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CrnHcok coxpatieHui

AB - ATPHORSHTPHKY TAPT R

ADBB - ATPNORSHTPHKY TAPHAS DI0Ka/E

AT APTEPHANTLHAS THICPTCHIAA

All - APTEPHLTHANE [TARIEHHE

AT - AHTHOTCHIHH-TTPERPALTAITHIE fepaenT
ATda - ameHo3HATpHpochopian KACTOTa
BITHTIT - Bnokana aerodl Howrr myvka [aca
BITHIIT - uokana npaeoi HowEH Mydxa Dica
BCC - BHE3AHAN CePASHAR CHEPTD

BT = MEXOAHOE TPAKT ACBOID MeJy L0HKa

| KMII = THOEPTROQIHTECKAR KEpIHOMHOTATIA
T - THIEPTPODHA JEBOTD HETY 0K

Wi - IPaAHeHT JaBelHs

JHE - AESOKCHPUTOIY KISHIOBAE KECIOT
J2KC - AMEKTPOKAPARCS THMY ITTOR HMIIAUTHPY eMuii 1uy XKasepibiil, SacmoTio-

AAHNTHEHBL**#

ACHDP - WENY AOUKORKE HAPYIIEHHE PHTMA

KT - MEMY0UROBAR TAXAKEPIHA

ICITH - AAMNAN CTEKA TEROTO FEITY IS

HEQ - KapanosepTep-aebripianaTop HMOIanTHpYeMeil o HoRaMepiit
HMBOKA, - mRiapET MBoRapaa ez oBCTPYRINH KOPOHAPHEIX aprepifi
KAT = KopoHapoTpactig

KL - KOHEYHO-THACTOIHYECKOS MARIEHHE

KO = KOHEMHO-THACTOAHYECKIE 00Bem

KIMCKT - koMisoTepHan ToMorpad i/ My IbTHCIRPaILHAR KOMIBIOTEPHA ToMOrpahus
JUK - TERKIT REmyIex

J1 = (IR0 NpeIcepite

MIKTT - MERIKETYANTKORAR MEPErapoaika

ME - MUTPATLHET Knaman

MHYTI = MOTCOROH HATPHEYPeTHYCCKHE nemri
M - METPAILHAR PETyYPriTais




MPT = MATHHTHO-PEI0HAHCHAR TOMOTPadEHA
CEPIIA ¢ KOHTPACTHPOBAHHEM

HY AT - HeYCTOHUHBAA eIy A0 KDEAN TAXHKAPIHA
OTEMIT - oficTpyrTHEHAs [TKMI]

OKC - OCTPLEI ROPOHAPHEIE CHHIPOM

nen - MEPSIHES CHETOIHYCCHOE JABHIKEHRE

PEH = PREAOMHINPOBIHERE KIRHEYSCEHD

HCCTIENOBAHAA
FM3 = HCCEYEHHE THNepTpoh i poBAHHOH
MEBIIOISHHON THAHW B COMCTEHIN © ACTHEDE

BHXOAREY OTASTON O00HX HOEITY IO KD

cepa

PUA - PATHOHECTOTHAN al/IHLHN BPHTMOTEHHBIX
0

CAA - CCNTAILHAY ANKOI0/LHAR abnanna

CM3I = HOUEMEHHE MBILLEYHOR THAHK Cepllla

IXOKT - TPANCTOPAKANBIAN AOKaHerpadis
{IXOKAPIHOrPRPHYSCKOC HOCHSIOBAHHE )

YO = yaapHsiid obnes

PBIDK - hpakuny BLOpOCE TEBOTD KERY A0UKL

bl - Y HKIHOHAILHbIH KIS

LE Y - hrHOPHIITHILES WEAY I0KOR

@l - QHOPHILISILEA Dpeicepiuni

XMOKD = XOITCPOBCKOC MORHTOPHPOBSHHEC CCPACMHOID PHTME

XCH - XPOHNYMECKAS CEPASYHAR HETOCTATOMNOCTE

UI-3X0KT = SPECIHIICBOIHAR IXOKAPAROIpadHs

uee - YACTOTA CEPAEYHLIN COKpames i

KT = PETHCTPALINA ANERTPOKARIHOTPEMMLL

AKC - ANCKTPOKAPILHOCTAM Y JIHILHA

DXOKr - IROKAPAHCT Padin

INOCA - ischemua with non-obstructive coronary arferies (Himemua Oea o0CTPYRIHHE

KOPCHAPHBIX apTepiii)

LAMPZ - [l JIM30COn -2 -4CCOlHHPOBIMIOTD MemBpandoro Genga 2

MINCOCA - myoecardial infarction with pon-obstructive coronary artenes (uuduapsr
MBoxapua 623 eOCIPYRUMHE KOPOHAPHEX apTepHil)




Ni-proBNP - N-gonnesol dparvent npemmecreeninga MHYTI

AHA - American Heart Association (AMepHESHCKAR aCCOUMAIRN cepiiLi)

ACC - American  Collepe af Cardiology  [Avepuxanckas
EONMACTHS K&pIHOA0TOR)

ATTR - TPAHCTHPETHHOBRIT aMHI0H A0S

EACVI - buropean  Association of Cardiovascular Imaging (Esponeiickan

SCCOUMAIIHA (10 CEPACHO-COCYARCTOR BHIYATHIALNH)
ESC - BEuropean Society of Cardiology (Erponeiickoe oSmecrso EAPHORONOR )
HCM Risk-SCD - wkama pucka BCC npu FEMIT
MOGE'S = Kilace i nKania KapaRoMionarHi

NYHA - Hero-Hoprekas aceonmanms kapamonoi os




Te PMHHLI H ONPpeIeICHHA

Nuneprpodmueckan kapaosmonaraa (FKMIT) — reneryueckn offycaoanennoe
safionenanne MEOKAPIA, XAPaKTePHIVIONIescs rHnepTpodreil MAoKapsa Jesoro (y ferei -
Bonee aRYX cTAHAApTHMY oTEICHEHHR (Z-score. wam P-thaxiopa), v sspociwix - Gonee 1,5
cM) WHITH NpaRoro  EeNyIouKL,  ange ACHMMETPHUHOID  XAPSKTEPA 194 cuer
MPEHMYTHECTECHHOID  YTOMMIEHAA MOHKCIYIOMKOBOH DNeperoponxy, He CHEIAHHOE ©
DORKIICHHEM NOCTHATPYIKA HE MHOKAPA, KIAEAHHOH DaTonornell, nopokaMy cepie
SHOMATHAMH KOpOHapueEx apTepHii,

Oberpywmanan runcprpoduacckan kapamommonatun (OUKMIT — dopaa
IEMIL  conpososcasomascs mapyiesnes RHYTPHCCPASHHON reMOUUHAMHEN B RWIE
NPCORTCTEHA CHCTONMYECKOMY HarHaniie w3 JLK w/mnn mpasoro merviosxa (IDK), wro
UPHBOAKT K YBEMHYCHIIO TpanenTa gasneHud (1) B suxonuom Tpakte nesoro whom TIK
wexyaouxa (BTINK; BTTDE).

LJEA sropianore reseaa — yuinepcanbias KOMICHCATOPHO-TPHCIOCO0HTENLHAS
PEAKLHA B OTBET HA HARCCTHRI remMosmaammecknii win npyroft duasrap,

Aoruneprpoduaeekan evanua FKMIl — stan 8 pasewtin saboneranns, mpu
HOTOPOM OTCYTCTBYHOT NPHIHAEH TROCPIPMHA MHOKEPAA, ONPERCHHcMBE ¢ OMOLILIO
BHIY LTHIHPYIOWIHN METOIHK.

Cydwamunaeckan eragun TEMIT — 5780 8 pasnaran 1afonenanms, np koTopam
HET KNHHHYCCKOH CHMITTOMATHEN, xaparTepnof qoa KMIL

Ceworn  (+¥denorun  (-) —  nocuTend  naronorsueckoll  MyTAIHN,
accoluHpoBadbof ¢ IKMIN, morrneprpodisecsoid n cvOxmmnsyeckof crammso [EMIL

BoipacrsasncHman  UeHETPANTHOCTE —  VBGIHUCHHE LACTOTRI  BhINRICHHS
derorunmeckny npasnaxos ['IKMIL, onpeneneMeIx ¢ MoMows0 Py THHHBX MeToos (KT
GXOKT), cpenn wocHTenell NATOISHHRK FEHETHMECKUY DAPHANTOE Mo MEPe [ORLILUENHE
BUSDACTAL,

Buesannan cepreman emeprs (BUC) — HenacunncTRensas, ofiyeropicHuas
FOOIDAIHAME CEPIA CMCPTh, MaHR(ECTHPOBAMNAN BHCIANHON noTepel CoIHAHMN B
TCMCHHE MEPHOND HACA & MOMEHTA NOSANSHNE OCTPLIX CHMITOMOD.

Crpammpugauna puexa BOC — onpenencHye HesssHcHMLIX npeIakTOpOR,
ONpeIeliiouiy pepoaTrecTE pRcka BOC v pnaupedton © ONpencncHroil  Cepredno-
coey mreTol naroaerei., Lkana pucka BCC npw FKMIT (HCM Risk—SCD) senomayetcs

B KaHecTee MeTona onentd paeke BOC: awaxnill, cpexnnli, niicoxm,

T




Hﬂpfﬂ.m-ﬁﬂﬂrmm‘lﬂlﬂﬂﬂ' ABTEAECHHE CTBOPOE MHTPAJIBHOIG  KIANDHE —

anmschne cTopok MK B cucrony x MK BonoTs 10 KacaHls (MHTPAIBHO-CEITANLILI
KONTAKT), yuncTeytoummit 8 cosganuu oberpykumn BTIDK, Anrnomsbmmsi tepuns —

systolic antenior motion syndrome (SAM-syndrome),

baraasnan oferpyrnus (oferpyxunn B BTG NPEeNATCTENG HaE YPOBHE
BTIEK ereronmuccromy darnamam wi K,

Cpeanesmeaynouxosan 0bcTPYKIIA — NPETATCTEHE CHCTOAHYMECKOMY KPOBOTOKY 1
cpened wacTH notocTr JDK, Ha vposHe ¢peilniimx cermenton JIH

aKiaaccnaecknit denornny FKMIT — sop@odyucmmonannait desorin [KMIL
HpH KOTOPOM coueTMOTEA acHmnerpianna DK (rapcprpodwa MATT), ymennmennnifi
pamep naroct JUE w oberpyinns BT

Jdarewruan obeTpyRmis — remomrEavmdeckad Gopsa oberpykruenol TEMT, mpn
EOTOPOR MPEMATCTENS CRCTOAHYCCKOMY HIrIanmo #3 JUK poannkier ToMRKD NpR HArpysKe
HiH NPOBOKAMHOHALIX npobax (oprocrarnicekas npoda).

Hebaarompuatnoe pemoacanposanne (anrn. adverse remodeling) — dunansnas
CTAMHA AOANTHBHLIX H JSIAMANTHRHRY HIMCHCHHH B nopaeddHom oprane. [Tpw amow
Habar0IaI0Tea deMemaRHEIey MopdohYHELHORANLHEE DenoTHTR — THTICPTPpOHUECKHE +
JHAATALHOHKEIA, runeprpodeyecknii + PECTPHKTHEHEIA, H, KAK UPEBHID, YMENHLINSHHE
CTEnedl rumeprpodum,

Pacmmupennan (cenTanbuan) sMumeromus (Hccedenne ruueprpodmponamiod
MEINEYHOR TKAHH B COMCTAHHE ¢ NACTHKOH BHIXOAHBIX OTASMOR 000HX HeNy IOMKDE CepILa)
== Olepaund, BRuoaoman pesekinnio MAIL s Gonbmes obueme, veM npy centanbmoib
mposToMEn 0o AMormow,  moBwamiaigmo B PeICKUMIO  CMOEPTPOJHPUBRHILI
URNMIASPHEIY MBINIL W THOSPIPQUPOBAHHABN  MLIOEMHLIX  Tpafexyn (annxanbho-
B838A b HOTO MBILIEYHOTO TYYKA),

Hecevenwe 0B acHMMCTPHMHOR — rHOEPTPOPHH  ©  HCHOILIOBAHHEM
HPCIAOPTAIBHOIO JOCTYLE — XMpYproveckoe (CM3, PM3E) win sHaosackynspuoe (CAA)
BoaReficTRRe Mo YMenbmerme roanmus MAKTLL

CexpeHnpoBinme HOROTD HOROTENN - pacunnbporks CTPYKTVEL] TeCATEON i coTen
IEHOB, ONPeIENIeMan OHOMOMCHTHE.

Hecevenne Mblme o TRANHE CEpIINa — OICPELE PEIEKIHE MEOKAPIA B HA3aThHAIN

cerMenTax MIKTI.




YpoBeHs QOCTOREPHOCTH QoKazaTenneTs (¥ /UI) — crenenk yREpeHHOCTH B TOM,
9T0  HafacHHEE QOEXT OF (PHMEHEHHA MEAMIKHCKOND BMEIETENLCTE  HBINCTCH
BAArOTNPHATHERM.

¥porent yleawreannoeTn perosenganmii (YYP) — crenenn ysepenmoctn s
JOCTOBEPHOCTH IHERTA BMCINATENLCTEA W R TOM, WTO CHCOOBAHHE PEKOMENTATHAM

npHHeceT 00AbUE MOTEIEL, YeM BPEIa B KOHKPETHON CHTYAIIN,

Qenoxomna TEKMII — saloieBanne ©  HIBECTHRIM  ITHONATOICHEIOM,

ercThinaccrn noxomee Ha FEMIT,

Denomen  adisarrays — OecnopsnodEOC pPACHOOMENHE  KAPIHOMUOUNTOR W

MEITHEYT RIS RO,




1. KpaTkaa nudopmanns no 3adoeBanHi0 WIH COCTOSRHRIO (rpynne

safoaenanni

HJIH COCTOSHM)

l.1_ Onpegeichme saboaesanys WiIH COCTORAHN (rpynnst safojieBaHnii pian
cocToRnnii)

Femeprpodmueckas wapanosuonaran (TKMIT}) — reserisccrkn  ofycaosieHHoe

3A00MCBAHAE MUOKAPIA, XADAKTEPIIVIONIESCH THOCPTPoHei MEDKAPIA I2B0TO (¥ RIpOCHLIX
-Donez 1.5 em, ¥ actedl - Gonee apyx cTanmmapTsx oTknoscERi (Z)) w/amm HPABOLD
HCAYA0UKE, Yalle ACHMMETPHMAOND XEPAKTEPA 38 CYET NPCHMYIHECTREHHOMD YTONIISHHS
MERHETY NOUKCBOH MTEperopoirn, ue CRRIAHHOS ¢ HOBBIICHHEM TTOCTHANTY IKH Hi MHOKAp),
Kanannoi IaToIorRel, nopokann CopIIE W AHOMAIHAME KOPOHAPHEIK APTEpH.

Kovmvenrapnit. B demerot nomuayun Gothanee TRMIT wsewmes ocofienioct
WHEOIOMN, RamoZeHesd, duasnocaukn o gevenur TRMIT, womopsie we nossonsom &
CRTHERMERIIN d@RRO20 FAGOTEEAHI POCCMAMPUEETE PeOeHRG Kaw fMOIENEROS) GIP0CI0 Y,
mepenock  na wero  ace  wioancw  TEMIL  wveifuech ¥ g3pocisi Sonbnnix
[25.19.64 102 104, 115 118,140,141, 148].

Ucobeniocmiry demerosa sozpacmd, npuventmesswa & LM, sevvomen:
- SNONumenssc  oasmaR  npedcmostensocht:  ipenoxonuid FEMIT no  cpaskentio oo
ARG RIAME BrabiarAR foo .':I'U?*E....l'
- Bivtee eHcoRAA caepmnocms demeli ¢ FTKMI no CRAEHENIND € AIPOCAGE RORVARIICD
ficLisHbix: g nepeoM 2ody deudn ywupeem |3 Gorenex ¢ TKMIE cuepmuocmes om scex
Hpusn p demelt o DRMIT voscem deemuzame 7% ¢ 2o, Ocofenig sucoRan cMepmmyocme
wabmodaemen ¥ demed ¢  gewoxemutay FRMIL  wmo  npueodum  x  chucenuo
npedemasiennocm deioxonuii ¢ 30% v demei do 10% v sapocimr;
- wkonsepciiy henomuna © soapacman y demel e sceda SNECEPOCUNBIE NPORETERNE ¥
dented ¢ FOMIT sossunaiom RApAIIEIbiG © BOPLNCENTEM CEPORa (0NN MOZ)IM OREPe Kt
CEPOEY B HPORERERIE WIN NEGBOPeM — nabaodamecs omopeeno.
- OcofienHocin rewenun O demell xapaxmepu  pcobermocmu  wemaboruavg  fema-
adpERGONOKAMOPUS, YUMo MPEGyem HOTee ENuNAMETEHORD MUMPOSANLS D036 RPCRADAMa

i NICIIHICEN IR EPanEsTEvEcRuze diberma.

10




L2 FTHoaoras 0 naTorese: 1afo0enaming N CoCTosHua (rpy s 3ato1esanmii

N COCTONHMI)
FIruoaorna TEMIT [8,28.44,107.111,115,118,140,141, I4E]

['nucprpodmyeckas  KapIHOMHOIATHE SRIACTCH THKCALIM  HHBATHINIHPYKILLAM
safonceanHeM W AMeeT uebnaronpuaTHEE A1A  weEHEE  opornos.  [Tosssssiouee
HOMMIMHHECTED THOCPTPOHUIECKUX KAPIHOMHONETHH HMEIOT TEHETHHCCKYH ITHOIOIHID
FTO CAMAN HACTO BCTPEMAICILEAACH HacTeNeTReHHas kapanovnonaTts. Haentuduunpenans
Goaee 20 NPWHMHANLIX TEHOB, CRE3AHEBX C paiedTHes [KMIL BoibliMHCTBO reHETHYECKHX
MCCHEAORAHNH CBRIMBAIOT THTEPTPOPIIECKYI0 KAPANOMHOIETAID ¢ MY TALUHAME 23 reHOB,
EOMHPYIONINY cApKoMepiie BenkH, H3 HEX YALIE RRMNBLOTCH MyTaumd & 1] resax, o ToM
ymcile redax B-uuoauya, muosnn-cemnmaomerns Senka C, cepiednoro tpononnsa T, Cu L
O-TPOMOMHOIHHA, JETKHX Dencd saosHHa Hawbomee wacTo npw runeprpofursccrod
KAPUMOMHONATHH WICHTRQATAPYIOT MyTausn renon MYBPC3 w MYH7, soanpymomps
MUOEHH-CER3MBaONHE Ganok C A Senor TasEnof nenu f-uuosnHa, Aa BX 000 ¥ BIPOC/ILIK
SonkHb npexomnTes 20-40% u 20-45% sy Tanuii cooTBETCTBERHO,

Y pereit B armonoran TEMIL okono 308 coyuacs CBE3EHEL C CHIIPOMATEHEIMH,
MCTAODIHYECKHMM, HEPBHO-MBIICTHLMH ¥ MUTOXOWIPHAILIRMH abolckannsmi. Bee s
CUYHAR A0 ¥TOMHSHHS OHGrHOSA  paceMmarpHBaioTes ¥y neteif a  pamkax  [KMII
[3.4.0,11,12,23.34,43,76,92 95 96,119,126,140,143]. Dro npoMexoiMT noTOMY, IO npwe
HCPBHIHON B Aaie IPH NORTOPTHE FOCHHTANHIAMAAX ¥ AeTell 0JHOIHAUHO PasrPaHHYITS
micmrpoBadEye TEMIL o1 desokonnii FCKMIT toasko no knsnsveckin NpodsicHicm 1
NaCopaTOPHO-HACTPYMEHTANRHEIM METOZAM HOCHEOBAHEA HE BCerll NPeICTARITeTcs
BOIMOMHEN. OKOHYATEILHD  BONPOC  pellasTcd  NPH IOUITREPWACHHE  HANHOSS
TERETHHECKIME METOJAMH MCCICIOBAHAN, KOTOPBE TPEOYIOT INAMHTENRHOTD BPEMCHH M
sarpet pa npopeaenne. Hepenko sosnHEaer Heo0XolHMOCTE IPOBEEHEA TOTOMHATE TEHEX
TEHSTHYEC KHY HOCTISTORAHNIE /U1 ELIHIANHE NAHHLIX,

JUHACMAONOTHYECKAE  HCCNENOBAHHA — TOKAIRIBANT, Y10, XOTH  (PWIHITE
HEPAWOMHONATHH ¥ neTel Somee peaMooOpashbl, YeM Y BIPOCILIX, TENLi, KOJTHPYIOLEE
COPROMCPHEIC, UHTOCKCICTHRIC HITH JECMOCOMI bie (EIKH, OCTEOTCR OCHOBHEIME PHUKHAMI
KAPHOMHONATUR B mohoM moapacTe. et ¢ BposasHHLIMH HAPY TTEHNAME 00MEHA BELIECTR
H CHHAPOMAIBHLIME [OPOKOMH PAIBHTHE. WMEIOT SHAMMTCIBHO XVIMEE npormoa »
OTHOINERHH PpaIBnTHR CH, woM DAUNHEHTLI ¢ OPHUBAHEIMA MYTAIHAMH B CApEOMEDHELX

DeKax. [3.4,6,01,12,23 34,43, 76,92,95,96,119,126,140,143]. Ha aomo ustorcHHRIX
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BAPHAHTOE B renax MYHT o MYBPCS npuxonn e oo 0B HEL BCEX 1Y 1A€8 PRIBHTHA
TEMI] ¥ sapocnex n aeTeill crapiiere so3pacta, MaHHEQeCTALAS KIHHHHECKHX NPOSBICHM
BOIMOMHA B m000M BozpacTe. Unnako Havano sannnvecikuy npoasienni TEMIT s 1etorom
H MOAPOCTEOROM BOIPACTC SAlle ACCOLMMPOBANO © cemelinofl dopmoll asbonerasnna w
CONPOBONCIAETCA DOTEe TAMCIIBIM TCUCHHEM,

MyTauin 8 rese TNNTZ conpoBo#iaiores OOABUHM PHCKOM DEIBHTHA CHIZADOMA
BCC, He cMOTpR na OTCYTCTRAE IKETPEMATBHOTO Y BETHYEHAS TONLHH 6L MIKTT,

Onmcanst cnyuan (5-9%). woran TKMIT passwsactcs #a gone 2, 3 u Gonee
NATOTEHHBIX BAPHAHTeR, bogee vacTo nomobnme MAOKECTRENHME MY TANHE BRISRIEKITCN B
reHax, XKOAHPYIOUIIHX CHHTS: capromeprix Ocnxos. Hanuawe womOuuaumil nateredHis
BAPHAHIOH B reMax capkomepnunx Genxos ofbiMHo conpoBo#aaerci SeGioToM JETCKOM
ROAPACTE, UHCTO SKCTpeManencit crencueo raneprpodun MOKI w1 boicokms peekos
pasedTHa cuaposa BCC.

