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TepvuHbI H onpeae/eHHs

Ianeprpoduyueckas kapanomuonarus (TKMII) — reneruueckn o6yclIoBieHHOE
3aboJieBaHHE MHOKap/Ia, XapakTepu3ylomeecs runeprpodueii Muokapaa neoro (y jereif -
Gonee IBYX CTaHIAPTHBIX OTKIOHEHHH (Z-score, Wi Z-(hakropa), y B3pOCIBIX - Oonee 1,5
CM) W/MIM IpPaBOrO IKeNyAOuYKa, dalle aCHMMMETPHYHOTO XapakTepa 3a CYeT
NPCHMYINCCTBEHHOTO  YTOJIIEHUS MEXOKENY/IOUKOBOH IIEPErOpoiKH, HE CBS3aHHOE ¢
MOBBILICHUEM IIOCTHATPY3KH HAa MHOKApJ, KJIANAHHOH NAaTONIOTHEH, IMOpOKaMH cepila U
AHOMAIHSIMH KOPOHAPHBIX apTepHii.

OGerpyxTuBHan runeprpoduueckass kapauomuonatus (OTKMII) — dopma
I'KMII, conposoxaaromascs HapylleHHEM BHYTPHCEPACYHOH TeMOJUHAMHKH B BHJE
NPENATCTBHA CHCTONIMYeCKOMY H3rHaHuio u3 JDK w/mnu mpasoro xemymouxa (I1K), yro
MIPUBOJIMT K YBEJIIMICHUIO TpajiienTa aasinenus (I'J) B BeixogHoM Tpakre jeoro u/umm [DK
xenynouka (BTJDK; BTITK).

I'JIZK BTOpu4HOro remesa — yHHBepcalbHas KOMIICHCATOPHO-IPUCIIOCOBHTE bHAS
PEaKIU B OTBET HA U3BECTHEIM NeMO/IMHAMHYUECKHH HITH IpYyroi (pakTop.

Horuneprpoduyeckas cragus FKMII — stan B pasButHH 3a0oJieBanus, Ipu
KOTOPOM OTCYTCTBYIOT NpPH3HAKH THIIEPTPOPHHM MHOKAapJa, OINpeJelseMble C MOMOIIBIO
BU3YAITH3UPYIOIIHX METOIHK.

Cybxiannnyeckas cragqus TKMIT — stan B passuTuu 3a6071€BaHus, IPH KOTOPOM
HET KIIMHUYeCKON CUMIITOMATHKH, XapaktepHoii mis [TKMIT.

I'enorun  (+)/deHorunmn (-) —  HOCHTENH  IATOJOTHYECKOIL MYTalllH,
acconuunpoBanHoi ¢ ['KMII, noruneprpodudeckoii u cybxknuaudeckoi crampusmu I KMIL.

BospacrsaBucHMas TNeHeTPAHTHOCTH — YBEIHUYCHHE YACTOTHI BBISBICHHS
eroTunmyeckux npusnaxkos I'KMII, onpezenseMbIX ¢ IOMOIIBIO PYTHHHBIX METO/IOB (OKT,
OXOKI'), cpenu HOcHTeNell IIATOreHHEIX IeHETUYECKUX BAPHAHTOB 110 Me€pe TOBBIICHHS
BO3pacTa.

Buesannas cepmeunas cmepts (BCC) — HeHacuibCTBEeHHas, o0ycrnoBreHHas
3a00JeBaHUAME Ceplllla CcMepTh, MaHH(ECTHPOBAaHHAS BHE3ANHOH IIOTepeil CO3HAHHS B
TEYEHHE MEPBOr0 Yaca ¢ MOMEHTA MOSBJICHHSI OCTPBIX CHMIITOMOB.

Crpatnduxanus pucka BCC — ompejeneHHe HE3aBHCHMBIX IIPEIUKTOPOB,
OINpPENCNIAIOMUX BEPOATHOCTL pucka BCC y manmeHTOB ¢ oOmpeneneHHON cepredHo-
cocyaucTor matonoruei. [llkana pucka BCC npu 'KMIT (HCM Risk—SCD) ucnons3yercst

B Ka4yecTBe MeTo/a oneHKH pucka BCC: Hu3kuii, cpeHUH, BRICOKHIA.
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Ilepenne-cucToMueckoe JBHKEHHE CTBOPOK MHTPAJLHOr0 KIANAHA —
asmxenne ctBopok MK B cucromy k MIKII BrnoTs 1o xacamust (MUTpaIbHO-CENTANBHEIH
KOHTAaKT), Y4acTBYIOIWMi B cosfanud obctpykuuu BTIDK. AHRIIOS3BMHBIH TepMHH —

systolic anterior motion syndrome (SAM-syndrome).

bazanbnas obcrpykuus (o6erpykuuss B BTJIJK) — npensrctsue Ha yposHe
BTJDK cucronnyeckomy msrganuro uz JDK.

Cpennexeny104KoBas 06cTpyKIMs — IPEISITCTBHE CHCTOIMIECKOMY KPOBOTOKY B
cpenneit yactu nonoctu JIK, Ha ypoBHe cpemunnbix cermenTon JDK.

«Kunacenueckuii gpenorum» I'KMIT — mopdodyaxumonansupiii Gpenorun TKMIT,
Ipu KOTOpoM codeTatorest acummerpuynas ['JDK (runeprpodus MIXKII), ymeHbIneHHBIH
pasmep nonoctd JOK u oberpykuus BTJDK.

JlarenTHasn 06¢Tpy KM — reMoHHaMuYecKas popma o6cTpykTuBHOM IT'KMIT, npu
KOTOPO#i NPENATCTBAE CHCTOIMYECKOMY H3rHaHHIO u3 JDK BO3HHMKAET TONBKO TIPH HArpy3ke
HJIH TIPOBOKAIIMOHHBIX IIpobax (oprocraTuyeckas mpoba).

Hebnaronpustnoe pemonennpoBanue (auri. adverse remodeling) — duHanbHAsS
CTaqus aJanTHBHBIX W JIe33/[alTHBHBIX H3MEHEHHH B INOpakeHHOM oprame. [lpu sTom
Hal/IOaroTCs «CMeIanHbIe» MOPHOdYHKIMOHATbHBIE (EHOTUITEl — rHNepTpodHIecKuii +
AUNATAHOHHBIA, THNEPTPO(YHYECKH + PECTPUKTHBHEIA, M, KaK NpaBHIO, yMEHBIICHHE

CTelleHH runepTpodum.

Pacmupennas (centanbHas) MHOdKTOMHSI (HCCEYEHHE TI'MIIEPTPOMHPOBAHHOMN
MBIIIEYHOH TKAHH B COYCTAHHUH C IJIACTHKOH BEIXOTHBIX OT/EIIOB 000HX JKEJY I0YKOB CEP/IIIA)
— omepanus, Birovaromas pesekuuo MIXKII B Gonbinem oOwveme, ueMm mpu cenTaibHOM
MHOSKTOMHM 10  A.Morrow, MOOMIHM3aIMIO M PE3EKUMI0 THIEPTPOYHPOBAHHBIX
NanMJUISIPHBIX MBI ¥ THIEPTPO(HPOBAHHBIX MBIIIEYHBIX TpabeKkysn (anmHKaabHO-
0a3allbHOTO MEIIIEYHOTO My4Ka).

Mccedyenne  30HBI  aCHMMETPHYHOM  THUIEpTpo@HM ¢ MCIIOJB30OBAHHEM
4pe3a0pTalbHOrO JocTya — Xupyprudeckoe (CMD, PMO) umu snjoeackyisipaoe (CAA)
BO3JIEHCTBHE 110 YMEHBIEHHIO Tomuasl MXKII.

CexBennpoBaHue HOBOTO MOKOJIEHH - PACITH(POBKA CTPYKTYPhI AECATKOB U COTEH
I'€HOB, OIpefelisiemMas 0JJHOMOMEHTHO.

Hcceyenne MbIIIEUHOM TKAHH CepJILia — OIMEPAIHs PE3EKIIMH MHOKap/Ia B 0a3aIbHbIX

cermenTax MOKTI.




Yposenn nocropepuoeTH gokasarenbers (YJI) — cTeneHs yBepeHHOCTH B TOM,
YTO HaHJeHHBIH J(Q(EeKT OT NpUMEHeHHs MEIUIMHCKOIO BMEIIATENLCTBA SBISETCS
0JIarOnpHATHEIM.

YpoBenr yGeaurennnoctu pexomenmaumii (YYP) — creneHp yBepeHHOCTH B
MocToBEpHOCTH 3(deKkTa BMEWATENECTBA W B TOM, YTO CJIEJ0BAHHE PEKOMEHIALHSIM
IPUHECET GOIbIIE IOJB3bI, YeM BPE/Ia B KOHKPETHOH CHTYAIHH.

@enokommun T'KMII — 3afomeBanume ¢  W3BECTHBIM 3THOTIATOI'EHE30OM,
¢enotunuvecku moxoxee Ha I'KMIT.

Denomen «disarray» — OecropsI0YHOE pACIIONIOKEHHE KapAHOMHOLMTOR W

MEIIIEYHBIX BOJIOKOH.




1. KpaTkas nadgopmanus no 3a6o/eBaHHIO HIH COCTOSIHHIO (Tpymime
3a00J1eBaHU I

HJIH COCTOSTHH)

1.1 Omnpenenenue 3a00/1eBaHAS HJIM COCTOSIHHS (rpynnbl 3a00/0eBAHHH HIH

COCTOSIHHIH)

I'uneprpoduueckas kapmuomuonatus ('KMIT) — renetuuecku 06ycIOBIEHHOE

3a0oJieBaHHE MUOKAp/Ia, XapaKTepu3yroleecs runepTpodueil Maokapa IeBoro (y B3pOCIIbIX
-Oonee 1,5 cm, y nerel - Gomee ABYX CTaHIApPTHBIX OTKIOHEHWH (Z)) W/MiM mpaBoro
HEJTy/ZI0UKa, Yallle aCHMMETPHYHOIO XapaKTepa 3a CYeT MPEeHMYIIECTBEHHOTO YTOJIIIEHMS
MENOKEITY IOUKOBO# ITEPErOPOIKH, HE CBS3aHHOE C IOBLIEHHEM IIOCTHAIPY3KH Ha MHOKapI,
KJIalaHHOM MATOJIOTHEH, OPOKaMH cepAlia M aHOMAIIMSIMH KOPOHAPHBIX apTepHii.

Kommentapuii. B demcxoi nonynayuu Gonvnvix I'KMIT umeiomes ocobennocmu
amuonoeul, namozenesa, ouaenocmuxu u nevenuss ['KMII, kxomopuie ne nosgonaiom 6
OMHOULEHUY OAHHO20 3aD0Ne6AHUA PACCMAMPUBAb PeOEHKA KAK «MAIEHbKO20 63POCNI020,
nepernocsi  Ha neeo ece Hioancel IKMII, umelowuecs y 63pocavix  GONbHbIX
[28,19,64,102,104,115,118,140,141,148].

Ocobennocmamu demckozo 6ospacma, npumenumensio k I'KMII, sensiomes:
- 3HauumenvbHo OGoivwas npedcmasnennocmo penoxonuii T'KMII no cpasnenuio co
g3pocnuimu 6oneHvimMu (00 30%)
- Oonee evicoxas cmepmuocme Oemei ¢ ITKMII, no cpasnenuio ¢ 63pocnoii nonyiayuei
bonvubix: Ha nepeom 200y dcusnu ymupaem 10% Gonvnvix ¢ TKMII, cmepmuocms om ecex
npuyun y demeui ¢ I'KMII mooicem docmuzams 7% 6 200. Ocobenno 6bicoxas cMepmmocnib
nabniooaemes 'y Oemeti ¢ genoxonusmu T'KMII, umo npusodum K crudicenuio
npeocmasnennocmu gernoxonuti ¢ 30% y demeii oo 10% y e3pocnvix;
- «Koneepcusy henomuna ¢ 603pacmom y demeii: He 6ce20a GHecepPOCUHbIE NPOSGICHUS Y
oemeii ¢ I'KMII 6o3nuxarom napanneivHo ¢ nopajicenuem cepoya (OHu MO2ym onepesicams
cepoeynble NPOAGIEHUS UIU HA0BOPOM — HABIOOAMBCSL OMCPOHEHO,
- ocobenHocmu nevenus: Ona Oemeti xapaxmepwvl ocobeHHocmu memabonusma bema-
aopenobnokamopos, wmo mpebyem 601ee GHUMAMENLHO20 MUMPOGAHUS 003bl NPENAPAMa

01 0OCMuUdICeHUS Mepanesmuyeckozo sggexma.
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1.2 DTHOoJIOrHs H NATOreHes 3a00JIeBaHHA WIH cCOCTOSIHU (rpyImbl 3260 1eBanuii

HJIH COCTOSIHHIT)

Aruosorus 'KMII [8,28,44,107,111,115,118,140,141,148]

['uneprpouyeckas KapaHOMHONATHS SBISETCH TSIKEBIM  MHBATHIH3HPYIOMUM
3a00/IcBAHMEM M HMeeT HeOJarompusTHBIA Ul JKM3HM IIporHo3. [lofaBisioniee
OONBIIMHCTBO TUNEPTPOGHICCKUX KapAHOMHONATHH MMEIOT TeHETHYECKYIO 3THOJOTHIO —
3TO camas 4acTO BCTPEYAIOLIAsCs HACEICTBEHHAs KapauoMuonatus. UneHTupuiupoBassl
Gonee 20 NPUYUMHHBIX F'€HOB, CBA3aHHBIX ¢ pa3BuTHeM ' KMIL. BonbIIMHCTBO reHeTHIECKHX
HCCIIEIOBAHUM CBA3BIBAKOT MMIEPTPOPHUECKYIO KapAMOMHOIIATHIO ¢ MYTAI[UAMH 23 TEHOB,
KOJMPYIOIIKX CapKOMepHEIe OENIKH, W3 HUX Yallle BEIABISIOTCS MyTaluH B 11 reHax, B ToM
uicie renax B-muosuna, MuosuH-cBs3bIBatonero 6enka C, cepaeunoro tpononuna T, C u I,
0-TPOIIOMMO3WHA, JIETKUX uened Muo3uHa. Haumbonee wacro mnpu runeprpoduueckoit
KapIuOMHONATHH WieHTHQuIupyioT MyTanuu renos MYBPC3 u MYH7, xomupyromux
MHO3HH-CBsI3bIBarOIIHi 6enok C u 6enok TsokENoit renu B-MHO3MHA, HA UX J0JIO Y B3POCIBIX
OonmeHbIX npuxoautes 20-40% u 20-45% MyTaiuii COOTBETCTBEHHO.

Y nereit B atuonoruu I'KMII oxono 30% ciiyyaer CBs3aHBI ¢ CHHAPOMAJLHBIMH,
MeTab0IMYECKHMH, HEPBHO-MBIIIEYHBIMH H METOXOHIPHAIBHBIMH 3a001eBaHusaMu. Bee ot
Cliydan JI0 YTOUHCHHS J[HarfHo3a paccMarpuBaroTcs y Jered B pamkax ['KMII
[3.4,6,11,12,23,34,43,76,92,95,96,119,126,140,143]. D10 NpOMCXOAMT HOTOMY, YTO TPH
NEPBUYHOM M JIa)Ke NPU ITOBTOPHBIX TOCIHTAIH3ANAX Y JleTeil OMHO3HAYHO PAa3sTPaAHHYUTh
usomupoBanuyo 'KMII ot denoxonuit ['KMII ToabKO MO KIMHHYECKHM IIPOSABICHHAM H
11ab0paTOPHO-UHCTPYMEHTATBEHBIM METOJaM HCCIIEJOBAHUS HE BCErJa IpeicTaBIACTCS
BO3MOXHBIM. OKOHYaTeNbHO BONPOC pelIaeTcss 0pPH  IOATBEPIKACHHHM  JIHArHO3a
TEHETHYSCKMMH METONaMH HCCIIE0BAHUSA, KOTOPbIE TPeOYIOT 3HAYHTENLHOTO BPEMEHH M
3aTpar Ha mpoBeleHue. Hepenko Bo3HUKaeT HEOOXOTHUMOCTh MPOBEIEHHS TOMOIHHTEILHBIX
TEHETHYECKUX MCCIIEIOBAHUHN ISl BATHIAINN JaHHBIX.

DNUIEMUONIOTHYECKHE  HCCIENOBAHUsS  I[10KA3bIBAIOT, YTO, XOTH  IIPUYHHBI
KapIHOMHOIIATHH y JieTeil Ooyee pa3HOOOpa3HBI, YeM Yy B3POCIBIX, TEHBI, KOIAMPYIOIIHE
CapKOMEpHBIE, IIUTOCKEJIETHBIE HITH IECMOCOMHEIE GEJIKH, OCTAFOTCSI OCHOBHEIMH IIPUYMHAMHU
KapIHOMHOIIATHH B II0OO0M Bo3pacTe. J[eTH ¢ BpoXK/IeHHBIMH HapyIIEHAAMH 0OMEHA BEIIECTB
U CHHJIPOMA@JIBHBIMH IIOPOKAMH pa3BUTHS, HMEIOT 3HAUHTENIBHO XYIIMA IPOTHO3 B

oTHOIICHHH pasBuTHsi CH, YeM MalMeHTHl ¢ NPHYMHHBIMH MYTAlUsMH B CaAPKOMEPHBIX

Oenkax. [3,4,6,11,12,23,34,43,76,92,95,96,119,126,140,143]. Ha pmomo mnaTroreHHBIX
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BapuanToB B renax MYH7 u MYBPC3 npuxonuTcs 0koI10 IOJTOBHHEI BCeX CIIyYaeB Pa3BUTHS
I'KMII y B3pocieix u nereit crapirero Bo3pacta, MaHH(peCTAIHS KIIMHHYECKHX MPOSBICHUN
BO3MO3KHA B 1000M Bo3pacTte. OJHAKO HAYall0 KIHHHYeCKUX mpossnennii 'KMII B netckom
U IMOJPOCTKOBOM BO3paCTe 4Yallle acCOLMHPOBAHO C ceMeWHoW (Gopmoii 3aboneBanus u
COIPOBOKIAETCs OOJIEE TAKEITBIM TCUCHHEM.

Myrauuu B rene TNNT2 conpoBoxaaroTcst GOJIBIIMM PHCKOM Pa3BUTHS CHHIPOMA
BCC, He cMOTpst Ha OTCYTCTBHE 9KCTPEMATLHOTO yBennueHus Tommuasr MOKTT.

Onucansr caydan (5-9%), xorma 'KMII paseusaercs na Qone 2, 3 u Gomee
NIaTOreHHBIX BapHaHTOB. bojee yacTo nogoOHbIE MHOKECTBEHHBIE MYTAIlHH BBISBIIAIOTCS B
reHax, KOJUPYIOLIUX CHHTE3 capKoMepHbIX OenkoB. Hamuuwme xoMmMOWHAIMM MAaTOreHHBIX
BapUaHTOB B I€HAaX CAPKOMEPHBEIX OENKOB OOBIYHO COIPOBOMKIAETCs AeOHOTOM JIETCKOM
BO3pacTe, 4YacTo SKCTpeMayibHO# creneHbto runeptpoduu MIKII u BBICOKHM pHCKOM
pasBuTHs cuaapoma BCC.

Monexyasipubiii natorenes 'KMII [8,43,96,107,115,118,126,140,141]

Bo3HHKHOBEHHE ATOTCHHBIX BAPHAHTOB, MPUBOISLIMX K pasuTuio I KMII, B renax
CapKOMEpHBEIX OENIKOB, YaCTO MPHUBOANUT K HapyNIEHHIO KaJIbIMEBOIO TIOMEOCTa3a U
HOBBINIEHHIO YyBCTBUTEIBHOCTH MUO(UIAMEHTOB K MOHAM KaJbILIHS, YTO JIEXKHT B OCHOBE
MoJteKyJisipHOTo renesa I'KMIL DTo npHBOIHT K yBEITHUEHHIO CHITBI COKPAIICHHUS CApKOMepa
B CHCTOJIy W CHHJ)KACT CTEIEHb €ro pacciaaliieHHst B IHACTONy, YTO COMPOBOMK/IAETCS
NOBBINEHHEM TOTpebieHHs KapauomuonutoM AT® M [OpPUBOOWT K  aKkTHBAIMU
KOMIICHCATOPHBIX IIPOrpaMM 3MOPHOHAIBHOTO THIIEPTPO(YUIECKOr0 POCTa.

Ha TkaHeBOM ypoBHE 3TO NMPHBOJMT K IOBBIICHHIO CHHTE3a SMOPHOHAIBHBIX (HOpM
CapKOMEPHEIX OEIIKOB M aKTHBHPYET KMHA3HBIE CHTHANBHBIE Kackaapl. Ha rucTonorndeckoM
YPOBHE O3TO  CONPOBOXKIAETCS THIEPTpoHeld  KapJHOMHOIMTOB, mpoiubepaueii
(ubpobiactos, Tpanchopmanueii noceHUX B MEOGHOPOGIACTEI M IPUBOIUT K aucOanancy
B CHCTEME KOJUIareHOJIH3a.

Crie/icTBHEM HalMuMA MATOTEHHOrO IEHETHYECKOr0 BApHAHTA M COMPOBOKIAIOIINX
€r0 TKaHEBBIX IIEPECTPOEK SBIAETCS JUCKOMILIEKCAIUS KapAMOMMIIHTOB, MBIIIEYHEBIX
BOJIOKOH — (heHoMeH «disarray» u pudpos.

[TaTorenernyeckas OCHOBa HapYIUEHHs COKPAaTHMOCTH MuoOKapaa mpu ['KMII
3aKJTI0YaE€TCA B TOM, YTO HIIEMH3HPOBAHHBIC YYACTKH CEPAEYHON MBILIIBI HECHOCOOHBI
Pa3BHTE a/IEKBATHYIO CHILy COKpAILEHHs B CHCTOJNY. BelleicTBrHe pa3sBUBaroIIeicss THIIOKCHH

OHH Ha4YWHAKT COKpall€HHE II03XKE, YeM HOpPMalbHO KpOBOCHaﬁ}KaeMBIe CEIrMCHTEI
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cepﬂequﬁ MBIIIITBL. HOSTOMY BBIABIICHHC THCCHUHXPOHHUH COKpaIllCHHUA Cepﬂe‘{HOﬁ MBIIIITBI

(MOXeT OBITh OLlEHeHa TOJNBKO Y OOJBHBIX ¢ HOPMANBHOM JUTHTENBRHOCTRIO HHTEpBana QRS
10 AJIEKTPOKapHOTpamMme, T.€. He Oosee 100 Mcek) SIBIseTCs paHHUM IIPEMKTOPOM HIIEMHH

MHOKap7ia IIPH THIEPTPOGHUIECKOi KapTHOMUOIIATHH.

MopgonoradyeckuM cyGeTpaToM KeyI0uKOBOH Taxukapaud y 6ombHBIX ¢ I'KMIT
SIBJIIIOTCS] apUTMOI€HHBIE 30HBI Ha (DOHE JHCINIACTHYECKUX H3MCHEHHI B MMOKapJe B BHJIE
HapyIlIeHUs] apXMTEKTOHHKM MHOGHOPHIT H GONBIIOro KOMMYECTBA YyYacTKOB HEKpPO3a H

¢bubposa.

ITHOJIOTHSA H MOJIEKYISIpHBI maTorenes gpenokonuit TKMII
[3,4,6,11,12,23,34,43,76,92,95,96,119,126,140,143].

Ion ¢enoxomusmu I'KMII nmoHHMaroT pasnuunbie 3a00JI€BaHMS T'€HETHUECKOH M
HETCHCTHYECKOM IIPUPO/IBI, KOTOPBIE IT0 CBOEMY MOPGhOYHKIIHOHATEHOMY (DEHOTHITY CXOMKH
¢ 'KMII, HO UMEIOT HECKOJIBKO OTJIMYHBIH 3THOIATOTEeHES.

V nereit npuuuHamu denoxonuit ['KMII, MmoryT GeITh MyTallii T€HOB, KOJMPYIOIIHX
CHHTE3 HecapKoMepHbIX OenkoB. Haubonee nHebnaronpusatHeME B 1uiaHe nporrosa ['KMIIT
SBIIAIOTCS MYTAllMM, NPUBOIAINME K pa3BUTHIO cuHApoMoB Hynan, Jlanon, Kactemio,
Jleomapn, a Takke B IUIaHE BHE3AMHOM CepIEUHON CMEPTH HEGIArONPHUATHBIMU SBISIFOTCS
MyTaiuu reHos ¢unamuna-C, ocdonambana, necmuna, mamunHa A/C, SCNS5SA - anbda-
CyOBe/IMHMIBI 5 TOTEHIMAN3aBHCUMOro KaHana Harpus, TMEM435 - tpancmemGpanHoro
benxa, RMB20 - PHK-cBs3piBatomiero MOTHBHPYIOLIEro nporenHa2) U J1ecMOCOMAIbHBIE
MyTanuH. [IoBBIIIEHHBIH PUCK apUTMOTEHHBIX COOBITHI uMeroT aetH ¢ I'KMII, BeI3BaHHOM
MyTalUsMH JeCMOIUIakuHa, anbda-aktuna, LBD3 - LIM-cBsa3siBaromero gomena3, BAG3 -
BCL2-cBszannoro anarorena, NKX2-5 - NK2 romeo6okcas, KCNQ1 u KCNH2 - kanueBoro
MOTeHIHAI3aBHCUMOr0  KaHama, [|RPM4 -BpemMeHHOro peuentopHoro IoOTEHIHAIA
MejlacTaTHHa4 ¥ IaTOTEHHBIE MyTanud B MuToXoHapuanbHoi JIHK. Yacrora BeIsBieHHS
MyTalui HecapromepHbix OenkoB npu 'KMII y nereit cocraBnser okono 30%. BapuanTtel

(enoxonnit I'KMII npescrasnensr B npuioxkenusx [T1/T1, 112/ 2.

IIaTorenes cumnromoB u cuaapomos I'KMII
[10,18,20,37,48,90,103,108,110,122,133,134,142]

B kauectBe ocHoBHBIX cumnromoB ['KMII paccmarpuBaroTes: oberpykuus BTIDK,

HINEMHS MHOKap/ia, CHCTONIMYecKas U quactonudeckas qucynkuus JDK, XCH u aputmum.
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IT2K npu 'KMIT [110]

[Tomumo rumeprpoduueckoro pemonenupobanus JOK mpu I'KMIT y 30-44%
NAIMEHTOB BRIABIAIOTCS Npu3Haku nopaxenus IDK. Kpurepuem runeprpoduu mMuokapia
IDK cunraercs ysenuuenue TommuuHb! crenkd [DK > 5 MM, DkeTpeMaibHOM runeptpodueii
ITDK siBisieTest Tonmumpa ero cTeHkw, npesbimaromas 10 my. B mareparype onucans! ciiyyan

H30IIMPOBaHHON runeprpoduun IDK.

['mneprpoduueckoe pPEMOJETIMPOBAHHE 1K MOXET IIPUBOJUTH K
BHY TPHIKEIIYI0YKOBOM OOCTPYKIIMHM KaK Ha YPOBHE CPEJIMHHBIX CETMEHTOB, TaK M HA YPOBHE
BpixonHoro  tpakra IDK  [234]. Kpurepuwem oOcrpykuuun  BTIDK  cumraercs

BHY TPHOKEJTY JOUYKOBBIN I'paJIMEHT JaBieHus Oonee 16 MM pT. CT. B COCTOSIHHH ITOKOSL.

Bunesanuas cepaeunas cmepts [20,79,102,103,108,134]

Buesamnas ceplieyHass cMepTb SIBISETCS CaMbIM T'PO3HBIM IIposBieHHeM ['KMII,
HEPEJIKO OHA CTAHOBHUTCA IIEPBBIM U €JHHCTBEHHBIM ITPOsiBIIeHHeM 3a0o1eBaHusa. OCHOBHBIMHU
natodusnoornueckuMu MexanmMaMi BCC sBIIAIOTCS OCTpEIE HAPYIIEHHs FeMOIHHAMHKEH
(cHHIpOM Majoro BHIOPOCA) H pPA3BHTHE IKU3HEYTPOXKAIOUMX APUTMHH. APHTMHH
pa3sBUBAIOTCS HA (DOHE NEPBHYHON SNIEKTPHYECKOW HECTAOMJILHOCTH MHOKapia ¢
BO3HHKHOBEHHEM JKCIIYJIOYKOBOM TaxukapAuu H (QUOPHMIUISAIHE JKeNyJIOYKOB, TaKKe
BO3MO3KHA aCHCTOIIUS B PE3yIIbTATE MOJIHOM aTPHOBEHTPHKYJIAPHOH OIOKAIbI HIIH CHHIPOMA
¢;1a00CTH CHIYCOBOTO Y314,

Cpoii BKIag B maroreHes (aralpHBIX HAPYUIEHHH pHTMa CepANa BHOCHT
passuBatomascs npu ['KMII uimemus MHOKap/ia 1 ero ssiekrpudeckas HectabuibHocTs. BCC
atre 0dycnosiena ®XK (62,4%), 6pamuapurmusmu (16,5%), KT tuna « Torsades de pointes
(12,7%), XKT (8,3%) u acucroneit. [TocrostHHas MOHOMOpGHAs eIy I09KOBast TAXHKAPIHS,
nepexopsias B GUOPHILIANHIO ey I0UKOB, SBIISIETCS OAHON U3 Haubollee YacThIX IPHUHH
BCC y 6onenabeix ¢ TKMIL.

Exxeromnble mokasarenn cMepTHocTH cpeau aereit ¢ TKMIIIL yxxe B Hamem Beke
nocturany -7%, 49ro comoctaBuMo ¢ mokazatelsmMu BCC cpenm B3pocibIX NALUEHTOB C
BBIPAKEHHBIMH KIIHHHYECKUMH IPOSIBICHUSMHU 3a00J1eBaHug-6%. MUHHManbpHAas exeroqHas
BCC otmeuena B Bospacte 10 8 set — 1,6%, 3aTeM CMEPTHOCTh YBEJIWYHABAIACE, JOCTHTAd
MakcuMyMa B Bozpacrte 10 et - 9,7%, ¢ 11-13 neT nokasarenb HECKOIBKO CHUXaCS 10 7%,
nocie 16 net on Obu1 e Gonee HU3KUM- 1,7%. MakCUMaTBHBIM PHCK CMEPTH Y EBOYCK

TIPUXOJIUTCS Ha  BO3pacT 10-11 JIET, y MaIBYHUKOB - 15-16  ner

[32,35,89,93,102,104,106,123,135,150].
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Ha ocHOBanHH MHOMECTBA HCCHCﬂOBaHHﬁ, ITPOBEACHHLIX IPEUMYIICCTBCHHO Y B3POCIIBIX,

crpajatomux [KMII, Gbuii BEIIETEHB! KIMHHYECKHE OCOOEHHOCTH, aCCOLMMPOBAHHBIE C
BeICOKOH uyacroroii BCC, ux naspamu ¢axropamu pucka. COrnacHO peKOMEeHIAImsM
AMEpHKaHCKOro 00ImecTsa Kap/(HosoroB i EBporeickoit accommanum KapIauoioros (hakTopsl
PHCKa 110/Ipa3eNICHBI Ha IJIaBHble (OONBIINE) H BEPOSTHBIE (IOMOJHUTENbHBIE). K OCHOBHBIM
(rnaBHBIM) (akropam pucka BCC: 1) mpepBaHHBIHA 3MH30/1 OCTAHOBKH cepiua (bubprLIsIHS
JKEIYI0YKOB) U IOCTOSHHAA MOHOMOp(hHAS JKely10ukoBas Taxukapaus; 2) ciaydan BCC or
I'KMII B cemeiinom anamHese; 3) CHHKOIlE HEyCTAHOBJIECHHOH TPHYHHBIL, 4) SKCTpeMallbHas
TUIEPTPOGHSA  CTEHOK JIEBOIO JKelIyJouka (TOJIIHHA cTeHkd >30 MM); 5) HemocrosHHas
KEITyIOYKOBasl TaXHKapAusi MO XOJTEPOBCKOMY MOHHTOPHPOBAHHIO CEPACYHOrO pHTMA; 6)
HEaJIeKBaTHBI OTBET apTepHanbHOrO naBieHus (AJl) Ha Gu3MYecKyio Harpysky (CHHJKECHHE
AJl). BeposTHbIME (axTopamMH pHCKA SBIAIOTCS: (GUOPHIUIANNSA TpeACEp/MH, HIIeMHs
MHOKap/ia, OOCTPYKIMS BBIBOJHOTO TpPAaKTa JIEBOTO JKENYJI04Ka, HHTEHCHBHAS (DH3MUecKas
HarpysKa, FreHeTHYECKHE My Talliid BBICOKOTO PHCKa, MOJIOZION BO3pAcT IAlMEHTOB, YBEIHYCHHE
JIEBOTO TIpeICeP U

IIpepsannas BCC (Cepneunsiii apect) (puOpHIANMS KEIyI0YKOB WIH CIIOHTAHHAS
IIOCTOSIHHAS JKeJly IOYKOBas TAXUKAP/IHsl) SABJISAIOTCS aOCOMIOTHRIME IIOKA3aHUEM K UMILIAHTAIlUH
OJJTHOKaMEepHOT0 KapauoBepTepa nedubpunnsropa (xapauoBepTep-aeudpuLIITOP
MMIUIAHTUPYEMbIH OAHOKaMEpHBIH***) B KauecTBe BTOpHYHOM mpodunaktuku BCC kak y

B3pOCIEIX, Tak 1 aereii ¢ TKMII.

Cunkonsi [10,37]

CuHKONANBLHBIE COCTOSHHUS MOTYT OBITh SAHHCTBEHHBIM KIIMHAYECKHM MPOSBICHHEM
['KMII, onu peructpupyrorest y 26-35%. GoJbHBIX, MOTYT OBITh, KaK MOBTOPSIOIIHMHCS, TaK
¥ €IMHHYHBIMHU B TE€UCHHE BCeH XM3HM. Exeromusiii xoadHIHEHT CMEpTHOCTH Yy JIeTel ¢
CHHKOIIAJIbHBIMH COCTOSIHMSIMH HamOoJiee BBICOK M cocTaBisieT 3,2%. Ecim y B3pocibIx
Oonblilee 3HAaYEHHE B KadecTBe NPETUKTOPA BHE3ANHOM CEPAEYHOH CMEpPTH HMEOT
CHHKONAIBHBIC COCTOSHHUS, BO3HUKIUME B IIOCIEJHHE 6 MeCAIEB, TO Yy JETed CpPOK

BO3HMKHOBEHHS CHHKOIIQJILHBIX COCTOSHHI HE HMEET 3HAUCHHUSA.

