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KITMHWYECKWE PEKOMEHZALINNA

Cnucok cokpaLeHuii U YCIOBHbIX 0003Ha4YeHuin

AB — aTpuOBEHTPUKYJISIPHBII

Al — apTepuanbHasi TUTIEPTOHUS

AJl — aprepuanbHOe TaBIeHUE

BO3 — BcemupHasi opraHu3alnusi 31paBOOXpaHEeHMS
BCC — BHe3zamHasi cepiedHast CMepTh

BTJI2K — BBIXOIHOI TPAKT JIEBOTO KeJyqouKa
BTTIK — BBIXOZHOI1 TpaKT MPaBOTO XKeJIya0ukKa
I'/1 — rpagueHT naBieHus

I'KMIT — runeprpoduueckast KapauoMUOIaThs
TJI2K — runeptpocdus J1eBOro Xeyaouka

I'TIXK — runeprpodusi mpaBoro xenyaouka
JKMII — nuiaraiimoHHast KapaMuoMUOTaTHs

JADKC — nByXKamMepHbIil UMIUTAHTUPYEMBIi 2JIEKTPOKAPIUOCTUMY -

JISITOP
UATT® — MHrMOUTOP AaHIMOTEH3UHITPEBpallallIero hepMeHTa
KHP — XenynouykoBble HApYLICHUST pUTMA

KT — xenynoukoBast TaXMKapaust

HUBC — umemuyeckas 60Jie3Hb cepila

K]l — uMIiaHTUpyeMblii KapauoBepTep-aehuopuuisiTop
WM — nHbapkT Muokapaa

MMBOKA — uHbapkt Mmuokapaa 6e3 00CTpyKLIMK KOPOHAPHBIX
apTepuii

MMT — uHaeKe Macchl Tesa

KATI' — xoponapoaHruorpadbust

K1 — KOHEYHO-AMACTOJIMYECKOE JaBICHIE

KO — KOHEYHO-1MaCTONINYEeCKUI 00beM

KT — xoMmnbloTtepHasi Tomorpacdust

JI2K — neBblIit xxenymnouek

JITT — neBoe mpencepnue

MXKIT — mMexckenymoukoBasi eperopoaka

MK — MuTpanbHbIi K1anaH

MHO — MexayHapoaHoe HOpMaJIM30BaHHOE OTHOLIEHUE

MP — MutpanbHasi peryprutanust

MPT — mMarHUTHO-pe30HaHCHast ToMorpadus

MCKT — mynbTrcniupalibHasi KOMITbIOTepHast ToMorpadust

OT'KMIT — obcTpykTuBHas rumnepTpoduyeckast KapauoMUOoIaTust

TT2K — npaBblii Xenyno4ek
IIM — manuyutsipHble MBIIIIITBI
I[THI' — no3nHee HaKoIUIEHUE TagOJIUHUS

TIC — nepenHe-CUCTONIMYECKOE IBUKEHUE

PKMII — pecTtpuKTrBHasi KapIMOMHUOTIATUS

PMB — pacuimpeHHass MUOSKTOMUS

CAA — cenTajibHast alKoOroybHas abianus

CJ1 — caxapHbIit tabdeT

CMD — cenraibHasi MIOIKTOMUSI

CH — cepneyHast HEIOCTaTOYHOCTh

TT-Dx0KI — TpaHcTopakanbHas 3xXoKaparorpadus

Y11 — ypoBeHb 10CTOBEPHOCTHU 10KA3ATEIbCTB

YO — ynapHblit 00beM

YYP — ypoBeHb yOeIUTETBHOCTH peKOMEH AN

®B — ¢pakuus BeIOpOCa

DX — buOPMILISILIUS KETYI0YKOB

DK — byHKIIMOHATBHBIN KJTacc

®H — dusuyeckas Harpy3ka

®I1 — pudpMILISLIUS Ipeacepauit

®P — pakrop pucka

XMBKI — xonTepoBcKOe MOHUTOPUPOBAHKE 3JIEKTPOKAPAMOTPAMMbI
XCH — xpoHuyeckas cepeyHas HelOCTaTOYHOCTh

UIT-Dx0KT — upecnuiieBoaHast axokapauorpabust

YCC — vacToTa cepaeyHbIX COKpaIIeHU

DKI — anekrpokapanorpadusi/3aeKTpoKapauorpaMMa

DKC — 21eKTpOoKapIuOCTUMYIISITOD, JEKTPOKAPIAUOCTUMYIISIIUS
DxoKI' — sxokapauorpadus

B-Ab — GeTa-anpeHO06J10KaTOPbI

BNP — M03roBoit HaTpuitypeTuuecKuit menTu

INOCA — ischemia with non-obstructive coronary arteries (MieMust
6e3 00CTPYKLIMKM KOPOHAPHBIX apTePUii)

MINOCA — myocardial infarction with non-obstructive coronary
arteries (MHMapKT MHOKapaa 6e3 0OCTPYKIIMN KOPOHAPHBIX apTepuii)
NT-proBNP — N-koH1IeBO# (hparMeHT MpeAIIeCTBEHHUKA MO3TOBOTO
HaTPUIAypETUYECKOTo MenThaa

NYHA — HI;]O—I;IOpKCKaSI Accouuanus cepaiia

** — npemapaT BKJIIOYEH B ITEpeYeHb KU3ZHEHHO HEOOXOMMMBIX M BaXK-
HEWINX JIEKApCTBEHHBIX MPEMapaToB; *** — MemuIMHCKOe U3Meue,
UMIUIAHTUPYeMOe MPU OKa3aHUM MEIWLIMHCKON MOMOIIM B paMKax
MPOrpaMMBbl TOCYIapCTBEHHBIX TapaHTUW OECIJIaATHOTO OKa3aHUs
rpaXxKaaHaM MeIUIIMHCKON TTOMOIIIH.
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TepMuHbl 1 onpeaeneHus

Tuneprpoduueckas kapmmomuonarus (F’KMII) — reHetnuecku o0y-
CJIOBJICHHOE 3a00JieBaHNEe MUOKAp/a, XapaKTepU3YIOIeecs] THIIePTPO-
dueit muokapaa nesoro xeaynouka (JIK) (>1,5 cM) u/uiu npaBoro
xkenynouka (I12K), yamie acuMMeTpUIeckoro xapakrepa 3a CUeT yTOJ-
LEeHUST MexXOoKenynoukoBoii neperopoaku (M2KIT), uyro He MoxeT 00b-
SICHSIThCSI UICKJTIOUUTESIbHO MOBBILIEHUEM Harpy3ku JaBIeHUEM, U BO3-
HMKaolllee IIPU OTCYTCTBUM IPYTOTO CEPLEYHOTO MU CUCTEMHOIO
3a00JIeBaHMs, META0OIMUYECKOTO WM TTOJIMOPTAHHOTO CHIPOMA, CBSI-
3aHHoro ¢ runeptpodueit JIK (ITTK).

Oo0cTpykTuBHasi runeprpodudeckas kapauomuonatus (OTKMII) —
dopma 'KMII, conpoBoxknaromasics HapylueHUeM BHYTPUCEPACYHOMI
reMOIMHAMUKU B BUIE MPETSTCTBUSI CUCTOJIUYECKOMY U3THAHUIO U3
JIK w/unu T12K, 4T0 NpUBOAUT K yBEIUYEHMIO IPaAMEHTa NaBICHUS
([') B BeixogHoM TpakTe JIZK m/vnm K (BTJIK; BTITXK).

TJIK BTOpMYHOro reHe3a — yHUBepcaibHass KOMIIEHCATOPHO-TIPUCTIO-
coOUTETbHAST peaKIns B OTBET HAa N3BECTHBIN TeMOITMHAMUYECKHIA UITH
npyroii ¢pakrop.

Joruneprpoduyeckas craaua 'KMII — stan B pazButuu 3aboseBa-
HMsI, TIPY KOTOPOM OTCYTCTBYIOT TIPU3HAKU TUNIEPTPOGUU MUOKApIA,
onpernesieMble ¢ TOMOLLBIO BU3YaIU3UPYIOIIUX METOAUK.
Cyokamnnyeckas craauss TKMII — srtan B pa3BuTuM 3abosieBaHUs,
MPU KOTOPOM HET KIMHWYECKONW CUMITOMATHUKU, XapaKTepHOU ISt
'KMIT.

Tenorun (+)/denorun (-) — HOCUTEIM MATOJOTMIECKOM MYTAlLMM, ac-
counnpoBaHHoit ¢ TKMII, noruneprpodurueckoit u cyOKIMHUYECKOM
craguamu ['KMII.

Bo3pact3aBucuMasi MeHETPAHTHOCTh — YBEJIMUCHUE YACTOTHI BBISIBIIC-
Hus heHoTunuueckux npusHakos 'KMII, onpeaensieMbIX ¢ TOMOLIbIO
PYTUHHBIX MeTOnOB (31eKkTpokapauorpadust (DKI'), sxokapauorpa-
dus (OxoKTI)), cpenu Hocuteneil MaTOreHHbIX TEHETUUECKUX BapuaH-
TOB IO Mepe MOBBILIEHUS BO3pacTa.

Buesannas cepneynas cveptb (BCC) — HeHacusibCTBEHHast, 00YCIOB-
JIeHHas1 3200JIeBaHUSIMU Ceplilia, CMEPTh, MaHU(DeCTUPYIOIIasi BHE3aI-
HOI ToTepeil CO3HaHMsI B TeUeHUE MEPBOrO yaca ¢ MOMEHTA TOsIBJIC-
HMSI OCTPBIX CUMIITOMOB.

Crparudukanus pucka BCC — onpeneneHne He3aBUCUMBIX MPEIUKTO-
POB, OTIPEIENSIONINX BeposiTHOCTD prucka BCC y maiieHToB ¢ onpene-
JIEHHO# cepaeuHo-cocynucToil nmaronorueit. llkana pucka BCC npu
I'KMIT (HCM Risk-SCD) pekoMeHayeTcsl B Ka4ecTBe MeToa OLIEHKH
pucka BCC.

Ilepenne-cucrommyeckoe apmkenne (IIC/I) cTBOPOK MHTPATLHOIO Kia-
nana (MK) — nBuxenue crBopok MK B cuctony k MXKII Bruiots 1o
KacaHusl (MUTPAIbHO-CENTANbHBIN KOHTAKT), YUYACTBYIOLIEE B CO3Ma-

Humn ooctpykumun BTJIK. AHIIOSI3bIUHBIN TepMUH — systolic anterior
motion syndrome (SAM-syndrome).

BasanbHas o6cTpykums (oocTpykuus B BTJIZK) — npensitcTBue Ha ypoBHE
BTJIXK cucronnyeckomy nsrHanuto us JIZK.

CpenHeKeTy109K0Bast 00CTPYKIMA — MPETISITCTBIE CHCTOIMYECKOMY KPO-
BOTOKY B cpenHeit yactu nonoctu JIK, Ha ypoBHE CpeIMHHBIX CerMEeH-
ToB JI2K.

“Knaccumueckuii denorun” 'KMIT — mopdodyHKITMOHANIBHEIN (heHo-
Tun [KMII, npu kotopom coderatotcst acummeTpudHast [JIK (runep-
Tpohust MKII), ymeHbleHHbI pazmep nojoctu JIZK n ob6cTpyKiius
BTJIXK.

JlarenTHaa oOcTpykuMa — remoauHamudeckas opma OTKMII, npu
KOTOPOIi MPEMsATCTBUE CUCToaMYeckoMy u3rHanuio u3 JI2K BozHukaer
TOJIBKO TPH HArPy3Ke WM MTPOBOKAIIMOHHBIX ITPO0Oax.

Heratusnoe pemonempoBanne (aHri. adverse remodeling) — dbuHamb-
Hasl CTamusl aIanTUBHBIX U Ne3afaNTUBHBIX U3MEHEHU I B MOPaXkeHHOM
opraHe. Ilpu 3TOM HabGmogal0TCS “cMellaHHble” MOphOhYHKIIMO-
HaJIbHble (PEHOTUIBI — TUMNepTpodUYecKuii + TuaaTallMOHHBIN, TH-
nepTpocdudeckuii + peCTPUKTUBHBIN, U, KaK MIPABWIO, YMEHbIIEHUE
CTeNeHU TurnepTpoduu.

Pacumpennas muodkromuss (PMD) — omepaiiusi, BKiIoJaomiasi pe3ek-
o MXKII B GosnbiieM o0beMe, 4YeM MpPU CENTAIbHON MUOIKTOMUM
(CMD) o A. Morrow, MOOWIM3AIMIO U PE3EKILIMI0 TUIEepTPOhUpo-
BaHHBIX ManmuuisipHbIX Ml (ITM) u runeptpodupoBaHHBIX MbI-
MIEYHBIX TPAOEKyIT (AMMKAITbHO-0a3aIbHOTO MBIIIIEYHOTO TTyJKa).
Penykumsa M2KIT — xupypruyeckoe (CMD, PMB) win sHIOBaCcKY-
JIsipHOE (cenTalibHas ankorosibHas abnauus (CAA)) BosaeiicTBUE 1O
yMeHblIeHUo TomuHbl M2KTI.

CekBeHHPOBaHNE HOBOTO MOKOJIEHHS — pacIIn(pOBKa CTPYKTYPHI Jie-
CSITKOB U COTEH FeHOB, OIpeaeisieMas ONHOMOMEHTHO.

CMD — omepauusi pe3eKIMd MHOKapna B 0a3albHBIX CErMEHTax
MXKIT.

YpoBenb nocroBepHocTu nokasarensctB (YJI) — creneHb yBepeHHO-
CTU B TOM, YTO HaiileHHbII 3 GhEKT OT NPUMEHEHUS] MEAULIMHCKOTO
BMEIIIATeILCTBA SIBJISIETCS] UCTUHHBIM.

YpoBeHb yoenutenbHocTH pekomennammii (YYP) — crerneHb yBepeHHO-
CTU B JIOCTOBEPHOCTH 3¢ deKra BMelaTe bCTBa U B TOM, YTO CJIe0-
BaHME PEKOMEHIAIUSIM MPUHECET OOJIbIle MOJIb3bI, YeM Bpela B KOH-
KPETHO CUTYalluu.

Denokonuss TKMII — 3a60jieBaHKe ¢ M3BECTHBIM 3THOIATOIEHE3OM,
deHotunmnuecku roxoxkee Ha TKMITI.

®enomen “disarray” — OGecriopsiIOYHOE PACTIONOXEHUE KapaIuoMMO-
LIUTOB U MBIILIEYHBIX BOJOKOH.
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1. KpaTtkas uHpopmaums no 3abonesaHuio uim
COCTOSIHUMIO (rpynne 3a6oneBaHuii NN COCTOSIHUIA)
1.1. OnpenenexHue 3a6oneBaHns NN COCTOSIHUS
(rpynnbl 3a60neBaHuiA UM COCTOSHUIA)

I'KMII — reHeTnuecku oOycaOBJIEHHOE 3a00JIeBaHUE
MMOKap/Ia, XapaKTepHU3yIoleecs: TUIIepTpodueit MIoKap-
ma JIK (>1,5 cm) u/umu 112K, gamre acmMMeTprIecKoro
xapakTepa 3a cyeT yroiameHust M2KII, uto He MoXeT 00b-
SICHSITBCSI MCKJTIOUMTETBHO TTOBBIIICHUEM HArpy3KU JaB-
JIEHWEeM, WM BO3HUKAIOIIEEe TPU OTCYTCTBUM JIPYTOTO Cep-
JIEIHOTO MJIM CUCTEMHOTO 3a00JIcBaHMSI, METa0OIIMIECKO-
ro WM TOJIMOPTaHHOTO CUHApOMa, cBsizaHHoro ¢ [JI2K.

1.2. dTnonorusa u natoreHes 3abonesaHus Unu
COCTOSIHUSA (rpynmnbl 3a605€BaHUIt UIN COCTOSIHUIA)

Drtronorua 'KMII

I'KMII gBasercst reHeTUYeCKU 00YCIOBJIIEHHOM I1a-
TOJIOTHEH; MOICHTUOUIIMPOBAHKI >2(0 IPUINHHEIX TCHOB,
cBsg3aHHbIX ¢ pazputueM ['KMII. I'eHeTuueckuii ckpu-
HUHT 8 HanboJiee YaCThIX IPUUYMHHBIX TeHOB, KOTUPYIO-
IIHUX pa3IuIHbIe OCJTKN KapIMOMUOIINTOB, 1aeT BO3MOX-
HOCTh OIIPEHCIUTh NMPUINHY 3a00JIeBaHUS IIPUMEPHO
B 60% ciyuaes [1-13].

B ocuose pazButusi [KMII Haunboiiee yacto nexar
IMaTOTeHHBIC BapMaHTBHI B Te¢HaX, KOOAMPYIOIINX COKpa-
TUTEJIbHBIC OCJIKN capKoMepa — Muo3nH (MYH7), muo-
suHCBs3bIBatommit 6emok C (MYBPC3), aktuH (ACTC),
tportonuH (TNNI3, TNNT2, TNNC) [2-17].

Ha ponto matoreHHbIX BapuaHTOB B reHax MYH7
u MYBPC3 IpuxoouTcs OKOJIO TTOJIOBMHBI BCEX CITyIacB
pazsutuss 'KMII. Manudecrauus KIMHUYECKUX TTPO-
SIBJICHUH TIPX ABYX CaMBIX PaCIIPOCTPAHCHHBIX MYTaIIMSIX
MYH n MYBP-C Bo3MOXHa B 11000M Bo3pacTte. Jle6ioT
3a00JIeBaHMS B IETCKOM WM IIOAPOCTKOBOM BO3pacTe,
a TaKKe Y MOJIOIBIX B3POCBIX YACTO aCCOLIMUPOBAH C Ce-
MelHOI (opMoit 3a00yieBaHUSI U 0OjIee TSKEIbIM Teue-
HueM [2-4, 6-8, 12, 16-19].

Passutne 'KMII Ha one myraumii B rene TNNT2
aCCOLMMPOBAHO C OOJIBPIIIMM PUCKOM Pa3BUTHUS CHHIPO-
ma BCC Ha ¢oHe yMepeHHOTro yBEeJIWYEeHUS TOJIIMHBI
MZKIT u 6osiee HUBKMMU MMOKa3aTeIsIMU MacChl MMOKap-
na JIXK [2-7,9-11, 13, 15, 16, 20-24].

B GonbpIIMHCTBE clTyyaeB IaTOTeHHBIC BapUAHTHI, ac-
couunpoBanHbsie ¢ [KMII, nipeacrasnsitor co0oit yHU-
KaJbHBIC 3aMCHBI, OIMMCAHHBIC OMHOKPATHO MJIM BCETO
IIJIST HECKOJIBKUX CTydaeB; YacTOTa KaxKIOil TaKoi 3amMe-
HBI cpeau Bcex reHetndyeckux npuunH ['KMII He mipe-
BhIraet 1% |5, 25, 26].

B psane ciayuaes (5-7%) 3abojieBaHUE MOXET pa3BU-
BaTbcs Ha (poHe 2, 3 1 Oojiee MATOTCeHHBIX BapMAHTOB.
YacTo BcTpeyaroTcss KOMOMHAIINY MyTaIliii B TeHAX, KO-
NUPYIOLINX capKoMepHBbIe Oesku. B aTom ciyuae 3abose-
BaHME XapaKTepU3yeTcsT 00jiee paHHUM IeOI0TOM (JacTo
B IIETCKOM BO3pacTe), OOJBIICH CTeTICHBIO TUIIEPTPODUN
MZKII u Gonee BBICOKMM PUCKOM Pa3BUTHUSI CUHIpPOMaA
BCC [3,4,7, 16, 23, 27, 28].

Paszsutne 'KMII Ha ¢poHe maToreHHBIX BapUAHTOB
B IeHaX IIUTOCKENIeTa YacTO aCCOIMMPOBAHO C COYETaH-
HBIMHU TTOpOKaMu cepaia (medekT MexXIpeacepaIHOo
neperoponku, nedekt M2KIT), a Takke mpu3HaKaMu He-
KOMITaKTHOTO MUoOKapaa [3, 4, 29, 30].

ITaToreHHBIC BapUaHTHI B TeHAX, KOTUPYIOIIUX OeI-
KU IIUTOCKEJIeTa, MOHHBIX KaHAJIOB, CTPYKTYPY Z-IVCKOB
U JAPYTrUe BHYTPUKIIETOUHBIE CTPYKTYPBI, ONPENEISIOT
passutue I'KMII B 15-20% [3, 4, 19, 27, 29, 30].

Mounekyaapubiid natorenes I'KMII

B ocnoBe monexkynsipHoro naroreHe3za I'KMII, ac-
COLIMIPOBAHHOU C MATOTCHHBIMU BapHMaHTaMU B T€HaX,
KONMPYIOIINX OCKM capKoMepa, 9acTO JICXKUT Hapy-
IIeHNEe KaJbIIMEBOIO TOMEOCTa3a, ITOBBIIICHUE YYB-
CTBUTCIBHOCTH MHOMUIAMEHTOB K MOHAM KaJIbIIWS.
DTO MPOSIBISICTCS B YCUJICHUU CWJIBI COKPAIICHMS cap-
KOMepa B CHCTOJY, CHIDKCHUM CTETICHU €Tro pacciiadlie-
HUS B IWACTOJY Ha (DOHE IMOBBIIICHHBIX ITOTPEOHOCTEH
KapIUOMHUOINTA B aAeHO3UHTPU(POCHOPHOM KHUCIOTE,
YTO BJICYET HAPYIICHNE BHYTPUKICTOUYHBIX CUTHATBHBIX
TIPOIIECCOB U PEaKTUBAIINIO KOMITICHCATOPHBIX SMOPHO-
HaJILHBIX IIPOrpaMM rurneprpoduyeckoro pocra [16, 31].

Ha ypoBHe KapaIMOMUOLIMTOB JaHHbIE TTPOLIECCHI MPU-
BOIAT K TIOBBIIICHUIO CHHTE3a 3MOPHOHAIBHBIX (hOpM
CapKOMEPHbBIX OEJIKOB M aKTUBALIMU KWMHA3HBIX CUTHAJIb-
HBIX KacKamoB, 00CCIICUNBAIONINX TTPOIIECCHI COOCTBEHHO
runepTpouu KapauoOMUOLIUTOB, Tponudepanuu puopo-
6acToB, TpaHcdopmaunu GuopPo6IacTOB B MUOGUOPO-
GJ1acThl ¥ IUCOATaHC B CUCTEMe KoJulareHosm3a |16, 31-36].

Ha ructomornyeckoM ypoBHE OTpaXkeHHEM IIPSIMO-
ro AeucTBus “IIPUYMHHOIO” TEHETMYECKOro BapuaHTa
¥ MOJICKYJISIDHOTO TTaTOTeHe3a SBISICTCS TUCKOMITICKCa-
s KapIMOMUOILIMTOB ¥ MBIIICYHBIX BOJJIOKOH — (heHO-
MeH “disarray”, ¢pubpo3 pa3HOIi CTeIIeHU BbIPaKeHHO-
cru [3, 4, 16, 31-35, 37-42].

DTHOOINS ¥ MOJIEKY/ISIpHBIii maToreHe3 (henokomaii [ KIMIT

3aboieBaHNSA TCHETUIECKOM M HETCHETUIECKOM TTPH-
ponpbl, 110 MOp(hOGYHKIMOHATIBHOMY (DEHOTUITY CXOXKUX
¢ 'KMII, HO uMmerome OTJAUYHBIIA OT Hee 3TUOIIATOre-
HE3 |, CJIemoBaTeNIbHO, TTOAXOOL K Tepariy, Ha3bIBaIOT
denoxkormmssmu 'KMIT.

Hawubonee yacto BcTpevatomuecs peHokonuu 'KMIT
¥ WX MOJICKYJISIPDHBII TTaTOTeHe3 IPEACTABICHBI B TaOIM-
ue 1, [punoxenne I'3 [37, 43-60].

ITaTorene3 cumnromoB u cunapomo 'KMII

ITatorene3 'KMII Ha opraHHOM YpOBHE 3aKJII0YaeT-
¢s1 B COBOKYITHOCTHU HECKOJIBKIX CHHAPOMOB: 00CTPYKIINN
BTJIK, ninemun Muoxapaa, CUCTOJIUYECKON U OUACTO-
Junyeckoit aucynkuun JIZK, apuTMuyeckoM CUHApPOME
¥ XpOHMYECKOM cepreuHoii HemocTtaToaHoCcTH (XCH).

Cunnpom o6crpykimmu BTJIK

B cozganum ooctpykumu BTJIK yyacTBytOT CTpyKTYp-
Hble, KHHETUYECKHUE U TeoMeTpudeckie hakTopsl [61]:

1. CtpyKTypHBIC aHOMAJIHH:

a) cyxenue BTJIK rumeprpodupoBannoit M2KII
(ymeHbliieHue creneHu oocrpykunu BTJIK nocne muo-
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skToMnn/CAA 00yCIOBIIEHO BO3ICHCTBHEM Ha 3TOT
dbakrop);

b) IICJ ctBopok MK;

C) yMeHbIIeHHas mojocThb JI2K;

d) anomanuu 1M (1 npyrue majible aHOMaJIUU CEpJ-
ma) (turmeptpodus W gUCIoKanus, nobaBouHas [1M);

€) anmMKaJbHO-0a3aJIbHBIN MBITIICYHBIN ITYYOK.

2. KumHeTnmueckue (akTopbl — THIIEPCOKPATUMOCTh
JIK 1 yckopenue kpoBotoka B BTJIK.

3. Teomerpuyeckue hakTOPHI:

a) nepenHee cmenieHue MK, Touka KoanTauuu CTBO-
pok MK cMmerena ommke kK M2XKIT [62];

b) Mablif a0pTO-MHUTPANIBHEI yrom (<120°).

Yewm Oomblrie (haKTOPOB MMEETCS Y KOHKPETHOTO TTAIIH-
eHTa, TeM 0oJiee BbIpaxkeH cUHAPOM obcTpykuuu BTJIK.

TICJI, ctBopok MK 00ycIioBiieHO clienyommnMn Gak-
TOpaMM:

a) aHoManuu ctBopoK MK (ymnmmHeHMe, M30BITOU-
HOCTb);

b) HapymeHHe KOOPOIWHAIIMKA KPOBOTOKA B ITOJIOCTH
JI2K B paHHIOI0 CHCTOITY, B pe3yJIbTaTe 4ero Ha cTBOpku MK
IIECTBYET crJla, casuralonias nx B cropony BTJLK [63, 64];

¢) aHomanmu xopa MK

d) MeHBIIIee COOTHOIIICHNE ITMHBI TICpeIHEN 1 3aIHei
ctBopok MK (<1,3), TIpy 3TOM TOYKa KOAITTAIlA CTBOPOK
MK cmemaercs knepenn ommke Kk BTJIK [65-67].

VY mMaumMeHTOoB ¢ JJaTeHTHOIT OOCTPYKIIMEH TTPOBOLIMPY-
OIMMU ee (DaKTopaMU SIBIISTIOTCS: YBEJTMICHUE COKPaTH-
Moctu JI2K 1ipm Harpyske, IpuBOISIee K YMEHBIICHUIO
KOHEUHO-CHCTOJIMYecKoro pasMmepa JIZK u mepemHemy
cmeteHuto MK yckopenue kposotoka B BTJI2K B mepu-
ox cucTodsl, yeyryossroniee [TCJ MK [68].

V namuvenToB ¢ [KMII MmoxeT ObITEH JTaOMIIBHAA 00-
CTPYKIMSI, XapaKTePU3YIOIIAsICSI 3HAYUTEITbHBIMU CITOH-
TaHHBIMUM KOJIeOaHUSIMU BHYTprxXenygoukosoro I'Jl 6e3
BUIMMOM TIpUYUHBI [69].

Kpome obctpykunu BTJIK, y manmentoB ¢ TKMII
MOXET HaOJIIONaThCS CPEIHEKEITyI0UKOBasT OOCTPYKIIHSL.
CpenHexeTyIouKoBast 0OCTPYKIIAS pa3BUBACTCS Y Talll-
€HTOB ¢ rureptpodueit cpennHHbIX cermeHToB M2KIT 1,
KaK TIpaBuJjIo, B coueTaHuu ¢ runeprpodueit [IM [70-72].

ITpu xoMbuHMpoBaHHOM rumepTpoduu (M2KIT + amm-
KaJIbHBIC CETMEHTHI) MOXKET OBITH 2-YpOBHEBasI 00CTPYK-
s (cpenHekenynoukonas + Ha ypoBHe BTJLK) [73].

Cunapom umemun muokapaa JI2K

¥V nauuentosB ¢ 'KMII npu MHTaAKTHBIX KOPOHAPHBIX
apTePUIX MOXET pa3BUBAThCS UIIeMMST MUOKapaa. B aH-
IJIOSI3BIYHOM JTUTEepaType Mcroib3yloT TepMuH INOCA
(ischemia and no obstructive coronary artery) [74].

®axTopsl, TPUBOISINNE K NIIIEMUU MIOKapaa:

a) OTHOCHUTENIbHas KOpOHapHas HETOCTAaTOYHOCTH
(yMeHBIIIEHNE pe3epBa KOPOHAPHOTO KPOBOTOKA IIPHU
BBIpAXXCHHOI TUIIEPTPODUN);

b) mmemust cy03HIOKApAMAIBHBIX CJIOEB MHOKapaa
3a CYCT KOMITPECCUM MHTPaMYyPaTbHBIX KOPOHAPHBIX ap-
TEPUIA;

C) TIepUBACKYJSIPHBINA (hMOPO3, TP 3TOM HMHTpPaAMY-
paJbHBIC KOpOHAPHBIC apTepri HE MOTYT PaCIIUPUTHCS
BO BpeMsT m3mdeckoit Harpy3ku (PH), Korma Bo3pac-
TaeT MOTPEOHOCTh MHOKapAa B KUCIOPOAE W TpeOyeTCs
yYBeJIMUYCHIE KOPOHAPHOTO KPOBOTOKA;

d) BpoxXmeHHas MAaTOJOTHSI KOPOHAPHBIX apTepuii —
“MHIOKapINaTbHBIC MBIIIICYHBIC MOCTUKI™ ¥ MHTPaMypaib-
HOE PaCIOIOXKEHNE BETBEH KPYITHBIX KOPOHAPHBIX apTepPHIA;

€) TTOMMMO TIepEeUYNCIIEHHBIX TpUUnH, v 15-25% mna-
IUEHTOB HAOJIOMAIOT COMYTCTBYIOIIMIA aTepOCKIIepO3
B SMMKapIHATbHBIX KOPOHAPHBIX apTepysiX (B CTapIIeii
BO3pAaCTHO TPYIIIIE IMAIleHTOB).

VY mauuentoB ¢ 'KMII moxer pa3BuBaThCsl WH-
dapkr muokapma (MM) kak 2 tuma (6e3 aTepoTpoM00-
3a), Tak u 1 tuma. @akropsl pucka pazsutust UM 2 tu-
na y nanueHtoB ¢ 'KMII nipencrasiensl B Tabauie 9,
IMpunoxenne I'l [75-90].

Cunapom muchynkmun JIZK

Jluacmoauveckas pynxuus JI2K MoXeT OBITh HapyIIIe-
Ha yXe y HOCUTeJIet MyTalliu, B TOTUIICPTPODUICCKOI
craguu 'KMII — renotun (+)/dbenorun (-) [91].

I1pu 'KMII HapyuieHus KacalTcsl IBYX OCHOBHBIX
IeTepPMUHAHT IWACTOJMYCCKOro HamojdHeHus JIK —
aKTUBHOI pelakcallid M PacTSKUMOCTA MHUOKapza.
TunepTpodust Muokapma per se BBI3BIBAaCT HapyIICHUE
aKTUBHOTO pacciabieHrs. XaOTUICCKOE PacIIONIOKEeHUE
COKpPaTUTEbHBIX 2J1eMeHTOB (disarray) U MHTEPCTULIM-
aJbHBIN (HUOPO3 TIPUBOIIT K CHIDKCHHUIO TTONATINBOCTU
JI2K m, Kak ciencTsre, K BO3paCTaHUIO COMPOTUBIICHMUS
HaroiHeHUIo0 JI2K 1 TTOBBIIIICHUIO TaBJICHUS HAIIOJTHE-
Hus. B HauanpHbIX ctagusx KMII HapymieHo ToiabKo
aKTUBHOE paccliabjcHre MIOKapaa, IIpU 3TOM ITaBJICHUE
B JieBoM nipencepauu (JIIT) He yBenuueHo. I1o mepe nipo-
TpeCcCUpOBaHMSI TUTIEpTPOGUM, pa3BUTHsI (pudpo3a, Ha-
pacTaHusA CTEIIEHW MUTpalbHOU peryprutanun (MP),
MPUCOCANHEHNS WIIEeMUM MHOKapaa TUACTOTNYCCKUE
HapyIICHNST HapacTaroT, TIPUBOIS K YBEIMICHUIO JaBJIc-
Hus B JIIT (COOTBETCTBEHHO, 1 K YBEIMICHUIO KOHCTHO-
nuractonmdeckoro masiaeHms (KI) JIXK). Taxke BBIpa-
>KEHHasl quacTtojimyeckasi uchyHKIINS MOXET TTPUBO-
IUTHh K PA3BUTHIO JICTOYHON TUIIEPTCH3NU ¥ HEKOTOPBIX
mauueHToB (y 50% cUMITOMHBIX IanueHToB) [91-96].

Cucmoauueckas yuxuus JI2K MOXeT OIeHUBATHCSI
KaK 10 TTapaMeTpaM COKPaTUMOCTH, TaK U TTI0 0ObEMHBIM
TTOKAa3aTeIsIM.

— InobanvHas cucronndeckas ¢pyHkuus JIK, ome-
HUBaeMas 110 TTapaMeTpaM COKPATUMOCTH, Y TallMeHTOB
¢ 'KMII cBepxHOpMajbHasi, YTO BhIPAXKaeTCs BHICOKOM
dpakunmeit Beropoca (OB) JIK. Cnexyet yuecTh, 9TO MO-
kaszatenb @B mipu I['TIK 1 manenbpkom JIZK MoxkeT HEKOp-
PEKTHO XapaKTepH30BaTh COKPATUMOCTh. PermoHaabHast
cucronmmyeckas dyakuus JIXK rereporeHHa: TUIIEPTPO-
¢upoBanHbIe cerMeHTH JIZK THITOKMHETUIHEI (CHIKEHA
CTeTIeHb CUCTOJIMYECKOTO YTOMIICHUS U AedopManus),
a HeTUNepTpO(MUPOBAHHBIC CETMEHTHI UMEIOT HOPMAaJTh-
HYIO/CBEpPXHOPMATbHYIO COKPATUMOCTD.
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— OOBEMHBIM TTOKAa3aTeJIeM CUCTOIMYICCKON (hyHK-
mun JIK sgBasieTcst BenmunHa ymapHoro oosema (YO).
ITpu T'KMII u ymenbiieHHoM JIZK (Masiblii KOHEUHO-
nuractonmdeckuit 00beM (K1 0)) YO cHmKeH, HeCMOTpS
Ha Bbeicokylo @B JIDK. Takke cHMXeHa BO3MOKHOCTH
npupocta YO nipu @H.

— Cucronnueckasa ¢ynkuus JIK, ananmsupyemas
0 CUCTOJIMIECCKON medopmalini, MOXeT OBITh HapyIle-
Ha yxe y Hocuteneid ' KMII-myraunu, Ha 1oruneprpo-
¢duyeckoii craguu.

— Ilpu nporpeccupoBaHuu 3aboseBaHus (HETaTUB-
Hoe peMozaenmpoBaHue, adverse remodeling) B mumara-
IIMOHHOM CcTanmnuy HaOJIoOmacTCsd YMEHBIICHNUE CTETICHU
runepTpodum (“BeIropaHue”), CONMPOBOXIAEMOE CHH-
KeHreM obiuei cokpatumoctu JIK (OB <50%) [21, 24,
92-94, 97-101].

I12K mpu TKMIIT

VY 30-44% nauuentoB ¢ I'KMII Habmonaiorcst CTpyK-
TypHbIE U (pyHKIIMOHaNIbHBIE HapyieHus B [12K. Kpu-
tepueM runeprpoduu muokapaa IN2K cuuraercs yBenu-
yeHue ToJmuHbl cteHku 12K >5 mm. TommuHaa Muokap-
nma ITK >10 MM cunTaeTcst 9KCTpeMaJIbHOM THIepTpohu-
et T12K (T'TI2K) [102].

I'TI2K B enMHUYHBIX cliydyasiX ObIBaeT M30JIUPOBAH-
Hoii, 6e3 [TI2K.

CrpykrypHoe pemoneiaposanue ITK B 15-90% mpu-
BOINT K BHYTPIKEITYIOYKOBON OOCTPYKIINM, KOTOpAs
MOXET OBITh Ha YPOBHE CPEAMHHBIX ceTMeHTOB 12K mmn
Ha ypoBHe BTTIXK [103]. KputepueMm Haimuums o0CTPyK-
mmu BTTIK cunraerca ysenmuenne I'J] B BTTIK >16 mMm
pT.cT. B 1T0KOE [104].

Cucmoauueckasn oucpynxuus IIZK iposiBIisicTcsl yMeHb-
HIeHueM nponoJibHoi aedopmanuu [12K; mpu stom npy-
rve mokasarenu cucronmdeckoit pyukumu [12K (TAPSE
U S’-JIaTepaIbHOM YacTH TPUKYCITMIATHHOTO KOJIBIIA), KaK
IIPaBWIIO, B IIpeneiaX HOpMaIbHBIX 3HAYCHUIA.

Juacmoauneckasn ouchyuxuyus II2K B Ha9aIbHBIX CTa-
musx xapakrepusyercsa E/A <1, yBemmuenuem RV DecT
(BpeMsI 3aMeIJICHNST KpOBOTOKA B a3y paHHETro HarolI-
nenus I1XK), E/e’ >6,0. [lokazaHo, 4TO Haad4yue Aua-
crommaeckoil mucyakmun 12K sSBiIsieTcsT IpennKTopoM
BCC u XCH [96, 102-109].

BCC

B ocnoBe maroreneza BCC nexart daTtanbHble HApy-
IIeHUS pUTMa, BEI3BaHHBIC UIIEeMUEH MUOKapIa W 3JIeK-
Tpuyeckoit HectabuiabHOoCcThI0. BCC vate obycioBie-
Ha GubpwLsiiueit xeiaynoukos (DPXK) (62,4%), opaau-
aputmusmu (16,5%), xenynoukopoii Taxukapaueii (2KT)
tuna “torsades de pointes” (12,7%), KT (8,3%) u acu-
crommeii [79, 110-121].

CHHKOMbI

CUHKONAIbHBIC COCTOSTHUS MOTYT OBITH OOYCIIOBJIC-
HBI KaK apUTMUYECKUMM, TaK U TeMOIMHAMWICCKIMU
nmprmurHaMu. K reMommHaMI4IeCcKUM TIPUYMHAM OTHOCSIT
cuTyatTuBHOE yBenmueHue ooctpykuun BTJIK (DPH),
BBI3BIBAOIIEEe 3HAYMMOE YMeHbIIeHe YO U mamcHue

aprepuaibHoOro nasiaeHus (A/l), a Takxke CHUXEHMUE Te-
pudepruIecKOTo COIPOTUBIICHUS B pe3yIbraTe HeaaeK-
BaTHOH BazoauyaTallMu, B T.4. Ba3oBarajibHble 0OMOpO-
Km [122-125].

Ouopunsius npeacepauii (OIT)

dakTophI:

a) “mpemcepmHast MUOTIATHSI” — TTOKa3aHO, 9TO (hyHK-
s JIIT HapyireHa y HocuTeIel MyTallu B TOKJIMHIYC-
CKOIi cTamnu 10 pa3BuTus rureprpodun [126];

b) cTpykrypHOe (mmratanms) U GyHKIIMOHAIBHOE pe-
mozaenupoBanue JIT1, mpuBonsiiee K 31eKTPUIECKON He-
CTaOMJILHOCTH;

C) MHTepCTULHNAIBHEIN hubpos JIIT [127, 128].

XCH

®axropsr [21, 92, 101, 127, 129-133]:

a) ymensbieHHBIH JIK (Manerit KIO) 1, HecMOTps
Ha BbIcoKy10 @B JI2K, Mmansrit YO JIXK;

b) HecrmocoOHOCTh YBEIMYUTh B MOJDKHOM CTEIICHU
YO nipu ®H;

¢) obcrpykuust BTJIK, BHOcsImIas BKiIamg B YMEHb-
menne YO,

d) cucronuveckas nuchynkuus JIZK npu nporpec-
cupoBanun 'KMII, ocobeHHO B AuyIaTallMOHHON cTa-
Iy (MmeMust Muokapaa, nuccuaxponus JIK);

e) mmactonmueckas gucdynakius JIXK (hpudbpos mmo-
Kapaa, nosbiieHue gapiaeHus B JIIT u KIJT);

f) MP (BHOCHUT BKJIaj B HoBBIIIeHNE naBiaeHUs B JIIT);

g) Hapymenus putMa (PI1);

h) nerouyHast runepTeH3uUsl.

1.3. Anuaemuonorusa 3abonesaHns WU COCTOAHUS
(rpynnbi 3a0oneBaHniA UM COCTOSIHUIA)

IIpu 'KMII HeT yeTKOIi reorpauyeckoii, STHUYE-
CKOIf MJIV TTIOJIOBOIT CTPYKTYPBI pacIipencicHNs.

I'KMII — mpakTudyecku eJUHCTBEHHOE CepaeyHO-
COCyarcTOe 3a00JIeBaHNEe, KOTOPOE MOXET MaHU(ECTH-
poBaTh B JTI0OOM BO3pacTe YeIOBEKa OT MJIaICHIECTBA 10
mTy0OKO# cTapocTH (¢ TepBEIX gHEH mo 90 u Goiee JieT);
TIPY 3TOM CPEIHUIT BO3PACT ITAIlCHTOB IIPH YCTAaHOBKE
nmrarHo3a cocTasisier 30-40 er.

CornacHO TaHHBIM 3THICMUOJOTUISCKUX UCCIIESIO0-
BaHUIA, IPOBOAMMBIX B pPa3HBIX YACTSIX CBETa, PacIpo-
crpaneHHocTh 'KMIT cocrtasnster 1:500 B o61eit mormy-
T, B pasHBIX BO3paCTHBIX KOTOPTaX OHA BapbUpyeT-
cs o1 1:500 mo 1:200.

IIpu mpuMmeHeHNM 60JIce YYBCTBUTECIHHBIX METOIOB
BU3yaqn3aluy (MarHUTHO-PE30HAHCHAasT ToMoTrpadus
(MPT), xommsiotepHast Tomorpacdus (KT)) u 6omee mm-
POKOM HCITOJIb30BAHUM T€HETUYCCKOIO TECTUPOBAHUS
¥ KacKagHOTO CKPMHUHTA IJIsI POACTBEHHHUKOB IIEPBOIA
JIMHUU ponacTBa pacnpoctpaHeHHOCTh [ KMII cooTBeT-
ctyet 0,6% (1:167).

YactoTra B 0OIICH MOIMYJISIIIUM TIPEBBIIIACT BCTPE-
yaemocTh 'KMII B Kapauonornueckoit mpaxkTuke, T.K.
OoJbIIIasl YacTh IMAIIMEHTOB OCTAeTCS HEWICHTU(DUITI-
pPOBaHHON BBUAY 0€CCUMIITOMHOCTH. I1pw BBISIBICHUU
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runepTpoduu cepaila B CTapliMX BO3PACTHBIX TpymIiax
u TomuHe cteHKy JIK >12 MM HeoOXOIMMO YIUTHIBATh
BO3MOXHOCTh (peHOoKormii TKMII u Bropuunoit I'JTK
[3, 4, 28, 31, 134, 135].

1.4. Ocob6eHHOoCTH KogupoBaHusa 3ab6oneBaHus
Wn1 coCTOAHMS (rpynnbl 3a00neBaHui
unm coctosHun) no MexayHapogHon
cTaTucTuyeckon knaccudukaumm 6onesHeit
1 npoGneM, CBA3aHHbIX CO 300P0OBbEM

142.1 — OOcTpyKTHUBHAS TUTIEPTPODUIECcKasT Kaparmo-
MUoOIIaTus.

142.2 — JIpyras rutieptpodrdeckast KapIuOMUOTIATHS.

1.5. Knaccudukauusa s3abonesaHus unm cocTosiHus
(rpynnbi 3a60neBaHuiA LN COCTOSIHUIA)

B moBcenHeBHOM KIMHUYIECKOM TTPAKTUKE TIPUMEHSI -
JOT HECKOJIBKO KJTACCHM(DUKAIIMOHHBIX MOIXOI0B — KIIH-
HUYECKUIA, TeMOAMHAMNYECKUI, MOP(OJIOrNIeCKUii, re-
HETUYECKUN.

Kinmnanueckue BapuaHThl TedeHuss TKMIT — cm. Pas-
e 1.6.