Monexyaapuuil narorene: FEMIT [8.43.96,107.115,118.126.140,141]

BOIHHEHOREHHE MATOrCHHBX BAPHAHTOB, IPHBOIALMY K passiii TEMIL, b renax
CAPKOMEPHBIX OCTKOB, 93CTO MPHEOAMT K HAPYINCHHK KEIBUHCHOID [OMEOCTEEa M
NOEBIUEHHID Y¥BCTEMTENLHOCTH MEODIIAMEHTOB B HOTEM KANLIHA, YTO ACKHET B OCHOBE
soacEyagpiore remela [EMIL. 2o npHBOanT £ yRETHYISHHIO CRJIL COXPALIEHHA CAPKOMEDA
B CHCTOTY H CHHMACT CTEOCHB €10 paccaaliienun b AHACTOMY, 9T0 COMPOBROEINCTCR
nopkimennen  moTpelsicHnd  kapapomsoudton ATS  w npuBogHT K AKTHBANHH
KOMIEHCATOPHER TPOTREMM SM0pHORABEOID THOCPTPPHIECKOrD POCTI.

Ha TranenoM ypouHe 510 MPHBOINT K NOBBINEHIIS CHHTE IMOPHOHANLHLK dopn
CAPKOMEPHELX DEIKOE H BKTHEHPYET KHHAIHEE CHMHANLHEE KacKaAsl, Ha rucToor iaeckom
yponiie 0 conpoRomzactel  rHncprpodmell  kapamomaouwTon,  npoandepartneit
pudpodaacros, tpancdopyanned nocneaumy B MECHAGPOSIACTEL M HPHBOLAT K IMCOATANCY
B CHCTEME KOMEreHOIRIA.

LUnencTenen HaiE4Ha HETOMEHHOTD FEHETHYECKOND BAPHANTA H COMPOBOMIAKMILAY
B0 TKAHEBLIX [EPeCcTpOek ARIHETEH  JHCKOMIUICKCANHA KapOHOMHLIWTOR, MEIHETHRLX
BONOKOH — (enosen adisarraye w dudpon,

[atoreneTnueckad OCHOBA HAPYILCHUN COKPATHMOCTH Muokapna npa  EKMII
FKLOYACTCH B TOM, WT0 HINEMHIHPOBAHNEIE YYACTKW CCPUICHHON MBIMIE Heclocotin
PA3BHTL AJEKBATHYIO CHIY COKPRIIEHHRA B cHeTory, Bonescrene paoBRBaOmeicd renoxKcun

OHH  Ha8HHERT 'I::DHP-H.LI.I.L'-IIH: LHESG, YoM HOPMAALRED Epmmﬁﬂﬁﬁﬂﬂﬂmt! CEIMEHTRI
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cepaeuHol Melmuss. [To3ToMyY BeUBICHES THCCHEXPOHHA COKPAIEHHSE CEPReYHON ML
(MO#ET DHTE OLEMCHA TOJIBKO ¥ OOBHBMXN C HOPMRIBHOH AIMTENLHOCTEO HHTepsana QRS
Mo AMEKTpORApARHOTpaNME, T.¢. He Donee 100 sMeex) sumasTen paninM MPEINKTORPOM AINCMEH

MIORAPIA TPH THICPTPOdMMCC K0l KADIHOMHONATIHN,

Mopdorormyecknm cyGorparon ey 1ouronoi Taxukapman v Gonsaer o UKMIT
ABSIOTCA APHTMOTENHLIE 30HB HA ORE FHCILIACTHUYCCKHY HIMEHSHHA B MEOKADIE B BHIE
HAPYIISHHA APXHTEKTOHHEN Mpodripian 1 003bIOIT KOMHMECTBE VUMCTROR IExposa o
thubpoaa.

DrHoaoran u Moaeyanpanil narorenes genoronmii TKMIT
[3.4,6,11,12.23.34,43,76,92.95,96,119,126,140,143].

[Moa deroxomeamu [EMII nowsimmor pasnwanuie safonenanss rermeTnveckoll o
HEMEHETHUCCKOR MPHPOILL. KOTOPRE 00 ceoeMy Mophodvasumosankiomy reHOTRITY CXO0MH
¢ FEMIL, Ho SMessr HECKDIbED OTIHYHALE FTHONATOrenes,

Y neveit nprannavy erokonul FEMIT, Moyt GsiTs MYTRUHH FEHOB, ROUHPYIOMHE
CHHTES HecaproMepriix benkon, Handomsee wednaronpuaTME B uiade npordosa UEMII
HRMAWTC MYTAlHH, NpUBOAAUIHE & passuTHo cummposmon Hymam, Jawon, Kacremmo,
Jleamapn, A TAEME B NASHC BHEIANHOH cepaedHol cMepTH HefnaronpHATHENMN ARTAIOTCR
MyTauMH renos guaamuna-C, gocthonambana, fecwsda, namean ANC, SCNSA - anspa-
cyORSMANIIN 5 NOTCHUHATIABHCHMONO kanana varpus, TMEM435 - Tpancuembpannoro
Benxka, RMB20 - PHE-cemsrmaomero Motusnpyionero nporednaZl)l v gecuocoMankHkle
myTaunp. [lopsnmennsidl prck aprTMoreHHRIX codnTril WMeroT merd o UKMIL, seisanuoi
MY TALHAMH fecMotliakdng, sasga-axruaa, LBDS - LIM-craswparomero nomenal, BAGS -
BCLZcaaamioro anarorena, NKX2-5 - NK2 romeoBokeas, KOCNQT u KCNIHZ - kansenoro
MoTeHHAapenqoro  kanana, TRPM4  mpemensore  pelentopHoro  NoTCHIHALA
MERBCTATHHAY o NATOrCHHBIC MYyTAUMH B MaToxonapwansHof JIHK. Yactoma BMgBAcHHS
MYTALHHE HeCAPKOMEPHLIX Oeikeh npd KMIT y netedi cocTtasnaer okono 30%. Bapuawms
tpenowomsft [EMIT npencrannens s npunosennax TUCL, T2 T2,

Marorenes covmrovor n cuiposos EMII
[10,18,20,37,48,90,103,108,110,122,133,134,142]

B rauscrre ocmommerx cummromon CEKMIT pacesarpuassorcs: oberpyvenuy BTIDE,

HLIEMHA MAOKAPTA, CHETOMNYeCEan 1 aracTonngeckad aucdyukuns JOE, XCH u apumann,
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A npa FEMIT [110]

[losmeme reneprpodmyeckore  pemogennposanna JOK nps TKMIT v 30-44%
NAUHEHTOR BLIABIRIOTCA NpHiHakn nopawennd LK. Kputepuem raneprpodmn muoxapoa
DA curraeTea ysenmuyerne Tommmier creril [ > 5 mm. Dicrpemansiod runeprpodmeii
K srnseres TomunHa ero cTenks, npepmammas 10 vym, B mareparype OnHcabb ciIysian
HscaRpopaHnoil runeprpodimn [DK,

laneprpodrgceckoe PEMOIETHPORAHEE [TH MOWKET IPHBOIHTE K
BEHY TPHEETYACYKOBOH ODCTPYELHA KAK Ha YPORHE CPETHAHLNY CErMCHTOR, TAK H Ha VPOBHE
sexoanore  TpakTa  [DK [234],  Kpatepuesm  obcrpykmmm BTIDE  cuwTaercs

BHY TPHHETY I0MKOBRIH rpaAnHenT Jannenma Ganee 16 sa pT. ©T. B COCTORHEHN MOKO,

Brezanuas cepaenan cvepre [20,79,102,103,108,134|

Bresanman cepiewnan cMeprh SRTACTCH CAMBIM IPOSHBEM Upossienwes TEMIT,
HEPEKO OHA CTAHORHTCA MEPBEIM | SAHECTHSHILIM TPosanerren sabonenarma. OrHOBHEMN
nATeQHIHONOrHIeCKHME MexaHiIMamy BOC ssiueomen ocTprie HapyInenns remoHiEasmmuim
(CHHApOM Manoro BuOpoCZ) W PAIBATHE MHIHCYTPOREFOMHN  apHTMEA, ApHTMHH
PASRHBAROTCA  Ha  oHC  NCPEHMHOR  SOCKTPHYECKOR  HeCTADRABHOCTH MHOKApZa ¢
HOIHHKHOBCHHEM enyaoukonoll Taxmxapmue #  udpaansusn  weayIouKen; Takwe
BOAMOMHA ACHCTOMNA B PO3YIBTATE NOTHON STPHOBSHTPHICY TAPHOH DI0KANE HIH CHEJAPOMA
CAalocTH CHIYCOROTO Y38,

Cooft meiaf ® natorcHes QETaibHblx  HapyIIEHHA  pHIMA  CCpala  BHOCHT
passasaowancs npu FEKMIT wimenna muokapna i ero sackrpaacckan nectabuannocts, BCC
unne odyerosteda O (62.4%), Opammapurvmanm (16,5%), J T tena « Torsades de pointesy
(12,7%), AT (8,3%) 1 acucroneii. [locronnnas MoHoMophnan MeryIoYKoRas TAXHKADINA,
nepexOAHmAE B GHOPHILIAINIG Heay ACUKOE, ABINETCH 000N 11 HaHGONes YACTRIN NpPHYHH
BCC v doneaem ¢ 'KMIL

Eseronmeie nokasarely cMepruocti cpen aetelf ¢ TEMIN ywe B amew neie
AocrHrany -7T%, uTo conoeramiMo ¢ nokasareaams BCC cpeaw pipochblx nanmeHTOR ©
BhIPAMCHHBMHE ETHHMYSCIKHMH NTPOARTCHHAMH 3afonesanng-0%s, MuiuMuibaas sxeronaan
BCC otmedena m pozpacre go 8§ ser — 1,6%, 3aTeM CMEPTHOCTL YRSTHEHBMIACE, JOCTHIAN
MakciMysa B Bospacre 10 ner - 9,7%, ¢ 11-13 net noxasareis HECEOALKD CHHAATCA I0 7%,
nocne 16 net of 66 cm@ Gonee HmakKHM- 1,7%, Makcumansamit PHCE CMEPTH ¥ NCROMER
npExogmres wa sospact  10-11 aer, ¥ maommwos - 15-16 aer
[32.35.89.93,102,104,106,123,135,150].
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Ha ocHOBAHHH MHOMECTRE HUC/IEAUBAHHA, IPOBSIENHLIK TPEHMYTIECTREHED ¥ BIPOCILIX,
crpagawumx UKMI], Ooae BhiencHsl KIHHHMECKHE OCOTCHHOCTH, SCCONMRPOBIHABE ©
Bucokoil wscrorell BCC, wx nmeam  daxropamu puerka. CormacHo  pesoMcHIaiiamg
AMEPHKAHCKOTO 0DICcTsa Kapiuoaoros w Esponefickoll acconuaium kapauoaoron fakrop
PHCKE LOAPAIISIEHE! HA FTaRAke (GONEMHE) @ BeposTHRIC (ACIONRHTENRARE). K ocHOBREIM
(rnasinn) daxropay pueka BCC: 1) npepraiibi SnHs0n ocTaHOBKH Cepii {puSpHnAING
HENYAOUKDB) 0 MOCTOAHHAR MOROMOPQHAA HeMy10MKoBan TaxuKapans; 2) caysan BCC o1
TEKMII B cemelinom anavpese; 3) cHEKONE HeyCTaHORMEHHOH NpREHEL 4) SkCTpeMatuian
THECPTPOgHE  CTCHOK TeBOT0 Menynouxa (ToamuHa clenxd =30 mm); 5) HenocTomsNan
WONYAOHKOBAR TAXMESPAME MO XOATEPORCKOMY MOHMIUPHPOBAHHI CEpPISHUONe pHTMAE; )
HeajleKBatibif oTeeT aprepamkiore tapmenns (AJ) wa Quasveckyvio Harpyaky (cHitkeHME
AJl). BeposTreive dakropamy pucka ganmores:  QWOpHEANSTHE npencepamil, MILCMHA
Muokapaa, ODCIPYKUHS BEBOJHOTO TPAKTE NEROr0 WeNYLOUKA, WHTCHCHBHAA (Quireckan
HArpYIEa, reneTHYSCKHE MY TAUMHE BRCOKOTD PHCKS, MOJIO0H BOIPACT TIALMEHTOR, YRETHUCHNC
NEROTD Npeacepaus.

lpeppanuas BOC (Cepnessmil apect) ((eOpPHIMIHA AV I0MKOB HIH CAOHTANHAS
UOCTOAHHAA HETYI0TKOBAA TAXHKAPAHA) HEIAHTTCH afCoOTHRIMH TOKATANKENM K BMITAH TR
OJIORAMEPHOTO KapHOBERTEe A JedubGpranaTopa (kaparoBeprep-aehudpumsmop
HMIUTAHTHPY EMBIH  onnokamepnwii®*®) a kavecrse sropuunoil mpodunaxrikd BCC kax v
BIPOCHLIX, Tak W gered ¢ [EKMIL

Cunxonnt [ 10,37)

CHHKOINATSHME COCTOAHHA MOTYT OBITh €IHHCTRCHHEM KIHHHYECKHM IPOARIEHHEN
TEMIL, omm permcrpepyiorcs v 26-35%. GoibHbIX, MOTYT GLITH, KAK NORTODRKOMIIMACE, TAK
H COMHHYHEIMH B Tedenme aceil mnann. Emeronueil xosddmpent emeprioctn v nerehi ¢
CHHEONATEHLEMH COCTOAHMAME Hanbonee meIcok W cocrasmer 3,.2%. Ecow y mapocnsax
GONbMiee IHAMCHHE D Ka9eCTRE NPCAMKTOPA BHCIANMOH cepieunofl cMept WMeoT
CHHEOMAMEHHC COCTOSHHA, BOIHUKINME B MociHeIHHe 0 Meciues, T ¥ ereh CpoK

BOTHHKHOBEHNY CHHEDNANLHTD COCTOANAN He HdeeT 3JHaacHN,

[Mpurtaimer  cHPkoMaNBUEX cocTossmii ¥ nawtentos ¢ TKMID  peswooOpasHe.
[prennasm ofMOPOEDS SRIAIOTCA CHEAPOM MATero mbpocs (rHUoMomeMis) sa done
BOZpacTAIOWEN OOCTPYKINH FRIXOIHOID TPEKTE JEBOTO ey 10ura, nommas AR Gnokans,
CHHIpOM  ClabocTn  CHHYCOBOTO  Yyila, NOCTOAHHSN WCIYLOUKOBAS  TAXHKE[IHS,

Gubpuiasnna npencepiil, Heasernaruas vasoannaranmg. Peikos yhennuenne obcrpy K
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JEBOIO JMENYA0UKA M COOTBETCTEEHHO DPAIBHTHE CHHIpOMAa Manore bewibpoca Gonee
XBPEAKTEPHO [UIH NOBTOPMIOMHXCE ODMOPOKOR B CHTYALMEX HUTeHCHAHOH (uangsckof
HATPY3KH,

Tlpk BHESAMHOM BOIHHKHOBEHHH OGMOPOKA B COCTORIHH NOKOR HIH MHHAMANLHOTO
HATPEKEHHA  HEOBXOAHMO  HOKIKYETL eIy A0MKORYID  apHiMEK.  CHMEOUAEHBE
COCTOAHM, BOTHWCAITIHE MPH JUTHTEARHOM CTORHHRHE WIH B HEPKROM, JYVIIHOM HOMEMESHTH
CONpOBUHIAIOMEECS ApROA peretaTHENOf oxpackoil, Townorol, peoTol, THIEPIHAPOION
HAlLE HMEHT HEHPOPEHIEKTOPHBIA (Ba30BArAIEHEIR) XapaKTep.

HoBTopHEle CHUKONATLHEE COCTOANHA TPH HHIKOM PHCKE BOSHEEHOBeHus BCC
(DTCYTCTRAE APYTHX (AKTOPOB PHCKE) H HCKMOYEHHH HAPYINEHHH CepIsyHOro PHTHA Mo
DAHHLM  UPEHBAPHTENRROTD ODCNCNOBAHMA, AREAKOTCHE UOKAAHNCM JUIH  KMIIAHTALHA
NETAEBOrD PErHCTPATORE W AITCBpeMeHHOR PETHCTPAITHE ANSKTPUMECKONH SKTHEHOCTH
NPOROASIIER CHCTEME! Copana (KapAHOMOHHTOP HMILIAHTHPYEMBE**) 1L AuarnocTien
BOAMOMHBIN CHPBITRIN HAPY MCHHH pHTML

Canxonansaoe coctosHue y gereil ¢ PKMIL sesasncaso or MeXanHIMa paapiTie MomsHn

UTHOCHTCH K Gobinns GaKkTopad pHeka posrHkHoBeHns BCC,
Hapymenns pursma cepaua [B,18.32,35,48,53.90.93,102,105-107,133,134,142]

Kerynougoerie mapymenns pursa v Goneiwx ¢ TEMIT wsacto sensworcs
NPEAHETOPAMA EHIHSY MO POMAIOLIHY COCTORHUE M onkcans B paynenax BCC u eHEKomEL
¥ neveft ¢ denowonmavu FEMIL mammame 500 weny1oukoBslx 9KCTpaciacron 8 cyTiH
OOSTEHO oDYAHTE BPESa-TeTCROTD KApAHONOTA K ODICe JETANLHOMY ObCIeanBanmeo
PCOCHEA © LELI0 BRISBASHHSA CEPRITRIX Hapy mwermil prmva. Hangawe 1000 seny moukosais
IKCTPACHETON B CYTEY ¥ aeredi ¢ (enokomaavi TEKMIT, HMEIOMEXY B K29eCTRE [PHUHHE
3a00/CBAHHA TATOTENNEIE W BEPOATHO [ATONCHHBIC MYTALHM [CHOB, SRIRIOIINXCA
HEDRATOUPHATHEIME B TJIAHE PASRETES SKHINEYTPOMAIONIN HAPYIICHEE PUTMa ceplua
MOKCT (B COMETAHME ©  ApyruMH  DEKTOpAMH) OCHOBRHWEM JINA  HAMIOUTAHTRINN
KUpAHOBEPTEp-TeADPANIATOPA  HMILIANTHEYCMOID  DAHOKAMEPHOTO®*** (oM paspen

NEHEHEE .

Pulpuiauna npeacepiwii
B ormatme o1 sapocaci nonymamn Gonsse ¢ UKMIL y aevel sosmscaer kpafine

PeARg. HPH‘J-HHHI EOGFHHEHCRE T,
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- [eHeTHMCCKH  JeTepMHHHPOBAHHOE HEDYIUSHME CHHTEIa KAKOTO-THGO  Gemka
KapMOMUOLETE, KOTOPOC NERET B ocHose UEMIL, moskeT saTparvraTs 0 KapTHOMHAOIRTE
NpeAcepiuil,  COILARAS  MOPHOTOTHIECKNE  OPEIOCEUIKH AR SNEKTpHMCCKON
HeCTAOHABHOCTH MEOKENTA,
- JUTEABHO CYIECTRYIONIEs PEMOJCTHPOBIRAE MHOKAPAY NPEACERTIA B CONCTARME ¢
MHORKAPAHATEHOH AHCQYHEUHET BHEHEBAST WIEKTPHYECKYH) HECTAOWIBHOCTE MHOKApT
npeacepari.
- XPOHMUECKSA TIEPETPYIRA MPECepiuE, NePePacTRRCHIE CTEN0K H3-18 HETGNOrHIecKorD
PEMOAZNHPOBAHHA NPCACEPAHA NPHBOMAT K PAIPACTAHHI0 COSAHHHTENLHOR TRauu
{tpmbpoay).