[Ipy4uHBl  CHHKOMAIBHBIX COCTOSHMM y mnanmenToB ¢ ['KMIT pasHooGpasHbL
IIpuuuHamMu 0OMOPOKOB ABJSIOTCS CHHIPOM MAJIOro BbiOpoca (THNOBONEMHs) Ha (oHe
BO3pacTaromed o0CTPyKIMH BBIXOJHOTO TPaKTa JIEBOIO Keyl04ka, monHas AB Giokana,
CHHIPOM  CIabOCTH  CHHYCOBOTO  y37a, IIOCTOSHHAS OKETyJOUKOBAas TaxHKapus,

$ubpunnsms npexcepauii, HeanekBaTHas Basouiartalus. Peskoe ypenmuyenne o6CTpyKIUT
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JICBOrO JKCJIyZOYKa H COOTBETCTBECHHO pasBUTHE CHHIpPOMA MaJloro BBIGpOC& bonee

XapaKTepHO S TOBTOPSAOWIMXCS OOMOPOKOB B CHTYaLMsX HHTEHCHBHOM (H3MYECKOi

Harpys3Ku.

IIpu BHE3aITHOM BO3HHKHOBEHHH OOMOPOKA B COCTOSIHHHM TIOKOS HJIH MUHUMAIBHOTO
HalpsHKEHHSI  HEOOXOMMMO — HCKIIOYATh  JKEIyJ0YKOBYK) apHUTMHIO. CHHKOIAIBHBIE
COCTOSIHHSA, BOSHUKAIOIIME NP JUTHTEILHOM CTOSHUM MJIH B JKapKOM, JIYIHHOM ITOMEIIEHUH
CONPOBOXKAAIOIIHECS APKOH BEreTaTHBHOM OKPAcKOH, TOIIHOTOH, PBOTOH, THIEPTHAPO30M

Jale HMEIT HeHpopedieKTOPHBIH (BazoBaraibHbIN) XapakTep.

[ToBTOpHBIE CHHKOMANBHBIE COCTOSIHHS IIPH HH3KOM DPHCKE BO3HHKHOBeHus BCC
(orcyrcTBHE ApYrHX (paKTOPOB PHCKA) H MCKIIOUCHHH HAPYIUEHWH CEpJEYHOr0 PHTMA II0
JNaHHBIM IIPEJIBAPUTENBHOIO OOCIENOBaHHS, SBISIOTCS MOKA3aHMEM I HMILIAHTALUS
NETJICBOI0 PErucTpaTopa i JOJTOBPEMEHHOH PerucTpammy AJIeKTPHYSCKOW aKTHBHOCTH
MPOBOJSALIEH CHCTEMBI cepAala (KapJHOMOHMTOP MMILIAHTHPYEMBIH* **) Ui [UarHOCTHKH

BO3MOJKHBIX CKPBITBIX HapyIIEeHHH PHTMA.

Cunkonanenoe cocrosuue y gereit ¢ IKMIT HezaBHCHMO OT MeXaHH3Ma Pa3BHTHS JIOJIKHO

OTHOCHTCS K O0nbIIuM ¢akTopaM prcka Bo3HuKkHOBeHHs1 BCC.
Hapymenuns putma cepana [8,18,32,35,48,53,90,93,102,105-107,133,134,142]

KeaynouxoBble Hapymenus purma y OonbHbeix ¢ [KMII wacro sBustores
IIPEMKTOPAMH JKH3HEYTOPOKAIOIIUX COCTOSHUM U onucaHsl B pasjenax BCC M CHHKOIEL
Y pereii ¢ dpenoxonuamu 'KMII nanuume 500 jxeiny0UKOBBIX KCTPACHCTON B CYTKH
JIOJDKHO TIOOYIMTH Bpaya-JeTCKOro Kapauomnora K 6ojee ACTaIbHOMY OOCIEI0BaHHIO
pebenKa ¢ 1eJbI0 BBIABICHHS CKPBITHIX HapyleHuit putva. Hamuune 1000 sxemy 1ouKoBbIX
OKCTPACHCTON B CYTKH y jeted ¢ ¢peHokomusiMu ['KMIL, uMeromux B kauecTBe MPHUMHEIL
3a00JIcBaHMsl IATOTCHHBIE W BEPOATHO IIATOTEHHBIE MYTAI[HH TE€HOB, SBJISIOIIHXCH
HEOJIAronpusTHRIMH B IUIAHE PA3BUTUS KU3HEYTPOXKAIOUIMX HAPYIIEHHH pUTMA Ccepaua
MOXET (B COYETaHHH ¢ JApyrumMu (axTopaMH) OCHOBaHHMEM JUli HMMIUIAHTAlHH
KapauOBEPTEP-NepUOPHUIIIATOPA HUMIUIAHTHPYEMOTO OJHOKaMepHoro*** (cM  pasmen

JiedeHue).

OuOpUHILIAIHS TIPeacepaHii
B omnnure ot B3pocnoit nomyasiuu 6onbabIx ¢ TKMIL, y neteii Bo3HuKaeT kpaiine

PEAKoO. HpI’I‘{I/IHBI BO3HHKHOBCHHA:
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- T'enHeruuecku ACTECPMHUHHPOBAHHOE  HapylHICHHE CHHTE3a Kakoro-nubo Oenka

KapJIMOMHOLKTa, KOoTopoe JeXHT B ocHoBe I'KMII, MoxeT 3aTparuBarh U KapJHOMHOIUTEL
IpefCcep/id, — co3faBas  MOP(QONOTHYECKHE NPENOCLUIKH UL DIEKTPHYECKOi
HECTaOMIBHOCTH MHOKAp/IA.
- JUIHTENBHO CyIIECTBYIONIEE PEMOAEIUPOBAHHE MHOKAPHAA TPEACEPIMi B COUETAHHH C
MHOKapIHaNbHOl NAHCHYHKIUEH BBI3BIBAET JIEKTPHUECKYIO HECTaGHIBHOCTE MHOKapIa
npencepaui.
- XpoHHYeCcKas neperpysKa IpeCcep/ius, epepacTsHkeHHEe CTEHOK H3-3a IATONOTHYECKOrO
PEMOAICTTHPOBAHHUSA IIPEACEPANs IPHBOASIT K pa3pacTaHHI0 COEJUHHMTEILHOH TKAaHM
(pubposy).

XpoHuyeckas cepleqdHasi HeJOCTATOYHOCTH [15,33,58,122]

IIpyuuHEI BORHUKHOBEHHMS:
- Malbli yJapHbli 00BEM JIEBOrO JKelmyJouka BeieacTBHe ymeHbineHus KJIIOJDK.
Coxpanstomasicss Beicokas @B JDK He xommeHcupyer CHkeHHe yaapHoro obnema. Ha
(one ¢uznueckoll Harpy3kd CHHKEHHE YIApHOTO 00BEMa KIHHHIECKH TIPOSABIISAETCS
paHblIle, YeM B ITOKOE,
- YMeHbIIeHHe yrapHoro oosema JK u3-3a o6cTpyKIHy €ro BEIBOJHOIO TPAKTa;
- B ucxose 'KMIT (munatansonHas cTajiis) BOSHUKAET CHCTOJIMYECKas MHOKApIHATbHAS
muchyukmus JDK;
- pubpo3 muoxapna JOK u yennyenue tommune: crenku JDK MPUBOIAT K IHACTOIHYECKOMN
michyHkuun muokapaa JDK;

- MUTpaJbHAs PETypruTalus IPUBOJUT K CHIKEHHIO 3¢ dexTusHoi OB JDK;
- APUTMHUS;

- Pa3BHTHE BEHO3HOH JICTOYHOW I'MIIEPTEH3MH HM3-3a CHHMIKEHHUS 3BaKyaTOpHOH (yHKIMH
JDK.

1.3 Dnuaemuosiorus 3a00/1eBAHAA WM COCTOSIHHS (TPYNNbI 3a60/1eBaAHMI MU

cocrounmii) [8,19,36,38,64,70,91,105,115,124,140,141,148]

[Ipenmymectennas pacpoctpanenHocts ' KMIT mo reorpaduueckoii, monoBoit uiu
STHHYECKOM NMPHHAIEKHOCTH He HabmonaeTcs. 3aboIeBaHie MOKET MaHH(ECTHPOBATH B
moboM Bospacre. Y sieTelt Meanana Bospacta BesaBienus [ KMII cocrasmiser 7 rer.

CornacHO JiaHHBIM STHIEMHOIOTHYECKHX HCCIICAOBAHUMH, MPOBOJIUMEIX B Pa3HBIX
4acTaX cBeTa, pacnpocrtpaHeHHocTh ['JDK kak Hambonee ocHoBHOro ¢enornna I'KMII

COCTaBJIACT
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1:500 B ob1mei nomynsuuu. B pasHbIx Bo3pacTHBEIX KOTOpTax oHa BapeHpyercs oT 1:500 mo

1:200. Pacnpocrpanennocts ['KMII B merckoit monysismuu cocrasisger ot 3 1o 5 Ha 1 000
000, ognaxo x 18 rojam ona nmossimacred 10 9 @ 10 000. Exxeroanas 3a6onesaemocts IKMIT
y neteii cocrasisiet ot 0,24 mo 0,47 wa 100 000.

[lockoneky 3abosieBaHHE [UIMTENBHOE BPEMS MOXET MPOTEKATh CyOKIMHHYECKH,
pacnpoctpaneHHocT 'KMII mpm mpoBeeHHH TakMX HCCIEIOBAHUH, Kak MAarHHTIHO-
pesonancHag TomMorpadus cepana ¢ xoxrpactuposanneM (MPT), a Takxe HpeBeHTHBHOM
nposeneHue  ckpuHMHroBor  OXOKI',  KackalHOro  TIeHETHYECKOr0  CKPHHHHTA
pozncreeHHUKOB OospHOTO ¢ 'KMII noBeimaer pacnpoctpadennocts I'KMIL. B HacTosiee
BpeMs B OTAC/IBHBIX HCCIIENOBAHUAX OHa HabO01aerces yaiie, yeM 1:200.

Y nereii Becema TpynHo nuddepenimposars Gperoxonnu IKMIT ot uzonuposanHoii
['KMII, mockonbKy BHECEpAEUYHBIE IPOSIBICHUS CHHAPOMAILHOM/ MeTabomHIeCcKOoi/HepBHO-
MBIIIEYHOMH/MUTOXOHIPHAJIEHOMN IIATOJIOTHH MOTYT J€GFOTHPOBATH HE C PAHHEro BO3PAcTa, a
B OTCPOYEHHOM Inepuoje. B To xe BpeMs mporHo3 y gereil ¢ ¢enoxomusamu ['KMIT
3HAYUTENIBHO Cepbe3Hee, YeM IpH  H3odHpoBanHoii  dopme. IlosTtomMy amarnos
uzospoeanHoi I'KMII y pebenka — 3T0 THATHO3 MCKITIOUEHHS, KOTOPBIA BAIHIEH TOIBKO
IIPU TOCTOBEPHOM HCK/IIOUEHHH BCEX BO3MOMHBIX (JEHOKOIIHIA.

B nerckoit nomymsamun 6onbHeIx 'KMIT 25-58% poncTBeHHnKOB | cTenenu pojicTa
OompHOrO pedeHka MMEIT dXokapauorpapuueckue npusHaku I'KMIL Dro Heobxomumo
YUYHUTBIBATh U [IPOBOIMTH KaCKaIHbIM CKPUHUHI POACTBEHHHKOB G0bHOIO pebenka ¢ IKMII
JUISL paHHETO BhIABJIEHUS 3a00JI€BaHUs Y POJICTBEHHHKOB,

ITpornos. J[o HacTOsALIEro BpEeMEHH CYNIECTBYET JIHIIL HEOONBLIIOE KONHYECTBO
HCCIIC/IOBaHMH, B KOTOPEIX OBl OBLI IMpoaHaJM3HpoBaH IporHo3 Teyenus [KMII y mun
MOJIOZIOTO BO3pacTa Ha OCHOBAHHWH JIMTENbHBIX HaOmoneHu. IlpakTuyecku oTcyTCTBYIOT
HCCIICIOBAHUS 110 BBDKHBAGMOCTH H CMEPTHOCTH OO0JbHBIX ¢ QenokorusmMu ['KMII.
YCTaHOBIIEHO, YTO HEGNATONPUATHEIN IPOrHO3 00YCIOBICH ABYMS OCHOBHBIMHU TTPHUHHAMH:
BCC u cMmepreio 0T nporpeccupylomeii cepaedHoi Hepocratounoctd (CH). B xpymHOM
MYJIBTHLEHTPOBOM HcCaenoBanuu (474 nanuenTa ¢ uzonuposannoit ['KMIT (B Bospacte ot 7
710 29 net; B uCCIeI0BaHKE He BOILTH GombHBIE ¢ heHokonusimu [KMIT) 6B110 ycTaHORBIIEHO,
9TO CMEPTHOCTB 32 5 JIETHHH Iepuo i coctaBuia 3%, a 3a 10 netHuii nepuon 5%. [puunHamu
cmeptu  aBisiick  BCC  (69%), konewnas cramguss CH  (10%), ocCllo)KHEHHS OT

TpaHCITaHTaIMu cepana(16%) n ucceyenus Mpnmednoi tkauu cepana (5%.).
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1.4 OcobGenHocTH KOJUPOBAHUA _3200/1EBAHHA HJH _COCTOSAHHSA (TPYIILI

3a00/JeBaHUH WM cocTOsiHMIA) Mo MeKIYHAPOIHOM CTATHCTHYECKOM KaaccHpuKanuu

0oJ1e3Hel M MpodJieM, CBA3AHHbBIX €O 3JI0POBbeM

142.1 — O6cTpyKTHBHAs rHNepTpOpHUIECKas KapJHOMHOMATHSI.

142.2 — Jlpyras runeprpodudeckas KapJHOMHOIIATHS.

1.5 Knaccndukanus 3a60JeBaHusi HIH_COCTOSHUSA (rpynnbl 3a60/ieBaHU HIH

cocToanuii) [8,25,77,107]

B nactosiee Bpemsi HMeeTcsl HECKONIBKO ITOAX0JM0B K kiaccuukamuu ['KMIT —

KJIMHUYECKHH, MOP(OIOTHUECKUH, reMOIMHAMHYECKHH, FeHETHUECKHIA.
I'emoguHAMHYeCKHIT IPUHIKI KJIACCHPHUKANNH
ITo nammumio rpaauenta obcrpykiu BTJDK B mokoe u mpu Harpy3Ke BHIAEIISIOT:

- HeoOcTpykTHBHYIO ['KMIT: pu Hanuwiu rpamienta nasnenus B BTJDK <30 mm pr.crT.

B IMOKO€ H IIPH Harpy3kKe.

- obctpyktuBHyIo I'KMII: npu nanuunu rpaguenta gasnenus B BTJDK >30 (50) mm pr.

CT. B IIOKOE H [IPH Harpyske.

- JareHTHYr 0OCTpykTuBHYIO (hopmy I'KMIL: npu Hajiuuyvu rpaJueHTa JaBICHHS B
BTJDK <30 B nokoe u >30 (50) MM pT. CT. IpH HarpysKe.

Mopdoaoruyeckuii npuHmun kiaccupuxamun I'KMIT

1. Acummerpuunas hopma 'KMIT
a. 'uneprpodusa MIKII (BozamoxkHO BOBJIeUeHHE B MATOIOrHUecKuii mpouece [TK):
- bazanenoit yactu MXII (cybaopransnas)
- CurmoButHast MXKIT
- l'uneprpodus eeit MIKIT
- JIposikoseiykiass MOKIT (anrn. «reverse curve») — NpeHUMyIIECTBEHHO

cpennexenynoukosas runeprpodus MIXKII Ge3 BomneueHHss cBOOOIHOH CTEHKH
JEK

- Kombunuposannas (MXII + apyroit oraen JOK umm 1K)

b. Anmuxansnas runeptpodus (+/- cpemunubie cerments JIK)

c. CpemnmexenynoukoBas 'KMII (¢ BOBIeYeHHEM CpEAMHHBIX OTIENOB He

TOJIBKO
MOKTI, no u cBo6osnoit crenku JDK, JDK tnna «recodHsie yachi»)

d. T'mneprpodus npyroi crerxu JOK (Gokosas, 3ammss)
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2.  Cummerpuunas ¢popma 'KMII

ITo cTrenenn BhIpakeHHOCTH rHNEPTPOphHH

- OkcrpeManbHas (MakcumanbHas Tommuna crerku JOK >30 mm). B nerckoit nonysuuu
Oonpabx ['KMII o osxctpemaneHol runeprpodueil MUOKapaa MOHUMAIOT TOINIMHY B 6 U
Gosiee cTanIaPTHRIX OTKIOHCHUH (Z). DKcTpeMalbHas THIepTpoQus MUOKAPIA CUMTAETCS
He3aBUCHMBIM (akTopom pucka BCC. 3HaueHune dKeTpeMalbHOM runepTpoduu MHOKapaa
uMmeeT OoJiblllee TIPOTHOCTHUECKOE 3HAYeHHe B kauecTBe (pakropa pucka BCC y mMonombx
MalHUeHTOB 10 CPaBHEHHIO € B3pocibIMH. Kak mnpaBuio, runeprpodus coueTaercs c
Gubpo3HBIMH HM3MEHEHHAMHU B MHOKAapAE, YTO YBEIHYHBACT BEPOSTHOCTH BO3HHKHOBCHHS

JKU3HEYT'POKAIOIINX HAPYIICHHH cepIeYHOr0 pHTMA.

Wmeerca Taxxke xnaccupukamus kapamommomatuit  MOGE(s) (2013), xortopas
OCHOBBIBA€TCS HE TOJIBKO Ha MopdodyHKIHOHAIBHBIX 0coOeHHOCTAX (heHoTuna KMII, Ho u

YUYHUTBIBACT 'CHECTHYCCKOEC HACJICIOBaHHUE.

1.6 Kinnnueckas KapTuHa 3a00/1eBaHus HJIH cocTOSTHHUS (rpynnbl 3a60/ieBaHTi

HJIH COCTOSIHHIT)

ITpu I'KMII y nereit Mmoxker HaOMOIATBCSA 3HAYUTEIBHOE BapbUPOBAHHE KIHHHUECKO
CHUMIITOMATHKH: OT OECCHMITOMHOTO TEYECHHS IO Pa3BHTHA THKEIOH HEIO0CTATOYHOCTH
KpoBooOpaenus [31,54,56,64,74,76,79,82,85,86,103,107,144].

Knunuveckue BapuanTel TeueHus ['KMIT:

1. BCC - MOXxeT BO3HUKHYTH IpH Mo0oM kiuHrYeckoMm Bapuante I'KMII, B Tom umcie
6e3 mpemwectByromeit cumnromarukd. BCC npu 'KMII B gerckoii momysiuu
Haubojlee 4YacTo  BCTpewaeTcss TIpM  CHHIpOMAaNbHBIX  ¢opmax  ['KMII,
MHUTOXOHApHANBHBIX, MeTabonuueckux ['KMII, a Taxxke npu accomumamuu ['KMII ¢
HEPBHO-MBIIIEYHBIMH 3a00sIeBaHUsIME, a Takxke npu nepsuunoii 'KMII ¢ BeIcOKOI
KoHIeHTparuel dakTopor prcka BCC. OcobeHHO THIATENBHO H0JKHEI HAOIIOIAaTECSA
JETH, UMEIONIME MYTallMi [€HOB, aCCOLMUPYIOIUXCS C MOBBIIIEHHBIM puckoM BCC
(cM BbIIIE).

2. beccuMnTOMHOE TeueHHE - MOXET HaONMIONAThCI Yy MAIlMEHTOB ¢ HCXOJHO
HeoOcTpykTuBHOM Qopmoit T'KMII, mnporekaromeii 0e3 reMoIpHaMHYECKHX

HapyLIeHHH 1 y 60nbHEBIX ¢ Hebonbinoit crenensto oberpykiuu BTIDK. Cpenu nereit
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c OeccMMITOMHBIM TeueHHeM 3a0oyieBaHMs, CPEIHHUH €XEroJHBIH KOod(p(HIHEHT

cMmepTHOCTH cocTaBisger 1,4%, B To Ke BpeMs Cpeln OeTed ¢ KIMHMYECKHMH
NPOABIECHUSAMH  3a00/IeBaHHS IIOKa3aTellH CMEPTHOCTH MaKCHMAaIbHBIMH U
cocTaBysoT 6,6% [59,60].

3. CumnroMHOe [00pOKayecTBEHHOE TeYeHHe dalne HaOJojaeTcs y OOJNBHBIX C
aJlcKBaTHO monoOpaHHOM Tepanmeit ob6ctpyktuBHOM ['KMIL, a Takke npwu
obcrpykruBHoOit (dopme ['KMII ¢ nebonbimoii cremensio oberpykuun BTIDK
[15,59,60,122].

4. CumnromHoe ocnoxuenHoe teuenne [|'KMII wHabGmomaercs npH  HaluyuM B
KIMHUYIECKOH KapTuHe GUOPHILISAIMY npeicepnii (KIHHHYECKHUE IPOsSBIICHHS CaMOi
apUTMHH, a Takke TpoMOosmOonuueckue ocnokaeHus), XCH (onmplinka, CHIDKEHHE
TOJIEPAHTHOCTH K (Qu3udeckoil Harpyske. OcoOeHHO [0JIBEPIKEHBl PA3ZBHTHIO
CEpIECYHOM HENOCTATOYHOCTH IPHU COXPAHHOH CHUCTOJHYECKOH (YHKIMH JIEBOTO
JKEeIyJl0ouKa JETH MEePBBIX JIBYX JIET MKHU3HH, TAKXKE NAIMEHTHI C MeTabOIMYeCKHMHU
dopmamu penoxonuii 'KMII, 6omesznsio Jlanona, [Tomne), cuHapoMa cTeHOKapIuH,
KOTOpBIH MoOkeT Habmozatbess Wy OompHBIX ['KMII B jmerckoM Bo3pacte

[3,27,53,66,96,138].

5. CHMIOTOMHOE TeueHHe ¢ HeOJIaronpUATHBIM PEMOJIEIHPOBAHHEM IIPEICTABIISET CODO0M
CTaJMIO  JIEKOMIIEHCaMH MHOoKapauaibHoH  yHkuumu npu [KMII. Omna
conpoBoxzaaercs ycyrybmenuem cumntomoB XCH Ha ¢oHe BbIpakeHHOH

CHCTONIMYECKON M JIMaCTONMYECKOH MUOKapauanpHoi mucdynknuu [13,15,58,122].

2. lnaraHocTHka 3a60/1eBaHHs HJIH COCTOSIHMSA (Ipynnbl 3a60/1eBaHUI HIIH
COCTOSIHMH ), MEIHIIHHCKHE NMOKA3aHHUSI H MPOTHBONOKA3AHHSA K NPHUMeHEeHH IO

METOoOd0B JHAIT'HOCTHKH
Kpurepun nuarnosza ’KMII [8,9,54,63,83,107,115,139-141,148]
Y nereii kpurepuem nuarnosa 'KMII sensieTcst yBenuueHHE TONIMAHBI CTEHKH JIEBOTO
Kelytouka Oonee 2 CTaHIapTHBIX OTKIOHEHHH (7).
Tpebyetcs nposenenue muddepeHIHANBEHON THAHOCTHKH C TAKHMH COCTOSIHHSIMH,
kak Al' M crmopTHBHOE pemojelupoBaHue MuoOKapia. JuddepeHIHanbHblii THArHO3 C

tdenoxkonusamu ['KMIT y pereit sarpyasnedH (BBHAY TOrO, 4YTO CHMIITOMBI OCHOBHOTO
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3abosieBaHMsI MOTYT ellle He MPOABUThCA K MoMeHTY aedrota I'KMII), Ho ero obs3arensHo
CIIeTyeT TIPOBOJUTH B CBsI3U ¢ XyAmuM mporHo3oM (enokomuii ['KMIT y merei.

Kpurepuem I'KMII IDK sBnsiercs yBenmwuenue Tommuusl cTeHkd DK >5 M.
Tommuna muokapaa IDK >10 MM cunrtaercs skeTpemanbHoi runeptpodueii [DK.

Kpurepuem nuarmosa obcrpyktuBHoii ['KMII mo jaHHbIM  eBpomeiickux
uccnenoparenei spiserca [/l 8 BTJDK >30 MM pr. cr. B nokoe wiu npu (usuyeckoi
narpyske. I'Jl > 50 MM pr. CT. sBAsleTCS KpPUTEPHEM TIeMOJMHAMHMYECKH 3HAYMMOMN
obcrpyknun [8,9,54,63,83,107,115,139-141,148].

ITo maHHEIM aMEpHKAaHCKHX HCClleIoBaTeNiell KpHTEPHEM JHMAarHo3a o6CTPYKTHBHOM
I'KMIT ssnsierca I'J] B BTJDK >50 My pr. cT., B I0KO€ W IpH QU3HUECKOM HArpy3Ke.

Kputepuem obcrpyxnmu BTIDK sBnsiercs ysenuuenue ['J] 8 BTTIDK > 16 MM pr.cT. B
nokoe [8,107]. Beimenstor crenenu oOCTpyKiuu: ymepeHnHas, Beicokas (I'J] Gosee 60 Mm

PT.CT).

Y nereii ¢ 'KMII moxer HabmiomaThCcsi BHYTPIDKEIYIOYKOBas OOCTPYKIHS Kak
JIEBOTO, TaK W MPaBOro KeIyH04KkoB. OQHAKO YETKHX KpUTEPHEB BeNHWYMHEI [ J] [uis 3TOM

(opMEI HE BEIPabOTAHO.

2.1 ’Kauno0n1 u anamues [8,45,64,76,82,107,144,145]

* Pexomenayercs IpoBecTH JeTalbHBI aHATH3 )KAI00 M aHAMHE3a Y BeeX IAllHEHTOB
¢ TKMIT.

YA 4 YYP C [64,82,144]

KommenTapmnii. COop cemeiinoro aHamuesa 1o ciy4asm BCC cpenst poJACTBEHHHKOB
ouenb BaxeH. OmpeneneHue TepMHHA (OTATOLIEHHOCTH aHamHe3sa o BCC vy
PONCTBEHHUKOBY BappupyeT. B OonplmuHCTBE citydaeB moj 3TuM nojpazymesaercss BCC
POJICTBEHHUKOB TiepBoi crermeHH 10 40 yer HezaBucumo ot Hammuusa ['KMII, apyrue
HCCIIENIOBATENIH CYHMTAIOT 3a OTATOIICHHYIO HACIeNCTBEHHOCTh Bo3HHKHOBeHHe BCC y
poncteenHuka ¢ I'KMII B mobom Bo3pacre. Hannuus B cembe pedenka ¢ ['KMII cioyuaes
BCC paccmarpuaetcs kak HH)OPMaTUBHBIN IPEIUKTOP CMEPTH. BMecTe ¢ TeM, 3ToT akTop
He UMEET 3Ha4YeHHUs B KadecTBe OOJIBIIOro (hakTopa pHCcKa, BOSMOIKHO 3TO CBI3AHO C TEM, UYTO

¥ netel 3a00JieBaHHE YacTO BOSHUKAET IIPH BHOBL BOSHHUKIIHX MYTAalUAX B I'€Hax (de I’lOVO).

o PGKOMGHHyeTCH C60p TFEHETHYECKOTO W KapJIHOJIOTrHYECKOT0 aHaMHe3a y JeTel ¢

I'KMIT oxBaTtbIBaroImuii 3 1oxoJjieHus POJICTBEHHHKOB C I1EJIBIO BBISBJICHMS HACJICACTBEHHBIX

CCPACYHO-COCY MUCTRIX 3a00JieBaHMii B CeEMbe M BO3MOKHOCTH HacCJIEJOBaHHA Hp06aHﬂ0M
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3a00JIEBaHHsl CEPIIEUHO-COCYTUCTON CHCTEMBI OT POJICTBEHHHKOB (M3-3a BBICOKOH 4YacTOTHI
CeMEHHBIX hopM).

Y4 YYP C [64,82,144,145]

. Pexomenmyercs paccMatpusath cirydan BCC B ceMeifHOM aHaMHe3se Kak GOJIbIIOH
(aktop pucka BCC y npobanna.
YA 4 YYPC [64,82,144,145]

Kommenrapuii: nepeoxo y oemeii I'KMII sensemcs cayuaiinoii HaxoOxkou unu

QUazHOCMUPYEMcs NO Pe3yTomamam CKpUHUH2d.
Ilpu T'KMII naubonee wacmo 601bHble JICARYIOMCA HA O0OBIUKY, CHUCEHUE
monepanmnocmu Kk @H, pasnoobpasnvie 0Oonesvie owyujeHus 6 2pyoHoll Kiemke
Kapouan2u4ecko2o u/uiu CmeHoKapoumu4ecko20 XapaKmepa, HapyuieHus PUmma cepoedHoil

desmenbHocmu (nepebou, yuaujennoe cepoyeduenue), 201080KpyICeHUe, NPECUHKONANbHBLE U

CUHKONA/NbHblE COCMOAHUA.

IIpu cbope cemeiinozo anammesa HeodX00UMO 00PAYAMb BHUMAHUE HA MO, OBIIU TU Y
poocmeennuxos cayvau BCC, XCH, cunxonanvnvix cocmosanudl, umnnanmayuu JIKC,
UHCYIbIMA 6 MOOOOM 803pacme, a maxaice opyaue 3a60Ne6ans.

2.2 ®usukaabHoe obcaenosanue [8,31,74,85,86,103,107,144].

* PekoMenmyercsa crangapTHOe (QH3MKAIBEHOE 00CIEN0BAHUE CEpEIHO-COCYIUCTOM
CHCTEMBI, BKIIIOYAIOLIEE ayCKYJIBTAIMIO IPH MAaTOJOTHH CepAlla M MephKapia, U3MepeHHe
apTepUalIbHOTO  JIAaBJICHHA Ha IepH(EPUUCCKUX  apTepUsIX, H3MEPEHHE YaCTOThI

cepiuebuenns y Beex namuenTos [8,31,74,85,86,103,107,144].

YAASYYPC

Kommenrapuii: ayckynomamugnoim npusnaxom obempykmuenoii I'KMIT sensemcs
2pybulil  cucmonuyeckull  ulym, GbICIYUIUGAeMbIL HAD 6Cell NOGEPXHOCML  cepoyd, ¢
MAKCUMYMOM HA 8epXyuiKe u 6 uemeepmom medicpebepve cneéa om pyounst. [llym umeem
CUCIONUYECKUU  XApAKMep, OH HUZKOYACTOMHbLY, N0 Muny Kpeuyenoo-0expeujeHoo,
yeunusaemca npu  nepexode 6 GepMUKANbHOE NONOJICEHUe, (husuueckoil HazpysKe,
MAXUKapouy, npueme nuwu, npu nposedenuu npobvl Banbcanvevl, a makdce npu npueme
nepugpepuieckux 6az00uUNamMamopos.

Mooicho maxaice eblcyuLame nPUHAKY MUMPAILHOTL pe2ypeumayu.

* PexoMenjyercst oOpaTHTh BHHMaHHE Ha BHECEPIEUHBIE TPOSBIEHHS 3a60ICBaHuUS,

ykasbiBaromue Ha ¢eroxonmun [KMIL; y nereit ¢ TKMII akcTpakapamaibHbIe CHMITOMBI
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BXHBI JUIsl JHarHocTHku Merabonuveckux ¢opMm ['KII, HepBHO-MBIIIEUHOH IATOJOTHH,

MHTOXOH/IpHAIBHBIX 3a0oneBanuil. Ocoboe BHUMaHKE YIENACTCS MPOSBICHUAM CHHIPOMOB
Hanon, Hynan, Jleonapn, Kacrenno u qpyrux, a takxke HpOSIBICHUAM MHTOXOHIPHATBHBIX

sabonesanuii [3,4,6,12,34,43,76,95,96,119].
(YA 4 YYP C)

2.3 JIaGopaTopHble HarHocTHYecKHe HeeaeaoBanus [13,39,40,54,63,68).

* Pexomenamyercs pyTuHHOe jaboparopHoe oOcieloBaHHe, BKIHOUaromiee OoOImuil
(xmMHUYECKMI) aHaNMUM3 KPOBH M OOIMH (KIMHHYECKHH) aHAIW3 MOYH, aHalu3 KpPOBH
OnoxumHuuecKHH  oOmmeTepaneBTHUECKHi  (MCClielOBaHHE  YPOBHS  XOJIECTEPHHA,
TPUTITUIEPUTIOB, KaJus, HaTpHs B KPOBH, ollpesielIcHHE AKTHBHOCTH
anaHMHAMHHOTpaHc(epasbl U acnapraTaMHHOTpaHc(epa3bl B KPOBH, HCCICIOBAHUE YPOBHS
MOYEBHHBI, KpeaTHHHHA, 001ero 6unupyOrHa, TIIIOKO35I B KPOBH) y Beex naruenTos ¢ ['KMII

JUIs BBIABJIEHHS COIYTCTBYIONMX 3aboneBanuii [13,39,40,54,63,68] .

YAA2YYPB

Kommenrapuii: y 6onvnoix TKMII ¢ geipadicennoti MuokapOuanshou ouc@ynxkyue
yenecoobpasno ucciedosanue ypoeHa N-mepMuHaibHo20 gpazmenma HaAmMpUilypemuieckozo
nponenmuoa mo3206020 (NT-proBNP) ¢ kposu u uccredosanue yposus mpononunos I, T 6

kposu. QOHAKO 3mu UCcIe008aHUS He 6X00Mm 6 pymuHHoe 1abopamopHoe o6credosanie.

* Pexomenyercs cnenuansHoe 1abopatopHoe o0clieoBaHHe Y TAIIHEHTOB MPH IT0J03PEHHH Ha
KoHKpeTHYI0 (eHokonuio ['KMII ¢ menpio mposenenus mu(epeHIMaIbHOIO AAArHo3a
[3,4,6,12,34,43,76,95,96,119].

YAA4YYPC
KOMMEHTapﬂfI: Horkasameu, noszgojidrouwjue npe()no,rzogfcumza KOHermeIUM ouazHo3
penoxonuu I'KMII, npusedenst 6 mabauye I11, [punoscenue I'l.