TemoauHaMIYeCKUii MPUHIMN KIACCUDUKAMH

B 3aBUCHMMOCTH OT HAJIWYMSI WUIH OTCYTCTBHS 00-
ctpykuuu BTJI2K B mmokoe u 1ipu Harpy3ke BBIACISIIOT
cinenytomye Bapuantel [ KMIT:

— neoocrpyktuBHass [ KMIT: I B BTJI2K <30 MM pT.CT.
B ITOKOE ¥ TIPY HArpy3Ke,

— OI'KMII: T B BTJI2K >30 (50) MM pT.CT. B IIOKO€
1 TIpH HaTpy3Ke,

— marenTtHas ooctpykuus: I'JT B8 BTJI2K <30 B mokoe
u >30 (50) MM PT.CT. TIpH HaTrpy3Ke
(nmonpobHee kputepun ooctpykumnu BTIIK cm. B Paznene
“JlmarHOCTHKA”).

Mopdonoruyeckmii npunnun Kiaaccupuxkamuu 'KMII

1. Acummerpuynas popma 'KMII.

a. Tmneptpodmst MXKII (+/- BoBreuenue I12K):

1. Bazampnoit vactt M2KI1 (cybaopTanbpHas);

II. CurmoBumnag MXITI;

III. Tumeptpodus Beceit MXKII;

IV. IBosikoBeimykitast M2KIT (anm. “reverse curve”) —
MMPENMYIIECTBEHHO CPEIHEXKETYIOUKOBAs TUTICPTPODUS
MKII 6e3 BoBieueHust ceodomHoii crenku JIK [136, 137];

V. KombunupoBanHas (M2KIT + npyroit otnen JIZK
wiu [12K).

b. AmmkanpHas TAnepTpodus (+/- cpemuHHBIE CeT-
MeHTHI JIK).

c. CpennexenynoukoBag I'KMII (¢ BoBieueHUEM
CpenuHHBIX 0THesoB He ToJabKo M2KII, Ho 1 cBoOOIHOI
crenku JI2K, JI2K tuta “rmrecoanbie yacher”).

d. Turreptpodust npyroit creHkr JIK (bokoBast, 3amHsIst).

2. CnmmetpuuHas ¢opma T'KMIT.

B oredecTBeHHOI 1 3apy0OeKHOM IMTepaType WHOTIA
HCTIONBb3yeTcd TepMUH “nuddysHas rureprpodus JIK”,
IO KOTOPBIM MOXHO ITOHMMAaTh KOMOWHHUPOBAHHYIO
(rryskT 1.a.V.) mmu cummetpuaayro TTIK [138].

1lo cmenenu evipasncennocmu eunepmpoguu

1. “¥YMmepenHag” (B aHITIOS3BIYHON JUTEpPATYypE UC-
TOJIB3yeTCs TepMUH “mild”) — MakcrMaIbHas TOJNIIMHA
crenku JIK <18 mm.

2. TlpomexyrouHas.

3. DxcrpeManibHasI (MaKCHMMAaJIbHAs TOJMIIMHA CTCHKHA
JIK >30 mm).

[Mpennoxkena KiaccuUKAUS KapIUOMHUOIIATHMA
MOGE(s) (2013), koTropas BbIIEISICT HE TOJIBKO “KJjlac-
cnaeckre” MopdodyHKINOHATbHBIE (DEHOTUIIH (TH-
nepTpodUIeCKUit, TUIaTallMOHHBINA, PECTPUKTUBHBIN,
ApUTMOTEeHHAs OUCIIIa3UsI, HEKOMITAKTHBIM MHMOKapI),
HO u cMemaHHbIe heHoTUIrsI (mpu [ KMIT — cM. Tabmm-
uy 2, [Mpunoxenue I'3) [15, 43, 139].

1.6. KnuHuyeckasa kapTuHa 3aboneBaHus
WK COCTOSIHMA (rpynnbl 3a6oneBaHuit
WM COCTOSIHMN)

I'KMII — 3aboseBaHue, XxapakTepusyoolleecs: Bblpa-
JKEHHOU TeTepOTeHHOCTHIO KIMHNYECKUX TTPOSBICHUA.

Knunanueckue Bapuanthl TeueHust I KMIT:

1. BCC — MoxeT oTMe4aThcs TIpH JII0OOM BapuaHTe
teueHust [KMII, B T.4. 6e3 nmpeaiIecTByOIIEi CUMIITO-
MaTuKU (HamboJree 9acTo BCTPEIACTCS Y MOJIOIBIX TTAIIM-
eHTOB <35 JIeT, BKITI0Yast CIIOPTCMEHOB).

2. beccumMnToMHOE TeUeHME — BCTpedacTCsd y IMa-
LUEHTOB C UCXOMHO HeoOCTpyKTuBHON hopmoit 'KMII
(HeOobIIasg cTeTeHb TUIepTpoduM MrUOKapma, 6e3 co-
nyrcTBylomux anomanuii MK). TlponomxuTeabHOCTb
KW3HH Y 3TUX MAIUECHTOB KaK B OOIICH IMOMyISIIIUy —
75 net n 6onee. Takke OECCUMIITOMHBIMU MOTYT OBITh
NalUeHThl ¢ HeOOIbIIOoM cTerneHblo oocTpykumuu BTJIK
(B TIOKOC 1/MJTH TIpHM HATrpy3Ke).

3. CuMmnToMmHOe cTabmiabHOe (Ha (hoHEe MenrMKaMeH-
TO3HOI Tepanm) T00pOKauYeCTBEHHOE TeUCHHE.

a) Y malueHTOB C UCXOMHO HEOOCTPYKTUBHOI (hop-
moii 'KMII;

b) IIpun OI'KMII ¢ HeOOIbINO#t CTETIEHBIO OOCTPYK-
vu BTJIK.

4. CmMmmtoMHOe oclioxxHeHHoe TeueHme ['KMII
TIPOSIBIIACTCS:

a) O®OII — mapokcusMaIbHasI, TTePCUCTUPYIONIAST VTN
nocrosiHHast (ot 25 mo 30%), accouMnpoBaHHasI ¢ cep-
nmeuHoit HemocTaTouHOCThIO (CH) pasnuuHoOil cTereHn
BBIPAXKCHHOCTH U TIOBBIIIEHHBIM PUCKOM TPOMO03MOO-
JIMYECKNX OCIIOXKHCHMI, BKITIOYAsT MHCYIIET;

b) XCH — mosiBeHNe ONBIIIKH, CIA00CTH, YTOMIIS-
€MOCTH, B COYCTAHUM ITPECUHKOIBI U CUHKOIIEI, apuT-
mun. Hapacranme tskectn XCH go III-1V dyHKImo-
HampHOTO KiTacca (PK) (NYHA) mipu coxpaHeHHOM cH-
cronmueckoit pynkunm JIXK;

¢) CuHImpoM cTeHOKapauy (B T.9. aTUIAYHBIA OOJe-
BOI cHHIpPOM) WM 6e300eBast uieMus. MimeMust Muo-
kapna nipu T'KMIT mMoxet ocinoxusaTbest UM 2 tumna.

5. CUMIITOMHOE TeUYeHWE ¢ HeTaTMBHBIM PEMOICIIH-
pOBaHUEM.
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KITMHWYECKWE PEKOMEHZALINNA

a) “KoneuHast cragus”: majgbHeiilee IMporpeccupo-
BaHUe gByeHMiT 3acToiiHoi CH, cBsI3aHHOI ¢ HeTaTUB-
HBIM PEMOICINPOBAHUEM U BBIPAXKCHHOM CHCTOJIMYC-
CKOM u/mim auactoinmdeckoit mucdynkumeit JIK (de-
Hotunbel 'KMII + gunaramuoHHasi KapauoOMUOIIATUS
(AKMII) mmu TKMII + pecTpukTrBHAs KapaIHOMUOIIA-
st (PKMIT)).

b) PasButme BepxymieuHoit aHeBpu3Mbl JIZK — mpu
obcTpykuu cpenHeil yactu monoctu JI2K (penkuit Ba-
puaHT TeueHus ' KMIT).

PopMaM30BaHHbII M0IX0M, NpeiokeHHbIi Rowin EJ,
et al. [140], K olLleHKe BapyaHTOB KJIMHNUYECKOTO TEYEHUS
MpeUIaraeT YIUTHIBATh Y TMAlIMEeHTa OMHOTO U 00Jiee OTHO-
ro cuaapoMa (XCH + @IT), (XCH + BCC), (®PIT + BCC),
(XCH + O@II + BCC) u ucrnonb3oBaHne TepMUHA “TIPO-
rpeccupyrolee TeaeHre cumirroMHoit [ KMIT”.

OCHOBHBIC KIIMHUKO-MOP(OIOTHICCKIE BapUaHTHI
TeyeHUsI U ucxonnl 3ab6oneBanust npu I'KMII nipencraB-
sennl B Tabmuue 13, IMpunoxenue I'l [3, 4, 24, 29, 34,
97,98, 116, 138, 140-151].

2. AnarHocTuka 3a6oneBaHus WM COCTOSHUS
(rpynnbi 3a60neBaHuiA UM COCTOSHUIA),
MeaAuUUHCKMe noka3aHusa U npoTuBonokKka3aHus
K npuMmeHeHuto MeToaoB ANarHoOCTUKu

Kputepun nuarnoza 'KMII

Kputepuem nuarnosza 'KMII y B3pochbix sBisieTcst
yBeJUueHUe ToMHbl cteHku JIZK B omHOM uau GoJjiee
cerMeHTax > 15 MM (ompenensieMoe JIFOOBIM BU3yaT31-
pytommnM MetomoM — OxoKI/MPT/KT), kotopas He
OOBSICHSIETCS UCKIIOUNTEILHO YBEIMYCHUEM HArpy3Ku
maBieHUEM. Y pPOICTBEHHMKOB ITpo0aHIa KpUTEepUEM
nuarno3a 'KMIT gasnsiercs TonmumHa crenku JIZK, pas-
Hag 13-14 mwMm [4].

JmarHoCcTUKa MOXET OBITh 3aTpyQHEHA B CUTYAIIMSIX
couetannst ' KMII u aprepmanbHoii runeprorun (Al),
y croprcMeHoB U np. Takke guarHo3d 'KMII tpeOyer
nckimroueHUs deHoxkonmit [KMIT (cm. Pasgen “I'KMIT
u AI”).

Kputepuem BosneueHus: [12K nmpu 'KMII asnsieTcst
yBeIMYCHNE TONMWHBI cTeHKU 12K >5 MM, a TommmHa
muokapaa 12K >10 mm cumraercs skcTpeManbHoi I'TIK
[134, 152].

Kpurepuem nnarnoza OI'KMIT 6oinbIIMHCTBO €BpO-
neiickux ncciaemonateneil cuntaet [JI B8 BTJIK >30 MM
PT.CT., B TIOKO€ WUIM TIpoBouupyembrit. [/ >50 MM pT.CT.
CUYMTACTCI KPUTEPUEM TeMOTMHAMUYCCKI 3HAYNMOIt 00-
ctpykuuu [4, 153].

AMepHrKaHCKIE UCCISI0BaTe I KPUTEpHUEM THMarHo3a
OTI'KMII cuuraror 'l 8 BTJI2K >50 MM pT.CT., B TIOKOE
WJIN TIPOBOLIMPYEMBIii. JIJIsT TIpOBOKAIINM TIpeIaraeTcs
Harpy3ouHas 1po6a, a He mpo0a BanabcanabBhl, T.K. OBLIO
MoKa3aHo, 4YTo npoba BanbcanabBbel He 0o0JamaeT mocTa-
TOYHOI YyBCTBUTEIBHOCTHIO |3, 4, 154].

IIpu 'KMII, kpome cybaopTaibHOI OOCTPYKLNH,
MOKET HAOIIOMAaThCS CPETHEKETyIOUKOBAS OOCTPYKIIHS

(M30MpOBaHHAS MM B COYETAHUHU C CyOAOPTAIbHOI).
Kputepus 'l st cpeqHexenynouKoBOi 00CTPYKIIUN He
BbIpaOOTaHO.

Kputepuem ooctpykumu BTITXK cuuraercs yBenuue-
aue I'J] B BTTIK >16 MM pr.cT. B tokoe [104].

2.1. XXano6bl u aHaMHe3

* ¥V Bcex MalMeHTOB PEKOMEHIOBAH NETabHbBIN
aHanm3 Xano0 1 aHamuesa [1, 3, 4, 79, 155, 156].

EOK ner (Y1 5, YYP C)

Kommentapun. Muoeue nayuenmeor ne umerom xanob
UAU OHU MAn03HaAuUMenvHvl. B makux caywasx ouazno3
CMasumcs CAYHAiHo Ual no pe3yibmamam CKpUHUHeaaA.

Lonaxcen Ovimov pewien 6onpoc 06 oMAUMUU UCUHHO20
omcymemeusi CUMHMOMO8 Oom adanmayuu 3a cuem o00-
Pa3a JHCU3HU nymem npoeedeHus mecma ¢ MaKCUMAanibHOU
nepenocumoii OH u ouenku 6uomapxepoé XCH 6 ouna-
MuKe.

B passeprymoti cmaduu 3a6oaeéanus npu 'KMIT nau-
bonee uacmolmu ycar0bamu 164s0Mcs 00blUKA, CHUNICEHUE
monepanmuocmu k OH, paznoobpasusie bonegvle oujyuje-
HUs1 8 epYOHOIL KaemKe KapOuaieuuecKkoeo u/uiu cmeHoKap-
dumuuecko2o xapakmepa, HapyueHuss pumma cepoeuHoll
dessmenvHocmu (nepebou, yuaujerHoe cepouebuerue), e010-
BOKpYIICeHUe, NPeCUHKONbL U CUHKONbI.

Basicno nomunums, umo manugecmayus KAUHUHECKUX
nposiénenuit T'KMII ¢ moaodom u noxcusom eo3pacme ume-
em CyuecmeenHble pasnutus.

Moanodoii 6o3pacm accoyuupo8an c¢ cemeiHoi op-
MOl 3a001e6aAHUS U 16A5€MCS BANCHOU OemepMUHAHMOU
msoicecmu meueHus, PUCKA HeNCceaamenbHbiX cepoevHo-
cocyducmoix cobvimuil, 00KA3aHHbLIM GAKMOPOM PUCKA
(DP) BCC.

Heobxo0umo yuumeieame 6ce, 6 m.4. ONOAHUMENbHBIE
“nosvie” OP BCC, ocobenno y Hocumeneil namoeeHHbiX 6a-
PpUaHmMos, 8 m.4. y pooCmEeHHUK08 npooanda — eeHomun
(+)/dernomun(-) (cm. cooms. pazdenst).

Ilpu coope cemeiinoeo anamuesa obpawarom eHUMaHue
Ha mo, 6biau au 'y podcmeennukog ykazanus Ha BCC, XCH,
CUHKONAAbHbIE COCMOSAHUS, UMNAAHMUPOBAHHbIE INEKMPO-
kapduocmumyasmoput (PKC), uncysom 6 monodom eo3pac-
me u dpyeue cucmemHbie 3a001e6aHUSI.

Tlooxcunoii 6o3pacm accouyuuposar ¢ HecemeuHoll gop-
Moil 3a60nesanusi u Komopouonocmoto (A, undexc maccot
mena (UMT)/oxcupenue, ducaunudemus, uuwieMu4eckas
bonesnsv cepoya (MBC)).

2.2. dusukanbHoe o6cnepoBaHue

* ¥V Bcex ManMeHTOB PEKOMEHIYETCS CTaHZApTHOE
¢du3UKaIbHOE 00CIEIOBaHNE CEPICTHO-COCYIUCTOM CH-
CTeMBbI, BKITIOUAOIIee ayCKyIbTAIldIo Cepalla, M3MepeHUe
AJl (mpy HEOOXOOUMOCTU — IMOBTOPHOE, a TaKXke Jiexa,
CHUISI, CTOSI), TAJBIIAIIUIO ITyJIbCa, U3MEPECHNE JYaCTOTHI
cepaeunbrx cokpamenuit (YCC) (mpu PI1 — medpumur
myibca) |3, 4, 157-161].

EOK ner (Y1 5, YYP C)
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KommenTtapun. OcHogHoll duaeHocmuyeckuil npU3HaK
OT'KMII — epyobutit cucmoauueckuii wiym ebiopoca, Komo-
Dblil 8bI56451H0M HAO 8Cell No8epXHOCMb cepiua, ¢ MAaKcu-
MYMOM Ha 8epxXyuike U 8 uemeepmom medxcpebepve ciresd
om epydunsl. Cucmoauueckuil wym — HU3KOYACMOMHbLIL,
Hocum Xxapakmep KpeujeH00-0eKpeujeHd0, GblCAYUIUBA -
emcsi 8004b 16020 Kpasi epyOuHbl U YCUAUBAEMCsl NOO 803~
delicmeuem Gakmopos, yeeauquBarWux GHympudice-
aydoukoswtii IJ]: nepexod 6 éepmukanrvHoe No0ddCeHUeE,
OJunamuueckas DH, maxuxapous, npuem nuwu, npooa
Banscanvenl, npuem nepughepuueckux 6azoouramamopos.

bonvwuncmeo nayuenmos ¢ oocmpyxyueit BTJIK mak-
ace umerom ayckynrsmamugusie npusnaku MP. Co cmoponsl
opyeux cucmem u opeanos npu I'KMII 06614HO Kaunuuecku
BHauUMbIX omKAoHeHuil Hem [3, 4, 157, 162].

Y nauuenmoe c oocmpyrxuueit BTJI2K wacmo évisieasem-
csl HeYyCMmOoUYUBOCMb ApMepUuaibHo20 nyasca (3Havumens-
Hote konebanus YCC 6 opmocmase u kauHocmase, 60 8pemst
bo0dpcmeosarus u cra,).

* PexomeHmyeTcst 0OpaTUTh BHUMaHWE Ha BHECEPIEeU-
HbIE TIPOSIBJICHUSI 3a00JIeBaHMsI, yKa3bIBawoIIe Ha (peHo-
kormuu ['KMIT [37, 43, 44, 46, 47, 49-51, 58-60, 163-166].

EOKIB (Y114, YYP C)

2.3. JlaGopatopHble AuarHocTu4eckue
uccnepoBaHusd

* YV Bcex nammenToB ¢ ' KMII nag BeigBieHUs co-
MyTCTBYIOIINX 3a00JIeBAaHUIT PEKOMEHIYETCSI PyTUHHOE
JnabopatopHoe 00cienoBaHue, BKIIOYAIONIEEe KIWHU-
YECKWI1 aHaIM3 KPOBU M OOIIUIT aHATU3 MOYM, OUOXU-
MWUYECKNI aHAJIN3 KPOBU (XOJIECTEPUH, TPUTITULIEPUIBI,
KaJuit, HaTPUii, acapTaTaMUHOTpaHc(epasa, alaHuHa-
MUHOTpaHchepasza, MOUeBUHA, KPEaTUHUH, OUTMPYOUH,
[1I0Ko3a) [3, 4, 167].

EOK wer (Y11 5, YYP C)

Kommenrtapuu. Pymunnoe nabopamoproe obcredosanue
nomoeaem 6bisI8UMb CONYMCMEyoujue 3a601e8aHuUs, KOMo-
pble MO2Yym 8bl36aMb UAU YCYeyOUums MUOKAPOUANbHYIO duc-
@YHKUUIO U cOCMOsIHUe NAYUeHmd.

Onpedenenue Konuyenmpayuu N-KoHUe020 gpaemenma
npeoulecmeeHHUKa M03208020 HAMPUILYPEMUUECcKo20 nen-
muda (NT-proBNP) u evicokocneyuguuroeo cepoeuroeo
MPONOHUHA 8 NAA3Me He 6X00um 6 pymuHHoe 1abopamop-
Hoe obcaedogaHue, 00HAKO UX BbICOKUE YPOGHU ACCOUUUPO-
BAHbBL C BbIPANCEHHOCMbIO OUACMOAUYECKOU OUCHYHKYUU,
TJ2K, maxcecmoio (YHKUUOHANbHBIX HAPYUleHUT (Uuiemuu
muokapoa, npoepeccupogaruss XCH) u nebnaconpusmuoim
npoeroszom [4, 32, 34, 92, 96, 141, 168].

* [lpu momo3peHNM HAa KOHKPETHYIO (PEHOKOIHUIO
I'KMII ¢ wgensio mposeaeHusi auddepeHInaibHOro
JIMaTHO3a PEKOMEHIYETCsI CTielnalibHOE J1abopaTopHOE
obcnemoBanue |3, 4, 44, 46, 47, 59, 60, 64, 92, 163, 169].

EOKIC (YIA 1, YYP C)

Kommenrapun. Hexomopbie nokazamenu, no3eoasoujue
npeononodcums KOHKpemubill duaenos genoxonuu I'KMII,
npusedernnvt 6 maobauue 1, Ipunoxcerue I'l.

TKMII — smo duaenos uckarouenus. Penoxonuu, 6mo-
puunsie u cneyugpuueckue npuqunvt IJI2K u T'TI2K doaxcrol
ObIMb UCKAHOUEHDL.

Crpateruss reHeTHY€CKOTO TECTHPOBAHUS W CEMEWHOT0
CKPUHHMHTA

* Mennko-TeHeTHIeCKOe KOHCYIBTUpPOBAHUE pe-
KOMEHIOBAaHO IIPOBOINUTH MpodecCoHaTaMM, O0yIeH-
HBIMH B 3TO# CIlelIMaIbHOI 00JacTH M padOTAIOIIUMU
B MyJBTUANCHUIDIMHAPHON KoMaHe |3, 4, 30].

EOK IIaC (Y1 5, YYP C)

* Mennko-TeHeTHIeCKOe KOHCYIBTUPOBAHUE pe-
KOMEHAOBAaHO NpoBOAUThH BceM mmamueHTam ¢ ['KMII
C LEJBbIO BBISIBIIEHUSI MPUYMHHON MyTamuu [3, 4, 18, 17,
27, 30, 31, 116, 170-173].

EOKIB (Y11 5, YYP C)

Kommentapun. Bce nayuenmoi 0oadicHsl 0bimb NOAHO-
UEHHO 0C8eJOMACHbl O CMbICAEe U 3HAYUMOCMU CKPUHUHEA,
BO3MOJICHbIX €20 pe3yibmamax, ux KAUHUHeCKOM 3HAYeHUU,
a makoce 8 yeaom 0 80NPOCax HACACOCMBEHHOCMU cepoey -
HO-cocyducmbix 3a001e6aHUl.

PekoMenganyu no reHeTU4ECKOMY TECTUPOBAHMIO MPO-
0anzmoB

* PexomeHmyeTcst, YTOOBI TCHETMYECKOE TECTHPOBA-
HUE BBIIOIHSIIOCH B CEPTUMPUIIMPOBAHHBIX TUATHOCTH-
YeCKMX JJa00paTOPHUIX ¢ SKCIICPTHBIMA HaBHIKAMU B WH-
TepIIpeTally MyTalliii, CBSI3aHHBIX ¢ KapIUOMHOIIATHSI-
mu [17, 19, 27, 30, 31, 116, 171, 172].

EOKIC (Y14 5, YYP C)

* Ilpm mmomo3peHUM Ha KOHKPETHYIO (PEHOKOITHIO
I'KMII ¢ uenbsio nposBegeHust auddepeHInaaibHOro
IWarHO3a PEKOMEHIYEeTCSI TCHETHICCKOEe TECTUPOBAHUE
[3, 4, 18, 27, 30, 31, 46, 51, 59, 60, 171].

EOKIB (Y15, YYP C)

Kommenrapun. [enemuueckoe mecmuposanue y nayu-
enmog ¢ IJI2K nescnoeo eenesa u moawunoi cmenxu 13-
14 mm pexomendosano npoeodums moabko nocie oemans-
Hoeo obcaedosanus (exkarwuas MPT ¢ konmpacmuposa-
HUem) U KOHCUAUYMA MYAbMUOUCUUNAUHAPHOU KOMAHOOU
cneyuanucmos.

* [TocMepTHOE TeHETUYECKOE MCCIIeAOBaHNE 00pa3-
1IOB 3aKOHCepBUpoBaHHLIX TKaHel win JHK pekomeH-
MIOBAHO TIPOBOIUTS JIJIST YMEPIINX MAIIMEHTOB C TTaTOMOP-
doxormuecku monrBepxaeHHoit 'KMII, 4TO0OGB UMETH
BO3MOXHOCTh BBHITIOJIHUTh KaCKamHBIM TeHETHIECKMIA
CKPUHUHT POIACTBEHHUKOB [3, 4, 27, 30, 163].

EOK IIaC (Y1 5, YYP C)

Kommenrtapuu. [Iposedenue eenemuueckoeo cKpunuHea
npu TKMII moxcem nocums ouaznocmuueckuii u npeoux-
mueHblil Xapaxmep.

B nepsom cayuae eenemuueckas Oua2HOCMUKA 51651-
emcesl 4acmovH) UHCMPYMEHMO08 OUAZHOCIUHEeCK020 NOUCKA
U npu3eara nomo4sv 6 noomeepxcoenuu ouaznoza I'KMII
NpU HAAUYUU CIEePMOll UAU HEeNOAHOU KAUHUYeCKOU Kap-
MUuHbl, a MakKice NPuU HAAUMUU CUCEMHBIX NPOSEACHUI
3a60aesanus uau 0as uckarouenus genoxonuit TKMII [1-
4, 14, 15].
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Ouyenka 6xknada KOHKPEMHO20 2eHeMmuU4ecko20 8apuaH-
ma 0oadcHa nPoBOOUMbCsL 8 COOMBEMCMBUU ¢ PeKOMEeHOa-
yusamu AmepuKanckoll Koareeuu MeOUuyUHCKOU eeHemuKu
(American College of Medical Genetics and Genomics —
ACMG) 2015e, omeuecmeenHbiMU peKOMEHOAUUAMU, PA3-
PabOMAaHHbIMU HA UX OCHOBe, a MaKice psiooM ux moougu-
Kauuil u 0onoaHeHuil, pazpabomanHslX 045 OMOCAbHO 8351~
muix eenos [30].

IIpu TKMII, 6 donoanenue K @vlulenepevucieHHbIM UC-
mouHUKam, 0033amenbHbiM 00OKYMeHmMom 0As UHmepnpema-
YUl pe3ynbmamos 2eHemu1ecko20 Uccae008anus A615emcs
PYK080OCMB0 NO oyeHke gapuanmos 6 eene MYH7 [8].

Ouyenka hamozeHHol 3HAYUMOCMU BblSI8AEHHbIX GAPUAH -
Mo 004XCHA NPOUCX00UMb ¢ 0053AMeAbHbIM UCNOAb308A-
Huem MexucOYHApOOHbIX 0A3 OAHHBIX 0 YaACHMOome U NAMO2eH-
HOUl poau eeHemuueckux eapuanmos, makux kak Clinvar,
ClinGen, Varsome, Exac and Gnomad [22, 23].

PekomeHnanuu no reHeTHIECKOMY M KJIMHHYECKOMY Te-
CTHPOBAHUIO B3POCJIBIX POICTBEHHUKOB

+ KackanHblii TeHETUYECKUIT CKPUHUHT TIOCTIE TIPEN-
BapUTEIIbHOTO MEIUKO-TEeHETUIEeCKOTO KOHCYIBTUPOBA-
HUST PEKOMEHIYETCs B3POCIBIM PONCTBEHHUKAM TIEPBOi
CTETIeH! POJICTBA TMAIMEHTOB, UMEIOIINX SIBHYIO TaTO-
reHHyoo mytanuio [3, 4, 8, 18, 27, 31, 174].

EOKIB (YI4 5, YYP C)

« Kimnuueckoe obcienoBanue, Bkimodatoniee DKIT,
OxoKI' 1 mutenbHOE AMHAMWYECKOe HaOJIoneHe, pe-
KOMEHIIOBAaHO POACTBEHHUWKAM TEPBON CTETIEHU POI-
CTBa, y KOTOPBIX BBISIBJICHA Ta K€ SIBHASI TATOTEHHAS MY-
Tamus, 4To U y npodanna [3, 4, 18, 27, 149, 150, 172, 174].

EOKIC (YA 5, YYP C)

* PoncTBeHHUKOB TepBOIl CTETIEHW POJACTBA, y KO-
TOPBIX HE BBISIBJICHA Ta Xe SIBHASI MMaTOTEHHAsT MyTalus,
YTO U y Ipo0aHaa, PEKOMEH/IYeTCsT BEIBECTU U3 TaTbHEl-
1Iero TUHAMWYECKOTO HAOIIONEeHUsI, HO C peKOMeHa-
el o0paTUTHCS 32 TTOBTOPHBIM OOCIIEIOBAHUEM, €CITN
y HUAX Pa30BbIOTCS CUMITOMBI WU TIOSIBSITCSI HOBBIE pe-
JIeBaHTHBIE JaHHbBIE [3, 4, 27, 28, 170, 174].

EOK IIaB (Y11 5, YYP C)

* Ecnu gBHOI matoreHHOW MyTanuu y mpobaHna
HE BBISIBJICHO WJIVM T€HETUYECKUIl CKPUHUHT HE TPOBO-
muicd, KimHndeckoe obciegoBanue ¢ OKI u DxoKI
PEKOMEHIIOBAHO TPENJIOXUTh POACTBEHHUKAM TIEPBOit
CTENEHM POACTBA Kaxable 2-5 jeT (uau 6-12 Mec., eciu
UMEIOTCSl MMaTHOCTUYECKU HE3HAYMMBble aHOMaIun) |3,
4,27, 174].

EOK ITaC (V11 5, YYP C)

KommenTtapun. Ilpeduxmuenvtii cenemuveckuil cKpu-
HUHZ OCHOBAH HA UCNOAb30BAHUU UHPOPMAYUU O KOHKDem -
HOUl eeHemu4ecKoll npu4uxe 3a0604e6anusi, UOeHMUpUUU-
POBAHHOU Yy npobanda, 041 onpedeneHus HOCUMeAbCmed
dannoeo eapuanma y e2o podcmeeHHukog. Lleavto danno-
20 CKpUHUHea 5615emcsi onpedenenue Heobxooumocmu pe-
2YAAPHOL OUCNAHCEPU3ayUY U NPULEAbHO20 KAUHUYECK020
Habadenuss 6 cayuae HOCUMENbCMEA NAMOLEHHO20 B8d-
puanma, a makjce UCKAIOUeHUe HeoOX00uMocmu makozo

CKPUHUHea NpU OMCYMCMBUU HOCUMENbCMBA NAMOLEHHO20
sapuanma.

IIpu nposedenuu Kackaonoeo cKpuHuHea 4aeH08 cembl
npobanoda peKomeHdyemces coMemamy €20 ¢ KAUHUYeCKUM 00-
cnedosanuem cepoevHo-cocyoucmoil cucmemol (AHAMHeCmu -
ueckue dannvle, 0bsexmuenbiil ocmomp, IKI u IxoKI — cm.
mabauyy 8, Ipunoncenue I'l) oas onpedenenus ceepeeauuu
8bI161€HHO20 B8APUAHMA C (DeHOMUNOM 3a004e8aHUs UAU
015 UcKAHeHus: OanHoll ceepeeayuu. Jlannas ungopmayus
Modicem Oblmb 8aXNCHA NPU OUeHKe CMeneHU Namo2eHHOCmU
BbISABACHHBIX BAPUAHMOB U UX KAACCUDUKAUUU 8 COOMBEem -
cmeuu ¢ Kkpumepusamu Amepukanckoll Koareeuu MeouyuH-
cxoil eenemuxu (American College of Medical Genetics and
Genomics — ACMG) [22].

Cywecmeyem “barnvHas modenv” NPOSHOZUPOBAHUS Ge-
POSIMHOCIU 00HAPYICEHUsl 2eHeMUYeCKUX 8apUaHmMos 6 2e-
Hax, Haubonee pacnpocmpanenuovix npu ITKMII, komopas
8KAIOMaem 803pACM NAYUEHMA, JceHCcKuUil noa, Haiuvue Al
mopgponoeuro MKII no muny “reverse curve” u coomuouie-
Hue moawunor M2KI1/3a0neii cmenxu JI2K. Cymma 6a1106
<2 npedckazviéaem HUKYH 8epOSMHOCMb 0OHAPYICEHUS
2eHemMuUYecKUx 6apuanmos 6 NPUYUHHbIX 2eHax, Haubonee
pacnpocmpanennvix npu TKMII (mabauua 1, IIpunoyce-
nue I2) [8, 29, 93, 144, 170, 175].

2.4. UHcTpyMeHTanbHble fUarHocTuyeckme
nccnepoBaHus: AXoKr n moHntopuposanue KM

* IIposemenmne DKI (B 12 oTBeneHUsIX) pPeKOMEHIY-
eTcsI TIPU TIEPBUYHOM OOCIIEOBAaHNU BCEX IMAIIMCHTOB
¢ nopo3penuem Ha 'KMII u B npouecce guHaAMUYECKO-
ro Habmonenws [3, 4, 160, 176-180].

EOK 1B (Y1 5, YYP C)

* BceMm namuentam ¢ 'KMII nipu yxymmeHuu cum-
NTOMAaTUKN PEKOMEHIYETCS TOBTOPHASI PETUCTPAIIMS
OKT ¢ menbo BBRIABICHUS HAPYIICHUN CEPOCIHOTO PHUT-
Ma 1 TIPOBOAMMOCTH, UIleMUM Muokapaa [3, 4, 160, 176-
179].

EOK 1B (Y] 5, YYP C)

* Peructpanmsa DKI pexomMeHmyeTcs KaK KOMITO-
HEHT CKPWHUHT-aJTOPUTMA Y POACTBCHHHUKOB IICPBOM
crerieHn poactBa mamueHtoB ¢ KMIT [3, 4, 27, 135,
160, 170, 174, 177].

EOKIC (VI 5, YYP C)

» XontepoBckoe MmoHutopupoBanne DKI' (XMBDKI)
pekoMmeHayeTcst BceM nmauueHTaMm ¢ [KMII, B T.4. acum-
TITOMHBIM, C IIEJIBIO BEISIBJICHHST HAPYIICHUI pUTMa CepI-
ma (PIT u XKT) u mpoBOOUMOCTH UIST CTpaTU(DUKAIINT
pucka BCC m otbopa KaHIMIATOB IJIs UMILIAHTALIUNA
UMILIAaHTIPYEMOIO0 KapanoBepTepa-neduopuuiaTopa
(MKO)*** |3, 4, 112, 114, 161, 181-183].

EOK ner (VI 5, YYP C)

* Ilposenenme XMOKI (onTuManbHO IIPOTOJIKM-
TETBHOCTHIO 48-72 4) peKOMEHIYeTCS MPU IICPBUIHOM
KJIIMHUYECKOM O0CJIEMOBAaHUM M Kaxnabie 12-24 mec. [4,
161, 176, 181, 184].

EOK IIaC (VI 5, YYP C)
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* PexoMeHIOBaHO MCIIOJb30BaHUE TIETIIEBOTO PErH-
cTparopa ¢ ILeblo BEISIBICHHSI HApYIICHUN CepaecIHOrO
pHUTMa Yy TIAIIMEHTOB C XaJlo0aMM Ha 4YacThle CepaieOu-
eHUs, ¥ KOTOPBIX TIPH IJIUTESIPHOM MOHHTOPWPOBAHUU
OKI nmpuumHa octanach HeyTouHeHHOM [3, 4, 20, 185-
187].

EOK ITaC (V11 5, YYP C)

KommenTapun. Adexkeamuas ouenka HapywieHui pum-
Ma u npoeoouUMoOCmuU Kpumuuecku Heodxoouma o1 cmpa-
mudgpuxauuu pucka BCC, nosmomy é Hexomopwix cayuasx
Heobxo0um oaumenvHolii IKI-monumopune. Kpome pymun-
HO20 cymouHo20 moHumopuposanusi IKI, 603modcHbl eapu-
anmol: 48/72-uaco6oii MOHUMOPUHR, HAPYICHBLI NeMAe8Oll
peaucmpamop, pecucmpamop coobimuil, UMNAGHMUPYeMbLIL
nemaesoii peeucmpamop. DKI-duaenocmuxa doaxcna no-
emopamucs Kaxcovte 12-24 mec., onmumansHo npooosxcu-
menvHOCMbIO 48 4.

Tlokazanuem k XMOKT seasemcs nosiénenue y nayuen-
ma xcanob Ha cepoyebuerue u/uiu 201080KPYICCHUE.

Heobxo0umo yuumovieamos, 4mo HapyuieHuss pumma u npo-
sodumocmu mocym 6vimb 00yca084AeHbl NPOBOOUMOLL mepa-
nuei.

IDKT-npusnaxu, nomoearowue 8 OupghepenyuanrvHoll
duaenocmuxe 'KMII u genoxonuit 'KMII, npedcmagnerui
6 mabauye 2, Ipunoxcenue I'l [3, 4, 20, 49, 125, 141, 147,
163, 185, 188-190].

OxoKT

OxoKTI-ucciaenosanue manueHTaM HEOOXOOUMO BbI-
IIOJTHATh B COOTBETCTBUM C PEKOMCHIALMSIMHM TIO 3XO-
kapauorpapum AHA, ASE (American Society of Echo-
cardiography) m EACVI (European Association of Car-
diovascular Imaging) mo BBEIXOZAa OTEYECTBEHHBIX pe-
KoMmeHmauwmii [ 152, 191-196].

* Bcem mauuenram ¢ nomo3peHueM Ha 'KMII mist
BoeisiBiieHUs1 [JI2K 1 BHyTpMzKeayIOUYKOBOI OOCTPYKLIU
IIpY TIEPBUYHOM OOCJICIOBAaHUM PeKOMEHIOBaHA TPaHC-
topakanmbHast OXxoKI (TT-DxoKI') ¢ mpoBoKaImoHHOMK
mpo6oit Banecanessl [3, 4, 98, 137, 149, 181, 197-201].

EOKIB (Y11 4, YYP C)

* Bcem mauuentam ¢ 'KMII usmepenue makcu-
MaJIbHOI IMaCTOIMIECKOM TOMMIMHBI MuoKapna JI2K pe-
KOMEHIYEeTCS TIPOBOAUTH BO BCEX CETMEHTAX, OT Oa3alb-
HBIX 10 BEpXYyIIKU B 2D-pexxnMe o KopoTkoii ocu JIZK
[94, 149, 191, 193, 202-204].

EOKIB (Y11 4, YYP C)

* Bcem mauuenram ¢ T'KMII pekomeHnmyercst Tiia-
TeTbHAsI OlIeHKa auacToamdeckoit pynkmum JIK, BKiIO-
yask TpPaHCMUTPATbHBII KPOBOTOK, B JICTOYHBIX BEHAX,
TKaHeBYIO0 OOMIUIcpoTrpaduio, M3MEpeHHE pasMepa
u oowema JIIT mna crpatudmkanum pucka BCC [91, 94,
95, 98, 108, 137, 195, 205].

EOKIB (Y11 4, YYP C)

* CUMNOTOMHBIM MallMeHTaAM ¢ MaKCUMaJbHBIM /]
B BTJIK (B mokoe miu CIipOBOLIMPOBAHHBIM) <50 MM
pT.CcT. pexoMeHayeTcs nposeneHue crpecc-TT-DxoKI
IUIST BBISIBJIEHUSI MpoBoLMpyemMoil ooctpykiuu BTJI2K

u cTpecc-uHayuupyemoir MP [68, 109, 116, 137, 152,
199, 206-212]

EOK 1B (YIIJ1 4, YYP C)

* ACMMNOTOMHBIM MallM€HTaM C MakKCUMaJbHbIM [/]
B BTJIK (mmoxos mnu mHaymupoBaHHBIM) <50 MM pT.CT.
pekoMeHaoBaHO TpoBeneHue crpecc-1TT-DxoKI, ecnm
HaJau4re OOCTPYKLIIMKM MMEeT 3HAUYCHME IJIsI peKOMEH-
Jaluii T0 00pasy XXM3HM U Ha3HAuYCHUS JeKapCTBEHHOM
Tepanuu [68, 199, 206, 208].

EOK IIbC (Y1 4, YYP C)

* ¥V manmeHToB ¢ CyOONTUMAIBHBIM Ka4eCTBOM M30-
OpaxkeHUsI UM ¢ mpenronaraeMoil anukanbHoi [JI2K
WIN aHeBpu3Moil pekoMeHmyeTcst DxoKI' ¢ koHTpacTm-
poBanuem nonocTt JIK kak axsrepHatuBa MPT cepmiia
[115, 148, 213-216].

EOK IIaC (Y1 5, YYP C)

* HMHTpakopoHapHOEe KOHTPACTHPOBAaHNE MHUOKapIa
npu TT-DxoKI Bo BpeMsT TMarHOCTUYECKON KOPOHAPO-
anruorpapuu (KAI') pekomeHayeTcsl malyeHTaM, y Ko-
Topbix rianupyercss CAA, mig uaeHTuduKauuu nomu-
Xonseil st abaaluy cenTajbHON BETBU KOPOHAPHOM
aptepuu [196, 216-219].

EOK 1B (YII]1 4, YYP C)

* IloBropHBbic Dx0KI-mccriemoBaHUS peKOMEHIY-
otcsd nanueHTaM ¢ 'KMII ¢ uamMeHeHUsIMU B KJIIMHU-
YEeCKOM CTaTyCe WJIU TOSIBIICHHEM HOBOII CepIedyHO-CO-
CYIMCTOIl CUMIITOMATUKM IUISI CBOCBPEMEHHOTO BBI-
SIBIICHUSI OCJIOXKHCHUM M TUHAMHUKU PEMOICITNPOBAHMS
cepaia [68, 149, 178, 184, 199].

EOK 1B (Y]I]1 4, YYP C)

+ OxoKI' pexoMeHmyeTca KaK KOMIIOHEHT CKpU-
HUHT-AJITOPUTMa 4IeHOB ceMbu mamueHTa ¢ ['KMII,
Y KOTOPOTO BBISIBJICHA aCCOIIMMPOBAHHAsI ¢ 3a00JICBaHN-
eM reHHas myTaums [3, 4, 27, 135, 170, 174].

EOKIC (YA 5, YYP C)

KommenTtapuu. Tpebyemca ucnoavzoeamsv pacuiu-
pennviit npomoxkoa IxoKI, adanmuposanuuiii k¥ dua-
enocmuke I'KMII. [lepeuensv nokazameneil, 6xX00aujux
6 npomoxoa TT-DxoKI, npedcmasaen ¢ mabauye 3,
Ilpunoxcenue I'l.

s dughgpepenyuanvroil duasnocmuku ¢ geHoKonusmu
u npu evibope xupypeuueckoiu maxkmukxu npu I'KMII mo-
2ym UCN0Ab308aMbCsi QONoAHUMenvHble onyuu npu IxoKI,
npedcmasnenvie 6 mabauue 4, Hpunroxcerue I'l.

DxoKI-naxooku, nozeoaswouue dugpgepenyuposamso
TKMII u gpenoxonuu 'KMII, npedcmasnenvt 6 mabauye 5,
Ilpunoncenue I'l [ 1, 4, 29, 144, 163].

Pexomennamm no upecrmmeBoanoii DxoKI™ (UI1-DxoKI)
npu ’KMII

* UIT-DxoKI pexoMeHmoBaHa s TTaIlMEHTOB, Y KO-
TOpPBIX HesiceH MexaHu3M ooctpykuuu BTIIK wnu mis
oneHku coctossHusg MK mo mipouenyper CAA, uinm ecinm
perucTpupyercsl BeIpaxkeHHasT MP, mpenmonoxXunTebHo
He cBsg3anHas ¢ [1CJI cTBOpoOK, a 00yciIoBIIeHHas co0-
CTBeHHBIMU aHoMayussMu MK [192, 220-223].

EOK IIaC (YI/1 4, YYP C)
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* [TTatmentam ¢ 'KMII npu BeimonHeHun CAA mig
KOPPEKTHOTO OIIpeAe/ICHUs IeJIeBOit 30HBI BO3NCICTBHS
pekoMeHmoBaHoO nHTpaonepannoaHoe YIT-OxoKI ¢ uH-
TPAKOPOHAPHBIM KOHTpPAacTUpOBaHMEM Muokapaa [196,
216-219].

EOK IIaC (Y11 4, YYP C)

Koncencyc akcneproB EACVI 2015

+ Hurpa/nepuonepammonHas YI1-OxoKI mpu CMD
pEeKOMEHIOBaHA TMallieHTaM IJIsSI YTOYHCHMST MeXaHU3Ma
oboctpykuuu BTJI2K, KOHTpoOJsE XMpypruueckoit crpa-
TETWH, OLICHKU ITOCTXUPYPIUICCKIX OCIIOXKHCHMIT 1 BBI-
ABJIEHNUs ocTtatodHoi oocTpykumu BTIIK [192, 216, 217,
220-224].

EOKIC (YA 4, YYP C)

IIpoBenenne MpoBOKAIMOHHOI MPOObI BasbcaabBel 11
JIMATHOCTUKH JaTeHTHOi o0cTpyknun BTJI2K

IIpo6y BanbcaneBel mpu TT-DxoKI cnemyer mpo-
BOINTH B TTOJIOXKCHWY TAIIMCHTA JIexka Ha JIEBOM OOKY.
[MaumeHTy cieqyeT Haps9b MBIIIIBI TIEPETHEI OpIONI-
HOII CTEHKHU, UTO IIOBBIIIAET BHYTPUOPIOIIHOEC W BHY-
TpurpymaHoe masicHue. KOHTpoIb YPOBHS HAIIPSIKCHUS
1IeJIecCo00pa3HO OCYIIECTBIISITh C TTOMOIIBI0 YCTPOICTBA,
MIPEICTABIISIONIETO MaHOMETpP, COCTUHEHHBIN ¢ MYHII-
IITYKOM; IIPW 3TOM ITallMeHTa MPOCIT YACPKUBaTh Ha-
MIpSDKeHME, YTOOBI JaBJICHHME Ha MaHOMETPE COCTaB-
asuto 20-40 MM pr.ct. Bo Bpems mpo06sl BanbcaibBhl
peTUCTPUPYETCS MaKCHMMalbHasg CKOPOCTb KPOBOTOKA
B BTJIXK ¢ ucnojab3oBaHueM MOCTOSHHO-BOJIHOBOIO
momruiepa. Ecim B IMOJIOKEHUM TTallMeHTa JieXka IIpo-
0a oTpuIIaTeNIbHASI, TO PEKOMEHIYEeTCS TIPOBECTH IIPOOY
B ITOJIOKCHUU CUIS U CTOSI.

