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AB — aTprOBEHTPUKYJISAPHBIIA

ABB — arpuoBeHTpUKYIsipHas 6J10Kaga

Al aprepuanbHasi THIEPTEH3US

AJl — apTepuanbHOE JaBIICHHE

AT® — agenozuHTpHrdOCHOpHAST KUCIOTA

AK® — aHrHOTEH3UH-KOHBEPTUPYIOIIUI (hepMEHT

BJIHIII" — 6iokasa ieBoit HOXKH Imydka ' mca

BITHIII" — 6110kama nmpaBoi HOXKKHM Iy4yka ['nca

BCC — BHe3anHas cepaeyHasi CMEPTh

BTJDK — BBIXOHOM TPaKT JIE€BOTO KEMya0uKa

I'KMII — runeprpodudeckas KapIuOMUOTIaTHS

I'JIXK — runeptpodust 1eBOro xeinyaodxa

I'JI — rpagueHT naBieHUs

JTHK — ne3okcuprOoHYKIEHHOBAs KUCIOTa

JAOKC — nByxkaMmepHbIii UMILUIAHTUPYEMBIN JIEKTPOKAPANOCTUMYIIATOD
JKHP — xenynoukoBble HAPYLIEHUS] pUTMA

KT — xenynoukoBasi TAXUKapaus

3CJIK — 3aaHs5 CTEHKA JIEBOTO KETyA0UYKa

UK]] — ummnanTHpyeMblil KapauoBepTep-aehuopumisTop

NMBOKA — undapkt Muokapnaa 6e3 o0CTpyKIIMH KOPOHAPHBIX apTepHid
KATI — kopoHapoanruorpadus

KJI/] — xoHeuHO-1uacToIMYecKoe JaBIeHUe

KJIO — koHeUHO-/THacTOIMYEeCKUI 00BeM

KT/MCKT — koMmmbroTepHasi ToMorpadus/MyIbTHCIHPATbHAS] KOMITBIOTEpHAs TOMOTpadus
JIK — neBblii sxemynouex

JIIT — neBoe npencepane
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MIKIT — mexoxeny104KoBas IEpEeropoiKa

MK — MuTpanbpHBIi K1anaH

MHYVII — M03roBoil HaTPUHYPETUYECKUM TIENTU

MP — MurpasbHas perypruranus

MPT — MarHuTHO-pe30HaHCHAsE TOMOTrpadus

HYJKT — HeycroliunBas )Keny104K0Bast TAXUKAPIAUS

OI'KMII — o6ctpyktuBHas ['KMII

ITHT" — no3nHee HakOIUICHUE IafOIUHAS

[ICJI — mepenanee CUCTOMUYECKOE ABMKECHUE

PMD — pacuimpeHHas MUO3KTOMUS

CAA — centanbHasi aJKOTOJIbHAs a0narus

CMD — cenranbHasi MUOIKTOMHUSI

TT-DXOKI — tpancTopakanbHas 3xokapauorpadus

YO — ynapsslii 00beM

OBJIK — ¢paxius BeIOpoca JIEBOTO Key10uKa

OK — QpyHKIMOHAIBHBIN Ki1acc

OXK — pubprmALus KeTyT0UKOB

OI1 — pubpumisuus npeacepanit

XMOBKI — xontepoBckoe MoHUTOpHUpoBaHue DKI'

XCH — xpoHuyeckas cepieuHasi HeJOCTaTOYHOCTh

UIT-DXOKI — upecnuiieBogHast 3XoKapAarorpadus

YUCC — gacToTa cepeUHbIX COKPAILIEHHUM

OKI — sanexrpokapauorpadust

OKC — 371eKTpOKapAUOCTUMYIISTOP, IEKTPOKAPINOCTUMYIISLIHS

OXOKI — sxokapauorpadus

INOCA - ischemia with non-obstructive coronary arteries (umemust 6e3 OOCTPYKIHH
KOPOHAPHBIX apTEPHiA)

LAMP2 — ren nmu3ocom-2-acCOMUPOBAaHHOTO MEMOpPAHHOTO Oenka 2

MINOCA — myocardial infarction with non-obstructive coronary arteries (uadapkr Muokapaa
0e3 0OCTPYKIMH KOPOHAPHBIX apTepHii)

Nt-proBNP — N-koHnueBoii pparment npeamectsenanka MHYITI

AHA — American Heart Association (AmeprkaHCKast acCoIlaIns Cep/ra)

ACC — American College of Cardiology (Amepukanckast KOJIJIETHs KapAHOJIOTOB)

ATTR — TpaHCTUPETHHOBBIA aMHUJIOH]I03

EACVI — European Association of Cardiovascular Imaging (EBpomeiickast accorpamus 1o
CEepIeYHO-COCYAUCTON BU3yATH3AI[HH)

ESC — European Society of Cardiology (EBpomnetickoe 00111eCTBO KapAHOJIOTOB)

HCM Risk-SCD — mikana prcka BCC npu I'KMIIT

MOGE'S — kimaccudukanus KapIMOMHOIIATHIA

NYHA — Hbm-ﬁopKCKaﬂ accoIMaIys KapIuoJioroB

TepMUHbI N onpeaeneHns

I'uneprpoduueckas kapauomuonarus (I'KMII) — renernuecku oOycnoBieHHOe 3a001€BaHUE
MHOKap/a, Xapakrepusymwoleecs runeprpodueiit Muokapaa aesoro (6onee 1,5 cMm) u/unu mpaBoro
KeNmyJouyKa, dYalle AacCHMMMETPHUYECKOro XapakTepa 3a CyYeT YTOJIIEHHUS MEXKeIyJ0UKOBOH
MEPEropoJIKH, YTO HE MOXKET OOBACHATHCS UCKIIOUUTEIBHO MOBBIILIEHUEM HAarpy3Ku JaBJI€HUEM, U
BO3HHUKAIOIIEE TPH OTCYICTBUU JIPYrOro  CEpJEYHOr0 WJIM CHUCTEMHOTo  3a00JIeBaHMA,
MeTa0O0JIMYEeCKOr0 WK MOJUOPTaHHOTO CUHApOMa, cBsizanHoro ¢ ['JIK.

Ob6ctpykTuBHast runeprpoduueckas kapauomuonatus (OIKMII) —  ¢opma I'KMII,
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CONPOBOXKAIOIIAACA HApYIIEHUEM BHYTPUCEPACYHONM TE€MOJMHAMUKUA B BHJE NPEHATCTBUSA
cucronnyeckomy wm3rHanuto u3 JOK w/mmm mpaBoro xemynouka (IDK), uro mpuBoauT k
yBenuueHnio rpaauenta nasieHus (/) B BeixogHoMm tpakre seBoro w/mm IDK xemymodka
(BTJIX; BTIDK).

I'JDK BTOpHYHOrO reHesa — yHUBepcalbHasi KOMIIEHCATOPHO-TIPUCIIOCOOUTEIbHAS peaklus B
OTBET HA U3BECTHBIN IeMOIMHAMUYCCKAN W IPYTOH (akTop.

Horuneprpodudeckas craaus ['KMII — stan B pasButum 3a00jeBaHHs, MPH KOTOPOM
OTCYTCTBYIOT NMPU3HAKH THIEPTPO(PUN MHOKap/a, ONpeAesieMble ¢ MOMOIIBI0 BU3YaTH3UPYIOIHX
METO/IUK.

CyOxnmumanyeckas cragus [KMII — sranm B pa3BuTuM 3a00JeBaHHsA, NPU KOTOPOM HET
KJIIMHUYECKOW CHMIITOMATHKH, XapakrepHoi aisa ['KMIL

Ienotun (+)/penorun (-) — HOCHTENW TMATOJOTMYECKOW MYTAallMU, ACCOLUUMPOBAHHOW C
I'KMII, noruneprpoduueckoit u cyoxnuanyeckoit cragusmu ['KMIIL.

Bo3spacT3aBucuMas NEHETPAaHTHOCTh — YBEIMYEHHUE YaCTOTHl BBISBICHUS (PEHOTUIIUYECKUX
npusHakoB ['KMII, omnpenensembix ¢ momouipto pyruHHbIX MetogoB (OKI, OXOKI), cpeau
HOCHTEJIEH MaTOr€HHbIX TeHETUYECKMX BapHAHTOB [0 Mepe MOBBIIIEHNS BO3paCTa.

Bueszannas cepaeunas cmepth (BCC) — HeHacHIbCTBEHHAs, 00YCIIOBIICHHAS 3a00JIeBaHUSIMU
cepaiia cMepTh, MaHU(ECTUPYIOIIas BHE3AMHOW MOTEpel CO3HaHMs B TEUEHUE IMEepPBOro yaca ¢
MOMEHTA MOSBICHUS OCTPHIX CUMITOMOB.

Crpatuduxamus pucka BCC — ompeneneHne HE3aBUCHMBIX TPEIUKTOPOB, OMPEACTISIOMINX
BepoATHOCTh pucka BCC y manmeHToOB € OINPEAENEHHOW CEepAEYHO-COCYANCTON IaTOJOTHEN.
Hkana pucka BCC npu I'KMII (HCM Risk-SCD) pexomeHyercs B KauecTBE METO/a OIIEHKHU
pucka BCC.

[Iepenne-cucronnueckoe ABMKEHUE CTBOPOK MUTPAJIBHOIO KjlamaHa — JIBUKEHHE CTBOPOK
MK B cucromy k MXII Brote 10 kKacaHusi (MUTPaJIbHO-CENTATbHBIN KOHTAKT), YYaCTBYIOIIECE B
cosmanuu obcrpykuuu BTJDK. Anrmosi3eraabiii Tepmun — Systolic anterior motion syndrome
(SAM-syndrome).

bazanpnas oOctpykums (o6ctpykius B BTJDK) — mnpenstctBue Ha ypoBHe BTJDK
cucToJn4eckoMy uzrnanuto u3 JDK.

CpennexenyaoukoBas 0OCTPYKIUSI — MPENSATCTBUE CHCTOJIMYECKOMY KPOBOTOKY B CpeaHen
yacTtu nosioctd JDK, Ha ypoBHe cpeauHHbIX cermeHToB JIK.

"Kmaccnueckuit penotun" I'KMIIT — mopdodynkunonansusiii penotun ['KMII, mpu koTopom
couerarorcs acummerpuunas ['JDK (runeprpodus MIKII), ymensineHHsit pazmep nojocta JOK u
ooctpykius BTJDK.

JlaTtenTHast OOCTpyKIUsA — remMoauHaMuueckas ¢opma ooctpykruBHoi ['KMII, npu koTopoit
MPENsATCTBUE CHUCTOJIMUECKOMY u3THaHuto w3 JDK BO3HMKAaeT TONBKO HOpU Harpy3ke WIH
MIPOBOKAIIMOHHBIX MPOOax.

HerarusHoe pemonenupoBanue (anri. adverse remodeling) — ¢punanpHas cragus aganTUBHBIX
U JIe3aJanTUBHBIX M3MEHEHHH B mopakeHHOM oprase. [Ipu sTom Habmromarorcsa '"cMemraHHbie"
MopodyHKIIMOHATEHBIE (PEHOTUIIBI — TUIIEPTPOPUUECKUN + AUIATAIIMOHHBIN, TUIepTpOPUUeCKuit
+ PECTPUKTUBHBIN, U, KaK MPABUJIO, YMEHBIIICHUE CTEIICHU TUTIEPTPOPHH.

PacmupenHas MuOsKTOMUS — onepaiys, Bitovaromas pesekiuo MXKII B 6osbiem oobeme,
4eM TIpH  CEeNTaJbHOM  MHO’KTOMUM 10  A.Morrow, MOOMIM3aIMI0 M PE3EKIUI0
rUNepTPO(GUPOBAHHBIX MAMUUISIPHBIX MBI W TUINEPTPOGUPOBAHHBIX MBIIICYHBIX TpadeKyl
(amukanbHO-0a3abHOTO MBIIIIEYHOTO MTYYKa).

Penyxus MXII — xupypruueckoe (CM3, PMD) unu sunoBackynsipaoe (CAA) Bo3aeiicTBue
10 yMeHbIeHnto ToauuHsl MOKIL.

CexBeHUpPOBaHHE HOBOTO TOKOJIEHUS paciid(poBKa CTPYKTYpPbI JIECITKOB U COTEH TI'€HOB
onpezenseMas OJTHOMOMEHTHO.

CentanbHast MUOAKTOMHSI — OTIEpallHsl pEe3eKIINH MUOKapaa B 0a3aibHbIX cermenTax MOKII.
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VYpoBenb noctoBepHOCTH JokaszatenbcTB (Y/J]) — cremeHb yBEpEHHOCTH B TOM, 4YTO
HaﬁHeHHbIﬁ 3(1)(1)CKT OT NPUMCHCHUA MCAUITMHCKOT'O BMCIIATCIILCTBA ABJIACTCA HCTUHHBIM.

VYpoBens yoeaurenbHOCTH pekomeHganuil (YYP) — creneHb yBepeHHOCTH B JIOCTOBEPHOCTH
3(b(1)eKTa BMCHIATCIILCTBA U B TOM, YTO CJICAOBAHUC PCKOMCHIAAIUAM HNPUHECCT 0oJbIIIe I1OJIB3HI,
4eM BpeZia B KOHKPETHOM CUTYalUN.

®enokoruss ['KMII — 3a0oneBanue C WM3BECTHBIM JTHONATOICHE30M, (DEHOTHITHYECKU
noxoxxee Ha ['KMIL.

®denomen "disarray" — OeCHOpSIOYHOE PACIIONIOKCHHE KapJAUOMHUOIUTOB W MBIIICUHBIX
BOJIOKOH.

1. KpaTkas nHdopmauumsn

1.1. OnpepneneHne 3aboneBaHUsA WUNU COCTOSAHUA (rpynnbl 3ab6oneBaHuUN UK
COCTOSIHUN)

I'uneprpoduueckas xapauomuonarus (I'KMII) — renernueckn oOyciaoBiIeHHOE 3a00I€BaHHE
MHOKap/a, XapakTepusyrolieecs: runepTpodueit muokapaa seoro (6omnee 1,5 cM) n/mim mpaBoro
KENIylouKa, Yalle acMMMETPHUECKOTO XapakTepa 3a CYeT YTOJIIEHUS MEeXOKeIyI04YKOBON
NEpEropoaKku, 4YTO HE MOXKET OOBSICHATELCS UCKIIIOYATEIBHO MTOBLIIIEHHEM Harpys3ku JaBJICHUEM, U
BO3HMKAIOIIEE IIPU  OTCYTCTBHM JPYroro CEpAEYHOrO0 HMIM CHCTEMHOrO  3a00JIeBaHMA,
MeTa00JIMYECKOTO WX MOJIMOPTAHHOTO CUHIpoMa, cBsizanHoro ¢ ['JIK.

1.2. JdtmmonorMa W nartoreHe3 3aboneBaHUsi WU COCTOSIHMA (rpynnbl
3aboneBaHU UM COCTOSIHUN)

Atnonorua FrKMI

I'KMII sBnsiercst reHeTndecku OOYCIIOBIIGHHOW TaToJIoTUEH; uaeHTUudummpoBanbl 6osee 20
MPUYMHHBIX TEHOB, CBsA3aHHBIX ¢ pa3BuTueM [ KMII. ['eHeTnueckuii CkpuHUHT 8 HanboJiee YacThIX
MPUYMHHBIX TEHOB, KOIUPYIOIIUX pa3inuHble OCJIKHM KapAHUOMHUOIIMUTOB, JaeT BO3MOXHOCTh
ompeneauTh IpUUnHy 3a0oeBanus npuMmepro B 60% cnyqaes [1, 2, 3, 4, 5, 6, 7, 8, 9, 10, 11, 12,
13].

B ocnoBe paszButus ['KMII Hambosee dYacTo jexaT IMaTOreHHbIC BapHUaHThI B TEHAX,
KOJIMPYIOIIMX COKpaTUTEIbHbIE Ociku capkomepa — Muo3uH (MYH7), MHUO3MHCBS3BIBAIOIIMIA
oemnok C (MYBPC3), aktun (ACTC), tpormonun (TNNI3, TNNT2, TNNC) [2, 3,4, 5,6, 7, 8, 9, 10,
12, 13, 14, 15, 16, 17].

Ha nonto matorennsix BapuantoB B reHax MYH7 u MYBPC3 npuxoauTcst 0KOJIO MOJOBHUHbI
Bcex ciydaeB paszButus ['KMII. Manudecranus KIMHUYECKUX MPOSBICHUNA MPU ABYX CaMbIX
pacnpoctpanenubix Myrtamusax MYH u MYBP-C Bo3MoxxHa B mob6oM Bospacte. [lebrot
3a00JieBaHUsT B JETCKOM U IMOJPOCTKOBOM BO3pacTe, a TakKKe y MOJOJBIX B3POCHBIX YacTo
aCCOITMUPOBAH C CeMeHOW dopMoili 3a00eBaHms U OoJiee TSHKENIBIM TeueHueM |2, 3, 4, 6, 7, 8, 12,
16, 17, 18, 19].

Pazputue 'KMII Ha ¢one myramuii B rene TNNT2 accouuupoBaHo ¢ OOJBLIINM PUCKOM
pasButus curapoma BCC Ha ¢done ymepennoro yBenuueHus: tonmuasl MXXII u Gonee Hu3kuMu
nokasarensaMu Maccel Muokapaa JIXK [2, 3, 4,5, 6,7, 9, 10, 11, 13, 15, 16, 20, 21, 22, 23, 24].

B GonbmmHCTBE ciiyyaeB maTOreHHbIE BapuaHThI, accoruupoBanHbie ¢ [’ KMII, npencrasusior
co00i1 yHHKaJIbHBIE 3aMEHBI, ONTUCAHHBIE OJTHOKPATHO WM BCETO I HECKOJIBKUX CIy4aeB; 4acToTa
KaXJI0¥ Tako# 3aMeHbI cpeau Bcex reHetndeckux npuuud ['KMIT He npesbimaer 1% [5, 25, 26].

B psane ciyuyae (5-7%) 3abosieBaHre MOXKET pa3BUBaThCs Ha (oHe 2, 3 u OoJjiee MAaTOreHHBIX
BapuaHTOB. YacTo BCTpeyaroTcsi KOMOMHAIIMM MYTalMii B Te€HaX, KOJUPYIOMIMX CapKOMEpPHBIE
Oenku. B sTom cnydae 3aboseBaHue XxapaktepusyeTcs O6osee paHHUM Je0ITOM (4acTo B JIETCKOM
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Bo3pacte), Oombiieid creneHbio runeprpopuum MIXKII u Gosiee BBICOKUM PHCKOM Pa3BHTHUS
cunapoma BCC [3, 4, 7, 16, 23, 27, 28].

Pazputue I'KMII Ha ¢QoHe mnaroreHHBIX BapHAHTOB B TeHAX IUTOCKENETa YacTo
aCCOIIMUPOBAHO C coyeTaHHbIMU mopokamu cepaua (AMII, JMIXKII), a Ttaxke npusHakamu
HEKOMITAKTHOTO MUOKapaa [3, 4, 29, 30].

[laTorenHpie BapHaHThl B TEHAX, KOAMPYIOMIMX OEJIKH IUTOCKENETa, MOHHBIX KaHAJIOB,
CTPYKTYPY Z-IMCKOB U Ipyrue BHYTPUKIETOYHBIE CTPYKTYpHI, onpenensator passutue ['KMII B 15-
20% [3, 4, 19, 27, 29, 30].

MonekynspHbin natoreHe3 F’KMI

B ocHoBe wMonekynspHoro mnartorerHeza I['KMII, accoumupoBaHHOW C TATOr€HHBIMH
BapHaHTaMH B T'e€HaX, KOAMPYIOMIMX OENKA capKoMepa, 4acTO JIGKHT HApYIICHUE KaJbI[EBOTO
roMeocTasa, HOBbIMICHNEC YYBCTBUTCIIbHOCTHU MI/IO(i)I/IJ'IaMCHTOB K HOHaM KaJIbIIH. 9T0 MMPOABIACTCA
B YCWJICHUH CHJIBI COKpAIlEHHs CapKOMepa B CHUCTOJY, CHM)KCHHU CTENEHH €ro paccialieHus B
MacToly Ha (poHe MOBBIMIEHHBIX MOTpeOHOCTEl KapauomuonuTta B AT®, yTo BiedeT HapylleHue
BHYTPUKIJIICTOUYHBIX CHUTHAJBHBIX IMPONECCOB M PEAKTUBAIIUIO KOMIICHCATOPHBIX 3M6pI/IOHaJ'H)HI)IX
nporpamm runeprpoduyeckoro pocra [16, 31].

Ha YPOBHC KapJUOMHOOHWTOB JAHHBLIC IIPOUCCCHI MTPHUBOAAT K IOBBIIICHHUIO CHHTEC3a
3M6pI/IOHaJ'H)HI)IX q)OpM CapKOMEPHBIX 0O€elIKOB | dKTUBallU KHWHA3HBIX CHUTHAJIBHBIX KaCKaJ0B,
obecneunBaromux mpouecchl codctBeHHo runeprpodun KML, nponudepaunn ¢pudpodnactos,
TpaHcpopmanun ¢pudpodi1acToB B MuopuOpoOiaacTel U aucbagaHc B cucTeMe KoJulareHoau3sa [16,
31, 32, 33, 34, 35, 36].

Ha rucronornueckom ypoBHE OTPaKEHHEM MPSIMOTO ACUCTBUS "TPUUMHHOTO' T€HETHYECKOTO
BapMaHTa M MOJIEKYJSIDHOTO MATOT€He3a ABJISIETCS JMCKOMIUIEKCAIUS KapJUOMHUIUTOB U

MBIIIEYHBIX BOJIOKOH — (peHoMeH "disarray", ¢pubpo3 pa3Hoii cTeneHu BeipaxkeHHocTH [3, 4, 16, 31,
32, 33, 34, 35, 37, 38, 39, 40, 41, 42].

ATHuonorua u MoneKkynsapHbin natoreHes ¢peHokonmu FKMI

3a0oeBaHUs TEHETHYECKOM MW HETCHETHYECKOW NpHupoiabl, Mo MopdodyHKIMOHATEHOMY
¢denotumny cxoxux ¢ ['KMII, HO umeromuye OTAUYHBIA OT HEE dTHONATOTEHE3 U, CIICOBATEIBHO,
MOJIXOIbI K Teparnuu, Ha3biBatoT (heHokonusmMu ['KMIT.

Hanbonee wacto Bcrpewaronuecss ¢enokonuu ['KMII m uX MOJNEKYJISpHBIM IMaTOTeHE3
npeacrasiensl B Tadumne [11, [punoxenue 13 [37, 43, 44, 45, 46, 47, 48, 49, 50, 51, 52, 53, 54,
55, 56, 57, 58, 59, 60].

MaToreHe3s cumntomoB n cuHapomos NKMI

[Tatorenes I'KMII Ha opraHHOM ypoOBHE 3aKIIOYaeTCd B COBOKYIMHOCTH HECKOJBKUX
cu"apomoB: obctpykuuu BTJDK, wumemun MuoOkapaa, CHCTOJMYECKONM M JMACTOJIMYECKOM
michynkun JDK, aputmuueckom u XCH.

Cunpgpom o6cTpykummn BTITK

B coznannn ob6ctpykimu BTJDK ydacTBYIOT cTpyKTYypHBIE, KHHETHUECKHE U TEOMETPHUECKHE
¢axropsr [61]:

1. CTpykTypHBIE aHOMAJIHU:

a. cyxenue BTJDK runeprpoduposannoit MXKII (ymensmenue crenenu oocrpykiuu BTJDK
nocisie MUO3KTOMUH/CAA 00ycII0BICHO BO3/IEHCTBUEM Ha 3TOT (aKTop);
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b. [IC/] (mepenne-cucronuyeckoe ABxeHne) crBopok MK;

C. yMeHblIeHHas 1nojaocts JDK;

d. aHOManMM NMaNWUBIPHBIX MBI (M Jpyrue Majble aHOMaMU cepiua) (rumeprpodus u
cIoKaius, 1o6apounas [IM);

€. alnMuKaJIbHO-0a3aJbHbIA MBIIIEYHBIN ITY4OK.

2. Kunernueckue gaxkropsl — runepcokpatumocts JIK u yckopenue kposotoka B BTJIK;

3. l'eomerpuueckue HakTopsbI:
a. nepennee cmenienne MK, Touka koanraruu ctBopok MK cmeriena 6mke k MKIT [62];
b. manelif aopTo-muTpanbHbIi yrona (< 120°).

Yem Oouiblie akTOpOB MMEETCS y KOHKPETHOTO IMallMeHTa, TeM 0oJjiee BBhIpaKE€H CHHAPOM
obctpykiuun BTJIK.

[lepenne-cucronnueckoe AprkeHne cTBopok MK o0ycioBiieHo creayomumMu pakTopamMu:

a. anomanuu ctBopok MK (yanuHeHune, n30bITOUHOCTD);

b. HapymeHue xkoopAuHAUIMK KpoBOoTOKa B mojoctu JDK B paHHIOIO cucToily, B pe3ynbTaTe
yero Ha ctBopku MK neficTByer cuia, caBuraromas ux B cropony BTJDK [63, 64];

¢. anomasimu xopx MK

d. MeHbIlIee COOTHOLIEHHE JIMHBI nepenHeit u 3aaHeit ctopok MK (< 1,3), mpu 3ToM TouKa
koanranuu ctBopok MK cmemaercs krnepeau ommke k BTJIK [65, 66, 67].

VY manMeHToB C JIATEHTHOW OOCTPYKIIMEH MPOBOIUPYIONIMMHA €€ (aKTOpamu SBIISFOTCS:
yBenuueHue cokparumoctu JDK mnpu Harpyske, nOpuBOjsfIIee K YMEHBIICHHIO KOHEYHO-
cucroimueckoro pasmepa JOK u nepennemy cmemenntro MK; yckopenue kpoBotoka B BTJDK B
nepuo 1 cuctoutsl, yeyryoustomiee [1IC] MK [68].

YV mnamuentoB ¢ ['KMII moxer ObITh nabwibHas OOCTPYKIMSA, XapaKTEPU3YIOIIASCS
3HAYUTENbHBIMU CIIOHTAHHBIMU KOJ€OaHUSIMU BHYTproKenynoukoBoro I'J 6e3 BUIuMONM NpUYHHBI
[69].

Kpome obOctpyknuu BTJDK, y mammentoB ¢ I'KMII  wmoxer HabGmomaThes
cpenHexxenynoukoBas oOcTpykius. CpenHexenya04KkoBasi OOCTPYKIUSI Pa3BUBAETCS Y MallMEHTOB
¢ runeprpodueii cpeauHHbIX cerMeHToB MOKII M, kak mpaBwiio, B COYETaHUH C THNEpTpoduei
namuIsIpHeIx Meimin [ 70, 71, 72]

[Ipu xomOmHUpoBanHOU THneptpoduu (MIKII + anukanbHBIE CETMEHTBI) MOXET OBITh 2-
ypOBHEBast 0OCTPYyKIHs (CpeAMHHO-XKeNynoukoBas + Ha ypoBae BTJIXK) [73].

Cunapom nwemnmn mmokapaa JxK

VY nanuentoB ¢ ['KMII npu MHTaKTHBIX KOPOHAPHBIX apTEPUAX MOXKET Pa3BUBATHCS UIICMHUS
MUOKapaa. B aHrmosbiuHON JmTeparype wucmonn3ytor TepmuH INOCA (ischemia and no
obstructive coronary artery) [74].

dakTopbl, MPUBOISIINE K UIIEMUU MUOKap/a:

a. OTHOCHTENbHas KOpPOHapHas HEJOCTaTOYHOCTh (YMEHbIIEHHE pe3epBa KOPOHAPHOIO
KPOBOTOKA IIPU BBIPRXKEHHOU TUNIEPTPODUH);

b. umemMus cyOsHIOKapIUATBHBIX CIOE€B MHOKap/a 3a CYET KOMIPECCHHM HWHTpaMypaibHbIX
KOPOHApHBIX apTepHii;

C. MEPUBACKYJSPHBIA (UOPO3, MPU ITOM HHTpaMypajbHbIE KOPOHApHBIE apTepUH HE MOTYT
paciMpuThCsl BO Bpemsl (DU3MYECKOM Harpy3Kku, KOrja Bo3pacTaeT MOTpeOHOCTh MHOKapja B
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KUCJIOPOJIE U TpeOyeTcs yBeJInYeHHEe KOPOHAPHOIO KPOBOTOKA;

d. BpokJieHHas MAaTOJIOTU KOPOHAPHBIX apTepHil — "MUOKAapAUAIbHbBIE MBIIICYHBIE MOCTHKH"
U UHTpaMypajbHOE PacloyioKeHHe BETBEW KPYITHbIX KOPOHAPHBIX apTEPUIL;

€. NMOMHUMO TEPEUYHCICHHBIX NMPUYUH, y 15-25% mnanueHToB HaOIIONAIOT COMYTCTBYIOMIMNA
aTepOCKJIEpO3 B AIHUKapIMAIbHBIX KOPOHApHBIX apTepusix (B craplieil BO3pAaCTHOW TIpyIIe
MAlUEHTOB).

VY mamuentoB ¢ 'KMII moxer pasBuBarbes uH(papkr muokapaa (MM) kak 2 twuma, (6e3
areporpoM003a), Tak W | Tuma. dakropel pUcKa pa3BUTUS HH(PAPKTA MHOKapaa 2 TUOa y
narienToB ¢ KMIT npeacrasnenst B Tadmwuie 19, Ipunoxenune I'1. [75-90].

Cunppom ancdyHkumm JIHK

Huacronnueckas ¢yHkius JODK moxker ObITh HapylleHa yKe y HOCHUTENEeHl MyTaluuu, B
noruneptpoduueckoii craguu ['KMII — renorun (+)/dbenorun (-) [91].

IIpu TI'KMII HapymieHuss KacaroTcs [BYX OCHOBHBIX JIETEPMUHAHT JHACTOJIUYECKOTO
HaronHeHus1 JIDK — akTUBHOM penakcauy U pacTsHKUMOCTH MUokapaa. ['umeprpodus muokapaa
per se BbI3BIBAET HapylIEHHWE AaKTUBHOTO pacciabieHus. XaoTHYECKOE pPACIOJIOKEHHE
COKpPAaTUTENbHBIX 3JeMeHTOB (disarray) M HHTEPCTHLMAIBHBIA (UOPO3 MPUBOIAT K CHUKEHHIO
nogammBoctd JDK, m, kak cieactBre, K BO3PAaCTaHHUIO CONPOTHBIEHUs HanoiaHeHuoo JDK u
MOBBILICHUIO JaBJeHUs HanojHeHus. B HavanpHbix ctaguax ['KMII HapyiieHoO TOJIBKO aKTHBHOE
paccnabinenue Muokapaa, rnpu 3toM nasieHue B JIII e yBenmueno. Ilo mepe mporpeccupoBanus
runeptpodun, pa3BuTus  (GuOpo3a, HapacTaHUs CTENEHH MHUTPAIBLHOW  pErypruTaluu,
MIPUCOEAVHEHUST MIIEMHM MHOKapJa [IWACTOJIMYECKHE HApPYIICHUs HapacTalT, IPUBOIA K
yBenudeHuto naiaeHust B JII1 (coorBerctBenHo, u k yBemmuenuto KJIJI JIXK). Takxe BbipakeHHas
nUacToinyeckas AUC()YHKLIMS MOKET TPUBOAUTH K Pa3BUTHIO JITOYHOM THUIEPTEH3UU Y
HekoTopbix manuentoB (JII'y 50% cumntomHbIxX maueHToB) [91-96].

Cucronuueckas ¢pynkius JOK MoxeT olleHnBaThesl Kak MO MapaMeTpaM COKpaTUMOCTH, TaK U
10 00ObEMHBIM OKa3aTeIsIM.

- ['mo6anbHas cucronuueckas Gynkuusa JDK, onieHnBaemas 1o mapamerpaM COKpaTUMOCTH, Y
nanueHToB ¢ 'KMII cBepxHopmanbHas, uto Boipaxkaercs Bbicokoid @BJDK. Cnenyer yuyects, 4To
nokazarenib @B npu TJDK wu wmanenskom JDDK MOXET HEKOPPEKTHO XapaKTepU30BaTh
COKpaTUMOCTh. PernonaneHas cucronuueckas Gynkuusi JOK rereporenHa: runeptpoupoBaHHbIE
cermMeHThl JIOK rUNOKMHETUYHBI (CHU)KEHA CTENEHb CUCTOJIMYECKOrO YTOJIIeHUs U 1edopmMains), a
HErunepTpo(rUpPOBaHHbBIE CETMEHTHI UMEIOT HOPMAIIbHYIO/CBEPXHOPMATIBHYIO COKPATUMOCTb.

- O0beMHBIM TIOKa3aTesneM cucroinyeckoil ¢yHkiuu JDK sBisercs BenuuuHa YJapHOTO
oovema (YO). Ilpu I'KMII u ymenbmennom JDK (maneiiit KJIO) YO cHmkeH, HECMOTps Ha
Bbicokyto @BJDK. Taxke cHukeHa BO3MOKHOCTH npupocta YO npu pu3ndeckon Harpyske.

- Cucronuueckas ¢ynkius JDK, ananuszupyemas mo cuctoindeckod nedopManuu, MOXKET
ObITh HapyeHa yxxe y Hocutenelt ' KMII-myranuu, Ha goruneprpodudeckoit craauu.

- [Ipu nmporpeccupoBanuu 3ab60aeBaHus (HeETaTUBHOE peMoiennpoBanue, adverse remodeling)
B JWJIATAllMOHHON CTaauu HaOIIOAaeTcs yMEHbIleHHWe cTemneHu runeptpoduun ("BbIropanue"),
COMPOBOXKIaeMO€e CHIKEeHUEeM 00m1el cokparumoctu JIK (OB < 50%) [21, 24, 92-94, 97-101].

MX npn FKMMN
VY 30-44% nanuentoB ¢ 'KMII HaGmonatoTcs cTpyKTypHbIe U (YHKIMOHATIbHBIE HAPYILICHHS

B [DK. Kpurepuem runeprpopun muokapaa IDK cunraercs yBenndenue Tonmuuel cteHku [DK > 5
mM. Tommmaa muokapaa [1DK > 10 mm cuutaercs skcrpemansHoi [TIK [102].
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l'uneprpodus IDK B eauHUYHBIX ciiydasix ObIBaeT n3oiupoBaHHoH, 6e3 I'JIK.

CrpykrypHoe pemoaenupoBanue IDK B 15-90% npuBoauT K BHYTPHIKETYIOYKOBOU
OOCTpyKIIMH, KOTOpasi MOXeT ObITh Ha YpoBHE cpeaumHHBIX cermeHToB [DK wmmm Ha ypoBHe
BeixogHoro Tpakra [1K [103]. Kputepuem nammumst oocrpykuuu BTIDK cuuraercs yBenmueHue
rpanuenta nasienus B BTIIDK > 16 MM pt. cT. B mokoe [104].

Cucronmueckas nuchynkius DK mposBisieTcs yMeHBbIIEHHWEM TPOJOIBHON aedopmayu
IDX; npu sTom npyrue nokazatenu cucronndeckoit ¢pynkiuu [DK (TAPSE u s'marepansHoii yactu
TPUKYCIIUJAIBHOIO KOJblla), KaK [IPaBUIIo, B MpeeaX HOPMaJIbHbIX 3HaYEHHH.

Huactonuueckass mucynkmust [DK B HawanpHBIX craausx xapakrepmsyercs E/A < 1,
yBenuuenueM RV DecT (Bpemst 3amemniennst KpoBoToka B (hazy panHero HanonHenus 1K), E/e' >
6,0. [lokazano, uro Hammuue nuactoiaumdeckoi nuchynkiuu [DK sasasercs npenuxkropom BCC u
XCH [96, 102-109].

BHe3anHas cepaeyHas cMepTb

B ocnoBe martoreneza BCC nexar ¢QaranbHble HapylleHUsl pUTMa, BbI3BaHHbIE HILIEMUEN
MHOKapJia ¥ JJIeKTpuuecko HectabumpHOCThI0. BCC wame oOycrnoBiena DX (62,4%),
opamuaputmusmu (16,5%), XKT tuna "Torsades de pointes" (12,7%), KT (8,3%) u acucronueii [ 79,
110-121].

CuHKoNbI

CHHKONAJILHEIE COCTOSHHUSA MOTYT OBITH O6YC.]'IOBJ'IGHBI KaKk QapuUTMHYCCKHMMH, TaK H
TeMOJMHAMUYECKUMHU TNpUYMHAMUA. K TeMOJWHAMHYECKHMM TPHYMHAM OTHOCST CHTYaTHBHOE
yBenudeHue obctpykiuu BTJDK (pusmueckas Harpyska), BBI3BIBAIOIICE 3HAYMMOE YMEHBIIICHHE
ynapHoro oObemMa u majgeHue AJl, a TakKe CHWKCHHE TEPHUPEPUIECKOTO COTPOTHUBIICHUS B
pe3yibTaTe HeaIeKBaTHON Ba30MIATAllMK, B TOM YHCJIE Ba3oBarajibHbie 0OMopoku [122-125].

Pubpunnauma npeacepanm

DaKTOPBHI:

a. "mpencepaHas Muomnartusa'" — nokasano, 4yto ¢yHkius JII1 HapynieHa y HOCUTENe MyTaluu
B JOKIHHHYCCKOU CTa UK 0 Pa3BUTUsA runeptpodun [126].

b. crpykrypHOe (muiatanusi) ¥ ¢yHKUHOHANbHOE pemoienupoBanue JIII, mpuBopsiee k
ANIEKTPUYECKOM HeCTaOUIILHOCTH

C. MHTEpCTHIHANBHBIN (Hubpos JIIT [127, 128].

XpoHuyecKkas cepaeyHasi He4OCTaTOYHOCTb

DaxkTopsI:

a. ymensieHsbiit JOK (mansiit KJ1O) u, Hecmotps Ha Beicokyto @BJIK, mansiit YO JIK;

b. HECTTIOCOOHOCTH YBETUUUTH B 10JDKHOM crenieHd YO mpu (pu3ndeckoit Harpyske;

c. oocrpykuus BTJDK, BHOcsmas Bkian B ymeHblnenune YO,

d. cucromuueckas guchynkius JDK npu nmporpeccupoBanun I'KMII, ocobenno B
JUIATallMOHHOM cTaauu (MeMus MUoKapa, nuccuaxponus JIK);

e. auactonunueckas auchynkuus JODK (¢pubpos3 muokapna, nosbimeHue aasieHus B JIII u
KD

f. MuTpanpHas peryprurtanus (BHOCHT BKIIaJ B MOBbIIIeHHe AaBneHus B JIIT);

g. HapyueHus putma (PII);

h. nerounas runepTeH3usL.
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[21, 92, 101, 127, 129-133].

1.3. dnuaemmnonorua 3abonesaHus N cocTosiHUA (rpynnbl 3aboneBaHUn Mnu
COCTOSIHUN)

I[Ipu T'KMII Her wuyerkoil reorpaduyeckoil, STHHYECKOM WM TMOJOBOH CTPYKTYpHI
pacrpeieseHusl.

I'KMII — npakTudeckd €IUHCTBEHHOE KapIHUOBACKYJIpHOE 3a00JI€BaHHE, KOTOPOE MOKET
MaHH(ECTUPOBaTh B JIOOOM BO3pacTe UYEIOBEKa OT MIIAQJCHYECTBA 10 TIyOOKOW crapocTtu (C
nepBbIX aHen 10 90 u Gosiee JieT); Mpu ATOM CPEIHUN BO3PACT MAIMEHTOB MPU YCTAHOBKE JIMAarHO3a
cocrasiser 30-40 ner.

CornacHO JaHHBIM SIUAEMHOJIOTHYECKUX HCCIIEIOBAaHUM, NMPOBOJUMBIX B Pa3HbIX YacTsIX
cBeta, pacupoctpaneHHocTh ['KMII cocraBnser 1:500 B oOmieit monmysmsiiiu. B pa3HbIX BO3pacTHBIX
Koroprax oHa Bapsupyercs ot 1:500 no 1:200.

[Ipn nmpumenenun Oosiee 4YyBCTBUTENbHBIX MeToA0B Busyanusauuun (MPT, KT) u Oonee
IIMPOKOM  MCHOJb30BAaHUM T'€HETHMYECKOr0 TECTUPOBAHUS M KAacKaJHOTO CKPUHHUHra JJis
POJICTBEHHUKOB TepBOM JTMHUHU pojcTBa pacnpocTpaHeHHOCTh, [’ KMII cootserctByer 0,6% (1:167).

Yactota B oOmieil nomynsuunu mpebimaer BcTpedaemocTs ['KMII B kapamonormyeckoi
MpaKTHUKe, TaK Kak OoJjbllas YacTh MAIMEHTOB OCTAeTCsl HEUACHTU(UIMPOBAHHON BBUIY
6eccumntoMHocTu. [Ipu BBIBIEHUU TUNEPTPOPUU Cepllla B CTAPIIUX BO3PACTHBIX Ipydmnax u
tomuuHe cteHku JOK 12 MM 1 6osiee HEOOXOIMMO YUUTHIBaTh BO3MOKHOCTH (heHokommii 'KMII u
sropuutoit ['JIK [3, 4, 28, 31, 134, 135].

1.4. OcobeHHOCTM KoauMpoBaHuA 3aboneBaHMA WIKM COCTOAHMA (rpynnbl
3aboneBaHumn unm COCTOSIHUN) no MexayHapoaHowm CTaTUCTUYECKOMN
Knaccudgpukaumm 6onesHen n npodbnem, CBA3aHHbIX CO 340POBbLEM

142.1 — OGcTpyKTUBHAS TUTIEPTpODUUIECKast KapAMOMHUOTIATHS.
142.2 — [Ipyras runeprpodudeckas KapJuOMHUOTIATHSI.

1.5. Knaccudukaumsa saboneBaHmMsa Unu coctossHusA (rpynnbl 3aboneBaHnn unum
COCTOSIHUN)

B HOBCGHHGBHOP'I KIMHAYECKOM IMPAKTHUKE IPUMCHAIOT HECKOJBKO KJ'IaCCI/I(bI/IKaI_[I/IOHHBIX
IIoaAX040B — KJ'IHHH“IGCKHIZ, FeMOHHHaMH‘ICCKHfI, MOp(l)OHOFquCKHﬁ, TeHETUYCCKHI.

Knunnueckue Bapuantel TeueHus ['KMII — cMm. paznen 1.6.
FemoguHamuyeckuim npuHUMN Kknaccudumkaumm

B 3aBucumoctu oT Hanmuuusa UM oTcyrcTBUsa obctpykiuu BTJDK B mokoe u mpu Harpyske
BBIACIAIOT cienyromue BapuanTsl I’ KMII:

- HeoOcTtpyktuBHas ' KMIT: I'l B BTJIXK < 30 MM pT. CT. B IOKO€ U TPH Harpy3Ke

- ooctpyktuHas [ KMII: I'/] 8 BTJDK > 30 (50) MM pT. CT. B IOKOE U IIpU HArpyskKe.

- nateHTHast ooctpykuus: I'Jl B BTJIK < 30 B mokoe u > 30 (50) MM pT. CT. IpH Harpyske.