Hzonupoeannas I'KMII 6 oOemckoii nonynayuu — 3mo OUASHO3 UCKIIOYEHU.
Denoxonuu I'KMII y oemeil gcmpeqalomes: 3HAUUmMenNbHo yawe, 4em 60 63pociol NONYIAyul
bonvnvix. Ipu nocmanoexke ouaznosa uzonuposannoi I'KMII neobxooumo nposecmu nonnuiii
Ouppepenyuanbiblii OUAZHO3, NPU KOMOPOM (EeHOKONUY, 8MOpuyHble U Ccheyuguyeckue
npuyunst IJDK u T'TIDK oonoicbl Obime uckioyensl. B omauuue om 63pocisix, 0N 0eme
XApakmepHa KOHBepcusi enomuna ¢ B03PACMOM  (CUMIMOMOKOMNACKC GHECePOCHHOT
namono2uu y oemeti ¢ I'KMII ¢popmupyemcest ne 6cez0a 00HOBPeMeHHO ¢ KOHCMAmayuei
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nanuyus I'KMII. Ha nauanvhoix smanax cuHOpoOManbHOU, Memaboniuyeckoll uiy HepsHo-

MbIUEYHOU NAMON02UYU 6HEeCepOeYHble CUMIIMOMbL MOZYM elje He nposeumvCs unu Obimb
MACKUPOBAHHBLMU/CYOKIUNUYECKUMU/IAMENMHBIMY, A C Y6eNUdeHueM 603pacma - HaYame
domunuposame 6 KiuHuueckoil kapmume). Iloosmomy obcredosarue pebenka ¢ I'KMIT
QONIHCHO USHAYANLHO GbIMb HAYENCHO HA BbIAGIEHUE CUHOPOMATBHBIX U UHbLX thopm. Ilo smoii
ApUHURe UCKTIOYeHUe (heHOKONUT, 6MOPUYHBIX U Cheyuduueckux npudun y pebenrka ¢ TKMIT
OONJICHO NPOBOOUMBCSL. HE OOHOKPAMHO, d HECKONbKO pA3 00 OOCMUICEHUS. 83POCIOZ0

eozpacma.

Crparerusi reHeTH4eCKOro TeCTHPOBAHMS M CeMeliHOT0 CKPHHHHIA
[8,28,52,55,56,101,107,111,118,146]

* PexoMeHII0BaHO ¢ 11eJIbIO yTOUHEHHS! HACIIEACTBEHHOTO XapakTepa 3a00/eBaH s CEpICYHO-
COCYAHCTOM CHCTEMBI, BApHAHTA HAC/IeIOBaHUs 3a00JIeBaHMs, TIPOTHO32 3a00JICBAHHUS, HATHIHSI
OOJIBHBIX POJCTBEHHUKOB H POJICTBEHHHUKOB-HOCHTENEH 3a00JIE€BAHHS MEIHKO-TeHETHUECKUI
NpHEM Bpada-rCHETHKA MEPBHYHEIH ITPOBOJMTH TEHETHKaM, HMEIOIIMM ONBIT paboTHl ¢

Kap/MOJIOTHYECKUMH  GONIbHBIMH M paboTalOMUMKH B MyJIbTHIMCIMILTHHAPHON KOMaH/Ie

[8,28,52,55,56,101,107,111,118,146].

YAA4VYYPC

* PexomennoBano o0s3aTebHOE IPOBEJCHHE Hpe- U HOCHIMECHO08020 MeIHKO-
FEHETUYECKOT0 KOHCYIbTHpoBaHus nanuenTam ¢ ' KMII qns ucuepnwiBaromiero o6cyxaeHus
PHCKOB, IPEHMYIIECTB, OXHIAEMBIX pPE3yNbTaTOB H HMX KIMHHYECKOrO 3HAYEHUS I
COBMECTHOTO C MAlMEHTOM MPUHATHA pelueHus. [IoCKoIpKy peKOMEHAAIHH M0 CKPUHUHTY
AJIsL 4JICHOB CEMBH 3aBHCAT OT MATOTCHHOCTH OOHApY)KEHHBIX T'€HETHYECKHX BApUAHTOB,
3ajdBJICHHAs IIATOTCHHOCTh BapHaHTa JIOJDKHA IEPEIpPOBEPAThCS Kaxkable 2-3 roja
[8,28,52,55,56,101,107,111,118,146].

Y 5YYPC

Kommenrtapuii. V nayuenmos ¢ I'KMII ungopmayus o xayzamusnom zememuueckom
sapuanme umeem nadenue 8 CmpamupuKayuyu pucKa 6He3antot cmepmi.
Heobxooumocms  npoeedenus  cenemuueckozo  mecmuposanus.  penomun-
OMpUYAMeENbHbIX  POOCMGEHHUKO8 Ol PEeKNacCupukayuy  6apuanma  Heu38ecmHol
SHAYUMOCMY, BbIAGIEHHO20 NPU 2eHeMUYECKOM MeCmuposanuu y npobandda, 00 cux nop

OUCKYMUPYEMCS UCCLe006amensimiu,

Koncencycnvie  pexomendayuu Amepukanckozo xonnedsca Kapouonozoe (ACC) /

Amepuranckoil kapouonozuyeckoi accoyuayuu (AHA) ouxmyiom neobxodumocme Y Oemeli 6
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gospacme 12 nem nadunams npooOUMb CeMelinblli CKPUHUHZ POOCMBEHHUKO8 NePEoti CmeneHu

poocmea npobanooe ¢ I'KMII. Fonee panee obcnedosanue yenecooOpasno monvko 6 Ciydasx
HeobbIYHO20 CKAYKa pocmd, NONOACUMENbHO20 cemelinozo anamHesa no BCC u npu sanamusx
COpeBHOBAMENbHLIM CROPINOM.

Eeponeiickoe obwecmeo kapouonozoé (ESC) npeonazaem knunuveckuii u / uiu
eenemuyeckuu ckpunune Hawunas ¢ 10 nem (knacc llaC) unu pawnee, eciu ecmv Oannvie o
3N0KAUECMEEHHLIM  medenuu 3abone6anul ¢ PanHum O0eblomoM, HATUYUU KIUHUYLECKUX
CUMNIMOMOE WU 606NIEHEHHOCMU 6 Pe2YNIAPHYIO UHMEHCUBHVIO (PUUHECKYIO AKIMUSHOCMb (KIACC
1Ib, C). Oonaxo 6 nociednux padomax GwlI0 NPOOEMOHCMPUPOBAHO, YMO KIUHUYECKUN U
2eHemuyeckull CKpUHUH2 He credyem omraaowvieams 0o eospacma 10 unu 12 nem, 6 cesasu c
BbICOKUM COGNAOEHUEM Pe3YIIbIMAMOoe Mecmupo8ans y Oemetl ¢ PasIudHOM 603pacme, d MaxKice
8 C6A3U C OMCYMCMEUEM PASHUYLL 8 KAYECBE NHCUZHU MENCOY 2eHOMUN-NOTLONCUMENbHBIMU
0embMu U UX CEEPCIHUKAMU.

B uccneoosanusx 6oneuiux kocopm demeil noumu y 5% poocmeenHuKo8 nepeotl cmeneHu
poocmea, npoxooswux ckpunune, ouasnocmuposana I'KMIT npu nepeom unu nociedyioujux
obcnedosanuax. I'KMII ouaenocmupyemca no Kpatineti mepe y 00H020 POOCMEEHHUKA 6
sospacme 0o 18 nem nepeoil cmenenu poocmea 6 8% obciedosannvix cemei. Juaenos I'KMIT
bonee Geposmen 6 ciyiae HATUYUS CEMEUNO20 AHAMHE3Ad HaA4ana 3a601e6anus 6 0emcKoM

gospacme.

* PekoMeHJI0BaHO INpPOBOJUTH IIPHEM (OCMOTpP, KOHCYJBTAIlMsi) Bpava-reHeTHKa

nepBUYHBIA BceM mnanueHtam ¢ I'KMII ¢ nenpto BBIIBICHHS TNPUYUHHON MyTalHH

[8,28,52,55,56,101,107,111,118,146].

YIL4 YYP C
. PCKOMGHHOB&HO IIPOBOJHTH HHTEPIIPETAIHIO KapaIUOJIOTHYCCKHX acCIl€KTOB

pe3yJbTAaTOB  MOJIEKYJIAPHO-TEHETHYECKOr0  HMCCJENOBaHWS y  JeTelfi  COBMECTHO
crienuanucTaMy B 001acTH FeHEeTUKH M Kapauosoruu [8,28,52,55,56,101,107,111,118,146].

YAA4YYPC

Pexomeﬂnauun II0 FrEHETHYIECKOMY TECTHPOBAHHID HpOﬁﬂH,ﬂOB
[8,28,52,55,56,101,107,111,118,146]

* Pexomennyercs npoBeleHHE KAacKaJHOIO I'€HETHYECKOTO0 CKPHHHHIA METOIOM
Courepa poCTBEHHHKAM TTEpBOH JIMHUU POJCTBA IIpodaH/a, y KOTOPOTo MPH TEHETHYECKOM

TECTHPOBaHHE OOHapy)KeHa NpHYMHHAs (Kay3aTHBHAs) [ATOT€HHAS MJIH BEPOATHO
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natoreHHas MmyTanus. Y gereii ¢ 'KMII npu npoBeneHHM reHeTHYeCKOro CKPHHHHTA
NPEANOYTEHHE OTACTCS MCCIIENOBAHUAM reHOMa ¢ OOJBIINM MOKPBITHEM (TIOJIHOIK30MHOE
WJIH ITOJTHOT€HOMHOE€ CEKBCHHPOBAHME) B CBA3H € OOJIBIINM KOJNHYECTBOM CHHAPOMAJILHBIX,
MeTabonneckux Gopm u GopM, CBA3AHHBIX ¢ HEPBHO-MBIIIEUHBIMH 3a60JeBaHusAMH. 1Ipu
IONO3PEHHH  HAa  MHTOXOHJPHANBHYIO  MAaTOJOTHIO  PEKOMEHIOBAHO  IIPOBEICHHE
MOJIEKYJISIPHO-TEHETHYECKOI0 MCCIIEOBaHHA C IOKPBITHEM MHTOXoHApHampHoi JIHK
[8,28,52,55,56,101,107,111,118,146].
s YAA4,YYPC

* Pexomenzmyercs reHeTH4YecKOe TECTHPOBAHHE C MOCIHEAyIOUIed Banuaanueit
BBISIBJICHHBIX TCHETHYECKHX BAPMAHTOB INAIMEHTaM IIPH IIOJIO3PEHHH HA KOHKPETHYIO
¢penokommio  T'KMIT ¢ wmemsto  mpoBenenus  audQepeHIMaTbHOTO — AHArHos3a
[8,28,52,55,56,101,107,111,118,146].

Yaa4,YYPC

KommeHTapuii: cenemuueckoe mecmuposanue y Oemeii ¢ HOPAHUYHOL
aunepmpoghueii cmenku cepoya (posno 2 Z-score) unu ¢ noepanuynoii I'JDK nescnozo eenesa
YenecoobpasHo nPoeoOUNsL MOILKO NOCIE OeMAIbHO20 00CLe006aNUs (6KIOYAS MAZHUMHO-
PEe30HAHCHYI0  momozpaguio  cepOya ¢ KOHMPACMuposanuem) U — KOHCUNUYMA

MYNLMUOUCYUNNUHAPHOU KOMAHObL CREYUATUCTNOE.,

° PGKOMGHHOBaHO HNPOBOAXUTE ITOCMEPTHOC I'CHETHYCCKOC HCCICHOBaHHE OGpﬂBIIOB

3aKOHCepBHUPOBaHHbBIX TKaHeH umn JIHK g ymepiumx nanueHToB ¢ matoMopooruyecKi
noareepxaeHHoM ['KMII, uTo6OBI HMETH BO3MOKHOCTB BBITOJHUTH KACKA/HbIH FfeHETUIECKUH

CKpUHMHTI poJCTBeHHHUKOB [8,28,52,55,56,101,107,111,118,146].

YALS5YYP C

Kommenrapuii: cenemuyeckue uccneoosanus npu I'KMIT mozym nocums nouckoguwiii
U CKpuHUH208bLU Xxapakmep. [{is nOuck06020 2eHemuyYyeckoeo Uccied08anus NoOX00am
Memoobl ¢ OONLUUM NOKPLIMUEM 2eHOMA (CEKBEHUPOBAHUE NOIHO20 2eHOMA UNU K30MA).
Ilocne  nonyuenus  pesyibmamos —ucciedo6anus, HeobX00uMo npoeecmu  yenegoe

cexgeHuposarnue svlasieHnbvlx mymayui no Cenzepy y npo6anoa u e2o poocmeenHuKos.
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Oyenka 6K1G0A KOHKPEMHO20 2eHEMUYeCK020 BAPUAHMA QONNCHA NPOGOOUMbCA

UHOUBUOYANLHO U COBMECHIHO € BPAYOM-2CHEMUKOM.
Oyenka namoz2ennol 3HAUUMOCU GbIAGNIEHHbIX BAPUAHMOE DONNICHA RPOUCXOOUMD C
0053amenbHbIM UCNONL30BAHUEM MENCOYHAPOOHBIX 6a3 OaHHBIX O YACMOmMe U NAMO2eHHOT]

ponu cenemuyeckux eapuanmos, maxux kax Clinvar, Gnomad, HGMd u op.

Pexomenganum mno TFCHETHYCCKOMY H KIIHHHY€CKOMY T€CTHPOBAHHIO B3POCJBIX

poacreennukos [8,28,52,55,56,101,107,111,118,139,146]

* PexomenjoBaHo TIPOBENEHHE KACKAIHOIO IE€HETHYECKOTO CKPMHMHIA METOIOM
CoHrepa TmoCl€ NpeJBAPHTENBHOTO IIpHeMa (OCMOTpa, KOHCYJIBTAI[MH) Bpaya-reHeTHKA
IIOBTOPHOTO B3POCIIBIM POJICTBEHHHKAM IIEPBOH CTEINEHM POJCTBA MAIHEHTOB, HMMEKOLIUX

Kay3aTHBHBIA NATOTEHHBI MM  BEPOSTHO MATOTE€HHBI TI'CHETHYECKMH  BapUAHT

[8,28,52,55,56,101,107,111,118,139,146].

YIASYYPC

¢ PexoMenjioBaHo KIMHHMYECKOe 0OCIEJIOBaHME, BKIFOYAIOLIEE PETHCTPALIMIO
anexTpokapauorpammel, OXOKI™ u npueM Bpava-KapAHOIOTa MOBTOPHBIA POJACTBEHHUKAM

HepBOﬁ CTCIIEHH POACTBA, Y KOTOPBLIX BBISIBJIIEH TOT JKE FeHEeTUYECKHH BApHAHT, 4YTO U ¥

npobanja [8,28,52,55,56,101,107,111,118,139,146].

YAASYYPC
. Pexomennyercs poxcrBennukam pebenka ¢ I'KMII mepBoit nuauMu pojcrsa
IPOBOJIUTH KapIUOJIOrHYeCKOe oOcnemoBanue, BKJTFOYAIOIIEE pETUCTpaIHIO

anekTpokaparorpaMmmel 1 OXOKI', kaxaple 1-3 roma B cioydasx, €cClid Te€HETHYECKOE
uccienoBande y pedenka-npobanma ¢ 'KMII eme He mpoBemeHO, pe3yibTaThl €lie He
HHTEPIPETHPOBAHLl MM POACTBEHHHKH  ellle  IeHeTHYeCKH  He  00ClieoBaHbI
[8,28,52,55,56,101,107,111,118,139,146].

YYAS5YYPC

* PexoMennyercss BBIBECTH U3 JaJbHEHINIEr0 JIMHAMHYECKOTO HAOJIOICHHUS

POACTBEHHHKOB HCpBOfI CTEINIEHH POJCTBA, ¥ KOTOPBIX HE BBIABJIIEH TOT K€ IeHETHYECKHI

BapHaHT, YTO U Y npoban/ia, Ho ¢ peKoMeHanueii npueMa (0CcMOTpa, KOHCYJILTAIluK) Bpaya-
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FCHCTHKA IIOBTOPHOI'O, €CJIH Yy HHX pPa30BLBIOTCH CHMIOTOMBI MJIH IIOSBSTCS HOBBIE

peneBaHTHbIe nanuble [8,28,52,55,56,101,107,111,118,139,146].

YII5VYP C

*  Pexomenmyercs mpexynpexxiarh meTeif H MOJPOCTKOB ¢ MMeOIEHcs MyTalue,
HEeOJIaroNpHSATHOM! B IIaHe Pa3BUTHS APUTMOIE€HHOM BHE3AIHOM cepaevHoi eMeptu npu I'KMIT,
HO HE HMEIOMHUX (CHOTHIMYECKMX IPOSBIEHAN KApIHOMHONATHH, YTO  3aHSTHS
MPO(ECCHOHANLHEIM CIIOPTOM M y4acTHE B COPEBHOBAHHSX OynyT IpPHBOMUTE y HHUX K

TIOBBIMICHHOMY ~ PHCKY ~— pPa3sBUTHA  KapAHOMHONATHH M JKEJIyJOYKOBBIX  ApHTMHIL
[8,28,52,55,56,101,107,111,118,139,146].

YIJL5YYP C

* PexomennoBano npennoxuts poacteeHHHKaM npobanza IIEPBOH CTENEHH PoJICTBA
Kaxiele 2-5 jier (wiH 6-12 MecsmeB, eCM HMMEIOTCS JMATHOCTHYECKH HE3HAUHMDIE
aHOMAJIHH) KIIMHUYECKOe 00CIIeI0BAHME ¢ PETHCTpareit aneKTpokapauorpaMmsel 1 DX OKT,
CCIIH Kay3aTHBHOTO ITATOTCHHOrO MM BEPOSITHO MATOTEHHOTO IeHETHYECKOro BapHaHTa B
PE3yJIbTATEe I'€HETHYCCKOI0 TECTHPOBAHUA Yy IpoOaH/ia HEe BBIIBICHO HIJIH I'eHEeTHUYECKUIH

CKpMHHHT He nipoBoaunc [8,28,52,55,56,101,107,111,1 18,139,146].

YII5VYPC

Cywgecmeyem «bannonas modenvy npoeno3uposanus 6eposmuocmu obHapycenus
CCHEMUYECKUX  6dpuanmos 6 2enax, Hauboree pacnpocmpanennvix npu TKMIT,
paspabomannas 0is nodpocmios cmapuie 16 iem u 63pocivix, KOMOpas 6KA04aem o3pacm
nayuenma, JICeHCKUU MO, Haluyue apmepuaibHOl 2unepmeH3ul, mopponozuro MIKIT no
muny «reverse curvey u coomuouenue momyunv: MKII/3CIDK. Cymma 6annog <2
NpeoCcKkazbléaem HU3KYIO  GePOAMHOCIb  OGHAPYICCHUSI  2eHEMUYECKUX 8apuUAHMO8 8
NpUutUNKbIX 2eHax, naubonee pacnpocmpanennvix npu T'KMIT (ma6nuya 111, IIpunooicenue
I2).

2.4 UHCcTpYMEHTAJbHbIE THATHOCTHYECKHE HeeieaoBanua [5,99]

Pel"Ir[CTpa].lHH JJICKTpOKapauorpaMmmMbsl M X0JITEPOBCKOE MOHHTOPHPOBAHHE

cepaeaHoro purma [1,49,49,53,83,87,88,113,117,129]

* Pexomennosana perucrparusi 3meKTpoKapIHOTpaMMEbI (B 12 orBeneHusx) npu

NEPBHYHOM OOC/IEIOBAHHM BCEX MAlHEHTOB ¢ Moxo3penneM Ha ['KMII u B npolecce

29




AMHAMHYCCKOTO HaOmoneHus 2 pasa B rom, jmbo mpu YXYOIIEHUH COCTOSIHUSA

[1,8,49,53,83,87,88,107,113,117,129,139].

YIAJI5YYP C

° PeKOMEH,HyeTCSI IIOBTOPHAas PEeTHUCTpauus GJIGKTpOKapI[I/IOI‘paMMI:I BCEM MManmueHTaMm

¢ I'KMII npu yxyuumeHuH cUMITOMATHKH ¢ LEJIbIO BBIABICHHS HapyILICHHH CepaedHOro

PHTMa 1 IPOBOIMMOCTH, & TAK)Ke HIIEMHH MHOKAp/ia [1,8,49,53,83,87,107,113,1 17,129,139

YA 4 YYP C

* Pexomennyercs peructpamus SJICKTPOKAPIHOTPAMMBI  POJICTBEHHHKAM TEPBOIf
CTCIEHH poacTsa nanuenTos ¢ 'KMII [1,8,49,53,83,87,88,107,113,1 17,129,139].
YIUI5YYP C

* Pexomennyercs nposenenne xonreposckoro MOHHTOPHPOBAHHUS CEPACYHOTO PUTMA

BeeM nanuentaM ¢ I'KMIL, B ToM 4rciie 6ecCHMITOMHBIM, C HENbIO BBISBICHHS HapylIeHuH
put™Ma cepana (®II u XXT) u npoBoguMocTH mis crpatuduKanun pucka BCC u otbopa
KanuaaToB Juist uMmianTann UKI*** [1,8,49,53,83,87,88,107.1 13,117,129,139].

Y14 VYP C

. PGKOMeHI{yeTCH IIpOBEOCHUE XOJIITEPOBCKOI'O MOHHTOPHPOBaHHA CCPACYHOI0 pHUTMa

BCEM pocTBeHHHKaM nanuenTa ¢ 'KMII, umelomiero MyTanuo B resax, HEOJIArOMPUATHBIX B

TUIAHC pasBUTHA ApUTMOTEHHOH BHE3alHOH cepreyHoil cMepru mpu [KMII, Y KOTOPBIX

BLBIABJICHA Ta K€ H€6HaFOHpPIﬂTHa.$I MYTalus, 9TO U y npoGaH;{a, JaXe €CIIH Y HUX OTCYTCTBYIOT

enorunuueckue mposenenus [KMII [1,8,49,53,83,87,88,107,113,1 17,129,139].

YYASYYPC

* Pekomennyetcst xonTepoBekoe MOHHTOpHpPOBaHHEe CePACYHOro pUuTMa (ONTHMAJIEHO

TPOIOIDKUTENEHOCTEEO 4872 yaca) IpH IEPBHYHOM KIMHUYECKOM 00cIIeI0BaHNY TallUeHTa

U Kaxcapie 12-24 mecsnen [1,8,49,53,83,87,88,107,113,1 17,129,139].

Y5 VYP C
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*  Pexkomenmopana HMIUIaHTalK:A I[E€TJIEBOr0 perucTparopa s I[OHFOBpeMCHHOﬁ

PETHCTPAIMA  SNIEKTPUYECKOH aKTHUBHOCTH TIPOBOJSINEH CHCTEMBI Cepina C LEeJbl
BBUIBJICHHUS HAPYIICHUH CEPAEYHOTO pHUTMa Yy MNAIKMEHTOB C JKalo0aMM Ha 4acThble
CepleOHeHHs, Y KOTOPBIX HPH XOITEPOBCKOM MOHHTOPHPOBAHHM PHUTMA Cepila IPHUYHHA

ocTajack HeyTouHenmno# [1,8,49,53,83,87,88,107,113,117,129,139].

YIAS5YYPC

Kommenrapuii: anexmpokapouozpaghuyeckas OuazHocmuka S81semcs  camoil
docmynnou u wiupoxopacnpocmpanennot. Ilpu nanuwuu F'KMIT y pebenka wacmo umenHo
OHA Qaem 803MOACHOCMb 3aN0003pUMb Ouazno3. Ho pymunnoii KT ne ececda docmamouno
0Nl GbIAGNEHUA HAPYWLeHUI] pUMMA U NPOGOOUMOCTIY, KOMOPbE NONOICEHbl 6 OCHOBY
cmpamugpuxayuu pucka BCC, nosmomy eavicho nposooume onumenviotii IKI-vonumopunue.
On moxcem exnoyams: cymounoe monumopuposanue K, 48-uacoeoe u 72-uacogoe
MOHUMOPUPOSAHUE, UMPIAHMAYUIO NEMIe6020 peucmpamopa Ons  001208PeMeHHOT
peaucmpayuu INeKmpudeckou akmueHoCmu npoeoosaweli cucmembvl cepoya. Pezucmpayus
2NEKMPOKApOUopammuvl - O0IICHA  NOGMOPAMbCA  Kaxcovie 6-12 mecayes (yuumvieas
BO3MODICHYIO  OblCmpYI0  KOHBepCUlo (enomuna 6 OemckoM 603pacme), ORNMUMANBHO
npooondcumenvHocmoio 24-48 vacos.

Tloxasanuem Kk 6HeOUEePeOHOMY XONMEPOBCKOMY MOHUMOPUPOGAHUIO CEPOCYUHOZ0
pumma AeNAemces nOAsIeHUe Y NAYUeHma jHcanod Ha apummuio, U/ unu 201080KpyAHCeHUe, U/ Ui

npecumconaﬂbele/ctuonaﬂmee COCMOAHUA.

Ixoxapauorpadmus [5,8,14,29,47,65,71,94,98,99,107,152]

OXOKI'-uccnenopanue marmentaM ¢ ['KMII nmpoBoAuTCss B COOTBETCTBHH C
pekoMeHJanMssMH 1m0 oxokapauorpapum  AHA, ASE  (American Society of
Echocardiography) u EACI (European Association of Cardiovascular Imaging) mo BeIxoza

OTE4YECTBEHHBIX peKOMeHaaIuit [99].

* Pexomennyercs BceM manuenTam ¢ nogospeaneM Ha I'KMIT juist Beisiierus T'JDK

U BHYTPHXCIYJIOYKOBOH OOCTpPyKIMH @pH nepBH4YHOM obcienoanun JDXOKID ¢

Harpy3o4Ho# mpo0oi [5,8,14,29,47,65,71,94,98,99,107,152].
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YILI4 YYP C

* Pexomennyercs Bcem nanuentam ¢ ' KMIT u3mepenue MakcuManbsHOM IHACTOTHYECKOM
TonumHel MEOKapaa JOK npoBouTe Bo Bcex cerMeHTax, OoT 0a3albHbIX JI0 BepXymKy B 2D-
pexxume 1o Kopotkoi ocu JDK, mockonbky MakcHMaibHas TONIIHHA MHOKAp/a, KOTopas

BayXHa JIA OOCHKH pHCKa BCC, MOJKET HE MIomnazaarsk Ha CTAHIAPTHO HU3MEPICMBIC ITO3UIIHH

[5.8,14,29,47,65,71,94,98,99,107,152].

VI 4YYPC

* Pexomennyercsa BceM marpeHTam ¢ 'KMII TinatensHas olleHKa AHACTOIHYECKOI

(Gynxuuu JDK, BriItouass TpaHCMHUTpaIBHBIH KPOBOTOK, B JIETOYHBIX BEHAX, H3MEpPEHHE
pa3Mmepa H o0BeMa JIII JUISL CTpaTH(UKALUH pHUCKa BCC

[5,8,14,29,47,65,71,94,98,99,107,152].

YIUL4 YYP C

* Pexomennmyercs mpoBeJieHHe 3XoKapauHorpapuu ¢ (U3MYECKOH HArpysKoii
CUMIITOMHBIM IanueHTaM ¢ MakcuMaibHbiM 1'/] B BTJDK (B mokoe miM cipoBolIMpOBaHHBIM)

<50 MM PpT. CT. AN BbIsIBIeHUs npoBouupyemoi obcrpykuun BTJDK u  crpece-

unaynupyemoit MP [5,8,14,29,47,65,71,94,98,107,99,152].

YA 4YYPC

* PexoMeHnzoBaHo npoBeJeHHME 3XOoKapauorpahuu ¢ u3MYecKod  Harpy3Koi
0ecCHMNTOMHBIM NAIMEHTaM ¢ MaKCHMAaIbHEIM rpagueHToM xaeieHus B BTJDK (nmokos wim
HHJIyIIHPOBAHHEIM) < 50 MM PT.CT., €CJIH HAJIHYHEe 00CTPYKIHH HMEeT 3Ha4eHHe [JIs peKOMeHAaluit

110 00pa3y KH3HU M Ha3HAUEHMs JIeKapCcTBeHHOMH Tepamud [5,8,14,29,47,65,71,94,98,99,107,152].

Y4 YYP C

* Pexomennyercs DXOKI' Ha (oHe BHYTPHBEHHOTO BBEJIEHHS PacTBOpa HATpPHUS
xnopuaa** s koHTpacTHpoBanus nojgoctd JIK naruentam ¢ cyGonTUMaIbHBIM Ka9eCTBOM

u300paXkeHHs: MM ¢ TpeArnoyiaraeMoil anukaibHoil runeprpodueit JOK wnn anespusMoit

[5.8,14,29,47,65,71,94,98,99,107,152].
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YIIL5YYP C

* Pexomennyrorcs nopropHsle OXOKI'-uccnenoanus mnamuentam ¢ [KMIT c

U3MCHCHUAMHA B KIIHHHYECKOM CTaTyCcE€ HJIH IIOSBICHHUEM HOBO#1 cep,uequ-cocynHCToﬁ
CHUMIITOMaTHKH JUIA CBOEBPEMEHHOT'O BBIABJICHUA OCJIOKHEHUH H JHHaMHKH

pemojenupoBaHud cepaua [5,8,14,29,47,65,71,94,98,99,107,152].

YA 4YYPC

* B nercxoit monynamuu 6onpHeIX ¢ ['KMII pekomennoBano nporeaenune IXOKI -
HCCIIeIOBaHMS He peke 1 paza B roj, a pH UMeIoIIeics BEIpaXKeHHOH THHAMHUKE IToKazaTeneit
- 2 paza B roj BHE 3aBHCHMOCTH OT HallM4Ms M3MEHEHHH B KIMHHUYecKoM ctartyce. [Ipu
MOSIBIIEHUH HOBBIX cUMOTOMOB, DX OKI™ mpoBoauTcs KaXIbId pa3 JONOIHUTENBHO 1O (aKTy

BBISIBJIEHHSI HOBBIX cUMITOMOB [5,8,14,29,47,65,71,94,98,99,152].

VL4 YYP C

* Pexkomennyetcs mnposemeHne DXOKI kak KOMIOHEHTa CKPHHHHI-AJITOPHTMA
uyieHoB ceMbH nanuenta ¢ ['KMII, y koToporo BhIsSIBJIeHa acCOLIMUpPOBaHHAas ¢ 3a00/IeBaHUEM
reHHas Mmyrtauus [5,8,14,29,47,65,71,94,98,99,107,139,152].

YAASYYPC

Kommenrapuii: yenecoobpaszno ucnonvzosanue pacuwiupennozo npomokona ISXOKT,
adanmuposannozo k ouaznocmure I'KMII. Ilepevenv nokasamenei, 6xo0Auux 6 npomoKo.l
TT-2XOKI', npeocmaenenvr ¢ mabauye 113, Ipunoxcenue I'I.

PexomMenmanuu nmo upecnumeBoaHoi 3xoxkapauorpagpuun npu 'KMII

* PexoMeHzoBaHO mpoBeleHUe upecnuileBoAHOH-DXOKI janst nanueHTtoB, y
KOTOpBIX HesiceH mexaHu3M obctpyknuun BTJDK unum s onenku cocrosHus MK no

npoueaypsl CAA, WIH €ClIM PErHCTPUPYETCS BBIpakeHHass MP, mpennonoXuTenpbHO He

ceszanHas ¢ IICJ] crBopok, a oOycioBieHHas coOCTBeHHBIMH aHoMadsaMu MK

[5,8,14,29,47,65,71,94,98,99,107,152].

YIUL4YYP C
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IIpoBeneHre MpoBoOKAIMOHHOH MpoObI BanbcanbBbl 11 THATHOCTHKH
JatenTHoit o6cTpyxkumu BTJIK [27]

IIpoba Banbcansssl Bo Bpemst DXOKI' nns neteit crapimero Bo3pacta IpOBOJUTCS B
MOJIOKEHHH MalMeHTa Jie)ka Ha JeBoM Ooky. [lanueHTy HampsraeT MBIMIIBI NepejHeR
OpIOIIHOM CTEHKH, YTO MOBHIIAET BHYTPHOPIONIHOE ¥ BHY TPUTPYIHOE AaBienye. KoHTpos
YPOBHS HANPSHKEHHA OCYIIECTBIAETCS C IIOMOIIBIO YCTPOWCTBA, IIPECTaBJIAIOIETO
MaHOMETP, COEJHMHEHHBIH ¢ MYHOIITYKOM;, OpPH O5TOM IAIHEHT I0/UIEPYKHBAET TAKOE
HalpspKeHWe, 4TOOBl AaBleHHE Ha MaHomeTrpe cocrasisuio 20—40 mm pr.ct. Ecim B
IIOJIOXKEHMH IAalMEHTa JiexKa 1Ipoda oTpuIaTenbHas, TO PEKOMEHIYETCS IIPOBECTH Mpoly B
nonoxeHuu cuns u nexa [8,107]. Kommenrapuii: 6 demckoit nonyiayuu 6onvnvix ¢ I'KMIT
6o3pacmom 00 12 nem, npu u3-3a NCUXON02UYECKOU He20MOBHOCMU pebeHKa, 0N GblAGNCHUA
namenmuou  obecmpyxyuu BTIDK eosmoowcno nposedenue DXOKI' nocne nposokayuu
pusuveckoi nazpysko (10 npuceoanut). Jannas npoyedypa He A61SemCs KIACCUYECKOT
HPOBOKAYUOHHOU NpoOOU, HO NO3601s8eMm 3aN0003pUMb UIU NOOMBEEPOUMb JTAMEHMHYIO

obempyryuio y demeti ¢ I'KMII.

MaruuTHO-pe3oHaHcHas ToMorpadus [21,24,26,116,127,130]

* Pexomennyercst npoenenue MPT cepina ¢ KOHTpacTHpOBAaHHEM (IIPH OTCYTCTBHU
IIPOTHBONOKA3aHMil) KaKk MHHHMYM OJHH pa3 mocie nocraHoBku jguarnoza ['KMII mus
yrounenus nanubix D XOKI (anatomuu cepana, GyHKIHH XKeTyT0YKOB), 8 TAK)KE BEIIBIICHUS
U OLIEHKH pacrpocTpaHeHHOCTH (pubpo3a MHOKap/a U UCKIIOUeHHS PyTUX 3aboneBanuii. B
ClIydae OTCYTCTBHSI BO3MOKHOCTH BBIMOJIHEHUS MAarHUTHO-PE30HAHCHOMN HIIH KOMITBIOTEPHOM
ToMOrpauu cepana ¢ KOHTPACTHPOBAHHMEM C KOHTPACTUPOBAHHEM B MEIMIIHHCKOM
YUpPEXIEHHE  pPEKOMEHIyeTcsi  HalpaBUTh  MaleHTa B  CHCHHaTM3HPOBAHHBIH

KapJIMOJIOTHYECKUH LIEHTp [UIs BBIIOJIHEHHs JIaHHbIX HccnenoBanui [21,24,26,116,127,130].