MPT

* MPT cepaua ¢ koHTpacTUpOBaHUEM (TIPU OTCYT-
CTBUU TIPOTUBOITOKA3aHMIT) PEKOMEHIYETCSI BBITIOIHUTD
KaK MUHHMYM OIWH pa3 II0CJIe MOCTAHOBKM AMArHo3a
T'KMII mnst yrouneHust naHHBIX OxoKI™ (aHatomum cepi-
a, (OYHKIIUM KeTyIOUYKOB), a TAKKE BBISIBJICHUS 1 OLICH-
KU PpacIpoCTpaHECHHOCTH (PUOpPO3a MHOKapaa W MCKITIO-
YeHus IpyTrux 3aboseBanuii [57, 189, 216, 225-231].

EOK 1B (Y14, YYP C)

Koncencyc akcneproB EACVI 2015

* IlpoBegenue MPT poxpcrBeHHMKaM mpoOaHOa
IIePBOI IMHUU POACTBA PEKOMEHIYETCsI, €CIIM TOCTa-
HOBKa MMarHO3a 3HAYMMO BJIMSICT Ha 00pa3 XW3HU (Ha-
IIpuUMep, 3allpelleHre COPEBHOBATEILHOTO CIIOPTA),
a ipu DxoKI mMeeTcs HU3KOe Ka4eCcTBO M300paXkeHMs,
WIN ITaHHBIC TTOTpaHWYHBIC/COMHUTEIbHBIC, WM €CTh
n3meHenus Ha DKI, a OxoKI' — 0e3 OTKJIOHEHMIT OT
HOpMEI |3, 216, 226, 229, 233].

EOK wer (Y111 5, YYP C)

Koncencyc akcneproB EACVI 2015

+ [laumeHTaM C TIpeaIoJaracMbIM aMUJIOMIO30M
cepnua pekomeHnoBaHo MPT cepania ¢ KOHTpacTUpoBa-
HUEM C ICNIbIO BBHISIBJICHUS 30H IO3IHETO0 HAKOTUICHMS
ragonunust (ITHT) [49, 53, 56, 57, 164, 234-236].

EOK IIaC (Y112, YYPA)

« MPT cepaua ¢ KOHTpaCTUPOBAHUEM PEKOMEHIY-
€TCsI IO OTIepalluyl XUPYPTUIeCKON U HEXUPYPTUUECKOM
penykunu M2KII ni1st oueHKM XapakTepa U pacripocTpa-
HEHHOCTU TurtepTpodun n ¢udpo3a mmuokapaa [41, 189,
228,230, 237].

EOK IIaC (YI/1 4, YYP C)

* MPT cepaua u cocynoB AOJKHA UHTEPIIPETUPO-
BaThCsl CTICUAINCTAMU, UMEIOIIUMU OTIBIT B BU3Yyas-
3allM CepIlla U OlleHKe 3a0ojieBaHmMit Muokapna [4, 54,
226, 231, 238].

EOKIC (YA 5,YYPC)

Kommentapun. MPT ne umeem npucyuux IxoKI oepa-
HUuYeHull u seasiemcs “3010moim cmanoapmom” OyeHKU
moawursl muokapoa u obsemos JIXK u I[12K (boarvwe mou-
HOCMb U3MepeHuil U 80CNPOU3B00UMOCMb, MeHblle onepa-
MOpPO3a8UCUMOCb), NOIMOMY NPU OMCYMCMEUL NPOMUBO-
nokasauuil, ecau no3zeonsiom pecypcwt u onvim, MPT doaxc-
Ha paccmampueamucs 04s nauuenmos ¢ 'KMII 6 kauecmee
6a306020 memoda uccaedosanus [216, 227, 231, 238, 239].

MPT makuce nozeonsem uccredosams mexKcmypy mMuo-
Kapda, m.e. Haauuue U pacnpocCmMpaHeHHOCMb MUOKApOU-
anbHoeo gubposa. Memoduka ocHosana Ha mom, 4mo 6 cee-
menmax muokapoa ¢ >15% ¢ubposa eviseasiemes ghenomen
ITHT — 3adepxcka evimvieanuss Gd-xkonmpacma. Haauuue
pacnpocmpanenno2o ubposa seasemcs npeouKmopom He-
2aMUBHO20 PeM0o0eAUPOBAHUsl, PA3GUMUS CUCMOAUYECKOI
Jucpyukyuu u XCH, a maxaice omuocumcss Kk OONOAHU-
menvHoim PP BCC.

Ilpu MPT evisieasiomes 2 0CHOBHbIX nammepHa Quo-
posa:

1. Humpamypansuoiii pubpo3 6 npedenax eunepmpo-
@PUPOBAHHBIX CeeMeHmMO08, KOMOPbll HA 2UCMOA02UHECKOM
YPOBHE S6ASMC OMPAdCeHuemM Npsamoeo delicmeus “npu-
YUHHO20” 2eHEeMUYECK020 8APUAHMA U MOAEKYASAPHORO Na-
moeeHesa, nposeasoueeo OucKomniekcayuei Kapouomuyu-
M08 U Mblile4HbIX 8010KOH — (penomen “disarray”, gpubpo-
30M PA3HOLL CMeneHU 8blPANCeHHOCU.

2. 3oubr gubpoza moeym Ovime evisienenvr 6 MIKIT
6 nepedueil u/unau 3a0Heli 004ACMAX, SPAHUMAUUX CO CBO-
600nol cmenkoi T1LK (“right ventricular insertion points”).
Cuyumaemcs, 4mo 5mo UHMepCcMuUUUAIbHbLil PuUoéPo3 ulu
npomexncymounwlii penomun I[THIT, nauasvnas cmadus [99,
216, 230].

Ilapamempot, komoposie Heobxodumo oyenums npu MPT
cepoua y nauyuenma ¢ 'KMII, npedcmaenenvt 6 mabauye 0,
IIpunoxcenue I'l.

Y HocuTeneit mytanuii B forunepTpodruuecKoit cra-
guu 'KMIT npu MPT M0OXHO BBISIBUTBH “Majible aHO-
MaJIMU cepaia” — KPUIITBI MUOKapma, aHomanun MK,
anukanbHoe cMmenieHre [IM. Ha mokimHanueckoi cra-
INY Y HEKOTOPBIX MaIlMeHTOB ¢ reHoTUmnoM(+)/deHo-
TUIIOM(-) MOTYT OBITH BBIsIBIIeHBI 30HHEI [THI. (cM. anro-
PUTM OUATHOCTUKU Ha HOKJIMHUYECKOM cTraguu) [239-
241].

ITpu MPT cepnuia Takoke BbISIBJISIIOTCSI aHOMAJIMU arl-
mapata MK (cm. Tabauny 6, [punoxenue I'1).
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Kpome 3naunmoctu B nuarHoctuke 'KMII, MPT
cepilla WUTpaeT poJib B AMAaTHOCTUKE (HEHOKOMUit
I'KMII. ITpu amunounose 3oHbl ITHI' onpenensirorcs
B SHIOKApAWAIbHBIX U CYOHIOKapAUATbHBIX OTHCIaX
1 He 3aBUCSIT OT 30H KpOBOCHaOXeHUsT Muokapaa [57,
236]. Ilpu Gomesnum AHmepcoHa-Pabpu — HaiIuuue
nHTpamuokapauaibHoro ITHI vame Bcero mo 3agHe-
OOKOBOMY CEeTMEHTY Ha 0a3aJlbHOM U CpPEeIHEM ypPOB-
Hax [171]. ¥V cnoptcmenoB ¢ I'JI2K oTcyTCcTBYIOT 30HBI
ITHT.

KT /myabTucnupajibHas KoMmmblOTepHasi ToMorpadus
(MCKT)

* Ilanmentam ¢ 'KMII, y KOoTOpbIX HU3KOE Ka-
yecTBo Ox0KI m3ob6pakenust, a nposegenue MPT
IIPOTUBOIIOKA3aHO, IISI ONCHKM TOJIIMHBI MHOKapaa
U pasMepOoB IOJIOCTEN cepllia peKOMEHIYETCS BBITION -
uath KT/MCKT cepaua ¢ KoHTpacTupoBaHueM [216,
242].

EOK ITaC (V11 5, YYP C)

Kommentapuu. KT cepoya, kpome anamomuyeckux
OdaHHbIX cepiya, No360asem MmakKice 8U3yaiu3uposams Ko-
POHApHbBIe apmepull, OUeHU8ams Ux NpoxooumMocms U aHa-
momuueckue 0CoOOeHHOCMU, HaAu4ue MUOKAPOUANbHBIX
“MblueyHbIX MOCIMUKO8”, YMO uepaem 8aicHy poib 6 oua-
enocmuxe UBC, ¢ m.u. npu T'KMII y nayuenmoes cmapuei
803DPACMHOIL 2PYNNbL.

MCKT cepdua, umerouias 6vicoKoe NPOCMPAHCMEEHHOE
paspeuieHue, no3eoasem obecneyums MmoyHoe usmepexue
MOoAWUHBL, Maccsl Muokapoa, obsema xceaydoukos u DPB.
CpasHumenvhoe uccredogauue NOKA3AN0 GbICOKYIO MOY-
Hocmov memoda MCKT, conocmasumyio ¢ pezyrbmamamu
memooda MPT cepouya [243, 244].

Ilo cpasnenuro ¢ MPT munycom MCKT seasemcs 6onee
HU3K0e 8peMeHHOe paspeuieHue, 6oee HU3Koe KOHmMpacmu-
POBaHUEe MAKUX MKAHEU U HaAu4ue UOHUSUDYIOUe20 U3aY-
uenus [244].

Cuunrurpadus

+ Cuunrurpaduio kocreii (¢ **"Tc-DPD wuau ™ Tc-
mipodocdaToM) peKOMEHIYeTCS BEITIONHATD MMAllCH-
TaM, y KoTopbix nogo3pesaercss ATTR-amumonmos [163,
164, 235, 245, 246].

EOK I1aB (Y11 2, YYP B)

Kommentapum. 1o dannvim cuyunmuepagpuu ¢ *"Te-
nupogocgamom 603mMoucHa Mouras OouggepeHyuaivHas
duaenocmuxa AL- u ATTR-amunroudosa cepdua (npu yco-
BUU UCKAIOYEHUsT MOHOKAOHANAbHOU eaMmManamuu Heonpeoe-
ANeHH020 3Ha4enus) [45, 235].

Ilo3uTpoHHasi SMUCCHOHHASI TOMOTPAdUs

[Mo3uTpoHHasT 3MUCCHOHHASI TOMOTrpadus MOXET
HCIIOJTB30BAThCS IS UCCIIEIOBAHMS METa00IM3Ma MHUO-
kapaa (panuodapmnpenapatsl — F'¥-ne3okcunmokosa
u C'-aueTaT) U IMArHOCTUKM aBTOHOMHOMN AUCGhYHK-
LINY cepma.

I1pu T'KMII MoxeT BBISBISITbCS HapylleHHe oOpaT-
HOTO 3axBaTa HEHpPOMEIMATOPOB W YMEHBIICHUE TUIOT-
HOCTU 0€Ta-aIpeHOPEeUENTOPOB.

KAT

KAT gaBnsgercs MeTomoM BblOOpa NUArHOCTUKU Ha-
NI W BBIPAXXCHHOCTH OOCTPYKTUBHOIO ITOPaXKCHMUS
SMUKAPpINATbLHBIX KOPOHAPHBIX apTEePUIA.

* Bspocabsim mauuentam ¢ 'KMII ¢ npenoTBpa-
meHHoit BCC (1mocie yCIeITHBIX peaHWMaIUOHHBIX
MeponpusTuil), nauueHtam c¢ ycroiyuBoin KT u ma-
HUEeHTaM CO CTaOMJIBHOI CTeHoKapmmeil >3 Kimacca (I1o
kimaccudukanuu KaHagcKoro cepmeqHO-COCYIUCTOTO
obmectBa — CCS) pekoMeHayercss nHBasuBHasa KAT
C IENTbI0 TMAaTHOCTUKHM OOCTPYKTHMBHOTO ITOpaKCHUS
SIUKapANaIbHBIX KOPOHAPHBIX apTepuii [3, 4, 74, 113,
242,247, 248].

EOKIC (YA 5, YYP C)

e [TTamuenTtam ¢ 'KMII ¢ TunmmyHbIMU OOJISIMU B TPY/I-
Hoit KiteTKe (<3 Kiracc CTeHOKapIuM 110 KJIacCU(DUKAIINT
Kananmckoro cepmeuHo-cocyauctoro obmiectsa — CCS),
Y KOTOPBIX €CTh IIPOMEKYTOUHAST IIPEATECTOBAs BEPOSIT-
HOCTb aTepockiepotudeckoit MBC ¢ ygerom Bo3pacTa,
nona u OP arepockieposa pekomenayerca KAI mim
KT-anruorpadusi ¢ 1enbio JMarHOCTUKKU OOCTPYKTUBHO-
To TIOpaXkKeHUST SIUKAPANATBHBIX KOPOHAPHBIX apTepuid
[4, 74, 242, 249].

EOK IIaC (VI 5, YYP C)

» JInga Bcex manueHToB ¢ [KMIT crapie 40 neT pe-
komeHnnayetrcss KAI unu KT-anruorpadus no pemykuuu
MIKII, He3aBUCUMO OT HaJUYUsI TUIMMYHOTO CTEHOKap-
TUTHYECKOTO 00JICBOrO0 CUHAPOMA, C LIEIbI0 TMAarHOCTHU-
KM OOCTPYKTUBHOTO TTOpaXXeHUSI SMMMKAPIUATIbHBIX KO-
pOHApPHBIX apTepuii [4, 242, 248, 250].

EOK IIaC (V111 4, YYP C)

Kommenrtapun. Heooxodumocme KAI dukmyemcs oco-
bennocmoio epauebnoil makmuxu. Ilpu INOCA y nayuen-
moe ¢ TKMII noseasemcs nHeobxo0umocms 6 NOCMAHOG-
Ke cmeHmoe npu MeHbvulell, 4em NPUHAMO Yy NAYUEeHMO8
¢ UBC, cmenenu cmenosa, m.e. npu cmernoszax <50%. (cm.
Pazden “luaenocmuxa T'KMII y omdensnbix kKameeopuii
nauuenmos” u Pazden “Ilamoeenes”) [74, 76, §2, 85, 251].

NuBa3uBHOE U3MepeHHe JaBjieHNs B MOJOCTSX cepaua

» Karerepusamus cepaiia i oleHKA GYHKIIAM Ke-
JIyIOYKOB ¥ MaBJICHUS 3aKJIMHUBAHUS JISTOYHOM apTepun
PEKOMEHIYETCSI V MAIlMeHTOB, KOTOPHIM ILIAHUPYETCS
TpPaHCIJIAaHTAIMS CEpAlla WIM MeXaHW4YecKasl TTOIIepKKa
KpoBooOpatieHus [252-257].

EOK 1B (Y1 5, YYP C)

* YV CHUMITOMHBIX ITAIIMCHTOB C HEOMpPEACICHHBI-
MU pe3yJabTaTaMi HEWHBA3WBHOW BU3yalIM3allUM CEP-
a peKOMEHIOBAHO pacCMOTPETh BO3MOXHOCTD KaTeTe-
puzanuu JIK n ITK nis oeHKM TsSKecTu 0O0CTPyKLIMU
BTJI2K/BTIIK u m3MepeHUST maBICHUS HAITOJHCHUS
JIK/TTXK [69].

EOK IIbC (YId 4, YYP C)

DneKTpoGU3H0J0THIECKOe TECTHPOBAHNE

* BayrpucepnedHoe 371eKTpODU3NOIOTTICCKOE UC-
cllefoBaHWE PEKOMEHIYETCS MallMeHTaM C TOKYMEHTH -
POBAaHHBIMU TIEPCUCTUPYIOIINMHU WX TIEPUOTNTICCKIMUT
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KITMHWYECKWE PEKOMEHZALINNA

HADKETYTOYKOBBIMYM TaxXUKapIWSIMU (TpeTieTaHWE TIpeN-
cepnuii, mpeacepaHasl TaXuKapaus, aTpUOBEHTPUKYIISIP-
Hasg (AB) y3rmoBas pueHTpHM TaxuKapAusl, TaXWKapaus,
oIocpenoBaHHasI TO0aBOYHBIMU IIPOBOMSIIUMU ITyTSI-
MW) ¥ TIAIMEHTaM ¢ CUHIPOMOM PaHHETO BO30YXICHUS
XKEeIyI0uKOB I MaeHTU(dUKAIuKU cydocTpaTa adianuu
n nedenusd [20, 113, 176, 185, 258-261].

EOKIC (Y14, YYP C)

* JIyist OTAENBHBIX MAIMEHTOB C JOKYMEHTHPOBAH-
HBIMHA, CUMTOMHBIMU, MOHOMOP(HBIMHA YCTONINBBIMU
(>30 ¢) KT pekoMeHIOBaHO PACCMOTPETH BO3MOXHOCTD
BHYTPHUCEPIACIHOTO 3JIEKTPO(PU3NOIOTHIECKOTO HUCCIIE-
IOBaHUS U1 UACHTU(GUKALIUY cyOcTpaTa abnaluu U je-
yeHus [176, 259, 260, 262, 263].

EOK IIbC (Y111 4, YYP C)

Kommenrapun. /layuenmam ¢ TKMII ne pexomendosa-
HO GHympucepoeuHoe 31eKmpo@u3uosocutecKoe ucciedo-
BaHUE C NPOPAMMUPYEMOLL JHCenyOOUKOBOU CIMUMYAAUUCH
6 Kauecmee pyMUuHHOU npouedypsl 04 cmpamupukayuu
pucka BCC [4, 111, 176, 262].

Harpy3ounbie TecTbl

* Tpeamuia-tect ¢ MmouutopupoBanueM DKI u Al
pexkomeHmyetcst it crpatTudukanuu pucka BCC nanu-
entoB ¢ 'KMII npu HemOCTYITHOCTU 3ProCIUPOMETPUN
[4, 264, 265].

EOK IIaB (Y11 5, YYP C)

* [Taumentam ¢ 'KMII, y KOTOpBIX B ITOKOE Mak-
cuManeubiit ITJ] B BTJIDK <30 MM pr.cT., mpu mpo0e
BanbcansBul ']l <50 MM pT.CT. peKOMEHIyeTCS IPOBEIe-
Hue TT-DxoKI B ycinoBmsix Harpy3ku (ctpecc-9xoKI)
IIJIST OTIpeACIICHUs] M KOJTMYECTBEHHOM OIICHKHN IMHAMMU-
yeckoil oocrpykumu BTJIK [152, 208, 211, 266, 267].

EOK IIaB (Y11 5, YYP C)

Kommenrtapun. Bapuanmol Hazpy30unsix mecmog npeo-
cmaenensvt 6 mabauye 7, [punoxncenue I'l.

Bonpocsi, Ha Komopbsle doadxcHa omeemums cmpecc-
IxoKI (QonxcHbl 6b1mb OMPACEHbL 8 3AKAHOUCHULL):

1. Beauuuna napacmanus I/l 6 BTJIK na nuxe naepys-
KU U 8 60CCMAHOBUMENbHOM Nepuooe.

2. Peaxyus A/l na naepy3ky.

3. Huodyuupyemcs au Haepy3Koi umemus MUuokapoa
JIK.

4. Yeyeybasemces au duacmonuueckas oucgyuxuus (E/A,
E/e’).

5. Cmenenv usmenenuss MP una gone cmpecc-9xoKI'
(Ounamuueckas MP).

Haubonee nooxooum oas cmpecc-IxoKI' y nayuenmos
¢ TKMII “aexcauuii eenospeomemp”, Komopwlit n036015-
em noayyamo 9xoKI-uzo006pajcerHus Ha pasHbiX CMYNEHSX
Haepy304HOU npodbl (peKomMeHdyemcs peeucmpayus noKa-
3ameneli Ha cmynenu Haepy3ku 50 Bm, na nuke HaepysKu
U 8 occmanosumenvHom nepuooe). Hcnoavzoearue mped-
MUNA U CUOSTHE20 8eA03P20OMEMPA He NO360Asem pecucmpu-
posams DxoKIl-nokazameau 6 npouecce npogedenus Ha-
epy3KU, NOIMOMY pecucmpayusi npoeooumcs. HemeoneHHO
nocae ee NPeKPauleHuss U 8 60CCIMAHOBUMENbHOM nepuode.

Ilokazano, umo makcumanwvuoiii I/l 6 BT/IK na nuke Ha-
2py3KU U cpazy nocie ee Npekpaujenus noumu coenaoaiom
[208].

Ilpu mpedmun-mecme npumensirtom npomokon bproca
unu mooughuyuposanusiii npomoxoa bproca. Ilpu eenospeo-
mempuu cmynenu mecma — 50-100-150 Bm.

Y nayuenmos ¢ TKMII ne pexomendyemcs hposodums
cmpecc-9x0KI ¢ dobymamunom u3-3a 8bICOK020 pucKa UH-
dykuyuu ncenydoukoswix Hapyuienuii pumma (2KHP). Kpome
moeo, 000ymamun mModxcem cnpogoyuposams yseauvenue 171
6 BTJI2K y nayuenmos 6ez 'KMII.

Bo epems npoeedenus Haepy3ouHoeo mecma pecucmpu-
pyemcs OKT (nocmosinno), A (kaxcovie 2 mun) u usmere-
HUSl KAUHUYECKOU CUMNMOMAMUKU.

Peaxuyus AJ] na naepysky seasemcsa eaxcheiuwell
yacmolo Hazpy3ounozo mecmuposanus. Headexeamnas pe-
arkuus AJl exooum 6 wxaay cmpamuguxauyuu pucka BCC
y nauyuenmoe ¢ T'KMII.

Heaodexeammnoii peaxyueii Al cuumaemcsi:

— eunomensusHas (Al ha nuke Haepy3Ku Hudice UCX00-
HO020 uau ecau Ha nepevix cmynensx naepysku A/l Heckoabko
nogvlulaemcsi, a Ha nuke Haepysku — 6onee yem Ha 20 mm
PM.CIM. HUJICE DMO020 YPOGHSL);

— Hedocmamounbiii npupocm AJl Ha nuke Haepys3xu
(<20 mm pm.cm.).

Kpumepuu npexpawenus nazpyzounozo mecma:

1. llocmuxcenue cyomarcumanvroii 4CC.

2. Buipasxcennas ycmanocms u o0viuika.

3. boau 6 obaacmu cepoua.

4. Tunomensus (cuuncenue A >20 mm pm.cm. om uc-
X0O0H020).

5. 2Kusneonacnoie 2KHP [68, 87, 109, 116, 152, 199,
206, 207-212].

DprocnupomeTpust

e Ilamuentam ¢ T'KMII ¢ BblpaxkeHHOII cuMIITOMA-
TUKOI ¢ CHCTOJMYCCKON M/MIN OUACTOJIUICCKOM IHC-
dynxumeit JIK mist onpeneneHust mokazaHuii K TpaHC-
TUIAHTAIMY CepAlla WIM MEXaHWUYECKOUW MOoIaepkKKe
KPOBOOOpAIEHUS] PEKOMEHIYETCSI 9PTOCTIUPOMETPUS
(kapnuomyJIbMOHAIBHOE HArpy304HO€ TECTUPOBAHUE
C OMHOBPEMEHHBIM U3MEPEHUEM PECTTMPATOPHBIX Ta30B)
[4, 252-254, 256, 257, 268-271].

EOKIB (Y11 3, YYP B)

» Ilamuentam ¢ 'KMII, He3aBuCHMMO OT cUMIITOMA-
TUKU, PEKOMEHIOBAaHA 9PTOCITUPOMETPUST (VTN CTaHAAPT-
HBIN TPEOIMUII-TECT, VJIM BEJIOIPTOMETPUS TIPU €TO OT-
CYTCTBUM) C 1IENIbIO OIIEHKU TSKECTU U MEXaHU3Ma He-
nepenocumoct @H 1 n3menenmii cucronmaeckoro AJl
[4, 269, 272, 273].

EOK IIaB (Y1 4, YYP C)

* DprocripomeTpusi (MU CTAaHIAPTHBIN TPEAMUI-
TECT, VIV BEJIIOIPTOMETPUS TPU €T0 OTCYTCTBUU) PEKO-
MEHIIOBaHA CUMIITOMHBIM TTallMeHTaM, KOTOPHIM TITaHU-
pyercs CM3B/PMD mis onpeneneHrs] OTpaHUYEHUM 110
Harpyske [4, 269, 272, 273, 274].

EOK IIaC (YI/1 4, YYP C)
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2.5. UHble pnarHocTuyeckue nuccnegoBaHus
2.5.1. Buoncusa Muokapaa u abgoOMUHaANbLHOIO Xupa

* buornicusi Muokapna pekoMeHa0BaHa TpU TOI0-
3peHUU Ha MH(UIBTPATUBHBIE, BOCIAIUTEIbHbBIE 3200~
JIeBaHMUS ceplia Wiu 00JIe3HU HAKOTUIEHUsI, KOTOPbIE He
MOTYT OBITh MOATBEPKAEHBI IpyTUMU MeTonamu [4, 50,
275, 276].

EOK IIaC (Y 4, YYP C)

* buoricusg abnoMrUHaIbHOTO XHpa peKOMEHIOBaHa
MpY TTOI03peHNN Ha amwionnos [4, 25, 37, 53, 276, 277].

EOK IIaB (V11 2, YYP C)

2.5.2. inarHocTuka 3a0oneBaHus y OTAebHbIX KaTeropuii
nauueHToB

Juddepennmansupiii smarao3 TKMII u IVIXK Beaen-
cTBue AI'

Ha ecrectBenHoe TeueHue 'KMII oka3biBaeT BiausI-
HHUe Hamune (haKTOpOB KapaMOMETa0OJIMIECKOTO PUCKa
(AT, oxumpeHme/M30BITOUHAST Macca Tejla), BCTpedae-
MOCTH KOTOPBIX YBEJIMUMBAETCI ¢ Bo3pacToM [278-282].

B crapreit Bo3pacTHOI TpyIime MalieHTOB ¢ J0Ka-
sanHoit 'KMII Bcrpewaemocts AT cocrasisieT 70-90%.
ITo ompenenenuto npu 'KMII I'JI2K He oOyciosieHa
Harpy3koi mpaBieHueMm, Ho AI' — 3To Harpy3Ka JaBjicHU-
eMm, rmoatomy B ciaydae couetanuss [ KMII ¢ AT tpedyer-
ca momudukaums kputepues 'KMIT.

Bepositnocts TKMII y manmnenToB ¢ AI' moBbIIIaeTcst
MpU HAJTMYUKU OTHOTO U 0oJiee U3 CIAENYIOIINX KPUTEPUEB:

1. ykazanme Ha cemeliHbiii aHamHe3 ['KMII unu
BCC B Mo010M BO3pacTe y pOaCTBEHHUKOB TIEPBOM M-
HUU POICTBA;

2. HECOOTBETCTBME MeXmy BeIpaxkeHHOM [JI2K (Mak-
cuMaJjbHasg TOJIIIMHA CTEHOK >15 MM) M HEeZaBHO BO3-
HUKIIEN Jerkoil m ymMepeHHoil Al mpu amekBaTHOH
IIPUBEPXKEHHOCTH IMallMeHTa Tepalnu, a TaKxke Ipy-
TUX TIPUYNH, CITOCOOHBIX BBI3BATh MOMOOHYIO CTETICHB
K.

Bo3moxubsiM BapuanTom kputepuss 'KMII npu co-
nyTtcTBytomeil Al sBiasiercst TonmmHa muokapaa JIZK
>20 mMM; TommmHa Muokapaa 15-20 MM mpencTaBisieT
“cepylo 30HY”.

Bri6op kxputepus 'KMII “Tonmmua crenku JI2K
>20 MMm” Tipu comyTcTBytomeit AI' 00ycIoBIeH TeM, U4TO
ITOKAa3aHo: IIpH meperpy3Ke gaBiacHueM (Al, aopTaabHBII
CTEHO3 WJIN UX cOYeTaHMe) TOMIMHA Mruokapaa JI2K, kak
MIpaBUiIo, He mpeBbimaeT 20 MM (B HEKOTOPBIX MCCICIO0-
BaHMSIX TIpeBbIIaeT 20 MM JIUINb Y eIMHUYHBIX TTallCeH-
TOB) [82, 212, 247, 278, 279, 283-288].

Ecnm BHIIBIIEHHAS TOJIIMHA MHUOKapaa y IallueH-
Ta B “cepoii 30He” (15-20 MM), TO BBEIBOI O AMArHO3¢
I'KMII MoXxHO crmemaTh TOJBKO Ha OCHOBAaHWU TIA-
TEJBHOTO aHaIM3a OOJIBIIIOTO Yyrciia aKToOpoOB: ceMeii-
HBIII aHaMHe3, IIuTeNbHOCTh Al, ypoBeHb “Harpys3ku
maBlIeHUeM” (smmM3omudccKue IMOBBIIeHUST AJl mam
CcTa0MWILHO MOBBIIeHHOE AJl), IPUBEPKEHHOCTD ITallH-
enra Tepanuu Al, Hammune n3meHeHnit DKI/DxoKTI

nmo pasBuTus Al, TMHaAMHWKa pa3MepoB ITOJOCTEH cepi-
a W yBeIWYCHUS TOIMMHBI cTeHOK JIXK mpu OxoKI'/
MPT u np.

CremyeT TakxKe YIUTHIBaTh, 4To Ipu AT MOoXeT Ha-
omogatbes acuMmMmerpudHasi [JIZK — mo HeKoTophiM
naHHbBIM, 10 20% (T.e. cooTHOmeHUe ToammHbl M2KIT/
3amHeit creHku >1,5) [247, 287].

I'KMII u 6a3anbHast centaibHas runeprpodusa (S-00-
pasnas M2KII ¢ “BbIMyKJIOCTBIO” B 0a3aJIbHOM CerMEHTE)

YV moXUIBIX MauneHToB ¢ S-obpasnoit M2KIT moxeTt
BBISIBJISITBCST “BBITIYKJIOCTH” (aHII. bulge) B Ga3anbHOI
4acTu Meperopoaku, Kotopast He ooOyciaoBieHa 'KMII.
Kak mpaBmiio, y 3TUX MallMEHTOB IIPUCYTCTBYET COIYT-
crByromas A" m/uan maTojIorus aopTajJbHOTO KiallaHa
(HeOobIIasT aOopTabHAsI PeTyPIrUTALINS W/MJIN HEBBIpA-
JKEHHbINM aopTajbHbIA cTeHo3) [202, 203, 247, 286, 289].

BazanpHas cenTanbHast TUTIEPTPOMUS MOKET TIPUBO-
muth K yBenndeHuto I'Jl B BTJIK, kak nipaBuio, He >15-
20 MM pT.CT. B TIOKO€ 1 BO3pacTaTh A0 35 MM PT.CT. TIpHA
Harpy304YHBIX TTpobax [212].

Cxema nuddepenumanbaoro nuarno3a 'KMIT u 6a-
3aJIbHOM CeNTaIbHOI TUTIePTpOGHNH IpeacTaBicHa B Ta-
omune 10, IMpunoxenue I'1.

I'KMII u UM 1 u 2 Taumos

Kinunnyeckn y nmauueHtoB ¢ 'KMII u nmemueit
MHOKapIa IMpy HeOOCTPYKTUBHOM MOPaXCHUM SITHUKapP-
IranbHBIX KopoHapHBIX aptepuii (INOCA — Ischemia
with Non-Obstructive Coronary Arteries) MOXeT pa3BU-
BaTbCSI OCTPBI KOpOHapHBIN cuHapoM u UM [74, 76,
88, 249].

MM npu HeoOCTPYKTUBHOM MOPAKEHUN SMTUKAPANATTb-
HBIX KopoHapHBIX aprepuii (MMBOKA (MINOCA)) —
9T0 “pabounii TMarHo3”, TPEOYIOIIN YTOIHEHUS TIPUIH-
HBI, JISXKAIIeit B OCHOBE Y KOHKPETHOT'O TTAlIMEHTA.

B renesze UM npu 'KMII moryTt obGcyxnaTbest ciie-
IYIOIINE TTaTOTeHEeTUICCKIEe MEXaHU3MEBI (CM. TaKKe Ta-
oty 9, Ipunoxenne I'1):

1. INOCA (cm. Pazgen “ITatorenes”).

2. UMBOKA — MBC B crapiieii BO3pacTHOM IpyII-
ne naueHToB ¢ FKMIT.

ITpu 'KMII moxet pa3Butbcst UM 1 Tumna, nuarto-
CTHKA U JICYCHNE KOTOPOTO M3JIOKEHBI B COOTBETCTBYIO-
IINX KIIMHIYECKUX PEKOMEHIAIIMSIX.

I MCKITIOYeHMS /TIOATBEPXICHUS 00CTPYKTUBHOTO
TOpaKeHMS STNKAPANATEHBIX KOPOHAPHBIX apTEPUIA Ma-
mvedTaM ¢ [ KMII mokazana nasasusHasg KAI nam KT-
aHruorpadusi.

OnnoBpemeHHo ¢ KAT mammentam ¢ TKMIIT peko-
MeHayeTcsl BuIOJIHATh JIZK-BeHTpukymnorpaguio, Ko-
TOpas BBISIBJISIET y TMallMeHTa JU0O0 “AIMKapauaibHbIN
naTtTepH” (30HBI HAPYIICHUSI COKPAaTUMOCTHU B IIpeIe-
JIaX CTEHO3MPOBAHHBIX KOPOHAPHBIX apTepuii), Iu0O
“MUKpOBACKYJISIDHBII MaTTepH” (30HBI HAPYIICHUS CO-
KpaTUMOCTHU B OacceifHax pa3HBIX KOPOHAPHBIX apTe-
puii, B T.4. u 6e3 cTeHO30B) [74, 76, 77, 85, 86, 88, 251,
290-295].
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Hanubiit heHOMEH B OTEUECTBEHHOI JUTEpaType
HaszbeiBaetcs “MUMBOKA” wiu UM 2 tuna. UM 2 tuma
(UMBOKA) — 310 UM, pa3BuBamIuiics 6¢3 atepo-
Tpom003a, U3-32 HECOOTBETCTBUST MEXKITy TTOTPEOHOCTHIO
MMOKap/aa B KUCIOPOJIE U €T0 TOCTaBKOM.

INOCA uMeeT oOmM MaTOr€HETUYECKUIT MEXaHU3M
Kak TIpU KapAMOMUOTATUIX, TaK U MPU (DEHOKOMMSIX
I'KMII, nanpuMmep, npu aMUJIOUIHON KapaMOMUOIIATUMN
[56].

I'KMII u IVIXK y cioprcMeHOB

Pexomendauuu no 3auamuro cnopmom, QusKkyabmypoii,
ywacmuro @ ClOpmuGHbIX COPEGHOGAHUAX

* IManmentam ¢ 'KMII, He3aBucuMO OT BO3pacTa,
T0J1a, PACOBOM MPUHAIEKHOCTH, HATTUIUS OOCTPYKIIUY
BTJI2K, mpoBencHHBIX paHee onepaunu CM3/PM3
CAA, wm nmmnantanun UKI***, He peKoMeHIOBaHO
(TTPOTMBOTIOKA3aHO) yYyacThe B CIIOPTUBHBIX COPEBHO-
BAHUSX U YIIPAXKHEHUSX BBICOKON MHTEHCUBHOCTH |3, 4,
113, 158, 182, 258, 296-299].

EOKIC (YIAA 5, YYP C)

Kommentapuu. M3-3a gvicokoeo pucka BCC 3ansmus
copesnosamenvuovimu sudamu cnopma nayuenmam ¢ FKMIT
NpOMUBONOKA3AHD.

s Hocumeneil 6HbIX NAMOEHHbIX MymMayuil 6e3 npo-
seaenuil 3abonesanuss no IKI u IxoKI pexomendauuu no
ONMUMANBHOMY YPOBHIO (PU3UUECKOl aKMUBHOCMU U Xa-
paxkmepy DH donycubr 6bims cghopmyauposansvl nocie KoH-
cuauyma ¢ ywacmuem MyabmuOucCyUNAUHAPHON KOMAaHObl
cneyuaiucmog (8pau-eeHemuK, 8pau-kKapouosoe, 6pay no
CNOpMUBHOUl MeduuuHe, MeOUUUHCKUL Ncuxonoe u dp.) Ha
0CHOB€ PACCMOMPEHUS BblABACHHOU MYymayuu, pe3yioma-
M08 Pe2yAsiPHbIX U NOBMOPHBIX KAUHUYECKUX UCCAe008AHUIL
(MPT ¢ konmpacmuposaruem, nposedenue cmpecc-TT-
IxoKI), c ynemom cmpamugurayuu pucka BCC na ocroge
€B8PONelICKOIl U AMePUKAHCKOU Modenell.

Cnopmcemennt ebicokoeo kaacca ¢ TJI2K u moawunoi
cmenxu JIXK >13 mm (13-15 mm) cocmaesasrom auuie He-
ooavuyio wacms (1,5-1,7%). Kak npaguao, smo cnopm-
cMeHbl ¢ boabuoil maccoii meaa. MmenHo y 3moii epynnut
mpebyemcest dupghepenyuanvhotii duaenos ¢ 'KMII [182,
297, 299].

Haubonee wacmo ucnonvzyemosie nokazamenu 04s oug-
gepenyuanvroil duaenocmuxu I'KMII u adanmuenoi 172K
y cnopmcmenog npedcmasnens. ¢ mabauye Ilpunroice-
nus b11.

Baxchoim dughgpeperyuanvro-ouaeHocmuyeckum npu-
3uakom seasemcs eviaeaenue ITHI npu MPT ¢ xoum-
pacmupogaruem. Imo ceudemenvscmayem 6 noavsy I'KMII,
oonaxko omcymcemeue IIHI He uckarouaem 3a601e8anusl.

Ananusupys cnopmusnyro IJI2K, neobxodumo makice
npuHuUMams 8 paciem ciedylowue paxmopsl: 6ud cnopma
U UHMEHCUBHOCMb MPEHUPOBOK, 803pACm, NOA (Y MYICUUH
1J2K b6oavwe), pocm u éec cnopmemena. OKoOHUamenbublil
661600 0 duaenoze TKMII y cnopmcemena deaaemes Ha oc-
HOBe KOMNAEKCHOU OUYeHKU KaK MOJCHO 00AbUle20 YUCAa NO-
Kazameaneil.

2.7. Ctpatudukaumusa pucka n ctpaterum
nepBUYHON U BTOPUYHOI npodunaktukn BCC

IMokazarenu exeromHoil CMEPTHOCTU OT CepIAeUHO-
COCYIUCTBIX MPUYUH Y B3pOCbIX nauueHToB ¢ ['KMII
cocrapisiior 1-2%. BCC, XCH u tTpoM00aMGoIMYecKe
OCJIOXXHEHWSI SIBJISTIOTCSI OCHOBHBIMY ITPUYMHAMMU.

BCC — 310 cmepTh, HacTymnaolias HEOXHUIaHHO
W MTHOBEHHO W3-3a KapAuadbHbBIX MpUYuH (y TalneH-
Ta 6e3 3a00JieBaHUs cepAla WU C TAKOBBIM) B TEUCHUE
1 4 mocrne TMOSBICHUS TTEPBBIX CUMIITOMOB YXYIIICHUS
00IIIeTO COCTOSTHUSI.

K monstuio BCC He oTHOCST Cilydyan HacWJIbCTBEH-
HOW CMepTH WJIM CMEPTHU, BO3ZHUKAIONICH B pe3yibraTe
oTpaBieHusl, achUKCUM, TPAaBMBI WU APYTOTO KaKOTO-
00 HECYACTHOTO CITydasl.

Puck BCC y nmanmuenTtoB ¢ 'KMII 6e3 TpaguiinoH-
Hbix OP coctapnsiet 5,9% 3a 10 ner [4, 118].

* S-netauii puck BCC pexoMeHIyeTcst OlleHUBATh
npu nepBUYHOM oOciemoBaHuu mnamueHta ¢ 'KMII
U B JaJIbHEUIIIEM TIepeolieHUBaTh Kaxble 1-2 roma wimn
pY U3MEHEHUHN KIIMHUYecKoro craryca [4, 114, 115, 117,
179, 180, 198, 199, 261, 262].

EOKIB (Y11 4, YYP C)

» Illxana HCM Risk-SCD pekomeHayeTcs B Ka-
YECTBE METOJa OLIEHKW PUCKA BHE3AITHOW CMEpPTHU B Te-
yeHue 5 JIeT AJis IMaLueHTOB >16 jieT 0e3 ciiydaeB pea-
HuManuu mocie anu3onoB XKT/MXK nim cnoHTaHHOM
ycroitunBoit KT ¢ moTepeii CoO3HAHUS MU TeMOIUHAMMU -
yecKnMU Hapyienunsmu [4, 114, 115, 117, 179, 180, 198,
199, 261, 262, 271].

EOKIB (Y11 3, YYP B)

Kommentapum. Pecucmpayusa scusneyepoxcaroujux KHP
u opaduapummuil ocyuecmensiemcs ¢ NOMOUbio nosepx-
nocmuoui KT 6 nokoe, npu XMIKI, ¢ nomowpro Hapyic-
HO20 UaU UMNAGHMUPYEMO20 3ANUCbIBAIOW,e20 YCMPOLICMBa,
makdice — npu Haepy3ouroii npobe [179].

Hezasucumo om Hozonoeuu, nodasasiowee 60NbUIUH-
CMBO ONACHBIX 051 HCUSHU HCeNYOOUKOBbIX HAPYUIeHUIL cep-
deuroeo pumma (83,4%) obycrosneno anexkmpuueckoll He-
cmabunvrocmoro muoxkapoa. BCC uawe obycroearena OXK
(62,4%), opaduapummusmu (16,5%), KT muna “torsades
de pointes” (12,7%) u KT (8,3%).

KT neycmoituusas (KT, cocmosiwas kax munumym uz 3
HCeny0ouKo8bIX KoMNAeKcos, ¢ uacmomoii >120 u npodoa-
acumensHocmoio He boaee 30 cek, komopas npexpaujaemcs
camocmosmenvro). KT moxcem 6vimob mMoHoMopghHOU (He-
usmenennas mopgonoeus komnaexca QRS 6 12 omeedenu-
Aax) u noaumoproit (6o epems KT 6 12 omeedenusx DKI
usmensiemest Kongueypayus komnaexca QRS;

KT ycmoiimusas (monomopguasn, nosumopgpnas) —
KT npodoaxcumensvrHocmoto bonee 30 cex, 3a4acmyro He Ky-
RUPYIOUASICS CAMOCIOSMENbHO,

DIK — HepecyasapHblil Jceaydoukosslii pumm (00bi4HO
¢ wacmomoit >300 yo./mun) ¢ evipaxrceHHoll éapuabens-
HOCMbI OAUHbL YUKAQ, MOPGOsocUU U aMAAUMYObl KOM-
naexcos QRS.
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CymecTByeT OBE MOICIHM CTpaTH(MUKALIMKM pHCKA
BCC:

1. Ha ocHoBe TpamumuoHHBIX PP (amepukaHcKas
MOJIETTb).

2. Ha ocHoBe pacueTra WHAWBUAYATbHBIX OILIEHOK
puCcKa, IepCOHMMUIIMPOBAHHBIN TTOAXOM (eBpormeiicKast
Monenb) — mkajga HCM Risk-SCD.

IIxana ouenku pucka BCC y maumenTos ¢ 'KMII
(eBpoIIeiicKas MOIeNIb) TIpeaCTaBlIcHa B TaOIMIIe 2, TIPH-
noxenue ['3.

“Kampkyngrop” pucka BCC mpu I'KMII 1o eBpo-
Ieiickoif Momenn mpencTaBiIeH Ha caiite http://doc2do.
com/hcm/webHCM.html.

IIxana ouenku pucka BCC y maumenTos ¢ 'KMII
(aMepHUKaHCKasl MOIEJb) IIpeacTaBiieHa B TaOmmie 3,
npunoxenne 2.

EBpomneiickast Mmomensb Tiporao3upoBanus prcka BCC
HCM Risk-SCD nmeet orpanndenus:

1. He IpUMeHSsIeTCs y TTaleHTOB crapie 80 JIeT 1 Mo-
Joxe 16 ner;

2. He TIPUMEHSIETCSI Y MAlMEeHTOB C (heHOKOMMUSIMU
I'KMITI, I'T2K y cnopTcMeHOB.

IIpoBenena Mmomuduranuss GopMyabl pacueTa ¢ UC-
IMOJIb30BaHMEM TaKoro ¢pakTopa, KaK MaKCHUMaJbHas
tommHa creHku JI2K (8 HCM Risk-SCD Calculator —
pEeKOMEHIOBaHO yKa3bIBaTh He Oosee 35 MM) (TIpomod-
XaeTcs anpo0banysg HoBoi Moaenn) [181].

