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- XoNnTepoBckoe MoHuTopupoBanue DK

- XpOHHUYCCKasA CCpACUYHas HEAOCTATOYHOCTD

- YpECIUIICBOIHAS dXOKapaAuorpapus

- HacTOoTa CCPACUHBIX COKpaH_[eHI/Iﬁ

- AJIeKTpoKapaAnorpadus

= DJICKTPOKAPANOCTUMYIIATOP, JICKTPOKAPAUOCTUMYJIALIUA

- 9XoKapauorpapus

- ischemia with non-obstructive coronary arteries (umemus 6e3 00CTpyKIHU
KOPOHAPHBIX apTepHiA)

- I'CH J'II/I3OCOM-Z-aCCOL[I/II/IpOBaHHOFO MeM6paHHOF0 Oenka 2

- myocardial infarction with non-obstructive coronary arteries (uudapkr
MHOKap/a 6e3 00CTPYKIIMU KOPOHAPHBIX apTepuii)

- N-koHueBoil pparment npenmecrseHHrka MHYII
- American Heart Association (AMepukaHCKast aCCOIMAIUS CEP/IIIa)

- American College of
KOJUJIET sl KapIUOJIOTOB)

Cardiology  (AmepukaHckast

- TPAHCTUPETUHOBBIN AMHIIOU03



EACVI - European Association of Cardiovascular Imaging (EBponeiickas
accoluanus o cepie4YHO-COCyAUCTON BU3yalln3allun)

ESC - European Society of Cardiology (EBponetickoe 0011ecTBO KapIu0JIOrOB)
HCM Risk-SCD - mikana pucka BCC npu 'KMII

MOGE’S - KaccuduKaIus KapuOMHOIIaTHIA

NYHA - Huto-Mopkckas accomuanus KapIuoIoros

TepMI/IHl)I H onmpeacjJIcHusA

I'uneprpoduueckas xapauomuonatuss (’KMII) — renetnuecku 0oO0OyCIOBIEHHOE
3a0o0JieBaHNE MUOKap/ia, XapakTepusylomnieecs runeprpodueld Muokap/a JieBoro (y nerei - 6omee
JBYX CTaHJIAPTHBIX OTKJIOHEHUH (Z-Score, nimm Z-pakropa), y B3pocibix - 6omee 1,5 cMm) n/umm
IIPaBOrO JKEJIyJO4YKa, 4Yalle AaCMMMETPUYHOIO XapakTepa 3a CYeT NPEUMYIIECTBEHHOIO
YTOJIILEHUSI MEXIKEIYI0YKOBOM IIEPETOPOJIKH, HE CBA3AHHOE C IOBBIIICHUEM IIOCTHATPY3KH Ha
MHOKAap/l, KJalaHHOM NaTOoJ0Tuel, IOPOKAMU CEpALa U aHOMAJIMSIMU KOPOHAPHBIX apTEPUM.

OO0cTpykTHBHas runeprpopuyeckas kapauomuonatusi (OI'KMII) — dopma ['KMII,
COIPOBOXKAAIOLIASACA HAPYLICHUEM BHYTPUCEPACYHONW TE€MOJUMHAMUKU B BHJIE NPEMSATCTBUSA
cucronuueckomy wu3rHanuio u3 JDK w/mmm mpaBoro sxemymouka (IDDK), uro mpuBomuT K
yBenuueHuto rpaaventa aasieHus (I'J[) B BbixogHoM Tpakte neBoro w/mimm IDK sxemymouxa
(BTJDK; BTIDK).

['JI7K BTOpHMYHOrO reHe3a — YHUBEpCaJbHas KOMIIEHCATOPHO-TIPUCIIOCOOUTEIbHAS
peaxius B OTBET Ha U3BECTHBIM reMOJUHAMUYECKUH WK Ipyroi (akTop.

Joruneprpoduyeckas craguss [KMII — stan B pa3Butuu 3a60eBanus, Ipu KOTOPOM
OTCYTCTBYIOT  MNpHU3HAaKU  runeprpoduu  MUOKapjaa,  ONpeAensieMble € MOMOUIbIO
BU3YIM3UPYIOIINX METOIMK.

Cyoxaununyeckasi craausi TKMII — stan B pa3BuTuu 3a007€BaHus, TP KOTOPOM HET
KJIMHUYECKOW CHMIITOMATUKH, XapakTtepHoil st ['KMIL.

I'enorun (+)/peHoTun (-) — HOCUTETH MATOJIOTUIECKON MyTalllH, aCCOLMUPOBAHHON C
I'KMII, noruneprpoduueckoii u cyoxknuundeckoit craausmu I'KMIT.

Bo3pacr3aBucumMasi NEHETPAHTHOCTH —  YBEIWYEHUE  YAaCTOTHl  BBISBICHUSA
¢enorunuueckux npuszHakoB ['KMII, ompenensiembix ¢ momoupio pyTUHHBIX MeTog0B (DKI,
OXOKT'), cpenn HocuTenel NAaTOreHHBIX T'€HETUYECKHMX BapUAaHTOB IO Mepe IOBBIIIEHUS

BO3pacTa.



Bue3annasi cepaeunasi cmeptb (BCC) — HeHacwibCcTBeHHas, OOYCIOBJICHHAs
3a00JIeBaHUSAMU Cep/a CMepThb, MaHU(ECTHPOBAaHHAS BHE3AITHOW MOTEpeil CO3HAHUS B TEUECHUE
IIEPBOTr0 Yyaca ¢ MOMEHTA IOSIBJIEHUSI OCTPhIX CUMITOMOB.

Crpatupuxanua pucka BCC — omnpeneneHue He3aBUCHUMBIX —IPEAUKTOPOB,
onpenensomux BepoaTHOCTh pucka BCC y nanueHToB ¢ ONpeAesieHHON Cep/IeYHO-COCYIUCTOM
natonorueit. llkana pucka BCC nmpu 'KMII (HCM Risk—SCD) pexomeHayeTcst B KauecTBe
MeTtojia oneHku pucka BCC: HU3KUi, CpeTHUHN, BEICOKHIA.

Ilepeane-cucrosimyeckoe ABHKeHHE CTBOPOK MHUTPAJBHOI0 KJIANAHA — JBUKECHUE
ctBopok MK B cucrony k MXKII Bmiotre 1m0 kacaHusi (MUTpPajdbHO-CENTAIbHBIM KOHTAKT),
ydacTByIoIi B co3nannu oocrpykuun BTJIK. Anrmosi3erunbiii Tepmun — Systolic anterior

motion syndrome (SAM-syndrome).

Bba3zaabnas odocrpykuus (o0crpykuusi B BTJIZK) — npenstctBue Ha ypoBae BTJDK
CUCTOJINYECKOMY u3rHanuio u3 JDK.

CpenHexeny104KkoBasi 00CTPYKUMS — IPENATCTBUE CHUCTOJINYECKOMY KPOBOTOKY B
cpennet yactu nosiocty JUK, Ha ypoBHe cpeauHHbIX cermeHToB JDK.

«Kimaccnueckuii penorunm» 'KMIT — mopdodynkumonansusiii penorun I'KMII, npu
KoTopoMm coueratorcsi acummerpuuHas ['JDK (rumeprpodus MIKII), ymeHbIICHHBIH pa3mep
nosoct JOK u o6ctpykims BTIDK.

JlarenTHasi o0cTpykuMsi — remoauHamudeckas (opma oocrpykruBHoit I'KMII, mpu
KOTOPO# MPENATCTBUE CUCTOINYECKOMY M3rHaHMIO 13 JIK BO3HMKAET TOIBKO IIPU Harpy3Ke Win
IIPOBOKAIIMOHHBIX Ipo0ax.

He0naronpusitHoe pemoaenupoBanme (anri. adverse remodeling) — ¢uHanbpHas
CTaaus aJalTUBHBIX U [e€3aJalTHUBHBIX H3MEHEHHH B MOpakeHHOM oprasHe. Ilpu sToM
HaOJII0/1al0TCA  «CMEIIaHHbIe» MOPPO(yHKIHMOHAIBbHBIE (EHOTUIIBI — TUNEpPTpoPUUEcKUid +
JWIIaTallMOHHBIN, TunepTpouuecKuii + peCTpUKTUBHBIN, U, KaK IPaBUJIO, YMEHBIIEHUE CTENIEHU
runepTpoduu.

Pacmimpennasi (cenmrajibHasi) MMOIKTOMHSI — OI€palus, BKIIOYAIOIIAs PE3EKIHIO
MXII B 6onbiieM oObeMe, 4YeM IpU CeNTaTbHOM MUOIKTOMHU 1O A.Morrow, MOOHIIN3AIUIO U
pe3eKIHI0 TUNepTPOGUPOBAHHBIX HANMMWUISPHBIX MBI U TUOEPTPO(PUPOBAHHBIX MBIIIEYHBIX
TpabeKky (anukaabHO-0a3aJIbHOTO MBIIIEYHOTO MTy4Ka).

Peaykuuss MIKII — xupyprudeckoe (CMD, PMD) umm suupoBackyisipoe (CAA)

BO3/IEMCTBUE MO YMEHbIIEeHUIO ToammHbl MOKII.



CexkBeHMpPOBaHHEe HOBOI0 NMOKOJIEHUSI - paclIu(poBKa CTPYKTYpbl JECATKOB U COTEH
T€HOB, OlpezeseMas OJHOMOMEHTHO.

CenTajbHasi MUOIKTOMUS — OIEpallUs PE3eKIMN MHOKapja B 0a3albHBIX CETMEHTaX
MXKII.

YpoBenb 1ocroBepHocTH A0Ka3aTeabeTB (Y /]) — creneHb yBEpEHHOCTH B TOM, YTO
HalAeHHbIN 2P PEKT OT IPUMEHEHUS MEAUIIMHCKOTO BMEIIATENbCTBA SBJISETCS OJaronpUsITHBIM.

YpoBenb yOemuteqbHocTH pexoMenpanuii (YYP) — creneHb yBepeHHOCTH B
JOCTOBEPHOCTH 3(PdeKTa BMENIaTeIbCTBA U B TOM, YTO CJIEJOBaHHE PEKOMEHAALUAM MPUHECET
00JIbI1IE TOJIB3bI, UEM Bpella B KOHKPETHON CUTYaIlH.

®enoxonusi 'KMII — 3a0oneBanue ¢ U3BECTHBIM 3THONATOICHE30M, (PCHOTUITMYCCKH
noxoxxee Ha [ KMIL.

®enoMeH «disarray» — GecriopsiIoYHOE PACTIONOKEHUE KapIMOMUOIIMTOB U MBIIIIEYHBIX

BOJIOKOH.



1. Kpatkas uadopmarus mo 3a06071€BaHNIO WM COCTOSIHUIO (TpYyIIe 3a00IeBaHNN

WJIU COCTOSIHUI)

1.1 Omnpenenenue 3a00JeBaHHS MM __COCTOSIHMS _(Ipynmbl_ 3a00J1€BAHMI _ MJIM

COCTOSIHMIA)

I'mneprpoduueckas xapauwommonatus (I'KMII) — reHeTudyeckn 0O0YCIOBICHHOE

3a00JIeBaHNE MHOKAap/Ia, XapaKTepU3yolleecs TunepTpodueii Muokapaa JieBoro (y B3pOCIHbIX -
Oonee 1,5 cm, y mereii - Oosiee IBYX CTaHIAPTHBIX OTKJIOHECHUH (7)) W/HWIK MPaBOTO KEIy109Ka,
Yaie aCHMMETPUIHOTO XapaKTepa 3a CYeT MPEUMYIIESCTBEHHOTO YTOIIICHUS MEXOKETYI0YKOBOI
MIEPETOPOJIKH, HE CBSI3aHHOE C IMOBBIIICHNUEM ITOCTHATPY3KH HA MUOKAp/I, KJTAIIAHHOM MaTOJIOTHEH,
MOPOKaMU Cep/iia U aHOMAITUSIMU KOPOHAPHBIX apTepUil.

KommenTapuii. B odemckoti nonynayuu 6onvueix I'KMII umeiomca ocobennocmu
amuono2uu, namozenesa, ouaznocmuku u nevenus I KMII, komopbie e no3eonaiom 6 omuoulenuu
OaHHO20 3a0601€8AHUS PACCMAMPUBANMD PEOEHKA KAK «MATIEHbKO20 83DOCI020%», NEPEHOCS HA He20
ece noarcol ' KMII, umerowuecs y e3pocavix 6oavnoix [28,19,64,102,104,115,118,140,141,148].

Ocobennocmsamu demckozo 6o3pacma, npumenumenvro k I KMII, sensiromes:

- BHauumMenbHo 6oabwas npedcmasiennocms enoxonutl I' KMII no cpasnenuro co 83pocivimu
bonvbrvimu (00 30%)

- bonee gvicokas cmepmuocms oemeti ¢ I' KMII, no cpasnenuto ¢ 83pocioil nonynsyuetl 601bHbIX:
Ha nepeom 200y dHcusnu ymupaem 10% oonvuvix ¢ ' KMII, cmepmnocms om 6cex npuuun y oemet
¢ I'KMII mosrcem oocmuzcams 7% 6 200. Ocobenno vlcokas cmepmuocme Hadiodaemces y oemel
¢ gpenokonuamu I'KMII, umo npusooum x crudxcenuro npeocmasiennocmu genokonuti ¢ 30% y
oemetl 00 10% y 83pocvix;

- «KOHBepcUs» henomuna c 803pacmom y oemell: He 6ce20a 8HecepOeytble NPOsiGIeHUs Y Oemell
¢ I'KMII so3nuxarom napaniieivHo ¢ nopax)ceHuem cepoya (OHU Mo2ym onepexcams cepoeyHbvle
NPOAGIEHUS UNU HAODOPOM — HAOTIOOAMbCA OMCPOUEHO,

- ocobeHHocmu Jedenus: O Odemell Xapakmepvl 0COOeHHOCmU Memaboiusma Oema-
aopenobokamopos, umo mpedoyem Oojee BHUMAMENbHO20 MUMPOBAHUSL 003bl npenapama OJisl

oocmudiceHus mepaneemuyeckozo s¢hgexma.
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1.2 9THOJIOrMS U IATOreHe3 3200J1eBaHUsI NJIN COCTOSTHUS (ITPYNILI 3200J1eBaHNI NN

COCTOSIHMA)
Otuosorus 'KMII [8,28,44,107,111,115,118,140,141,148]

['uneprpoduueckass KapAMOMHONATHS  SBISETCA  TSOKEIBIM  MHBATHIU3UPYIOIIUM
3a00JIeBaHUEM U MMEET HEONaronpuATHBIA IS JKU3HU MporHo3. [lomasnsromee G0IBIIMHCTBO
rUnepTpoGuyYeckux KapAMOMHONATUH MMEIOT NeHETHYECKYI0 3THOJOIMIO — 3TO caMas 4acTo
BCTpEYAOLIAsiCs HacIeICTBeHHAs Kapauomuonatusa. Maentudunuposansl 0osee 20 NpUUUHHBIX
I'€HOB, CBsA3aHHbIX ¢ pazBuTHeM ' KMII. bolbIMHCTBO e HETUYECKUX UCCIEN0BAHUN CBA3BIBAIOT
TUNepPTPOYUUECKYI0 KapJUOMHUONATHIO ¢ MyTalMsAMU 23 T€HOB, KOAUPYIOUIMX CapKOMEpPHBIE
0€eJKu, U3 HUX Yallle BBISABIIAIOTCS MyTalluu B 11 reHax, B ToM yucie reHax B-mMuo3una, Muo3uH-
cs3piBatoniero Oenka C, ceppeunoro tpononuHa T, C u I, a-TponoMuo3uHa, JETKUX Lemnei
muo3uHa. Haumbonee wacto mnpu runeprpouyeckoll KapAHOMHONATUH HICHTU(DUIHUPYIOT
mytauuu resoB MYBPC3 u MYH7, kogupyronmx Muo3uH-cBsi3biBatoluii 0enok C u 0enok
TSOKENON 1enu -MUO3MHA, Ha UX JIOJIO Y B3pOCIHBIX 0onbHBIX mpuxoautcs 20-40% u 20-45%
MyTalui COOTBETCTBEHHO.

VYV nereit B atnonorun I'KMII oxono 30% ciyuyaeB CBsi3aHBl C CHHIPOMAJIbHBIMU,
METa0OTMYECKUMH, HEPBHO-MBIIICYHBIMH M MHTOXOHIPHAJIBHBIME 3a0osieBaHusIMH. Bce 3T
ClIyyau JO0 yTOYHEHHs JMarHo3a paccmarpuBarorcs y Jgered B pamkax ['KMII
[3,4,6,11,12,23,34,43,76,92,95,96,119,126,140,143]. 310 MNPOHUCXOTUT MOTOMY, YTO TIPH
NIEPBUYHON M AK€ IPHU IOBTOPHBIX TOCHUTAIM3ALMIX y JAETEH OJHO3HAYHO DPA3rPaHUYMUTH
nzonupoBaHHyto ['KMII ot ¢enokonuit 'KMII TOapKO MO KIMHUYECKUM TMPOSBICHUSIM U
1a00paTOPHO-UHCTPYMEHTAIBHBIM ~ METOJlaM  HCCIIEZIOBAaHUS HE BCErja IpeiCTaBiIsIeTCs
BO3MOXXHBIM. OKOHUYATEJILHO BONPOC PEIAETCS MPU MOATBEP)KIECHUHU IHarHo3a reHeTHYECKUMHU
METOAAaMHU UCCIIE0BAaHU, KOTOphIe TPeOYIOT 3HAYMTEIHLHOIO BPEMEHH U 3aTpaT Ha MpOBE/ICHHE.
Hepeako  BO3HMKaeT HEOOXOJUMOCTb  INPOBEJCHUS  JOMOJHHUTEIBHBIX  I€HETUYECKHX
WCCIIETOBaHUM JIsl BAIMIAIIMY TAHHBIX.

ONuaeMUOIOTHYECKUE UCCIIE0BAHNS MTOKA3BIBAIOT, UTO, XOTS IPUYMHBI KApAMOMUOTIATHIA
y Jnerel Ooriee pa3HOOOpa3HbI, Ye€M Y B3pOCIBIX, T€HbI, KOAMPYIOIIME CAapKOMEpPHBIE,
LUTOCKEJIETHBIE UJTU JE€CMOCOMHBIE OEJIKH, OCTAIOTCSI OCHOBHBIMU NMPUYMHAMHU KapJUOMUONATHH
B JII0OOM Bo3pacte. J[eTu ¢ BpOXKJI€HHBIMU HApYIIEHUSIMU 0OMEHa BEUIECTB U CUHAPOMAaIbHBIMU
MOPOKaMHU Pa3BUTHUS, UMEIOT 3HAUYUTEIBHO XYJIIMA MPOTHO3 B OTHOIIEeHUHU pa3Butusi CH, uem

ITaITMEHTHI C MMPUYIUHHBIMHA MyTalnyussMunu B CapKOMEPHBIX Oenkax.

[3,4,6,11,12,23,34,43,76,92,95,96,119,126,140,143]. Ha nosro naToreHHbIX BApUaHTOB B F'eHAX
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MYH7 u MYBPC3 npuxoauTcsi OK0JIO TTOJIOBUHBI Beex cirydaeB pa3putus [ KMII y B3pocnbix u
JIeTeil cTapuiero Bo3pacTa, MaHH(ecTalnus KIMHUYECKHX MPOSBICHUNM BO3MOXKHA B JIOOOM
Bo3pacte. OnHako Hayano KinHu4Yeckux nposieieHuid I'KMII B nerckoM M mOApOCTKOBOM
BO3pACTE Yallle acCOIMMPOBAHO C ceMeWHOW (hopMmoii 3a00JeBaHUsS U CONPOBOXKAAETCS Oolee
TSKEIJIBIM TEUEHUEM.

Myrtanuu B rene TNNT2 conpoBoxkaaroTcst 601bmuM pruckoM paszputus cuaapoma BCC,
HE CMOTPsI Ha OTCYTCTBUE IKCTPEMAIBLHOTO yBeIM4eHUs Toamuabl MOKII.

Onwucansl cnydan (5-9%), korma TKMII pa3suBactcs Ha done 2, 3 u GoJice MaTOreHHBIX
BapuaHTOB. bojee uacTo mMom0OHBIE MHOXKECTBEHHBIE MYTAIllMM BBIABISIOTCS B TeHaXx,
KOJUPYIOUINX CUHTE3 CapKOMEpHbIX OenkoB. Hannune koMOMHAIMI MATOreHHBIX BapUAaHTOB B
reHaX CapKOMEPHBIX OEJIKOB OOBIYHO COMPOBOXKIAETCS JEOITOM JIETCKOM BO3pacTe, 4YacTo
sKcTpeMalbHOM crernenbio runeptpodun MXKII u Beicokum puckom pa3sutus cunjapoma BCC.

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

Bo3HUKHOBEHHE TATOTeHHBIX BAapUAHTOB, ImpuBOAAmMX K pa3BuTuio ['KMII, B renax
CapKOMEpPHBIX OENKOB, YaCTO MPUBOAMT K HAPYIICHUIO KAJbLMEBOTO TOMEOCTa3a U MOBBIIICHUIO
YYBCTBUTEILHOCTH MUO(DHUIAMEHTOB K MOHAM KaJbIHs, YTO JIEKUT B OCHOBE MOJEKYJISIPHOTO
rere3a [ KMII. OTo npuBOANT K yBEIMUYEHUIO CUJIBI COKPAILIEHUS CApKOMEPa B CUCTOILY U CHUYKAET
CTENEeHb €ro paccialieHus B JUAcTOy, YTO CONPOBOXKIAETCS MOBBIIIEHUEM MOTPEOIECHUS
kapauoMuouToM AT® 1 npuBOIUT K aKTUBAIIMM KOMIIEHCATOPHBIX MPOTrpaMM SMOPHUOHATIEHOTO
rUNepTpoUYECKOro pocra.

Ha TkaneBOoM ypoBHE 3TO MPHUBOJIUT K TOBBIIIEHHWIO CHHTE3a AMOpPHUOHAIBHBIX (OpM
CapKOMEpHBIX OEJIKOB M aKTUBUPYET KHMHA3HbIE CUTHAJbHbIE Kackaabl. Ha rucromormyeckom
YPOBHE 3TO COMPOBOXKIAACTCS TUTIEPTPOPHUEH KapAMOMHOIIUTOB, Tiposiudeparueit pudpobd1acTos,
TpaHcpopmaleil nociaeaHux B MHO(MUOPOOIACThl M NPUBOAUT K AuMCOANaHCy B CUCTEME
KOJUIar€HOJIN3a.

CrnencTBueM HaJM4Hsl NMaTOT€HHOTO T€HETUYECKOTO0 BapHaHTa M COMPOBOKIAIOIINX €ro
TKAHEBBIX TEPECTPOCK SBISETCS UCKOMIUIEKCAIMS KapJIUOMMIIMTOB, MBIIIECYHBIX BOJIOKOH —
(dhenomen «disarray» u GuOpo3.

ITaTorenernyeckass OCHOBa HapyleHUs coOKpatumocth Muokapaa npu ['KMII
3aKJIF0YAeTCsl B TOM, YTO MIIEMU3UPOBAHHBIE YUACTKU CEPACUHON MBIIIIBI HECTIOCOOHBI Pa3BUTh
aJIeKBaTHYIO CHUJIy COKpallleHHs B cucToiy. BcliencTBue pasBUBaromieiicss THIOKCUU OHU
HAUMHAIOT COKpallleHHe I03Ke, YeM HOPMaJbHO KpPOBOCHAO0XAaeMble CEIMEHTBI CepJIeHHOM

MBIIIIBI. HOE)TOMy BBIABJICHUC JUCCHHXPOHUHN COKpPAIICHUA cepnequﬁ MBbIIIIBI (MO)KCT OBITh
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OIICHEHAa TOJBKO Yy OONBHBIX C HOPMAJIBHOW JJIMTEIBHOCTHIO HHTepBaia QRS mo
aNeKTpoKapauorpamme, 1.e. He Oonee 100 Mcek) sBisieTcs paHHUM HPEIUKTOPOM HUIIEMHUU
MHUOKap/ia IpH TUIEePTPOPUISCKON KapIMOMUOTIATHH.

Mopdonoruueckum CcyOCTpaTOM >KETyI0YKOBOW Taxukapauu y OonbHbIX ¢ ['KMII
SABJIIFOTCA apPUTMOI'CHHBIC 30HBI Ha (bOHe AJUCIIIIACTUYCCKUX U3MCHEHUH B MHOKapA€¢ B BUIAC
HapyIIEHUs] AapPXUTEKTOHUKH MHUOMGUOpWIT W OONBIIOTO KOJIMYECTBA YYAaCTKOB HEKpO3a H
¢bubpo3a.

ITHOJI0THS U MOJIEKYJISIpHbIN naTtorene3 genoxonuii F'KMII
[3,4,6,11,12,23,34,43,76,92,95,96,119,126,140,143].

ITon denokommsimu ['KMII moHuMaroT pasnuyHbie 3a00J7€BaHUS TEHETHYECKOW U
HEreHETUYECKOW MPUPOJIbl, KOTOPBIE 1O cBOeMY MOp(odyHKIMOHAIEHOMY (DEHOTHILY CXOXKHU C
I'KMII, HO MMEIOT HECKOJIBKO OTIWYHBINA 3THOIATOreHE3.

VY nereit npuunnamu penokonuit ['KMII, MoryT ObITh MyTallMu T'€HOB, KOIUPYIOIIHX
CHUHTE3 HecapkoMepHbIX OenkoB. Haubonee HeGmarompusitHpiMH B IuiaHe mporHo3a ['KMII
SIBJISIFOTCSA MyTalliu, IPUBOSLINE K pa3BUTUIO cuHIpoMoB HyHan, Jlanon, Kacremno, Jleonapn, a
TaKKe B IJIaHE BHE3AIMHOW CEPJIEYHOM CMEpPTH HEOJAromnpusITHBIMH SIBJISIOTCS MYTallMM T€HOB
¢unamuaa-C, dochonambana, aecmmna, mammaa A/C, SCNSA - anbda-cyObequHUIBI S
MOTEeHIIMaI3aBUCUMOT0 KaHaia HaTpust, TMEM435 - tpancmem6pannoro 6enka, RMB20 - PHK-
CBSI3BIBAIOIIETO MOTHBUPYIONIETO NpoTernHa2() u JecMocoMalibHbIe MyTalliu. [10BBIIIIEHHBIN PUCK
apUTMOTEHHBIX COObITHI MMEIOT neTH ¢ ' KMII, BbI3BaHHOM MyTalMsIMU JIECMOTUTaKKHA, anbda-
aktuHa, LBD3 - LIM-cBs3eiBaromero gomena3, BAG3 - BCL2-ces3annoro anarorena, NKX2-5
- NK2 romeo6okcas, KCNQ1 u KCNH2 - kanueBoro nmoreHnuani3aBucuMoro kanaiaa, TRPM4 -
BPEMEHHOI'O  PELENTOPHOrO IMOTEHIMalda MejlacTaTuHa4 ¥ NaTOreHHble MYTalMu B
mutoxoHApuansHoi JIHK. Yacrora BeIsiBIeHUS MyTaluii HecapkoMepHbIx 0enkoB npu ['KMII y

nereit cocranisger okosio 30%. Bapuantsl penoxonuit ['KMII npencraBiensl B NPUIOKEHUIX

I/ri, 12/ r2.

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

B kxauectBe ocHOoBHBIX cumntoMoB ['KMII paccmarpuBarotes: ooctpykuust BTJDK, umemus

MHUOKapJia, cucronnyeckas u auacronndeckas auchynkuus JOK, XCH u apurmun.

IK mpu 'KMII [110]
[Tomumo runeprpodudeckoro pemonenupoBanust JOK npu 'KMIT y 30-44% nauuenTtos

BbIIBIISItOTCS Tpu3Haku nopaxenus [DK. Kpurtepuem runeprpodun muoxapna IDK cumraercs
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yBenudyeHue ToimuHbl creHku DK > 5 mMm. DOxcrpemanbroi runeptpoduein [DK sBisercs
TOJIIIUHA €r0 CTEeHKH, npeBbimatonias 10 mm. B aurepaType onucansl ciyyau U30JIMPOBAHHON

runeprpodun IDK.

['uneptpoduueckoe pemoaenupoanue [1K MokeT mpuUBOIUTH K BHYTPHXKEITYIOYKOBOM
OOCTPYKLIMM KaK Ha YpOBHE CPEIUHHBIX CEIMEHTOB, TaK M Ha ypoBHE BbIXoAHOro Tpakta DK
[234]. Kputepuem obctpykimu BTIDK cunTaercss BHYTpHKEIYIOYKOBBIA TPAIUCHT JaBICHUS

0osiee 16 MM PT. CT. B COCTOSITHUH TIOKOSI.

Bue3annas cepaeunas cmeptsb [20,79,102,103,108,134]

Brezannas cepreynas cMepTh ABIISIETCS CaMbIM I'po3HbIM NposiBieHueM ['KMII, vepenko
OHa CTAaHOBUTCS IE€PBBIM U €IUMHCTBEHHBIM IposiBIeHHMEeM 3abosneBaHusi. (OCHOBHBIMHU
natogpusnonornyeckumMu MexanusmMamu BCC sBISIOTCS OCTpble HapyLIEHUS TI'€MOJUHAMMKH
(cuHApPOM Masoro BbIOpOca) U pa3BUTHE JKU3HEYTPOXKAIOLINX apUTMUI. APUTMUU Pa3BUBAOTCS
Ha (oHE TMEepBUYHON DSJIEKTPUYECKOH HECTaOMJIIBHOCTH MMOKapJa ¢ BO3HHUKHOBEHUEM
KEJyJOUKOBOM TaxuKapAMM M (QUOPMIUIALMU SKEITyAOYKOB; TaKKe BO3MOXHA acCHUCTOJIMS B
pe3yJbTaTe NOJIHOM aTPUOBEHTPUKYJISIPHON 0J10KaIbl MIIM CUHIPOMA cl1a00CTH CUHYCOBOTO Y3J1a.

CBoii BKJa B maTorenes (patanbHBIX HApYIICHHH PUTMa Cep/illa BHOCUT pa3BUBAIOIIASCS
npu I'KMII nmemust Muokap/a u ero anekrpudeckas HectabunbHocTh. BCC yaie o0ycrioBieHa
DX (62,4%), 6panuaputmusamiu (16,5%), KT tuna «Torsades de pointes» (12,7%), KT (8,3%) u
acucroneil. IlocrosHHass MoHOMOp(dHas >KelyJo4yKoBash TaXWUKapAus, TIepexoiasimas B
GUOPMILTALINIO KEITYJ0YKOB, SBISIETCS OJHON U3 Hanbosee yacThix npuunH BCC y GONBHBIX €
I'KMII.

Exerogneie mokasarenu cmeptHoctu cpean gered ¢ I'KMIIII yxe B Hamem Beke
nocrturanmu -7%, 4to comocraBuMo ¢ nokazarenssmMu BCC cpenu B3pocibpIX NAUEHTOB C
BBIPQ)KEHHBIMU KJIIMHUYECKUMH TPOSBICHUSIMHU 3a0osieBaHUA-6%. MuHuUManbpHas exerogHas
BCC ormeuena B Bo3pacte 10 8 ner — 1,6%, 3areM CMEpPTHOCTb YBEIWYMBAJIACh, JOCTUTAst
MakcuMyMa B Bozpacte 10 net - 9,7%, ¢ 11-13 sieT nokaszarenb HECKOJIBKO CHUXKaJCA 10 7%, ocie

16 ner on Obu1 emé 6onee HU3KUM- 1,7%. MakcUMaIbHBIN PUCK CMEPTH Y JI€BOYEK MPUXOIUTCS

Ha Bo3pact 10-11 ner, y manpumkoB - 15-16 net [32,35,89,93,102,104,106,123,135,150].

Ha ocHOBaHUM MHO>XECTBa HCCHCHOB&HHﬁ, IMPOBCACHHLIX MPCUMYILICCTBECHHO Y B3pPOCIIbIX,

CTpadaromunx FKMH, ObLIH BBIACICHDBI KIIMHUYCCKUC OCOﬁCHHOCTI/I, ACCOLMUPOBAHHBIC C BBICOKOH

gactrotoi BCC, ux HazBamu Qaxtopamu pucka. CoriacHo peKoOMeHIAIusM AMEpUKaHCKOTO

oOmiecTBa KapAuojoroB 1 EBponeiickoii acconnanuy KapAuoaoroB GakTopbl pucKa MOapa3aeaeHbl

Ha TTaBHBIE (00JbINKE) ¥ BEPOSITHBIE (IOMOTHUTENbHBIE) K OCHOBHEIM (TJIaBHBIM) (hakTOpam pucka
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BCC: 1). npepBaHHBIiA 3MK30]] OCTAaHOBKU cepana ((GpuOpriuismus >KelTya0YKoB) W TMOCTOSHHAS
MoHoMop®dHas xenmyaoukoBas Taxukapaus; 2) caydan BCC or 'KMII B cemelinom anamuese; 3)
CUHKOTIC HEYCTAHOBJICHHON PUYUHBL; 4). SKCTpeMaibHasi THNEPTPO(HsT CTEHOK JIEBOTO JKEITyJ0UKa
(TonmmuHa cteHkr >30 MM); 5). HEMOCTOSIHHAS JKETYI0YKOBask TAXUKAPAUS IO JaHHBIM 24-4aCOBOTO
cyrounoro DKI' MoHuTOpupoBaHUs; 6) HEaleKBAaTHBIM OTBET apTepuayibHOrO naBieHus (AJl) Ha
¢dbusmveckyto Harpy3ky (cHmwkenue AJl). BeposaTHbeiMu gakTopamMu pucKa sIBASIOTCS: GUOPUILIAIIUS
npeAcepanid, UIIeMUs MUOKap/1a, OOCTPYKIUSI BBIBOAHOTO TPAKTAa JIEBOTO JKEy10YKa, MHTEHCHUBHAS
(dusnueckas Harpy3ka, TCHETHUYECKHUE MYTAIlMd BBICOKOTO PHCKA, MOJIOJON BO3pAcT MAI[UEHTOB,
YBEJIMUEHUE JIEBOTO TpecCepIusl.