YOO SYYPC

° PeKOMeH,I[yeTCﬂ IMpOBEOCHHUE MaFHHTHO-pE?)OHaHCHOﬁ TOMOI‘paq)HI/I cepama ¢

KOHTPAacTHPOBaHHEM POACTBEHHHKAM IpoOaHa MepBOoi JTHHUH POACTBA, €CIHM IMOCTAHOBKA
IUAarHo3a 3Ha4MMO BJIHSET Ha 00pa3 )XU3HH (HaIpHMep, 3allpenicHie COPEeBHOBATEILHOTO

ciopra), a mpu OXOKI wumeercs HH3KOe KauecTBO M300paXKeHHs, WJIH JIaHHbIE
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HOrpaHMYHbIe/COMHUTENbHBIC, HIH ecTh H3MeHeHHS Ha DKI', a DXOKI" — 6e3 oTkiioHeHHH

ot HopMEI [21,24,26,116,127,130].

YAASYYPC

* Pexomennosano nposenienne MPT cepama ¢ xoHTpacTHpOBaHHMEM MAIMEHTaM C
IpENIoJIaraéMblM ~ aMHUJIOMJIO30M  Cep/lla C LENbl0  BBIABIEHHUS 30H aMMIOHMI03a
[21,24,26,116,127,130].

YIIA5YYPC

* Pexomeniayercs NpOBOAMTH HMHTEPIPETHPOBAHHE pPe3yJIBTATOB MarHHTHO-
PE30HaHCHOK ToMOrpaduH cepIa ¢ KOHTPACTHPOBAHKHEM CIICIIHAIIMCTAMH, UMEFOLIIMMHE OTIBIT
B BH3YaJIH3alliH Cep/llla U olleHKe 3a0oneBanuii Muokapaa [21,24,26,116,127,130].

YIUI5YYP C

KommenTapuii: MASHUMHO-PEe30HAHCHAA momozpagusi cepoya é
KOHMPACMUPOSAHUEM SGIACMC «3010MbIM CMAHOAPIMOMY OYeHKU MOIUUHBL MUOKAPOd U
obvemos JUK u IDK. Ona mooicem obecnewumv OONbULYI0 MOYHOCMb usMEpeHutl, 4em
OXOKI', nockonvky wHe saensiemcsi ONepamopo3deucumot, noImMoMy OHA A6nsemcs Ol
nayuenmos ¢ I'KMII 6azoeeim memooom ucciedo8anus u NO36014em UCCLeO06aMb
CMpYKmMypy —camo20 Muokapoa: Haludue 6KI0YeHUl, He0OHOPOOHOCMU MKAHU U
pacnpocmpanennocms Quoposa. Pacnpocmpanennviii pubpos muoxapoa (>10%) sensemces
npeouKmopom  HebNazonpusImHo20  PeMOOCIUPOGANUS,  PA3GUMUS  CUCTHOTUYECKOLI
oucynxyuu u XCH, a makowce omunocumes k donoanumensuvim gaxmopam pucxka BCC.

Ocobenno eenuko 3HaveHue MAzHUMHO-PE3OHAHCHOU momozpaguu  cepoya ¢
Koumpacmuposanuem 6 ouaznocmuke ¢enoxonui I'KMII. Xapaxmep u noxanuzayuu
obnacmeii  eunepmpoguu y  Oonvneix ¢ ¢henokonusmu  TKMIT  obrezuarom

oupghepenyuanvuotii Ouaznos genoxonuil y demeil.
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KomnerorepHas romorpadus / MyabTHCIHPAJAbLHAS KOMIBIOTEPHAS

Tomorpadus [99]

* Pexomennyerca mamuentam ¢ ['KMII, y xoropeix Huskoe kauectBo DXOKI
H300paXKeHHsA, a TPOBEJEHHE MArHHTHO-PE30HAHCHOM Tomorpaguu  cepana ¢
KOHTPaCTHPOBaHHEM MPOTHBOIIOKA3aHO, JUId OLEHKH TOJIIMHBI MHUOKApJa M pPasMepoB
TIOJIOCTEH Cep/lia BBINOJIHATE KOMIIBIOTEPHYIO TOMOrpauio cepiia ¢ KOHTPacTHPOBAHHEM
WM CTHPATTEHYIO KOMIIBIOTEPHYIO ToMorpaduio cepiua ¢ DK cunxponusamnueit. B ciayuae
OTCYTCTBHSI BO3MOKHOCTH BBIIIOJIHEHHS MAarHHTHO-PE30HAHCHOH WM KOMITBIOTEPHOM
Tomorpaduu cepiua ¢ KOHTPaCTHPOBAHHEM B MEIAMUIMHCKOM YYPEXIEHHH PEKOMEHIYETCs
HalpaBJIeHHE NAUEHTA B CIICIMATIM3MPOBAHHBINA KapIHOIOT HIECKUH IIEHTP JUIS BBIMOJIHEHHUS
JIaHHBIX HccienoBanui [8,99,107].

Y5 YYPC

Kommenrapuii: npeumywecmeom KT cepoya, no cpaenwenuio ¢ MPT, ssnsemcs
BUZYANUIUAYUS KOPOHAPHBIX APMEPUL U MUOKAPOUATLHBIX MbIULEYHBLX «(MOCMUKOB).

Heoocmamxamu — memooos  komnviomeproiu — momozpaguu — cepoya ¢
KOHMpACMUPOGAHUeM  ULU  CRUPATbHOU — KOMRblomepHoll  momozpaguu  cepoya ¢
IKT cunxponusayueil a61a10mes. xyouiee KOHMPACMUPOBAHUE MISKUX MKAHEl U Haluyue

UOHU3UPYIOU{€20 UITTYYEHUA.

HpOTOHHaH MarHiTHO-pE€30HaHCHaA  CIEKTPOCKOIIHA, a TaKXe KOopOoHapHasd

aHruorpaus He ABJIAIOTCS PYTHHHO HCIIOJIB3YEeMbIM MeTofoM auarnocTuku IKMIT y pereii.

HuBaszusHoe H3MEPEHHE JABJEHHH B ITOJOCTHAX cepaua

 PexomeHIyeTcs IpoBe/ieHHe UPEe3BEHO3HOM KaTeTepusalldM Cepila JUis OILEHKU
(yHKIHH 5KeTy TOYKOB U JIaB/IEHHS 3aKIHHHBAHUS JICTOUHON apTEPUH Y TAIIHEHTOB, KOTOPBIM
IUIAHUPYETCSl TPAHCIUIAHTALUS Cepjilla WJIM MCIOJIb30BAHHE CHCTEMBI JKEJYI0YKOBOM
BCIIOMOT'aTelIbHOH HMILUTaHTHpYyeMoit*** [8,99,107].

YIUI5VYYP C

. PGKOMGH,H}’CTCH pacCcMOTpPETh BO3MOJKHOCTE ‘JPGSBGHOBHOﬁ KaTeTepu3aliy cepana

H/MJIM PETPOrpaJIHONH KaTeTepH3alliy JIEBBIX OTJIEJOB CEpPANa Y CHMITOMHBIX ITAIIHEHTOB C
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HEOIIpEeNEJICHHBIMH pE3YyJIbTaTaMH HEHUHBAa3UBHOM BH3yaJIM3allul cepana A4 OLCHKH

TsokecTr oocTpykimu BTJDK u usmepenus napnenus nanonuenus JOK [8,99,107].

YIASYYPC

Juexrpodusuonorudeckoe rectupoanue [16,50,62,75,120,131]

* Pexomenayercss mpoBeeHHE BHYTPHCEPIEYHOTO 3JIEKTPOPH3HOIOIHYECKOTO
HCCIIIOBAHUS  MalHUCHTaM ¢  JIOKYMEHTHPOBAHHBIMH  NEPCHCTHPYIOIIMMH  HIIH
TEPHOJMYECKHMH  HA/DKCITYI0YKOBBIMH  TaXMKapAHSAMH  (TperneTaHde  Ipeiacepauii,
NpelcepiHas TaxXUKap/us, aTPHOBEHTPHKYJISAPHAs y3JI0Bas PUCHTPH  TaxHKap/mus,
TaxXUKapaus, OMOCpeJOoBaHHas 00ABOYHBIMH IIPOBOJISAIIMMH IIyTSAMH) M IAlMEHTaM C

CHH/IPOMOM PaHHEro BO30YMHIEHHUS eIy JOUKOB, Ui HIeHTH(UKAIIMHE cyOcTparTa ablaluu u

nevenus [8,16,50,62,75,107,120,131].

YIJL5YYP C

. PexomennoBano paccMoTpeTh BO3MOXHOCTH BHY TPHCEPJICYHOTO
EKTPOYHU3HOIIOTHIECKOTO HCCIIeJOBaHHS b0 OTJIENBHBIX IalHEHTOB g
JNOKYMEHTHPOBAHHBIMH, CHMIITOMHBIMH, MOHOMOP()HBIMH YCTOHYHUBBIMH, JUIATEIBHOCTHIO

Oonee 30 cexynn, mpuctynamu XT mis upentuduxanuu cyberpata abnaruy W JICUEHHMsI

[8,16,50,62,75,107,120,131].

YI14YYPC

KommenTapuii: x pymunneim memodam Ouaznocmuxu y 6onvnelx ¢ I'KMIT ne
OMHOCUMCA 6HympucepoeqHoe INeKMpopusUono2UiecKoe uccnedosane c
pOPaAMMUPYeMOl JHCeryO04KOE0L CIUMYNAYUE.

* PexoMennoBano jietsim Myxckoro moia ¢ 'KMII, uMerolum sHauuMBIe My TalliH B

redax FLNCS5, PLNS5, SCN5A, TMEM435, LMNA, necMHHa, IeCMOCOCMAIbHBIE MYTallHH,
DSP, LBD3, anpda-akrununa, BAG3, NKX2-5, KCNQI1, KCNH2, TRPM4, naroreHubie
MHTOXOH/IPHAJIBHBIC MYTAIlMH, Y KOTOPBIX IO JIAHHBIM XOJTEPOBCKOTO MOHHTOPHPOBAHHS
cepaevyHoro puT™Ma BhiABIeHO 1000 u Gosee XKenyT0UKOBBIX SKCTPACHCTOI, 4 TAKKE HMEETCSI
CHCTONIMYECKas MUCHYHKIMSA JICBOI'O HIIM IIPABOTO JKENYJI0YKa, IPOBEICHHE WHBa3HBHOIO

(BHYTPHCEPIEUHOTO0) 2NEKTPO(YU3HOTIOrHUECKOr0 HecienoBanus [139]
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YIUI5 VYP C

Harpy3sounsie Teetnr [51,69,81,112,125]

* PexoMeHnyercs mpoBeleHHE BEIOIProMeTpHH mamueHTam ¢ LKMII  mis

crpatupukanuu pucka BCC, npu HEIOCTYMHOCTH WM HEBO3MOKHOCTH BBIIOJIHEHHS
sprocnupomerpud [8,51,69,81,107,112,125] .
YII5YYP C

* Pexomennyercs namuentam ¢ ' KMII, y koTopsix B TOKOe MaKCHMMalIbHbIN IPaJHeHT

nasnenus B BTJDK <30 MM pr.ct., npu npo6e Banscansser I'J] <50 MM pr.cT. npoBeneHue
OXOKI" B ycnoBusix Harpysku (ctpecc-OXOKID) mius ompejenenus ¥ KOJIHYECTBEHHON
OlLleHKH nuHaMuveckoi obctpyxmu BT JIDXK [8,51,69,81,107,112,125].

YIUI5VYP C

Kommenrtapuii. Peaxyus A/l na nazpysxy sensemcs OCHOGHOU 4ACMblO HAZPY304HO20
mecmuposanus 'y Oemeu ¢ I'KMII Headexeéammuas peaxyus A/l exooum 6 wkany
cmpamugpuxkayuu pucka BCC y nayuenmos ¢ I'KMII.  Headexeamnou peaxyueni ALl
cyumaemces 2unomensusHan (A na nuxe nazpysku Hugice UCXOOHO20 UNU eCU HA NePEblx
cmyneHax Hazpysku AJl]l Heckonbko nogblUaemcs, a HA NUKe HAZPY3KU — HUICE INMO20

Yposus), a maxoice Hedocmamoynwiii npupocm Al na nuxe nazpysku (menee 20 mm pm.cm.).

JprocnupoMeTpus

* Pexomennyercs mnanuentaMm ¢ [KMII ¢ BBIpaKEHHOH CHMIITOMATHKOH C
CHCTOJIMYECKOH n/mim muactonuyeckoi puchyHnknuer JOK npoBeaenue sprocnupomerpun
(KapauOILyIbMOHAJIbHOE HArpy304HOE TECTHPOBAHHE C OJHOBPEMEHHBIM H3MEpEHHEM
pecMpaTOPHBIX I'a30B), B TOM YHCIIE UL ONIPEIEICHHS TIOKa3aH| i K TPaHCILIAHTAIIHE Cep/Ila

HJIH YCTPOMCTBA JUlsl BCIIOMOIaTelbHOro kKpoBoobpatenus [5,8,107].

YII5YYP C
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* PexomenioBano nposenenue nmanuentam ¢ 'KMII, He3aBHcHMO OT CHMITTOMATHKH,

SPrOCIMPOMETPUHN (MU TIpOBEAeHHE TecTa ¢ (PU3UYECKOH HArpy3kod ¢ HCIOJIE30BaHHEM
9ProMeTpa, HJIM BEJIO3PIOMETPUS IIPH €0 OTCYTCTBHH) C IEJIBIO OIEHKH TSXKECTH H

MeXaHH3Ma HETEPEHOCHMMOCTH (HU3MYECKOH HArpy3Kd M H3MEHEHHM CcHCToHueckoro AJ]
[5,8,51,69,81,107,112,125].

YIULSYYP C

* PexomennoBano mpoBeneHHE 3IPrOCOHPOMETPHH (WM MPOBEJEHHE TECTA C

(usnyeckoil Harpy3ko#l ¢ HCIIONB30BAHHEM BPrOMETPA, HIIA BEJIOIPIOMETPHS NPH €ro
OTCYTCTBHH), CHUMITOMHBIM IIallHEHTaM, KOTOPBIM IUIAHHPYETCS HCCEYEHHE MBIILEYHON

TKaHH CepJilia, /Ui ONpeIeNIeHHs orpaHHyeHuii o Harpyske [5,8,51,69,81,107,112,125].

YIUL5 YYP C

Buoncus muokapaa [132]

® PCKOMGH,ELYCTCH IIPOBEACHHE Ouoncuu MHOKapJia IIpH TOJO3PEHHH Ha
HH(bHHpraTHBHBIe, BOCHAIHTEILHEIE 3a00JIeBaHus cepanua HIH OoJre3Hu HaKOIlJICHH A,

KOTOpBIE HE MOTYT OBITH MOATBEPIKJIEHBI APYrMMHU MeTonamu [8,107,132].

YIA5YYPC)

2.5 Mnble AMATHOCTHYECKHE HCCIEI0BAHUS

JnarnocTuka 3a00/1eBaHHsA Y OTAEAbHBIX KATErOPHii MALIMEHTOB
Huddepennnanbupiii quarno3 FKMIT u T'VIK BesieacTBHe apTepHaIbHOM
rUNepTeH3uu [2]

CrabunpHas apTepHalbHas THIEPTEH3HUS MOXET MPUBOIAUTE K THIEPTPO(GHH
mMuokapna. Onmako Hamuyue y OonbHOro ¢ rumeptpodmedl MHOKapia apTrepHalbHON
THIIepTeH3uH He HeKimoyaer auarno3 ['KMIL V takux O00onbHBIX HE0OX0IMMO NpOBEIEHHE
nuddepenuanbHoi IMArHOCTHKHE MEXY EePBHYHOI U BTOPHYHOM runeprpoduei MHOKapaa.

Beposarnocte Beissenenns I'KMII y naruentor ¢ A" craHOBHTCS BBILIE IPH HATHYHH
crenyonmx GakTopos:

1. monoxutenbubld cemelnbi anaMues o ['KMIT witi o BCC B mosiogom Bo3pacre y

POOCTBEHHHKOB HCpBOﬁ JINHHUH POJCTRA,
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2. HECOOTBETCTBHE MEXAY [UIMTEIBHOCTHIO U TSDKECThIO TeueHUs Al” i BEIpayKeHHOCTBIO
runeprpodun JDK (MakcumanbpHas TONIIHHA CTEHOK > 27).
I'KMII u nudapkT Muokap/ia
VY nereit ¢ 'KMII u nmemuell MHOKapa MOXKET Pa3BHUTHCS OCTPBIH KOPOHAPHBIH
CHHZIpOM H HH(apKT Muokapaa (MM) [17,41,67,80,109.152].
Pexomennyercs gnersm ¢ T'KMII u xiunudeckodl CHMITOMATHKOH OCTPOro
KOPOHApHOI'O0 CHHAPOMA, MMEIOLIMM COOTBeTCTBYIONIME H3MeHeHHs Ha DKIT u DXOKI,
nposenenne uHBasuBHOH KAI™ nnu KT anruorpadus 11t HCKIIFOUEHHS WITH TOATBEPIKICHHUS

NopaKeHHs KOpoHapHEIX aprepuit [8,17,41,67,80,107,109.152].
NYIAASYYPO)

I'mneprpopnueckas kapauomuonatus u IJIZK y cnopremenos [136]
Pexomenoayuu no 3anamuio cnopmom, u3Ky1bmypoil, y4acmuio 8 CROPMUGHbIX

COpPeéHOBAHUAX

* He pekomennyercs (nmporuBonokaszano) namueHtam ¢ [KMII He3aBucHMO oOT
BO3pacTa, I10J1a, PACOBOH NPHUHAMICKHOCTH, HaMuusa obctpykuuu BTJDK wnmu Hammums
KapAHOBepTep-IepUOPHLIATOPa  HMIUIaHTHpyeMoro™** yyacTHe B CHOPTHBHBIX
COPEBHOBAHUSIX U YIIPAXKHEHUAX BBICOKOH MHTeHCHBHOCTH [8,107,136].

YIL5YYP C

Kommenrapuii: 3anamus cnopmom 6bICOKUX CHOPMUGHLIX OOCIUICEHUN U
copesHosamenvHuiMu guoamu cnopma y demeti ¢ I KMII conposooicdalomes 6blcOKUM PUCKOM
passumus BCC, nosmomy oHU npomueonoxkazansl 60N1bHbIM ¢ OAHHOU HO30102Uell.

Bonpoc o 603mooicHom obveme u xapakmepe uauueckol akmueHOCMU NPU 3AHAMUAX
cnopmom 'y Hocumenell RNAMOZEHHbIX U GePOAMHO NAMO2EHHBIX MYMAYyuil  2eHO06,
omeemcmeennvix 3a pazeumue I'KMII, y komopeix He umeemcs KIUHUYECKUX NPOAGIeHUTl
3abonesanus u omcymemeyom nposieienus sabonesanus no IKI" u DXOKI, onpedensemces
KONIe2UANbHBIM PeULeHUeM MYIbMUOUCYUNIUHAPHOU KOMAHObL CReYUANUCMo8 ¢ y4emom
xapaxmepa 6blAGNEHHOU MYMayuy, pe3yiomamos pe2yIsapHbiX U HOGMOPHBIX KIUHUYECKUX
uccreooéanuti, ¢ ydemom cmpamuguxkayuu pucka BCC Ha ocnose esponelickoi u

amepuKanckol mooeneil.
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Crpatudukanuda pHcKAa H CTPATErHH NepBHYHOMH ¥ BTopHYHOoH npoduiaakTukH BCC

[32,35,89,93,102,104,106,123,135,150]

[TokazaTenu €XKEeroaHoit CMEPTHOCTH OT CEPACTHO-COCYTUCTRIX MPHUYHH Y B3POCIBIX

nanuenToB ¢ I'KMII cocranstor 1-2%. BCC, XCH u TpomMO03MO0IHYECKHE OCIOKHEHUS
SIBJISIIOTCS. OCHOBHBIMHU IIpHYHHAMH. B netckoil nonymnanuu OosnbHbix ¢ IKMII cmepTHOCTB
Ha 11epBOM rofty *xus3Hu cocTaBisgeT 10%. [To maHHBEIM pa3NUYHBIX UCCIICNOBAHUN Y IETEH ¢
['KMII emeptrOocTs 0T BCC, XCH ¥ accOnHUPOBaHHBIX ¢ HUMH [IPHYMH MOXKET JTOCTUTaTh
1o 7% B ro.

Bueszannas cepaeunas cMepTh (BCC) — 3T0 cMepTh, HacTyHaronas HEOKHIAHHO U
MIHOBEHHO H3-3a KapJHaJBHBIX NpUYMH (y manueHTa Oe3 3a0olieBaHHS cepilla HIH ¢
TAKOBBIM) B TeueHHE | Y IIOCie TOSBJIEHHS IEPBBIX CHMIITOMOB YXY/IIEHHS OOIIEero
COCTOSIHUSL.

Puck BCC y manmentoB ¢ uzonupoBaHHoii I'KMII 6e3 TpaauiuoHHBIX (aKkTOpoB
pucka cocrasisier 5,9% 3a 10 netr. B gerckoit momynsnum G6omeHeIX ¢ [KMII cTparerns
npopunaktukn BCC  ornuyaercs OT  B3pOCHBIX, [MOCKOJIBKY y JI€TEH IPOIEHT
IIPEJICTABICHHOCTH METadOIHYeCKOH, MHUTOXOHJIpHAJIbHOH, cuHApoManeHblii [KMII, a
takxe I'KMII, cBsizaHHON ¢ HEPBHO-MBIIIEYHEIME 3a00JI€BaHUAMH, COCTaBIseT 0Koyio 30%
(y B3pocneix Menee 10%). Jlake M3 CONOCTABJICHHS HTHX IMPOLEHTOB IPEJICTABIEHHOCTH
IIOHATHO, YTO OoJibHBIE MONOOHBIMH (hopMaMH B OONBIIMHCTBE CBOEM HE JIOXKHBAIOT JI0
B3pOCJIOro Bo3dpacTa. VIMEHHO OHHM COCTaBJISIOT HauOoJiee yrpoKaeMblil B IIaHE Pa3BHTHSA
BCC KOHTHHIEHT, KOTOPBIH HYXkJaercsi B 0c000M MOAX0/e K MPOpHIIAKTHKE.

Crparerus npodpunakruku BCC y pereit ¢ TKMII 3akmouaercs B BBIYICHEHHH H3
Bcero myna OonpHbIX I'KMII Tex mnamueHToB, KOTOpbIE HMEIOT 3HAYHMBIE MYTAIlHH
"HeONaronpuATHLIX" B IUIaHE Pa3BUTHS JKU3HEYTPOXKAIOIIMX COCTOSHHH TEHOB, |
NPUMEHEHHIO Yy HHX ClHeluHUeckuX T[OKa3aHUil K MMIUIAHTAHH KapAHOBEpTEp-
IeudbpuiuisiTopa HMILUIAHTHPYEMOTO ogHOKaMepHoro***, Bee ocranbHble OOJNBHEIE IETH C
I'KMII noanmanaroT moxa cTpaTUGHUKAIMIO PHCKA, BAIHAMPOBAHHYIO IS CapKOMEPHBIX
MyTaliii B eTckoM BospacTe (244-249,301,310). HebnaronpusaTHeIMU B IUIaHE Pa3BHTHS
BCC npu I'KMII saBnsrores mytanuu B renax FLNCS (¢punamun-C), PLNS (pochonamban),
SCNSA (anpha-cyObenuuuna S5 NOTEHIMAN3aBUCHMOro KaHana Hatpusi), TMEM435
(rpancmeMmOpanHupli  Genok), LMNA (mamun A/C), RMB20 (PHK-cBs3siBarommii
MOTHBUpYIOLHi mpotenH 20), necMuHa, [ecMococManbhble MyTanuu, DSP (lecMoruiakun),
LBD3 (LIM-cBsssiBaromuii nomen3), BAG3 (BCL2 cBs3anusiit aranoren), NKX2-5 (NK2

romeoboked), KCNQI, KCNH2 (xanueBblli noreHuuanzaBucuMmelii kanan), TRPM4
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(BpeMeHHBII pelenTOpHBId TOoTeHIHan MenactaTuHa 4), anb(a-akTHHHHA, TaTOT¢HHBIC
MHUTOXOHApHANLHEIE MyTaruu [139].

KommenTapwii: (eHOTHIIHYECKHE IPOSIBJIEHUS  KapIHOMHUONATHIH, npu
"HeOIarompUATHBIX" MyTalUsX MOTYT ObITh Pa3HBIMH JJaXKe B paMKax oHO# ceMbr. OmHa u
Ta e MyTanus "HeOmaromnpustHoro" B miaHe pa3suTHs BCC rena moxker HaOmoaarbes
KoHBepcus penoruna He Tonpko B ['KMII, HO 1 B quiaTanuoHHYIO0 KapAHOMHONATHIO, WK
APUTMOTECHHYIO JIUCIUIA3HIO IPABOTO XKEJyJA04Ka, & TaKXKe MPaKTHYECKH B JIIOOBIE IpyTHE
(hopmbl, uTo TpeOyeT JanpHEHITNX HCCIe0BaHuH B ATOM HanpasieHHH. Ho BHe 3aBHCHMOCTH
0T (eHOTHNAa KapJHOMHONATHH, HaJIW4YHe "HeONarompHsaTHOM" MyTalMH MPHBOIHT K

3HAUUTENBHOMY NoBbIIIeHHI0 pucka BCC.

* Pexomennyercs onenuBathk S-netHuil puck BCC npu nepuyHOM 00cnenoBaHuu
nanenTa ¢ 'KMII u B nasnbHeiiieM nepeolieHHBaTh Kaxblie 1—2 roja Wik NpH M3MEHEHHH
KIIMHHYecKoro craryca. B merckoit momymsanuu 6onpHbix 'KMII Bo3pacTtom ot 1 roma B
oneHKy S-netHero pucka BCC Henb3st BKIIOYaTh OONBHBIX ¢ CHHAPOMAIBHBIME (hopMaMU
I'KMII, metabonmuyeckumu ['KMI, muroxorapuansabsivu ['KMIT u TKMI, nporexaronmmu
Ha (oHEe HEPBHO-MBINIEUHBIX 3abojeBaHUU. bBojpHBIM ¢ TOMOOHBIMH 3a00JEBAHHAMH
MpoBeJIeHHe OI[EHKH S5-JIeTHero pucka He OyJieT UMeTh JIOCTOBEPHBIX Pe3yJIbTaToB. JleTsM B
Bo3pacte oT 16 1o 18 et ¢ capkoMepHBIMU MyTaIlUsIMU [IPOBOJUTCS OIIEHKA pHCKa TakK e,

Kak B3pocyieM [32,35,89,93,102,104,106,123,135,150].

YA 4YYPC

[llxana ounenku S-netHero pucka BCC, pazpaborannas mns OGomsHBEIX ['KMII ¢
capKOMEpHBIMH MyTallHsIMH C Bo3pacTa 16 JieT u crapiue, Oblla BaJIUMPOBAHA B JIETCKOH
nonyssiuy 60aeHBIX ¢ 'KMIT Bo3pactom ot 1 mo 16 net. OHa Takke MpHMEHHMa TOJIBKO K
nersm ¢ 'KMII, Bei3BaHHOI MyTaIusaMu capkoMepHBIX OenkoB (He cunapomansHas ['KMII, e
MHTOXOH/pHallbHAasl, He MeTa0oiHuYecKas, HE CBs3aHHAs C  HEPBHO-MBIIICUYHBIMA
3aboneBanusiMu) [93,102,105].

* Pexomennyercss mxana HCM Risk-SCD B kauecTBe MeToNIa OIEHKH pHCKa
BHE3aIIHOH CMEPTH B TedeHHe 5 jieT juist nareHToB >16 et ¢ 'KMII, Bei3BaHHO#H MyTarisaMu
capKoMepHBbIX OelkoB, Oe3 ciyuaeB peaHuMaIliy nocie snu30a0B K T/DXK wnu cionTaHHOM

yeroiuuBo JKT ¢ moreped co3nHaHMs MM reMOJMHAMHYECKHMH HapyIIEHHSMH

[93,102,105]-
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YIA3YYPB

* Pexomennyercs ucnone3orars mkany HCM Risk-Kids Model B xagectBe MeToma

OLICHKH pHCKa BHE3AIIHOH CMEPTH B TEYEHHE 5 JIET JUId MalMeHToB oT 1 mo 16 ner Oe3
npenmectByomiel OK unn ycroiuusoit KT, Ge3 BpoxkaeHHEBIX HapyleHuil MeTaboNH3Ma

W CHHAPOMHBIX puyuH ['KMIT [89].

VI3 YYP B

[enecoobpasno npoBoauTh crpatudukanmo pucka BCC y nereii mo6oro Bo3pacrta BHe
3aBHCUMOCTH OT 3THOJIOTHH IMNEPTPOPHUUECKOH KapIHOMHONATHH HA OCHOBE KOHIIEHTpAI[MH
(axropos prcka BCC st moHEMaHus CTENEHH PHCKA, a TAKIKE ONTUMH3ALMH TAKTHKH BEICHHS

1 Habmonenus 6onsHoro [107, 160, 161].

Kommenrapmii: oicusneyepoocarowyue HP cepoya u cumnmomuas 6paduxapous
Mo2ym beimb 3ape2UcmpuposaHsl Ha CMAHOAPMHOU PE2UCMPAYUL INEKMPOKAPOUODAMMbL 6
NOKO€ Ul NPU Yu3uYecKoll Hazpy3sKe, Npu X0Imepo6cKkoOM MOHUMOPUPOSAHUY PUMMA cepoyd,
C NOMOUYbIO UMNIAHMAYUYU NEMNeB020 Pe2ucmpamopa Ons 001208PeMEeHHOU Pecucmpayuu
INEeKMPUHECKOU AKMUSHOCIU NPOBOOSUYEl] CUCIEMbL CepOYd ULU NPU NPOEEOCHUU MECMA ¢
usuyeckoil Hazpyskoil ¢ ucnonvzoeanuem spzomempa. Illamozenemuyeckoii 0CHOGOU Ons
Passumust NOOOOHBIX UsMeHeHUll AENACMCA INEKMPUYECKAs HECMABULLHOCIL MUOKAPOA,

CymectByeT nBe Monenu crparudukanuu pucka BCC:

L. Ha ocHoBe TpamuioHHBIX (aKTOPOB pHCKa (aMepHKaHCKas U eBpoIeHcKkast
MOJIEJIN ).
2 Ha OCHOBE pacyeTa WHTABH/TY &JIbHBIX OILICHOK PHCKa,

IepcoHUpUIMPOBAHHBIN TOAX0. (eBporneiickas Moaens) — mkana HCM Risk-SCD (metu
16 net u crapie), mxana HCM Risk-Kids Model (netu ot 1 g0 16 ner). lkana s neteit
oTl 110 16 sier npeacTaBigeT coboit TaKyro iKe MKay, KaK [is G0abHBIX 16 JIeT 1 cTapie,

ITPOCTO OHAa MPOIIA BAJIMAALHIO B IETCKOM BO3pacTe.

«Kanpkynsropery  pucka BCC  mpm  T'KMII  npesncraBieHsl Ha  caiire

https://qxmd.com/calculate/calculator 303/hem-risk-sed u https:/hemriskkids.org/
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IIxana ouenku pucka BCC y mamuentoB ¢ 'KMII (amepukaHckas M eBponenckas
MOJIEJIH) MpeAcTaBiieHa npuinoxkenue I'3 u I'4.

Kommenrapuii. He credyem 3abvieams, 4mo noMumMo o2panuyeHuti no 6ospacmy, uiand
OYeHKU e8ponetickoll modenu Henpumenuma y nayuenmoe ¢ perokonuamu I'KMII. Taxoice
OQHHAs WKALA UMeem 02PaHUYeHUs NO 6600UMBIM NOKA3AMENIM MONUUHBL CIEeHKU 1186020
acenyoouka — 00 35 mm. Ilpu 6Gonvwien monwune pe3yiomamvl UMEIOM CHUNCEHHVIO

HpocHOCMUYECKYIO 3HAYUMOCHb.

3. .JIe'{elme, BR/IIOYasg MEIHKAMEHTO3HYIO H HEe MEIHKAMEHTO3HYIO
TEpanHu™u, THETOTEPAIIHIO, 066360J1HB3HH6, MEJHIHHCKHE MOKA3aAHUA H

NPOTHBONOKA3aHHA K NIPHMEHEHHIO METO/0B JieUeHHU s
[7,15,16,22,30,33,42,50,57-
62,66,75,84,86,96,100,114,120,121,127,128,131,137,138,147,149,151]

OO0uHe NPUHIUIIBI JIe4eHUs runeprpoduyeckoii KapIHOMHONATHH

Hnst  neyenuss TKMIT y jiereft  MCIONb3ylOT MEIMKaMEHTO3HYIO TEpaIlHIo,
olepaTHBHOE JIEYEHHE, HCIIOJIB30BAHUE CHCTEMBI JKEIYIOYKOBOH BCIIOMOIAaTEIbHOMH

UMILIAaHTHPYeMOit* ** u TpaHcIIaHTaIMIO cep/iia.

Jlauaple 1O KIMHHYECKOW d¢¢deKTHBHOCTH M 0e30macHOCTH IPUMEHSEMBIX
MEIUKAMEHTO3HBIX IIpenaparax y JeTed OCHOBBIBAIOTCS B OCHOBHOM Ha JaHHBIX,
MOJIYYCHHBIX B HaAOJIOJATEIbHBIX HCCIEA0BaHMIX. PaHIOMHM3MpPOBAHHBIE KIMHHYECKHE
HCCICJOBAaHUS HEMHOTOYHMCICHHB M BKJIIOYAIOT B OCHOBHOM HEDOJIBINOE KOJIHYECTBO

MAIHEeHTOB.

Mapmarorteparust npa [KMII u denoxonusx T'KMII, xoroprele wacto emre He
nuddepeHIIIPOBaHEl TIPH MEPBHYHOM OCMOTpe pebeHKa BpauoM-IE€TCKHM KapAHOJIOIOM,
TpeOyIOT OT Bpaua ITOBBINICHHOM OTBETCTBEHHOCTH IIPU NPHHITHH pelleHHst 06 OTKaze OT
HazHaveHus Tepanuy (ocobenno Oera-anpeHoOI0KaTOpaMHt), IIOCKOIBKY IIPOTHO3 pedeHKa ¢
¢denokonusimu 'KMII cepbesnee, yem npu uzonupoBanHod I'KMIIL. Ilpu comuenusx B
HeoOXOUMOCTH HazHaueHUs Tepanuu Oera-agpeHoOIokaTopamMu Ooliee IIPaBUIBHO pELIaTh
BOIIPOC B I10JIL3Y HA3HAUCHHUS JICUCHHSI, YEM OCTaBIIATHL peOeHKa ¢ HEYTOUHEHHOH 3THOIOTHEH

T'KMII Ge3 reMoguHaMUYECKOM KapAHOIPOTEKTHBHON TeparnuH.