(mogpobuee kputepruu obctpykuuu BTJDK cm. B pazaene "/Iuarnoctuka")

Mopdonornyeckun npuHumn knaccudumkauum FKMIM

1. AcummeTpudHasa copma NKMI
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a. ['uneprpodust MXKII (+/- BoBneuenne [1K):

I. bazanmbHoi#t wactu MXKII (cybaopranbHast)

il. CurmoBuaas MKIIT

iil. ['uneprpodus Bceit MXKIIL

iv.  JIBoskoBeimykmass ~ MOKIT  (amrm.  "reverse curve") —  TIpEeUMYIICCTBEHHO
cpennexenynoukoBas runeprpodust MXKII 6e3 BoBneuenus: cBoboanoi crerku JIXK [136, 137]

v. Kombunuposannas (MXKII + npyroit otaen JOK nmm I1DK)

b. AnukaneHas runieptpodus (+/- cpeaunnsie cermeHTh JIK)

c. CpeagnexenynoukoBas ' KMII (c BoBieueHuem cpeAMHHBIX 0TA€N0B He ToJibko MXKII, Ho 1
cBoboHOM crenku JOK, JDK tuna "necounsie yacer")

d. l'uneptpodus apyroit crenku JOK (OoxoBast, 3aHss1)

2. CummeTpuyHasn cpoopma F’KMI

B oreuecTBeHHON M 3apyOeKHOW JIMTEpaType MHOTJA HMCIOJb3yeTcs TepMuH "muddy3Has
runeprpodus JDK", moa KOTOpbIM MOKHO MOHMMAaTh KOMOMHMpPOBaHHYI (IyHKT l.a.v.) wiu
cuMMeTpHruHyto runeprpoduro JOK [138].

Mo cTeneHu BbipaXeHHOCTU runepTpocumn

1. "VmepeHHas" (B aHIJIOA3BIYHON JMTEpaType Hucmoib3dyercs TepMuH "mild")
(MakcumanbHas TonuiuHa creHkd JDK < 18 mMm).

2. IIpoMexyToyHasi.

3. DkcrpeManbHas (MakcuManbHas ToimmHa cTeHKr JIK >= 30 mm).

[Ipemnoxena kmaccudukanus kapauomuonatnii MOGE(s) (2013), xotopast BeIIeNsICT HE
TOJILKO "knmaccuueckue" MOphohYHKITMOHATHHBIC (heHOTHUTIBI (runepTpoduaeckuii,
JMJIATallMOHHBIA, PECTPUKTHBHBIN, apUTMOTEHHAs IUCIUIA3Wsi, HEKOMIAKTHBIH MHOKapn:), HO U
cmemannbie penotumsl (ipu IKMIT — cm. Tabmuiy 12, IMpunoxenne I'3) [15, 43, 139].

1.6 KnuHnyeckas kapTMHa 3aboneBaHnsa Unm coctosiHUA (rpynnbl 3aboneBaHumn
WUIIN COCTOSIHUN)

I'KMII — 3abosieBaHue, XapaKTEPHU3YIOMIEECs BBIPAKCHHOW I€TEPOr€HHOCTHIO KIMHUYECKHUX
MPOSBJICHUH.

Knunnueckue Bapuantel Teuenuss ' KMII:

1. BCC — MoxeTr oTtmeuaThcsi mpu JitoboM BapuanTe TedeHuss [ KMII, B Tom umcne Oe3
IIPEIIECTBYIOLIEH CUMIITOMAaTUKHU (HanboJjiee yacTo BCTPEYaeTcsl y MOJIOIbIX MalueHToB < 35 Jjer,
BKJIFOYasi CHOPTCMEHOB).

2. beccuMNnTOMHOE TEu€HHE — BCTPEYAETCS y HAIMEHTOB C HCXOJHO HEOOCTPYKTUBHOM
¢dopmoii 'KMII (HeOombiuasi cTeneHb runepTpopuu MHOKapja, 0e3 COMyTCTBYIOUIMX aHOMaIMH
MK). ITpooKUTETPHOCTD KU3HH Y 3TUX MAllMEHTOB Kak B oOuiel nomymsuun — 75 et u Oonee.
Taxxe 6ecCCUMITOMHBIME MOTYT OBITh NMAllMEHTHI ¢ HEOOJBION cTenenpto oocTpykunn BTIDK (B
MOKO€ W/WUITU TIPU Harpys3Ke).

3. CumnTomHOe cTabunpHOe (Ha (OHE MEIMKAMEHTO3HOW Tepamuu) J0O0pOKaueCTBEHHOE
Te4YeHue

a. y MaIMeHTOB C UCXOIHO HEOOCTpYKTUBHOM popmoit 'KMII

b. mpu OI'KMII ¢ nHe6onboi crenensio ooctpykuuu BTJDK.

4. CumntoMHoe ocioxHeHHoe Teuenne ['KMII mposiBisiercs:

a. puOpuuALMell npeacepauii — napokcu3ManbHasi, IePCUCTUPYIOIAsl WIM MOCTOSTHHAsL (OT
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25 no 30%), accouuMpoBaHHAas C CEPACYHON HEAOCTATOYHOCTBIO PAa3IUYHOM CTENCHU
BBIPQ)KEHHOCTH U MOBBIIIEHHBIM PUCKOM TPOMO0IMOOINYECKUX OCIOKHEHNUHN, BKIIIOYast HHCYJIBT

b. XCH — mosiBieHue OABIMIKH, cIa0OCTH, YTOMIISIEMOCTH, B COYETAaHHH, MPECHHKOIBI U
cuHkonsl, aputMuu. Hapacranue tsaxectn XCH po III-IV @K (NYHA) npu coxpaHeHHOH
cucroanueckoi pynkuuu JOK

c. CuHIpoM cTeHOKapauu (B TOM YHCIIEC aTUIIUYHBIA OOJIEBOW CHUHAPOM) MM 0Oe300ieBas
nmemus. Mmemus muokapaa npu I'KMII mosxer ocnoxusatecs UM 2 tuna.

5. CUMIITOMHOE T€UEHHUE C HEraTUBHBIM PEMOJIEIUPOBAHUEM

a) "Koneunas cragus": najgpHEHIIee MNpPOTPECCHpPOBAHUE SIBICHUN 3aCTOMHOM cepAeuHOU
HEJ0CTaTOYHOCTH, CBA3aHHON C HEraTUBHBIM PEMOJEIMPOBAHUEM U BBIPAKEHHON CHCTOJIMYECKON
n/nmn nuactonudeckoi aucynkuueit JOK (benotunst 'KMII + JIKMIT wnu ['KMIT + PKMIT).

0) Pa3zButue Bepxymeunoit aneBpusmbl JOK — npu oOctpykiuu cpenneit yactu nonoctu JOK
(penxuit Bapuant Teuenus ['KMIT).

dopmann3oBaHHbIi 10X0J, TpemiokeHHbii Rowin E.J., Maron M.S. u coast. [140],
OIICHKE BapUaHTOB KJIMHUYECKOIO TEUYEHHMs Ipe/araeT YYUThIBaTh y MAIlMeHTa OJHOTO W OoJiee
omHoro cuHapoma (XCH + ®II), (XCH + BCC), (®I1 + BCC), (XCH + &I + BCC) u
HCIIOJIb30BAHNE TEPMHUHA "TIporpeccupyromiee Tedenne cumntoMaon ['KMIT".

OcCHOBHBIC KIMHHKO-MOP(OJOTUICCKHEe BapUaHTHl TEUCHUS W HCXOJIBI 3a00JICBAHUS TIPH
I'KMII npencrasnensr B tabmure 1113, Ipunoxenue I'1 [3, 4, 24, 29, 34, 97, 98, 116, 138, 140-
151].

2. lnarHocTtuka

Kputepum gnardHosa NKMI

Kputepuem aumarnoza I'KMII y B3pocibIx sBisieTCs yBeIMYeHUE TOJMIMHBI cTeHKHu JDK B
OJIHOM WM 0oJiee cerMeHTax >= 15 MM (ompeaenseMoe JIIOObIM BU3YATH3UPYIONIUM METOJIOM —
OXOKI'/MPT/KT), koTopast He 0OBSICHAETCS UCKIIOYUTEIHHO YBEIIMUEHUEM HArpy3KH JIaBJICHUEM.
VY poactBeHHUKOB npobana kputepueM auarnoza [’ KMII sBnsercs TommuHa crenku JDK, paBHas
13-14 mm [4].

Jlnarsoctuka Mo>KeT ObITh 3aTpynHeHa B cutyanusx codetanuss [ KMII u Al', y ciopTcmeHOB
u ap. Taxxe muarno3 'KMII tpebyer uckmouenus denokonuii ['KMII (cm. pasgen "I'KMII u
AT™).

Kpurepuem Bomneuenus: [DK npu 'KMII sBnsiercst yBenuuenune Tommuuubel cteHku [DK > 5
MM, a TomuHa Muokapaa ITDK > 10 mm cuuraercs sxcrtpemansroit I'TDK [134, 152].

Kputepuem auarnoza o6ctpykruBHOM ['KMII GonbIIMHCTBO €BpOIENHCKUX HCCeIoBaTeNnen
cuutaer ['J[ 8 BTJDK >= 30 MM pt. cr., B nokoe mwiu npoBouupyembid. I'J[ >= 50 mm pT. cT.
CUUTACTCS KPUTEPUEM T'eMOIMHAMHUYECKH 3HaUnMOi oocTpykiuu [4, 153].

AMepHKaHCKUE HccaeaoBaTenu Kpurepuem auarunosa ooctpyktuBHoit I'KMII cuuraror I']] B
BTJDK >= 50 MM pT. cT., B NOKO€ WIM INpOBOLUpPYeMBIA. [lJIg NMpoOBOKAaLMM MpenIaraercs
Harpy3ouHasi mpo0a, a He mpoOa BanbcanbBbl, T.K. OBIJIO MOKa3aHO, 4To mpoba BambcanbBel He
o0J1aiaeT J0CTaTOYHOM YyBCTBUTEIBHOCTHIO [3, 4, 154].

ITpu I'KMII, kpome cyb6aopTanbHON 0OCTPYKIIMHU, MOKET HAOIIOIaThCsI CPEeTHEXKETYA0UKOBAs
oOcTpykuusa (M301MpOBaHHAs WU B CcouyeTaHHMM cC cybOaopranbHOi). Kpurepus [l nans
CpeAHEeXeNnyI0UKOBOM OOCTPYKIIMU HE BHIPAOOTaHO.

Kpurepuem odctpykunu BTIDK cunraercs yennuenue I'Jl B BTTDK > 16 MM pr. cT. B mokoe
[104].

2.1. XXanoObl U aHaMHe3
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- ¥ BcexX ManMeHTOB PEeKOMEHIOBAH JETAbHBIN aHaN3 kanod u anamuesa [1, 3, 4, 79, 155,
156].

EOK mer (Y1 5 VYP C)

KOMMGHTapHﬁ: MHOTHEC ITAIIUCHTBI HEC MMCHOT )KaHOG NJIN OHU MAJIO3HAYUTCIIHbHBI. B TaKUX
ClTydasiX JMarHo3 CTaBUTCS CIIy4aiHO WIIK 110 Pe3yJIbTaTaM CKpUHHHTA.

JlomkeH OBITh pelieH BOMPOC 00 OTIMYUN UCTHHHOTO OTCYTCTBHS CHMIITOMOB OT aJanTalliy
3a cuerT oOpasza KM3HU, MyTeM IMPOBEACHHUS TECTa C MaKCUMAaJbHOW TEPEHOCHMOHN (Qu3ndecKoi
Harpy3koi u ouenku 6nomapkepo XCH B nunamuke.

B paszBepnytoii cranuu 3aboneBanus npu ['KMII nanbonee yacTsiMu kanob0amu SBISIOTCS
OJIbIIIIKa, CHIKEHHE TosiepaHTHOCTH K OH, pasHooOpa3Hbie 00JieBbIE OLIYIIEHHS B TPYIHON KIETKE
KapAMAJITUYECKOTO W/WIM CTEHOKAapAWTUYECKOTO XapakTepa, HapyIIeHHs pUTMa CepleyHON
NesITeNbHOCTH (1epedou, yyalleHHOe cepaieOrneHne), roJIOBOKPYKEHNE, IPECUHKOIBI I CUHKOTIBI.

Baxxno moMHuth, uTo MaHudectanus KiuHuuyeckux mposisineHnid 'KMII B mononom u
IIO’KHJIOM BO3PAcTe UMEET CYIIECTBEHHBIE PA3JINYHS.

Monoo#t BO3pacT acCOIMUPOBaH ¢ ceMelHOM (GopMoi 3a0o0sieBaHHSI W SIBISAETCS Ba)KHOU
HeTepMHHaHTOﬁ TAKECTH TCUYCHHA, PpHCKA HCEKCEIATCIBHBIX KapAUOBACKYIAPHBIX CO6BITI/II>1,
nokazaHHbeIM pakTopoMm pucka BCC.

Heo6xomumMo yuuThIBaTh BCe, B TOM YHCIIE JIOTIOJHUTENbHBIE "HOBBIE", (hakTophl pucka BCC,
O0COOCHHO y HOCHTeNel MaTOreHHBIX BapUaHTOB, B TOM YHCIE y POJCTBEHHUKOB MpobaHIa —
reHoturn(+)/dbenoTun(-) (CM. COOTB. pa3eiibl)

[Ipu cOope cemeliHOTO aHaMHe3a OOpaImIalOT BHUMaHWE HA TO, OBUIM JIM Y POJCTBEHHHKOB
ykazanuss Ha BCC, XCH, cuHKomNanbHbIE COCTOSIHUS, HMIUIaHTHpoBaHHble DKC, HMHCYIBT B
MOJIOZIOM BO3pacTe U APYrue CUCTEMHBbIE 3a00I€BaHMUs.

[Toxunoii Bo3pacT acCOIMUPOBAaH C HeceMelWHOW (popMoli 3ab0seBaHUsI M KOMOPOUTHOCTHIO
(AT, UMT/oxupenue, nucaunuaemusi, UbC).

2.2. dDusnkanbHoe obcnegoBaHue

- YV Bcex MalMeHTOB PEKOMEHIYEeTCsl CTaHIapTHOE (M3HKAIbHOE OOCIIeJOBAHUE CEPlICYHO-
COCYHUCTOM CHUCTEMBI, BKIIIOYAIOIEe ayCKyIbTalluio cepaua, uamepenue A/l (mpu HeoOXoaumMocTu
— TOBTOPHOE, a TaKXKe JIeKa, CHAfA, CTOsl), maipnanuio myiabca, uamepenune YCC (mpu DI —
nedunumr mynasca) [3, 4, 157-161].

YIAA5VYYPC

KomMeHTapuii: OCHOBHOUM auarHoctudeckuil mpusHak oOctpyktuBHo ['KMII — rpyOsiii
CUCTOJIMYECKH [ITyM BBIOpOCA, KOTOPBIH BBISBISIOT Ha/l BCEW MOBEPXHOCTh CEP/IIA, C MAKCHUMYMOM
Ha BEpXYIIKE M B YETBEPTOM MexpebOepbe cieBa OT rpyAuHbl. CHCTONMYECKHH IMIyM —
HU3KOYACTOTHBIM, HOCUT XapaKTEP KPELIEHA0-AECKPEIIEH0, BbICIYIIMBAETCA BIOJb JIEBOIO Kpas
TPYAUHBI U YCUJIMBAETCS TMOJ BO3JIEHCTBHEM (PAKTOPOB, YBETWUYHBAIOIINX BHYTPHXKETYIOUKOBBIN
TPaJUeHT JaBJICHUS: MepeXxo] B BEPTUKAIBHOE MOJIOKEHUE, JUHAMUYecKas (pu3ndeckas Harpyska,
TaxuKapIus, IpueM nuiu, mpoda BanbcanbBel, mpueM nepudepruyeckix Ba3ouIaTaTopoOB.

BonpmmncTBO nmanuenToB ¢ ooctpykuueit BTJDK Taxke UMeIoT aycKyJlIbTaTUBHBIE TPU3HAKH
MuTpanbHOil peryprutanuud. Co cropoHbl Apyrux cucreM u opraHoB npu ['KMII oGbraHO
KIMHUYECKH 3HAYMMBIX OTKJIOHeHH# Het [3, 4, 157, 162].
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V¥ mnauuentoB ¢ obctpykiueit BTJDK uacto BbIsIBIsSIeTcS HEYCTOMYMBOCTH apTEpUAIbHOTO
nynabsca (3HauutenbHble kosebanuss YCC B oprocraze M KIMHOCTa3e, BO BpeMs O0OJpPCTBOBAHMS U
CHa).

- Pexkomenayercss oOpaTHTh BHMMaHHME Ha BHECEPJCYHBIC MPOSIBICHHS 3a00JIEBaHMS,
ykasbiBaromue Ha penoxonuu ['KMII [37, 43, 44, 46, 47, 49-51, 58-60, 163-166].
EOK IB (V]I 4 VVP C)

2.3. HaﬁopaToprle AnarHoctn4yeckKkume nccrnegoBaHus

- V Bcex nauuenToB ¢ ['KMII 175 BbIsSBIEHMS COMMYyTCTBYIOUINX 3a00JI€BaHUIM PEKOMEHIYETCS
pyTUHHOE J1abopaTopHOE OO0CieOBaHKEe, BKIIOYAONIEe KIMHUYECKUM aHalu3 KpPOBM M OOIIMIA
aHaJIN3 MOYM, OMOXMMUYECKHUI aHaIU3 KPOBU (XOJECTEPUH, TPUTIULepubl, kanui, Hatpuil, ACT,
AJIT, MoueBHHa, KpeaTHHUH, OMITUPYOUH, TT0K03a) [3, 4, 167].

YIAS5YYPC

KommenTapuii: pyruHHOE 1abopaTopHOE 00CIE0BAHNE MIOMOTAET BBISBUThH COIMYTCTBYIOIIUE
3a00JIeBaHUs, KOTOpbIE MOTYT BbI3BaThb WJIM YCYT'YOUTh MHUOKApIUAIbHYI0 JIUCHYHKIUIO U
COCTOSIHUE MaI[UEHTA.

Omnpenenenve KOHUEHTpalUud N-TEpMUHAIBHOIO MPO-MO3TOBOTO HATPUHYPETUUYECKOTO
nentuna (Nt-proBNP) u BeIcOKOCTIEIM(UYIHOTO CEpEYHOTO TPOTIOHHWHA B IIa3M€ HE BXOJUT B
pyTuHHOE JabopaTopHOe oOcienoBaHue, OJHAKO, MX BBICOKHE YPOBHH aCCOLUUPOBAHBI C
BoipakeHHocThi0 JIJI, T'JDK, TskecThio (yHKIMOHANbHBIX HapylIeHWH (MIIEMUH MHOKapAa,
nporpeccupoBanne XCH) u HebmaronpusaTHbIM mporaosom [4, 32, 34, 92, 96, 141, 168].

- Ilpm mnomo3pennn Ha KoHKpeTHYIO0 (enokommio ['KMII ¢ menpro mpoBeneHUs
muddepeHInanTbpHOr0 JUardo3a peKOMEHIyeTCs CeluanbHoe JabopaTopHoe oOcienoBanue. [ 3, 4,
44, 46, 47, 59, 60, 64, 92, 163, 169].

EOK IC (YA 1 YVYP C)

KomMMeHTapuii: HEeKOTOpble MOKa3aTeu, MO3BOJIAIOLINE MPEANOTI0KUTh KOHKPETHBIN TUArHO3
denokoruu ['KMII, npusenenst B Tadmuie [11, [Mpunoxenue I'1.

I'KMII — 10 nmuarHo3 uckiaoueHus. OEeHOKONUU, BTOPUYHBIC U CICIU(PUICCKUE TTPUIHHBI
T'JIK u I'TDK nosmxHBI OBITE UCKITFOYEHBI.

CTpaTernsi reHeTM4eCKOro TeCTMPOBaHUSA U CEMENHOro CKPUHMHra

- Meauko-reHeTH4ecKoe KOHCYIbTUPOBAHNE PEKOMEHIO0BAHO MPOBOIUTH MpodeccnoHanamu,
0OyUYeHHBIMH B 3TOH CIlelMalIbHOM 001acTH U paboTAIOIIMMK B MYJIbTUIUCIUIUIMHAPHONW KOMAaHIe
[3, 4, 30].

EOK IHaC (Y[ 5 YVYP C)

- Menuko-TeHeTH4ecKoe KOHCYIbTUPOBAHNE PEKOMEHIOBAHO MPOBOJIUTH BCEM MAIIMEHTaM C
I'KMII ¢ 1esnbio BhIsIBICHUS PHUUHHON MyTaruu [3, 4, 18, 17, 27, 30, 31, 116, 170-173].

EOKIB (Y15 VYVYP C)

KomMmMeHTapuii: Bce MAlMEHTHl JOJDKHBI OBITH IOJHOIIEHHO OCBEIOMIIEHBI O CMBICIE U
3HAYUMOCTH CKPHHUHTA, BO3MOXKHBIX €r0 pe3ylbTarax, MX KIMHUYECKOM 3HAYeHHH, a TaKKe B
I[EJIOM O BOIPOCAaX HACIEICTBEHHOCTH CEP/ICYHO-COCYAUCTHIX 3a00JIEBaHUN.

PekomeHAaaumm no reHeTU4ECKOMY TECTUPOBaAHUIO Npo6aHaoB
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- PekoMeHyeTcst, 9TOOBI TEHETUYECKOE TECTUPOBAHUE BBITIOJIHSIIOCH B CEPTUHUITUPOBAHHBIX
JMArHOCTHYECKUX J1a00OpaTopusiX ¢ OJKCHEPTHBIMH HAaBBIKAMH B HWHTEPIPETAIMH MYTaIluii,
CBsI3aHHBIX ¢ Kapauomuomnarusmu [17, 19, 27, 30, 31, 116, 171, 172].

EOKIC (Y5 YVYPC)

- Ilpm mnonmo3penun Ha KoHKpeTHyO0 ¢eHokonuio [KMII ¢ 1mensio mpoBeneHUs
g depeHInaIbHOr0 TUarHo3a peKoMeHayeTcsl TeHeTHIecKoe TectupoBanue [3, 4, 18, 27, 30, 31,
46, 51, 59, 60, 171].

EOK IB (YAA 5, YVYP C)

KommenTapuii: renermdeckoe tectupoBanue y mnanueHtoB ¢ ['JDDK HescHoro renesa u
TOJIIHUHON CTeHKHU 13-14 MM peKOMEHI0BaHO MPOBOJAUTH TOJBKO MOCJE JETAIHHOTO 00CIeI0BaHUS
(Bkmowast MPT ¢ KoHTpacTHpoBaHHMEM) W KOHCHJIMYMa MYJIbTUAMCUUITIMHAPHONW KOMaHIOMN
CIELUAJIUCTOB.

- IlocMepTHOE TeHeTHYEeCKOE HcciaeoBaHuE OOpa3lioB 3aKOHCEPBUPOBAHHBIX TKAHEW WIIU
JIHK  pekoMeHJIOBaHO MPOBOAUTH JUIS yMEPIIUX MAlUEHTOB C MaToMOp(OJIOTHYECKU
nonareepxkaeHHoM ['KMII, uyToObI MMETh BO3MOXHOCTH BBITIOJIHUTH KACKaIHBI TEHETHYECKUIN
CKPHHHUHT pojcTBeHHUKOB [3, 4, 27, 30, 163].

EOK IIaC (YA 5 YYP C)

KommenTapuii: mnpoBeneHne reHerndeckoro ckpuHuHra mpu ['KMII mMoxer HocuTh
JIMarHOCTUYECKUI U MPETMKTUBHBIN XapaKTep.

B HepBOM cnyqae TCHETHUYCCKAas JOUArHOCTHUKaA SABIIACTCA qaCTbHO I/IHCTPYMGHTOB
JIMarHOCTUYECKOTO TOMCKA M MpHU3BaHa MOMOYb B NoaTBepkaeHUM nuarHo3a ['KMII npu nHanuuuum
CTEPTOM WJIM HEMOJHOW KIMHWYECKOW KapTHHBI, a TaKK€ MPU HAIMYUUA CUCTEMHBIX MPOSBICHUN
3a00JeBaHMs WK 715 uckimiodenus perokonuit ['KMIT [1-4, 14, 15].

OneHka BKJIaJa KOHKPETHOTO TEHETHMYECKOrO0 BapuWaHTa JIOJDKHA MPOBOJUTHCS B
COOTBETCTBUHU C PEKOMEHIAIUSIMH AMEPHUKAHCKOW KOJUIETHH MEIAUIIMHCKOW TeHEeTHKH (American
College of Medical Genetics and Genomics — ACMG) ot 2015 roma, OTEYECTBEHHBIMH
pPEKOMEHIAlUsIMU, pa3padOTaHHBIMH HAa WX OCHOBE, a TaKXe pAIOM HUX MoauduKanui wu
JOIOJHEHHH, pa3pabOTaHHBIX I OTAEIBHO B3AThIX reHoB [30].

I[Ipu T'KMII, B gomonHeHWe K BBIIICHEPEUUCICHHBIM HCTOYHHUKAM, O00sS3aTeIbHBIM
JOKYMEHTOM Ui MHTEPHpPETAalryd PpPe3yJbTaTOB T'€HETHYECKOTO HCCIEAOBAHUS  SIBIIAETCS
PYKOBOJICTBO 10 OIICHKe BapuaHToB B rene MYH?7 [8].

OneHka TATOTEHHOW 3HAYMMOCTH BBISIBJICHHBIX BapUAaHTOB JIOJDKHA IPOMCXOIUTH C
00s13aTEIIbHBIM KCIIOJIb30BAHHEM MEXIYHAPOIHBIX 0a3 MaHHBIX O YacTOTE M NATOTEHHOW PpOJIU
reHEeTHYECKUX BapuanToB, Takux Kak Clinvar, ClinGen, Varsome, Exac, and Gnomad [22, 23].

PekomeHgauuun no reHeTM4eCKOMy U KITIMHU4Y€CKOMY TeCTUPOBaHUIO B3pPOCIIbIX
poACTBEHHUKOB

- Kackanuplii TeHeTUYECKUH CKPUHUHT TOCTE MPEIBAPUTENHLHOTO MEIHKO-T€HETHYECKOTO
KOHCYJIbTUPOBAHUSA PEKOMEHIYETCS B3pOCIHBIM POJCTBEHHHKAM TIEpPBOM CTENEHH pOJICTBA
MaIyueHTOB, HMEIOIIMX SBHYIO ATOTeHHY0 MyTanuto [3, 4, 8, 18, 27, 31, 174].

EOKIB (Y15 YVYP C)

- Kimmanueckoe ob6cnenoanue, Briaouaroniee DK, DXOKI™ u mmurenbHOE AUHAMHYECKOE
HaOI0/IeHNe PEKOMEHIOBAHO POJCTBEHHHUKAM TEPBOM CTEMEHU POJICTBA, Y KOTOPHIX BBISBICHA Ta
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e sIBHasI aTOTeHHAasi MyTals, 4yTo U y npodanna [3, 4, 18, 27, 149, 150, 172, 174].
EOKIC (Y 5 YVYPC)

- POJICTBEHHUKOB TIEPBOIl CTETIEHU POJACTBA, Y KOTOPHIX HE BBISIBJIICHA Ta JKE SIBHAS TATOTCHHAS
MyTanus, 4T0 M Yy MNpoOaHga, PEKOMEHIYETCS BBIBECTH U3 JabHEHIIECrO0 JUHAMHYECKOTO
HaOJIIOJICHUS,, HO C PEKOMEHJIAIME OOpaTHThCS 3a TOBTOPHBIM OOCIIEIOBAaHUEM, €CIH y HHUX
Pa30BBIOTCS CUMIITOMBI HJTH MOSIBSTCSI HOBBIE pelieBaHTHbIC MaHHbIe [3, 4, 27, 28, 170, 174].

EOK IaB (YA 5 YYP C)

- Ecnu siBHOM maToreHHoOM MyTauuu y npo0aHja HE BBISBICHO WM M€HETUYECKUN CKPUHUHT
He mpoBoauics, kiauHudeckoe oOcienoBanue ¢ DK m OXOKI pexomeHI0BaHO MNPEASIOKUTH
POJCTBEHHUKAM TIEPBOM CTEMEHU POJICTBA Kaxawie 2-5 meT (wim 6-12 mecsueB, €clid UMEIOTCS
JIMarHOCTHYECKU He3HAYMMbIe anoMaiun) [3, 4, 27, 174].

EOK IIaC (YA 5 YYP C)

KomMeHTapuii: TpeaUKTHUBHBIA TEHETUYECKUH CKPUHUHI OCHOBaH Ha WCIOJIb30BAHUU
nHpopMallMl O KOHKPETHOM TI'€HETHMYeCKON IpHYMHE 3a00JeBaHUs, WIACHTU(PUIMPOBAHHON Y
npoOaHaa, JUid ONpENeNIeHHUs HOCUTENbCTBA JAHHOIO BapHUaHTa Yy €ro poJICTBEHHUKOB. llenbio
JAHHOTO CKPHUHUHIA SIBJISETCS OIpe/eleHre HEOOXOJMMOCTH PErylspHON AMCIaHCepHu3aluu U
MPUIIEIBHOTO KJIMHUYECKOTO HAOIOIeHHs B CiIydae HOCUTEIbCTBA NATOTEHHOTO BApUAHTA, a TaKkKe
UCKJIIOYEHHE HEOOXOJMMOCTH TaKOro CKPUHMHIA IpPHU OTCYTCTBHHM HOCHTEILCTBA IMATOME€HHOTO
BAPHAHTA.

[Tpu mpoBeleHUN KacKaJIHOTO CKPHHHUHTA YWICHOB CEMbH MTPOOaHIa pEKOMEHIYETCS COYeTaTh
€ro ¢ KIMHUYECKOM O0CIeIOBAaHHEM CEPICYHO-COCYAUCTON CUCTEMbI (aHAMHECTUYECKUE TaHHBIC,
o0bexkTuBHBIN ocMoTp, DKI' 1 DXOKI' — cm. tabmumy [18, [Ipunoxenune ['1) mis onpeneneHus
Cerperalfy BBISBJICHHOTO BapHaHTa C (DEHOTUIIOM 3a00JeBaHUS WIM Ui WCKIIOYCHHS JaHHOU
cerperanmu. JlaHHas wHpOpMaNuUsT MOXET OBITh BaKHAa TPU OIICHKE CTEINICHW MNaTOT€HHOCTH
BBISIBJICHHBIX BAapHAaHTOB W MX KIacCHU(UKAIMUM B COOTBETCTBUE C KPHUTEPHSIMH AMEPHKaAHCKOU
koyuternd MeauuuHckoi reHetuku (American College of Medical Genetics and Genomics —
ACMG) [22].

CymectByer  "OauibHas  MoOJENb"  MPOTHO3MPOBAHUSI ~ BEPOSTHOCTH  OOHAPYKCHHS
TreHeTUYECKUX BapUaHTOB B reHax, Haubosee pacnpocTpaneHHbix npu ['KMII, kotopas BkitouaeT
BO3pAaCT MAIlMEHTA, KEHCKUIA T0JI, HAIMYKE apTepHaIbHOW rurepTeH3uu, Mopdoaoruro MXKII no
tummy '"reverse curve" u cootHomenue TtommmHbl MOKII/3CJDK. Cymma OGamioB <= 2
MPE/ICKa3bIBa€T HHU3KYID BEPOSITHOCTh OOHAPY)KEHHs] T€HETUYECKHMX BApUAHTOB B MPUYMHHBIX
reHax, Haubosee pacnpoctpaHeHHbIX Ipu ['KMII (tabnuna 111, IMpunoxenue 1'2) [8, 29, 93, 144,
170, 175].

2.4. UHCcTpyMeHTanbHble AuarHoctuyeckne uccrnenoBaHus

AnekTpokapauorpadus n moHntopupoBsaHme IKIr

- IIpoBenenue OKI' (B 12 oTBeneHMIX) peKOMEHAYETCs MPU MEPBUYHOM 0OCIEeI0BAaHUH BCEX
nanueHToB ¢ noao3penuem Ha ['KMII u B mporiecce nuHamudeckoro Habmroaenus |3, 4, 160, 176-
180].

EOKIB (Y15 YVYP C)

- Becem manmentam ¢ 'KMII npu yxXynmeHHMM CUMOTOMAaTUKH PEKOMEHAYETCS MOBTOpHAs

peructparus OKI' ¢ 1esbio BhISIBIICHHS HAPYIICHUN CEPJICYHOTO PUTMA M MPOBOJAUMOCTH, UIIEMHUH
muokapaa [3, 4, 160, 176-179].
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EOK IB (Y1 5 YYP C)

- Peructpanus OKI' pekomeHyeTcsi Kak KOMIIOHEHT CKPUHUHT-aJITOPUTMA Y POJACTBEHHUKOB
nepBoi crenenu pozctsa manuentos ¢ ['KMII [3, 4, 27, 135, 160, 170, 174, 177].
EOK IC (Y44 5 YYP C)

- XMOKI" pekomenayercs Bcem nanuentam ¢ I'KMII, B Tom uuciie acUMITOMHBIM, C LENbIO
BbIsiBIIeHUs HapymeHuid putMa cepana (I u XKT) u npoBogumocTH Ui cTpaTu(UKAUN pUCKa
BCC u otbopa kanauaaros i umiutantanuua UKJ*** [3, 4, 112, 114, 161, 181-183].

YIA5VYYPC

- [Iposenenne XMOKI' (onTtuManbHO MPOJOIDKUTENBHOCThIO 48-72 yaca) peKOMEHIyeTcs
[IPH TIEPBUYHOM KIIMHUYECKOM 00cie10BaHnu 1 Kaxapie 12-24 mecses [4, 161, 176, 181, 184].
EOK HaC (YA 5 YVYP C)

- PexoMeH10BaHO MCIOJIB30BaHUE METIIEBOIO PETUCTPATOPA C LENBIO BBISBICHUS HAPYILICHUN
CepJICUHOT0 pUTMa Yy TMalMEHTOB C jKaJoO0aMuU Ha YacTele cepAleOHeHHs, y KOTOpPbIX INpu
amutenbHoM MoHuTOpupoBanuu JKI' mpuunHa ocranack HeyrouHeHHoi [ 3, 4, 20, 185-187].

EOK IIaC (YA 5 YYP C)

KommenTapuii: ajnekBaTHas OLICHKAa HAPYIIEHWM pUTMa M IPOBOJAUMOCTH KPUTHUYECKU
HeoOxomuma s crpatudukanuu pucka BCC, mosTtomMy B HEKOTOPBIX CiIydasX HEO0OX0IuM
qmrenbHblid - OKI'-mMonuTopuHr. Kpome pyrmHHOro cyroyHoro MmonutopupoBanus OKI,
BO3MOXHBI BapHaHTbl: 48/72-4acoBOil MOHUTOPHUHI, HApYXHBIM METIEBOM perucrparop,
perucTparop CoOOBITHH, HUMIUIAHTHPYEMBIH TeTiieBo peructparop. DKl '-muarHoctwka moinKHA
MOBTOPATHCA Kaxpie 12-24 mMecsia, ONTUMaIbHO MPOIOHKUTEILHOCTHIO 48 4acoB.

[Tokazanuem k XMOKI' siBisieTcss mosiBIieHHWE y TAIlMEHTa Xayo0 Ha cepaieOueHue u/uiu
T'OJIOBOKPY)KEHUE.

Heob6xo1uMo yuuThIBaTh, 4TO HAPYLICHUS! PUTMA U IPOBOAUMOCTH MOTYT OBITH 00YCIIOBJICHBI
MPOBOJIMMOM Teparuei.

OKI'-npusnaku, nmomorawmue B auddepennmansuoit quardoctuke ['KMII u denokonuit
I'KMII, npencrasnensr B Tabmuie 112, [punoxenne I'1 [3, 4, 20, 49, 125, 141, 147, 163, 185, 188-
190].

Axokapauorpadcus

OXOKI -uccnemoBanue  ManyeHTaM  HEOOXOIMMO  BBIIOJHITH B COOTBETCTBUH  C
pexomenaanuamu o sxokapauorpapuu AHA, ASE (American Society of Echocardiography) u
EACVI (European Association of Cardiovascular Imaging) 1o BbIXoJa OTEUECTBEHHBIX
pexomenganuii [152, 191-196].

- BeceM manmenTtam ¢ nopo3penuem Ha ['KMII ans BeisaBnenus I'JDK u BHyTprkeayn0oukoBoit
oOCTpyKUMKU Tpu TepBHYHOM oOcienoBanuu pexkomenaoBana TT-DXOKI ¢ mpoBokannoHHON
npo6oii Banscansssl [3, 4, 98, 137, 149, 181, 197-201].

EOKIB (YA 4 VYP C)

- Bcem mnanmenram ¢ ['KMII wu3smepeHne MakcUMalbHOM JHMACTOJMYECKOM TOJIIMHBI
muokapnaa JOK pekoMeHayeTcst MpOBOIUTH BO BCEX CErMEHTaX, OT 0a3albHBIX O BepXylIku B 2D-
pexxume 1o kopoTtkoit ocu JIK [94, 149, 191, 193, 202-204].

EOKIB (Y114 YVP C)
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- Beem nanentam ¢ 'KMIIT pekomenayercs TmaTenbHasi OlleHKa TUACTOJINYECKON (QyHKINU
JDK, BKirOYas TPaHCMHUTPAJIBHBIM KPOBOTOK, B JIETOYHBIX BEHAX, TKAHEBYIO IOMILIEpOTpaduio,
u3Mepenue pasmepa u oonrema JIIT st crpatudukanuu pucka BCC [91, 94, 95, 98, 108, 137, 195,
205].

EOK IB (Y444 YVYP C)

- CumnromHeiM manpentaMm ¢ MakcuMmansHeiM  [JI B BTJDK (B mokoe wmm
CIPOBOLIMPOBAaHHBIM) < 50 MM pT. CcT. pexkomeHayercs mnposeneHue crpecc-TT-DXOKI mis
BBISIBJICHUS TIpoBoIpyeMoit ooctpykuuu BTJIK u crpecc-unaymmpyemoit MP [68, 109, 116, 137,
152, 199, 206-212]

EOK IB (YA 4 YVYP C)

- ACUMIITOMHBIM NAIMEHTaM C MakCUMallbHbIM rpaaueHToM nasiaeHust B BTJDK (mokos wnun
UHAYIUpOBaHHbIM) < 50 MM pT. cT. pekoMeHaoBaHo mpoBeneHue crpecc-TT-DXOKI, ecnu
HaJIu4yue OOCTPYKIMM HMEET 3HAueHHEe Ul peKOMEeHJaluMui mo oOpa3y >KM3HM U Ha3HA4YEHUS
JeKapcTBeHHOM Tepanuu [68, 199, 206, 208].

EOK IIbC (Y1 4 YVYP C)

- V panueHToB ¢ CyOONTHUMAalbHBIM KayeCTBOM HM300pa)K€HUs WM C MpeanoJiaraeMoit
anukanbHoU runeprpodueit JOK nnu aneBpusmoit, pekomenayercst OXOKI' ¢ koHTpacTHpoBaHUEM
nostoctu JIK, kak anprepraruBa MPT cepana [115, 148, 213-216].

EOK ITaC (YA 5 YYP C)

- HuTpakoponapHoe koHTpacTupoBanue wmuokapaa npu TT-DXOKIT Bo Bpems
muarHoctuueckon KAIT pekomeHnyeTcss mnanumeHTaMm, Yy KOTOpbIX ruiaHupyercss CAA, mis
UJIEeHTU(DUKAITMN TIOJXOMSAIICH sl a0aliK CeNTaJbHON BETBM KOpOHapHOU aptepun [196, 216-
219].

EOK IB (Y114 YVYP C)

- IHoBropHbie DXOKI -uccnenoBanus pekomenaytores nanpentam ¢ ['KMII ¢ usmenenusimu
B KJIMHUYECKOM CTaTyce WM TOSBJICHUEM HOBOW CEpPJICYHO-COCYIMCTON CHUMITOMATHKHU JIsI
CBOEBPEMEHHOTI'O BBISIBJICHUS OCJIOKHEHUW M JUHAMHKH peMOJeMpoBaHus cepana [68, 149, 178,
184, 199].

EOKIB (Y114 YYP C)

- OXOKI pexoMeHayeTcs KaK KOMIIOHEHT CKPUHHHI-JITOPUTMA YICHOB CEMbH MAllUEHTa C
I'KMII, y xoToporo BbIsIBIIEHA acCOIMUpOBaHHAas ¢ 3a00JieBaHWeM reHHas mytanus [3, 4, 27, 135,
170, 174].

EOKIC (YA 5VYVYPC)

Kommenrapuii:  TpeOyercs  ucmosib3oBaTh  pacmupeHsblii  mpotokon — DXOKI,
anantupoBaHHbIil Kk guarHoctuke ['KMII. Ilepeuens mokaszareneild, BXOAsmux B IpoTtokosa TT-
OXOKT', npencrasnens! B Tadbnune [13, [Tpunoxenne I'1.

Jnsa muddepeHnnanbHOM AUMATHOCTUKH € (EHOKOMUSMU U TMPH BBIOOpPE XHUPYpPruvecKont
takTuku npu 'KMII moryt ucnons3oBatbes nonoanurenbubie onmuu npu X OKI', npeacraBiensl
B Tabnue [14, [punoxenune I'1.

OXOKI -naxonku, mno3possonme auddepenuupoate ['KMIT u  denoxonuun I'KMII,
npencrasiensl B Tadnuie [15, [punoxenne I'1 [1, 4, 29, 144, 163].

PekomeHgaumm no ypecnuweBoaHoun axokapauorpaduum npu FKMI
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- UII-OXOKI' pekomeHm0BaHa Uil MAlMEHTOB, Y KOTOPBIX HEACEH MEXaHU3M OOCTPYKLIUHU
BTJDK wmm gns ouenku coctostuuss MK no mpouenypst CAA, Wid eciid perucTpupyercs
BbIpakeHHass MP, mnpennonoxutensHo He cBsizaHHas ¢ IICJl ctBopok, a 00ycioBieHHAs
cobctBeHHbIMU aHoManusimu MK [192, 220-223].

EOK IIaC (YA 4 YYP C)

- [Tanmenram ¢ I'KMII npu Bemonanenuu CAA 11 KOPPEKTHOTO OINPENEIEHUS 11eJI€BOI 30HbI
BO3JICHCTBUSL  peKkoMeHJoBaHO  uHTpaonepaunoHHoe YII-OXOKI' ¢  uHTpakopoHapHBIM
KOHTpacTHpoBaHueM Muokapaa [196, 216-219].

EOK ITaC (Y1 4 YYP C)

Koncencyc sxkcneproB EACVI 2015

- UWnrpa/mepuoneparmonnas YII-DXOKIT npu CMD pexomeHJOBaHA MallMeHTaM IS
yTouHeHus: MexaHusma o6ctpykuun BTJDK, koHTposss Xupyprudeckol CTpaTeruu, OLEHKH
MOCTXUPYPTUICCKUX OCIOKHEHUH M BBISBJICHUS ocTaroyHoi obctpykumu BTJIK [192, 216, 217,
220-224].