[TpepBannass BCC (Cepaeunsiii apect) (GUOPWIUISALMS KEIYyAOYKOB WU CIIOHTaHHAS
MOCTOSIHHASL KEJITYJJOUKOBAasi TaXUKapAus) SBISIOTCS aOCOMIOTHBIMU IMOKAa3aHWEM K UMILIAHTAIluU

NKJ*** B kauecTtBe BropuuHoil npodunakruku BCC kak y B3pocibiX, Tak u gereit ¢ ['KMII.

Cunkonsli [10,37]

CuHKONABHBIE COCTOSIHHSI MOTYT OBITh €JUHCTBEHHBIM KJIMHUYECKHUM IPOSIBICHHUEM
I'KMII, onu peructpupytorcs y 26-35%. G0IbHBIX, MOTYT OBbITh, KaK MOBTOPSAIOIIUMUCS, TaK U
€IMHUYHBIMU B TEYEeHUE Bcell >ku3HH. Exkeromuelii kodhQuIMEHT cMepTHOCTH y JeTeil ¢
CHUHKOMNAJIbHBIMH COCTOSIHUSIMU HanOoJsee BBICOK U cocTaBisieT 3,2%. Ecnu y B3pocibix 6osbliee
3HAQUEHHE B KauyeCTBE MNPEIUKTOpAa BHE3AHOW CEpPACUYHOM CMEPTH HMEIOT CHHKOMAJIbHBIE
COCTOSIHMSI, BOSHUKILUE B ITOCJEIHNE 6 MECALIEB, TO Y JIETE€N CPOK BOSHUKHOBEHHUS CHHKOIAJIbHBIX

COCTOSIHUM HE MMEET 3HAYCHM .

[TprunHbl cuHKONANBHBIX cocTosiHUM y nanueHToB ¢ 'KMII pa3znoo6pasusl. [Ipuunnamu
O0OMOpPOKOB SIBJIIIOTCS CHHJPOM MaJIoro BblOpoca (TUIIOBOJEMHsI) Ha (OHE BO3pacTarouien
OOCTPYKIIMU BBIXOJHOTO TpaKTa JIEBOTO JKeIynouka, nmojgHas AB Omokana, cuapom ciaboctu
CHHYCOBOTO Yy371a, IIOCTOSIHHAsl >KENyJIOYKOBas Taxukapaus, QUOpWILIAIUS Mpeacepauii,
HeaJieKBaTHas BaszoauiaTanus. Pe3koe yBenuueHune OOCTPYKLIMM JIEBOTO JKEIyJOouka U
COOTBETCTBEHHO Pa3BUTHE CHHAPOMA MAJIOro BeIOpoca Gojiee XapaKTepHO Ui MOBTOPSIOLINXCS

0OMOpOKOB B CUTyallusiX UHTEHCUBHOM (pU3MUECKON HArpy3KH.

HpI/I BHEC3aITHOM BO3HHKHOBCHUU 06M0p01<a B COCTOSIHHH IIOKOS HIHN MHWHUMAJIBHOTO
HAITPsXKCHUA HCO6XO}II/IMO HUCKIIIOYaTh XKCIYJOYKOBYIO apHUTMHIO. CuHKOITATLHBIE COCTOAHUA,
BO3HUKAOIMUEC TIpU  UIATCIIBHOM  CTOAHUM HWJIM B  JKAPKOM, MAYIIHOM JIMOMCHICHUU
COIMPOBOKAAOIINECCAH ﬂpKOP’I BEreTaTUBHOI OKpaCKOﬁ, TOIJ.IHOTOfI, pBOTOﬁ, TUIICPTrUAPO30M HaIle

UMEIOT HelpopedIeKTOPHBIH (Ba3oBarajlbHbIN) XapakTep.
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[ToBTOpHBIE CHHKOMNAJbHBIE COCTOSIHHSI TpPU HU3KOM pucKe BOo3HUKHOBeHUs: BCC
(oTcyTcTBHE IPYrUX (PAaKTOPOB PUCKA) U UCKITIOYEHUH HAPYIICHUH CEpACYHOr0 pUTMA 110 JJAHHBIM
mpeaABapUTCIILHOTO 06CJI€I[0B3,HI/I$I, SABJIAOTCA ITOKA3aHUEM JJIA UMITJIaHTallu reveal-yCTpoﬁCTBa
(meTyieBOro perucTpaTopa HapylIeHUH pUTMA) IS JAUArHOCTUKM BO3MOXKHBIX CKPBITHIX

HapyILIEHUH puTMa.

» CHHKOITAJIbHOE COCTOSTHHE y ,Z[CTCI;'I HC3aBUCHMO OT MCXaHN3Ma PA3BUTHUA JOJIZKHO OTHOCUTCA

K OonpimM (akropam pricka BosHUKHOBeHHsI BCC. st MCKIIOUEHHSI CKPBITOTO apUTMOTEHHOTO
reHe3a CHHKOIOB IMPH OTCYTCTBHH JPYTHX (DaKTOPOB PUCKA PEKOMEHIYeTCs MMIUTaHTalms reveal

YCTPOMCTB.

EOK IB (Y1 3; YYPA)

Hapyumenust purma cepana [8,18,32,35,48,53,90,93,102,105-107,133,134,142]

KenynoukoBble HapymeHusi purMa y OonbHbix ¢ ['KMII wacro sBusorcs
IIPEIUKTOPAMHU JKU3HEYTOPOXKAIOIIUX COCTOSIHUM U onucanbl B paznenax BCC u cuHkonsl. Y
nereit ¢ penoxonusamu 'KMII Hannume 500 >kesy10UKOBBIX SKCTPACUCTON B CYTKH JOJDKHO
noOyIuTh KapjauoJjiora K 0Oosee JeTalbHOMY OOCIEOBAHUIO PEeOEHKA C LENbI0 BbISBICHUS
CKpBITHIX HapywmeHui putMma. Hannune 1000 >kenyJOUKOBBIX 9KCTPACUCTOJ B CYTKH y AETEH C
¢denoxonusimu ['KMII, nmeromux B kauecTBe MPUUMHBI 3a00JI€BaHUsI TATOI'€HHBIE U BEPOSITHO
[aTOT€HHbIE MYyTallMd T€HOB, SBIISIIOIIMXCS HEOJArompusITHBIMA B IIJJaHE Pa3BUTHS
KU3HEYTPOXKAIOUINX HApYIIEHUH pUTMa cepJilla MOXKET (B COUYETaHUU C JIPYTUMH (PaKkTOpaMu)

ocHoBaHueM i umruiantanuu UKI*** (cm paznen neuenue).

OuopnIIsALUS NpeacepaAni

B otnnume ot B3pocnoii nomynsauu 0onbHbIX ¢ 'KMIIL, y neteit Bo3HuKaeT kpaiiHe
penko. IIpuurHBl BOSHUKHOBEHUS:
- ['eHeTnuecku 1eTepMUHIPOBAHHOE HApYIIEHHE CHHTE3a KaKoro-I1nbo 6eska KapAHOMHOIUTA,
Kkotopoe JexuT B ocHoBe ' KMII, MoskeT 3aTparuBath U KapIMOMHOLIMTHI IPEACEPIHIL, CO31aBas
Mopdooruueckne NpearnoCbUIKU AJIs AIEKTPUYECKOW HeCTaOUIbHOCTH MHOKap/a.
- JUINTENBHO CYHIECTBYIOLIEE PEMOJEIMPOBAHUE MHMOKapJa MNPEICEpAN B COYETAHUU C
MUOKapIuadbHOW AuC(yHKIMENH BBI3BIBAET JIIEKTPUUYECKYIO HECTAaOMJIBHOCTh MHOKapaa

NpeCepanid.
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- XpoHHueckas Meperpys3ka Ipeacepausi, MepepacTsHKeHHE CTEHOK H3-3a MaTOJIOrHYeCKOro
peEMOJICTUPOBaHUS MPEACEpANs MPUBOASIT K pa3pacTaHUIO COSAMHUTEIHLHON TKaHU ((pudpo3y).
XpoHuueckasi cepaevuHasi HeocTaTOuHOCTh [15,33,58,122]
[TprurHBI BOSHUKHOBEHHS .
- Malblii  yJOapHbeld 00BEM JIeBOTO Kemyaouka BeieactBue ymeHblnenus KJIOJDK.
Coxpansttomasicss Beicokass @B JIDK He komneHcupyeT cHKeHue ynapHoro oosema. Ha ¢one
(u3HUECKOi HArPy3KHU CHIDKEHUE YAapHOTO 00BheMa KIMHUYECKH MPOSBIISETCS PaHbIIE, YEM B
MOKOE.
- yMeHblIeHue ynapHoro oosema JIK nu3-3a 06CcTpyKIiu ero BHIBOJHOTO TPAKTa,;
- B ucxoge I'KMII (mumaranuonHasi ctagusi) BO3HHUKAET CUCTOJMYECKass MHUOKapIualbHAs
muchynkims JOK;

- ¢ubpo3 muokapaa JOK u yBenuuenue Tommunsl cteHkn JOK nmpuBomaT k amacToimueckon
nuchyukun muokapaa JIK;

- MUTpaJIbHAas PerypruTaius NpUBOANUT K CHIKeHUIO 3 dexTuBHoit OB JIK;
- apuTMUuA;
- pa3BUTHE BEHO3HOW JIETOYHOMN TUIIEPTEH3UH U3-3a CHIDKEHUS dBaKkyaTopHou ¢yHKiuu JIK.

1.3 DnuaeMuogorus 3a00JeBaHUS WJIM COCTOSAHHUA (rpynnbl 3a00J0eBAHHN WU

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

[IpeumymectBennas pacnpoctpaneHHOcTh ['KMII mo reorpaduyeckoit, mogoBoil uiu
STHUYECKOM NPUHAJUIEKHOCTH He HaOmojaercs. 3aboieBaHHE MOXET MaHHU(]ecTHpoBaTh B
mo0oM Bo3pacte. Y nerei Menuana Bo3pacta BeisiBieHust [ KMII cocraBnser 7 ner.

CornacHo JaHHBIM 3MHUIEMHOJIOTHYECKUX UCCIIeI0BaHUM, IPOBOIUMBIX B Pa3HBIX YACTIX
cBera, pacnpoctpaneHHocTh [ JIK kak Hanbonee ocnoBHoro penorumna 'KMII cocraBnsier
1:500 B o61meit momynauuu. B pa3HbIX BO3pacTHBIX KOroprax oHa Bapbupyetcs ot 1:500 mo 1:200.
Pacnipoctpanennocts I'KMII B nerckoit nonyssiuuu cocrasisger ot 3 1o 5 Ha 1 000 000, onHako
k 18 romam ona moBbimaercs 10 9 : 10 000. Exeronmnas 3a6oneBaemocts ['KMII y nmereit
coctasiset ot 0,24 no 0,47 ua 100 000.

ITockonbky 3aboyneBaHUE JUIMTENIBHOE BpPEMS MOXKET TMPOTEKaTh CyOKIMHHYECKH,
pacnpoctpaneHHocTs ['KMII npu nmposenenun takux uccinenosanui, kak MPT, KT cepaua, a
TaK)Ke IPEBEHTHUBHOM IMpoBefeHue ckpuHuHropod OXOKI', KackaJHOro TEeHETHYECKOro
CKpUHHUHTa pojacTBeHHUKOB OonbHOro ¢ I'KMII mossimaer pacnpoctpanenHocts ['KMIL. B

HACTOAIICC BPCMA B OTACJIBHBIX UCCICIOBAHUAX OHA Ha6J'IIOI[aeTC$I qame, 4€EM 1:200.
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VY nereit Bechbma TpyaHo auddepenuupoBats ¢eHoxkonuu ['KMII ot uzonmpoBaHHON
I'KMII, mnockoiapKy BHECEpJSYHBbIC TMPOSBICHUS CHHAPOMAIBHOW/METa00INIECKOI/HEPBHO-
MBIIIEYHONH/MUTOXOHAPHATIBHON MAaTOJIOTHH MOTYT J€OIOTHpPOBATh HE C PAaHHETO BO3pAacTa, a B
OTCpOYEeHHOM Tiepuoje. B 1o xe Bpems mporuno3 y aereit ¢ ¢penoxkonusmu ['KMII 3HaunTensHO
cepbe3Hee, yeM mpu u3oaupoBaHHOM (opme. [lostomy amarno3 wmzomupoBanHoi ['KMII y
pebeHKa — 3TO IMarHo3 UCKJIIOUEHHUs, KOTOPBIA BaJMICH TOJIBKO MPU JOCTOBEPHOM UCKIIOYCHHUH
BCEX BO3MOXHBIX (DEHOKOIHH.

B nerckoit momymsamuu OonbHbIX 'KMII 25-58% poacrBenHukoB 1 creneHu poacTsa
OosbHOTO pebeHKa HMEIT 3Xokapauorpaduueckue mnpuzHakd ['KMII. 3rto Heobxomumo
YUUTHIBaTh U MPOBOJUTH KACKaHBII CKPUHUHT POJICTBEHHUKOB OoabHOrO pedbenka ¢ ['KMIT ans
paHHETOo BBIABIICHUS 3a00JI€BaHNUs Y POJICTBEHHUKOB.

IIporno3s. Jlo HacTofAlIero BpPEMEHH CYLIECTBYET JHILIb HEOOJBIIOE KOJIHMYECTBO
UCCJIEJOBaHMM, B KOTOPBIX Obl ObLI MpoaHanu3upoBad nporHo3 teuenus ['KMII y nun monogoro
BO3pacTa Ha OCHOBAHMHM JUIMTEIbHBIX HaOmoaeHui. [IpakTuyecku OTCYTCTBYIOT MCCIIEIOBAHUS
M0 BBDKMBAEMOCTH W CMEpPTHOCTH OonbHbIX c ¢enokonusimu ['KMIIL. VYcranoieno, uto
HEeOJIaroNnpusITHBI MPOTHO3 00YCIOBJIeH ABYMsI OCHOBHBIMHU npuunHamMu: BCC u cMepThio OT
nporpeccupyromei cepaeunor Hemocratounoctd (CH). B kpynmHOM MysibTHIEHTPOBOM
uccnenoBanu (474 nauumenta ¢ umsonupoBaHHoi ['KMII (B Bospacte or 7 go 29 net; B
uccieioBaHue He Bolutu 6ombHbIe ¢ peHokonusimMu 'KMIT). Bbuto ycraHOBIEHO, UYTO CMEPTHOCTD
3a 5 netHuit nepuoj cocrasuia 3%, a 3a 10 netHuit nepuon 5%. [IpuunHamMu cMepTH SABISUIUCH
BCC (69%), xoneunas craausi CH (10%), ocnoxuenus oT TpaHcmuiantanuu, cepamna(l6%) u

MuodKkToMuu (5%.).

1.4 Oco0eHHOCTH KOAMPOBAHHUSA 3200J1€BAHNA HUJIH COCTOAHNSA (rPynnbl 3200J1eBaHNNI

MJIM  COCTOSIHMIT) 1m0 MEeXKIYHAPOIAHONH CTATHCTHYECKON KJaaccupukanuu 00Jie3Heil Hu

MpPo0JieM, CBA3AHHBIX CO 3I0POBbEM

142.1 — OOGcTpyKTHBHAS TUTIEPTPOPHUECKAs KapJHOMHUOTIATHSL.

142.2 — Jlpyras runepTpoduueckas KapIHOMHUOTIATHSL.

1.5 Kaaccupukanusi 3a200/ieBaHUs] WM _COCTOSIHUA (Tpynnbl_3a00J1eBaAHUI WJIH

cocTosinmii) [8,25,77,107]

B mHactosimee Bpemsi MMeeTcs HECKOJIbKO MOAX0M0B K kiaccupukamuum ['KMIT —

KJIIMHUYECKHH, MOp(OIOrHuecKuii, reMOAMHAMUYECKUN, TeHETUYECKH.
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I'emoguHaMuYeCKUii MPUHIIAI KJIaccupuranmmu

[To naymuuro rpaaueHTa ooctpykiuu BTJDK B mokoe u npu Harpy3ke BBIJACIISIOT:
- HeoOctpyktuBHyto ' KMII: mpu Hanmuuuu rpaguenta nasienus B BTJDK <30 mwm pr.cT. B
IIOKO€ U IIPU Harpy3Ke.
- ooctpyktuBHyto ' KMII: npu Hanmuyuu rpaauenta gasiaeHus B8 BTJDK >30 (50) mwm pr. cT. B
[IOKOE U IIPU HArpys3Ke.

- naTeHTHY10 o0cTpykTuBHYIO (hopmy ['KMII: npu Hanmmunu rpaguenta nasinenus B BTJDK
<30 B mokoe u >30 (50) MM pT. CT. IpH HArpy3KeE.

Mopdoaornyecknii npuHmun kiaaccupuxanuu 'KMII

1. Acummerpuunas popma I'KMII
a. 'mneprpodust MXKII (Bo3mMoxkHO BoBIIeUeHHE B naTojormueckuii mporece [1K):
- bazanbnoit wactu MXKII (cybaopranbHast)
- CurmoBuanas MXII
- I'uneptpodus Bceit MXKII
- JBosxoBeimykiias MOKII (anrm. «reverse curve») — NIPEUMYIIECTBEHHO
cpennexenynoukoBas runeptpodust MXKII 6e3 BoBneuenus ceoboaHoM crenku JIK
- Kombunuposannas (MXKII + npyroit otnen JOK nnn IDK)

b. AnwukaneHas runeprpodus (+/- cpenunubie cermeHTh JIK)
C. Cpemnexenynoukopas ' KMII (c BoBiieueHneM CpEUHHBIX OTAEIIOB HE TOJIBKO
MIKTI, Ho u cBo60oaHOM cTenku JIK, JIDK tuna «mmecounsie yacen»)

d. Tunmeprtpodust apyroii crenku JK (6oxoBas, 3aaHsist)

2. Cummerpuunas popma 'KMII

Ilo cmenenu gvipasxicennocmu cunepmpoguu

- DkcrpemanbHas (MakcumanbpHas tommuHa cteHkd JDK >30 mwm). B nerckoil momynsmnuu
6oapHBIX [ KMII nox skcrpemanbHoiM runeptpodueil MUokapaa HOHUMAloT TOJIIKHY B 6 U Oosee
CTaHIAPTHBIX OTKJIOHEHUH (Z). DKcTpemanbHas TUNEpPTpoPUs MHOKapAa CUHUTAETCS
He3aBUCHMBIM (hakTopom pucka BCC. 3HaueHHe 3KCTpeMaabHON runepTpopuu MUOKap1a UMeeT
OosblIee MPOrHOCTHYECKOE 3HaUeHUe B KauecTBe akTopa pucka BCC y MOJIOBIX TAIIMEHTOB O

CpaBHEHHIO ¢ B3pocibiMu. Kak nmpaBuio, runeprpodus coueraercs ¢ GuOpOo3HbIMU U3MEHEHUSIMU
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B MHUOKapJie, YTO yBEJIUYMBACT BEPOSITHOCTh BO3SHUKHOBEHHMSI KU3HEYTPOXKAIOUINX HapyIICHUN

CEPACYHOTO pUTMA.

Nmeercs Taxoke knaccudukamus kapauomuonatuii MOGE(s) (2013), koTopasi OCHOBBIBaeTCS
HE TOJIBKO Ha MOpP(GOPYHKIMOHANBHBIX ocoOeHHOCTsIX (eHotuna KMII, HO u yduThIBaeT

TCHECTUYCCKOC HACJICJOBAaHUC.

1.6 Knnanyeckass KapTUuHA 3200/1¢BAHNS MM COCTOSTHNSA (rpyIIbI 3200/ 1eBaHUH HJIN

COCTOSIHMIA)

I[Tpu I'KMII y nereit moxer HaOMOaTbCsl 3HAUMTEIBLHOE BapbUPOBAHME KIMHUYECKOU
CUMITOMAaTUKU: OT OECCUMITOMHOIO TEYEHHUS JO Pa3BUTHUS TSDKEIOW HEJOCTaTOYHOCTU
kpoBoobOpamienus [31,54,56,64,74,76,79,82,85,86,103,107,144].

Kimnanueckue Bapuantsl Teuenus [ KMII:

1. BCC - moxeT BO3HUKHYTb Ipu Jr000M kinHudeckoMm Bapuante ['KMII, B Tom uncie 6e3
npenmectsyromeii cumnromatuku. BCC npu ['KMII B nerckoii nomynsiuuu Haubosee
4acTo BCTpedaercs MpH cuHApoMaibHBIX (opmax ['KMII, MHUTOXOHApPHAIIBHBIX,
metabomuueckux ['KMII, a Ttaxxke mpu accouuanuu ['KMII ¢ HepBHO-MBIIIEUHBIMU
3a0osieBaHuAMH, a Takke npu nepsuuHoil ['KMII ¢ Bbicokol KoHIIEHTpanueil GpakTopos
pucka BCC. Oco0eHHO TIIAaTeIbHO AOJKHBI HAOMIOaThCsl JETH, UMEIOIINE MYTalluu
I'€HOB, aCCOLMUPYIOMINXCS ¢ MOBbIIEHHBIM pruckoM BCC (cM BblIIe).

2. beccuMmnTomMHOe TedYeHHME - MOXKET HAOMIOAaThcs Yy MAIMEHTOB C  HCXOJHO
HeoOcTpykTuBHOU (hopmoit 'KMII, npoTekaromeii 6€3 reMoIMHAMHUYECKUX HAPYIICHUH U
y O0JIBHBIX ¢ HeOOJbIIO0M cTenenbto oocTpykuun BTJDK. Cpenn neteit ¢ 6eccuMnTOMHBIM
TeueHueM 3a00JIeBaHUsA, CPEIHHMN €XKETOMHBIA KOI(DPUIMEHT CMEPTHOCTH COCTABISET
1,4%, B TO ke BpeMs cpeau JeTed ¢ KIMHUYECKUMHU MPOSBICHUSIMHU 3a00JIeBaHUs
oKazareji CMEPTHOCTH MaKCHUMAIbHBIMU U COCTaBISIOT 6,6% [59,60].

3. CumnrToMHOe TOOpOKaUYeCTBEHHOE TEUCHUE Yalle HAOII0MaeTcs Y OONBHBIX C aJICKBAaTHO
nonobpanHoi Tepanueit o0ctpyktuBHOM ['KMIL, a Taxke mpu oOCTpyKTUBHOU (opme

['KMII ¢ Hebosbimoii cTenensio ooctpykimu BTJIK [15,59,60,122].

4. CumnromHoe ocnoxkHeHHoe TedeHre ' KMII naGmronaercs npu HaIMYUK B KIIMHUYECKON
KapTUHE QUOPHUIUIALUY NIpecepAnit (KITMHIYECKUE IPOSBICHUS CaMOM apUTMHH, a TaKXKe

TpoMOosMOonuueckue ocioxHeHus), XCH (oaplika, CHIKEHHE TOJEPAHTHOCTH K
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¢busndeckoit Harpy3ke. OCOOEHHO MOJBEPKEHBI PA3BUTHIO CEPJICUHON HEOCTATOUYHOCTH
IPU COXPAHHOM CHUCTOJIIMYECKOW (PYHKIMH JIEBOTO KENy/I0uKa JETH MEPBBIX ABYX JET
KHU3HH, TaKKe MalueHTsl ¢ Metabonnmueckumu hopmamu penoxonuii ['KMII, 6ose3nbro
Janona, [Tomrie), cuHApPOMa CTEHOKAPAUH, KOTOPBIA MOXKET HAOIIOAATHCS Uy OOJTBHBIX

['KMII B nerckom Bo3pacre [3,27,53,66,96,138].

5. CuMmnToMHOE TeYeHHE C HEOJIArONPUATHBIM PEMOACITHPOBAHUEM IPEICTABISET COOOU
CTaJUI0 JIEKOMITeHCanu MuoKapauansHor Gynkiun npu 'KMIIL. Ona conpoBoxaaercs
ycyryonennem cumntomoB XCH Ha (QoHe BbIpaXEHHOW CHCTOJIMYECKON |

JIMACTOJIUYECKON MUOKapauaabHoi nucynkuuu [13,15,58,122].

2. JluarHocTuka 3a001eBaHusl WIN COCTOSTHMS (TPyNIbI 3200/1eBAaHNIA WK
COCTOSIHUII), MEIMIMHCKHE MOKA3AHUSA M NPOTHBONOKA3aHUSA K IPUMEHEHHU IO

METOA0B JUATHOCTHKH

Kpurepuu mnarnosza 'KMII [8,9,54,63,83,107,115,139-141,148]

VYV nereir kpurepuem auarHosa ['KMII sBnsiercst yBennueHUE TOJMMIMHBI CTEHKHU JIEBOTO
XKelly104ka Oosee 2 cTaHJapTHBIX OTKJIOHEHUH (Z).

TpeOyetcst mpoBeaeHue auddepeHnanTbHON JUArHOCTUKA ¢ TAKUMU COCTOSIHUSIMHU, KaK
ATl u cnopTuBHOE pemoenupoBanue Muokapzaa. Juddepennmanbuplii 1nar1o3 ¢ GeHOKONUsIMU
I'KMII y nereii 3aTpyaHeH (BBUy TOrO, YTO CUMIITOMBI OCHOBHOTO 3a00JI€BaHMsI MOTYT €llle He
nposiBUThCsE K MoMeHTy naebrota I'KMII), Ho ero obsi3aTenbHO cieayeT NMPOBOIUTH B CBSI3U C
Xyamum rporHo3oM enoxonuit ['KMII y nereii.

Kpurepuem I'KMII 1K saBnsiercs yBenudenue tomuussl cteHky IDK >5 mm. Tosmuna
muokapna IDK >10 mm cuntaercs skctpemanbHoil runeptpodueit IDK.

Kpurepuem nuarnosa ooctpykruBHoi ['KMII o naHHbIM eBponeicKux uccieaoBaresiei
apnsiercs I'J1 8 BTJDK >30 MM pt. cT. B mokoe uinu npu ¢pusnueckot Harpyske. I'J] > 50 mm pr.
CT. SIBIIICTCS KpUTEpUEM T'eMOJMHAMHYECKH 3HauMMoi ooctpykiuu [8,9,54,63,83,107,115,139-
141,148].

[To naHHBIM aMepUKAHCKUX HCcieloBaTeNlel KpuTtepreM auarHosa ooctpykrtuHoi ' KMIT

seisiercst I'/] 8 BTJIDK >50 mwm pr. cT., B mokoe wiu npu GU3HNIECKON Harpy3Ke.
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Kpurepuem obctpykiuu BTIDK sBasiercss yBenuuenue '] B8 BTIDK > 16 mm pT.cT. B

nokoe [8,107]. Beimensror crenenu o0cTpykuuu: ymepennas, Boicokas (I'J] 6oee 60 MM pr.CT).

VY nereit ¢ 'KMII moxetr HaOm01aThCs BHYTPHIKEITY0UKOBasT OOCTPYKIIHS KakK JIEBOTO,
TaKk U MpaBoOro xexyaodkoB. OnHAKO YeTKUX KputepueB BenuuuHbl ['J] s stoir dopmbl He

BBIpabOTaHO.

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

*  PexoMenayeTcsi IPOBECTHU JETAIBHBIA aHAIN3 5Kaj00 U aHaMHE3a y BCEX MAlMEHTOB C
I'KMII.

EOK uer (YJIJ1 5 YVP C)

KommenTapuii. Coop cemeitnoro anamuesa o ciayyasim BCC cpenu poiCTBEHHUKOB O4Y€Hb
BakeH. OrmpeneneHue TEepMUHA «OTATOLIEHHOCTh aHaMmHe3a 1o BCC y poacTBEeHHUKOB»
BapbupyeT. B OonbinHCTBE ciayyaeB nof 3TuM noapazymeBaercss BCC poacTBEHHHKOB MEPBOi
crenienn a0 40 ner nHe3aBucumo ot Hanmmuus [KMII, npyrue uccrnemoBarenu cuuTaloT 3a
OTSIOILEHHYI0 HacyencTBeHHOCTh Bo3HMKHOBeHHE BCC y poactBenHuka ¢ I'KMII B nro6om
Bozpacre. Hammuus B cembe pebenka ¢ ['KMII cmnywaee BCC paccmarpuBaercs Kak
UH(POPMATUBHBIN MPEAUKTOP CMEPTU. BMmecTe ¢ TeM, 3TOT (akTop He UMEeT 3HaYeHHUs B KauecTBe
60sb1IOro (akTOpa PUCKA, BO3MOXHO 3TO CBSI3aHO C T€M, 4TO Yy JeTeil 3abojeBaHue 4acTo

BO3HMKAET IPY BHOBb BO3HUKILIMX MyTalUsaX B reHax (de novo).

*  Pexomenayercst cOOp reHETHYECKOTo M KapIuoJoruueckoro anamuesa y nereit ¢ ' KMII
OXBATHIBAIOIININ 3 TTOKOJIEHHUS POJACTBEHHUKOB (KM3-3a BHICOKOM YaCTOTHI CeMEHHBIX (HhOpM)

EOKI (Y12, YYP C)

»  PexoMeHayeTcsi OTHOCUTH HaJM4YKE CIIy4aeB BHE3AMHON CMEPTH B CEMEHHOM aHaAMHE3e K
6onpnM (akropam pucka BCC.

EOK IC (YAA 3YYPC)

Kommenrapuii: nepeoko y oemei I'KMII saensemca ciayuaunol HAXOOKOU  Ulu
OUACHOCTUPYEMCSL O Pe3VIbMamam CKPUHUHZA.

Ilpu ['KMII wnauboree wacmo 0onbHble JHCANVIOMCA HA  OObLUWKY, CHUJCEHUE
monepaumnocmu Kk DPH, paznoobpasnvie 0Oonegvle owyujeHus 6 2pyOHOU  Klemke
KapoOuaneuiecko2o u/uii CmeHoKapOUumuyeckozo Xapakmepd, HapyuleHus pumma cepoeyHou
oesmenvHocmu (nepebou, yuaujenHoe cepoyedueHue), 201080KpYICeHUe, NPEeCUHKONANbHbIE U

CUHKONnAJlbHble COCMOAHUAL.
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Ilpu cobope cemetinoeo anamHesa HeoOXOOUMO 0Opawamv BHUMAHUE HA MO, ObLIU JU Y
poocmeennuxos caywau BCC, XCH, cunkonanvuvix cocmosinutl, umnianmayuu IKC, uncyroma 6

MOI000M 803pacme, a makdice opyaue 3a0071e6aHUs.

2.2 duszukanabHoe odociaenosanue [8,31,74,85,86,103,107,144].

* PekoMeHnyeTcsi cTaHIapTHOE (U3HKAIbHOE OOCIEIOBaHUE CEPACUYHO-COCYIUCTOM
CHCTEMBI, BKJIIOUAIOIIEE ayCKYJIbTAIUIO cepAalla, usmepenue AJl, naapnanuio myjibca, U3MEpEeHUe

4acTOThI CEPJICUHBIX COKpallleHui y Bcex maiuentos [8,31,74,85,86,103,107,144].

Y15 VYP C

KommenTapuii: ayckyromamusnvim  npuznakom oocmpykmusnou [I'KMII asnsemcs
2pyobltli cCUCMOIUYeCcKUll WM, 8bICTYUUBAEMbIU HAO 6Cell NOBEPXHOCMb Cepoyd, ¢ MAKCUMYMOM
Ha 6epxyuike U 8 uemeepmom mexcpedepve cieea om epyounsl. LLym umeem cucmonudecku
Xapaxkmep, OH HU3KOYACMOMHbLI, NO MUNY KPeujeHO0-0eKpeueHOo, YCUIUBAEMCsl NpU nepexooe 8
8epmMuUKAIbHOE NON0JCEHUe, Pu3u1LecKoll Hazpy3Ke, MaxuKapouu, npueme RUWU, npu npoeeoeHun
npoduvl Banvcanvewl, a makaice npu npueme nepugepuyeckux 8azo0UIamamopos.

Mooicno maxkoice gblcyuams NPUSHAKU MUMPATLHOU pecypeumayui.

® PGKOMGHI[yeTCSI O6paTI/ITI) BHUMAaHHUC Ha BHCCCPACYHBIC IIPOABJIICHUA 3a60H€BaHI/I$[,

ykaszpiBatone Ha ¢peHokonnu ['KMII; y nereit ¢ 'KMII skcTpakapananbHble CUMITOMBI BaKHBI
Ui AuarHocTMku — Mmerabonmdeckux  ¢opm  'KII, HepBHO-MBIIIEYHOW  MATOJNOIHH,
MUTOXOHJIpHAJIbHBIX 3a0oseBaHuil. Oco0oe BHHMaHUE YJIENAeTCs NPOSBICHUSIM CHUHIPOMOB
Hanon, Hynan, Jleomapn, Kacremno m apyrux, a Takke MNPOSBICHUSM MHUTOXOHJIPUATIBHBIX

3abonesanuii [3,4,6,1234,43,76,95,96,119].
EOK IB (Y114 YYP C)

2.3 JIabopaTopHble THATHOCTHYeCKHE Hccaenoanus [13,39,40,54,63,68].

* PexomeHnnyercs pyTHHHOE J1abOpaTopHOE 00CiIEeI0BAHUE, BKIHOYAIOLIEEe KIMHUYECKUN
aHaJIM3 KpPOBM M OOIMH aHaIW3 MOYHM, OWOXMMHUYECKHMH aHalW3 KpOBU (XOJECTEpHH,
Tpurauiepusl, kanuil, Hatpuit, ACT, AJIT, MoueBuHa, KpeaTUHUH, OMIIMPYOHH, TITI0K03a) y BCEX

narrienToB ¢ 'KMII as BeIsiBIIeHUS cCOMyTCTBYONMX 3abosesanuii [13,39,40,54,63,68] .
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YAASYYPC

KommenTapuii: y Ooavuvix I'KMII ¢ evipasicennoli. MuokapouanvHou ouc@yHkyuerl
PpeKomeHOyemcs ucciedo8anue KOHYeHmpayuu N-mepmunanvroco npO-M03208020
Hamputiypemuueckoco nenmuoa (Nt-proBNP) u evicoxocneyuguunozo cepoeunoco mponoHuHa 6

naasme kpogu. OOHAKO 3mu UCCIe008AHUSL He 8X00M 8 PYMUHHOE 1abopamopHoe 00ciedo8anue.

