaTaUMOHHYIO CTaAuIO», Hanpumep, B anHamuke KAOPmx 35
MM —> 55 MM (Npn yCAOBMN KOPPEKTHOIFO U3MEpPEHUSA).




KAPAMOAOTHUYECKOE

JleueHue. TpaHcnNaHTauMA cepgua y naymeHToB ¢ [KMIT w:mm
(*Zw ACCOUMALMA

CEPIEYHO-COCYAUCTBIX
WS XUPYPTOB POCCUM

* PekomeHA0BaHO PAaCCMOTPETb BO3MOXHOCTb OPTOTONMYECKOM TPaHCNAAHTaUMKM cepaua ana nauneHtos ¢ OB JTK
> 50% n cumntomamm XCH llI-1V ®K (NYHA), BbI3BaHHOM ANACTONNYECKOM ANCHYHKLMEN, PE3UCTEHTHOM K
JIEKAPCTBEHHOM Tepanum NPu HaaM4YMM NOKaA3aHUMN U OTCYTCTBUMN NPOTMBOMNOKA3aHMM ANs TpaHcnaaHTauum Prl.

EOK IIIB (YA, 4 YYP C)



MpunoxKeHune b9. Anropntm BpavyebHOM TAaKTUKKU B 3aBUCUMOCTHU OT

ctagun 'lKMI1 n BapnaHTa KAIMHUYECKOro TeyeHuA

POCCUMCKOE
KAPAMOAOTMYECKOE
OBLUECTBO

A\ Accoumaums
CEPAEYHO-COCYAMCTbIX
XUPYPFOB POCCHM

BobpoKauecTBeHHOE Te4eHue

»  Ha dpoHe papmaKoTepanum

AcumntomHasn Ctpatudukauma —» BbicOKmii puck BCC —» UKJ CrabunbHoe
AorunepTtpoduyeckan cragua pucka BCC <
* (exxerogHo) :
Habniopexuve T
I

AcumnTomHas
runeprtpodpuryeckan cragua

+ ®n

:

Mo anroputmy neyeHua eIl v
+ CUHAPOM CTEeHOKapaAuun
Mo A/ITOPUTMY AUArHOCTUKMU Vl/VIﬂM nuwemuma MMOKapAaa, BbiABNEHHaA
v nevyeHunsa UBC ¢ UHCTPYMEHTa/IbHbIMU MeToAam

]

CumnTomHas XCH lI-IV cT. " JleueHue o6¢cTpyKummn BT/
runeptpodpuueckas ——p ®B/1K 2 50% Peaykuua MXM (CM3/PM3, CAA)
crapms + 06cTpyKuma JIK

v

XCH -1V cT1.; ®B/TK < 50%
Het 06cTpykuum 1K
+ aunatauma JIXK n/mnu pectpukuma

L Tepanua XCH

» PecuHXpoHU3MpYlOLLAA Tepanua

> TpaHcnnaHTauma cepaua



POCCMMCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

KM y otaenbHbIX KaTeropuun naumeHToB. Peabunmtaums,
NnpodUNAKTMKAE, OPraHM3aLMA OKa3aHNA MeANLNHCKON MOMOLLLM

|| ACCOLIMALIMS
CEPAIEYHO-COCYIUCTIX
s 2 XUPYPTOB POCCHN

bepemeHHOCTb U poabl Yy NnaumeHToK ¢ TKMI 64

MeauunHckas peabuantayms, MeauLMHCKME NOKAa3aHMA N NPOTUBOMNOKA3aHMA K NPUMEHEHMUIO
MeToA0B peabuantaumm

67

npO(I)I/U'IaKTMKa U AncnaHcepHoe Ha6I'II-O,CI,eHI/Ie, MmegnumMHCKUE NokasaHAa N NPoTMUBOINMOKA3adHUA K 67
nMPUMEHEHUIO METOA0B I'IpO(I)VI!'IaKTMKI/I

OpraHun3auma okasaHUs MeauLUHCKON NOMOLLM

* [oKa3aHusA K N1aHOBOM rocnuTaamnsaumm 20
* [MoKa3aHWA K 3KCTPEHHOM rocnuTanmsaumm