EOK IC (YA 4 YVYP C)

NMpoBeaeHne npoBoOKauMOHHOM npobbl BanbcanbBbl ANA  AWArHOCTUKMU
nateHTHou ob6cTpykumu BTIDK

[IpoOy BanbcansBel npu TT-DXOKI' cienyer npoBoAWThH B MOJOKEHUH MAllMEHTA J€XKa Ha
neBoM Ooky. [lanueHTy crnenyer Hampsiub MBIIILBI TEpeAHEN OPIOIIHOM CTEHKH, YTO TOBBIIIAET
BHYTPUOPIOIIHOE M BHYTPUTPYAHOE AaBiieHHe. KOHTpOJb ypOBHS HAmpsDKEHHS 1enecoo0pa3sHo
OCYHIECTBJIATh C IIOMOIIBIO YCTPOMCTBA, IPEACTABIIAIOIIETO MAaHOMETP, COEAMHEHHBIM C
MYHJIIITYKOM; TpH 3TOM NalMeHTa MNpOCAT YAEpPKUBATh HaIpsDKEHHE, 4YTOObI NaBJjeHHE Ha
ManoMmeTpe coctaBisuio 20-40 MM pr. cT. Bo Bpems mpoOsl BanbcallbBeI perucTpupyercs
MakcuMaibHasg CKopocTb KpoBoToka B BTJDK ¢ wucnonb3oBaHMEM MOCTOSIHHO-BOJHOBOIO
nomnriepa. Eciu B mojokeHuu naiyenTa Jjiexka npobda oTpuiaTesibHas, TO PeKOMEHIyeTCsl IPOBECTU
po0y B MOJIO)KEHUU CUS U CTOSL.

MarHuTHO-pe3oHaHCcHasi Tomorpaduma

- MPT cepaiia ¢ KOHTpacTUpOBaHHEM (IIPH OTCYTCTBUH MPOTHBOIMOKA3aHHI) PEKOMEHIYETCS
BBITIOJIHUTh KaK MUHUMYM OJIMH Pa3 mocje nocraHoBku auarHoza 'KMII uist yrouHeHus JaHHBIX
OXOKI' (anatromuum cepama, (YHKIUM JKETyJOYKOB), a TaKKe BBIBICHUS M OICHKHU
pacnpocTpaneHHocTH GuOpO3a MUOKapa U UCKIIOUEHHS Ipyrux 3abonesanuii [57, 189, 216, 225-
231].

EOK IB (Y114 YVP C)

Koncencyc sxkcneproB EACVI 2015

- [IpoBenennie MPT poacTBeHHHKaM mpoOaHa EpBOI JTMHUU POJICTBA PEKOMEHIYETCS, €CIH
MOCTAaHOBKA JMarHo3a 3HAa4YMMO BIMAET Ha 00pa3 >XKU3HU (HAIp. 3alpelieHrne COPeBHOBATEIBHOTO
cnopta), a mnpu OXOKI wumMmeercs HHU3KOE KayeCTBO H300paKE€HUsS, WM JaHHBIE
MOTpaHNYHbIe/COMHUTENbHBIE, WK ecTh u3MeHeHUs Ha OKI, a DXOKI — 6e3 oTKIOHEHU# OT
HopMeI [3, 216, 226, 229, 233].

YAAS5YYPC

Koncencyc sxkcneproB EACVI 2015
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- [Taumentam c mpeamosiaraéMeiM aMHIJIOMI030M cepauna pekomenaoBaHo MPT cepaua c
KOHTPACTHPOBAaHUEM ¢ 1ielbio BoissBicHus 30H [THI [49, 53, 56, 57, 164, 234-236].
EOK laC (YA 2 YVYP A)

- MPT cepama ¢ KOHTpAacTHPOBAaHMEM PEKOMEHIYETCA N0 OIEPALMH XUPYPIMYECKOU M
Hexupypruaeckoit pexykunn MOKIT miast oneHKM XapakTepa ¥ pacrpoCTpaHEHHOCTH THIIEPTpodun
u ¢udposa muokapaa [41, 189, 228, 230, 237].

EOK ITaC (Y1 4 YYP C)

- MPT cepaua u cocy0B I0JKHA HHTEPIIPETUPOBATHCS CIIELIMAITUCTAMH, UMEIOIIIUMU OTIBIT B
BU3YaJIM3aI[lK Ccep/ilia U olleHKe 3aboseBanuii Muokapa [4, 54, 226, 231, 238].

EOK IC (YOO 5 YVYP C)

Kommenrapuii: MPT ne umeer mpucymux DXOKI' orpanuueHuil u sBisiercs "30JI0ThIM
CTaHapTOM" OLIEHKH TOJIIMHBI MUokapsaa u oobemoB JIK u IDK (Oosblie TouHOCTh U3MEpEHUH U
BOCIIPOM3BOJUMOCTb, ~ MEHBIIE  ONEpPaTOpPO3aBUCHUMOCTh),  MO3TOMY  TpU  OTCYTCTBUU
IIPOTUBONIOKA3aHNUM, €CIM MO3BOJIAIOT pecypcbl M onblT, MPT nomkHa paccmarpuBaTbCs IS
narienToB ¢ [ KMIT B kauecTBe 6a30BOro Metoa uccieaoanus [216, 227, 231, 238, 239].

MPT Takke TO3BOJISIET HCCIEIOBATh TEKCTYpy MHOKapAa, T.€. HaJluyue U
pacnpocTpaHEeHHOCTh MUOKapIuanbHOro puodposa. MeToauka oCHOBaHa Ha TOM, UYTO B CETMEHTax
Muokapaa ¢ > 15% ¢ubposa BeisiBAsieTcss (peHoMeH mo3nHero HakoruieHus ragosmuus (ITHT) —
3amepkka BbIMbIBaHMs (Gd-xoHTpacta. Hanumume pacnpoctpaneHHoro ¢ubpo3a sBisieTcs
MIPEIMKTOPOM HETaTUBHOTO PEMOJIEIIMPOBAaHMs, pa3BUTUs cucToandeckor nuchynkuuu u XCH, a
TaK)Ke OTHOCHUTCS K JIOTIOJIHUTEIBHBIM (pakTopam prucka BCC.

[Tpu MPT BbIsSBIISAIOTCS 2 OCHOBHBIX NaTTepHa GuOpo3a:

1. UatpamypaneHbiii ¢GpuOpo3 B mpezenax TUnepTpoPpUPOBAHHBIX CETMEHTOB, KOTOPBIM Ha
TUCTOJIOTUYECKOM  YPOBHE  SIBJISIETCS  OTP@KEHHEM  MPSAMOro  JEHUCTBUS  "PUYMHHOTO"
TCHETUYECKOTO BapHaHTa W MOJICKYJSIPHOTO TATOTeHE3a, IMPOSBIIONICTO JUCKOMILICKCAUEH
KapJMOMHUIIUTOB M MBIIIEYHBIX BOJIOKOH — (enomen '"disarray", ¢puOpo3oM paszHOW CTeneHU
BBIPa)KCHHOCTH.

2. 3onbl (pubpo3a moryr ObITh BbIsgBIeHBI B MXKII B mepemnedd w/umm 3agHeil 00yacTsXx,
rpaHuyamux co cBobomuoi crenkor IDK (T. Ha3. "right ventricular insertion points"). Cunrtaercs,

YTO ATO MHTEPCTUIHAIBHBINA (GUOp03 K nmpomexxytounslid penotun [THI', HavanpHas cramus [99,
216, 230].

[Tapametpsl, KoTOphie HeoOXxoauMo oueHuTh npu MPT cepana y mamumenta ¢ ['KMII,
npeacrarieHsl B Tabauie [16, [Ipunoxenne I'1.

VY Hocutenelr mytanuii B goruneprpodudeckoit craauu I'KMII npu MPT MoxHO BBISBUTH
"Mayiple aHOMaJuM cepaua’ — KpUNThl MHUOKapjaa, aHoMamuu MK, anukanbHOe CcMeleHue
NanWwUIApHBIX ~ MBI, Ha  JoknuHMYeckodl  cTaaiuM Yy  HEKOTOPHIX  MAIlMEHTOB  C
reHoTumnom(+)/penotunom(-) Moryt ObITh BhIsIBIeHBI 30HBI [THI. (cM. anropuTm AuarHOCTUKU Ha
JTOKIMHUYECKOH cTaauu) [239-241].

IIpu MPT cepana Ttaxke BBISBISIOTCS aHomanuu ammapara MK (cm. Ttabmumy 116,
ITpunoxenune I'1).

Kpome 3naunmoctn B amarHoctuke ['KMII, MPT cepaua urpaer pojib B JMarHOCTHKE
¢enokonmit I'KMII. Ilpu amwunougosze 3ouel IIHIT ompepensitorcs B SHAOKApIUATBHBIX U
CyORHIOKapAUaIbHBIX OTJENaX W HE 3aBHUCUT OT 30H KpoBOCHabxeHUs Muokapaa [57, 236]. Ilpu
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6one3nn Angepcona-®abpu — Hanmuuue wuHTpamuokapauaibHoro [IHIT wame Bcero mo
3aJHEOOKOBOMY CErMEHTY Ha OasaibHOM W cpemHem ypoBHsx [171]. V cnoptemenos ¢ T'JIK,
oTcyrcTBYIOT 30HbI ITHT.

KomnbrotepHas Tomorpadusa/MynbTucnupanbHasa KOMNbOTEPHas ToMmorpadus

- [Marmmentam ¢ I'KMII, y xotopsix HU3K0e kauectBo DXOKI' m3zobpaxeHus, a npoBereHUE
MPT npoTuBONOKa3aHO [Jis OLIEHKH TOJIIMHBI MHOKapJa W pa3MepoB IOJIOCTEN cepaua
pekomenyercs BoinoiausaTh KT/MCKT cepana ¢ kontpactupoBanuem [216, 242].

EOK ITaC (YA 5 YYP C)

Kommenrapumii: KT cepauma, kpome aHaTOMHYECKHMX JaHHBIX CEpALA, ITO3BOJIAET TaKke
BU3YyalIU3UPOBATh KOPOHApHBIE AapTEpPHH, OLEHUBATh HX MPOXOJUMOCTb U aHATOMUYECKUE
O0COOEHHOCTH, HaJIM4YWE€ MUOKapAUaIbHBIX "MBIIIEYHBIX MOCTUKOB', UTO WUIpaeT BaXXHYIO POJb B
muarnoctuke MIBC, B Tom yucne npu 'KMII y nanuenToB crapiieil BO3pacTHOU IpyMIb.

MCKT cepaiia, uMerorasi BHICOKOE€ MPOCTPAHCTBEHHOE pa3pellieHre, MO3BOJsET 00eCeunuTh
TOYHOE H3MEPEHHE TOJIIHUHBI, MAacChl MHOKapaa, oObeMa KeNTyJOouKoB M (pakiuio BbIOpoca.
CpaBHHTEIIBHOE HCCIIEIOBAaHUE TMOKa3ajao BhICOKYO To4HOCTh MeTtoga MCKT, comocraBumyro c
pesyibpratamu Metoga MPT cepana [243, 244].

ITo cpaBaenuto ¢ MPT, munycom MCKT sBnsieTcst Gosiee HU3KOE BPEMEHHOE pa3pelieHue,
0oJiee HU3KOE KOHTPACTUPOBAHHUE MATKHX TKaHEH U HATMYME HOHU3UPYIOLIETO n3nyueHus [244].

CuuHTturpacums

- Crunaturpaduio xocret (¢ 99mTc-DPD umm 99mTc-mupodocdatom) pexomeHmIyeTCs
BBITIOJTHATE TAMEHTaM, Y KOTOphIX mogo3peBaercss ATTR-amumonmo3 [163, 164, 235, 245, 246].

EOK IIaB (Y112 YVYP B)

KommenTapwuii: mo manHbIM cuuHTATpaduu ¢ 99mTc-mupodochaToM BO3MONKHA TOUHAS
muddepennnansaas auarnoctuka AL- m ATTR-ammionno3a cepama (pu yCIOBHHM HUCKIFOUCHUS
MOHOKJIOHAJILHOM raMManaTiy HeONpeAeAeHHOTO 3HaueHus) [45, 235].

[To3urponHas sMuccUOHHas TOMOTpadus

I[IDT  MoXeT  WCHONB30BAaThCA ISl  MCCICAOBAaHUS  MeTaboiM3Ma  MHOKapja
(pamnodapmmpenapatsl — F18-ge3okcurmiokoza u Cll-amerar) M JMAarHOCTUKKA aBTOHOMHOMU
TUCHYHKIMH cepia.

IIpu T'KMII moxeT BBISBIATBCA HapylleHHe oOpaTHOTO 3axBaTa HEHPOMEIUATOpPOB U
yYMEHbIIIEHUE TUIOTHOCTH OeTa-aApeHOPEEeNTOPOB.

KopoHapHasa aHrnorpadus

KAI' sBnsercss METOJIOM BBIOOpA TUArHOCTUKU HATUYUS M BBIPAXKEHHOCTH OOCTPYKTHBHOTO
MOPAKEHUS MUKAPIUATBHBIX KOPOHAPHBIX apTEPUHA.

- Bspocneiv mammentam ¢ I'KMII ¢ mpenorBpamenHoit BCC  (mocne  ycnenrHbIx
pEaHNMAIMOHHBIX MEpOINpUITUi), manueHTam ¢ yctoWunBod XXT u maumeHTam co cTaOHIBHON
cTeHoKapauei >= 3 xiacca (no kiaccupukanun Kanagackoro cep/ieyHo-coCyAUCTOro odmiecTsa —
CCS) pexomennyercst nnHBazuBHass KAI' ¢ 1enbpl0 JUarHOCTUKH OOCTPYKTUBHOTO MOPa)KEHUS
SMUKApAUATBHBIX KOPOHAPHBIX apTepuii [3, 4, 74, 113, 242, 247, 248].
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EOK IC (Y1 5 YYP C)

- [Marmmentam ¢ I'KMII ¢ TunnyabiME 00JIIMU B TPYJHOU KiIeTKe < 3 KJIacC CTEHOKapIUH IO
knaccudukanuu Kanaackoro cepaedHo-cocyauctoro ooOmectBa — CCS), y KOTOpPBIX €cCTh
IIPOMEXYTOUHAsl IPEITECTOBAas BEPOSITHOCTh aTEPOCKIEPOTUUYECKOW HIIEMUYECKON 0oJie3HU
ceparia ¢ yueToM BO3pacTa, rmoya u GakTopoB pucka arepockieposa pekomenayercss KA mimm KT-
aHruorpadus ¢ HeNbl0 TUArHOCTHKU OOCTPYKTUBHOTO MOPAXKEHUS AHUKAPAUAIBHBIX KOPOHAPHBIX
aprepuii [4, 74, 242, 249].

EOK ITaC (Y44 5 YVP C).

- JIns Bcex mauuentoB ¢ 'KMII crapmie 40 ner pexkomennyercs KAl unu KT-anruorpagus
no penykiuu MOXKII, He3aBHCHMO OT HamW4Us TUIUYHOTO CTEHOKAPJIUTUYECKOTO O0JIEBOTO
CHUH/IpOMa C LENbI0 JAMATHOCTUKU OOCTPYKTHUBHOTO MOPAKEHUS SMHUKapIUAIbHBIX KOPOHApPHBIX
aprepwii [4, 242, 248, 250].

EOK IIaC (Y11 4 YYP C)

Kommenrapuii: Heooxoaumocts KAI' nukryercss 0coOEHHOCThIO BpaueOHOM TakTHkuU. [lpu
INOCA y nanuentoB ¢ I'KMII nosiBisiercs He06X0AUMOCTh B IOCTAHOBKE CTEHTOB MPU MEHBIIIEH,
yem npuHATo y manueHToB ¢ UBC, crenmenpio creHosa, T.e. mpu creHo3ax < 50%. (cm. pazgen

"Muarnoctuka ['KMII y otnensHbIX Kateropuit maruentoB" u pazaen "[larorenes") [ 74, 76, 82, 85,
251].

MHBa3uBHOE U3MepeHMe faBneHns B NONOCTAX cepaua

- Karerepuzanus cepana misi OleHKH (DYHKIHMW JKETYJIOYKOB W JABICHHS 3aKIMHUBAHHS
JIETOYHOW apTepUu PEKOMEHAYETCSl y MAallMEHTOB, KOTOPBIM TUIAHUPYETCS TPAHCIUIAHTALUS CepAla
WM MEXaHUYEeCKas MOIepyKKa KpoBooopaienus [252-257].

EOK IB (YA 5 YVYP C)

- Y CUMITOMHBIX TAIMEHTOB C HEOMPEACIECHHBIMU pe3yJdbTaTaMHd HEWHBA3UBHOU
BHU3yaJIM3aIlMU CepJlla PEKOMEHJOBAHO PACCMOTPETh BO3MOXKHOCTh KaTE€TEPU3AIMH JICBOTO H
MPaBOTO XKETYAOUYKOB i olleHKH Tspkectu ooctpykiumu BTJDK/BTIDK u usmepenus naBiieHHs
nanoaaenus JOK/TDK [69].

EOK IIbC (Y11 4 YYP C)

AnekTpodmanonoruyeckoe TeCTUpoBaHue

- BuyrpucepaeuHoe 31eKTpoPHU3UOTIOIHYECKOE UCCISIOBAHIE PEKOMEHYETCS MAlUEHTaM C
JOKYMCHTUPOBAaHHBIMU  TIEPCUCTUPYIOIIUMH  WJIA  NEPUOJUYCCKHUMH  HAJDKEITYJI0YKOBBIMH
TaXuKapausMu (TpeneTaHue TNpeACeplIuil, TNpencepaHas TaxuKapIus, aTPUOBEHTPUKYISIpHAS
y3JI0Basi PUCHTPU TaxXWKapAWs, TAaXUKApAWs, OIOCPEIOBaHHAs J0OABOYHBIMU MPOBOSIIMMU
MyTSAMH) U TAIMEHTaM C CHUHIPOMOM PAaHHEro BO30YXKJICHHS JKEIYJA0YKOB, IS MIACHTH(QUKAIH
cyocTpara abmaiuu u sedenus [20, 113, 176, 185, 258-261].

EOKIC (Y114 YVYP C)

- JIng oThnenpHBIX MAlMEHTOB C JOKYMEHTHPOBAaHHBIMH, CHMITOMHBIMH, MOHOMOP(HBIMHU
ycrouuBeiMu (> 30 c) KT pekoMeHIOBaHO pPaccMOTPETh BO3MOXKHOCTb BHYTPHCEPIECUYHOTO
ANIEKTPO(U3NOJIOTHYECKOTO UCCIEI0BaHMs Ul MAEHTH(PUKAIMKU cyOcTpata abialuu M JIeYSHHS
[176, 259, 260, 262, 263].

EOK IIbC (YA 4 YYP C)

Kommenrapuii: maumentam ¢ 'KMII  He  pexkoMeHIOBAaHO  BHYTPUCEPIEYHOE
ANIEKTPO(U3NOIOTHYECKOE MCCIEOBAHUE C MPOrpaMMHPYEMON KeyJOYKOBOW CTHUMYJSIUEH B
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Ka4yecTBe PYTMHHOM mpoueaypsl s crpatudukanun pucka BCC [4, 111, 176, 262].
Harpysquble TeCTbl

- Tpenmun-tect ¢ mounutopupoBanueM OKI' m AJ] pexomeHmyercss st CTpaTH(PHUKAIUN
pucka BCC nanuenToB ¢ 'KMII, npu HepocTynmHOCTH 3procuupomerpuu [4, 264, 265].
EOK IIaB (YA 5 YYP C)

- [MTamentam ¢ I'KMII, y kotopbix B nokoe makcumanbHelid I'J] B BTJDK 30 mMm prt. ct., npu
npobe BambcameBel I'J[ < 50 mm pr. cT. pekomenayercs nposenerne TT-DXOKI B ycrmoBusix
Harpy3ku (ctpecc-OXOKI') st ompeneneHus W KOJMYECTBEHHOW OIICHKHA JMHAMHYECKOM
ooctpykumu BTJIK [152, 208, 211, 266, 267].

EOK IIaB (YA 5 YYP C)

KoMMeHTapuii: BapuaHTbl Harpy304HBIX TECTOB IpeacTaBieHbl B Tabnuue [17, [lpunoxenue
I'l.

Bompocel, Ha koTopble AomkHa OTBETUTH cTpecc-DXOKI' (H0mKHBI OBITH OTpa)KEHBI B
3aKITIOYCHUN )

1. Bennunna Hapacranud '/l B BTJDK Ha nuke Harpy3ku ¥ B BOCCTAHOBUTEIBHOM IEPUOJIE.

2. Peakuus AJl Ha Harpysky.

3. Uapynupyercs a1 Harpy3kou umeMust muokapaa JDK.

4. Ycyryonsercs nu quacronndeckas auchynknus (E/A, E/e').

5. CreneHp U3MEHEHUsI MUTpaIbHOU peryprutanuu Ha Gone crpecc-OXOKI (muHamuueckas
MP).

Haunbonee nonxomut mist ctpecc-OXOKI y marmentoB ¢ 'KMII "nexxaunii Benospromerp',
KOTOpBIA T03BOJIsieT noiy4daTh DXOKI -u300pakeHrss Ha pa3HBIX CTYIEHSAX HArpy304HOW MPOObI
(pekoMeHyeTCsl perucTpanus nokasaresneid Ha CTyneHU Harpy3kud 50 BT., Ha MHUKE Harpy3Ku U B
BOCCTAaHOBUTEJILHOM mepHoje). lcrnonp3oBaHue Tpeammia M CHIASYETO BEJIO3IPromMeTpa He
no3Bosisier peructpupoBath DXOKI'-nokazatenu B mpolecce MPOBEIEHUS HArpy3KH, MO3ITOMY
peructparus MpoBOIUTCS HEMEUIEHHO IOCJE €€ MPEKPallleHns U B BOCCTAHOBUTEIHLHOM IEPHOJIE.
[Tokazano, yto MakcumanbHbiil I'J] B BTJDK Ha nuke Harpy3ku u cpaszy Mocje ee NpeKpamieHus
moutH coBnazaaroT [208].

[Ipu Tpenmui-TecTe NPUMEHSIOT MPOTOKOJ bproca mim MOAM(UIIMPOBAHHBIA MPOTOKOJ
Bproca. I1pu Benospromerpuu ctynenu tecra — 50-100-150 Br.

VY nmanuentoB ¢ 'KMII ne pekomenayetcs npoBoauth ctpecc-OXOKI ¢ noOyramuHoM u3-3a
BbicOoKkoro pucka unaykuuu JKHP. Kpome Toro, 1odyraMuH MOXET CHPOBOLIMPOBATH YBEIHMUCHUE
I'/1 8 BTJIK y mauuentoB 6e3 'KMII.

Bo Bpems npoBenenust Harpy3ouHoro tecta perucrpupyercst IKI' (mocrosiaHo), AJl (kaxkabie
2 MHH) U U3MEHEHUS KIMHUYECKOW CUMIITOMATHKH.

Peakumss AJ] Ha Harpy3ky sBIIE€TCS Ba)KHEHIIEW YacThIO HArpy304HOIO TECTUPOBAHMSL
HeanexBatHas peakuust Al Bxoaut B mikany ctpatudukanuu pucka BCC y manmentos ¢ 'KMIIL.

HeanexBaTtHoli peakuueint A/l cunraercs:

- runoteH3uBHasd (A/] Ha muke Harpy3KdM HM)KE€ MCXOJIHOTO WJIM €CJIM Ha NMEPBBIX CTYNEHSAX
Harpy3ku AJl HECKOJIbKO MOBBIIIAETCS, a Ha NMUKE Harpy3ku — Oosiee ueM Ha 20 MM PT. CT. HUXKE
3TOTO YPOBH);
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- HeloCcTaTo4HbIi npupocT A/l Ha nuke Harpy3ku (MeHee 20 MM pT. CT.).

Kpurepun npekpalieHust Harpy304HoOro Tecra:

1. Hoctmwxenune cyomakcumanpaoit YCC

2. BeipaxxeHHas yCTaJIOCTh M OJBIIIKA

3. Bonwm B oOnacTu cepama

4. T'uniotensus (cHmwkenue Al 20 MM pT. CT. OT UCXOIHOTO)

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

dprocnmpomeTpus

- Ilammmentam ¢ TKMII ¢ BbIpaXEHHOW CHUMITOMATHUKOM C CHCTOJMYECKOW W/WUIU
muactosmmueckoi auchynkiuen JOK, s onpeneneHus moka3aHuii K TpaHCIUIAaHTAIIMU CepAla Uin
MEXaHUYECKOM MO JIEPIKKE KpOBOOOpaIeHus PEKOMEHTyeTCS 3ProCcuupoMeETpUs
(KapAMOMyIbMOHAIPHOE ~ HArpy304HOE€  TECTUPOBAaHHE C  OJHOBPEMEHHBIM  HW3MEpEHHEM
pecnupaTtopHbIX ra3oB) [4, 252-254, 256, 257, 268-271].

EOK IB (Y113 YVYP B)

- ITarmentam ¢ 'KMII, He3aBUCMMO OT CHMITOMAaTHKH, PEKOMEHIOBAHA 3PrOCIHPOMETPHS
(WK cTaHAAPTHBIA TPEIMIII-TECT, UM BEJIOIPTOMETPUS MPU €r0 OTCYTCTBUHU) C LIETBIO OLIEHKH
TSYKECTH M MEXaHU3Ma HENEepeHOCHUMOCTH (U3WYECKOM Harpy3ku M M3MEHEHUI CHCTOJNYECKOTO
AJl [4, 269, 272, 273].

EOK IIaB (Y11 4 YYP C)

- DprocrnupoMerpusi (WIM CTaHIAPTHBIA TPEAMUI-TECT, WU BEJIIOAPTOMETPHUs] TMPH €ro
OTCYTCTBUHM) PEKOMEHJIOBAHO CHMIITOMHBIM TaIlME€HTaM, KOTOPbIM IaHupyercs CMO/PMD mis
oTpeieNieHus OrpaHHUEHHI 10 Harpyske [4, 269, 272, 273, 274].

EOK IIaC (Y11 4 YYP C)

2.5. UHble gnarHocTnyeckme uccriegoBaHus

2.5.1. Bnoncusa Mmmokapaa n abgoMMHaNbLHOTO Xupa

- buomcus Muokapma peKOMEHJOBaHA NP IOJO3PCHHMHM Ha  HMH(HIBTPATHBHEIC,
BOCIHAIMTEIbHBIC 3a00JICBaHMs cepiala WM OOJIe3HH HAKOIUICHHS KOTOpbIe HE MOTYT OBITh
MOTBEPIKACHBI Apyrumu Metoaamu [4, 50, 275, 276].

EOK ITaC (Y 4 YVYP C)

- buoncus abaoMHHAIIBHOTO XUpa PEKOMEHJ0BaHa IMPH TOJO3PEHUU Ha aMujonnos3 [4, 25,

37, 53, 276, 277].
EOK I1aB (VJIJ] 2 VYP C)

2.5.2. lnarHocTuKa 3aboneBaHuns y oTAesNbHbIX KATEroOpun NauueHToB

OunddepeHumnansHbin gnarHos KM wun DK BcnepctBue aprepuanbHOMU
rmnepTeH3umn

Ha ecrectBenHoe Teuenme I'KMII okas3siBaeT BiMsHHME Haiuuue  (HakToOpoB

kapauoMerabonuueckoro pucka (Al, oxxupeHne/n3ObITOYHAsT Macca Tela), BCTPEYAEMOCTh
KOTOPBIX YBEIMUUBAETCS C Bo3pacToM [278-282].
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B crapmeit Bo3pactHoi rpymnme nanueHToB ¢ jgokazanHod ['KMII Bcrpeuaemocts Al
cocraBiser 70-90%. Ilo onpenenenuro npu ['KMII runeprpodus muokapaa JOK ne oOGycnosiena
Harpyskoil naeieHuemM, Ho Al — 3T0 Harpy3ka JaBjieHHEM, OATOMY B ciiyyae couetanus ['KMII ¢
AT tpebyetca moaudukarus kpurepues 'KMIT.

BepostHocte I'KMII y nanuenToB ¢ Al moBblaeTcss Npu HajlWMuWU OJHOTO U 0Oojee u3
CIIEIYIOLIUX KPUTEPHUEB:

1. ykazanue Ha ceMelHblii aHamHe3 I'KMII unu BHe3zannyio cepueunyio cmepth (BCC) B
MOJIOJIOM BO3pacTe y POJCTBEHHUKOB IIEPBOM JIMHUH POJICTBA;

2. HECOOTBETCTBHE MKy BhIpaskeHHOU Turneprpodueii JOK (MakcuManbHas TOJIIIWHA CTEHOK
>= 15 MM) U HEJAaBHO BO3HMKIIEH JeTKoM M ymepeHHoM Al mpu afekBaTHOW NMPHUBEPKEHHOCTH
ManueHTa Teparnuy, a TaKkkKe IPyrux NpUUHH, CIOCOOHBIX BbI3BATh MOA00HYIO cTteneHs [ JIK.

Bo3smoxubeiM Bapuantom kputepuss 'KMII npu comyrcrByromieit Al' siBisieTcst TOJILIKMHA
muokapaa JOK >= 20 mm; Tommunaa muokapaa 15-20 mm npeacrasisier ""cepyro 30Hy".

Bei6op kputepust 'KMII "rommuna crenku JDK >= 20 mMm" npu comyrcrByromeit Al
00yCJIOBJICH T€M, YTO TIOKa3aHO: Mpu meperpyske gasieHueM (Al', aopTanbHBIM CTEHO3 WM HX
coueranue) TommuHa Muokapaa JDK, kak mpaBuio, He mnpeBbimaeT 20 MM (B HEKOTOPBIX
HCcCcIeA0BaHUAX MpeBbiaeT 20 MM JUIIh Y €IUHUYHBIX TAIMeHTOB) [82, 212, 247, 278, 279, 283-
288].

Ecnu BeIsIBNEHHAs ToJIIIMHA MUOKapja y mamnueHTa B "cepoit 30He" (15-20 MM), TO BBIBOJ O
muargoze 'KMII MoxHO caeiaTh TOJIBKO Ha OCHOBAHWM TIIATEIILHOIO aHajIn3a OOJIBIIOr0 YKCIIa
(akTOpOB: CEeMCUHBI aHaMHe3, UIMTENbHOCT, Al, ypoBeHb "Harpy3ku JaBiieHHEM"
(anu3oauueckue noBbiieHus AJl win craOuibHO moBbliieHHOEe AJl), TpHUBEpPKEHHOCTh MallEeHTa
tepanuu Al', Hamnuue wamenernii DKI/OXOKI™ no passutust Al', nuHaMuKa pa3MepoB MOJOCTEH
cepana u yBenuaeHust ToauHbel creHok JIK mpu DXOKI/MPT u np.).

Crnenyer Takke yduTbiBaTh, 4To Iipu Al' Moker HaOmomarbest acummerpuanas ['JDK — mo
HEKOTOPBIM JaHHbIM, 10 20% (T.e. cootHomenue TMXKIT/T3C > 1,5) [247, 287].

F’KMIM v 6GasanbHaa cenTtanbHaa runeptTpodua (S-obpasHaas MXKI c
"BbINYKNOCTbIO" B 6a3anbLHOM cermeHTe)

VY noxxumnblix manueHToB ¢ S-o0pa3Hoit MIKIT MoskeT BBIABIATHCS "BBITYKIOCTH" (aHTIL. bulge)
B 0OazanpHOM yacTH meperopoiku, koTopas He oOycinoBineHa ['KMIIL. Kak mpaBumo, y 3tux
MalUMEeHTOB TMPHCYTCTBYET comyrcTByromas Al W/uiau maroliords aopTaJbHOTO — KIaraHa
(neOoupliasi aopTaigpbHasi PErypruTaius W/ WM HEBBIPAXKEHHBIA aopTalbHbIi cTeHo3) [202, 203,
247, 286, 289].

bazanbnas cenrtanbHas runeptpodus moxxker mpuBoguTh K yBenuueHuto ['J[ B BTJDK, kax
MpaBuiio, He BblE 15-20 MM pT. CT. B MOKO€ U BO3pacTaTh 10 35 MM pT. CT. IPH HArpy304YHBIX
npobax [212].

Cxema nmuddepennuanbHoro auarHosda I'KMII u 6GasanpHOW cenTanpHOW runepTpoduu
npenctasiena B Tadmuie [110, [Tpunoxxenue I'1.

FKMI v nHdapkT mmokapaa 1 m 2 Tunos

Knmuanueckn y manuentoB ¢ I'KMII u umemueit muokapaa (INOCA) moxeT pa3BuUBaThCs
OCTpBII KOPOHAPHBIH CUHAPOM U nHpapKT Muokapaa (MM) [74, 76, 88, 249].
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VM 1nipu HeoOCTPYKTUBHOM MOPAXKEHUU SIUKAPIHATbHBIX KOpoHapHBIX aprepuii, UMBOKA
(MINOCA) — at0 "pabouwmii auarHo3", TpeOyoOmMid YTOUHCHUsI IPUYHHBI, JekKallel B OCHOBE Y
KOHKPETHOTO MalieHTa.

B renesze UM npu ['KMII moryt oOcyxaarbesi caeAyomme NaTOreHEeTUUYEeCKHEe MEXaHU3MBbl
(cMm. Taxoke Tabnuity 119, Ipunoxenune I'1.

1. Nmemuss npu HEOOCTPYKTHUBHOM MOPAXKEHUM SMHUKAPIUAIBbHBIX KOPOHAPHBIX apTepuil
(INOCA - Ischemia with Non-Obstructive Coronary Arteries) (cm. pa3zaen "Ilarorenes").

2. Nmemust npyu 0OCTPYKTUBHOM HOPAKEHUM SMUKApAUAIBbHBIX KopoHapHbIX apTepuil — UBC
B CTapuied Bo3pacTHOU rpynme nanueHtos ¢ ' KMIL

IIpu T'KMII moxer pa3Butbes IM 1 Tuma, 1narHoCTHKa M JIEYEHUE KOTOPOTO M3JI0KEHBI B
COOTBETCTBYIOIINX KIIMHUYECKUX PEKOMEHIALNAX.

JIst  MCKITIOUEHUS/TIOATBEPKIACHUS ~ OOCTPYKTHMBHOTO  TMOPAKEHHS  AIUKAPIUAIBHBIX
KopoHapHbIx aprepuit narmentam ¢ ' KMII nokazana naBazuBHas KAI win KT anruorpadus

OpnoBpemenno ¢ KAI' mnanmenram ¢ ['KMII  pexomenayercs BwmosHATe  JDK-
BEHTPUKYJIOpauio, KOTOpas BBIABISIET y TMAalMEHTa JUOO0 '"IMHUKapAHaIbHBIA TAaTTepH" (30HBI
HapylIeHUs COKPAaTHMOCTH B TMpefesiax CTEHO3MpPOBAaHHBIX KOPOHApHBIX apTepuii), Judo
"MUKpOBacKyJsIpHbIH MaTTepH" (30HBI HaApYIIEHHUS COKpPaTUMOCTH B OacceliHax pa3HbIX
KOPOHApHBIX apTePHii, B TOM uuciie U 6e3 cTeno3os) [74, 76, 77, 85, 86, 88, 251, 290-295].

JlanHblii (eHOMEH B oOTedecTBeHHOUM mutTeparype HaswiBaeTcs "MMBOKA" — wunHbapkr
MHOKapJa 6e3 0OCTpYKIIMK KOPOHAPHBIX apTepuit (aHTnos3pIuHbIi TepMuH — MINOCA) wn UM 2
tuma. UM 2 tunma (MMBOKA, MINOCA) — sto UM, pa3BuBaromuiicsi 6€3 ateporpomb03a, n3-3a
HECOOTBETCTBUS MEXY MOTPEOHOCThIO MHOKAPAA B KHCIOPO/IE U €0 TIOCTABKOM.

NmeMust 1mpd  HEOOCTPYKTHMBHOM TOP&KCHUM SIUKAPIUATIBHBIX KOPOHAPHBIX apTepHil
(INOCA - Ischemia with Non-Obstructive Coronary Arteries) uMeeT OOLIHI MATOr€HETHYCCKHIMA
MEXaHM3M KaK MpH KapIuOMHONaTHsAX, Tak W mpu (eHokonusx ['KMII, wHampumep, mpu
aAMHJIOMTHON KapIuoMuomaTuu. [56].

Mmneptpodunyeckaa kapauommonatmsa u MNHXK y cnoptcmeHoB. PekomeHpaauuu
Nno 3aHATUIO CNOPTOM, (PU3KYNbTYPOMH, yHaCTUIO B CMOPTUBHbIX COPEBHOBaAHUAX

- [Hauuentam ¢ ['KMII HezaBucuMO OT BO3pacTta, MoJjia, pacoBOM MPUHAICKHOCTH, HATUYMS
obctpykuuu BTJDK, mposenenusix panee omnepaunun CM3I/PMD unun CAA, wiu UMIUTaHTaluu
UK][*** nHe pexkoMeHIOBaHO (MPOTUBOIIOKA3aHO) YYacTUE B CIOPTUBHBIX COPEBHOBAHUAX U
YIPaXHEHUSIX BBICOKOM HHTeHCHBHOCTH [3, 4, 113, 158, 182, 258, 296-299].

EOKIC (YA 5VYVYPC)

KommenTapuii: u3-3a Beicokoro pucka BCC 3aHsATUSI COpEeBHOBATEIbHBIMH BUJAMHU CHOpTA
nauuentam ¢ ['KMII npoTuBonoka3aHsl.

Jlns HocuTenel SBHBIX MAaTOTE€HHbIX MyTanuil 6e3 mposiBneHuil 3aboneBanus no OKI u
OXOKI' pekoMeHAalMM IO ONTUMAJIBHOMY YpPOBHIO (PU3MUECKOW AKTUBHOCTH M XapakTepy
(GU3NYEeCKUX Harpy30K JOJDKHBI ObITh C(OPMYIHpPOBaHBI MOCHE KOHCHJIMYMa C Y4acTHEM
MYJbTUAUCIMIUIMHAPHON KOMaHJAbl CHELUAINCTOB (Bpad-TEHETUK, Bpad-KapAuOJor, Bpad IO
CIIOPTUBHOM MEIMLMHE, MEAULMHCKUNA IICUXOJIOT U Jp.) HA OCHOBE PACCMOTPEHUS BBISBICHHON
MyTallH, pPe3yJabTaTOB pPETYSIPHBIX U MOBTOPHBIX KIMHHYECKHX ucciaenoanuit (MPT ¢
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KoHTpacTupoBanuem, nposeaenue crpecc-TT-DXOKI), ¢ yuerom crpatudukanmuu pucka BCC na
OCHOBE €BPOINENCKON U aMEPUKAHCKON MOJIEIICH.

Cnoprcmensl Boicokoro kiacca ¢ ['JIDK u tomuuuo#t crenku JODK > 13 mm (13-15 mm)
COCTaBJISIOT JUIIb HEeOOodbinyto YacTth (1,5-1,7%). Kak mpaBuio, 3T0 COPTCMEHBI C OOJBIION

Maccoit Tena. iMeHHo y 3Toii rpymnmnsl Tpedyercs nuddepennuansabii auarao3 ¢ 'KMIT [182, 297,
299].

Haubouee vacTo ncnosp3yemsbie mokazaTenu uist quddepennnanbaoil quaranoctuku ['KMIT
agantuBHo¥ ['JIK y cioprcmenoB nipeacrasiiensl B Tadnuiie 111, [Tpunoxenue b.

Baxusim muddepenimanbHO-AMarHOCTUYECKUM Tipu3HakoM siBiisietcst BoisiBiienue [THIT mpu
MPT c koHTpacTpoBaHueM. I1o cBuaeTenbcTBYeT B noib3y ' KMII, ognako otcyrcreue I[THI™ He
UCKJII0YaeT 3a00JI€BaHHUS.

Anamusupyst crnopruBHyto ['JDK, HeoOXonmMo Takke NpUHHUMATh B pacyeT CleAyHolue
(dakTopbl: BUJ CIIOpPTa U MHTEHCUBHOCTh TPEHMPOBOK, Bo3pacT, moJ (y myxuuH ['JDK OGosbiie),
poct u Bec cnoprcMeHa. OkoHuaTenbHbId BhIBOJ 0 aAuarHo3ze I'KMII y cnoprcmena nemaercst Ha
OCHOBE KOMIUIEKCHON OLIEHKH KaK MO>KHO OOJIBIIET0 Ynciia oKa3zarenen

2.6. Crtpatudmkauma pucka W cTpatermm nMNepBUYHOM U BTOPUYHOMU
npodmnaktuku BCC

ITokazaTenn eXerogHo CMEpPTHOCTH OT CEpPACYHO-COCYAWCTBHIX TMPUYUH Y B3POCIBIX
nanueHToB ¢ 'KMII cocrasnsror 1-2%. BCC, XCH u TpoMO003MOOIHYECKHE OCIOKHEHHS
SIBJISIIOTCSI OCHOBHBIMU TIPHUYUHAMH.

Buezannas cepaeunas cmepth (BCC) — 910 cmepTh, HacTynmaromas HEOXUIAHHO U
MTHOBEHHO HM3-3a KapJUaJbHBIX MpUUrH (y TanueHta 0e3 3a00JieBaHMs Cep/illa WU C TAKOBBIM) B
TedeHue | 4. mocje MosBICHUS MEePBbIX CUMITOMOB YXY/IIIEHUS OOIIEro COCTOSHUSI.

K nonsturo BCC He OTHOCAT cilydad HaCWJIHLCTBEHHON CMEPTH WJIM CMEPTU, BOSHUKAIOUICH B
pe3ynbTaTe OTpaBIICHUs, aCPUKCUU, TPABMBI MJIU APYTOro KaKOro-JIn00 HECUACTHOTO CiTydasl.

Puck BCC y namuentoB ¢ ['KMII 6e3 TpaaunmoHHbIX (pakTOpoB pucka cocrasisieT 5,9% 3a
10 net [4, 118].

- 5-netnuit puck BCC pexomeHayeTcst OLleHuBaTh IPH MEPBUYHOM 00CIIeIOBAHUM MAIIUEHTA C
I'KMII u B nanpHeiIieM INMepeoleHUBaTh KaXaple 1-2 roga WM NP M3MEHEHUHM KIMHHUYECKOTO
craryca [4, 114, 115, 117, 179, 180, 198, 199, 261, 262].

EOKIB (Y114 YVYP C)

- Illkana HCM Risk-SCD pekomeHyeTcss B KaueCcTBE METOJa OLIEHKH pUCKA BHE3AIHOM
CMEpPTH B TEYEHHUe 5 JeT s MaluueHToB >= 16 jer 6e3 ciyyaeB peaHMMAalUU IOCIEe 3IMU30/10B
XKT/®X wmm cnontanHoit ycroiumBoir XXT ¢ morepeil co3HaHUsS WIM TeMOJMHAMUYECKHMHU
Hapymenusimu [4, 114, 115, 117, 179, 180, 198, 199, 261, 262, 271].

EOKIB (Y1 3 VVYP B)

Kommenrapuii: perucrpanus xuszneyrposxatomux JKHP u 6paguaputmuii ocymecTBisercs ¢
nomoupto noBepxHocTHOH OKI' B mokoe, mpu XMOKI, ¢ nNOMOIIBbIO HApyKHOTO WIH
UMILIAaHTUPYEMOTO 3aIKCHIBAIOIIETO YCTPOMCTBA, TAKIKE — IIPU HArpy304Hoii mpode [179].

HeszaBucumo OT HO30JIOT ny, IO0JAaBJIAIOIICC OOJIBIIIMHCTBO  OIACHBIX JJIL JKH3HHU
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KEIYIOYKOBBIX HapymeHuil cepaeunoro purma (83,4%) oOyCIOBIEHO DSIEKTPHUECKON
HecTabunpbHOCThIO MUOKapaa. BCC wame oOycnoBnena @XK (62,4%), 6pamguaputmusmu (16,5%),
KT tuma "Torsades de pointes" (12,7%) u KT (8,3%).