* Pexomenayercs cnenuaibHOE J1aOOpaTOpHOE OOCIIEOBaHUE Yy HAIlMEHTOB IPU IOJ03PEHUM Ha
KoHKpeTHyt0 ¢eHokonuto ['KMII ¢ nenbto mpoBeneHus auddepeHnnaibHoro auarHosa
[3,4,6,1234,43,76,95,96,119].

EOKIC (¥ 1VYYPO)

KommenTapuii: noxazamenu, nozgonsawowue npeonoioicums KOHKpemHulil OUaeHO3 (heHOKOnuu

T'KMII, npusedenwvt 6 mabauye I11, Ipunoscerue I'l.

Hzonuposannas I'KMII ¢ demckoii nonyasiyuu — 5mo ouaehos uckiouenus. Penoxkonuu
I'KMII y oemeti 6cmpeuaiomcs 3Ha4umenbHo yawje, 4em 80 83pocol nonyasiyuu 6oavhsix. Ilpu
nocmanogke — ouacnosa  uzonuposannou  I'KMII — neobxooumo  mpogecmu  NOJHGLU
ouppepenyuanvrvlil OuazHo3, npu KOMOPOM (heHOKONUL, 8MOPUYHbLE U CheyUpuyecKue NPUYUHbL
TJDK u I'TDK oonorcnbl Obimv uckarouenvl. B omauuue om 63pocivix, 0151 Oemeti Xapakmepha
KOH@epcus (heHomuna ¢ 803pacmom (CUMNMOMOKOMNIEKC 8HeCepOedHOU namono2uu y oemeti ¢
T'KMII popmupyemcs ne 6cec0a o0noepemento ¢ koncmamayueti hanuyus I’ KMII. Ha nauanvhoix
IMANAX CUHOPOMATLHOU, MemadOIUUecKol Ul HEePEHO-MbIULEYHOU NAMONO2UU 8HecepOoeyHble
CUMNMOMbI moaym eue He NpOSABUMbCSL unu OvImb
MACKUPOBAHHBIMU/CYOKTUHUYECKUMU/IAMEHMHBIMU, d C Y8eludeHueM 603pacma - Ha4amo
doMuHuposams 8 KiuHudeckou kapmune). Illosmomy obcrnedosanue pedenxa ¢ I'KMII donocno
UBHAYATILHO ObLIMb HAYENEeHO HA BblAGeHUe CUHOPOMANbHLIX U UHbIX ¢opm. Ilo smou npuuune
UckaoyeHue ¢heHoxonutl, 6mopuuHbIX U cneyuguueckux npuuun y pedenxa ¢ I'KMII donscro

I’lpO@O()MWZbC}l He OOHOKpaWIHO, a HECKOJIbKO pa3s 00 00CMUICEHUs. 63pOCJ1020 03pacmada.

CTpaTerm[ T€CHETUYECKOIo TeCTI/IpOBaHI/Iﬂ M CEeMEHHOr 0 CKpI/IHI/IHFa
[8,28,52,55,56,101,107,111,118,146]

* PekoMeHIOBaHO MEIUKO-T€HETHUECKOE KOHCYJIbTUPOBAHUC TIPOBOJUTH TI'CHCTUKAMU,

UMCIOITUMHU OIIBIT pa6OTBI C KapAuOJIOTNYCCKUMHU 0OIBLHBEIMHA n pa6OTaIOII_[I/IMI/I B

MyJIbTHIUCIHMIUITMHAPHOM KomaH e [8,28,52,55,56,101,107,111,118,146].
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EOK IIbC (YT 3 YYP C)

* PexkoMeHnmoBaHO 00s3aTeIbHOE MPOBEACHHUE Hpe- U HOCHIMECHO08020 MEIUKO-
TEHETHYECKOro KOHCYJIbTUpoBaHus narmuentam ¢ [KMII mns ucuepnbIBarOIero 00CyKIACHHS
PHCKOB, IPEUMYILECTB, 0KUIAEMbIX PE3YIbTATOB U UX KIMHHYECKOTO 3HAUCHHMSI JIJIS1 COBMECTHOTO
C MAIMEHTOM MPHUHSITUS petieHus. [10CKONIbKY PEeKOMEH/IAIMH 110 CKPUHHUHTY IS YWICHOB CEMbU
3aBHUCAT OT MATOTEHHOCTH OOHAPYKCHHBIX TCHETUYCCKUX BApPUAHTOB, 3asBJICHHAS MTATOTCHHOCTh
BapHaHTa JI0JDKHA TIepenpoBepAThCs Kaxapie 2—3 rona [8,28,52,55,56,101,107,111,118,146].

EOKIIbB (YA 3 YYPCO)

KommenTapuii. ¥ nayuenmos ¢ I'KMII ungpopmayus o kayzamuenom ceHemuieckom 8apuanme
umeem 3HayeHue 8 CMpamuuKayuy pucKka 6He3anHoL cMepmu.

Heobxo0umocmsv nposedeHus: 2eHemuyecko20 mecmupo8anus eHomun-ompuyamenbHsix

POOCMBEHHUKOS 0I5l PEeKNACCUDUKAYUU 8APUAHMA HEUZBECTNHOU 3HAYUMOCMU, BbIAGIEHHO20 NPU

ceHemu4eCcKom mecmuposarnue y np06aHda, 00 cux nop ()MCKymupyemc;l uccneoosamensimu.

Koncencycnvie  pexomenoayuu  Amepuxamckozo  konneddxca kapouonoeos (ACC) /
Amepuxanckou kapouonocuueckou accoyuayuu (AHA) ouxmyrom HeobXxoOoumocms y Oemeli 8
so3pacme 12 nem HayuHamov NPoOBOOUMb CEMEUHBIN CKPUHUHE POOCHMBEHHUKO8 NEpBOl CMeneHuU
poocmea npooandos ¢ I'KMII. Bonee panee obcnedosanue pekomeHOyemcs MmoabKO 8 CAy4asx
HEeOObIYHO20 CKAYKA POCMA, NOJOACUMENbHO20 ceMelinoeo anamuesa no BCC u npu 3anamusax
COPEeBHOBAMENbHBIM CHOPHIOM.

Eeponeiickoe oowecmso kapouonozos (ESC) pexomendyem npeonacame KiuHuveckui u / uuu
2eHemuyeckull ckpunune Hauyunas c¢ 10 nem (xnacc llaC) unu pamee, eciu ecmv OaHHble O
3/10KAYECMBEHHbIM medeHul 3a001e8anuy ¢ paHHUM 0eOMOM, HATUYUU KTUHUYECKUX CUMNIMOMO8
UNU BOBIIEUEHHOCIU 8 Pe2YIAPHYI0 UHMEHCUBHYIO usudeckyro akmusHocmy (kaacc 1Ib, C). Oouaxo
8 NOCIeOHUX pabomax Obl0 NPOOEMOHCMPUPOBAHO, YMO KIUHUYECKULL U 2eHEMUYECKUL CKPUHUHE He
cnedyem omkaaovieams 00 6o3pacma 10 unu 12 nem, 6 c653u ¢ 8bICOKUM COBNAOEHUEM Pe3YTbIMaAmos
mecmupoganus y oemeli 8 paziuduHoOM 603pacme, a MAaKx#ce 8 C6A3U C OMCYMCMEUEeM PA3HUYblL 8
Kayecmee HCUZHU MeHCOY 2eHOMUN-NOTIOHCUMENbHBIMU OeMbMU U UX CBEPCMHUKAMU.

B uccneoosanusx 6onvuux xoecopm oemeil noumu y 5% poOcmeeHHUKO8 nepeoll cmeneHu
poocmea, npoxoosuwux CcKpunune, ouacnocmupoeana I'KMII npu nepeom unu nocrneoyowux
oocnedosanusx. ' KMII ouacnocmupyemcs no Kpauuet mepe y 00H020 pOOCMEEHHUKA 8 803pacme
00 18 nem nepesoii cmenenu poocmea 6 8% obcnedosannvix cemetl. [Juaznos I'KMII 6onee seposimen

6 caydae Haiuvus cemMelin020 anamuesd Hayana 3a001e6anus 6 0emcKkom eo3pacme.
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® PGKOMGHI[OBaHO MMPOBOAUTE MCAUKO-T'CHCTHYCCKOC KOHCYJIbTUPOBAHUC BCCM ITAIUCHTAM

¢ I'KMII ¢ nienbio BoIssBIICHHs TpUYUHHON MyTanuu [8,28,52,55,56,101,107,111,118,146].

EOK IB (Y5 YYP C)

. PekoMeH1I0BaHO TMPOBOJUTH HHTEPIIPETAI[MIO KapAMOJIOTHYCCKUX aCIECKTOB
PE3yJIBTAaTOB MOJICKYJISIPHO-TEHETUYECKOTO UCCIICIOBAHUS Y JCTEH COBMECTHO CIICIIUATMCTAMU B
o0JiacT reHeTUKU U Kapauosoruu [8,28,52,55,56,101,107,111,118,146].

EOK IIA (YL 5 YVYP C)

PexomeHnaauum no reHeTH4ecKOMY TeCTUPOBAHNIO MPO0AH/10B
[8,28,52,55,56,101,107,111,118,146]

* PexkoMenyeTcs MpoBeICHUE KaCKaIHOTO FTeHETHYECKOTI0 CKPHHUHTA MeTo1oM CaHrepa
POICTBEHHUKAM TIEPBOM JIMHUH POJICTBA MPOOAH/Ia, y KOTOPOTO MPU FeHETHYECKOM TECTHPOBAHKE
oOHapy’)keHa MpUYMHHAs (Kay3aTHBHAs ) TATOrCHHAS UITH BEPOSTHO ATOTCHHASA MyTanus. Y aeTei
¢ 'KMII npu npoBeacHHH NeHETHYECKOT0 CKPUHHHTA MIPEINOYTEHNE OTIACTCS MCCIIEI0BAHMIM
reHoMa ¢ OOJIBIIUM ITOKPHITHEM (ITOJHOPK30MHOE HIIU ITOJIHOTCHOMHOE CEKBEHUPOBAHUE) B CBSI3H
¢ OOJIBIIMM KOJHYECTBOM CHHAPOMAIIbHBIX, MeTabomuyeckux (GopM U (OpM, CBS3aHHBIX C
HEPBHO-MBIIICYHBIMU 3a00JIeBaHUSIMH. [IpH MOI03pEHHM HA MHUTOXOHJIPHAIBHYIO MATOJOTHIO
PCKOMEH/IOBAHO MPOBEACHUE MOJICKYISPHO-TCHETHYECKOTO HCCIACIOBAHUS C IMOKPBITHEM
mutoxouapuansHoi JIHK [8,28,52,55,56,101,107,111,118,146].

- EOK IB (YYP A, VI 2)

* PexoMeHmyeTrcss TE€HETMYECKOE TECTUPOBAHME C MOCIEAYIONIEH Baluaanuen
BBISIBJICHHBIX T€HETHYCCKIX BAPUAHTOB IMAIIMEHTAM ITPH TI0JI03PESHNUN Ha KOHKPETHYIO (PEHOKOITHIO
I'KMII c LETBI0 MPOBEICHUS mudepeHIanTbHOro JIMarHo3a
[8,28,52,55,56,101,107,111,118,146].

EOK IB (Y12, YYP A)

KommenTapuii: cenemuueckoe mecmuposanue y oemeil ¢ no2panuyHol sunepmpoguet
cmenku cepoya (poeno 2 Z-Score) uau ¢ noepanuunou I'JIDK nescnozo eeneza pekomenoo8aro
npoeoOUMsb MOIbKO NOcie 0emanbHo2o oocredosanus (exnoyasi MPT ¢ koumpacmuposanuem) u

KOHcUuyma MyﬂbmuducuunﬂuHapHoﬁ KOMAHObI cneyuatucmos.
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® PGKOMCHZ[OBaHO MPOBOAUTL MOCMEPTHOC TCHCTHYCCKOC HCCICIOBAHHUC 06p33HOB

3aKOHCepBUpOBaHHBIX TKaHed wian JJHK ans ymepmmx mnamueHToB ¢ MaToMOpQOIOruyecKH
noareepxkaeHHo 'KMII, 4To0bl UMETh BO3MOXKHOCTH BBIMIOJIHUTH KAaCKAJIHBIM T€HETHYECKHUN

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

EOK I1aC (Y1 5 YYP C)

KommenTapmii: cenemuueckue ucciedosanus npu I'KMII moeym Hocums nouckoswlii u
CKPUHUH2O8bIUL Xapakmep. /[l NOUCKOBO20 2eHEeMUYeCK020 UCCIe008AHUSL NOOX0OAM Memoobl C
OONLUWUM NOKPBIMUEM 2EHOMA (CEeK8EHUPOBAHUE NOIHO20 2eHOMA Uu dKk30Ma). [locre nonyuenus
Pe3VIbmamos Uccie0o8anuss, HeoOXo00uMo npoeecmu yenesoe CeK8eHUPOBAHUE BbLAGIEeHHbIX
mymayuti no Ceneepy y npobanoa u e2o poocmeeHHUKO08.

Oyenka 6K1A0a KOHKPEMHO20 2eHemu4ecKko20 6apuanma OO0JNHCHA NPOBOOUMbCS
UHOUBUOYATILHO U COBMECHO CO CReYUANUCTNIOM-2EHEMUKOM.

OyeHka namoeenHol 3HAYUMOCIU BbIAGIEHHbIX BAPUAHMOE OOJICHA NPOUCXOOUMb C
0053amenbHbIM UCHONb308AHUEM MENHCOYHAPOOHBIX 0A3 OAHHBIX O YaACmMOome U Namo2eHHOU poJiu

eeHemuueckux eapuanmos, maxux kax Clinvar, Gnomad, HGMd u op.

PexoMenganuu mo IF¢eHETUYCCKOMY U KIIMHUIECCKOMY TECTUPOBAHHUIO B3POCJIbIX

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

® PGKOMGHI[OBaHO MPOBEACHNEC KACKAAHOTIO T’CHETHUYCCKOI0 CKPUHHUHTa METOAOM CaHrepa

ocJIC NpeABAPUTCIBHOTIO MCAUKOTCHCTUYCCKOT'O KOHCYJIbTUPOBAHHNA B3POCIIBIM POACTBCHHUKAM
nepBoﬁ CTCIICHU PpPOACTBAa MAIIMCHTOB, HWMCIOIHUX Kay3aTHBHLIfI MMaTOreHHBIN WU BEPOATHO

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

EOK IB (Y15 YYP C)

e PexoMenmoBaHo KkiaMHH4YEeCKOoe oOcienoBanne, Bkmaodamwilee OKI, DOXOKIT u
JUTUTEIIPHOE JTUHAMUYECKOE HAOIIOICHUE POJICTBEHHHKAM MEPBOI CTETICHH POJCTBA, Y KOTOPBIX

BBISIBJICH TOT XKEe FeHEeTHYSCKUI BAapHaHT, 4qTo n y npo6aH)1a

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

EOK IC (YIUL2 YYP A)

*  Pexomennayercs poactBeHHHKaM pebenka ¢ 'KMII nepBoii iuHUM poacTBa MPOBOJUTH
Kapauosiorudeckoe oocnenoranue, Brarovaroniee KT u DX OKIT', kaxnapie 1-3 roga B ciayyasx, ecinu
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TeHETHYECKOE nccieoBanne y peoenka-nmpodanaa ¢ 'KMII eme He mpoBeeHO, pe3yIbTaThl €IIe He
MHTEPIPETUPOBAHBI WIH POJICTBEHHUKHU ele TeHETUYECKU HE o0cre10BaHbl
[8,28,52,55,56,101,107,111,118,139,146].

EOKI(YY2VYYPB)

® PCKOMGHI[yeTCSI BBIBCCTHU nu3 ,I[aJ'IBHCfII.HCFo JAWHAMHUYCCKOI'O Ha6.]'IIOI[eHI/I5[
POACTBCHHUKOB nepBoﬁ CTCIICHU POACTBA, Y KOTOPBIX HC BBIABJIICH TOT K€ reHEeTHYCCKUH BapUaHT,
qTouny np06aHz[a, HO C peKOMeHﬂaHHCﬁ 06paTI/ITBC$I 3ad ITIOBTOPHBIM O6CJ'ICI[OBaHI/IeM, €CJIM Yy HUX

Pa30BBIOTCA CHUMIITOMBI U1 IIOABATCA HOBBIC PEICBAHTHEIC JaHHBIC

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

EOK IIaB (Y15 YYP C)

. Pexomenayercs mnpenynpexaaTe JIeTeid W MOAPOCTKOB C HMMEIOLIEHCS MyTaluen,
HeOJIaronpusATHON B IJIaHE Pa3BUTHS aPUTMOTCHHON BHe3amHoM cepaeuHoii cMeptu npu 'KMII, Ho
HE UMEIONINX (PEHOTUIMMYECKUX MPOSBICHUN KapJIUOMHOIIATHH, YTO 3aHATHUS MPO(HECCHOHATHLHBIM
CIIOPTOM M y4acTHE B COPEBHOBAHUSIX OyAyT MPUBOAHUTH Y HUX K TMOBBIIIEHHOMY PUCKY Pa3BUTHS

KapIHOMHOIIATHH U JKeITy JOYKOBBIX aputmuii [8,28,52,55,56,101,107,111,118,139,146].

EOK I (Y12 YYP B)

* PexomeH1I0BaHO MNpEASIOKUTh POJCTBEHHUKaM IpoOaHAa MEpBOM CTENEHH PpOJCTBA
Kaxple 2—-5 ner (wim 6—12 mecsnes, ecau UMEIOTCS JUarHOCTUYECKH He3HaYMMble aHOMAJIMH)
kiuHnyeckoe obcnenoanue ¢ DKI' u DXOKI', ecnu kay3aTHBHOTO MATOT€HHOT'O WIJIM BEPOSITHO
NATOr€HHOT'0 TeHETHMUYECKOr0 BapuaHTa B pe3ysibTaTe FeHEeTHYEeCKOr0 TECTUPOBAaHUS Y MpobaHia

HE BBISIBJICHO 201041 reHEeTHUYECKUH CKpPUHUHT HE IIPOBOANIICA

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

EOK IIaC (Y1 5 YYP C)

Cywecmgyem «OanibHasi MOO€Nby NPOSHOUPOBAHUSL BEPOSIMHOCMU  OOHAPYI*CEeHUS
2eHeMUYeCKUX 8apuanmos 8 2enax, Haubonee pacnpocmpanennvix npu I'KMII, paspabomannas
07151 noOpocmkog cmapude 16 iem u 83pocivix, KOMopas KI0YAem 803paAch NAYUEHMd, HCeHCKUL
noa, Hamuyue apmepuanvHol cunepmenzuu, mopgonocuro MIKII no muny «reverse curvey u
coomnouwtenue moawunvl  MIKII/3CJIDK. Cymma 6bannose <2 npedckasvléaem HUZKYIO
8EPOSIMHOCMb  OOHAPYIHCEHUs. 2eHeMmU4ecKUx 6apuanmos 6 NPUYUHHBIX 2eHaX, Hauboiee
pacnpocmpanennvix npu I'KMII (mabauya 111, Ipunoscenue I72).
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2.4 UHCTPpYMEHTAJbHBIC THATHOCTHYECKHE uccaenoBanus [5,99]

DaexkTpokapauorpadus u mouutopuposanue IKI [1,49,49,53,83,87,88,113,117,129]

* PexomennoBano nposenenue DKI' (B 12 oTBeneHMsIX) PpH MEPBUYHOM O0CIICIOBAHUN

BCEX ManueHToB ¢ nogo3penreM Ha 'KMIT u B mporiecce muHaMuyeckoro HaOJIrOAeHHS 2 pa3a B

rof, 6o mpu yxyamenuu cocrostaus [1,8,49,53,83,87,88,107,113,117,129,139].

EOKIB (Y15 YYP C)

» Pexomenpayercs mnostopHas peructpauuss OKI' Bcem namumentam ¢ I'KMII npu

YXyAICHUU CHUMIITOMATUKKW C LOCJIbIO  BbISABJICHUA HapyHIeHI/Iﬁ CCPACYHOTO pHUTMA H

IPOBOJIMMOCTH, a TaK)Ke uieMun Muokapaa [1,8,49,53,83,87,88,107,113,117,129,139] .

EOK IB (Y15 YYP C)

i PCKOMGHI[YCTCH perucrpanus SKF pPOACTBCHHUKAM nepBoﬁ CTCIICHU pOACTBA ITATMCHTOB
¢ TKMII [1,8,49,53,83,87,88,107,113,117,129,139].
EOK IC (VL5 YVP C)

» Pexomennyercs mposeneane XMDKID Bcem mnamuentam ¢ [KMII, B Tom uwmcie

0ecCHMITTOMHBIM, C LI€TbI0 BBISIBICHUS HapyleHuil putma cepaua (DI u XKT) u npoBogumoctu
st crpatudukanmuu  pucka BCC u orbopa kanguaatoB Juisi umrmuiantammu  UKII***

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

EOK I B (V]I 1 YYP B)

* Pexomennyercsa nposenenne XM OKI' BceM poactBenHukam nanuenra ¢ 'KMII,
MMEIOIIEro MyTallMIO B T€HaX, HEOJIaronpHsATHBIX B IJIaHE Pa3BUTHSA apUTMOT€HHOM BHE3aITHOU
cepaeunoit cmeptu npu ['KMII, y KoTOpbIX BbIsIBIIEHA Ta e HEOIaronpusTHas MyTalus, 4To U y

npo6aHja, Aake eclii y HUX OTCYTCTBYIOT ¢peHoTunuyeckue npossierust [’ KMIIT

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

EOKIIB (YYASYYPC)
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» Pexomenyercs npoBenenne XMOKI' (onTuManbHO MpoAOTKUTEIBHOCTHIO 48—72 yaca)

IIpY IEPBUYHOM KJIMHHUYECKOM OOCIENOBaHMM TNalMeHTa U Kaxiaele 12-24 wMecdues

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

EOK I1aC (VI 2 VYP C)

® PGKOMGHIIOBaHO HCIIOJIB30BAHUE IIETICBOI0 perucrparopa ¢ uCiablO BBIABICHHUA HapymeHI/Iﬁ

CEPACYHOro puTMa y ITIAallUCHTOB C J)Kajo0aMH Ha YacThble Cep,Z[I_Ie6I/IeHI/I${, Y KOTOpPBIX IIpH

JUTUTEIIEHOM MOHUTOPUPOBAHUH OKTI MpUYMHA ocTajach HEYTOYHEHHOMU

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

EOK I1aC (Y1 5 YYP C)

KommenTapmii: snekmpokapouoepaguueckasn ouasHocmuka a61aemcs camoii 00CHmynHou
u wupoxopacnpocmpaunennou. Ilpu nanuuuu I'KMII y pebenxa uacmo umeHHo oua oOaem
B03MONCHOCTb 3aN0003pums ouazno3. Ho pymunnoti IKI ne 6cec0a 0ocmamouno 01 8bis6/1€HUSA
Hapyulenuti. pumma u npo8ooUMOCmu, KOmMopbvie NoI0NHCeHbl 8 OCHO8Y CMpamupurayuu pucka
BCC, nosmomy pexomenoyemcs nposooumsv OaumenvHuiti IKI-monumopune. Ou moorcem
gxouams: cymournoe monumopupoganue IKI, 48-uacoeoe u 12-uacoeoe monumopupogaHue,
HAPYIICHBILL  UMNAAHMUPYEMbIU  9NeKMPOKAPOUOPeUCMPaAmop, — pecucmpamop  coovimutl,
UMNIAHMUDYEMbILU INEKMPOKAPOUOPELUCTPAMOD. Onexmpoxapouoepaghus 00/19CHa
nosmopamucs Kaxcovie 6-12 mecayes (yuumoleas 603modicHy0 Obicmpyro KoHgepcuro genomuna
8 0emcKoOM 803pacme), ONMUMAILHO NPOOOIdCUmMenrbHoCmblo 24-48 yacos.

llokazanuem x eneouepeonomy XMOKI saensemcs nossieHue y nayueHma xHcauiob Ha

apummuio, u/unu 2O0JI0BOKpYIHCEeHUE, u/unu npecuﬁkonaﬂbeze/ctuonanbele COCMOSHUA.

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

Pexomennyercs BbITONHATH TpaHcTopakanbHoe DXOKI'-uccimenoBanme nanueHTam c
I'KMII B cooTBeTCTBUY C pekoMeHanusmMu 1o 3xokapauorpadhun AHA, ASE (American Society
of Echocardiography) u EACI (European Association of Cardiovascular Imaging) no Bbixona

OTCYCCTBCHHBIX peKOMeHJIaHHﬁ.
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» PexomeHnnyercs BceMm naunueHtam ¢ nogosperrem Ha 'KMII s BeisiBinenus VDK u

BHYTPHIKEITYOYKOBOI OOCTPYKIINH IPU IEpBUYHOM 00cienoBanuu pekomenaoBana TT-DXOKI

¢ Harpy3o04Ho# npoboii [5,8,14,29,47,65,71,94,98,99,107,152].

EOK IB (Y114 YYP C)

* Pexomennyercs BceM nanueHTaM ¢ ['KMII usmepenne MakCUMalbHOM HMACTOINYECKOM
tonuHbl MuoKapaa JOK mpoBoauTh BO BCeX CErMeHTax, OT 0a3albHBIX O BEpXyIIKH B 2D-

pexxume 1o kopotkoit ocu JIXK [5,8,14,29,47,65,71,94,98,99,107,152].

EOK IB (Y114 YYP C)

* Pexomennyerca Bcem mnammenram ¢ I'KMII TmarenbHas oneHka IUacTOJIMYECKOU
¢byskunn  JDK, Biirouas TpaHCMHUTPAIbHBIA KpPOBOTOK, B JIETOYHBIX BEHAX, TKAHEBYIO

nommuieporpaduio, u3Mepenue pasmepa u oovema JIII mus crpatuduxammm pucka BCC

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

EOK IB (Y114 YYP C)

* Pexomenayercs mnpoBenenue crpecc-OXOKIT  cuMONTOMHBIM — MalMeHTaM  C
MakcuMaiabHbeIM ['/] B BTJIXK (B mokoe miu cripoBoiiupoBaHHbIM) <50 MM PT. CT. /17151 BBISIBICHUS

MPOBOLUPYEMOU 00CTPYKITUU BTJDK 51 CTpECC-UHAYLIUPYEMOM MP
[5,8,14,29,47,65,71,94,98,107,99,152].

EOK IB (Y114 YYP C)

. Pexomennosano nposenenue crpecc-DXOKI™ 6eccHMITOMHBIM MaliEHTaM C

MaKCUMaJIbHBIM TpanueHToM nasienus: B BTJIK (mokost wim uHaynmpoBaHHbM) < 50 MM PT.CT., €CITH
HaJIM4Yre OOCTPYKIIMH UMEET 3HAUCHUE IS PEKOMEH/IAIUi 110 00pa3y KU3HU U Ha3HAUCHUS
JeKapCcTBeHHOM Tepanuu [5,8,14,29,47,65,71,94,98,99,107,152].

EOK IIbC (Y14 YYP C)
* Pexomengyercas OXOKI ¢ xkoHtpactupoBanuem nosoctu JDK mnanuentam c

CyOONTUMAaIbHBIM Ka4eCTBOM M300paskeHMs MITH ¢ TIPEIoIaraeMoi anukaibHON runepTpoduen

JDK wnu aneBpusMoit, kak anbrepHaTiBa MPT cepnua [5,8,14,29,47,65,71,94,98,99,107,152].

31



EOK IIaC (YAA 5 YYP C)

* Pexomenayrorcs mnoBtropHble OXOKI-uccnenoBanus mnanumentam ¢ [KMII ¢

HU3MCHCHUAMU B KIMHHUYCCKOM CTAaTyCC WM MOSABJICHUCM HOBOM CGpI[G‘IHO-COCYI[I’ICTOfI

CUMIITOMAaTUKH JII CBOCBPCMCHHOI'O BBISABJICHU A OCJIOKHEHUM H JUHAMHUKHU PEMOACIINPOBAHUA

cepaual5,8,14,29,47,65,71,94,98,99,107,152] .

EOKIB (Y114 YYPCO)

* B nperckoit momymsiuu 6oapHbIX ¢ ['KMII pexomennoBano mposenenue DXOKI -
HCCIeI0BaHMs HE pexke 1 pasa B roj, a mpu UMEIOIIEHCS BRIPAXKEHHON TUHAMUKE MTOKa3aTesen -
2 pa3a B TOJ] BHE 3aBUCUMOCTH OT HaJIU4Ms H3MEHEHUN B KIMHUYECKOM cTaryce. [Ipu nosiBieHumn

HOBBIX CHMIITOMOB, 9XOKT IMPpOBOAUTCA Ka)KI[bIﬁ pa3 AOIIOJIHUTCIBHO II0 (baKTy BBIIBJICHHUA

HOBBIX cumnTomoB [5,8,14,29,47,65,71,94,98,99,152].
EOK I B (YL 4 VVP C)

» Pexomennyercs nposenenue DXOKI' kak KOMIIOHEHTa CKPUHUHI-ITOPUTMA WIEHOB

cembu mareHTa ¢ ['KMII, y KOTOpOro BbISIBICHA acCOLMHUPOBAaHHAs C 3a00JI€BaHMEM T'CHHAs
myrtarus [5,8,14,29,47,65,71,94,98,99,107,139,152].
EOKIC (YA 5VYYPC)

KommenrTapmii:  pexomenoyemcsa  ucnonvsosanue pacuupennozo npomoxoara IXOKT,
aoanmuposannozo Kk ouacnocmuxe I'KMII. Ilepeuenv noxaszameneu, éxooawux 6 npomoxon T1-

OXOKT', npeocmasnenvt 6 maodauye 113, Ilpunosxcenue I'l.

Pexomennanuu no ypecnuieBoHoM dxokapauorpapuuu npu 'KMII

* PexomengoBaHo mpoBeneHue upecnuiieBogHON-DXOKI' nmg manueHToB, y KOTOPBIX
HesiceH Mexanu3M ooctpykimu BTJDK unu mist ouenku cocrosiaus MK o nponienypst CAA, nin

€clu peructpupyercsa BoipaxkeHHass MP, npennonoxurensHo He cBa3aHHas ¢ [ICJl ctBopok, a

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

EOK IIaC (Y1 4 YYP C)
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IIpoBenenue NpoBoOKAMOHHOM NMPOOLI BanbcaibBbl Il JUATHOCTHKH JTATEHTHOMN
oocTpykuun BTJIK [27]

Pexomennayercs npoBeneHue mpoObl BanbcansBel BO Bpemsi TpaHcTopakaibHO DXOKI
Ui Aetel crapuiero Bo3pacta. OHa MPOBOAMUTCA B MOJOKEHUH MallMEHTA JIeKa Ha JIEBOM OOKY.
[TanueHTy HampsiraeT MBI IEPEAHENH OPIOIIHOM CTEHKH, YTO MOBBIIIAET BHYTPUOPIOIIHOE U
BHYTpUTpyAHOE aAaBiieHue. KOHTpOIb ypOBHS HANpsKEHUS OCYIIECTBISETCS C MOMOIIBIO
YCTpOIICTBa, MPEACTABIIAIONIET0O MAHOMETpP, COSAMHEHHbINH ¢ MYHIIITYKOM; IIPU 3TOM MalUEHT
MOJJIEP>KMBAET TAKOE HaIPsHKEHUE, YTOObI 1aBlieHue Ha MaHOMeTpe cocTaBisuio 20—40 MM pr.cT.
Ecnu B monoxeHny manueHTa Jeka mpoda oOTpuliaTeNIbHAs, TO PEKOMEHYETCs TIPOBECTH MPOOY B
MOJIOKEHHUH CUJIs U Jiexa [8,27,107]

KommenTapmii: ¢ demckou nonynayuu 6onvnwix ¢ I'KMII 6éo3pacmom 0o 12 nem, npu
HEeBO3MOJCHOCMU Npogecmu  K1accudeckylo npody Banvcanvevl (U3-3a  NCuxono2uieckou
He2o0moBHOCmU pebeHKa), 0N  6viAleHus aameHmuou obcmpykyuu BT/DK  6o3moducho
npogedenue DXOKI nocne nposoxayuu puszuueckou Haepyskou (10 npucedanuti). Jlannas
npoyeodypa He ABAemcs KIAcCU4eckol nposoKayuoOHHOU npoOOoLl, HO NO380.IAem 3an0003PUMb UIU

noomeepoums aamenmuyto oocmpykyutro y demeti ¢ I'KMII.

MaruuTtHo-pe3oHaHcHasi Tomorpadus [21,24,26,116,127,130]

» Pexomenayercs nposenenue MPT cepama ¢ KoHTpacTHpoBaHHEM (IIPH OTCYTCTBUH
MPOTUBOMOKA3aHNUI ) KaK MUHUMYM OJIMH pa3 rociie nocranoBku auarno3a ['KMIT mis yrounenust
nanHblx DXOKI' (anatomuu cepana, QyHKIUU KETYJOUYKOB), a TAK)KE BBISIBICHHUS U OLEHKU
pacmpocTpaHeHHOCTH  (QuOpo3a  MHUOKapAa W HCKIIOYEHMs]  Apyrux  3a0osieBaHUM
[21,24,26,116,127,130]. B cay4ae orcyTcTBHs Bo3MokHOCTH BbimonHeHuss MPT i KT cepana
B MEAMIIMHCKOM YUpPEXIEHHE PEKOMEH]yeTCs HalpaBUTh NAIMEHTa B CIELHUAIN3UPOBAHHBIN

KaleI/IOJ]OFI/I‘-ICCKI/Iﬁ LHCHTP JIA BBIIIOJITHCHUA JaHHBIX HCCIIEOBaHUIA.