44




Bonpoc o npoBeieHHH HeceueHUs MbIleyHoH Tkanu cepaua y pebenka ¢ ['KMII nmn

c€c (i)eHOKOHI/IﬂMH penracTeA HHAUBHIYAJILHO KOHCHITUYMOM 3aMHTEPECOBAHHBIX

CIICIHAJIHCTOB.

IToaxonp! kK MeAHKAMEHTO3HOI TepaNHH HA JOTHIIEPTPO(HUECKOI cTa UK
runeprpodpuyeckoil kapauomuonaTuu [S9]
Bonpoc o HeoOXonuMOCTH MEAMKAMEHTO3HOTO JICUEHHS! y HOCHTENEeH IaTOreHHOH

WJIM BEPOSITHO MAaTOT€HHOH MyTaluu, acconuupoBanHoi ¢ 'KMII, Ha goruneprpoduyeckoi

CTaIuu y JIETeH B HacToOsIeEe BPEMS TOJIBKO HUCKYTHPYCTCSI H HE MMECT OJHO3HA4YHOI'O

PEHICHHUS U COrJIaCOBaAHHBIX peKOMEHﬂaHHﬁ.

3.1 KoncepsaTuBHoe jevenue [17,41,58,59,60,61,67,80,109,122,137,138,152]

Ioaxoapl kK MeINKAMEHTO3HOI TEPANTHH HA THIEPTPOdHUECKOH CTAIUH

FﬂﬂeprD(l)ﬂ'—leCKOﬁ KapaAHOMHOIIATHH Y ﬁeCCHM"TOMHbIX NanueHToOB
[15,59,60,71,138]

. PCKOMeH,[[OBaHO PpaccMOTPETE BO3MOKHOCTB Ha3HAYCHHA Oeta-

azipeHoOnokaTopoB aetaMm ¢ odctpykuueid BTJDK (rmokost wiid uHAYIHPYEMOit) JUIs CHUKEHHS
[T B JDK [158].

Y5 VYPC

* Pexomenyercs Ha3HaueHue Oerta-ajnpeHoOnokaropoB aersam ¢ KMII (B ToM umcne

OecCHUMIITOMHO TeKyIleH) H b0l hopMoii MHOKapIHaNbHOW TUCHYHKIIHH (JIHACTOTHYECKOMH,

17100aJIbHOM CHCTOJIMYECKON MITH JIOKAJIbHON CHCTOJIMYECKOH ).

YIUL5 VVP C [13,14,15,107,108]

KomMmenTapuii: 01s npunamus pewenus o 6Geccumnmomuom mevenuu [I'KMIT y
pebenxa epauom Oondcer Ovimb cobpan OemalbHullil AHAMHE3 U NpoGedeH MujamenbHblli
aHanuz pesyIbmamos Kapouoao2uiecko20 00Cc1e006aHus, BKIIOYAA mecm ¢ @Qu3u4ecKkoil
HAZPY3KOU ¢ UCNONB308AHUCM dPeOMEmpPd U 1ab0pamopHvlie Mapkepbl MUOKAPOUOYUMOIUZA
(uccredoeanue ypoeus mpononunos I, T 6 kpoeu). Hcmunnoe 6eccumnmomuoe meyenue

mpebyemcs Ougpepenyuposame ¢ adanmayueli 3a ciem obpasa HCusnu nayuenma. Puck

BCC mpebyem escez00HOU nepeoyeHKu.
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MeaukaMeHTO3HAS Tepanua CHMIITOMHBIX MAIIHEHTOB € runep’rpodm%cxoi’l

KapauoMHonaTHeii
Obuque npunyunbl MEOUKAMEHMO3ZHOU mepanuu
[15,17,41,58,61,67,80,109,122,137,152,]

[Tpenapats! ;i MenukamenTozHoro neueHus [KMII y nereit cnenyet Ha3HAYATH ¢ y4eTOM
MHIMBUy allbHBIX 0COOCHHOCTEH pebeHKa 1 XapaKkTepa JKU3HH ero CeMbH, IIOCKOJIbKY OoubIIoe
3HAYEHHE MMEET OTBETCTBEHHOCTh pebeHKa M poauTenell B IOJAep)KaHUH IPHBEP)KEHHOCTH
MeIHKaMeHTO3HOMY JiedeHHIo. [IpH momo3peHHH Ha OTCYTCTBHE KOHTPOJS 3a IIPHEMOM
npenapara (ocobeHHO OeTa-azpeHoOI0KaTOpa) CO CTOPOHBI POAMTENEH, CIIEAYET OTAAaBaTh
npeanourende Oera-aapeHoOIOKATOPaM POJIOHTHPOBAHHOrO JeHcTBUs (24-uacoBoro). Y
Jierei (B cuity UX (PU3HOJIOTHYECKUX 0COOEHHOCTEH) PeAIoUTeHHE OTAAETCs TUIO(PUIBHBIM
Oera-anpeHobnokaropaM, a He ruapoduibHeiM. Ho oOKoHuUaTenbHbIH BBIOOp TNpemapara
ocTaeTcs 3a JICHallUM BpadoM MJIH MYJIBTHIUCUMIIIMHAPHOH KOMAaHJOW CIENHaIHCTOB.
CraproBas no3a bera-anpenodnokaropa y pedberka i ObICTpoTa TUTPALMU 03Bl BBEPX BCEr/la
noa0upaeTcs HWHAMBHJYATbHO C YYETOM MCXOAHBIX IIOKa3aTeled IaBlICHHs, YacTOTEBI
CEep/IeYHBIX COKPALIEHUH U HHIUBHyaIbHOH peakiuu pedeHKa Ha npenapar.

Hauunate Tepanuio, BIHAIOIIYIO Ha FeMOJIUHAMIYECKHUE ITOKa3aTean OOIBHOTO, CIIEYET B
CTallMOHApE I10J{ KOHTPOJIEM Bpaya.

BricTperit poct geTckoro opranuzMa (yTpoeHHe Macchl Tella Ha IEpBOM IOy U JalbHEHIIee
yBeJIMYEHHE Macchl B 6-7 pa3 K MOMEHTY B3pOCIIOrO COCTOsIHUS) TpeOyer Oosiee yacTol
KOPPEKIIMH /103 IIpenapaToB 1 Ooubinel kpaTHOCTH HabmroneHus. Takxe ObICTpOe yBeIMYEHHE
Macchl TeJia MPHBOAMT K OoJiblleidl IOIBEp)KeHHOCTH pebdeHKa pa3BUTHIO CEpACYHOM
HEJIOCTATOYHOCTH BCJIEACTBHE MaJOro yjaapHoro oObema JIeBOrO JKelyJouka Ha (oHe
HapyLIEHHOH pesaKkcallMy IIPH SKCTPEMaIbHON THunepTpo)uu MUOKapaa.

Pebenox ¢ 'KMII yxe mnpu nepBoM IOCTYIUIEHHH B CTalMOHap (ewie 10 IpOBEICHHS
TEHETHYECKOr0 OOCNe/IOBaHUS W BBISIBJICHHS IPUYMHHON MyTalMM) MOMKET TpedoBaTh
Ha3HAUeHHUS! KapIUONpPOTEKTUBHOH reMOJMHAMHMUYECKOW Tepanud M HMMETh MOKa3aHWs Ui
XHPYPrHYECKOro jeueHHs. Kak MOIXOMUTh K BEJECHHIO MOJOOHBIX MAllMEHTOB, €CIIH Bce
BBIIYIIIEHHBIE KIWHUYECKHE pPEKOMEHJAIMM M KaJlbKyJssTopbl pacdera pucko BCC

TIPUMEHUMBI TOJTBKO /171 601bHBIX ¢ ['KMII, BBI3BaHHOH MyTalMsAMH CApKOMEPHBIX T'€HOB?
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O,I[HOBH&'-IHOI"O OTBETa Ha 3TOT BOIIPOC B HACTOAIICE BPEMA HET, H OTBETCTBCHHOCTH 3a

NPHUHATHE PEIIEHHMA O Ha3HAYeHHH/HEHA3HAYEHHH MEJAUKAMEHTO3HOTO WK OTEpaTHBHOTO
JICUCHHS JIOKUTCS Ha MYyJNbTHIMCHMIUIMHAPDHYIO KOMaHIy, KOTOpas MOO/DKHA HaOIIonaTh
IMaHHoro pedenka. Eciin MHEHHUS CIIEIMANTNACTOB pacXoauTces, a y pedbenka ¢ 'KMII nuarnos ne
YTOYHEH H I0O3TOMY IIPOTHO3 HEACEH, CTOMT NPUHMMATh PELICHHE B TI0JIB3Y Ha3HAYEHHs
JICYEHHUSL.

Ilensamu menukameHTo3HOM Tepanuu y geteid ¢ ['KMII u denokonusmu 'KMIT spnsroTes:
IIPEKPAIIEHHUE MPOrPECCHPOBAHUS HIIM CHH)KEHHE TEMIIOB IPOTPECCHPOBAHHUS THIEPTPODHH
MHOKap/a; HCYE3HOBEHHME MJIM CHIDKEHHE TSDKECTH MHOKApAHAIBHOH JIUC)YHKIHH;
HOpMaJIM3allis yAapHOro o0beMa cep/ia; HCUe3HOBEHHE WIIH yMeHbleHne TskectH XCH;
npodunaktuka BCC, yny4nienre kauecTBa | IMpoJUIeHHE CPOKA YKH3HU OOJBHBIX.

MeaukaMeHTO3HAs Tepanusa 00CTPYKIIHMH BBIXOHOT0 TPAKTA JI€BOT0
JKeJTy109KA
* PexkomeHnayeTcs HauMHATL JIeYCHHE TIOOBIMH JIEKApPCTBEHHBIMH CPEJCTBAMH ¢
MHHHMAJIBHBIX JI03 U C OCTOPOXKHBIM HX THTPOBAaHHEM B TEUEHHE IOCTATOYHO IOJITOTO
BpemenH [122,152].
VI 5VYPC
* Pexomennyrorcs Geta-anpeHOONIOKATOPHl Y TalMEeHTOB ¢ obctpykimeidr BTJDK

(moxoss ¥ HHAYIHPYEMOH) ¢ mMoabopoM MaKCHMAIBHOH MEPEHOCHMOMN J03bI B KAueCTBE

TepalnuHy JUis yMeHbIIEeHHs cuMnToMoB [8, 107,].

YA S YYPC

KommenTapuii: credyem nomuume 0 nobounvix agpgpekmax bema-aopenobnokamopos.
K Hum omnocamesa: napyuieHue npogoouMocmu 8n1oms 00 noaHou AB-6rokadsl, 6ponxocnasm,
cnasm nepugepuyeckux cocyoos, 2unoziukemus u Opyeux. B demckoil npakmuke naubonee
wacmulm nOOOYHLIM SQhPekmom bema-adpenobIOKAMOPOE ABNAEMC 2UNOTUKEMUS, KOMOPAsL
Modcem  npusoouUms K npedoOMOPOYHBIM COCMOAHUAM NpU QuU3UYecKoll Hazpyske, 4mo
yenooicusem oyenxy pucka BCC y 6onvnoco. Ilpu uaswavenuu 6onvwux 003 6bema-
aopeHobIoKamopos, Komopvle O00bIYHO XOPOULO NEPEeHOCAMCS OembMu, Yenrecoobpasio

UCCNeO08aNHUE YPOBHSL 2IITOKO3bL 8 KPOGU.
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* Pexomenmyercs JseyeHue On0KAaTOpaMM KalbLHEBBIX KaHAIOB C MOAOOPOM

MaKCHMaJIbHOH II€PEHOCHMOH 103BI TeM mamueHTaMm ¢ obcrpykuueit BTJDK (mokos wim
HHIyOUPYEMOH), KOTOpblE He IepeHocsaT OeTa-aJpeHo0JIOKATOPE MM HMEIOT
IIPOTHBOIIOKA3aHKs K uX HazHavyenuto (8, 80,107,109,122,137,152].

YIUI5YYP C

Y pmereit ¢ 'KMII u BHyTpmikeTymoukoBod obcrTpykimeii JDK momyuarormux
aJeKBaTHYIO /103y Oera-azpeHoOI0KaTOpa Ml OJIOKATOpa KAIBIIHEBBIX KaHAIOB, OTBET HA

JIEYCHHE HE Bcerja ObIBaeT IpeacKasyeMbIM H OIITHMAaJIbHBIM.

Jleuenne XCH ¢ @B JI)K > 50% y naumentos ¢ TKMII

* Pexomenpyercst HazHaueHune GeTa-aapeHOOIOKATOPOB /ISl YIydIlIeHHs CHMIITOMOB
CCPACYHOM HEJOCTATOYHOCTH y ManueHToB ¢ obcrpyktuBHOi 'KMIT u XCH II-IV ®K
(NYHA) c ®B >50% [8, 158].

YIASYYPC

. He pexomennoBano HazHa4deH#e 0JI0KATOPOB KANBIHEBLIX KAHAIOB JIETSM C
['KMII, umeromum cepaednyio HeJJOCTaTOYHOCTD, CBA3AHHYIO C YMEHBLIEHHEM YIapHOTO

obbema nieBoro xenynouka [8,80,107,109,122,137,152].

YIJI5 YYP C

° PGKOMCHHOBHHO Ha3Ha4YCeHHE€ MajbIX MO03 JHYPECTHKOB Ui TMalUeHTOB C

neobcerpykruHOH I'KMIT 1 II-IV @K (NYHA) ¢ ®B JIK >50% s yimydieHus cCHMITOMOB
XCH [8, 80,107,109,122,137,152].

YIUL5 YYP C

* PexoMeHI0BaHO paccMOTPeTh BO3MOXKHOCTh HasHAYeHHS (C OCTOPOKHOCTHIO)

HHU3KUX J103 THYPETHKOB CHMITOMHBEIM mamueHTam ¢ I'KMII u obcrpykumeit BTIDK s

YMEHBILICHHSI OJBIIKH 1IpH Harpyske [8, 80,107,109,122,137,152].
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YIJISYYP C

Kommenrapuii: Hasnavenue ouypemuxos demam ¢ I'KMII u nuskum yoapreim
obvemom JDK cnedyem nposodume kpaiine ocmopodicno nod xoumponem 4CC, yoaprozo
obvema JDK u I'/l 6 JDK, nockonvky ymenvuienue o0vema yupkyiupyowesi Kposu y Smux

nayuenmos moxcem npueooums k yeearuvenuio 1] ¢ BTJDK.

Ilpu mamumuum obetpykimu BTIDK (moxost winm wHaynmpyemoii) y aereit ¢ TKMIIT
OpraHHYeCKue HUTpaTel, O10kaTops! hochoanscTepasbl-5, OIOKATOPI KAJbLHEBLIX KAHAIOB U
CepJeYHbIE TJIMKO3H/Ibl HE HA3HAYAIOTCH.

e He PEKOMEHOYETCA IIPHEM GHOKHTOPOB KaJIBITHEBBIX KaHaJIOB IallHCHTaM C

obcrpyktuBHOH I'KMII B cityyasx HamH4Ius CHCTEMHOM T'MIIOTEH3MH U BEIPAKEHHOI OJIBIIIKH B

nokoe [8, 80,107,109,122,137,152].

YAASYYPC

Jlewenne XCH ¢ @B JIK <50% y nanuenton ¢ 'KMII

* Pexomennyercs HasHadenue Oera-apeHoOIOKaTOpa B JOIONHEHAE K HHTUOUTOPY
All® (unm aHTaroOHHMCTY peLeNnTOpOB aHTHOTeH3MHa II, ecnM manuMeHT He NIEPEHOCHT
uHruouTope! AII®) nipu cumxennn OB JDK<50% y mereit ¢ neoberpykrusnoit IKMIT pia
yMeHblieHus cumntomoB XCH, cHmwkeHHs pucka rocrutanusammii mo mosoay XCH u BCC
(B OTCYTCTBHE paHIOMHM3HPOBaHHBIX wHccnenoBanuii mo T['KMII, addextuBHOCTS MO

FOCHHTAIM3AIMAM, CHMITOMaM U CMEPTHOCTH IIPEAIOIaracTcs, HO He Jokazana) [154].

YIJI5VYP C

KommenTapuii: bema-aopenobirokamoper s61siomes npenapamamy 6v160pa O
cnuoicenusn 1J] ¢ BTJDK u obnezuenus cumnmomos I'KMII. Ob6wiuno Oadce evicoxue Oo3bi
bema-adpenobI0KamMopo6 XOpOuLo NepeHOCAMCs OemvMy, eciu Mmumpayus. Hauamd c
HebONLULOT 0036l U NPOUCXOOUM NOCMENEHHO nOO Konmpoaem cneyuanucma. Ipumenenue
bema-adpenobroxamopos 24-uacoeozo Oeticmeus npeonoYMumensHo Ons pPagHOMepHOT
Kom;eﬂmpauuu npenapama u npueemcmeyemcs 60nbHbIMU U3-3a Dolee 1e2K020 KOHMPOJIs 3a
mepanuei. QOHAKO Yy ManoGecHbix demell HEPEOKO Npednoymenue omoaemcs HAIHAYeHUIO

mex npenapamos, Komopbule ne mpeoyiom u320mosieHs NOPOULKO8 U NPOCHO OO3UPYIOMCAL.
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Haznagenue quypeTHKOB B MaJIBIX J103aX MaruenTam ¢ HeobctpyktusHoit ['KMIT u II-1V ®K
(NYHA) ¢ ©B JIK <50% ju1st yMeHbIIEHHS] CHMITOMOB, CHHXKEHHUS PUCKA TOCIIHTAIM3AIHI
no nosogy XCH BO3MOXHO, HO B OTCYTCTBHE DPaHJIOMHM3HUPOBAHHBIX MCCIESIOBAHMI IO
I'KMIT 2 dexTrBHOCTE 110 TOCIHTANIH3ALHMAM, CHMIITOMAM M CMEPTHOCTH TPEJITI0JaraeTes,
HO He JIOKa3aHa.

¢ Pexomennayercs HasHaueHHe aAHTATOHHCTA aNbJOCTEPOHA IALMEHTAM  C
HeobctpyktuBHOM ['KMIT ¢ @B JIK <50% 1 nocrosaaeiMu cuMaToMaMi XCH II-TV ®K
(NYHA), necmoTpst Ha neyenme mHrubutopamu AII® (Wi aHTarOHMCTAMH PELENTOPOB
anruoreHsuHa II, ecnim mammeHT He mepenocutr wuHrHOMTOpEl AIID) u  Gera-
ajpeHo0I0OKAaTOpaMH, JUIs CHIDKEHHS pHCKa rocnuranusanuii nmo mosoxy XCH u BCC (B
OTCYTCTBHE paHJOMHU3HPOBaHHBIX HcciaenoBanuii 1o ['KMII asddekrusnocts 1o

FOCIHTATH3alUAM, CHMITOMaM H CMEPTHOCTH IIPEJUIoIaracTes, Ho He foka3zauna) [154].

YIS YYPC

* He pexomenjpyercs HasHadenne wuHrHOHTOpa AII® gmetaM c¢  cepieyHoi
HeJlocTaTouHOCTEIO Ha (hone 'KMII ¢ comyTeTByIomeit nunamuveckoit oberpykuueii BTIDK,
KOTOpasi pa3BMUBAcTCs Ha (JOHE TEPEIHECHCTOTHYECKOTO JABIIKEHHS CTBOPKH MHTPATIbHOTO

KianaHa [159]

YIASYYPC

Jleuenne cunpoma creHokapaun y manuentos ¢ IKMII

* Pexomennyercs nasnadenue Oera-afpeHOOIOKATOPOB, GJIOKATOPOB KATBIHEBBIX
KaHanoB manpeHTaM ¢ HeoGctpyktuBHOM I'KMII u creHokapauThyeckumu GoissMH TIpH
OTCYTCTBHHM OOCTPYKTHBHOH KOpOHapHOi Gone3nu cepna [17].

YIUI5YYP C

KommenTapuii: y demeii ¢ I'KMII 6oau 6 2pyonoii xnemke A61510mest 00CmamoyHo
yacmomu  scanobamu. Heobxooumo nposecmu Oupdepenyuanonoiii Ouazinos mexncoy
cmeHokapoueti u Gonsmu 6 2pyoHoll Kiemke HeKapOUaIbHO20 2eHe3d, KOMopule Makdice
ABNAIOMCA 4acmot xcanoboil 6 0emckom eospacme u 0Gycloslensl Hespaizueti, Muaneuet,
2acmpo3Hmepolo2uieckumu npobiemamu, depopmayuamu 2pyoHoll KIemKl, CKOAUO30M U

npovumu npudunamu. boau ¢ cepoye uuwemuveckozo xapakmepa y oemeii ¢ I'KMIT yawe
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8Ce20 GO3HUKAIOM BCIEOCHBUE HeaOeK8AMHO20 NPUMOKA KPOBU Hepe3 UHMPUMYPAIbHble

KOpOHApHble apmepuu K O01bulol no 00veMy u macce (2unepmpopupoeantoi) cepoeunol
mblidye,  umelowjell  borvuylo  nompebHocme 6 Kuciopode. B mpoeedenuu
oughepenyuanrbHo2o OuazHo3a nomozaem muameivbhviil coop anamuesa, nposederue IKI 6

mpex nosuyusx, cmpecc-IXOKI u nazpyzounsiii mecm.

* PCKOMCH,I[OB&HO pacCMOTPETE BO3MOXKHOCTE  HUCIIOJIB30BaHHA OPraHH4YE€CKHX

HUTPATOB per 0s y nannueHToB ¢ HeoOcTpykTuBHOM ['KMII co cTrenokapauTiHueckuMu 60IIMH

H OTCYTCTBHEM OOCTPYKTHBHOH 00JIE3HH KOpOHAPHBIX apTepwii [155].
YIOSYYPC

Jleuenue aprepuanbHoii runeprensuu y aereii ¢ 'KMII

B cnydae coderanHoro pa3sutus HeobcTpykTuBHoii [KMII u Al y nereii, neuenue
IIPOBOJIMTCS B COOTBETCTBHHU ¢ Kimanueckumu Pexomennamusyu mmo meueHuto Al y metei.

Hpe,zmhoeHHe B JaHHOM CHTYallMH OTHAeTCA Ha3Ha4YCHHUIO 6€Ta-aﬂp6H06ﬂOKaTOp0B.

Jleuenue ¢pudpuasinuu npeacepauii y nereii ¢ CKMII

Ecmu Bo B3pocioit nonyisituu 6oibHeIX ¢ [KMIT @I ssnsiercs Hanbosiee yacTol
aputMued, 10 B gerckod nomysmsuuu ®II nmpu ['KMII Berpewaercss odeHb peako.
MejukamMeHTO3Hast Tepalusi NPOBOJUTCS B COOTBETCTBHH C PEKOMEHIAIUAMH 10 JIEYEHHUIO

O®II. Taxxke B JeTckoil mOmyNsAUMH KpaifHe peako HaOmogaroTess TpoMOOTHYECKHE

ocrnoxuaenns [ KMIT.

3.2. Xupyprudeckoe H HHTepBeHIHoHHOe Jedenne TKMII
[16,22,30,42,50,57,62,66,75,84,100,114,120,121,128,131,147,149,151]

Penykuus MKII

Bonpoc o0 omeparuBHoM neuenun ['KMII y pereit odens cnoxen. Borpoc o
IIPOBEJICHUU MCCEYEHHsI MBILIIEYHOH TKAHU cep/illa U ee 00beMe pelaeTcs HHARBUAYAILHO B
KQXIOM cilyuae. AJTKOrojbHas abnsuus y AeTeil He NpUMeHsIeTCs.

OddexT oT HPOBEJIEHUS HCCEUEHHs MBIIIEYHOH TKaHH Cepiia y NeTed He Bcerma
coXpaHsieTcsl JUIMTENIBHOE BpeMs: K COXKAJEHHWIO, HEpeIKH Cllyyad, KOorja TOoKa3zaHHs sl
IIOBTOPHOTO TIPOBEJIEHHUS ONIEpallii BO3HUKAIOT CIIYCTs HEOOJBIIOH NPOMEKYTOK BPEMEHH H3-

3a OBICTPOTO MPOTPECCHPOBAHHUS THIIEPTPODHH.
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* PeKOMeHlIyeTCH MIPOBE/IEHHE HCCEUYECHHUS MEIIICYHOH TKaHH cepana y IalieHTOB C

['KMIT npu mamiunu I'J] 8 BTJDK (B mokoe ik MakcHMaIbHbIM IIPOBOIHPYEMBIM) > 50 MM
pT. ¢T., ¢ XCH M-IV @K (NYHA), HecMOTps Ha MakcHMAaJbHYIO MEPEHOCHMYIO Teparuio,

TpH OTCYTCTBHH IPOTHBONOKa3aHu [22,57,114,121,147,149,151].
YA 4YYPC

* Pexomennyetcs npopesenne ucceuenus MbIIIEUHOM TKAHH cepiiia Y TaLHEeHTOB C
'KMIT 1 nosTopHbiMi 06MOpOKaMu IIpH HATpy3Ke, Bh3biBaeMbiMH '] B BTJDK (B moxoe
HJIH MaKCHMAJIbHBIM MPOBOIUPYEMBIM) = 50 MM PT.CT., HECMOTPsI Ha OLTHMAJIBHYIO TePAITHIO,

IpH OTCYTCTBUM NPOTHBOIOKasanuii [22,57,114,121,147,149,151].

YIJ 4 YYP C

* PexomeHmyeTcss MccedyeHHE MBIIEYHOH TKAHH cepaua namumeHtaMm ¢ [KMIT,

HMCIOIIMM  IIOKa3aHHs K JaHHOMY METONy XHPYPrHYECKOro JIEUEHHs, eClIi ecTb
OZHOBPEMCHHOC HA/IMYH€ MOKa3aHWH JUId JAPYTHX XHPYPrHYeCKHX BMeluareibcTB (Ha

NalMIUTPHBIX MEIILAX, NPOTE3UPOBAHHE MUTPATIBLHOrO KiamaHa) [22, 147,149,151].
Y4 YYP C

Kommenrapnii: yenavu nposedenus onepamusrnozo newenus npu I'KMIT y demeii
AGNAIOMCA: Y6eNuteHue 00bema 1e6020 JCeIYO0UKa, YMo CnOCOOCMEYem Y6eruueHulo YOUpHO20
obvema JUK; yoanenue npensimemeus na nymu ommoxa Kpogu u3 1e6020 JHcenyoouKa nymem
uccevenus evicmynaiougei 6 npoceem BTJDK eunepmpocpuposannoii wacmu MIKII, umo
NpUBOOUM U K npexkpaujenuio Konmaxma nepedneii cmeopku MK ¢ MIKII 6 cucmony JDK;
crudicenue I /[ 6 BTJDK, komopueiii donicen cmamo menee 20 My pm cm; yempanenue aHomanuil
cmpyxkmyp annapama MK, xomopuie cnocobemeyiom zemodunamuyeckum HapyuteHusm npu
T'KMIT.

Coznacue ma npoeedenue onepamuenozo neuenus y pebenka ¢ T'KMIT Oaemcs
oguyuaneneiMu  npedcmasumensmu  pebenxa. Bosmoxcnocmu  nposedenus ONepamueHo2o
e4eHUs U 6bL00p KOHKDEMHO20 GAPUAHMA UCCEYEHUS MbIULeYHOT MKaHU cepOyd Y BONbHO20

pewiaemcs UHOUGUOYANbHO C NPUGTEHeHUeM NOMEHYUANA MYLbMUOUCYUNTUHADHOT KOMAHObL.

= PeKOMCHI[yeTCH MIacTHKa MHTPAJIBHOIO KialaHa B YCJIOBHUAX HCKYCCTBEHHOTO
KpOBOO6paH_I€HI/IH HJIH IIPOTE3WPOBAHHE MHUTPAJIBHOTO KJlallaHa B YCIOBHUAX HCKYCCTBEHHOTO

KpOBOOOpAIEeHHs: ¥ CUMITOMHBIX 601bHBIX ¢ I'J] B BTJDK (B 1OKOE WJIM MaKCHMAJIbHBIM
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IpoBOLMpPYEMBIM) = 50 MM PT.CT. U MHTpaJLHOM pErypruTalueil oT cpegHel M0 TSKemoit

CTeneHH, He BeI3BaHHBIX u3onupoBanusM [IC]] creopku MK [22,57,114,121,147,149,151].

Y14 VYP C

KommenTapuii: 6 demckom eospacme nepedko y Oonvuvix I'KMII ecmpeuaiomes
gpodicoennvle anomanuu paseumus MK, komopwie 8HOCAM 6eCOMblll 6KIAO 8 MUMPALLHYIO
oucehynryuio, nomumo 11CJ] cmeopxu MK. B maxux ciyyasx nposedenue npocmoti niukayuu

MK mooicem ne npuecmu K dcenaemomy nocieonepayuonnomy s¢hgexny.

Pexomennanun no KC y nanuenToB ¢ o6crpyxkrusHoii 'KMII

* PexoMeHnryercs paccMOTpeTh BO3MOKHOCTD ocTostHHOH DKC ¢ onTuManbubiM AB-
uaTepsaniom i cHipkenus [l B BTJDK wumn ngns  paciuumpeHuss BO3MOMHOCTH
JIeKapCTBEHHOH Tepanuu OeTa-apeHo0I0KaTOPOM H/HITK OJIOKATOPOM KaJIbIHEBBIX KAHAJIOB
y otaeneHbIX nauuenToB ¢ ['J] B BTJDK (B nokoe wiM MakCHMalIbHBIM ITPOBOLIHPYEMEIM) =
50 MM pT.CT., BBIp@XXE€HHOH CHHYCOBOW Opajukapiueil, CUMITOMaMH, pe(paKTepHBIMH K
JIEKapCTBCHHOM Tepanuy, WJIM HMEIOLMX noiHyo AB Grokany, B TOM 4ucie B pe3ylnTaTe

IIPOBEJIEHHUS HCCEYEHHSI THIIEPTPO(hHpPOBaHHOMH MEIIIeuHoM Tkanu [ 128].

YIA5YYPC

Nusazupubie Metoanl dedeHuss @I nmamuentos ¢ TKMII

* PexoMeHJ0OBaHO IpOBEJEHHE PAIMOYACTOTHOH aOJIIHH APUTMOTEHHBIX 30H B
obnactu ouara @Il mammentam ¢ ['KMIL, ecnu ®I1 ne Moker OBITH IpenOTBpallcHA
AHTHAPUTMHYECKOH Tepanuei, MM 4acToTa JKely JOUYKOBBIX COKPAICHUH He KOHTPOJIHPYETCS
JICKApCTBEHHBIMM IIpernaparaMy, WIHM acCOLMUPOBaHA C HEIEePEeHOCHMBIMH MOOOYHBEIMH

JENCTBHSAMH JIEKapCTBEHHBIX Ipenaparos [120,128,131].

Y5 YYP C

. PBKOMCHII_YCTCH HMILTAaHTal|UA  3JIEKTPOKaApIHOCTUMYJIATOPA HMIUIAHTHPYEMOI'O

JIBYXKAMEPHOIO,  4YaCTOTHO-aJanTUBHOrO***  (MMIUTaHTalMs  KapJHOCTHMYJISATOpA) ¢
bynxuueil nepexmoyeHus pekuMa (Iocsie PagHoYacTOTHOH abNAIHH apUTMOTEHHBIX 30H B

obnactu AB-y3na y manmentoB I'KMII ¢ ®B >50%), npu Hanmyuu napokcusManbHoi OI1
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(ripu OTCYTCTBHH NPOTHBONOKA3aHHI), " MMIUTaHTaIHs OJTHOKaMEPHOTO

3IEKTPOKAPAHOCTUMYIIATOPA (ANEKTPOKAPIUOCTUMYIISITOP UMILTAHTHPYEMBIi O/THOKAaMEPHBIH,
0e3 yacTOTHOH ajnanTtaruu***) — MpPH HATHYHK TEPCHCTHPYIOLIEH WM MOCTOAHHON (OpPMBI
(TIpu oTCyTCTBUMH IpoTHBONOKA3anuit) [120,128,131].

VI 5YYP C

* Pexomenayercs nposeleHHE pPagHOYACTOTHOH abJSIIMH apMTMOTEHHBIX 30H B
obnactu ouara @II Bo BpeMs IIpOBeIeHHs HCCEUEHHSI MBIIIEYHOM TKAHU Cep/Illa y HalHEeHTOB
¢ I'KMII, ocnoxnennoii cumnromuoit OII mpm Hanu4yuu IMOKa3aHWH MW OTCYTCTBHH

npotuBonokasanuii [120,128,131].

Y5 YYP C

KommenTapuii: npogsedenue paduouacmommnoi abisayuy apummozenislx 301 y oemetl
¢ I'KMII u conymcmeylowumu HAPYUWIEHUAMU PUMMA  Cepoyd, HYHCOIOUJUMUCS 6
ONePAMUBHOL KOPPEKYuY, UMelom MeHbulull npoyeHm sghpexmusHocmu, yem y 00abHbix 6e3
I'KMII. 3mo 06ycnogneno xax Yucmo anamoMudecKumu mpyOHOCMAMY, MAK U HATUYUeM
MUOKAPOUANbHO20  pubposa, uuiemuy MUokapod, d makxice Hepeoko GblPANCeHHOTU

MUOKAPOUANbHOU Oucynryueil. Bce smo cozoaem donoinumenvhoie mpyoHocmu Olis 6payd-
xupypea.

Obocnosannocmo u Heobxooumocme npogedenus onepayuu Cox-Maze («rabupunmny)
unu ee mooucpuxayuii y 6onvnvix I'KMIIT u @IT kax conymemeyloweii npu paouoyacmomuoil
abnayuu apumMOoenHolX 30H OUCKYMUPYEMCs CREYUAIUCIAMY, Y KOMOPbIX HA HACMOSUUT

MOMEHM Hem eOUHO020 MHEeHUs RO SMOMY NOBOOY.

PexomMeHaanuu mno INPAKTHYECKHM acneKkTaM HMILIAHTAITHH KapAHOBEPTEP-

neGuOPHIIATOPA HMINIAHTHPYEMOr0 0OQHOKaMepHoro*** [30,66,84,100,128]

[Mxana onenku pucka BCC y mammentoB ¢ 'KMII crapme 16 ner (eBponeiickas
Mojienb) nipencTasiaeHa B Tabnune [12, npunoxenue 2.