XKT neycroituuBasg (KT, cocrosimias kak MUHUMYM U3 3 JKEIyAOYKOBBIX KOMILIEKCOB, C
gactotod >= 120 u mnpoAomkuTeNbHOCThIO He Oosee 30 cek., KoTopas MpeKpamiaeTcs
camocTosiTenbHo). JKT Moker ObITh MOHOMOP(]HOI (Hem3MeHeHHast Mopdosiorus komiuiekca QRS
B 12 otBenmenmsx) u mnonumopduoii (Bo Bpemss XT B 12 otBemenmsx IOKI' u3mensercs
KoHurypamnus komruiekca QRS);

XT ycroituuBasi (MoHOMOpdHas, noaumopdHas) — KT nponomxurensHocTbio 6011ee 30 cexk.,
3a4aCTyI0 He KyIUPYOLIAsics CAMOCTOSTENIBHO;

OuOpMIIALUS KEITyJOUKOB — HEPErYJSIPHBIN JKEeTyJOUYKOBBIH PUTM (OOBIYHO C YacTOTOM
6osee 300 ymapoB B MUHYTY) C BBIPOXKEHHOW BapuaOeNbHOCTHIO JUTMHBI LKA, MOP(}OIOTHH U
aMIUIUTY 1Bl KoMIiekcoB QRS.

CymectByeT aBe mojaenu ctparudukamnuu pucka BCC:

1. Ha ocHOBe TpaauIiMOHHBIX ()aKTOPOB pHUCKa (aMEpPUKAHCKasi MOJIENb).

2. Ha ocHoBe pacuera MHIUBUIYalIbHBIX OIICHOK pPHCKa, MEPCOHU(DUIMPOBAHHBIN MOAXO]
(eBpormetickas moens) — mkara HCM Risk-SCD.

kana onenku pucka BCC y manuentoB ¢ I'KMII (eBpomelickas Mojenb) npeacraBicHa B
tabmmre [12, mpunoxenue I'3.

"Kanskynarop" pucka BCC mpu 'KMII no eBpomneickoil MOJEnu MpeACTaBiIE€H Ha caiTe
http://doc2do.com/hcm/webHCM. html).

[Hxana onenku pucka BCC y nmanmentoB ¢ I'KMII (amepukanckast MoJienb) nMpeacTaBicHa B
tabmmmne 113, mpunoxenue 2.

EBpomnetickas monens nporHo3upoBanus pucka BCC HCM Risk-SCD umeet orpanndeHus:
1. He mpuMeHsieTcd y nanuenToB ctapuie 80 jet u Mojoxe 16 jer;
2. He mpuMeHseTcs y nanueHToB ¢ pernokormmsimu I'KMII, I'JDK y cmopTrcmeHoB

IIpoBenena Moaudukanus (GOopMyNIbl pacdyera ¢ HCIOJb30BaHHEM TaKoOro (akTopa Kak
makcuManbHas Tosraa creHkr JOK (8 HCM Risk-SCD Calculator — pekomMeH0BaHO yKa3bIBaTh
He 0ojiee 35 MM) (TIpoIoikaeTcs arnpoodaiis HoBoi moaenn) [181].

Anroput™m mnepBuuHOM u BropuuHOM mpoduraktTuku BCC y mnamuentoB ¢ ['KMII
npeacrasieH B [Ipunoxennu B7).

3. JleyeHue

Jleuenne ['KMII BritouaeT MEAMKaMEHTO3HYIO TEPAINNIO, YHIOBACKYJIIPHBIE BMEILIATENbCTBA,
XUPYpPru4eckue M HEXUPYpruueckhe MeTOJbl peAyKuuu runeprpodupoanHoin  MIXKII,
MEXaHMUYECKYIO MOAJIEPKKY KPOBOOOpAICHHs], TPAHCIITIAHTALIUIO Cep/La.

Pexomenmaruun mo nedenutro ['KMII ocHoBanbl Ha JaHHBIX 00 J(PQPEKTUBHOCTH U
0€30MacHOCTH TMPUMEHSEMBIX (HapMaKOJIOTHYECKUX CpPEJCTB, MOIYyYCHHBIX B OCHOBHOM B
HAOMOATENIbHBIX ~ HWCCIEAOBAHMIX.  PaHIOMH3UMPOBAHHBIE  KIMHUYECKHE  HCCIEIOBaHUS
MaJIOYHMCJICHHBI K BKIIIOYAIOT Majioe Kom4yecTBo marueHTos [89, 154, 137, 301-310].
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@apmakorepanusas npu ['KMII B OCHOBHOM yiydmiaeT CHUMITOMATHKY M IMPELyNpPEXRAACT
OCJIOKHEHUs (aHTUKOAryasHTHas Tepanus npu PII, kopaapoH-(hapMakoIornyeckas KapIuoBepcus
u npodunakTika peuuauBoB DII, neueHne KemyI0YKOBBIX HAPYIIEHUN CEpACYHOTO PUTMA H JIp.)
[129, 311-314]. EnuncrBennsie BMerarenscTa npu ['KMII, koTopble, Kak MoJjiararoT, BIUSIOT Ha

JOJATOCPOYHBIN MPOTHO3, MPEACTABISIOT COOOH XHPYPTUYECKYI0 MHOIKTOMHUIO M HMIUIAHTALUIO
KapauoBeptepa-aehudpmuisTopa*™** (MK ***) [154, 181, 300, 315-323].

ConyrcTBytomue  3aboyieBaHus  (apTepuanbHas  THIEPTEH3Us, caxapHblil  qualer,
TUCIUTIUACMASLT W JAp.) PEKOMEHJOBAHO JICYHTh B COOTBETCTBHM C  CYIIECTBYIONIUMHU
HAI[MOHAILHBIMU KIIMHUYECKUMHU pekoMeHaanusmu [3, 4, 175, 155, 324-327].

Moaxoabl K MeAMKaMEHTO3HOM Tepanuu Ha porunepTpoduyeckon cragum
runepTpocuyeckon KapamommonaTum

PazpabarbeiBaroTcst moaxoApl K (apMakoTepanuy HOCUTENeH MYTalllH, acCOIMUPOBAHHON C
I'KMII, na poruneprpoduueckoit craguu. KinuHMYecKue HCCIeI0BaHUS M HUCHOJIb3yeMble

npenapatsl Ha goruneprpodudeckoi craguu ['KMII npencrasnensl B Tabnuie 5, npuioxxenue A3
[328].

3.1. MegukameHTO3HaA Tepanus

Moaxoabl K MeAMKaMEHTO3HOMU Tepannn Ha mneproctmquKoﬁ cTagnum
FI/IﬂeprO(*)VI‘-IeCKOﬁ Kapanomuonatun y 0eCCMMNTOMHBbIX NAaLUEeHTOB

- He pexomenmyercs Ha3zHaueHue OeTa-aJApeHOOJIOKATOPOB W OJIOKATOpPOB '"MemieHHBIX"
KaJIBIIMEBBIX KaHAIOB (Bepamamimr™**) maruentam ¢ 6eccumntoMHubM TedeHueM ['KMII, tak kak ux
oJIe3HOE JEUCTBUE He J0Ka3aHo. [3, 4, 329].

EOK IIIC (YA 5 YVP C)

- PeKOMeHI[OBaHO paccMOTPETh BO3MOXHOCTHL HAa3HAYCHUA 6eTa'aI[pCHO6J'IOKaT0p0B niIn

BeparnaMmia®* acMMITOMHBIM B3pocibiM ¢ o0cTpykmueit BTJDK (mokost wiu uHAyIUpyeMon) s
camwkenus I'J] 8 JOK [3, 4, 329, 330].

EOK IIbC (Y11 5 YYP C)

Kommenrapwii:

1. CuMNOTOMHBIH WM OCCCUMITOMHBIM TAIMEHT, pEIIaeT Bpad TMOcie JIETaIbHOTO
o0cienoBanus.

2. JomkeH OBITh pelIeH BOMPOC 00 OTAMYMHM HUCTHHHOTO OTCYTCTBUS CHUMOTOMOB OT
aJlaniTaluy 3a c4eT o0pasa JKU3HHM, IyTeM MPOBENEHUS TecTa ¢ PU3UYECKON HArpy3KOW U OLIEHKH
6uomapkepoB XCH B nuHamuke.

3. B pamkax BemeHHsl 310poBOro oOpasa >KM3HH II€JIeCOOOpa3HO MPOBEIECHHUE a’pOOHBIX
YIPa)KHEHU HU3KOW MHTEHCHUBHOCTH.

4. Heobxonuma exxeroanas nepeorenka pucka BCC, Bxmouaroras OKI', XMOKI', DXOKT'.

5. ANropuT™M TaKTHUKH BeleHHUs acuMNTOMHbIX mnanueHToB ¢ ['KMII mpexacraBinen B
[Tpunoxenun b1.

MennkaMeHTO3Has TCpanunia CHUMIITOMHBIX MMallMCHTOB C rHHeprO(queCKOﬁ
KapHHOMHOHaTHCﬁ

OO1u1re MpUHIUIBI METUKaMEHTO3HON Tepanuu
1. JledueHue manueHToB ¢ OOCTPYKTUBHOM U HEOOCTPYKTUBHOM (hopmMamu 3a00sI€BaHUS UMEET
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CYILECTBEHHBIC Pa3INYusl.

2. Jledenne nOMKHO OBITH AJANTUPOBAHO K YHUKAIBHBIM XapaKTEPUCTHKAM Ka)KJIOTO
OT/IEJILHOTO ITalMEHTA.

3. JlexapcTBeHHbIE Mpenaparbl, TpaAULUOHHO IpuMeHseMble B Tepanuu ['KMII, sBusrorcs
CPEICTBAaMHU C OTPULIATEIbHBIM HHOTPOIHBIM JEHCTBUEM U HAlpaBieHbl Ha KyNUPOBaHHUE WIIU
o0JyieryeHue CUMITOMOB 3a00JICBaHHUS.

4. IlpaBoxenynoukoBas OI'KMII u 2-xenymouxoBas OI'KMII newarcs mo Ttem ke
MpUHIMIAM, Kak U 1ipu ooctpykiuu BTJDK.

MeankameHTO3Han Tepanua 06CprKLI,I/II/I BbIXOAOHOIO TPpakTa JieBOro xesfiyao4ka

- Jleuenue mIOOBIMH JIEKAPCTBEHHBIMH CpPEICTBAMU PEKOMEHAYETCS HA4YMHATh C
MUHUMAJIBHBIX 103 H C OCTOPOKHBIM WX TUTPOBAHHWEM B TEUEHHE JIOCTATOYHO JIOJITOTO BPEMEHH | 3,
4,11, 31, 39, 150, 175, 208, 266, 301, 329, 331-335].

EOKIB (YAA S YVYP C)

Kommenrapwmii:

YOpouieHHbIN aNropuT™M JUArHOCTUKH U MOAX0JI0B K JIeYeHHI0 00CTpyKTUBHBIX hopm ['KMIT
npeacrasieH B [Ipuwioxenun b2.

Anroputm apmakotepanuu ooctpyktuBHo ['KMII npencrasnen B [Ipunoxennn b3.

- bera-aapeHO0IOKATOPHI ¢ TT0I00POM MaKCUMATBHON MTEPEHOCUMOM JT03bI PEKOMEHTYIOTCS B
KauecTBE IMEPBOM JIMHUU TEpanuu JUIsl YMEHBIICHHUS CHMIITOMOB Yy TAIMEHTOB C OOCTpPYKITUEH
BTJIX (nmokos m maaymupyemoit) [3, 4, 11, 31, 39, 40, 150, 175, 266, 301, 329, 331, 333, 335,
336].

EOK IB (YA 2 YVYP A)

KommenTapwii: mpaBuia 1 0COOCHHOCTH Ha3HAYCHHS OeTa-aapeHO0I0KATOPOB MPEACTABICHBI
B Tabmure 1, [Ipunoxxenne A3.

- Bepanamun** ¢ moabopoM MaKCHMaIbHOW TEPEHOCHMOMN J03bI PEKOMEHIYeTCS TeM
nanueHTam ¢ ooctpykuuei BTJDK (mokost wim wHIYIUPYeMoOi), KOTOpbIe HE MEpeHOoCIT OeTa-
aZpeHOOIOKATOPBI WIIM UMEIOT MPOTUBOTIOKA3aHMs K MX HaszHaueHuto [3, 4, 11, 31, 39, 175, 301,
329, 332, 335, 337-341].

EOK IB (YA 2 YYP A)

KomMeHnTapuii: mpaBuia W OCOOECHHOCTM Ha3HAYeHHUs BepamamMmia*™* mpeicTaBlieHbl B
Tab6mume 2, [Tpuwioxenue A3.

- luntrazem ¢ moadopoM MaKCUMaIbHOM MEPEHOCHMOM JI03bI PEKOMEHIOBAaH CHMIITOMHBIM
nanueHTam ¢ obcrpykuueir BTJDK (mokost wnm uHaynupyeMoit), KOTOpble HE MEepeHocsT Oera-
aZpEeHOOIOKATOPHI U BeparaMiI™ * uiM UMEIOT IPOTUBOIIOKA3aHUs K UX Ha3HadyeHwuto [3, 4, 31, 39,
150, 175, 301, 302, 329, 332, 335, 342].

EOKIIC (VA2 YVYP C)

KomMeHTapuii: pekoMeHAyemble HaualdbHble M IIeNIeBbIe J03bl MPU MEIUKAMEHTO3HOU
tepanuu ['KMII npencrasnens! B Tabnune 3, [Ipunoxenue A3.

[Manentel ¢ I'KMII u cpennexenynoukoBoit ooctpykuueit JOK 1omkHBI MogydyaTs BBICOKHE
n03bl OeTa-aipeHo0okaTopoB (Obucomposon**), Bepanamuna*™* wim nuiaruaema®™, HO OTBET Ha
JIeYeHHe YacTO HEONTHMAalbHbIM. JTa KOropra HalMeHTOB, KaK MPaBMJIO, UMEET CHUMIITOMHBIN
BApUAHT, XapaKTepU3YIOIIMiics NoBbIIIEHHBIM prckoM nporpeccupyromeit XCH u BCC. ¥V 25% u3
HUX pa3BUBaeTcs aHeBpu3Ma Bepxymku JIK [71-73, 215, 294, 343, 344].

JNleyeHme XCH c ®B JTX >= 50% y naumeHToB ¢ FKMI
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- bera-agpeHoOnokaTopsl, BepamaMuia** peKOMEHJOBaHBI Ui YAYYIICHUS CHUMIITOMOB
CepACYHON HEJOCTATOYHOCTH y manueHToB ¢ oocrpykTuBHo 'KMII nu XCH II-IV ®K (NYHA) ¢
®B >=50% [3, 4, 11, 31, 39, 101, 132, 150, 175, 198, 302, 325, 326, 329, 340, 341, 345, 346].

EOK ITaC (YA 3 YYP C)

- Manple 703bI METJIEBBIX W THA3UIHBIX JTUYPETUKOB PEKOMEHIOBAHBI IS MAIMEHTOB C
HeoOctpyktuBHOM 'KMII u II-IV ®K (NYHA) ¢ ®B JIXK >= 50% ans ynydmieHuss CAHMIITOMOB
XCH [31, 132, 175, 198, 325, 326, 329, 345-347].

EOK ITaC (YA 5 YYP C)

- PexoMeHj0BaHO paccMOTpPeTh BO3MOXKHOCTh Ha3HA4YE€HHS (C OCTOPOXKHOCTHIO) HU3KHUX 03
METJEBbIX WA THA3UAHBIX IUYPETUKOB CHUMIITOMHBIM marueHtam c¢ ooctpykuuer BTIDK mns
YMEHBIIICHHS OJIBIIIKHY TpHu Harpyske [3, 4, 31, 51, 132, 175, 198, 329].

EOK IIb (Y 5 YYP C)

Kommenrapuii: anroputm BpaueOHOW TakTuKu jedyeHuss XCH mpu 'KMII npencrasnen B
[Ipunoxennn b4.

[TonkmroueHne HU3KHUX J03 METIEBBIX WIN THA3UAHBIX JUYPETHKOB CIEAYET OCYIIECTBIATH
o kouTposieM YCC u I'/l, Tak kak yMeHbIIEHHE 00beMa MUPKYITUPYIONIeH KPOBU Y MAIIMEHTOB C
OI'KMII moxet npuBoants k yBenudenuto ['J[ B BTJDK.

- Ilpu TUNOTEH3WHM W OTEKE JETKHX, KOTOpbhle OOYCIOBJICHBI TSIKEIOW HWHAYIUPYEMOU
obctpykuueit BTJDK, pexomenmoBaHbl OeTa-apeHOOIIOKAaTOpHl (per Os WJIM BHYTPUBEHHO) U
nooyramun** [3, 4, 348].

EOK IIaC (YA 5 YYP C)

KomMenTapuii: B cimydae pa3BUTHs OTeKa Jierkux npu Hu3kom AJl y mammenta OI'KMII ¢
BeicokuM ['J] B BTJIK neobOxomumo uckimounth OKC, Tak Kak HUCIOIB30BAHKUE B ATOW CHTYaIluU
OpraHMYECKUX HHUTPATOB U IMPENapaToB C MOJOKUTEIbHBIM HHOTPOMHBIM 3(h(HEKTOM SBISETCS
OTIACHBIM JIJISl KU3HH.

- Tlarmmentam ¢ I'KMII u oOGctpykumeirt BTJDK (mokos wnm wHAyIUpyeMou) He
PEKOMEHIyeTCSl PUMEHEHHE OPraHMYEeCKUX HUTPATOB MU MHTHOUTOPOB (ocdomudcrepassl 3, 4,
348, 349].

EOK IIIC (YA 5 YVYP C))

- Ilaumentam c¢ TKMII u o6crpyknueit BTJDK (mokos wnm uHAynupyemoil) He
pEeKOMeHAyeTCsl MpPUMEHEHHe OJIOKaTOpoB '"MeUIEHHBIX" KallblMEBBIX KaHAJIOB IPOM3BOJIHBIX
JUTHAPONUPUINHOB (Hupeaumuu**). [3, 4].

EOK IIIC (YA 5 YVP C)

KomMMeHTapuii: 0OCHOBHOU HeXenaTelbHbId MEXaHU3M JCHCTBHS OpraHMYEeCKUX HUTPATOB U
uHruoUTOpOB hocdoaurcrepassl, 00ycnoBiIeH yBennueHueM ooctpykiuu BTIDK.

- [Marmentam ¢ 'KMII u o6ctpykuumeit BTJDK (nmokost 1 uHAynMpyeMoil) He peKOMEHIyeTCs
IUrokcuu** [3, 4].
EOK IIIC (YA 5 YVP C)

- [Tannentam ¢ 'KMII 1 ycTOHYMBBIM CHHYCOBBIM PUTMOM HE PEKOMEHIYETCS IPUMEHEHHE
CeplIeUHBIX TITUKO3KI0B [3, 4, 329].

EOK IIIC (YAA 5 YVYP C)

KoMMeHTapuii: MOJIO)KUTEIbHBIE WHOTPOIIHBIE IIpemapaTsl, TaKHME KaK HalepCTAHKA,
MIPOTHBOIIOKA3aHbI BCJIEACTBUE MOJIOKUTEIEHOIO HHOTPOITHOTO M ITPOAPUTMOT€HHOTO 3P PEKTOB.
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- Bepanamun®* ne pekoMmenayercs nanuentam ¢ oocrpykruBHoil I'KMII B ciydasx Hamuuaus
CHCTEMHOM TUIIOTEH3UHU M BBIPAKEHHOU OJIBIIIKH B mokoe [3, 4, 329, 350].
EOK IIIC (YAA 5 YVYP C)

INeyenne XCH c ®B JTX < 50% y nauneHToB ¢ NKMI1

- IManumentam c¢ HeoOctpyktuBHOM I'KMII m ®B JDK < 50% pexomenaytorcs Oeta-
anpeHobnokarop B nomnosHeHne Kk AK® wHrnOuTopy (Wiu aHTaroHUCTy aHrumoTeHsmHa lI, ecnmu
nagueHT He nepeHocuT AK® HHruOUTOpBI) JUIsl YMEHbBILIEHHS CHUMITOMOB, CHUKEHHUS pPHUCKa
rocrutanuzamuii no nosogy XCH u BCC (B oTCyTCTBHE paHIOMHU3UPOBAHHBIX UCCIIEIOBAHUM 110
I'KMII, s¢dekTuBHOCTD MO TOCIUTAIN3ALUSAM, CHMIITOMAM U CMEPTHOCTH NPEAINOIAraeTcs,, HO He
noxkasaHa) [3, 4, 132, 133, 155, 198, 325, 326, 345, 346, 351].

EOK ITaC (YA 5 YYP C)

Kommenrapuii:  bera-agpeHoOnokaTopel — SBISIOTCA — NpenapataMyd  [EpBOW  JIMHUM,
npuMensembiMu i1t cHkenus ]l B BTJDK u oOneruenus cumnromoB. OTpuiiaTeabHbIC
MHOTpOMHbIE 3PPeKThl OeTa-aApeHOOIOKATOPOB SIBJISIFOTCS OTHOCUTENIBHO YMEPEHHBIMU, MO3TOMY
OHH MOTYT HcIosb30BaThes faxe y nauueHToB ¢ 'KMIT u XCH ¢ @B JIXK < 50%.

Bbera-agpenobnokaTopsl He BeI3bIBaIOT pe3koro nzmeHnenuss ®B JIK B nokoe.
buconponon** npeanoururensHet mpu ['KMIT u XCH ¢ ®B JIXK < 50% [329]

- [Manumentam c¢ HeoOctpyktuBHOM ['KMII m II-IV ®K (NYHA) ¢ ®B JIDK < 50%
PEKOMEHAYIOTCS. MaJible JI03bl METJIEBBIX WM THA3UIHBIX JTUYPETHKOB JJS YMEHbILIECHHUS
CUMIITOMOB, CHIDKCHHMsI pHCKa rocnurtanuszanmii 1o moBoaxy XCH (B orcyrcrBue
pangoMu3upoBaHHbIX HccienoBanmii 1o [KMII  »sddextuBHOCTP 1O  TOCHUTATU3AIMIM,
CUMIITOMaM W CMEPTHOCTH TIpeAroaraeTcs, Ho He noka3ana) [3, 4, 132, 133, 155, 175, 198, 325,
326, 345, 346].

EOK IIaC (YA 5 YYP C)

- INanmentam ¢ HeoOctpykTuBHON ['KMII ¢ ®B JIXK < 50% ¥ MOCTOSHHBIMU CUMIITOMamMHu
XCH II-IV ®K (NYHA), secmotpss Ha sedenue AK® wnrmburopamu (WM aHTarOHHUCTaMH
anruotensuHa I, eciim manuent He nmepeHocuT AK® mHruOuTOpHI) M OeTa-aJapeHoOI0KaTOpaMHu,
PEKOMEHAYIOTCSl aJIbJIOCTEPOHA AHTArOHUCTHI Ul CHU)KEHMSI PUCKA TOCHUTAIM3ALMKA MO MOBOAY
XCH u BCC (B orcyrcTBHE paHaoMu3upoBaHHBIX uccienoBanuii mo ['KMII sddexkruBHOCTH 1O
TFOCIHUTAIM3AIMAM, CHMIITOMaM M CMEPTHOCTH IMpEATNoJaraeTcs, Ho He Joka3ana) [4, 132, 133, 155,
175, 198, 325, 326, 345, 346].

EOK IIaC (Y1 5 YYP C)

Kommenrapuii: anroputm BpaueOHo TakTuku neueHus XCH mpu 'KMII npencrasnen B
[Tpunoxenun b4.

TaxTtuka neueHust manueHToB ¢ HeoOcTpykTuBHOM ['KMII ¢ cucronmmueckoit nucdyHkuimein
0azupyeTcss Ha MpPUHLUIAX J0Ka3aTeslbHON QapmakoTepanuu, pa3paOOTaHHBIX JUIS B3POCIBIX
narueHToB ¢ XCH co cumkennoit ®BJDK, u BkIoyaeT pekoMEHIAlMM MO0 MpPUMEHEHUIo Oera-

anpeHobmokaropoB, AK® MHrHOMTOPOB, aHTAarOHUCTOB aHruoteHsuHa II, auyperukos u ap. [155,
175, 325, 326].

Jlannble, momydeHHele Maron M.S. u coaBT. (2018) B mMpoCHEKTUBHOM paHIOMU3HUPOBAHHOM
JBOMHOM CJIETIOM HMCCIIEJOBAHUH, HE TOATBEPKIAIOT UCIOJIb30BaHUE cripoHoiakToHa ipu ['KMII
i ymydmieHus pemojenupoanus JOK myrem ymenbmieHus Gpubpo3a Muokapaa Wil U3MEHEHUs
kiuHIYeckoro TeueHus [307].
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INNeyeHne cuHapoma cteHokapauun y nauueHtoB ¢ FKMI

- bBera-anpenoOnokaTopel, BepamaMuia**, nUITHAa3eM PEKOMEHIOBAaHBI MMAalMEHTaM C
HeoOcTpyktuBHOM ['KMII 1 creHOoKapauTHdecKuMu OOJIIMH TPH OTCYTCTBHH OOCTPYKTHBHOU
KOpOHapHo# Oosie3nu cepaua [3, 4, 74, 77, 251, 292, 329, 352, 353].

EOK IIaC (YA 5 YYP C)

KomMeHnTapuii: mnpaBuia W OCOOCHHOCTM Ha3HA4YeHMsl Bepamamuia™* mpeacTaBieHbl B
tabnuie 2, [Ipunoxenne A3 u tabnune 3, [Ipunoxenue A3.

[Manmentst ¢ ['KMII yacTo npeabsaBIisioOT kano0bl Ha 00Jb B TPYAHOM KJIETKE, KOTOPAst MOXKET
UMETh WJIM HE HMMETh TUIHMYHbIE NPHU3HAKU CTEHOKapAWU. OTOT CHMIITOM BO3HHMKAaeT U3-3a
mucOanaHca MEXIy IMOCTaBKOW M MOTPEOHOCTHIO KHUCIOPOJa, HNPUBOJUT K runonepdysuu H
UIIEMUM MHOKapJa, KOTopasi BTOPUYHA [0 OTHOIIEHHIO K YMEHBIIEHUIO KPOBOTOKA Uepe3 Majble
WHTpaMypajibHble KOPOHapHBIE apTepuu (cM. pasnen "[latorenes").

Ha »rame mosiBneHust y mareHTa MPHUCTYNOB CTEHOKAPJIUU HEOOXOJAMMO YTOYHUTH, HE
MOSIBIJIACH JIM Y HETO MHAyIHpYyeMas Harpy3KOHW JIAaTeHTHas: KOpOHApOTeHHas OOCTPYKIUS H/WIH
umemuss muokapna. PekomennoBana crpecc-OXO-KIT mns onpenenenust nokazanuid Kk KA u
peBacCKyIsIpU3aliK, B TOM yucie mpu creHo3ax KA < 50%.

Bepanamun®* crnocoGeH yMmeHbIIaTh WIIEMHIO MUOKapjaa, B T.4. 0e300JieByt0, M ylydllaTh
ero aquactosmueckyro pyukmuio JDK.

PaHonmasuH NPUMEHSIOT s JICYEHUS CTEHOKApAWW Yy TAIHUEHTOB, TMEPEHECIINX OCTPBIH
kopoHapubli cuHapoMm (PKM MERLIN TIMI). OH uHruOupyer mnO3MHWUN HATPUEBBIH TOK B
CEpACYHBIX MUOIIMTAX, YTO YMEHBIIACT MEPETPY3KY KAIBIUEM B ITHX KJIETKaX, TEM CaMbIM CHIKast
IMacToNIM4ecKoe HanpshkeHne creHkn JOK 1 moTpeGHOCTh MHOKapia B KUCIOPO/IE.

ITo manueiM Gentry J.L. u coaBt. (2016), perynspHoe MpUMEHEHHE paHOJIa3uHA B TEUCHHUE 2
MecsneB B no3upoBke 500-1000 mr 2 pasa B JeHb NPHBEIO K 3HAYUTCIBHOMY OOJIETYEHUIO
CTEHOKapJMH U CUMIITOMOB cepjaeuHoil HenocratouHoctu (CH), a Takke ymaydlIeHHIO KadecTBa
JKH3HU CUMITOMHBIX narrenToB ¢ 'KMIT [304].

B mynprHieHTpoBOM ILIanebo-koHTpoaupyemom uccienoBannun RESTYLE-HCM (Olivotto
I., Camici P.G. u coaBt., 2018 r.) npuMeHeHue paHoia3uHa B TEYCHHE 5 MECAIEB HE MPUBEIO K
3HAYUMOMY YIIYYILIEHUIO TEPEHOCUMOCTH (PU3MYECKON Harpy3kd, MokazaTellel IUacTOIUYEeCKOU
¢dbyHkmy, ymeHblieHuto ypoBHed MHVYII wunm ynydineHuro KadecTBa JKU3HH Y MAIlMEHTOB
HeobctpykruBHoit ['KMII no cpaBHeHuUIo ¢ Tpymmoi, noay4yaBmux ruianebo. [lpuem panonaszuna
JOCTOBEPHO AaCCOIMUPOBAH CO CHIJKEHHEM KOJUYECTBA JKETYJOYKOBBIX JKCTPACUCTON IO
pe3ynprataM cyrouHoro MoHutopupoBanus OKI'. PaHonazuH mpoaeMOHCTpUpPOBaN OTJIMYHBIC
nmokasaresu oezonmacHoctu [309].

- PexoMeH10BaHO paccMOTPETh BO3MOXKHOCTb UCIIOJIb30BaHUS OPraHMYECKHX HUTPATOB PEr 0S
y mauueHToB ¢ HeoOcTpykTuBHOM I'KMII co cTeHOKapIuTHYeCKMMHM OOJSMU U OTCYTCTBHEM
00CTPYKTHBHOM 00JIE3HU KOPOHAPHBIX apTepuid [3, 4].

EOK IIbC (YL 5 YVP C)

JleyeHwne apTepmanbHomn runepTeH3un y nauneHtoB ¢ FKMI

Jleuenne A" y nanuenToB ¢ HeoOcTpykTHBHOU I'KMII nmpoBoauTCst B MOJTHOM COOTBETCTBUU C
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Knunnueckumu Pekomenpanusimu no nedenuto Al' y B3pocibIx.

Ocob6ennoctu MenukameHTo3HoM Tepanuu Al° ipu o6ctpyktuBHO# ['KMIT:

Hlar 1. [Ipekpatuts npueMm nepudepruuecKix Ba30UIaTaTOPOB (€CIIM MALUEHT paHee pa3oBo
WK KypcaMM PUHUMAaJI Ba30J1JIaTaTOPhI).

Hlar 2. Ha3zHaunTh MakCHMalbHO MEPEHOCHUMBIC O3Bl OeTa-aapeHo0IoKaTOpa, BepanaMmmia
Wi KomOuHammu obomx mpemnapatoB moj koHTposeM YCC u mpoBomaute IKI-moHUTOpHHT
QT/QTc wu AB-mpoBenenusi). IIpeamOYTHTENTHFHO  WCIONB30BATh  IPOJIOHTHPOBAHHBIE U
CEJIEKTUBHBIC OeTa-aapeH00I0KaTOPhI (Oucompoon™*, aTeHomom**).

lar 3. Ha ¢one mpoBomumoi Tepamuu Oera-aapeHobIokaTopoM (Oucomposion™*  wim
ateHoson**) mpu ycnmoBun dpdextuBHoro koutposs ['Jl B BTJDK ¢ momompio DXO-KT,
HapyIIeHUH pUTMa U MPOBOJUMOCTH, poAokuTebHOCTH nHTepBasia QT/QTc mo OKI' u XMOKT
U OTCYTCTBUM TIOSIBJICHHUS JIOTIOJHUTEIbHOW KIMHUYECKOM CHMIITOMAaTHUKH PAacCMOTPETh
BO3MOYHOCTb OCTOPOKHO J0OaBUTh HHU3KYIO 103y TMJIPOXJIOpPTHAa3uAa™™ ¢ TpuamTepeHoM™** mon
xkouTposiem I'J] 8 BTJIXK [327, 329, 332, 354].

Ompit neuenus no Sherrid M.V. [332]: npu Tspxenoit obcrpykuuu B BTJIK y maruenToB ¢
OI'KMII + AI, He KoHTpoiMpyemMo#l QapMakoTepanuell, MPOBOJMMON B TMOJHOM 0OOBEME,
MpUOIN3UTENBHO YeTBEPTH MauueHToB (22%) notpedoBanach pexykuus MXKII ¢ nenbio cHmkeHus
I'1 8 BTJDK, u 16% notpebosancs JAIDKC*** ¢ kopoTkoit 3anepxxkoit AB mist ymenpmenus '] B
BTJIKX y nmanueHTOB ¢ MCXOJHBIMU (MJIM ATPOTEHHBIMU Ha (pOHE KOMOWHHUPOBAHHOM Teparuu)
HapymeHusiMA AB TIpoBeIeHNS 1 BHYTPHIKEITYIOYKOBBIMH OJIOKaIaMHU.

JleueHune mbpunnaumm npeacepaun y naumeHto ¢ NKKMI

OII sBnsercs Hambosiee uvactod aputmuenr mpu ['KMII, pacmpocTpaHeHHOCTh KOTOpO
3aBUCUT OT TsDKecTH 3abosieBaHus: 22% B ob6mieir koropte u 10 32% B KOropre MaIlMEeHTOB C
rmokaszaHusMu 11 uMmrutanTanuu UK[*** m DKC***/[[OKC*** [11, 31, 129, 134, 150, 184, 197,
314, 355-358]. YacroTa BcTpeuaemoctu PII de novo B obmieit koropre I'KMII cocrapmsieT okomo
2% B ronx [129, 314, 357].

3amauamu ¢apmakorepanuun npu [KMII, ocnoxuennoit @I, sBisioTcs KynmupoBaHUE
MpHUCTYNa, MPOPHUIAKTHKA PELUAUBOB APUTMHUU U TPOMOOIMOOTHMUECKUX OCIOKHEHH.

BocctaHOoBneHne CUHYCOBOro putma U npodwmnaktuka peuuaguBoB
¢mbpunnaumumn npeacepanmn

- PexomeHioBaHO Kaxipie 6-12 MecsueB npoBoauth 48-yacoBoe XMOKI' s BbIsBiIeHUA
Oec- unu ManocuMnToMHbIX mapokcuzMoB DII u onpenenenus pucka BCC B koropre manueHToB ¢
I'KMII u pasmepom JIIT >= 45 MM, Haxoasaumxcs Ha cuHycoBoM putme [3, 4, 112, 128, 131, 179,
183, 314, 359-364]

EOK IIaC (Y11 4 YYP C)

KommenTapuii: o6Hapykenue @I ¢ mOMOIIbIO UMIUTAHTUPYEMOTO TIETIEBOTO PETUCTpaTOpa
MpeJCTaBIseT CO0OM YHHKAIBbHYIO BO3MOXHOCTb JUISI OBICTPOTO BBISIBJICHUS Oec- WIH
MajoCUMIITOMHBIX TTapokcu3MoB DII ¢ nenbro mpodunakTuku TpoMO0IMOOITUYECKUX OCTIOKHEHUI
70 TOTO, Kak ciyduicss uHCynbT. [Ipenukropamu u dakropamu pucka Bo3HukHOBeHUs DIl mpu
I'KMII sBastoTcs: mpeacepiHas MHOINATHs, yBeludeHue pasmepa u oowvema JIII, moBeimeHue
ypoBHeit NT-proBNP B kposu, XCH II-IV ®K (NYHA), noxwunoit Bo3pact, ooctpykius BTJDK,
BOBJICUCHHUE TIPABBIX OT/IEIOB Cep/lla, TeHeTHYeCKHe (PaKTOPHI.

- BoccranoBnenue CHHYCOBOI'O pyuT™Ma IIyTeM HpSIMOI71 BHCKTqueCKOﬁ nIn
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(apMakoJIOTHYEeCKON KapAHOBEPCUHU C BHYTPUBEHHBIM BBEACHHUEM aMHOJapoHa** peKkoMeHI0BaHO
y HAIIMEHTOB ¢ HelaBHO Bo3HUKIIeH (< 48 yacor) OIT [113, 131, 183, 314, 359, 364].

EOK IIaC (YAA 5, YYP C)

KommenTtapuii: 6e3 npemecTByromeil aHTUKOATyJITHTHON MOJITOTOBKH KapAHOBEPCUS MOXKET
OBITh TIPOBEJICHA TOJILKO B CIlydae, €CJIM JUIMTENIFHOCTh TEKYIIEro MapoKCU3Ma He MpeBbimaeT 48
9acoB. Y TMalMEHTOB ¢ OeccMMNTOMHBIMH mapokcu3Mamu @Il a Takke B CHUTyanusx, KOrja
MAIMeHT 3aTPyJHSCTCS Ha3BaTh JUIMTEIBHOCTh TEKYIIETO IMApOKCM3Ma M HE MOJydaeT
AHTUKOATYJITHTHYIO TEPAIHIO MOCTOSHHO, PEKOMEHIYETCSl BO3/AEPXKATHCS OT HE3aMEIIUTEIHHOTO
BOCCTAHOBJICHHSI CHHYCOBOTO PUTMA.

B a10i1 cuTyanium Bo3MOKHO IPUMEHEHHUE 2 CTpAaTeruii BeIeHUsI.

[TepBas cTparerus: npoBeaeHue panHen kapauosepcuu mnocie UIT-DXOKI', He BeisiBUBIIECH
TpOMOBI B TMOJIOCTSIX TMpeAcepAuid. AHTUKOAryJsHTHas TMOJJIEp)KKa BO BpeMs MpOLEAYpbI
BOCCTaHOBJIEHUS! CHHYCOBOT'O PUTMa 00sI3aTelbHa.

Bropas crparerus: npu HeBo3moxHocTu npoBeaeHus YII-DXOKI unu BeisiBIeHUH TPOMOOB
B noJiocTsix npeacepauid npu YII-DXOKI crnenyer mpoBOAUTh MO3JHIO KapJAHMOBEPCUIO Tocie 3
HeZeNb aHTHKOAryasHTHOU Tepanuu (nocie koHTposibHOM UII-DXOKT', o6s3arenbHOl B citydae
HaJIM4Yus TPOMOOB B MOJIOCTSIX MPEJICEPANI TPU MTEPBOM 00CIIEI0BaHUN ).

- Ammonapon** pexomeHnoBaH mais npoduiaakTuku peuuauBoB @Il mocne npsmoit
anexTpuueckoi kapauosepcun [301, 314, 356, 359, 364, 365].
EOK IIaB (Y11 4 YYP C)

- bera-agpenoOnokaTop, BepamaMuia** win nuiaTHazeM™** peKoMeHAYIOTCS s KOHTPOJIS
YaCTOThI COKpallleHUH kenyqoukoB y nanueHToB ¢ ['KMII ¢ mocTossHHOW WM MEepCUCTUPYIOIEH
@I1 [3, 4, 111, 131, 301, 314, 359, 364, 365].

EOK IC (YA 5 YVYP C)

- PexomMeHI0BaHO paccMOTPETh BO3MOXHOCTh Ha3HAYEHMs] HM3KUX [103 AUTOKCHHA™**
nanueHTam ¢ HeoocTpyktuBHo ['KMII, crpanatromum nocrossaaoi dopmoit @IT u XCH II-1V OK
NYHA, ¢ ®B < 50%, aji1 KOHTPOJIS 9acTOThI COKpaIIeHus xenynoukos [3, 4, 131, 132, 155, 175,
198, 314, 325, 326, 329, 345, 346, 366].

EOK IIbC (Y1 5 YVYP C)

KomMmeHnTapuii: amuogapoH™** cuumraercss JydlluM MpenapaTtoM Ajs KOHTPOJS pUTMA, OH
oe3omnaceH u 3pdekruBeH y manueHToB ¢ ' KMII, ocnoxxuennoi OI1.

Coranos** MOXeT UCIOJIb30BaThCS B KAU€CTBE AJIbTEPHATUBHOIO aHTHAPUTMHUYECKOTO areHTa
B neyenun nanueHToB ['KMII, ocobenno B ciydae mmrmnantauuu UKJ[***) xors xnnHuuyeckuit
OTIBIT €r0 MPUMEHEHHUSI OTPaHUYEH.

HauanpHble 1 11eneBbIie 10361 IpH JiekapcTBeHHor Tepanuu ['KMIT npencraBnens B Tabnuie
3, [lpunoxenue A3

MpodmnakTtuka TPoM603IMOBONNYECKNX OCNOXHEHUN Y naumeHToB ¢ TKMI

- Ecnu HeT npoTuBonoka3zaHuii, anTaronucTsl Butamuna K (Bapdapun™*, nenesoe MHO 2,0-
3,0) unu maburaTpaHa 3TeKCHIIAaT** wnM puBapokcaban™* wiM anukcaban™* peKkOMEeHIYITCs BCEM
NalyeHTaM, y KOTOPBIX pa3BUjIach MEPCUCTUPYIONIAs, NOCTOSHHAS WM MapoKcu3MaibHas (opma
@I1, ans npodunaktuku TpoMOoIMOoIMYeckux ocnoxHenuit [3, 4, 131, 150, 184, 311-314, 357,
359, 360, 364, 367-373].

EOK IC (YA4 2 YVYP B)
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Kommenrapuii: HeoOxomuMo MOMHUTH 00 SMOPHOTOKCHYHOCTH BapdapuHa (cM. pasmen
"I'KMII y 6epemenHbIx").

MeHblIe TaHHBIX [0 AHTUKOAryJsSsHTHOW TEpPallMU NPU TPENETAHUM IPEACEPAMM U OPYTHX
IIPEICEPIHBIX APUTMHUSX, HO PUCK TPOMOO3MOOJINI IPY HUX CUUTAETCS TaKuUM ke, Kak npu OIL

- Ouenka pucka kpoBoTeueHud npu nomomu wmkaasl HAS-BLED pexkomenayercs npu
Ha3HA4YeHUH BapdapuHa™* 06e3 Wi B COUECTAHWU C MHTHOMTOpPAMHU arperanud TpoMOouuTos. [3, 4,
131, 314, 359, 360, 364, 368, 311, 313, 369-374]

EOK IIaD (Y1 4 YVYP C)

Kommenrapwii:

xana HAS-BLED (ue BanuaupoBana ais nanueHToB ¢ ['KMII): 6amibl >= 3 yka3pIBatoT Ha
BBICOKMII pPHCK KpPOBOTEUEHMH U JIOJDKHBI OBITh MPHUHATBI MEpbl MPEIOCTOPOKHOCTU C
71a00paTOpPHBIM U KIMHUKO-UHCTpYMEHTadbHbIM KOHTpojeMm. lllkana HAS-BLED — cm. tabnumy
15, Tlpunoxenue I'2.

- Ecnn mamment ¢ 'KMII, ocnoxxuennot @I, He MOXKeT MpUHUMATH MOJOOPAHHYIO J03Y
Bap(hapuHa** m3-3a MOOOYHBIX ACHCTBUUA WM HEBO3MOXHOCTH TOJJICPKUBATH TEPANIEBTUUCCKUMA
ypoBeHb antukoaryssiiuu (MHO 2,0-3,0), naun HeBO3MOKHOCTH OCYIIECTBISATH MOHUTOpUHT MHO,
pEKOMEHAyeTC s HCIOIb30BaTh JadurarpaHa 3TeKcuiaT** uinm puBapokcadan™*, unu anukcadban™*.
[3, 4, 131, 314, 359, 360, 364, 368, 375, 376, 311, 313, 369-374, 377].