AJNTOPUTM MEPBUIHONM M BTOPUIHON MTPOPUIaKTUKI
BCC y maumentoB ¢ 'KMII nipencrasnen B I[1pnioxke-
Huu b7).

3. JleueHue, BKNOYAs MeAUKAMEHTO3HYIO

M He MegUKaMeHTO3HYI0 Tepanuu, aueToTepanuio,
obe36onmBaHue, MeaULMHCKME NoKa3aHUd

U NpoTnBonokKka3aHng K npuMmeHeHuio MeToaoB
nevyeHunsa

Oo6mue npuanunsi tedennss TKMII

Jleuenne 'KMII BxirouyaeT MeAUKAMEHTO3HYIO Te-
panuio, SHI0BACKYISIPHBIC BMEIIATEIHCTBA, XUPYPTHAUC-
CKME U HEXMPYPrU4yeCcKre METOAbl PEayKIIUU TUIIePTPO-
dupoanHoit M2KII, MexaHUUECKYIO MOMIEPXKKY KPOBO-
o0OpalleHNsI, TPaHCIDIAaHTAIIIIO Cepara.

Pexomenpauuu mo jedeHutro 'KMII ocHoBaHbI Ha
TaHHBIX 00 3(P(GEeKTUBHOCTA M 0€30IMaCHOCTU IIpU-
MCHSICMBIX (hapMaKOJOTUICCKUX CPEICTB, IOJTYyJICH-
HBIX B OCHOBHOM B HaOJIOMATCIHHBIX MCCICIOBAHUSIX.
PanmomMusupoBaHHbBIC KIIMHUYECKHE MCCICIOBAHUS Ma-
JIOYMCIICHHBI M BKITIOYAIOT MaJIoe KOJWUECTBO ITallieH-
ToB [89, 154, 137, 301-310].

®dapmakorepanug npu 'KMIT B ocCHOBHOM yimy4-
IIaeT CUMITOMATUKY U MPEAYNPEXIAET OCIOXHEHUS
(aHTHKOATyATHTHAS Teparms npu PI1, kopmapoH-dap-
MaKoJIOThueckasi KapauoBepcus U NMpoduiiakThuka pe-
munnBoB PII, medyeHUE KEITYIOYKOBBIX HApPYIICHUA
cepmeyHoro putMa u np.) [129, 311-314]. EmuHCcTBeHHBIC
BMewatenbcTBa npu 'KMII, KoTtophle, Kak I1ojararor,

BIMSTIOT HA IOJITOCPOYHEIN IIPOTHO3, TIPEACTABISIIOT CO-
00lf XUPYPIrUUECKyI0 MHOIKTOMUIO ¥ WMILJIAHTAIINIO
MEKI*** [154, 181300, 315-323].

ComyrcrBytomue 3aboneBanust (Al, caxapHbIii nmra-
oer (CI), mucnumuaeMust 1 Ip.) peKOMEHIOBAHO JICYUTh
B COOTBETCTBHHU C CYIICCTBYIOIIMMH HAIlMOHAIHHBIMU
KJIMHUYeCKUMU pekoMmeHmauusmu |3, 4, 175, 155, 324-
327].

Ilonxoapl K MeIUKAMEHTO3HOM TepamuM Ha JOrvmep-
Tpoduueckoii craaun T'KMIT

PaspabaTbiBatoTcs nmoaxonbl K papMakoTepaniu HO-
cuteseil Mmytauu, accouunpoBanHoit ¢ TKMII, Ha mo-
runeptpodudeckoit cragun. KimmHM4IecKne mcciaemoBa-
HUS W WCIIOJIb3yeMEbIe TIperapaThl Ha JOTHIIePTPOdIIe-
ckoit craguu 'KMII npencrasiieHsl B Tabnuie S5, pu-
snoxenue A3 [328].

3.1. MegukameHTO3Has Tepanus

IMonxonsl K MeTUKAMEHTO3HOW Tepannu HA THUNEPTPO-
tuyeckoii cramuu 'KMII y 6eccuMnTOMHBIX MANMEHTOB

* He pexomeHayeTcst Ha3HaueHUE -agpeHOOIOKA-
TopoB (3-AbB) 1 610KaTOPOB “MEUICHHBIX” KaJbIIUEBBIX
KaHaJIoOB (BeparnaMui**) nmaureHTaM ¢ 0ecCUMIITOMHBIM
teueHuem ['KMII, T.K. ux nmoje3Hoe AeiicTBUE HE JOKa-
3aHo [3, 4, 329].

EOKIIIC (YA 5, YYP C)

* PekoMeHIOBAaHO pacCMOTPETh BO3MOXHOCTh Ha-
3HaueHUsa [-Ab wiau BepamaMmiaa** acMMITOMHBIM
B3pocabM ¢ oocTpykmueir BTJIK (rmoxkost wim MHIyLm-
pyemoii) mis cavkenust I/ B JIK [3, 4, 329, 330].

EOKIIbC (YA 5, YYP C)

KommenTapuu.

1. Cumnmomuoiii usu becCuMnmomHbLl NAYUEHM, pe-
waem 8pay nocie 0emanbHo20 00c1e008aHUS.

2. Honsicen 6bimb peuier oNpoc 06 OMAUHUU UCIUHHO-
20 OMCYMCMeUs CUMRIMOMO8 0m adanmayuy 3a cuem oopa-
3a Jcuznu, nymem nposedenust mecma ¢ PH u oyenku ouo-
mapkepoe XCH 6 dunamure.

3. B pamkax eéedenusi 300p06020 006paza dcUsHU yene-
€000pasno npogederue a’poOOHbIX YNPANCHEHUI HU3KOU UH-
MeHCUBHOC.

4. Heobxoduma exucecoonas nepeouenka pucka BCC,
exnovaroujas IKI, XMIKT, DxoKT.

5. Aneopumm makmuku @edeHus ACUMIMOMHbIX NAYU-
enmoe ¢ TKMII npedcmaénen ¢ Ilpunoxcenuu b1.

MenukaMeHTO3HAs Tepanusi CHMIITOMHBIX MAIMEHTOB
¢ TKMII

Obwgue npunyunovt MeOUKaMeHmMo3HOU mepanuu

1. JleueHue mamUEeHTOB ¢ OOCTPYKTUBHOII U HEOO-
CTPYKTUBHO# (hopMaMu 3a00JIeBaHUSI UMEET CYIIeCTBEH-
HbBIE Pa3INYIUSL.

2. JledeHue MOJKHO OBITh aAANITUPOBAHO K YHUKAJTb-
HBIM XapaKTepUCTUKAM KaXI0ro OTAEIIbHOTO MallueHTa.

3. JlekapcTBeHHbBIE TIpeMaparhl, TPAAUIIMOHHO TIPU-
meHsiemble B Tepanuu ['KMII, sBasitorcs cpencrBaMu
C OTpUIATEIbHBIM WHOTPOITHBIM EMCTBUEM M HATIpaB-
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JICHBI Ha KYIIMPOBaHNE WM O0JIETICHUE CUMIITOMOB 3a-
OosieBaHUSI.

4. TlpaBoxkenynoukoBast OT'KMII u 2-xenymnoukoBast
OI'KMII neyaTcs mo TeM Xe MpUHLMIIAM, KaK 1 TIpA 00-
crpykuuu BTJIK.

MenmukamenTo3Has Tepamus ooctpykiu BTJIK

+ JleyeHne TIOOBIMU JICKAPCTBEHHBIMU CpPEICTBA-
MM PEKOMCHOYETCSI HaUYMHATh ¢ MUHHMAJIBHBIX 103
1 C OCTOPOXKHBIM UX TUTPOBAHUEM B TEUCHHE TOCTATOU-
HO mosroro Bpemenu [3, 4, 11, 31, 39, 150, 175, 208, 266,
301, 329, 331-335].

EOKIB (YI4 5, YYP C)

Kommenrtapun. Ynpowennwiii areopumm oduaeHocmu-
KU U n00x0008 Kk aevenuro odcmpykmuerolx gpopm I'KMIT
npedcmasanen 6 Ilpunroncenuu b2.

Aneopumm gapmaxomepanuu OI'KMII npedcmasnen
6 Ilpunoxcenuu b3.

* (B-Ab ¢ mombopoM MaKCMMAaIbHOU IIEPEHOCUMOI
O3Bl PEKOMEHIYIOTCSI B KaUueCTBE IIEPBOl JIMHUU Tepa-
IMUA IJ11 YMEHBIICHUS CUMIITOMOB Y MAIIMEHTOB ¢ 00-
crpyknueit BTJIK (mmokos m mamyumpyemoit) [3, 4, 11,
31, 39, 40, 150, 175, 266, 301, 329, 331, 333, 335, 336].

EOKIB (Y12, YYPA)

Kommentapun. [lpasusa u ocobennocmu Has3Ha4eHus
[-Ab npedcmasnenvt 6 mabauuye 1, Ilpunoxcenue A3.

* Bepamamunr** ¢ mogdbopoM MaKCUMAaJIBHOM Tepe-
HOCHMOM 03Bl PEKOMEHAYETCS TeM MallMeHTaM ¢ 00-
crpykumeir BTJI2K (mmokost miaM MHIYLHPYEMOii), KO-
TOpEIe He TepeHocIT B-Ab miu mMeroT IIpOTUBOIIOKA-
3aHMs K UX HasHadeHumo [3, 4, 11, 31, 39, 175, 301, 329,
332, 335, 337-341].

EOKIB (YA 2, YYPA)

Kommenrtapuu. [Ipasuna u ocobenHocmu Ha3Ha4eHus
eepanamura** npedcmasnenvt ¢ mabauye 2, Ilpunroxnce-
Hue A3.

+ JlunTraseMm ¢ mombopoM MaKCHMAJIbHON ITepeHo-
CHMOM T03BI PEKOMEHIOBAH CUMNMOMHbIM TIAIICHTAM
¢ ooctpykmueit BTJIK (rmokost uimu mHAyIHpyeMoit), Ko-
TOpBIC He TIepeHocAaT 3-Ab m BepanmaMmr** Miau UMEIOT
MMPOTUBOITOKA3aHUS K MX Ha3zHadeHwio [3, 4, 11, 31, 39,
150, 175, 301, 302, 329, 332, 335].

EOKIIC (YA 2, YYP C)

Kommenrapun. Pexomendyemobie HauanvHole U yenesvie
00361 npu medukamenmosuou mepanuu I'KMII npedcmas-
senvl 8 mabauye 3, Ilpunoycenue A3.

IMauuenter ¢ TKMII u cpemHexkenygouykoBoil 00-
crpykumneit JIZK moKHBI TT0JTyJaTh BEICOKUE O3Bl B-AbB
(6bucompoor**), BepamamMmia** unm muITHaseMa*, HO
OTBET Ha JICYCHHNE YaCcTO HEONTUMAIbHBINA. DTa KOropra
TMallMeHTOB, KaK IPaBUJIO, UMEET CUMIITTOMHBIN Bapu-
aHT, XapaKTePU3YIOIINIiCS MTOBBIIMICHHBIM PUCKOM IIPO-
rpeccupymoiieit XCH u BCC. ¥V 25% u3 Hux pa3BuUBaeT-
ca aneBpusMa Bepxyiuku JIK [71-73, 215, 294, 342, 343].

Jleyenne XCH ¢ @B JIXK >50% y namuentos ¢ TKMII

* B-Ab, BepamaMmT** peKOMEHIOBAHBI IUIST YIyd-
menus cumnromoB CH y manmenToB ¢ O'KMIT nu XCH

II-1IV ®K (NYHA) ¢ ®B >50% |3, 4, 11, 31, 39, 101, 132,
150, 175, 198, 302, 325, 326, 329, 340, 341, 344, 345].

EOK ITaC (Y1 3, YYP C)

* Maurple 1036l TIETJIEBBIX U THA3UIHBIX TUYPETUKOB
PEKOMEHIOBAHBI IJIsSI IMMAllMEHTOB ¢ HEOOCTPYKTUBHOI
I'KMIT u 1I-1V ®K (NYHA) ¢ ®B JIK >50% s yny4-
menust cumriromoB XCH [31, 132, 175, 198, 325, 326,
329, 344-346].

EOK ITIaC (Y1 5, YYP C)

* PexoMeHIOBaHO pPacCMOTPETh BO3MOXHOCTDH Ha-
3HaYeHUS (C OCTOPOXHOCTBHIO) HM3KUX 03 TIETICBBIX
WJIN TUA3UIHBIX TUYPETUKOB CUMIITOMHBIM ITallMCHTaM
¢ oocrpykumeit BTJI2K s ymeHbIIeHUS! OBIIIKU TIPU
Harpyske [3, 4, 31, 51, 132, 175, 198, 329].

EOKIIb (YIA 5, YYP C)

KommenTapun. Aneopumm epauebHoll makmuku je-
uenuss XCH npu T'KMII npedcmaénern 6 Ilpunroncenuu b4.

Ilookatouenue HusKux 003 nemaevix Uil MuasuoHbIX
duypemukoe caedyem ocyujecmensimos nod koumponem 4CC
u Ill, m.x. ymenvuienue obsema yupkKyaupyoueii Kposu
y nayuernmog ¢ OT'KMII moxcem npueodums K yeeauveHuo
I e BTJLX.

+ TMammenram ¢ TKMII 1 o6¢crpykunmeit BTJIK (110-
KOSI WJIM MHIOYIIMPYEMOi1) He peKOMEHIYeTCsI IIpIUMEHe-
HIE OpTaHNIECKUX HUTPATOB M MHTUOUTOPOB (pocdomm-
acTepassl [3, 4, 347, 348].

EOKIIIC (YA 5, YYP C)

* [Tauuenrtam ¢ T’KMII u o6cTpykuumeit BTJIK (1mo-
KOs MWW WHAYLHPYEeMOI) HE PEKOMEHIYETCS IIpUMeE-
HeHME 0JIOKAaTOPOB “MEIICHHBIX KaJbLIMEBBIX KAaHAJIOB
MMPOM3BOMHBIX TUTUAPOMUPUINHOB (HUGDETUITIH *)
[3, 4].

EOKIIIC (YA 5, YYP C)

Kommenrapun. OcrosHOIl HedcenamenvHolil MeXanusm
delicmeusi OpeaHu4ecKux HUMpamos u uneubumopos ¢hoc-
@oduscmepaszvl 00ycn06aer yseauueHuem 00CMPYKUUU
BTIJILX.

+ TMammentam ¢ TKMII 1 o6¢crpykumeit BTJIK (110-
KOS M MHAYLIMPYEeMOit) He peKOMEHOYeTCs TUTOKCUH™*
[3, 4].

EOK IIIC (YA 5, YYP C)

* IMamuentam ¢ 'KMII 1 yCTOMYMBBIM CUHYCOBBIM
PUTMOM HE pEKOMEHOYeTCS MPUMEHEHUE CepICYHBIX
IMKO3UIoB [3, 4, 329].

EOKIIIC (YA 5, YYP C)

Kommentapuu. [loaroxcumenvHvie uHOMpPONHbIE npe-
napamol, maKue KaK HanepcmsuKa, npomueonoKa3aHbl
scnedcmaie nOA0JICUMENbHO20 UHOMPONHOZ0 U NPOAPUMMO-
2eHH020 3pdexmoa.

+ BepamaMun** He peKOMEHIyEeTCS MalMeHTaM
¢ OTKMII B ciygastx HaTMIUS CUCTEMHOM TUTIOTEH3UU
1 BBIpAXXEHHOM ONBIIIKK B TTOKoE [3, 4, 329, 349].

EOKIIIC (Y1 5, YYP C)

JIedenne XCH ¢ @B JIXK <50% y nauuentos ¢ TKMII

 [Tarmuenrtam ¢ neodcTpykTunoit [ KMIT u ®B JI2K
<50% pexomennyiorcs -Ab B momojHeHne K MHIMOM-
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TOPY aHTMOTeH3MHITIpeBpataioniero gpepmenra (MAIID)
(MM aHTaroHWCTy aHTMoTeH3WHa |, ecau mamueHT He
niepeHocut UATI®D) st yMEHbIIIEHUSI CUMIITOMOB, CHU-
XeHMsT pucKa rocrinTanusanuii mo mosonxy XCH n BCC
(B OTCYTCTBUE PAaHIOMU3MPOBAHHBIX MCCIETOBAHUIA TIO
I'KMII, 3¢pdeKTUBHOCTDH IO TOCTIUTAIU3AIUIM, CUM-
MITOMaM M CMEPTHOCTU TIpEAIioiaraeTcsi, HO He JoKa-
3aHa) [3, 4, 132, 133, 155, 198, 325, 326, 344, 345, 350].

EOK IIaC (V11 5, YYP C)

Kommenrtapun. 5-Ab seastomes npenapamamu nepeoil
AUHUU, npumeHsemoimu oas cHudxcerus I/ ¢ BTJIIK u 06-
neeueHuss cumnmomos. Ompuyamenvrvle UHOMPONHbLE G-
gexmot 5-AD s6a5r0MmCs OMHOCUMENbHO YMEPEHHbIMU, NO-
2MOMY OHU MO2YM UCNOAb308AMbCS 0ddce Y NAUUEHMO8
¢ 'KMITu XCH ¢ @B JI2K <50%.

[-Ab He evizviearom pesxoeo usmenerus OB JIK 6 no-
Koe.

buconponon** npeonoumumenvueir npu TKMIT u XCH
¢ OB LK <50% [329].

* Ilaunuentram ¢ HeoOcTpykTuBHOI ['KMII u II-1V
®K (NYHA) ¢ ®B JIXK <50% pekoMeHOyIOTCS MaJibie
JTO3BI TIETJIEBBIX WJIN TUA3UAHBIX TUYPETUKOB JIJIST yMEHb-
IIEHUSI CUMIITOMOB, CHUXXEHUST PUCKA TOCTIMTATN3AINI
o noBoxy XCH (B OoTCyTCTBHME paHIOMU3UPOBAHHBIX
uccinegopanuii mo 'KMII s dexkTuBHOCT O rocruTa-
JIU3aLNSIM, CUMIITOMaM U CMEPTHOCTHU TIPENITOIaraeTcs,
HO He JokasaHa) [3, 4, 132, 133, 155, 175, 198, 325, 326,
344, 345].

EOK IIaC (V11 5, YYP C)

* ITanmnenrtam ¢ HeobcTpykTuBHOI 'KMII ¢ @B
JI2K <50% un nocrostHHbiMU cumnTomamu XCH II-1V
®K (NYHA), HecMotps Ha acueHne nAIID (wim aH-
TarOHUCTaM¥ aHTHOTeH3WHa I, ecnu manueHT He mepe-
Hocut HAII®) u B-Ab, peKOMeHIYIOTCS aIbIOCTepOHA
AHTArOHUCTHI JJTS CHUKEHUST pPUCKA TOCTIMTAIU3ALINI IO
moBony XCH u BCC (B oTcyTcTBHE paHIOMM3UPOBaH-
HbIX ucciaegoBanuii mo 'KMII addexTuBHOCTH 1O TO-
CIIUTANTM3AIMSIM, CUMIITOMAaM U CMEPTHOCTH TIPEATIofia-
raeTcs, HO He mokaszaHa) [4, 132, 133, 155, 175, 198, 325,
326, 344, 345].

EOK IIaC (V11 5, YYP C)

KommenTtapun. Areopumm eépauednoi makmuxu neueHus
XCH npu I'KMII npedcmaenen ¢ Ilpunoxcenuu b4.

Takmuka nevenus nayueHmos ¢ HeoOCMPYKMUBHOU
TKMII ¢ cucmoauueckoii ducghynkuyueii bazupyemcs: Ha
npunyunax 00KazamenvHol ¢hapmaxomepanuu, paspa-
bomannbvix 043 e3pocavix nayuenmos ¢ XCH co cHudcer-
Hott DB JIK, u exaouaem pekomeHOauuu no NPUMEHeHUH)
B-AB, uAIlD, anumaeonucmos aneuomernsuna 11, duypemu-
Kog u dp. [155, 175, 325, 326].

Jlannvie, noayuenusvie Maron MS, et al. (2018) 6 npo-
CHeKMUBHOM PAHOOMUBUPOBAHHOM OBOUHOM CAENOM UCCae-
dosanuu, He nOOMEePIHCOarOm UCNOAb308AHUE CRUPOHONAK -
mona npu T'KMII oas yayuuwenus pemodeauposarnus JIK
nymem ymenvuleHus @ubpoza Muokapoa uau U3MeHeHus
Kaunuyeckoeo meuenus [307].

Jleuenue cunnpoma crenokapauu y namuenTos ¢ TKMII

* B-Ab, BepamamMwi**, mUATHAa3eM PEKOMEHIOBAHBI
nanueHTaM ¢ HeoOctpyktuBHoit 'KMII u cteHOKapau-
TUYECKUMU OOJSIMU TIPU OTCYTCTBUU OOCTPYKTUBHOM
KOpoHapHoit 6osie3Hu cepaua [3, 4, 74, 77, 251, 292, 329,
351, 352].

EOK IIaC (Y1 5, YYP C)

Kommentapuu. Ilpasunsa u ocobennocmu HasHa4eHus
sepanamuna** npedcmasnenvt 6 mabauue 2, Ilpunroxcenue
A3 u mabauye 3, Ipunoncernue A3.

IHayuenmor ¢ TKMII uacmo npedesieastom xcanobwv Ha
0016 8 2pYOHOI KAemKe, KOMOPAs MOJCem UMemb Ul He
umems MUunu4Hole NPUHAKU CMEHOKapouu. Jmom cum-
nmoM 803nHuKaem u3-3a ducbaranca medxncdy noCmagKoll
U nompebHOCMbIO Kucaopooda, npueooum K eunonepqysuu
U uwemMuu muokapoa, Komopas 6Mmopu4Ha no OMHOULEHUIO
K YMeHbUeHUIO KPOBOMOKA Yepe3 Maable UHMPAMYPAAbHble
KopoHapHbvie apmepuu (cm. Pazden “Ilamoeenes”).

Ha smane noseaenus y nayuenma NpUCmynog cme-
HOKapouu HeobX00uMO YMOYHUMb, He NOSAGUAAC AU Y He-
20 UHOyyUpyemas Haepy3Kol AameHmHas KOPOHAPOLEHHAs
obcmpykyust u/usu uwemus muokapoa. Pexomendosarna
cmpecc-9xo0-KI das onpedenerus nokaszanuit kK KAI u pe-
8ACKYAAPU3AUUU, 8 M. 4. NPU CIMEH03aX KOPOHAPHBIX apme-
puit <50%.

Bepanamun™®* cnocober ymeHouiamos umieMur0 MuoKap-
da, 8 m.u. be360ne8yr0, U yIy4uams e2o OUACMoONUHecKyH
dyurkuuro JL2K.

Panonazun npumensitom 0as neuenuss cmeHoKapouu
Y NayueHmos, nepeHecuux oCmpbulii KOPOHAPHLLU CUHOPOM
(MERLIN TIMI). Ou uneubupyem no30Huii Hampueawlii
MOK 6 cepOeutblX MUOYUMAX, YMO YMeHbUlaem nepeepy3Ky
Kanbyuem 8 IMux KAemKax, mem camviM CHUNCAs OUaCmo-
auxeckoe HanpsiiceHue cmenku JI2K u nompebnocms muo-
Kapda 6 Kucaopooe.

Ilo dannvim Gentry JL, et al. (2016), peeyasproe npu-
MeHeHue paHonaszuHa 6 meyenue 2 mec. 8 do3uposke 500-
1000 me 2 paza/cym. npugeno K 3HauumenbHOMy obnecue-
Huto cmernokapouu u cumnmomos CH, a makyce ynyuuie-
HUIO Ka4ecmea JCU3HU CUMNMOMHbIX nayuenmog ¢ TKMIT
[304].

B myavmuyenmposom naaye60-KoHmMpoaupyemom uc-
cnedosanuu RESTYLE-HCM (Olivotto 1, et al. 20182) npu-
MeHeHUe PAHOAA3UHA 8 meveHue 5 mec. He Npugeno K 3Ha-
uumomy yayuuienuto neperocumocmu DH, noxasameneil
duacmonuueckoil pyHKyuu, ymenvuieHuro ypoeuei BNP uau
VAYHUWEHUIO KAYeCmBa MCU3HU Y NAYUeHmMO08 HeoOCMpPYK -
muenoti TKMII no cpasnenuio ¢ epynnoii noay4asuux nia-
yebo. Ilpuem panonazuna 0ocmosepHO aAcCOYUUPOBAH CO
CHUDICEHUEM KOAUUeCMBA HCceny0oUK08bIX IKCMPACUCTON
no pesyabmamam cymouHoeo monumopupoganus IKI.
Panonasun npodemoncmpuposan omauuHsie NOKA3amenu
oesonacrnocmu [309].

* PexoMmeHmoBaHO paccMOTPETh BO3MOXHOCTD WC-
MMOJIb30BAHUSI OPTAHWYECKUX HUTPATOB per 0s y Tallu-
eHToB ¢ HeoOcTpykTuBHOI 'KMII co cteHOKapauTuue-
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CKAMU OOJISIMU W OTCYTCTBHEM OOCTPYKTHUBHOM OOJIC3HU
KOPOHAapHBIX apTepuii |3, 4].

EOK IIbC (Y111 5, YYP C)

Jleuenune AI' y manmenroB ¢ 'KMII

Jleuenue Al y mantueHTOB ¢ HeodcTpykTuBHO# [ KMIT
IIPOBOIUTCS B TIOJIHOM COOTBETCTBUM ¢ KimHMYecKnMu
Pexomennauusmu no jgeyeHuio Al y B3pOCIbIX.

Oco0eHHOCTH MeOIMKaMeHTO3HOU Tepannu Al mipm
OI'KMII:

Iar 1. Ilpekpatuth npuem nepudepuIeckux Ba3o-
IAJIATaTOPOB (EC/IM MALMEHT paHee Pa3oBO WM KypcaMH
IIPUHUMAaJ Ba30OUIaTaTOPHI).

Iar 2. HazHaunTh MaKCUMAJIEHO TTIEPEHOCUMBIE JO3BI
[-Ab, BepamammIa MM KOMOMHAIINM OOOUX IIPEIIapaToB
non, koutposieM YCC u npoBoanth DKI-MOHUTOpUHT
QT/QTc u AB mipoBenenmst). [1peaIrouTuTeIHHO UCIIONb-
30BaTh IIPOJIOHTMPOBAHHBIC U celleKTUBHBIC [3-Ab (61co-
MIpoIoI*™*, aTeHOIOI* ™).

IIar 3. Ha cdone mpoBoaumoit Tepanum B-Ab (ou-
COITPOJION** MM aTCHOIOI**) TIpU ycI0BUM 3(P(PEKTUB-
Horo kKoHTpoisa '/l 8 BTJI2K ¢ momompio DxoKT, Hapy-
ICHWIT pUTMa W TIPOBOIUMOCTH, MPOIOKUTEITLHOCTH
naTepBaia QT/QTc mo DKI u XMOBKI u orcyrcTBUUA
TIOSIBJICHUS TOITOTHUTEIbHON KIMHUYECKOM CUMITTOMA-
THKU PACCMOTPETh BO3MOXHOCTb OCTOPOXHO TO0AaBUTH
HU3KYIO J03y TUAPOXJIOpTHA3uaa™* ¢ TpuaMtepeHoM**
oz kouTposiem I'/1 8 BTJIK [327, 329, 332, 353].

OmnwiT neyenns o Sherrid MV [332]: npu TsoKenoit
ooctpykuuu B BTJIK y manmentoB ¢ OTKMIT + AT,
He KOHTpoJMpyeMoii (papMakoTeparueii, IpoBOAUMOI
B MOJTHOM OOBeMe, MPUOIM3UTEIbHO YeTBEPTH ITalll-
eHToB (22%) notpeboBanach peaykuus M2KII ¢ uenbio
cumxenus I/l B BTJIK, u 16% norpeGoBajcst AByXKa-
MepHBI uMIuTanTupyeMbeii OKC (ADKC)*** ¢ kopot-
Kot 3agepxkoit AB-nipoBenenust mist ymeHbiueHust ']
B BTJIK y manmmeHTOB ¢ MCXOTHBIMU (MJIU ITPOTCHHBIMU
Ha (poHC KOMOMHMPOBAHHOU Tepaluu) HapyIICHUSIMU
AB-nipoBeneHus1 1 BHYTPUKETYTOUKOBBIMU OJIOKaaaMu.

Jleuenue ®@II y namuentos ¢ TKMIT

®I1 gBasgercs HamboJee YAaCTOM apUTMHUCH TIpH
I'KMII, pacnpocTpaHEHHOCTh KOTOPOil 3aBUCUT OT TSI-
KecTu 3aboseBanus: 22% B ob6mieit koropre u 10 32%
B KOTOPTE IMAIIMEHTOB C MOKAa3aHUSIMM IS MMIUIAHTa-
i UKI*** m DKC*** /IOKC*** [11, 31, 129, 134, 150,
184, 197, 314, 354-357]. Yacrora BcTpeuaemoctun PII
de novo B obueit koropre 'KMIT cocrasisier ~2% B ro11
[129, 314, 356].

3amayamu dapmakorepanmu npu [KMII, ocmox-
HeHHO DII, IBIIIOTCS KyIMMpOBaHUE TIPHUCTYIIA, TIPO-
¢umakTUKa pelUAMBOB apUTMUU U TPOMOOIMOOIMYE-
CKHUX OCJIOKHCHMIA.

BoccTraHoB/ieHMe CMHYCOBOTO PUTMa U NMPOGUIAKTUKA
penuauBos DI

* PexomeHmoBaHoO Kaxipie 6-12 Mec. TpoBOIUTE 48-
gyacopoe XMOKI mist BHISIBICHUS OeC- WMIM MaJTOCHUM-
NTOMHBIX TTapokcu3MoB PIT u onpenenenus pucka BCC

B Koropte manueHToB ¢ [ KMIT 1 pasmepom JIIT >45 mm,
HaXOIAIIMXCd Ha CMHycoBoM putMme [3, 4, 112, 128, 131,
179, 183, 314, 358-363].

EOK IIaC (YI/1 4, YYP C)

KommenTtapun. O6napyscenue @II ¢ nomowpio umnaan-
mupyemoeo nemaegozo pecucmpamopa npeocmasasem co-
001l YHUKANbHYIO 803MOICHOCHb 0451 ObICIPO20 GblBACHUS
bec- uau manrocumnmomusix napokcusmos DOII ¢ yenvio
npoguaakmuku mpomoOoIMO0AUHECKUX OCAONUCHEHUL OO
moeo, kak cayuuacs uncyrsm. Ilpeduxmopamu u OP 603-
nuxrogerus DII npu TKMII sensromes: npedceponas muo-
namus, yeeauuenue pasmepa u odsema JIII, nosviwenue
yposueit NT-proBNP ¢ kposeu, XCH I1I-1V @K (NYHA),
noxcunoii eo3pacm, oocmpykuus BTJIXK, éoeaeuenue npa-
8bIX 0moen0e cepoua, eeHemuecKue QaKmopbl.

* BoccraHoBiieHUE CUHYCOBOTO pUTMa ITyTEM TIpsi-
MOW 3JIeKTpUIecKol Wi (hapMaKoJIOTUIeCKOl Kapano-
BEpCUU C BHYTPUBEHHBIM BBEIEHMEM aMHUOJapoOHa™**
PEKOMEHIOBAHO Yy TAIIMEHTOB C HEIaBHO BO3HUKIIEH
(<48 u) DI [113, 131, 183, 314, 358, 363].

EOK IIaC (Y1 5, YYP C)

Kommentapuu. bes npedwecmeyioweii anmukoazy-
ASHMHOU n0020MOBKU Kapduosepcus moxcem 0blmb npo-
6edeHa MoAbKo 6 cayyae, ecau OAUMeNbHOCHb MEeKYUe2o
napokcuzma ne npegviuiaem 48 u. Y nayuenmoe c beccum-
nmomuoeimu napokcuzmamu DII, a makce ¢ cumyayusx,
Koeda nayuenm 3ampyOHsemcs HA36amb OAUMENbHOCHb
meKywe2o napokcu3ma U He noAY4aem aHMUKOA2YASHIMHYI0
mepanuio NOCMOSIHHO, PeKOMEHOYemcsl 6030epiucamspcsi Om
He3ameO0numenbHo20 60CCMAHOBACHUSI CUHYCOB020 PUMMA.

B smoii cumyayuu 603mM0XCHO npUMeHeHue 2 cmpameauii
6edenusi.

Ilepsas cmpameeus: nposedenue panuei kapouosep-
cuu nocae YI1-9xoKT, ne evissusuieii mpomobot 6 noa0cmsx
npedcepouii. AHMUKOAZYAIHMHAS NOO0EPICKA 60 BPeMs
npoyedypel 80CCMAHOBACHUS CUHYCO8020 pumma 0053a-
menvHa.

Bmopas cmpameeus: npu He603MONCHOCMU NPOGEOCHUs.
YII-9x0KI unu evisenrenuu mpomoos 6 nonocmsx npeocep-
outi npu YI1-DOxoKI caedyem nposodums no3oH0 Kapouo-
eepcuio nocie 3 Hed. aHMuUKOAyAssHMHOU mepanuu (nocae
koumponvroi I1-Oxo KT, o6s3amenvroil 6 cayuae Hasuuus
mpomb06 8 noaocmsx npedcepouil npu nepeom 00c1edo8a-
HUu).

* AMMOmapoH** peKOMEHIOBaH IS TPO(PUIAKTUKA
permauBoB DI1 mocne MpsiMOii 2JIEKTPUIECKON Kapanuo-
Bepcun [301, 314, 355, 358, 363, 364].

EOK IIaB (YI/1 4, YYP C)

* (B-Ab, BepamamMwmwr** wim muiaTHA3eM™* peKOMeH-
ITyIOTCSI IS KOHTPOJIST 9aCTOThI COKPAIIEHU KeTymIod-
KoB y nauueHToB ¢ [KMII +c mocTossHHOI nau nepcu-
crupytomeit ®@I1 [3, 4, 111, 131, 301, 314, 358, 363, 364].

EOKIC (YIA 5, YYP C)

* PexoMmeHmOBaHO paccMOTPETh BO3MOXHOCTh Ha-
3HAYEHUsT HU3KUX 03 TUTOKCMHA** TarimeHTam C He-
oocTpykTuBHoit 'KMII, cTpamarommum MMOCTOSHHON
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dopmoit PIT u XCH II-1V ®K NYHA, ¢ ®B <50%,
JUTST KOHTPOJISI YaCTOThI COKPAIIIEHUS KeyIOUKOB |3, 4,
131, 132, 155, 175, 198, 314, 325, 326, 329, 344, 345, 365].

EOK IIbC (Y111 5, YYP C)

Kommenrtapun. Amuodapon™* cuumaemces ayuwum npe-
napamom 0451 KOHMPOAsL pumma, ox bezonacex u sghgpexmu-
een y nauuenmos ¢ TKMII, ocroxcnennoit OII.

Comanon™* moocem ucnonvzoeamscs 6 Kavecmee anb-
MepHAMUBHO20 AHMUADUMMUYECKO20 A2eHMA 6 AeHeHUlU
nayuenmos ¢ I'KMII, ocobenro 6 cayuae umnianmayuu
HUKIT***, xoms KauHuveckuii onvim e2o npumMeHeHus oepa-
HUYeH.

Hauanwnosle u yeaegvie 0036l npu neKapcmeeHHol mepa-
nuu TKMII npedcmasnenst 6 mabauye 3, I[lpunoxcenue A3.

IIpoduaakTuka TPOMO0IMOOIMIECKIX OCIOKHEHHIA Y 1a-
menTos ¢ 'KMII

* Ecnu Her mpoTuBOMOKa3aHWii, aHTAaTOHUCTHI BU-
tamuHa K (Bapdapua™*, memeBoe MexXIyHapOITHOE HOP-
Manmn3oBaHHoe oTHomeHue (MHO) 2,0-3,0) wim mabu-
raTpaHa dTeKCcwiIaT**, WIM puBapokcabaH**, miam anmmk-
cabaH™* peKOMEHIYIOTCS BCeM TAllMEeHTaM, Y KOTOPBIX
pa3BUIaCh MEPCUCTUPYIOIIAs], TIOCTOSTHHAS VJIM TTapOK-
cusManbHasg popma DI1, mug nmpodriakKTuKI TpoMOo-
SMOOIMYECKUX OcToXKHeHuit [3, 4, 131, 150, 184, 311-314,
356, 358, 359, 363, 366-372].

EOKIC (Y12, YYP B)

Kommentapuu. Heo6xo0umo nomuumes 06 3MOpUOMoK -
cuunocmu eéapgpapuna (cm. Pazden “I'KMII y bepemer-
HbIX”).

Menbue dannbIX O AHMUKOA2YASHMHOU Mepanuu npu
mpenemanuu npedcepoutl u opyeux npedcepoHviX apummu-
5X, HO pUCK MPoMO0IMOOAULI NPU HUX CHUMAEMCA MAKUM
ace, kaxk npu DII.

* OreHka prcka KpOBOTEUEHUI TIPU TTOMOIIIH 1ITKA-
1 HAS-BLED pexoMeHmyeTcsT mpy Ha3HAYCHUU Bap-
dapuHa** 6e3 UM B COUeTAaHUM ¢ MHTUOUTOpAMHM arpe-
rauuu TpombouuToB |3, 4, 131, 311-314, 358, 359, 363,
367-372].

EOK ITaD (Y1 4, YYP C)

Kommenrtapun. lllkara HAS-BLED (ne éaauduposana
o5 nayuenmog ¢ 'KMII): banner >3 ykazeiearom Ha 8bico-
KUll puck KpogomeueHuil u 00ANCHbL ObiMb NPUHSMbL MePbl
npedocmopod’CHOCMU ¢ 1A0OPAMOPHBIM U KAUHUKO-UHCMPY -
meumanvroim koumpoaem. Illlkasa HAS-BLED — cm. ma-
oauuy 5, Ipunoxcernue I'2.

* Ecim maument ¢ TKMII, ocnoxnennoit @OI1, He
MOXeT TIPUHUMATh MOA00paHHYI0 M03y BapdapunHa™**
13-32 TTOOOYHBIX NEMCTBUI MM HEBO3MOXHOCTU TIOM-
JIEP>KUBATh TePATIEBTUUECKUI YPOBEHb aHTUKOATYISIIINHN
(MHO 2,0-3,0), mim HEeBO3MOXHOCTH OCYIIECTBISATH
MouuTopuHtr MHO, pekoMeHmyeTcss NCTIOIb30BaTh Ja-
ouratpaHa sTeKcwmiIaT** miIM puBapokcaban™*, wmim
anmmkcaban** [3, 4, 131, 311-314, 358, 359, 363, 367-375].

EOKIB (Y11 1, YYP B)

Kommenrapun. Bappapun™** uau dabueampana smex-
curam™*, unu pusapoxkcaban™*, usu anuxcaban™* caredyem

Haznayamo Hezasucumo om wkarst CHA,DS-VASc dasxce
nocne 00noeo snuzoda PII. lllkara CHA,DS,-VASc — cm.
mabauyy 4, Hpunroxcerue I2.

* Bo Bcex cinyuagx TKMII, ocnoxuennoii AI1, pe-
KOMCHIYETCS TOXU3HEHHasI Tepamus BapdapuHOM™™*
(MHO 2,0-3,0) mnu gaburaTpaHa 3TeKCHWIATOM™**, WIIN
puBapokcabaHoM™*, unm anmnkcabaHoM™**, maxke ecin
CHHYCOBBII pUTM OBIT BoccTaHoOBIIeH [3, 4, 111, 113, 131,
150, 175, 311-314, 329, 356, 358, 359, 363, 367-372, 374].

EOKIC (Y114, YYP C)

+ Tepamms ameTWICATWIIMIOBON KUCIOTOI B I0-
3upoBKe 75-100 mr 1TIoC Kytonuaorpen** 75 Mr B JeHb
(TIpy HU3KOM pUCKE KPOBOTCUCHMIT) pECKOMEHIYETC,
ecim mauueHT ¢ T'KMII, ocnoxxuennoit MI1, oTka3wpiBa-
eTCsI IPUHUMATh BapapuH** M qaburarpaHa 3TeKCH-
Jar** WM puBapokcabaH**, miau anmkcadan** [4, 376].

EOK IIaB (Y 5, YYP C)

e IMTanmentam ¢ 'KMII, ocnoxuennoit MII, 6e3
BeIpaxkeHHoro yBenuueHust JIII B cayuasix pedpakrep-
HOIT K (hapMaKOTepanuy CUMIITOMATUKN U HEBO3MOX-
HOCTHU HCTIOJIb30BaHUSI aHTUAPUTMUICCKUX TIPEIIapaToB
PEKOMEHIOBAHO IIPOBEICHNE KaTeTepHBIX Ipolienyp [4,
111, 131, 358, 359, 363, 377].

EOK IIaB (Y 5, YYP C)

Kommentapun. Husazusnvie memods: aevenus @I —
cm. Pazden 3.2.

3.2. Xupypruyeckoe n UHTePBEHLUOHHOE NleYeHne
rKmn

Penyxmmsa M2KII

ITpn OT'KMII xupypruyeckuii MeTo JIeYeHUS SIB-
JseTcs “30JI0TBIM cTaHmapToM” (CpemHMe TOKa3aTeln
cMmeptHOCTU <2%, 3ddexTuBHOCTL 0ojice yeM y 90%
MMalUEHTOB, YaCTOTa OCIIOXKHEeHUIT <5%).

B HekoTopbix MeauuuHckux LleHTpax pemyKuuio
M2KII pexoMeHAYIOT BBIIIOJHSITH IMallMeHTaM c OoJjiee
MSATKOW CUMNTOMATUKOM B ClydasiXx 3HAYUTEIbHOU Jia-
TEHTHOM OOCTPYKIMU, Y KOTOPbIX MAKCUMAaJIbHbINA U MH-
mymupyeMmbrid IJ1 >50 MM pT.cT.

OmnpenenstronuM (HaKTOPOM IS TOCTUKCHHST XOPO-
mux pe3ynbratoB CMB/PMD u CAA gIBIsIeTCS OITBIT
LleHTpOB, KOTOPHBI HOKEH U3MepAThed Oojiee ueM 50
TIpolleAypaMu, BHITTOJTHSIEMBIMH B To, U 0ojee ueM 20
MpoLenypaMu, BHIMOJHIEMbIMU XUPYPIrOM WJIW UHTEP-
BEHUMOHHBIM KapauoaoroMm. Pemykiuss M2KIT momkHa
BBITIOJIHITBCSI OMBITHBIM CHELUATUCTOM, paboTaloIIUM
B MYJBTUAUCIUTIIMHAPHON KOMaHIe 9KCIIePTOB B Jieue-
uuu FKMII [3, 4, 106, 213, 320, 321, 378-386].

* Pegykuusi MXKII pexkomMeHmyeTcs IallMeHTaM
I'KMII ¢ Tl 8 BTJIXK (B mokoe mim MaKCUMaJIbHBIM
npoBouupyemMbiM) >50 MM pr.cT., ¢ XCH III-IV ®K
(NYHA), HecMOTpsT Ha MaKCUMAJIBHYIO TIEPEHOCUMYIO
tepamuio [3, 4, 73, 105, 106, 316-321, 378-382, 386-392].

EOK 1B (Y12, YYP A)

Kommentapun. Pedykyus MXKII ocywecmensemcs
¢ nomoupto CMD, PMD u CAA.
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Ilokazanus k pedyxuyuu MKIT (CM3/PM3/CAA)
npedcmasanenst 6 Ilpunroncenuu b10.

* Penykuus M2XKII pekomeHgoBaHa [J1sl TTallMEHTOB
¢ 'KMII u nmoBTOpHBIMM OOMOpOKAaMU MpU Harpy3Ke,
Be3biBacMbIiMu '] B BTJIK (B mokoe mim MaKCUMallb-
HBIM TIPOBOLMPYEMBIM) >50 MM PT.CT., HECMOTpPSI Ha OII-
TUMaJIbHYIO Teparuio [3, 4, 123-125].

EOK I1aC (V1111 4, YYP C)

KommenTapuu.

— Aneopumm OueHocmuku u épaveOHol MaKmuKu npu
CUHKONAABHBIX COCMOAHUAX npedcmaenen 6 Ilpunoice-
nuu b§.

— llokazanus k pedyxkyuu MXKII (CM3/PM3/CAA)
npedcmasanensi 6 Ilpunroncenuu b10.

— Aneopumm npedonepayuoHHol OUAZHOCMUKU 0AS
evibopa donoaHumenvuovlx emeuwiamenscme vHa MK npu
CM3/PMD npedcmasaen 6 Ilpunoxncenuu b5. (cm. makoice
pexomendayuu k MPT).

— Aneopumm evibopa memoda pedykuyuu MXKII npu
TKMII npedcmaenen 6 Ipunoxcernuu bo6.

— Cpasnenue CMD/PMHD u CAA npedcmasneno
Ilpunoncenuu b11.