VY nerelt B Bospacte 10 16 ner, y kortophix npuumHoit I'KMII me sBisiorcs
CHH/IPOMAJIbHBIE, MUTOXOH/IpHAIIbHBIE, META00IMYECKHE HAPYIIECHHUS H HEPBHO-MBIIIEYHbIE
3aboneBanus (T.€. OHO3HAUHO HCKModeHb! perokonuu I'KMIT), s crpatndukaiimy prucka
BCC npumenrMa aganTHpoBaHHAs ¥ BAIWAHPOBAaHHAsS U IETCKOTO BO3pacTa eBporneickast

MO/JieJib, aHAJIOTHYHAas B3POCJIBIM ITallMCHTaM.
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Ilxana omenkn pucka BCC y nammentos ¢ I'KMII (aMepHKaHCKasi MOJIelb)

npesicrasiaena B Tabnuue [13, npunoskenue 2,

* Pexomennyercs ummnantanus KapIHOBEPTEP-1ePUOPUITATOPA HMILIAHTHPYEMOTO
OJTHOKaMepHOro*** (uMIutaHTaIHs ONHOKAMEPHOro KapauoBeprepa Aedubpuistopa) y
nanuenTo ¢ 'KMII, nepenecimx ocranosky cepina mo npuynHe KT wim OXK, wm y
IAIMCHTOB CO CHOHTaHHOM ycroiumBoil JKT, mpuBomsmeit k NOTepEe CO3HAHHS HIIH
HapyIICHUs TIEMOJMHAMMKH, IIPH OXHIAEMOM IPOJOKHTENLHOCTH IKI3HH 1 rozia
[30,66,84,100,128].

YIAAS5YYPC

KommenTapumii: ons  eepugpuxayuu apummuu 6 OMOENbHBLIX  CAYHAIX MONCEm

GbINONHAMBCSL UHBASUBHOE (GHYMPUCEPOCUHOE) IMeKMPOPUIUONO2ULCCKOE UCCIe)08aAN e,
Kommenmapuii: na nayuenmos ¢ I'KMIT, umerowum HusKkuu unu cpeonuii puck BCC,
OpUeHMUpOsana amepukanckas mooeas. Ee npumenumocme k demckoii nonynayuu 601bHbIX ¢

I'KMII neoonosnauna (na demcxoii NONYIAYUU OAHNHAS MOOENb He 6aNUOUPOBANG).

B nocneonue 20001 nossunuce dononnumensipie Kpumepuu, OyeHKa KOmopwix He
ABNACMCS OOHOSHAYHBIM NOKA3AHUEM ONS UMAIAHMAYUY Kapouosepmep-oegubpuniamopa
UMPIGHMUDYeMO20  0OHOKAMePHO20™* ¥ 1o  yuumwvieaemcs @ obwem npu  npunsmuu
n000OHO20 pewienus Kak OONOAHUMENbHbIL apeymenm 6 noaw3y umnianmayuu. Taxum
Kpumepuem A61AEMCA HaNUYUe PACRPOCMPAHEHH020 Pubpo3a muoxapoa JIK, oyenueaemozo
#wo—HHE npu  maznumno-pesonancuas momozpagus cepdya ¢ xoHmpacmuposanuenm.
Ilpeocmasnennocme ubposa ¢ muoxapoe JDK bonee 15% sensemcs Oononnumensuoim
npeduxkmopom  pucka BCC npu T'KMIT u Ap2YMEHmMoM 6  nONb3Y UMAIIAHMAYUY
Kkapouosepmep-Oehubpuniamopa UMPIAHMUPYEMO20 OOHOKAMEPHO20 ** ¥,

B oemcxoii nonynsyuu 6onuneix I'KMIT, umerowux mymayuu "nebrazonpusmueix" 6
NAARe PasGUMuUs JHCUIHEYePONCAIOUUX COOLIMUI 2eHO06 (NPUEOISIYUE K Passumuio cunopomos
Hynan, [anon, Kacmenno, Jleonapo, a makoce mymayuu zenoe punamuna-C,
poctorambana,  decmuna,  namuna A/C,  SCN35A - anvtha-cybvedunuysr 5
nomenyuansasucumozo kanana nampus, TMEM435 - mpancmembpannozo 6enxa, RMB20 -
PHK-ceasvigaiougeco  momusupyiowezo npomeunal0) u  Odecmocomanvuwie Mmymayuu,

mymayuu decmoniakuna, arbga-axmuna, LBD3 - LIM-csasviearougezo domena3, BAG3 -
BCL2-ceazannozo anamozena, NKX2-5 - NK2 2omeobokcas, KCNQI u KCNH? - xanuesoco
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nomeHnyuanzagucumozo xauana, TRPM4 - epemennozo peyenmopnozo nomenyuana

MelacmamuHa4 U namoz2eHHvle  MUMOXOHOPUQIbHbIE — Mymayuu)  npuUMeHsIomcs
OOnoIHUMeNbHble  Kpumepuu Ol UMWIGHMAYuu  Kapouosepmep-0edubpuiiimopa

UMNIAHMUPYEMO20 0OHOKamepHozo*** [139]:

* PexoMenjyercs UMILIAHTAIHS KapAHOBEPTEp-AeHUOPHIIIATOpA HMIIAHTHPYEMOTO
OJHOKaMepHOro*** (MMIUIaHTaLUs OJHOKaMepHOro kapauoBeprepa aeduOpuiuisTOopa)
netsaM ¢ 'KMIT 1 BBISIBIICHHBIMH TATOr€HHBIMH/BEPOSTHO MATOTEHHBIMH MY TaIlHAMH B reHax

¢bochonambana, punamuna-C u namuna A/C, nmerormmM OB JDK <45% unu HeycToHYHBYIO
KT [139].

YIASYYPC

* Pexomenayercss MMIUIaHTalMsl KapJHOBepTep-1epuOpHLIsiTOpa MMILIAHTHPYEMOIO
OJHOKaMepHOro*** (MMILTaHTalMs OJHOKAMEpPHOTO KapauoBepTepa IAebuOpHiIsTOpa)
netsM ¢ ['KMIT v BeIsIBIEHHBIMH ATOr€HHBIMW/BEPOSITHO NATOI€HHBIMHM MYy TAllUsAMHU JITAMUHA
A/C, MMEIOIIKM JIBa U3 TpeX NIPU3HAKOB: MYKCKOH 1o, HeycroiuuBas KT u ®B JIK<45%
[139].

YIUI5 VYP C

» Pexomennyercst HMIUTaHTaNMs KapauoBepTep-aedudpuiuiaTopa HMIUIAHTHPYEMOTO
OJTHOKaMepHOro™*** (MMIUTaHTALlUs OTHOKAMEPHOT0 KapauoBepTepa 1eGuOpuiuisaTopa)ieTsMm
¢ TI'KMII u BbISBIEHHBIMM I1aTOT€HHBIMH/BEPOSITHO IIATOTEHHBIMH  MYTAIMSIMHU
HebaronpusTHeIX B 11aHe pazputus BCC reHoB (M BbILIE), MEPEKUBUIMM CHHKOIAIBHOE

COCTOSIHHE, TOTEHIIHAJIBHO aDHTMOTE€HHOE, BEPOSITHO CBA3aHHOE C XKEITyI0YKOBBOH apUTMHEH
[139].
YA 5VYYPC

* PexomeHayeTcss MMILTaHTAlUSl KapaAHOBepTep-AehHOpHIUIATOPa UMILIAHTHPYEMOTO
OIHOKaMepHOro™**  (MMmnanranus oIHOKaMEpHOro KapAuoseprepa JeduOpuiuisTopa)
nersiMm ¢ 'KMII u BBISIBIEHHBIMH NAaTOI€HHBIMH/BEPOSTHO IIATOT€HHBIMH MYTaIlUSIMH
HeOmaronpusATHEIX B maHe pa3BuTHd BCC reHoB (cM BbIIIE), y KOTOPBIX IIPH NIPOBEICHHH

D®U BeIsiBICHA Xely104uKoBas Taxukapaus [139].

YIASYYPC
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* Pexomennyercs uMIuianTamis kapmoseptep-neubpuIsTOpa HMIIJIAHTHPYEMOT0
OJHOKaMepPHOro***  (AMILIaHTAlHA OIHOKAMEPHOIO KapIHOBEpTepa aebubpusaTopa)
netaM ¢ I'KMIT u BBISABIEHHBIMH [1aTOr€HHEIMH/BEPOSITHO NATOTEHHBIMH MyTaIusIMHu
HEONMaronpusTHeIX B IraHe passutus BCC  remoB (oM BBIIIE) H  YCTOHUMBOM

reMoanHaMu4ecku Tonepantaoit XKT [139].

YIAASYYPC

Pexomennanuu no MMnIaHTaAUMM yCTPOHCTB 11 BCIOMOraTeIbHOT0 KpOoBooOpameHus

* PexomeHn tyeTcs Tepanus MeToI0M UMILIAHTAIIMH YCTPOHACTB IS BEIOMOTATEIbHOTO
KPOBOOOpAINEHHS IPH HAJIMYHK [I0Ka3aHHil M OTCYTCTBHH MPOTHBOIIOKA3aHUil Ha HIEPUOL
HaXOXICHHS B JIUCTE 0XKUIAHHS ISl HEKOTOPBIX MAIHEHTOB ¢ TEPMHUHAILHOMN cTamueii XCH,
KOTOPBIC MOT'YT pacCMaTpHBaThCs KaK KaHJUIAThI UL TpaHCIUIaHTalK cepua [42)].

YT 4 YYP C

Tpancnumanranus cepaua y manuentos ¢ TKMIT

* PexomeHnyeTcs opToTONMYecKas TpaHCILIAHTAIHS CepALa /IS TALHEHTOR C ['KMII,
nveromnx  O®BJDK <50% u cumnromer III-IV ®K mo NYHA, wm HEYCTpaHHUMEbIE
eIy NOYKOBBIE apHTMHH, HECMOTPS Ha ONTHMAJIBHYIO TEPAIMIO IIPH HATMYHH TOKA3aHUi U
OTCYTCTBHE NPOTUBOIIOKA3aHHIA Ul TpaHCIIaHTanuu cepua [107].

Y5 VYP C

Kommenrtapuii:  Tpancnianmayusn  cepoya unu  npumenenue ycmpoucme 0.
6COMO2AMENbHO20  KPOBOOOPAWeNUs KAK «MOCMA» K MPaHcniaHmayuy  seisemecs
sauacmyio eourcmeennou cmpamezueni nevenus npu T'KMIT 6 mepmunansnoii cmaduu
sabonesanus. Badicna ceoespemenHoCcmb HaANpasnenus nAyuenma Ha MPancnIanmayulo
cepoya (npu GO3MONCHOCMU ee NpoGedeHUs), 00 M020, KaK ONUMENbHO cyuwjecmeyouan
2UNOKCUS npueedem K Heobpamumomy noauopzannomy nopasicenuto. Hauboree wacmo @
0emcKoll NONYIAYUU NOKA3AHUS K MPAHCAIAHMAyUU cepdya 603HUKAION npu I'KMII ¢
GbIPADICEHNBIM PECPUKMUGHBIM (henomunom, npu ounamayuonnoi cmaouu I'KMIT u npu

paseumuu pesucmernmuou k nedenuto XCH na gpone muoxapouansnoii ducghynyuu.
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* PexomenjioBaHo TpoBeieHHE OPTOTONMYECKOW TpPAHCIUIAHTAIMHE Cepua it
nauenToB ¢ ®B JOK > 50% u cumnromamu XCH II-IV ®K (NYHA), BhI3BanHoii
JMACTOJIMYECKON JUCOYHKIMEH, Pe3HCTEHTHOH K JIGKApCTBEHHON TepalMH IIPH HAIHUMH
TIOKa3aHUM U OTCYTCTBHM NIPOTHBOIIOKA3aHUM JUlsl TpaHcantauu (8, 107].

YIUL5 VYP C

4. MeauuuHckasi peabUJIMTALIMSA H CAHATOPHO-KYPOPTHOE JIeueHue,
MeAHIMHHCKHE NOKa3aHUs H NPOTHBONOKA3aHHA K NPUMEHEHHIO METO10B
MEeIHIHHCKON peadH/JIHTAllHH, B TOM YHCJe OCHOBAHHBIX HA HCIOJIb30BAHUH

NPHPOAHBIX JieyeOHbIX (PaKTOPOB.

CrnenuanbHBIX peKOMeH IaIuii 1o peaduikrary nanueHTos ¢ 'KMII He cyiecTByer.
[locme XMpypruyeckoro WM 5HJIOBACKYJSIPHOIO BMeIIaTenbcTBa manueHTam ¢ ['KMII
IIPOBOJATCS TaKHE JK€ peabHUIMTAllMOHHBIE MEpOIPUSATHS, KaK M IIalldeHTaM ¢ JpPYroi
CEpPJIEYHO-COCYIMCTOM IaTOJIOTHEH, NEPEeHECIINM XUPYPrHYeCKHe HIIM SHIOBACKYJISIPHEIE

BMEHIATCJIBCTBA.

3. IlpodunakTuka u 1ucnancepHoe HaG/MI0AeHHe, MEIHIHHCKHE MOKA3AHHUS

H MIPOTHBOMOKA3aHUA K IPHMEHEHHIO METOAOB IlpO(bHJ'IaKTHRH

[46,72,73,78,97]

ITpopunaktuxu 'KMII kax 3aGosieBanust He cymiecTByeT. PexomMenayeMslil npuem
(0CcMOTp, KOHCYJIBTAIHs]) Bpaya-reHeTHKA IOBTOPHBI POACTBEHHUKOB 1 ¥ 2 CTENEHH POJICTBA
npobanna ¢ 'KMII u npoBeneHre MM reHeTUYECKUX UCCIIEI0BAHUIT TIO3BOJSIET BBIABUTE KPYT
JHI-HOCHTEJIEH IIPUYHHHBIX MYyTalWi, dYTO JaeT BO3MOXHOCTH I1apaM [POBECTH
IIPEHATALHYIO JMAarHOCTHKY IUIOJa Ha JIaHHOE HAacleACTBEHHOE 3aboJieBaHHE [0
HAacTYILIICHHS CpOKa HEBO3MOXHOCTH I[IPHHATHA PCHICHHA O IICPCIEKTHBEC IOHAIIHBaHHS

OepeMeHHOCTH.
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Yro Kacaercs BblOOpa SMOpHOHA HMEIOLIErOCs MCKOMOTO —HACHEICTBEHHOIO
3a00JICBaHHs. BO BPEMs MNPOBEJICHHS KOMILIEKCA MEpOIPHSTHI 9KCTPaKOPIIOPAIILHOTO
OINIONOTBOPCHHUS, KyNETHBHPOBAHMSA W BHYTPMMATOYHOTO BBeAEHHS 3MOpPHOHA, 37O,
YUUTBIBAS MCHTAIbHYIO COXpaHHOCTE ieTedt ¢ 'KMII, B HacTosiiee BpeMs 3aTpy IHUTEIEHO
TI0 3TUYECKUM acCTeKTaM.

Ilpopunaktuueckne Meponpustds y mnanuentoB ¢ [KMIT sakmouarorcss B
IPO(HIAKTHKE OCHOBHEIX OCJIOKHEHHIT 3a60eBaH s,

Obmme pexomenaamun 1o 06pasy xusnu nanuenty ¢ I'KMII npexcrasiens B

[Tpunoxenuu B.

Hucnancepnoe nabnwdenue nayuenmos ¢ FKMIT [8,107,115,140,141,148]

[amuenter ¢ TKMIT Hy1ai0Tcss B HOMKH3HEHHOM HAGIIIONCHHH JUIS BBIABICHHS
M3MCHEHHH B CHMIITOMATHKE M IPEIYIPEIKIACHHS OCI0KHEHHUIA.

Y nereii ¢ 'KMIT non6op repanuu, HasHaueHue 6eta-ajpeHo6I0KaTOPOB, THTPALIHS
J03bl, a TaKXKe JPYroe BIHAIONIEE HA IeMOJUHAMHUYCCKHE I10KA3aTelIM JIeYeHHE O0JDKHO
Ha3HA4YaThCs B YCIIOBHUAX CTAllMOHAPA IO KOHTPOJIEM CIELHAIHUCTOR,

Ha Havansnom srame MeIHKaMEHTO3HOTO JIEYEHHS TLIAHOBBIE TIOBTOPHBIE BU3HTHI K
Bpady JKENAaTEbHO IPOBOMUTH Yepes 6, 9, 12 mecaneB (IpH HEOOXOANMOCTH yaile) s
OLCHKH MEPEHOCHMOCTH, I(PPEKTHBHOCTH M 6GE30HMaCHOCTH JICYCHHS, a TAKKe KOHTPOJIS

BBITIOJTHEHH I Bpa‘-I€6HbIX pEKOMeHﬂaHHﬁ.

* PexomennoBan npuem (0cMOTp, KOHCYJIbTAIHs) Bpada-Kap/IHoJIora IIOBTOPHBIH
Beem mamuenTaM ¢ I'KMIL, Bkmoyas HocHTenelf MaTONOrMYECKHX MyTanmii 6es
(benoTunuyYecKuX NpOsABIEHHMIT GONE3HH M TAIMEHTOB C OECCHUMITOMHBIM TEUCHHEM
3a00JIeBaHuUs, B X0/I€ KOTOPOTO OLICHHBAETCS XAapaKTep H BRIPAKEHHOCTD KIMHHYECKUX,

MOp(bOHOI‘H‘IECKHX H TEMOIHMHAMHYCCKHUX HapyIlICHHﬁ H OIIpeacisdaeTcs JedeOHas

crparerus [8,107,115,139,140,141,148].

YIJ5VYPC

* Pexomenzytores nposenenne nosropasix DXOKI kasaple 1—2 rofa y KIMHHYECKH

cTabuIBHBIX naruenTos [107].
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Y 5VYPC

* Pexomennyiorcss mosropable IXOKI-uccrnenoanus mammentam ¢ [KMII ¢
H3MCHCHHSIMH B KIIHHHYECKOM CTaryCce HJIM IOSIBJICHHEM HOBBIX CePACUHO-COCYTUCTHIX

nposisinenuit (8,107, 141].

YAASYYPC

* Pexomenayercs nmposenenue 24-48-4acoBoro XoJTEpPOBCKOTO MOHHTOPHPOBAHHS

CEpPIEYHOT0 PHTMA IIPU MOBTOPHBIX OOpaIlleHUsIX KIHHHYECKH CTAOMJIBHBIM IIALMEHTAM, a
TaK)Ke BHEOYEPEIHBIM 00pa30M IpH MOSBIICHUH HOBEIX Xaliod Ha cepanebuenus [8,107, 139,

141].

YIUI5YYP C

* PekomeH0BaHO IIpOBCIOCHHE TECTA C (l)HSH‘-IGCKOﬁ Harpysrcoifi C HCIIOJIB30BaHHUEM
JproMeTpa KaXJbIi 2 rojia I KIMHAYECKH CTAOMJIBHBIX NAIlHEHTOB U KaXABIHA rog — IIpH

nporpeccupoBanuu cumnromos [107,115,139,140,141,148].

YAAS, YYPC

* Pexomenayercsi oOciieoBaHie, BKIIOYAIONIEE PETHCTPALIMIO JJIEKTPOKAP MO PAMMABI
u OXOKI, u X0nTepoBCKOE MOHHTOPUPOBAHHE CEPACYHOTO PHUTMA , IOCKE IMPOBEIACHHS
penyxkuuu MOKII [8,107,115,139,140,141,148].

Y5 YYPC

* Pexomenayercs nanMeHTaM ¢ HEOUEBHIAHBIM JHATHO30M, TSOKEIBIMH CHMITTOMaMH

HIIA IIOBBIIIEHHBIM PHCKOM CBs3aHHBIX C 3a00/IeBaHHEM OCJIOKHEHHI o0OcenoBanue U

JIEYEHHE Y CHELHATUCTOB MYJIBTHANCIHMIIMHAPHOH KOMaH kI, SKcIepToB B BeaeHud ['KMII
[107,115,139,140,141,148].
YIS, YYPC

. PeKOMeHI[yeTCﬂ, HE3aBHCHUMO OT BBIP@AXEHHOCTH CHMIITOMOB, pPEryJiApHoe

oﬁcnenoaaﬂne INanmueHTOB H, IIpH BO3MOXHOCTH, POACTBCHHHKOB HepBOfI CTCIICHHU pOJICTBA
[107,115,139,140,141,148].
YJUL5 VYP C
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* Pexomengyercs Bo Beex ciyuasx [KMII kiuaunucTam ITAHHPOBATh

o0ciieoBanye U JIeUEHHE TAIMEHTOB B LEHTPaX C MYJIbTHIUCIIMIIIMHAPHOH KOMaHI0M
CIELHATHCTOB, C ONBITOM JIMArHOCTUKH M JIEUeHHS 3a00NIeBaHuil MHOKapa
[107,115,139,140,141,148].

YIJI5YYPC

Kommenrapnit:  neomwvemnemoti  wacmoro Meponpusmuil  npu  J1eYeHuu u
Ounamuyeckom nabniodenuu 3a oemvmu ¢ I'KMIT sensemcs paboma c pooumensmu npobanda
U Camum nAYUeHMoM (Apu yciouu Ha0ex CcobL Ha NOHUMAHUE 8 COOMBEMCMEULL C BO3DACIOM),
HARPABIEHNAsA HA  NOEbLULEHUE YPOBHS UX O0C6C0OMAEHHOCU O CMpame2uu JeqeHus
Konxkpemnozo caydas I'KMIL Ilpu omcymcemeuu e3aumononumanus o HeobxoOumocmu
NOCMOAHHO20 KOHMPOIA U HenpepuleHOCMU Jleyenus pebenka, n0Ovie HA3HaYaemble
npenapamol U MemoObi JleHeHus He Npusedym K 0JCUOaeMoMy pesynemamy. Huskas
MOMuUSAYUs K JIeYeHUl0 U HOHKOHQOPMUSM  NOOPOCHWKOS — MOJIcem  Npuecmu K
HeONA2ONPUAMHLIM NOCIeICMEUAM 6RIOML 00 NemanbHo20 ucxodd. Bce npuMeHseMble
MemOoOblL JleYeHUs. U NPOGUIAKMUKY  OOINCHbL Obimb  06CYHCOeHbl U COZNACOBANbL ¢
pooumensmu npobanoa. Ilpu evibope pescuma HasHAYeHUs npenapama Heobxo0uUMo
yuumeigame 06pas ocusnu nayuenma. Bce pexomendayuu, oasaembie nayuenmy, O0NHCHbL

ObLme ACHBIMU, YeMKUMU U COOMBEMCMBOBAMb €20 UHMENNEKMYATbHOMY YPOGHIO.

Credyem cmpemumocsi 6ce pekomendayuu npeoidzamv € NUCLMEHHOM 6ude Ons
UCKNIOYEHUS 63AUMHO20 HENOHUMAHUS U 00ecneyeHus 0CO3HANNO20 YUacmus nayueHma 6

Jleuebno-npodurakmuueckom npoyecce.

6. Opranusauus okasaHus MeJHIMHCKOM MOMOIIH

Menununckas nomoms getsm ¢ IKMIT okassiBaercs B aMOyJTaTOPHOM pEeXUME, TIpH
HaXOXKJICHHH B CTAllHOHApE, a TAKKe BKIKOYAET peabMIMTAl[MOHHBIE M IPO(UIAKTHYECKHE

MEPOIIPHATHS.
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Iloka3zaHus K IVIAHOBOH IOCHHTAJIH3ALUM B MEQHIHHCKYI0 Opranvu3anu

1Y)

2)

3)
4)

5)

Vrounenne npuunnbl [JDK HescHoro reneza ¥ HeoOXOAHMMOCTH B CHELHAIBHBIX
MeTojax uccrneaoranus (uckmodenue Gpenoxonuit 'KMIT).

Wcnonb3oBaHue JAMArHOCTHYECKUX TPOLEAYp, MPOBEICHUE KOTOPBIX HEBO3MOXKHO
WITH HelleJIeco00pa3Ho B yCIOBHSX HOJTHKITHHHKH.

Tpyanoctu B mogbope MeIHKaMEHTO3HOH TepanHHu A1l KOPPeKIIUH CHHIPOMOB.
Hasnauenue Oera-aapeH00I0KaTOPOB, OIOKATOPOB KAJIBLUEBBIX KAaHAJIOB H JAPYTHX
MeIMKaMEeHTO3HBIX MTPEnapaToB, BIUSIOUMX HA TEMOIHHAMHKY.

PedpaxTepHOCTh K MPOBOAUMOH B IIOJIHOM 0ObeMe papmakoTepanuu 1 onpeeaeHue

MOKa3aHHUH K OIIepaTUBHOMY JICUCHHIO.

Ilokazanus K 3KCTpeHHOﬁ FOCIIHTAJH3AIHH B MEITHIHHCKY O

OPraHU3ALHI0

1) Iporpeccuss XCH, TpeOyrolas HHTEHCUBHOM TEpPaIIuH.

2)
3)
4)

S)
6)
7

OTex nerkux.

TpombosmOonus.
OrnacHble IS XKU3HA HAPYIICHHsS CEpIeYHOTO pHTMa H IPOBOJIMMOCTH, Tpebyromue

MHTEHCHBHOU Tepanuu.
CuHKONIaJIBHBIE COCTOSHHUS.

OKC.

[Ipenorspamennas BCC.

TToxkazanus K BhINHCKE NMALMEHTA U3 MeIHITHHCKOH OpraHHM3alHH

1Y)

ITpu m1aHoBO#M rocUTaH3aIMH ITOKa3aHueM K Beimucke nanuesTa ¢ [KMIT ssisercs
panupanus auaruosa ['KMII ¢ perenrem Bonpoca 06 0TCyTCTBUH HEOOXOJUMOCTH B
KapIUOMPOTEKTUBHON HJIM HMHOM MEIMKaMEHTO3HOW Tepamnuu, JTHO0 3aBeplleHHE
moxbopa JaHHOM Tepallud B YCIOBHSX CTallMOHapa, JIM00 yIydlleHHEe KIMHHYECKON
CHMIITOMAaTHKH Ha (POHE KOPPEKIHH NpOBOAMMOMN (dapMaKoTepalHuu, a TakKKe
HMILTAHTaIH s KapuoBepTep-AedudpuiuaTopa HUMILTaHTHPYEMOTO
ofHOKamMepHOro*** WMo 2JeKTPOKapAMOCTHMYJIATOpAa  HMMILIAHTHPYEMOI'O
JIBYXKaMEepHOI'0, YacTOTHO-aalTHBHOrO***  HIM  3IEKTPOKapAHOCTHMYIATOPa

HMIUTAHTHPYEMOIO OJIHOKAMEPHOro***, MM NpoBeleHHE ONEpalMH HCCEYEHHs
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MBIIIEYHOH TKaHU cepiua, WM paJHO4acTOTHON abIsllMM apUTMOTIE€HHBIX 30H, UK
JPYIOro 3HJI0BACKYJISIPHOTO/XUPYPrUUECKOTO JIEUEHHUSL.

2) Ilpu SKCTpeHHOH TOCHUTATH3AIMH TIOKa3aHWEM K BEIMHCKe maruenta ¢ ['KMII
SBJIACTCSA KOPPEKIIMS HAPYLIEHUH pUTMa U IIPOBOJIMMOCTH, B TOM 4HCJIe (DaTalbHBIX,
OTCYTCTBHE OCJIOKHEHHH, TpeOYOLIUX MHTEHCHBHOM TepanuH, i ctabuusamms X CH.

3) Ilpu cuHIpOME CTEHOKAapAHH MOKa3aHUeM JUls BeIMUCcKH nanuenTa ¢ I'KMII aiseTcs
NOCTI)KEHHE cTa0unm3anuu  cocrosuust namuenra c¢  [KMII wa  ¢one
(hapMakoTEpaIMH, SHA0BACKYIAPHOTO/XHPYPrHYECKOr0o JIEUEHHUSI.

4) VYcranonenue pauarHosa (enoxonuit ['KMII, Brmmcka/mepeBoj maiueHTa B
CHELHATM3UPOBAHHBIE OT/IEJIEHHS JUISI STHONATOTEHETHYECKOTO JIEUeHUs! (HalpuMep,
B remarojioruyeckoe otaeneHde npu AlL-amunmoungoze ¢ H30JHPOBAHHBIM/

IIPEUMYIIECTBEHHBIM ITOPAYKEHUEM Cep/Ilia)

HNuble opranu3aloHHbI€ TEXHOJOTHH

Llenecoobpa3Ho co3laHue TePPUTOPHANILHBIX PerucTpoB nanueHToB ¢ ['KMIT.

ITpu ananuze paboTel MeAUUIMHCKUX opranuzanuii ¢ mauuentamu ¢ I'KMII nenecoobpazno

OLICHUBATD CIICAYIOIIHUE ITIOKa3aTCIN.

- cootHoweHue ['KMII u ¢penoxonuii 'KMII, stnonoruueckuii cnextp penoxonuit ['KMII;

COOTHOIIIEHHE OOCTPYKTHBHBIX M HeoOCTpykTHBHBIX (GopM ['KMII;, cooTHOmeHHe

CeMEHHBIX H CIIOpagH4YCCKHUX CIIyYacB 3a00JIeBaHU,

- 4YacTOTY FOCHHTAJIN3alMH B CBA3HU ¢ porpeccupoBanreM XCH, HapylieHusMH puT™Ma U
NPOBOAUMOCTH cepaua, caydan BCC;

- [oTpeOHOCTHL B  perucrpauuu  sjekrpokapauorpammel, DXOKI, marHuTHO-
PE30HaHCHOH ToMorpaduHu cepaua ¢ KOHTPACTHPOBAHHEM, KOMIIBIOTEPHOH ToMorpaduu
Cep/la C KOHTPacTHpOBaHMEM, KOpoHaporpa(uu s BBHINOJIHEHHS pEKOMEHAAIUi 110
JHHAMHYECKOMY HaOJIOJIEHHIO U 00cie/IoBaHHIO TTpoOaH/1a U POJICTBEHHHKOB MAIlHEHTOB
MepBOH JIMHUH POJICTBA; - CMEPTHOCTH (%), ocnoxuenus (%) 3a rox, 3 roaa, 5 ner;

- 4YacTOTy BBIABIEHHUS (pakTOpoB Kapauomerabosnnyeckoro pucka (Al mucnunupemus,

okupeHue/n30eITounslif Bec, CJ| 1 u 2 Tuna) B pa3ueix Bo3pacTHeIX rpynmnax [KMIT;
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- pe3yiabTaThl MOHHTOPHPOBaHMS IOTEHIHATBHO MOJMU(PHUIHPYEMBIX  (DaKTOpOB:

autporoMerpudeckux maHubx (MMT, OT), nmokasaTeneil TUIUIHOTO TPOQHISL, YPOBHS

I"J'[PIKEEMI/II/I) B pa3HbIX BO3PACTHEIX I'pYIIIax IIAallHEHTOB.

- IIOTOJIHUTENIbHAs HHpOpMaIHs (B TOM YKciie (paKTOPHI, BAUAIOININE HA HCXO][ 3a00JIeBaHMs

WJIM COCTOSIHHS).

7. JonoaHuTebHast nHpopMauus (B ToM yucjie GakTopbl, BIAUSAIONIHE HA

HCXO0Q 3200J1eBaHHS HJIH COCTOHHHH)
JpyruMu BaskHBIMU 1ientsaMu ripu Jteuenun [ KMII snsrores:

- KOPPEKLMs BCEX MOTEHLIHATBHO MOAU(DUIIHPYeMBIX (PaKTOPOB pUcKa (BpEeIHBIE IPUBBIUKH,

JUCITHIIHIEMHUS, THIICPTIIMKEMHS, O}KI/IpeHHe);

- JICUCHHE COMYTCTBYIOIHUX 3a00JIeBalHil B COOTBETCTBHE C HaAalTHOHAJIBHBIMH KIIHHHYECKHMHA

pPEKOMEHIAlMAMHE (MIeMHuyecKas O0JIe3Hb CEPIa, caXxapHbli quader, mp.).
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KpHTepHH OLIeHKH Ka4ecTBa MeJHIHHCKOH MOMOIIH

Kpurepuii kauecTrBa

Orenka
BBINOJIHEHUS

Y nereit ¢ 'KMII npoBesieH c60p reHeTHYECKOro aHaAMHE3a,
OXBAaTHIBAKOLIUH 3 TOKOJICHHS POJICTBEHHHKOB

Ja/net

Brinonnens! peructpanus anektpokapanorpammel 1 IXOKI ¢
Harpy3o04Ho# mpoboit

Ja/Het

BpInoHeHb! aHaMU3bl: KITMHHYECKHH aHAIH3 KPOBH U OOIIHit aHaTH3
MO4YH, OMOXUMHYECKHH aHaIu3 KPOBHU (BKIIFOUAs XOJECTEPHH,
TPUTIHLIEPHIBL, KaJlUi, HaTpuH, acniapraraMuHoTpaHcdepasy,
allaHMHaMUHOTpaHcdepasy, MOUYEBHHY, KpeaTHHUH, OHITHpYyOHH,
TJIIOKO3Y)

JHa/Her

Pebenky ¢ qmuarnozom 'KMII pexomenioBaHo obcieioBanue u
JIEYEHHE B LIEHTPAX C MYJIbTHAUCIHUIIMHAPHON KOMAH0H, C OIIBITOM
JMArHOCTUKHU U JIeUeHHs 3aboneBanuit MHOKap/ia s yriyOIeHHOTo
obcnenoBaHus, yTOUHEHHs JUarto3a B made ¢perokonuit 'KMII u
OIIpe/IC/IEHHs TAKTUKH JIaJIbHEHINErO BEEHHUS H JICYECHHS

Ha/Her

Brmonueno XOJITCPOBCKOC MOHHUTOPHUPOBaHHUE CCPIACUYHOI'O pPUTMA

Jla/Her

BhInojiHeHAa MAarHUTHO-pe30HAHCHAs ToMorpadus cepaia ¢
KOHTpPacTUPOBAHHEM MJIM KOMITBIOTEpPHAS ToMorpadus cepara c
KOHTPacTUPOBAaHHUEM (ITOCJIEIHASI IIPOBOIUTCS B CIyYae HU3KOIO
kauecTBa DX OKI[ -u300pakeHus 1 HATHYUH METUITHHCKIX
IIPOTUBONOKA3aHHH K BBEIIOTHEHHUIO MAaTHUTHO-PE30HAHCHOH
ToMorpadun). B ciayuae oTCyTCTBHS BOZMOMXHOCTH BBITIOJTHEHUS
JIAHHBIX HCCIIeJOBaHUI cep/iiia B METUIIHHCKOM YUPeXKISHHH MTallHeHT
HalpaBJieH B CIEI[HATM3HPOBAHHBIIN KapIHOIOTHYECKUH EHTP ISt
BBIOJTHEHHSA JAaHHBIX HCCICIOBAHUM.