Xponmteckan cepaeanan nepocrarounocts [15,33.58,122)

[IpHaEHE BOYHH KHOBCH IS
- MATRIR  YOADHBIE ODLEM JEBOTO KEMYAHKA BCNEACTEHE yMeHblnenws FKITOJTDE.
Coxpasstomaica swcokas O JDK ve xoMucHcHpyer calmeHne yapioro ofwena, Ha
thone Guinveckoll BATPYIKH CHUMCHHEC YIAPHOro OOLEMO KAMHENYCCKH NPOSBIICTCH
PEHEINE, YEM B IOKDE.
- YMEHELIENHE YAapHero o0beMa JDK 13-3a o0CTPYKLHN ero BREIBOITHOTO TRAKTA,
- B wexone CEMIT (manamagseaias cragma) sovHKecT CHCTOMHYSCKAL MHOKAP AR EHAN
ancdyrnns T;
- puGpos muoxapaa JUK w yrenmuense Tomusis crenss JOK npusoaar k npactommyeckoli
AncdryHIaHA Mitokapa JUH;

- MATPANLHAR PEFYPTHTAIMA PHBOAUT K cHusendio dupextrrnon OB JDK;
- APHTMHA,

- PAIBMTHC BCHOSHOH REIOMHOR IHICPTCHIEN WG4 CHEREHHS SBAKYATOPHON (yHKiHy
JIK.

1.3} Dupaevuoiorsa 1aboienanis nad cocTosHus TPy saborepanmii win
cocTonHui) [8,19.36,38,64.7091 105,115,124,140,141,148]

[lpermywectsedtan pacnpoctpameniocts IKMIT no reorpaduueckoi, nososoR wis
aTHHYeCcKol nprmaanekocTH He uabmomercs, Jafoncsanne MoMET MaHM(CCTHPOBATE B
moboM Bo3pacte, Y aevedi mennana poapacta exsenenns UCMIT coctannger 7 ner.

COrnacHo MaHHBIM STHIEMAMIONHHCCKRX HCCTeToRammi, MPORTAMBIY B DESHLIY
MACTAX CcBeTE, pacipoctpanenrocTs VDK kak pamboaee ocnomnoro denotrna TEMIL

COCTABNACT

1




1:300 B o0med nonynauey. B pasHeix BOIPACTHRIX KOTOPTAX OHA BapeupyeTcs oT 1:300 10

1:200. Pacnpocrpanentnocts FTEMIT 3 percrofi nonymmpm coctapngeT or 3 0o 3 ga | 000
000, oanaro & 18 rogam oHa nossigaetes go 9 : 10 000, Exeroanas sabonesacnocrs IEMI]
y jeTel cocranaseT or 0,24 qo 0047 ma 100 000

[ockonswy 3abonesanne ATHTEIEHOE BPEMS MOWET TPOTEKATE CyDKIMHHHECHM,
pacnpocTpadeHiocTs [EMIT npe npoBemeHHd TAKHX HCCOEA0BAHMHHA, KAK MarimTHo-
perannicHas Tosorpadiin cepiid ¢ wkasmpaeTaporsniey (MPT) a rawe HPCBEHTHBHOM
MPOBEAEHHEE  CKPMHBRATOROTH IXOKI, wackagHOre  redeTHUECKOTO  CKpMIMHER
pozcTaesrnron Boasnore ¢ FKMIT nossinaer pacnpoctpaneniocts TEMIT. B racrosmee
BeMA B OLILIBHMX HCCICI0BAHANAX 0N Hal TOaeTeA Hame, seu 1:200.

¥ pereit pectva Tpyano mdepenunposers desorommt KM o1 u3onuposannod
EMIL nocroneky BHECEpASHHEE IPOABIEHHA CHILTPOMATLRON/ MeTafomueckoil nepriD-
MEITEYHOR MHTOXOHIPHATBHOH DATONOTHAE MOTYT JebiOTHPORATE HE ¢ PARHETD BOSPACTE, A
B oTcpouennos nepuoae. B To we spess nporwos ¥ ojerell ¢ gedoxkonnayn TEKMIN
IEATHTENBAOG  Cephelnee, Hem  npw  semposannoll  dopse.  [Mosromy  auarnos
uzoimpoeansoi [KMII v pefienka — 370 1HArHos HCRMOMCHMA, XKomophil BATHACH TOARKO
NpH SOCTOREPHOM HLRMOYCHHN BCEX BOIMOKHEX (IeHOKONNRA.

B perexoit nonynamne Soneaux FEKMIT 25-38% poacreennnxos | creneHH pOSCTRA
DonkHOre pedéHks uMeoT sxorapamorpapaeckse npusiacn UKMIL Do weofixommso
YUHTHIBATE H MPOROAHTE KACKAIHRE CEPHHENT POACTEEHIRKOR Gomkpnoro pefenra ¢ [KMII
FUTA PAHECEC BRERICHH 32000eBAIHA ¥ POJCTREHHHKOR,

lpornos. Mo nuctosuiero npeMeni CymecTByeT /ML HeGONBLIOE KOMH'IECTDO
HCCTEIORAMHA, B KOTOpPRIX 0w Omn opoauaniauporan npornos resenns TEMIT y oo
MOIOLOID BOSPACcT Ha OCHOBARWH JIHTeThHBK Hadmomenuwi, |lpakriyeckn oreyTeTsyoT
MCCTCAORANAA TI0 BEDKHBACMOCIH W CMEPTHOCTH Doapnbix © genoxonusss  TEKMI]
Veranonnewo, yro wefinaronpusmaii OPOrIed o0y CIoRIeH ABYMA OCHOBHEIME TIPHUHERMN:
BCC » cmepraio o nporpeceupyromei copaeusnoil nenoctaroynoctd (CH). B wpynsomM
MYNLTHUEHTPOROM HeCACA0saHHY (474 nagpenta ¢ nxoauporadyoi TKMIL (8 sozpacte ot 7
a0 24 meT; B HeCTeJoBAHME He ouuM Donkare ¢ geroronaanm TKMIT) Guno yeranonneno,
Y10 CMEPTHOCTD 38 5 neranii nepmos cocranita 3%, a 3a 10 norauil nepuon 5%, Nprawnavm
cMepTd gRaAaancs  BOC  (69%)., wkouewnan cragna COH  (10%)., ocnoseHenHs oT

TRaNCTAARTAHE cepaal ] 6% 1 Heceuenna MENTeHOR TRAHH cepmia (5%, ).
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1.4 OeobenmmocTi KOJHPOBANHA _ 1000JeRaNHA _ WAH _ COoCTOAHNA _ (TPVITIE

abnacRanmi wan eocroaniil) no Mexnynapognoli cTaTRCTHYeCKoH KaaccHPuEaLHN
foJesteii 1 npoilaeM, CEBRMIHLY ¢ 3T0DOREEM

[42.1 — ODBeTpYRTHRRLA THIEPTPOPHHECKAR KapIHOMBOTATHE.

1422 — Npyraa raneprpodrteckan KapIHOMHOTIETIE,

L5 Kaacendmeaumn saboachanun nan coctonins (rpyous: saboiaesasmii win
cocronnnii) [8,25,77,107]

B macTosinec BpeMd HMEETCH MECKMIBKO IOAxolos ¥ knacchbusaipm [TEMIT

KIHHEYECKHE, Mopdoioriuecknl, reMoarmaMAvecknil, reneTaeckni.

Nemoamaamusecknil npusunn Khaccnguiaumn

Mo nainuso rpaanenta oBerpyrius BTIDE B ToKGE ¥ PR HAIPY K BRI

- HeobeTpyRTHERY K TEMIL npw panwann rpennenta aasnenus 8 BTJDE <30 My preT.

B OKOE W ITPH HATpYiKe.
- oberpyrrHeayio TIOMI: npr nameumn rpannesta maanenns & BTIDE =30 (307 sm pr

CT. B MOKDE H IPH HAFPYIKE,

- jaredTHyo oberpyrTHenyio gopay UEMIL npe SaiymH rpaiscHTa J1E8IcERT B
BTIK <308 noxoz 1 =30 (50) MM p1. C7. OPH HAIPYIKE.

Mopdoaormwecknii npuaunn aacondmcamnn FKMIT
1. Acumuerprman gopmya FEMIT
. Dnneprpodms MAT] (poamomie sopnedenne B naTonorwgecknii npouses [

- Basanereii wactn MOKT (cyGacpransnan)

- Carsopnanans MAKTT

- Unneprpodmn seeit MOKI]

- Mnoaronsmyxmas MAETT {anrn. greverse curves) — npenMyinecTaeinio
cpeguexeny ouKonas runcprpodus MATL Ges ponmeuenna caobonnodi crenkn
JOH

- Kombunuposasnas (ML gpyrofi oraes JOK won [T
b. Anuxanesas runeprpodma (+/- cpeapHubie cerMentsl JHID
c. Cpennexenyvacuxopas TEMIT (¢ sopmevenweM cpefWHHRIK OTIENOE He

TiIbKG
MIKTT, no 1 cooBoanoi crensn JUK, JIHK maua snceoinsie vackis )

d. I'mneprpodwa apyrod creasn JDK (Gokona, 1aanan)
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2. Chuvnverpiunadn gopaa [TMII
Mo crenens BRIpAKEHHOCTH FHNEPTPOdIRT

- Dxcrpesmansian (MaxcamanbHan ronmaea creukn JOK =30 mv) B percwoit nony nsumm
Goneuerx TRMIT noa sserpemaneiofi runeprpodiiei MHOKSEPIA OHUMUOT TONMMIY B 6 H
Dojee CTAHMEPTHHX OTHAOHEHHRE (7). DrcTpemansias THIepTpodHA MUOKADIA CUHTACTCA
HE3ARHCHMEIM fakTopoM prexa BCC, 3unavenme oxetpemantiofl raneprpodin Muorapas
nMeeT GosTkINes NPOTHOCTHYECKOS SHAYSHHE B KadecTee hawropa pucka BCC v Mouobex
MAUACHTOR [0 CPABHCHMKY © E3pocneiMuy. Kark npaBuno, runcprpapns coweracres o
hHOPOIHLIME HIMEHEHHAMA B MHOKARIE, YTO YRSTHYHRACT REPOATHOCTR BOIHHEROBCHHR
AITIHEY TPRRRONIHY HAPYIEHHH CEPASMHOTD PHTMA.

Hmeerca  Takme snaccHipikaums  kapawomuonatui  MOGE(s) (2013), woropas
OCHOBBBASTUN HE TOABKD HE Mopdodynknromainanx ocofennoctax denornna KM, mo u

YUHTBIDEST NEHETHYECKOS HACHEN0EHNE.

1.6 Konmmeckan wapriamg aforesanms win cocTosmnn (rpyvons satiosienammii

IR COHeToRmnii)

TMpit TEMIT ¥ meveit MoweT #abmoaaThed IHAYHTEIRHOE BAPLHPOBAHHE KIHHHYeCKOl
CHMITOMSETHER: 07 DecCHMOTOMHOTO TEUEHHE A0 PRIBATHR TAKeIod HefoCTATOUHOCTH
kposoobpamerna [31,54,56,64,74,76,79. 82 85, 86,103, 107,144].

Knnnuyeckne saprantel TevcHus [KMIL:

. BCC - MoskcT Bo3HHEHYTE npl mofoM KiMErdccron sapaaste FKMIT, s rom sucne
fea npegmectryiomedt cummTomaTikd. BOC npr TEMIL & serexoil nooyvaauun
HaHOIEE  UAaCcT0  BCTPEYAETC] NOPH CHHOPOMANEHEYX  dopsax TEMIT
METOXOHIPHANEREY, MeTabomecknx TKMIL, a tawke npe accommamy TKMIT ¢
HEPBRHO-MBIIEHNEME DoNeHafRsMH, 6 Tokwe npl nepsudanoi FKMIL o smcoro#
koHueHTpasei hakropos prcka BCC. Ocobenno TINATENEHO TOMKHE HABTIOIATLES
AeTH, HMCHINHE MYTALHH MCHOB, CCOUMMPYIOWMKCE ¢ BOBRILEHHEM pHokom BOC
{c BRILLE),

4. DPCCCHMTITOMHOE TeMEHME = MOKCT HaOUMOOATBCH ¥ ANHCHTOB ©  HCXOJHOD
neoberpreruadol  Gopaoi TEKMIL, npoTexmomail Hea reMomEasitueckuy

Hapymenuii # ¥ SonbHbX ¢ Heboasmoil crenennio ofcrpykuny BTIDE, Cpean serei
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¢ GecCcHMITTOMHEER Tederner ad0IeBaHis, CpelHni eweroiuei  Koaduiupent
cmepTHOCTH cocrasianer 1.4%, B T0 e BpEMA Cpea JeTell ¢ KIMHHYECKHMH
NPOARTCHMNMHE  SabOMeBaliny  IOKAMTENH  CMEPTHOUTH  MABKCHMATEHEMH  H
cocTanmsoT 6,6% [59,60).

3, Cumnromuoc gobpoxauecTsesHoe Tewedue wvaule walmiogaerca v OolbHBX €
ANCKBATHO NoA0dpannof  Tepanmefi  obctpykTrEmoi TEMIL, & taxse opwe

oberpykrnerod popme [KMID ¢ sebonemoil crenenwo obcrpykums BTJOK
[15.59.60,122],

4, CuMnroduace ochomnennoe tedenne TEMIT nafmonsetcs npe HAIHYHEHE 6
EMARHEYeckol kaprine fubpramnnn npeacenmil (KINHHISCKRS TPOABICHHA CaMOH
ApHTMHK, 8 Taxke TpomGoambonayeckne ocnokrendn), XCH (omumka, cunsenne
TOACPAHTHOCTH K eanueckndl uarpyzxe. (OcofenHo NOIBEpHEHK  DAIBRHTHIO
cepaedHoil  HEAOCTATOYHOCTH MpH coXpanuodl cHeTommueckod fyHEKIHE AcBOrO
HCMY DOYKR aeTd I.I.EFHEIK ABYX JET HHIHH, TAKEE MAEHCHTR C METE.E-D\JIHHI:EHHHH
dopmamu denoxonuit FEKMIL Sonesneo Janona, [oune), cupaposa crenoxapanm,
goTopeill  Momer wabmogatecs ® vy Oomeneix KMID 8 geTckom  Bo3pacte
[3,27,53,66,96,138].

5. UCHMOTOMHOE TEUEHHE € HeDRArOnPHATHEM PeMOSIHPORAHAEM MpencTaanaeT cofodt
CTATHIO  JICKOMTICHCATIHM  MHORapamansHol  dymsmpn ups TEKMIL Ous
conposcacgaeres  yeveybnenwesm  camoromos XCH  wa  done  pripaswenioi

CHCTOMHYECKoi W IHacToONHSeckoR MAoKapIwaTerof miedyuemn [13,15,58,122].

2. Anarsoctuka 1a601eBaHRs WIH COCTOSHEA (TPYNNL 2a0oaeannii wan
COCTORHHMR), METHIHICKHE HOKATAHHA H NPOTHRONOKAIANNA K NPHMEHCHHID

MCTOAO0B JHATHOCTHER
Kpmrepun anarnoia FKMIT [8,9,54,63,83,107,115,139-141,145)
VY aeveii kpurepiem guarnosa [KMIT apagerca ypemnuenine ToaILHHE CTEHKH NEBOro
wenynosKs Domee 2 cTaHIaPTHEX oTKnoseHEd (£).
Tpebyercn nposenenne anddiepenunanuiofl AHArHOCTHER ¢ TAKHMH COCTOAHMAMHE,
rak AT w cnopTHEHOD peMOSICIHPOBAHAG MHOKADIA. ,{],Htll-l]_ll:puuu,uﬂ.ubﬂuﬁ AHAIHOE

penowonuamn CEMIT v pereit satpymmen (BEMIy TOTD, WTO CHMITOME OCHOBHGrO
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wWOOIERIHEA MOTYT eilie He NpoaBhTecd K MoneHty ashiora TEMII), vo ero obmlarentno
CHEOYET NPOBOIHTE B CBA3H € XYAHM nporsosoM genoxonni TKMIT y aerei.
Kparepren [EMIT [DK sspmerca ysenmueane toummmus crenke TTE =3 e

Tomuuua muokapaa TEK > 10 sy cuntaeten skerpemaisuoil raneprpoduedi TIE.

Kpurepsem jmwarsosa  obcrpyxrusmeii UKMI1 no  pauseme  empomefickms
uecnegoparelel spmmerca [J] s BTIEK 230 sy pr. ¢, B noxoe win npr guanueckofi
Harpyske, I > 50 sm pr. ©T. AWIAETCH KQHTEPHEM TEMOTHHAMHYMECKH THAMMAMON
obeTpyriHK [B,2,54.63,83,107,115,139-141,148].

Mo agnmsns aMepHKaRCKEY HCCICIOBATENSH KpHTCpHEM AHarHDsa o0CTPYKTHBHOH

FEMIN ssnseres UJ] 8 BTIDE =50 s pr. o7, B nokoe wnn npe deriuveckait Harpysxe,
Kpwrepren oberpykan BTIDK apaserca voensueune UJ] g BTTEK = 16 M pret. &

noxoc [8,107). Begengior crenenm oberpyveipm: yMepennas, seicoxas ()] Gomee 60 mm

PT.T)

¥ aeredl ¢ PEMIT momer malinofarecs BHYTPHECAYNOMKOBAA ODCTPYKIMA Kak
NZBOTO. Tak H Hpanoro sseayaogxon. Omnpaxo geTknx KpuTepucs sonmannel UL gon s1od
(hopaisl Be BLpEboTaHD.

2.1 aaobeg 1 anamue [8,45,64,76,82,107,144,145]

*  PexoMenIYeTCH NPOBECTH ACTANBHER AHATHY Manod W aHAMEEIA ¥ BCEX DANHEHTOR
¢ FKMIL

VIUT 4 ¥VP C [64.82,144)

Kommenrapuii. COop cemedinoro anampesa no emyuam BCC epenn poncTrerEngor
odenb  Bamed, OnpeliencHue TepMHHE  #OTATOLEHHOCTL  auamuaesa no BOC v
POACTBCHRHEORS Bapeupyer. B Gonmunncme coyyaca nod sTusM noapasysessercs BOC
POACTREHHHKDOR neprol cTenenn no 40 net wesamhchmo ot wanwuna TEMIL apyrue

HCCHENORATENH CYMTANOT 34 OTRIDICHHYID HACICACTBCHHOCTh BosHHEHOBeHHe BCC v

poacTEeHHHKA ¢ [ KMIT 5 mobosm noxpacte. Hannuus B combe pebedrn ¢ NEMIT covaace
BCL pacemarpubacTes kak nHpopMaTHRHEI DpaaHiETop cepTi. Buecre ¢ Tes, 3107 dacrop
HO HMEET SHAYEHHA B KauecTEe DOJIBIOrD (JAKTOpE pACKd. BOSMOEHD 3T0O CRAIAHO ¢ TEM, HTO

¥ AeTel safoleranne BaCTO BOIHHKLST NPH BHORL BOIHHKITHX MYTAIHAX B renax (de novo),

; Peomennyeted eBop reseriacckore W KapIHOAOTHIECKOTO aHaMiesd y deredi ¢
FEMIT oxcpaTsisa ol 3 noxKeaeHss pOACTREHHHKOR ¢ IENLI0 BRIARBETHA HACTEACTREHHRI

COPUCHHO-COCYAMCTEIX 3aD0gsesaniil B CeMbe H BOIMOIEHOCTH HACNEIOBAHHA npobarnom
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3A00ICBAHKI CEPAEYHO-COCY IHCTOR CHOTEME OT POACTREHHHKOR (H3-38 BRICOKOH HacToTh
ceMeiaBIX Gopa).

YA 4 Y¥P T |64,82,144,145)

*  Pexomensyeren pacemaTprnars cnysan BCC B cemefinom anamnese xax Gonbuiok
faxTop prcka BCC v npoBana.
Y4 YYPC [64,82,144,145]

Kommenrapnit: wepedro y demedl TRMI aeisemcs coywaiseof daxodxof i

CUEPHOCMUDVEMER MO PeIVARBEMON CREINHNZ,
Hpw FEMIT noaufiotree wacmo  BotbREE JCGRNOMCE Ha OOBIMKY, CHUNCEHUE
madepanmocrn & BH paswoofpasiee  Goveante  oupagenua & cpyonoll  Knemse
KOPEREL e CRO20 W EIRENORAPMI LU CHOM XAPIRIEE, WPV i prmaic cepdeynan

OeRMETHNGCITI (Repefion, yuatjennoe cepeyefuenie), 20060KPYNCEHIE, RPECUHKORONEHENE I

CHNKNGTRENBIE OO TN W T

fipu clope cemenineso audunesa Hepbodiove ofpurgans GHUMGNIE Ha Mo, BhLI I p
pogemeeniusos crpvau BOC, XOH cuwronatensix cocmognidl, wvraanmarun JA2KC,
HHCYIBIG & MOAOOOA SUZPNICIE, (0 FIGNCE GJIVeue 206630005 A,

2.4 Wunkanenoe oficaeronanne [8.31,74,85 86,103,107, 144].

* Pexomenmyercs crasaspince Huancaniiios 05enenopaHHe Cepieuno-cocy AnCToH
CHCTEMEL, BETHHAIONC: AYCKYIRTALMIO IPH DATONOIHN CEPALE W NEPHEAPRE, WIMEPSHHE

EPTEPHANBHOMD  NABACHMA Ha  TNepHepiyeckHy  SpIepHax, HIMEPEHHE  YacToThH
cepauetncHnd ¥ scex nannenTosn [8,31.74.85,86,103,107,144].