+ CMD/PMD npenmnoututenbHee, ueM CAA, 1 pe-
KOMEH/YETCSI TTallMeHTaM C TOKa3aHWSIMU K PEayKIIUKN
MIKII, umeromuM ToKa3saHusl A APYTUX XUpypruue-
ckux BMewatenabcTB (Ha IIM, mporesupoBanue MK,
AKII) [3, 4, 217, 224, 317, 318, 379, 380, 383-385, 389,
396-400].

EOKIC (Y412, YYP B)

Kommentapun. CMD — “muosxmomus no Morrow”
MpancaopmanvHbiM 0ocmynom (nepeas onepauus Oviaa
nposedena ¢ 19582) 6 boarvuwuncmee cayuaeg ycmpausem
oocmpykuyuio BTIIK, evizéannyio eunepmpogupoanHoli
MZKII, odnaxo ne ycmpausem anomanruu MK, enocsuue
eKna0 6 o6cmpyxyuro BTJLK.

Messmer BJ, et al. (1994) ycoeepwencmeogaru mu-
axmomuto no Morrow, pacuupug obaacms pe3eKyuu eu-
nepmpogpuposannoi MXKII 6 anukarvHom HanpaeieHuu
K ocnoganuro IIM (PMD3). Hroeda 6 anenos3viuHOU Au-
mepamype PM3® uaszviearom npouedypoii RPR (cokp. om
resection — peseKyusi unepmpo@puUpPOBAHHO20 Y4aACMKA
MKII, plication — yxopouenue nepedneit cmeopku MK ny-
mem co30aHUsi 20PU3OHMAABHOU CKAAOKU 8 ee 0CHOBAHULL,
release — 0c6000xcOeHuUe/UcceuerHue aHOMANbHBIX NPUKpe-
naenuii eunepmpo@uposartvix IIM).

Ilpu evisenrernuu 2-yposrnesoii obcmpykyuu (yeeauuer-
uotit I7] 6 BTJILK u Ha yposHe cpedneii uacmu nosocmu JI2K)
MUOIKMOMUSL MOMCem Obimb pacuiupena 00 cepeoutbl NoA0-
cmu JI2K u eokpye ocnosanusi IIM, oonako danusie 0 00120~
CPOUHOM 3hpeKme maKoeo no0xo0a 0epanu1eHu.

B cneyuanu3upogaHHbixX yenmpax, umerouux Haubons-
wuii onvim no aevenuro navyuenmos ¢ 'KMII, ucnoavzyemces
MPaHcanuKanvHulli 0OCMyn, HANPABAEHHbII HA CHUMICEHUE
I/l u ymenvenue cumnmomos y nayuenmog cpeonedice-
aydouxoeoit OTKMII. B pedkux cayuasx npu 2-ypoHegol
oocmpyxyuu JI2K ucnonv3yiom KoMOUHUPOBAHHBII MPAHC-

anuKaneHslil + MpaHcaopmanvHolii 00CMyn UAU npagodice-
Aydoukoswlil u mpancaopmanshsiii docmynst [71, 342, 401].

IIpu cpeodnenceaydouxosoit OI'KMII, npu omcymcmeuu
sovipaxcenHblx anomarui MK moxucem 6vimb gvinonnena
muoskmomus uz 112K mpanceenmpukynsapuoim uiu mpawc-
npedcepOHvim docmynom. Dmom Xxupypeuueckuii 0ocmyn
umeem npeumyuecmeo neped mpancaopmanrbHolM 00Cmy-
HOM Y RAUUEHMO08 M0A00020 803DACMA C BbIPAICEHHOU 2U-
nepmpoguei M2KII ecredcmeue 6onee HU3K020 pucka pas-
sumust AB-baoxadvt [402, 403].

Ilpu evisneruu dgyxceayoouxosoii oocmpyxkuyuu (yee-
auyennwtit TN 6 BTILK >50 mm pm.cm. u yeeauvennwiii 1J]
6 BTIIK >16 mm pm.cm.) modxcem NPUMEHAMbC KOMOU-
Huposaruwiit docmyn: CMB mpancaopmanvhoim docmynom
u PM3 docmynom co cmoponust TLK.

B cneyuanuzuposannvix yenmpax, umeouux Haubons-
wuil onvim no aevenuto nayuenmos ¢ 'KMII, npu eviséne-
HUU 08yxaiceny0ouko8oil 00CMpyKuuu, npu Omcymcmeuu
anomanuil nookaanarusix cmpykmyp MK muosxmomus mo-
acem 6bimsb evinoanena docmynom uz 12K mpanceenmpuiy-
AAPHbIM Uau mpancnpedcepouvim docmynom [96, 106, 321,
404, 405].

Anomanuu cmpykmyp annapama MK, accoyuuposan-
uote ¢ TKMII, moeym u 0oaxcrvl Obimb YCMPAHeHbl 80 epe-
Mms onepayuu ¢ yeavio chuzumo IJ] 6 BTJ/IK, ne npubeeas
K 3amene MK.

Tlokazamensmu 3¢pgpexkmusnocmu npoyedypot PM3D npu
IxoKT sersromes:

1) koumakm nepedueit cmeopku MK u MXKIT (SAM-
syndrome) omcymcmeyem,

2) ocmamounwiii I/l 6 BTJIXK npu nposokauuu doaxcen
obimo He >20 mm pm.cm.

Yposenv ycnexa u wacmoma ocnoscnenuii eragHvim 00-
PA30M 3A8UCAM OM ONbIMA XUPYPead UAU UHMEPBEHYUOHHOO
Kapduonoea.

Tloxcenanus nayuenma (nocae nodpobHo2o obcyxcde-
HUSl 8apUAHMO8 NeveHUsl) UMerom 3HayeHue 0 NPUHAMUS
OKOHYAMENbHO20 PEULeHUS..

Boioop memoda pedykuuu MXKIT (CM3/PM3 uau CAA)
00/11CeH OCHOBbIBAMbCS HA MUAMENbHOM 00¢1e008aHUL NA-
yuenma u oocysicoeHuu MynbmuoUCYUNIUHapHol KOMAHOOl
CReyUanucmos.

* Ilpore3supoBanue MK peKoMeHIOBAaHO y CHUM-
nroMHBIX nanmeHToB ¢ [[] 8 BTJI2K (B mokoe wim Mak-
CUMAaJIBHBIM TIPOBOLIMPYeMBIM) >50 MM pT.cT. © MP or
CpemHeil 1o TSOKENIOW CTETeH!, He BhI3BAHHBIX U30JIMPO-
BanHoit I[1CJI crBopku MK [3, 4, 321].

EOK IIaC (Y1 5, YYP C)

Kommenrapuu. /JlonoanumenvHvle 6podcoeHHble UAU
npuobpemennvie anomaruu MK moeym ewvi3vi6ams 6bi-
paxcennyro MP, komopas e 00ycr084eHa UCKAOUUMEND-
o IICH MK. B smoit cumyayuu naacmuxa MK (nauxa-
yusi), KaKk npasuno, He CHUNCAem CMeneHb pecypeumauui,
U ycmpaHeHue ee 03MONCHO aullb npomesuposanuem MK.

* PexoMeHmyeTcst pacCMOTPETh BO3ZMOXHOCTD TIPO-
te3upoBannst MK y mammenTtos ¢ Il 8 BTJIK (B mokoe
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W MaKCUMaJTbHBIM TIPOBOLIMPYEMBIM) >50 MM PT.CT.
1 MakcuMasbHOU TonmmHoi M2KIT <16 MM B MecTe MU-
TpaJbHO-CENTATbHOTO KOHTAKTa, eciu umeercs MP ot
CpemHel MO TSIXeNoi CTeTeHUW TOoCie M30JTMPOBAHHOMN
MuosKkTomun [4, 406, 407].

EOK IIbC (Y1111 4, YYP C)

Kommentapun. /1odo6ubie cayuau onucanol y nayueH-
M08, ONepupoBanHbiX 8 nepavle 2 decsimuiemus nocie npu-
MeHeHus npoyedypsl “muskmomuu no Morrow” (uzoaupo-
eanHoil muoskmomuu, 1958) [415].

Onucanbl maksice MemoouKy ycneuHol Koppekyuu 0o-
cmpykyuu BTJIK u mumpanvuoti nedocmamounocmu ny-
mem @vinoanenus mpancmumpanvhoil CM3D ¢ omceuenu-
em nepedneit cmeopku MK u evinoanenuss CMD uz BTILK
¢ nocaedyrwuweil naacmukoil uaiu npomesuposaruem MK
196, 403-409].

s evinoanenus adexeamuoii pedykuuu MXKIT npu
PM3 psdom aemopoé pekomeH008aHO NpumMeHsIMb pasauy-
Hble mexXHUYecKue npuembl: MOOUAU3AUUS cepoya, npuMeHe-
Hue mopaxockonuu [386].

Cneyucghuueckoeo 06e360au8anus npu Xupypeuueckux
U UHeasusHvlx emeuiamesvcmeax navyuenmam ¢ 'KMII ne
mpebyemcs.

Pekomennamu no DKC y nanmentos ¢ OT'KMII

* PexkomeHmyeTCs1 pacCMOTPETh BO3MOXHOCTD TTO-
crogaHoil DKC*** ¢ ontumanbHbeiM AB-uHTEepBamom
st cavskeHust [J1 8 BTJI2K unu nist pacumpeHust Bo3-
MOXHOCTH JIeKapCTBeHHOU Tepanuu (-Ab u/wiu Be-
panmaMmiioM™* y otaenabHbIX manmueHToB ¢ I B BTJIK
(B MOKOEe WM MaKCUMAaJIbHBIM TMPOBOIUPYEMBIM)
>50 MM pT.CT., CUHYCOBBIM PUTMOM, CHUMIITOMaMM,
pedpakTepHBIMU K JIEKAPCTBEHHOU Tepanuu, UMeIo-
muMHu npotuBomokaszanusgs Kk CAA wm CMD/PMD,
WA BBICOKWIT pucK pa3Butusi AB-0moKkanbl B pe3ynbra-
te CAA wim CMD/PMB [4, 214, 232, 305, 306, 308,
310, 410-412].

EOK IIbC (Y111 2, YYP B)

Kommentapuu. Cyms memoda cocmoum 8 uzmeHeHuu
nocaedosamenbHOCMuU pacnpocmpanenus 0AHbL 8030yicoe-
HUsL — COKpaujeHue 0X6amvleaem 8HAYANE BEPXYULKY HCeny-
doukos, a 3amem MZKII, umo npusodum K ymeHvlueHuo cyo-
aopmanvroeo L], 6aaeodaps 3anazobléanuio U CHUNCCHUI)
peeuonaproi cokpamumocmu MKII u, kax caedcmeue,
pacwupenuro BTJI2K. Dmomy cnocobcmeyem makice 3a-
nasdvléanue cUCMOoAUUecKo20 08udiceHus Knepedu nepeo-
Heli cmeopku MK u ymenvuenue eco amnaumyost. Bajcnoe
3HaveHue umeem nodoOOp HAUMeHbUlell BeAUHUHbl 8pemMe-
HU 3a0epiicKu HaHeceHUsl JHceay0ouKo8020 UMNYAbCA NOcAe
npedcepdHoeo, Komopas obecnevugaem Npexcoe8pemeHHyH
0enoaspu3ayuio epxyuKu cepoya, He npueods npu IMom
K yXyouleHuto 6HympucepoeuHoil U yeHmpanbHol eeMoOUHA-
muku (cepdeuroeo evibpoca u AJl).

B psoe cayuaes npuxodumcs npubeeams K YOAUHEHUIO
epemenu cnoHmanHoil AB-nposodumocmu ¢ nomousbio me-
panuu 3-AB uau eéepanamunrom™* u daxce abrauyuu AB-
y3aa.

HMusasusnbie Metonpl jgeyenus PIT manuenros ¢ TKMII

* PexomeHmOBaHO paccMOTPETh BOZMOXHOCTH TIPO-
BeICHUS paauodacToTHoi abmarum ouara D1 mamuen-
Tam ¢ 'KMII, eciim ®DIT He MOXET OBITH TTPEAOTBpaIeHa
AHTUAPUTMUYECKON Tepamnuell MiIu 4acToTa XeTyI0uKo-
BBIX COKPAIEHUI HE KOHTPOJINPYETCS JIEKAPCTBEHHBIMU
TperapaTtaMu, WIK aCCOIMUPOBAHA C HETTEPEHOCUMBIMU
MOOOYHBIMU EUCTBUSIMU JIEKAPCTBEHHBIX TPEMapaToB
[4, 111, 131, 314, 329, 358, 359, 363].

EOK IIbC (YA 5, YYP C)

* Mmmnanramusa ADKC** ¢ ¢yHKIMe nepeximo-
yeHus pexuma (rocie abnanuu AB-y31a y MauueHToB
I'KMII ¢ ®B >50%) pekoMmeHayeTcsl IIpY HAJIUYUU T1a-
poxkcusmanbHoil DI, n ogHokamepHoro DKC — mpn
HAJIMYUU TIEPCUCTUPYIONICH WIM MOCTOSTHHOU (hOPMBI
[4, 41,232, 305, 314, 358, 359, 363].

EOKIC (YA 5, YYPC)

» Ilamuenrtam ¢ 'KMII, ocnoxHeHHOI 1100011 (Pop-
moit DI1, u ®B <50% nocne abaauuu AB-y3na u npu
HAJIMYUY TIOKA3aHUI K CEPAEeYHON PECUHXPOHUBUPYIO-
el Tepanuu peKOMEHJIOBAHO PAcCMOTPETh BO3MOXK-
HOCTh UMIIJIAHTALIMU TPEXKAaMEPHOTO (OMBEHTPUKYISIP-
Horo) DKC*** [4, 20, 130, 358, 363].

EOK IIbC (YA 5, YYP C)

* PexoMeHIOBaHO paccMOTpeTh BOZMOXKHOCTh abJia-
mun ovara ®IT1 Bo Bpemst CMB/PMD y mammeHTOB
¢ 'KMII, ocnoxxaeHnHoi cumiitomHoi PI1, mpyn Hammanm
TIOKa3aHWI ¥ OTCYTCTBUU TIPOTUBOITOKa3aHmii [3, 4, 358,
363, 414-417].

EOK IIbC (YA 5, YYP C)

Kommentapun. Paduouacmommnas abaayus @Iy nayu-
enmoe ¢ TKMII menee ycnewna, uem 6e3 TKMII.

— Ilpeduxmopamu nespgexmusnocmu newenuss OII
npu T'KMII seasomcs: dusamayus JIII, obcmpyxkuyus
BTIIK, oaumenvnocmov u mun DI1.

— Ilayuenmam ¢ T'KMII u @II wawe mpebyromes npo-
8edenue noemopHolx npouedyp. Pemodeauposarue npedcep-
duit, 3asucumoe om IT'KMII, moxcem noeausmv Ha ucxoo,
daoice ecau npoyedypa U3HAUAAbHO YCHEUHA.

Onepayus Cox-Maze (“Jlabupunm”) aubo ee mooughu-
Kayuu ¢ npumererHuem paouo4acmomuoil u Kpuo-abaayuu
npedcmaeasiemcs yeaecooopasHoll Kak Conymcmeyouas
npu CM3/PM? uau npomesuposanuu MK y nayuenmos
¢ I'KMII, ocaoxucnenrnoit DII, peppaxmepnoii k gpapmaro-
mepanuu.

ACCF/AHA (2011) pexomendyrom onepauyuro “Jlabu-
punm” y omoenvubix navyuenmos ¢ DII kax conymemeyio-
wyro npu CM3/PMD uau npomeszuposarnuu MK (yposers
11aC). B pexomendayusx ESC makoi pexomendauuu
Hem.

Ecau onepayus “Jlabupunm” nokazana, mo 6binoaHAMb-
Csl OHA 00AICHA KAK CONYMCMBYIOWas, Nocie KOHCUAUYMA
MYA6MUOUCYUNAUHAPHOU KOMAHOOU, XUDPYPLOM, UMEHOUUM
ONbIM 8bINOAHEHUSI NOOOOH020 BMeUlamensCmaa.

B uenmpax, ucnoawvsyoujux onepauuio “Jlabupunm”
(moducpuxauyus 111 u 1V), ommeuarom, umo y nayuenmos
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¢ TKMII smo donoanumenvroe npu CM3/PM3 emewa-
menbcmaeo s64semcst 0e30NACHbIM U IPHEKMUBHBIM.

PexkoMeHnanuu no cepaevyHoil pecCHHXpOHU3MPYIOIIEi
Tepanuu y naugenTo ¢ FKMII

* TlamuenTtam ¢ 'KMII, makcumanbabiM '] 8 BTJI2K
<30 mm pr.cT., XCH II-IV ®K no NYHA, ®B JIXK <50%
1 OJIOKaImoit JIeBOM HOXKM Mydka [ca ¢ IIMTeTbHOCTHIO
QRS >120 Mc peKOMEHIOBAHO PACCMOTPETH BO3MOXHOCTh
CepICYHOI peCMHXPOHM3UPYIOIICH Tepary T YiIydIIe-
HUSI CUMIITOMATUKA |3, 4, 20, 130].

EOK IIbC (V111 4, YYP C)

PekoMeHIammM Mo NpaKTHYECKUM ACIEKTaM MMILIAHTA-
wian UK

AJNTOPUTM MEPBUIHON M BTOPUIHON ITPOPUIaKTUKI
BCC y maumenroB ¢ 'KMII nipencrasnen B I[1pnioxke-
Huu b7.

IIxama onerku pucka BCC y marmenToB ¢ TKMIT (eB-
porreiicKast Mozesb) TIpeacTaBiIeHa B Tabmmie 2, [Ipumo-
xerHue 2.

IIxana ouenku pucka BCC y manmenTos ¢ 'KMII
(aMepUKaHCKasl MOIEJb) IIpeacTaBiieHa B TabOnmie 3,
IMpunoxenue I'2.

* Pexomenpayerca nmrmanTanusg MK*** y mamen-
toB ¢ 'KMII, nmepeHecmnx oCTaHOBKY cepila I10 IpU-
yuHe KT i @XK, nin y mauueHToB cO CIIOHTAHHOM
ycroiuuBoit KT, nmpuBoagiieil K moTepe CO3HAHUS WIN
HapYIICHUIO TeMOIMHAMUKH, TIPH OXKMUIAEMOM IIPOIOI-
KUTeIbHOCTH XU3HU >1 Toma [3, 4, 112, 113, 115-121,
125, 189, 207, 210, 259, 260, 265, 300, 323, 418-420].

EOK 1B (Y1 5, YYP C)

Kommentapuu. /15 éepudurxauuu apummuu 8 omoens-
HBIX CAYHASX MONCEM GbINOAHAMBCA UHBA3UBHOE 2NeKMPO-
@usuonoeuueckoe uccredosauue.

+ [larwreTHUI pUCK BHE3AITHON CMEPTH HEOOXOMM-
MO OLICHUBATh TIPX TIEPBOHAYATIEHOM O0OCIICIOBAaHNY TT1a-
IINEHTA, a TaKKe Kaxkable 1-2 roma Win IMpu U3MEHECHUN
KJIMHAYECKOTOo cTatyca [3, 4, 115, 171, 181, 300, 323, 421].

EOK 1B (Y1 4, YYP C)

* Wwvmnanranus UKI*** pekomeHmyeTcs TTalieH-
TaM C IIPEAITojlaraéMbIM 5-JICTHUM PUCKOM BHE3aITHOM
cMepTu >6% 1 0XKMIAeMO MIPOIOJIKUTEIBHOCTBIO XKI13-
HU >1 roma mocje mNoApoOHOro KJIMHUUYECKOTO obcie-
IIOBaHUS C OLEHKOM pHCKa MOCICAYIOIINX OCIOXKHCHUMA
n Bausgaug MKJI*** Ha o6pa3 XKuU3HU, COIMATBLHO-2K0-
HOMMWYECKUI CTaTyC W IICUXOJIOTUYECKOe 300poBbe [115,
181, 189, 200, 201, 300, 323, 418, 421].

EOK IIaB (VI 3, YYP A)

* PexoMeHIOBaHO PacCMOTPETh BO3MOXKXHOCTb MM-
mwranTaumuy UKJI*** B oTHeNbHBIX TpyHITaXx MNaleHTOB
¢ 5-netuuM pruckoM BCC ot >4 no <6% u oxumaemoii
MIPOJOJIKUTETBHOCTRIO XXU3HU >1 Toma 1mocie moapoo-
HOTO KJIMHHUYECKOTO OOCJIeIOBAaHUS C OILIEHKOM pHCKa
MOCJENYIOINX OCIOoXHeHW 1 BnustHusT MKI*** na 00-
pa3 XXU3HH, COIUATBHO-2KOHOMUYCCKUN CTaTyC U TICH-
xojormyeckoe 31oposbe [115, 171, 181, 189, 323, 421].

EOK IIbB (Y1 4, YYP C)

* PexkomeHayeTcss pacCMOTPETh BO3MOXHOCTb UM-
mia"nTanuy MKJI*** y oToeabHBIX TTAllMEHTOB C 5-JIeT-
HUM puckom BCC <4% npu Haauuuy KIMHUYECKUX
XapaKTEPUCTUK C IOKA3aHHBIM MIPOTHOCTUYECKUM 3Ha-
YEHWEM U B CITyJasiX, KOTJa B pe3yJibTaTre OlIEHKU puckKa
TMOCEeNYIOMNX OCIoXHeHW 1 Bnustausg MK *** Ha 00-
pa3 XU3HU, COINATHLHO-9KOHOMUYECKUI CTaTyC U TICU-
XOJIOTUYECKOE 3MOPOBhE TIPENIToaraeTcsi ooiiee mojo-
KUTEJbHOE BIMsHUE uMImtantauuu MK*** [3, 4, 84,
115, 181, 189, 200, 201, 228, 323, 421].

EOKIIbB (Y1 4, YYP C)

Kommenrtapun. Avepuxanckas modeasb no3gonsem oue-
nHueamo puck BCC y nayuenmoe ¢ Hu3Kum/cpeoHum puc-
KOM.

Tlocaednue aumepamyphvie danHble NOKA3bIBAIOM, YMO
Haauyue pacnpocmpanerHHozo Guoposa, oyeHu8aemozo no
ITHT npu MPT (>15%), seasnemcsa npedukmopom puc-
ka BCC npu I'KMII. Dmom nokasamenv He 6xodum 6 ea-
PONELICKYI0 M0Oenb cmpamu@ukayuy pucka, 00HaKo ecau
y nayuenma Huskui uau cpeduuii puck BCC (<6%), a npu
MPT naowaos gubpoza >15% — smo seasiemcs donoanu-
MenbHbIM apeyMeHmoMm 6 noav3y umnianmavuu HK***
[115, 228, 231].

PekomeHIaIuu 1Mo UMIUIAHTAIIMA BCIOMOTATE/IbHBIX JIie-
BOJKEJIYI0YKOBbIX YCTPOUCTB

* PexkomeHIyeTcsl pacCMOTPETh BO3MOXHOCTh Te-
panuu MmyTeM UMIUIAHTAllUM YCTPOMCTB MEXaHUIECKOM
TOAJIEPXKKM KPOBOOOpAIIEHUsT HA TIEPUON HAXOXICHUS
B JINCTE OXWIAHUS IS HEKOTOPBIX MAIMEHTOB C TEp-
MuHanbHOU cramueit XCH, koTopble MOTYT paccMarpu-
BaThCS KaK KaHAWUIATHI JUISI TPAaHCIUIAHTAIIUM CepIiia
[211, 253, 422, 423].

EOK IIbC (Y1 4, YYP C)

Kommenrapun. B muposoii npaxmurxe 50% onepauuii ho
nepecaoke cepoua 6bINONHAIOMCS HA (OHE Npeduiecmayio-
well UMnAGHMAayUY YCmpoiicme MexaHuvecKoil nodoepicku
Kposoobpauerus [253].

Tpancantanua cepaua y nanuentos ¢ TKMII

* OproTonuueckasi TpaHCIIAHTAIIUS CepAlla peKo-
MeHpoBaHa g maumeHToB ¢ 'KMII, nmeromux ®B
JIXK <50% u cumnromsl 111-1V @K nmo NYHA win He-
YCTpAHUMBIE KeTYTOYKOBbIE apUTMUN, HECMOTPSI Ha OTI-
TUMAJIBHYIO TepaIuio PU HAIMYUY TIOKa3aHWIl 1 OTCYT-
CTBUM MPOTUBOIIOKA3AHWI 15T TpaHCTaHTanuu [97, 98,
168, 253, 255, 257, 422, 424].

EOK IIaB (Y1 4, YYP C)

Kommentapun. Onucana mpancghopmayus TKMII 6 cme-
wannwii penomun (FKMIT + JIKMII), cozaacro kaaccughu-
kayuu MOGE(s), max nasvieaemas OuramayuoHHas cma-
oduss TKMII [43].

Tpanucnaanmayus cepoya modxcem OblmMb IHCUHEHHO
sadicroil cmpameeueil neyenus npu I'KMII 6 koneunoii cma-
duu 3aboneéanusl.

Ilnoxoti kpamrocpouubili NPOSHO3 Y NAUUEHMOE ¢ OU-
aamayuonnoit cmaduei TKMII npedonosaeaem uyeneco-
o6pasHocme 0onee panHe20 pPACCMOMPEHUsI A2PeCCUBHbIX
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Memo0doe neueHus, NOCKOAbKY “OKHO 603ModcHocmel”
Mooicem Obimb HeOOAbUWUM, 0COOEHHO Y NAYUeHMO08 C ce-
MeUHbIM AHAMHE30M pa3eumus OUAAMAyUOHHOU cmaouu
TKMII.

3akaruenue, umo y nayueHma pazeueaemcs ourama-
yus JIK, caedyem ocrogvieams Ha OuHamuke pazmepog
JI2K. Jlaxce “nopmansuvie” pazmepwt JIXK moeym oznauamo
“Ounamayuonnyro cmaduio”, Hanpumep, 8 OUHAMUKeE KO-
HeuHo-duacmonuyeckuii pasmep JIK 35 mm — 55 mm (npu
YCA08UL KOPPEKIMHO20 UBMEPEHUsL).

TlocmmpancnaanmayuoHHas GuliCUBAEMOCIb Y NAUU-
enmoe ¢ I'KMII cxo0na ¢ makoeoli npu mpaHcniaumauuu
cepdua no opyeum nogodam [255, 257, 422, 424].

* PexoMeHmOBaHO paccMOTPETh BO3MOXHOCTh Op-
TOTONMWYECKO# TpaHCIUIAHTAIIMW CepAlla OIS TalueH-
ToB ¢ ®B JIXK >50% u cumntomamu XCH 11I-1V ®K
(NYHA), BbI3BaHHOIi TMAcCTOINYECKON NUCHYHKIIUEH,
PE3UCTEHTHON K JIEKAPCTBEHHON Tepanuu MpU HaIM-
YU TIOKa3aHUN U OTCYTCTBUU MPOTUBOTIOKA3AHUN TSI
TpaHcIutaHTauuu [97, 98, 168, 253, 422, 424].

EOKIIIB (Y14, YYP C)

KommenTtapuu. Kpome dunamayuonnoii cmaduu, npu
TKMII maxcenas cmenenvs XCH moxcem nHabarodamvcst npu
Opyeom eéapuanme HeeamueHo20 PemMo0eaupo8anus — cme-
wannom gpenomune (F’KMII + PKMII).

Hmoeoevui arcopumm épauebHoil maKkmuku 6 3a8UcU-
mocmu om cmaoduu TKMII u eapuanma kaunu4eckoeo me-
yenus npedcmasner 6 Ilpunoxcenuu b9.

3.3. BepemeHHOCTb U poApl y naumeHTok ¢ FKMIM
W3MeHeHHs reMOIMHAMHUKY NPH OepeMeHHOCTH
BepeMeHHOCTB, KaK MpaBWIIO, CYIIECTBEHHO HE YCY-

ryossier reMmogHaMuueckue paccrpoiictsa npu 'KMIT,

ITO3TOMY MCXOTHO OECCUMITTOMHBIC 1 MAJIOCUMITTOMHBIC

nanueHTku ¢ FKMII nepeHocsaT 6epeMeHHOCTb XOpO-

mo. OmTHAKO Y HEKOTOPBIX MAIlMeHTOK TeMOIMHAMMIYIC-

CKMe U HeHUpoTyMopalbHbIe (haKTOPHI TeCTallHOHHOIO

Ieproma MOTYT IIPOBOIIMPOBATh Pa3BUTHE HAPYIICHUN

putMma u XCH.

V oepemenHbix ¢ OI'KMII cTeneHb 0oOGCTpYKIIMU
BTJI2K MoXeT Kak yBeIMYUThCS (M3-32 OOBIYHOTO IS Oe-
pemenHoct yBenmueHus YO, YCC, HeOOMBIIOrO CHIKE -
Hust A/l BcaencTBre CHUXKEHUS 001IEero nepudepuyecko-
TO CONIPOTUBIICHMS), TAK I CHU3UTHCS (113-3a HEOOIBIIIOTO
YBEIMICHUS THACTOJIM4YecKoro pasMepa JIK m yBemmue-
Hust nnamerpa BTILXK) [3, 4, 425-427].

PexomMeHmanmm npy IIAHAPOBAHMH O€PeMEHHOCTH

* Ilpm minaHMpoBaHUM OEpPEeMEHHOCTH M HAJTWINU
I'KMII B cemMbe ogHOro U3 poauTeNneili peKoMeHIoBaHa
KOHCYJIFTAIlMsI Bpadya-TeHEeTUKa IS OIICHKU pHUCKa TIe-
pemaum 3abojeBaHMS ITOTOMCTBY [29, 30, 174, 425-428].

EOKIC (YO 5, YYP C)

+ [lpu mranupoBaHUU OEPEMEHHOCTH IMAIlMeHTKAM
¢ 'KMII u o6¢cTpykimeit BeiHOCsero TpakTa JIZK ¢ Ha-
JIMIMEM CUHKOMAIBHBIX COCTOSTHUU /WU KU3HEYTPO-
KaIOIMUX HapylIIeHWIt pUTMa peKOMEHIOBAHO PEIINTH

BOIIPOC O TIPEABAPUTEIHFHON XUPYPTUUCCKOIT KOPPEKIINT
'KMII [3, 4, 365, 425, 429].

EOKIC (YA 5, YYPC)

* DKCTpaKopIIopallbHOE OIIONOTBOPEHUE HE PEeKO-
MEHIOBAHO (ITPOTUBOMOKA3aHO) KCHIIMHAM, ¥ KOTOPBIX
T'KMIT ocnoxuunacks XCH, ®II, pecTpUKTUBHBIM TH-
oM HanoHeHus JIZK, a Takke ¢ BelpaxkenHoit ['JIXK [4,
425, 427-430].

EOKIC (YA 5, YYPC)

TakTuka Benenus 6epemenHoctu npu TKMIT

* Ecau 'KMII nuarHoctupoBaHa 10 OepeMeHHO-
CTH WUIM B CPOKU 10 12 Hem., a TakKKe P ITONO3PCHUN
Ha 'KMII, pekomeHmoBaHa TOCOUTAIM3ALNS KEHIIM-
HBI B KapIUOJOTMUECKOE OTIOCICHUE C IICIbI0 YTOUHCHMUS
IWaTrHO3a, PEIIeHUST BOIIpOca O MPOJIOHTUPOBAHNU Oc¢-
PEMEHHOCTH 1, B Cllydae HeOOXOIUMOCTH, JIeUeHU |3, 4,
30, 426, 429].

EOKIC (YA 5, YYPC)

» [Ipu 6epemenHocTu mamueHTkam ¢ ['KMII ctpa-
TUGUKALINIO MaTepPUHCKOTO PHCKAa PEeKOMEHIOBAHO
MIPOBOIUTH, MCITOJIb3YsI MOTU(DUIINPOBAHHYIO KIIACCH-
¢ukanio BecemMupHO# opraHM3alny 30paBOOXPAHCHMUS
(BO3) marepuHckoro pucka |3, 4, 426-430].

EOKIC (YA 5, YYPC)

KommenTapuu. B udeane oyenka pucka 00A3cHa npoeo-
dumocs 0o 3auamusi.

* ¥V manmenTtok ¢ 'KMII tepammio 3-Ab pekomeH-
IIOBAHO TIPOIOJIKUTE, €CII OHU TIPUHUMAIIH UX 10 Oepe-
MeHHOCTH [3, 4, 365, 425, 429, 430].

EOKIIC (YA 3, YYP B)

* Tepamuro B-Ab pekoMeHIOBaHO HavyaTh OEpeMeH-
Hoit xxeHmuHe ¢ 'KMII u cumnromaMu oO0CTpyKUUU
BTJIK wnu HapymeHussMu putMa cepana [3, 4, 365, 425,
429, 430].

EOKIC (YA 5,YYPC)

* Ilpu Teparuu 3-Ab pekoMeHIOBaHO KOHTPOIHMPO-
BaTh COCTOSIHME U TeMII pocTa miona |3, 4, 365, 425-430].

EOKIC (YA 5,YYPC)

* bepemennbiM ¢ 'KMIT nipu passutun PIT pexo-
MEHJIOBaHO MpOBeNeHNe KapauoBepcnu |3, 4, 425, 431].

EOKIIC (YI4/ 4, YYP C)

* bepemennbiM ¢ TKMIT u ®IT pekomeHIOBaHa aH-
TUKOATYJISTHTHAS Tepanus (BBIOOp MperapaTa — rermapuH
HaTpus (HepaKIIMOHNUPOBAHHBIN MU HU3KOMOJIEKY-
JISIpHBIN) Wi BapdapuH** — 3aBUCHT OT CpoKa Oepe-
MeHHocTH). Mcrionb3oBaHue naburaTpaHa stekcuiaara**
WJIM puBapoKcabaHa**, uam anukcadbaHa** He peKoMeH-
nyered |3, 4, 365, 425, 427, 429].

EOKIC (YA 5, YYPC)

* Tepanuro Bappapunom™* mmpu @I1 y bepeMeHHBIX
pPEKOMEHIOBAaHO HAYMHATh CO 2 TpUMecTpa (B IIEpBOM
TPUMECTPE BO3MOXKEH TePaTOTeHHBIN 3(h(HEKT) M 3aKOH-
4uTh 3a 1 Mec. 10 ponos [3, 4, 425, 427, 429].

EOKIB (Y11 5, YYP C)

Kommenrapun. Pexomendyemoie pexcumvl aHmukoazy-
asumuou mepanuu npu TKMII y 6epemennvix ¢ DI u onac-
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Hocmu, ces3aHHble ¢ mepanuell sappapunom™*, npedcmas-
nenvt 8 mabauye 4, Ipunoxcenue A3.

* boapmmnHcTBy 6epemeHHbIX ¢ [KMII pexomeHmo-
BaHO MPOTPaMMUpPYyeMOe POAOpa3pelieHne Yepe3 ecre-
CTBEHHBIE POIOBLIE TTyTH |3, 4, 425-427, 429].

EOKIC (YA 5, YYP C)

KommenTapuu.

— Bpauebnas makmuka gedenus bepemenHocmu U po-
dopaspeuwenus npedcmasnena 6 Ilpunoxcenuu b12.

— Bwibop meduuyunckoeo yupexcoenus oas eederus be-
pemeHHbIX U podopaspeuleHus npedcmaenen @ Ilpunoxce-
nuu b13.

— OepaHuuenus  evibope memodos duazHocmuku y oe-
pemeHHbIX npedcmaesnenst 6 mabauye 12, Ipunoxncerue I'l.

— [lpu gedenuu bepemennocmu u pooog unmepecs. mMa-
mepu 004CHbI OOMUHUPOBAMb.

— boavuuncmeo ncenujun ¢ HeocaodchernHoii T'KMIT
omHocames no modugpuyuposartoll kaaccuguxauuu BO3
mamepunckoeo pucka k kaaccy 11 (BO3 I1). Yacmo cum-
nmomuwvix nayuenmox omuocumces k BO3 I11; onu doaschol
Habadamscsi 8 CHeyUANU3UPOBAHHbIX YupencoeHusx (CM.
Ilpunoxcenue b13).

— XKenwjunvt ¢ TKMII, ocaoxncnennoti XCH u duc-
@yuxyuei JIXK (dunamayuonnas cmadus uau npucoeou-
HeHue peCmPUKmMUBH020 YeHOMUNa), OMHOCAMCS K KAACCy
1V mamepunckoeo pucka, u um bepemeHHOCMb NPOMUBO-
nokasaua.

— Ilpu svipaxcenroit cumnmomuoil oocmpykuuu BTIK
(makxce omuocames K kaaccy 1V BO3) bepemennocms mo-
Jcem cmamo 803MONCHOU NOCAe npedeapumensHoli Koppek-
yuu oocmpyxyuu BTILK.

— Tepanuio -AB (memonponoa™*, pezepenviii — ou-
conponon**) bepemernvim ¢ I'KMII Heobxodumo ocywecm-
eassmv nod koumpoasem 4YCC u A, m.x. upesmepHoe CHu-
acenue AJl modcem npusecmu K yMeHbULEHUIO MAMOYHO-
NAGUEHMAapHO20 KPOBOMOKA U 3a0epicke HYMPUYmpoOHO20
pazeumus naooa [3, 4, 425].

— Koumpauenyus y ncenwun ¢ beccumMnmomHol uiu
manocumnmomuoti 'KMII ne umeem kakux-aubo ocobe-
HOocmell No CPagHeHUI co 300P08bIMU.

— Ecau TKMIIT ocaoxncnunace XCH u DII, mo caedyem
C 0CMOPONCHOCMbIO UCNOAB308AMb NEPOPANbHbIE KOHMPA-
yenmuenl U3-3a pucka mpomooamooauii. Mx ucnonrvzosanue
603MOJICHO NpU A0eK8AMHOU AHMUKOARYASIHMHOU mepanuu
[3, 4, 425-427].

4. MeauuuHckasa peadbunurauus, MeauuuHckue
nokKka3aHua U NPoTUBoNnoKa3aHUd K N(puUMeHeHuto
MeToA0B peadbunurauum

CrenmanbHBIX pEeKOMEHIOAIMI 110 peadrIUTAlluKI
nanueHToB ¢ TKMII He cymectByet. [1ocie xupypruue-
CKOTO WJIM 3HIOBACKYJISIPHOTO BMEIIATEICTBA ITAIIMCH-
tam ¢ 'KMII npoBoasTcs Takue e peaduJInuTallMOHHbIE
MEpPOTIPUSITHS, KaK U TMallMeHTaM C JAPYTOil cepaedHO-
COCYIMCTO TTaTOJIOTHCH, TTIEPEHECIINM XUPYPTHIECKIE
I SHIOBACKYISIPHBIC BMEIIaTeIbCTBA.

5. MpodwunakTuka u gucnaHcepHoe HabnoaeHue,
MeaAULUUHCKUe noka3aHusa U NpoTUBOMNoOKa3aHua
K nppuMeHeHuto MeTogoB ﬂpOd)VlﬂaKTVIKM

IIpodpunaktuku 'KMII kak 3aboneBaHMusI He Cyllle-
CTBYeT.

I[IpodumakTnaeckue MEpONPUSITUS Y TAIlMCHTOB
¢ 'KMII 3axitouaroTres B mpoduIakTUKe OCHOBHBIX OC-
JIOXXHEHUI 3a00JIeBaHMUsI, KOTOPEIC TIPEICTaBICHEI B Ta-
omuue 3, [punoxenue I'3.

OO0mue peKoOMEeHIAIINN 110 00pa3y KU3HHU MALNCHTY
¢ 'KMII nipencraBnens! B [Ipunoxenun B.

Jlucnancepnoe nabarooenue nayuenmos ¢ TKMII

IMauuenter ¢ TKMII HyxXnawTcsi B TTOXNU3HEHHOM
HaOFONECHUHU TSI BBIBICHNSI U3MCHECHUI B CUMITTOMA-
THKE U TIPEAyTIPEXKICHUS OCTOXKHCHMIA.

Ha navampHOM 3Talie MEIMKAMEHTO3HOTO JICUCHUS
TUTAHOBBIC TIOBTOPHBIC BU3UTHI K Bpady KeJIaTeIbHO TIPO-
BOOUTH 4yepe3 6, 9, 12 mec. (IIpy HEOOXOAMMOCTH YallIE)
IIJISI OLIEHKU TMepeHoCcuMocTH, 3 (PEeKTUBHOCTU U 0Oe3-
OITAaCHOCTH JICUYCHUSI, a TaKKe KOHTPOJISI BBITIOJTHECHMUS
BpaueOHbIX pekoMmeHaauuii. [Tpu HemocTaTOuHON 3¢h-
(GEeKTUBHOCTHU U IUIOXOM TTepeHOCHMOCTH ITPOBOINMOTO
MEIMKAaMEHTO3HOTO JICUCHHUs] PEKOMECHIOBaHA 3aMcHa
HCITOJIB3YEeMOTO JIEKAPCTBEHHOTO TIperapara ¢ IOCIemy-
FOIITMM KOHTPOJIEM TIPOBOIMMOTO JICUCHUS.

* Bcem mamuenTtam ¢ 'KMII, Bkitouass Hocutenei
MaTOJIOTHIECKUX MYTAallMii 6e3 (heHOTHITMICCKUX TIPO-
SIBIICHUI O0JIC3HU W TMAIIMEHTOB ¢ 0ECCUMIITOMHBIM Te-
YyeHHeM 3a00JIeBaHMs, PeKOMEHIOBAHO TMHAMUUYECKOE
HaOIIONCHNE, B X0I¢ KOTOPOTO OLICHMBACTCSI XapaKTep
W BBIPAXEHHOCTh KIMHUYECKUX, MOP(OITOTHICCKUX
W TeMOAWHAMHWYECKUX HAPYIICHUN W OIpenessIeTcs Je-
yeOHas cTparerud [3, 4, 116, 145, 146, 332, 355, 357].

EOK 1B (Y] 5, YYP C)

* ¥V KIMHWYECKN CTaOMIbHBIX MTAIIMEHTOB PEKOMEH-
nytored moBropHbie TT-DxoKI kaxnpie 1-2 rona [3, 4,
116, 145, 146, 178, 184, 200, 216, 356, 332, 357, 432].

EOKIC (Y41 5, YYP C)

Koncencyc 3xcneproB EACVI 2015

* IloBropabic Dx0KI-mccremoBaHUS peKOMEHY-
1otcs naureHtam ¢ 'KMII ¢ uamMeHeHUsIMU B KIMHUAYE-
CKOM CTaTyce WM ITOSIBICHUEM HOBBIX CEpIEUYHO-COCY-
IUCTBIX TIposiBieHuit [3, 4, 116, 145, 146, 178, 184, 200,
332, 355, 357, 432].

EOK 1B (VI 5, YYP C)

* 48-yacoBoe XMODKI pekomMeHayeTcs Kaxkabie 12-
24 Mec. KIIMHUYECKN CTAaOMIbHBIM TAlIMEHTAM, KaXKIble
6-12 Mec. MmaLyeHTaM ¢ CUHYCOBBIM PUTMOM U pa3MepoOM
JIIT >45 MM Wi TIpU TIOSIBJICHUM HOBBIX 3KajI00 Ha cep-
neobuenus [3, 4, 112, 181, 184, 314, 418].

EOKIC (YOI 5, YYP C)

* PexoMeHIOBaHO PacCMOTPETh BO3MOXHOCTH IIPO-
BEICHMSI HATPy30YHOTO TCCTUPOBAHMS KaxXmble 2-3 Toma
IUTSI KITMHUIECKY CTaOMITHHBIX TTALIMEHTOB M KasKIbIiA TOI —
MPpY TIPOTPECCUPOBAHMI CUMITTOMOB |3, 4, 209, 216, 269].

EOK IIbC (VIO 5, YYP C)
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* PexomeHmoBaHO paccMOTpeTh BOBMOXHOCTH MPO-
BeneHuss MPT cepnua kaxpabie 5 jeT IS KIMHUYECKU
CTaOWJIBHBIX TIAIIMEHTOB M Kaxnple 2-3 roga — TMalueH-
TaM ¢ TIporpeccupoBaHueM 3aboneBanus [4, 216, 237].

EOK IIbC (Y111 5, YYP C)

Koncencyc axkcneproB EACVI 2015

+ Tlomaoe obecnenoBanue, Bkitodaromiee DKI u TT-
DxoKT, 1 XMBOKI, pekoMmeHayercd B TeueHUe 1-3 Mec.
u 6-12 Mec. mociie mpoBeneHus penykunu MXKII [4].

EOK wer (Y111 5, YYP C)

Kommentapuu. Heomsemaemoii uacmoio meponpuamuii
npu AeueHuu U OUHAMUHeCKOM HAOA00eHUl 3a NAYUEeHMAMU
¢ I'KMII doasxcro 6bime noguviuierue ux oopazoeamenbHo-
20 ypoens. Ecau dajce epau paspabomaem onmumanbHyo
npoepammy nevenus 045 Kaxncooeo KOHKPemHo20 NauueHma,
nposecmu ee 8 JcU3Hb Oydem 6ecbMa CAOICHO NPU HAAUYUU
HU3KOU Momusayuu K aeueruto. Bece npumensiemoie memoost
Aederust U NPoPUAGKMUKYU 00ANCHbL DblMb 00CYHCOeHbL U CO-
2nacosansl ¢ nayuenmom. Ilpu evibope pexcuma Ha3HaueHus
npenapama Heo0X00UMO y4umsleams 00pa3 JHCU3HU NAYU-
enma. Bce pexomendauuu, dasaemoie nayuenmy, 00424CHb!
OblMb SICHbIMU, YeMKUMU U COOMBEMCME08AMYb €20 UHMeN-
AEKMYaANbHOMY YPOBHIO.

st HeKomopbIX nayUueHmos8, KOmMopbiM YCMHbIX PeKo-
MeHOauull HedOCMamouHo, ciedyem paccmompems 603-
MOJNCHOCMb NPOdYOAUPOBAMDd UX 8 NUCOMEHHOM 8ude 045
obecneueHusi 0CO3HAHHO20 yHaACMUsl NAYUEHMA 8 Ne4eOHO-
npogurakmuuecKom npoyecce U nogvluleHus IhGexmusno-
cmu neuenust [ 3, 4.