* [MoKa3aHWA K BbINUCKE NaLMeHTa U3 CTalMOoHapa



POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

Kputepum oueHKU KauectBa meauLUHCKON NOMOLLLU

A\ ACCOLMALIMS
CEPAEYHO-COCYAMCTIX
s 2 XUPYPTOB POCCHN

T —— e L L

BbinosnHeHbl KT n TT-IxoKr Na/Het

BbinonHeHo MPT cepaua ¢ KOHTpacTupoBaHmem nnm KT cepaua ¢ KOHTPAaCcTMPOBaHUEM
NPV HaIMYUN MEeAUNLMHCKNX MOKa3aHMW U NPU OTCYTCTBMU NPOTUBOMNOKa3aHuN. B
2  Cc/ay4vae OTCYTCTBMA BO3MOXHOCTM BbINONHEHMA 3TUX METOA40B NCCNe0BaHUA B IC 5/C Na/Het
MEANLMHCKOM YYpEeXKAEeHNM NALNEHT Hanpas/aeH B Cneumaan3npoBaHHbIN
KapAMONOTrMYECKNIM LUEHTP ANS BbINO/JIHEHUA AAaHHbIX UCCNeA0BaHUN.

3  BbinonHeHo XM3KrI IB |/B [a/Het

BbinoNIHEHbI @aHANN3bl: KAIMHUYECKMUIA aHANNU3 KPOBU U 0OLLMIA aHANNU3 MOYN,
4  BUNOXMMWYECKMI aHANN3 KPOBMU (BKAKOYAA XONECTEPUH, TPUINLEPUAbI, KaNUN, HATPUA, IC 5/C Na/Het
ACT, ANTT, MoY€eBUHY, KpeaTUHWUH, BUANPYOUH, IOKO3Y)



POCCMMCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

Kputepum oueHKU Kauectsa megULUHCKON NOMOLLMU

\)| ACCOLIMALIMS
CEPAEYHO-COCYAUCTHIX
S 2 XPYPTOB POCCHN

el e | cox | aww

MpoBeaeHa cTpaTUudUKauma pucka y naumeHToB ¢ FTKMI co cpeaHnum n HU3KUM
puckom BCC, a TakKe y nauueHToB ¢ OTKMI, nepeHecwnx CM3/PM3 (amepuKaHCKas

5 . IB |/B H
moaenb). OnpeaeneHbl NnokasaHus K MK B 3aBUCMMOCTU OT MeAMLMHCKMUX NMOKa3aHUM / Pyt
M NP OTCYTCTBUU MEAMLMHCKMUX NPOTMBOMNOKA3aHMMN
MpoBeaeHa cTpaTudmKauma pucka y naumenTtos ¢ FIKMI u Bbicokum puckom BCC, a

6 TakKe y naumeHToB ¢ OTKMI, nepeHecwmnx CAA (eBponeickasa mogensb, wkana HCM B /B Nla/Her

Risk-SCD). Onpeaenenbl nokasaHua K UK B 3aBUCMMOCTUN OT MeANLNHCKUX
NOKa3aHMN U NPU OTCYTCTBUM MEeANLMHCKUX MPOTUBONOKA3aHWNM



POCCMMCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

Kputepum oueHKU Kauectsa megULUHCKON NOMOLLMU

A\ ACCOUMALIMS
CEPAIEYHO-COCYAUCTIX
S & XUPYPTOB POCCH

s

el e | co | vaawee

MpoBeaeHa Tepanus beTa-agpeHobA0KaToOpoM, U/ MAn BAoKaTopammn «MeasIEHHbIX»
Ka/ibLueBbIX KaHanos, U/ mnu AK® nHrnébutopamu, u/mnmn 61okatopamm peLenTopos
7  aHruoTeHsuHa ll, n/unu anypetmkamu (B pexkxmme MoHOTEPANUM UIN B PEXUME IC 1/C [a/Het
KOMBWUHMPOBAHHOM Tepanum) B 3aBUCMMOCTU OT MEANLMHCKUX NOKa3aHU U Npu
OTCYTCTBUM MEANLMHCKUX NPOTUBOMOKa3aHUM

MpoBeaeHa cTpaTUdUKaLMA MAaTEPUHCKOTO PUCKa bepemeHHOM nauneHTKu ¢ FIKMI, ¢

o IC 5/C [a/Het
MCNONb30BaHMEM MOANPULMPOBAHHON KnaccudumKaumm BO3 maTepnHCKOro pucka

9 MaymeHT c TKMI HaxoguTca noa AncnaHcepHbIM HabtoAEHMEM B NOINKAUHUKE IB Na/Het



w;@oo CNACHUBO 3A BHUMAHMUE!