Ja/Het

IHanmenty ¢ I'KMII coobuieno o nesnecoo0pa3HOCTH U
HEO0OXOUMOCTH ITPOBEJICHHS TEHETHUECKOTO HUCCIIEIOBAHHUS C
OOJBIIKMM ITOKPBITHEM FeHOMA (ITOJTHOIK30MHOE HJIH ITOJIHOTE€HOMHOE
CEKBEHHPOBaHUE)

JTa/mer

PoncTBeHHMKaM nepBoit mHHUH poacTBa OonbHOTO pedenka ¢ ['KMIT
(KOoTOpOMY €llle HE IPOBEICHO FeHETHUECKOE HCCIEOBAHHE)
coo011eHo 0 nenecooOpa3sHOCTH NPOXOIUTE KIMHUYCCKOE
00cJIeI0BaHUE, BKIIIOYAIOLIEE PErUCTPALIMIO AIEKTPOKapAXOIpaMMBI 1
OXOKI pa3 B 1-3 rona.

Ja/met
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HHTGpHpeTaHI’IH KapAHOJIOTHYECKOI0 reHETHYECKOTO aHaIh3a (B

Clly4ae ero HAMHYKS) y JAeTel MpoBe/ieHa CIEIHAINCTaMH B 001acTH
reHEeTUKH U KapIUOJIOTHH.

Ha/uer

10

PonctBennukam 6onpHbIX Aereit ¢ [ KMII u yctanoBIeHHOM
MPUYMHHON MyTaluel reHa, Coo0IIEHO O 1eJieco000pa3HOCTH
IPOBEACHHS T€HETHUECKOTO CKPHHHHTA.

JHa/uet

11

JleTH ¥ noApOCTKH ¢ UMEKOLIeHCs My Talle, HeDJIaronpUATHOH B
wiane passutus aputMmorenHoi BCC npu ['KMII, o He umeromntue
(hEeHOTHITHUECKHX MPOSIBIEHUH KapAHOMHUOIIATHH, TIPEeIyIPeKICHEL,
YTO y4acTHE B COPEBHOBAHHIX HIIH 3aHATHS MPO(ecCHOHATEHBIM
CriopToM OyyT NPUBOJIUTH Y HUX K IMOBBIIICHHOMY PUCKY pa3BHTHS
KapAHMOMHONATHH U KeTyJ0YKOBBIX apUTMHUH.

Ja/uer

12

Hetam ¢ 'KMIT u nanuuuem n060it MHOKapAMaIbHOM UChYHKIHN
(InacTONMUYECKOH, rIMoOaNTbHOM HIIH JTOKATEHOM CHCTOIHYECKOH )
HazHayeH Oera-apeHoOI0KaTop (IIpH OTCYTCTBHH
IIPOTHUBOINOKA3aHHIH) C MHIUBHIYATEHBIM IIOI00POM J03bI.

Ja/Her

13

Hasnauena/Hauara Tepamnus OeTa- aipeHOOI0KaTOpOM, H/HITH
0JI0KaTopaMH KalblHeBEIX KaHanos, u/mwim AII® uaruburopamu,
W/WIM AaHTaroHUCTaMK aHruorensuna 1, u/unu quypetukaMu (B
pEeKIMe MOHOTEPAIMH HIIH B peXHMe KOMOHHUPOBAaHHOH Tepalyu) B
3aBUCHMOCTH OT MEIUIIMHCKUX ITOKa3aHUH U IIPH OTCYTCTBUH
MEJIMIIUHCKUX TPOTHBONOKA3aHMH

Ja/Het

14

Jletu ¢ TKMIT u myTanueii namuna A/C, UMEIOIIKM JIBa U3 TPEX
IPHU3HAKOB: MY>KCKoM o, Heycroiuupas KT u OB JDK<45%,
HATpaBJIEHbI HA UMIUIAHTAIHIO KapAuoBepTep-aeGuodpuisTopa
UMIUTAHTHPYEMOTO OTHOKaMepHOro™*** npu oTcy TcTBHM
MIPOTHBOIIOKA3aHIH

Jla/Het

15

Hetu ¢ 'KMIT u "nebnaronpustHeiMu" B nnane passutus BCC
MYTalHAMH, IIEPEKHBIIHM CHHKOIIAJIbHOC COCTOsIHHUEC, ITIOTCHITHHAJIEHO
aputMmorerHoe BEPOSITHO cBsizaHHOE € Kelnyq0YKOBOH apUTMHEH,
HaIpaBJICHB Ha MMILTAHTAITHIO KapAroBepTep-1edudpuisitopa
HMIIIAHTHPYEMOTO OHOKaMepHOTro™*** 1pu OTCyTCTBHH
IIPOTHBOIIOKA3aHUH.

Ja/Het

16

Heru ¢ TKMIT u "nebnaronpustaeivu” B 11ade passutus BCC
MYTalUSIMHU, IMEIOIHE 110 TAHHBIM XOJITEPOBCKOIO MOHUTOPHPOBAHMS
6osee 1000 xenyJOUYKOBBIX SKTOIIHH B CYTKH, MYXCKOH I10JI K
MPU3HAKKH CHCTOJIMYECKOM JTUC(YHKIINY JIEBOTO HIIH IIPABOTO
JKeIyJIOYKOB, HallpaBlieHbl Ha IIPOBEICHHE HHBA3HBHOTIO
(BHYTPHCEPICYHOT0) TEKTPOPHU3HOIOTHUECKOTO HCCIIEJOBaH
cepaua.

Ja/Her
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17

Heru ¢ 'KMII u "ne6naronpusatusivu” B mnase pa3sutus BCC
MyTalUAMH, ¥ KOTOPBIX IpH nposeneHnn DDU BrisBieHa
KTy I0UKoBas TaXMKap/Ius, HalpaBJIeHbl Ha HMILIAaHTaLUIO
KapAHoBepTep-aepuOprLIATOpa UMIUIAHTHPYEMOTO
OJHOKaMepHOro™*** mpu oTCYTCTBHH MPOTHBONOKA3aHHH

Ila/Her

18

Heru ¢ 'KMII u "HebnaronpusitieiMu” B 1tane pa3zsutusit BCC
MYTalUsMH, IPH HAIMYHK YCTOHYHBON IreMOIHHAMUYECKH
tonepanTHOM JKT HampaBieHbl Ha UMIUIAHTAIHIO KapIHOBEpTEP-
nedhudpuIIITOpa UMIIAHTHPYEMOTr0 OTHOKaMepHOro*** mpu
OTCYTCTBHH IIPOTHBOIOKA3aHHH

Ha/Het

19

ITpoBenena crpatudukanus pucka y nanuentos ¢ ['KMII, Bei3BanHoH
MYTalMsSIMHU B F€HaX CapKOMEPHBIX O€JIKOB, CO CPEHUM U HU3KHM
puckoM BCC, a takxe y nauueHnToB ¢ od0ctpykTuBHOH ['KMII,
NIEPEHECIINX OIIEePaLlHIO Pe3eKIMH MBIIICYHON TKaH! ceplla.
OmnpeiesieHs MOKa3aHus K UMILIAHTAIMH KapAHOBepTep-
nepubpHIISITOpa UMIUIAHTHPYEMOT'0 OJIHOKaMepHOro*** g
3aBUCHMOCTH OT MEMIIUHCKHMX [MOKA3aHUI U IIPH OTCY TCTBHH
MEJIMIMHCKHUX [TPOTHBOIIOKA3aH i

Jla/Her

20

IMpoBenena crpatudukaius pucka y naiuentos ¢ 'KMII, Ber3BanHOI
MyTallHsIMH B F'eHaX CapKOMEPHBIX O€JIKOB, H BICOKHM puckoM BCC,
a Taxke y manuenTtos ¢ o0cTpykTuBHoi ['KMII, nepenecinx
Pe3eKI[HI0 MBILIEYHOM TKaHU cep/ina (eBpomeiickas MOJeNb, [IKaia
HCM Risk-SCD. OmnpeneneHsl moka3zaHus K UMINIAHTAllUH
KapuoBepTep-1epudprLIATOpa UMIIIAHTHPY EMOTO
OJIHOKaMepHOro™*** B 3aBUCHMOCTH OT MEIMIIMHCKUX TIOKa3aHUH 1
IPH OTCYTCTBHH MEJIUIMHCKHUX ITPOTHBOIIOKA3aHUH

Jla/Her

21

[Tauuent ¢ 'KMII HaxoauTes 1o AMCIIaHCEPHBIM HAaOIIOICHHEM B
MMOJIMKITMHUKE

Jla/Het
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Ipunoxenne Al. Cocras paGoueii rpynmnbl no paspaboTke u nepecMoTpy

KJIMHHYECKHX PeKOMeH1auii
IIpesnauym pabougeii rpynmnsi

L I"'poznosa O.C.
2 Jleontnesa U.B.

3. Bacuukunua E.C.

JApyrue unenst paéoueii rpynmns:

1. I'po3nosa O.C.

2, JleonTrera 1.B.

3. Bacuukuna E.C.

4. Muxknamesuu 1. M.
5 Koganés U.A.

6. lepbakosa H.B.

7. Tapacosa A.A.

Unenbl Pabouelt rpynmbl MOATBEpIMIH OTCYTCTBHE (unancosoit momnepxKH /
KOHGIMKTa HHTEpecoB. B ciydae coobeHns o Halmanu KOH(JIMKTA HHTEPECOB uieH(bI)
paboueii rpynmer 6buI(H) HekITFOUEH(BI) 13 00CYK/IEHHS pa3/esioB, CBS3aHHBIX ¢ 0OIACTHIO
KOH(DIIMKTa HHTEPECOB.

LeneBasi ayIMTOPHS JAHHBIX KIHHHYECKHX PEKOMeHIALHii:

l: Bpau-nerckuii kapauonor
Bpau-kapauomnor

Bpau-nezuarp

Bpau obmeit npaxktuku (cemeiHprit Bpay)

Bpad cepaeuno-cocyuctrrit xupypr

SR

Bpay ¢pyHkuonansHo# tuartocTukn
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Ipun

o:keHHe A2. MeTogosiorust pazpaboTKH KJIHHHYECKHX peKoMeHAAHI

Ta6mana 1. Illxana ouenxu yposueit NOCTOBEPHOCTH J0KaszatTenscTe (V)i
METO/I0B IHATHOCTUKH (XHATHOCTHYECKUX BMEIIATE/IBCTB)

BT

Pacmu¢poska N

1

Cucremarndeckue 0630psl HccleIOBaHMI ¢ KOHTPOJIEM pedepeHCHBIM MeToI0M HITH
CHCTCMATHYCCKHH 0030p paHIOMH3HPOBAHHBIX KIMHHYECKHX HCCIENOBAHHH ¢
NIPUMEHEHUEM MeTa-aHaln3a

OTzenbHBIE HCCIIENOBaHUS C KOHTPOIEM pe(EepEeHCHBIM METOOM HIH OTHe/bHEIC
PAHJIOMH3HPOBAHHEIC KIMHHYECKHE HCCIIEJI0BAHUS M CHCTEMATHUYECKHE 0G30pbl
HCCIEeI0BaHUH MI000r0 AH3aiiHa, 32 HCKITFOUCHHEM PaHIOMH3MPOBAHHBIX KIMHHYECKUX
HCCJIEIOBaHHI, C IIPUMEHEHHUEM MeTa-aHaJln3a

HccnemoBanust 6e3  mocieoBaTeIbHOTO KOHTPOJIA pePEPeHCHBIM METOJIOM WM
MCCIIE/IOBAHHS C pe(EepeHCHBIM METOZOM, He SBISIOIMMCS HE3aBHCHMBIM  OT
HCCICTyEMOT0 METO/la MM HEPaHJIOMH3UPOBAHHEIE CPABHUTENBHBIE HCCICIOBAHMS, B
TOM YHCJIC KOT'OPTHEIC HCCIIEI0BAHUS

HecpaBHHTeJIBHBIe HCCIICIOBaHM S, OIIMCAHUE KIIMHHUYECKOTO Ccliy4dasa

WmeeTca nuis 000CHOBaHHE MEXaHH3MAa JICHCTBHS UM MHEHHE IKCIIEPTOB

Tabmuna 2. Illkana oueHku ypoBHe# JIOCTOBEPHOCTH HoKasaTenscTB (YJI) mis
METOJIOB NPO(HIAKTHKH, JIEYSHHS, MC/MIMHCKON PeaGHIINTAIINH, B TOM YHCIIE OCHOBAHHEIX
Ha HCHOJIB30BAHMH TIPHPOJIHBIX JEYEOHBIX (DAKTOPOB (MPOQHIAKTHYECKHX, JeYeOHbIX,
peabHIIHTAIIMOHHEIX BMEIIATETIBCTB)

YA

Pacmindgposka

1 Cucremarnyeckuii 0630p PKH ¢ npumenennem MeTa-ananmza

2 Otnenvhele PKUM u cucreMaTHueckue 0030pbl  MCCIEI0BaHMH  TH0B0T0 JH3aiHa, 3

uckmouenneM PKH, ¢ npiumenenneM mera-ananusa

3 HepaH,HOMHSHPOBaHHHe CPaBHHTEIIBHBIC HCCIIEOBAHUS, B T.4. KOT'OPTHEIC HCCIIEIOBAHH S

HeCpaBHHTeJILHBIe HCCJIEIOBaHHs, OIMMHUCAHHE KIHMHHYECKOI'O Clly4dass HJIH CEepHH ClIydyacB
HCCIIenoBanus «CJIY'-I&ﬁ-KOHTpOJIB))

> | Mmeercs nmuie 060CHOBaHME MeXaHHM3MA JEHCTBHA BMeIIATElbCTRA (IOKITMHHYECKHU(

HCCJ’IeHOBaHHH) HJIH MHEHHEC 3KCIIEPTOB

Tabmmna 3. Illkana ouenkn ypoBHelt yGeauTensHoCTH pexomenganui (YYP) s
METOJI0B PO HIIAKTHKH, JHATHOCTHKH, JIEUCHHSI, MeTHUITMHCKOIN peabHIINTALINH, B TOM YHCIIe

OCHOBaH

HBIX Ha HCIOJIP30BAHUH TPHPOJHBIX JEYEOHBIX (AKTOPOB (PO(UIAKTHUCCKHX,

JUAarHOCTHYECKHX, JIEYeOHBIX, peaOHIINTAIIHOHHEBIX BMEIIIATEILCTR)

YYP

Pacmudposka

A

CunbHas pexkomenjanus (Bce paccMaTpHUBaeMble KpUTEpHH 3G HEKTHBHOCTH
(MCXOZBI)  SIBNISIIOTCS  BaXHBIMH, BCE HCCIEAOBAHMS HMEIOT BbICOKOG WJIH
YAOBJIICTBOPHUTEIBHOE METOJI0JIOTHYECKOE KAYECTBO, X BBIBOJIBI 10
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HHTEPECYIOIHUM HCXO0AaM SABILIIOTCA COI‘J'I&COBEIHHI:IMH)

B YcioBHas pekoMeHManus (He BCe paccMaTpUBACMble KPHTEPHH s dexTHBHOCTH
(MCXOMIBI) SBJIAIOTCS BAKHBIMH, HE BCE HCCIEJOBAHMS HMEIOT BBICOKOE HIIM
YIOBJIETBOPUTEIIBHOE METOOJIOTHYECKOE KAaYeCTBO M/HWJIM WX BBIBOJLI 110
MHTEPECYIOIHM HCX0aM He sBJISIOTCS COTIAaCOBAHHBIMU)

¢ Cnabas pekomeHmamus (OTCYTCTBHE J0KAa3aTeIbCTB HAUIEKAIIET0 KadecTBa (Bce
paccMaTpHBaeMble KPUTCPHH 3(DHEKTUBHOCTH (MCXOJIBI) ABIAIOTCS HEBA)KHBIMH,
BCE MCCJICIOBAHMS HMEKOT HU3KOE METOI0JIOTHYECKOE KAYEeCTBO H MX BBIBOJIBI 110
HHTEPECYIOIIMM MCX0JIaM He SIBIISIIOTCS COTIACOBAHHBIMH )

Ilopsinok 00HOB/IEHHS KIMHUYECKHX PEKOMEHIaIHi.

MexaHusM OOHOBNEHHS KIMHHYECKHX PEKOMEHJAIHH Ipe/lycMaTpHBaeT —HX
CHCTCMATHYECKYIO aKTyallM3allMi0 — HE peKe 4eM OJMH pa3 B TPU TOId, a TakXkKe INpU
TOSBJICHUM HOBBIX JIaHHBIX C I[IO3MIMH JIOKAa3aTeJbHOH MEIUIMHBI 110 BOIPOCAM
JIMATHOCTHKH, JICYCHUs, NPO(QHIAKTMKM M peaOHIMTalM¥ KOHKPETHBIX 3ab0NCBAHMIA,
HaIMIAN 000CHOBAaHHBIX JIOMONIHEHHI/3aMeyan il K panee yTeepinéHHbpmM KP, Ho He waine 1

paza B 6 MecCsILEB.
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Ipunoxenne A3. CipaBounbie MaTepHaJIbl, BKJIIOYas COOTBETCTBHE

NOKA3aHHH K NPHMEHEHHI0 H NPOTHBONOKA3AHMIA, CTIOCOGOR NpHMeHeHHs

[E—

H 103 JIECKAPCTBEHHbLIX npenaparos, HHCTPYKUHH MO IIPpHMEHEHH 0

JIeKapPCTBEHHOIO Npenapara

I1prkas Munmcrepersa 3/1paBooxpanenus Poccuiickoii Oenepannn ot 15 Hoa6ps 2012
r. Ne 9181 «O6 yTBepskneHun [Topsinka okasanust MeqMIMHCKOM TOMOIITH OOJIBHBIM C
CEPACUHO-COCY TUCTHIMHE 3a00JIEBAHHAMH

IIpukas Munsnpasa Poccun ot 02.03.2021 N 1591 «O6 YTBEPXKJIEHHH CTaHaapTa
MEJMIIHCKOH TOMOIIM  B3POCTBIM IIPH  MNEPTPOGUIECKOi Kap/IHOMHOTIATHH
(IMarsocTHka, neuyeHue u JHUCTIAHCEPHOE HAOIIOICHHE )

IIpukas Mumnsgpasa Poccun ot 10.05.2017 N 2031 "O6 YTBEPKACHUHM KPUTEPHUEB
OLICHKH KaueCTBA MEAUIIMHCKOH roMoru"

IIpuka3 Munucrepcersa 31paBooxpanenns Poccuiickoi ®enepanuun ot 28.02.2019 Ne
1031 «O0 yTBep)KIEHUHM MOPSAIKA H CPOKOB pa3pabOTKu KIHHHYECKHUX PEKOMEH IaIuil,
HX NepecMoTpa, THUMOBOH (OpMbl KIMHHYECKHX PEKOMEH/auit u TpeboBaHHi K HX
CTPYKTYpe, COCTaBy M Hay4HOH OOOCHOBAHHOCTH BKJIIOYAaeMOW B KIHHHYECKHE

PEKOMEHIAIMH HH)OPMALIHH

Tabnuna 1/A3 Usmenenus J1a00PaTOPHBIX TECTOB, I03BOJIAIONIHE 3aI10103PUTh
HekoTopblie henoxomuu I'KMIIT.

-

Tect 3aboaesanusn (penoxonun F’KMII)
Hccnenosanue ypoBHs Ilpu anemun ycunuarotcs 6014 B IPYJIHOH KJIETKE H OJIBIIIKA, U
of1mero remoriobuHa B
y CC CIICAYCT UCKIIIOYATh IPH H3MEHEHHH CUMITOMATHKY AHEMHS,

POBH
BBI3BIBAS TAXHKAPIIMIO, MOMKET CIIOCOOCTBOBATE yBemyenuto I'[] B
BTIIX.
CHHIKEHME KHCIOPOI-TPaHCTIOPTHOH (YHKIIMH KPOBH MOXKET
ABJIACTCS. NOTIOJIHUTENbHBIM (haKTOPOM HINEMHH MHOKAp/Ia.
HccnenoBanue ckopoctu VY nanueHToRB ¢ ToKeI0H JIEBOKe Ty 1ouKoBOH XCH MoXeT ObITh
K1Iy00uKOBO# (uibTpauy
HapyieHa QyHKIHS [10YeK.
[I0YEK, HCCITEI0BAHHE
YPOBHsI 001ero 6eka KpoBH | Cumxenme CKD u NPOTEHHYPHSI MOTYT HaOMIOAaThCS IPH
aMHJIONZ103¢€, Oonesnu Annepcona-PaGpyi 1 MHTOXOHIPHATLHEIX
L boesnax
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Hccnenosanus yposms N-
TEPMHHAJILHOTO (hparMeHTa
HaTPHHYPETHYECKOTO
nponentuaa Mmo3rosoro (NT-
proBNP) B kpoBu

Juarnocrtuka XCH Ha pannei cramuy, Monuropunr tsxectn XCH

¥ OTBETA Ha Tepanuio 1py perokormmsax I'KMII (namp.
KapZHaJIbHOM aMUJIOUI03€).

Hccnenoanue yposHs
TponouuHoB I, T B kpoBH

[loBpimen:

y nauuentos ¢ I'KMII, ocobenno npu mporpeccuposanmu
cumnromoB ['KMIT,

npH pasBuTud UM 2 wnu 1 tuna

IIPH HEKOTOPBIX (penokormusax 'KMII (uanp., kapauansHom
aMHUJIOH]I03¢)

Hccnenosanue
MOHOKJIOHAJIBHOCTH  JIETKHX
Ieneid MMMYHOTTIOOYIHHOB B
Moue METOIOM
HMMYHO(UKCAIUH

IIpu mono3pennu va AL-aMmunon103 cepana

[MuTonoruyeckoe
HCCIIEIOBaHHE Ma3Ka
KOCTHOTO MO3ra
(MEesIOrpamma)

Ipn nopospennu na amunon103 cepaua

OnpeneneHue akTHBHOCTH
acrapraTaMUHOTpaHc(epasbl
B KPOBH

Omnpenenerne akTHBHOCTH
alaHHHaMHHOTpaHCchepask
B KPOBH

[leqeHOUHBIE  TECTBI  MOTYT  GBITH  HM3MEHEHHBIMU pu
MHTOXOHIPHATBHBIX Done3Hsx, Gonesnn Jlanona

Omnpenenenne akTHBHOCTH
KpEaTHHKHUHA3bl B KPOBH

Kpearunbochoxunasa miazmer BospacTaeT 1pH Oosiesnn JlaHoHa U
MHTOXOH/IPHATLHBIX OOIe3HSIX, JECMUHOMATHSIX

Uccrnenoranue yposus
TJIFOKO3EI B KPOBH

MO)KGT GLITB ITOBEIIIIEHA HpH HEKOTOpI:aIX MHTOXOHﬂ,pHaJII)HI:IX
DoJe3Hax

Hccnenoanue ypoBHs
o01ero TpuioATHPOHIHA
(T3) B kpoBHu
Hccnenopanue yposus
cBOOOIHOTO
TpuioaTtaponnHa (CT3) B
KPOBH

Hccnenosanue ypoBHs
CBOOOJIHOTO THPOKCHHA
(CT4) crBopoTku KpoBu

HomxkHa ObIT onpe/iesicHa B MOMEHT IOCTAHOBKY THATHO32
MOHHUTOPHPOBATECA Kak/ible 6 MecsneB y naruenton ¢ ['KMIT,
HOJTyHalonnX aHTHApHTMUYecKue npenapatsl [11 knacca
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Hccenenosanue ypoBHs
obmtero tupoxcuna (T4)
CBIBOPOTKH KPOBH
Hcenenosanme yposus

THPEOTPOITHOTO T'OPMOHA
(TTT) B kpoBH

Onpenernenne akTuBHOCTH | VBelMueH y HEKOTOPEIX ALMEHTOR IIPH MUTOXOHJIPHAJILHBIX
JIAKTaTACTUIPOTeHA3EI B Oonesnsx
KPOBH

Tabimuna 2/A3. 3a6oneBanns, HauGo.ee YACTO CONPOBOKAAIOMIHECS pasBHTHEM (PEHOKOIHH

I'KMII

Haspanne 3aboseBanus I'en
['nukorenossr:
Bonesus Jlanon LAMP2
Aneno3uH-MoHO(oChAT aKTHBHPYIOLIH TTPOTEHH PRKAG2
bonesns [lomme GAA
bonesns Hakorutenus riaukorena 11 AGL
BonesHp HakomieHus rioukorena 1X PHKA2, PHKG2
AZIeHO3UH-MOHO(OC(AT aKTHBHPYIOIAs IPOTEMH KHHA3a BPOIK/ICHHAS PRKAG2
neranbHas 00JIe3Hb HAKOTUIEHHs [JIMKOTeHa
JInsocoMalibHbIe 0OIE3HH HAKOILICHHUS:
[muxominun-nununos (6onesus Angepcona-®abpn) GLA
Myxkonomucaxapunos II tumna (Cuaapom Xantepa) IDS
Myxkononucaxapunos I tuna (cunapom I'yprepa- Ileiie) IDUA
Myxomumunos II Tuna (6osesus I-k1eTox) GNPTAB
Wndantunpaas 601e3Hb HAKOTUICHHS CHAIIOBON KHUCIIOTbI SLC17A5
Cuanumos NEU1
lanaxro3zunmos GLB1
Cunnpom Cannxoda (GM2-ranrnmnosuio3) HEXB
Hapymenus oOMena »)HpHBIX KHCIIOT:
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JlepuuuT xapHUTHH-TTATEMETOR TpaHcepassl 11 CPT2
JebuInT KapHUTHH-ATUIKAPHUTHH TPAHCIOKA3hI SLC25A20
Hedunur kapuutuna SLC22A5
@Oyxo3unos I tuna FUCALI
Toranenas nunoucrpodus AGPAT2,;
BSCL2; CAV1;
CAVINI
MutoxoHapraibHBIE GOJIE3HHU:
Cunnpom MERFF MTTK; MTTLI;
MTTH; MTTS1;
MTTS2; MTTF
Cunypom MELAS MTTL1; MTTQ;
MTTH; MTTK;
MTTSI;
MTNDI;
MTNDS5;
MTND6; MTTS2
Hedunur NADH-k0sH3uMQ penyKTassl NDUFB9Y;
NDUFAS;
NDUFA3;
NDUFA9;
NDUFA10
CuHIpOMaNbHBIE:
Araxcus Opupeiixa FXN
Cunnpom bexpura-Bunemana ICR1;
KCNQI10T1;
CDKNIC
PAConaruu:
Cunpipom cepare-nuo-kosxka (cardiofaciocutaneous cuampom) BRAF
Cunnpom Kacresmio HRAS
Cunnpom Hynan LZTR1,
PTPNI11; KRAS;
SOS1; RAFI;
BRAF; RIT1;
SOS2; NRAS;
MRAS; RRAS2;
MAPK1
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Tabauna 3/A3. [lapamMeTpbl HPOTOKO0/IAa IXOKAPAHOIPAPHYECKOr0-UCC/IEI0BAHUA Y

nanuenta ¢ FKMII

Ilapamerpbl

KommenTapun

Tonmuna muokapna JDK (B

16 cermenTax JIXK)
KonuuectBo
rUnepTpohUPOBAHHBIX
cermenToB JDK

- W3zmepenue tonmunsel creHok JOK cnemyer mpoBoauTs B
KOHEYHO-IMACTOJIMYECKYIO (hazy, MPeaIOUTHTENIEHO — B
napacTepHaJIbHOM MO3uIIMK 1o KopoTkoi ocH JDK (kenarensHo
TOJIIIMHY MHOKAp/ia B THIIEPTPO(YHPOBAHHBIX CErMEHTAX
OIIEHHWBATh B HECKOJIBKHX MPOEKIIHSX, HO H3MEPEHHS B
AIHKaJIbHBIX CKAaHAX MEPEOIEHUBAIOT TOJIIUHY MHOKAP/1a H3-3a
OTrpaHHUYEHHH OOKOBOTO pa3peIieHHs ).

- W3berath BrIIOUEHUS B TONUHy Muokapaa [DK-Tpabekyt.

- KputuuHnsle nokasareian: MaKCHMaJIbHas TOJIIHHA CTEHKH
JDK (crparuduxanus pucka BCC) u ToJIIIHHA CTEHKH B MECTe
MHUTpaIbHO-CENTAIBEHOTO KOHTaKTa (BeIOOp CMD-CAA).

Tun runeprpodun JDK
[TaTTepn Mmopdomoruu MIKIT

AcuMMeTpUYHas, CHMMETPHYHAs, allHKaIbHAS,
CpeIMHHOXKETy I0UKoBas, npyrue otaensl JDK.

Mopdoorus MXKII: 1BoSKOBBITyKIas, CHTMOBH/IHAS, THIIEPTPOPUs
Bceit MOKIL

Tonmuna muokapaa [DK

OnenuBaioT B 6a3aIbHBIX, CPEAUHHEBIX U allMKabHBIX CErMEHTax
(HopMmalbHBIE pazMepsl <5 MM B H300paXKeHUH MapacTepHAIEHOM
110 JUIMHHOH OCH Ha YPOBHE XOPJl TPUKYCIHJIAJIBHOIO KJIalaHa).
M36erate BKIIOUEHHS SIIUKAPIHAIBLHOTO JKUPA B H3MEpEHHE
muokapnaa [TK.

Texcrypa muoxapna JIK

«bnecTsiuii», rpaHyIIpHOCTD (A1 HCKITIOUEHHS (peHOKOmuit
['KMIT).

Hanwnuue xpunt muokapaa (rpu MPT Gornee Tounas guarHoctuka).

Hccnenoanne pasMepoB H
00BemoB JDK

KIIP*, KCP, KJIO u KCO
*Ipumeyanue: npu S-obpazuoit MIKIT KJIP ciepyet usmepsite B 2
BapHaHTax — Ha ypoBHe OazaibHbIx cermeHToB JDK 1 Oimke k

CpCAHHHLIM CETMCHTaM, I'’1€ OH MaKCHMaJICH (CM. PEKOMEH AN

ASE 2019)
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Hccnenosanue pasmepos
IDK

B nmapactepHanbHOH ¥ anMKaJIbHOH MO3HIHMH

Hccnenosanue pasMepoB

Yeenuyenue JIIT oTHOCHTCS K TOTIONHUTENEHBIM (PaKTOpaM pHCKa

obosemoB JIII wu mpaBoro
3 BCC
npecepaus
OueHKa TOJIIHHEI Jis uckmouenus ¢penoxonuit 'KMII (amumonmos)
MEXKIIPEICEepAHOM
HIePErOPOIKH

BusyannHas oreHka
KMHEeTHKH MUoKapaa JDK u

IDK

BelsiBnenue 301 umemu /nepesecensoro UM

Bu3zyanbHas orieHKa

KJIalraHoB cepana

Ocoboe Buumanne — MK:

- HaJTMYHe [IePeIHe-CUCTOIINIECKOTO ABMKSHHUS CTBOPOK MK,
HaJIMYHe MHUTPAILHO-CENTAILHOr0 KOHTAKTa (BaKHAS
xapaxktepuctuka ['KMII, Ho Taioke MoxeT HaOIOaaThes He IIPH
['KMII y nanuenTos ¢ maneHbkuM JOK HezaBHCcHMO OT HATHYHS
['JDK, mpu runoBoieMuH, Mocle KapJuoToOpaKaIbHBIX
XUPYPrHUYECKHX BMEIIATEIECTR)

- €CTB JIH YIJTHHEHHUE (H30BITOYHOCTR) cTBOpoK MK, Hanune
U CTelleHb NponabupoBanus ctBopox MK.

HaHHJIJIHpH bI€ MBIIIILIBI

KOJ'IH‘-IBCTBO, €CTh JIM JHCIIOKallHus
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Hanuuue u cTeneHb
obcrpykuuu BTIDK nnmu
CPEIMHHO-KEITY I0YKOBOH
o0CTpyKIHMH

- Peructpauus kposoroka 4epe3 AK/BTJDK — natrepn

nornmiepoekoro cnexkrpa v Benuuunna I'J1 B BTJDK.

- Crenyer HCIIONIB30BATh ClEyIOIIHE (POPMYJIBI U pacucTa
']l 8 BTJDK: ypasaenue Bepuymu Ap = 4 x V max?, ecld MOXKHO
TOYHO U3MEPHTH CKOPOCTh KPOBOTOKA B IIyTH 0TTOKa JIXK;
dopmyna kmuHAIKE Meito «Ap = [(4 x V max MP?) + p JIIT] -
cucteMHoe cuctonnueckoe AJl», eciu Hanuuue BhIpaKEHHOH
MUTPAJIBHON PErYPruTaluy HE I103BOJIAET TOUHO U3MEPUTH
CKOpocTh KpoBoToKa B 1yTH oTToka JDK (pJIIT — naBnenue B
JIEBOM IIpeCep/IMHU, HCIIONIb3yeTcss KOHCTanTa — 20 MM pT. CT.) -
HeoOxoumo yOeuThCs, 4TO perucTpupyercs: TOJIbKO KPOBOTOK B
BTJDK u He «3axBarbiBaeTCsd TOK MUTPAIBHOM perypruTaryy.

- ¥V "ekotopsix nauneHToB BesinurHa ['J[ B BTJDK Gonbie B
TOJIOYKEHHWH CH/JISL ¥ CTOSI, UeM JiexkKa, II0ITOMY HeoOX0UMO
usMmepenue '/l ¥ B I0JI0KEHUH NTAllHEHTa CHIS U CTOS.

Ectp 1 06cTpyKIus
BBIXOJIHOTO TpakTa [[DK

Peructparus ckopoctu kpoBoToka B BTIDK u Ha ypoBHe
cpenuHHBIX cerMeHToB [ DK

O1ieHKa KarnanHoi
perypruTanuu, oco6eHHo
MP.

IIpu MP, o6ycnosnennoit IICJ] MK, Tok, kak IIpaBHJI0, HalIpaBJIeH
JaTepaibHO U K3a]H, a cTeneHs MP nponoprronansHa
BeIpaxceHHocTd [IC]] 1 MUTpanbHO-CENTAILBHOMY KOHTAKTY .

Ecnu nanpasnenue Toka MP atunuyHo UM He MPONOpIHOHANIEHA
IIC]1, Bo3MOkHA caMocTosATeNbHas maTojiorust MK; 3To KpuTHYHO
JUTSL BBIOOpa XHPYPrHYECKOTr0 WIIH 3HJOBACKYJIIPHOTO METO/1a
JICUCHHA.

Hccnenopanue

CHCTOJIHYECKOH (hyHKIIUH

JDK u IDK

@B JIX ygacto cBepxHOpMabHa, 0cO0EHHO Ipu ManeHbkoM JIK,
4TO MOXKET He KOPPEKTHO OTpaXkaTh COKPaTUMOCTh
KapJIMOMHOLMTOB. boJjiee TOYHBI IPOA0IBHBIH 2D-strain 1
TKaHeBas jjonmieporpadus (s’ <4 cm/c — NpeIMKTOP pa3BUTHS

XCH u nmmoxoro mpor1osa).