6. OpraHnsauus okasaHus MegULMHCKOW NOMOLLM

* [lauueHTaM ¢ HEOYEBUIHBIM JTUATHO30M, TSKEJIbI-
MM CHMITTOMAaMU WUIHM TIOBBIIICHHBIM PHUCKOM CBSI3aHHBIX
¢ 3a00J1eBaHNEM OCJIOXKHCHMIT PEKOMEHIyeTCsl 00CIeno-
BaHUE M JICUCHNUE Y CICIINATNCTOB MYIBTUANCIUIUIITHAD-
HOit KoMaHAwI, 9KcriepToB B BeneHun 'KMIT [3, 4, 433].

EOK IIbC (YYP C, VI 5)

* Hes3aBucmMo OT BBIpaKEHHOCTH CHMIITOMOB PEKO-
MEHIYeTCSI peryJsIpHOe o0cIenoBaHNe MAIleHTOB U, TIPU
BO3MOXHOCTH, POICTBCHHUKOB TIEPBOIi CTEIICHU POICTBA
[3,4, 11, 27,43, 116, 145, 146, 178, 184, 200, 332, 355].

EOKIC (Y4 4, YYP C)

* PexomenmosaHo Bo Bcex caydasix [ KMII knunu-
IIMCTaM TIAHUPOBATh OOCIIeOBaHNE U JICUCHHUE TTallM-
€HTOB B IICHTpaX C MYIbTHIUCIUTUIMHAPHON KOMaHIOM
CTICIIMAIMCTOB, C OMBITOM JWUATHOCTUKU W JICYCHUS 3a-
OoneBaHuii MuoKapaa [3, 4, 433].

EOK IIaC (V11 5, YYP C)

Iloxka3anus K MIAHOBOI rOCHUTAIN3ANMUA B MeIUIMH-
CKYI0 OPraHM3aLHI0

1) Yrounenue npuuumnbl [JIZK HesgcHoro reHesa
U HEOOXOOUMOCTD B CIIELHUAIBHBIX METOAAX MCCIIEN0Ba-
Hud (nckmoueHne henokonuii TKMIT).

2) Hcnonp3oBaHMe DMATHOCTHYCCKUX IIPOILECIYP,
IIpOBeIeHNEe KOTOPBIX HEBO3MOXHO WMIIM HEIlIeIeco00-
pPa3HO B YCIOBUSIX TMOJIMKIMHIKMA.

3) TpymHOCTHM B IOAOOpE MEIMKAMEHTO3HOI Tepa-
MUX 11T KOPPEKIIUM CUHAPOMOB (M3-32 COYCTAHMS TIa-
tonoruiit TKMII/OTKMII + AT, TKMII + CJI 2 tuma,
CHHIPOM CTEHOKApINN).

4) Hasnauenue (3-Ab, Bepamammia*™*: mx KomMOmHa-
U peKOMEHIYeTCS HAaYMHATh B YCIOBUSX CTallOHApa
C MaJIBIX 103, TIPOBOIMTH TUTPOBAHME IO MaKCHUMAJIBEHO
TIepEHOCUMBIX 103 IO KOHTpOoJIeM caMouyBCcTBUST 1 DKI.

5) PedpakTepHOCTh K IIPOBOINMOIA B TIOJTHOM OOB-
eMme (hapMakoTepanuy W Haimmdue rmokaszaHmit K CMB/
PM3B, CAA, BKC.

Iloka3zanus K 3KCTPEHHO# rOCIMTAIM3AUUA B MEIUIIMH-
CKYI0 OPraHN3anuio

1) IIporpeccust XCH, TpebOytoiass ”HTEHCUBHOIL Te-
parmu.

2) OTeK JIerKuX.

3) UHCcymbT.

4) OmacHbple ST KU3HW HapyLIeHHS CEPIeIHOTO
pUTMa U IIPOBOOUMOCTH, TPEOYIOIIe MHTCHCUBHOI Te-
parmu.

5) CuHKOITaJIbHBIC COCTOSTHUS.

6) OcCTpblil KOPOHAPHBII CUHAPOM.

7) Ipenorspamennas BCC.

Iloka3anus K BbIMKMCKE NMAIMEHTA U3 MEIULIUHCKON Op-
raHu3anuu

1) Ilpu mIaHOBOM TOCHHMTAIM3AIINU TOKa3aHUEM
K Bbinucke naumeHTta ¢ TKMII gaBnseTcs ymydieHue
KJIMHUYECKON CUMIITOMATHKNA Ha (poHE IPOBOTUMOIA
dapmakorepanum, uMiutaHTamun MK ***, DKC***/
OADKC*** sHI0BaCKyISIPHOTO/XUPYPTAUECKOTO JcUe-
aHusg (CMD/PMD, CAA)

2) Ilpm 3KCTpeHHOIT roCIMTaIN3allny ToOKa3aHuEM
K Beinucke nauueHTa ¢ [KMII gBnsieTcs Koppekiust Ha-
pyLIeHWIT puTMa U IIPOBOOINMOCTH, B T.4. (paTaIbHBIX,
OTCYTCTBHE OCJIOXKHCHU, TPeOYIOIINX MHTCHCUBHOI Te-
parnuu, u cradbmmm3anug XCH.

3) Hopmammsamus mokasateieil (11eJeBbie YPOBHU
AJl, TTIMKEeMWH, TUITUIOTPAMMBI) TIPH, COOTBETCTBEHHO,
AT, CJI 1 n 2 Tuna, IUCIUTIUAEMUHN, €CIA YXYAIIeHNE
B TCUCHHUE 3TUX 3a00JICBaHUN SIBUJIOCh OCHOBAHMEM JUIST
TUTAHOBOI WJIM 3KCTPEHHOMN TOCIUTATM3AlINU TalleH-
T0B ¢ KMII B coueTaHnM ¢ KOMOPOUIHON MATOJOTUEH.

4) Ilpu cuHApOME CTCHOKAPIWU ITOKAa3aHWEM IS
Beimucky nanueHTta ¢ ['KMII gasngerca moctrmkeHue
crtabunuzauuu coctossHus namueHta ¢ FKMII Ha ¢o-
He (papMakoTepanmny, 3HIOBACKYISIPHOTO/XUPYPTHIC-
CKOTO JieueHHS (A0PTOKOPOHAPHOE IIYHTHUPOBAHMUE).

5) VYcranoBnenue nmarHosa deHokormmii 'KMII,
BBHIITMCKA/TIEPEeBON TallMeHTa B CIICUMAJIM3MPOBAH-
HBIC OTHEIICHUS IJISI STUOMATOTeHETHICCKOTO JICUCHMUS
(Hampumep, B TeMaToJioTu4eckKoe oTaejseHue npu AL-
aMIJIONI03€¢ C M30JMPOBAHHBIM/IIPEUMYIIECTBEHHBIM
TOpaKeHNEM CepIlia).

NHble opranM3andoHHbIe TEXHOJIOTUU

LlenmecooOpa3Ho co3maHne TEPPUTOPHATBHBIX PETHUCT-
poB nauueHToB ¢ [KMII.
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KITMHWYECKWE PEKOMEHZALINNA

IIpn ananmu3e paboOTHI Je4eOHO-TIPOPUIAKTUIECKO-
ro yupexnaeHus ¢ auueHtamu ¢ 'KMII nenecoobpasHo
OLICHUBATbH CIICAYIOIINEC TTOKA3aTEIIH:

— cootHomenue 'KMII u ¢enokonuit 'KMII,
aTHOJIoTUYecKuii criekTp peHoxkonuit FKMIT;

— COOTHOIICHNE OOCTPYKTUBHBIX M HEOOCTPYKTHUB-
HbIx ¢popm 'KMIT;

— COOTHOIIICHHWE CEMEMHBIX M CITOPATUICCKUX CIIY-
yaeB 3a00JICBaHNUS;

— YacTOTy TOCIUTAIM3ALNNA B CBSI3U C TIPOTPECCH-
poBanueMm XCH, ®II, ocTpblii KOpOHAPHBIN CUHAPOM,
ciyyan BCC;

— mnotpebHocth B DKI, DxoKI, MPT, KT, kopoHa-
porpaduu I BBITIOJIHEHUS peKOMEHIAWMN MO IMHA-
MUYECKOMY HaOJIIOACHUIO U O0CJieoBaHUIO ITpoOaHIa
1 PpOACTBEHHUKOB MAIIMCHTOB IIEPBOM JIMHUU POICTBA;

— cMepTHOCTh (%), ocnoxHeHus (%) 3a rom, 3 rona,
5 ner;

— YacTOTy BBHISIBICHHS (PAKTOPOB KapamoMeTado-
mmaeckoro pucka (Al, mucaumumeMusi, OXXUpeHWE,/ 13-

onrTounslii Bec, C/I 1 n 2 Thma) B pa3HBIX BO3PACTHBIX
rpynnax 'KMII;

— pe3yIbTaThl MOHUTOPUPOBAHUS ITOTCHIIUMATBHO
MOINPUINPYEMBIX (PAKTOPOB: aHTPOIOMETPHUICCKUX
maHHBIX (MMT, oKpy:XKHOCTB TaJuM), moKasaTeleit au-
MMUIHOTO TIPOUISI, YPOBHS ITTMKEMUM) B pa3HBIX BO3-
PACTHBIX TPYIIIAX MTAIIMCHTOB.

7. DononHutenbHas uidpopmauumsa (B Tom yucne
¢dakTopbl, BAugIoWne Ha ucxogd 3abonesaHus
WU COCTOSIHUS)

dpyrumu BaxkHbIMU LedasgMmu Tipu JiedeHun ['KMII
SIBJISTIOTCST:

— KOppEeKIHs BCeX MOTCHIMAIBHO MOTUPUIINPY-
embix OP (kypeHne, TUCIUITUACMUS, TUTICPTIIUKEMUS,
OXHpEHUE);

— JIeYeHME COMYTCTBYIOIINX 3a00JIeBaHUIT B COOT-
BETCTBUHU C HALIMOHATbHBIMU KIMHUYECKUMU PEKOMEH-
manusmu (MBC, AT, CII, xpoHndeckasi 00JIe3Hb T10-
4yekK).

Kputepum oueHkun kayectBa MEAULIMHCKOM NOMOLLA

Kputepuii kayectsa

1 BeinonteHsl K 1 TT-OxoKr

2 Beinonneno MPT cepaua ¢ koHTpacTposanuem mnv KT cepaua ¢ KOHTPacTUpOBaHMEM NPy Hanm4um IC 5 C

EOK
Knacc 1 ypoBeHb

1B 1

yo.4 YYP [a/HeT

[a/Het
[La/Het

MEAVLMHCKMX NOKa3aHUi 1 npu OTCYTCTBUN NpOTMBOMNOKa3aHuii. B CJly4ae OTCYTCTBUA BO3MOXHOCTN
BbINOJIHEHNA 3TUX METO0B NCCNe0BaHUsA B MEONLINHCKOM y4pexaeHne nauneHT HanpasneH
B CI'IeLI,VIaﬂVIBVIpOBaHHbIVI Kap,umonormqecmﬂ LEHTP A4 BbINONHEHUS AaHHbIX ncenenoBaHuin

3 BbinonHeHo XM3IKI

4 BbINOMHEHbI aHANN3bI: KNMHUYECKUIA aHaNN3 KPOBY 1 OBLLMIA aHANN3 MOYU, BUOXUMUYECKUIA aHann3 IC 5) C

[Ha/Het
[Ha/Het

KPOBM (BKJII0Yasi XONECTEPUH, TPUrAnLepuabl, kanuii, Hatpuid, ACT, AT, MOYEBUHY, KpeaTUHWH,

61AnMpyBuH, riokosy)

5  TposepneHa cTpatudukaums prcka y naumeHtos ¢ KM co cpeaHum 1 Hu3kum puckom BCC, IB 1 B

[Ha/Het

a Takxe y nauyeHToB ¢ OFKMIT, nepeHecwnx CM3/PM3 (amepukaHckas mogens). OnpeaeneHsbi
nokadaHusa k UK *** B 3aBUCUMOCTY OT MEAULMHCKMX MOKa3aHUi U NPK OTCYTCTBUM MEANLMHCKUX

NPOTVMBONOKA3aHWi

6 MposeneHa cTpatndukaums prcka y naumentos ¢ FKMM u Boicokum prickoM BCC, a Takxe 1B 1 B

[Ha/Het

y naupeHToB ¢ OFKMIM, nepeHeclumnx CAA (eBponerickas monens, wkana HCM Risk-SCD). OnpeneneHsbl
nokadaHusa k UK *** B 3aBUCUMOCTY OT MEAMLMHCKMX NMOKA3aHUI U NPK OTCYTCTBUM MEANLMHCKUX

NPOTMBONOKa3aHWi

7  MNposeneHa Tepanus B-AB n/unm 6nokatopamu “MeaneHHbIX” KanbLyeBbix kaHanos, u/wnu MAM®, IC 1 C

Ja/Het

n/vunm 6aokatTopam PeLenTopPoB aHrMoTeH3uHa I, u/unu guypetrkamu (B pexuMe MoHoTepanum
1N B pexvmMe KOMOVHMPOBAHHOW Tepaniu) B 3aBUCMMOCTYW OT MEAVLIMHCKUX NOKa3aHwii

1 NPV OTCYTCTBUM MEAVLMHCKMX NPOTMBOMNOKa3aHuin

8  T[poBeneHa cTpaTndUKaumns MaTEPUHCKOrO prcka 6epemeHHoi nauueHTku ¢ FTKMI ¢ ncnonb3oBaHnem IC B C

MoAMPMLMPOBaHHON knaccudukaumm BO3 mateprHckoro pucka

9  MauweHT ¢ FTKMI HaxoAUTCS MOA AVCMAHCEPHBIM HABMIOAEHUEM B MONNKINHUKE B

[a/Het

[Ha/Het

Cokpawenus: AJIT — anaHnHammHoTpaHcdepasa, ACT — acnaptatamuHoTpaHchepasa, BO3 — BcemupHas opraHusaums 3gpaBooxpaHeHus, BCC — BHe3anHas
cepaeyHas cmeptb, FTKMIM — runeptpoduyeckas kapamommonatus, EOK — EBponeiickoe o6LwecTBo kapanonoros, MAM® — WHIMOUTOP aHrMOTEH3MHNPEBPALLAIOLLErO
depmenTa, VK[ — nMmnnanTrpyemslii kapavosepTep-aedudpunnsatop, KT — komnbioTepHas Tomorpadusi, MPT — MarHUTHO-pe3oHaHcHas Tomorpadus, MCKT — mynb-
TcnMpanbHas komnbloTepHas Tomorpadus, OTKMIM — obcTpykTuBHas runeptpoduyeckas kapamomuonatus, PM3 — paclumperHas Muoaktomus, CAA — cenTanbHast
ankoronbHas abnauus, CM3 — centanbHas Muoaktomus, TT-OxoKIm — TpaHcTopakanbHas axokapanorpadus, YA — ypoBeHb LOCTOBEPHOCTM Aoka3aTenscTs, YYP —
ypOBeHb yoeamTensHocTy pekomergaumii, XM3KI — xonTepoBckoe MOHMTOPUPOBaHWE anekTpokapanorpamMmbl, KM — anekTpokapamorpadus, IKC — anekTpokapamo-
cTumynsTop, B-Ab — 6eTta-agpeHobnokatopbl, HCM Risk-SCD — wwkana pucka BCC npu FTKMIM.
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Mpunoxexnne A1l. Coctas pabGoueit rpynmnbl N0 pa3padoTke U NepecMoTpy KJIMHMYECKMX PEKOMEeHpaumii
IIpe3namym Padoueii rpymmbi: [a6pycenko C. A., I'yakoBa A. 4., KosuomoBa H. A.
Pa6ouas rpymma: Anekcannposa C.A., bepcenea M. U., Topoees M.J1., I3ememkenu C.JI., 3axnsgspmuHcKas E. B.,
Hptiora O.b., Kamutynosa B. 0., KoctapeBa A. A., Kpyrukos A. H., Manenkos 1. A., Hosukosa T. H., Caugosa M. A.,
CanakoeB M. K., Crykanona O.B.

Unensr Paboueit TpynItbl TOOTBEPOMIIN OTCYTCTBUE (PMHAHCOBOI MTOMIEPXKKN/KOH(MINKTa HWHTepecoB. B ciaydae
COOOIIEeHUs 0 HAMTNMYNK KOH(INKTa UHTepecoB, uieH(bl) Paboueli rpynmbl ObUT(M) UCKITIOYEH(bI) U3 OOCYXIEHUS
pasnenoB, CBSI3aHHBIX C 00J1aCThIO KOH(MINKTA MHTEPECOB.

Mpunoxexnne A2. Metogonorus pa3pabdoTku KIMHUYECKUX PEKOMEeHpauui

BcnencrBue Toro, uto wieHBl POCCHIICKOTO KapmMOJOTMUECKOTro OOIIecTBa BXOMIT B cocTaB EBporreiickoro 00-
mectBa Kapauojoros (EOK) u takke sBisttorest ero wieHamu, Bece pekomeHmanm EOK ¢opMupyrooTes ¢ yaacTueM
POCCHUICKHX 3KCIIEPTOB, KOTOPHIC SIBIISTIOTCS COABTOPAMU €BPOIIECKUX peKoMeHIamuii. TakuM o6pa3oM, CYIIIeCTBY-
fomme pekoMmeHnanmy EOK oTpaxkaior o01ee MHEHIE BEOYIIINX POCCUICKNX M €BPOITCHCKIX KapauoJaoToB. B cBs3un
¢ oM (popmupoBaHne HallmoHambHBIX peKOMEHOAIINI IIPOBOIMIOCH HAa oCHOBe pekomeHmanuii EOK, ¢ ygetom
HaIlMOHAIBHOU CTICIIM(UKI, OCOOCHHOCTEH 00CIemOBaHNS, ICUCHHSI, YIUTBIBASI TOCTYITHOCTh MEIUIIMHCKOM TTIOMO-
mu. [To 3Tol mpuYMHE B TEKCTE HACTOSIINX KIMHIYECKNX PEKOMEHIAIINI OMHOBPEMEHHO MCITOJIb30BaHKI IBE IITKA-
JIBI OLIEHKU JOCTOBEPHOCTHU H0KA3aTeIbCTB TE3MCOB PEKOMEHIAILINIA: YPOBHM MOCTOBEPHOCTH moKazaTeabcTB EOK
¢ YYP u VJ/1. lo6aBnennl kKiacchl pekoMeHganuii EOK, mo3Bosgioniye oleHUTh HeOOXOIMMOCTD BBITIOJTHEHUS
Te3rca peKoMeHIauwit (TadauIer 1-3).

IIpencraBneHHble PekoMeHmanum pa3paboTaHbl Ha OCHOBEe PoccmiicKnX peKoMeHIauii 1o JUarHOCTHUKE U JIieue-
HUIO runepTpodudeckoil kKapauomuonaTuu 2016, pekoMeHAALMIA 10 IMATHOCTUKE U JICUEHUIO TUIIEPTPOodhuIecKoit
kapouomuoratni EOK 2014r, co3maHHBIX Ha OCHOBE MHOTOJICTHETO OMBITa M OOJIBIIIOTO KOJIMIECTBA MCCIICIOBAaHMIA
10 Pa3IMIHBIM aciieKTaM quarHocTuku 1 jJedeHuss [ KMII. B PekoMeHmaniisx n310KeHBI OCHOBHBIC aCIIeKTHI TTaTO-
reHesa, KJIMHUYECKOTO TeYEHUsI, METOMIbl AMATHOCTUKM U TIPUHILIMIBI ieueHUs naeHToB ¢ 'KMII ¢ yueToM nHau-
BUIyaJIbHBIX OCOOCHHOCTEH ITallieHTa.

IleneBast aynuTopus JaHHBIX KIMHUYECKUX PEKOMEHIALWIA:

1. Bpau-kapauoJior.

2. Bpau-tepariesr.

3. Bpau o01eit mpakTuKH.

4. Bpau cepaeaHO-COCYIUCTRIN XUPYPT.

5. Bpau ¢yHKUMOHAIBHOI TUAarHOCTUKU.

6. Bpau j1iyueBOii IMArHOCTUKMN.
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Ta6nuua 1
Lkana ouenku YO ona meTon0B [UarHOCTUKU
(AMarHocTUYeCcKuUx BMeLlaTenbCTB)

1 Cuctematunyeckme 0630pr MCCNeaoBaHuiA C KOHTPONIEM pedepPeHCHLIM METOLOM MSIN CUCTEMATUHECKII 0630p PaHOOMU3UPOBAHHbLIX KITMHNYECKNX
nccnenoBaHnii ¢ npMMeHeHnem MeTaaHanusa

2 OtaenbHble CCNefoBaHNs C KOHTPONEM pedepeHCHbIM METOAOM WU OTAENbHbBIE PAHAOMU3MPOBAHHbIE KNMHUYECKUE UCCNEN0BAHNS 1 CUCTEMATNYECKME
0630pb! 1CCNEA0BAHNIA NOBOro An3aiiHa, 3a CKII0YEHNEM PaHLOMU3MPOBAHHBIX KIIMHUYECKUX NCCNEN0BaHWIA C MPUMEHEHMEM MeTaaHanmsa

3 WccnepnoBaHus 6e3 nocnefoBaTebHoro KOHTPONS pedepeHCHbIM METOAOM UAW UCCNEA0BAHNSA C pedepPeHCHbIM METOLOM, He SBNSIOLMMCS HE3aBUCUMbIM
OT ncecneayemMmoro metona, v HepaHooMn3npoBaHHbIE CPABHUTEIbHbIE UCCIeA0BaHNS, B T.4. KOrOPTHbIE NCCNEN0BaHUA

HecpaBHuTENbHBIE CCNEA0BAHMS, ONMCAHNE KIMHNYECKOTO Cryyas

NmeeTcs nviwb 060CHOBaHVE MEXaHU3Ma AENCTBUS U MHEHUE OKCrnepToB

Cokpauwenue: Y[l — ypoBeHb JOCTOBEPHOCTY [,0KA3aTENbCTB.

Tabnuua 2
Lkana oueHku YOO ana metogoB npoduniakTuku, ieueHus u peabunurauum
(npodurnakTUYECcKnx, ne4yeOHbIX, peadunuTauMoHHbIX BMELLATENbCTB)

Cuctematuueckuii 063op PKU ¢ nprmeHeHrem meTaaHanusa

OtpenbHble PKU 1 cuctematnyeckme 0630pbl MICCnenoBaHuii Nio6oro avsaiita, 3a ucknoverrem PKM ¢ npumeHeHnem meTaaHanusa
HepaHaoMU3npoBaHHbIE CPABHUTENbHBIE UCCNIEA0BAHMS, B T.4. KOTOPTHbIE NCCNEL0BAHMS

HecpaBHUTeNbHbIE CCNEA0BAHMS, ONMCAHNE KIIMHNYECKOTO CIyyas v Cepumn Cny4aes, MCCNER0BaHNS “Cyyain-KOHTPOMb”

a B~ W N =

NmeeTcs nvwb 060CHOBaHVE MEXaHU3Ma AeNCTBUS BMELLATENbCTBA (,CI,OKHI/IHI/I"IeCKVIe mccne,uoaaHm) M MHEHWE 3KCNepToB

Cokpauwenus: PK/ — paHnomMmanpoBaHHble KnMHndeckme ncenenosanms, YA L — ypoBeHb OCTOBEPHOCTU 10Ka3aTeNbCTB.

Ta6nuua 3
Likana oueHku YYP pna metogoB npodpunakTtuku, BUarHoCTUKU, Ie4eHUs U peabunutauum
(npodunakTU4ECKUX, AUArHOCTUHECKUX, JIe4eOHbIX, peabunMTaLMOHHbIX BMELLATesNbCTB)

A CunbHasi pekoMeHzaLys (Bce paccMaTpueaemble Kputepuu aphEKTUBHOCTM (MCXOALI) ABNSIOTCS BaXHLIMY, BCE UCCIELOBAHUS MMEIOT BLICOKOE
YNV Y0BNETBOPUTENbHOE METOLOMOMMYECKOE KAYECTBO, MX BbIBOLbI MO MHTEPECYIOLLM VCXOZAM SBASIOTCS COMAaCOBaHHbIMM)

B YcnoBHas pekomeHaaums (He Bce paccmatpyBaemble Kputepun ahOEKTUBHOCTI (MCXOAb!) SBNSOTCS BaXHbIMU, HE BCE MCCNea0BaHUs MMEIOT BbICOKOe
N1 yaooBneTBopuUTesibHoe MeTOA40JI0rn4eckoe Ka4ecTBo I/I/I/Iﬂl/l X BblBOAbI MO MHTEPECYIOLWNM NCXOOaM He ABNAITCA COI’ﬂaCOBaHHbIMI/I)

C Cnabas pekomeHzaLms (OTCYTCTBME LOKA3ATENLCTB HAAIEXaLLEero ka4ecTsa (Bce paccMaTpmeaemMble Kputepum 3hdEKTUBHOCTY (MCXOAbI) SABASIOTCS
HEBaXHbLIMU, BCE UCCIEI0BAHNS MMEIOT HII3KOE METOAO0/0MMYECKOE KaYECTBO W VX BbIBOALI MO MHTEPECYIOLLMM UCXOaM HE SBASIOTCS COrlacoBaHHbIMM)

CokpaweHue: YYP — ypoBeHb yOeanTenbHOCTU PEKOMERAALMIA.

Mopsaok 0OHOBNEHUS KIIMHUYECKUX PEKOMEHAALUNIA
Mexannsm oOHOBIIEHUS KIIMHNYECKIX peKOMeHI[aI_[I/Iﬁ mpeaycMarpmuBacT MX CUCTEMATUYCCKYIO aKTyaJIM3allnuio —
HC pEXE YEM 1 pa3 B 3 ToJa, a TaKKe IIPpU ITOABJIICHUM HOBBIX TAHHBIX C ITO3UIINUA I[OKa3aTeJ'[I:HOI7[ MCEOUILIUHBI TT10
BompocaM IWarHoCTUKH, JICHCHUA, HpO(I)I/IJ'[aKTI/IKI/I n peaﬁI/UII/ITa]_[I/II/I KOHKPCTHBIX 3a60J‘ICBaHI/H7I, HaJM4uu 000-
CHOBAHHBIX I[OHOJ'[H(')HI/Iﬁ/ 3aMeYaHuil K paHeEe YTBep)KI[éHHBIM KIIMHWUYCCKUM PCKOMCHOALMUAM, HO HC Yallic 1 pasa
B 6 Mec.
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MpunoxeHnune A3. CnpaBo4yHblie MaTepuabl, BKJ1l04Yas COOTBETCTBMUE NOKa3aHUi K NPUMEHEHUI0
1 NPOTMBOMNOKa3aHUi, CoCcO00B NPUMEHEHUs U 003 JIeKapCTBEHHbIX NPenapaToB, MHCTPYKLUN
no NpUMEeHeHuI0 JieKapCTBeHHOro npenapara

1. ITpuka3z MunucTepcTBa 3apaBooxpaHeHnst Poccuiickoit denepanmu ot 15 Hossopst 20121 Ne 9181 “O06 yTBepK-
nenuu [lopsinka okazaHUs MEAULMHCKOM ITOMOIIK OOJIbHBIM C CEPACUYHO-COCYAUCThIMU 3a00I€BAHUSIMU .

2. CrangapT MEIUIIMHCKON MOMOIIM OOJILHBIM C OOCTPYKTUBHOM TUITEpTPOPUUYECKOM, IPYyroil TuiepTpoduye-
CKOI1 KapaumomuonaTueil. MUHUCTEPCTBO 3ApaBOOXPAHEHUSI M COLMAIbHOIrO pa3Butus Poccuiickoit Menepanuu ot
24 mas 2006r Ne 380. “O0 yrBepKAeHUM CTaHAApTa MEAULIMHCKOM ITOMOILM O0JIbHBIM ¢ OOCTPYKTUBHOM TUIIEPTPO-
¢uueckoit, npyroit runeprpodudeckoit Kapauommonartueit”. URL: http://docs.cntd.ru/document/901984540.

3. Ilpuka3 MunucrepcrBa 3apaBooxpaHenus: Poccuiickoit @enepannu ot 15 uioss 2016r Ne 5200 “O06 yTBepK-
JIEHUY KPUTEPHUEB OLIEHKN KAueCTBa MEAULIMHCKOM ITOMOIIN”.

4. TIpuka3z MunucrtepctBa 3apaBooxpaHenust Poccuiickoit ®enepaunu ot 28 despansg 2019r Ne 1031 “O6 yr-
BEPXKICHUU IOPSIIKA U CPOKOB pa3pabOoTKK KIMHUYECKUX PEKOMEHIALIMI, UX IIEpeCMOTpa, TUIIOBOI (hOPMbI KJIIMHU-
YECKUX pEKOMEHAALMIA K TpeOOBaHUI K X CTPYKTYpE, COCTaBY U HAyYHO 000CHOBAHHOCTH BKJIIOYAEMO B KJIMHK-
yeckue pekomeHmaunu nHbopmarumn” (3apeructpuponat 08.05.2019 Ne 54588).

TaGnuua 1
Mpaeuna n oco6eHHocTH Ha3HayeHus B-AB npu FTKMIM

B-AB octatoTcs Hanbonee apdEKTUBHON rPYNMOii NEKAPCTBEHHBIX CPEACTB, NPUMEHSIEMbIX B iedeHnn FTKMI

B ¢BA3U C GONbLUEi KOMMNAEHTHOCTbIO Y MaLMEHTOB PEKOMEH/LYETCS OTAABATL NPEANOYTEHNE CENEKTUBHLIM B-AB NPONOHIMPOBAHHOMO AENCTBNS, B YaCTHOCTY,
6uconponony**, meTonponony**

[losy B-AB pekomeHayeTcs TUTpoBaThb A0 focTikeHns YHCC 55-65 ya./MuH nog koHTponem AZL v cMNTOMOB

CnepyeT NOMHUTb O APYriX N3BECTHbIX NOBOYHbIX 3dpekTax B-AB: HapyLLeHe NPOBOAYMOCTY BNOTb [0 NONHON AB-6n10kafsl, 6GpoHX0CMa3m, BAa3OKOHCTPUKLSA
nepudepuyeckx CoCyA0B, HapyLLEHE TONEPaHTHOCTY K MI0K03e, 3peKTUbHas ANCHYHKLMA 1 APYTiX

Bbicokue f03bl 06bI4HO XOPOLLO nepeHocaTcsa. Mo6oyHble adpdekThl ()Kaﬂ06bl B OCHOBHOM Ha yCTanoCTb) AOMKHbI ObITb TLLATENBHO UCCNEA0BaHbI, YTOObI OLEHNUTH
ONTUMaJIbHYIO MHOVBUAYANbHYIO A03Y A/ KOHKPETHOro nauneHTa

CokpawieHus: AB — aTproBeHTprKynsipHbIn, ALL — apTepuansHoe gasnexune, FIKMIM — runeptpoduyeckas kapanomuonatus, YHCC — yacToTa cepaeyHbIX COKPaLLEHNA,
B-AB — 6eTa-anpeHo6n0kaTopsI.

TaGnuua 2
Mpaeuna n oco6eHHOCTM Ha3HaYeHusl Bepanamuna** npu FKMIN

HasHayeHvie Bepanamuna** pekoMeHAyeTCs HaYMHaTb B YCNOBMSX CTaLMoHapa ¢ Manbix 103 — 20-40 mr 3 pa3a/cyT. ¢ NOCTeneHHbIM UX MOBbLILLEHNEM NPY XOpoLUei
nepeHocumocTy fo cHuxernns YCC B nokoe Ao 55-65 ya./MuH

Bepanamun** obecneynsaet cumnTomaTuyeckuii addekT y 65-80% naumeHToB, BKlo4as ciyyan pedpakTepHOCTU K ieseHnio B-Ab

Monb3a Bepanamuna** orpaHnyeHa ero CocyAopacuMpsiolLumMy 3 dektamu, KOTOpbIE Y OTAENbHBIX MALVEHTOB MOTYT NEPEBELLMBATL €r0 OTPULIATENBHbIN
MNHOTPONMHbIA 3 dekT

Bepanamun** npeanoyTuteneH Ans MonoabiX NauyMeHToB ¢ Nerkov  ymepeHHoin obctpykupeli (M4, 8 BT/IX B nokoe <50 MM pT.CT.)
MaupeHTam cTapuue 65 neT Heo6Xx0AMMO Ha3HAYeHMe HU3KMX 403 1 TUTPaLMs npenapara nog koHTponem M4, 8 BT/IK, YCC (3KT) 1 KNMHUYECKUX CUMNTOMOB

Cokpawenus: BT/IK — BbIXoHOV TpaKT NeBoro xenyaouka, I — rpagunent gasnenus, HCC — yacTtoTa cepaeyHbix cokpalleHmin, 9K — anektpokapavorpamma, B-Ab —
6eTa-anpeHob1okaTopbl.
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Ta6nuua 3
HauyanbHble 1 uenesble A403bl NPY MeaukameHTo3Hoi Tepanum FKMIN

— nponpaHonon** 40-80 mr/cyT. 240 mr/cyT.

— mMeTonposnon** 25-50 mr/cyT. 100-200 mr/cyT.
— areHonon** 25-50 mr/cyr. 150-200 mr/cyT.
— 6Guconponon** 1,25-2,5 mr/cyT. 10 mr/cyT.

— coTtanon** 80 mr/cyT. 160-240 mr/cyT.
— Bepanamun** 60-120 mr/cyT. 240-480 mr/cyT.
— Bepanamun** (MPONOHITMPOBAHHOIO AEeCTBUS) 120 mr/cyT. 240-480 mr/cyT.
— [unTmasem 60-120 mr/cyT. 180-360 mr/cyT.

Tabnuua 4
PekomeHayemble peXuMbl aHTMKOArynsaHTHon Tepanum npu FKMIM
y 6epemeHHbix ¢ P 1 onacHoCTH, CBA3aHHbIE C Tepanueil BapdpapuHom**

Pexum 1 MocTosiHHas Tepanus BaphaprHoM** 3a UCKo4YEHEM cpoka 6-12 Hep,. (OTMEeHa A0MKHA HAYMHATLCS C Havana 5 HeA,. C y4eTom
nepvona nonyBbIBEAEHS) C MEPEXOLOM Ha 3TOT CPOK Ha renapuH HaTpus** (HU3KOMOMEKYNISIPHBIN) (MUHMMANbHBI pUCK TPOMO03a
1 BO3MOXHbIV prCK 3mMBpuronaTtim)

Pexum 2 Mepexop Ha napeHTeparbHbIe MPSIMbIE aHTUKOArYNSHTbI (FreNapuH HaTpUs**) Ha BECb CPOK GEPEMEHHOCTM (MUHUMAbHBIA PUCK
3MBpPMONaTK, HO NOBBILLIEHHBI MO CPABHEHWIO C Tepanuei BaphapuHOM** prck TPOMBG030B)

Mepuvop nonysbiBeaeHns BapdapuHa** npesbilwaet 60 4, 4T0 HEOGXOAMMO Y4MTLIBATbL MPU ONPeaesieHy CPOKOB OTMEHbI penapara

HekoTopble aBTOpbI 0TMEYalOT [,0303aBUCUMbI 3MOpUOTOKCHYecknil adpdekT BapdapuHa** — posa <5 Mr peako nNpUBOAUT K BO3HUKHOBEHWIO aMOpronaTtuu.
OpHako Ha npakTuke fo3a BapdapuHa onpeaensietcs BenninHoit MHO 1 He MOXeT 6biTb MPOV3BOJIbHO YMEHbLLIEHA MW yBENNYEHA

Havnbonee kputrieckum nepropom AeincTars BapdapuHa™™ aensietcs cpok 6-12 Hen,. — MakcuManbHas BEPOSITHOCTb aMBPUoTOKCUYeckoro addekTa
BbI3biBasi rnokoarynisiumio y niofa, Bapdaput** MoXeT NprBoauTb K HapyLlerusm dopmuposaHus LIHC, Bbi3biBasi BHYTPUYEPENHbIE KPOBOUSNUSHUS
YrHeTas cuHTes BuTamMuH-K 3aBucuMbIx hakTopoB, BapdapuH** cyLLeCcTBEHHO BAMSET Ha NpoLecc GopPMUPOBaHMS U poCcTa KOCTel nnosa

Pe3ynbraToM aMBPUOTOKCUYHOCTY BapdapuHa** SBASIOTCS rMNonnasns HOCOBbIX KOCTEN, aTpodus 3puUTeNbHOrO HepBa, 3aaepkka YMCTBEHHOMO PasBUTHS,

a Takxe 3amepLume 6epeMeHHOCTH, CrIOHTaHHbIE aBOPThI 1 MEPTBOPOXAEHUS!

CokpauweHua: MHO — mMexayHapoiHoe HopManu3oBaHHoe oTHoweHue, LIHC — ueHTpanbHas HepeHas cructema.

Tabnuua 5
KnuHnyeckue uccnenosaHusa v ucrnosib3yembie npenaparbl
Ha gorunepTtpoduyeckoi cragumn F’KMI (apantuposaxo [39])

Jnntnasem YMeHbLUEHWE runepTpodum KapamoMnoLmMToB y Hocuteneir MYBPC3 myTaumii JoknmHnyeckne nccnenosaHns
MYK-461 MpenoTepalleHvie pa3suTus rmnepTpodum n hpudposa ®ag3a Il PK PIONEER-HCM
AueTnn-LUmcTenH** M3MeHeHne 4yBCTBUTENBHOCTM K KanbLMIO, PErpecc runeptpodum, prubposa, ynyyLueHve @agza | PKM HALT

[MaCTONNYeCKO ANCHYHKLUN

AHTaroHMCTbI aHrMoTeH3vHa [l CHMXaIOT NpoayKLumio TPOhUYeCkux GakTopoB PEHVH-AHTMOTEH3VH-aNbA0CTEPOHOBOIO NyTH PKW “INHERIT”
@a3a Il PKU “VANISH”

CokpawyeHue: PK/ — paHgoMuanpoBaHHOE KOHTPONIMPYEMOe UCCiea0BaHme.
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Mpunoxexnune B. AnroputMbl AeNCTBUIA Bpada

MpunoxeHue B1. ANropuTM TaKTUKN BEOEHUA aCUMINTOMHbIX nauueHToB ¢ FKMI

AcumMnToMHas

T AcuMnToMHas runeprpoduyeckas

A cramusn TKMIT
CTaaus
Her o6cTpykiun + oGcTpyKums UK **
BTJIK BTJIK 10 MOKA3aHUSM
(cm. Pasnen
“TIpoduaakTuKa
BCC”)
Y Y Y

JmTenbHoe B-AB
HaOJoieHue (TIpY MTPOTMBOITOKA3aHMSIX — Bepanamui™*)

v v v

Cratudukamus pucka BCC (exeroano)

CokpaweHus: BTJDK — BbixoiHOI TpakT neBoro xenynoyka, BCC — BHe3anHas cepaeyHas cMepTb, TKMIM — runeptpoduyeckas kapamomuonatus, KO, — umnnaHTu-
pyembiii kKapanoseptep-aedubpunnsaTtop, B-Ab — 6eTa-aapeHo610KkaTopbI.

Mpunoxexnne B2. YnpoLeHHbI anropuTmM AUarHoCTUKM U NOAXOA0B K JIeYEHUIO NaLMeHTOB
¢ 006cTpyKumeit Ha ypoeHe BTJTXK

DxoKT (1 8 BTJIXK)

v

MaxkcumMagbHbli cipoBonpoBanHblii I'/]

v

MaxkcumMasbHbli cipoBonupoBanHbii I'/]

(mpo6a BaabcaibBbl Jieka, CTOS)
>50 MM pr.cT.

(mpo6a BaabcaibBbl Jieka, CTOS)

<50 (30) Mmm pr.cT.

v

v

v

®apmakoTepanus CumnTomatuka (+) CumnromaTuka (-)
00CTpYKIMH <
BTJIK (f——————————— N I
v Y
A4 A4 C Dx0KT Ecnu BbicOKasg
Tpecc-HXo < usmueckas
Dexr (-) Dddexr (+) | AKTUBHOCTb
v '
Iponomkenne — TJI[ B BTJIZK >50 mMm pr.cT. 4
Tepamuu
I T 8 BTJLK
| TJ1 8 BTJIK 30-50 mv pr.cr. <30 mm pr.cr.
Y i
Penyxumsa M2KII DxoKT 1 pa3 B rox
(CMD/PMD; CAA)

Cokpawenusi: BT/ — BbIXOaHOW TpaKT NeBOro xenynouka, [, — rpaauneHt aasnexus, JIN — nesoe npeacepavie, MXIN — mexokenynoykoBas neperopoaka, PM3 — pac-
LumpeHHast Mroaktomms, CAA — cenTasnbHas ankorosbHas abnaums, CM3 — centanbHas MMoakToMusi, IxoKIm — axokapauorpadus.
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Mpunoxenne B3. Anroputm papmakorepanum o6¢cTpykTBHO FKMI

®apmakorepanus oocTpykrusHoit KMII
(1 8 BTJLZK >50 MM pr.cT.)

v

OTMeHUTD NpenapaThi ¢ BA30JUJIATHPYIOIUM JAeiCTBHEM

HpOTl‘IBOHOKZBaHl/l}I l'[pomsonoxasaﬂm
1) h 4 K B-AB K B-AB n BepanamMuiy
B- AB { 2 } A 3 Y
Bepanammr** JInnruazem™**

A A A l A A

Yiyunienne CHMITOMATHKH, Her yay4imennsi CHMIOITOMATHKH,
' 8 BTJIZK <50 mm pr.cT. 1 B BTJLK >50 mm pr.cT.
IIponomkenue Tepanuu Penyxnua MZKII

CokpaueHus: BTJIK — BbIXOAHOW TpakT neBoro xenypodka, [ — rpaguent pasnenns, TKMIM — runeptpoduyeckas kapavomuonatus, MXI — mexokenynoykosas
neperopogaka, B-Ab — 6eta-agpeHo6a0KaTOPbI.

Mpunoxexnne b4. Anroputm Bpaue6Ho TakTukK neyednsa XCH npu FKMIN

XCH II-1V ®K (NYHA)
T B BTJLK >50 mm pr.cT. 1 8 BTJIK <50 mm pr.cT.
B MIOKO€ WY NPH HATPY3Ke B MIOKO€ WIH NPH HATPY3Ke
Jleyenne oOcTpyKIMH h 4
BTJIK + ®II
@B JIK >50% DB JIXK <50%
i ¢ Y
B-AB B-AB Kontposs
WA Bepanammin**, unruouTops1 AIID, purMa
WA TAITHA3EM ™ ¥, AHTATOHHCTHI AJTI0CTEPOHA. U 4acCTOThbI
Maubie 103bI METJIEBBIX Mauibie 103bI IIETJIEBBIX +
M THA3UHBIX JUYPETHKOB M THA3UIHBIX JUYPETHKOB AHTHKOATYJISTHTBI
TpancnianTanus cepaua

CokpauieHusi: BT/TXX — BbIX0QHOV TpakT neBoro xenyaouka, [ — rpagneHT gasnenus, MAN® — uHrmbutop aHrnoTeHsvHnpespatlatoLlero gpepmenta, B JK — dpak-
uys BbIGpoca neBoro xenynouka, ®K — dyHkumoHanbHbI knace, O — dmbpunnaums npeacepanin, XCH — xpoHuyeckas cepaeyHas HefloCcTaTouHoCTb, NYHA — Hbto-
Mopkckas Accouvaums cepaLia, B-ABb — 6eTa-aapeHo6nokaTopsi.
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Mpunoxexnue B5. AnropuTm npeponepauoHHON ANAarHOCTUKM A 1S BbIOOpa AOMONIHUTENbHbIX
BMmewartenbcTB Ha MK npy CM3/PM3 (apgantupoBaHo [396])

I'KMII, pedpakrepnad K apmakorepanuu
+ maxkc. npoBonupyemsiii ['JI 8 BTJIK >50 mwm pr.cT.

Y

+ anomannun MK,
He csizannbie ¢ TKMII,
KabIu(UKALHS CTBOPOK

4

CMBD/PMD
+ npore3uposanue MK

Y

+ anomamuu [IM

Y

Pacmmpennas Muo3KTOMust
+ BMemarenscTBo Ha [TM

Toammua M2KII <18 mm
IICMK >30 mm (>17 mm/m?)
MP >2 cr.

Tommuna M2KII >18 mm
IICMK >30 mm (>17 mm/m?)
MP >2 cr.