¥YAA5Y¥YPC

Kommemsapuil: apecyismamyannn apumaraw obempyemianott { KMIT saamemca
ZPVORIY  CHCMATNNECKIT VW, ERCTARRRIENRIT  HaD ool HOSePXNOCTL cepdya, o
MORCHAMYMOM NG GEPVILRE U F YemaepmoM mexcpelepse creea om ko, v oweem
CHCIGTUNECKIE  Tapanmep, ON  WhIKoYacmompsl, no  muny  Kpeljendo-dexpenenoo,
FOUIBUEMIR AP0 NEPEXOOE  §  GEPMUKATLNOE  MOTONCENNE, (UBINECKON  naapyIne,
maXURAPOLL, puewe nige npy nposedenuy npods BorsCanbes, o NMakswe mpu mpreve
HEPUDEME I GaTOMNUIEMaMOpos,

!Hﬂ NENEE TREMNCE SOV T R HIMETHTRN AT I bR i p«[-'.:i'_}-'I[lE' LFFFICITAELL.

* Pexomenyercs olparnTs REMMANHE 13 RIECEPTEYHRE MpoRBNcHHA Taboenaima,

yvEaiupaonme 1a denoxomnn UKMIL v mereil ¢ FTEMIT skcTparapinansiiie clMITTOME
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BUKHM 719 THArHOCTHER metafomngeckwx gopy [KIl, meprao-smmmednodi naTomorHe,
MUTOXOHAPHAIEHEIX 3aboneranni. Ocoboe BHEMAHAE YIENASTCE TPOSRISHHAM CHEIPOMOB
Havon, Hynan, Jeonapy, Kacrewo s apyrus, a Tame TPOARICHAAM MHTOXOHIPHAILHELN

whoneranui [3,4.6,12.34,43,76,95,96,1 19].
(¥IUL4 ¥YP C)

2.3 Jlaboparopusie AnarnocTHNeckne Becaeponannsg [ 13,39 40 54 63 68|,

¢ PenomenmayeTcs pyTHHRHOS maboparopHos o0cIeqoBaHHE, BKIOUAIOMWET oD
{kinnasecknid) adain: kposx B oDwml (KIHEHOMCCKHE) aHATHY MOYH, AHATHY KPORH
Guoxummuecenii  obDmeTepanepTHYecKHi  (MOCACHOBAHHE  YPOBHN  XONCCTSpPHUA,
TRHCTHEPHIDE, KA, HATPHA R KMORH, OTPETENeHAS AKTHEHOCTH
ATAHHHAMHHOTPAHCEPASEL M ACHAPTATAMMHOTPARC(IEPASE] B KPOBH, HCCHEA0RARKE YPORNES
MOUYERHHE!, KpeaTHRIHA, obmero SuompyGnra, rMmokossl B Kposl) v Beex naguedton ¢ EKMIT

AR BEIARTCHHA COIYTCTBYI0IIHX sabonenannit [13.39.40,54.63,68] .

YII11¥¥PRB

Kovmewrapnii: v forenwx TRMIT ¢ smpaxceniod suovaponaiuiof duegivisiued
WeERECOnRPATNG HeCTed0Raie VomsHa N-mepuusaisiose oaemenma Hammiypemiseckozo
rpeneriitida sozeogoee (NT-proBNP) o sposu u uceredosanue ypoaus mponasunon T, T &

Kpary, COnaso 3l ecedORaHEN RE SXO0NM 8 IITHRRGE Adbopamepnoe obeiedosanue.

* PexoMeHAYETCR clelHaIbROS Aaboparoproe oDCHeA0BaHRE ¥ NANHMENTOR NPH NOIOIPETHE 1A
KOHEpETHYH deHokommo UKMIL ¢ ugisio npopeferns MaddepeiuiaisHoro amarnnsa
[3.4.6,12,34.43,76,95.96,119].

Y4 ¥ypC
HI.IHIMI’.'“'"RFH!-‘: ORISR, RO LR lylffh]ﬂﬂﬂﬂﬂﬂma l._TJHJ.f!HHrH!.{J: Az
eheronanun KM, npuaedein & matage IT1, Mpuroacenue Tl

Haonupogapnas FKMID & demexofi nomayun — 2mo  JMAZROZ  HCKTNONEHIR,

WDepowory DEMIT y Oemeti 6Cmpevammes SHauumedbng wge, Yes 60 a3poctof nemymun

Govsiarx, Hpw nocmanosse duasnosa usonyposaiot CRMIT weofxodun nposecm moawoni

dugheperuanbrill SUarHOZ, AP KOMOPON HENOROTIT, SHOPNYNNE & oneylduecie

mpussr TIDK w DTTK doasene) Gsoms wexvavenst. B omawyne om azpocianex, dag demei

Xapaskmepna  kousepous  henomung © goIpacmoN  (CLAMMMOMOEOMRIERT 8necepdeyiom

namorosuy ¥ demeld ¢ KM gropyupyenien we sceada odNOSPeMEnns © RONCmMamayuen
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wevwnus FEMIL Ha navaieueex smonas Cundposatsnol, Memaboruseckot Hepaiio-

MBIUEHHON RANTOIOZUN EHECEPISNNWE CUMBROMB MOZYIN SUE HEé RPORSHMECH 1t Galih
MACTUPOOANHBEMEY CYOR TUHHUNECKUMIL TAMENTIHIMY, & ¢ VEETUNSHUEM BOTDICMA - nayanty
dovuniiposamt & rinuseckoh saprmie). Hosmoxy oficiedosanue pedensa © TRMIT
DOANHE WINEHAABIHO DML HOYENEHO HE SRABACHEE CHOPOMATHER 4 wx gop. Ho amed
APINRNG HEKANMERLE (Henowontl, smopuiin i enegudiuueenus npwas y pefienia ¢ FKMIT
LI HPOAOONMLCE e ODONOKDAMING, & HECKOTLID PR o 00CMENCERER  GIPROCIOA0
BOIPACT.

Crparerss reneTneckors TecTHPOBAHNE | CeMeiiioro cKPHIHNT

[8.28,52,55,56,101,107.111,118,144]

* PeRoMennoRano ¢ ueiaso yToMHENHA HACENCTREHIOrD XEPaKTEpa 350/ ICHAlLI CepaeaTo-
COCYIHCTOH CHETEMB, BADHANTA HACHSORAHHE 2600NCEAHM, NPOTHOIA FA00NSIANHA, FATHEE
GOIBHBY POACTREHIHKOR W POJICTECHHHEOB-HOCHTENeH 1a00eRaHNA MEAHKO-TCHETHYUECKHIL
NPHEM BPaYA-ICHOTMKA HCPBHYNLLIA APOBOJNTE IEHCTHEDM, HMEROLEM OnuT paboru ¢

RAQHONOTHHECKHMY  GONBHEMA B pabOTHOIMME B MYJIBTHARCIGHUIMHAPHOT  koMinas
[8,28,52,55,56,101.107,111.118,146].

YIR4¥YYPC

* PekomengoRano obf3aTeNRHOC TIPOBSICHHE APe- K HOCRIMECTIDEDZ0 MEIHED-
TEHCTHHECKOTD KOHCY NETHPORAHHA nankerTas ¢ KMIT nun nedepneisaiomero ofcyiknamms
PHCKOR, [PEHMYIICCTE, OMHAZCMBIY PEIVILTATOR H HX KNHHHYECKDTO SHAYMCHHA A8
COBMECTHOMO € MUIHENTOM MPHEATHA poincHus. [lockoisky peroMenianmm no ckpHEMILyY
ONA YIeHOR CeMbH IARMCAT OT MATONSHHOCTH ODHADYMEHHLIY FéHeTHUSCKIX BAPHAHTOE,
HMARMCHHAN DNETOITHHOCTE BAPHEHTA NOMKHA DEPEOPOHEPATHCA  maoknmie 23 rama
[8.28,52 55.56,101,107,111,118,146],

YAASYYPC

Kommenrapwii. ¥ noywermos ¢ FEMIT widhopyayus o KAVIEMUSHOM 2EHEMUYECROM

AUfILENIME WMERTT THYEHIE & CMPCmugiimaijii pucka syesamon CANE IR,

Heodxodumocnie  APOGEOENNIE  CEHEMNNECKOZ0 PN CIMPOGHIIR esamun-
CITPHYEMETBREIY  DOOCHGENMUERE D48 PeRIaccuuinayiil  sapuenma  Heuzsecmnoil
FHAVUMOCIRY, @HARTEHROND NPN FeHERMUNECRRN mecmuposanuy ¥ npobandea, oo cwx nop

CUCKVITHIVEIRCA HOCREODEImMEIiATiL

Koneencyenme  pexavesdayut  Amepuranckoze  wowedmcs  sapducioeos (ACCH 7
Avepuranckelt kapduononmeckon acompaiian (AHA) Suxmpom wepfroduocns ¥ demeii &
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sozpacme |2 mem nasunames nposetums CeMelingil CRPURNLRG POOCTIGENTIINGG REPROT CICRENY

Podemaa rpoboudos ¢ FRMIL boree punee obcieoosanie yeaecooipasng moreko 8 CAVYYans
HEOHOBNHGI0 CRAYRE PROCHd, HOAOMEmEIniUen ceMelnoer aramnesa no BOC w npu sanamms
COPERTORTIMETRNBIM CROPIIIOM,

Laponcuckoe  ofgecmen  kapouatosos (ESC)  npedicenem  sumaiecsnti w [ wan
cenemuvecytnl ckpuitune navman ¢ I nem (eroce flaCy wru panee, ecau ecme daiitie o
FTORANECTISERHIN  MEYENLN  J0B0NesanIl  © PouREAM  QEDIMOM,  NEINNEN  KTRINECKIE
CHATFRIMTEOS LT R gl e Rniacmu O POEVRIIRCYNDY BN CHECHEN VA -Iflhiﬂﬁ'-ﬂﬂﬁ}'ﬁ:l iR OC TR .|".n.'_-'|:|:.£|'_.'l..'
flh, Ch Oduare & nectedwiy pafiomax Guio ApodeMoNcmpuposano. Sne KINRINECKIT W
SENSMUNCCRUN CRPUNENS W caedvem omkratmeams do eospacma 1) wie 12 nem, 8 carsn ¢
BRICORUM CORMA0ENLIEN PETVAbITGIMOE IMECHPOEGNIR V Oemet! & PO GOGeme, & DTwee
o CERIN © ORMCYICRIGNEA Fﬂj]']'!-l!flrl' i KTWECMOT MOHINN .'I.-!EJH‘E".]-" CEHHUR-NOAMC TR EN M AR
FERIBME 4 VX CHEPU IR MK,

B uccaeoraonuax Gorstunx xozopm demet nowmg ¥ 3% podcmeeniunos Repaotl cmenen
podcmea, NPoxeORux expuiuns, duaswocmuposana FREMIT npu nepeos wtu nociediwongi
oicredosauuwex, FRMIT duasnocmupyemea ne wpaiieli mepe ¥ odnoro podcmsenrnuxd 8
gnipacme do 18 rem nepeoil cmeneny podemea e 8% oboaedoeannex cemed. Juazwos FRMIT
Goiee GEPORMEN 6 CHMUE HATUYEA CEMENND anduHela navala sebotesanus 8 demcrou
ROFEACINE.

* PeroMeHi0oBaHy UPOBOINTE MpHEM (0CMOTP, KOHCYNRTALIHA) Bpavs-reHeThHEa

nepaaHME  Boem  oagmedtam o PEKMID ¢ peneso seiasneHds  opacsEHol My TAUHH
[B.28,52,55,56,101, 107,111,118, 146].

VIL4 ¥¥P C
B PE:WHEH!I['I‘RHH"F MMFROIATR HHTCMPETALRD KAPIHOTOMHYCCKHY  aCiekKTon

PEIYNRTHTOR  MOACKY/INPHO-TCHCTHUCCKOTO — HCCAENOBAHEA v fetell conectho
CACHAAMHCTAMHE B 0DNACTH ICHETHRH H kapapoaor [8,28,52,55,56, 10 L1071 11,118, 1446].
YIA4¥YYPC

pl’-‘H“H'IJIJ'].II.II'IH I PEHETHYMECKOMY TECTH OB llpuﬁuunu:l
8,28,52,55,56,101,107,111,118,146]

" FEFGMEH;I.:‘!H‘R:E NpoBCACHHE EaCEaIHOIO IeHCTHHECHKOND CEPAHHHTA MMeTomm
Canrepa poAeTREHHEKEM [EpBof AHINH pojeTea npobanas, ¥ KOTOporo NPH TeHeTHISCKM

TECTHPOBAHHC ﬂﬁﬂ'ﬂp‘_'i':ﬂ'fl-lﬂ. TIPHYHHHAR [Iﬂ}'ﬁﬂ'ﬂ{ﬂﬂﬂﬂ'] MATOMEHHAR  HIH  BEPOATHO
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patoreHHas MyTaues, ¥ Jereli ¢ FKMII npy nposenenun remerHdeckoro CKpPHANErA
HPELOUYTEHHE OTIAETCR MOCIENOBANEAM TeHOMA C DONBIHEM NOKPRITHEM (OMHOIKIMADE
HJIH MOTHOTCHOMHOS COMBELHPOBAHNE) B CRASH © DONBIIAM KONHYCCTHOM CHHAPOMBIbHDBIX,
MeTafiougeckix hopy 1 GOPM, CRATANHLIX ¢ HEPREO-MBINeHEMH Iabomenawamn, Tpn
DADIPEHRH  HE  MHTONOHIPHANBHYE) — [ETOAOTHIO  DEKOMENTIORANOG  MPORCIASHHE
MOJEEYIAPHO-ICHETHYSCKOTD  HCCNSA0RAHHA © [NOKpPHTHEM  Mproxopgpuantaodl JIHE
[8.28.52,55,56,101,107,111,118,146].
= ¥4, ¥¥YPC

= PexosmessiyeTcd reHeTHYECKOS TeCTHPOBAHME ¢ nocmemyviomed manwmanmedi
ERMBACHHLIX TEHETHYSCKHX BADHAHTOR TAIHCHTAM NPH OOA03PEHHEH HA  KOHKPETHYIO
tdemokomuo TKMIL ¢ wgisio nposenenns  gmdebepesmanesoro uardosa
[£.28,52,55,56,101,107,111,118,146],

Y14, ¥YYPC

KommenTapuil:  cenemuveckoe  mecmuposmive ¥ Jemel  ©  NoSpamusinol
sunepmpaduest cmenky cepdya (posno 2 Z-score) wa ¢ nozpaisnoi NADK vescuoso zenesa
HEAECOUBPEING NPOSROUNTE MOTBKD ROCIE GeMAThoM OHCIEAORERUR (BERONEE MOZHIITH-
PeIOHARCHI0  moMoZpaghuoe  cepdun ¢ RORMPACIMUPOBGHUEM) N KONCWIYME

MYALIHOUCHERIUNAPHOL KOMONOR! CRENUATICITO0E,

» Peromennosano OPOBOIHTE MOCMERTHOE MEHCTHYRCCKIN FMOCTCI0BAHAC Gﬁ-pﬂ:ll_l:rﬂ

SAKOHCEPEHPORAHEAIN TRIHCH nan JHE ang yMepliix naimHenTon ¢ NaroMopdiorHueekH
nograepaaenrodl CEMIL smofe iMers so3momnoe ie BRN0IHATE KACKATHBT reHeTAvecKui

CKPHHEMET pojcTBenmron [8,28,52 55.56,101,107,1 11,1 18,144],

YIS Y¥YP C

Kommewrapuil: senennryecine wociedoeanug npe I KMIT vocym nocums rovwckosnily
W CKpURuNROTSI Xapasmep, JR moucko60z0 ZENEMIMECKOZD  NCCAeDORaI  RodXocm
MEHICE ¢ BOANEUM ROKPRIIEN SCROME (CERBERUPOSONLE NONRORD JEHOMA LTE FKI0MI)
Hocre  mosywesun  pesyasmamos  WCCIO00aNng, — weodxoduMe  Rpogecmy  Yelesoe

CEXRERLPENONNE ARETSRENNRIE Mytaigu mo Cersepy ¥ npolaa o @20 podemeeninkog,
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Chyenra eXaada KONKPEMRO2D 2EHEMUMECKOZD RAPUAHING DOUMCHE  KPOSOONMLCR
MHOHSHOPIBRO U CORMECTING C GIENOM-2EHEMUNOM,

Cyenka RAMOLERKOT SRAVIMOCTIT SHAEICHHHX SAPDUARIMOS OTNCHA APOUCTOONTD ¢
CORFANERENBLN HCHOTh ISRy MERCDPRApooax (o OONABIX 0 YGCMome 1 NamoseHo

PO SENEMUNECNUX sapuatimoa, maxex kax Clinvar, Gromed, HGMd u op,

Pexomennanmm no TCHCTHHECKDMY H EJHHNMECKUMY TECTHRORAITIIG BIP0Cihix

poacTeennukoe [8.28.52 55 56,101,107,111,118.139,146|

= Pexomeniorano NPOREIEHNE KACKATHOTOD TIEHETHUECKOND CEPUHMHIE METORON
Conrepa moese npeABADHTCILIOID NPHEMA (OCMOTPE, KOHCYNBTALNH) BPAYS-TEHCTHKA
NOEFTOPHOTC BIPOCITEIM POJACTECHHAKAM NEPBOH CTENSHH POACTER NALNSHTOR, HMEHITH

KAYIATHBILIE  NATOFCHHBI  HAH  BEPOATHO  maToremwmd  reseTHMcckHl  sapuant
[B.28.52,55,56,101,107,111,118,139,146].

VLS ¥YYP C

*  PeROMEHAOBAHD KNTHHHAYECKOD :‘.lﬁ:M,[LﬁHFIHHc, BEMTHMIAMOMES  PErACTRALHED

erTpokaparorpamyiul, IXOKT u npren ppass-kapamonora NOETOPHLG POICTREHHHKAM
Nepeeil CTEMCHE POLCTEL, ¥ KOTOPLIX BLIAKIEH TOT e PeHETHMCCKHE BAPHAHT, 10 W Y
npodadga [8.2852 5556, 101,107, 111,118,139,146].

YOO 3¥YPC
o Pexomernyerca pogcrsenmikan pelenka ¢ TKMIT nepsoll munme pogcrea
NPOBOAHTE KapanoIorHIeckoe obcnelonuime, BETHISAIMTCE PETHE T PALIIO

JeKTporapanerpaMyE /@ OIXOKD, wamnme 123 roga B cnyuasx, eclid  reHeTHYECKOR

Heenenonaime y pebenka-npofanna ¢ KMIT ewe we nposeneno, pesyasTarsl eune we

HHTEPNPSTHPORAHET MO POACTBEMMAKH  CIE  TEHETHYECEH  He  o0Cnenonaikl
[8,28,52,55,56,101,107,111,118,139,146).
YVIASYYPC

*  Pexomennvercd  BeIBECTH M3 JjaabHelmiers  guHamuueckoro  nabmogens
POICTHCHHHKOR [CPBOH CTeMEHH PONCTRA, ¥ KOTOPRIX HE ARARTCH TOT HKe IeHeTHYECKH

BAPHAHT, 4TO it ¥ npodanis, 1o ¢ peroMeninunei npuenn (ocMoTPa, KOHCYIBTALER) Bpata-
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FCHCTHER NOBTOPHOTO, GCOH Y HHX PaI0BLIOTCA CHMOTOMEL HOH [IOHBATCH HOBRIE

PeNEERHTHBIC Sanubie [8,28,52 55 56,101,107,111,1 18,139, 146].

YIASYYPC

*  Pexomennyerca npenynpesnars Aerell W noapocTEOn ¢ Mveomeion MyTanHed,
HEDLATONPHATHON B MIAHE PAsBETHA 4pUTMOTeHRACH BES3annoi cepregnoft cveprn mpn KM,
A0 HE  McomHx  eHOTHIHYCCKHX  NPOARTEHHA  EapiHOMMONATHH, uTO  SaHNTHE
NPODECCHONANEHEM CHOPTOM W YOUACTHE B COPCHHOBAHHAX DYIyT NpHEOOHTLE ¥ HEX K

IDBETMERHOMY  PHCKY — DA3BHTHA  KADAHOMHOTATHH = M ®eOyJOuKoBsIX  apurmmli
[8.28,52,55,56,10:1,107.111.118,139,1461.

YII5¥YP L

* PEKOMEHAOBANO NPEITOKHTE POACTERREHEIM TTPOBERIA Nepaoil CTenen PONCTRA
KEmeie 2-3 NeT (Wan 6-12 Mecaues, CoiH HMEIOTCH JINATHOCTHYECKH He HaTHMbE
RHOMWIHH) KIHARASCKOe 06/ IeI0BaHHE & PErmeTpanneil ek IpokapIiorpamie 1 IX0KT,
CCAH HAVIATHRHOID NETOEHHOTO WIH BEPOATHO NATOreHHOTO FeNSTHUSCKOTD BAPEAHTA I
PCSYJIETATE TEHETHMCCKON® TCCTHPOBAHHA ¥ TIPODAHNA HE BLIBIEHO ANH FedHeTHYCCKHE

CKPHHNHI He uposoiiici [8,28.52,.55,56,101,107,111,118,139,] 46].