EOKIB (Y11 1 YYP B)

Kommenrapwii:

Bapdapus™* unu maburatpana srekcunar** wnm puBapokcaban™* unm anukcaban™** ciemyer
HasHayaTthk He3zaBucuMo oT mKkaiasl CHA2DS2-VASc naxe mocine ognoro nsmm3ona PII. IIxama
CHA2DS2-VASC — cm. tabmuiy [14, [Tpunoxenue [72.

- Bo Bcex cnydasx ['KMII, ocnoxuennoir @I, pekomeHOyeTcs MOXKU3HEHHAS Tepamnus
Bappapunom™** (MHO 2,0-3,0) mim pgaburatpaHa sTekcwiaroM™* winm puBapokcabaHoM™* wmum
anukcabaHoM™* najke ecim CMHYCOBBIM pUTM ObuT BoccTaHoBiieH [3, 4, 111, 113, 131, 150, 175,
314, 329, 357, 359, 360, 364, 368, 311, 313, 369-374, 377].

EOK IC (Y1 4 YVYP C)

- Tepanus aneTwJICATUITUIOBONM KUCIOTOM B A03upoBKe 75-100 Mr mmoc kionuuporpen** 75
MI' B JcHb (pU HU3KOM PHUCKE KPOBOTECUEHHUH) pekomeHayeTcs, eciu manueHT ¢ ['KMII,
ocinoxxHeHHOW @DII, oTka3bBaeTcs npuHUMAaTh BapdapuH™* mnm maburaTpaHa 3TeKCHIaT** wiH
puBapokcaban**, unu anukcaban**. [4, 378]

EOK IIaB (Y11 5 YYP C)

- IManmentam ¢ 'KMII, ocnoxuennoit ®II 6e3 BoipaxkenHoro yBenuueHus JIII B cmyuyasx
pedpakTepHoii K (apMmakoTepanuM CUMOTOMATUKM W HEBO3MOXKHOCTH  HCIOJIB30BAaHHUS
aHTHAPUTMUYECKUX IPEnapaToB PEKOMEHIOBAHO MPOBEIEHUE KaTeTepHbIX mpouenyp [4, 111, 131,
359, 360, 364, 379].

EOK IIaB (YA 5 VYP C)

KommenTapuii: TaBa3uBHble MeTo b1 JieueHus: OIT — cm. pazaen 3.2

3.2. Xupypruyeckoe v UHTepBeHLUMOHHOE ne4vyeHue KM

Peaykuunsa MXITI

IIpu oOctpyktuBHOl ['KMII Xupyprudeckdii MeETON JE€UYEHHUS SABISETCS '30J0THIM
p PyK pyp
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cragmaproM" (cpemHue mokazatenu cMmepTHocTd < 2%, 3¢dekTuBHOCTH Oonee dem y 90%
MaIMEeHTOB, YacTOTa OCIOKHEHUN < 5%).

B Hekoropeix MemuuuHckux llentpax penyknuro MOKII pekOMEHAyHOT —BBINOJHATH
MaryenTaM ¢ 0osiee MITKOH CHMITOMATHKOM B CIIydasX 3HAYMTEIBHOHN JIATEHTHOW OOCTPYKIMH, Y
KOTOPBIX MaKCUMasbHbIN U UHAyLHpyeMblit I'Jl >= 50 MM pT. cT.

OmnpexpensiroruM  (GakTOpoM Ui AOCTIXKEHHS Xopomux pe3yinbraroB CMO/PMD u CAA
SBJIIETCS ONBIT L[eHTpOB, KOTOPBIA JOJDKEH U3MepsAThCs Oonee deM S50 mpoueaypamu,
BBITIOJTHSIEMBIMU B 1O, U Oosiee yem 20 mpoleaypaMH, BBIMOJHAEMBIMU XUPYProM WIH
WHTEPBECHIIMOHHBIM  KapauojoroMm. Penykumss MIKII  1omkHa  BBINOJHATBCA — ONBITHBIM

CHEIUATUCTOM, PabOTaIOMUM B MYJIbTHAUCIMIUIMHAPHONW KOoMaHjae sKcriepToB B jieueHun ['KMII
[3, 4, 106, 213, 321, 320, 380-388].

- Penykimus MXII pexomennyercs mamuentam ['KMII ¢ I'Jl 8 BTJDK (B mokoe wumum
MaKCHUMaJIbHBIM IpoBoIpyeMbiM) >= 50 MM pt. c1., ¢ XCH II-IV ®K (NYHA), nHecmotps Ha
MaKCHUMaJIbHYIO IiepeHocuMYyto Tepanwio [3, 4, 73, 105, 106, 316-321, 380-384, 388-394].

EOK IB (YA 2 YYP A)

Kommenrapwii:

Penykuuss MOXKII ocymiecTBisieTcss ¢ MOMOIIBIO  cenTanbHOM MHOIKTOMUH (CMD),
pacmuperHoir CMD (PMD) u cenrranbHo# ciupToBoi abmamuu (CAA).

[Nokazanus k pexykuuu MXKII (CM3/PM3/CAA) npencrasiens! B [Ipunoxennn b510.

- Penykmus MXKII pekomenmoBana st maruentoB ¢ 'KMII u moBTOpHBIME 0OMOpOKamMu
npu Harpyske, Bbi3piBaeMbiMu [']] B BTJIK (B mokoe niam MakCHMaIbHBIM MPOBOIUPYEMBIM) >= 50
MM PT. CT., HECMOTpSI Ha ONTHMaJIbHYIO Tepamnuio [3, 4, 123-125].

EOK IIaC (Y11 4 YYP C)

Kommenrapwii:

- AITOPUTM TUTHOCTHKHU U BpaueOHOMN TaKTUKU MPU CUHKOTAIbHBIX COCTOSTHUSX MPE/ICTaBJIeH
B IIpunoxenun b8.

- [lokazanms x penykiun MXKIT (CM3/PM3B/CAA) npeacrasnens! B [Ipunosxernu B10.

- AJIrOpUTM IpeIoNepaliOHHON JUArHOCTUKH Ui BbIOOpA JOMOIHUTEIBHBIX BMEIIATEIbCTB
Ha MK npu CM3/PMD npeacrasnen B [Ipunoxenue b5.) (cM. Takke pekomenaaiuu k MPT).

- Anroputm BeIOopa Metoaa peaykiuu MXKIT npu ['KMII npeacrasnen B [Ipunoxxennn bo6.

- CpaBuenne CM3/PMD u CAA npencrasneno Ipwioxenun b11.

- CMD/PMD npeanoututenshee, ueM CAA, U pekoMeHAyeTcs MalueHTaM ¢ MOKa3aHUsIMHU K
peaykuun MIXKII, wuMeromuM MokKa3aHus A JPYTUX XUPYPrUUYECKUX BMEIIATENbCTB (HA
MaMWUISPHBIX MBIIIIAX, TPOTEe3upoBaHue MUTpansHoro kianana, AKII) [3, 4, 217, 224, 317, 318,
381, 382, 385-387, 391, 398-402].

EOKIC (Y12 YVYP B)

KomMmeHnTapuii:

CMD — "mmoskromus mo Morrow" TpaHcaopTaJbHBIM JOCTYIOM (TiepBasi ornepanus Obuia
mpoBeneHa B 1958 r.) B OonpmmHCTBE ciydaeB ycrpaHseT obctpykuuio BTJDK, Bb3BaHHYyIO
runeprpodupoannoit MXKII, omnako He ycrpanser aHomanmuu MK, BHocsamme BKIax B
obcrpykuuto BTJIK.

Messmer B.J. ¢ coaBt. (1994) ycoBepiieHCTBOBaIM MHAIKTOMHUIO MO Morrow, pacmupuB
oOmacth pesekiuu runeprpodupoBanHoit MXKII B anukaibHOM HampaBlieHMH K ocHoBaHHMio [IM
(PMD). Muorma B anrmos3eiuHONM nuTepatype PMDO HaspiBator mpouenypoir RPR (cokp. ot
resection — peseknust runeprpodupoBanaoro yyactka MXKII, plication — ykopoueHue mepeaHei
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ctBopku MK myrem co3maHuMs TOPU3OHTAIBHON CKJIAQAKKM B €€ OCHOBaHMH, release —
0CBOOO0K/ICHHE/UCCECUCHNE aHOMAJBHBIX MNPUKPEIUICHUH THIEepPTPO(GUPOBAHHBIX TMANMIUISIPHBIX
MBIIIIII).

[Tpu BeIsIBIIEHUN 2-ypoBHEBOU 0O0cTpykumu (yBenuuennsiii I'/] 8 BTJDK u Ha ypoBHE cpenneit
yactu nojiocty JDK) Muoskromus MoxkeT ObITh paciiupeHa a0 cepeauHsl nonoctd JOK u Bokpyr
ocHoBanus [IM, otHaKo JaHHBIE O JOATOCPOYHOM 3(h(heKTe TAKOTO MOX0/1a OTPAHUYCHBI.

B crenmanu3npoBaHHBIX [IEHTPaX, UMEIOIIUX HAUOOJBIINA OTBIT 10 JCYCHHUIO MAIUEHTOB C
I'KMII, ncnonp3yercs TpaHCAaNUMKAJIBHBIN JOCTYII, HAIIPABJICHHBINM Ha cHUKeHne ['/] u ymeHnpienue
CUMIITOMOB y TManMueHTOB cpeaHexenynoukoBoii OI'KMII. B penkux ciydasx npu 2-ypOBHEBOM
obctpykunu JDK ncnosb3ytoT KOMOMHUPOBAHHBIM TpaHCANUKAIbHBIM + TpaHCAOPTAIbHBIN JOCTYI
WK TIPaBOKEITYIOYKOBBII U TpaHcaopTallbHbIi qoctyms [ 71, 343, 403].

[Ipu cpennexenynoukooit OI'KMII, npu oTCYTCTBUU BBIPaKEHHBIX aHOMAJIUN MUTPaIbHOTO
KJIarlaHa MOJKET OBbITh BBINOJIHEHa MHMOAKTOMMSI M3 IPABOrO >KEIyJOUYKa TPAHCBEHTPUKYISIPHBIM
WIN TPaHCHPEJICEPIHBIM JOCTYHOM. DTOT XMPYPrHUECKHH JTOCTYH HMMEET MPEUMYILECTBO NEpeN
TpaHCAOPTAJIbHBIM JIOCTYIIOM Yy MalME€HTOB MOJIOJOTO BO3pacTa C BBIPAXKEHHOUN rumeptpodueit
MXII BcaencTue 6osee HU3KOTO prcka pa3suTust ABB [404, 405].

[Ipu BBISBIEHHHU ABYXKenynoukoBoi oOctpykiuuu (yBenuuenuslit I'Jl B BTJDK > 50 mm pr.
ct. u yBenuueHHblt I'J[ B BTIDK > 16 MM pT. cT.) MOXET NPUMEHATHCS KOMOMHHUPOBAHHBII
noctyn: CMD TtpancaopraisHbIM noctynioM 1 PMO noctynom co croponsr IDK.

B cneunanu3upoBaHHBIX LIEHTPAaX, UMEIONIMX HAUOOJBIINNA OMBIT MO JICYCHUIO MAI[UEHTOB C
I'KMII, npu BBISBICHUHU JABYX)KEIYAOYKOBOM OOCTPYKIIMH, TPU OTCYTCTBHH aHOMAJIHI
MOJAKJIAMIaHHBIX CTPYKTYP MUTPAIBHOTO KJalaHa MUOKTOMHUS MOKET ObITh BBIIIOJHEHA JOCTYIIOM
u3 DK TpaHCBEHTPUKYISPHBIM HIH TpaHCIpeacepansiM goctymom [106, 321, 406-408].

Anomanuu ctpyktyp ammapata MK, accommmpoBannbie ¢ 'KMII, Moryr u A0JDKHBI OBITH
yCTpaHEHBl BO Bpemsi omepanuu ¢ 1enbto cHusuth [JI B BTJDK, He mnpuberas k 3ameHe
MUTPAJILHOTO KJIalaHa.

[Tokazarensmu rddexkruBHOCTH TTponiexypsl PMD npu DXOKI sBustores:
1. xonTakt nepennei crBopku MK u MXKII (SAM-syndrome) oTcyrcTByerT,
2. ocrarounsiii '/l B BTJIK npu npoBokaiiuu 10/bkeH ObITh He 0oJiee 20 MM PT. CT.

ypOBeHL ycnexa U 4aCToTa OCJIOKHEHHUH TJIaBHBIM O6p2130M 3aBUCAT OT OIIbITa XUpypra Ujin
HHTCPBCHIMUMOHHOI'O KapAuo0Jora.

Iloxxenanusa mnanueHTa (HOCJ'IC HOI[pO6HOl"O O6CY)K)I€HI/I${ BapUAHTOB J'ICLIGHI/IH) HUMCIOT
SHAYCHHUC OJIA IIPUHATHUA OKOHYATCIIbHOI'O PCHICHUA.

Beibop meronma penykiuun MXKIT (CM3/PMD wnmu CAA) nokeH OCHOBBIBATHCS Ha
THIATeIbHOM O0O0CJEeIOBaHUU TMalMeHTa U OOCYXIEHHH MYIbTUAMCHUILTUHAPHON KOMaHION
CHEIHAIMCTOB.

- IIporesupoBanune MK pexomennoBaHo y cumnToMHbix narueHToB ¢ ['J[ 8 BTJDK (B mokoe
WM MaKCUMAaJIbHBIM MpOBOLUpYEMbIM) >= 50 MM pT. CT. U MUTPAJIbHOW peryprutanuesd ot
Cpe/HEeH JI0 TSDKEJIOW CTeTeHH, He BhI3BaHHbIX u3oaupoannoit [IC/] crBopku MK [3, 4, 321].

EOK TaC (YA 5 YYP C)

KomMmMeHTapuii: nomomHUTEIbHBIE BPOXKICHHBIE WU NpuoOpeTeHHble aHOMamnun MK moryt
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BBI3bIBATh BBIPAKEHHYIO MUTPAJIbHYIO PETYprUTalMIO, KOTOpas HEe 00YyCIOBJIEHA UCKIIOYUTEIBHO
I[ICJ] MK. B sroil curyauuu miuactuka MK (mumkanus), Kak IOpaBWJIO, HE CHMKAET CTENEHb
perypruTanum, U yCTpaHeHHEe €€ BO3MOKHO JIUIIb ITpoTe3upoBanueM MK.

- PekomeHnayercss paccMOTpeTh BO3MOKHOCTh Tpote3upoBanuss MK y manuentoB ¢ '] B
BTJDK (B mokoe wiM MakCHUMajbHBIM INPOBOLUPYEMBIM) >= 50 MM pT. CT. U MaKCUMaJlbHOMN
TOJILMHON MEXOKEIyIOYKOBOM TIeperopoiku <= 16 MM B MeCT€ MUTPAIbHO-CENTAIBHOTO
KOHTAaKTa, €CJIM HMMEETCS MUTpaJibHAas PEryprutanus OT CpeIHEell 10 TSKEJION CTENEeHU IOocIe
M30JMPOBaHHOI MuoskToMuH [4, 409, 410].

EOK IIbC (Y1 4 YYP C)

KomMmMeHnTapuii: nogo0OHbIe cilydyald ONMCaHbl y MAlMEHTOB, ONEPUPOBAHHBIX B IEpBbIE 2
JECSITUIIETUS] TI0CI€ NPUMEHEHUs npouenypbl "MuskTroMuu 1o Morrow" (U30JMpOBaHHOMN
MuoskTomuu, 1958) [411].

Onucanbl Takke METOAMKH yclemHol koppekuuu obctpykuuu BTIDK u mutpansHOU
HEJ0CTaTOYHOCTH MyTE€M BBINOJHEHUSI TpaHCMUTpaidbHOM CMO ¢ oTceueHneM mnepeaHei CTBOPKU

MK wu Bemonaernss CM3 u3 BTJIK ¢ mocneayromeit miactukoi uimu npotesupoBanneM MK [405,
412].

Jns BeimonHeHus aaekBatHoil penykunu MOXKIT npu PMD psigom aBTOpOB peKOMEHI0BaHO
MIPUMEHSTh Pa3JIMUYHBIC TEXHUYECKUE MPUEMbl: MOOMIH3aUs Ceplla, MPUMEHEHHE TOPAKOCKOITUH

[388].

Crnenduueckoro 00e300TUBaHUS TP XUPYPTHUECKUX W WHBA3WBHBIX BMEIIATEIHCTBAX
nanuertam ¢ 'KMII we tpebyercs.

PekomeHnpgaumum no AKC y naumeHToB ¢ o6cTpyktuBHon KMI

- Pexomenmyercss paccMOTpeTh BO3MOXHOCTH MocTostHHOM DKC*** ¢ ontumansabiM AB-
untepBajgom miaa cHwkeHus '/l 8 BTJDK unu mng pacmivpeHusi BO3MOXXHOCTH JIEKAPCTBEHHOM
Tepanuu OeTa-aIpeHoOJOKATOPOM H/WIM BeparaMuiioMm™* y otnensHbiX nanuentoB ¢ ['J1 8 BTJDK
(B MOKOE MM MaKCHUMAaJbHBIM HPOBOIMPYEMbIM) >= 50 MM pT. CT., CHHYCOBBIM PHTMOM,
CUMITOMAaMH, pepakTepHbIMU K JIEKAPCTBEHHOMN Teparuu, UMEIOIIMMHU NpoTuBonoka3zanus k CAA
nmu CMD/PMD, wim Beicokuid puck pa3Butusi AB-6mokansr B pesynbrate CAA niu CM3/PMD [4,
214, 232, 305, 306, 308, 310, 413-415].

EOK IIbC (Y1 2 YVP B)

KomMmMeHTapuii: cyTh METO/la COCTOUT B M3MEHEHHUU IOCJIEI0BATEIFHOCTH PACIPOCTPaHEHUS
BOJIHBI BO30OYXKJICHHSI — COKpAIIEHHE OXBAaThIBAE€T BHAUaje BEPXYIIKY JKEITYJOUYKOB, a 3atreM MIKII,
YTO NPUBOAMT K YyMEHBIIEHHIO cybaoprambHoro I'J Omaromapsi 3ama3jbIBaHHIO M CHUKEHHUIO
pernonapnoit cokparumoct MXKII u, kak cnencrsue, pacmupenuto BTJDK. Otomy coco6cTByeT
TaKKe 3ama3bIBaHie CHUCTOJIMUYECKOTO JIBIKEHUS Krepeau nepenHeit crBopku MK u ymenbienue
€ro aMIuIMTyAbl. BaxkHoe 3HaueHHe MMeeT MoAOOp HAaUMEHbIEeW BETUYMHBI BPEMEHH 3aJePiKKU
HAHECEHHsS  KENyJI0YKOBOTO  HMIyJIbca TOCIe MPEeICcepaHOro, KOTopas oOecrneuynBaeT
MPEXACBPEMEHHYIO JICTIONSPU3ALMIO BEPXYIIKM CEpAlla, HE MPUBOJSA MPU 3TOM K YXYIIIECHHUIO
BHYTPHUCEPJICYHOU U IIEHTPATHHON TeMOAMHAMHUKH (CepieqHoro Beiopoca u AJl).

B pdaac  CiIyd4acB HNPUXOAUTCA an/I6eraTL K YAJIIMHCHUIO BpPEMCHU crmonTaHHoii AB-
npoBOAMMOCTU C MOMOIIBKO TEpAINU GeTa-az[peH06n0KaTop0M niIn BepEll'[aMI/IJ'IOM>l<>l< n Jgaxe

abnaruu AB-y3na.

MHBa3uBHbIe MeToAabl neyeHns PI1 nayumeHToB ¢ FKMI
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- PexoMeHI0BaHO paccMOTPETh BO3MOXKHOCTb IPOBEAEHHS PaJO4acTOTHOM abmamuu odara
@II marmentam ¢ [KMII, ecau ®I1 He MOXKeET OBITH Mpe10TBpaIlieHa aHTHAPUTMUYECKON Teparnuen,
WM 4YaCTOTa JKEIYJOYKOBBIX COKPALIECHHM HE KOHTPOJIMPYETCs JIEKAPCTBEHHBIMM IIperiapaTaMmi,
WA aCCOLMUPOBAHA C HEMEPECHOCUMBIMH MMOOOYHBIMU JICHCTBUSMH JIEKAPCTBEHHBIX MPENapaToB [4,
111, 131, 314, 329, 359, 360, 364].

EOK IIbC (YA 5 YVYP C)

- Wmmmantanmms ayxkamepuoro (DDD) snektpokapmuoctumynsatopa*** ¢ gyHkumen
nepexoueHus pexuma (mocie abnamuu AB-y3na y mamumentoB ['KMIT ¢ ®B >= 50%),
pexomeHayeTcst npu Hanuuuu napokcusmanbHoil @I, u ogHokamepHoro (VVIR) — npu Hanuuumn
MEPCUCTHPYIONIEH K moctostHHoM (hopmsr [4, 232, 305, 314, 359, 360, 364, 41].

EOK IC (YOO 5 YVYP C)

- [Nariuentam ¢ I'KMII, ocnoxxuennoit aro6oit hopmoit OII, u @B < 50% nocne admannu AB-
y371a ¥ IIPU HAIMYHAM MOKA3aHUW K CEpJICYHOM PECHMHXPOHMU3UPYIOLIEH Tepanuu PEKOMEHIOBAHO
paccMOTpPeTh BO3MOKHOCTh MMILIAHTAIIMU TpeXKaMepHOTo (OmBeHTpHKYsspHOTO) DKC*** [4, 20,
130, 359, 364].

EOK IIbC (YA 5 YVP C)

- PexomeH10BaHO paccMOTpeTh BO3MOXKHOCTH abmarnuu ovyara ®II Bo Bpemss CM3/PMD y
nanueHToB ¢ 'KMII, ocnoxnenHoi cumnroMHoM PII nmpu Hanuuuu Moka3aHUM W OTCYTCTBHH
npoTtuBonmokazanwuii [3, 4, 359, 364, 417-420].

EOK IIbC (Y 5 YVYP C)

Kommenrapwii:

Pannouactornas abnarnus ®I1 y manuenToB ¢ 'KMII menee ycnenna, yem 6e3 'KMII.

- Ilpenuxropamu HerhdexTuBHOCTH NedeHuss DII nmpu 'KMII sensrorcs: mumaramus JII,
ooctpykius BTJDK, mmutensHOCTh 1 THTT DI

- Ilammentam ¢ I'KMII u ®II yame TpeOyroTcs MNpoBEACHUE IOBTOPHBIX IMPOIEAYD.
PemonenupoBanue npexacepauii, 3apucumoe oT ['KMII, mMokeT MOBIMATHL Ha HUCXOM, JaXe €ClU
MpoIeaypa U3HAYAIBHO YCTICIIHA.

Onepamuss  Cox-Maze  ("JIabupunt") smbo ee Momuduramum ¢ TOPUMEHECHUEM
paauovYacTOTHOW M KpHO-abilaliuu Ipe/CTaBiseTcsl 1enecooOpa3Hoi Kak COIMYTCTBYIOIIAs MpH
CM3/PMD unu npoTe3upoBaHUU MUTpalbHOro kianaHa y manueHtoB ¢ ['KMII, ocroxHeHHON
OII, pedpakTepHOii K hapMaKOTEparTHu.

ACCF/AHA (2011) pexomenayrot omnepauuto "JlabupuHT" y oTAenbHBIX manueHToB ¢ OII
Kak comyrctBytomyo npu CM3/PMD wumu  mporesupoBanuun MK (yposensr IlaC). B
pekomenanusax ESC Takoli pekoMeHaluu HerT.

Ecnu onepauus "JIabupuHT" mOKa3aHa, TO BBINOJHATHCS OHA JIOJDKHA KaK COIMYTCTBYIOIIAs,
nocje KOHCUINYMa MYJIbTHANCIUIIMHAPHOW KOMaH/I0#, XMpyproM, UMEIOIUM OIIBIT BBITIOJIHEHUS
110/100HOTO BMEIIATENIbCTBA.

B nenTpax, ucnosp3yromux onepanuto "nadupuat" (moguduxanus I1I u IV), ormeuator, 4to
y mnamueHtoB ¢ ['KMII sto pomonnurensHoe npu CMDB/PMD  BMmemaTensCTBO — SBISETCS

6e301macHbIM U A3PPEKTUBHBIM.

PekomeHAaauum no cepAeyHON PeCUHXPOHU3NPYIOLLEN Tepanuu y NauueHToB C
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KM

- [Mammentam ¢ 'KMII, makcumansubim I'J[ B8 BTJDK < 30 mMm prt. ct., XCH II-IV ®K no
NYHA, ®BJIX < 50% u BJIHIIT' ¢ qnutensHocThi0 QRS > 120 MC pekoMeH0BaHO pacCMOTPETh
BO3MOXHOCTh CEPJACYHON PECHHXPOHHU3UPYIOMICH Teparus s YIYYIIeHUS CUMITOMATHKH [3, 4,
20, 130].

EOK IIbC (Y11 4 YYP C)

PekomMeHgauum no npakTUYECKMM acrnekram MWMNfaHTauuum KapaumoBepTepa-
aedumbpunnaropa***

Anroput™m mnepBuuHOW U BropuuHOM mpodunaktukn BCC y mnamuentoB ¢ I'KMII
npencranieH B Tadnuue [Ipunoxenne b7.

[Mkana onenku pucka BCC y nmanuentoB ¢ 'KMII (eBponeiickas Mozenb) MpeicTaBieHa B
tabnuie 12, npunoxenune [2.

kana ouenku pucka BCC y manuento ¢ 'KMII (amepukaHckas MOJeNb) MpeCcTaBlieHa B
tabmure 113, mpunoxenune [2.

- Pexomennyercs ummiantaius UK*** y nanuentoB ¢ 'KMII, nepenecmux ocTaHOBKY
cepaua no npuuyuHe KT wim @X, wim y nanueHToB cO cnoHTaHHOW ycrowumBou KT,
NpUBOJALIEH K TMOTEepe CO3HAHMS WM HApyIIEHUs TeMOJUHAMHUKH, TIpU  O0XKHMJIaeMOM
MPOIOJDKATENIHOCTH XKu3HU > 1 rona [3, 4, 112, 113, 115-121, 125, 189, 207, 210, 259, 260, 265,
300, 323, 421-423].

EOKIB (YAA 5 VVYP C)

Kommenrapuii: [l BepuuKauy apuTMHUU B OTAEIBHBIX CIIydasX MOXKET BBINOJHATHCS
MHBA3UBHOE IEKTPO(YU3NOJIOTHUECKOE UCCIICI0OBAHME.

- IlatuneTaunt PHUCK BHE3AITHOU CMEPTHU HCO6XOI[I/IMO OLCHUBATh IIpHU II€PBOHAYAIIBHOM
06CJ'IGIIOBaHI/H/I namueHTa, a TakKKE KaxKAbIC 1-2 roJa Win Ipyu U3MCHCHHUHN KIMHHYECKOI'O CTaryca
[3, 4, 115, 171, 181, 300, 323, 424].

EOK IB (V/I/1 4 YYP C)

- UmmnanTtamus UKJ[*** pexomenayeTcs malueHTam ¢ MpearoiaracMbIM S-JIETHUM PUCKOM
BHE3alHOM cMepTH >= 6% M 0XHJAaeMOW NPOJOJKUTEIBHOCThIO KM3HM > 1 Tojma Tmocie
MOAPOOHOTO KIMHUYECKOTO OO0C/IeOBaHMUs C OICHKOM pHCKa MOCIEAYIOUIUX OCIOKHEHUNH H
Brnusinusg UKJ[*** na o0pa3 Xu3HU, COLMANBHO-dKOHOMHYECKUH CTATyC U MCUXOJOTUYECKOE
smopoBbe [115, 181, 189, 200, 201, 300, 323, 421, 424].

EOK llaB (YA 3 YVYP A)

- PexoMeH10BaHO paccMOTpeTh BO3MOKHOCTH uMianTauuu UK/[*** B ornenbHbIX rpynmax
nauueHToB ¢ S-netHuM puckom BCC ot >= 4 510 < 6% u 0)xu1aeMoi TPOJ0KUTETBHOCTBIO KU3HU
> 1 roga mocne MOAPOOHOTO KIMHUYECKOTO OOCIEAOBAaHMSI C OIEHKOM pHCKa MOCIEAYIOIINX
ocnoxkHeHuit u BiausHUS WK*** nHa 00pa3 XKU3HH, COLMAIBHO-dKOHOMHUYECKHU CTaTyCc u
ncuxosiorunveckoe 3a0posbe [115, 171, 189, 181, 323, 424].

EOK IIbB (YJ1/1 4 YVYP C)

- Pexomennyercst paccMOTpeTb BO3MOXHOCTh uMIUIanTauuu WK*** y oraenpHbIX

MallMEHTOB C 5-JIETHUM PUCKOM BCC < 4% IIpyU HaAJIWYUHU KIMHUYCCKUX XAPAKTCPUCTHUK C
AOKAa3aHHBIM HPOTHOCTUYCCKUM 3HAYCHHUCM, U B ClIydasaX, KOrJa B PE3YyJIbTATC OLICHKH PUCKA
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MOCIEAYIOMUX OCIoKHEeHNH u BrusHUs MKJ[*** Ha o0pa3 Xu3HH, COIMAIBHO-PKOHOMHYECKHMA
CTaTyC M TIICUXOJIOTMYECKOE 3JI0pOBbE TMpenarnoiaraeTcss oOImee MOJOXKHUTEIbHOE BIHSHUE
umiutantarua UKJ*** [3, 4, 84, 115, 181, 189, 200, 201, 228, 323, 424].

EOK IIbB (Y1 4 YVYP C)

KomMmMeHTapuii: amepukaHckas MOJeNb 103BOJseT oueHuBaTh puck BCC y mamueHtoB c
HU3KHM/CPETHUM PUCKOM.

[Mocnennue MuTepaTypHbIC JaHHbBIE TIOKA3BIBAIOT, YTO HAJIMYKE PACIpOCTpaHeHHOTo (Grudpo3a,
ounenusaemoro no ITHI" npu MPT (> 15%) sBnserca npenukropom pucka BCC npu 'KMIIL. Otot
MOKa3aTeNlb He BXOJIUT B €BPOICHCKYIO MOJENb CTpaTU(UKAIIMN PUCKA, OJJHAKO €CIIM Y TalueHTa
Hu3kuit wm cpenuui puck BCC (< 6%), a mpu MPT mnomans ¢ubpoza > 15% — sto sBasiercs
JOTIOJTHUTEIIBHBIM apryMEHTOM B M0OJIb3y uMIuiantaruu UKJ*** [115, 228, 231].

PekoMeHgauuMm no wuMNMaHTauuMm BcnoMoraTesibHbIX JIeBOXenyAo4YKOBbIX
YCTPOMCTB

- PexomenayeTcss paccMOTPETh BO3MOXKHOCTb TEpaluU IyTeM HWMILIAHTALUA YCTPOWCTB
MEXaHUYECKON MOJIep)KKU KPOBOOOpAIlleHUs Ha MEpPHOJ, HAXOXKICHHS B JIUCTE OXKUIAHUS IS
HEKOTOPBIX MAIMEHTOB ¢ TepMuHanbHOW ctaaueit XCH, KOTOpble MOTYT paccMaTpuBaThCS Kak
KaHIMIaThl IS TpaHCIuTanTauu cepamna [211, 253, 425, 426].

EOK IIbC (Y1 4 YVYP C)

KommenTapuii: B MupoBoit npaktuke 50% omneparuii o nepecajake cepiia BBITOJIHAIOTCA Ha
(doHe mpeAlecTBYOMENd UMIUIAHTAIUU YCTPOMCTB MEXaHHMUYECKOM MOANEPKKU KpOBOOOpaIIeHUS
[253].

TpaHcnnaHTauua cepaua y nauymeHtoB ¢ F'KMI

- OproTronuueckass TpaHCIUIAHTALMS cepaua pekoMeHaoBaHa s mnanueHtoB ¢ ['KMII,
nMerommnx PBJDK < 50% u cumnromsl [II-IV @K o NYHA, nin HEyCTpaHUMBIE KETyJOYKOBBIE
ApUTMHUH, HECMOTPST HAa ONTUMAIBHYIO TEpAalMI0 IPH HAJUYUM [OKa3aHWH W OTCYTCTBHE
[IPOTHBOIOKAa3aHui [y1s1 TpaHciuianTauu [97, 98, 168, 253, 255, 257, 425, 427].

EOK IIaB (Y11 4 YYP C)

KommenTapwii: onrcana tpanchopmanus ' KMIT B ecmemannsiii perorun (I'KMIT + KMIT),
coracHo kiaccubukarun MOGE(s), Tak HaspiBaeMast auiaranuonnas craaus ['KMIT [43].

TpaHcruraHTamus cepAmna MOXKET ObITh )KU3HEHHO Ba)kKHOM ctparerueit ieueHnus npu [ KMIIT B
KOHEYHOU CTa/Iuu 3a00JIeBaHUsI.

[Inoxoli KpaTKOCPOYHBIM NPOTHO3 y MAUMUEHTOB ¢ JuiatanuoHHou craauen ['KMII
MpEANoJIaraeT 1eaecoo0pa3HOCTh 00Jiee paHHETO PACCMOTPEHHS arpeCCHBHBIX METOJIOB JICUCHUS,
MIOCKOJIbKY "OKHO BO3MOXHOCTEH" MOKET ObITh HEOOJIBIINM, OCOOCHHO Y MallMEHTOB C CEMEIHBIM
aHaAMHE30M pa3BUTHUs quiatauroHHoi ctaauu I'KMIIL.

3aKJIIoueHue, 4YTO y nanueHTta passuBaerca quiuatanus JDK, cimegyer ocHoOBbIBaTH Ha
muHamuke pasmepos JDK. Jlaxe "HopmanpHbie" pasmeps! JDK Moryr o3Havare "guiiaTaliuoHHYRO

cTamuio", Hanpumep, B auHamuke KJPmk 35 MM~ 55 MM (OpH YCIOBHHM KOPPEKTHOTO
U3MEpEHNs).

[TocrTpancnnanTaiionHasl BebkuBaeMocTh y nanueHToB ¢ I'KMII cxonna ¢ TakoBoi npu
TPaHCIUIAaHTAIIMU Cep/lla Mo APyrumM moojam [255, 257, 425, 427].
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- PexoMeH10BaHO paccMOTpPETh BO3MOXKHOCTb OPTOTOIIMYECKON TPAHCIIAaHTALMU Cepaua s
nauesTos ¢ @B JDK >= 50% wu cumnromamu XCH III-IV ®K (NYHA), BeI3BaHHOM
JMACTONUYECKON TUCQYHKIMEH, PE3UCTEHTHOM K JICKApCTBEHHOM Tepamuu Npu HATUYUU
MOKa3aHWi U OTCYTCTBUHU MPOTUBOIOKA3aHUM JiIsl TpaHciuianTarmu [97, 98, 168, 253, 425, 427].

EOKIIIB (YA 4 YVP C)

KommenTapuii: kpome aunatanmonHoit cramuu, npu 'KMII tsokenas crenens XCH mosxer
HaOIIOIaThCSl TIPU JIPYTOM BapUAHTE HETAaTHBHOTO PEMOJICIMPOBAHUS — CMEHIAHHOM (EHOTHIIE
(CKMIT + PKMI).

Wroroselii anroputm BpayeOHON TakTUKM B 3aBucuMocTd oT craguu ['KMII u Bapuanra
KJINHWYECKOT0 TeueHus npezacrasieH B [Ipunoxennn bI.

3.3. bepemeHHOCTb U poAabl y nauneHTok ¢ FKMI

MN3mMeHeHnsA reMoaMHaAMUKH npun 6epemeHHocm

bepemenHocTh, Kak NpaBWIO, CYIIECTBEHHO HE yCyryojiseT TIeMOAMHAMHYECKHe
pacctpoiictBa ipu ['KMII, nostomy ncxoaHo 0€CCHMITOMHBIE W MaJOCHMIITOMHBIE MAIMEHTKH C
I'KMII nepenocst 6epeMeHHOCTh X0poIio. OTHAKO Y HEKOTOPBIX MAIIMEHTOK TeMOINHAMUYECKUE U
HEeWpOTryMopanbHble (PaKTOPHl TeCTAllMOHHOTO TMEpHoJa MOTYT MPOBOIIMPOBATH PA3BUTHE
HapymeHnid putma u XCH.

VY 6epemennbix ¢ ooctpyktuBHOM Gopmoit I'KMII crenens obctpykuuun BTJDK moxer kak
YBEIUYHUTHCS (M3-32 00bI9HOTO /Tt 6epemerHHocTr yBenuueHus YO, UCC, HeOoNbIIOTO CHIKEHUS
AJl BciencTBue CHIKEHHUST 0O1iero nepudepruieckoro COMpPOTHBIICHUS), TaK U CHU3UTHCS (M3-3a

HEOOJIBIIIOTO YBEIMYCHHS AuacTosmueckoro pasmepa JIK u yBenmuenus nquamerpa BTJIK) [3, 4,
428-430].

PekomMeHAaaumu npu nnaHUpoBaHUM 6epeMeHHOCTH

- Ilpu nmnmanupoBanuu OepeMmenHoctd W Hamuumu ['KMII B cembe omHOTO M3 pojauTenei
pEeKOMEHJI0BaHAa KOHCYNbTAllMsl Bpauya-TeHETHKa i1 OLIGHKH pHCKa Iepeaadn 3aboseBaHUs

noromctBy [29, 30, 174, 428-431].
EOKIC (YA 5VYVYPC)

- Ilpu mmanupoBanuu OepemenHoctu nanueHTkam ¢ ['KMII u oGcTpykiueil BBIHOCAIIETO
tpakTta JOK ¢ HanuumeMm CHMHKOMANBHBIX COCTOSHUNA W/WIIH KU3HEYTPOXKAIOIIUX HAPYIICHUNH pUTMa
PEKOMEHIOBAHO PEUINTh BOMPOC O MpeIBapUTENIbHON xupyprudeckoit xoppekuuun ['KMII [3, 4,
366, 428, 432].

EOK IC (YA 5 YVYP C)

- DKCTpakopropaabHOE  OIUIOAOTBOPEHHE HE  PEKOMEHIOBAaHO (IIPOTHUBOIMOKA3aHO)
xeHumHaM, y Kotopeix ['KMII ocnoxuunace XCH, ®@I1, pectpuktuBHbIM THIIOM HanoiaHeHus JDK,
a TaKKe ¢ BeIpakeHHo# runeprpodueit JK [4, 428, 430-433].

EOKIC (YA 5VYVYPC)

TakTtuka BegeHus 6epemeHHocTn npu FKMI

- Ecmu 'KMII nuarnoctupoBaHa 10 O€peMEHHOCTH WM B CPOKHU JI0 12 Henenb, a Takke Mpu
nono3pennn Ha I'KMII, pexomeHnoBaHa TOCHMTAIM3aLUs KEHIIMHBI B KapAHOJOTHYECKOE
OTJeNIeHHE C IeNIbI0 YTOUYHEHMs JUarHo3a, PelieHus: BOIpoca O MPOJIOHTMPOBAHUN OEpeMEHHOCTH
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u, B ciydae HeoOxomumoctH, jaeueHus [3, 4, 30, 429, 432].
EOKIC (Y 5 YVYPC)

- Ilpu Oepemennoctn mamuentkaMm ¢ ['KMII crpatudukanuio MaTepUHCKOTO pHCKa
PEKOMEHIOBAHO  TPOBOJUTH,  HWCIHOJB3YS  MOAU(HUIMPOBaHHYIO  Kimaccupukanmuo  BO3
MaTepuHCKOro pucka [3, 4, 429, 430-433].

EOK IC (Y44 5 YYP C)

KommenTapuii: B uaeane o1eHKa pucka JOJDKHA IIPOBOJUTHCA 10 3a4aTHsl.

- YV nanuentok ¢ ['KMII tepanuto 6era-aapeHo0I0KaTOPOM PEKOMEHJIOBAHO HPOJOJLKUT,
€CITH OHU MPUHUMAH UX 10 0epemennoctH [3, 4, 366, 428, 432, 433].
EOK IIC (YA 3 YVYP B)

- Tepanuro 6era-aapeHo0I0KaTOPOM PEKOMEHIOBAHO HayaTh OepeMeHHoM xkeHiuHe ¢ ' KMIT
u cumnroMamu ooctpykiuu BTJIK winu Hapymenusimu putMa cepana [3, 4, 366, 428, 432, 433].
EOKIC (YA 5VYVYPC)

- IIpu Tepanuu Gera-aapeHoOI0KATOPOM PEKOMEHIOBAHO KOHTPOJIMPOBATH COCTOSTHUE M TEMIT
pocra miona [3, 4, 366, 428-433].
EOK IC (V]IJ1 5 YYP C)

- bepemennsiv ¢ 'KMII nipu pazsutin ®I1 pexoMeH10BaHO TIPOBEICHUE KapAnoBepcuH [ 3, 4,
428, 434].
EOKIIC (YA 4 YYP C)

- bepemennpiMm ¢ I'KMII u ®II pekomeHm0BaHAa aHTHKOATYJISHTHas Tepamus (BBIOOP
mpernapata — TremnapuH HaTpus (HeppaKUMOHUPOBAHHBIM WM HHU3KOMOJICKYJSPHBIA) MK
Bap(dapua™* — 3aBUCHT OT cpoka OepemeHHOCTH). Mcronb30Banue qaburarpaHa sTekcuiaTa™* wimm
puBapokcabana**, wim anukcabana** He pekomenayercs [3, 4, 366, 428, 430, 432].

EOK IC (YA 5 YVYP C)

- Tepamuro BapdapuHom™** mpu DIl y OepeMEHHBIX PEKOMEHJIOBAaHO HA4YMHATH CO 2
TpuMecTpa (B TIEPBOM TPHMECTPE BO3MOXEH TeparoreHHbIH 3(dekr) u 3akoHUnTh 32 1 Mecsi 10
pozos [3, 4, 428, 430, 432].

EOK IB (YA 5 YVYP C)

KomMmeHTapuii: peKOMEHIyeMble PEKUMBI AHTUKOAryISIHTHOW Tepanuu npu [KMIT y
oepemennbix ¢ OI1 u onmacHOCTH, CBsI3aHHBIC ¢ Tepanuel BapdapuHOM™**, mpeacTaBiIeHbl B TaOJIHIIC
4, ITpunoxxenne A3.

- bonbmmucTBY 6epemennbix ¢ ['KMII pekomeHna0BaHO IporpaMMupyeMoe poJopaspelieHme
Yyepes eCTeCTBeHHbIE pooBbIe TiyTH [3, 4, 428, 429, 430, 432].

EOKIC (YA 5VYVYPC)

KomMmeHnTapuii:

- BpaueOGHas TakTMka BeleHHUS OEPEMEHHOCTH U POJOpa3pelIeHUs MpPEJCTaBlIeHa B
[Tpunoxenun b12.

- BpibOp MeIMIMHCKOTO YUpEeKICHHS sl BeIeHUs OEpPEeMEHHBIX U PpOAOpa3peuIeHUs
npencrasieH B [Ipunoxenun b13.