Tomumua M2KII >18 mm
TICMK <30 mm
(£17 mm/m?%)

Y

A

A,

Menee arpeccuBHas CMD
+ mmkanusa [ICMK
+ ucceyeHune JONOJTHUTEIbHBIX
crpykryp IIM

PacmmpeHHass MHO3KTOMUS
+ mmkanusa [ICMK
+ HcceyeHne J0NOJIHUTEIbHBIX
crpykryp IIM

PacmmpeHHasi MMO3KTOMHUS
+ nucceyeHue JONOJTHUTEIbHBIX

crpykryp [IM
+/- nmkamusa IICMK

Cokpauenus: BTJDK — BbIXOAHOW TpakT neBoro xenypoyka, [ — rpaavent pasnenns, TKMIM — runeptpoduyeckas kapavomuonatms, MXI — mexokenypoykosas
neperopoaka, MK — mutpanbHblii knanaH, MP — mutpansHas peryprutauus, MM — nanunnsipHele Mbiubl, TCMK — nepeaHsis cTBOpka MUTpasibHOro knanaxa, PM3 —
pacLupeHHas Mnoaktomus, CMO — centanbHasi M1OSKTOMMS.

314



KITMHWYECKWE PEKOMEHZALINNA

Mpunoxexnune B66. Anroputm BoiOOpPa MeToga peaykumm MXI

L <40 ger Bospact >60 tler —

]

v v

3HayuMasi COMYTCTBYIOMIAS SKCTPAKAPANAILHAS ATOJIOTHS
(BBICOKHI XUPYPrHY€eCKHii PUCK)

Heo0xoammMocTh COMYyTCTBYIOMIETO
onepatuBHoro BMemarenbcTsa (AKIII, onepamun Ha MK)

+ runeprpodus B cpeaneit yactu JIXK; +/- cpenne-xenyaoukosas
00cTpyKIWs (HE0OXOIMMOCTh PACHIMPEHHON MHOIKTOMWH)

T 111

Tommuua M2KII >30 mm
CMHb Hcxonnbie 6:10Kaab1
PMD —  BJHIT /10 BMemaTeIbeTBa snamr  ——3 CAA
(puck ABB III ct.)

AHOMAJIMH CeNTATbHbIX BETBEil KOPOHAPHBIX apTepHil
noaxomut st CAA (BO3MOXKHOCT HIEHTH(HIMPOBATDH

N
CENTAJILHYIO BETBb, CHA0XKAIOIIYI0 HCKIIOYUTEIHHO 0a3aJIbHYI0 7
gacts M2KII B 00J1aCTH MUTPAJIbHO-CENTAJILHOTO KOHTAKTA)
¢ - AHOMAJIMH NANLTSIPHBIX MbIIIII,
YYACTBYIOIIHE B CO3/IAHMN 0OCTPYKIINH, IONOTHATETbHbIE XOP/IbI
A
BepemennocTs + noka3zanus K pexykuun M 2KIT >

IToka3anus K xupyprudeckomy Jiedenuio OI1
(XMpypruvecku, Jjasep, KpHoBO31eiiCTBHE)

A

CokpaweHusi: ABb — atproseHTpukynsipHas 6nokapa, AKLL — aopTokopoHapHoe wyHTupoBaHue, BJIHMI — 6nokaaa nesoii HoxkW nyyka Mica, BMHMT — 6nokaga
npaBoii HoXKW nyyka Mca, JDK — nesbiit xenynodek, MXI — mexokenynoykosas neperopogka, MK — mutpanbHblii knanad, PM3 — paclumperHas mmoaktomusi, CAA —
cenTanbHas ankoronbHas abnauus, CM3 — centanbHas Mroaktomus, O — Gpubpunnsums npencepamit.
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Mpunoxexnune B7. AnropuTm NneperMYHO U BTOpU4HOI npodunaktukm BCC y naumenToB ¢ FTKMI

IlepBuunas npopunakTUKa Bropuunas npouiakTuka
Anamnes, DxoKI', XMOKT v
ITepemennsie no mkaie HCM Risk-SCD: e OcraHoBKa cep/a BCeCTBHE
KT nm @K
e  Bo3spacr o  MakcumaJibHas TOJIMHA e  Cnonrannas ycroiuusas KT,
e  Cewmeiinbiii anavue3 BCC muokapaa JIZK NPHBOIAMASE K 00MOPOKaM

e  HeoObacuumbie oomMopoku  ©®  Heycroitansas XKT 4 reMOIMHAMHYECKHUM

1 I 8 BTJEK npu XMDKT HAPYIIEHUAM
e Jlmamerp JIIT

Y

Bann no mkane HCM Risk-SCD A4
) ) ) Oxunaemast
Huskwuit IIpomexyTouHbIiH Beicokuii NPOOJIKUTEIBHOCTD
5-JeTHnii pucK 5-J1eTHuii puCK 5-neTHuii pucK >
<4% 4-6% >6% XKu3nu >1 roxa
Y Y Y Y
UKI*** 00br4H0 MKI*** MmoxkeT ObITh

UKJI*** nomkeH ObITh pEKOMEHIOBAH

HE MOKa3aH PEKOMEHI0BaAH

Cokpauenus: BCC — BHe3anHas cepaeyHas cMepTb, BT/TK — Bbix0AHO TpakT nesoro xenyaoudka, [, — rpaaneHt aasnenns, XT — xenynoukosas Taxukapaus, KO —
UMMaHTUpYyeMbIi kapamosepTep-aedubpunnatop, JIK — nesoiii xenynoyek, JINM — nesoe npeacepaune, PX — dubpunnaums xenynoukos, XMIKIT — xonteposckoe
MOHUTOPUPOBaHWE anekTpokapavorpammbl, IxoKIm — axokapamorpadus, HCM Risk-SCD — wkana pucka BCC npu FKMIM.
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Mpunoxexnne B8. ANropuTM gUarHoCTUKU U Bpa4yeOHOM TAKTUKU NPU CUHKONAJIbHBIX COCTOSAHUSAX

(ITpe)cunxkonabhbie coctosinusg npu 'KMIT

Mlar 1 IoapoGHnbiii anamues + apyrue dakTops pucka BCC
Bonee BeposiTHO — I Bonee BepositHO —
APUTMHUYECCKHE MPUYUHBI I reMOINMHAMHNYECCKHE MPUIUHBI

OKT -MoHUTOpHpPOBAHME

H_Iar 2 (24/48 XMDKT'; HapyKHbIii HETJIEBOIi PETHCTPATOP; PETHCTPATOP COOBITHIA;
HMILTAHTHPYEMBbIil IeTJIeBOl perucTpaTop™**)

| Hert xu3neyrpoxawoummx 2KHP
b2 AL DO W e I — 1 I1s BTJIK — Harpyska
R toL CCCyY — Ba30qWIATAIMSA — Hurudurops AIID
KT CBT AuaTAm o ’
— 01K AHTArOHUCTHI
+ (KIO <60 mii/m?) anruotensuna II,
I OpraHnyecKue HUTPAThI,
HudeunmH* *
— O0e3BoxuBaHue
I — Jluapes
I Y
Ba3o-BaraibHblii 00MOpPOK
v I
v ITo y —  Koppexuusa dapmakorepannu
AJITOPUTMY I — CMDB/CAA npu noBTOPHBIX 00MOPOKAX NPH HATPY3Ke
lar 3 UKJ*** neyennss OIT DKC*** u TJT >50 mm pr.cT.
|

CokpaweHus: ABB — atproBeHTpukynspHas 6nokaaa, BCC — BHesanHas cepagyHas cMepTb, BTJIK — BbIXOQHOM TpakT NEBOro xenyaouka, I, — rpaaveHT nasnexus,
KM — runeptpoduyeckas kapamommonatisi, XXHP — xenynoykoBble HapyLueHus putma, XT — xenynoukosas Taxukapaus, AN® — MHrmbutop aHrmoTeH3uHnpespa-
watoulero pepmenta, K[ — uMnnaHtupyemslil kapamoseptep-aedpubpunnatop, KOO — KoHeYHO-anacTonmyeckmii o6bem, HYXXT — HeycToiumnBas xenyno4kosas Taxu-
kapaus, OLLK — o6bem umpkynmpyoleit kposu, CAA — cenTanbHas ankoronbHas adnauys, CM3 — centanbHas Mnoaktomust, CBT — cynpaBeHTpUKynspHas Taxvkapans,
CCCY — cuHapom cnabocTn cuHycooro yana, ®r — eubpunnsums npeacepamit, XMIKIT — xonTepoBCkoe MOHUTOPKPOBaHWe anekTpokapanorpamMmmel, KI — anekTpo-
Kapamorpamma, 9KC — anekTpokapavoCTUMYNSTOP.
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Mpunoxexnne B9. Anroputm BpauyeOHOI TaKTUKKU B 3aBUcUMOCTH OT cTaguu FKMI n BapmnaHTa
KJIMHUYECKOro Te4eHUs

Acnmmromias Bbicokuii pHcK
JorunepTpodHIecKast CTaT“q”;;KéI(":"” > BCC > UKJI***
crajms pucka
(exeroano)
l A K A AKX
Hao6monenue
CraduibHoe 100pOKaYeCTBEHHOE
> TeyeHue Ha ¢oHe (hapMaKoTepanuu
AcuMnToMHas >
runeprpopuyeckas -
craaus
XCH II-1V cr.
DB JIK >50% Jleyenue
+ ®II B CumnromMHas |+ obcrpyxums | oberpykuun BTJIK
X > BTJLK > Penykuus MKIT
runeprpoduyeckas (CMD/PMD, CAA)
craauda
v l
ITo anropurmy XCH III-1V cr.; ®B JIXK <50%
negennst OIT Her ooctpykunn BTJIK
+ munaranus JIK n/nmm pectpukums
+ CHHIPOM CTEHOKAPIUH
W/WIM MIIEMHS] MHOKApP/Ia,
BbISIBJIEHHAS Tepamus XCH ‘
Io anroputmy
HMHCTPYMEHTAJIbHBIMH
AATHoCTHIY MeToIaMu 4>| PecunxpoHu3upyomas Tepanus ‘
u nevenns UBC

—>| TpanciIaHTANMA cepaua ‘

CokpaueHus: BCC — BHe3anHas cepaeyHas cmepTb, BT/IK — BbIxogHOM TpakT nesoro xenyaoyka, BC — nwemunyeckas 6onesHb cepaua, VKA — uMnnaHTupyembiii
kapanosepTep-aedunbpunnaTtop, DK — nebiii xenymouek, MXKIM — mexxenynoukosas neperopoaka, PM3 — paciuvpeHHas Muoaktomms, CAA — cenTanbHas ankorosb-
Hast abnaums, CM3 — centanbHas Muoaktomus, @B JIK — dpakums Beibpoca nesoro xenyaoyka, G — ¢ubpunnaums npeacepanit, XCH — xpoHnyeckas cepaeyHast

HEeJO0CTaTO4YHOCTb.

Mpunoxenne 610. NMokasanus k pegykuun MXXM (CM3/PM3/CAA)

KnuHnyeckne

lemopmHamuyeckune

AHaTomuyeckne

XCH I1I-IV K NYHA ¢ ®B J1XX >50% v1/van Hanmune Apyrvix TSKeNbIX CUMNTOMOB (06MOPOKM, MPeA0OMOPOYHbIE COCTOSIHUS, CUHAPOM
CTeHOKapJJ,I/II/I), CYLLEeCTBEHHO OrpaHNyMBaloLLX NOBCEAHEBHYO aKTUBHOCTb, HECMOTPSA Ha ONTUMaJIbHYI0 MeANKaMEeHTO3HYIO Tepannio

06c¢TpykTrBHas dopma FKMI (B nokoe unu uHiayumpyemas) ¢ [ B BTJIK 250 Mm pT.CT., KOTOpas accoLmMmpoBaHa ¢ runeptpooueit
MXM v NCA ctBopku MK, apyrummn aHomanusimu annapata MK (xopabl, M) n pedpaktepHas K npoBOAUMON Tepanvu B NOJHOM
obbeme

TonuwwHa MXN, nocTtatoyHas ans 6e30nacHoro u 3hhEKTUBHOMO BbIMOIHEHNS onepaLmm Uiam npoueaypsl (Mo MHEHMIO onepaTopa),
cocTosiHve annapata MK 1 nogknanaHHbIx CTPYKTYP, COYETaHHbIE aHOMaIUM KOPOHAPHBIX apTepuin

CokpaweHus: BTJIK — BbIXOAHOW TpakT neBoro xenyaoyka, [ — rpaaveHT pasnexus, TKMIM — runeptpoduyeckas kapavomuonatms, MXI — mexokenynoykosas
neperopoaka, MK — mutpanbHbli1 knanad, MM — nanunnsapxble mblwupl, MCL — nepeaHe-cuctonuyeckoe asuxenve, @B JK — dpakums BbiIGpoca NeBOro Xenyaoyka,
DK — yHKUMOHaNbHBIN knacc, XCH — xpoHnyeckas cepaedHas HenoctatouHocTs, NYHA — Heio-Mopkckas Accoumaums cepaua.
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Mpunoxenne b11. CpaBHeHne CMI/PM3 n CAA (apantuposaHo [391])

Jlokanusauus runeptpodurpoBaHHoro otaena MXI1

CteneHb runeptpodumn

MexaHunam nosbilweHus ' n Hegoctato4HoCTh MK

Komop6uaHas natonorus, TpedyioLias
XVPYPrMyeckoro BMeLLaTeNbCTBa

Bo3spacTt nauveHToB

CnoXHOCTb NpoLieAypb!

MoCcTNpoLEeLyPHbIA PUCK 3ABUCUMOCTM
OT KapAnoCcTUMynaTopa

KnuHnyeckas npakTuka

JocTynHocTb

Cyb6aopTanbHas, CpeaHexenyn04koBas, anvkanbHas

Ot >20 MM 10 akcTpemManbHoi runeptpodumn MXM >30 Mm

He accouumposarHoe ¢ NCAO MK
1 accouumpoBaHHoe ¢ NcA MK

MoaknanaHHas MembpaHa, aopTanbHblil cTeHos, VBC,
MHOCOCYAMCTOE NopaxeHne

MoApOCTKY 1 MOMOABIE B3POCbIE

Hanbonee 4acTo BcTpevatoLmecs ocnoxHeHus CM3: pedext
MXXT, AB-6nokaaa v octatodHas 06¢Tpykums BTDK

2-10%
[0 50% ¢ nexopHon BAHMT

Bonee 50 net

Henoctato4Hasi, He60oNbLUIOE KONNYECTBO LIEHTPOB C OMNbITOM

Cyb6aopTanbHas CpeaHexenyaoykoBas
(B oTAenbHbIX LieHTpax)

Tvneptpodus MXMN <30 mm
AccoupumposaHrHoe ¢ NCA MK

MBC, onHOoCOCYANCTOE NMopaxeHue

B3pocnbie

MeHee arpeccusHas

10-20%
[0 50% ¢ ncxogHoit BJHMT

Bonee 20 net

JlocTaTo4Has, Ho HeGObLIOE KONMYECTBO

LEHTPOB C OMNbITOM

ConocTaBuMble NoKa3aTen BbiXMBAEMOCTM U KIIMHUKO-reMOAMHAMNYecKoe ynyduweHuve nocne CAA 1 CM3/PM3 6binu nosy4yeHbl B HepaHAOMU3NPOBAHHbIX

06cepBaLlVIOHHbIX ncenenoBaHusax

CokpaweHus: AB — atpuoseHTpukynsipHbii, BJIHMT — 6nokaga nesoi Hoxkm nyyka Mica, BMHMT — 61okaga npaBoit HOXKM nyyka Mca, BTIIK — BbIXOAHOM TpakT
neBoro xenynouka, [, — rpagveHt gasneHus, UBC — nwemunyeckas 6onesHb cepaua, MXM — mexokenynoukosas neperoponka, MK — mutpanbHbiii knanaH, MNCAO —
nepenHe-cUCToNMYeckoe ABnxeHne, PM3 — pacluvperHas MuoakTomus, CAA — cenTanbHas ankoronbHas abnaums, CM3 — centanbHas MUOSKTOMMUS,

Mpunoxexnne b12. BpaueOHasa TakTUKa BegeHUa 6epeMeHHOCTY U poaopa3peLleHns B 3aBUCUMOCTH
oT cteneHu o6cTpykuumn BTN (apantupoBaHo [425])

HeobcTpykTtueHas FKMM unn
HebornbLuas cteneHb o6eTpykumm BTITX
(FA, <30 MM pT.CT.)

CpeaHss cTeneHb 06¢TpyKkUmm BTJIXK
(rA 30-50 mm pr.cT.)

Tsdkenas cTeneHb 06¢Tpykumm BTIDK
(FA >50 mm pr.cT.)

MponoHrupoBaHne 6epeMeHHOCTM MOXET ObITb Pa3peLLeHo NPy YCI0BUM MOCTOSHHOIO HabtoAeHNs KapAnOoIorom
(He pexe 1 pa3a B MecC.).

FocnuTanuaaums oCyLLecTBISETCS B CPOKM, PEKOMEH0BaHHbIE A1 BCEX NALMEHTOK C CEPAEYHO-COCYANCTLIMU
3a601eBaHMAMU, NMPY HEOOXOAMMOCTM — Yallle.

Pofbl Yepes ecTECTBEHHbIE POLOBLIE MYTH

Bonpoc 0 BbiHalLMBaHUN GEPEMEHHOCTM PeLLaeTCs UHANBUAYaNbHO: HE0BXOAMMO NOCTOSIHHOE HabnoAeHe
Kapauonora (TepanesTa) v akyLlepa-ruHekosnora.

Cpoku rocnuTanuaaLmm Te Xe; Takxe B 060/ CPOK NPy yXYALWEHUN COCTOSIHWAS 11 PA3BUTUN OCSIOXHEHWIA.
Popbl NpoBOAST Yepes ECTECTBEHHbIE POLOBLIE MYTU C UCK/IIOYEHUEM NOTYT

BbIHalLMBaHWe GEPEMEHHOCTI U POAbI KATErOPUYECKM MPOTMBOMOKA3aHbI.

IMpu 0TKa3e XEHLLWHbI OT NpepbiBaHNs GEPEMEHHOCTI NOKa3aHa rocnuTanM3aLums NPakTUYECKN Ha BECb CPOK
6epemeHHoCTU. PofiopaspeLLeHre NpoBOAST NyTeM OnepaLyv Kecapesa Ce4eHus.

Vicnonb3oBaHue anvaypanbHo aHECTE3UM C OCTOPOXHOCTBIO 113-32 OMACHOCTV apTEPUabHOMN rMNOTEH3UN

CoxkpaueHusi: BTJIK — BbIX0AHOM TpakT neBoro xenynouyka, I, — rpagueHt pasneus, TKMIM — runeptpoduyeckas kapayommonarms.
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Mpunoxenune 613. YupexpeHue pnga seaeHusa 6epemeHHbix ¢ FTKMIM

BepeHue 6epeMeHHbIX

YacToTa ocmMOTpOB

PervoHanbHbI nepuHaTanbHbli LEHTP OKCMEPTHBIV LIEHTP.
MepuHaTanbHbIi LEHTP 3 YPOBHS

1 pa3 B 2 mec. Kaxzapii mecsu, unm 2 pasa B Mec.

YupexxaeHue Ans pogopaspeLleHuns PernoHanbHblil nepuHatanbHbli LEHTP OKCNepTHbIV LIEHTP.

MeprHaTanbHbIA LEHTP 3 YPOBHS

Cokpauenus: BO3 — BcemupHas opranndaums 3gpasooxpanenmns, FKMIM — runeptpoduyeckas kapamommonaTus.

Mpunoxexne B. UHdopmaums gna naumeHta. O6Wwme pekoMmeHaauum no o6pasy XXn3Hu
(apanTupoBaHo [4])

Harpysku

Lueta

Mpodeccus

Kypenne

CekcyanbHas akTMBHOCTb

BoxaeHue aBTomobuns

BakumnHauus

JlekapcTBeHHble
npenaparbl

CTpaxoBaHue X13H1

ABunanepeneTbl

MauyieHTam cnepyet n3beratb COPEBHOBATENLHOMO CMOPTA, HO MO BO3MOXHOCTY MOAAEPXMBATb 00bIYHBIN 06pa3 Xn3Hu. B oTcyTCTBIUM
cumMnToMoB 1 dpakTopos prcka BCC nauueHTsl ¢ TKMIT MoryT y4acTBoBaTh B pU3NHECKON akTMBHOCTW OT HEGOMbLLIOI A0 CPeaHel
CTEMNEeHN MHTEHCUBHOCTY, B COOTBETCTBUW C PEKOMEHAALMAMY kapavonora

MauneHTam cnefyeT ctapatbCsi NOALEPXMBATL HOPMabHbIN BEC TENA.

lMpuem 6onbLLOro 06bema NULLY MOXET Bbi3BaTb 60U B rPYAHO KNETKE, 0COBEHHO Y NALMEHTOB ¢ 06CTpyKLUmei BTITX.
LlenecoobpasHo Yactoe Apo6HOe NuTaHwe.

3anopbl — 4acTblil TO60YHbIN 3dEKT Bepanammna**, 4OMKHbI KOHTPOMPOBATLCS ANETON U/UiKN CNabUTeNbHBIMI CPeACTBAMM

BonblumHcTBO NaumeHTos ¢ FKMI MoryT npogonxats 06bl4HYIO TPYAOBYIO AEATENbHOCTL. YPOBEHb DU3NYECKMX YCUAMIA Ha paboTe
JLOJIXEH COOTBETCTBOBATH K/IMHUYECKOMY CTaTyCy NaLueHTa.
Jinsi HEKOTOPbIX BIAOB AESTENBHOCTY (MMAOTUPOBaHME, BOEHHas Ciyx6a) CYLLECTBYIOT CTPOrMe OrpaHU4eHs npy npuemMe Ha paboty

HeT faHHbIX 0 cBs3n TaBakokypeHus n FKMIT, Ho nauyeHTam HeoBXoaUMOo NpesoCcTaBUTL MHGOPMALMIO O PUCKaXx As 300POBbS,
CBA3aHHbIX C KypeHuem

Y naumneHToB AoskHa 6biTb BO3MOXHOCTb 06CYAUTL MHTEPECYIOLLME NX BONPOCHI CEKCYalbHON aKTUBHOCTU. MauneHTbl nocne
YCTaHOB/IEHUS AMarHo3a YacTo UCTbITbIBAIOT GECMOKOCTBO, AEMPECCHIO U CTPax NepeaaTb 3a601eBaHNe MOTOMCTBY.
MauveHTam cnepyeT 3HaTb O BAUSHAW MPUHUMAEMbIX 1EKAPCTBEHHBIX NPENAPaTOB Ha NX CEKCYasbHYI0 aKTUBHOCTS.
MauveHtam cnepyet n3beratb Npuema UHrMbMTOpoB dochoamnacTepassl, 0COBEHHO NP Hanuuuu obeTpyKLmm BTIDK

BOonbLMHCTBO NauneHToB MOryT NoJly4aTb BOAUTEJIbCKME MPaBa U NPoAos/IXaTe BOAUTb MALLNHY, €C/TN Y HUX HET NHBANTNANINPYIOLLINX
CUMNTOMOB

[Mpu OTCYTCTBUM NPOTUBOMOKA3aHNI PEKOMEHA0BAHA EXEroaHas BakuyHaums OT rpunna

MauveHTam cnegyeT 3HaTb O MPUHUMAEMbIX UMM JIEKAPCTBEHHBIX Mpenaparax, Mx noboYHbIX addekTax n Mex1eKapCTBEHHOM
B3aUMoencTBIN. 10 BOBMOXHOCTYM creayeT 13beratb nprema nepudepruyeckmx Basoaniatatopos, 0Co6eHHo npu o6eTpykumn BTIDK

JnarHo3 FKMIT MoxeT npuBecTy K 3aTPyAHEHNAM NPpY CTPaxOBaHUN XU3HN

BONbLUMHCTBO 6ECCUMMTOMHBIX MALWIEHTOB UM C HE3HAYNUTENLHOM CUMMNTOMATHKOM MoryT 6e30macHo coBepLiaTb aBnanepeneTbl

Cokpauwenus: BCC — BHe3anHas cepaeyHas cmepTb, BTJIK — BbIxogHOM TpakT nesoro xenyaoyka, F’KMIM — runeptpoduyeckas kapamomvonatus.
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Mpunoxenne M. MpuHUMNBI U 0COOGEHHOCTY AMArHOCTUKA U OLLEHKU CePAEeYHO-COCYAUCTOro pucka
npu F’KMMN

TaGnuua 1
N3meHeHus nabopaTopHbIX TECTOB, MO3BONSAIOLME 3aN0[03PUTD
HekoTopble peHokonuu FKMI (aganTuposaHo [4])
Tect 3abonesaHus (deHokonumn FKMM)
Femorno6uH Mpn aHeMun ycunmeaioTcs 6011 B FPYAHON KNETKe 1 OAbILLKA, U ee CNeayeT UCKoYaTb MPY N3MEHEHUN
CUMNTOMATUKW.

AHemMus, BbI3blBas TaxMKapamio, MOXET crnocobeTBoBaTh yBennyeHnio [ B BT/IK.
CHWXEHVe KUCNIOPOA-TPAHCMOPTHON GYHKLMM KPOBM MOXET SBASETCS LOMONHUTENBHBIM (GaKTOPOM MLIEMUN
mMuokapaa

DyHKLMS noYek Y nauyeHToB C TSXEeNoi neBoxenyno4koBoit XCH MoXeT 6biTb HapyLLeHa GYHKLMS MOYeK.
CHwxervie CK® 1 npotenHypus MoryT Habnioatscs npy amunonpoae, 6oneaqn Augepcora-dabpu
1 MATOXOHAPWAbHbIX 6ONE3HSAX

BNP v NT-proBNP [Iuarnoctvka XCH Ha paHHeii ctagum. MoHutopuHr TsxxecT XCH v oTBETa Ha Tepanmio npy heHoKonusx
FKMI (Hanpvmep, kapananbHOM aMunonose)

CepaeyHblii TPOMOHWH NoBbILEH:
— y nauwenToB ¢ FKMI, ocob6eHHo npyv nporpeccupoBanny cumnTomos KM,
— npwu pa3sutim UM 2 nnm 1 tuna,
— npu HekoTopbIx deHokonusx FKMIT (Hanpumep, kapananbHOM aMmunona0se)

Onpepenexre KOHLEHTPaLmy CBOGOAHbIX NErkux Mpun nofo3pernn Ha AL-amnnonzos cepaua
uenei MMMyHOrI00yNMHOB (kanna u namo6aa)
B KPOBM 11 MOYE

MccnepoBaHye KOCTHOTO MO3ra Mpu nofo3peHun Ha amnnonao3 cepaua

TpaHcaMuHaskbl neyYeHn MeyeHOouHbIE TECTbI MOTYT ObiTh U3MEHEHHBIMMW MPU MUTOXOHAPUANbHLIX 6onesHsx, 6one3Hn JaHoHa

KpeatnHdocdokmHaza KpeaTuHdocdhokmHasa nnasmbl Bo3pacTaeT npy 601e3Hn laHoHa 1 MUTOXOHAPUANbHLIX 60NE3HSAX,
[eCMVHONATMSAX

AKTUBHOCTb anbda-ranakroanaasbl A Y MyxumH ¢ 6oneaHblo ApepcoHa-dadpu Huakas (<10% OT HOPMabHOTO YPOBHS) UNK Heonpeaensemas

B Nnasme/neikoumutax (y myxymH >30 net) aKTMBHOCTb anbda ranakto3naassl A.

Y XEeHLLUMH ¢ 6onesHblo AHaepcoHa-Pabpy ypoBeHb hepmeHTa B nias3me 1 NeiikoumuTax 4acTo B npesenax
HOPMBbI, MO3TOMY MPU KSIMHUYECKOM NOAO3PEHUN TPEBYETCS reHeTUYECKOe TECTUPOBaHUE

Mioko3a HaToLak MoxeT ObITb MOBbILLIEHA MPU HEKOTOPbIX MATOXOHPUANbHBIX 60NE3HSX

OueHKa yHKLMN LMTOBUAHOMN Xenesb JonxHa GbiTb ONpeaeneHa B MOMEHT NOCTAHOBKM AMArHo3a 1 MOHUTOPMPOBATLCS Kaxable 6 Mec.
y naupeHTos ¢ FKMI, nonyyaroLimx ammonapoH**

JNakTaT nnasmbl YBENMYEH Y HEKOTOPBIX NALWMEHTOB NPYU MUTOXOHAPUANbHBLIX 60NE3HSAX
Cokpawenusi: BT/IDK — BbIxogHO TpakT neBoro xenynouka, [, — rpagveHt gasnenus, FKMM — runepTtpoduyeckas kapanommonatus, UM — nHdapkT muokapaa,

CK® — ckopocTb knyboukoBoii ¢unstpaumm, XCH — XxpoHnyeckas ceppedHasi HepocTaToqHoCTb, BNP — mosroBoii HaTpuitypetudeckuii nentug, NT-proBNP —
N-KOHLIEBOI parmMeHT NpeLecTBEHHMKA MO3rOBOro HaTPUIYpPEeTUYECKOro NnenTuaa.
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Tabnuua 2

SKr-aHomanuu, no3songiowme NPeanonoX1Tb KOHKPETHbIN aguarHo3 ¢peHokonuu FKMI
vunu mopdonoruyeckuii Bapuant FKMIM (agpantupoBaHo [164])

Ocob6eHHoCTH

KopoTtkuin PR-uHTepBan/paHHee
B030YXaeHve

AB-6nokaza

BripaxenHas [T (nnoekc Cokonosa >50)

Huskuii Bonstax QRS (1nv HopManbHbIi
BOJIbTAX HECMOTPS Ha YBENNYEHNe
TONLWMHBI CTeHkM JTXK)

BekTop QRS ot -90° no -150°

[uraHTCKkuin HeraTveHbIi 3y6el, T (>10 Mm)

MaTonoruyeckuin 3yéew, Q (>40 mc v/vnn
>25% rny6uHbl

R-BOsHbI M/unu rnybuHa >3 MM X0Ts 6bl
B BYX 0TBefeHUsIX, Kpome aVR)

Ceopuatas anesauysi cermeHta ST
B NaTepaibHbIX FPYAHbIX OTBEAEHUAX

KommeHrTapwii

PaHHee BO36yxeHMe XeNyao4KoB — YacThlii peHomeH 6onesHeit HakonneHus (6onesuu Momne, PRKAG2 n [laHoHa)
1 MUTOXOHApPUanbHbIX 6onesHeit (MELAS, MERFF).
KopoTkuit PR-uHTepBan 6e3 paHHero Bo30yXAeHUs Xenyao4koB BCTpedaeTcs npu 6oneaHn AnaepcoHa-dabpu

MporpeccupytoLlee 3amenneHvie AB npoBesieHMs YacTo BCTPEYAETCS NPV MUTOXOHLPUANbHbIX 3a001€BAHUSIX,
HEKOTOPbIX 60NE3HsX HakonneHus (Bktoyas 6one3Hb AngepcoHa-MPabpu), aMunonaose, LECMUHOMNATHSX,
a TaKkxe y nauyeHToB ¢ Mytauusamm B reHe PRKAG2

YpesBbluaiiHo 60nbLLOI BonbTax QRS Tvnuyex ans 6onesHein Momne u laHoHa, HO MOXET ObiTb PE3YNLTATOM TONILKO
paHHero Bo36yXAeHS Xenyno4KoB

Huskuit Bonbtaxk QRS B 0OTCYTCTBME NEeprkapamnanbHOro BbiNoTa, OXUPEHNs 1 60Ne3HN Nerkrx peako HabnoaaeTcs
npu FKMIT (3a ncknioyeHnem ciyyaeB CTaammn AeKOMMNeHcaLmn), Ho XxapakTepeH As nauneHToB ¢ AL-amnnongo3om
1 pexe — Npy TPAHCTUPETVHOBOM ammIonao3e.

[nddepeHumansHbiii auardos mexay F'KMI v kapavansHon GopmMoi aMnnonao3a BKAYaeT aHanm3 COOTHOLLEHNS
BonbTax/macca JIX:

aHOMaJIbHOE COOTHOLUEHME (HU3KWIA BONBTaX NPy TOALLMHE CTeHkn JK >12 MM) xapakTepHO A1 KapayanbHOro
amunonzo3a (4yBCTBUTENLHOCTb 75%, cneunduyHocTb 67%)

HabniopaeTcs y nauveHToB ¢ CMHAPOMOM HyHaH, MMeloLLVX BbipaxXeHHyIo 6asabHyto runeptpoduio,
pPacnpoCTPaHSAIOLLYIOCA Ha BbIXOAHOM TpakT MK

TUraHTCKuiA HeraTvBHbIi 3ybe, T B NPeKopAVanbHbIX /U NepeaHenatepanbHbix 0TBEAEHUSX CBUAETENLCTBYET
0 BOBNIeYEHMM BepXyLIKu JDK

AHoManbHO rny6okuii 3ybel, Q B nepeaHenarepanbHbix 0TBEAEHMSX, 0ObIYHO C NONOXUTENbHON T-BOHOM,
accoLMMPOBaH C aCUMMETPUYHON runepTpodueit JK.
AHOManbHas NPoAOMXUTENLHOCTL 3y6ua Q (240 mc) accoummpoBaHa ¢ obnacTsaMu GUBPO3HOro 3amMeLLeHms

Y HeKOTOPbIX NALWEHTOB C anuKanbHON WK AUCTaNbHOW rMnepTpodren pa3smBaloTCs anmkanbHble aHEBPU3MbI,
MHOraa accouMmpoBaHHbie ¢ GrMbpo3om Mrokapaa. Manbix pasmepoB aHEBPK3MbI BLISIBSOTCS TOALKO npu MPT
cepaua, IxoKI ¢ KOHTPaCTPOBAHMEM U BEHTPUKYNOrpadum, YacTo aCCoOLMMPOBaHLI C aneBaumneii cermenta ST
B flaTePasIbHbIX MPYAHbIX OTBEAEHMSAX

CokpateHusi: AB — atproBeHTpukynsipHblid, TKMIM — runeptpoduyeckas kapavomuonatus, [TXK — runeptpodus nesoro xenynouka, JDK — nesbiii xenynodek, MPT —
MarHUTHO-pe3oHaHcHas Tomorpadus, MK — npasbiii xenyaoyek, IxoKI — axokapamorpadus.

Tabnuua 3

MapameTpsbl npotokona TT-AxoKr-uccnepoeanusa y naumenta ¢ FKMIMN (apantupoBaHo [216])

MapameTpel

TonwwmHa mvokapga JIX (B 16 cermeHTax JIXX)
KonnyecTtso runepTpodupoBaHHbIX CErMEHTOB

K

Tun runeptpodum JIXK
MatTepH Mmopdonoruy MXI

TonwmHa muokapaa Mx

TekcTypa muokapaa JIK

MccnepoBaHue pa3mepos 1 06bemoB JIK

Mccnenosanve pasmepos MK

McenepoBaHue pa3amepoB 1 06bemos J1M un MM

OueHka TONLWWHBI MeXNPeacepaHon
neperopoaku

BuayanbHas oLeHka KMHeTUKM Mruokapaa JIK

n MK

KommeHTapum

— W3mepeHvie TonwmHbl CTeHOK JIK cnefyet npoBOAUTL B KOHEYHO-ANACTONMYECKYIO dagy,
NPeanoyTUTENbHO — B NapacTepHasIbHOM NO3MLIMK MO KOPOTKOM ocu JIX (XenaTtenbHo TONLMHY MUokapaa

B rMnepTpodrpPOBaHHbIX CErMEHTaxX OLEHVBATb B HECKOIbKUX MPOEKLMSIX, HO M3MEPEHUS B annKasbHbIX CKaHax
NEePEeOLIEHNBAIOT TONLLMHY MUOKapAa N3-3a OrpaHnyeHunii GOKOBOro pa3peLLeHus).

— W3beratb BKIO4EHUS B TONLLMHY Mrokapaa MX-Tpabekyn.

— KputnyHble nokasartenu: MakcMmanbHas TonwmHa cteHku JDK (ctpatndukaums pucka BCC) u TonwyHa
CTEHKM B MECTE MUTPaJIbHO-CEeNTanbHOr0 KOHTakTa (Bbibop CM3-CAA)

ACMMMETpUYHAs, CUMMETPUYHAS, anukanbHas, CPeAVHHO-XENYA04KoBas, Apyrue otaensl JIK.

Mopdonorus MXI: gsosikobinyknas, curmosmaHas, runeptpodus scen MXI

OueHuBaloT B 6a3abHbIX, CPeAVHHbIX M anvkanbHbIX CErMeHTax (HopMasbHbe pasMepbl <5 MM B 1306paxeHnn
napacTtepHanbHOM M0 AJIMHHOM OCU HA YPOBHE XOPZ, TPMKYCMMAANBHOIO knanaHa). Msberathb BKo4YeHNs
3MnMKapaMansHoro xupa B namepexne muokapaa Mx

“BrnecTawmir’, rpaHynspHOCTb (4515 ckntoyeHns deHokonuin TKMIT).

Hanuyune kpunt mrokapaa (npyv MPT 6onee TouHas AMarHocTuka)

KAP*, KCP, KOO 1 KCO

B napactepHanbHOM 1 anukanbHOM No3numn

YBenunyeHve JIM oTHocuTCs K AononHnTeNbHbIM hakTopam pucka BCC

[nsa neknovenns peHokonuii FTKMIM (amunonno3s)

BbisiBneHve 30H nwemunm/nepeseceHHoro M
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BunayanbHas oueHka knanatos (MK, AK, TK, MK)

ManunnapHble MblLULLbI

Hanuyune v cteneHb 06¢TpyKummn BTIIK
UM CPeANHHO-XENYA04KOBOV 0B6CTPYKLMN

EcTb nn 06¢Tpykums BTMX

OueHka knanaHHoi peryprutauumn, ocobesHo MP

MccnenoBaHue cuctonmnyeckoin dyHkumm JHK
n X

Mccneposanve anactonnyeckon dyHkummn JHK

OueHka npoaosbHoii aedopmatyn JHK
(2D-strain)

OueHka Hanmyms XuaKoCTW B NONOCTH nepukapaa

OueHka amameTpa v CTeneHy KonnabrnposaHms
HVXXHE NONON BeHbI

Oco6oe BHMMaHVe — MK:

— Hanuyue MNCA ctBopok MK, Hanuuve MUTpasnbHO-CeNnTanbHOro KOHTakTa (BaxHast xapaktepmctuka FKMIM,
HO Takxe MoxeT Habntopatbes He npu MKMIM y naumeHToB ¢ ManeHbkuM JDK He3aBUcUMO OT Hanuyms TTDK,
npwW rMNoBOAEMUM, NOCE KaPAYOTOPaKaNbHbIX XMPYPrUYECKUX BMELLATENbCTB)

— €CTb NN yANMHeHne (136bITO4YHOCTb) CTBOPOK MK, Hannuue u cteneHb nponabuposaHms ctBopok MK

Konu4ecTso, eCTb /i AUCAOKaLMUS

— Peructpauus kposoToka 4epes AK/BTJTX — natTepH gonnneposckoro cnektpa u senunyvta I s BTDK.

— CnepyeT 1cnonb3osaTh creaytoLme Gpopmynbl ans pacyeta Il 8 BT/IX: ypasHeHne BepHynu Ap = 4 x V max?,
€C/IM MOXHO TOYHO M3MEPUTb CKOPOCTb KPOBOTOKA B NyTH 0TTOKa JTXK; dhopmyna knmHmkn Meiio “Ap = [(4 x V max
MP?2) + p JM] - cuctemHoe cucTonmyeckoe AL, €CAN Hannume BbpaxeHHo MP He N03BONSET TOYHO M3MEPUTL
CKOpPOCTb KpoBoTOKa B MyTW oTToKa JK (pJ1M — naBneHvie B NeBOM NpeLcepamn, UCNONb3YeTCst KOHCTaHTa —

20 MM pT.CT.).

— Heobxonnmo ybeamTbesl, 4TO PErMcTpUpyeTcs Tonbko KpoBOTOK B BTITK 1 He “3axBaTbiBaetcs” Tok MP.

— Ecnwm B nokoe '], B BT/ <30 MM pT.CT., cneayeTt NpoBecTy NpOoBOKaLmOHHY0 Npoby Banbcanbsbl.

— Y HeKoTopbIX NauveHToB BennyuHa [ 8 BT/IK 6osbLue B NONOXEHUM CUAS 1 CTOSI, 4eM fiexa, No3ToMy
HeobxoanmMo usmepenue I, 1 B NONOXEHUM NaumeHTa Cuas n cTos

Peructpauysi ckopocTu kpoBoToka B BTIMXX 1 Ha ypoBHe cpeanHHbIX cermeHToB MK

Mpu MP, o6ycnosnerHoii NMCH MK, Tok, kak NpaBuno, Hanpae/ieH natepanbHo U k3aau, a cteneHb MP
nponopuyoHanbHa BolpaxeHHocTV MC 1 MUTpanbHO-CenTanbHOMY KOHTaKTY.

Ecnu HanpaBnexune Toka MP atunnyHo nnm He nponopuyoHansHa MNCJ, BO3MOXHa camocTosTeNbHas NaTonorus
MK; 3T0 KpUTUYHO A5t BEIBOPA XMPYPrYECKOro UM SHA0BACKYNISPHOr0 METOAA NNEYEHNs!

®B JIX yacTo cBepxHopMasbHa, 0COBEHHO MpK ManeHbkom JIXK, YTo MOXeT He KOPPEKTHO OTpaxaTb
COKPaTUMOCTb KapAMOMMOLMTOB. Bonee To4HbI NPoAObHLI 2D-strain 1 TkaHeBas fonnneporpadus
(s’ <4 cm/c — npepukTop pa3eutns XCH 1 nnoxoro nporHo3a).

Insa MX: TAPSE, 2D-strain ctexku MX

CornacHo pekomeHpauusm ASE n EACVI (2016), npu TKMIT cnepyeT oueHvBaThb CTeneHb AMacTonmn4eckon
amchyHkumm. Kntovesow napameTp auactonnyeckon ancdyHkumm JDK — nasneHve HanonHenns JIK

(KAA JIX). Ero HemHBasueHas oueHka MHorodaktopHa. Mo pekomeHpaumsm ASE v EACVI (2016) npy KM
BbIBOZ, 0 nosbiweHun KA JIX cnepyer, ecau:

1. cp. E/e’ >14 cm/c,

2. pa3Huua LAUTENbHOCTU PEBEPCUBHOM BOMHBI A B IErOYHbIX BEHAX U BOJIHBI A TPAHCMUTPANIbHOrO KPOBOTOKA
(Ar-A) 230 mc,

3. unpekc obbema J1M >34 ma mn/m2,

4. nkoBas CKOPOCTb TPMKyCNMAanbHo peryprutauumn >2,8 m/c (CAJIA >35-40 mm pT.CT.).

Bonee nonpo6HO 06 anropyTMax OLEeHKV ANacTONMYECKON ANCHYHKLIMM B Pa3HbIX KIIMHUYECKNX CUTYALIUSX —
cM. pekomeHnzaummn ASE/EACVI (2016) no nccnepoBaHuio AuacTonmnyeckon dyHkummn JIK

C nocTpoeHviem cermMeHTapHoii cxembl-mulleHn JIX (bull’s eye). MaTtepHbl 2D-strain pa3nuyHbl npu FKMIM
n dperHokonuax FTKMM

Mckmiodenne dpeHokonuin TKMI (xapakTepHO A9 kapAvanbHOro ammnonaosa)

Heobxopmma onst pacyeta COJIA

Mpumeuanue: * — npu S-o6pasHoit MXM KAP cnepyet namepsTb B 2 BapuaHTax — Ha ypoBHe 6a3anbHbix cermeHToB JIXK v 6avxe K CPpeavHHbIM CerMeHTam, rae OH

MakcumaneH (cMm. pekomerpaumun ASE 2019).

CokpaweHnusi: AL — apTepuansHoe aaBnexue, AK — aoptanbHblii knanad, BCC — BHe3anHas cepaeyHas cmepTb, BTJIK — BbIxoAHO TpakT NeBoro xenyaoyka, BTMK —
BbIXOAHOW TPAKT NpaBoro xenynouka, [ — rpaguent pasnenns, FTKMIM — runeptpoduyeckas kapanomuonatus, UM — nndapkt muokapaa, KA — koHeyHo-amacTo-
nnyeckuin gnametp, KOO — KoHeyHo-AmacTonuyeckunin oobem, KAP — koHeuyHo-amacTonmyeckuii paamep, KCO — koHewHo-cuctonmyeckuii 06bem, KCP — KoHeuHo-
cucTonuyeckmii paamep, JDK — nesbiii xenynoyek, JIN — nesoe npeacepave, MXI — mexokenynoykosas neperopoaka, MK — mutpanbHbiii knanad, MP — muTpansHas
peryprutaums, MPT — MarHuTHO-pe3oHaHcHas Tomorpadus, MK — npasbiii xenynoyek, MK — nynsMoHanbHbIi knanad, MM — npasoe npeacepave, NCL — nepenHe-
cucTonuyeckoe apwxenne, CAA — centanbHas ankoronbHas abnaums, COJIA — cUCTONMYECKOE aBneHne B eroyHoit aptepun, CM3 — centanbHas MnoakTomms, TK —
TPUKyCNMaanbHbiid knanaH, @B — dpakums Beiopoca, XCH — xpoHnyeckas cepieyHas HeLoCTaTo4HOCTb.