YIISYYPC

Cyujecmayen efianienan NOOETEY APOIROTUPORINNG EEDORITNOCHT OORGEY AL
FEHEMUNECKIT  BApuanmes & 2ewax,  waqubojee  pachpocmpanenswx  npu TRMTT
Paspatomannasg AT nodpocnsos cmapie 16 1€m § e3p0cIsy, KOMOMR STNTEM G03pacn
Maljlickind, WCENCKUE RO, NOTUYUE GPIEPUGIBHON Sumepmestuy, mopgoiosms MIKTT no
RIRAY (TEVEFSE CHFVEN N coomuowenue monguns MAILICTR, Cywva Banes <2
Hpﬂﬂfﬁ'ﬂﬂﬂﬂﬂﬂ‘lli MEIRAE BE ORI UI'-PHHIJ"I-{HE.FH‘H SENERTIY ECKMY, H.:.lpu::r}rmmr i
HPliEE Penay, wauboee pachpocmpanennsx apy FKMIT (maGuuya 111, Hpwroncene
F3)

4 Huctpymen HBIE JHATIOCTH CEJIELD
Perncipanus  3ekTpokapinorpamyel 0 XOATEPORCKOE  MOHBTOPHpOBARE

cepaemmoro prrva | 1,49,49,53,83.87,88,113,117,129]

* PexoMeHnosana PECHCTPANMA IMCRTPOKAPAHOIPAMMED (R 12 orReacHHRX) npH

NePRAUHOM OBCISNOBANHN BCeX NAUHEHTOR ¢ nonospendes wa TEMIT # p mpouccee
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AHHAMHYCCROND  HROMmOTeHus I pasa B rog, W00 IPH  YXYUDCHHEH  COCTORHAR
[1.8,49,53,83,87,88,107,113,117.129,139].

YIAS¥Y¥YPC

* PeROMEN/IYSTOR NOBTOPHAR PErHCTpALS WIEKTPOREDAMOTPAMMES BCEM IATHMCHTAM
¢ IKMIT nps yxyAMICHME CHMITTOMATHKN ¢ LETHIO BMSEICHER HAPYIIEHHE CepAETHOrD

PHTMI H NPOEQAMMOCTH, 3 TAKKS Mlesun Mrokapas [1,8,49,53,83,67,107,113,117.129,] 19]

Y4 ¥yPC

* PCROMENAYETCR PEIMCIPALNA TEKTPORADIHOCPAMME POLCTHEHITHKAM nepmoi
CTENERN poacTha manuenon ¢ TKMIT[1,8,49,53 83,87 88,107,113,117,129,139].
YAASYYFC

* PexoMenayerca nposenerme xonTeposekoro MOHHTOPHUPORAHAS CEPACYHOIY PHTMA
BoeM DauucHTaM ¢ FTEMI, B rom ancne BECCHMITOMIBIM, C IR0 BREARTEH NS HapymeHHH
patsa cepana (PRI o KT) n nposomumostn 173 erparuduranmy pucka BCC u othopa
RaHHIATOR IR aMnaanTagy HICTT*** [1,8,49,53,.83,87,88,107,113,117,129, 139].

V14 ¥Y¥P C

* Pexosmengyerca npopeisHne XonTeposcKoro MOHNTOPHPOBAHKA CEPIEYHOTO PHTMA

BUeM pjicTneniikoy mandenta o KMIL umeomero sytammo o renax, HCONArOMPHATHRIN B

LLiaHe PEBHTHR apHTMOrenHOH suesanmroli cepaeuoil cmepn npu TEMIL, vy woropeix

BEABNCHE T3 #e HeDIaronpHaThas MyTaHs, wIo H v MPOBANITA, JAKE SCTH ¥ HHX OTCYTCTHYIOT

preHoTHIIYeCKHe tponBnema TEMI] [1,8,49,53,83 87 88.107.113.11 7.129.139].

YYIASYYPC

* PEKOMEHILYCTCR XOITEPOBCKOE MONHTOPHORIHRE CEPMIEYHOTO PHIMA { ONTHMANREO

UPQADTRRTEALHOCTE 4872 qacs) upH NePEHYHOM KIHHHTECKON obcaedopanun nanBesTa
W EawTRle 1224 mecanes [1,8,49.53,83,87,88,107,113.117.1 29,139].

YAO45YYPC

30




+  PexOoMeHADBAHA MMIVIAHTANNA TETAEBOTO PErHCTPATOPS JUIH  AO0UIrCBpeMenHof
PETHCTPALNH  WICKTPHUCCKDH AKTHRHOCTH TPORONSMEH CHCTeME! Cepama © LENbH
BHIARICHHA HAPYIUEHHH CEpIeYHOID PHTMZ Y NaNMenToR ¢ WATe0AMH Ha wacThe

cepaAneDNEnns, ¥ KOTOPBIX HPH XONTEPURCKOM MOHHTOPHPOBAHHE PHIMA CEpUILia NPHIHIZ
ocranucs neyrounennol [1,8,49.53 83 87 BR 107,113,117,129,139].

YIASYYPC

KomMenvapmii:  wvexmporapyieospafiivecsan duneuocmiukg  REAemel  caMon
docorymiion i wnpokopaonpocmpasenwot, Tpy wanmun FEMIT v peenra vacmo umenno
it daem GaIMONCHOCIL Janodospume duaeros. Ho pymunmoi KT we scesoa docmamownn
IR GHRGICHUR NAPVUEHUT PUMME I RPOGOOMMOCIN, KOMOpSe TOI0NCEHE 8 OCHORY
empamudacayion pucsa BCC, noamomy saxcio nposodiums drumessinii I -amimoptise.
(O smoowem exaiovame: cymoynoe sowumopuposanie 3K 48-vwacosse u T2-vacosoe
MOHEMOPUPORAKLE,  WMINGHITGWG  MERTISEO)  PelucHpamona  dan  dorsospesentio
PESUCTHPUHIN MEKRIPURECKON ORMUSHOCIIN RODEDMRGET cucmems! cepdia, Pestcmpayus
WRERMPORGPINOEPAMMEL  QOENCHT  NOSMOPHMLER  vaxcdme  6-12  wecsyes  (yuumsieas
BOSMONCHYIO  GRCmpyio  KOWSEPCNN  (RENOMENG 8 DEmCKOM  BOSPACTIE,  ONMUMATHIG
mpodasRcameIbrocmsr 24-48 sacos.

Hoxazanuen & @Neouepeduoyy Xoimeposcromy MONKMOPUposanian cepdesrosa
[FUPRNG SETREMCE ITORCTENNE V) REUENING ROLT00 NG GPUMMITG, w031 20005 0RIVICENNE, WHT

MPECHEROATEN BLE T VOREL I BN A E COCITORN L.

Ixoxapmorpadus [5.8,14.29.47,65,71,94,98,99,107,152]

ANOK -ueenenoranwe naunentan ¢ TEMID nposogures » coorpercrons o
PeROMCHIANMAMAE 1m0 axowxapneorpapen AHA,  ASE  (American  Society of
Echocardiography) w EACI (European Association of Cardiovascular Imaging) ao peixosa

OTeSCCTRCHARY pekosenanrf [99].

* Pexoseinayerca roeM maLHeRTaM ¢ nogospennes na TEMIT e sessncaua TJDK
H  HHYTPHRCTYAOURoBOH  ofCTpyRnmE  npa  nepruumom  obfcaegosanun  IXOKD o
HATPY304H0H Tpododi [5,8,14,29,47,65,71,94,58,99.107,152].
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Y144 ¥YPC

* Pexomenmvercd peem namnentan ¢ FEMIT naveperme Makcumainioil quactonsyeckod
TOSULHHG MEOKaPA [T TPOROANTE RO KCEX CETMEHTAX, 0T DasailbHEIX 40 Bepxyky B 2D-
pesmnme oo kopoTkod oo JDK, nockoimky MakcHManbRad TOMMIHHA MHOKE[UIE, KOTOpas
BaHA Aann oueHsH pucka BCC, mower ne nonaaars Ha STANAAPTHO HIMCPHEMIE MOAHILHH

|5.8.14,29. 47 .65.71,94,98,99,107,1 52].

¥IN4¥YPC

* PewoMennverch ncem manmenTas ¢ [KMIT Tareisias olncHEa QHACTOARMCCKOT

dyrkunn JOK, srnovas TpancMETPANEHL KPOBOTOK, B JNErOYHBIX BEHAX, HIMEPEHREe
pasMepa ) obnBeMa 1 A CT AT ML PHCKA BCC
[5.8,14,29,47,65,71,94,98,99,107,152].

V14 VYP C

= PexomennmyeTca npoBefieHne SXoxkaprHoTpadE ¢ duanscckoil  Harpyskoi
CHMITOMHEIM MaTHEHTaM ¢ MarcHManeii U] 8 BTIEA (3 mokoee BiIH COpORCLIMPOBAHHBIM )
=50 MM pr. €I, M BRMBLenEd  nposouspyesol  ofcrpykumm BTIDE w crpece-
uraynRpyeqol MP [5,8,14.29.47.65,71,94,98,107,99,152].

VIUL4 ¥YYPC

» PexoMennosane npoBeeHHe  wXokapamorpadun ¢ dusHucckoll  Harpyskod
DECCHMITOMERIM TIAUBEHTAM ¢ MAKCHMATBHBIM TpagueHTOM JaBnenus 8 BTIDK (noxos Won
HEAYIHPORAHERM ) < 50 Ma Pr.or., ectn nagdie ofeTpy KIiH BMOST IHAICHES I POXOMen Il

mo COPAsY HHIHH H HASHAYCHHA AekapcreenHoil Tepannu [5.8,14.29.47 65,71,94,98,99.107,152].
Y4 VYPC

* Peromennyercs 3XOKD ua done suyTpHBSHHOrD RRSISHHA PACTROpA HATPHSA

XIOPHIA*® e KoRTpacTHponamHd nonocts J I naneerTaM ¢ cvHONTHMANEHRM KIMCCTEOM
HIOOPAKEHIN HAK ¢ npeInoiaracMol anHeansHol raneprpodued JK wom snepprasoil
[5.8.14,29.47.65,71,94,98.99,107,152].
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¥IASY¥YPC

* Pexomenaywres nostopasie IXOK[-accneaosanns nmaumentas ¢ CKMIT e
HIMCHCHHAMH B BAEHHYCCKOM CTATYCE HIH NOABleHHeM HobOH cepueuno-cocyamcroil

CHMIETUMIATHEN AR CEOCEPCMEHELDIN BRABICHHRA CHOITOCHEH i H JHHAMHEH

peMaasnRpoRaHnE cepma [5.8.14.29.47.65.71,94,98,99,107,152].

YN 4 ¥Y¥PC
* B metckof momyasime GonsHex o TEMIT pekoMernorane npopeaenme X 0K -

HEGICIOBAHHA HE PEde | Paza B RO, 8 DPH AMeEHueHcH BRpAscHEOR AnHAMKEES TORazaTeIcH

-2 paia B oy AHC IEARACHMOCTH OT HANTWYHR WAMCHEHHT B KIHHAMGC KoM CTATYy OO ]._IFH

MOABICHAR HOBEX caMiToMos, DXOKD nposoisTed kel pas Jonoinurenbio no dakty
BHABACHIN HOBRIX CHMITOMOB | 5,814,229 47.65,7 1,94, 598 99,152 ].

V44 VYP C

+ Peronenayercs npopegenue IXOKD kak KOMOOHEHTA CKPHHHHT-ANIOPHTME
unenor cemei nannesta ¢ FKMIL, v koToporo susanena acconpmmporanaas ¢ 3abonesannen
rednan myrauun [5,8,14.29.47,65,71,94,98,99,107,139,152].

YAA5¥YPC

Kovmenrapuii: gerecoofipaine LCHoILI0BGHNE pPacuwiupennose  wpomocona 3X0KT
adantiposaniocn & ducewocsuce TRMIL Hepesens rovasamensd, axodsiux @ npomoxol
TT-2X0KT, npedemasaenn & mainuyge 13, Tourowcene I

PexomentaniEn no pecnumenaanodi swokapaiworpadman npe FKMIT

» PeogoMmcHOOBZHO #nIposeseHwe wpecnpmesonnoi-ZX0KLD ong  oaosedtos, ¥
KoTopux nesced mexannid oforpyeumn BTIDK wom man ovenkn cocrossns MK no
npoteayprl CAA, WIR ECOH perHCTPHPYeTeR Bupawmennas MP, npeanoncsarrentmEo we

ceddaHHaEn ¢ TICTT creopok, & obycnopieHHar CcobDerBeHHBIME  AHoMaadaMH MK
[5.8,14,29,47,65.71,94,98.99,107,152],

VIUL4 ¥VP C
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Ipopenenye mpopokAMEOHI Mpofil BaaLeaibiel 108 THATHOCTHEN
AarenTaodl oberpysmnn BT.EK [27]

[lpoda Banscanesel 8o spemsi IXOKD 118 gereil cTapiiero BOZpacTa NPOBOIHTCA B
NoRCHEHAR naunenTa nexn Ha acsoM Gowy. [lauuenty Hanpsraer MBlUUE nepeined
OpIomHof CTERKH, 9TO MOBMINAST BHYTPHOPIOIIHOE 1 BHYTPHIPYAHe: faeacHne, Konrpoat
YPOBHA HANPHKENHA OCYNIECTRASETCA € TOMOIRID  YCTPORCTRA, MPCACTARIAHONIErD
MAHOMETD, COSAHHEHHMIN © MYHJIOTYROM: NP TOM NAHHCHT NOLUCPEHBAST TAKOT
HANPAMCHHE, 4TO0LI JaneHWE H2 Madomerps cocTaptano 20-40 sM prer. EocoH B
TOJIOEETAH MRITHEHTL IS ﬂ]:lﬂﬁﬂ H'I.'F-HLIH'J.'-EJIMI.-L'I.H. Tk FEIUHEILI’.[}"‘L—'TtH IIFIGE'EG'.I.'H IEPD'E}' B
nomescHAr can | ewa (8, 107]. Kovimewrapnii: ¢ demckon aomyaayun Goawex e FRMTT
ao3pacmom oo |2 xem, npu uz-30 REWTONUZUNECKOT HEZOMOEROCIN PeGEnRKa, DN SwRaNETE
aamenmpof  oficmpsyun BTV spasodcno  Apogedeswe IXORD nocie  aposoxaijun
dreziveckot noepyaced (10 npucedandy). Jawwan npoyedypa e BEemos Kgocimeckoll
RpaaRalLoERed  apofioll, Ko ReIEONSen IaRoadapms B ROOESROuT. TENTEH e

ofcmpyring ¥ oemet o CTCMITT

Marnurio-pesonancaas TosMorpadgesn [21.24.26,116,127,130]

» Pegomeryerch upopeaeane MPT cepiua ¢ KoHTpacTHpOBaHMEM ([IPH OTCYTCTBHE
DPOTHBOUOXASAHKA) Kak MHHHMYM OHH pa3 DocHe nocradoskd jHardosa TEMIT s
yrouserna panasx 3X0K]D (araTomus copana, hyHEIHE HETYADYEOR), 0 THKIKS AMARTOHAR
H OUeRRH pactpocTpanermoeT drbpota Muokapa ¥ BekmoveHra apyrux abonenanntt, B
CILYEEAC OTSYTCTEHH BOZMOERHOCTH BRIIIGIIHEHHA HE.I'HIl'l'IiEI-pEﬂﬂ-HHH{!HDﬁ ELIIH HD.HIli:.ID'IEpEIDH

TIJM{I"I"'P'H[P-HH Copiis C KOHTPACTHPOBAHHEM C HOHTPACTHPOBAHHCM B MENTHIIHHCEOM
YAIpeacHHS PEROMEIIAYETCH HANPOBATL: MAaNHENTd o EﬂElEH[I..HIIJ'EI]JﬂMi'I]II-Iﬂ

KARTHOIOTAYECKHT NEWTD NAK RRTONHeRNS tanawx weenenomanni [21,24 26, 116,127,130],

YIAS5¥YPC

' P'.‘-BZDH-C'I:[.II}".‘TCE NpoBEICHHE METIIHTHD-]II-EHDHE'IIEHDﬁ' TDHGT}H¢'HH CEIIA ©

KOHTRACTHPOBAHHEM POOCTESHHHESM IJ.FHJ‘EEH.LI.H Ilﬂpﬂﬂ“ AUHHKH pOACTHEAD, CCHEH MOCTEHOBREA
JHAT03E BHRTHMC BAHAST Ha Dﬁpﬂ.ﬂ A3 {]II]II]J-HH'EP. JAMpenHe COpEnIOnITETLIOND

cnopra), 8 nmpA AXOKDIT wwmeercs HHIKDE KEMECTRO MHIOOPAWEHHSE, WIH HAHHEE
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NOTPANHYHEIE COMHHTEIBHEE, MM £CTh HaMeHeHrs Ha KT, a DXOKI — Gea omenonennii
o1 nopmel [21.24.26,116,127,130).

YIS VVPC

* Peromenposano nposcacane MPT cocpaua ¢ konTpacrHpobanmem nanpentam ©
NPeLnoNarseMsid  OMHIOHIOIOM COPOUE €  UeNBi0  BLIARTEHHA  90H  AMHAOHI03A
[21.24.26,116,127.130],

YIAS¥YPC

*  PexoMeHIyeTCH  NPOBOSHTE  MUTEPHPETHPOBANHE PEIVIIRTATOR  MATHHTHO-
PescHARCHOH ToMOrpadHE CepIIa ¢ KONTPACTHPORANHEM CHEIHAIHCTAMH, HMEHIMHMHE DIHT
B BHIYRTHIAUHE Cepiua i onenxe sabonesanni muokapna [21,24,26,116,127,130].

YIL5¥YPC

Konvmenmapuii: MK D= TONGHCHR mOMGZPaghus cephty €
RONMPACUPORGNLEM REAREMCR #I0N0MBIM CRHGRAQPIIGM S OWERKU MOIMTRE JEhoRapod 1
ofberos JAC w IDK Own soocem obecneyumy 60360070 MIOYHOCHE HIMEPENLE, wem
IXOKT, nockamsky He REWEMcR ONEPAMOPOIGTUCHMON, NOJMOMY ONG RAIREMCR ONA
nayuermos ¢ TKMIT Gozeesyv semadow ucciedosanus u NOICOIREM  WOCIEODEUMD
CRIPVRRVEY  CAMOM  MUGRGDOG:  REIWTHE  ERTIOYERNE,  HeodRopadiochI mKkane u
paeRpocmpanennochs Guipoia. Paenpocmpanenssil daiipe: wnorapoa (= 10%) Retdemc
FPEOUKMOPON  HEDII2ORPUARMNOZD  PEMODEINPOSANUA,  DOIGUMNR  CHCHOINYSECKOT
ducgynryu 1 XOH, a mae omuocumca & donoaiumetossiy faxmapan pucsa BOC

Clrobenny BEALKD  THONEHNE MAZHIMBO-DEIORANCHON  movospadun  cepdya ©
knkmpacmtiposakies & dugenocmune  gerorcom FTRMIT Xopawmep g sosousaguu

obAgemel  cupepmpodul y Dodedemx ¢ ghewoxomivy TRKMIT ofneewaiom

duifabe peryuanersill OUIZI03 PENORORUE V e,
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Komuswrepuas TomMorpadus [ My s THCORPAIEHAN KOMILH TEPHAR

Tomorpadms [49)

* Pexomengyeren naumentam ¢ PEMIL y koropux omakoe wedecrso IXOKT
HIOOPDEMENHA, A NPOBSICHWC  MATHHTUO-Pelonancholl  Tomorpadmm  cepmia ¢
KOHTPECTHPORAHHEM MPOTHRONOKASAHO, [UIK OUCHKH TOAUIMHEL MMOKAPAa A PAIMEpOn
I00CTER COpAld BRITONAATE KOMITRIOTEPHYR TOMOrpafHIc Cepilld ¢ KOUTPACTHPORANHEM
HAH CTIHPAARHYHY ROMITRIOTEPEYI0 ToMorpamo cepaua ¢ DK cunxpounsanmed. B ciyuae
OTCYTCTEHA  BOIMOMKHOCTH  DLINOMHEHRS  MOCHETHO-PEIOHARCHON HIH  KOMILETCPHOH
TOMOTPAGHH CEpANA ¢ KOHTPACTHPOBAHHEM B MEAHIHHCKOM YYPEHISHHN DEKOMEHAYETCH
HAIPAENCHHE NAIHEHTA B CHELHAARIHPOBANTETH KapAHOTOTHYECKAH HERTD JUIH BhiNOAHCHHA

Aannerx weoneaoeaHm (8,99, 107

Y15 VYP

Kommenmapuil;y npoonigecmeon KT cepdia, no cpamrenun © MPT, asigemcas
ﬂﬂ?}'ﬂ-‘”ﬂﬂﬂﬂlﬂ Hﬂf?ﬂfmpﬂbl’x HP.’?‘IEPHI} u .HEMR'J]IMM'II:HH'E SRR BT SR N O E

Hedocmamueann  semodon gouisiemepiofi mosmospahuy cepina ¢
ROHMPACHILPIOGAHIEM  BAN  CMIPRIBHOT  KOMNBIOMEpNol  mouospadii cepiya ¢
KT crnxponuzayienl AETAI0MCT. XYOUE? EORMPACHUPOAGHNE MRIXHX NIKANET § HAIWMIE

BRI EETENH D BRTPYCILE

n]JﬂTﬂHEEH METCHHTHO=PCI0HAHCHAA  CHCKTPOCKOHHN, 4 2 THKEE KOPOHapHas

anruorpalpus He ABIAIOTCA DY THHHO HCNOMEIVeMEM MeToaoM auardoctakd TKMI y aereil,

HHBaZHERCE WIMEPEHRE TARICHAS B IOJ0CTHY Cepana

= PE]EGMEIHI}"ETEH TR e ‘IPE."I-MHI.".'IHDﬁ' EATCTCRHSALHN Cepaii A4 OneHEHN
{ll]l' HEIWH SRy I0UKOR H IaRTeAHE 2aRIHHHBAHEE 0 a0k SPTCRHR Y MALHEUTOD, KROTORLIM

NAAHHPYCTCR  TPAHCIIEHTALKME CePALA HIH  HCNONEIOBAHWE CHCTEMBl KeAyA0uKOBOH

BCIOMOPETENLHOR HMIMATTARYEMof*** (8,99, 107],

YIASYYPC

o PﬂIUMEH.‘-ﬁ"mH PACCMOTPETEL BOIMOKEHOCTE '-I]:IEBI‘I-::HEG-I-IDI_'I' KATCTCPHIALMHE COpIiLa

HITH peTporpannofi KaTeTepHIaiiue Neshix DTACNOR CEPULA ¥ CHMOTOMHELIX THIIHEHTOR ©

i




HEOIMPEASIENHLMHE  PETVILTEATAMH HEHHEATHRHOH BHIVANHIGUHH Ccopiila LM DUCHEH

TiecTd oberpykimn BT/DE v msepenis narnenus sanonseH JEK [8.99,107)

YOAASYYPC

AnerTpodurnoacruaecios TecTuposanie [16,50,62,75,120,131]

* Pexowenayerca nposeaenme BHYTPECEPREUHONG  MIEKTPOJHINOAOTHTIECKOTO
HCCACOBAHHE  NagHenTaM ¢ JOKYMEeHTHPOBAHHETME — NCPCHCTHPVEOIHMH MM
NMEPHOAHMSCKHME  HRGKCTYIOUKOBBIMH - TAXHEQPAHAME  (Tpencranwe  npeaccpasil,
NpCIcepAnas  TAXHKapAHi, aTPHORCHTPHEYASPHAA VII0BAH PHEHTPH  TAXHEQpIH,
TAXHKAPAHA, OOOCPEMOBEHHAN JODABOYHMMHE TPOBONRIIHMA TYTAME) W TAHCHTAM ©
CHHUAPOMON PAHHETD BOOYIRTEHNA METYIOHKOR, U HACH TR EALHH cyDeTpaTa abnaiyn v
neucand [§,16,50,62,75,107,120,131].