EOK IB (Y114 YYP C)

* Pexomenayercst npoenenne MPT cepania poJacTBeHHHKaM MpoOaHIa NEPBOM JIMHUM
POJICTBA, €CIIM MOCTAHOBKA JIMAarHO3a 3HAYMMO BIUSET HA 00pa3 KU3HU (HampumMep, 3anperieHne
copeBHOBaTenpHOTO cropta), a npu IXOKI mmeercs HU3KOE KauecTBO H300paKeHUs, WU
JaHHBIE TIOTPaHUYHBIE/COMHUTENbHBIE, WIH ecTh u3MeHeHus Ha OKI, a DXOKI — 06e3

OTKJIOHEHU#1 oT HOpMbI [21,24,26,116,127,130].
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YIUI5YYP C

* PexomenpoBano mposenenne MPT cepama ¢ KOHTpacTHpOBAaHHEM MAlMEHTaM C
MpeArnojaracMbiM ~ aMHJIOMJI0O30M  CepJlla C  IeNbl0  BBISIBJICHHUS 30H  aMIJIOM03a
[21,24,26,116,127,130].

EOK IIaC (Y12 YYP A)

» Pexomenayetcst mpoBOAUTH UHTEpIIpeTHpoBaHue pe3ynbratoB MPT cepaua u cocynos
CHelHaluCTaMH, UMEIOIIMMHU ONBIT B BU3yallU3alliy Cepjlla U OICHKEe 3a00JieBaHUN MHUOKapaa
[21,24,26,116,127,130].

EOK IC (YA 5 YVP C)

KommenTapwuii: MPT cepoya sasisemcsi «3010mbiM CMAHOAPMOM» OYEHKU MOTUJUHBL
muokapoa u 0ovemos JUK u IDK. Ona mosicem obecneuums 6016uLyio MOYHOCHb USMEPEHULL, YeM
TT-DXOKI, nockonvky He sensemcs onepamopo3sasucumoui, nosmomy MPT saensemcs 0ns
nayuenmos ¢ I KMII 6a306bim mMemooom ucciedo8anusl.

MPT noseonsem uccredoeamsv cmMpYKmypy camo20 MUOKAPOA. HAIUdue 6KII0YeHUl,
HEOOHOPOOHOCMU MKAHU U PACHpOCmMpaneHHocmsy  ubposa. Pacnpocmpanennviii ¢pubpos
muoxapoa (>10%) asnsemcs npeoukmopom HeOIa2ONPUAMHOZ0 PeMOOeTUPOBAHUS, PA3EUMUS
cucmonuueckou oucghynkyuu u XCH, a makace omnocumcsi Kk OONOJHUMENbHbIM (HaKmopam
pucka BCC.

Ocobenno genuxo 3nauvenue MPT cepoya 6 ouacnocmuxe ¢henoxonuu I'KMII. Xapaxmep
u aoxanuzayuu oobaacmeu c¢ IIHI y o6onvueix ¢ @enoxonuamu [I'KMII obrecuarom

oughghepenyuanvuviii OuazHos geroxonuii y oemetl.

Komnbrorepnas tomorpagusi / MyabTHCIMPaJIbHAsi KOMIIBIOTEPHasi TOMOrpapus

[99]
* Pexomennyercs mnammeHtam ¢ ['KMIIL, y koropsix Huszkoe kadectBo OXOKI

n3o0pakenusi, a mposenenne MPT mporuBomokazano, It OIEHKH TOJIIWHBI MHOKapaa M
pa3mepoB nonocteit cepaua BoimonHATe KT/MCKT cepaua ¢ konTpactupoBanueM. B cioyuae

OTCYTCTBHSI BO3MOKHOCTH BbIMoaHeHUss MPT mmm KT cepama B MEAMIIMHCKOM YUYpeXJICHUHU
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PEKOMEHTyeTCsl HalpaBJICHNUE MAIlUeHTa B CIEIIUATU3UPOBAHHBIN KapIHOJIOTHYECCKUHN IEHTP IS

BBINOJIHEHUS TaHHBIX ucciaeaoBanwmii. [8,99,107].
EOK I1aC (Y1 5 YYP C)
KommenTapuii: npeumywecmeom KT cepoya, no cpasnwenuro ¢ MPT, sensemcs
8U3YANU3UAYUA KOPOHAPHBIX APMeEPUli U MUOKAPOUATbHBIX MbILUEUHBIX K MOCIUKOBY.
Heoocmamkamu memooa KT/MCKT saensaiomcs. xyouiee KOHMPACMUPOBAHUE MASKUX

mKauet u Haauque UOHU3UPYIOULECO U3TYHUEHUSL.

[To3uTpoHHas aMHuccHOHHas ToMorpadus, a Tak)Ke KOpoHapHas aHruorpadus He

SIBJIAIOTCSI PyTUHHO peKoMeHayeMbIM MeToioM nuarHoctuku ['KMII y gereit.

HNuBa3uBHOE H3MEPECHUE JaBJICHUS B IMOJOCTHAX CepaAlla

 PexomeHnayeTcs mpoBeieHre KaTeTepr3aluy cepaia s OUeHKU QYHKIHH KETyI0YKOB

1 JaBJICHHA 3aKIMHHUBAaHHA JIETOYHOH apTeprun |y IIallUCHTOB, KOTOPbIM IIJIAHUPYCTCA

TPaHCILIAHTAIMS Cep/IIla WIIM YCTPOUCTBA /ISl BCIIOMOraTeIbHOro KpoBooOparieHus [8,99,107].

EOK IB (Y15 YYP C)

® PCKOMCHI[yeTCH PACCMOTPETL BO3BMOKHOCTD KaTCTCPU3aAllUHU JICBOT'O U ITPABOI'0 Cepana y
CUMIITOMHBIX MMAOUCHTOB C HCOIIPCACICHHBIMU PE3YyJIbTaTaMU HEHHBAa3UBHOMI BU3yaJIn3alluu

cepaua Juisg oueHku Tsokectd oOctpykiuu BTJDK m m3mepenus naBnenus HanosnHenus JDK

[8,99,107].

EOK ITbC (Y14 YYP C)

DaexkTpodusnosiornyeckoe recruposanue [16,50,62,75,120,131]

® PCKOMCHI{yCTCH MIPpOBCACHUC BHYTPHUCCPACUHOTO 3HCKTp0(I)H3I/IOHOI‘I/I‘lCCKOFO
HCCIICAOBaHUA MAUCHTAM C JOKYMCHTHUPOBAHHBIMU MCPCUCTUPYIOINHUMU HIIN TEPUOJAUYCCKUMU
HAOKCITYJOUKOBBIMU  TaXUKapAUAMU (TpCHCTaHI/IC Hpencepmdﬁ, npeacepaHass TaxuKapausd,
ATPUOBCHTPUKYJISApPHAA  y3JI0Basd  PUCHTPU  TaXHUKaApAUA, TaxXuKapaus, OnocpcaAOBaHHAA
,Z[O6aBO‘{HBIMI/I MMpOBOASAIIIUMHU HYTHMI/I) U TManueHTaM € CUHAPOMOM pPAHHETO B036y)KI[eHI/I$I

KEITyTIOUKOB, JUI UACHTU(HUKAIIMK CyOcTpaTa abnaruu u ieuenus [8,16,50,62,75,107,120,131].
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EOK IC (Y14 YYP C)

® PeKOMeHIIOBaHO PaCCMOTPETH BO3MOXXHOCTB BHYTPHUCEPACUYHOI'O

ANEKTPOPU3UOIOTHYECKOTO UCCIEA0BAaHUS I OT/IECIbHBIX MAIIMEHTOB C JOKYMEHTUPOBAHHBIMH,
CUMITOMHBIMH, MOHOMOP(HBIMHU YCTOMYUBBIMH, JUIUTEIBHOCTHIO O0s1ee 30 ceKyH 1, IpUCTyaMu

KT ms upentudukanun cyocrpara abaanuu u aedenus [8,16,50,62,75,107,120,131].

EOK ITbC (Y14 YYP C)

KommenTapuii: k pymunnvim memooam ouaznocmuxu y 6ovHulx ¢ I KMII he omnocumcs
BHYymMpuUcepoeuHoe I1eKmpoPuU3UONI0cULeCcKOe UCCIeO08AHIUE C NPOCPAMMUPYEMOTU HCETYOOUKOBOU
cmumynsayueu.

» PexomennoBano aetsiM Mysxkckoro noja ¢ 'KMII, umeromuM 3HaunMble MyTallid B
reHax FLNCS5, PLNS5, SCNSA, TMEM435, LMNA, necmuHa, nrecMococMainbHble myTauuu, DSP,
LBD3, anpda-aktuauna, BAG3, NKX2-5, KCNQI, KCNH2, TRPM4, mnarorcHHbie
MUTOXOHJIpHAIIbHBIE MYTallUM, Y KOTOPHIX IO JAaHHBIM XOJTEPOBCKOI'O MOHUTOPHUPOBAHUS
BosiBJIeHO 1000 u Oosiee >KeMyTOYKOBBIX HSKCTPACHCTON, a TaKKEe HMEETCS CHUCTONMYecKas
TUCHYHKITHS JIEBOT'O W MpaBoro JKEeTyI0UKa, MIPOBE/ICHHE MHBAa3MBHOTO
anekTpoduznosornyeckoro uccaeaopanus [139]

EOK ITaC (Y1 3 VYP C)

Harpy3ounsbie TecTsl [51,69,81,112,125]

* Pexomenayercs mnpoBeaeHue TpeaMuia-tect ¢ MoHuTopupoBanueM OKIT um AJ]

naruentam ¢ 'KMIT ns ctpatudukanuu pucka BCC, npu HeIOCTYNTHOCTH MJIM HEBO3MOKHOCTH

BBIMOJIHEHUS 3procnupomerpu [8,51,69,81,107,112,125] .
EOK I1aB (Y15 YYP C)

* Pexomennyercs nanmentam ¢ I'KMII, y KOTOpbIX B MOKOE MaKCHUMAaJIbHBIA I'PaUEHT

nasinenus B BTJDK <30 mm pr.ct., npu npoOe Banbcansssl ['J[ <50 MM pr.cT. nmpoBeneHue
tpaHcropakanbHoit OXOKI' B ycnoBusx Harpy3ku (crpecc-OXOKI') ans ompenenenus u

KOJIMYECTBEHHOM OlleHKU TuHamuueckoi ooctpykimu BT JIXK [8,51,69,81,107,112,125].
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EOK I1aB (YA4 5 YYP C)

KovmmenTapuii. Peakyusi A/l na nazpy3ky a61semcs OCHOBHOU YaCMbIO HA2PY304YHO20
mecmuposarnus y demeti ¢ I KMII. Heaoexeamnas peaxyus A/l 6xooum 6 wikany cmpamugukayuu
pucka BCC y nayuenmoe ¢ 'KMII. Headexeamnoti peaxyueu A/ cuumaemcs eunomen3usHas
(A1 Ha nuke Hazpy3Ku HudCe UCXOOHO20 UNU eCU HA Nep8blX cmyneHsax Hazpy3xku A/l neckonvko
NoBbIUAEMCsl, A Ha NUKe HA2PY3KU — HUJICE 1020 YPOBHS), A MAKICe HedOCMamoyHblLl NPUPOCM

A/l Ha nuke naepysxu (menee 20 mm pm.cm.).

JprocnupoMeTpus

* Pexomenayercsa naunentam ¢ ['KMII ¢ Beipa)keHHOM CUMITOMATUKOM € CUCTOJIMYECKOU

u/unm JIMACTOTHMYECKON TUChYHKITHEH JK MIpOBEJICHHE AProcupOMETPUN
(KapIMOMyJIbMOHATIBHOE HArpy304YHOE TECTHPOBAaHHE C OJHOBPEMEHHBIM H3MEpPEHUEM
peCIUpaTOPHBIX Fa30B), B TOM YKCIIE JIJIS OTPEeNIeHUs MOKa3aHU K TPAHCIUIAHTALIUY Cep/Ilia WU

YCTpPOICTBA [Tl BCIIOMOTATEIbHOT0 KpoBooOpamienus [5,8,107].

EOK IB (YJI1 3 YYP B)

* PexoMeHO0BaHO MMPpOBCACHUC IMAIlMCHTaAM C FKMH, HC3aBUCHMMO OT CHMIITOMATHKU,
SPTOCIIUPOMETPHUA (I/IJ'II/I CTaH,Z[apTHHﬁ TPEAMUII-TCCT, UJIN BEIIOSPIroMETPUA IIPHU €TI0 OTCYTCTBI/II/I)

C ICJIBIO OLICHKU TAXKECTU U MEXaHHU3Ma HCIICPCHOCUMOCTU (1)H3I/I‘ICCKOI>'I HarpyskKu u W3MEHEHUI

cucronmuyeckoro AJ [5,8,51,69,81,107,112,125].

EOK I1aB (Y114 YYP C)

» PexoMeH10BaHO MTPOBEJECHNE PTOCHUPOMETPUH (WIIM CTAaHAAPTHBIA TPEIMUI-TECT, WU
BEJIOOPrOMETpUsSl MPU €ro OTCYTCTBUM), CUMITOMHBIM MaI[MEHTaM, KOTOPHIM IUIaHHPYeETCS

cenTajJlbHas MHOIKTOMHUA, JUIA OMMpECACIICHUA orp AHUYCHUMN 1o Harpyske

[5,8,51,69,81,107,112,125].
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EOK I1aC (yJ/1 4 YYP C)

2.5 Hble AMATHOCTHYECKHE MCCIe0BAHUS

2.5.1 buoncusi MHOKAp/Ia U a0IOMMHAJILHOIO Kupa [132]

® PCKOMGHI[yeTCH IIPOBEACHUC ouorncuun MHUOKapJa Ipu IMOAO3pPCHUN Ha

UH(QUIBTPATUBHbIE, BOCIAIUTEIILHBIC 3a00JI€BaHUS Cep/ilia WK 0O0JE€3HU HAKOIUICHUS, KOTOpPhIE

HE MOT'YT OBITh IIOATBEPKACHBI IpyruMu Metoaamu [8,107,132].

EOK I1aC (YJJ1 4 YYP C)

2.5.2 JIuarHocTuka 3a00JeBAHNSA V OTACJbLHBLIX KATErOpHii NAllUeHTOB

JAunddepennuanbubiii auarno3 'KMII u I'VI7K BeieacTBue aprepuaibHO
runeprensun [2]

CrabunbHas apTepuaibHas TUIIEPTEH3USI MOXKET MPHUBOJIUTH K TUNEpPTpoPuH MHOKapa.
Opnako Hamuuue y OONBHOTO € TUIEPTpodHueil MUOKapaa apTepHalbHOM THUIIEPTEH3UU HE
uckimovaer nuarHo3 'KMIL. V takux 601pHBIX HE0OX0aMMO TpoBeAcHUE auddeperuaibHOMn
JTUArHOCTHKHU MEXY MEPBUYHON U BTOPUYHOM rurneptTpodueit Muokapaa.

Bepostaocts BbisiBieHus ['KMII y nmanuenTtoB ¢ AI' cTaHOBUTCS BBILIE NPU HAIWYUHU
CIIEAYIOUIMX (PaKTOPOB:

1. nonoxwutenbHbll ceMernbii aHamHe3 o ['KMII unn mo BCC B mononom Bo3pacte y

POACTBEHHUKOB IIEPBOM JIMHUH POJICTBA;

2. HECOOTBETCTBHE MEXIY JUIMTEIbHOCTBIO U TSDKECThbIO TedeHUs Al' M BBIpa)KEHHOCTHIO

runeprpodun JOK (MakcumasbHas TONIIMHA CTEHOK > 27).

I'KMII 1 nndapkT muokapaa

VY nerent ¢ 'KMII n nmemueir Muokapia MOKET pa3BUTBHCS OCTPBI KOPOHAPHBIN CHHIAPOM
u uapapkt muokapaa (MM) [17,41,67,80,109.152].

Pexomennayercs getsm ¢ ['KMII u knmuHUYeCKON CUMOTOMATHKON OCTPOr0 KOPOHAPHOTO
CHHJIIpOMa, HUMeromuM cooTBeTcTBytomme wu3MeHeHuss Ha OKIT m OXOKI, nposenenue

unBazuBHOW KAI' mnu KT anruorpadust ams MCKIIIOUEHUS WU MOATBEPIKICHUS MOPaKeHUs

KOpoHapHbIX aptepwii [8,17,41,67,80,107,109.152].
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I'uneprpoduueckas kapauomuonatus u I'JIK y cnopremenos [136]
Pexomenoauyuu no 3aHAMUIO CHOPMOM, (QU3KYTbMYPOU, YH4ACMUIO 6 CHOPMUGHBIX

COPDE6HOBGAHUAX

* He pexomenayercs (mpotuBomnokaszano) manueHtam ¢ ' KMII HezaBucumo ot Bo3pacra,
1oJjia, pacoBOM NpUHAMICKHOCTH, HaMuus oocTpykiuu BTJDK wnmun mmmnmantanmn MKI***,
y4acTHe B CIIOPTUBHBIX COPEBHOBAHUAX U YIIPAKHCHHUSIX BBICOKON MHTeHCHBHOCTH [8,107,136].

EOK I1IC (Y15 VYP C)

KommenTapuii: sauamus  cnopmom  GblCOKUX — CHOPMUBHLIX ~ OOCMUMNCEHUU U
copesHosamenvuviMu euoamu cnopma y oemeti ¢ I'KMII conpososicoaromest 6blcOKUM PUCKOM
passumusi BCC, nosmomy oHu He pekomeHn008anbl O0IbHbIM ¢ OAHHOU HO30J102Uell.

Bonpoc o 6o3moocnom obveme u xapaxmepe @uzuueckol aKmu8HOCMU NPU 3AHAMUAX
CHOPMOM Yy HOCUMeNel NAMO2EHHBIX U BEPOSMHO NAMOSEHHbIX MYMAYULL 2eHO8, OMBEMCMEEHHbIX
3a pazeumue ['KMII, y xomopvix He umeemcsi KIUHUYECKUX NPOSAGIEHUl 3a0071e8aHUs U
omcymcemeyiom nposenenus 3abonesanusi no IKI' u DXOKI', onpedensemcs xonnecuanbHbim
peuwieHuem MyabmuOUCYUNIUHAPHOU KOMAHObL CNEYUATUCTNOE C YYemOoM XapaKmepa 8bii6/1eHHOU
Mymayuu, pe3yibmamos peSyispHblX U HOSMOPHbIX KIUHUYECKUX UCCAeO08AHUL, C Y4emoM

cmpamugurayuu pucka BCC na ocnoge egponelickoii u amepukanckou mooenell.

2.7. CtpaTudukanys pucka i CTPAaTeruy nepBu4YHoi ¥ BTOpu4HOI npoduaakTuku BCC
[32,35,89,93,102,104,106,123,135,150]

[Toxazarenu €XerogqHOM CMEPTHOCTU OT CEPIAEYHO-COCYAMCTBIX INPUYHMH Y B3POCIBIX
narueHToB ¢ ['KMII coctaBmsiror 1-2%. BCC, XCH u Tpom603MO0OIMYECKHE OCIOKHEHUS
SIBJISIIOTCSL OCHOBHBIMM NpuunHamu. B nerckoil momyssiuuu 60ibpHbIX ¢ ['KMII cmepTHOCTE Ha
nepBoM roay xu3Hu cocrasisieT 10%. [lo naHHBIM paznuuHbIX uccaeaoBanuil y aereir ¢ 'KMII
cmeptHOCTh 0T BCC, XCH 1 accouMupoBaHHBIX ¢ HUMU IPUYUH MOXKET JOCTUTaTh 10 7% B TOJ.

Buezannas cepaeunas cmeptb (BCC) — 310 cMmepTh, HacTymaromas HEOXHJIAHHO W
MIHOBEHHO M3-3a KapAuaibHBIX NPUYMH (y manueHTa 6e3 3a0oeBaHus cep/ia Ui ¢ TAKOBBIM) B
TeyeHue | 4 mocse MosBIeHUS MePBbIX CUMIITOMOB yXYyAIIEHHUS O0IIET0 COCTOSHUSI.

Puck BCC y mammmenToB ¢ uzonupoBanHoit ['KMII 6e3 TpaguninoHHBIX (DaKTOPOB pHCKa
cocraBiseT 5,9% 3a 10 net. B nerckoit nomynsauuu 6onbHbIX ¢ ['KMII ctpaterus npodunaktuku
BCC omimuaercs OT B3pOCHbIX, TIOCKOJIBKY Yy J€T€d MNPOLEHT MpeACTaBICHHOCTH
MeTaboIuecKoi, MUTOXOHApUaNbHOU, cuHapoManbHblil [’ KMII, a Takxke 'KMII, cBsizanHoil ¢

HEPBHO-MBIIIEYHBIMU 3a005eBaHusIMH, cocTaBisieT okono 30% (y B3pocubix MeHee 10%). daxe
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U3 COIOCTAaBJIEHUS 3TUX IMPOLEHTOB MPEACTABICHHOCTH IOHSTHO, YTO OOJIbHBIE MOJOOHBIMU
(opmMamu B OOJIBIIMHCTBE CBOEM HE JI0’KHUBAIOT J10 B3POCIJIOT0 BO3pacTa. IMEHHO OHU COCTaBIISAIOT
Haubonee yrpoxaemblii B tutane pa3Butusi BCC KOHTHHTEHT, KOTOPBIH HYXIaeTcs B 0cOOOM
MOJIX0/€ K MPOpUIAKTUKE.

Crparerus npodunaxtuku BCC y nereii ¢ 'KMII 3akirouaeTcst B BHIWICHEHUH U3 BCETO
nyna 601pHBIX ' KMII Tex manueHToB, KOTOpbIE MMEIOT 3HAaYUMbIe MyTalluy "HeOIaronpusTHhIX"
B IUIaHE Pa3BUTHS KU3HEYTPOKAIOIINUX COCTOSIHUNA I'€HOB, U IPUMEHEHUIO Y HUX CIIEHU(PUUECKUX
noka3zanui Kk umruiantanuu MKJ[***. Bee octansubie 6onmbHBIC et ¢ ['KMII nmognagaroT mos
CTpaTU(UKALNIO PUCKA, BINAUPOBAHHYIO JJIs1 CAPKOMEPHBIX MyTallMi B IeTCKOM Bo3pacte (244-
249,301,310). He6naronpustasivMu B 1iane pa3putust BCC npu 'KMII sBistoTcst MyTaiuu B
renax FLNCS5 (¢unamun-C), PLN5 (dochonamban), SCNSA (anbda-cyObenuuuna 5
MOTEHITMaI3aBUCUMOro KaHana Hatpusi), TMEM435 (tpancmemOpanHsbiii 6emok), LMNA (sramun
A/C), RMB20 (PHK-cBsi3bpIBaromuii MOTUBHPYOIINHI poTenH 20), TeCMUHA, TECMOCOCMAITbHEIC
myTtauuu, DSP (necmomnakun), LBD3 (LIM-cBs3biBatomuii jomen3), BAG3 (BCL2 cBsizanHbIiM
atanoren), NKX2-5 (NK2 romeo6okc5), KCNQI1, KCNH2 (kanueBblii TOTEHIIHAI3aBUCUMBIN
kanan), TRPM4 (BpeMeHHBI pelENnTOpPHBIA TMOTEHIMAN MeiactatuHa 4), anb(a-aKTHHUHA,
MaTOreHHbIC MUTOXOHApHaIbHbIC MyTanuu [139].

KommenTapuii: (eHoTUNHYEeCKHe IIPOSIBJICHUS KapAMOMHUOIATUH, npu
"HeOIaronpuATHLIX" MyTalUsAX MOTYT OBITh pa3HBIMHU JJake B paMKax olHOM cembH. OJlHa U Ta
xKe MyTauus "HebnaronpusTHoro" B rane pa3sutus BCC rena Moxxer HabIOAaThCS KOHBEPCHS
¢enoruna He Tosnbko B 'KMII, HO U B AMNATallMOHHYIO KapIMOMHUOIATHIO, WK apUTMOTEHHYIO
JMCIIIa3UI0 TPABOro JKeTyA0uKa, a TaKKe NMPAKTHUECKH B JIIOObIE pyrue GopMbl, YTO Tpedyer
JaJbHEWIINX HCCIeIOBaHUM B 3TOM HampasieHud. Ho BHe 3aBucumMoctu OT (eHoTumna
KapAUOMHUONATUH, Hanuuue "HeOJaronmpusaTtHoOM" MyTaluM TPUBOAUT K 3HAUYUTEIBHOMY

noBeIeHnto pucka BCC.

» Pexomennyercst onenuBath S-netHuil puck BCC mnpu nepBUYHOM 0OCIEI0BaHUH
nanuenTa ¢ I'KMII u B panpHelineM nepeoneHuBaTh Kaxkaple 1—2 roxa win npu U3MEHEHUH
KIIMHUYECKoro craTtyca. B nerckoit monmymsauu 6onsHbix I'KMII BozpacToM oT 1 rosa B OlIEHKY
S5-nerHero pucka BCC Henb3s BKIIOYATh OOJBHBIX ¢ CHHApoMainbHbIMH (opmamu ['KMII,
metabonumueckumu ['KMII, mutoxonapuansaeiMu ['KMIT u 'KMII, npotekatomumu Ha (oHe
HEPBHO-MBIIICUHBIX 3a00s1eBaHMi. BOIBHBIM ¢ TOAOOHBIME 3200JI€BAaHUSIMU TIPOBE/ICHUE OLICHKH

S-TIeTHEro pucka He OyAEeT UMETh JOCTOBEPHBIX pe3yabTaToB. JleTsim B Bo3pacte oT 16 g0 18 ner
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C CapKOMEpHBIMH MyTalMsIMH TPOBOJUTCA OIEHKAa pHCKAa TaK XKe, Kak B3POCIbIM

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

EOK IB (YJI/14 YYP C)

Illkana ouenku S-nmetHero pucka BCC, paspaborannas mns OompHbIX [KMII c
CapKOMEpHBIMU MyTaIlMsIMU € Bo3pacTta 16 jieT u ctapiie, Obliia BAIMIUPOBAHA B IETCKOM MOMYJISAINH
6onpHbIX ¢ ['KMII Bo3pactoM ot 1 10 16 mer. OHa Takke mpuMeHHMa TOJIBKO K AeTsM ¢ ['KMII,
BBI3BAHHOIN MyTallUsIMU CapKOMEpHBIX O0enkoB (He cunapomanbsHas ['KMII, ne mutoxonapuanbHas,
He MeTaboJIMyecKas, He CBSI3aHHas C HEPBHO-MBIIIEYHbIME 3a00eBanusamu) [93,102,105].

» Pexomenayercs mkana HCM Risk-SCD B kadecTBe MeTO/]a OLIEHKH PUCKA BHE3AIMHOM
CMepTH B TeueHue 5 net i nanueHToB >16 et ¢ 'KMII, BbI3BaHHON MyTallsIMU CapKOMEPHBIX
0enkoB, O0e3 cirydaeB peanumanmu mocie 330108 JXKT/DXK nmu cionTanso# yeroitunBoi XKT ¢

NoTepei CO3HaHMSI WM reMOIMHaMU4eckuMu Hapytenusimu [93,102,105].

EOK IB (Y13 YYP B)

» Pexomennyercs ucnonbs3oBats mkary HCM Risk-Kids Model B kadectBe merona
OLIEHKM pHMCKAa BHE3alHOM CMepTH B TedeHue S5 JeT A mauueHToB oT 1 go 16 jer Ges
npenmectytome @K mnu ycroitunsoit XKT, 6e3 BpoKAEHHBIX HapylIeHU MeTaOoau3Ma UiH

cunapoMubix npuand ['KMIT. [89].

EOK IB (Y1 3 YYP B)

KommenTapmii: orcuzneyepoocarowue HP cepoya u cumnmomuas opaoukapous mozym
ovimb 3apecucmpuposanvl Ha cmanoapmuoi IKI' 6 noxoe unu npu guzuueckou nacpyske, npu
XMOKT, ¢ nomowwto cpeocms oOnumenvrou peeucmpayuu IKI' unu npu nposedenuu
Haepy3ounoeo mecma. Ilamozcenemuueckol OCHOBOU Onsi pas3sumusi NOOOOHLIX USMEHEeHUl
ABNAEMCS DNIEKMPUYECKAsL HeCMAOUTLHOCb MUOKAPOA.

CymectByeT nBe Mmojenu ctpatudukammn pucka BCC:

1. Ha ocHoBe TpaguiinoHHBIX (DaKTOPOB pUCKA (aMEPUKAHCKAsT MOJICIID).
2. Ha ocHOBe pacuera MHAMBHUAYAIbHBIX OLIEHOK PUCKA, MEPCOHUDUITNPOBAHHBIM
noaxoJ (eBporeiickas mojens) — mkana HCM Risk-SCD (metu 16 nmet u crapiie), mkana

HCM Risk-Kids Model (zetu ot 1 1o 16 net). llIkana mist aereii otl g0 16 et npeacTaBaseT
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co00¥ TaKky1o ke IKay, Kak st 00JIBHBIX 16 JIET 1 cTapiiie, IpoCcTo OHA IMPOILIAa BATUAITNIO

B JICTCKOM BO3pacTe.

«Kanbkynsarop» pucka BCC npu 'KMII no eBpomneiickoil Mojienu NpeAcTaBiIeH Ha caiTe

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

[lIxana onenku pucka BCC y nammentoB ¢ 'KMII (amepukanckasi MoJienb) MpeCTaBiIeHa B
tabymne 113, npunoxenue 2.

Kommenrtapuii. He ciedyem 3abvi6amsb, umo noMumMo 02paHudeHull no 803pacmy, uaia OyeHKu
esponelickou mooenu Henpumenuma y nayuenmos ¢ genoxkonuamu I'KMII. Taxoce oannas wixana
umeem 02paHuderUs no 8600UMbLM NOKA3AMENAM MONUUHBL CIMEHKU 1€8020 JHCely00UYKA — 00 35 MM.

Hpu bonvuel moJure pe3ylbmamasl UMeont CHUNCEHHYIO NPOCHOCMUYECKYI0 3HAYUMOCNTb.

3. JqueHne, BRKJIOYasd MCIUMKAMCHTO3HYIO U HE MECINKAMEHTO3HYIO
TEpallui, IM€TOTEPaAIllInIO, 066360JII/IB3HI/IC, MEAUINHCKHEC TTIOKa3aHUuA

MU NPOTHUBONOKA3aHMSA K TNPUHMEHEHHI0 METOJ0B  JIeYEeHMS
[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]

OO0mue NnpUHIHUINBI JIeYeHUS] THNEPTPOPUIECKOH KAPAUOMUONIATHH

Hns neyenuss TKMII y nereld ucnosib3yroT MEAMKAMEHTO3HYIO TEpaIuio, ONepaTuBHOE
JIieYeHHe, YCTPOHUCTBA BCIOMOTaTeIbHOTO KPOBOOOPAIIIEHHS M TPAHCIIAHTAIINIO CepALIa.

Jlannple 10  KIMHHUYECKOM d3((eKTUBHOCTH U  OE30MaCHOCTH  MPUMEHSIEMbIX
MEIMKaMEHTO3HBIX MpernapaTax y I€Tei OCHOBBIBAIOTCS B OCHOBHOM Ha JaHHBIX, MOJIYYEHHBIX B
HaONIOIaTENbHBIX ~ UCCIEAOBAHUAX. PaHIOMHM3UpOBAaHHBIE  KJIMHMYECKHE  HCCIEIOBaHUS

HEMHOTOYHUCIICHHBI M BKIIIOYAIOT B OCHOBHOM HEOOJIBIIIOE KOJTUYSCTBO ITalMCHTOB.

@apmaxorepanuss npu [KMII u  ¢denokonusx I'KMII, koropesle uacTo eme He
i QepeHIIMPOBaHbl PU TMEPBUYHOM OCMOTpE pebeHKa Kapauojorom, TpeOyloT OoT Bpaya
MOBBIIIEHHOW OTBETCTBEHHOCTH INpPH NPHUHATUU pEUIeHHs 00 OTKa3e OT HAa3HAYEHUsS Tepanuu
(ocobenHo Oera-agpeHoOI0KaTOpaMH), MOCKOJIbKY MporHo3 pedenka c¢ ¢eHoxkonusmu ['KMII
cepbesnee, yeMm mpu uzonupoBanHor ['KMII. Tlpu comHeHUsX B HEOOXOIUMOCTH Ha3zHAYCHUS

Tepanuu Oeta-agpeHoOI0KaTOpaMu 0oJiee TPABUIIBLHO PEIIaTh BOMPOC B TOJIb3y Ha3HAYCHHS
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JIEYCHUSI, YeM OCTaBIIATh peOeHKa ¢ HeyTouHeHHOU sTronorueit ' KMII 6e3 remoamHamMudeckoi
KapIMONPOTEKTUBHOMN TEpaInu.
Bompoc o mpoBeneHnn Xupyprudeckoir muodkromuu y pebenka ¢ 'KMII umu ee

(beHOKOHI/ISIMI/I pemacTCAa MHAUBUAYAJIbHO KOHCUINYMOM 3aMHTCPCCOBAHHBIX CIICHUAJIMCTOB.