- OrpanuyeHusl B BbIOOpE METOJOB JHATHOCTUKH y OEpEeMEHHBIX MPEJICTaBICHBI B TaOJuIle
112, ITpunoxxenue I'1.

- [Ipu BegeHnn GEpeMEHHOCTH U POJOB UHTEPECHl MaTEePH TOJKHBI JOMUHUPOBATS.

- BonpmmucTBO *KeHmMH ¢ HeocnokHeHHOM ['KMII oTHocsTcs mo MoauduIupoBaHHON
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knaccudukanuu BO3 marepunckoro pucka k knaccy 11 (BO3 II). YacTe CHMOTOMHBIX MAalUEHTOK
otHocutcst k BO3 III; oHM NOMHKHBI HAONIONATHCS B CICIHUATM3UPOBAHHBIX YUPEKICHUAX (CM.
[Mpunoxenue 513).

- Kenmmner ¢ 'KMII, ocnoxxnennoit XCH u qucdynkuumeit JOK (nunatanuonHas craans Win
MPHUCOETMHEHNE PECTPUKTUBHOTO (DEHOTHUIA), OTHOCATCS K Kiaccy IV MaTepuHCKOTO pHCKa, U UM
O0epeMeHHOCTh POTHUBOTIOKA3aHa.

- IIpu BelpaxkenHoit cumnroMHoi obctpykunn BTJDK (taxke otHocsTCs K Kinaccy [V BO3)
0epeMEeHHOCTh MOXET CTaTh BO3MOXHOH IOCIIE TIPeIBAPUTENBHOM Koppekiun ooctpykimu BTIDK.

- Tepamuro OGera-agpeHoOIOKaTOPpOM (METOmpoon**, pe3epBHBIE — OHcOTPOITOT**)
o6epemennbiM ¢ ['KMIT HeoOxomumo ocymectiaTh o koutposieM YCC u AJl, T.K. upe3mepHoe
cHIDKeHHe AJ] MOKET MPUBECTH K YMEHBIICHUIO MAaTOYHO-TUIALIEHTAPHOTO KPOBOTOKA U 3aJIEPHKKE
BHYTPUYTpOOHOTO pa3BuTHs mona [3, 4, 428].

- Kontpanenuus y >keHmuH ¢ OeccumntoMHoi wiu ManocumnTomHod ['KMII wve umeer
KaKuX-JIM00 0COOEHHOCTEH 10 CPAaBHEHHUIO CO 3/I0POBBIMH.

- Eciu I'KMII ocnoxuunace XCH u ®II, To crnegyer ¢ OCTOPOKHOCTHIO HMCIOJIB30BaTh
NepopasibHble KOHTPALIETITUBBI U3-3a pucka TpoMOosMOoamii. VX mcnosib30BaHnEe BO3MOXKHO MpPH
aJICKBaTHOM aHTUKOArYISTHTHOH Teparnuu [3, 4, 428-430].

4. Peabunurtauus

CrnenmayibHBIX peKoMeHaaIui mo peadbmmmranuu narueaToB ¢ ' KMII we cymectByer. [locne
XUPYPruyecKoro WM SHIO0BACKYJISIpHOTO BMemareiabcTBa nanueHtaM ¢ 'KMII npoBoasTes takue
ke peaOUIUTAIlIOHHBIE MEPOINpUSTHS, KaK W MalMeHTaM C JpYrod cepaeyHO-COCyIUCTOM
MaTOJIOTHEH, IEPEHECIINM XUPYPTUYECKUE WIIM SHA0BACKYISIPHBIE BMEIIATEIbCTBA.

5. MpodmnakrTuka

[Tpodunaxtuxku ['KMII kak 3a00sieBaHus HE CYIIECTBYET.
[Ipodunaktuueckue Meponpusatus y nanueHtoB ¢ 'KMII 3akmrogarorcs B npoduiakTrke
OCHOBHBIX OCJIO)KHEHHUH 3a00JIeBaHus, KOTOpBIC MpeacTaBieHbl B Tadiuie 113, [Tpunoxenue I'3.

OO6mwme pekoMeHaauu 1o oopasy ku3Hu manueHty ¢ ['KMII npencrasienst B [Ipunoxkennn
B.

OucnaHcepHoe HabnoaeHue naumeHToB ¢ FKMI

[MarmenTsl ¢ 'KMII Hy>knaroTcsi B OKU3HEHHOM HAOIOICHUU /ISl BBISIBIICHUSI U3MEHEHUN B
CUMITOMATHKE U MPEIYNPEKICHUS OCIOKHEHUH.

Ha HayanpHOM 3Tame MeIMKaMEHTO3HOI'O JIEYEHHUs IUIAHOBBIE MOBTOPHBIE BU3UTHI K Bpauy
KenaTeIbHO MpOBOAUTH uepe3 6, 9, 12 mecsdueB (mpu HEOOXOAMMOCTH dYalle) Ui OLIEHKU
MEPEHOCUMOCTH, 3(P(PEKTUBHOCTH U OE30MACHOCTH JIEUEHMsI, a TaKXKe KOHTPOJI BBINIOJHEHHUS
BpaueOHbIX pekoMeHpaaiuil. IIpm HemoctaTouHoi 3()h(HEKTUBHOCTH M IUIOXOW MEPEHOCHMOCTH
IIPOBOJMMOIO  MEAMKAMEHTO3HOTO  JIEYEHUS  PEKOMEHJOBaHAa  3aMEHa  HCIIOJIb3yEMOTIO
JIEKapCTBEHHOTI'O IpenapaTa ¢ MOCIEAYIOIIMM KOHTPOJIEM IIPOBOUMOTIO JIEUEHUS.

- Bcem mammentam ¢ ['KMII, Bkirowyas HoOcuTeNnel NATOJOTHYECKUX MyTanuid 06e3
(EeHOTUMUYECKUX MPOSIBICHUN 0OJE3HU U MAIIMEHTOB C OECCUMIITOMHBIM TeUEHHEM 3a00JIeBaHUS,
PEKOMEHIOBAHO JWHAMUYECKOe HAOMIOJeHHe, B XOJIe KOTOPOTO OILEHUBAETCS XapakTep u
BBIPOKEHHOCTh  KIMHHYECKUX, MOP(OJOTHUECKUX ¢ TEeMOJUHAMUYECKMX HapYyIICHHH U
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ompenensercs JieueOHas crparerus [3, 4, 116, 145, 146, 332, 356, 358].
EOKIB (Y 5 YVYP C)

- YV KJIMHUYECKH CTaOMJIbHBIX MAIlMEHTOB pekoMeHaytoTcs: moBTopHbie TT-DXOKI kaxabie
1-2 rona [3, 4, 116, 145, 146, 178, 184, 200, 216, 356, 332, 358, 435].
EOKIC (YAA S5 YVYPC)

Koncencyc sxcneproB EACVI 2015

- [loBTopHbie DXOKI -uccnenoBanusi pexkomenayrcs nauentam ¢ ['KMII ¢ uamenenunsimu
B KJIMHHYECKOM CTaTyCEe WJIHM TMOSBICHHEM HOBBIX CEpPACYHO-COCYIUCTHIX MposiBiieHui [3, 4, 116,
145, 146, 178, 184, 200, 356, 332, 358, 435].

EOKIB (Y 5VYYPC)

- 48-gacoBoe XMDKI pexkomeHayercst kKaxaple 12-24 Mecsla KIMHUYECKH CTaOWIHHBIM
MarueHTam, Kaxapie 6-12 — MecsIeB ManueHTaM ¢ CHHYCOBBIM PUTMOM U pazMepoM JIIT >= 45 mm
WM TIPY TIOSIBJICHUH HOBBIX Kaji00 Ha cepaueOuenus [3, 4, 112, 181, 184, 314, 421].

EOKIC (YA 5VYVYPC)

- PexomeHm0BaHO paccMOTpeTh BO3MOKHOCTh MPOBEACHUS HArpy304HOTO TECTUPOBAHUS
Kaxaple 2-3 roga Uil KIMHUYECKH CTAOMJIBHBIX MAallMeHTOB U KaXIbld Tox — TMpH
nporpeccupoBanuu cuMnTomoB [3, 4, 209, 216, 269].

EOK IIbC (YL 5, YYP C)

- PexoMeH0BaHO paccMOTPETh BO3MOXXHOCTh npoBeaeHuss MPT cepana kaxaple S neT s
KIIMHAYECKH CTaOWJIBHBIX MAIMEHTOB M KaXaple 2-3 ToJa — MalueHTaM C IPOrpecCHpPOBAHUEM
3aboneBanus [4, 216, 237].

EOK IIbC (Y11 5 VYP C)

Koncencyc skcneproB EACVI 2015

- Tlonmnoe oGcnenoBanue, Britovaromee DKIT u TT-DXOKI u XMOKI', pekomeHnmyercst B
teuenue 1-3 mecsues u 6-12 Mecsues mocie nposeAenus peaykuua MIKIT [4].

EOK (VIJ15 YYP C)

KomMmMeHTapuii: HeoTheMJIEMO YacThbl0O MEpPONPUSATUN MPU JICYEHUH U JTUHAMHUYECKOM
HabmoneHuu 3a nanmeHtamu ¢ 'KMII nomxHO ObITH MOBBIIEHHE WX 00pa30BaTEIBHOIO YPOBHS.
Ecnu nmaxke Bpad pazpaboTaeT ONTUMAIBHYIO MPOrpaMMy JI€UEHHUS Uil KaKJIOTO KOHKPETHOTO
ManueHTa, MPOBECTU €€ B KU3Hb OyJeT BechbMa CIO0KHO NpPHU HAIMYWK HU3KOM MOTHBALMU K
nedeHuto. Bce mpuMeHsieMble METOJbI JICYEHHUS M MPO(UIAKTHKU JIOJKHBI OBITH OOCYXJIEHBI U
corjacoBaHsl ¢ namueHToM. [Ipu BeiOope pexxnma Ha3HAYeHHsI IIpernapaTa He0OX0AUMO YYUTHIBATh
oOpa3 u3HU ManueHTa. Bce pekoMeHJaluu, JaBaeMble MAMEHTY, TOJDKHBI OBITh SICHBIMH,
YETKUMH ¥ COOTBETCTBOBAThH €r0 MHTEJUIEKTYaIbHOMY YPOBHIO.

JIisi HEKOTOPBIX TAIMEHTOB, KOTOPBIM YCTHBIX PEKOMEHIAIUN HEJOCTAaTOYHO, CIIEAYeT
paccMOTpeTh BO3MOXKHOCTh MPOAYOIHMpPOBaTh HMX B IMUCBMEHHOM BHUJAE JUIsl OOECIeYCHHUs
OCO3HAHHOTO Yy4YacTUsl TMAaIlMeHTa B JIEYeOHO-IPO(DUIAKTUYECKOM TMPOIecCe W TMOBBIIICHUS
sddexruBHOCTH JeyeHus [3, 4].

OpraHmsauMﬂ OKa3aHUsA MeAULUHCKOMN NOMOLUU

- IlammueHTaM C HEOYEBUIHBIM AUAr HO30M, TSKCIBIMH CHMIITOMaMHM MHJIM IIOBBIIICHHBIM
PUCKOM CBA3AHHLBIX C 3a00JIEBAHUEM OCII0KHEHUN PCKOMCHAYCTCA 06CJ'ICIIOB8.HI/IC H JICUCHHUC Y
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CIICIUATIMCTOB MYJIbTHIUCIUILNIMHAPHON KOMaH/Ibl, SKcriepToB B BeaeHnuu ['KMII [3, 4, 436].
EOK IIbC (YYP C, YA/ 5)

- HezaBucumMo OT BBIPRKEHHOCTH CHMIITOMOB PEKOMEHIYETCs peryiasipHoe oOcienoBaHue
MAIUEHTOB |, PH BO3MOKHOCTH, POJICTBEHHUKOB TIEPBOM cTeneHu poAacTa [3, 4, 11, 27, 116, 145,
146, 178, 184, 200, 332, 356, 43].

EOKIC (Y114 YYPC)

- PexomennoBano Bo Bcex ciydasx ['KMII knununucram niaHupoBaTh oOciefoBaHUE U
JICYEHUE NALMEHTOB B LEHTpPaxX ¢ MYJbTHAWCHMIUIMHAPHONW KOMAHJON CHELUUAIMCTOB, C OIBITOM
JMAarHOCTHKH | JICYCHHs 3a00jIeBannii Muokapya [3, 4, 436].

EOK IIaC (YA 5 YYP C)

lNMoka3aHuA K nflaHOBOM rocnuTanusauuu B MeaAULUMNHCKYI0 OpraHu3auuvio

1. Yrounenue npuunnbl ['JIXK HesicHOro reHe3a u HEOOXOIUMOCTh B CIIEIIMAIBHBIX METOaX
uccinenoBanus (uckimouenue gpenoxonuit 'KMII).

2. Hcnonbp3oBaHUE AMATHOCTUYECKUX TMPOIENYp, MPOBEIEHHE KOTOPBHIX HEBO3MOXKHO WU
HenesnecooOpa3Ho B YCIOBUAX MOTUKIMHHUKY.

3. TpynHoctu B moadope MeAMKaMEHTO3HOUM Tepamuu JUisi KOPPEeKIHMH CUHAPOMOB (M3-3a
couetanus maroyioruii [ KMIT/OI'KMII + A", TKMII + C/] 2 tuma, CHHIpOM CTCHOKAP/IHH).

4. Haznauenue OeTa-aapeHOOIOKATOPOB, Bepamammia™*: mx KOMOMHAIIMM PEKOMEHIYEeTCs
HAaYMHATh B YCIOBMSIX CTalliOHapa C MaJblX 703, MPOBOJUTH TUTPOBAHUE J0 MaKCHUMaIbHO
MEPEHOCUMBIX J103 MOJT KOHTpoJieM camouyBcTBuUsA 1 DKI'.

5. PedpakrepHocTh K TpOBOAUMON B TOJHOM oOBeMe ¢dapMakoTepanud € HaJIUdHe
noka3anuii kK CMO/PMD, CAA, DKC.

lNMokasaHuA K 3KCTpeHHOl‘1I rocnutann3auum B MeANLUMNHCKYHO oOpraHn3ayuio

1. ITporpeccus XCH, TpeOyroras HHTEHCUBHON TEPAITHH.

2. OTex JIeTKUX.

3. UHCynbT.

4. OmnacHble Ui JKU3HU HApPYIICHHS CEPJACYHOTO pPUTMA W IPOBOJUMOCTH, TpeOyroIue
WHTCHCUBHOM TepaIruu.

5. CuHKOTNAJIbHBIE COCTOSHMA.

6. OKC.

7. lpenotBparniennas BCC.

Moka3aHuA K BbINUCKe NauueHTa U3 MeaULMHCKOW opraHusaumm

1. IIpu miaHOBO¥M rocmuTaiM3alluM MOKa3zaHWeM K Bhimucke marueHta ¢ ['KMII sBnsercs
yIydIleHne KIMHUYECKON CUMITOMATHKU Ha (OHE MPOBOAUMON (apMaKkoTepamnuu, UMILUTAHTaAIluU
NK*#*, QKC***/[IOKC*** sunoBackynspHoro/xupyprudeckoro jedenus (CMO/PMD, CAA).

2. Ilpu 3KCTpeHHOU rocnuTain3aluy NokazaHueMm K Bbinucke nanuenta ¢ 'KMII sBasercs
KOPpEKIMsI HapylleHHH pUTMa W TPOBOAMMOCTH, B TOM 4Hcle (aTanbHBIX, OTCYTCTBHUE
OCJIOKHEHUH TpeOyrolX, MHTEHCUBHOM Tepanuu 1 ctabunnsanus X CH.

3. Hopmamuzanusa mokasareneil (ueneBbie ypoBHU AJl, TIMKEMUH, JUMUIOTPAMMEI) TIpH,
coorBerctBeHHO Al', CJI Tun 1 mnam Tun 2, AUCIUMNHMIEMHM, €CIIM YXYIIIEHHUE B TEUEHHUE 3THUX
3a00JIeBaHMIA SIBUJIOCH OCHOBAaHUEM JUISI TUTAHOBOW MIJIM SKCTPEHHOMN TOCIUTATN3AIUH MAIMEHTOB C
I'KMII B coueTanuu ¢ KOMOpPOUAHOM MaTOJOTHEH.

4. Tlpu cuHapoMe CTEHOKapAWM MoKa3aHueM aisi Bbinucku nauumenta ¢ 'KMII saBnsercs
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JIOCTIDKEeHHE crabuim3anmu  coctossHus nammenta ¢ ['KMII nHa ¢one ¢dapmakoTepanuu,
SHJIOBACKYIIpHOTO/XUpyprudeckoro sedenus (AKILL)

5. VYcranoBnenue gumartoza Qenoxormii ['KMII, Beimucka/mepeBoj mamuMeHTa B
CIEUMANIM3UPOBAHHBIC  OT/ACICHUS JUIS  ATHUONATOTCHETUYECKOTO JIeUeHHs (Hampumep, B
reMaroJioTH4eckoe otaeneHue npu AL-ammiongo3e ¢ HM30JIMPOBAHHBIM/IIPEUMYIIECTBEHHBIM
MMOPaXKEHUEM CEeP/IIia)

WHble opraHn3aumMoHHbIe TEXHOSOMMHU
IlenecooOpa3Ho co3laHUE TEPPUTOPUATHLHBIX perucTpoB mamueHTos ¢ ['KMIT.

[Ipu ananuze pabotel JIIIY ¢ nmaumentamu ¢ 'KMII nenecoobpazHo oneHUBaTh CIEAYIOIINE
MOKa3aTesu:

- cootHomieHne ['KMII u penoxonuit I'KMII, stnonornueckuit cnextp Gpenoxonuii 'KMIT;

- COOTHOIIIEHHE OOCTPYKTUBHBIX U HEoOCTpyKTUBHBIX popm ['KMII;

- COOTHOIIIEHHE CEMEIHBIX U CIIOPAMUECKUX CIy4aeB 3a00JIEBaHUS;

- 4acTOTy rocnuranu3anuil B csizu ¢ nporpeccupoBanueM XCH, ®II, OKC, cnyqaun BCC;

- mnotpebHocte B OKI, OXOKI, MPT, KT, koponaporpadbuu i BBIIOJIHEHUS
peKOMEeHAALNN M0 AMHAMUYECKOMY HAOMIOACHUIO U 00CIeI0BaHUIO MpOOaHIa U POJCTBEHHHUKOB
MAIMEHTOB MEPBOM JTMHUU POJICTBA;

- cmepTtHOCTH (%), ocnoxkaenus (%) 3a rox, 3 roaa, S JerT;

- YacTOTy BbISBIEHHUS (PAKTOpPOB KapauoMerabonmueckoro pucka (Al, nucnununemus,
oxxupeHune/n30sTounslii Bec, CJl 1 u 2 Tuna) B pa3Hsix Bo3pacTHbIX rpymnmnax ['KMIT;

- pe3yiabTaTbl  MOHHMTOPUPOBaHMS  MOTEHUHMAIbHO  MOJUMGUIMPYEMBIX  (DaKTOPOB:
aaTpornioMmerpudeckux gaHHeIX (UMT, OT), moka3zaTeneit AunmuaHOro mpoQuisi, YypOBHS TIIMKEMUH )
B Pa3HbIX BO3PACTHBIX I'PyIIax MalluEHTOB.

6. [JononHutenbHaa wuWHdoOpMauusa, BRUAKOLWAA Ha Te4YeHUe U  UCXOA
3aboneBaHus

Hpyrumu BaxkusiMu 1esiMu nipu Jieuenun I'KMIT sBsiroTcs:

- KOppeKlUMsl BceX MOTEHLUUAIbHO Moaubuuupyembix (akTropoB pucka (KypeHue,
JTUCITUTTUACMHUS], TUIIEPTIIMKEMHUS], OKUPEHUE);

- JIeYeHUE COMYTCTBYIOMIMX 3a00JI€BaHUI B COOTBETCTBUE C HAIIMOHATIHHBIMU KIMHUYECKUMU
pexomennanusmu (MbC, Al', CII, XBbII).

KpuTepumu oueHKU KayecTBa MEQULMHCKOM MOMOLLM

N Kputepuii kauecta EOK VIO | YYP | Jda\uer
Kiacc u
YpOBEHb
1 |Bemoanens OKI u TT-DXOKT IB 1 B Jla/Het
2 | Boimosnneno MPT cepana c IC 5 C Ha/Her

koHTpactupoanueM uiu KT cepaua ¢
KOHTPAaCTUPOBAHUEM MPU HATNYUU
MEIULMHCKUX TOKa3aHUH U IIPU OTCYTCTBUH
IIPOTUBONIOKa3aHuil. B ciydae oTcyrcTBUs
BO3MOYXHOCTH BBIIIOJIHEHUS ATUX METOJIOB
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HCCIe0BaHUs B METUIIMHCKOM YUPEXKICHUE
MalMEHT HAMPAaBJICH B CIICIIMATIM3UPOBAHHBIN
KapIMOJIOTUYECKUNA LEHTP ISl BHITIOJTHEHUS
JTAaHHBIX MCCIISIOBAHUM.

Brimomaeno XMOKT

IB

Ja/Her

BrInoaHeHs! aHAIU3EL

KJIMHUYECKHUI aHaIu3 KPOBU U 0O aHAIu3
MOYH, OMOXMMHYECKUN aHAIN3 KPOBH (BKITFOUAS
XOJIECTEPHH, TPUTIIMLIEPHIbI, KA, HATPUH,
ACT, AJIT, MmoueBUHY, KpEaTUHUH, OUITUPYOUH,
TJTFOKO3Y)

IC

Ja/Her

[IpoBenena cTpaTuukanys pucka y NalleHToB
¢ I'KMII co cpeauum u Huzkum puckom BCC, a
taxxke y naiueHToB ¢ OI'KMII, nepenecunx
CMD/PMD (amepuKaHCKast MOJIETH).

Omnpenenensl nokazaaus kK UKJ[*** B
3aBUCHMOCTH OT MEIUIIMHCKUX MMOKa3aHUN 1
MIPU OTCYTCTBUU MEIUIIMHCKUX
MPOTHUBONOKA3aHUI

Ja/Het

[IpoBenena cTpaTudukanys pucka y NalleHTOB
¢ 'KMII u Bbicokum puckom BCC, a takxke y
nanueHToB ¢ OI'KMII, nepenectimx CAA
(eBpormetickas Mozensb, mkaira HCM Risk-SCD).
Omnpenenensl nokazanus kK UKJ*** B
3aBUCHUMOCTH OT MEJAUIIMHCKHUX TIOKa3aHUH U
IIPU OTCYTCTBUU MEAULIUMHCKHUX
MIPOTHUBOIOKA3aHUI

Ja/Het

[IpoBenena Tepanus 6era-aapeHo0I0KaTOPOM,
y/unm G1oKaTopaMu "MeJIeHHBIX" KalbIIUEeBBIX
ka"ayioB, u/uiu AK® uHruburopamu, u/mim
0JIoOKaTOpaMu PerenTopoB aHTHoTeH3uHa 11,
W/WI IUypEeTHKaMU (B peKHUME MOHOTEpaiu
WU B PSKUME KOMOMHUPOBAHHOW TEPAIiM) B
3aBHCHMOCTH OT MEIUIIMHCKUX MTOKa3aHui 1
MIPH OTCYTCTBUU MEAULIMHCKHUX
MMPOTUBOTIOKA3AHUMA

Ja/Het

[IpoBenena cTpatuduKkanus MaTEpPUHCKOTO
pucka 6epemenHoit narueHTKu ¢ 'KMIT, ¢
WCIOJIb30BaHUEM MOIU(DUIIIPOBAHHOMN

knaccudukanuu BO3 MatepuHCKOro prucka

Ja/Her

ITarment ¢ 'KMII mHaxoauTest moxa
JMICTIAHCEPHBIM HAOIOIEHUEM B TIOJTUKITUHUKE

Ja/Her
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CocTaB pa0doyei rpynnbl
Mpe3nanym paboyen rpynnbl

1. I'abpycenko C.A.
2. I'ynkoBa A 4.
3. Ko3nonosa H.A.

Opyrve yneHbl paboyen rpynnbl

. AnekcannpoBa C.A.
. bepcenera M.U.

. T'opnee M.JL.

. JIzememkesua C.JI.
. 3akns3pMuHCcKas E.B.
. Karmynosa B.1O.

. Koctapesa A.A.

. Kpyrukos A.H.

. Manenxkos JI.A.

10. HoBukona T.H.
11. CangoBa M.A.

12. CanakoeB M.K.
13. Crykanosa O.B.

O 00 1O\ DN K~ Wi —

Unensl Paboueil rpymmbl MOATBEPIMIA OTCYTCTBHE (MHAHCOBOHM IOJJEPIKKU/KOH(IUKTA
uHTEepecoB. B ciyuae cooOmieHus 0 HaauuuM KOH(IMKTa WHTEPECOB WiCH(bI) PabOYeH TpyIIIbI
ObUT(1) UCKITIOUEH(bI) U3 00CYXKICHHSI Pa3/IeNiOB, CBA3AHHBIX ¢ 00JaCThI0 KOH(IIMKTA HHTEPECOB.

ITpunoxxenne A2

MeTtoaoJi0rusi pa3padoTki KIMHUYECKHX PeKOMeEH AU

BcenenctBue toro, uro uneHsl Poccuiickoro kapauoIoru4eckoro o0IecTBa BXOIIT B COCTaB
EBpormeiickoro o0miecTBa KapAuOJIOTOB U TaKKe SBJSIOTCS €ro 4WiIeHaMH, BCE PEKOMEHIAlUU
EBpomneiickoro o6mectBa kapanosioroB (EOK) dopmupyrorcs ¢ yqactueM poCcCHHCKUX HKCIEPTOB,
KOTOpBIE SIBISIOTCSI COABTOPAaMHU €BPOMEHCKUX pexoMeHmanuid. Takum oOpa3oM, CYIIeCTBYIOIIHE
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pexomenmanuu EOK otpaxkaror oOmiee MHEHHE BEIyIIUX POCCHUHCKUX U EBPOMEHCKUX
KapauosnoroB. B cBszu ¢ atiM popmupoBanre HammoHanbHBIX peKOMEHAANMN TPOBOJAMUIOCH HA
ocHoBe pekoMeHnanuii EOK, ¢ ydeTroM HanmoHanpHOU crieliu(HuKH, 0COOCHHOCTEH 00cIe10BaHus,
JICYEHUS, YYUTHIBAIOIINE JOCTYIMHOCTh MEIUIMHCKON momomu. [lo 3Tol npuumHe B TEKCTE
HACTOSIIUX KIMHUYECKUX PEKOMEHAlNM, OJHOBPEMEHHO HCIIOIb30BaHbl JBE IIKAIbl OIEHKU
JIOCTOBEPHOCTH J0KAa3aTEIbCTB TE3MCOB PEKOMEHIAIM: YPOBHHU JOCTOBEPHOCTU JOKA3aTEIbCTB
EOK ¢ VVYP u VYIJ. HoGaBnens kiaccel pexkoMmennauuii EOK, mno3Bossioniue OLEHUTH
HE00XO0AMMOCTD BBITIOJHEHHS Te3uca pekomenaaruii (Taomumes 1, 2, 3, 4).

[IpencraBnennsle PekoMmennanuu paspaboTanbl Ha ocHOBe Poccuilckux pekoMeHAauuil 1o
JMarHOCTHKE M JIeYeHHIO TunepTpoduueckoit kapauomuonatuu 2016 ronma, pekoMeHIauuil mo
JMarHOCTHKE U JIEYEHHIO Tuneprpodudeckoil kapauomuonatuu EBpormelickoro oo6miectBa
kapauosoroB 2014 roxa, co3gaHHBIX Ha OCHOBE MHOTOJIETHErO OMbITAa M OOJIBIIOrO KOJMYECTBA
WCCIIEIOBAaHUN MO pPa3IMYHbIM acnektaM auarHoctTuku u JjiedeHuss ['KMIIL. B Pexkomenpanusax
U3JI0’KEHbl OCHOBHBIE AaCMEKThl MATOreHe3a, KIMHUYECKOTO TEUYEHMsl, METOJbl JWAarHOCTUKU U
npuHIUNLI JeyeHus nanueHTos ¢ ['KMII ¢ yuerom nHAMBHIyaTbHBIX OCOOEHHOCTEH MalUEHTa.

LleneBas ayanTopus AaHHbIX KIMMUWHU4YeCKUx peKomer,auuﬁ:

1. Bpau-kapauonor

2. Bpau-TepamneBt

3. Bpau obuieit mpakTuku

4. Bpau cepae4HO-COCYIUCTBIN XUPYpr
5. Bpau ¢ yHKIIMOHABHON AMArHOCTUKH
6. Bpau i1y4eBoil TMarHOCTUKH

Tabnuua 1. LLikana oueHKn ypoBHeN AOCTOBEPHOCTU AokasaTtenbcTs (YAA) ansa
MeTO[O0B ANarHOCTUKMU (AMarHOCTMYECKUX BMellaTesibCTB)

Y1 Pacmudposka

1 CucremaTnueckue 0030pbl UCCIEI0OBAHUI C KOHTPOJIEM pedepeHCHBIM METOI0M
WM CUCTEMAaTUYEeCKH 0030p paHIOMU3UPOBAHHBIX KIMHUYECKUX HCCIIEA0BAHUN C
MPUMEHEHHEM MeTa-aHalln3a

2 OT,I[GJ'ILHLIG HUCCIICAOBAHUA C KOHTPOJIEM pe(bepeHCHBIM MCTOAOM HUJIN OTACJIBHBIC
PaHAOMU3BHUPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHUA U CUCTCMATUYCCKUC O630pbl
HCCIEIOBaHUN JIF000TO I[H3aI>iHa, 3a HCKIIIOYCHHUECM PAHAOMHN3UPOBAHHBIX
KIIMHUYCCKHX I/ICCJ'IeI[OBaHI/II‘/'I, C IPUMCHCHUECM MCTA-aHaJIn3a

3 HccnenoBanus 0e3 MOCJICA0BATCIIbHOI'O KOHTPOJIA pe(bepeHCHBIM MCTOJOM HJIN
HUCCICIOBAaHUsA C pe(bepeHCHBIM MCETOJA0M, HE ABJIAIOIIMMCA HE3aBUCUMBIM OT
HuceiaeayemMoro MeTtoZia M HEpaHA0MU3HUPOBAHHBIC CPABHUTCIIbHBIC UCCIICIOBAHN,
B TOM HHUCJIC KOTOPTHBIC UCCIICAOBAHN A

4 HeCpaBHI/ITCHLHHC HCCIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydasd

5 Hmeetcs muibs 000CHOBaHUE MEXaHHU3Ma JIENCTBUS WM MHEHHE SKCIIEPTOB

Ta6nuua 2. LLikana oueHKM ypoBHEeN AOCTOBEPHOCTU AoKasaTenbcTB (YOO) ans
MeToAOB MNpPOdUNaKTUKK, Je4vYeHMa wu  peabunutaumm (NpodurnakTM4ecKux,
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ne4ye6H biX, pea6m1 UWTaUMOHHbLIX BMeLluaTen bCTB)

Y PacmmmdpoBka

1 Cucrematnueckuii 0630p PKU ¢ npumenennem mera-ananusa

2 Otnenbabie PKU 1 cucremarnueckune 0030pbl MCciae0BaHUM JIFOOOTO 13aiiHa, 3a
nckimouennem PKH, ¢ npuMenenrem merta-aHainsa

3 HepannomusupoBaHHble CpaBHUTENIbHBIE UCCIIEI0BAHUS, B T.U. KOTOPTHbBIE
HCCIIEeI0OBAaHUS

4 HecpaBHuTenbHbIe nccieI0BaHUS, ONUCAHUE KIMHUYECKOTO CIy4asi UM CEpUn
CllydaeB, UCCIeI0BaHUS "cyqai-KOHTPOJIb"

5 Nmeercst muib 000CHOBaHME MEeXaHM3Ma JIEHCTBHS BMEIATEILCTBA

(I[OKJ'II/IHI/I‘-IGCKI/IG I/ICCJ'IC}IOB&HI/ISI) HJIM MHCHUEC DKCIICPTOB

Tabnuua 3. WLkana oueHkM ypoBHen ybeautenbHocTun pekomeHpauun (YYP)

Ansa  metoAoB NpodPUNakTUKW, AUMarHOCTUKU, JeYeHUs U peabunutauuu
(npodmnakTnyeckunx, AVNarHoCcTUYecKux, neyeoHbIX, peabunuTaumoHHbIX
BMeLllaTenbCTB)

YVYP Pacmudposka

A CunbHast peKoMeHaanusl (Bce paccMaTpuBaeMble KpUTepuu 3PHEKTUBHOCTH
(MCXO0pl) SIBIISTFOTCS] BA)KHBIMU, BCE MICCIICIOBAHHS MMEIOT BHICOKOE WITH
YIOBJIETBOPUTEIHLHOE METOIOJIOTHIECKOE KAYeCTBO, X BBIBOJIBI IO MHTEPECYIOIIUM
MCXOJIaM SIBJISIFOTCSI COTJIACOBAHHBIMH )

B YcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpuTepuu 3h(HEeKTHBHOCTH
(MCXO0/pl) SIBIISTOTCS] BA)KHBIMU, HE BCE UCCIICIOBAHMS UMEIOT BHICOKOE HUTH
YIIOBJIETBOPUTEIHLHOE METOJIOJIOTUIECKOE KAYECTBO H/HMITU UX BBIBOJIBI IO
MHTEPECYIOIIUM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMH)

C Cnabas pexomeHnaaius (OTCyTCTBUE JOKA3aTENIbCTB HAJUIEKAIIIETO KauecTBa (Bce
paccMaTpuBaemMbie KpuTepud 3PPEKTUBHOCTH (MCXOIbI) SBIISIOTCS HEBAXKHBIMH, BCE
HCCIICZIOBAaHUS UMEIOT HU3KOE METOI0JIOTUIECKOE KAYECTBO U MX BBIBOJIBI IO
WHTEPECYIOIIUM UCXO0JIaM HE SIBJISIFOTCS COTIIACOBAHHBIMH)

Mopsaok 0OHOBNEHUSA KNMHNYECKUX peKOMeHaauun.

MexaHu3sM  OOHOBJEHUS ~ KIMHHYECKMX  pPEKOMEHJAlMi  IpeaycMaTpuBaeT
CHUCTEMATHUYECKYIO aKTyaJU3allli0 — HE PEKe YEM OJMH pa3 B TPU roja, a TaKXKe MPHU NOSBICHUU
HOBBIX JIaHHBIX C MO3UIUM JOKAa3aTEJIbHOM MEIUIMHBI IO BOIPOCAaM [MArHOCTHKH, JICYECHHUS,
OpoUIaKTUKK W peadMJIUTallMd  KOHKPETHBIX 3a00JieBaHMM, HaJU4uu OOOCHOBAHHBIX
JIOTIOJTHEHUI/3aMeuannii K paHee yrBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 mecsiies.

Hux

ITpunoxxenne A3
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Tab6nuua 1/A3. NpaBuna n oco6eHHOCTN Ha3Ha4YeHUsa GeTa-aapeHOOGNOKaTOPOB
npuv FKMIN

Bbera-agpenobnokaTopsl octarotcs Hanbosee 3(hHEeKTUBHON IPyNIo JeKapCTBEHHBIX
CpeACTB, MpuMeHsaeMbIX B ieueHnu ['KMIT.

B cBsi3u ¢ OoutbIIIel KOMITJIAGHTHOCTBIO Y MAIMEHTOB PEKOMEHTYETCSI OT/IaBaTh
MPEIOYTEHUE CEIICKTUBHBIM OeTa-aJpeHO0I0KaTOpaM POJIOHTMPOBAHHOTO JICHCTBUS, B
YaCTHOCTH, OMCOTIPOJIONY™*, MeTonpomomy™**.

Jlo3y OeTta-aapeHoOoKkaTopa peKOMEHyeTcst TUTpoBath 10 noctkeHus YCC 55-65 B
MUHYTY 110J] KOHTpoJieM A/l 1 CUMITOMOB.

Crnenyer MOMHUTH O APYTUX U3BECTHBIX MOOOUYHBIX 3 dekTax OeTa-aapeH00I0KATOPOB:
HapyIIeHHEe MPOBOJIUMOCTH BILIOTH JI0 MOJIHOW AB-0110Ka b1, OpoHXOCA3M,
Ba30KOHCTPHKIIHS Nepu(HEepUIECKUX COCY/IOB, HAPYIICHHUE TOJICPAHTHOCTH K TIFOKO3E,
APEKTHIIbHAS TUCHYHKIUS U IPYTUX.

Bricokue 10361 00bI9HO X0poiio nepeHocarcs. [lobounbie 3¢ dekTs! (KanoObl B OCHOBHOM
HA YCTaJIOCTh) JIOJDKHBI OBITh THIATEIBHO MCCIICIOBAHBI, YTOOBI OIICHUTh ONTHMAJIbHYIO
WHIMBHUYIBHYIO 103y JIJIsl KOHKPETHOTO MaIlUeHTA.

Tab6nuua 2/A3. NpaBuna n oco6eHHOCTN Ha3HaYeHUA Bepanamuna** npu FKMI

Ha3nauenue Bepanamuia™* peKoMeH1yeTCsl HAUMHATh B YCIOBHUX CTAllMOHApA C MaJIbIX JI03
— 20-40 mr 3 pa3a B JIeHb C MOCTETIEHHBIM MX MOBBIIIEHUEM NPH XOPOLIEH IepeHOCUMOCTH
JI0 CHIKEHMSI YaCTOThI CEPACYHBIX COKPAIEHUH B IOKOE 10 55-65 B MUHYTY

Bepanamun®* obecnieunBaet cumnromarndeckuit apdexr y 65-80% narueHToB, BKIOYas
cllyya pepakTEpHOCTH K JICUYCHHIO OeTa-aipeH00I0KaTOpaMH.

[Tonp3a Bepanamuia** orpaHu4YeHa €ro COCyA0pACUIUPSIONIMMU dPPeKTaMu, KOTOPBIE Y
OTJENIbHBIX MAIMEHTOB MOTYT MEPEBEIINBATH €r0 OTPUIIATEIbHbIN HHOTPOIHBIHN 3 (deKT.
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Bepanammr®* mpeamoyTtuTeseH Al MOJIOIBIX MAMeHTOB C JIETKOM U yMEpeHHOU
obctpykuueit (I'Z] 8 BTJDK B mokoe < 50 MM pr. cT.)

[TarmenTam crapiie 65 neT HeoOX0MMO Ha3HAYEHUE HU3KUX JI03 U THUTPAIHs Mpernapara

noa kouTposem ['J[ B BTJDK, UCC (OKT') u KIMHUYECKUX CUMIITOMOB.

Tabnuua 3/A3. HayanbHble U LUeneBble A03bl NPU MeAUKAMEHTO3HOM Tepanuwu

rKMn

[Ipenapar Hauanpnas no3za Ilenesas no3a
- IPOTpPaHoJIoN™** 40-80 mr/cyTku 240 mr/cyTku
- METOTpOJOI** 25-50 mr/cyTkun 100-200 mr/cyTku
- areHoJoI** 25-50 mr/cyTkun 150-200 mr/cyTku
- Oucomnpoor™* 1,25-2,5 mr/cyTkn 10 mr/cyTku
- coTanor** 80 mr/cyTku 160-240 mr/cyTkn
- BeparmaMmir** 60-120 mr/cyTkn 240-480 mr/cyTkn

- BepanaMuwiI** (poJIOHTrHPOBAHHOTO

NEHCTBUSA)

- IAJITHA3EM

120 mr/cyTku

60-120 mr/cyTku

240-480 mr/cyTkun

180-360 mr/cyTku

Tabnuua 4/A3. PekomeHayemble peXuUMbl aHTUKOArynssHTHOM Tepanuu npu
FKMIN y 6epemeHHbIX ¢ ®I1 n onacHOCTU, CBAAI3aHHbIe C Tepanuen BapcgpapuHomM**

Pexumbr aHTI/IKanYHHHTHOﬁ TEpannn

Pexum 1

[TocrositnHas Tepanus BaphapuHOM™** 32 HCKITFOYEHHEM Cpoka 6-12
Henenb (OTMEHa JIOJDKHA HAYMHATHCS ¢ Hadana S5 HeJIeH ¢ y9eTOM

NIepHO/Ia TIOJTYBBIBEJICHHUS) C IEPEX0J0M Ha ATOT CPOK Ha FeNapuH HATPUs
** (HU3KOMOJIEKYJISIPHBIN) (MUHUMANBHBIN PUCK TPOMOO3a 1 BOZMOKHBIN
PHUCK SMOPHOTIATHH )

Pexum 2

[lepexoxa Ha mapeHTEpaIbHbBIC MPSMbIC AHTUKOATYJISIHTHI (TeIIapiH
HaTpHA™**) HA BeCh CPOK OEPEMEHHOCTH (MUHUMAJILHBIN PUCK
SMOpHOINIATHH, HO TIOBBILICHHBIHN 110 CPABHEHUIO C Tepanue
BapdapruHOM** puck TpoMO030B)

OHaCHOCTI/I, CBA3aHHBIC C IPUMCHCHUCM Bap(l)apI/IHa

Ilepuon nomyBeiBeieHHst BapapuHa™* npepbimaeT 60 yacoB, YTO HEOOXOJUMO YUUTHIBATH
IIPY OIIPENIEIIEHUH CPOKOB OTMEHBI IIpenapara.

HexoTopblie aBTOpBI OTMEYAIOT J0303aBUCUMBIN SMOpHOTOKCHYeCKUi A ekt BappapuHa™*
— J103a MEHEE 5 MT' peIKO MPUBOAUT K BO3HUKHOBEHHIO SMOpHonaTiuy. OIHAKO Ha MPAKTHKE
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no3a Baphapuna onpenensiercs Benuanaoid MHO 1 He MOXeT ObITh TPOU3BOIBHO
YMEHBIIICHA WIN YBEIIUYCHA.

Haubouiee kpuTH4ecKkuM neproaoM AeicTBHs BappapruHa™* sBisercs cpok 6-12 Henmenp —
MaKCHUMaJIbHasi BEPOSITHOCTh AMOPHOTOKCHYECKOTO d(peKTa.

BbI3bIBast TUIIOKOATYISIINIO Y TI01a, Bappapua™* MOKET MPUBOAUTH K HAPYIICHUSIM
dopmuposanus LIHC, BbI3bIBast BHyTpUUYEpEITHBIE KPOBOM3IUSHUS

VYrHetas cuHTe3 BUTaMUH-K 3aBUCHUMBIX (pakTOpoB, BappapuH** cyliecTBEeHHO BIUIET Ha
nporecc (OpMUPOBAHUS U pOCTa KOCTEH MII0a.

Pe3ynbraTroM 3MOpHOTOKCHYHOCTH Bap(apuHa™*™* sBISIOTCS TUIIOTUIA3HsI HOCOBBIX KOCTEH,
aTpo(us 3pUTENILHOTO HEPBA, 33J€pKKa YMCTBEHHOTO Pa3BUTHS, a TAK)XKE 3aMepIIHe
OepeMEeHHOCTH, CIOHTaHHbIE a0OPTHI U MEPTBOPOKICHHUSL.