¥ SYYFPC

. Peomen ionano PACCMOTPETE BOIMOMHOCT BHY TPHCETEMH0TD
INCKTPOMHUIHONOIHYECKOID  MCCHEIOBAHWA  JUIS  OTASNLHEIY  [AUHCHTOB  ©
AOKYMENTHPOBAHHBIMH, CHMITTOMHBIME, MOHOMODQHLIME YCTONTABLIMKE, [JUTHTCIRHOCTRIO
Gostee 30 cexyng, mpreTymaMy AT auy woenmsurans cvBoTpara abnauuy W 1eusHHA
[8,16,30,62,75,107,120,131].

Y4 ¥YYP C

Komvenrapni! x pymunssiv vemodaw dugenccmuny v Goastinx ¢ FEMIT we
N CIINER EHVIIPHCepIENHOe NCRIMP OO N RO HECT eI ORI ME ¢
PO EMO T HCETVOOYRGE0N CIMARgIe i,

= Peromennonano peram symekoro nons ¢ UM, sveoums 3sammase sy Tanun &
repax FLNCS, PLN3, SCNSA, TMEM435, LMNA, mecuua, mecMococMatbHbRe My TALHI,
DSP, LBD3, anvda-exnmmna, BAGS, NKX2-5, KCNQ!L, KCNH2, TRPM4, natorenabic
MUTOXOHAPHATEHER MYTALMH, ¥ KOTOPLIX M0 AZHHEM XONTEPORCKORD MOHHTOPHPOBAHHE
CCPOEYHOrO pHTMa BRmeacHo 1000 1 Gonee MemyADYKORRIX IKCTPACHCTON, 3 TAGKE HMESTCH
CHOTOMUYECKAT IHCYHKIHA NER0TO WIH TPAEOTe MeIVI0HKa, NPOBSIcHHe HIBIIHBHOMD

{(BHY TPHCEPIEYHOID) 31CKTPOIM3HON0IHICCKOID HeCnenonanuy [139)
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YAASYYPC

Harpyioussie Tecrd [31,6981,112,125]

» Pexosmenmyetca TpoORSNCHHE REAOAPTOMETpHH mandemTam ¢ UKMIT  nan

crparmpukanun  packa BOC, npe AeA0CTYMHOCTH WITH  HEROAMOMHOCTH  BRITO/HEHIE
sprocospoMerpun (8,51,69.81,107,112,125].
Y1As¥Y¥YPC

* Pexomenaycrca nammentam ¢ FTKMIL y korophix 8 noxoe makcawansiedi rpagicHy
Aannenua & BTJOK <30 MM prer., npe npobe Banpcanes IJ] <50 um pr.or. nposegenne
IXOKT 8 yenoswax narpyare (ctpecc-3X0KD) ams onpelnencuus u xonuuccTRCHHOR
OueHKH guHaMaeckoi oberpyxuns BT JDK [8,51,69,81,107,112,125).

¥YIAA35¥YPC

KommenTapuil. Peawyud A g nazpyany RENRemcs 0CH0ERol uacmsi Haapyaounoso
mecmuposaiue ¥y oemei ¢ FEMIL Neadessamuas peavyua A exodum & ety
criputitipuauy pucka BCC y naywewmos ¢ FEMIL  Headexsamwoti peasiyuedi AJ0
CHUMIEICA fUROMERTUARHAR (AL Mo nike HE2PYesy HINCE HEXOONOZD WIN 0N O REDER
ﬂm_}'ﬂﬂﬂ.ﬂ.t Hﬂfpﬁﬁu .-‘Lq RECRITEND NESIROETCA, d N JTHEKES H:’.I'.E'p_]-'a'.k_’” — MUNCE IO

Mpoaia), o macee wedecmamoysoe npripocm A wa mece wazpyswy (venee 20 xo prmoem ),

IProcunpoMeTpHA

= Pekomennyerca namwenTaM © [TEMII ¢ BmpascHEHOR CHMNTOMBTHEOR ©
CHCTOJIHHCCROH WM JHACTOANSeCckol anody mcuneil JTIHC nposemsame sprocmapoMeTpim
( KAPAMOIY ILMOHATLHOS  HATPYIOUROE TeCTHPORAMAE © OJAHOEPEMOHHEM  HIMCPCHHEM
PECTTHPATOPHERN FA%08), B TOM SHCIC UM OIPCICICHHES NOKAali K TPAHCTIIAATAIHN CEpIa

HJIH YCTPOACTEA LA LCNOMOTATENRHOND KpoBoodpamems [5,8,107]

Y10 s5¥YYPC
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* PegoMennosano nposeaeune naupentad ¢ ML, pesasncuMo oT cHMITOMATHEN,

SPrOCOHPOMETPHH (HIH DpoBeleHde Teota ¢ GHiMieckol HarpyIkoll ¢ NCTOMhIORANNEM
IProMETPa, HIH BEAOIPIOMCTDHA HPH €r0 OTCYTCTEHH) © NENBi0 OIEHKH TEHECTH H

MEXIHAIMA HEMEPCHOCHMOCTH (PH3HICCKoT HETPYIKH H HIMeHeTRH cHcTommueckore AJ]
[5.8.51.69.81,107,112,125].

YALSYYPC

¢ PekoMeHI0BAHO NPOBSIEHHE SPTOCTEPOMETRHN (RAH NpoBeieHWs TocTa ©
fmsuueckof marpyakofi ¢ WONONBIOBAHHCM 3PIOMCIPE, WIH BEI0IPTOMETPHA MPH ero
OTCYICTBHM), CHMOTOMHEIM TAUHEHTAM, KOTODRIM MIRHHDYCTCA HCCCMEHHE MBIIISYHOH

TRAHH CEPIIA, JUTA ONMpeIeenHd oT paHHY9edni no warpy3xe [5,8,51,69,81,107,112,125].

¥IA5¥YPC

bBuoncns muokapaa [132]

# PGKUNE!HEFE'I'GH OpOBCASHNE  DRONCHN MHOHEADIA OpY DOO0EPEHNHE 1A

AHPHIBTPETHBHEIE, BOCHANMTEALHKE 3a00NeRanHg Cepia HIM DONSTHH  HAKOIITCHNE,

KOTOPRIE HE MOUYT ORTE NOATESPRISHE] Apyrase Merotass [K,107,132].

YIISYYPC)

Auarseciuga 3aboaeBasng Y 0TIEIBHME KaTeropHil nansenTon
Juddrepennpaneneii gnaroes FTEMIT a DK scaepesye aprepraibnoi

runeprensan [2]

Cradiisnan  ApTepHasbHai  THIEPTEHINA MOKET OPHBOAKTLE K Aneptpodun
miokapai. Onpako sanuume y GomkHoro © rHoeprpodmell MHOKApi: apreplaikHOM
THIEPTEHIHH He HermosdaeT anarnos [KMIL Y raxux Somenex neobxoInMo npoReicHne
aniepenHantHoi MArHoCTHEN MeKy DEPBHHMHON 1 BTOPHMHOR rumeprpodued Myokap

Bepoarnocte sasinenus TEMTT v namprenmon ¢ A" cTanonsTen bLie npn Hanmsmmn
CREAYIIHE faKTOpoR:

I, nmonesurensHsi cemefinmii anamues no CEMII uan no BCC & Monopos sospacte y

PONCTEEHHHKOT MEPROH NRHHH POACTER,

349




2. HECOOTBETCTEHE MY WIHTENBHOCTERY H THHCCTERD TEHCHHA Al H BHPAREHHOCTERD
raneprpodmy JOK (MakcHMaibian TOULHES CTCHOK = 27).
UEMI o nndrapir muosapia
¥ ogereit ¢ FKMIT 8 muemuell Muokapaa MoMeT pasnHTheS OCTpRIl KopoRapasf
CHHApaM H HEQapXT Muokapaa (MM) [17.41,67 80,109.152).
Pexomennyerca gemam ¢ TEMIT w0 woiniweckofi  cemmrosaraxoll  octporo
KOPOHAPHOID CHHAPOME, HMERUHM COOTHBETCTEVEOMIHE WiMeHeHus Ha DK n DXOKT,
upusetenne EnpasnEnof KAD wim KT arrrsorpadig 08 HomoseHns Wi D0 ITBepicHIA

nopaReHs KopoHapib aprepu [8.17.41.67 80,107, 109.152].
(VIASY¥YPO)

Fumeprpoduaeckan kapamomsonarna u UK v enopremenon [136]
Pexopmencayun no Iauamung cnopmon, @uzkpiemppod, YUacun & clopmienbsix

CEACEH G R R

* He pexomenayeres (npoTeRonoxazano} nanwentad ¢ TEMIT newmamncumo or
ROIPACTH, 1014, pAcoBOE NpHEAANCEHOCTH, Hannuus obcrpyrumn BTJDE s pamguna
KAPTHOBEPTEP-NEMHOPHATATOPE  HMIUTAHTHPYeMOro®®®., yuaciwé 8 CHOPTHRHRX
COPEBHOBUHHIX H ¥ IPRLKHEHHAX BuicoKoil nuTencwenoct [§, 107, 136].

¥YINS¥YYPC

KomvenTapuil: sowamiid  cRODMOoN  SRCOKEY  CROPHIMHBY  OOCMUMW el 1
COPEaROEAMETbULIAN aldaml crapima ¥ demen ¢ FRMIT conpogomredmaomos @icoiin PRckom
pozaremiug BCC, poamoyy ouy RPGITRECRORI SR DOTbHBM ¢ OGRNOT NoFOIOZNed.

Honpoc o GoTMoNHEM 00TEME 8 Xaparmepe usNeckol axmuEHOCTIN PN FOHATIHEX
CROPIMOM 1V HOCHMEREH  BRAOMOPERNHY I BSPOSMRG NAMOZERNKY  MVMayul  2enos,
fmsememaennnx wa pazsumug FRMIL y vomopux ne WMERTRCA KTUNUNECKUX RPOASTENU
FFOCIEATHUA 1 OTHCWIRICIHEY M dprofstenR saloresarnni no IR u DXORT, onpedensemcn
KONNEZIITEN BN PEIIENIEM  MUNbIGUCNRINapuiol Kovandsl cheyuaiicmoe ¢ VWarmom
XOPIRMEDI GoINERCHHGE MYMALLL, PEIVIMNAIMNE PELYARPHLT I ROSHIOPRELY KIUHNNECK X
ucckedoaanud, © YvemoM empamuxayun pucka BOC wa ockose  esponeficwoll o

aMEpuEanckol wpdeied,
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CTpaTHPHEAIHE PHCKA H CTPATEIHA DepEHMHON H BTOPHYHOH 1 IaKTHEH BOCC
[32,35,89,93 102,104,106,123,135,150]

[Toxanarenn exeroanol CMCPTROCTH OT CCPACTHO-COCY THCTHIX MPHYHH ¥ BSPOC/IBIX
nairenTon ¢ TKMIT coctannmor 1-2%. BCC, XCH # tpoMBoaubDonageckde ocaoRHeHRES
ABMHIFICH UCHUBHBME UpHnbamia. B nercxofi nooyasuus fomsaex ¢ TEMIT eMepriocTs
Hi HepRoM rony sEM3HHE cocTapgser 10%. Tlo panuuid pasmnaie wecnenonanmi v aerefi ¢
FEMIT emeptroers or BCC, XCH # accousaponanas ¢ HEME TRHRYHH MORET J0CTHIATE
no 7% s roa.

Brezanuas cepaevras cMepTs (BCU) — 370 eMepTh, HACTYIADMAY EEORILIAHNO
MIHUBSHHO HI-38 KADAHANLHLIX OpHHMHE (Y Dagdenta Oes 3afonenanHs CepIla HAH C
TAKOBEIM) B TEWeHHE | W NOcHe [MOARISHHS [IEPELIX CHMITOMOB YAVIWEHHA o5mero
COCTIEHHA,

Pucx BCC y nausenroe ¢ wzonuposasucid KM Ges tpagminosnex daxropos
pHCKa cocTaengeT 5,9% aa 10 mer. B jpetcrofl monyasiun Sonsnerx ¢ TEMIT crparerds
npodpuiaxrakn BCC  ornwulerc’ 0T BIpOCARMN, TOCKOMEKY ¥ geTell  mponewT
MPENCTARTCHHOCTH  MeTalonuuecol, suToxoEnpuaneHoi, cangpodanedei FKMIL, a
Tapwe [[KMIT, cerianHOR ¢ HEPRHO-MBINETHMMH 3a001CRAHAAMHE, cocTapmseT oxono 30%
(v sipocnsix Mexee 10%). Hdamc B3 CONOCTABNCHMA JTHUX [POUEHTOR NpeACTABASHHOCTH
MOAATHD, 9T0 GoNbHME nogobusodn popuany n OOIBIIMHCTEC CBOCM HC JTOMHBMOT 0
papocaoro rodpacTi. Muertio osn coctarmoT Hanbonee yrpoWmaeMii B MNaHe PasRHTHA
BCC KOHTHHIEHT. KOTOPRA HYEIICTCR B ocoDOM MOAXOOE K MPohHIAKTHIE.

Crpererna npodenakraey BCC y geredl ¢ UKMIL sagmousercs B BeISUICHEHHR HI
poero mynia Bonenkik TKMIT Tex nauHenton, KOTOPWE HMEIOT IHAYHMEIE MYTAI[HH
"HeDNArONPHATHEN" B ILIAHE PAIBHTHA IKHINSYIPOKLIOINHX  COCTORHEH  romwon, W
MPHMEHEHHI0 ¥ HHX  CHelupHYecknx  NOKAHME K AMIUBHTSIHH  KAPIHOBCDTCR-
AepHOPHANNTOPR HMIVIAHTHPYCMONG CAHOKAMEpHOIO®**, Bee ocraneibie Sonkibe 1eTH ¢
MEMIT poanasmor oo cTparmpuKaniio pHoKE, BATHIHDORAHHYK IR CAPKOMEPHEIX
MYTAIHIA B gercxom pozpacte (244-2409.301 310%. HeGnaronpuarHeiMH B (JAHE PAsBEHTHA
BCC npxr FKMI srasores syvtaime & repax FLNCS (duaavun-C), PLNS (dochoramGan),
SCNSA  (aTwipa-cVORSIHHEHLA 3 DOTCHUHANIABHCHMOID kKaHana Hatpus), TMEM435
(tpancmemOpannuilt  Genok), LMNA  (azammn  A/C), RMB20 (PHE-caximmaonmi
MOTHERHpPY IO mpoTews M), necMiaHa, AecMococManbube MyTanmie, DSP (necmonimaiun),
LBD3 (LIM-cemnsaomuil aomenl), BAG3 (BCL2 caasannsil aranoren), NKX2-5 (NK2
rosmentorcd), KOUNQI, KCNHZ (casseBeil  NOTSHUHARABHCHMEE  kanan), TRPM4
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{BpeMeHHEIR PEUENTOPHRIH NOTEHOHAN MEeTACTATHHA 4), anspa-aKTHHHHA, TATOTCHHRC
METOXOHIPHANERBIE My Tanun [13%].

KommenTapnit: peHOTHINYECKHE  MPOABRRCHAA  KapaMOMHONATHA,  Ope
"HeGnaronpPUATHEX" MYTAUNAX MOTYT DRITE PAIHLIMH JA%E B pOMEAX oaHOR ceMei. Onna B
Td e MyTaund nebmaronprataore” & nnane paisatha BCC rena soker mabmomarhca
KOHBepeua esoring He Tonsko B TKMIL vo 2 B aunaransonnyio kapaqoMAONaTHY, Wi
BPMTMOTEHHYHD UHCIUIIHIO HPaBoio Meay ouka, 8 THKMe UpaKTHYeCKR B o0kle apyide
BOPMEL OTo TPpebver aanmHefmx neenenosasi B yTonM Hanpanrennn, Ho sRE 1aprcHMOCTR

OT PEHOTHIA KAPMHOMHONETHH, natwgue "HebnaronpuaTHof” MyTAUMH DOPHBOAMT

THAYATETLIOMY TORRINERRI0 packa BCC,

* Pexomennyercd oueHusare S-netwud puek BCC npu pepeiysoM obc/eoRaH i
marnenta ¢ UEMIT » » nansmefimes nepecienupaTs Kaxase 1-2 roma HiH npy HaMereiy
KAHHHYMCCKOID craTyda. B perckoll nonyasuud Oonuhsx FEMIL sospscrom or 1 roga s
oleHxy S-neTHero pucka BOC Henmss BEIOMATE DONBHEY C CHHAPOMATRHRME PopMami
FIEMIL seTabomaueckusts FEMIL, smroxonapmansinmm CEMIT i FEMI, mpoTekasompsas
H2 doHE HepRHO-MEIDSHHRX 3a0ojepeduil. Boibhbd ¢ D000HLIMH  3e000eBaH HIME
MPOREOSHHE OMCHKH J-NCTHETO PHCKA HE BYICT HMCTh AOCTORCPHRIX PC3YIRTATOR, [(ETAM B
pospacte oT 16 o |8 net ¢ caproMeprEIMHE MY TAIHAMHE TIPOBOJTHTCA OIEHKA PHCKA TAK We,

Kak bapocaksiy 32358993 102,104.106,123,135,150].

VIL4 ¥YYP C

Mlkana oueusn 3-nernern packa BCC, paspaborapnas ans Gomsneix TEMIT ¢
CAPKOMCPHBIMIL MYTAURAMK ¢ BOspacTa 16 JeT u crapwe, ObUlE BAIHAMPOBEHE B JeTCKOM
nomynane GonrHex © CEMIT gozpacrom ot 1 mo 16 ner. Oua TAKKS DTPUMEHHMA TONLKD K
aeram ¢ EMIL, spasadiol My TalHaMe CRpRoMepHEIX Delxos (He cHEapomatsaan [KMI1, ae
MHTOXOHIPHATLHAN, HE  MCTaDOMICICCKas, HE ChAlaHBaf ¢ HepBHO-MEIIEYHLIMH
whoresamwane ) (93, 102 105],

o Peromernyerca mikana HOM Risk-8C[ B kauectee Merona oUeHEd pHCKA
BHCSAMHOH eMepTi B TeusHde 3 ger ana nanuenton = 16 net ¢ CKMI, sempannodt MyTamusawm
CAPEROMECPHRIX DEMEOR, 063 CNYUAsE PEEHHMATINN MocTe aMHI0,008 B TADAC 1w ciioHTaHHOR

yeradismseil (T ¢ nmoTepefl cosHANHA HIH  CEMOTHEHAMBIECKHME  HapyIIeRHAMA
[93,102,105).
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YIUL3YVT B

* Pewomennyeres menojissosars wkany HCM Risk-Kids Model B xasceTe MeToua
ULCHKH PHCKE BHCIAMHCH CMCPIH B TCNCHES 3 ST U nanHenTon or | o 16 jer Oes
npeymectRyome @ wm yerodnmoii T, Ges pposcpeniuy mapymwemit Metabonmasa
HITA cHEaponHEX npayaun [IKMIT [89).