Onuus
OueHka npoponbHoii aedopmauyn JIX (2D-strain)

3-D pekoHCTpyKLMS

Ta6nuua 4
JononHuTtenbHble onuuu npn AxoKr

Llenb ncnonb3oBaHus

C nocTpoeHviem cermMeHTapHoii cxembl-muliern JIXK (bull’s eye). MatTepHbl 2D-strain pas3nunyHel
npvt FKMIT n dpenokonusax FKMI

Ouetka mopdonorun MK ans BbI6opa Xvpypruyeckoi TakTvku

CoxkpauweHusi: F'KMIM — runeptpoduyeckas kapavomuonatus, JK — nesbiit xenynodek, MK — MuTpanbHbIii knanax.
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Tabnuua 5
AxoKrI oco6eHHoCcTH, NO3BONSAIOLWME NPeAnonoxuTb auario3 ¢penokonuu FKKMM (agantuposaxo [4])

YTOnweHne mexnpeacepaHori Neperoposku Amunnongos

YTonwexue cteopok MK Amunongos, 6onesHb AHaepcoHa-Pabpu

TmnepTpodus ceoboaHOMN cTeHkm MK AmMunoungos, MuokapamT, 6one3Hb AugepcoHa-dabpu, cuHapom HyHaH

MepukapananbHblii BLINOT AMUNONI03, MUOKAPAUT

YBennyeHne axoreHHocTn muokapaa JIK Amunongos

KoHueHTpuyeckas MK MuToxoHapuansHble 601e3HK, amunonaos, 6one3Hb AHaepcoHa-Pabpu, Mytaumn B reHe PRKAG2

AKcTpemanbHas KoHLeHTpudeckas T (TonwwHa cteHok >30 vm)  BonesHb [laHoHa, 6onesHs Momne

nob6anbHas runoknHeaus JIK (C Hanmymem unm oTCyTCTBUEM MuToxoHapuanbHble 601e3HM, aMunonao3, MyTauumn B reHe PRKAG2, BoneaHb [laHoHa, M1oKapauT,
nunataumm JIX) no3pHsist ctagms FKMI, 6onesHb AHpepcoHa-dabpu

06CTpyKLMS BbIXOAHOTO TpakTa MX CuHApoM HyHaH 1 accoumMmpoBaHHbIE CUHAPOMbI

Cokpauwenust: [TDK — runeptpodus nesoro xenynouka, JIK — nesblin xenynoyek, MK — mutpanbHbiii knanaH, MK — npasblii xenynoyek.

Tabnuua 6
MapameTpbl, KOTOpPble He00Xx0aUMO oueHuTb Npu MPT cepaua y naumenTa ¢ FKMI

JIK KAP, KCP, ®B, macca mvokapaa

Hannyune HapyLieHuin cerMeHTapHoro cokpatleHms mmokapaa JIK
BTJ/IX AHaTomuyeckne ocobeHHocT BTIDK, Tmna n mecta o6¢Tpykumm B JIK

BenuuunHa nukosowi ckopocTu/I, B BT/IX (dpa3oBo-koHTpacTHas MPT ¢ koaMpoBaHMeM CKOPOCTM)
X KAP, KCP, ®B, pa3mepsl, Hann4ve obctpykumm B BTIX

Mwuokapg, JIX — TonwwHa myokapaa JIK B anactony no kopoTtkoii ocu JIK cornacHo 17-Tv cermeHTapHoi moaenw
— Jlokann3aums/pacnpoCTPaHEHHOCTL/KONMYECTBO rMNEPTPOPUPOBaHHbIX CerMmeHToB JIK
— Mopdonoruyeckuii Tun FTKMI (acMMmeTpryHas, CUMMETPUYHAS, anvkanbHas, CPeaHexXeya04KoBas)
— MatTtepH mopdonoruy MXTT (aBosikoBbiNyknas, curmoBuaHasi, Bcs MXXIT)

lo3gHee HakonneHve rafonnHns Hanuyne, natTepH, pacnpoctpaHeHHOCTb MHI B % oT 06Lueit Maccsl Muokapaa JIK

MPun TP Hanunune MP 1 TpukycnvuaanbHoi peryprutaumm, CteneHb, Gpakumns peryprutaumm

Annapat MK (cTBOpKy, xopapl, MM) CTpoeHue, onvcaHne aHoManmii (CMeLLeHne/“pacLuenneHne” rofnoBok 1 runepMobunsHoCTs MM), cBsidb ¢ 06CTpyKLMel
BTJ/DK u MP

nnwnn Pa3mepel

[lononHuTenbHble aHoManum Mpw nnaHmposaHum CM3/PM3 — naeHTuduumpoBarve “kpunt” y naumeHTos ¢ FTKMIT ¢ ykasaHWem KonMyecTsa 1 ryouHbl
nedekToB

CokpaweHus: BTJIK — BbIXOAHOW TpakT neBoro xenynouyka, [, — rpagveHT aasnenns, KOP — koHeyHo-anacTonmyeckumii pasmep, KCP — KOHEYHO-CUCTONMYECKHiA
pa3amep, JTK — nesbiit xenynoyek, JIN — nesoe npencepavie, MXI — mexxenynoukosas neperopoaka, MK — mutpanbHbliii knanad, MP — mutpanbHas peryprutaums,
MPT — MarHuTHo-pe3oHaHcHas Tomorpadus, MMV — nanunnapHble Mbiwusl, MM — npaBoe npeacepane, PM3 — paclumperHas muoaktomus, CM3 — centanbHas M1o-
akTomus, TP — TpukycnuaanbHas peryprutaums, ®B — dppakuys Boibpoca.

Tabnuua 7
BapuaHTbl Harpy304HbIX TECTOB

Harpy3ouHblii TecT ¢ peructpauveit KM n AL, Tpeamun Crpatndukaums pucka BCC
BenoapromeTp (pexe)
Ctpecc-9xoKlr Tpeomun — [lnarHocTuka naTeHTHOW 06CTPYKLMM
“Nlexxayuit” BenoapromeTp — Crpatudukaums pucka BCC (avnamuka AL v I1)
— WHpyuvpyeTcs nm nwemuns Muokapaa
— OueHka 3 deKTUBHOCTN NPOBOAVMON Tepanun
— [naHypoBaHne ANarHOCTUYECKIX MEPONPUSTUARA Y NaLMEHTOB C oMU
B 06nactu cepaua (HeobxoaumocTs KAT)

SprocnmpomeTpust Tpeamun Mpwv nnaHMpoBaHUM TpaHcNaHTaLWMm cepaua

Cokpauwenusi: Al — aptepvansHoe paenexvie, BCC — BHesanHas cepaeuHas cmepTb, [ — rpaauneHT nasneHus, KAl — kopoHapoaHruorpadus, SKI — anektpokap-
nvorpamma, 9xoKIm — axokapavorpadpus.
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[unarHocTuka y poaCTBEHHUKOB NpobaHAa, HocuTenei mytauuii reHotun(+)/dpeHorun(-)

B goruneptpoduyeckoin cragum (agantuposaHo [173])

OT1nonarorenes MeToapl JMATHOCTHKH/HAXOAKH
MyTanusi B rese,
KOZMpYIoleM -— > TeneTnyeckuii anaan3

CapKOMepHbIii 0e10K

v

OxoKI'/MPT:

3
Jedexr _g anovamu MK u nanuuisipHbIX MbIIIL,
CapKOMEpHOTro 0enKa = KPHIITBI MHOKap/ia
>
¢ g xoKT:
_E. | CKOpOCTHBIE IOKA3ATE M IPH TKAHEBOI
Hapymenne é_ /W nonmneporpadun
coxkpatumocTu KMIT = ﬂ J nedopmanms muokapna JIZK
1 E /
S
Disarray - = > HNsmenenns na DKT
/
Dubpos £~ > MPT: moryr Gbrrs 30r61 [THT
Y
T'uneprpodus

Tabnuua 8

Cokpawenust: JK — nesbiii xenynodek, KMLL — kapanommount, MK — MutpanbHbiii knanaH, MPT — MarH1THO-pe3oHaHcHas Tomorpadus, MHIM — no3aHee HakonneHwe
raponuuus, 9K — anektpokapanorpamma, 9xoKIm — axokapavorpadus.

®dakTopsl pucka paseutus UM 2 Tuna y naumentos ¢ FTKMIM

Basosbie ycioBusi: IIpoBouupyiomue ¢hakToOpbI:
Creno3 KA DakTopsl e Taxukapmus
<50% XPOHIYECKOi e TAI
(B crapmeii HIEeMHH e Crpecc
BO3PACTHOM MHOKApaa
rpynmne) + npu TKMIT + e  Harpyska
e (DaKTOPbI CHIKEHHS
Komopouanocts (INOCA) nepy3un MUOKapaa
) |
1M 2 tuma (MINOCA)/

0CTpOe NMOBPEkKIECHHE MHOKAP/A

Tabnuua 9

Cokpawenus: ALL — aptepuanbHoe gasneHve, TKMIM — runeptpoduyeckas kapavomuonatus, UM — uHdapkt muokapaa, KA — kopoHapHas aptepusi, INOCA —
Ischemia with Non-Obstructive Coronary Arteries, uwemusi Mokapaa npu HeoBCTPYKTUBHOM NMOPaXeHUN anukapamanbHbix KopoHapHbix apTepuit, MINOCA — uHdapkT

MVOKapAa Npy HeOBCTPYKTUBHOM MOPAXEHUM ANnKapAnabHbIX KOPOHAPHbIX apTEPWIA.
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Cxema guddepeHumanbHoro guarHosa NKmMIn
1 6asanbHOW cenTanbHOI runepTpodun (agantTuposaHo [434])

S-oopasnas M2KII
TommuHa nepeaHe-0asaabHoro cermenta M2KIT >12 mm
Ornomenue TM2KII (6a3anbhbiii cerment)/TMZKII (cpenuuii cermenr) >1,5
HeT Cewmeiinbiii anamae3 'KMII/BCC na
HeT Kimanyeckas cuMOTOMaTHKA na
HeT O6crpykmms BTJLK, IIC MK na
HeT TMXII >1,5; T3CJILK >1,1 na
A Y
Y
“Boimykiocts”
. Heonpeznesienno 'KMII
6asabHoil MIKIT pen
A A
Y
HeT IIYCT npu MPT na
HeT IIpuunHHAS MyTALNS IPH TEHETHYECKOM TECTHPOBAHUN aa
HeT “disarray” KapIHOMHOIMTOB NPH OUOTICHI MHOKAP/A na

Tabnuua 10

Cokpawienus: BCC — BHe3anHas cepaeyHas cmepTb, BTJDK — BbixogHol TpakT nesoro xenynouka, FTKMM — runeptpoduyeckasn kapanommonatus, XHP — xenynouko-
Bble HapyLeHus putMa, T3CJDK — TonwmHa 3aiHein CTeHKM NeBoro xenynouka, MXI — mexokenynoukoBas neperopoaka, MK — mutpanbHbiii knanaH, MPT — marHuT-
HO-pe3oHaHcHast Tomorpadus, NMCHO — nepenHe-cucTonuyeckoe AsuxeHve, MYCI — no3aHee ycuneHve curiana ranonuHuem, TMXI — TonwmHa Mexokenyno4koBoi

neperopoakm.

OnddepeHumnanbHag guarHoctuka FKMIM n cnoptusHom MK

Cnopremen, K, Tommmaa crenku JIZK >13 mm

I'KMII

Cnoprusnasa I'JIZK

Cemeiinblii anamae3 KMII
ZKeHckuii mosx

DKT': nmarrepast TKMIT

Ox0KT', MPT: KJIP JIXK <45 mm;
acummerpuunas IJIK; OTC >0,5;

Kak npaBuio y cnoprcmenoB Het IIC/I MK;
JMacToandeckast TucQyHKIus;

ecTb 30HbI ITHI" (He B HavabHbIX (ha3ax);

Crpecc-tectsi: VO, make. <50 mr/Kr/mun
wm <120% oxunaemoii; moryT 0biTh 2KHP;
JAJI nm HeI0CTATOYHbII IPUPOCT HA TIHKE
HATPY3KH

Het ymeHbLIeHHS TOIMHDBI cTeHOK JI2ZK
4epe3 HECKOJIbKO MecsIIeB nocie
NpeKpalieHns Harpy3Ku

Her cemeiinoro anamue3a 'KMII
DKT': BoabTaxkubie npuzHaku [JI2K

OxoKTI' u MPT: K/IP JIZK >45 (55) mm;
acumverpuunas ['JI2K, OTC <0,5;

ser IICJI MK; cynpanopmanbhas JI® JI2K
(yBeMYeHHEe CKOPOCTH PAHHETO

Hanoanenus JIXK); s’ >10 cm/c; Her 3on ITHT';

Crpecc-tectsi: VO, Makc. >50 mr/Kr/vun
wmn >120% oxunaemoii; Hetr 2KHP;
HOpMaJibHast peakuus AJ

‘YMeHbLIeHHE TOIMHBI cTeHOK JIZK
4yepe3 HeCKOJIbKO MECSIEB MoCie
npeKpanieHust Harpy3Ku

Ta6nuua 11

Cokpawenus: Al — aptepuansHoe aasnenue, TKMIM — runeptpodudeckas kapamomuonatus, K — runeptpocdus nesoro xenygouka, XXHP — xenynoukosble
HapyweHus putMa, KAP — KoHeyHo-auacTtonuueckuin pasmep, JK — nesbiid xenygodek, MK — mutpanbHbiii knanad, MPT — MarHWTHO-pe3oHaHcHast Tomorpadus,
OTC — oTHocuTenbHas TonLwmMHa cTeHku, MHI — no3aHee Hakonnerve ragonuHus, NMCL, — nepepHe-cuctonuyeckoe agmxenne, OKI — anektpokapavorpamma, 9xoKrr —
axokapavorpadus.
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Tabnuua 12
OrpaHu4eHus B MeTogax AuarHoCTUKM
npu 6epeMeHHOCTH

Meon  Omaeews e
OKI

Het orpaHuyenuii 1 Cc
AnekTpoduranonornieckoe nccnepoBaHne  MoXeT GbiTb BbINMOMHEHO MO XM3HEHHO BaXXHbIM NOKa3aHUsM 3 (0}
OxoKI TT-9x0KI — HEeT orpaHuyeHwnii 1 Cc
4M-3xoKI — ecnu TT-OxoKI™ HeAOCTAaTOYHO A5 NOCTAHOBKM IMarH03a unm Aetann3asumi HapyLieHuii
MPT Be3 ncnonb3oBaHWs KOHTpacTa (rafonnHuin) MOXeT ObiTh BbINONHEHA B cry4ae, ecnv OxoKI 2 Cc
HeA0CTaTOYHO A1 MOCTaHOBKM AyarHo3a
KT/MCKT MoxeT GbITb BbINOSIHEHA MO XU3HEHHO BaXXHbLIM MOKa3aHUSM 3 C
PeHTreHorpadws opraHoB rpyaHoi knetkn  MoxeT BbiTb BbINOSHEHA B Cy4Yae, eCnu Apyrue Metonisl 06C1eA0BaHNS He MOTYT 0ObSICHUTL reHe3 3 Cc
OfbILLIKM

Cokpauenus: KT — komnbioTepHas Tomorpadus, MPT — MarHnTHO-pe3oHaHcHas Tomorpadus, MCKT — mynstucnnpanbHas komnbloTepHas Tomorpadus, TT-9xoKlm —
TpaHcTopakanbHas axokapavorpadws, YA, — ypoBeHb LOCTOBEPHOCTY [oka3aTensCTs, YYP — ypoBeHb yoeanTensHocTy pekomeraaumii, Yr-9xoKI — upecnuiesopHas
axokapamorpadus, 9K — anekTpokapamorpamma, IxoKIm — axokapamorpadus.

Ta6nuuya 13
YnpolyeHHasa moaenb KJIMHUYeCKuX BapuaHToB TedeHus FKMIM
. AcumnToMHast AcuMnToMHas
T'eneTuyeckmii 3
o > JoruneprpouyecKas > runeprpoduyecKas craaus
il cramus (+/- o6crpykuus BTJLK)
+ cpenHe- CHMITOMHAS Maunenskuii JIZK
JKeJTyI04KOBast < + BbIpaKEHHAS
obcTpykums JIK runeprpoduyeckas 00CTpyKIMsA
cTaams BTJLK
+/- obcrpykmus BTJIK
(“KaaccuyecKuit
CraduibHoe < MOPhO-DyHKIHOHATLHBI
TeyeHne ¢enorun”) T X
BCC
Y >
A
+ ®I1 M
+ umemus,
CTEeHOKap/us, >
A\ WM 2 tuna
Hucynst HeonaronpusitHoe
. J pemozaeaupoBanue JIZK
(aunaTanuoHHas
= XCH II-1IV cr. cTaus)
AnukapHas >  ®BJIIK>50% —> ®BILK <50% |«
anespusma JOK KypabesbHasi/pedpakTepHast

CokpauweHusa: BCC — BHe3anHas cepaeyHas cMepTb, BT/IK — BbixoaHOM TpakT nesoro xenyaoyka, MM — nHdapkT Mrokapaa, JIK — nesbiii xenyaodek, OB JHK —
dpakums Beibpoca nesoro xenynouka, Pr — dubpunnaums npeacepanit, XCH — xpoHnyeckas cepaeyHasi He[oCTaTouHOCTb.
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Mpunoxenue 2. Lkanbl oLeHKN pucka

TaGnuua 1
LLikana nporHo3upoBaHusa BePOSITHOCTU OOHapyXeHud
reHeTuveckux BapuanToB npu FKMIN (apantupoBaHo [170])

Hassanne Ha pycckoMm s3bike: IIIkana TporHo3mpoBaHUS BEpOSITHOCTH OOHAPYKEHUSI TeHETUYECKUX BapUaHTOB
npu 'KMII

OpurnnanbHoe Ha3BaHue (eC/IM eCTh): HET

Hcrounuk (oummanbHblii caiiT pa3padoTIMKOB, MyOINKALNNS C BATAIALMEH):

Ingles J, Burns C, Bagnall RD, et al. Nonfamilial Hypertrophic Cardiomyopathy: Prevalence, Natural History, and
Clinical Implications. Circ Cardiovasc Genet. 2017;10(2):¢001620. doi:10.1161/CIRCGENETICS.116.001620 [170].

Tun (momYepKHyTH):

— IIKaja OLIeHKU

— WHIAEKC

— BOIIPOCHHK

— Jpyroe (YTOUHUTD):

Ha3nauenne: KIMHMIECKUIA MHCTPYMEHT IUISI TIPOTHO3MPOBAHMUS BEPOATHOCTA OOHApPY:KCHHUS T¢HETHUCCKNX Ba-
puanToB nipu 'KMII

CopepxaHue (LuabnoH):

MepemeHHan Bannbl
Boapacr, net 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 -4
60-69 -5
70-79 -6
80 -7
JKeHLLMHbI 4
ApTepuanbHasi rMnepTeHaus -4
“ABoskosbinyknas” popma MXIT (aHrn. “reverse curve”) 5
CootHoLueHve TonwmHbl MXXI/3CITX 1,46 0
1,47-1,70 1
1,71-192 2
1,93-2,26 3
2,27 4

Knioy (uHTepnpetauus):
Cymma 6annoB <2 npeackasbiBaeT HU3KYIO BEPOSTHOCT 0OHAPYXEHWS FEHETUYECKNX BapUAHTOB B MPUYUHHBIX FeHax, Havbosiee pacnpocTpaHeHHbIx npu FKMI

CokpaweHus: 'KMM — runeptpoduyeckas kapamommonatus, 3CJIK — 3aaHas cTeHka neBoro xenynouka, MXI — mexekenynoyukosas neperoposka.
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Tabnuua 2
HCM Risk-SCD. Llikana oueHku pucka BCC
y naumeHTtoB ¢ KM (eBponeiickas moaensb)

Ha3Banue na pycckom sizbike: HCM Risk-SCD. Illxana ouenku pucka BCC y manmentos ¢ [KMII (eBpormeiickast
MOJICITB).

Opurunaasnoe Ha3sanue (ecau ects): HCM Risk-SCD

Hcrounuk (oummanbHblii caiiT pa3padoTINKOB, MyOIMKALNS C BATAIANMEH):

O’Mahony C, Jichi F, Pavlou M, et al.; Hypertrophic Cardiomyopathy Outcomes Investigators. A novel clinical
risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy (HCM risk-SCD). Eur Heart J.
2014;35(30):2010-20. doi:10.1093 /eurheartj/eht439 [ 181].

Liebregts M, Faber L, Jensen MK, et al. Validation of the HCM Risk-SCD model in patients with hypertrophic
cardiomyopathy following alcohol septal ablation. Europace. 2018;20(F12):f198-f203. doi:10.1093/europace/eux251
[300].

“Kampkynsarop” Ha caiite http://doc2do.com/hcm/webHCM.html.

Tun (MOTYepKHYTD):

— IIKaja OLEeHKHN

— WHJIEKC

— BOIIPOCHUK

— npyroe (YTOYHHTB):

Ha3nauenune: KTMHUYECKUIT MHCTPYMEHT 1Sl porHo3upoBanust pucka BCC y marmentos ¢ TKMIT.

CopaepxxaHue (LuabnoH):

Kanbkynsatop 5-netHero pucka BCC Ha 0ocHOBE MOAENN, B KOTOPOW YYUTLIBAIOTCS CleayioLme napameTpbl:
1. Cemeiinas uctopusi BCC

2. CyHKOMbI

3. HYXT

4. MakcvimanbHas TonwwmHa cTeHku JK

5. Bospact

6. Onametp JIM

7.TA B BTIIX

MapameTpebl BHOCSTCA B “Kanbkynstop” Ha caiite http://doc2do.com/hcm/webHCM.html.

MKO*** nokasaH, ecnum puck >6%;
NKL*** MmoxeT BbITb paccMOTpeH, ecnm puck 24%, Ho <6%;
KO ***, kak npaBmno, He nokasaH, ecnu puck <4%.

LLikana HCM Risk-SCD 6bina BannapoBaHa Ans NaLMeHToB ¢ npealuecTsylowei peaykuvei MXM metonom CAA [175].
Cokpawenusi: BCC — BHesanHas ceppeyHas cmepTtb, BTJDK — BbIXOAHOW TpakT neBoro xenynouka, [ — rpaavient aasnexus, TKMM — runeptpoduyeckas kapayo-

muonatusa, K[, — uMnnaHtupyemslin kapavoseptep-aedubpunnatop, JDK — nesoiit xenynouek, JIN — nesoe npeacepame, MXI — mexxenyao4koBas neperopoaka,
HYXT — HeycToitumnBas xenynoukoas Taxukapaus, CAA — cenTanbHas ankoronbHas abnaums, HCM Risk-SCD — wkana pucka BCC npu FKMIM.
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Ta6nuua 3
LLikana oueHku pucka BCC y naunenTtoB ¢ FTKMIN
(amepukaHckas mogenb)

Ha3Banue Ha pycckom si3bike: [lIxana onenku pucka BCC y manmentos ¢ [KMIT (amepukaHcKast MOIEINb).

OpurnnanabHoe Ha3BaHue (eC/IM eCTh): HET

Hcrounuk (oummanbHblii caiiT pa3padoTIMKOB, MyOINKALNNS C BATHIALMEH):

Gersh BJ, Maron BJ, Bonow RO, et al.; American College of Cardiology Foundation/American Heart Asso-
ciation Task Force on Practice Guidelines; American Association for Thoracic Surgery; American Society of Echocar-
diography; American Society of Nuclear Cardiology; Heart Failure Society of America; Heart Rhythm Society;
Society for Cardiovascular Angiography and Interventions; Society of Thoracic Surgeons. 2011 ACCF/AHA guideline
for the diagnosis and treatment of hypertrophic cardiomyopathy: executive summary: a report of the American Col-
lege of Cardiology Foundation/American Heart Association Task Force on Practice Guidelines. Circulation.
2011;124(24):2761-96. doi:10.1161/CIR.0b013e318223¢230 [3].

Goff ZD, Calkins H. Sudden death related cardiomyopathies — Hypertrophic cardiomyopathy. Prog Cardiovasc
Dis. 2019;62(3):212-6. doi:10.1016/j.pcad.2019.04.001 [121].

Tun (MOT4epPKHYTH):

— IIKaja OLUEeHKHN

— WHIEKC

— BOIPOCHUK

— napyroe (YTOYHHTB):

Ha3nayenne: KTMHUYECKUIT MHCTPYMEHT 1yisl porHo3upoBanust pucka BCC y manmentos ¢ TKMIT.

CopepxaHue (LuabnoH):

JlokasaHHble dakTopbl prcka 1. MpenoTepatLeHHas BCC (BbXMBLUME NOCE OCTAHOBKM cepaLa BeneacTsue XT nnm ©X)
BCC 2. CnoHTaHHas ycToiuveas XT

3. CemeitHas nctopms BCC scnenctave FKMM

4. MakcumanbHas TonmHa cteHkun JIK 230 mm

5. HeobbsicCHNMas CUHKOMeE B TEYEHWE NocneaHux 6 Mec.

6. HYXT >3 komnnekcos

7. HeapekBaTHas peakuus Al Ha OH

Mogaudukatopsl pucka BCC 1. Bospact <30 net
2. MHT npn MPT
3. Hannuune ob6etpykumm BTIDK
4. HeoObACHNMbIE CUHKOME B TeYeHne NocneaHnx 5 net

Moparpynnel NaUYEHTOB 1. AnukanbHas aHeBpuama JDK
BbICOKOro pucka BCC 2. ®B JIX <50%

Cokpauwenusi: Al — aptepuansHoe aasneHne, BCC — BHe3anHas ceppedHas cmepTb, BT/DK — BbixogHoOW TpakT nesoro xenynodka, FTKMIM — runeptpoduyeckas
kapavomuonaTus, XT — xenyaoukoBas Taxvmkapams, JIK — nesbiii xenynovek, MPT — marHuTHO-pe3oHaHcHas Tomorpadus, HYXT — HeycToiuvBas xenynoukosas
Taxukapaus, MHIC — nosaHee HakonneHue ragonuHms, OB — dpakuys Boibpoca, X — dubpunnsaums xenyaoykos, ®H — dusuueckas Harpyska.
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Kniou (uHTepnpeTtaums) K umnnanTauum MKO***:

MpepoTepalieHHas BCC (BbxvBLLME NOcae 0cTaHOBKM cepaua Beneanctane XT vnv GX) MokasaHa |
CuHKone, BbI3BaHHAsH CMOHTAHHOM ycToinumnBoi XT nnu remogmHamMuyeckm 3Haumnmas XT MokasaHa |
Hanunuve xots 6bl 1 13 cnepyiowmx hakTopos: lMokasaHa lla

1. CemeliHas nctopusa BCC scneactame FKMIM
2. HeobGbsiCHMMAas CUHKOMa B Te4eHUe nocnegHux 6 Mec.
3. Makc. TonwwmHa cteHku JK 230 mm

CnioHTaHHas HYXXT + xoTs 6bl 1 M3 hakTopoB-MOAYbIKATOPOB PYCKA MM NALMEHT BXOAMUT B rpyNMy BbICOKOro pricka BCC MokasaHa lla

HeapeksatHas peakuyst AL Ha ®H + xoTs 6bl 1 U3 hakTOpOB-MOANDUKATOPOB PYCKa UV MALMEHT BXOAMUT B rpynmny MNokasaHa lla
BbICOKOrO pucka BCC

CnoHtaHHas HYXT nnu HeaneksatHas peakums AL Ha ®H 6e3 LononHMTeNbHbIX GakTopoB pucka PaccmoTtpeTtb IIb
BO3MOXHOCTb

BbisiBNIEHHas MyTauys accoLmmpoBaHa ¢ BbIcokM puckom BCC, 6e3 apyrmx daktopos pucka BCC PaccmoTtpeTtb 1]
BO3MOXHOCTb

CokpaweHusi: Al — aptepuansHoe faenenve, BCC — BHesanHas cepaedHas cmeptb, TKMIM — runeptpoduyeckas kapanomvonatvs, VKL — nMnnaHTMpyemblii
Kapavnoseptep-nedudpunnaTop, XT — xenynoykosas Taxvkapams, K — nesbiit xenypouek, HY)XT — HeycToiumsas xenyno4kosas taxvkapavs, ®X — pubpunnsaums
xenyno4kos, PH — duanyeckas Harpyaka.

Tabnuua 4
CHA,DS,-VASc. LLikana oueHku pucka TpoM603MBONMYECKMX OCNIOXHEHUIA
y naumeHToB ¢ PI/TpeneTaHnem npeacepamii

Ha3zBanue na pycckom si3bike: CHA,DS,-VASc. Illkana onieHKM prcka TpoMOOIMOOINIECKUX OCTIOXHEHU Y T1a-
uueHToB ¢ PI1/TpeneTanremM pencepauii.

Opurunansnoe HazBanue (ecim ectb): CHA,DS,-VASc

Hcrounuk (ouumaibHblii caiiT pa3padoTIMKOB, MyOINKALNS ¢ BATAIANMEH):

Olesen JB, Lip GY, Hansen ML, et al. Validation of risk stratification schemes for predicting stroke and
thromboembolism in patients with atrial fibrillation: nationwide cohort study. BMJ. 2011;342:d124. doi:10.1136/bm;.
d124 [435].

Tun (MOTYepKHYTD):

— IIKaja OUEeHKHN

— WHJIEKC

— BOIMPOCHUK

— npyroe (YTOYHHTD):

Ha3nayenune: KJIMHUYECKUN MHCTPYMEHT IS TIPOTHO3MPOBAHUS PUCKA UIIIEMUYECKOTO UHCYAbTa U CUCTEMHOTO
TpomboaMbom3ma ipu DIT.

CopaepxxaHue (LuabnoH):

MHCynbT, TPaH3UTOPHAs ULLEMMYECKas ataka uin apTepuabHas TPoM603amM60Ms B aHamHe3e 2
Bospact >75 net 2
ApTepuanbHas runepTeH3ns 1
CaxapHbiii grabet 1
BacroiiHas CH/avcdyHkums JIX (B yactHocT, DB <40%) 1
CocyauncToe 3abonesaHue (MM B aHamHe3e, nepudepuyeckuii aTepocknepos, aTepockIepoTUIeckne 6NsLLKM B aopTe) 1
BospacT 65-74 ropa 1
XKeHckuin non 1

CokpaweHus: UM — nHodapkT Mrokapaa, JIK — nesbiii xenynoyek, CH — cepaeyHast HeoocTaToqHOCTb, DB — dpakuys Beiopoca.
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Kniou (uHTepnpeTaums):

(CywwaGamosnouwsane CHADS;VASe  Owmaewasvacioawscynrossaron
0%
1,3%
2,2%
3,2%
4,0%
6,7%
9,8%
9,6%
6,7%
15,2%

© © N o g B W N = O

Tabnuua 5
HAS-BLED. Llikana oueHK1 pucka KpOBOTEYEHUS

Ha3Banue Ha pycckom si3bike: HAS-BLED. Illkana otieHKM pricka OOJBIIOTO KPOBOTEUEHUST B TeueHue | roma
y nanmenToB ¢ DI1/Tpeneranriem nipencepauii, MOMYIAONINX AaHTUKOATYISTHTHYIO TePAIio B COUETAHUN C MHTUOU-
TOpaMHU arperaiuu TpPOMOOIIUTOB WU O€3.

Opurnnanbnoe na3sanue (ecau ects): HAS-BLED

Hcrounuk (oummanbHblii caiiT pa3padoTIMKOB, MyOINKALNS ¢ BATAIANMEH):

Pisters R, Lane DA, Nieuwlaat R, et al. A novel user-friendly score (HAS-BLED) to assess 1-year risk of major
bleeding in patients with atrial fibrillation: the Euro Heart Survey. Chest. 2010;138(5):1093-100. doi:10.1378/
chest.10-0134 [367].

Lip GY, Frison L, Halperin JL, Lane DA. Comparative validation of a novel risk score for predicting bleeding risk
in anticoagulated patients with atrial fibrillation: the HAS-BLED (Hypertension, Abnormal Renal/Liver Function,
Stroke, Bleeding History or Predisposition, Labile INR, Elderly, Drugs/Alcohol Concomitantly) score. J Am Coll
Cardiol. 2011;57(2):173-80. doi:10.1016/j.jacc.2010.09.024 [436].

Tun (MOT4epPKHYTH):

— IIKaja OLUEeHKHN

— WHIEKC

— BOIPOCHUK

— napyroe (YTOYHHTB):

Ha3znauenue: K TMHUYECKWIA MHCTPYMEHT JIJIs1 TPOTHO3MPOBAHUST PUCKA OOJBIIIOTO KPOBOTEUEHUSI B TeueHue | rona.

CopepxxaHue (LuabnoH):

H ApTepuanbHas rmnepTeH3ns 1
A HapyleHne dyHKUMM NeveHn nnm novex 1mm2
S WHcynbT B aHaMHese 1
B KpoBoTeueHns B aHamMHese 1
L NabunsHocTs MHO 1
E BospacT (265 ner) 1
D 3noynoTpebneHvie ankoroaem uav npenapartamu, NOBbILLAIOLLMMU PUCK KPOBOTEHEHMI 1 vm 2

Coxpau.l,euue: MHO — MeXAyHapoaHOoe HOpMasin3oBaHHOE COOTHOLLEHME.

Kniou (uHTepnpeTaums):

1-2 Hun3Kkwnit pyck kpoBOTEUEHMS
23 Bbicokuin puck KpoBOTEHEHNS
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Mpunoxenue 3. UHble

Hosonorus (peHokonus FTKMIM)

AL-amunonnos

HenacnencTeeHHbIl (WHATTP)
1 HacneacTBeHHbIn (MATTP)
TPaHCTUPETUHOBBI aMUNIONA03

BonesHb AHpepcoHa-Pabpu

HacnepcteeHHble cuHapomsl ¢ TKMI
Y NOAPOCTKOB ¥ MONIOAbIX B3POCSIbIX,
CBSI3aHHbIE C MyTaLWSIMU B FeHe
PRKAG2

BonesHb [laHoHa

Artakcus @puppeiixa

RASonatuu
(cuHopom HyHaH
1 cunapom LEOPARD)

Ta6nuua 1
MonekynsipHbii natoreHe3 ¢peHokonuii FKMI

MonekynsipHblii natoreHes

Mpu AL-amM1ona03e KIOH MaMrH13MPOBaHHbIX MNIa3MaTUYeCKMX KIETOK CUHTE3NPYET B 6OJIbLIOM KOIMYECTBE flerkne
uenv (kanna uin naM6aa) IMMyHOr0BYNMHOB. YBENMYEHUE KOHLEHTPALIMM Genka-npeaecTBEHHKA BbiLLe HEKOTOPOro
MOPOroBOro 3HAYEHMS MOXET aBTOMATUYECKM MPUBOAUTL K Havasy GUGPUINOreHesa 1 OTJI0KEHNI0 aMUIoNaa B TKAHAX.
Mpu aToM B 5% CNy4aeBs AMarHoCTUPYIOT MPEMMYLLECTBEHHOE NMOPaXEHe cepala aMUIonai030M

B ocHOBe MOnekynsipHOro naToreHesa HeHacNeACTBEHHOMO U HACNEeACTBEHHOrO TPAHCTUPETUHOBOrO aMUIoMA03a nexar
KOH(OPMALWIOHHBIE U3MEHEHUS U AecTabunusdauys TeTpamepa TpaHCTUPeTUHa. [lectabunmaaums TpaHCTUPETUHA MPUBOAUT
K HENpaBuabHOMY GonauHry 6enka 1 arperawuyy BapuaHTHbIX MOHOMEPOB TPAHCTUPETMHA C 00pa30BaHNEM TOKCUYHBIX
NMPOMEXYTOYHbIX aMUIOUA0rEHHBIX MPOAYKTOB ¥ aMUIOUAHbIX GUbpU.

3TN MEXaHU3Mbl MOTYT HApYLLATLCS C BO3PACTOM, Y4TO OObSICHAET MOBbILLEHVE PUCKa Pa3BUTUS HEMYTAHTHOrO
TPaHCTUPETMHOBOrO amunonaosa (WtATTP) y inu, NOXUNoro 1 CTapyeckoro Bo3pacra.

HacnepcTteeHHbln ATTR-aMuIona03 Yalle BCTPeyaeTcs B 9HAEMUYHbIX 4S9 9TOro 3abonesaHus pernoHax. Havbonee
yacTble reHeTudeckve BapmanTol: Val30Met-ATTR, co CMeLwwaHHO CMMMNTOMATVIKON (HEBPONOrYeckas v kapamonatnieckas)
¢ no3aHum pebiotom 1 He-Val30Met-ATTR, kapaviomMyronaTnyeckunii BapuaHT 3abonesaHust. I3BeCTHbI MyTaumu,
BbI3bIBaIOLLME CEMeliHbIE U criopaanyeckue hopMbl 3a60/1eBaHMs, KOTOPble aCCOLMMPOBaHbI C MPENMYLLECTBEHHBIM
nopaxeHuem cepaua (Hanpumep, Val122lle, lle68Leu, Thr60Ala, Leu111Met)

MyTauus B reHe GLA (onucaHo >400), kopupytoliem hepMeHT a-ranaktosunaasy A (a-Gal A) npuBoauT K 3Ha4UTENbHOMY
CHWXEHWIO aKTUBHOCTY (DEPMEHTA, BOBJIEYEHHOTO B META00N3M CHUHIOMKONUNUA0B. STO NPUBOANUT K HAKOMAEHMIO
HErnapoaM3oBaHHoro cyberpara 610KkMpoBaHHON GEPMEHTHON peakLmmn 1 CONPOBOXAAETCS YBENNYEHNEM YICIA IN30COM
B KJIeTKaX, HapyLLEeHNeM HOPMasbHOrO PYHKLIMOHUPOBAHUS STVX KNETOK U UX rbenbio

PRKAG2 konupyeT LAM®-akTuBMpyemMyio NpOTeNHKUHA3Yy-y2. JlaHHbli 6e10k onpeaensiet BHyTPUKAETOUHYIO akKyMyNsLmio
FVKOreHa 1 HapyLleHUs ero GyHKLMM MOryT MPUBOAUTL K NCEBAOTMNEPTPO(UM KapANOMUOLMTOB U 3a4ePXKE UHBOMIOLWN
3MOpPVIOHABbHBIX MPOBOASILLMX MyTElN B MOKapPAE.

Mpwv aToM HabnopaeTcs YacToe codetaHme KM u cuuapoma Bonbda-MapkuHcoHa-Yaiita

MonekynsipHblii MexaHVU3M pa3BuTus 6onesHn [laHoHa ocHoBaH Ha aedekTe B LAMP2 Genke, KOTOpbI onocpenyeT
HaKOMMEHNE rMMKOreHa B KapaMoM1oLmTax v NpuBOAUT K ncesaornneptpodum mnokapaa. Koraa cywectsyer

reHeTn4eckunii 0bycnosneHHbIn feduumnt 6enka LAMP2, HabniopaeTcs HenpasuibHas aytodarnyieckas aerpagauys 6enkos.
AyTodarnyeckas akTMBHOCTb CBSI3aHa C NaToreHe3oM pa3HoobpasHbix 6onesHei. CyllecTByeT MHeHUE, 4TO 60ne3Hb [laHoHa
006ycnoBfieHa HacneACTBEHHbIMU HAapyLLEHWSM NpoLecca ayTodarum

MonekynsipHbiii natoreHes atakcuy @puapeiixa o CUX Nop SBASETCS NPeaMeToM Anckyccuii. OaHako Ha
HaCTOALLMIA MOMEHT YCTAHOBIEHO y4acTue Henka ¢ppaTtakcuHa B NOAAEPXaHNM roMeocTasa xenesa B KJeTke 1 To,
4TO ero HelOCTaTOYHOCTb MPUBOANT K MHOXECTBEHHOMY (PepMEHTHOMY AeDULUTY, MUTOXOHAPUANBHON ANCPHYHKLIMMN
1 OKNCANTENBHOMY NMOBPEXAEHNIO

MyTaumm B reHax, KoAUpYIOLLMX KOMMNOHeHTbI 1 perynstopbl RAS/MAPC curtanbHoro nytu (RAS/MuToreH-akTusupyemMas
NPOTENHKIHA3a) BbI3bIBAIOT MHOXECTBEHHbIE HAaCNeACTBEHHbIE NOpokn pa3suTus. RAS/MAPC curHanbHbIi nyTb
OTBETCTBEHEH 32 Mponndepauyio, AnddepeHLMPOBKY, CTapEHWE 1 anonTo3 KAETOK U 06ecneynBatoLLell 3TUM HopMasbHoe
pasBuTHE KNETOK 1 TKaHel OpraH13mMa B LiesioM B 9MOPUOHanbHOM U MOCTHATa/IbHOM Nepropax

CokpauweHus: /KM — runeptpoduyeckas kapamommonatusi, LAMP2 — nn30coM-2-acCcoumMmnpoBaHHbIi MeMOpaHHbI 6enok 2.
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TaGnuua 2
MopdodyHkumnoHanbHbie ¢peHoTunsl npu FTKMMN

TunepTpoduyeckuii (“knaccuyieckuin’) YMeHblLUeHHbIV JTXK, acummeTtpuytas IJIK (runeptpodus MXIT), 06¢Tpykums BTIDK
CMeLLaHHbIi [LunataumonHas ctagua FKMI, ymeHbLleHve cTenenn runeptpodun (“BeiropaHune”), ymeHblueHne,/
(runepTpodus + ounartaums) ncyesHoBeHne obeTpykumm BTIDK.

B aunataumonHoii ctagum npu FKMIT cTeneHb Aunataumi, kak npasuno, He 6biBaeT 60bLLOI

CMeLuaHHbIit BblpaxeHHas aunatauus npeacepanii, PeCTPUKTUBHBIA TMN HanoaHeHus JDK. MoxeT 6biTb npy ManeHbkom JIK
(runepTpodus + pecTpukLuys)

CMeLuaHHbIi [Jvnatauyonnas ctagms TKMI. BeipaxeHHas aunataums npeacepani, peCTpUKTUBHBIA TN HanonHerus JIX,
(runepTpodus + pecTpukLmMs + aunataums) YMEHbLLEHWE CTeneHn runepTpodun, AnnatnposaHHbIin JHK

Cokpauenusi: BT/TX — BbixogHOW TpakT neBoro xenynouka, F/KMIM — runeptpoduyeckas kapavomuonatus, MK — runeptpodus nesoro xenynouka, JDK — nesbiid
xenynoyek, MXIM — mexokenyaoykoBas neperopoaka.

Ta6nuua 3
OCHOBHbIE MepPONpUATUSi N0 NPOPUNAKTUKE OCNIOKHEHUN
y naumenTos ¢ TKMI

Mporpeccuposarue MK AneksatHoe neyenve FKMTMI, o6¢Tpykummn BTIIXK, Bkntoyas dapmakoTepanmio, aHA0BACKYNSIPHOE 1 XUPYPrtyeckoe.
Mpu conyTcTBytowen Al — runoTeH3vBHas Tepanus.
M36eratb BbICOKOVHTEHCUBHBIX BU3NYECKYIX HArPY30K 1 criopTa

BCC v u3HeyrpoxatoLume HapyLLeHus putMa MepBuyHas 1 BTopuyHas npodunaktuka BCC — cm. Paspen “Ctpatndukauys pucka BCC”

XCH, pa3suTune aunataLmoHHoN ctagun ApeksatHoe neyerve FKMTIT, cBOeBPEMEHHOE BbISIBNIEHUE U NeyeHe 06eTpyKumn BTITXK.

VNV NPUCOEAMHEHNS) PECTPUKTUBHOTO Mpw conytcTayioweit UBC n AT — ageksaTHoe NiedeHne

dpeHoTuna

TpomB03ambonMyeckie OCNoXHeHNs Mo o6wmm npuHuMnam TpoméonpodunakTki npu A (cM. pekomeHzaumm no nevexunio )

y nauueHTos ¢ I

NH®EKUMOHHBIN 3HA0KapanUT AHTMBMOTHKONPOGDUNAKTIKA PEKOMEHAYETCS TOJbKO Nepea, NpoLeypamMm BbICOKOrO pucka naumeHTam
¢ F’KMI v npoTe3amu knanaHoB cepaLa, BPOXAEHHLIM MOPOKOM CepALa Uin eCv NALUMEHT paHee NepeHocun
VNHDEKLMOHHBIA 3HA0KAPAMT (CM. COOTBETCTBYIOLLVE PEKOMEHAALMN).
Y naumeHToB ¢ MMNNaHTMPoBaHHbIM UK *** npodunakTuka MHPEKLMOHHOTO SHA0KapANUTa — N0 PEKOMEHAALMNAM
ESC no anektpokapanoctumynsumm 2013r

CokpaweHusi: Al — apTtepuanbHas runeptonus, BCC — BHesanHas cepaeyHas cmeptb, BTJDK — BbIxoAHONW TpakT nesoro xenynoyka, FTKMM — runeptpoduyeckas
kapavomuonatus, MK — runeptpodus nesoro xenynoyka, UBC — uwemndeckas 6onesHb cepaua, MK — nvnnantupyemelii kapavosepTtep-aedubpunnsatop, O —
dunbpunnaums npeacepamii, XCH — xpoHnyeckas cepaeyHas HegoctatouHocTb, ESC — European Society of Cardiology (EBponeiickoe 06LieCTBO KapAvooroB).
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