IMoaxoanl K MeIMKAMEHTO3HOM TePAIMH HA JOTHIEPTPOPHUECKOi cTa UK
runeprpoduyeckoii kapauomuonaruu [59]

Bonpoc 0 HEOOXOIMMOCTH MEIUKAMEHTO3HOTO JICUEHUSI Y HOCUTEJCH MaTOreHHON WM
BEPOSITHO MaTOT€HHOM MyTanuu, accoruuposantoii ¢ ' KMII, Ha goruneprpodudeckoii ctaauu y
JIeTE B HACTOAILEE BPEMsl TOJBKO IHCKYTHPYETCS M HE MMEET OJHO3HAYHOI'O PELIEHUs H

COrJIaCOBaHHBIX peKOMeHﬂaHHﬁ.

3.1 MeankamenTo3Has Tepamus [17,41,58,59,60,61,67,80,109,122,137,138,152]

IToaxoasl K MeAUKAMEHTO3HOI TEpanuu HA l"l/[l'[eprO(l)I/l'leCKOﬁ CTaauu

FI/IHeprO(l)I/I‘leCKOﬁ KapaIuoMHuoNaTum y 66CCI/IMHTOMHBIX MalueHTOB
[15,59,60,71,138]

* He PCKOMCHAYCTCA HA3HAUCHUC 6eTa-aﬂpeHo6n0KaTop0B u 6J'IOKaTOp0B KaJIbIIMCBBIX

KaHAaJIOB TMalleHTaM ¢ OECCHMNITOMHBIM HOCHUTEIHCTBOM IMAaTOTEHHBIX W BEPOSTHO MATOTEHHBIX
MyTanui, orBercTBeHHbIX 3a ['KMII, Tak kak wHX MOJE3HOe [EWCTBHE HE JI0KAa3aHo.
[15,59,60,71,138].

EOK IHIC (YA 5YYPC)

. PexomeHn10BaHO paccMOTpeTh BO3MOXHOCTb Ha3HA4YEHUs Oera-
a/IpeHOOJIOKATOPOB M AHTAaroHHCTOB aJlbJIOCTEPOHA AETAM M OECCUMITOMHBIM B3POCIBIM C
obctpykiert BTJIK (mokost wiu unaynupyemoit) s carxenns '] 8 JDK [15,59,60,71,138].

EOK IIbC (Y15 YYP C)

* Pexomennyercs HasHaueHue Oeta-aapeHoOnokaropa nersm ¢ ['KMII (B Tom umcie
0eCCUMNITOMHO TeKylle) u mo6oil Gopmoil MuokapauambHONH AUCOYHKIMHU (IUACTOIUYECKOM,

rI100aTbHON CUCTONMYECKON MITH TOKAIBHON CHUCTOIMYECKOM).

EOK IIbC (YL 5 YYP C)
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KommenTapmii: 011 npunamus pewenus o beccumnmomuom mevenuu ' KMII y pebenka
8pavom 00.dceH Oblmb COOpPaH OemanbHblll AHAMHE3 U NPOBeOeH MUAMeNbHblll AHANU3
Pe3yIbmamos Kapouoi02Uuecko2o 00C1e008ans, 6KI0UAL HASPY30UHbIIL mecm U 1a00pamopHble
Mapkepwl  mMuokapouoyumonusza.  HMcmunnoe — OeccumnmomHOoe — meueHue — mpebyemcs
oughghepenyuposamv ¢ adanmayueii 3a cuem obpaza sxcuznu nayuenma. Puck BCC mpebyem

exce200HOU nepeoyeHKU.

MeankamMeHTO3Has Tepanusi CAMIITOMHBIX NAIMEHTOB ¢ runeptTpoguyeckoi
KapauoMuonaTuen

Oo6uwue npunyUnbL MEOUKAMEHNMO3HOU mepanuu

[15,17,41,58,61,67,80,109,122,137,152,]

[Ipenapatel ans MeaukameHTo3Horo Jieuenusi [ KMII y nereii ciieayeT Ha3Ha4aTh ¢ y4ETOM
WH/IMBUIYaTBHBIX OCOOCHHOCTEH peOeHKa M XapakTepa H3HH €ro CEeMbH, IMOCKOJIBbKY OO0JbIIOe
3HaYCHHUE HMEET OTBETCTBEHHOCTh pPeOCHKAa M POJUTENCH B MOIICPKAHWUU TPHUBEPKCHHOCTH
MeIMKaMEHTO3HOMY JiedeHuto. [1pu mogo3perHnn Ha OTCyTCTBHE KOHTPOJIS 32 IPUEMOM TIpenapara
(ocobeHHO OeTta-aJpeHOOIOKATOPA) CO CTOPOHBI POAMTENEH, CleqyeT OTHAaBaTh HPEANOYTEHHUE
(dhapmakorpenapataM MPOJIOHTUPOBAHHOTO ACUCTBUSL (24-yacoBoro). Y geredt (B cuwily HX
(Gu3MONOrNUecKuX  OCOOEHHOCTEH)  MpeamodyTeHue  OoTAaeTcss  JUNoQMWIbHBIM  Oera-
azpeHobIokaropam, a He THAPOGWIBHBIM. HO OKOHYATeNbHBINM BBHIOOp Iperapara OcTaeTcs 3a
JIeyaliuM BpadyoM WM MyJIbTUIUCIUIUIMHAPHON KoMaH 101 cnennanuctoB. CraproBas 1o3a 6eta-
aJgpeHoOsokaTopa y peOeHka W OBICTPOTa THUTpAIMM J03bI BBEPX BCeraa moa0upaeTcs
WH/IMBUIYATBHO C YUYE€TOM MCXOJHBIX IMOKa3aTelNeil TaBIeHNs, YaCTOTHl CEPACYHBIX COKPAICHUH U
WH/IMBUYalIbHOM peakiuu pedeHka Ha npenapart.

HaunHate Tepanuio, BIMSIONIYI0 Ha TeMOJWHAMHYECKHE IMOKa3aTelH OOJBHOTO, CIEIyeT B
CTallMOHApE MOJI KOHTPOJIEM Bpaya.

BeIcTpBIil pocT meTckoro opraHu3Mma (YyTpOSHHE Macchl Tella Ha MEPBOM TOAY W JallbHeHIee
yBEJIUYEHUE MAcChl B 6-7 pa3 K MOMEHTY B3pOCJIOTr0 COCTOSTHUS ) TpeOyeT 6osiee 4acToi KOPPeKLUU
7103 TIperapaToB W OOJbIIIEH KpaTHOCTH HaOmroaeHHs. Takke ObICTpOe YBETWYEHHE MAcChl Tela

IIpUBOAUT K OoJIbIIIEH IMMOABCPKCHHOCTU pe6eHKa Pa3BUTHIO CCpI[G‘-IHOﬁ HEAOCTAaTOYHOCTH

44



BCJIE/ICTBHE MaJIOr0 yAapHOTo 00beMa JIEBOTO Kelly1ouka Ha (poHEe HapyUICHHOW pellakcalliy MpH
IKCTPEMAIILHOUW rUnepTpoGun MUOKap/Ia.

Pe6enox ¢ I'KMII yxe mpu mepBoM IOCTYIUICHHMH B CTalMoHap (eme A0 MpOBEASHUS
TEHETUYECKOTO OOCIICIOBAaHMS U BBISIBICHUS IPUYMHHON MYTaIlUN) MOXKET TPpeOOBaTh HAa3HAYCHHUS
KapJIMONPOTEKTUBHON IeMOAMHAMUYECKON TEpalMM U MMETh IOKa3aHUs M1 XUPYPrHUECKOIro
nedenus. Kak moaxouTh K BEACHUIO MOAO0HBIX MAIMEHTOB, €CJIM BCE BBIMYIIICHHBIC KIIMHUYSCKUE
PEKOMEHIAlIUK M KAIBKYJIATOPBI pacueta puckoB BCC mpumMeHuMBI TOJIBKO J1st 601bHBIX ¢ ['KMII,
BBI3BAaHHOM MYTalMsIMU CApKOMEPHBIX T€HOB?

OHO3HAYHOTO OTBETA HA 3TOT BONPOC B HACTOSILIEE BPEMSI HET, U OTBETCTBEHHOCTh 34 IPUHSITHE
pelIeHrs O Ha3HAYCHUU/HEHA3HAYCHUN MEIUKAMEHTO3HOTO WJIA ONIEPATUBHOTO JICUCHUS JIOKUTCS
Ha MYJIbTHIACHUTUTMHAPHYIO KOMaHIy, KOTOpas IOJDKHA HaOJIIoJaTh JaHHOTO pebenka. Ecnm
MHEHHUS CIIEHUAINCTOB pacxoautes, a y pedenka ¢ 'KMII quarHo3 He yToOYHEH U MOATOMY ITPOTHO3
HESCEH, CTOUT MPUHUMATh PEIICHUE B MOJIb3y HA3HAYCHUS JICUCHMUSI.

Hensmu menukamento3noit tepanuu y aeteit ¢ ['KMII u denoxonusimu 'KMII sBnstores:
MIPEKpaIIEHUE MPOTPECCUPOBAHMS WM CHW)KCHHE TEMIIOB MPOTPECCHUPOBAHUS THUIIEPTPOPHH
MHUOKap/1a; UICUE3HOBEHUE WU CHIKEHUE TSYKECTH MUOKapAUaIbHOU AUCHYHKINN; HOPMATU3ALIHS
yaapHoro o0beMa cep/iia; ucuesHoBeHue win ymensinenue tsokectu XCH; mpodunaktuka BCC,
yIIydIlieHHE KaueCTBa U MPOAJICHUE CPOKA KU3HHU OONBHBIX.

MeaukaMeHTO3Has Tepanus OﬁCprKHI/II/I BBIXOHOI'0 TPAKTAa JE€BOI'0 KE€JIyJ0UYKa

» Pexomenayercs Ha4yMHATh JIeUeHHWE JFOOBIMH JIEKQPCTBEHHBIMH CpPEICTBAMH C
MUHUMAaNbHBIX 103 U C OCTOPOKHBIM UX TUTPOBAHUEM B TEYEHME JIOCTATOYHO JOJIFOrO0 BPEMEHU
[15,17,41,58,61,67,80,109,122,137,152].

EOK IB (YAA5YYP C)

 PexomeHayroTcst 6era-aapeHo010KaTopsl y nanueHToB ¢ oocrpykuuei BTJDK (noxos u

UHIYLUHUPYEMOIl) ¢ Moa00pOM MaKCHUMallbHOM MepeHOCHMMOM J03bl B KayecTBE MEpPBOM JMHUU

Tepamnuu UIs yMeHbIeHus cumnromos [8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IB (YIUL 2 VYP A)

KommenTapuii: ciedyem nomnums o nobounsix sgpgpexmax bema-aopenodnroxkamopos. K
HUM OMHOCAMCS: HaApYUleHUe NnPo8ooUMOCHU 6110Mb 00 NOHOU AB-010Kadsl, 6ponxocnasm, cnazm
nepugepuueckux cocyoos, cunoziukemusi u opyeux. B oemckoul npaxmuxe naubonee uacmuim

nobounviM d¢hghekmom bGema-aopeHoOIOKAMOPO8 AGNAEMC 2UNO2IUKEMUS], KOMOPAs MOJlCem
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npueooOUms K npedooMOpOUHbIM COCIOSHUAM NPU QUUUECKOU HACPY3Ke, YMO VCIONCHAEH OYEHKY
pucka BCC y 6onvHoeo. [lpu nasnauenuu 601vuiux 003 bema-aopeHooi0Kkamopos, Komopule 00bIYHO

XOPOULO NepPeHoCcAmcs Oembmu, pekomeHdoeaH KOHMpPOJlb YPOBHS 2IIOKO3bl 6 KPOBU.

» Pekomenayercs JnedyeHue OoKaTOpaMH KallbLIMEBBIX KaHAJOB C MOAOOpPOM
MaKCHMaJbHOW TIEPEHOCHMMON N03bI TeM manueHTam ¢ obOctpykimed BTJDK (mokxos wnwm
WHIYLIUPYEMOHi ), KOTOPBIE HE IEPEHOCAT OeTa-aapeH00I0KATOPHI HITU UMEIOT IIPOTHBOIIOKA3AHHUS
K uX HasHauenwuio [8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IB (YA 2 YYPA)

VY nereit ¢ TKMII u BHyTpmkenyoukoBoit ooctpykuueit JOK nmomyyaromumx agexkBaTHYO
103y OeTa-aapeHobnokaTopa uau 0J0KaTopa KalbIIMEeBbIX KAaHAIOB, OTBET Ha JICYCHHE HE BCETaa

ObIBaeT MpeACKa3yeMbIM U OIITUMAJIbHBIM.

Jleuenne XCH ¢ @B JI’K > 50% y nauuentos ¢ 'KMII

» PekoMenayercss HazHaueHUEe OeTa-aJpeHOOIOKATOPOB U AaHTArOHUCTOB AJbJAOCTEPOHA

JUIs yIIy4LIeHNs: CHMITOMOB CEp/I€YHON HE0CTaTOYHOCTH y MalMeHToB ¢ 00cTpyKkTuBHON [ KMII
u XCH II-1V ®K (NYHA) ¢ ®B >50% [8,15,17,41,58,61,67,80,107,109,122,137,152].
EOK I1aC (Y13 YYP C)

*  He pekoMennoBano Ha3HaueHHE OJIOKATOPOB KaJIbIMEBBIX KaHANOB AeTaM ¢ [’ KMII,
UMEIOIIUM CEP/ICUHYIO HEIOCTaTOYHOCTb, CBA3aHHYIO C YMEHbBILIEHUEM yIapHOTo 00bemMa JeBOro

sketynouka [8,15,17,41,58,61,67,80,107,109,122,137,152].
EOK IIlaC (YL 3 VYP C)

* PekoMeHIOBaHO Ha3HAUE€HHE MalbIX 03 JAUYPCTUKOB JII MAllMCHTOB C

HeobOctpyktuBHoit ['KMII u I[I-IV ®K (NYHA) ¢ ®B JIX >50% st yay4iieHus CHMITOMOB
XCH [8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IIaC (YA 5 YYP C)
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* PEeKOMEHI0BaHO PacCMOTPETh BO3MOXHOCTh Ha3HAUYEHHUS (C OCTOPOKHOCTBHIO) HU3KHUX

103 TuypeTukoB cuMNTOMHBIM manueHTaMm ¢ ['KMII u o6crpykumeit BTJDK nnst ymenbiieHus

OJIBIIIIKY TIpH Harpy3ke [8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IIb (YA 5 YYP C)

Kommenrapuii: Hasnauenue ouypemuxos oemsam ¢ I'KMII u nuzkum yoapHuim 0o6vemom
JDK cnedyem npoeooums kpatine ocmopodicho noo koumpoaem YCC, yoaproeo oovema JIK u I]]
8 JDK, nockonvky ymenvuieHue obvema yupkKyaupyroweu Kposu )y Smux NayueHmos Moxicem

npusooums K yeeaudenuto 1] 6 BTJDK.

 He pexomennyercs mnamuentam c¢ ['KMII u o6ctpykuueit BTJDK (mokost wumm

UHIYLUHUPYEMOIl) MpUMEHEHHEe OpPTraHWYecKUX HUTPATOB M OJokaTopoB docdoaudcrepasbl-5

[8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IIIC (Y15 YVP C))

 He pexomenayercs mnammentam ¢ ['KMII u oOctpykmueit BTJDK (mokos wumm

UHIYUHUPYEMO#)  MpUMEHEHHe  OJIOKaTOpOB  KaJjbIMEeBBIX  KaHAIOB  (H#Hu(enunuu**)

[8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK LIC (YA 5YYP C)

 He pexomennyercs mnamuentaMm ¢ ['KMII u o6ctpykuumeit BTJDK (mokos u

I/IH,Z[YI_II/IpyCMOﬁ) Ha3Ha4YCHHUC InpenaparoB CCPACUHBIX TJIMKO3U 0B

[8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IIIC (YA 5 YYP C)

* He pexomennyercs nanuentam ¢ ['KMII u ycToMUNBBIM CHHYCOBBIM PUTMOM IIPUMEHEHUE
cepaeuHbIX rimko3uaos [8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IIIC (YAA5YYP C)

* He pexomenayeTcst mpreM OJI0KaTOPOB KAIBLMEBBIX KAHAJIOB MMAlMEHTaM ¢ 0OCTPYKTHUBHOM
I'KMII B ciayyasx HajauuuMsi CHUCTEMHOW THUIIOTEH3MM U BBIPAKEHHOM OJBIIIKM B TOKOE

[8,15,17,41,58,61,67,80,107,109,122,137,152].
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EOK IIIC (YA 5 YYP C)

Jleuenne XCH ¢ @B JI’K <50% y nauuenTos ¢ I'KMII

» Pexomennyetcst Ha3HaueHHe OeTa-aapeHo0I0KaTopa B 1onojJHeHue kK uHruoutopy AIld

(wm aHTaroHUcTy aHruoteHsuHa II, ecnum manmueHT He mepeHocuT MHruOuTOphl AIID) mpm
camxenun OB JDK<50% y nereii ¢ HeoOcTpykTHBHOI ['KMII 111 ymeHpieHuss ciMOTOMOB
XCH, cHwkenus pucka rocnutammsanuidi mo mnoBogy XCH um BCC (B orcyrcTBHE
pangoMu3upoBaHHbIX uccienoBanuii 1mo ['KMII, sddekTuBHOCT MO TOCHUTAIU3ALMIM,
CUMIITOMaM u CMEPTHOCTHU Iperoaraercs, HO HE JI0Ka3aHa)

[8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK I1aC (Y15 YVP C)

KommenTapmii: bema-adpenobioxamopsl  a61810Mcsi  npenapamamu  6vloopa 07
crudicenust 1] 6 BTJDK u obnecuenus cumnmomos I'KMII. Obviuno oadice 8vlcokue 003vbl bema-
AOPEHOOIOKAMOPO8 XOPOULO NEPEHOCAMCSL OeMbMU, eCid MUMpPayus Ha4ama ¢ HeboIbuoll 003bl
U mpoucxooum  NOCMENneHHo Nnoo  Koumpoaem  cneyuaiucma. Ilpumenenue  bema-
aopenobokamopos 24-uacoeozo oeticmaus NPeonoumumenbHo Oisi PAGHOMEPHOU KOHYESHMPayuu
npenapama u npusemcmayemcst O0JIbHbIMU U3-3a DoJlee 1e2ko20 KOHmpoisi 3a mepanuei. OOHaKo
V ManogecHvlx 0emell HepeoKo npednoumeHnue Omoaemcs HaA3sHA4eHuio mex npenapamos, KOmopble

He mpebyIom u320MmoeieHUsi NOPOUKO8 U HPOCMO O03UPYIOMCAL.

*  PexomenmyroTcst masble 03Bl TUYPETUKOB TanmeHTaM ¢ HeooctpyktuBHo ['KMII u
[I-IV ®K (NYHA) ¢ ®B JIX <50% ans yMeHbIIEHUSI CAMITOMOB, CHIDKEHHUS pUCKa
rocrutanu3anuii no mosoay XCH (B oTcyTcTBHE paHIOMU3UPOBAHHBIX UCCIIEIOBAHHIA 110

I'KMII 3¢ ¢ eKTHBHOCTH 110 TOCIUTATU3ALMSIM, CAUMIITOMaM U CMEPTHOCTH MPEATOIaraercsi, HO
He nokasana) [8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IIaC (YAZ 2 YYP C)

* PexkoMeHIyeTcs  Ha3Hau€HME  AHTArOHUCTAa  AJIbJAOCTEPOHA  MALUEHTaM  C
HeobOctpyktuBaoit ['KMII ¢ @B JIK <50% wu mocrosaHbiMu cumnTomMamu XCH II-IV ®K
(NYHA), mecmoTps Ha nedenue uHruoutopamu AIID (unm antaroHuctamu anruoteHsuHa Il

€CJIKM MAallUCHT HC NCPCHOCUT I/IHI‘I/I6I/ITOpBI AH(I)) n 6eTa-aI[peH06JIOKaTOpaMI/I, JJI1 CHUXKCHUA
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pucka rocnutamm3anuidi mo moBogy XCH m BCC (B oTcyTcTBHE paHIOMHU3UPOBAHHBIX

uccnepopanuii mo 'KMII sddekTuBHOCTh MO TOCHUTAIM3AMUIM, CUMIITOMaM M CMEPTHOCTH

npejrnosaraeTcs, HO He Aoka3ana) [8,15,17,41,58,61,67,80,107,109,122,137,152].

EOK IIaC (YA 5 YYP C)

* He pexomenayercst Ha3HaueHHe HHruouTopa AIID netsaM ¢ cepeuHOl HE0CTaTOYHOCTHIO
Ha ¢pone ['KMII ¢ conmyrcTByromieit nunamuueckoi oocrpykiueid BTJDK, kotopas pasBuBaercs Ha

(bOHe NepCAHCCUCTOJINICCKOTO JABHXCHUA CTBOpPKHU MUTPAJIBHOT'O KJIaltaHa

[8,15,17,41,58,61,67,80,107,109,122,137,152]

EOK III (Y1 5 YYP C)

Jleuenune cuHapoMa creHokapauu y nanueHtTos ¢ 'KMII

» Pexomenayercs Ha3HaueHue OeTa-alpeHOONIOKATOPOB, OJOKATOPOB KaJbIUEBBIX
KaHanoB manueHtaM c¢ HeoOctpyktuBHOM ['KMII u creHokapauThyeckumMu OONSMU TPH
OTCYTCTBUHU OOCTPYKTHBHOM KOpPOHApHO# Oose3nu cepama [17,41,67,80,109,152].

EOK I1aC (Y15 YVP C)

KommenTapmii: y demeit ¢ I'KMII 6onu 6 epyownoil kiemke A81110mcsi O0CMAMOYHO
yacmeimu  ocanooamu. Heobxooumo nposecmu  ougppepenyuanvuviti  ouacHoz  mexncoy
cmeHoKkapouetl u 601AMU 6 2PYOHOL KemKe HeKapOUalbHO20 2eHe3d, KOMopble MaKice AGIAI0Mcs
yacmou  oxcanodboli 8  0emcKom — eospacme U 00VCI08/eHbl  He8paicuel, MUaiKuel,
2acmposnmeponocuieckumuy  npobremamu, oegopmayuiamu 2pyoHolU KiemKu, CKOIUO30M U
npouumu npudunamu. bonu 6 cepoye uwemuuecxkoeo xapakmepa y demeti ¢ I' KMII yawe 6ceco
B03HUKAIOM BCEOCMBUE HeA0eK8AMHO20 NPUMOKA KPOBU Yepe3 UHMPAMYPALbHble KOPOHAPHbIE
apmepuu K 601bUl0l N0 00vbeMy U macce (eunepmpoguposantoll) cepoeyrol mvluye, umerowell
bonbuLyio nompebHocms 6 Kuciopooe. B nposedenuu oughghepenyuanvrozo ouasnoza nomoeaem
muamenvHulll coop aHamue3a, nposedenue ODKI 6 mpex noszuyusx, cmpecc-OXOKI u

HA2PpY304HbIU MeCm.

* PEeKOMEHTI0BaHO pacCMOTPETh BO3MOKHOCTh HCIIOJIb30BAHMS OPraHNYECKUX HUTPATOB Per
0S y manueHToB ¢ HeoOcTpykTuBHOW ['KMII co cTreHOKapauTHYeCKUMHU OOJIIMH M OTCYTCTBHEM
00CTPYKTHBHO# 00JIe3HU KOpOHApHBIX aptepuit [17,41,67,80,109,152].

EOK IIbC (VA5 YYP C)
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Jleuenue aprepuanbHoii runeprensuu y aerei ¢ 'KMII

B cinyuae coueranHoro passutus HeoOcTtpyktuBHoOM ['KMII u AI' y nereii, neuenue
npoBoaUTCs B cooTBeTcTBUM ¢ Kimuudeckumu Pexkomennauusimu no jedenuto Al y nereit.

[Ipennoyrenue B JTaHHOH CUTYyalluy OTAETCS Ha3HAUYEHUIO OeTa-aapeH00I0KaTOPOB.

Jleuenne puOpusiumu npencepauii y aereii ¢ 'KMII

Ecmm Bo B3pocmoit monynsanuu O6oipHbIX ¢ ['KMIT ®II sBmsiercs Hanbosiee dacToi
aputMueii, 1o B gerckod mnonymsiuun DI mpu T['KMII Berpewaercs od4eHb  peako.
MenukameHTO3Hasl TEPANUIO POBOJUTCS B COOTBETCTBHH C PEKOMEHIAIMsAMHU 110 JieueHuto OII.

Taxke B NETCKOW MOMYJAIMH KpalHE PEAKO HAOII0NAI0TCS TPOMOOTHYECKUE OCIIOKHEHUS

I'KMIIL

3.2. Xupypruueckoe H murepseHunonnoe jgedenue 'KMII
[16,22,30,42,50,57,62,66,75,84,100,114,120,121,128,131,147,149,151]

Pexyxkuma MOKIIT

Bonpoc 00 oneparusHoM seuennu I'KMII y neteit ouens cioxeH. Borpoc o nposeneHnu
penykiun MOKII pemaercss MHAMBUAYAIBHO B KaXIOM ClIy4ae, MOCKOJIbKY PEKOMEHIAMM It
onepatuBHoro seyeHust ['KMII — penykuun MOXKII — B nerckom Bo3pacTe He pa3paOOTaHBI.
AnxoronbHas aOnsiuus y aeteit He npuMensierca. Muoskromus MOXKII y nereit BeimonHsAeTCs 10
WHAWBUAYAIbHBIM MOKa3aHusM. OHa MOXKET OBITh CEeNTaNbHON UK pacimpeHHoi (CMO/PMD).

O¢ddexT oT mpoBeIeHUsT MUOIKTOMUY y JIeTell He BCEerJa COXPaHsAETCs JJINTEIbHOE BpeMs: K
COKAJICHUIO, HEPEJIKY CITy4an, KOT1a OKa3aHMs JUIsl TIOBTOPHOIO IIPOBEICHUSI ONIEPALIMM BO3HUKAIOT
CITyCTs HEOOJIBIIONW IPOMEXYTOK BPEMEHH M3-3a OBICTPOrO MPOTPECCUPOBAHUS TUIIEPTPOPHH.

» Pexkomennyercst paccMoTpeHue Bomnpoca o nposeneHnd peaykuuun MOKII y manueHTos ¢
I'KMII npu vammuuu I'J] B BTJDK (B mokoe winm MakCUMalIbHBIM ITPOBOLUpPYEMBIM) > 50 MM pT.
cr.,, ¢ XCH III-IV ®K (NYHA), HecMOTpsi Ha MaKCHUMAJIbHYH0 IIEPEHOCHUMYIO TEPAINHIO
[22,57,114,121,147,149,151].

EOK IB (Y12 YYP A)

* Pexomenayercsa paccMoTpeHue Bonpoca o nposefeHuu peaykuuu MOXKII y manueHToB ¢

I'KMII u noBTOpHBIME 0OMOpoKamMu Ipu Harpyske, Bei3biBaeMbiMH ['J] B BTJDK (B mokoe umu
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MaKCUMaJbHBIM MpPOBOLUpPYEMBbIM) = 50 MM pT.CT., HECMOTPS Ha ONTHUMAIbHYIO TEpPAIUIO

[22,57,114,121,147,149,151].
EOK IIaC (Y1 4 YYP C)

* Pexomenayercs CMD/PMD manmenTam ¢ nmokazanusMu K peaykiuu MOKII, umeronum
MOKa3aHus IS JPYTUX XUPYPrUUYEeCKUX BMEIIATENbCTB (HA MANWUIAPHBIX — MBIIIIAX,
IPOTE3UpOBaHKe MUTpabHOro Kiamana, AKII) [22,57,114,121,147,149,151].

EOK IC (YO 2 YYP B) KommenTapmii:

KommenTapwmii: yernavu nposedenus onepamusnozo nevenusi npu I'KMII y demeti siensaromces:
yeenudenue 00vema i1eeoeo Hceliyo0ouKa, 4mo cnocoocmeyem ygenuderuio yoapHoz2o oovema JIK;
yoaneHue npensimcmeus HA Nymu OmMmMOKA KpOBU U3 J1e8020 JiCelyO00YKa Nymem uccedenus
svicmynatoujeti ¢ npoceem BTJDK eunepmpodhuposannou wacmu MIKII, yumo npusooum u K
npexpawjenuro konmaxkma nepeoueti cmeopku MK ¢ MJKII 6 cucmony JUK; chuowcenue 1]] 6 BTJDK,
Komopwlii dondicer cmams menee 20 mm pm cm, ycmpanenue anomanutl cmpykmyp annapama MK,
Komopble cnocoocmayrom cemoouHamuyeckum napyuienusam npu I'KMII.

Coenacue na nposedeHnue onepamuenozo nevenus y pebenxa ¢ I'KMII oaemcs oghuyuanvrvimu
npeocmasumensamu pebenxka. Bozmooxcnocmv npoeedenus onepamugHo2o Jnedenus U blOOp
KOHKPEMHO20 8apuaHma MUOIKMOMUY y O0IbHO20 peulaemcss UHOUBUOYATILHO C NpusieyeHuem

nomeryuala MyﬂbmuducuunﬂuHapHod KOMAHOWbL.

» Pexomenpayercs npotezupoBanrne MK y cumnromusix 6onbHbIx ¢ I'J] 8 BTJDK (B mokoe

WM MaKCUMaJIbHBIM IPOBOLUPYEMBIM) = 50 MM PT.CT. U MUTPaJIbHON peryprutanuei ot cpeHeit
IO  TSKEJIOM  cTenmeHu, He  BbI3BaHHbIX  n3oiupoBaHHbM  [ICJ[  ctBopkm MK

[22,57,114,121,147,149,151].
EOK IIaC (YA 5 YYP C)

KommenTapuii: 6 odemckom e6o3pacme Hepeoko y 6onvnuix ['KMII ecmpeuaromces
gpodicoennvie anomanuu passumus MK, komopvle eHocaAm 6ecomblii 6KAAO 6 MUMPAILHYIO
oucghynxyuro, nomumo I1C/] cmeopxu MK. B maxux cnyuasx npogederue npocmoui nauxayuu MK

Modcem He NPUBecmu K Hcenaemomy nocieonepayuoHHomy s gpexmy.

* PexoMeH1yeTcsl pacCMOTPETh BO3MOKHOCTh npoTte3upoBanns MK y nanuenToB ¢ ['/] B
BTJDK (B mokoe miM MakCHUMajbHBIM INPOBOLHMPYEMbIM) = 50 MM pT.CT. ¥ MaKCHUMAJIbHOM
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TOJIUHON MEXKETYTI0YKOBOU Meperopo ki <16 MM B MECTE MUTPAIbHO-CENTAILHOTO KOHTAKTA,
€ClIi MMEETCS MWTpalbHAs peryprurauus OT CpeaHed 10 TSDKEJIOW CTeleHu Ioclie

M30JIMPOBAaHHON MHO3KTOMUHM [22,57,114,121,147,149,151].

EOK IIbC (VA1 4 YYP C))

Pexomenganun no IKC*** y naunentoB ¢ o6crpykruBHoii I'KMII

» Pexomenayercs paccMOTpPeTh BO3MOKHOCTh TOcTOsiHHONM DKC*** ¢ ontumanbabsiM AB-

nHarepBangom i cHkeHus I'JI B BTJDK nnu o pacimpenns BO3MOXKHOCTH JIEKaPCTBEHHOU
Tepanuu Oera-aIpeHo0I0KaTOpOM H/MiM OJOKATOPOM KAJIBIIUEBBIX KAHAJIOB Yy OTACIHHBIX
nanuentoB ¢ ['J[ B BTJDK (B mokoe wiM MakCUMalbHBIM MPOBOIUPYEMbIM) = 50 MM pT.CT.,
BBIPOXKCHHOM CHHYCOBOW Opaaukapaued, CUMITOMAaMH, PEPPAKTEPHBIMH K JIEKAPCTBEHHOM
Tepanuy, WIM HUMEIuX MoiHylo AB Onokaxy, B TOM uucie B pe3ylbTare IPOBEIACHUS

MuosKTomuu [128].

EOK IIbC (Y2 VVP B)

HNuBa3uBHbie MeToabl JeueHnuss OII nanuentos ¢ ' KMII

» PekoMeHZI0BaHO paccMOTpPETh BO3MOXHOCTh IpoBeaeHus: karerepHoil PUA ouara ®II
narentam ¢ 'KMII, eciau OI1 He MokeT ObITh Npe1oTBpallieHa aHTHAPUTMUUECKOM Tepanuei, uiu
4acTOTa KEJIyJOYKOBBIX COKDAILEHUN HE KOHTPOJIMPYETCS JIEKAPCTBEHHBIMM IIpenaparamu, WUiIu

acconurpoBaHa C HCEICPECHOCHUMbIMU MOOOYHBIMH I[CflCTBI/IS[MPI JICKApCTBCHHEBIX IIPCIiapaToB

[15,50,62,75,120,128,131].

EOK ITbC (Y15 YYP C)

* Pexomenayercs wummuantanus jAByxkamepHoro (DDD) DKC*** ¢ ¢ynkiuei
nepexiIoueHus pexuma (rnocie abnanuu AB-y3na y nanmentos 'KMII ¢ @B >50%), npu Hanuuuu

napokcusmanbHoil ®II, u oanokamepHoro (VVIR) — mpu Hanmuuuum mnepcucTUpYIOIIEH WU

nocrostuao# opmer [15,50,62,75,120,128,131].
EOK IC (YL 5 YYP C)

® PCKOMGHHOBaHO pPacCcMOTPETh BO3MOXXHOCTbH HUMIITIaHTaIluHu TPEXKAMECPHOT'O

(6uBenTpukysipaoro) IKC*** marmentam ¢ ['KMII, ocnoxxaenHoit mo60it popmoit @I, u OB
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<50% mnocne abnauuu AB-y3na 1 npu HadM4YMU NMOKa3aHUN K CepIeYHON peCHHXPOHU3UPYIOLICH

tepamnuu, [128]].