Y03 ¥YrH

Lenecoobpazuo nposoaurs crpatapikammo prcka BCC y aereli moore pospacta nie
SABHCHMOCTH OT JSTHONOTHM neprpodiyuccroil KapIuoMBEONATHR HA OCHORE KOHNEHTPAIHH
fpaxTOpoR preks BCC 10is nonWMAanHA cCTEneEny PHCKD, A TAEGKE OUNTHMETAIIH TAKTHEN BEAEHHA

# nabmonenna Soasrere [107, 160, 161).

Kommenrapuii: wnawepeposcaoimne HP cepdya u cuvmmomnas Gpactropius
MOZYM oMb FUPESHCMPUPOGANNE HE CRANOAPMEON PEsHCmPayiy J1exmpokapduospaime
ROKOE W MPE GUINYECKOT NOAYINE, IPY XOTMEDSECKOM MONIMOPUPOGIIT PUmMa cepoya,
€ ROMOMLI0 EMILIGHIGYLE REMAEE02D PESUCPAINopa O18 dol20apeMENnol pesicmpali
LAERMPUYECKeU QRMERROCIE Nprosodaues coomens cepoya iin npu RpoaedENtit mecma ¢
PUINCCKOR HaSPVINGT € HENOAbIOSGHNEM Ipcovempa. TTamosenemuneckon oenoeei ot
PASELRTUA ROOOHMBIC HIMEHENLER ABTREMCA ATEKMBUNECKaR HeCmafuTsNocnE Muosapda,

CyUeTEYET AR¢ MORETH CTRATHOHKAILNE pucka BOC;

b Ha enone Tpamemmonmss dakropes paesa (aMepHranckas i enponefickas
MOae).
2. Ha OCHUBE PHCHETH HHOHBHIY AL OICHDK pHCKA.

nepeannfrumporarHmi noaxol (epponeiickas Mopens) — mxana HOM Risk-SCD (qern
16 ner w crapuie), wikana HCM Risk-Kids Model (nerwe o 1 go 16 ner). Wlkana nna neveii
o1l 1o 16 Jer upeacraptaer coOol Tayio we Ky, KK 118 Gousisx 16 1eT | crapine,

MPOCTO OHA TROINNG BANEIANHIO B IETCEOM MOSPREcTE.

«Kamekymaropees  pueka BCC mpuw EMIT npencraencaw wa  caitre
hitps:/iqumd.com/calculate/calculator_ 303 /hem-risk-scd 1 hups:hemriskkids.orgy
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Iivana onenkn pucka BCC y manmenros ¢ FEMIT (aMepnkasckan B epponeHckan
MOMIENH) NpeacTaEmera npanmxense I3 n T4,

Kovmenvapnii. [le ciedyerm sabsisams, vimo ROMEMO O0SDENBYENWE Ao GOIPGUIMY, WId
OUENKE SEponefickenl Modeni wenprmeniva ¥ nayuenmos © denoronuann FTEMIT Tavoce
SAHHAR WRATG WMECM OZPARKTENLR N0 SE0MLMELY RONAIEMETNM MOIMIHG CHENKH AC8000
reeapdowrg — oo 33 v [pn Oopsien  mostuie  PEIVIBMGTIE WS ORECENN YD

NS OTTREYECK VR 3O IARGCTR D,

3. Jlevenne, BRIW0OYAT MEINKAMEHTOZHYE H HE MEAHKAMEHTOIHYIO
TE’.‘I‘.IEI'IIH-I.II J'I_HE'I‘-IJ’I‘EI]HI'IHH&, {l'ﬁlﬂ']ﬁﬂ.l’['l-lﬂﬂlll[E, METHIHHCKHE MDIKAIANHHA H

NPpOTHBEONOREAZTAHHA K DPHMCHEHRID METOJAOD JIeHCHHA

[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]

Ofmpe MPUITHTED ICHCHRA TRIEPTPodRIecKoil KapIHOMHOUIATHE
T pevenns TEMIT ¥y userel  Henoissyior  MEQHKAMEHTOIHYH) TEPanHo,
ONCPATHBHOE JACHCHHE, HONOIRICBAHAC CHCOTCME!  MEAYAOYKOBOH  BCNOMOTOTETRMOG

HMILTARTHPYeMoi* ** i TpancnnanTaMo cepana.

Jammre mo wowmwaeckod  odupextusnoc 0 DEONACHOCTH  (PHMEHACM BIX
MEIHKEMEHTOIHMX NPCUApaTax ¥ JcTell OCHOBMBAKOTCY B OCHOBHOM HA  JIZHHBIY,
MONMYYCHHBIX B HAOJIOASTCNBHEIX HOCICAOBAHMAX. PAHAOMHINDODAHHLIE KIHHHYECKHE
HCCTEAODAITHA HEMIOTOMHCIENHM H BEMOMANT B OCHOBHOM HeOMILIIOS KOAHYCCTEO

MalHeHTOR.

hapuacorepanus op TEMIT 5 denowonmsxy TEMI, koropuie yacto eme He
mAuchiepeHIHPOBINLT TPH MEPRHMHOM OcMoTpe peleHKa BPAvOM-ACTCEMM KapIHOIOIOM,
1pe0y0T OT BPada UOBBIMCHHON OTBCTCIBCHHOCTH NPH UPHHETHH PCIUCHHR 00 0TEA3C 0T
Aasnaenns Tepanun (ocobenme beTa-anpenobnokaTopaMi), NTOCKOALKY Mporsos pebenia o
dresowonuavu FEMIT cepreanee, uwem npe wsoompoansoi TEMIL [lpn combcHRAx B
HEOOMOIHMOCTH HEIHAMEHUS Tepannn beTa-anpeHobiokatopans Gones MPARKNLHO PETATE
By [PU[.Z B [IUJJJ:E].I' HEATHRSHCHRAN JICHCHIA, "I QU TARIATE JIH.-“EEHE-H. C J:It:}'i"l.l"‘:l.lll‘:kl.l-lﬂl_l El'I'HU.'lLiIi'J:'IUEI.

TEMIT G223 reMoIHHaHYECKOR KApAHOTPOTEETHEBHON Tepanii.




Bonpoc o HpoBeicHHH HCCCHEHHA MleuHol TRaHH cepana y pederka ¢ IEKMIL nan

L= QKIMMJEIHHMH PEliGLTCA HELTHEBHTY LRI KOHCHIHY MO8 JEHHTEPOCEIHE B

CIIEHHATHCTOH.

Moaxoam & MeaHEaMenToInoii Tepanmmd ua Jorumeprpoduaeckoil eTagmm
runeprpoduaeckoii KapiaosMBonaTion [59)

Bonpoe o weobxoamMOocTH MCIHEAMCHTOSHOTD MEHCHHA Y HOCHTENCH narorenwod
HAH BEPOATHO TATOTeNHOR My TR, accoitarponanioii ¢ [ KMLI, ma aormneprpodmyeckoit
ClauHy ¥ jeTefl B HACTONIEE BPEMA TONBKC JHCKYTHPYETCH H HE MMEST OJHOIHAYHOIO

PUllCHHAE 0 CONACGBEHHBIN FE&EUHEH,![BIJ.HIT!..

3.1 Koncepsarusuoe newenne [17.41,58,59.60.61.67.80,109,122,137,138,152]

Moaxoas: & MEAHKAMEHTOIHOH TCPAIIHH HA FHOCPHTPOQIEMECHOR CTaaHn

rumeprpodirieckoll KapIMoMBEOIATHNA ¥ fecCHMITOMHEIX NAIHEHTOR
[15,59,60,71,138]

. PeromMerIoBEHD PACCMOTPETh BOIMOMHOCTE HaHAYCHHA  Bera-
aapeHobaokaTopoR qeTiM c oberpyrnpeit BTJEK (noxos nan wemyumpycemoii) ana cumscHns
1 s JIK [158].

VIS VYFC

* Pexomenayercs masuatende dera-aapenodnoxaropon neram ¢ CEMIT (8 Tom usene
BeccnvnToMEo Tekymeit) o moboii popyoit Mrokaparaneroi ancdyHEUHE (AHacTonHYecKodl,

FO0AILHOH CHETOJIHYCCKDH IIH TOKRILHOA CHECTOIHMECKDE,

YA S¥YP C [13,14,15,107,108|

Kommedvapnii: de npusson pegchins o Oeceuanmomyen megsennn LRIy
pedenirg gpavoy doaxoen Oetwie CoBPan JEMEILNBIN QHOMNES I HPOSSORH WIOMETERLI
GREINE PENILMAMOE XAPOROIOAUYECKOAD ICIEONSaNUR, SENOYAT MECM © (HHINYeCcKo
Hn'.!-.-"lfill'lr'.?m[.r Al Y e TR :_JF._'-'{J..'I-IE'H‘IFJT i ,'iHﬁ[JIEJ.EHI{.IpH&!E .ﬂﬂj_'h'-!'ﬂ"!?ﬂ .HH{J?{HF{]HHH‘HM{J.‘TH!{]
fuccredosanue yposug mpongnwies |, ' s sposu). Hemuwnoe Geccumnmomnos mesetiue
mpebyvemes dudipepesyuposams ¢ adanmaiet s cvem ofpasd Metswt naimesma, Puck

BUC mpefyem excerodnail MEPeoeiiy.
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MelnKaMenToInAN TePAlHT CHMITOMHBIX HALUNENTOR ¢ THOepTpodEYecKoi
EAPIHOMHONATHER
CAonree RPN i unsl MEDUREMENIOTH O e i
[15.17,41,58,6]1,67.80,109,122,137,152,]

TNpenaparst 118 MEARKaMerToINorD Tedenns TEMIT v gevefl cneyeT HAaTHa4aTh  VHETOM
HHNANIYAUIBHEIX 0CODeHHOCTER pedeHED M XApRKTEDL BHIHH €10 CEMBH, IOCKOIBKY 00Nboe
FHAYCHHE HMECT OTBCICIBEHHOCTL pelenka n poguTenci B OLICPIEHEH IPHECIHCHHOCTH
MELHKAMEHTOSHOMY (e HI, Hp}! JEOEPEHHA HA OTCYTCIBHE KOHTPOON 33 (pHEeMomM
npenapata (ocodeHne GoTa-anpeHobIoKATOPE) CO0 CTOPOHL POULHTENCH, CNeayeT OTOABATE
npeanoyTeRHe SeTa-AApeHORIDKATOPAM NPONoHrHporaHHoro aefictens (24-wacomorn), ¥
neted (B ciuny KX QHIHONOIHSECKHY ocodeHDeTel) IpeInouTeHne OTAASTCH TRTIOHTEHEM
Oerta-agpenobiokaropan, a He regpoduiaeke,. Ho owonmatensumil swibop npenapara
OCTAETCH 33 MEYAMMM BPEYOM MIH MYJIBETHAHCUHIIHHAPHOR KOMAHIAOH CHEHHATHCTOR,
Crapropas mosa Gera-anpenobiokaropa ¥ pebenks H ObCTPOTA THTPALHH 096 BEEPX BOErIa
NONOMPAETCA  HHAMBHAVATLHO © YUSTOM HCXOIHEX (Ooxasarencd AaB/ieHHA, 4HACTOTh
CEPReYHEIX COXPAENHE ¥ HHIHRRAYATLHOR peakuun pebeika Ha npenapar.

Haumnats Tepanyio, BIHAONRI0 Ha FEMOIRHAMAYECKRE NoKaIaTeny HOMLHOTO, CIEIVET B
CTALHOHAPE MOJ] KOHTPOAEM Bpata.

bhicTpetil pOCT JETCKOID OPrafndiMa (¥ TPOCHHE MACCH TENd HA MEPEOM MOy ¥ nankHeiimes
YHEAHYCHHE Macckl B 0-7 pai K MOMEHTY BSPOCHOro cocrTosHHA) Tpebyer Oonec sacTol
KOPPCELRY 103 npenaparon i Gomsmel kparnocty Habmoaesus., Tase ORICTpoc YReTHYCHAE
MACCH TEAA OPHBOANT K Oonpiucll NOOBCPpHEHHOCTH peOCHKD PA3BHTHID COPACHHOM
HEDOCTATOMHOCTH BOICOCTEHE MaNOr0 YIapHoro o0BeME ACBOIO MWeayaouka Ha (oHe
HAPYIHHOI pelakcalliy NPy sEeTpeMutkaoll raneprpodun Muokapa,

Pebenor ¢ VKMIT ywe nps neproM NOCTYIUIEHAH B CTATTHOHAD (@M@ 10 NPORETENHS
FERETHYECKOT  OfCReNORAHER H BEERIEHHA OPRUHEHOE MyTamaH) Momwer TpebopaTh
HATHAYEHMS EARIHONMPOTEKTREHOR reMOMHHAMEVECKOR Tepan#H H MMETh MOKa3aHHT ana
XHDPYDPrHUECKOre feucHud, Kak nooxo uts K BEOSHHK Noa00HBX NAUHEHTOR, ECIH Beg
BEINYLISHHDIE EAHHHYSCKHE PEKOMEHIALMH M KUIBKVIMTOPEL pacuera packes BCC

NpHMEHHMEL TOJIRKO U Goibaaix ¢ CEMIT, seizsadsoR My TAUKAMH CAPEOMEPHBIX [eHUBT
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CHHOSHEUHOD OTBETA HA 10T BOMPOC B HACTOANCE BPEMA HET, H DTHRETCTREHHOCTE 34a

NPHHATHE PELHICHHA O HATHAYEHH W HEHATHAYEHEN MENHKAMEHTORHOMD HITH CIIEPATHBHOID
TMEYEHHA JIOOHHTCH HE MY/BTHAHCHMTIIHHAPHYIO KOMAHTY, KOTOpAfS AOMEHA HabmsoHaThk
AdaHHoro pedenka, Ecod MHeHHE COSHANHCTOR PACKOMNTeE, & v pebera ¢ TKMII aparnos ne
YTOMHEH W MOXTOMY MPOrHOS HEACCH, CTUHT NPHHHEMATh DCIICHHE B OOARIY HAIHAYEHWS
JEYEHHH.

Lleasmn senuxamdentosgoll repanui v gerell ¢ TKMTT w denokonmasu TEMIT srnmorca:
OPCEPAIENHE (POrPECCHPOBEHEA WK CHHECHRES TEMIOR NPOrpeccHPOBaHNA THIEPTPO@HA
MBEOKADIA; WCUCIHOBCHHE HIH CHMECHHC TEKCCTH MHAOKapiRansHoH  gucthyHmumas;
HOPMIULHIALHA YAOpHOro obLeMa cepang, HeueInoBamine WiH yMensmenne TamectH XUH;
npodmnakrika BCC, vimysnmense KamecTna W NpoUTeHHe CROKR MWINH GOMRHEX.

MeankamenToinan Tepanug oBcTPYKIHH BRIXGTHOTH TRAKTA JeROTD
WY 09KA
* PexoMcHOYSTCH HAMHHATE JeYeHHe JODLIMH JeKapCTREHHLIMH CPeNCTRAMH ©
MHEHEMATLHRIN J03 K ¢ OCTOPOAHBIM HX THTPOBEHMCM B TCHCHHMC JOCTATOMHO JOJATMOTO
epemenn [122,152].
YIIAS¥YPC
* Peromenayiores Gerta-anpenofmoraropl v nauHentos ¢ oberpyxuncit BTITK

(nokoa W HEAYLEpyemoil) ¢ noaBoposM MarcHMATEHOR MepeHocumofl Aotk B KauccTRE

TEPATHA 118 YMeHLICHER CMmTomon [K, 107,).

YAASYYPC

KovvienTapnit: coedyvem nosuumes o aobounsx sfhesmax Gema-adpenolicramopos.
K i omnocRmeR; RApVINEig RPOSEOUMOCIN fRIORE do potuad AB-Groradi, Gpowcocnazy,
CRAIM Repubepiveckus cocydos, Amveiuxenud ¥ dpyveux. B demcxoll npaomure naufonee
WACHEM NOBoYNs Nivbexman Sema-aalpeHTAnKAMOpos AETAEMCR FUROZINKEMUR, KOTROpan
MoMCEM  APREOdUME K ApeoliNOPOTHEY  COCPIORNUEM  npw buswdeckol  Haspyane,  Umo
veroxchrem  oyenry puexa BCC p Gownoso. Hpu wosnauenus Goaomix dox bemo-
AAPENGBAOKAMOPOR, KOMOPEE  GOLNNG  XOPORe  REPENOCARCE  dememn,  jeagcoolipaiio

I.I'fE'.'IE'r'j-I'}REHHE' FramaHE SRR TR & EFNEY
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* Pexomennyercs nedcHne OMOKATODAMM KAIBLMCBRIX KaHATOB ¢ noaGopom

MARCHMAIBHUA NCPEHOCHMON 03w TeM nanuentad ¢ oferpykiueii BTIDE (moxes wmow
MHOYUHpYEMOH), EOTOpRE  He  gepenocst  DeTa-anpenodnokaTops  HIH  HMEKMT
OpOTHRONOKIBAKUE K 115 HasHeqcHmio |8, 80,107,109,122,137,152],

YAASYYPC

¥ pereii ¢ FKMIT m seytpuwenynouxoscii ofcrpyewsed JDI  nosnyuammx
WICKBATHYI0 Z03y Gera-anpenobIoKaropa WM ONokaTopa KaARINEEsY KIHAN0B, OTBCT HA

TCUEHAE HE neerya Gripact U EEIY Bl H GITHMA N EHRI M.

Jewenne XCH ¢ @B JIAK = 50% y nanwenvos ¢ TKMI

* Peromenayerca nasnadenne Gera-anpeHobnokaTopos LA yAYIISHUA CHMITTOMOR
CCPACYHOH HEAOCTATOUHOCTH ¥ naifienTor ¢ oberpywrusnodi CKMII w XCH 1I-IV @K
(NYHA) c B =50% [3, 158].

YILSYYPC

*  He pexomennonano sazuauesne GNOKSTOPOE KALUHEDEX KEHLION JETAM C
FEMIT. mMeromsm cepaedsy i HEI0CTATOUHOCTD, CRITAHIYIO ¢ YMENEIISHHEM YIAPHOID

o0heMa NeBOID welynoqra [8.80.107,109,122,137,152),
¥Y¥IIIS¥YYPC

« PeroMen0BAHO HAIHAMCHME MANKX 7107 THYPETHEOBR 04 [EUMCHTOR O

neoGeTpyRTHEHOH [KMIT i =1V @K (NYHA) ¢ ®B JIK =50% ana yaymmenns comnosmos
XCH [8, 80,107.109,122,137,152].

YAASYYPC

* PexoMEHAOBAHO PACCMOTPETE BOTMOWIIOCTE AATHAYCHHA (¢ OCTOPOMHOCTLIO)

HHIKHX 103 MHYPETHKOB CHMITOMERE fausedtad ¢ TEMIT » ofctpyxuneft BTIIK s
VYMEHBLICHHS DARLIKR NPH narpyaxe [B, B0.107,100,122,137,152].
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¥AAS5YYFPC

Kommenrapnil: Hasavenwe duypemuros demaw ¢ FEMIT w0 nuskum yoaprsiv
oitexom JIK credyern nposodume kpatie scmoponeta nod senmpones OO, ydaprovo
obvewa JIK u T e TR, nockotsky yuenstientie 0bnema yumaupwolyels kpoay v 5

I UENITOG ALONCER Npueodums k veeawerno 17T e 8T

[lpr panuunn obcrpyrumd BTIDE (noxon anm emmyorpyesoi) v oaereit o TEMIT
OPraHITECKHE MATPATLL, Gnokarops docdoanscrepazi-5, GAOKATOPLL KAILUMESLIN KANUIOD 1
CEPAEMHBLE TIFMKOINIB HE HATHAYAK TCH.

* He pexoMenayeTca npHed GIOXATOPOE KANLUHCERY KEHATOB [ALHEHTAM C

obcrpyrrrenoil ['EKMIL s cnyuasx vamaass crcTemuoi CHIOTEHINY # BHIPAREHHOH ONBIIIKH &
noxoe [8, 80,107,109,122,137,152].

YIULSYYPC

Jdewenne XCH ¢ @B JIAK <50% y nanmwenron ¢ FEMIT

* Pekomeriyerca HatsaueHie Dera-alpedob/IokaTopa B JON0NHENAE K HHErHOHTOPY

AITR (HNH AHTAFOHACTY PELENTOPCR AHIMOTEH3HMHA I, ecnM nauwent ne nepenOCHT
HETROHTOPEE ATTDY) npi cummenin DB JDE<50% v nereil ¢ neoGerpysmannoil TIKMT s
yuMenbmenua cusirmmonon XCH, cimmenna preka roeniTammsamsit no nesoay XCH u BCC
(B OTCYTCTRHE PIHIOMHINpOBAHHIY decastosanuft mo TKMIL sdderrummoers no

TOCHHTATHIANAAM, CHMITTOMAM H CMEITHOCTH MPENonaraeTes, Ho He gokazana) [154],

YIOS5¥YPC

Kommenrapnii: Sema-adpenofiokamops Reuiomcn  Bpenapamauy swiopa o
cuuxcenus 1] g BUDK w ofitezvenis cunmmonos FEMIT. Ofavuo dawe SRCOKEE D06
Germa-adpenoBIoRamopon  XOPoWe  NEPENOCRICE  dEMBME, CCTN  MUMPUYIR  RAYama ¢
neboabuodl G0 ¥ NPONCXOOUM NOCMEReNKo ROd Konmpotes cneyuareema. TTpuvenenue
fiema-adpesobnoramopos M-vacososo OelcmEun  NPeONoYINMEILND IR  PasHOMEPHOT
KOMBEHMPEHNE NPERGRAME § APUSCMCNGYENICR D0TuHbLML =30 GONEE AEZK0M0 KOHIPOIN 10
mepanuen, dnaro ¥ Manoeecine demell Kepedio Apednoumentie OmOdemct RaINauenm

MEX NPEREPMMOE, KOMOPHIE He MPeiyom uIZoMOEIenus MOpRNHKOS 1 RpOCmao dozignenmcs.
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Haznagenne THypeTHKOB B Maibix 103ax mauuentar ¢ neoderpyrrusnoi TKMIT a [I-1V &K
(NYHA} ¢ DB JTA <50% 108 yMenbinenns cirvnTomoR, CHIKEH M PHCKA FOCTHTIHLami
no nosoay XCH sosmomno, HO B OTCYTCTBHE PANJOMMAMPORAHHEIY HCCACHOBAHB mo
IEMIT aprpe THEHOCTS 10 rOCTIMTANMIAIHNAM, CHMITTOMAM H CMEPTHOCTH IPEINoNaraeTcs,
HO He A0KaIaHA.