Tabnuua 5/A3. KnuHuyeckue mnccrneaoBaHMs U Ucnosib3yemMble npenapartbl Ha
aoruneptpocuyeckon ctagum NKMI (agantmposaHo u3: Philipson DJ et al. [39])

[Ipenapar [NoTenumanpHbIi 3hdexT KnmHanueckue uccienoBaHus
Juntuazem YMensbl1eHue runeprpoduu JoxnuHnueckue
KapauomMuonuroB y Hocutened MYBPC3 HUCCIIEN0OBAHUS
MyTaluit
MY K-461 [IpenorBpamenne pazputus runeprpoduun u | Daza Il
¢dbubpoza PaHIOMHU3UPOBAHHOTO
KOHTPOJIUPYEMOTO
ncciaeqosanuss PIONEER-
HCM
Aueruin- M3MeHeHne 4yBCTBUTEIBLHOCTU K Kaliblinto, |®a3za |
nucrenn™* perpecc rurneptpodun, Gpudpo3sa, PaHIOMHU3UPOBAHHOTO
yIydlIeHHe TUaCTOIUYECKONH JUCPYHKINU. | KOHTPOJIUPYEMOTO
uccienoBauus HALT
AnTaronuctsl | CHIDKAIOT MPOIYKIHIO TPO(YUUECKUX PKU "INHERIT"
AQHTUOTCH3WHA |(aKTOPOB PCHUH-AaHTHOTEH3HH- ®aza Il PKU "VANISH"
I aJbJIOCTEPOHOBOTO MYTH

IIpunoxenue b
AJIropuTMBI BeIeHUS MALUEHTA
ITpunoxenne b1

AJITOPUTM TAKTHUKH BeJeHUsI aCUMITOMHBIX manueHToB ¢ I'KMII
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AcMmnTomHas

poruneprpodum-
YyecKan ctagma

AcMMnTOMHasA
rmneptpopuyeckas cragua

KM

v

v

v

Het obcTpykumm + obcTpykyms UKO***
BT/ BT/IX 0 NOKa3aHNAM
} (cm. pasgen
$ «npopunarTura
\ 4 BCC»
AnutensHoe
HabnogeHue b6eta-agpeHobnokaropbl
l (npu NnpoTUBONOKa3aHUAX — Bepanamu.n**)
v \

Crpatudmukauma pucka BCC (exxerogHo)

[Tpunoxenue b2

ynpOIlleHHblﬁ AJITOPUTM JUATHOCTHKH U MOAX0A0B K JJCYCHHIO MAIUECHTOB C

o0cTpykuueit Ha ypoBHe BTJIK

YnydweHHyto BEpCTKY OT http://disuria.ru/ npeactasnseT anteka "CemenHasa" https://anteka-omck.pdy/
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3XOKT (rA, e BT/IXK)

P

MakcumanbHbiH CIPOBCUMpoBaHHbin [[]
(npoba BanbcanbBbl Nema, cToA)

2 50 mm pT.CT.

MakcMmanbHbId CNpoBOLMpOBaHHbIA [[]
(npoba BanbtanbBbl Newa, cToA)
< 50 (30) mm pr.cT.

v

& ™S

CamnromaTuea (+)

Cumntomaruea (-)

(CM3/PM3; CAA)

IXOKI 1pazerog

Dapmakorepanus
<€
Ecnm sucosan
sbber () | [ sbberr (4 Crpecs ANOHT (€ e
v v
Mpogonxexne I 8 BT 2 50 mm pr.cT. J’
Tepanum | s BT
[ 8 BI/IK 30-50 mm pr.cr. | | <30 mmpr.CcT.
Peaykuma MM v v

[Tpunoxenue b3

AaroputMm papmakorepanuu oocTpykruBHoii 'KMII

YnydweHHyto BEpCTKY OT http://disuria.ru/ npeactasnseT anteka "CemenHasa" https://anteka-omck.pdy/
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dapmaxorepanua ob6cTpyktusHoM TKMIM
(T4 e BT/IXK 250 mm pr.cr.)

v

OTMEHMTE NPENAPaTbl C BA30AMAATUPYIOWMAM AEHCTBMEM

fi\ n = MpoOTHBONOKAZAHMA K
bera-agpesofnokaropam
beTta- o e w Bepanamuny
agpeHobno- 2 4 @ ¥
KaTopbl Bepanamwun** Ountnasem**
|
v vV v ¥
YnyylueHne cHMNTOMaTHEM, HeT yayyleHua CHMNTOMaTHUEMW,
I4 B8 BT/IH < 50 mm pr.cT. A s BIIH 2 50 mm pr.cT.
Mpogomxernue Tepanuu Pepgyxums MM

[Tpunoxenne b4

AaroputM Bpa4eOHoi TakTuku jJedyennss XCH npu 'KMII

YnydweHHyto BEpCTKY OT http://disuria.ru/ npeactasnseT anteka "CemenHasa" https://anteka-omck.pdy/
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XCH 1I-IV @K (NYHA)

F4dsBUK 2 50 mm pr.cr.
B NOKOE WAK NPK Harpyske

v

FAse BTU/UK < 50 mm pr.cr.
B NOROE WKW NPK Harpyske

h 4

+@n

|

Neuenne obcTpyrymmn
BT/IK
A4
®Bmx 2 50% @Bk < 50%
beta-aapexobnoraTopbl Geva-aapenoGaonaropel
Gaii A AK® wurubutopsl,
s *x @HTaroHWCTbl aNbAOoCTEPOHA.
Mansie A03biNeTAEBbIX U ERE BRSO =
S TU3SUAHBIX AWYPETUROB

¥

HouTpons
puTMa
W 4acToTbl
+ aHTK-
ROArynauThbi

TpaHcnnanTayna cepaua

[Tpunoxenue b5

AJITOPUTM NPeA0oNEePANHOHHON TMATHOCTHKM /IJIsl BLIOOPA T0MOJIHUTEIBHBIX

BMemiareabcTB Ha MK nmpu CM3/PMD (apantuposano u3 [398])

YnydweHHyto BEpCTKY OT http://disuria.ru/ npeactasnseT anteka "CemenHasa" https://anteka-omck.pdy/
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FKMN, pedpakrepHasa kK dapmakoTepanum
+ Makc. nposouupyemblii I 8 BT/IXK 2 50 mm pr. CT.

v

+ aHomanuu MK, He cBA3aHHbIe
¢ TKMI, kanbumuduraLma CTBOPOK

v

+ adomanuu MV

v

™M3/PMI
+ npote3suposanme MK

v

PaclumpeHHas MHOIKTOMKUA
+ BMmelatenbcreo Ha v

v

TonwmHa MAKI < 18 mm
MCMK > 30 mm (> 17 mm/m?)
MP 22cT.

Tonwuua NHN > 18 mm
MCMEK > 30 mm (> 17 mm/m?)
MP 22 cT.

Tonwmua VUKN > 18 mm
NCVK < 30 mm
(5 17 mm/m?)

v

v

v

Mewnee arpeccusHan CM3I
+ naukauma NCMK
+ WCoeyeHue
LONOAHMUTENBHLIX CTPYKTYP
MANUANAPHBIX MbiLIL

PaclwmpeHHan MHO3IKTOMMA
+ nawkauua NCMK
+ WCCeUYSHME
LONOAHMUTEABHBIX CTRYKTYP
NanruANAPHbIX MbILLILY

PacwupeHHan MMOIKTOMMUA
+ UCCRYEHHE
AONOAHUTENbHBIX CTPYKTYD
NanuANAPHbLIX MbilLIL
+/- nnvkauna MNCMK
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[Tpunoxenne b6

AuroputM BbIOopa Metoaa pexykunu MIKII

YnydweHHyto BEpCTKY OT http://disuria.ru/ npeactasnseT anteka "CemenHasa" https://anteka-omck.pdy/
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(—— <40 ner Bozpacr B 1 - g—

>
3HAHMMBA CONYTCTEYIOWAR IKCTPAKAPAHANEHAR NBTONOTHA
{ssicormi xupypruseckuin puck) = é

Heo6XxoaWMOCTE CONYTCTEYIOWLEr0 ONepaTHBHOTo
smewarenscTea (AKLW, onepauwn Ha MK)

+ meneprpodun 8 cpegrei sacri JIN; 4/ cpegne meaygoumosan
ofcrpyruen (WeoSXoSuMOCTD PACWMPE IO MIBCSKTOMNRM |

Tonuwmusa WK 2 30 mm

CM3 WcxogHsie Gnokagel ao
e BJTHOT BMEWATENLCTES BOHNI

pM3 {pucx ABE Il c1.)

AHATOMMKA CENTANEHEIX BETEEH KOPOHAPHLIX ApTEPHIA

noaxoauT ana CAA (B0ZMOMHOCTE UASHTHOHLMpOBATL ™= 9

CENTANLHYIO BETEL, CHAOHBIOWYIO HCKMOYUTENEHO 0a3anbHy0
wacTe MM & 06nacTi MUTPaNsHO-CENTANLHOTD KOHTAKT3)

t 111

CAA

v

AHOMANUH NANUANAPHBIX MbILLL, Y43CTEYIOWIME B CO3A3HHUH
— oGCTPYRUMK, AONOAHHTENEHBIE XOPAL!

1

BepemerHoTe + NOKasaHUA K pegyruuun MK —+

MoKaZaHURA K XMPYPrHdecKomy neveqnio ©f1
(K"PUP' WHECKM, nazep, xmeAB’C‘ I'HE’

?

[Tpunoxenue b7

AJITopuTM nepBUYHOI U BTOpHYHOi npodunaktuku BCC y nanueHToB ¢
I'KMII

YnydweHHyto BEpCTKY OT http://disuria.ru/ npeactasnseT anteka "CemenHasa" https://anteka-omck.pdy/ 83 13 110



http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaummn — Mmneptpoduyeckas kapamommonatus — 2020 (04.06.2021) — YTBepxaeHbl MuHsgpasom PO

MepeuyHaa npodpUnakTuka

BropuuyHaa npodunaKTUKa

AHamnes, IXOKI, XM3Kr

v

v

MepemeHHsblie no wkane HCM Risk-SCD:

OcradoBra cepaua
scnegcersue HT wnu OH

* Boapacr *  MakcumancHas =
*  CemeMHblA aHaMHes TOMUMHE MmUoKapaa JTH * Cnouraunan ycroiumsan
BCC * Heycrorynsan T npu T, npusopawan K
+  HeobbAacHMMbBIE XMIKF obmoporam M
obmopokrm *  Nuametp /N remoguHaMmuyecknm
« ‘IO BBTIK HapyleHuam
Bbann no wkane HCM Risk-SCD ¢
Huskun MIPOMENYTOUHBIN BbICOKMI Chcsheaing
S-NETHUM PUCK S-NETHMIA PUCK S-NETHUIA PUCK e b s
<4% 4-6% > 6% swm3HM > 1 roga

v

WKAH* oburno
He NOoKazaH

v

v

WEOF momer bems
PEKOMEHAOB3H

v

UK+ pomsen Boith peroMeHA0BaH

AJITOPUTM IUATHOCTHUKH U BPa4yeOHOi TAKTHKHU MPU CMHKONAJIbHBIX

COCTOAHUSAX

[Tpunoxenue b8

YnydweHHyto BEpCTKY OT http://disuria.ru/ npeactasnseT anteka "CemenHasa" https://anteka-omck.pdy/
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(npe)cnHkonanbHbie coctoaHna npu FTKMI

] [

MoapobHbiM aHamues + gpyrme ¢akTopel pucka BCC

Bonee BEPOATHO — | Bonee BepoOATHO -
APUTMWYECKME NPUUHBI I FEMOANMHAMWYECKIE NPUUNHBI
3Kr-moHuTopuposaHue
Lar 2 (24/48 XMIKI; HapyKHbIA NETACBON PErUCTPATOP; PEruCTPaTop cOBLITHIA;
WMNNGHTUPYEMBIN NETAEBOA PErucTpaTop®**)
| l HeT wusHeyrpoxaiouwmnx HKHP
Hywt | | PO | agBmer. | | S
cusm @I, -4 & BTN R —
VC'I‘JKT CBT CCCV I - S0 pANIT N e el et 1,
- J0UK st
el
I B -~
| obmopox
no I - Koppexuus papmakorepanuu
anropuTmy | |- CM3/CAA npu nosTopHEIx oBMOpoKaX
LWar 3 MKA*** | | nevenma®n || IKCH** I npw Harpyske u [ 250 mm pr.cT.

[Tpunoxenne b9

AJiroput™M BpadeOHO# TakTHKH B 3aBucuMocTH OT ctaauu 'KMII u BapuanTa
KJIMHUYECKOr0 TeYeHHu st
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AcvmnToMmHan -
Crpatudurauus Boicokmm
AorunepTpoduyeckan o o — phck BCC -> UKO
cra;ma (emeroauo)
Habnwogeune A A ﬁ L CrabunbHoe
> [06POKAYECTBEHHOE TEYEHHE
ACHMITOMNES ) Ha poHe papmaroTepanmm
runeprpoduueckan
cragus T
XCH IV cr.
OBmu > 50% JNeyeHue
ron € CumnromHas | | + 0bCTpyKUMa > o6cTpykunm BUTK
runepTpoduyeckan BI/IK Pegyruma M
¢ cragus * (CM3/PM3, CAA)
Mo anropuTmy * XCH -1V c1.; @B < 50%
neyeHma ©N + cHMEpOM CTENO- Het obcTpyrumn BTTHK
i i + punatauua JIK w/uan pectpurums
WLIEMMSA MUOK3PAE b‘ Tepanua XCH !
Mo anroputmy BbIABAEHHANA
AMamOCTH:;c PR HHCTPYMEHTNbHBIMA —)| PECHHXPOHUIMPYIOLLAA TEPanKa |
neyeHus
SECTURCNYS )| TpaHcnAaHTaLMA CepaLa |

[Tpunoxenue b10

IMoka3zanusa k pexykuuun MKII (CMI/PM3J/CAA)

Kpurepuu ITokazanus

Knunnueckue XCH III-1V ¢ynkunonansHoro kinacca NYHA ¢ @BJDK >= 50%
W/ HAJTUYHE IPYTUX TSHKEIBIX CHMIITOMOB (0OMOPOKH,
pe10OMOPOYHbIE COCTOSTHUS, CUHPOM CTEHOKAp/IH), CYILIECTBEHHO
OTPaHUYMBAIOIIUX MTOBCEIHEBHYIO aKTUBHOCTh, HECMOTPS Ha
ONTUMAJIFHYIO METMKAMEHTO3HYIO TEPAIHIO.

I'emonunamuueckue |O6ctpyktuBHas popma 'KMII (B mokoe wimu nnaynupyemas) ¢ I'J] B
BTJDK >= 50 MM pT. CT., KOTOpasi aCCOLMUPOBaHA C TUIIEPTPOPuei
MXKII u nepeaHe-CUCTOIMYECKUM JIBU)KEHUEM CTBOPKHU
MUTPAJILHOTO KJIalaHa, IPYyruMu anomaausamu anmnapara MK (xopsl,
[IM) u, pedpakrepHas K IpOBOAUMOM Tepanuu B MIOJTHOM O0OBEME.

AHaToMUYECKHE Tonmuna MXII, noctarounas asst 6e3o0macHOro 1 3¢pHeKTUBHOTO
BBITIOJTHEHUS OTNEpallK WIIA POLeTyphl (110 MHEHHIO OIlepaTopa),
cocrosinue annapata MK u noakmanaHHbIX CTPYKTYp, COYETaHHbBIE
aHOMAJTUU KOPOHAPHBIX apTEPHIA.
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ITpunoxxenue b11

Cpasnenne CM3JI/PM3I u CAA

(amanrrupoBano u3: Batzner A., Schafers H.J., Borisov K.V., Seggewi3 . Hypertrophic
Obstructive Cardiomyopathy. Dtsch Arztebl Int. 2019 [393])

Kputepun CM3/PMD CAA
Jlokanuzanus CybaopranpHas, CybaopTranbHas
TUIEepPTPO(PUPOBaHHOTO CpeIHEXKEeNyI0UKOBas, annKainbHas | CpeHeKeTyI0IKOBas
otaena MOXKII (B otnenbHbIX LlenTpax)

Crenens runeptpopuu

Ot > 20 MM 10 3KCTpeMalIbHOM
runeprpodus MXKII > 30 mm

I'uneptpodus MXKII <
30 mm

Mexanu3m noseienus /]
u HepoctatouHocTh MK

He accouunposannoe ¢ [1CJI MK
u accoruupoBannoe ¢ [IC/] MK

AcconuupoBaHHOE C
[CJI MK

Komop6uanas matosnorus,
TpeOyromas
XUPYPTHUECKOTO
BMeEIIATENbCTBA

[Tonknanannas memOpaHa,
aopTanbHbIN cTeHo3, bC,
MHOTOCOCYIMCTOE OPAKEHUE

UBC, onnococyaucroe
MOpaXEHNE

Bo3pact nmarmeHToB

[ToapocTku 1 MOJIOIbIE B3POCIIBIE

B3pocnabie

CI10KHOCTh MPOLEYpPbI

Haubonee yacTo BcTpevaromuecs
ocnoxuenus CMD: nedext MKII,
AB-0nokama 1 ocraTou”as
oo6ctpyknus BTJDK

MeHee arpeccuBHas

[ToctnpouenypHsbiil pUcK
3aBUCHUMOCTH OT
KapAHOCTUMYJISTOpA

2-10%
Ho 50% c ucxoauoi BITHIIT

10-20%
Jo 50% c ucxogHoi
BJIHIIT

Knununueckas npaktuka

Boiee 50 qet

Bboiee 20 net

JocTtynHocTh

HGI[OCTaTO‘lHaH, HEOOJIBIIIOE
KOJIMYCCTBO LHCHTPOB C OIILITOM

JlocTtatouHas, HO

HEOOJIBIIIOE KOJTHMYECTBO

LHCHTPOB C OIILITOM

ComnocTaBuMble MOKa3aTeIN BBDKUBAEMOCTH M KIIMHUKO-Te€MOAMHAMUUYECKOE yaydlleHUe
nocine CAA u CMD/PMD 6b1M 10JTydeHbl B HEPaHJOMU3UPOBAHHBIX 00CEPBALIMOHHBIX

HUCCICIOBAaHUAX.

ITpunoxxenne b12

BpaueoHasi TaKTHKA BeJleHHsI 0epeMEHHOCTH M PoJopa3pelieHns B
3aBHCHMOCTH OT cTeneHu oocTpykuun BTJIK (mo [428])
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Crenenp oOctpykuun BTJDK

BpaueOnas TakTuka

HeoOctpykruBnas 'KMIT wnn

HeOoJbIIas CTETIeHb OOCTPYKINU
BTJDK (I'JT < 30 MM pT. CT.)

[IpononrupoBanne 6EpEeMEHHOCTH MOXKET OBbIThH
pa3pelieHo NpU YCIOBUU NTOCTOSHHOTO HAOIIOIEHUS
KapauoJiorom (He pexxe 1 pasa B mecsir)

lNocnuranusanus ocyecTBiIseTCs B CPOKH,
PEKOMEHI0BAaHHBIE JIsl BCEX MAIIMEHTOK C CEpAEUHO-
COCYIUCTBIMH 3200JI€BaHUSIMHU, TP HEOOXOAUMOCTH —
qale.

Ponet uepes ectecTBEHHBIE POJIOBBIC ITYTH.

CpenHss creneHb OOCTPYKIUU
BTJDK (I'/T 30-50 mm pr. CT.)

Bomnpoc o BeIHamMBaHUHA OEPEMEHHOCTH PEIIASTCsI
WH/IMBUYaJIbHO: HE0OX0UMO MTOCTOSTHHOE HAOIO/ICHHE
Kapjauosora (TepaneBTa) ¥ aKyliepa-rHHEeKoJIora.

Cpoxu rocnuTanu3aiyu Te Ke; TaKkke B JII000H CpoK mpu
YXYALEHUHU COCTOSIHUS U PA3BUTHH OCIIOKHEHUM.

PO)II)I IPOBOIAT YEPE3 €CTECTBCHHBIC POJOBEIC ITYTH C
HUCKIIIOYCHHUEM IIOTYT.

Tspxenas cTeneHb 00CTPYKIINU
BTJDK (I’ >= 50 MM pT. cT.)

BoinammBanue 0€peMEHHOCTH U POJIbl KATErOPHUYECKU
IPOTUBOTIOKA3aHBbI.

[Tpu oTKa3e KEHIIUHBI OT NpPepbIBaHUs OEPEMEHHOCTH
MOKa3aHa TOCIUTAIN3ALNS TPAKTUUYECKH Ha BECh CPOK
6epemenHoctu. Ponopaspernienue mpoBoJsT MyTeM
oTiepaluy KecapeBa CeUeHHUs.

Hcnonn3oBanme SHI/I,Z[ypaJIBHOﬁ AHCCTE3UH C
OCTOPOKHOCTBIO M3-3a OITIACHOCTH apTepHanLHoﬁ
THUIIOTCH3UU.

[Tpunoxenue b13

Yupe:xxknenue nis Begenusi oepemennbix ¢ FKMII

BO3 11 BO3 III
(GeccuMNTOMHBIE WU (cUMIITOMHBIE TTAITUEHTKH C
MaJIOCUMIITOMHBIE ['KMII)
MAIMCHTKH )
Benenune 6epeMenHbix | PernonanbHsli OKCIEpTHBINA LIEHTP.
NEepUHATAJIbHBIA LEHTP
[lepunHatanbHbIi LEHTP 3 YpPOBHSA
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Yacrora 0cCMOTpPOB 1 pa3 B 2 mecsina Kaxnpiit Mecsi unu 2 pasa B
MecALl
VYupexaenue s PernonanpHeIi OKCHEpTHBIN LIEHTP.
poaopaspeneHus MEpUHATAIBHBINA UEHTP
[lepunaranbHbli LEHTpP 3 YpOBHS

AaropurMm BeaeHus manuenta ¢ F'KMII

Pucynok (He mpuBoauTCs)

IIpunoxenne B

HNudopmanus 11 NauMeHTOB

O6wme pekomeHaaLUn No obpa3y XU3HU (aganTMpoBaHo U3 [4])

Oobnactn Pexomengannn

Harpysku [TanuenTam cnegyeT u3deraTb COPEBHOBATEIBHOTO CIIOPTA, HO TIO
BO3MOXHOCTH MOJIEP)KUBATh OOBIYHBIN 00pa3 ku3HHU. B oTCyTCTBUHE
cumntoMoB U paktopoB pucka BCC manuentst ¢ 'KMII moryt
y4acTBOBaTh B (PU3NUYECKON aKTUBHOCTU OT HEOOJBIIION /IO CPeaHEH
CTETNIeHH UHTEHCUBHOCTHU, B COOTBETCTBUH C PEKOMEHIAIUSIMU
KapAHoJora.

HI/IeTa HaHI/IeHTaM CICOAYET CTapaThbCA NOAACPKNBATDH HOpMaHBHHﬁ BEC TCJIa.

[Tpuem GonbIOoro 0ObEeMa IMHIIK MOKET BHI3BATH O0JIM B TPYIHOM KIIETKE,
oco0eHHO y nmanueHToB ¢ ooctpykiuenn BTJDK.

Lenecoobpa3zno yactoe qpoOHOE MUTAHHUE.

3anopsl — yacThlit TOOOUHBIN 3 (deKT Bepanamiia**, T0KHBI
KOHTPOJUPOBATHCS JUETOU U/HITH CIAOUTEILHBIMU CPEICTBAMH.

[Ipodeccus BonpmmucTBo manuentos ¢ 'KMII MoryT npoomkars 0ObIYHYIO
TPYAOBYIO AESITETbHOCTh. Y POBEHb (DU3MUECKUX YCUIIHMM Ha paboTe
JIOJKEH COOTBETCTBOBATh KIIMHUYECKOMY CTATYCy MallMEHTA.

I[J'Iﬂ HCEKOTOPBIX BUJAOB ACATCIIBHOCTU (HI/IJ'IOTI/IpOBaHI/Ie, BOCHHAas cny>1<6a)
CYIICCTBYIOT CTPOTUC OTPAHUYCHUS IIPpU TPUCME HA pa60Ty.

Kypenue Her nannbix o cBs3u Tabakokypenus u ' KMII, Ho mannentam
HE0OXO0IMMO MPEIOCTaBUTh MH(OPMALIUIO O PUCKaX IS 30POBBS,
CBSI3aHHBIX C KypEHHUEM.

CeKcyaJ'ILHEUI V mamueHToB J0JDKHA OBITH BO3MOXKHOCTh O6CYI{I/ITL HUHTCPCCYIOIHEC UX
AKTUBHOCTD BOIIPOCHI CCKCY&HLHOﬁ akTUBHOCTH. IlalleHTHI TIOCTIE YCTaHOBJICHUSA
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JMarHo3a 4acTo MCIBITHIBAIOT OECIIOKOICTBO, IENPECCHIO U CTpax
nepeaars 3a00JeBaHue TIOTOMCTBY.

HaI_[I/IeHTaM CJICAYCT 3HATh O BJIMAHUH MMPUHUMACMBIX JICKAPCTBCHHBIX
ImperapaTroB HAa UX CCKCYAJIbHYIO aKTUBHOCTD.

[Manentam cnemyer u3deraTh npreMa HHruouTopoB ochoamscrepassl,
ocobeHHo npu Hanuuuu ooctpykiuu BTJDK.

Boxnenne BONBIIMHCTBO MALIMEHTOB MOTYT MOJIYy4aTh BOJUTEIbCKUE MPaBa U

aBTOMOOMJIS MPOJI0JKATh BOJUTH MAILIMHY, €CJIM Y HUX HET WHBAJIMAN3HUP YIOIIHX
CHUMIITOMOB.

Baknunarus [Ipu oTCyTCTBMM IPOTUBOINOKA3aHUI PEKOMEHI0BaHa €XKEroJHas

BaKIMHaWA OT I'pHIIIIA.

JlexapctBenHnble |IlanneHTtam cienyer 3HaTh O IPUHUMAEMbIX MU JIEKApPCTBEHHBIX
Mpenaparhbl npenaparax, ux moOo4YHbIX dPPeKTax u MeKICKaAPCTBEHHOM
B3aumoieiictBun. [1o Bo3MokHOCTH ciaenyeT n3bderarh npuemMa
nepudepruIecKux Ba30AUIaTaToOpoB, ocodeHHo npu ooctpykimu BTJIK.

CrpaxoBaHue Juarnos I'KMII mosxeT npuBecTH K 3aTpyIHEHUSAM IIPU CTPAXOBAHUU
KU3HU JKU3HU.

ABuanepeneTsl | BoJbIIMHCTBO G€CCUMIITOMHBIX MALMEHTOB UM C HE3HAYUTENbHOM
CUMITOMATHUKON MOTYT 06€3011acHO COBEpILIaTh aBUATIEPETIEThI.

[Tpunoxenue I'

[Tpunoxenue I'1

IIpyHUUIIBI M 0COOEHHOCTH JUATHOCTHKHU M OLIEHKH CEPAECYHO-COCYAUCTOr0
pucka npu U'KMII

Tabnuua TMM1/M1. WU3meHeHMA nabopaToOpHbIX TeCcToB, MNo3BonsWMe
3anofo3puTb HekoTopble ¢heHokonuu FKMI (aganTupoBaHo u3 [4])

Tect 3aboneBanus (henoxoruu ['KMIT)

I'emorno6un [Ipu anemuu ycuimBaroTcst 60J11 B TPYAHOM KJIETKE M OJIBIIIKA,
U €€ CIEeAYeT UCKIII0UaTh IPU U3MEHEHUN CUMIITOMAaTHKU

AHemusi, BbI3bIBas TAXUKAPIUIO, MOXKET CIIOCOOCTBOBATh
yBennuenuto ['J] B BTJDK.

CHmXeHUe KUCIOPOI-TPAHCTIOPTHON (DYHKIIUM KPOBH MOXKET
SBJISICTCSI IOTIOJTHUTENBHBIM (PAKTOPOM MIIEMHH MHOKAP/a.

OyHKIUSA TOYEK VY nanueHToB ¢ Tsokenon aeBoxkenyaoukoBoil XCH MoxeT ObITh
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HapyleHa (QyHKIHS TOYeK.

CHmxenue CK® u npoTenHypusi MOTYT HaOJII01aThCs IIPU
amuioniose, 6onesnn Aunepcona-dadpu u
MUTOXOH/IPHATILHBIX OOJIE3HIX

MHVII u N-
TEPMHUHAIIBHBIN IIPO-
MHYVII (Nt-proBNP)

Huarnoctuka XCH Ha panHeil cragun. MOHUTOPUHT TSKECTH
XCH u otBeta Ha tepanuto nipu Gpenokormsx ['KMIT T'KMIT
(Hamp. KapuaJIbHOM aMHIIOUJI03€).

Cepneunslif TPONIOHUH

[ToBbimen:

- y maruenToB ¢ ['KMII, ocoGenHo mpu nmporpeccupoBaHrn
cumnTomoB I'KMII,

- npu pazsutuu UM 2 nim 1 tuna

- npu HeKoTopbIX (peHokormsix I'KMII (wanp., kapauanbHOM
aMUJIOHNI03€)

Onpenenenue
KOHLIEHTPALUU
CBOOOJHBIX JIETKUX IIeTei
MMMYHOTIJIOOYJIMHOB
(xamma u 11M06/1a) B KPOBH
1 Moue

[Ipn nmono3pennn Ha AL-amunonnos cepana

Hccnenosanne KocTHOTO
Mo3ra

[Tpu mo03peHNU Ha aMUJIOHI03 Ceparia

TpaHncamMuHa3bl IEYCHU

[TeyeHOYHBIE TECTHI MOT'YT OBITh H3MEHECHHBIMHU TIPH
MUTOXOHIPHATBHBIX 00J1€3HAX, 001e3HM [laHOoHA

Kpearundochoknnaza

Kpearundochoknnasa miaazMel Bo3pacTtaet npu 00jie3HH
JlaHOHa U MUTOXOHPUATIBHBIX 00JIE3HSX, I€CMUHOTATHSIX

AKTHBHOCTH aibpa-
rajlakTo3u/1a3el A B
masme/nerkonuTax (y
MyxuuH > 30 5ier)

VY myxunH ¢ 60ne3Hpt0 AHfepcoHa-Padbpu Huzkas (< 10% ot
HOPMAaJILHOTO YPOBHSI) MJTM HEOTIpeIesisieMasi akTHBHOCTb
anb(da-rasakro3uaassl A.

VY sxenuuH ¢ 6osie3upto AHnepcona-Pabpu ypoBeHb hepmeHTa
B IJIa3M€ U JICHKOIMTaX 4acTo B MpejesaX HOPMBIL, T03TOMY,
U KIMHUYECKOM IM0I03PEHUH TpeOyeTcs reHeTHUECKOe
TECTHUPOBAHUE.

I'mroko3a HaToIIaK

MoskeT OBITh MOBBIIIEHA TPU HEKOTOPBIX MUTOXOHAPHAITEHBIX
00JIE3HAX

Onenka pyHKIMH
IIUTOBHIHOM JKeJIe3bl

JlomkHa OBITh OTpejielieHa B MOMEHT OCTaHOBKHU IMarHo3a U
MOHHUTOPHUPOBATHCS Kaxiple 6 MecsieB y nanuenTos ¢ ['KMII,
HOJTy4aoUINX aMHOJapOH **

JlakTaT 1mia3Mel

VYBEJIUYCH y HEKOTOPBIX MAIIMEHTOB IPU MUTOXOHIPHUATbHBIX
00JIE3HAX
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Taonuua NM2/M1.

AneKkTpoKkapauorpadmnyeckme aHomanum,

nosponsrwue

npeAnosioXuTb KOHKPeTHbIM AuarHo3 ceHokonuu FKMIT nnu mopdonormyeckumn
BapuaHT 'KMI1 (no Rapezzi C. et al., 2013 [164])

OcobenHoctu Kommenrapuii

Koportkuii PR- Pannee Bo30yXIeHHE KeTyT0UYKOB — YacThIid (heHOMEH

WHTEpBaJI/paHHEE Oonesneit HakoruieHus (0osiesnu [lomne, PRKAG?2 u JlanoHa) u

BO30YXJICHHE mMuTOXOHApHanbHbIX 00se3Heir (MELAS, MERFF).
Kopotkuit PR-unTepBan 6e3 panHero Bo30yKIeHUs
YKETyJ0UYKOB BCTpevaeTcs mpu 0oJie3Hu AHaepcona-dadpu.

AB-6nokana [Iporpeccupyromiee 3ameIeHNE aTPUOBEHTPUKYIISIPHOTO
IIPOBEJICHHS YaCTO BCTPEYAETCS IPU MUTOXOHIPHATIBHBIX
3a00J1€eBaHMSIX, HEKOTOPBIX OOJIE3HAX HAKOIIJIEHUS (BKIIOYas
6ose3ns Anjepcona-®adbpu), aMUIONU103€, JECMUHOTIATHSX, a
TaK)Xe y NalMeHTOB ¢ Myranusmu B rene PRKAG2.

Bripaxxennas ['JDK UpesBbryaitHo 0o0Jboi BostbTak QRS Tunmuen ajis 6ose3Hei

(nanexc Cokozosa > 50)

[Tommie u JlanoHa, HO MOKET OBITH PE3YIBTATOM TOJIBKO
paHHETO BO30YXICHUS KETYJOUYKOB.

Huzkwuit BompTax QRS
(MM HOpMaTbHBIN
BOJIbTa)K HECMOTPS Ha
YBEJIMYEHUE TOJIIHUHBI
crenku JIK)

Huzkuii BosbTaxk QRS B 0TCyTCTBHE MEpHKapIUaIbHOTO
BBITNIOTA, OKUPEHHUS U O0JIE3HU JIETKUX PEIKO HAOII0JaeTcs Mpu

['KMII (3a uCKIFOYeHHEM CITyqaeB CTaANH JCKOMIICHCAIUH ), HO

XapaKTEepeH I NaueHToB ¢ AL-aMHIIOUI030M U pexe — Mpu
TPAHCTUPETHHOBOM aMHJIOMI03€.

Huddepenunansupiii quarnos mexxay ['KMIT u kapauanbHoi
dbopMoit aMuIoNn103a BKITIOYAET aHAIN3 COOTHOIICHHUS
BosIbTax/Macca JIXK:

aHOMAaJIbHOE COOTHOIIIEHUE (HU3KUI BOJIBTAXK MPU TOJIIUHE
crenkn JODK >= 12 MM) XapakTepHO JJIs KapIuaaibHOTO
aMuiIon103a (4yBCTBUTENBHOCTE 75%, cienuguunocts 67%).

Bexrop QRS o1 — 90° no
—150°

Habmronaercs y nanueHToB ¢ cunapomoM HyHaH, umeronmx
BBIPKEHHYIO 0a3aIbHYI0 THIEPTPOPHIO,
pacnpoCTpaHsIolytocs Ha BeIxoAHOU TpakT [1K.

T'uranrckuii HeraTUBHBIN
3yoen T (> 10 mm)

l'uranTckuii HeratuBHEIN 3y0en T B MpeKopIuallbHbIX /UK
NepEJHENAaTEPATIBHBIX OTBEAECHUAX CBUIETENBCTBYET O
BOBJIeueHUH Bepxymiku JIK.

[TaTonornueckuit 3yder; Q
(> 40 mc w/umm > 25%
TITyOMHBI

R-BosHbI v/nnm rmyouna >
3 MM x0T OBI B IByX
OTBEACHUAX, kpoMe aVR

AHoMaibHO ri1yookuit 3yoen Q B epeHenarepaibHbIX
OTBEJICHHX, OOBIYHO C MOJIOXKUTEIIBHOM T-BOJIHOM,
aCCOILMMPOBAH ¢ acUMMeTpU4HOM runeptpodueit JOK.

AHOMaIbHas IPOJIOJKUTENBHOCTH 3y01a Q (>= 40 ms)
accoIMMpOBaHa ¢ 06JacTAIMU GUOPO3HOTO 3aMEIIeHusI.
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Caojauatast diieBarus
cermenta ST B
JIaTepabHBIX IPYIHBIX
OTBCACHUAX

YV HEKOTOPBIX MALMEHTOB C AlIMKAJIbHOW WM JTUCTAJIbHOU
runepTpodueil pa3BUBaIOTCS aNMKaJIbHbIE aHEBPH3MBI, HHOT/AA
accoIMMpoBaHHbIe ¢ GrOPo30M MUOKapaa. Malbix pa3MepoB
aHEBpU3MBI BbIABIAIOTCA TOIbKO Ipu MPT cepana, 9XOKI ¢
KOHTPACTUPOBAHNUEM WJIM BEHTPUKYJIOTpapuu, 4acTo
accoLIMMpPOBaHBbI € 3reBalueit cermenta ST B arepabHbIX
IPYAHBIX OTBEACHUSIX.

Ta6nuua M3/I'. MapameTpbl npotokona TT-3AXOKI-uccnepgoBaHusa y naumeHTa

c 'KMIN (apanTpoBaHo

u3 [216])

[TapameTpsl

Kommenrapun

Tonmuua muokapaa JIXK (B
16 cermenrax JIXK)
KomnuecTso
rUnepTpoGUpOBaHHbIX
cermeHToB JIK

- N3mepenne Tomuuel creHok JOK ciaexyer npoBONTS B
KOHEYHO-MACTOJINYECKYIO (pa3y, IPeaIOUTUTENIBHO — B
MapacTepHAIBLHON MO3UIMU IO KOPOTKOM ocu JIK
(>kenmaTeNbHO TOJIIUHY MUOKap/ia B TUIIEPTPO(UPOBAHHBIX
CErMEHTax OLIEHUBATh B HECKOJBKHUX MPOEKIUAX, HO
M3MEpEHUs B allMKAJIbHBIX CKaHaX MEePEOLICHUBAIOT TOJILIMHY
MHOKap/ia u3-3a OTpaHUYEeHUN OOKOBOTO pa3perieHus).

- KpI/ITI/I‘IHBIe IIOKa3aTCIn: MaKCHUMaJIbHasA TOJIMIMHA CTCHKHU

MUTPaTbHO-CENTAILHOTO KOHTaKTa (BBIOOp CMD-CAA).

- U36erars BriTtoueHus B Tommuay Muokapaa [DK-Tpabeky.

JIK (ctpatudukanus pucka BCC) u TonmmHa CTEHKH B MeCTe

Tun runeprpodun JDK

[TaTTepn Mopdonoruu
MXII

AcuMMeTpUYHas, CHMMETPUYHAs, alliKaJIbHAsI, CPEAMHHO-
JKenynoukoBas, npyrue otaeinsl JDOK.

Mopdoorus MXKII: 1BOSKOBBINYKJIas, CHTMOBHTHAS,
runieptpodust Bceit MXKII.

Tonmmuna muokapaa DK

OnenuBaioT B 0a3abHbBIX, CPEIUHHBIX U AlIMKAIbHBIX
CerMeHTax (HopMajbHbIE pa3Mepbl < 5 MM B H300paskeHUN
napacTepHAIBLHOM I10 ATUHHONW OCH HA YPOBHE XOPJ
TPUKYCIUJAIBHOTO KianaHa). M30erats BKIIOUEHUS
SMUKapAUaIbHOTO XKUpa B u3Mepenue muokapaa [TK.

Texkcrypa muokapaa JDK

'KMID).
Hannuue kpunt muokapaa (nmpu MPT Oosnee TouHast
JTMArHOCTHKA).

"brecTsamuii", rpaHyIIpHOCTD (111 UCKITIOYSHHS (PeHOKOUN

HccnenoBanue pasmepoB u
00BemoB JIK

KJIP <*>, KCP, KJ10 u KCO

<*> JIpumeuanue: npu S-oo6paznoit MXKII K/IP cnenyer
U3MEPATh B 2 BapUaHTax — Ha YPOBHE 0a3aJIbHBIX CErMEHTOB
JIDK n 6amxe K CpeAMHHBIM CETMEHTaM, I7ie OH MaKCUMaJIeH
(cm. pekomennanu ASE 2019)
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Uccnenosanue pazmepon
oK

B napacrepHanbHON ¥ aMKAIBHOM MO3ULIMU

HccnenoBanue pazMepoB u
oowsemoB JIIT u 111

YBenuuenue JIIT OTHOCUTCS K IOTIOJIHUTEIBHBIM (PaKTOpaM
pucka BCC

O11eHKa TOJIIAHEI
MEXIPEACEPIHOMN
MIEPETOPOIKU

st uckimouenus penokoruii ['KMIT (amunono3)

BusyanbHas onenka
kuHeTukn Muokapaa JOK u
oK

BrisiBinenue 301 umemun /nepeaecerHoro MM

BusyanbHas onenka
knaranoB (MK, AK, TK,
[1K)

Oco0oe Banmanme — MK:

- HAJIM4YME NepeaHE-CUCTOINYECKOTO ABMKEHUS CTBOPOK MK,
HaJIW4ue MUTPaIbHO-CENTAIILHOTO KOHTAKTa (BaKHAS
xapaktepuctrka [ KMII, HO Takxke MOKeT HaOmroaaThCs He
npu ['KMII y manunentoB ¢ manienbkuM JDK He3aBHCHMO OT
Hanumuus ['JDK, npu runosonemun, nocne
KapAMOTOPAKAIbHBIX XUPYPTUYECKUX BMEIIATEIbCTB)

- €CTh JI y/UTHHEHUE (M30BITOYHOCTH) cTBOpok MK, Hamnumne
U CTEerneHb MpoJjiabupoBanus cTBopok MK.

HaHI/IJ'IJ'IHpHI)IC MBI BI

KomnuyecTBo, €CTh JIM JUCIOKAIIHS

Hanuuue u crenens
ooctpykinu BTJDK nnun
CPEAMHHO-XKEITyTIOUYKOBOM
00CTpyKIIUHU

- Peructpanus kpoBotoka yepe3 AK/BTJIK — marrepn
JonmiepoBckoro crekrpa u BenuunHa '] 8 BTJDK.

- CiieyeT UCONIB30BaTh clieayroiue GopMybl sl pacuera

']l B BTJDK: ypasuenue bepuymu A p =4 x V max?, eciu
MOKHO TOYHO H3MEPUTh CKOPOCTh KPOBOTOKA B IIYTH OTTOKA

JDK; bopmyna xnunuku Meito "A p = [(4 x V max MP?) +
pJII1] — cucremuoe cucronuyeckoe A/l", ecnu Hamm4ue
BBIPQ)XEHHOW MUTPAJIbHOM PErypruTaly He MO3BOJISIET TOYHO
U3MEPUTH CKOPOCTh KpoBOTOKa B IyTu oTroka JIXK (pJIIT —
JIaBJICHUE B JIEBOM IIPEICEPANH, UCIIOJIb3YETCSl KOHCTAHTa —
20 MM pT. CT.)

- HeoGxo1mmo yOeanThCsl, YTO PErUCTPUPYETCs TOJIBKO
kpoBoTok B BTJIK n He "3axBaTeIBaeTcsa" TOK MUTpaJIbHON
perypruTanyi.

- Ecniu B mokoe I'/] 8 BTJIXK < 30 mm pr. cT., cnegyer
MIPOBECTH MPOBOKAIIMOHHYIO P00y BanbcanbBel.

- ¥ "HexkoTtopsix nanuentos BeauunHa ['J] 8 BTJDK Gosnbie B
MOJIOKEHUU CHJIS M CTOS, YEM JIexka, IOITOMY HE0OXO0IMMO
usmepenue '/l ¥ B OJI0KEHUM MTALIMEHTa CUMS U CTOSI.
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Ectb 111 oOcTpyKIms
BBIXOJHOTO TpakTa [ DK

Perucrpanus ckopoctu kpoBotroka B BTIDK u Ha ypoBHE
cpeanHHbIx cermeHToB [ DK

OneHka Ki1anaHHON
perypruTaium, 0COOEHHO
MP

[Tpu MP, o6ycnosnennoii [IC/] MK, Tok, kak nmpaBuio,
HaIIpaBJIEH JaTEPAIBHO U K3a1H, a cTereHb MP
npornopimoHanbHa BeipaxkeHHocTH [IC/] u muTpasibHo-
CENTAIIbHOMY KOHTAKTYy.