EOK ITbC (Y15 YYP C)

* PexomeHI0BaHO paccMOTPETh BO3MOXKHOCTH abyanuu ovara ®OIT Bo Bpemss CMD/PMD

y nauueHToB ¢ I'KMII, ocnoxuennoi cumnromuon @II npu Hanu4uy noKa3aHU U OTCYTCTBUU

npoTuBomnokazanuii [15,50,62,75,120,128,131].

EOK ITbC (Y15 YYP C)

KommenTapuii: nposeoenue PYA y oemeii ¢ 'KMII u conymcmsyrowumu HapyueHuamu
pumma cepoya, Hy*COArUWUMUCS 6 ONEePAMmUSHOU KOPPEeKYuu, UMelom MeHbWUL NpoyeHm
appexmusnocmu, yem y 6oavHuix 6e3 I'KMIL. Dmo 06ycioenieno Kak yucmo aHamomuyecKkumu
MPYOHOCMAMU, MAK U HATUYUEM MUOKAPOUATbHO20 (udpo3a, umemuu Muokapoda, a makxoice
HEpeoKo BbIPANCEHHOU MUOKAPOUANbHOU Ouc@ynkyueu. Bce smo co3daem OononnumenvHvie

mMpyoHOCcmu OJisL Xupyped.

ObocHosannocms u Heobxooumocms nposedenus onepayuu Cox-Maze («1abupunmpy) uiu
ee moouuxayuu y 6onvnvix I'KMII u ®DII kax conymcmeyioweu npu PHYA ouckymupyemcs

cneyuaiucmamu, y Komopslx Ha HacmOﬂmuﬁ MOMEHmM Hem eOUH020 MHEHUs No amomy l’lOGan.

PexoMeHIaIUH 110 MPAKTHYECKHAM ACTIEKTAM HUMILIAHTAIMH KapauoBepTepa-
nepudpussitopa [30,66,84,100,128]

[Mkana ouenku pucka BCC y maunento ¢ 'KMII crapuie 16 ner (eBponeiickas MOJENb)
npeacTasieHa B Tabnuue [12, npunoxenue 172.

Y nereit B Bo3pacte a0 16 ner, y xoropbix npuuumHo I'KMII He sBustorcs
CHUH/IpPOMAaJIbHbIE, MHUTOXOHJpPUAJIbHBIE, META0OJIMYECKUE HAPYIIEHUS M HEPBHO-MBIIICYHBIE
3a0oneBanus (T.e. ogHO3HauHO HCKIOUeHbl ¢eHokonuu ['KMII), ans crparudukanum pucka
BCC mpumenuma ajanTHpOBaHHAs M BaJWAMPOBAaHHAs JAJS JIETCKOTO BO3pacTa eBpomeickas
MO/IeJb, aHAJIOTHYHAs! B3POCIIBIM MAIlMEHTaM.

[Ikana onenku pucka BCC y maunentos ¢ 'KMII (amepukaHckast Moienb) IpeaCTaBIECHA

B Tabnuue I13, npunoxenue 2.
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» Pexomenayercs nmmnanrauus UK*** y naunenros ¢ 'KMII, nepeneciux octaHoBKY
cepaua no npuumHe KT wim @K, mnm y nmanmeHtoB co cnoHtaHHoW ycronumsoul KT,
NPUBOJALIEN K TMOTEPE CO3HAHMS WIM HApyLIEHUs TIeMOJMHAMUKU, IpU O0KUIAEMOU
POAOIDKUTEIbHOCTH x)13HH >1 rona [30,66,84,100,128].

EOKIB (Y15 YVYP C)
KomMeHTapuii: 01a eepuguxayuu apummuu 6 0moenrbHuIX CIYUAAX MONCEN BbINOIHAMbCS

UH6A3UBHOE 3Jzel<mp0qbu3u0ﬂoeuuec1<oe uccneoosauue.

 Pexomenayercs ummiantanus UKI*** neram ot 1 no 16 ner, a takxke neram 16-18 ner
¢ 'KMII, BbI3BaHHOI MyTaLUsAMHU CAPKOMEPHBIX OEJIKOB, C MPEANOJIAraéMbIM SJIETHUM PUCKOM
BHE3aIHON cMepTH >6% U 0KUAAEMOM TPOJOJIKUTENBHOCTBIO XKU3HU >1 T0o/1a nocse noapoOHOro
KJIMHUYECKOT0 00CJIeTOBAHUS C OLICHKOM prCKa MOCIeAYIOMUX OCI0KHeHUH u BiustHust UK ***
Ha 00pa3 JKHU3HM, COLUAIbHO-DKOHOMUYECKHH CTaTyC U IICUXOJOTHYECKOE 3/10pOBbE
[15,50,62,75,120,128,131].

EOK IlaB (YAA3VYYPA)

* PekoMeH/0BaHO paccMOTpeTh BO3MOXKHOCTh MMIUTaHTarmu MKJ*** B oTnenbHbIX
rpymnmax jgere ot 1 go 16 net, a takke nereit 16-18 et ¢ 'KMII, BhI3BaHHON MyTanusiMu
CapKOMEpHBIX O€JNKOB, Y KOTOpBIX HpeanonaraeMelii S5-netHuil puck BCC ot >4 1o <6% u
OKHU/IaeMOU TPOJODKUTENIBHOCTBIO JKM3HM >1 roja mocie MOJPOOHOTO KIMHMYECKOTO
o0clieZIoBaHMs C OLEHKOW pHCKa IMOCIEAYIOMMX OciokHeHuH u BiusHus UKI*** na oGpas
KHU3HU, COLIMaJIbHOOKOHOMMYECKUI cTaTryc " IICUXOJIOTHYECKOE 310pOBbE
[15,50,62,75,120,128,131].

EOK IIb B (Y444 YYP C)

» PexkoMeHnmyercss paccCMOTpPeTh BO3MOXKHOCTh HMIUIaHTarmu WUKJ[*** B oTaenpHBIX
rpymnmnax aered ot 1 go 16 ner, a takxke aeredt 16-18 ner ¢ 'KMII, BbI3BaHHON MyTanusiMu
CapKOMEpPHBIX OENKOB, y KOTOPBIX MHpeamnoiaraeMelii 5-netnuit puck BCC <4% npu Hanmuauu
KJIIMHUYECKUX XapaKTEPUCTUK C IOKa3aHHBIM IPOTHOCTHYECKUM 3HAYEHUEM, U B CIIyyasix, KOrjaa

b *k*k
B PE3YJIbTATE OLIEHKHU PUCKA MOCIEIYIOMMNX OCIOKHEHUN 1 Bausaus NK]] Ha o0pa3 KU3HH,
COLIMAJIbHO-9)KOHOMUYECKUN CTaTyC W TICHMXOJIOTUYECKOE 3/I0pOBbE MpeArojaraercs oobiiee

MOJIOKHUTENbHOE BIIMsAHUE nMIutanTanuu MKJI*** [15,50,62,75,120,128,131] .
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EOK IIb B (YA 4 YYP C)

KommenTapwuii: na nayuenmos ¢ I'KMII, umerowum nusxuii unu cpeonut puck BCC,
OpPUEHMUPOBAHA AMEPUKAHCKAs MoOelb. Ee npumeHumocms K 0emcKol nonyiayuu OONbHbIX C
I'KMII neoOHo3Hauna (Ha 0emcKol NONYIAYUYU OAHHASL MOOEb He 8ATIUOUPOBAHA).

B nocneonue 200v1 noasunucy dononnumenvusie Kpumepuu, OYeHKa Komopulx He A61emcs
OOHO3HAYHLIM NOKazaHuem Onsi umniaumayuu HUKI***, no yuumwvieaemcs 6 obwem npu
NPUHAMUY NOOOOHO20 peuleHUs KaK OONOJIHUMENbHbILL apeyMeHm 6 NOoIb3y umnianmayuu. Taxum
Kpumepuem A6JIs1emcs Haiuyue pacnpocmpanenno2o ubposza muokapoa JUK, oyenusaemozo no
IIHI' npu MPT. Ilpeocmasnennocms ¢uopoza 6 muoxapoe JDK 6onee 15% sensemcs
oononnumenvuvim npeoukmopom pucka BCC npu I'KMII u apeymenmom 6 nonv3y umnianmayuu
HKJ[***,

B oemckou nonynayuu 6onvuvix ' KMII, umerowux mymayuu "nebnaconpusmusix” 6 niane
DA3BUMUSL HCUSHEY2POICAIOUUX COObIMULL 2eHO8 (Npusodsiuue K pazeumuio cuHopomos Hyuan,
Hanon, Kacmenno, Jleonapo, a maxoice mymayuu cenog gunamuna-C, gpocghonambana, decmuna,
aamuna A/C, SCN5SA - anvgha-cydveounuyer 5 nomenyuanzasucumozo kanana nampus, TMEM435
- mpancmembpanunozo benrka, RMB20 - PHK-ceéa3visaioweco momusupyowezo npomeunal( u
0ecMoCcoManvhble Mymayuu, mymayuu oOecmMoniakuna, anvga-akmuna, LBD3 - LIM-
cesazvisarouieco oomena3, BAG3 - BCL2-ceazannoco anamoecena, NKX2-5 - NK2 comeobokcal,
KCNQI u KCNH2 - kanuegoco nomenyuansagucumozo kawana, TRPM4 - epemennozco
peyenmopHo20 NOMeHYUuala Meiacmamunad u namozenHvle MUMOXOHOPUATbHble Mymayuu)

NPUMEHSIIOMCSL OONONIHUMENbHbLe Kpumepuu 01 umnianmayuu UK*** [139]:

. Pexomenayercs wummnantamus WKI*** gersm ¢ [KMII u BbIsiBIEeHHBIMU
MaTOTEHHBIMU/BEPOSITHO TATOTCHHBIMU MyTalUsMU B TreHax ¢ocdonambana, ¢unamuna-C u

samunHa A/C, umeronm ®B JIK <45% wnn veycroiuuyro KT [139].

EOK I1a B (YJI/I 3 YVP B)

* Pexomennyercs wummnantamus  UKI*** mersm ¢ I'KMII u  BBISIBICHHBIMH
MaTOT€HHBIMU/BEPOSITHO TMATOTEHHBIMH MyTalusMu JamuHa A/C, UMEIONMM JBa U3 Tpex

NPU3HAKOB: MyXCcKoit o, Heycroiumas KT u @B JIXK<45%, [139].

EOK Ila B (YJUL 3 YYP B)
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. Pexomennyercs wummmantarus HWKI*** gersm ¢ ['KMII u BbIsIBIEHHBIMU
MATOrCHHBIMU/BEPOSITHO MATOTCHHBIMUA MYyTAllMsIMM HEOJaronpHusITHBIX B IutaHe pa3sutus BCC
TeHOB (CM BBHINIE), MEPEKHUBIIUM CHHKOTAIBLHOE COCTOSHUE, MOTCHIMAIHHO apUTMOTEHHOE,

BEPOSITHO CBSI3aHHOE C XKEJIYJOYKOBBOU apuTMmuei, [139].
EOK IIa B (Y1 3 YYP B)

* Pexomennyercs wummnantanus UWKI*** neram ¢ T'KMII u  BbIsiBIeHHBIMEU
MATOTEHHBIMU/BEPOSITHO TTATOTEHHBIMUA MYTAIMsIMU HEOIaronpusiTHeIX B TuiaHe pa3sutus BCC

TFeHOB (CM BBIIIE), Y KOTOPBIX Npu mnpoBeaeHun DDU BbIsSBICHA KEITyAOUKOBas TaXUKapAMs,

[139].

EOK IIb C (YJI/I 4 YYP C)

* Pexomennyercs wummnantamus UWKI*** neram ¢ I'KMII u  BbIsIBIEHHBIMEU
MATOTCHHBIMU/BEPOSITHO TTATOTEHHBIMUA MYTAIMsIMU HEOIaronpusTHeIX B TuiaHe pa3sutus BCC

TeHOB (CM BBIIIIE) U YCTOHYNBOW reMornHamMudecku TosepanTaoi XKT[139].

EOKIB (YIJI2 VYP 3)

PexoMeHnpauum 1o MMIUVIAHTAIMU BCIIOMOTaTeJIbHBIX JIEBOKEIY10YKOBbIX
YCTPOMCTB

* PexoMeHyeTcst pacCMOTPETh BO3MOKHOCTh TE€pAUU IIyTEM UMILIAHTAllUU yCTPOMCTB

IUIS BCIIOMOTATEIbHOTO KPOBOOOpAILCHHS Ha TEPUOJ HAXOXKICHUS B JIUCTE OXUAAHHUSA JUIS
HEKOTOPHIX MAalMEHTOB ¢ TepMHUHAIBHON craaueii XCH, KoTopble MOTYT paccMaTpHBaThCs Kak
KaH/IUAThI JIJIsl TPaHCIUTaHTAUu cepna [42].

EOK IIbC (Y1 4 VVYP C)
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Tpancmianranus cepaua y nauueHTos ¢ FKMII

Cratpst 47 ®denepanproro 3akoHa ot 21.11.2011 N 323-®d3 B pemakmuu ot 02.07.2021 "O6
OCHOBaX OXpaHBI 3J0pPOBbs TpakmaH B Poccuiickoit denmeparuu”, KoTopas ¢ HW3MCHCHHSIMH H
JIOTIOTHEHUSIMU BeTymaeT B ciry ¢ 13.07.2021 omHO3HAYHO 3ampemiaeT W3BSTHE OPraHOB y JIHI, HE
pocturmmx 18 ner: «3pATHE OpraHOB W TKaHEH I TpaHCIUIAHTAIMH (TIepecaiKky) He IOMycKaeTcs y
JKUBOTO JIUIIA, HE TOCTUTILIEr0 BOCEMHAALIATUIIETHETO BO3PACTa. .. ».

B nHactosmee Bpems B Poccum neiictByer 3akoH «O TpaHCIUIaHTalUM OpPraHOB W TKaHEH
YeNIOBEKay, MPUHATHIN B lekadbpe 1992 roga. DTOT 3aKOH HE OrpaHUYUBAET BO3PACT MMOCMEPTHOTO IOHOPA.

TaM HeT yka3aHUi, 4TO y yMEPILIUX JeTel HENb3sl U3bIMATh OPraHbl Il TPAHCIUIAHTALUU.

Opnako wuHCTpYKIMs MuH3apaBa, o0 KOHCTaTallMM CMEPTH MO3ra 4YeJIOBEKa IPUHATA
C OOBOPKOM, 4TO OHa AEWCTBYET TOJIbKO uid aul crapuie 18 mer. [loaTomy KOHCTaTHpoOBaTh
CMEpTh MO3ra y peOeHKa JIJIsl U3BATUS OPTaHOB YHCTO OIOPOKPATUIECKHA HEBO3ZMOXKHO.

B 2015 rozy, ObL1 BhINyIIEH HOBBII JOKYMEHT, KOTOPbII He 3ampemaet ¢ 1 ssuBaps 2016
roja MOJy4aTh JOHOPCKME OpraHbl OT peO8HKa ¢ Bo3pacTa OT ojgHoro roja. OpHako
CYLIECTBYIOIME OIOPOKpaTHYECKHE HIOAHChI He 1103BoMIH ¢ | siHBaps 2016 roaa ocymecTBUTh
HU OJIHOTO INpeleIeHTa [0 IIepecaike OpraHoB OT yMepIIero peoéHka.

B 3akoHe 00 ocHOBax oXpaHbl 370poBbs TpakiaH P®, B 47-ii crarbe yka3zaHO, 4YTO
IIOCMEPTHOE JIOHOPCTBO OPTaHOB Yy JE€TE€H BO3MOXKHO TOJBKO C coryiacus poautenei. Ecmum y
peO&nka ponuTeneil HET, OH He MOXKET OBITh PACCMOTPEH Kak MOTEHLUAIbHBIN JOHOP OpPraHoB.

Bce atu 3akoHOAaTenbHble 0COOEHHOCTH NMPHUBOJAAT K TOMY, YTO B HAaCTOSIIIUA MOMEHT
TPAaHCIUIAHTALMA CepALla peOCHKY BO3MOXKHA TOJIBKO OT B3POCIOrO JOHOPA, YTO HAKJIAbIBAET

MacCy MPENSATCTBUM ISl pa3BUTHUSA IETCKON TPaHCIJIAHTALINH.

® PCKOMCHI[yeTCH OpPTOTOIMMYCCKAasA TpaHCIUIAHTAllUA cepAla I IMAallUCHTOB C FKMH,

nmeroux PBIDK <50% u cumnromsl [II-1V @K no NYHA, nnu HeycTpaHUMBIE JKETyJOUKOBBIE
apUTMUU, HECMOTpS HAa ONTHUMAIbHYIO TEpAINMI0 NpPU HAIMYMM IIOKa3aHUM U OTCYTCTBHE

MPOTHBOIIOKA3aHMI 1J1s TpaHciiantauu [8,42,107].

EOK I1aB (YU 4 VVP C)

Kommenrapmii:  Tpancnianmayus cepoya unu npumeHneHue  ycmpoucme — Ois
8CNOMO2AMENLHO20 KPOBOOOPAUEHUs KAK «MOCMAY K MPAHCHAAHMAYUU AGNAEMCs 3a4acmyio

eourHcmeennou cmpamezuell ieverus npu I KMII ¢ mepmunanvroi cmaouu 3abonesanus. Bascna
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CBOEBPEMEHHOCMb HANPAGIEeHUS NAYUeHmd HA MPAHCHIAHMAYU (NPU  BO3MOICHOCIU  ee
nposedeHuUs), 00 Moeo, KaKk OIUMENbHO CYWeCmBYouds SUNOKCUsl Npuseoem K Heoopamumomy
noauopeaHHomy nopadceruro. Haubonee uacmo 6 Oemckoll nonyiayuu HNOKA3AHUA K
mpauncniaumayuu  cepoya eozuuxarom npu ITKMII ¢ evipadceHHbiM pecmpukmueHbim
genomunom, npu ounamayuonnou cmaouu I’ KMII u npu pazsumuu pe3ucmenmHou K l1eueHuio

XCH Ha gpone muokapouanbHou OuchyHKyuu.

* PekoMeH10BaHO PACCMOTPCTL BO3MOKHOCTDH OpTOTOHH‘ICCKOfI TpaHCIVIaHTaluX cepaua

st marmenToB ¢ @B JDK > 50% wu cumnromamu XCH III-IV ®K (NYHA), BbI3BaHHO#
JINACTOIMYECKON JUCQYHKIHMEH, PE3UCTEHTHOW K JIEKQpPCTBEHHOW Tepanmuu NpU HATUYUU
MOKa3aHWi U OTCYTCTBHH IPOTUBOIIOKA3aHuil [uis TpaHcIuianTamu [8,42,107].

EOK IIIB (Y1 4 YYP C)

4. MeauumnHCKAasi peadUInTAIIUA U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIUIUHCKUE TOKA3aHUA U MPOTUBONOKA3AHUA K IPUMEHECHUI0 METO10B
MeINIUHCKOI peadWIuTaunuu, B TOM YHUCJIe OCHOBAHHBIX HA MCIO0JIb30BAHUN

NPUPOIHBIX Je4eOHbIX (PAKTOPOB.

CrienmanpHbIX peKoOMeHIanui no peabunuranuu nanuenToB ¢ ['KMII He cymectByer.
Ilocme XMpypruueckoro WJIHM 3HIOBAacCKyJIpHOro BMemarenbcrBa mnanueHTam ¢ [KMII
MIPOBOJIATCS TAKHE XKe peaOuIMTAIMOHHbIE MEPOTIPUATHS, KaK U MAIlMeHTaM ¢ Jpyroi ceplieuHo-
COCYAMCTOM MAaTOJIOTUEN, IEPEHECHIINM XUPYPrUUeCKHE WIN dHI0BACKYJIIPHBIE BMEILIATEIbCTBA.
[Tocne crabunM3anuu COCTOSHHS BO3MOXKHO CAaHAaTOPHO-KYPOPTHOE JIEUEHHE C MPUMEHEHUEM
MPUPOAHBIX JICUEOHBIX PECYPCOB B BUJIE JICUEOHOTO KIMMaTa B CAHATOPUAX KapIUOJIOIMYECKOTO

npodusis B KIMMaTHYeCKON 30HE MPOKUBaHUS peOeHKA.

5. IlpodunakTka U AUCIaHCEPHOE HADJII0IeHH e, MeIMIUHCKUE TIOKA3aHUS U

NMPOTHBONOKA3aHNUsI K MPUMEHEHHI0 MeTo10B nmpoguinakTuku [46,72,73,78,97]
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[Mpopunaktukn T'KMII kak 3aboneBaHusi HE CYyIIECTBYET. PeKOMeHIyemblid K
MIPOBEJICHUIO KAaCKaJHbIA I'€HETUYECKUU CKPUHUHI POIACTBEHHUKOB | M 2 cTenmeHu poJcTBa
npobanna ¢ I'KMII no3BosisieT BBISIBUTH KPYT JUL-HOCUTENIEH NMPUYMHHBIX MyTalUil, 4TO JaeT
BO3MOKHOCTb I1apaM IIPOBECTH PAHHIOK IIPEHATaJbHYI0 [IUMAarHOCTHKY IUIOAA Ha JAaHHOE
HACJIEICTBEHHOE 3a00JIeBaHHE 10 HACTYIICHUS CPOKa HEBO3MOXKHOCTH MPUHSATHUS PELICHUS O
MEePCIEeKTUBE TOHAIIMBAaHUS OEpEMEHHOCTH.

UYro kacaercsi BHIOOpa SMOPHOHA UMEIOIIETOCS UCKOMOT'O HACJIECTBEHHOTO 3a00JI€BaHUs
BO BpeMs IIPOBEJIECHHs KOMILIEKCA MEPONPUATHNA 3KCTPAKOPIIOPAIBHOIO OILUIOAOTBOPEHUS, 3TO,
YUYUTBIBasi MEHTAJIbHYIO coxpaHHOCTh aeteil ¢ ['KMII, B HacTosiee BpeMs 3aTpyHUTEIIBHO 110
STUYECKHUM ACTIEKTaM.

[Mpodumnaktuueckue mepornpustus y naruentoB ¢ ' KMII 3akimrouatorcst B mpouiIakTuke
OCHOBHBIX OCJIO’KHEHUH 3a00J1€BaHMsl.

O6mume pekomenaanuu 1mo odpasy xu3nu nauuenty ¢ ' KMII npexncrasiiens B

[Ipunoxxennu B.

Jucnancepnoe naoniooenue nayuenmos ¢ 'KMIT [8,107,115,140,141,148]

[Marmentsr ¢ 'KMII HyX7aroTcss B TOXKM3HEHHOM HAONIOJEHUU [UISL BBISBICHUS
W3MEHEHUHN B CUMIITOMATUKE U MPEYyNPEKAECHUS OCIOKHEHUH.

V nereii ¢ TKMII moxbop Tepanuu, Ha3HaueHne OeTa-aApeHO0I0KAaTOPOB, TUTPAIIHUS TO3HI,
a TakXe JApyroe BIUSIOLIee Ha TeMOAMHAMUYECKUE MTOKa3aTeNH JeueHue JOHKHO Ha3HayaThCsl B
YCIIOBUSIX CTallMOHapa MoJi KOHTPOJIEM CIEIIHATUCTOB.

Ha HauanbHOM 3Tane MeIMKaMeHTO3HOTO JICUEHHUS IIJIaHOBBIE TOBTOPHBIE BUZHUTHI K Bpady
KENaTeNbHO MPOBOAUTH uepe3 6, 9, 12 mecsaueB (mpu HEOOXOAMMOCTH dHalle) Ui OLEHKU
MepeHOCUMOCTH, I(P(HEKTUBHOCTH W O€30MaCHOCTH JICUEHUS, a TaK)Ke KOHTPOJSI BBIMOJIHEHUS

BpaueOHBIX PEKOMEHIAIU.

» PexoMeHj0BaHO AUHAMUYeckoe HaOmomeHue BceM nanuentam ¢ I'KMII, Bkmrouas
HOCHTENIEH MaTONOTUYeCKUX MyTanuid 0e3 (EeHOTUNMYECKUX NPOSBICHUN OONE3HU W
MalMeHTOB ¢ OECCHMNTOMHBIM TEYCHHEM 3a00JIeBaHMS, B XOJI€ KOTOPOTO OIIEHHWBACTCS
XapakTep W BBIPAKEHHOCTh KIWHUYECKUX, MOPQHOJIOTHYSCKUX ¢ TEeMOJIWHAMHYECKUX

HapYIIEHHUH U onpeaenseTcs aeuednas crparerus [8,107,115,139,140,141,148].
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EOKIB (YAA5YYPC)

 Pexomennyrores nposenenue noBTopHbIX TT-DXOKI kaxabie 1-2 roga y KIMHUYECKU
crabmibHbIX manuenToB [8,107,115,139,140,141,148].

EOK IC (YA 5 YVYP C)

* Pexomenayrorcs mnoBTopHble OXOKI-uccnegoBanust mnamuentam ¢ [KMII ¢

HU3MECHCHUSAMHU B KIHMHHUYCCKOM CTAaTyC€ WM IIOABJICHHUEM HOBBIX CEPACYHO-COCYIUCTBIX

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

EOK IB (Y15 YYP C)

» Pexomennyercst npoBenenue 24-48-qacoporo mouutopupoBanus JDKI' kaxzipie 6-12

MECALICB KIIMHUYCCKH CTaOMJILHBIM MnanucHTaM, a Tak’)K€ BHCOUYCPCIHBIM 06pa30M IIPpU MOSABJICHUA

HOBBIX ka0 Ha cepaneobuenus [8,107,115,139,140,141,148].

EOK IC (Y15 YVYP C)

* PexoMeH/10BaHO PacCMOTPETh BO3MOYKHOCTh MPOBEACHUS HArpy304YHOTO TECTUPOBAHUS

KOKIBIA 2 ToAa JUid KIWHUYECKH CTAaOMIIbHBIX TAIlMeHTOB M KaXKIbId TOA — TIpH

nporpeccupoBanuu cummnromos [8,107,115,139,140,141,148].

EOK IIbC (YA S, YYP C)
* PeKOMEHI0BaHO pacCMOTPETh BO3MOXKHOCTh nposeneHuss MPT cepana kaxaeie S5 ner

I KIIMHUYCCKU CTaOMIIBHBIX IMalMCHTOB M KaXXIbIC 2-3 roaa (I/IJ'II/I qame, 1o yCMOTpPCHHIO

CrIeIraarcTa) — MalreHTaM ¢ mporpeccupoBanueM 3abomnesanus [8,107,115,139,140,141,148].

EOK IIbC (YA 5 YYP C)

. Pexomennayercs oocnenoBanue, Bmodaromiee K u TT-DXOKI™ u XMOKT',

B TeueHue 1-3 wmecaneB u  6-12 wmecaneB mnocine nposeneHus peaykuun  MOKIIT
[8,107,115,139,140,141,148].

EOK (Y15 VYP C)

KoMmMenTapuii: neomvemnemoli uacmvto meponpusmuil npu jledeHuu U OUHAMUYECKOM
Habmooenuu 3a Odemvmu ¢ I'KMII aensemca paboma ¢ podumenamu npobawoa u camum
nayueHmom (npu  ycioeuu Haoexcobl HAd NOHUMAHUE 8 COOMBEMCMmEUU C BO3PACIOM),
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HAanpaenenHas Ha NoSblleHUe YPOBHS UX 0CEOOMIEHHOCMU O CmMpame2uu 1e4eHus KOHKPemHOo20
cayuasn 'KMII. Tlpu omcymemeuu 83aumMonoHUMAaHnus 0 HeoOXx00UMoCmu NOCMOSAHHO20 KOHMPOJis
U HenpepviBHOCMU JleyeHus pebenKa, nobblie HazHauaemvle NPenapamol U Memoobl Je4eHuUs: He
npueedym K oogicudaemomy pezyiomamy. Huskas momusayus K nedyeHuro U HOHKOHQDOPMUIM
NOOPOCMKO8 MOJCem npugecmu K HeONa2OnpUusmHulM NOCIe0CMBUIM 6NI0Mb 00 JemAalbHO20
ucxooa. Bce npumensemvle Memoovl jeyenus U npoQuiaKmuku OOIHCHbL OblMb 00CYHCOeHbl U
coenacosanvl ¢ pooumenamu npobanoa. Ilpu evibope peswcuma HazHaueHus npenapama
HeoOX00UMO yuumsieams obpasz HcusHu nayueHma. Bce pexomenoayuu, oasaemvie nayuenmy,

0012iCHbL ObIMD ACHbIMU, HEMKUMU U COOMBEMCMB0OBAMb €20 URMEINIEKM)A/IbHOMY YPOGBHIO.

Cnedyem cmpemumbsbcsi 6ce peKOMeHOayuu npeoidazamv 6 MNUCLbMEHHOM 6uode 0.
UCKTIOUEHUSI B3AUMHO20 HENOHUMAHUsL U 0DecnedeHust OCO3HAHHO20 Y4acmusi NnayueHma 6

JleyeOHO-npoduraxmuyecKkom npoyecce.

6. Oprann3anusi OKa3aHusi MEAUIMHCKONW TOMOIIH

® PeKOMeHI[yeTCﬂ nanueHTaM ¢ HECOUYEBHUHBIM JUAarHO30M, TAXKCEJIBIMU CUMIITOMaMHU NN

MOBBIIEHHBIM PUCKOM CBSA3aHHBIX C 3a00JIEBaHUEM OCJIOKHEHUI 00ClIeJOBaHHE U JICUEHUE Y
CHELMATUCTOB MYJIBTHINCHUINIMHAPHON KOMaHabl, dKcriepToB B BeaeHnn ['KMII
[8,107,115,139,140,141,148].

EOK IIbC (YYP C, YA 5)

. PCKOMCHI[yCTCH, HE3aBHUCUMO OT BBIPA)KCHHOCTU CUMIITOMOB, PEryJIsIPHOC O6CJ'ICI[OBaHI/IC
ITaIfMCHTOB u, pu BO3MOXXHOCTH, POACTBCHHUKOB HepBOﬁ CTCIICHU poAacTBa
[8,107,115,139,140,141,148].

EOK IC (Y14 YYP C)

* Pexomenpyercs Bo Beex ciydasx I'KMII knnHunmcram mianupoBath o0CiIeI0BaHUE U
JIEYeHUE MAlMEHTOB B IEHTPaX ¢ MyJIbTHUAUCIUIUIMHAPHON KOMaH0M CIIEIUAIIACTOB, C ONBITOM
JMAarHOCTHKY | JIeYeHHs 3a0os1eBannii muokapaa [8,107,115,139,140,141,148].

EOK IIaC (YA 5 YYP C)
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Iloxa3anusa K IJIAHOBOM rocnUTAJIU3ALNN B MEAUIMUHCKYI0 OPTraHU3alUuI0

1)

2)

3)
4)

5)

Yrounenue npuunabl ['JDK HesicHOTO reHe3a 1 HEOOXOAMMOCTh B CHEIIHALHBIX METOIaX

uccienoBanus (uckmouenue Genokonuit 'KMIT).

Hcnons3oBaHne NMATHOCTUYECKUX IIPOLIENYp, NMPOBEACHUE KOTOPBIX HEBO3MOXKHO I

HEIEJIeCO00Pa3HO B YCIOBUSIX IMOTHKIMHUKH.

TpyanocT B mog60pe MEANKAMEHTO3HON TepaIuu sl KOPPEKIIUU CHHIPOMOB.
Hasnauyenue OeTa-aJpeHOOIOKATOPOB, OJOKaTOpa KAaIBIUCBBIX KAHAIOB M JPYIUX
MEIUKAaMEHTO3HBIX MPENapaToB, BIUSIONIMX HA TEMOJINHAMUKY .

PedpakrepHOCTh K MPOBOJMMON B MOJHOM 00ObeMe (apMakoTepalki U OIMpPEIc/ICHUE

ITIOKA3aHUM K OIIEPAaTUBHOMY JICYEHMUIO.

Iloka3aHus K IKCTPEHHOH rOCHUTAIU3ANNU B METUIIHHCKYIO OPTraHU3ALHI0

1) TIIporpeccust XCH, TpeOyroias MHTCHCUBHOM Teparuu.

2)
3)
4)

5)
6)
7)

OTeK JIETKUX.

TpomOoaIMOOIHSI.
OnacHble AN KU3HU HAPYUICHUS CEPAEYHOrO0 pUTMAa M IMPOBOJUMOCTH, Tpelyroliue

WHTEHCHBHOW TEpaIuu.
CHHKOIIaJIBbHBIE COCTOSIHUS.

OKC.

IIpenorBpamennas BCC.

Iloka3aHusa K BBINIMCKE MAMEHTA U3 MeTUIHHCKOM OpraHu3anvu

1)

2)

[Ipy mraHOBOM rocnuTanM3alny MOKa3aHWeM K Bbinucke nanueHta ¢ 'KMII aBisercs
Bamuaauusa nuarHoza 'KMII ¢ pemenuem Bompoca 006 OTCYTCTBUHM HEOOXOJIMMOCTH B
KapIMOTPOTEKTUBHOM WJIM HHOW MEIMKAMEHTO3HOU Tepamnuu, JIM0O0 3aBepIieHre mo100pa
JTAaHHOM Tepanuu B YCIOBUAX CTAI[MOHAPA, JIU0O yIydlIeHHe KIMHUYECKONH CUMIITOMATUKH
Ha (OHE KOppEeKUUH MPOBOAMMON (hapMakoTepanuu, a Takxke UMIutaHtauuun WMKJ[***,
OKC/ABKC, sunoBackynspHoro/xupyprudeckoro nedenus (CMO/PMD)

[Ipu 3KCTpeHHON rOCNUTATU3ALNK TTOKa3aHUueM K Bbinucke namuenTa ¢ ['KMIT sBasercs
KOPPEKIHs HapylIIeHUH pUTMa M MPOBOJUMOCTH, B TOM 4Hcie (aTalbHBIX, OTCYTCTBHE

OCTIO’KHEHUH, TPEOYIOINX NHTEHCUBHOM Tepanuu, U cradunm3amus XCH.
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3) Ilpu cuHApPOME CTEHOKApIWH IMOKa3aHHEM s BBIMHCKH maruenta ¢ [ KMII sBusercs
JOCTIHKEeHHE crabmnm3anuu coctosinus nanuenta ¢ ['KMII va done dapmakorepamnuu,
9HI0BACKYJISIPHOTO/XHPYPrHIECKOTO JICUCHHUS.