Ja ITDK: TAPSE, 2D-strain crenku [TK.
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Hccnenosanue Cornacuo pexomenaiuam ASE u EACVI (2016) npu ['KMII
JMACTONHIECKOH QYHKIHMH CIIElyeT OLEHHUBATh CTENEHb JHACTOIHYECKOM TUCHYHKITHH.

JIK KimoueBoii mapametp nuacTonudeckoit quchynkimn JOK —
napnenue HanojaHeHus JDK (K11 JDK). Ero HenHBa3uBHas olleHKa
MHorogaxtopHa. [lo pexomennanusam ASE u EACVI

(2016) nmpu I'KMII BeiBoa 0 mosbimennn K1/ JDK cnenyer, ecnu:

1. cp.Efe’>14 eM/c,

2. pa3sHULA JUIMTEIbHOCTH PEBEPCHBHON BOJIHBI A B JIETOYHBIX
BEHAX W BOJIHBI A TPAHCMHUTPAILHOTO KPOBOTOKA (Ar-A)
>30 Mc,

3. magexc o6wvema JII1 >34 M /M,

4. mUKOBasi CKOPOCTh TPUKYCIUAATILHOM peryprutauu >2,8
m/c (CIJIA > 3540 MM pr.cT.)

Bosee noipodHO 00 anropuTMax OLEHKH IHACTOIHYECKOM
JUC(YHKIHUH B PA3HBIX KIHHUYECKHX CUTYaLHUsAX — CM.
pexomenpanuu ASE/EACVI (2016) o uccnenosanuio
nuacroardeckoit pyHkuuu JDK.

OueHka npoaoJIbHON C noctpoenuem cermeHTapHoii cxempl-muienu JOK (bull's eye).

XK (2D-strai ;
AebopaHaDi (AL stein) ITarTepnsl 2D-strain pasiu4nbl npu KMIT v penoxornmsx

"KMIL.

Onenka Haymmuust xuakoctd B | Mewnouenue ¢penoxonuit ['KMII (xapakTepHo 11 KapIHaJbHOTO
MOJIOCTH NEpUKap/a aMHIIOH03a .

Ouenka quaMerpa u crenieHd | HeoOxomnma ams pacyera CIUJIA.
KOJUTaOMpPOBAHUS HUXKHEH
MOJIOH BEHBI

Tabmuua 4/A3. Monexkyasipuslii natoretes ¢penoxonuii 'KMII

Hoszonorns MoaeKynapHbIii NATOreHe3
(penoxonms I'KMIT)
AL-amunonnos IIpu AL-amunoun1o3e KJIOH MaJIMTHU3HPOBAHHEIX IIa3MaTHUYECKUX

KJIETOK CHHTE3HPYET B OOJIBIIOM KOJUYECTRE JIETKHe LleNH (Kara i
naMO1a) IMMYHOTJIOOYJIHHOB. Y BEIMUEHHE KOHIIEHTPALIMH
OeJkarpe/IecTBeHHUKA BBIIIIE HEKOTOPOT'0 IIOPOTOBOr0 3HAUYEHHUS
MOYKET aBTOMATHYECCKH TIPHBOIUTE K Haualy (Gubpuiiorenesa u
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OTJIOXKEHHIO aMHIIOH 1A B TKaHAX. [Ipu aToM B 5% citydaes

JAHarHoCTHPYIOT MMPEUMYIIECTBEHHOC IMTOPaXXeHHE Cepala
AMHIIOHT030M.

Hen acleICTBeHHBIN

(WtATTP) u
HacJeACTBEHHbIN
(mtATTP)
TPaHCTUPETUHOBBIN
aMUJIONI03

B ocHOBe MOIeKyIIpHOTO TaToreHe3a HeHACEACTBEHHOTO U
HACJIEICTBEHHOTO TPAHCTHPETHHOBOT'O aMHJIOH[03a JIEKAT
KOH(OpPMAIIMOHHBIC H3MECHEHHUS | JIeCTabMITH3AINs TeTpaMepa
TpaHctupeTuHa. Jlecrabunuszanus TpaHCTHPETHHA IPUBOIUT K
HENPaBUIBHOMY (PONAMHTY OeNlka M arperaiuy BapHaHTHBIX
MOHOMEPOB TPAHCTHPETHHA C 00pa30BaHHEM TOKCHYHBIX
IIPOMEIKY TOUHBIX AMUJIOHOT€HHBIX TPOIYKTOB U aMHUJIOUIHBIX
bubpu.

OTH MEXaHH3Mbl MOT'YT HapylaThCs C BO3PAcTOM, YTO
OOBsACHSIET TMOBBIICHHE pHUCKA pPA3BHTHS HEMYTAHTHOTO
TPAHCTUPETHHOBOTO aMmmiion103a (WATTP) y nmuu moxuioro u
CTapyecKoro Bo3pacTa.

Hacnencteennsiit AT TR uare BcTpeuaeTcs B 9HIEMHUYHBIX JUIs
aToro 3aboneBanus peruonax. Haubornee yacTeie reHeTHYECKHE
BapuaHTel: Val30Met-ATTR, co cMenIanHOM CHMIITOMATHKOM
(HeBpoJIOTHYECKasl U KapAMONIaTHUeCKasl) ¢ O3IHUM J1e0I0TOM U
HeVal30Met-ATTR, kapmuoMuonaTH4ecKuit BapuaHT 3a00J1€BaHHSI.

3BeCTHBI MyTaLliH, BBI3BIBAIOIIME CEMEHHBIE U CIIOpaJinyecKue (OpMbI
3a00JIeBaHMsI, KOTOPBIE ACCOLIMMPOBAHBI C TPEUMYIIIECTBEHHEIM
nopaxkenueM cepaua (Hanpumep, Vall22lle, Ile68Leu, Thr60Ala,
Leull1Met).

Bonesns AHjiepcoHa-

®dabpu

Myraius B rene GLA (onucano 6onee 400), kogupyroiieM GpepMeHT
aranakrosunasy A (a-Gal A npuBOJUT K 3HAUUTETHHOMY CHIDKCHHIO
AKTHBHOCTH (bepMeHTa, BOBJIEUEHHOT'0 B MeTA00JIHM3M
COUHTOTIMKOIMITUAOB. DTO IPUBOJMT K HAKOIUIEHHIO
HETHMIPOJIM30BaHHOIO cybcTpara O1okupoBaHHOM pepMeHTHOM
PEaKIMH U COIIPOBOKIACTCS YBEIIHUSHHEM YHCIIa JIH30COM B KIIETKaX,
HapyLIEHHEM HOPMAaJIbHOrO ()Y HKIMOHUPOBAHUS ITHX KJIETOK U X
rudensio.
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Hacnencrennbie
curapomsl ¢ 'KMII y
IIOAPOCTKOB

H MOJIOJIBIX B3POCIIBIX,

CBA3aHHBIC

C MyTallUIMH B I'€HE

"RKAG2

PRKAG?2 xoaupyer tAM®-akTHBHpyeMyIO IPOTEHHKHHA3Y-Y2.

JlanHslii Oe0K onpeneseT BHY TPHKIETOUHYIO aKKYMYJISIHIO
IJIMKOT€HA M HapylleHusl ero GyHKIHUH MOTYT PHBOHUTE K
IICEBJIOTHIIEPTPO(HU KAPAHOMHOLIUTOB H 3aJIeP)KKe HHBOJIIOI[MH

SMOPHOHAJIBHBIX IPOBOIAIINX ITyTeil B MHOKAp/IE.

IIpu sToM Habmonaercs yactoe coueranue 'KMIT u cunnpoma
Bonnda-Ilapkuncona-Yaiita.

Bonesns Jlanona

MonekysipHbIi MEXaHH3M pa3BUTHS Oosie3nn J[aHOHA OCHOBAH Ha
nedexre B LAMP-2 Genke, KOTOPEIH omocpeayeT HAKOIJIEHHE
TIIHKOT€HA B KAPJIMOMHUOLMTAX U TIPHBOIUT K IICEBAOTHIIEPTPODHH
muokapna. Korza cymecTByer reHeTHYeCKHH 00yCIOBICHHBIH Ae(eruT
Oenxa LAMP2. nabmonaercs HenpaBHIbHast ayToarndeckas
nerpajanus OesnkoB. Aytodarnyeckas akTHBHOCTD CBS3aHa C
IIaTOreHe30M pa3zHoobpasHeIx OolesHeit. CyIlecTByeT MHEHHE, UTO
Oone3np JlanHoHa 00yciioBIeHa HACTEICTBEHHBIMH HaPYIIEHHAMH
npouecca aytogaruu.

Arakcust @puaperixa

MounekysapHblil narorenes arakcun @puapeiixa 10 CHX MOp ABIIETCS
IpeaMETOM JUCKyccHit. (OJIHaKO Ha HACTOSIIUI MOMEHT YCTaHOBIICHO
y4acTre 6enka ()paTakCHHA B ITOJUICPKaHUM T'OMEOCTa3a Kejesa B
KJIETKE M TO, YTO €r0 HeJOCTaTOYHOCTh MPHBOJIUT K MHOKECTBEHHOMY
(epMeHTHOMY NeDUIUTY, MUTOXOHAPHATBHON THCHYHKIINA U
OKHCJIHTENILHOMY IIOBPEXKICHHIO.

RASonaruu

(cunnpom HyHan wu
cuagpoM LEOPARD)

MyTanuu B reHax, KOJUPYIOUIMX KOMIIOHEHTBI H PETYIISTOPBI
RAS/MAPC curnanpaoro myta (RAS/Murores-aktuBupyemast
IPOTEMHKHHA3a) BBI3bIBAIOT MHOXKECTBEHHBIE HACIIEACTBEHHEIE TIOPOKH
pa3Buths. RAS/MAPC curHaneHeIi 11yTh OTBETCTBEHEH 3a
nponudepanuio, nuddepeHIHPOBKY, CTaApEHHE U AIIONITO3 KJIETOK U
obecrnieunBaroOllel "THM HOPMAJILHOE Pa3BUTHE KJIETOK H TKaHEl
OpraHM3Ma B 1IeJIOM B SMOPHOHAJIILHOM H IOCTHATAIBHOM ITEPHOIAX.
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Tabaunua 5/A3. OcHoBHBIE MEPONIPHATHS MO NPOoGHIAKTHKE 0CT0KHEHHH Y
naguentoB ¢ TKMII

Cumnrom/ocioxnenne I'KMII IIpodunakTnyeckne MeponpusiTus

[Tporpeccuposanue ['JIDK AgnexBatHoe nedenre 'KMII, obctpykimu BTIDK
BKJIIOYas (hapMaKoTepaIHo, SHA0BACKYJISPHOE U
XHPYprHYecKoe.

Ipu comyTeTBytonei AI' — rumoreH3uBHas
Tepanusl.

M36eraTh BHICOKOMHTEHCHBHBIX (PH3HUECKUX
Harpy3oK M cropTa.

BCC u xu3HeyrpoKarolKe HapyLIeHHs [lepeuunas u BropuyHas npodunakruka BCC —

puT™Ma cM. pazzen «Crpartudukanus pucka BCC»

XCH, pa3BuTHe TUIaTallHOHHOMN CTaJMH Anexsarnoe euenue ' KMII, cBoeBpemenmoe

HJIH IIPUCOEUHEHHS PECTPUKTHBHOIO BBIIBICHUE U JieueHHe obcTpykuuu BTIDK.

benoruna [Ipu comyterByroeit UBC u AI' — anexkBarHoe
JIEUYEHHE.

Tpombosambonuyeckne OCIOKHEHHS Y 110 OOIIMM IIPUHIUIIAM TPOMOONPOGUIAKTHKH TIPH

nanueHToB ¢ OI]
OIT (cMm. pexomeHanuu 1o jgeuenuio OII)

MHu(peKMOHHBIA 3HI0KApIUT AHTHOMOTHKONPO(DUIAKTHKA I1eTecoo0pa3Ha
TOJIBKO IIEPEe]] IIPOLEAYPaMH BBICOKOTO PHCKA
narenTam ¢ ['KMII 1 npore3amu KianaHoB
ceplilla, BPOXKIEHHBIM IIOPOKOM Cep/ilia HIIH ecliu
NalKeHT paHee NepeHOCHIT HH(EKIIMOHHbIi
DHJIOKAPIUT (CM. COOTBETCTRYIOIIHE
PEKOMEHIALNM).

VY manueHToB ¢ UMINIAHTHPOBAHHBIM
KapauoBepTep-1ehudpUIaTOpoM
OJHOKaMepHBIM*** npodunakTika
HMH(DEKIHOHHOTO SHAOKAPAUTA — T10
pexoMenaanusam ESC no
JIeKTpoKapAHoCTUMY st 2013 .
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IIpunoxenue b. Adropurmel AelicTBUi Bpaya

MNepBuyHoe noctynneHune pebeHka c TKMIM B

cTauMmoHap
ECTE OneHka HaJIM4YMsl KIIMHHYECKHX MPOSBJICHHI cepaeuHoit HET
< HEJIOCTATOYHOCTH, aPUTMH, CTEHOKapAHH, npeaukropos BCC [
\ I

)
{/epBH1YHaA KOHCY/IbTALMA FEHETMKA C NPUBAGYEHUEM MPU HEOBXOAMMOCTM Y3KUX]
CNeQnanncToB 4NA NOCTaHOBKM NpeaBapuUTeibHOro AnarHosa (TKMI uau deHokonygm).
HanpgBneHue Ha reHeTU4Yeckoe nccnegosaHue (reHOM, 9K30M, NaHeb) C NpUBeUHeHeM

\ $puHaHcKMpoBaHWA BraroTBopuUTeNbHbIX GOHA0B I
A ] v
OO0cnenoBaHHe U Ha3HAYEHHE OO6cnenoBanue IS BbIABICHHSA CyOKIMHHYECKOM
MOCHHIAPOMHOM Teparuu H JIATEHTHOH CHMIITOMAaTHKH
151 OBEHHE KJIITHHUY
cHesHoBe! eernx He BBIsSIBIIEHO Brissneno
NposABIeHUH Ha POoHe JIeUeHUs \ 4
\ 4 v TTocunapomHuas
HET OA Tepanus
TurpoBanue nos, HcuezHoBeHHE KIMHHYECKHX
noadop nmpenapaToB MpOosIBJIeHUH Ha (oHe NedyeHus

v

i

h 4

TurpoBanue no3,

/ noaGop npenapaTos

IToBTOpHasA KOHCyIbTaLMs T€HETHKA C NIPUBJICYEHHEM MYJIbTHAUCUHUILTHHAPHOTO
KOHCHJIMYMa IJid MOCTAHOBKH JHAarHo3a U OLIEHKH PHCKa BCC: IIPpH CAPKOMEPHBIX MYTallHAX
— COrJIaCHO aJanTHPOBaHHOH AeTckoii eeponeiickoii Mmonenu (HCM Risk-Kids), npu
HECAapKOMEPHBIX — KOHCHIIMYMHOC PCLUICHHUEC O TAKTHKE BCACHHA peﬁeHKa

\ 4 \ 4 \ 4

OnepaTuBHOE H MenukameHTo3HOE bez Trepanuu
MEIMKaMEHTO3HOE JIeHEeHHEe JleueHue

v \ 4 \ 4

Ha6monenne. Koppekuus Tepanuy B IHHaAMHKE 110 MAcce Teja U 10 KIMHUYECKOMY
s¢gdexry. [Ipyu HEBBISIBIEHUH NPUYMHHBIX MyTauuii — nepecmoTp FASTQ-daiina kasxbie 2
rojia Ui NpH NOSABIEHHH HOBBIX KJIIMHUYECKUX NposBiieHui. [lepeonienka puckos BCC u
NMOoKa3aHWi K orepaTHBHOMY/MEIHKaAMEHTO3HOMY JieueHHI0 (He peke | pasza B roa uiu
yalule NpHu HeoOXOIMMOCTH)
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IIpunoxenne B. Undopmauus aia nauuenta

O6mue pekoMeHAALNH 110 00pa3y KU3HU

Oobmacts

Pexomennanuu

Harpy3zku

Ilannentam crenyer u36eraTh COPEBHOBATENHLHOTO CIIOPTA, HO MO BO3MOMKHOCTH
HOANIEPKUBATE OOBIYHBIH 00pa3 KU3HH.

Huera

[Tarmuenram CIIENyeT cTapaThCs MoAACPIKUBATH HOpMaJ'[I)HBIﬁ BEC TeEI1a.

[Ipuem Oonpimoro o6beMa MHLIM MOXET BHI3BATh GONH B IPYyJHOH KIIETKe,
0COOEHHO y MalUeHTOoB ¢ obcTpykuuei BTIDK.
Llenecoobpasno vacroe ApobHOE IUTAHUE.

3anopel — wacTheil MoGOYHEIN () deKkT GIOKATOPOB KANBIMEBLIX KAHAIOB -
AOJDKHEI KOHTPOITHPOBATLCS IMETON H/HITM CITA0UTENBHBIME CPEICTBAMH.

ITpodeccus

bonpumncreo mammentos ¢ IKMII moryT mpomomkars OOBIYHYIO TpPYJOBYIO

ACATENbHOCTb.  YpOBeHb  (M3MYECKHX YCHIHH Ha paboTe  JI0JDKeH

COOTBETCTBOBATh KIIHHHYIECKOMY CTaTyCy IallHeHTa.

JUtsi HEKOTOpBIX BHIOB JESTeNBHOCTH (IIMJIOTHPOBAHHE, BOEHHAS ciy>x0a)
CYUIECTBYIOT CTPOrHe OrpaHHYEHUsl [IPH IIPHEMe Ha paboTy.

' OGyuenue

YUHTEIIsIM U APYTOMY TIEPCOHAITY CIIEAYET JABATh PEKOMEHIAIIMH H HCHMEHHY IO
nHpopmanuio 06 ocobennoctsx gereit ¢ TKMIL. B 0TCYTCTBHH CHMITOMOB M
haxropos pucka BCC meT MOryT yyacTBOBaTh B (PH3HUECKOH AKTHBHOCTH OT
HeOOJIBIIOH 10 CpefHEH CTENeHM MHTEHCHBHOCTH, B COOTBETCTBHH C
PEKOMEH TALMAMH KapAHOJIOra.

Kypenue

Her nanmerx o cesasm tabaxoxypenuss u TKMII, HO mammentam Heo6XommMo
IPeI0CTAaBUTE HHPOPMAIHIO O PHCKAX [I/Isl 3M0POBbS, CBSA3AHHEIX C KYPEHHEM.

CekcyanpHas
aKTUBHOCTB

Y nauueHtoB nomKHAa OBITH BO3MOXHOCTH OGCYIHTEH UHTEPECYIOIIHE MX
BOIIPOCHI CEKCYalbHOM aKTHBHOCTH. ITallMeHTEI TOCie yCTaHOBIEHHS MarHo3a
4aCTO MCHBITBIBAIOT OECIIOKONCTBO, IEMPECCHIO U CTpax NepeaTh 3abo/eBanme
JIETSIM.

[Tanmenram ciemyer

3HaTb O BIHAHHH IIPHHHMAaEMBbIX JICKapCTBEHHBIX

IIperaparoB Ha UX CEKCYaTbHYIO aKTHBHOCTb.

Boxnenne
aBTOMOOMIIA

L

BbonpmuneTBo NanuCeHTOB MOI'YT IIOIY4YaTh BOJAHUTEIBCKHE IIpaBa H IIPOJ0JDKATh
BOIHUTE MallliHY, €CJIIM Y HUX HET HHBAJITMJU3HPYIOMIHUX CUMIITOMOB.
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Baknunanus IIpu OTCYTCTBHHM IIPOTHBOIOKA3AHHI Lesecoo00pasHa exeroanas BakKIHHALMS OT
rpumnmna.

JlexapcTBennsle | [lanuenTtam ciejyer 3HaTh O IIPUHUMAEMBIX MMH JIEKAPCTBEHHBIX Mperaparax,

IIpenaparsl X 1o00YHBIX 3(deKkTax HU MeKJIEKapCTBEHHOM B3auMmojeiictBum. Ilo
BO3MOXKHOCTH CJIe/lyeT H30erath Ipuema nepr(epHuecKuX Ba3oAuIaTaTopOB,
ocobenno npu obcrpykuun BTIDK.

CrtpaxoBanue Juarnos I'KMIT MoxeT MpHBECTH K 3aTpy AHEHHAM IIPH CTPaXOBaHUHU JKU3HH.

JKH3HH

ABHanepenersl | BONBIIMHCTBO — OGECCHMNTOMHBIX — IAIMEHTOB HMIOH ¢  HE3HAYUTEILHOMH

CHMIITOMATHKOH MOryT 6€3011acHO COBepILaTh aBHAIIEPEIETEL.
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IIpunoskenne I'l — I'4. lllkanbl oLeHKH, BONPOCHHKH U JPYyrHe OLEeHOYHbIE
HHCTPYMEHTBI COCTOSIHHS MAIHEHTA, IPUBEJeHHbIe B KIHHHYECKHX
peKoMeHAaLHAX

IIpunoxenne I'l. lllkana nporHo3HpoBaHusi BePOSITHOCTH OGHAPYKEHHS
reHernveckux sapuanton npu I'KMII

Haspanue Ha pycckom ssbike: Illkana nporHO3WpOBaHHs BEPOSTHOCTH OGHApYIKEHHs

TeHEeTHYECKUX BapuaHToB mpu ['KMII
OpurunajabHoe Ha3Banue (eCJIH €CTh): HET

Herounnk (odpuumansHelii caiit paspaboryuKos, my0MKauus ¢ Baauanueii):
Ingles J. Non-familial hypertrophic cardiomyopathy prevalence, natural history, and clinical

implications. Circ Cardiovasc. / Ingles J, Burns C, Bagnall RD et al. // Genet. 2017:10.
Tun (moguepkHyTH):

— IOKaJila OLICHKH

— HHJIEKC
— BOIIPOCHHK
— Ipyroe (YTOYHUTB):

Hasnavenne: KITMHMYECKMH HHCTPYMEHT JUIS IPOTHO3HPOBAHHS BEPOSTHOCTH 0OHAPY KEHHUSI
reHeTHyecKux BapuanToB Ipu ' KMII Copep:xanue (ma6aon):

Ilepemennan basibl

Bospacr, net 20 0
20-29 -1

30-39 -2

4049 -3

50-59 —4

60-69 =

70-79 —6

80 —7

HKenumnbl —4

| ApTepHallbHasi THIIEPTEH3Us —4
«/IBosikoBpmyKIas» Gopma MIKII (anri. «reverse curven») 5
CootHolenne TOJIIIHHEI 1,46 0
MXXT1/3CIDEK 1,47-1,70 1

29




1,71-1.92 2

1,93-2,26 3

227 4

Kimrou (MHTepnperanus):

Cymma GajuioB <2 npe/icKasbiBaeT HA3KYIO BEPOSTHOCTH OGHAPYIKEHNS TeHETHUECKHX BAPHAHTOB B
IPUYHHHBIX I'eHaX, Hauboee pacnpocTpaneHHbix nmpu I'KMIT

Ipnnoxenune I'’2. HCM Risk-SCD u HCM Risk kids model. I kanbr
oueHkH pucka BCC y nanuentos ¢ 'KMII (eBponeiickas Mmogenn)

Hassanue Ha pycckom sisbike: HCM Risk-SCD. Illkana ouenku pucka BCC y nanuenTo
¢ 'KMII (eBponetickas monens). HCM Risk-kids model. 1Ikana onenxu pucka BCC y nereit
¢ 'KMII (eBpomneiickast MOmes).

OpurunanbHoe HazBanue (ecau ecth): HCM Risk-SCD, HCM Risk-kids model

Hcrounnk (odpuumanpuelii caiiT paspaboTynKkos, ny0IMKAIMS ¢ BaIHIanueii):
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.

Liebregts M. Validation of the HCM Risk-SCD model in patients with hypertrophic
cardiomyopathy following alcohol septal ablation / Liebregts M, Faber L, Jensen MK et al. //
Europace. 2018;20(FI12):198-203.

Norrish G, Ding T, Field E, et al. Development of a novel risk prediction model for sudden
cardiac death in childhood hypertrophic cardiomyopathy (HCM risk-kids). JAMA Cardiol
2019; 4: 918-927.

«KanpkynaTtopei» Ha caiite https://qxmd.com/calculate/calculator 303/hcm-risk-scd u
https://hemriskkids.org/

Tun (moa4epKHyTH):

— IDKaJia OIEHKH

— HHJIEKC
— BOIIPOCHHK

— Jpyroe (yTOYHHUTE):
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Hasnavenue: KIMHUYECKUH HHCTPYMEHT 111 MPOrHO3HpoBaHus pucka BCC y manueHToB ¢
['KMIL

Copnep:xanue (mabiaon):

lxana pucka BCC HCM Risk-SCD u HCM risk-kids (epomneiickas Moaen)

Iloxa3piBaet myumue pesynpTathl y nanuentoB ['KMII ¢ Beicokum puckom BCC

Kanbkyssitop S-netnero pucka BCC Ha ocHOBe Mo, B KOTOPO# Y4YHTHIBAIOTCS clenyroLne

TapaMeTPBIL:
HCM Risk-SCD HCM risk-kids
1. Cemeiinas uctopus BCC 1. ITon
2. CHHKONIANBHOE COCTOSHHE 2. Bozpacr
3. HeycroiiumBas xeiy104KkoBasi 3. Poct
TaxuKapaus 4. Maxc. Tommuna creHku JDK
4. Makc. tonunaa crerkn JIDK 5. CHHKONANBHOE COCTOSHHE
5. Bospacr 6. Heyctoituupas xenyjoukoBast
6. Pasmep JIIT B M-pexume TaxuKapIus
7. T4 8 BTJIDK 7. Pasmep JIII B M-pesxxume
8. I'/1 B BTJDK

Karou (uaTepnperanus)

> 6 % Beicokuii puck BCC B Teuenue 5 ner
> 4 %, HO < 6 % cpennuit puck BCC B Teyenue 5 ner
< 4% nuskuii puck BCC B Teuenue 5 et

[xama HCM Risk-SCD Obuta BanuaupoBaHa [l HAIEEHTOB ¢ NPEIUIECTBYIOMEH peyKInei
MKIT metonom CAA.[175].

Ipuioxenne I'3. lllkana ouenxn pucka BCC y nauuentos ¢ TKMIIT
(amepuKkaHCcKasi MoIeb)

Haspanne na pyccxom sizpike: [kana ouenxu pucka BCC y nanuentos ¢ TKMIT
(amMepHKaHCKast MOJIENE ).
OpuruHajibHOe Ha3BaHMe (€CJIH €CTh): HEeT

Herounuk (odpuumanbubiii caiiT paspaGoTunkos, ny6auKanus ¢ Baanjanueii):

Ommen, S. R., Mital, S., Burke, M. A., Day, S. M., Deswal, A., Elliott, P., Evanovich, L. L.,
Hung, J., Joglar, J. A., Kantor, P., Kimmelstiel, C., Kittleson, M., Link, M. S., Maron, M. S.,
Martinez, M. W., Miyake, C. Y., Schaff, H. V., Semsarian, C., & Sorajja, P. (2020). 2020
AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart
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Association Joint Committee on Clinical Practice Guidelines. Circulation, 142(25), 558—

e631. https://doi.org/10.1161/CIR.0000000000000937

Ommen, S. R., Ho, C. Y., Asif, I. M., Balaji, S., Burke, M. A., Day, S. M., Dearani, J. A., Epps,
K. C., Evanovich, L., Ferrari, V. A., Joglar, J. A., Khan, S. S., Kim, J. J, Kittleson, M. M.,
Krittanawong, C., Martinez, M. W., Mital, S., Naidu, S. S., Saberi, S., Semsarian, C., ... Peer
Review Committee Members (2024). 2024 AHA/ACC/AMSSM/HRS/PACES/SCMR
Guideline for the Management of Hypertrophic Cardiomyopathy: A Report of the American
Heart Association/American College of Cardiology Joint Committee on Clinical Practice
Guidelines. Circulation, 149(23), e1239—e1311.
https://doi.org/10.1161/CIR.0000000000001250

Tun (mnoxuepkHyTH):
— IIKaJla OLIEHKH
— WHJIEKC
— BOIIPOCHUK

— Jipyroe (yTOUHHTB):
Hasnavenue: knnHuuecKuit HHCTPYMEHT JUlsl IPOrHO3UpoBanus pucka BCC y manueHTos ¢

I'KMIT.

Copepixanne (mabmiaon):

Ilxana pucka BCC (aMepukanckas Moxen)

®axTopsl pucka BCC
OKazaHHEIEe (haKkTopPkI 1. Ilpenoteparennas BCC (BEDKUBINHE TTOCTIE OCTAHOBKH
p p p
prcka BCC cepaua seseacTsue OT um OIK)

2. CnoxranHas ycroiunas KT

3. CuHKoODaJbHOE COCTOSHHE, IPEIIION0KUTENBHO
ApPUTMOTEHHOTO T'eHe3a

4. Dxcrpemansnas ['JIK

5. HeycroitunBas ey 104KOBas TAXUKAPIIHS

6. Cemeiinplii anaMHe3 paHHE} BHe3aHOMN cepeyHoll cMepTH,
cBsazaHHOH ¢ ['KMII

| JlononuurenbHble GakTOphI 1. O6GmmpHeIi Gu6po3 no panusiv MPT cepana ¢
pucka BCC KOHTpacTHPOBaHHEM

2. Cucromnueckas guchyukims JDK (OB <50%)
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Kurou (maTepnperamus) K umMmiaanTamun MK ***;

®akTopel pucka BCC (amepukanckas Mozien) Hmnuantamns | Kaace mo
K *** AHA/ACC
Ipenorspamennas BCC (BhokuBILINE TOCIE OCTAHOBKH Cepiia [I0Ka3aHa I
Beaeactere JKT wiu OXK)
CuHKomna, BEI3BaHHAs CIIOHTAHHOM yeToiunBoit KT wnm [oKa3aHa I
reMoJiiHaMHu4YecKy 3HaynMast KT
Hamuaune xots 661 1 U3 cnenyrommx paxropos: Cnenyer Ila
paccMoTpeThb
1. CunHKoOnajbHOE COCTOSHHUE, IPEANONOKUTEIBHO
apUTMOTEHHOI'0 TeHe3a
2. DOxcrpemansHas ['TIDK
3. HeycroiiunBas ey I0UKOBas TaAXMKap Hs
4. Cemelinplil aHaMHe3 paHHel BHE3aIHON cepedHO
| CMepTH, cBa3anHoM ¢ ['KMII
Ipy Hanuumu ciaenyromux GpakTopos: Mo:xet 6bITh ITb
1. Obumnpueiii Gpubpos no nanaeiM MPT cepaua ¢ paccMoTpeHa
KOHTPAaCTHPOBaHUEM
2. Cucromnyeckas auchynxius JDK (OB <50%)
[Ipu oTcyTcTBHH (hakTOPOB pHrCcKa He nokaszana I

Ipunoskenne I'4. Illkana ouenxu pucka BCC y nanuentos ¢ TKMII
(eBponeiickasi MoJeJIb)

HasBanne na pycckom sspike: [llkana onenku pucka BCC y namuenros ¢ TKMIT
(eBpomencKas MOJIeb).
OpurunanbHoe HA3BaHHE (€C/IH €CTh): HET

Herounuk (opuumansueiii caiit pazpaboTunkor, myGaMKamus ¢ Baananmeii):

Authors/Task Force members, Elliott, P. M., Anastasakis, A., Borger, M. A., Borggrefe, M.,
Cecchi, F., Charron, P., Hagege, A. A., Lafont, A., Limongelli, G., Mahrholdt, H., McKenna,
W. J., Mogensen, J., Nihoyannopoulos, P., Nistri, S., Pieper, P. G., Pieske, B., Rapezzi, C.,
Rutten, F. H., Tillmanns, C., ... Watkins, H. (2014). 2014 ESC Guidelines on diagnosis and
management of hypertrophic cardiomyopathy: the Task Force for the Diagnosis and
Management of Hypertrophic Cardiomyopathy of the European Society of Cardiology (ESC).
European heart journal, 35(39), 2733-2779. https://doi.org/10.1093/eurheartj/ehu284

Tun (moxuepkHyTH):

— IIKajJa OIEeHKH

— HHJACKC
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— BOIIPOCHHK

— Apyroe (YTOUYHHUTE):
Hasnavenne: KIMHHYECKUH HHCTPYMEHT [U1s IPOTHO3MpOBaHHs prcka BCC y TaIHeHTOB ¢

['KMII.

Coaep:xanue (madJion):

IlIxana pucka BCC (eBponeiickas Moaein)

®akropsi pucka BCC
HoxasanHsie GakTopsl 1. IIpenorBpamenHas BCC (BBDKHBIIHE 110¢/I€ OCTAHOBKH
pucka BCC cepaua Benenctere OT unu OXK)

2. Cnourannas ycroiuuas KT

3. CHHKONAIBHOE COCTOSHHUE, IPEANOI0KUTEILHO
apUTMOTEHHOT'0 reHesa

4. Dkerpemanshas ['JIDK

HeycroliunBas ey 109koBas TaXHKap, sl

6. CeMeliHplif aHaMHe3 paHHEl BHE3aMHON cep/IeYHOll CMEPTH,
cBazanHoOl ¢ [KMII

()]

Kmou (mHTepnperanus) kK uMmianTanuu WKL *#*;

®axTopsel prucka BCC (eBponeiickast MoeJinb) Hmnianramnsa | Knace no
K% ** AHA/ACC
[Ipenorpamennasg BCC (BpDKUBIINE TTOCIIE OCTAHOBKH CEPILIA IoKa3aHa I

senenersue JKT umn OXK)

CuHKoIla, BBI3BaHHAs CIIOHTaHHOH ycToiuuBoi KT umu roKasaHa I
reMoJHHaMH4YecKH 3Haunmas KT

IIpy nannunu 2 u Gonee hakTopos pHcKa: Cnenyer Ila

paccMOTpeTh
1. CuHKOIAILHOE COCTOSIHHE, MPEANOIOKUTEIHLHO

apUTMOTE€HHOTO reHes3a

2. Dxcrpemanbhas ['JIDK

Heycroiiuupas sxemynoukoBas Taxukapams

4. CemelHbIi aHaMHe3 paHHEH BHE3aIHOMW CepIeYHOM
cMepTH, cBs3aHHOH ¢ ['KMII

(8]

ITpu mamuumu 1 U3 BeIIEyKa3aHHBIX (PAKTOPOB PUCKA, KOIa Mo3xkeT ObITh ITb
noJib3a oT uMIuTanTanuu MKJ[ npeppnmaeT puck ociioxKHeHUH 1 paccMoTpeHa
BiusHus MK/ Ha 06pa3 JKH3HH B ICHX0JIOTHYECKOE 30POBbE
nalyeHTa
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