Ecnu nanpasnenue Toka MP arununyno wim He
nponopimoHanbHa [IC]I, Bo3MoXkHa camoCTOsATEIbHAS
natosiorusi MK; 3To KpuTHYHO Jyisi BEIOOpA XUPYPTUUECKOTO
WJIY SHJIOBACKYJIIPHOTO METO/IA JICUCHUS.

HccnenoBanue
CUCTOJIMYECKON (PYHKIIMH
JDK u IDK

@B JIK yacTto cBepXHOpMajbHa, 0COOEHHO IPU MAJIEHBKOM
JDK, 94TO MOKET HE KOPPEKTHO OTPaXkaTb COKPATUMOCTb
KapauoMHUOIUTOB. bosiee TouHbI Ipo0bHbBIN 2D-strain u
TKaHeBas fonmieporpadus (s' <4 cM/c — npeauKTop
paszButus XCH u 11oxXoro mporsosa).

Hns IDK: TAPSE, 2D-strain crenku 11K.

HccnenoBanue
MACTOINYECKON QYHKIIMH
JIK

Cornacno pexomennanusMm ASE u EACVI (2016) npu I'KMII
CIIEZyeT OI[CHUBATH CTETIEHb TUACTOINICCKOMN TUCHYHKITHIH.
KiroueBoit mapamerp auacronnueckoit nuchynkuu JOK —
nasnenue HanosHeHus JOK (K1 JIK). Ero HennBa3uBHas
onienka MHorogakropsa. [To pexkomenmamusm ASE u EACVI
(2016) mpu I'KMII Be1BOA 0 MoBeImennu KJIJ1 JDK cremnyer,
€CIIU:

1. cp. E/e' > 14 cm/c,

2. pa3HUIla JJIUTEIIbHOCTH PEBEPCUBHOM BOJIHBI A B
JIETOYHBIX BEHAX U BOJHBI A TPAaHCMUTPAIHHOTO KPOBOTOKA
(Ar—A)>=30 mc,

3. unaexc oobema JIIT >= 34 vt /M2,

4. IMKOBasi CKOPOCTh TPUKYCITUIATBHOM perypruTanuu
> 2,8 m/c (CAJIA > 35-40 MM pT. cT.)
Bboiiee moapo6HO 00 anropuTMax OLEHKH AUACTOINYCCKOM
TUCHYHKIIMH B Pa3HBIX KITMHUYECKUX CUTYAIUSIX — CM.
pexomennanuu ASE/EACVI (2016) mo uicciieioBaHnIo
muactonndeckoi ¢pynkuun JDK.

OrieHKa MPOJI0JIBHOM
nedopmaruu JOK (2D-
strain)

C nocTtpoenunemM cermeHTapHoi cxembl-mumienu JOK (bull"s
eye). [latrepus! 2D-strain pazauunsl npu 'KMIT n
denoxonusx 'KMIL.

OHCHKa HaJIW4uA ) KUIKOCTHU
B IIOJIOCTH IICpUKaApIa

Uckmouenne penoxonuit 'KMII (xapakTepHO /U1t
KapIuaJbHOTO aMUJION1034).

OueHka nuamerpa u
CTETIeHH KOJUIaOMPOBAHUS
HHUKHEH MO0 BEHEI

HeoOxoauma mmst pacueta C/JIA.
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Ta6nuua MN4/I1. QononHutenbHble onuuu npu IXOKI

Onuus Lenb ncnonap3oBanus
OreHka npo10JIbHOM AedopMariin C noctpoeHreM cerMeHTapHo# cxeMbl-MuiieHu JIK
JDK (2D-strain) (bull"s eye). [TaTrepnsl 2D-strain pa3auaHb IpU
I'KMII u penoxommsax 'KMII
3-D pexoHCTpyKIUs Onenka mopgosorun MK mi1st BeIOOpa
XUPYPTUYECKON TAKTUKH

Tabnuua [5/M1. 3xokapauorpadmyeckme OCOOEHHOCTU, MO3BoNsAKOLWME
npeanonoxutb anarHo3s cpeHokonum NKMI (agantTupoBaHo u3 [4])

OcobenHoctu KommMmenTapuit
YrTonuenrne MexXnpeacepaHoin AMUIION103
TIEPErOPOIKH
Yronmenue crBopok MK Amunounnos, 6ose3nb Annepcona-dadpu

I'mmeprpodus ceodoanoi crenku [DK | AMuimon 103, Muokapaur, 6oJjie3Hb AHAEpCOHA-
®abpu, cuaapom Hynan

[TepukapauanbHbINA BBITIOT AMUIONA03, MUOKApIUT

YBenudueHue 3X0reHHOCTH MUOKapaa AmMnnounnos

JEX

Konuenrpuueckas ['JDK MuToXOHIpHaIbHBIC 0OJIC3HH,
aMuIIou03, 6ose3np Anaepcona-dabpu, MyTanuu
B rene PRKAG?2

DKCcTpeMalibHasi KOHIEHTpUYECKas bonesns Jlanona, 60one3ns [Tomme

I'JIDK (tonmuna creHok >= 30 MM)

I'mo6anphas runokunesus JOK MuToxoHApHallbHbIE 00JIE3HU, aMHIIONI03,

(c HaMYKMeM WK OTCYTCTBHEM myrauuu B reie PRKAG2, bonesss JlaHoHa,

munaranuu JIK) MHUOKapauT, mo3anssa ctaaus I' KMII, 6os1e3Hb

Anpnepcona-®abpu

O6cTpykius BeixogHoro TpakTa [DK Cungpom HyHaH m acCOUMUPOBAaHHBIE CHHIAPOMBI

Tabnuua MN6/T1. NapameTpbl, KOTOpPble Heob6xoanMmo oueHnTb Nnpu MPT cepaua
y naumeHTa ¢ '’KMI

CTpyKTYpbI [TapameTpsr

JOK KJIP, KCP, ®B, macca muokapaa
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Hannuue napymeHuii cerMmeHTapHOro coxkpauienus Mmuokapaa JOK

BTJIK Anatomuueckue ocooernoctu BTJDK, tuma u mecra ooctpykimu B JIK
Benmuuna nukosoii ckopoctu/I'[] B BTJIK (da3oBo-konTpactHast MPT
C KOJAUPOBAHUEM CKOPOCTH)

IDK KJP, KCP, ®B, pa3zmepsl, Hannuue ooctpykunu B BTIDK

Muokapa JIK - TonmuHa MUOKap/ia JIEBOTO KETYA0UKA B IMACTOIY IO KOPOTKOU OCH
JIK cornacHo 17-Tu cerMeHTapHO# MoJenu
- Jlokanuzarusi/pactpoCcTpaHeHHOCTh/KOTUYECTBO
runeptpodupoBanHbix cermeHToB JIDK
- mopdonorudeckuit Tun ['KMII (acummeTpruyHas, cuMMeTpuyHas,
anuKaibHasl, CPEIHEKEITY10UKOBAs)
- mattepH Mopdostorur MXKII (1BOSKOBBIMyKIIasi, CHTMOBHTHAS, BCS
MXIT)

[To3onee Hanwnuue, natrepn, pacnpoctpanenHocts [THIT B % ot obmiei Mmacchbl

HaKOIUICHUE muokapaa JDK

raJIoNIMHUS

MP u TP Hannune mutpanbHON U TPUKYCIIUAAIBHON PErypruTalliu, CTEIEHb,
(dbpakuus perypruTanuu

Annapatr MK Crtpoenue, onrcanne aHoManui (cmemieHue/"paciienieHue" roJoBOK U

(CTBOpPKH, XOP/IbI, | THTIEPMOOMIIBHOCTD MAMMMJUISIPHBIX MBIIII), CBSI3b ¢ 00cTpykimeir BTJIK

ManuuUIsipHbIe U MUTPAJIbHOU perypruranuei

MBIIIIITBI)

JIIT m TIIT Pa3mepsl

Jomnonuurtensusie | [Ipu mnanupoanun CMO/PMD — unentuduiupoBanue "kpunt" y

aHOMAJIUH nanrenToB ¢ ' KMII ¢ ykazaHueM KoJiMuecTBa v ITyOHHBI 1e(heKTOB

Ta6nuua MN7/I'1. BapnaHTbl Harpy3o4HbIX TeCTOB

Harpyzounslii Tect Anmnaparypa ais [Toxazanus/uenb
Harpysku
Harpy3ouHsb1i TeCT € Tpenmuin Crparuduxkanus pucka BCC
peructpanueit OKI'u AJ[ | Benospromerp
(pexe)
Crpecc-OXOKI Tpenmun - JlnarHocTHKa JaTEHTHOM 00CTPYKLIUU
"Jlexxaumii"
BENOOProMeTp | Crparudukanus pucka BCC (nmuHamuka
AluTJ)
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- Uapynupyercs nu umemus MHOKapaa

- Ouenka 3(h(HeKTUBHOCTH TIPOBOIUMOI
Tepanuu

- HJIaHI/IpOBaHI/Ie AUATrHOCTHYCCKUX
MEPOTIPHUATHH Y MAIUEHTOB ¢ OOJIIMHU B
obnactu cepana (HeooxoaumocTs KATY)

OprocuupomeTpust Tpenmuinn

[Ipy nnaHupOBaHUM TPAaHCILIAHTALUN
cepaua

Tabnuua TM8/M1. [AmarHocTMka Yy poOACTBEHHUKOB npobaHaa,

HocuTenen

MyTauuu reHotun(+)/cbeHoTun(-) B gormneprtpocduyeckon cragum (agantTupoBaHo U3

[173])
3THonatoreHes MeToasl AgMarHocTukm / Haxoguu
MyTauma & reue,
KOAMpYIOWEM - _y = TeHeTHYEeCKUA aHanus
caprOMEPHbI
& i IXOKT/MPT:
AedexT capkomeproro asomanuu MK W nanuanspHbix
Genxa MbIlL, KPWNTbl MUOKapAa
& ' IXOKT:
: J cropocTHbie nokasarenu npu
- TRaHEeBOW gonnneporpadum
Hapywenue |
corpatumoctn KMLL g J aedopmauma muorapga S
’ =
=
Disarray —— = = M3meHeHna Ha KM
®ubpo3 % MPT: m.6. 3oubt MHI
Mneprpodusa

Tabnuua M9/I1. ®dakTopbl pucka pas3BuTUSA MHGapKTa MUMOKapaa 2 Tvna y

naumeHToB ¢ TKMMN

YnydweHHyto BEpCTKY OT http://disuria.ru/ npeactasnseT anteka "CemenHasa" https://anteka-omck.pdy/
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n oM
BasoBble yCNOBUA: ¢::::::.PV wue
Creros KA dakropb! : t;x:zaml‘lﬂ
<50% XPOHMYECKOH | |, i
(8 crapwen
— M e
*  daxrtopbl
Komop6ua, e M CHUMKEHMA
nepdysum
HOCTb (INOCA) Ml:)d:(:: =

—

UM 2 tuna (MINOCA) /
OCTpoOe nospeXxgeHne MMoKapaa

Tabnuua M10/I'. Cxema gudcepeHumnanoHoro amnarHosa NKMI mn 6asanbHON
centanbHou runeptpocdumn (aganTupoBaHo U3 [437])

S-o6pasuan MK
Tonwmua nepegue-GasansHoro cermenta MAKMN > 12 mm
OtHowenune TMHN(Gasanbubiit cerment) / TMHN(cpeaumin cermenT) > 1.5

v

HeT Cemenubid avamues F’KMM/BCC aa

HeT Kavuuueckaas cuMmnTomaTmka Aa

HET OGcTpyruma BT, NCA MK na

HeT TVMEKN > 1.5; 300K > 1.1 Aa

v \’ v

«BbIinyKnocTb» P KM
6asansHor MK

) v

HeT nycr npmw MPT aa
Her MpUuKHHEA MyTauMa NPU reHeTUYSCKOM TECTUPOBaHWK aa
HeT wdisarray» kapauwomuounTos npu Guoncum muorapaa aa

Ta6nuua N11/T1. OuddepeHumnanbHaa auarHoctuka FKMIM u cnoptBHown MK

Yny4weHHyto BEpCTKy OT http:/disuria.ru/ npeactasnset anteka "CemenHasn" https://anteka-omck.pd/ 99 13 110
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Cnoptcmen, MK, TonwmHa cteHkn JIXK > 13 mm

rKmMn

CnoptusHasa [NT1XK

CemelHbin adamues TKMMN

HeHckuid non

3Kl natrepubl FTKMN

JXOKI, MPT: KAOP <45 mm;
acummeTpuyHas [JUK; OTC >0,5; wak
npasuMno y cnoprcmedos Hert NCA MK;
Anacronnwyeckan [O®; ectb 30HbI MHI
(ve B HavanbHbix dasax);
Crpecc-tectsl: VO3 mauc. < 50
mafur/mus mwnmn < 120% oMMAIEMOM;
m.6. HP; m.6. LA wau vegocr.
NPUPOCT Ha NUKE HarpysKu

HeTr ymeHblUeHNa TONWMUHbI CTEHOK
NI yepes HecKONbKO Mecaues nocne

HeTt cemeiHoro avamuesa FKMN
SKI: BOonbTaMHbie NpusHaku T
IXOKI n MPT: KAP /MK>45 (55) mm;
acummetpuyHas [JIH; OTC < 0,5;
Het NCA MK; cynpadopmanbHas o
JUK (yBenuueHne cHopoCcTH paHHero
Hanonueuua JIK); s'> 10cm/c;

HeT 30H [MHT;

Crpecc-tectbi: VO makc. > 50
majer/mud wan > 120%
oMmuaaemMon; Her HHP;
HOpManbHaa peaxkuwa ALl
YmeublweHme ToAwmHbl creHor JIH
Yyepes HEeCKO/IbKO MecAles nocie

NPEeKpaleHns Harpyskm

NPEeHPaLeHns Harpysuu
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Tabnwuua MN12/I'. OrpaHnyeHns B MeTogax AUarHOCTUKU Npu bepeMeHHOCTH

MeTton OrpanuueHus yVyPp Y1
OKT Her orpannuenuit 1 C
DnekTpo- MoxeT ObITh BBITIOJIHEHO 10 JKU3HEHHO 3 C
¢buznonoruueckoe Ba)KHBIM [MOKa3aHUAM
UCCIIeIOBaHUE
OXOKI" TT-DXOKI — Her orpaHnyeHui 1 C
YII-DXOKI — ecnu TT-DXOKI
HEJI0CTAaTOYHO JUIS MOCTAHOBKH JTUarHo3a
WIH JIeTallu3aluy HapyIIeHUH.
MPT be3 ncnonp30BaHMs KOHTpacTa 2 C
(ramoMHMIT) MOXKET OBITH BBHITIOJTHEHA B
cinydae, eciiu DXOKI' HemocTaTouHO 115t
MOCTAaHOBKU JTMarHo3a
KT/MCKT MoskeT OBITh BBITIOJIHEHA IO KU3HEHHO 3 C
Ba)KHBIM MMOKA3aHUSAM
Pentrenorpadus opraHoB | MoskeT ObITh BBIIIOJHEHA B ClTydae, €Cliu 3 C
TPYAHOMN KIETKU Jpyrye MeTOoIbl 00CIIeIOBaHUS HE MOTYT
OOBSCHUTH T€HE3 OJIBIIIKI

Taonuua MN13/T1.

ynpOI.I.l,EHHaﬂ Mogesib KIMMHNYEeCKUX BapuUaHTOB Te4dYeHuA

YnydweHHyo BEPCTKY oOT http://disuria.ru/ npeacraensiet anteka "CemeriHas" https://anteka-omck.pdp/
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FKMMN
FeHeTHIeckmi AcHmnTomMHan ACHMNTOMHAR
aedexr —p  [OrMNEPTPODHYECKAn ==3p runepTpodUNEecKan CTaams
cragmnn (+/- o6cTpyxuma BT/IK)
o v "
m;om < CumnTOMHan Rinncsauc
runeprpoduueckan =P JUK +svipam.
CrabuneHoe cragua obcrp. BT
TeueHue € ./ obcpykyws BUDK &
— { axnaccuveckuii mopdo- \ 4
GyHKUMOHANBHEIN deHoTHNR ) _)
l & > BCC
+oPn + MILUEeMHA, T
CTeHOKapAnS, l
& UM 2 Tuna 3
HebnaronpuatHoe
MrcyneY + A4 PEMOAENMPOBAHME
v XCH II-IV cr. P e
AnukanoHas — OBAm250% - OBmw<50% (A"""m’ HaA
anespuama /K KypabensHas [ peppaKrepHan a

[Tpunoxenne 12

HIkaabl OIeHKH pUCKa

Tabnuua TM1/T2. LWkana npoOrHo3MpoBaHMA BEPOATHOCTM OOHapyXeHus
reHeTnyeckmx sapuaHToB npu NKKMI1 (agantupoBaHo u3s [170])

Haspanne nHa pycckom s3pike: [llkama npoTHO3WPOBAHMSI BEPOSITHOCTH OOHApPYXKEHUS
resHeTndeckux BapuanToB rpu ['KMII

OpuruHanbHOE Ha3BaHUE (€CIU €CTh): HET

Hcrounuk (opuiuanbHelii cCallT pa3paOOTUMKOB, MyOIMKAIUS C BATHUIAIUCH ):

Ingles J. Non-familial hypertrophic cardiomyopathy prevalence, natural history, and clinical
implications. Circ Cardiovasc. / Ingles J., Burns C., Bagnall R.D. et al. // Genet. 2017:10 [170].

Tun (moaYepKkHyTh):

- IIIKaja OLEHKH

- UHJEKC

- BOIPOCHUK

- Tpyroe (YyTOYHMTB):

Hasnauenue: KIMHUYECKUII WHCTPYMEHT JJIsl MMPOTHO3UPOBAHUS BEPOSTHOCTH OOHAPYXKEHUS
reHeTnueckux BapuanTos npu I'KMII

CopepxaHue (LLabnoH):

Yny4weHHyto BEpCTKy OT http:/disuria.ru/ npeactasnset anteka "CemenHasn" https://anteka-omck.pd/ 101 n3 110
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Ilepemennas bambt
Bospacr, et 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 -4
60-69 -5
70-79 -6
80 -7
JKeHmuHe! -4
ApTepuanbHas THIIEPTEH3US -4
"IBosikoBeInykiast" dopma MXKII (anrm. "reverse curve" 5
COOTHOIIIEHUE TOMIUHEI 1,46
MXII/3CJDK
1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4
Kirou (naTepnperanus):
Cymma OamnoB <= 2 mpecka3bIBaeT HU3KYIO BEPOSTHOCTh OOHAPYKEHHSI T€HETHUYECKUX
BApUAHTOB B MPUYMHHBIX T'e€HaX, HanboJiee pacnpocTpaneHHbIX pu ['KMIT

Tabnuua MN2/T2. HCM Risk-SCD. LUkana oueHkn pucka BCC y nauueHTOB C
FKMI (eBponenckasa mogenb)

HaszBanue Ha pycckom si3bike: HCM Risk-SCD. Illkana ouenku pucka BCC y manueHToB c
I'KMII (eBpomneiickast MOJIEb).

OpurunansHoe Ha3zBanue (ecnu ectb): HCM Risk-SCD

Hctounuk (ouuuanbHelii caiT pa3paboTUMKOB, IMyOIMKaLUs C BaTUAALUeH):

O'Mahony C. A novel clinical risk prediction model for sudden cardiac death in hypertrophic
cardiomyopathy (HCM Risk-SCD). / O'Mahony C., Jichi F., Pavlou M. et al. // Eur Heart J. 2014;
35: 2010-2020 [181].

Liebregts M. Validation of the HCM Risk-SCD model in patients with hypertrophic
cardiomyopathy following alcohol septal ablation / Liebregts M., Faber L., Jensen M.K. et al. //
Europace. 2018; 20(FI2): 198-203 [300].

"Kanbkynstop" Ha caiite http://doc2do.com/hcm/webHCM. html

Tun (moa4epKkHyTH):
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- IIIKaja OLIEHKHU

- UHJEKC

- BOIIPOCHUK

- ipyroe (YyTOUHHUTB):

Haznauenue: KIMHUYECKUII MHCTPYMEHT s nporHo3upoBaHus pucka BCC y manueHToB c
I'KMIL

CopepxaHue (LWAGNoOH):

[Ikana pucka BCC HCM Risk-SCD (eBpomeiickas MOJIeIb)

[TokassiBaer nyumine pe3ynbrathl y mauuentoB 'KMII ¢ Beicokum puckom BCC

Kanbkynsarop S-netnero pucka BCC Ha ocHOBE MOjieNH, B KOTOPOW YUUTHIBAIOTCS
CIIEyIOIIHE TapaMEeTpPhl:

1. Cemeiinas uctopust BCC

2. CHHKOIIBI

3. HYXKT

4. Makc. TomuuHa cteaku JDK

5. Bo3zpacr

6. dnamerp JIII

7. T 8 BTJIXK

[Tapametpsr BHOCsTCS B "Kanbkynarop" Ha caiite http://doc2do.com/hem/webHCM. html

Kirou (naTEpmipeTarus)

UKJI*** mokazaH, eciau puck >= 6%;
NKJ]*** moxeT ObITh pacCMOTpPEH, eciu pUcK >= 4%, Ho < 6%
HUKJI***, kak mpaBuiio, He TTOKa3aH, eciii puck < 4%.

[Hkara HCM Risk-SCD 06bu1a BasimaupoBaHa 11 AllMEHTOB € MPEANISCTBYIOMIEH
penykmueir MOKIT metogom CAA. [175].

Tabnuua MNM3/M2. LWkana oueHkn pucka BCC y nauueHtoB ¢ ['KMI
(amepukaHckas mogensb)

Ha3Banue Ha pycckom ssbike: Illkana ouenku pucka BCC y mammentoB ¢ ['KMII
(amepuKaHCKas MOJICIIb).

OpuruHanbHOE Ha3BaHUE (€CIIU €CTh): HET

Hcrounuk (opuiuanbHelii cCallT pa3pabOTUMKOB, MyOIUKAIUS C BATHUIAIUCH ):

2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
executive summary: a report of the American College of Cardiology Foundation/American Heart
Association Task Force on Practice Guidelines // Circulation. 2011; 124(2): 2761-2796 [3].

Goff Z.D. Sudden death related cardiomyopathies — hypertrophic cardiomyopathy. / Goff
Z.D., Calkins H. // Prog Cardiovasc Dis. 2019; 62(3): 212-216 [121].

Tun (moaYepKHyTH):

- IIIKaJa OII€HKHU

- HHICKC

- BOIIPOCHHUK

- Tpyroe (YyTOYHHTB):
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Haznauenue: KIMHUYECKUII MHCTPYMEHT s NporHo3upoBaHus pucka BCC y nmanueHToB c

I'KMIL

CopepxaHue (LLabnoH):

[kana pucka BCC (amepukaHckast MOJEIb)

®axTopsl pucka BCC

JlokazaHHbIE 1. IlpenotBpaiiennas BCC (BbDKUBIIME NTOCTIE OCTAHOBKHU CepLia
¢akrops! pucka |BcreacTsre OT mnm OXK)
BCC 2. CnonranHas yctoiuuas KT

3. Cemetinas ucropusi BCC Benencreue 'KMIT

4. MakcumanbHas tomuaa creHku JOK >= 30 MM

5. HeoObsicHuMas CMHKOIIA B TEUEHUE MTOCIEIHUX 6 MecC.

6. HYKT >= 3 xomrmuiekcoB

7. HeanexBatHas peakuust A/l Ha Qu3. Harpy3Ky
Moaudukatops 1. Bozpact <30 ner
pucka BCC 2. IHI" mpu MPT

3. Hannuue obctpykiuu BTJDK

4. HeoObsiCHUMBIE CHHKOIIBI B TEUYEHUE MOCIEIHNUX S5 JIET
[Toarpymmst 1. AnukanbsHas aneBpuzma JIK
MaIMEHTOB 2. ®B JDK <50%
BBICOKOT'O PUCKa
BCC

Kntou (MHTepnpeTauuns) K umnnadtauum UKO***:

®daxkropsl pucka BCC (amepukaHckast MOJIEIb) Nmnnantaums | Knace o
UK *** AHA/ACC

[IpenorBpamennas BCC (BbDKHBIIHE IMOCTIE OCTAHOBKH MoKa3zaHa |
cepaua Beneactue KT umu OXK)
Cunkona, BpI3BaHHAs clIOHTaHHOM ycroiuuBoy KT win MOKa3aHa I
remMouHamuuecku 3Hauumast KT
Hanuuue xots 661 1 u3 cnenyromux GpaxTopos: [IOKa3aHa lla

1. Cemeitnas uctropust BCC Bcnenctsue ' KMII

2. HeoObsicHUMas CHHKOMA B TE€YSHHE MOCIETHUX 6
Mec.

3. Makc. tomuuna crernku JOK >= 30 mm
Cnonrannas HYKT + MoKa3aHa Ila
x0Ts1 Obl 1 U3 pakTopoB-MOAM(PUKATOPOB pHCKA UIH
MAaIMEeHT BXOUT B TPYIITY BeICOKOTO pricka BCC
HeanexBatHas peakuus Al Ha ¢pu3. Harpy3Ky + MoKaszaHa Ila
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x0Ts1 ObI 1 U3 pakTopoB-MOAM(PUKATOPOB pHCKA UITH
MALUEHT BXOAUT B IpyIIly Beicokoro pucka BCC

Crniontannast HYXKT win HeanekBatHas peakuus A/l Ha Paccmotpers b
¢bu3. Harpy3Ky 0e3 JOMOTHUTEILHBIX (PAKTOPOB PHUCKA BO3MOJKHOCTh

BersBieHHas MyTanys acCOMUPOBAHA C BBICOKUM PUCKOM | PaccMoTpeTs Il
BCC, 6e3 npyrux akropos pucka BCC BO3MOJKHOCTh

Tab6nuua MN4/r2. CHA2DS2-VASc. LWlkana oueHKNn pucka TpoM603IMbonmnyeckmx
OCJOXHEHUN Yy NaumneHToB ¢ hubpunnauunen/TpenetaHuem npeacepaum

Hazanune nHa  pycckom  s3eike:  CHA2DS2-VASc. Ilkama  omeHku — pucKa
TpOoMO03MOO0JINYECKUX OCIIOKHEHUH y TAIUEHTOB ¢ GUOPMILIALIMEN/TpeneTaHueM Npeacepauii

OpurunnansHoe HazBanue (ecmu ectb): CHA2DS2-VASC

Hcrounnk (opuumanbHblii caiT pazpaboTunkoB, myonukanus ¢ Baiauaauuei): Olesen, Jonas
Bjerring, et al. Validation of risk stratification schemes for predicting stroke and thromboembolism
in patients with atrial fibrillation: nationwide cohort study. Bmj 342 (2011): d124 [438].

Tun (moaYepKkHyTh):

- IIKaIa OIEHKU

- HHJIEKC

- BOIIPOCHHK

- npyroe (YyTOYHHTH):

Ha3naueHue: KIMHMYECKUI HWHCTPYMEHT JJs IPOrHO3MPOBAHMUS pPHUCKA HIIEMHYECKOTO
WHCYJIBTa B CHCTEMHOTO TPOMO03MO0IM3Ma TIpH (GHUOPHUIUISIIIUHN TIPEICEPAUMA

CopepxaHue (LabnoH):

®dakTop pucka bamnbt
HNHCynbT, TpaH3UTOpHAS UIIIEMUYECKAs aTaKa WM apTepHaIbHAs 2
TpoMO0IMOO0JIHSI B aHAMHE3E
Bo3spact >= 75 ner 2
ApTepuanbHas TUIIEPTEH3US 1
CaxapHblii 11adeT 1

3acroitHas cepaeuHas HenpocTarouHOCTh/Aucynkuus JOK (B wactnoctu, OB |1
<= 40%)

Cocyauctoe 3abosneBanue (MH(pApKT MUOKap/ia B aHAMHE3E, 1
nepudepuyeckuii aTepocKiIepo3, aTepOCKIepOTHYECKUE OJISIIKY B a0pTe)

Bo3spact 65-74 roga 1

JKenckuit mox 1

Kntou (uHTepnpeTauums):
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CymMa 6aiioB 1o mkasie OxuiaemMasi 4acToTa MHCYJIBTOB 32 TOJ
CHA2DS2-VASc

0 0%

1 1,3%

2 2,2%

3 3,2%

4 4,0%
6,7%

6 9,8%

7 9,6%

8 6,7%

9 15,2%

Ta6nuua MN5/I2. HAS-BLED. LLikana oueHKM pucka KpoBOTEYEHUA

HazBanue Ha pycckowm si3eike: HAS-BLED. Illkana oreHku prcka O0JIBIIOTO KPOBOTEUYCHHS B
TeueHWe 1 TOMa y TWAaIlMEHTOB ¢ (QUOpWIUIIIUEH/TpeneTaHueM TMpeAcCepaui, MOTyqaronIuX
AQHTUKOATYJSTHTHYIO TEPANHUIO B COUETAHUU C MHTHOUTOPAMU arperaiy TPOMOOIIMTOB WK 0e3.

OpwurunanpHoe Ha3Banue (ecim ectb): HAS-BLED

Hcrounuk (opuimanbHbIi CAalT pa3pabOTUUKOB, MyOJUKAIUS C BaJIUIAIIACH ):

Pisters R., Lane D.A., Nieuwlaat R., de VVos C.B., Crijns H.J., Lip G.Y. 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 Nov; 138(5): 1093-100 [368].

Lip G.Y., Frison L., Halperin J.L., Lane D.A. 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 Jan 11; 57(2): 173-80
[439].

Tun (Moa4epKHYTh):

- [IKaJa OII€HKHU

- UHJEKC

- BOIIPOCHHUK

- Tpyroe (YyTOYHMTB):

Ha3nauenue: KJIIMHUYECKUI HHCTPYMCHT  UIA ITPOTHO3UPOBAHUA  pHUCKaA 0O0JIBIIIOTO
KPOBOTCUCHU B TCUCHHUC 1 roaa

CopepxaHue (wabnoH):

byksa ®dakTop pucka baer

H ApTtepuasibHas TUNIEPTEH3U 1
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A Hapymenne GpyHKIMM IEYEHN UITH TOYEK 1 nmm 2

S WNucynsT B aHaMHE3e 1

B KpoBoreuenus B anamHese 1

L Jlabunbrocts MHO 1

E Bo3spact (>= 65 ner) 1

D 3noynoTrpebiieHue aJIKOToJIeM WM MIperapaTamMH, 1 umm 2

MOBBIIAIONIIMH PHCK KPOBOTEUYECHUI
Kntou (MHTepnpeTauus):
CymMa 6ajuioB 1o IIKasie Puck Gosbiioro kpoBoteueHus B TeueHue 1 roga
HAS-BLED
1-2 Huskuit puck kpoBoTEUEHUS
>=3 BrIcOKM prCK KpOBOTEUEHUS
ITpunoxenune I'3
HNubie
Ta6bnuua MN1/I'3. MonekynapHbii natoreHes ceHokonun FKMI
Ho3zonorus MonekynsipHbli TaToreHes
(benokornus ['KMIT)

AL-amunonnos [Ipu AL-amunono3e KJIOH MaJIMTHU3UPOBAHHBIX IJIA3MATUYECKUX
KJIETOK CHHTE3UPYeT B OOJBIIIOM KOJIMYECTBE JIETKHE 1IN (Kanmna
WK 15M0/1a) IMMYHOTJIOOYTMHOB. YBETUYEHUE KOHIIEHTPAIIUU
Oenka-mpeIIeCTBeHHUKA BBIIIE HEKOTOPOTO OPOTOBOTO 3HAUCHUS
MO’KET aBTOMAaTUYECKU MPUBOAUTH K Havany puoOpuiioreHesa u
OTJIOKEHHUIO aMuiiona B Tkausx. [Ipu atom B 5% cinyyaeB
JTUMArHOCTHPYIOT MPEUMYIIECTBEHHOE MTOPaXKEHHE cepaia
aMHJIOUI030M.

HenacnencrBeHHsli B ocHOBe MoIEKyIsIpPHOTO MaTOreHe3a HeHACIeICTBEHHOTO 1

(WtATTP) HACJIEICTBEHHOTO TPAHCTUPETUHOBOTO aMUJION 1032 JIeXKaT

1 HacJeJICTBeHHBIH KOH(pOPMALMOHHBIE U3MEHEHHUS U JIECTaOMIN3aIHs TeTpamepa

(MtATTP) TpaHCTHpeTHHA. JlecTabmin3aius TpaHCTUPETHHA TIPUBOJNT K

TPAHCTUPETHUHOBBIN HenpaBWIbHOMY (DOJITUHTY Oeika U arperaluy BapuaHTHBIX

aMHJION]I03 MOHOMEPOB TPAHCTUPETHHA C 00PA30BaHUEM TOKCHYHBIX
MIPOMEKYTOUHBIX AMUJIOUOT€HHBIX MPOIYKTOB M AMUJIOMTHBIX
¢bubpui.
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OTH MEXaHMU3MBI MOTYT HapylIaThcs ¢ BO3PACTOM, YTO OOBICHSET
TOBBIICHUC PUCKA PAa3BUTUA HCMYTAHTHOTI'O TPAHCTUPCTUHOBOI'O
amunonosa (WtATTP) y nui moxuinoro u crapueckoro Bo3pacra.

HacnencrBennsiii ATTR yaiie BctpedaeTcst B 3HAEMUYHBIX IS
aToro 3aboeBanus pernoHax. Hamboiiee 4acTbie reHETUYECKUE
BapuaHThl: Val30Met-ATTR, co cMemanHON CUMIITOMATHKOM
(HeBpoJiorMUecKas ¥ KapAHOoMmaTuiecKasi) ¢ mo3JHUM J1e0I0TOM U
He-Val30Met-ATTR, kapauomMuonaTiueckuii BApHaHT
3aboneBanus. VI3BeCTHBI MyTalliu, BHI3BIBAIOIINE CEMEMHBIC U
criopaauueckue GopMbl 3a00JIeBaHMS, KOTOPHIE ACCOIIUAPOBAHBI C

MIPEeUMYIIIECTBEHHBIM NOpakeHneM cepaua (Harnpumep, Vall22lle,
Ile68Leu, Thr60Ala, LeulllMet).

bonesns Annepcona-
Dabpu

Myranus B rene GLA (onucano 6omnee 400), konupyroiiem

depmenr a-ranakrosumaasy A (4 -Gal A) npusoaut k
SHAYUTCIbHOMY CHUXXCHUIO AKTUBHOCTHU (bepMeHTa, BOBJICUCHHOT'O
B MeTab0IM3M CPUHTOTIIMKOJIUIIHIOB. ITO MPUBOIUT K
HaKOIUIEHUIO HETUAPOJIM30BaHHOTO cyOcTpaTa OI0KUpOBAaHHOM
(hepMEHTHOH peakIuy U COMTPOBOKIACTCS YBEIIMICHUEM YHCIIa
JM30COM B KIIETKaX, HAPYIICHUEM HOPMAIBHOTO
(YHKIIMOHUPOBAHUS 3TUX KJIETOK M UX THOEIbIO.

HacnencrBenunie
cunzpomsl ¢ 'KMII y
MTOJJPOCTKOB U
MOJIOJIBIX B3POCIBIX,
CBsI3aHHEIC C

MyTalUsIMH B F€HE
PRKAG2

PRKAG?2 xomupyer tAM®D-akTuBHpyEMYIO MPOTEUHKUHA3Y- Y.
JlaHHblit 6€eNoK ornpeaessieT BHYTPUKICTOUHYIO aKKYMYJISIIUIO
[JIMKOT€HA U HapYIIEHUs ero (PyHKIIUU MOTYT IPUBOJIUTH K
MICEBIOTUNIEPTPOPHUH KAPIUOMHUOIUTOB U 33JI€P’KKE WHBOIIOLUH
SMOpPHOHANIBHBIX TPOBOASIINX ITyTeH B MUOKap/eE.

[Tpu sTom HabmromaeTcs yactoe coueranue ' KMII u curapoma
Bonbda-Tlapkuncona-VYaiira.

bonesns Jlanona

MonexkynsapHbIi MEXaHU3M pa3BUTHUs 00JIe3HH J[aHOHA OCHOBaH Ha
nedexre B LAMP-2 Genke, KOTOPBINA OTIOCpEyeT HaKOTUICHHUE
TJIMKOTEeHA B KapAMOMHOIIMTAX M MPUBOIUT K IICEBIOTUNEPTPOPUN
muokapa. Korja cymiectByer reHeTHUeCKU 00yCIIOBICHHBIN
nepunut 6enka LAMP2 Habmromaercs HenpaBwIbHAsS
ayrodaruueckas gerpananus 6enkoB. Ayrodarnueckas
AKTHUBHOCTH CBsI3aHA C MMATOI€HE30M Pa3HOOOpa3HBIX O0JIC3HEH.
CymiecTByeT MHEHHE, 4TO O0sie3Hb JJlaHOoHa 00ycoBiIeHA
HACJIEJICTBEHHBIMU HApPYIICHUSMU Ipoliecca ayTodaruu.

Arakcus @punpeiixa

MomnekyisapHbII aToreHes arakcuu @puapenxa 10 cux 1nop
SABJIIETCA TPEAMETOM JUCcKyccuid. OHAaKO Ha HACTOALUIUNA MOMEHT
YCTaHOBJIEHO y4acTHe Oenika (hpaTakCuHa B MOAJEPKAHUN
roMeocTasa »xeJes3a B KJIETKE U TO, UTO €r0 HEJI0CTaTOYHOCTh
IPUBOJUT K MHOXKECTBEHHOMY (PepMEHTHOMY J1e(DULIUTY,
MUTOXOHAPHAIEHONW AUCHYHKINU U OKUCIUTEIBHOMY
MIOBPEXKACHUIO.

RASomatun

MYTaI_[I/II/I B I'CHAX, KOANPYIOMIUX KOMIIOHCHTLI U PCTYJIIATOPBL
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(cunzpom Hynan

RAS/MAPC curnansnoro mytd (RAS/MuToreH-akTuBupyemast

u cugapom LEOPARD) | mpoTenHKkrHa3a) BbI3bIBAIOT MHOKECTBEHHBIE HACIIEICTBEHHBIE

nopoku pa3Butus. RAS/MAPC curnanbHblii yTh OTBETCTBEHEH 32
nposudepanuto, uphepeHIUPOBKY, CTAPSHHUE U A0 TO3 KIETOK
¥ 00€ecIeunBaronIe STHM HOPMAIILHOE PAa3BUTHE KIETOK M TKAHEH
OpraHu3Ma B II€JIOM B SMOPHOHAJIFHOM M IOCTHATATHEHOM
nepuoiax.

Ta6nuua N2/T'3. MopdodyHKuMoHanbHbIe peHoTUNLI Npy TKMI

MopdodyHKITHOHATHHBIHI Ornucanue
(dbenoTumn
l'uneptpoduyeckuii VYmMmensuenssiii JOK, acummerpuuanas ['JDK

("xmaccuueckuii')

(runeptpodust MXKII), o6ctpykus BTJDK

CMenranHbIi
(rurrepTpodus + aUIATAIIHS)

Hunarannonnas craaus [’ KMII, ymeHblieHue creneHu
runeprpoduu ("Beiropanue”),
yMeHbIIeHne/ncuesnoperue ooctpykunu BTIDK.

B munaranmonnoi craauu npu ['KMII crenens
JUIIaTaIy, Kak MpaBHIo, He ObIBAET OOJIBIITON.

CwmermaHHbINI
(rumeptpodus + pECTPUKITNS)

Bripaxkennas nunatanus npeacepanil, peCTPUKTUBHBIN
tun HaronHeHus JOK. MoxeT ObITh TpH MaJICHBKOM
JK

CwmemaHHbIN
(rumeptpodus + pecTpUKIUs +
JTAJTATAIIHS )

Hunarannonnas craaus [ KMII. Beipaxxennast
JUIaTamys Ipeacepanii, peCTPUKTUBHBIA THIT
HanoHeHus JDK, yMeHbIIeHUe cTeneHy TunepTpoduu,
nunatupoBaHHbii JDK

Tabnuua M3/I3. OcHOBHbIe MeponpUATUA NO NpPodUNaKTUKe OCIIOXKHEHUN Y

nauueHToB ¢ F’KMN

Cumnrom/ociioxuaenue ' KMIT

[IpodunakTuyeckue MeponpusTUs

[IporpeccupoBanue I'JIOK

AnexBatHoe nedenne ['KMII, o6ctpykunu
BTJIX Bxitouas papmakoTepanuro,
SHIOBACKYJISIPHOE U XUPYPTUUYECKOE.

[Ipu conmyrcTBytromeit Al' — runoTeH3nBHast
Tepanus.

H306eraTh BBICOKOMHTEHCHBHBIX (I)I/I3I/I"IeCKI/IX
HAarpy3okK u CriopTa.

BCC u xxu3Heyrpoxaromye HapyleHus

puT™Ma

[lepBuunast u BTopruHas npogpuinaxkruka BCC —
cMm. pazzaen "Crpatudukanus pucka BCC"
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XCH, pa3Butue quiaTaiuoHHo# cragun | AnekBatHoe jeueHue I'KMII, cBoeBpemMenHOE

I TIPUCOEIUHEHUS PECTPUKTUBHOTO BEISIBIICHHE U JieueHue ooctpykimu BTIDK.

¢benotuna [Ipu conyrcrBytomeit UbC u Al — anexkBatHoe
JIEYEHUeE.

TpomO03MO0IMUECKIE OCTIOKHEHHS Y 10 OOIIMM MPUHIUIIAM TPOMOOTIPOPUITAKTHKH

nanueHToB ¢ PII npu @I (cm. pexkomennanuu no seyeruro OII)

WHbeKMOoHHBINA SHIOKAPANUT AHTHOMOTHKOTIPOPHUIAKTHKA PEKOMEHIYETCS

TOJIBKO MEPE MPOLEeaypaMu BBICOKOTO PUCKa
naurentam ¢ 'KMII u npoTte3amu kiianaHoB
cepaua, BpOXKJIECHHBIM MOPOKOM CEp/Ila WA
€CJIM TIAITUEHT paHee MEePEeHOCUIT UH(PEKIIMOHHBIHN
SHIOKAPAUT (CM. COOTBETCTBYIOIINE
PEKOMEH/IallNH ).

VY nanueHToB ¢ UMILUIaHTUPOBaHHBIM MKJ[***
npodunakTuka HHPEKINOHHOTO SHAOKAPAUTA —
no pexomenanusiM ESC o
aneKkTpokapanoctTuMyssinuu 2013 r.

Hogeie, nuznannsie B 2020-2021 rr. u odunmansHo yrBepka¢HHbIe Mun3apaBoM PO,
KIIMHUYECKHe peKOMEeHAalNuU (pyKOBOJICTBA, MPOTOKOJIbI JICYEHHS) — HA HAILIEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau rie-To keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
MTOMOJKET BaM OBICTPO MEPEHTH 1O CChUIKE C OyMaXKHOM KOTIMU — B HEM HAXOJUTCS ATa CChLIKA.
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