4) VYcranosnenue auarnoza (Qenoxornuit ['KMII, Bbeimucka/mepeBo] MalMeHTa B
CHEIUATU3UPOBAHHBIE OTAEIEHUS NIl STUONATOT€HETUYECKOro JiedeHusl (Hampumep, B
reMaTOoJIOTHYCCKOC OTJICIICHUC npu  AL-amunounosze c M30JIMPOBAHHBIM/

MIPEUMYIIECTBEHHBIM MOPAKEHUEM Cep/Ilia)

HnbIie OpraHu3aliMOHHbIC TCXHOJOIMH

IlenecooOpa3Ho co3aHUe TEPPUTOPUATHLHBIX perucTpoB manuenTos ¢ ['KMIT.

[Tpu anamuze padoter JIIY ¢ manmentamu ¢ I'KMII nenecooOpa3HO OLEHHBATH CIETYIOIIHNE

[IOKAa3aTesu:
- coornomenue ['KMII u ¢penokornmii 'KMII, stnonorudeckuii cnexktp dpenoxonuii ['KMIT;

- COOTHOIIEHUE 0OCTPYKTUBHBIX U HEOOCTPYKTUBHBIX opM ['KMII; cooTHOIIEHHE CeMEIHBIX U

CIOpPAJMUYECKUX CITyyaeB 3a00JIeBaHuUs;

- YacTOTy TOCHUTAJIM3alMid B CBA3M ¢ mporpeccupoanneM XCH, HapymeHusMu putma H
MPOBOAUMOCTH cepaua, caydau BCC;

- mnotpedbHocts B OKI', OXOKT', MPT, KT, koponaporpaduu i BHIIOIHEHUS PEKOMEH A1
[0 IMHAMUYECKOMY HaOJIOJEHUIO M 00CIIeJOBaHUIO MpoOaHa U POJICTBEHHUKOB MAI[EHTOB
TIePBOM JIMHUM POACTBA; - cMepTHOCTH (%), ocnoxkaenus (%) 3a rox, 3 rona, 5 neT;

- YacTOTy BBIABIEHUS (AKTOPOB Kapauomeradbonumyeckoro pucka (Al, aucounuaemus,
oxxupenne/n3onTounslii Bec, CJ1 1 u 2 Tuna) B pazHbix Bo3pacTHbIX rpynmnax ['KMII;

- pe3yibTaTbl ~ MOHUTOPUPOBAaHUS  MOTEHLUUAIbHO  MOAUDUIUPYEMBbIX  (aKTOPOB:
antporomerpuueckux JaHHbix (MMT, OT), mokasareneil aumuaHOro mnpoduiis, ypOBHA

TJII/IKCMI/II/I) B pa3HbIX BO3PACTHBIX I'PYIIIIax MalfuCHTOB.

- TIOTIOJTHUTENbHAsI HH(pOopMaIus (B TOM 4uciie PakTOpshl, BIUSIONINE HA UCXO]] 3a00IeBaHUS WITH

COCTOSTHUS).

Kpurepuu onenku kayecrsa MeAUIMHCKON IOMOLIH
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Kpurepuii kayecTBa

EOK

Kiaacc n
YPOBeHb

YAA

YYypP

Ja\ner

V nereit ¢ 'KMII npoBeneH cO0p reHETUIECKOTO
aHaMHE3a, OXBATBIBAIOIINN 3 ITOKOJICHUS
POJICTBEHHUKOB

IC

Ja/uer

Brmonnenst KT u TT-2XOKI ¢ Harpy3ouHoii
npoOoi

Ha/Her

BrimonaHenb! aHaIW3bl: KIMHUYSCKHUM aHaINu3
KpOBHU U OOIINI aHAJIU3 MOYH, OMOXHUMHUYECKUIT
aHaJIn3 KpOBHU (BKJIIOYAs XOJIECTEPHH,
Tpuriauuepuabl, kanui, Harpuii, ACT, AJIT,
MOYEBHUHY, KPEATUHUH, OUITUPYOUH, TIFOKO3Y)

Ha/Her

Pebenky ¢ nuarnozom I'KMII pexomenioBaHo
o0clieZloBaHNE U JIEYEHUE B LIEHTPax ¢
MYJIbTUAMCIUIUIMHAPHON KOMaH/I0M, C OIIBITOM
JIMarHOCTUKY U JIeYeHUs 3a00J1eBaHNi MHOKapia
JUTs yTITyOJICHHOTO 00CTIeI0OBaHuUsl, YTOUHEHHUS
nuarsosa B miaHe ¢penokonuit 'KMII u
ONpEeETIeHUs TAKTUKN JAIBHEHIIETO BEACHUS U
JICYECHUS

b

Ha/Her

Brimonaeno XMOKT

1B

Ha/Her

Brmonneno MPT cepana ¢ KOHTpacTUpOBaHUEM
w KT cepaua ¢ koutpactupoBanuem (KT
IIPOBOAMTCA B ciIy4ae HU3Koro kadectsa DXOKI -
M300paXeHUs U HAJTMYUU MEIULUHCKUX
MPOTUBONOKa3aHMii K BeimonHenuto MPT). B
ClIy4ae OTCYTCTBHS BO3MOKHOCTH BBITTOJIHEHUS
MPT unu KT cepana B MEAULIMHCKOM YUPEKICHUE
MAlKEHT HallpaBJIeH B CIIEHUATM3UPOBAHHbBIN
KapAMOJIOTUYECKUI LEHTP JUJIS1 BBIIOJIHEHUS
JTAaHHBIX MCCIIEN0BaHUN.

IC

Ha/Her

[Tarmenty ¢ 'KMII coob1eHo o menecoodbpazHocTi
¥ HEOOXOIMMOCTH MPOBEICHHSI TeHETHYECKOTO
UCCIIEJOBaHHS C OOJBIINM OKPBHITHEM TeHOMA
(TTOTHOAK30MHOE WJIM TTOJTHOTEHOMHOE
CEKBEHHPOBAHHUE)

lla

Ha/uer

PoacTBeHHMKaM TIEpBOM IMHUM POJICTBA OOIHLHOTO
pebenka ¢ 'KMII (kotopomy elie He IpOBEIEHO
TEHETUYECKOE MCCIIEIOBAHKE) COOOIIEHO O
11eJ1ecO00Pa3HOCTH MPOXOAUTH KIMHUYECKOEe

Ha/mer
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obcnenoanue, Bkiaovarmiee DKI' u 9XOKI pas B
1-3 rona.

WNurtepnperaius KapAHMOIOTUYECKOrO
TeHEeTUYECKOT0 aHau3a (B cllydae ero HaJlu4us) y
JIETEH MpOoBeIeHa CIICIIHATTUCTAMH B 00JIACTH
TEeHETUKHU U KapUOJIOTHH.

Ila

Ja/uer

10

Poncreennnkam 6onbHbIX aeteit ¢ [KMII u
YCTAHOBJICHHON IPUYMHHON MyTallMeil TeHa,
COOOILIEHO O 11eJIECO00Pa3HOCTH POBEACHHUS
KaCKaJIHOTO T€HEeTUYECKOI0 CKPUHUHTA.

Ila

Ja/uer

11

Jlet ¥ OAPOCTKH C UMEIOLIEICsl MyTaluei,
HEeOJIaronpusITHON B TUTaHE PAa3BUTHUS
aputmorenHoit BCC npu ['KMII, Ho He umeroiue
(EeHOTUITHYECKIX TPOSIBICHUH KapANOMHOIATHH,
MpeIynpexaACHbI, YTO yUaCTHE B COPEBHOBAHUSIX
WIIN 3aHATHS TPO(ECCHOHATBHBIM CIIOPTOM OYIyT
MPUBOJUTH Y HUX K MOBBIIIEHHOMY PUCKY Pa3BUTHS
KapIMOMHUOTIATUH U YKETYJOUKOBBIX apUTMHIA.

Ha/aer

12

Hetsam ¢ 'KMII u nannuueM mr000i
MHUOKapIUATbHON TUCHYHKINH (JIMACTOTNICCKOM,
r100aTbHOM WITH JIOKATBHOW CHCTOTMYECKOM )
Ha3Ha4YeH OeTa-aIpeHo0I0KaTOp (MPU OTCYTCTBHH
IIPOTUBONOKA3aHM) ¢ MHAUBUIyaJIbHBIM 110A00POM
JIO3BL.

lla

Ha/Her

13

Ha3nauena/nauara Tepanus Oeta-
aZpEeHOO0I0KATOPOM, H/WITH OJIOKATOpaAMHU
KaJbIIMEBbIX KaHaNOB, n/win AIl® unrudéuropamu,
W/WIU aHTaroHucraMu anruorensuna I, u/mmm
JMYpEeTUKaMU (B peKUMe MOHOTEpAIuU WU B
pexrMe KOMOMHUPOBAHHOM Tepanuu) B
3aBHCHUMOCTH OT MEIUIIMHCKUX MTOKa3aHUM U Mpu
OTCYTCTBUM MEIULUHCKUX MMPOTUBOIIOKA3aHUN

Ha/Her

14

Hetu ¢ KMII u myTarueit namuaa A/C, IMEIOIIUM
JIBa U3 TPEX MPU3HAKOB: MYKCKOM IOJI,
Heycroitunas KT u @B JIDK<45%, nanpasiieHsl
Ha ummianTanuo UK*** npu orcyrerBun
IIPOTUBONOKAa3aHUI

Ila

Ha/Her

15

Hetu ¢ 'KMII u "HebnaronpusatHeIMU" B IUIaHE
passutusa BCC MyTanusaMu, nepexuBUINM
CHUHKOITAJIbHOE COCTOSIHHUE, TOTEHIUUAIBHO
apurMmorennoe BEPOSITHO cBsi3anHoe ¢
JKEITyJOYKOBOM apUTMHEM, HAITPABJICHBI HA

Ila

Ha/Het
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uMmrmianTanuo UKI*** npu oTrcyrcTBumn
IIPOTUBOIIOKA3aHU.

16

Hetu ¢ T'KMII u "HeOnaronpusTHeIMU'" B TUTaHE
paszsutusi BCC MmyTauusMu, UMEIOIINE MO JaHHBIM
XOJITEPOBCKOT0 MOHUTOpUpOBaHus 6osiee 1000
JKEITYTOYKOBBIX JKTOIIUN B CYyTKH, MY>KCKOH I10JI U
MPU3HAKU CUCTOIMYECKON AUC(YHKINUU JIEBOTO WIH
MPaBOTO KEJIyJ0YKOB, HAIIPABJIEHbI HA MPOBEJCHUE
nHBa3uBHOro DPU.

Ila

Ha/Her

17

Hetu ¢ T'KMII u "HeOnaronpusTHeIMU" B TUTaHE
passutusg BCC MyTauusMy, y KOTOPbIX IIpH
npoBenennn DDU BrIsiBIICHA KEITyJOUKOBAs
TaxuKap/usi, HalpaBJIeHbl HA UMILIAHTALIMIO
NKJI*** npu oTCyTCTBHH MPOTHUBONOKA3AHHUHA

b

Ha/Her

18

Hetn ¢ 'KMII u "HeOnaronpusTHeIMHU" B TIIaHE
pasButust BCC myTtanusmu, npu HaTu4uu
yCTOMYHMBOU reMoarHamMu4ecku TosiepanTHou KT
HarpasjieHbl Ha uMIuTIanTanuo UK[*** nmpu
OTCYTCTBUH MPOTUBOIIOKA3aHUN

IB

Ha/Her

19

[TpoBeneHa cTpaTudUKaIUs PUCKA Y MAIIMEHTOB C
['KMII, BbI3BaHHOI1 MyTallUsIMU B T'€HaX
CapKOMEPHBIX OEJIKOB, CO CPEIHUM U HU3KUM
puckoM BCC, a taxxe y nauuentoB ¢ OI'KMII,
nepenecmx CMD/PMD (amepukaHcKast MOJICIH).
Omnpenenensl mokazanus k UK/ *** B 3aBucumoctu
OT MEIMIIMHCKUX MOKA3aHHUI U MPU OTCYTCTBUU
MEIUIMHCKUX MPOTUBONOKAa3aHUN

Ha/Her

20

[IpoBenena crpartudukanus pucka y maiueHTOB C
['KMII, BbI3BaHHOI MyTalUsIMU B T€HaX
CapKOMEpPHBIX OeNKoB, U BbICOKUM pruckoMm BCC, a
tarke y nanueHTos ¢ OI'KMII, nepeneciinx CAA
(eBpomeiickas mojenb, mikata HCM Risk-SCD.
Omnpenenens! nokazanus k UK/[*** B 3aBucumoctu
OT MEIUIIMHCKUX TTOKA3aHUM U MPU OTCYTCTBUU
MEIUIMHCKUX MPOTUBONOKAa3aHUN

Ha/Het

21

[Tanuent ¢ 'KMII HaxoauTes moa AMCIaHCEPHBIM
HaAOJIFOEHNEM B IOJIUKINHUKE

Ha/Her

Jpyrumu BaxkHeIMU LensiMu 1ipu siedeHnu ['KMIT sastores:

HUCXO0/1 3200J1eBaHUSI UJIM COCTOSTHUA)
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- KOppeKIusi BCeX TMOTEHIHAIbHO MOIUPUIUPYEMBbIX (AKTOPOB pHCKA (BpEIHBIE NPUBBIUKH,

AUCITUIIUACMHUS, TUIICPIIIMKEMMU, O)I(I/IpeHI/Ie);

- JICYCHUEC COIIYTCTBYIOIIHX 3a00/1€BaHUM B COOTBETCTBUE C HallMOHAJIbHBIMH KJIIMHUYCCKUMH

peKOMeHIanusAMHu (MIeMUIecKasi 00JIe3Hb Cep/iiia, CaxapHblit Auader, mp.).
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[Tpunoxenue Al. CoctaB paboueii rpyIiribl O pa3padOTKe U MEPECMOTPY

KIIMHUYCCKHUX peKOMeHI[aHI/Iﬁ

IIpe3unanym padoyeii rpynnsl

1. I'posnosa O.C.
2. JleontneBa 1.B.
3. Bacuukuna E.C.

Jlpyrue 4jieHbl paGouei rpynmnbl

I'po3nosa O.C.
JleonTreBa 1.B.
Bacuukuna E.C.
Muxnamesuu .M.
Koganes 1.A.
[lep6akora H.B.

N o g k~ w doPE

TapacoBa A.A.

Usnensl Paboueil rpynmnsl HOATBEPININ OTCYTCTBUE (PUHAHCOBOW MOAAEPKKHU / KOH(DIMKTA
UHTepecoB. B cinyyae cooluieHns o HaIMYMKU KOH(IUKTa UHTEpecoB 4iieH(bl) pabodel TpyIIbl
ObUI(1) UCKITIOUEH(bI) U3 00CYKIEHUS pa3/iesioB, CBA3aHHBIX ¢ 00JaCThI0 KOH(IIUKTA HHTEPECOB.

IleaeBasi ayIUTOPHUSA JAHHBIX KJIMHHYECKAX PEKOMEHIAIIMMA:

Bpau-ngerckuii kapauosor
Bpau-kapauoinor
Bpau-neauatp

Bpau obueit npakTuku

Bpau cepreuHo-cocyAMCThIN XUpypr

o g ~ w N oE

Bpau ¢pyHKIMOHATBHON TUAarHOCTUKU

[Tpunoxenue A2. Meronomnorus pa3padOTKu KIUHUYECKUX PEKOMEH I
Tadauua 1. [lIkana orieHkn ypoBHe# foctoBepHOCTH noKazaTenbCeTB (Y I /1)ans metonos
AUarHoCTUKH ()II/IaFHOCTI/I‘IeCKI/IX BMeIHaTeJ'II)CTB)

YA ‘ Pacimiugposka
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1 Cucremarndeckue 0030pbl MCCIEIOBAHUN C KOHTpOJIEM pe(epeHCHBIM METOJO0M HIIH
CHCTEMaTH4YeCKHii 0030p paHAOMH3UPOBAHHBIX KJIMHUYECKUX HCCICAOBAHUHA C
MNPUMCHCHUCM MCTAa-aHAJIN3a

2 OTnenbHBIE MCCIENOBAHUS C KOHTPOJEM peQepeHCHBIM METOJOM WU OTIeNbHbIC
paHIOMU3UPOBAHHbIE KJIMHUYECKUE MCCIENOBAaHUS U CHUCTEMaTHYecKue 0030pbl
WCCIIeIOBAaHM JTI000T0 JM3aiiHa, 3a UCKIIOYEHUEM PaHOMU3UPOBAHHBIX KIMHHUYECKUX
UCCIICI0OBAHNUM, C IPUMEHEHUEM METa-aHaIu3a

3 HccnenoBanust 0e3 IOCIENOBATEIbHOIO KOHTPOJIS pPePEPeHCHBIM METOJOM WU
UCCIICIOBAaHMsI C pePEepeHCHBIM METOJO0M, HE SBISIOMIMMCS HE3aBUCHMBIM  OT
HCCIIEyEMOI0 METOJa WM HEPaHIOMU3UPOBAHHBIE CPAaBHUTEIbHBIE UCCIIEOBAHUS, B
TOM YHCJI€ KOTOPTHBIE HUCCIIEI0BAaHUS

4 HeCpaBHI/ITeJII)HI)IG HCCIICO0BaHNUA, OIIMCAHNE KIIMHUYCCKOT'O CiIy4das

5 Nwmeercs b 000CHOBaHME MEXaHU3Ma JICHCTBHS WM MHEHHE SKCIIEPTOB

Ta6auna 2. [llkana oneHku ypoBHE# nocToBepHOCTH AokazaTenbeTs (Y /1) metonos
POPUIAKTUKH, JICUCHUS U peadbuutanun (MpopuIaKTUIECKHX, JICYeOHbBIX, PeaOIIMTAIIMOHHBIX
BMELIATENIbCTB)

YA Pacuugposka

1 | Cucremaruueckuit 0030p PKU ¢ npumeHenrem Mera-aHanmsa

2 | Ormenpable PKM wm cumcremMatudeckue 0030pbI HMCCICAOBAHMNA JIIOOOTO JH3aifHA, 3a
nckimouyennem PKH, ¢ npumenennem Mera-aHanusa

3 HepaHI[OMI/ISI/IpOBaHHLIe CPaBHHUTCIIbHBIC UCCIICAOBAHMA, B T.4. KOTOPTHBIC UCCIICAOBAHHA

4 | HecpaBHUTENbHBIE MCCIEAOBAHUS, ONMMCAHUE KIMHUYECKOTO CiIydas WM CEpUM CIIydaes,
HCCIIEA0BAHUS «CIIy4ali-KOHTPOJIb)

5 HNmeercs numbs 00OCHOBaHHME MEXaHH3Ma JIIEUCTBUSL BMEIIATENLCTBA (I[OKJ'II/IHI/ILIGCKI/IG
I/ICCJ'ICI[OBaHI/IH) HJIM MHCHUEC S5KCIICPTOB

Tabauua 3. Illkana oneHku ypoBHeH yoOemutenbHOCTH pekoMenpauuii (YVYP) s
METOAOB MPO(QWIAKTUKH, IMATHOCTHKH, JICUEHUS M peadbunurtaimuu (IpopUIaKTHYECKUX,
JMAarHOCTHYECKUX, JIEYEOHBIX, PEaOMIUTALIMOHHBIX BMEIIATEIbCTB)

YYP Paciiugposka

A CunbHasg pekoMeHIanus (Bce paccMaTpuBaeMble KpuUTepUH 3(PPEeKTUBHOCTU
(ucXompl) SBISIOTCS BaXXHBIMHM, BCE MHCCIEJOBAHUS MMEIOT BBICOKOE HIIU
YAOBJIETBOPUTEIIBHOE METOA0JIOIMYECKOE KAUECTBO, MX BBIBOJIBI 110

HHTCPCCYIOIIUM UCXOOaM ABJIAIOTCA COTJlaCOBaHHBIMI/I)

B VYcnoBHas pekoMeHaaus (He BCe paccMaTpuBaeMble KpuTepuu 3¢(HEeKTUBHOCTH
(McxXonpl) SIBJIAIOTCS BaXKHBIMH, HE BCE MCCJIEJ0BAaHUS HMMEIOT BBICOKOE WU
YOBJIETBOPUTEIILHOE METOAOJIOTMYEeCKOe KayecTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIINM UCX0IaM HE SBJIIOTCSI COTJIACOBAHHBIMHU )

C Cnabas PCKOMCHIAaHUA (OTcyTCTBI/IC JA0Ka3aTCJIbCTB HAAJICKAIICro Ka4dyeCTBa (BCC
paccMaTpruBaACMbIC KPUTCPHUU B(b(i)CKTI/IBHOCTI/I (I/ICXO)IBI) SABIAKOTCA HCBAXHBIMU,
BCC UCCIICOAOBaAHUA MMCIOT HU3KOC METOJOJOTHYCCKOC Ka4CCTBO M MX BBIBOJBI IO
HHTCPCCYIOIIUM UCXOAaM HE ABJIAKOTCA COFJ'IaCOBaHHLIMI/I)
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IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIaln.

Mexanu3m  OOHOBJIEHHS ~ KIMHUYECKHMX  PEKOMEHJAlUMi  MpelycMaTpuBaeT  UX
CHUCTEMAaTHYECKYI0 aKTyalll3alii0 — HE pexke YeM OJMH pa3 B TPU rojia, a TAKKE MPHU MOSIBICHUN
HOBBIX JAHHBIX C MO3MIMH JI0Ka3aTeIbHOW MEIUIMHBI 110 BONPOCAM JHATHOCTUKH, JICYCHHS,
npopumakTuKu U peadWIUTAllMM KOHKPETHBIX 3a00JeBaHMM, HaIM4YUd OOOCHOBAHHBIX

JOTIONTHeHN/3aMeuanuii Kk panee yrBepka¢HHbIM KP, HO He yamie 1 pa3a B 6 Mecsiies.
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[Tpunoxenue A3. CipaBoYHbIE MaTepUAIIbl, BKIKOYasi COOTBETCTBHE IMOKA3aHUM K
MPUMEHEHUIO U TPOTUBOMOKA3aHH, CTOCOOOB MPUMEHEHHSI U 7103 JIEKAPCTBEHHBIX

IIpCrapaToB, HHCTPYKIOHUH 110 IPUMCHCHHIO JICKAPCTBCHHOI'O IIPCIIdpaTa

1. Tlpuxa3 MunucrepcTBa 3apaBooxpaneHust Poccuiickoit deneparuu ot 15 HosOps 2012 r. No
918n «O0 ytBepxxaennu [lopsaka oka3aHus MEAUIMHCKOW MOMOIIN OOJBHBIM C CEPIEHHO-
COCYIUCTBIMH 3a00aeBaHusAMI» B pell. [Ipukazos Munsapasa PO ot 14.04.2014 N 171H, ot
22.02.2019 N 891, ot 21.02.2020 N 1141
2.  CranpapT MEIUIIMHCKON TIOMOIIH B3POCIBIM IPU TUIIEPTPOPUIECKOIM
KapAUOMHUONATUH (AUarHOCTUKA, JIEUEHUE U TUCIIaHCEPHOE HA0II0IEHNE).
MUHUCTEPCTBO 3JJPABOOXPAHEHNS POCCUMCKOMN GEJEPALIVN ot 02
mapta 202 roma Ne 1591, O6 yTBep)ACHUH CTaHAAPTA METUITUHCKOM TOMOIIU B3POCIIBIM
U THNIEPTPOGUIECKON KapAMOMHUONIATHH (IMarHOCTUKA, JISYEHUE U AUCTIAaHCEPHOE
nabmonenune). URL: https://bashcardio.ru/wp-content/uploads/2021/06.pdf

3. Tlpuka3 MunucrepctBa 31paBooxpanenus Poccuiickoit @enepannu ot 15 utons 2016 1. Ne
520n «O0 yTBEp>KIACHUH KPUTEPHUEB OLICHKU Ka4yeCcTBa MEIUIIMHCKOM TOMOLITI

4. Ilpuxa3z MunuctepctBa 31paBooxpanenusi Poccuiickoit @enepaunn ot 28.02.2019 Ne 1031
«O0 yTBEpX JAECHUU TMOpsIKA U CPOKOB pa3pabdOTKH KIMHUYECKUX PEKOMEHAAlMH, HX
[epecMOTpa, TUIIOBOM (POPMBI KIMHUYECKUX PEKOMEHIallui 1 TpeOOBaHUH K UX CTPYKTYpE,
COCTaBy M HayyHOW OOOCHOBAHHOCTH BKJIIOYa€MOM B KIMHUYECKHE PEKOMEHIAIUU

nHpopmanun» (3apeructpuponan 08.05.2019 Ne 54588)
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O06acTh

[Tpunoxxenue B. Undopmariys 1js namnueHTa

OO0mme pekoMeHIALMH 110 00pa3y KU3IHH

Pexomennmamnuu

Harpysku

ITanuenram cnexyer n3deratb COPEBHOBATEIBHOTO CIIOPTA, HO IO BO3MOXKHOCTH
NOJIeP>)KUBATH OOBIYHBIN 00pa3 KU3HHU.

Hunera

HaHI/IeHTaM CIICOYCT CTapaTbCs IMMOAACPKUBATH HOpMaHBHBIﬁ BEC TCJIa.

[Ipuem Oosbmioro o0beMa MUIIM MOXKET BBI3BATH OOJNM B TPYAHO KIETKE,
0COOEHHO y MmanueHToB ¢ oocrpykuueit BTJDK.
LlenecooOpa3Ho yacToe APOOHOE MUTAHUE.

3anopsl — 4YacTblii O0OOYHBIN 3P QeKT OIOKATOPOB KaIbIMEBHIX KaHAJIOB -
JIOJDKHBI KOHTPOJIUPOBATHCS JIUETOU W/WITH CIIaOUTELHBIMU CPEICTBAMH.

[Tpodeccus

BonpmuucTBo manuentoB ¢ ['KMII moryT npogoimkaTe OOBIYHYIO TPYIOBYIO
NEeSTENIbHOCTh.  YpOBEHb  (pu3Mueckux ycuiuid Ha  paboTe  JOJKEeH
COOTBETCTBOBATh KJIMHUYECKOMY CTaTyCy MalMeHTa.

JUIs HEeKOTOpBIX BHJIOB JESATEIbHOCTH (IMJIOTHPOBAHUE, BOCHHAs CIy»0a)
CYLLECTBYIOT CTPOTHE OIPaHUYECHUS MIPU IIpUeMe Ha padoTy.

OOyuenue

VYuurensaMm u JpyroMy nepcoHally cieLyeT JaBaTh PEKOMEHIALUU U TICbMEHHYIO
uHpopmanuio 00 ocodbenHoctsax nerei ¢ IKMII. B orcyrcTBUM CUMIITOMOB M
¢axTopoB pucka BCC netn Moryt yyacTBoBaTh B (pU3MUECKONW aKTUBHOCTH OT
HEOONIBIION 70 CpeJHed CTeNeHW WHTEHCHBHOCTH, B COOTBETCTBHU C
PEKOMEHJalUAMU KapArOojora.

Kypenue

Her nannbix o cBszu tabakokypenuss 1 ['KMII, Ho manmeHtam HeoOXoaumo
MPEIOCTaBUTh UH(OPMALIMIO O PUCKAX JJISl 3I0POBBS, CBI3aHHBIX C KypEHUEM.

CekcyanbHast
aKTUBHOCTD

VY nauueHToB JOKHA OBITh BO3MOXHOCTh OOCYAWTh HHTEPECYIOIUE HX
BOIPOCHI CEKCYallbHOM akTUBHOCTH. [lalimeHThl ocae yCTaHOBJICHHS JUarHo3a
4acTO HCIBITHIBAIOT 0E€CIOKOMCTBO, JEMPECCUIO U CTpax Mepeaarh 3aboseBaHue
JETSIM.

[Taurentam crienyer 3HaTh O BIUSHUM T[PUHUMAEMbBIX JIEKAPCTBEHHBIX
MIPEnapaToB Ha UX CEKCYaIbHYIO0 aKTHUBHOCTb.

[Tanmentam crnenyer wusberate mnpuema O10kaTopoB (ocdoaudcTepasbl-5,
ocobenHo npu Hanmuuuu ooctpykuun BTIDK.

Boxnenune
aBTOMOOWJISA

BoapmMHCTBO MaIMeHTOB MOT YT NOJIYy4aTb BOAUTCIILCKUC IIPpaBa U MPOAOJIKATH
BOIWUTH MAllIMHY, €CJIN Y HUX HCT MHBAJIMAU3UPYIOIIUX CUMIITOMOB.
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Baknunarus [Tpu oTCyTCTBUM MPOTUBONOKA3aHUIN PEKOMEH/I0BAaHA €KETroAHAas BAKIIMHALIMS OT
TpUIIIIA.

JlekapctBennble | [lanueHTaMm ciiemyer 3HaTh O TMPUHUMAEMBIX UMH JIGKAPCTBEHHBIX Iperaparax,
npernapaTsl ux T1000YHBIX A(deKkTax U MEKICKAPCTBEHHOM B3amMojehcTBuH. [lo
BO3MOXKHOCTH CJIelyeT u30eraTh mpuema nepudepryecKix Ba30AUIaTaTOPOB,
ocobenHo npu oocTpykuu BTJDK.

CrpaxoBaHue Huarno3z I'KMII mosxeT npuBecTH K 3aTpyHEHUSIM IIPU CTPAXOBAHUHM JKU3HU.
YKU3ZHU

ABI/IaHepeHeTH bonpmmHCTBO 0eCCUMIITOMHBIX NannucCHTOB nin C HE3HAUYMTCIbHON
CHUMIITOMATHKOM MOTYT 0e30macHo COBCpLIATh aBUAIICPCIICTEI.

[Tpunoxxenue I'l. [IIkanbl OLIEHKH, BONPOCHUKHU U APYTUE OLIEHOYHBIE NHCTPYMEHTBI
COCTOSIHUS MAIIMEHTa, TPUBEJICHHBIC B KIIMHUYECKUX PEKOMEHIAIIHIX

Tadomauua I11/T'1. U3MeHeHus 1a00paTOPHBIX TECTOB, O3BOJIAIOINE 3aI10103PHTH HEKOTOpPbIE
¢enoxkonnu I'KMII.

Tect 3a0oneBanus (penoxonnu 'KMII)

I'emormobOun HpI/I AHCMHU YCUIINBAIOTCA 0omu B pr,[[HOﬁ KJICTKC N OABIIIKA, U €€
CJICAYCT UCKIIIOYATh ITPU UBMCHCHHUU CUMIITOMATUKH AHCMI/ISI,
BbI3bIBAs TaXUKapJAUI0, MOXKCT CIIOCOOCTBOBATh YBCIIMYUCHUTO FI[ B

BTJIX.

CHMKEHUE KUCIOPOA-TPAaHCIOPTHON (YHKIIUU KPOBU MOKET
ABJISIETCS OMOJHUTENBHBIM (PAKTOPOM UILIEMUU MHOKap/a.

OyHKIMSA TOYEK V nmanueHToB ¢ Tsokenoi aeBoxenyoukoBoit XCH MoxkeT ObITh
HapyIlIieHa QyHKIUS MOYeK.

Caumxenne CK® u npoTenHypust MOTYT HAaOIIOAAThCS IPU
amuiion1o3e, 6one3nu Aunepcona-Padpu 1 MUTOXOHIPUATBHBIX
Oone3HsIx

MHVII u N-repmunansheiii | [Inarnocruka XCH Ha pannel craguu. Monutopusr tsxectn XCH
npo-MHYVII (Nt-proBNP) u oTBeTa Ha Tepanuto npu penokonusx [ KMII I'KMII (aamp.
KapAHaJIbHOM aMUJIOU]I03€).
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CepnieuHblid TPOIIOHUH [ToBbiiieH:

- y naruenToB ¢ 'KMII, ocobenHo npu nmporpeccupoBaHuu
cumnToMoB I'KMII,

- npu pazButur UM 2 wnm 1 tuna

- npu HeKoTOophIX Genokonuax ['KMII (Hamp., kKapauaibHOM

aMMJION]I03€)

Ornpenenenue [Ipu nono3penuu Ha AL-amunonios cepaina

KOHIIEHTPaLUU CBOOOIHBIX

JIETKUX LIeTen

MMMYHOIJIOOYJIMHOB (Karmma

1 1M0/a) B KPOBH M MOYE

HccnenoBanme KOCTHOTO [Ipu nogo3peHnu Ha aMHJIOU 103 CepILia

Mo3ra

TpancamuHa3zbl neyeHu [leyueHouHble  TecTbl ~ MOTYT  OBITh ~ M3MEHEHHBIMH  IIPH
MUTOXOHJIPHAIIbHBIX 00Je3HsX, Oone3nu JlaHoHa

Kpeatundochokunaza Kpeatundochoknnasa mia3Mel Bo3pactaet rpu 6osie3an JJaHoHa u
MHUTOXOHJIPHATLHBIX OOJIC3HX, IECMUHOIIATUSIX

AKTUBHOCTb Y myxunH ¢ 601e3HpI0 AHAepcona-Pabpu Huzkas (<10% ot

anb(aragakTo3uasbel A B
ma3Me/nekonurax (y
My>K4uH >30 j1eT) rajlakTO3uJa3bl A.

HOpMaJIbHOT'O ypOBH}I) HJIM HEoIIpeALCIsieMasa aKTUBHOCTDb anL(ba

V sxeHIUH ¢ 60s1e3Hbt0 AHAepcoHa-Dabpu ypoBeHb pepMeHTa B
IUIa3M€e U JIEMKOLMTAX YacTo B MPEEIax HOPMBI, I03TOMY, ITPH
KJIIMHUYECKOM M0JI03PEHUH TPeOyeTCsl TEHETUUECKOEe TECTUPOBAHMUE.

I'mroxo3a HaToIaK MoskeT OBITh MOBHINICHA TPH HEKOTOPBIX MUTOXOHIPHATBLHBIX
0oJe3HIX

Onenka ¢pyHKIIUU JlomxHa OBITH OTpesieieHa B MOMEHT TTOCTaHOBKHU JHAarHo3a u

LIUTOBUIHOMN KEJIE3bI MOHHTOPHPOBATHCS KaxKble 6 MecsieB y nanueHToB ¢ [ KMII,

MOoJIyJaromnuX aHTUAPUTMHUYCCKUC ITPCIIapaThl Il knacca

JlakraT mia3sMel VYBeNUYeH y HEKOTOPBIX MAIIMEHTOB MIPU MUTOXOHIPHATIHHBIX
00JIE3HAX

Ta6auna [12/T'1. 3a6o1eBanus, HauboJiee YACTO CONPOBOKAAIOIIMECS] Pa3BUTHEM (PEHOKONUH
I'KMII
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HazBanue 3abomeBanus I'en
['mukoreHo3sr:
bomnesns /laHoH LAMP2
AneHo3uH-MoHO(MoCc]AT aKTUBUPYIOIIUI POTEUH PRKAG2
bonesns [lomne GAA
bonesnp HakomieHnus riukorena IlI AGL

Bose3np HakomieHusa riukorena [ X

PHKAZ2, PHKG2

AneHo3uH-MoHO(OCc(hAaT aKTUBUPYIOIAs MPOTEHH KuHa3aBpokaeHHas PRKAG2
netanpHas 00J1€3Hb HAKOTICHUS TJIMKOTeHa
JInzocoMasnbHbie O0JIE3HU HAKOTICHUS:
[Mmuxomunua-nunuao3 (6one3ns Auaepcona-dadpu) GLA
Myxononucaxapuao3 Il Tuna (Cungpom Xanrepa) IDS
Myxkononucaxapuno3 I tuna (cunapom I'ypaepa- Hletie) IDUA
Myxonununo3s Il tuna (6one3ns I-kneTok) GNPTAB
NudanTunpHas 6071€3Hb HAKOTUICHUS] CHAJIOBON KHUCIOTHI SLC17A5
Cuanunos NEU1
I'anaxTo3umos GLB1
Cunapom Canaxoda (GM2-ranrnmnosnos) HEXB
Hapymienust oOMeHa KUPHBIX KACIIOT:
Jepunut kapHUTHH-TIaTbMeTOUI TpaHcepassl 11 CPT2
JlepuuT KapHUTHH-AIKAPHUTHH TPAHCIOKA3HI SLC25A20
Hedbunurt kapHUTHHA SLC22A5
®yko3uno3 I tuna FUCA1
ToranpHas TunoaUCTpOhUs AGPAT?2;
BSCL2; CAV1],
CAVIN1
MuTtoxoHApHaIbHbIE 00NE3HU:
Cungpom MERFF MTTK; MTTL1Z;
MTTH; MTTS1,
MTTS2; MTTF
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Cungpom MELAS

MTTLL; MTTQ;
MTTH; MTTK;,
MTTS1,
MTND1,
MTNDS5;
MTNDG6; MTTS2

Heduuut NADH-k03H3uMQ peayKTazbl

NDUFB9;
NDUFAS5;
NDUFAS;
NDUFAJ9;
NDUFA10

CuHpoManbHble:

Arakcusa @pupeiixa

FXN

Cunnpom bekButa-Buaemana

ICR1,
KCNQ10T1;
CDKN1C

PAComaruu:

Cunnpom cepaue-nuio-koxa (cardiofaciocutaneous cuapom)

BRAF

Cunnpom Kacremnno

HRAS

Cunnpom Hynan

LZTR1; PTPN11,
KRAS; SOS1;
RAF1; BRAF;
RIT1; SOS2;
NRAS; MRAS;

RRAS2; MAPK1

Taoauua I13/T'1. ITapamerpsl nporokona TT-9XOKI -ucciaenosanus y nanuenra ¢ 'KMIIT

IHapameTpbi KomMenTapuu
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Tommuna muokapaa JIK (B

16 cermenTax JIXK)
KonuuectBo
TUIEPTPOPUPOBAHHBIX
cermeHToB JDK

- N3mepenne Tonmuubl crenok JOK ciegyer npoBoauTh B
KOHEYHO-/IMACTOJINYECKYIO a3y, MPEANOYTUTEIHLHO — B
rapacTepHaJIbHOU MMO3ULIMK 110 KopoTkoit ocu JDK (kenatesbHO
TOJIIIIMHY MUOKap/a B TUIIEPTPOPUPOBAHHBIX CETMEHTAaX
OLICHUBATh B HECKOJIbKUX MPOEKIIHIX, HO U3MEPEHUS B
aNMKaJIbHBIX CKaHAX MEPEOIEHUBAIOT TOJIIMHY MHOKap/ia n3-3a
OrpaHUYeHUI OOKOBOTO pa3pelIeHus).

- N36erates BKItOYeHUs B TomuHy Muokapaa [DK-tpabeky:.

- Kputnunble nmoka3aTesin: MaKCUMaJIbHasl TOJIIUHA CTCHKH
JIK (crpartuduxanus pucka BCC) u TonimHa CTEHKH B MECTe
MUTpPAJILHO-CENTANBHOrO KOHTaKkTa (Bb1OOp CMO-CAA).

Tun runeprpoduu JK
[TarTepH mopdomaorun MXKII

AcHUMMeTpUYHas, CHMMETPUYHAs, allUKAJIbHAS,
CPEAMHHOXKETYA0UKOBas, Apyrue oraeinsl JIK.

Mopdoorus MXKII: n1BosSKOBBITYKIIast, CHTMOBUIHAS, TULIEPTPODUS
Bcer MOKII.

Tommuua Mmuokapaa IDK

OneHuBaroT B 6a3aJIbHBIX, CPEAUHHBIX U AlIMKAJIbHBIX CETMEHTaX
(HOpManbHBIE pa3Mepsl <5 MM B H300paXCHUHU MTapacTePHATHLHOM
110 JUIMHHOM OCH Ha YPOBHE XOpP/J TPUKYCIHJIAIbHOIO KJIaraHa).
N36eraTh BKIIOUEHHS SMUKApIUATBHOTO )KUpa B U3MEpEHUE
muokapza IDK.

Tekcrypa muokapaa JOK

«bnectauwmity, rpanyIspHOCTb (A1 UCKIIIOYEHUS (PEHOKOIHHA
'KMII).

Hannuue kpunt muokapna (mpu MPT Gosnee TouHast TMarHOCTHKA).

HccnenoBanue pasMepoB U
o0wvemoB JIK

KJP*, KCP, K10 u KCO
*[Ipumeuanue: npu S-o0pazHoit MXKII K/IP cienyer uzmepsts B 2
BapHaHTaX — Ha ypoBHe 06a3anbHbIX cerMeHToB JIK 1 Ommke k

CPCAMHHBIM CETMEHTAM, I'IC OH MAaKCUMAJICH (CM. PEKOMEHAAINN

ASE 2019)

Hccnenosanue pazmepoB
DK

B mapacrepHanbHOM U alMKaIbHON MO3ULUN
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HccnenoBanue pasMepoB U
oobemoB JIIT u I1I1

YBenuuenue JIIT OTHOCUTCS K TOMOJHUTEIBHBIM (aKTOpaM prucka

BCC

O11eHKa TOJIIIUHEI
MEKIPEICEPIHON
MIePETOPOIKU

st uckmouenust penoxonuii 'KMIT (amunonno3)

BI/I3yaHBHaﬁ OLICHKa

kuHeTuku Muokapaa JOK u

IDK

BrisiBiienne 30H uieMus /nepernecennoro UM

BusyanbHas oneHka

kiananoB (MK, AK, TK, I1K)

Oco6oe BauManue — MK:

- HAJIMYUE MEPEIHE-CUCTOIMYECKOTO IBUKEHHS CTBOPOK MK,
HaJIMYHEe MUTPAJIbHO-CENTAIBHOTO KOHTAKTa (BaXKHAs
xapaktepuctrka [ KMII, HO Takke MOKeT HaOIoaaThCs He TIPH
I'KMII y nanuenToB ¢ maneHbkuMm JIJK HE3aBUCHMO OT HaIn4us
I'JDK, npu runoBosieMuu, 1ocje KapIuOTOpaKaIbHBIX

XUPYPru4ecKuX BMELIATENbCTB)

- €CTb JI YJUIMHEHHE (M30bITOuHOCTh) cTBOpoK MK, Hannune
U CTENEeHb MpoadupoBanus cTBOpok MK.

HaHI/IJ'IJ'ISIpHHe MBI BI

KOJ'II/ILIGCTBO, €CTh JIM AUCIIOKaI A
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Haynuue u crenexp
obcrpykuuu BTJDK unmun
CPEIMHHO-KEIYJOUKOBOU
00CTpYyKIIMHU

- Perucrpanus kpoBoroka uepe3 AK/BTJDK — natrepn
JonmuiepoBckoro crnekrpa u senmunza '/l B BTJDK.

- CrnenyeT UcCnoNb30BaTh ciaeaAyome GopMyJibl Ui pacueTra
'/l B BTJDK: ypasuenue bepuym Ap = 4 x V max?, ecriu MOXHO
TOYHO U3MEPUTH CKOPOCTh KPOBOTOKA B IIyTH 0TTOKa JIK;
dopmyna knmHEKE Meiio «Ap = [(4 x V max MP?) + p JIIT] —
cucrteMHoe cuctoinnyeckoe AJly, ecnu Hanuuue BbIpa)KEHHOU
MUTPAIbHOW PErypruTanuu He MO3BOJISIET TOYHO U3MEPUTh
CKOpOCTh KpoBOoTOKa B myTu oTTOKa JIK (pJIIT — naBiienue B
JIEBOM IIPEICEPANHU, UCTIOIB3YETCSI KOHCTaHTa — 20 MM PT. CT.) -
HeoOxoaumo yoenuThesi, 4TO pEruCTPUPYETCs TOJIBKO KPOBOTOK B
BTJDK u He «3axBaThIBa€TCs» TOK MUTPAJIbHOM PErypruTaluuu. -
Ecnu B nokoe I'Jl 8 BTJDK <30 MM prT. CT., cieayer npoBeCTH
IIPOBOKALIMOHHYO ITpo0y BanbcanbBhl.

- Y nekoropsix nanuenToB BenuunHa ']l B BTJDK 6ombie B
TOJIOKEHUH CUJISL U CTOSI, UeM JIeXkKa, IOATOMY HEOOXOAUMO
n3Mmepenue ['J[ 1 B mojoXKeHUU MalieHTa CUIsi U CTOSL.

Ectb nmu oOcTpykius
BbIXOAHOTO TpakTa [1DK

Perucrpanus ckopoctu kpoBoroka B BTIDK u Ha ypoBHe
cpeauHHBIX cerMeHTOB [ DK

OreHka KianaHHoON
perypruranum, 0cooeHHO
MP.

[Tpu MP, ob6ycnosnennoit [ICJ] MK, Tok, kak mpaBuiio, HarpaBjieH
JlaTepajbHO U K331, a creneHb MP nmponopuroHaibHa
BbIpaskeHHOCTH [ICJl 1 MUTpanbHO-CENTAIBHOMY KOHTAKTY.

Eciu HaIllpaBJICHUC TOKaA MP aTUIHUYHO WUIIHM HE MMpOIMOPIUOHAIIbHA
HCZ[, BO3MOYXHa CaMOCTOATCIIbHAs MMaTOJIOT A MK, 9TO KPUTUYIHO
JJIsA BLI60pa XUPYPTHUYICCKOTI'0 U SHAOBACKYJIIAPHOI'O METOAA
JICUCHUA.

Uccnenosanue

CUCTOJIMYECKON (PYHKINH

JDK u IDK

@B JI)K gacto cBepxHOpMallbHA, 0COOEHHO Mpu MasieHbkoM JIK,
YTO MOKET HE KOPPEKTHO OTPaAk,aTb COKPATUMOCTh
KapJIMOMHUOIMTOB. boiiee TouHbI Tpo10IbHBIN 2D-strain u
TKaHeBast fonrieporpadus (s’<4 cM/c — MPEeIUKTOp Pa3BUTHS
XCH u m10x0ro mporsosa).

s IDK: TAPSE, 2D-strain ctenku [1K.

90




Uccnenosanue

JIUACTOIMYECKON PYHKIIMH

JDK

Cornacno pexomengaiusm ASE u EACVI (2016) npu 'KMIT
CJIelyeT OILICHUBATh CTENEHb AUACTOIIMYECKON TUCHYHKITUH.
KiroueBoii mapametp auacronmueckoi auchynkmn JOK —
nasnenue HanonHenus JOK (K1 JDK). Ero nennBa3uBHas olieHKa
MHorodakropra. [To pekomenaamusm ASE u EACVI

(2016) mpu 'KMII BeIBOA 0 moBwimenuu KJIJ[ JIK cnenyer, ecu:

1. cp. E/e’ >14 cwv/c,

2. Pa3HMIA JUIMTEIHHOCTH PEBEPCHBHOM BOJTHBI A B JIETOYHBIX
BEHAX M BOJHBI A TPaHCMUTPAIBHOTO KPOBOTOKA (Ar-A)
>30 Mmc,

3. wunmekc oowvema JITT >34 vt mia/m?,

4. TMKOBAas CKOPOCTh TPUKYCIUIAIBLHON perypruranuu >2,8

m/c (CAJIA > 35-40 mm pr.cT.)

Bbonee nonpobHo 06 anropuT™Max OLIEHKH AUACTOIUYECKOM
TUCHYHKITUHN B PA3HBIX KIMHUYCCKUX CUTYAIUSIX — CM.
pexomenmanmu ASE/EACVI (2016) o uccnenoBaHuio
muactonnaeckoi ¢pynkmmm JOK.

O1neHKa MPOI0JIBHOM
nedopmaruu JIK (2D-strain)

C noctpoennem cermentapHoi cxembl-mutieHu JOK (bull's eye).

[Tartepus! 2D-strain pazmuunst npu ['KMIT u ¢peHokonmsix
"KMII.

OHGHKa HaJIM4YHUA ) XUAKOCTHU B
IIOJIOCTHU IIEpHUKaApaa

Hckmouenne dpenoxonuit ['KMII (xapakTepHo a7 KapAHaIbHOTO
aMUJION03a_.

OueHka 1uameTpa U CTeNeHu
KOJIIaOMpOBaHUs HIDKHEN
TI0JIOW BEHEI

Heob6xonuma juist pacuera C/IJIA.

[Tpunoxxenue ['2. [lIkanel olleHKH pUcCKa

Taoauuma I11/T2.

Ixana NPOrHO3UPOBAHUA BEPOATHOCTH

o0Hapy:KeHus1 reHeTH4ecKuX BapuanToB npu 'KMII

Ha3sBanne Ha pycckoM s3bIKe:

[Ilkana MPOrHO3UPOBAHMS BEPOATHOCTH OOHAPYKEHHUS

reHeTnueckux BapuanTos rnpu I'KMII

OpuruHanbHOe Ha3BaHuUe (eCJId eCTh): HET

Hcrounuk (opuuuanbHbIi caiiT pa3padoTUYHKOB, MyOJINKALMSA ¢ BATHIAIHeH):

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.
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Tun (mog4YepKHyTH):
— LIKajga OIEHKU
— UHJCKC
— BOIIPOCHUK

— Jpyroe (yTOYHUTB):

Ha3navenme: KIMHUYECKHI WHCTPYMEHT JUIsl MPOTHO3UPOBAHUS BEPOSTHOCTU OOHApPYKEHUS
reHerndeckux BapuanToB npu [ KMII Coaep:xanue (11adsioH):

Ilepemennas Bbansl
Bospacrt, net 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 -4
60-69 -5
70-79 -6
80 —7
JKeHIUHAEL i
AprepuanbHas THIEPTEH3US -4
«/IBosxoBbimykias» ¢popma MXKII (anrn. «reverse curvey) 5
CooTHo1IeHne TOIIIUHEI 1,46 0
MXII/3CJIK 1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4

Kurou (MHTEpripeTanus):

Cymma 6autoB <2 mpejcKa3bIBaeT HU3KYIO BEpPOSITHOCTh OOHApPYKEHHs TeHETUYECKUX BApUAHTOB B
NPUYMHHBIX TeHaX, Hanbosee pacnpocTpaHeHHbIX npu ['KMIT

Ta6auua M2/I'2. HCM Risk-SCD u HCM Risk kids model. lkaas! ouenkn pucka BCCy
nanuenToB ¢ 'KMII (eBponeiickas MoaeJib)

92



Ha3zBanue na pycckom sisbike: HCM Risk-SCD. IlIkana omnenku pucka BCC y maigeHToB ¢
I'KMII (eBpomeiickas mozaens). HCM Risk-kids model. IlIkama ouenku pucka BCC y nmeteii ¢
['KMII (eBpomneiickast MOJENb).

OpurnnaibHoe HazBanue (ecin ectb): HCM Risk-SCD, HCM Risk-kids model

Hcrounuk (opuuuaabHbIi cAalT pa3padoTYUKOB, MyOJUKANMS ¢ BAJAUAALMECH):

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(F12):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.

«Kanpkynsarop» na caiite http://doc2do.com/hcm/webHCM.html

Tun (mog4YepKHyTH):
— LIKaJIa OLEHKHU
— UHJIEKC
— BOIIPOCHUK

— Jpyroe (YTOYHUTH):
Ha3navyenme: KIMHMYECKUN HMHCTPYMEHT A NporHo3upoBanus pucka BCC y nanueHtoB ¢

I'KMII.

Conep:xanue (1madJioH):

IIkana pucka BCC HCM Risk-SCD u HCM risk-kids (eBponeiickasi Moxeb)

[TokasbiBaeT myumne pe3ynbrarsl y nanueHToB ['KMII ¢ Beicokum puckom BCC

Kanpkynsarop 5-nernero pucka BCC Ha ocHOBe MOJ1eH, B KOTOPOM YUUTHIBAIOTCS CIEAYIOIINE
rapameTphl:

1.Cemeiinas nucropus BCC
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2.CuHKOMBI

3.HYXKT

4.Makc. TonuuHa crenku JDK
5.Bospacr

6.duamerp JII1

7.1 8 BTJIK

ITapameTpsl BHOCsATCs B «Kanbkymsatop» Ha caiire http://doc2do.com/hcm/webHCM.html

Kiarwou (uaTepnperanusi)

MKJ1*** mokazaH, eclii puCK > 6%;

MK J1*** mMoxeT ObITh paccMOTpEH, eclii puckK = 4%, Ho < 6%;

HUKJI***, kak mpaBui1o, He MTOKa3aH, eclid pUcK < 4%.

[Ixanra HCM Risk-SCD 0puta BamuaupoBaHa JJisi MAIMEHTOB C MPEAIIECTBYIONICH peayKIueH
MXXII meromom CAA.[175].

Tadomuua I13/T2. Hkana ouenkn pucka BCC y nanuentos ¢ ’KMII (amepukanckas

MO/1€JIb)

Ha3panue Ha pycckom sisbike: [llxana onenku pucka BCC y mannentos ¢ 'KMIT
(amepukaHcKasi MOJEIB).
OpuruHajbHOe Ha3BaHue (eCJId eCTh): HET
Hcrounuk (opuuuanbHblii caiiT pa3padoTUUKOB, NYOJINKALMS € BaTUIalHe):
2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
executive summary: a report of the American College of Cardiology Foundation/American Heart
Association Task Force on Practice Guidelines // Circulation. 2011; 124(2):2761-2796. Goff ZD.
Sudden death related cardiomyopathies — hypertrophic cardiomyopathy. / Goff Z.D., Calkins H.
/I Prog Cardiovasc Dis. 2019;62(3):212-216.
Tun (mog4YepKHyTH):

— IIIKaJIa OIICHKH

— UHICKC

— BOIIPOCHHK

— Ipyroe (YTOYHUTh):
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Ha3zHauyeHue: KIMHUYECKUMH MHCTPYMEHT i mporHo3upoBaHusa pucka BCC y maiueHToB ¢

I'KMIL.

Conep:xkanue (11adJ10H):

Hxana pucka BCC (amepukaHckas Mmojesb)

®akTtopsl pucka BCC

JloxazaHHbIE 1. IlpenorBpamennas BCC (BbpKHBIINE TIOCIE OCTAHOBKY CepALa
(baxTophI pHCKa Bcaeacteue OT mmm DIXK)

2. Cnonrannas ycronuusas KT
BCC 3. Cewmeiinas ucropust BCC Bcnencteue ' KMIT

4, MakcumanbHas TommuHa cteHku JDK >30 mm

5. HeoObsicHuMas CHHKOIIA B TCUCHHE TOCIICTHUX 6 MecC.

6. HYXXT > 3 komiiekcoB

7. HeanexBatnas peakuus AJl Ha ¢u3. Harpy3Ky
Moaudukatopsl 1. Bo3spacr <30 ner
pucka BCC 2. IIHI mpu MPT

3. Hammume o6ctpykunu BTJDK

4. HeoObsiCHIMBbIC CHHKOIIBI B TCUCHHUE TTOCICAHUX S JIeT
[Toarpymrsr 1. AnukanpHas aHeBpusma JDK
ITalTMCHTOB 2. ©B JIK <50%

BBICOKOI'O PHCKa
BCC

Kirou (maTepnperanusi) k ummianranun MKJ***:

®axkTtopsl pucka BCC(amepukaHckasi MOAe/Ib) Wvnnanranmsa | Kaace mo
UK *** AHA/ACC

IIpenorBpamennas BCC (BbDKUBIINE TIOCIIE OCTAHOBKH cep/ia MoKa3aHa I
Beneacteue KT unun OXK)
CuHkora, BeI3BaHHas cioHTaHHOU ycroitunBoi KT nmmn [OKa3aHa |
reMoinHamMuuecky 3Hauumast KT
Hanuuue xots Obl 1 u3 cnenyromux ¢pakTopos: IOKa3aHa IIa

1. Cewmeitnas ucropust BCC Bcaeacreue I'KMII

2. HeoObsicHMMas CUHKOIIA B T€YEHUE TIOCIETHUX 6 Mec.

3. Makc. rommuna crenaku JDK >30 mMm
Cnontannas HYXKT + xots 06wl 1 u3 dpakTopoB- MIOKa3aHa IIa
MOJIU(UKATOPOB PUCKA WIIM MALIMEHT BXOJUT B TPYIIITY
BbICOKOTO prcka BCC
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HeanexBarnas peakiust Al Ha ¢u3. Harpy3Ky + MOKa3aHa IIa
x0Ts ObI 1 U3 pakTopoB-MOAM(DUKATOPOB PHCKA MIIH MAIIUEHT
BXOJUT B Ipynity Beicokoro pucka BCC
Cnonrannas HY KT unu HeanekBatHas peakuus AJl Ha dus. PaccmoTtpeTh b
Harpy3ky 0e3 IOMOJIHUTEIbHBIX (PaKTOPOB pUCKa BO3MO>XHOCTh
BrisiBneHHas MyTanus accoruupoBaHa ¢ BEICOKUM puckoM BCC, PaccmoTtpeth i
6e3 apyrux ¢akropos pucka BCC BO3MOKHOCTh
[Tpunoxenue I'3. ubie
Taéauua I11/T'3. Moaexkyasipublii narorene3 ¢pesoxonuii 'KMII
Ho3onorus MouJiekyasipHBIH IATOreHE3
(penoxkonus I'KMII)
AL-ammionnos [Ipu AL-amunounio3e KJIOH MaTUTHU3UPOBAHHBIX TJIa3MATHUYECKUX

aAMHJIION 1030M.

KJIETOK CHHTE3HPYET B OOJIBIIIOM KOJIMUECTBE JISTKUE IeTH (Karla Win
AM0/1a) IMMYHOTJIO0YJTMHOB. Y BETUYCHHUE KOHIICHTPAIIUU
OeNKanpeamecTBEHHUKA BhIIIE HEKOTOPOT'O TOPOTOBOTO 3HAYCHUS
MOJKET aBTOMAaTU4ECKH PUBOJIUTH K Havany GpuopuiuioreHesa u
OTJIOKEHUIO aMuiIoua B TKausx. [Ipu atom B 5% crnyuaes
JUArHOCTHPYIOT MPEUMYIIIECTBEHHOE TOPAKEHHE CepIIia
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HeHaCJ'IeI[CTBeHHHﬁ B ocHoBe MOJICKYJISIPHOTI'O IMATOI€HE3a HEHACIIEACTBEHHOT'O 1

(WtATTP) n HACJIEICTBEHHOI'0 TPAHCTUPETUHOBOIO aMUJIOU03a JIEXKAT

HacCJICICTB C€HHBIN

(mtATTP)
TPAHCTUPETHHOBBIH TpaHcTUpeTHHA. JlecTabunu3anus TpaHCTUPETHHA MPUBOIUT K

KOH(bOpMaHI/IOHHBIe HN3MCHCHHUSA U ,Z[CCTa6I/IJ'II/ISaHI/I5I TETpaMeEpa

MUJION
AMUIIONIO3 HENpaBWIbHOMY (DOJITUHTY O€IKa U arperaiuu BapHaHTHBIX

MOHOMEPOB TPAHCTUPETHHA C 00Pa30BAaHHEM TOKCUYHBIX
MIPOMEKYTOUHBIX aMUJIOUAOTCHHBIX MMPOYKTOB U aMUJIOUIHBIX
bubpuI.

DT MeXaHU3Mbl MOTYT HapylIaThCsi C BO3PACTOM, YTO
OOBSCHSICT TOBBIIIEHUE PHUCKA PA3BUTHS HEMYTAHTHOTO
TpaHCTUPETHHOBOTO ammiono3a (WtATTP) y mury moxusoro u
CTapyecKOro BO3pacTa.

Hacnencreennsiii ATTR yame BcTpedaercst B SHAEMUYHBIX IS

sTOro 3a00ieBaHus pernoHax. Hambosee yacTeie reHeTHUSCKUE
BapuaHThl: Val30Met-ATTR, co cMemanHOl CUMITOMATHKON
(HeBpOJIOTUYECKAS] 1 KAPAMOIIATUYECKasl) C TTO3THUM Je0I0TOM U
HeVal30Met-ATTR, kapiuoMuonaTH4eCKuii BApUaHT 3a00JI€BaHUS.

W3BecTHBI MyTalluy, BHI3BIBAIOIINE CEMEUHBIE U CIIOpagrnueckue (opMbl
3a00JIeBaHus1, KOTOPbIE ACCOLIMMPOBAHBI C TPEUMYIIIECTBEHHBIM
nopaxkenuem cepana (Hanpumep, Vall22lle, [le68Leu, Thr60Ala,
LeulllMet).

bonesns Annepcona- Myranus B rene GLA (onucano 6omnee 400), kogupyroiem GepMeHT
aranakro3ugasy A (a-Gal A mpuBOIUT K 3HAUUTEILHOMY CHUKEHUIO
AKTUBHOCTH (pepMEHTa, BOBICYCHHOTO B METa0O0IN3M
COUHTOTIIMKOIHUITUAOB. DTO MPUBOIUT K HAKOTUICHHIO
HETUAPOIM30BaHHOTO CyOcTpaTa 6JIOKMPOBAHHOMN (hepMEHTHOM
PEAKIMH U COTIPOBOXK/IACTCS YBEIMICHNUEM YHCIIA JIM30COM B KIIETKaX,
HapymIeHHEeM HOPMaIbHOTO ()YHKIIMOHUPOBAHUS 3TUX KIETOK U UX
rudenblo.

Dabpu

HacnencrBennbie PRKAG?2 kogupyer tAM®-akTUBUPYEMYIO IPOTEUHKUHA3Y-Y2.
cuaapombl ¢ TKMIT y | JlanHbiil 6ok onpenenseT BHyTPUKIECTOUHYIO aKKyMYJISITHIO
MTOAPOCTKOB [JIMKOTeHa U HapylIeHUsl ero (yHKLIUU MOTYT PUBOIUTH K
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1 MOJIOABIX B3POCIIbIX,
CBA3aHHBIC

C MyTallMsIMU B I'CHEC

PRKAG2

IICEBIOrUNepTpod UM KapAUOMHOLIMTOB U 3aJI€PKKE MHBOIIOLUU
SMOPHOHAIIBHBIX MTPOBOISIINX IyTeH B MHOKapIe.

[Tpu sTom Habmonaercs yactoe coueranue ' KMII u cunapoma
Bounbda-Ilapkuncona-Yaiita.

Bbonesns /lanona

MonexysipHbIi MeXaHU3M pa3BUTHs 0one3HH /laHoHa OCHOBaH Ha
nedexre B LAMP-2 Genke, KOTOpBIN OMOCpeyeT HaKOIJICHUE
[JIMKOTEHA B KApAMOMHOIUTAX U IPUBOAUT K TICEBIOTHIIEPTpOpHUU
muokapa. Korja cymecTByeT reHeTH4ecKuii 00yCIIOBICHHBIN aedenut
6enxa LAMP2. naGmoaeTcs HenpaBuiIbHas ayTodarnueckas
nerpaganus 0enkoB. Aytodarndeckast aKTHBHOCTh CBSI3aHA C
NaToOreHe30M pa3HooOpa3HbIX Oose3nel. CyiiecTByeT MHEHHE, YTO
0ose3Hb J[aHoHa 00ycCiIOBIEHA HACIEICTBEHHBIMU HAPYILIEHUSIMU
nporecca ayToparum.

Artakcus @puapeiixa

MonekynsipHbIif maToreHe3 atakcuu Opuapeixa 10 CUX MOp SIBISAETCS
npeaMeToM auckyccuif. OHaKo Ha HACTOSIIMI MOMEHT YCTaHOBIECHO
ydactue Oenka ¢paTakciHa B MOJAeP>KaHUH TOMEOCTasa kene3a B
KJIETKE U TO, YTO €r0 HEJOCTATOYHOCTh MPUBOJUT K MHOKECTBEHHOMY
bepMeHTHOMY JePUIUTY, MUTOXOHIpUATHHONU AUCPYHKIIMU U
OKUCITUTEIbHOMY MOBPEXKICHHUIO.

RASomnarun

(cunapom HyHan u
cuaapom LEOPARD)

MyTanuu B reHax, KOAUPYIOIIUX KOMIOHEHTBI U PETYIISTOPbI
RAS/MAPC curnansHoro nyta (RAS/Mutoren-aktuBupyemas
IIPOTEMHKNHA3a) BbI3bIBAIOT MHOKECTBEHHbIE HACIIEICTBEHHBIE IOPOKH
pa3Butusa. RAS/MAPC curHanbHbli MyTh OTBETCTBEHEH 32
nponudepanuro, 1udhepeHITUPOBKY, CTApEHNE U alIONTO3 KIETOK U
oOecrnieunBaromiel ’TUM HOPMaJIbHOE pa3BUTHE KIETOK U TKaHEH
OpraHu3Ma B I1€JIOM B SMOPHOHAIBHOM M MOCTHATAJIbHOM IEpUOJIaX.
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Ta6auuna I12/T'3. OcHOBHbIE MePONIPUATHS 110 NPOPUIAKTHKE OCT0KHEHUH Y
nanuenToB ¢ ' KMII

Cumnrom/ocnoxuenue 'KMII IIpoduiakruyeckue MeponpusaTUs

[IporpeccupoBanue I'JDK AnekBatHoe sieueHue ['KMII, o6ctpykuuu BTJDK
BKJIFOYast (papMaKoTepanuio, SHIAOBACKYISIPHOE U
XUPYPrU4ecKoe.

[Ipu conytcrBytomieit AI' — runoTeH3uBHas
Tepamus.

N36eraTh BHICOKOMHTEHCUBHBIX (PU3MUECKUX
Harpy30K M CIOpTa.

BCC u xu3Heyrpoxaroine HapyeHus [lepBuunas u BTopruHas npodunakruka BCC —

puT™Ma cM. pasaen «Crparuduxanus pucka BCCy»

XCH, pa3BuTue aunaTalOHHON CTaAuU Anexsarnoe neuenune 'KMII, cBoeBpemenHoe

WJIY NIPUCOEIUHEHUS PECTPUKTUBHOIO BBISIBIICHHE U JieueHue ooctpykunu BTJDK.

¢denotumna [Ipu conyrerByromeit UbC u AI' — anexBaTHOe
JICYCHHE.

TpomO03MO0IMYECKIE OCTIOKHEHUS Y 10 OOIIMM IPUHIMIIAM TPOMOONPO(MUITAKTUKY TPU

nanueHToB ¢ OII
@I (cMm. pekomenaanuu 1o geuenuro OI1)

WH(beKnoHHBINA YHAOKAPAUT AHTHOHOTHUKONPO(DUITAKTHKA PEKOMEHYeTCs
TOJIBKO IIEpe]I MPOLELyPaMU BICOKOTO PUCKA
nanuentam ¢ ['KMII u nmpore3amu kinanaHoB
cepAua, BpOXKIACHHBIM ITIOPOKOM CEp/La WA €CIIN
MAMEHT paHee MepeHOCHT HH(EKITMOHHBIH
SHJOKAPAUT (CM. COOTBETCTBYIOIIUE
PEKOMEHIalluN ).

VY manueHToB ¢ UMIUTaHTHpOBaHHBIM MK JT***
npo¢uIakTuKa HHPEKIIMOHHOT 0 SHAOKapAuTa —
no pexkomenaanusm ESC no
aneKkTpokapanoctTumysauu 2013 r.
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