= Pewomengyercs paiHavMcHWE AHTAIOHHCTA  QILLOCTEPOHA MAUHENTaM ¢
neoberpyrraenoi FKMIL ¢ OB JODK <50% »n noctoammsmy cadmmosmans XCH -1V @K
(NYHA), mecmorps ma nesesne suraburopamu AD (une astarcancramn penentopos
anrmoredsuna I, ecow  paument ne nepemocur  wHruOwropet AIND) u  Gera-
WIPEHOOMOKATOPAMHE, AT CHEMCHHA PHCKka rocnuTammammit no nowogy XCH w BCC (s
OTCYTCTRHE  paHjoMuipponmiiex  weeactosannid mo TEMIT  addexmaauocms o

FOCTIHTANHIAINAM, CHMITTOMAM ¥ CMEPTHOCTH NPE/INOJATAeTed, HO He Qokazada) [154]

YAASY¥YPC

* He pexomemayercs  wasHasenwe smruGuropa Alld  gersv ¢ cepaewnof
nenocTaTouHoe TR0 Ha thone UKMII ¢ conyremyowedl munasuueckod oberpyrnucii BTIEAK,
KOTOPAA PASBHBASTCH Ha (OHE NEPEUHECHCTONNTECKOTD RHWEHHE CTBOPKH MUTPAABHOTO

Knanasa [ 159]

YAASYYPC

Jeqenne cHRAPOMA CIEHORAPANN ¥ manHenTos ¢ TKMII

+ Pexomennyerca sazHauense OeTa-anpennbnokaTopor, GNOKETOPOB KATLIHERbIX

KaHA0B manvenTad ¢ peodorpykrusded [KMID o cresoxapnutiyeckinvyn Bonsvn npe

OTEYTCTRHH ODCTRY KTHRHOH KOpORAPHOA GONciHI ceprnua [17].

YIIAS¥¥YPC

Kommenrapuii: v demeii ¢ FRMIT foru & apyduodi caemue seasomes docmamoo
NacmeLME  Nednobasi,  Heofcoduswn  gposecmy  duddepenyuaibise  duasiad  Medwdy
CMenoRaPIEen © BORAME 6 SPVONDE KIERIKE HERGIOUAILHOMN) 2EHET0, KORODBIE Makmce
SEATMACH SUCmon seaaobon & demokoN GoIRASHE i DBPCROaTERN HEEPATZNEE, MU@TTUEN,
SHCMPOITNEPOIOTINECK W IPOTEMENY, Defopvayiumi ZpVnoR KIemEY, CRoIunIon

npoyise apearavs, Bow o cepdye wmemuneckocn xapasmepa ¥ oemeld ¢ FEMIT wauge
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BCEA0 GOIHURGION BCASCHENe Neadekaaniiozo NIURONT EOSH Beped WL IRLTEN BIE
ROPOIEPNLIE APMEPUN & BOTLWON 1 DELEMY B MEECE (PHRSPMBOHLPGAHRDE] capdevHon
Mbltiie,  uveniyed  Oousuoso nompefinocmb 8 kKucaepode. B nposedenu

e penijuatbHose dUEEHOTE TOMGSTENT MjEMeIsibil cfop anavyesa, nposedente 250 s

e mosugus, cmpecc-2X0OKT u nazpyrovnwi mecm,

+  PekoMecHIOBAHD PACCMOTRETE  BOTPOHWHOCTE  HCTIONRAOBAICEA O raHEYSLKHX

HHTPATOE per o8 ¥ nauncHToB ¢ neoberpykrHsnoil I'KMII co crenoxapanmiuecknvy Gomanu

H OTCYTCTRICAM ODCTPYKTHEHOH Donesnl KopoHapHeix apTepii [ 135).
YOOSYYFPC

Jlewenne aprepnaasnaii raneprenanm ¥ geredi ¢ UKMI

B enywae coveTannoro paisATHA neobeTpykTBsmod UEKMIT g AL v neveli, negewnnie
MPOBOAHTCA B COOTBETCTEHH ¢ FonnHueckumy Peromeniaumnamy oo nevenun A y neved.

[pennouTedde B GaHHOH CHTYAIH OTIASTeR HOIHAYCHAR DeTa-anpeHoliiokaopos.

Jenenne pubpuinsumn npencepanii y gereid ¢ FEKMII

Ecan wo sspocnoit nonynmoue Goasney ¢ FCEMIT @1 aanserca nanbonee wactoll
apuTvueit, 10 B AcTckod nooviosmed @11 opw KMIL Bcrpeusercs ousens pengo,
Me/HKAMEHTOIHAA TEPATHA MPORKJIHTCR B COOTRETCTEMH ¢ PEROMEHAIHAME N0 NEYeHHID

MIL Tacwe n peTexkofl oTonynRusH  Kpafiine penxo HA0MOIAIOTCH  TPOMOOTHYECKHE

oemosnenns UEMIT,

3 PUrHMECKOE H HETepBeHHonHoe Jeveane KM
[16,22.30,42,50,57.62.66,75.84,100,114,120,121,128,131,147,149,151]

Peaywuns MK

Bonpoe of oneparibuos gegenns CEMIT v nereft ovwenks caoswen. Bompoe o

NPOBEICHHH HCCCYEHEA MBMINTEYHOH TEAHH Cepila o ¢ obheMe PEIACTCE HHOHBHAYVAITEHD B
BAHIOM CITY YA, AMEOIOJIEHAR alIRIHA ¥ OETeH He NpAMEHACTCH,

G"".b{bEET 0T NPOoBCACHHT MCCCHMCHMA MMLUCHHON TEAHH cCpaoE Y JeTefl HE Boerada
COXPHHACTCR JUIHTCARHOS BREMAD K COMAIEHHEID, HEPEIKH COVYaH, KOG DOEafanHa nns
NOBTOPHOTO MPOBCACHHA ONEPALINE BOTHHEAIOT COYCTA ReGOMBINOA MPOMEEVTOK BPEMEHH H3-

3@ OBICTPOTD NPOTPECCHPOBAHKA THICPTPOYHY,

51



* Peromeniyercs nposesenue Hecewerns MBIICHHOR THaHW cepia v NanweHTos o

VEMIT npsr rameem U] g BTJDK (0 nokoe WIH MAKCHMATEREM (OBMIMDYeMEnd) = 50 mm
PT. €T, ¢ KCH HIHIV @K (NYHA), HecMOTPA HE MAKCHMANEHYR) MEPCHOCHMYE) TEPATTHED,
MpH OTCYTCTBHH npoTRBonokasanni [22,57,114,121,147,149,151 .

VL4 YVP C

1 PEHDMEI-'LFI}'CIE:H MPOBEISHNE HCCRTEHNE MEILNCWHOH THAEIH CERMmna ¥ marHCcHTOR ¢

FKMII 1 nosropusmmn ofimopoxans npu marpyaxe, serkkaessnas 1] o BTIOK (8 nowos
HITH MAKCHMATEHEM NPOBOUHDPYEMEIN] 2 50 MM PT.OT., HECMOTRA HE O TIHMATEHYI0 TePaHie,

P UTCY TCTBHH OpoTHBonOKasanait [22,57,114,121,147,149,151].

Y14 ¥¥PC

* Pexosenmyerca Wmccewenme Mumewnol TRAHM cepaug nansentam ¢ TEMIT,
HMCHOLHM  [OOKaIANHE K JAHAOMY METOAY XHPYPIHYMECKOTO MeY9eHHN, ©CnH  CCTh
QUHOBPEMEHAOE HAMHYHEC [OKRSAHHA AT8 ApYrAX XHpPYDPIrUuccKHX BMEIATENLCTE (Ha
NANHATRPHBIN MBIULAX, MPOTEIHPOBAHKE MATPLILUOTD K1anana) [22, 147,149,151,

YT 4 ¥Y¥P C

Kommenrapuin: yeravy nposedenis onepamusiosn Rewenun npw JRMIT v demed
ARTRIMCA, VRCANYEHNE DIBEME ACEOI0 IOETWHKINGD, WMo CROCOOCMEVEM VECTNSHI yehapiozo
affbera JIAC dareniic NpERIMOMBNA K RYMN ORUROKS KPOBY 15 Aes020 BCEAPNKG HYMEM
nocesenii  awomynaiowen ¢ npoceemn BTN swnepmpoghuposasnai vacau MKIT, wmo
APBAOGLIN M K NPEKPEENIG KOWMaKma nepednel cmsopiy ME ¢ MXIT a cucnraTy JIH
erxcere L2 6 BITDK, womopet dosxcen emame serice 20 00 pm em, pempasenie anomMatti
cHtpVEmLR anmapamia MK somapeie CROCODCMEYIOM 2eMmoMIREMUNECKIOn NapyVIenusm mon
FRMIT.

Coznacue W nposedenne onepamusnosn newenus vy pefensza ¢ TEMIT dgemes

oijucrsnpiy Bpedemasumenawy pedenka.  BoIMoscnocms  ApOGEOSHUR  ORepamusozo
ALULHUR W Geop KONKPEMINGPO SAPUANITIG HCCEREHIAE MBIHEHON MK Cepigg ¥ Goasoso

PEGAeNTCA UHOUGUEVETRND © NPURIEGEHTEN FOMER NG MY L mUSUC RN PN KoM,

] PEHD!HEIT.?I}I'ETCH MIACTHES MHTPAILHOTO ETXAMAHA B VCIOBHAX HEEYCCTHEHROTD

KPOBOOOPAIEHNA HAK NPUTESHPORATIHE MITRANRHOID KIAIEHA B VCIORHAY HOKVCCTBCHHOTD

KPOBOOTPALIENNA ¥ CHMITTOMHEES GouLHEX € TJ] 5 BTIIAK (B nOKOe HAH MAKCHMATEILIM
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IPOBOUMPYEMBIM) = S0 MM PT.CT. H MHTPAILHOR PErypruTalmed o1 cpeiued 10 Tienod

CTSHCHH, HE Bl3BaHHbIX H3onuposadtbiM [TCT creopien MK [22.57,114,121,147,149,151].

YIM4¥YYPC

Kovmenrapuii: & demckan aoapacke wepedso p Goannese TRMIT ecmpesmomes
gpoxcaentbie aronaiin passumind MK, xomoepste snocRm BecoMbill BRIGH & MUBPRLTHIIG
ey, rosiowo ITCT cmeopru MEL B mavux eneaas rposeeste Rpocmot anKai

MR soircem ne Rpusecmy K ROETAEMOMY ROCASONEPayuonnomy shgexmy,

Pexkomenaaunn no IKC y nanpentos ¢ oferpykmasnoil IKMIIT

* PeroMeHYETCa PACCMOTPETH BOSMOMHOCTR nocTosinol KT ¢ orTaMansneng AB-
warepranos  gan clokenas [Nl s BTJDK wim  ang  pacinMpenys  BOIMOWHOCTH
AEKAPCTRCHHOH Tepanyd DeTa-aapeHo0IoKATOPOM HIHIH DIOKETOPOM KAIELHEEEIX KHHLIOB
v oToensiux naurentos ¢ IJ] n BTIOK (p noxoe #im MaKcHMonbsisM TPoBOIHPYEMED ) 2
50 mm proer., eelpasennoll conyveonodl Gpannkapapel, caMmroMaMn, pedipaRTEPHEMH K
TERAPCTREHHOR TEPAHMA, HAR HMEIHY nonaEyie AB Onokagy, B TOM YHMCHE B PeaviIeTaIE

UPOBLIEHHE HeCeeHHA rRnepTpodpoBannol Menmesmodt Teana [128].

¥Y¥IANSYYPC

Husainpnoie meToait degennd DI namwenton ¢ FTEKMI

*  PeroMCHIORAHO NPOBEICHHE PAIRNOLACTOTHON afi A APFTMOTEHHEIN TOH B

obmacti ovara Ol manmentaye ¢ FEMIL econ @I we womer Grime npenoTRpamens

ARTHAPHTMHAYECKOR TepamHeH, HIH 9acTOTa Wely A0UK0BEIX COKPRILEHIH He KOHTPONHPYETCH
HTWLETBCHHEIHH "Ijl:[m.pﬁ'fﬂh.!ﬂ. Hin EI-'..:I..;-ULLH.I-!F'I.I-HH.[-I-H. ' HEIJ-EFEHI.H..‘.HHHMH IIUﬁﬂ"II'I_I:.-[MH.

AefeTEHAMA ICREApeTRCHHEY npenapaTon [120,128,131].

YOO S¥YF C

* PexoMenOyeTcs HMIUIAHTAITHA AMEETRORARTHOCTEMYTATORA  HMITEAHTHPYEMOTD
ARYXKAMEPHOTD,  HACTOTHO-aJanTHeHoro™®  (MMujanTauud  KapIMOCTHMYIETOpa) ¢
thysRUMeR IEPeKIONCHAN PeaHMa (H0CIE PATHOYACTOTHON aligiM apHTMONSHHEX 300 B

afmacti AB-vana v namgpenron [TKMIT ¢ @B =50%), pit HATHYEN naporchaMateioi Of]
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(mpn OICYTCTBHE HPOTHBONUEAIAHHI), H HMILIAH TALIHA OHOKEMEPHOTD
AMERTPORAPARGCTHMY TATOPA { AICKTPOKAPAHOC THMY IHTOP HMILTAHTHDY eMEIH oIIHOKAMEDHRIH,
(es sacToTHol aganTanEn®** Y ) — mpr HATEMEE LEPCHCTHPYIOICE R DOCTOAHAOH GopMLI
(mpH oTcyTCTRMH NpoTHRonoKazannii) [120,128,131].

YOO S5¥YP C

* Peromenayercs nponenende  panHouacToTHOH alnsuun apHTMOTCHHBIX 30H B
efumeri ouara L 50 BpeMs NpoBIeHHA HCCESSHNA MBITETHOR TRAHH CEpJilia ¥ NRIHCHTOR
c PEMIL, oenowsennodl cnvnromuoit Ol npn sasuums nokasaunii #  OTCYTCTBHH

nporHBonokasandi [120,128.131].

YALIYYFC

Kommenrapuil: nposedenue paduovacmompuott afisyu auummosenismg 200 ¥ demel
e TKMI w copymomeVciMy NOPVICHUAME  PUMME  Cepiyd,  nyedmougiuen @
EMEPIMUANTE KOPPERYNL, NMED MENBIIT npoyenm Mhgexmusnocnn, vem v Doreyex Hed
FHMIL Omo ofyeaoslens gas Sucms dnamoyMiyeckidy Mpronocmasl, maK 1 HoTuyues
MUOKGPIUGIBHORD  GUBPOTT,  HEMNN  MUNOKIPOE, @ MOKNCE  HEPEOKD  SBIPONCENNOLD
Muokapouatssai duegynaryuels. Bee smo cozdaem donosiumensisic mpyeiocmu 08 epaya-

XUV,

Obachosannocmi i keofxodunacnis npoaedenin onepayuu Cox-Maze fsaabupuyms)
i ee mocughuraiui ¥ Goasnsix 4 M g ] cax conymemsvicigen npy poduoyaemamyon
QAN N HPLURMOSERE S 300 ONEKVIMUPYEMTE CHEWRANUCMAMN, ) KOMOpLx Ha Nacmosigul

MEEMEHIN HERT EOUNDST MHEHUST 1 SR :I'.t-ﬂﬁm'."]-'.

FeoMenIauum no npakTiYecKus SCeRTAM WMIIAHTALIL RapiadBeprep=

nepuipHAMTOpa EMILLEITHPY CMOrD oHoKaMepnore®=* [30,66,84, 100, 128]

Ilkasia ouesen pucxa BCC y paupenton ¢ TIKMIT crapime 16 net (eaponsiickas
MOdRIL) npencTarTena & Tabmmie 112, npraowcane I'2.

¥ nmevell w woapacte po 16 aer, ¥y koropux npuansofl TEMI e snnmortes
CHEAPOMATLIBIE, MHTOXOHIPHATLHEE, MeTAGONHYCCKRE HADYIICHHE H HCDBHO-MBILIEUHLLE
FAGONERARKA (T.E. 0JIHOIHAYHO HeEmoieHsl eroromeu FIKMIT), ana crparHguranmn prcka
BOC upamenimn anarmnposanHes o BATHIHPORATHAS [UTH ASTCKOID BOSPACTA CBPUNCETKLS

MDMEM,, AFATOTHHHAS HINOCIRIM TTRIHEHTEM,
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Ulkana ouenwn paeka BCC y panmentor ¢ [EKMIT (AMCPDHEANCKAA MO

npencTasncHa 8 ratnuue I3, npunokenwe 12,

* PeKoMenmyeTCH MMIERARTAILHS KapAHOBEPTEP-nefUOpRATATORE HMNAaHTHPYeMO D
CAROKAMEPHOID* ** (HMIIAHTAIA ONHOKAMEPHOTO KapanosepTepa  nedmbpuansTopa) v
nanuenton ¢ PKMIT, mepencewnx octanosky cepmia no npuasie KT win OK, nm y
HALHEHTOR CO CHOHTAHHOK yeroHwupod AT, HPHBONAWER K HOTEPS COIHAHMA HIH
HAPYILEHH FeMONHHAMMER, TPH OXMMAZEMOR npononscHTerLHOcTH musnn > Tona
[30,66,84, 1 00, 128].

Y5 ¥YYP C

Kosmmenvapnii: s SEPUUNGHIN  GPRMMUN & 0mOeIbNbix CAVHART MO

GRIROAHATTLCE WHEAIREROE (arympcepdesnoe) Bexmpoduonoseckoe neeredoeaie.
Konvsenmapuii: wa naywenmos ¢ TRMIT MMEHIA HUFRUG ke cpedwull prck BOC,
OPUERMUPOGANT GMEPURANCRAR Modetn, Fe npovemvocms & demeroi RORPIAYUY Botbine ¢

FRMIT neconomiauna {va demerod RORYASHUN DAUNGR Mooeae ke dariciuposii).

B nocreduue 200 nosswitce OOmOINEMENSHbe KPUWMERNN, OWENKT KOOpEX He
AETREMCE OHOIMAUREE RORGIMLEN ORR MMAIGHRaI Kupdioaepmep-dednibpmona
UMAYGHIUPYEMOZ0  odvORaMEpHo20 * ¥, Lo wummsaemes s afigen  ApH ApURAMEY
ROOGORGZ0. PRWERUE Kay  OonarHumeTsHbl dOCVMENT & MONBTY  Wmadanmronen 1o
HPUIEPHEM RETRENMCA NETNTe PACRPOCIPaReknoco drtipasa suoxapda K. OHEHIETEN O
wo—lIHE npy  saenummno-pesoranenan MOMOSUPUR  CEPOYA € KOMMPACHUIOSGHIENM,
Hpedemannerioome Pubpoza ¢ uuocapoe JIK Boree 15% seasemcs DOROAHIRER B BLY
apedukmapor . pucke BCC npy FEMIT w apsywenmon MOALTY  WMPLREN I
HAPUOGCIIE P-Oe PUIPUIIRMOPS WG ERazo DONOKAMEPNOZ0 " %%,

B demecwol nonyasgne Goxsnn TRMIT, LMD ymanui “wefingzonpuaniny”
FLTEINE POSENITIA MAUSHEVEPONOaotygux colfarmuill senod (mpusodsigue K JRIRELO CUHOPOMO
Hywaw,  Hanon, Kocmeavo, Jeonopd, a  maxiee MYBIINUR  Genos  atdsvimna-{
pocotantana,  Oecaima,  gamama AT SONSA - arsa-cyivednnuyse 5
RORMTER LI IGEREUN O Kanand nampus, TMEMY3S - mpaneseapannan teaxa, RMB2D -
PHR-cammmsaomeso  somusupmoneso aponteanadll  u o decwoecowarenme  spmay,
Ayimasgin decmonvaxung, arsgha-axmune, LBDI - LiM-cagssnaomera dovenad BAGT .
BOCL2-canzannoer anamozena, NKX2-5 - NK2 soveoforcal, KON u KONH2? - xanvesoco
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ROomEReRIaenensn  kanaag, TRPME - gpeseniosn  pelenmopiozo. HomMenyuala

Megacmamnad W NAMOZENNRIC  MUMOXONOPUGNLNBIE MO APUMENNITCA
doRaiiMmelbele  Epumepun Oi8 wwndanmdijuy sapdiosepmep-deguiliputismapa

HAMIGRNTIEYeM o020 adiokaveprosa ¥+ [ 397

* PeroMengyeres HMILIBHTAUMA Kapiaoseprep-1edubpuropa AMINANTAPYeMoro
oaROkaMepROTO® * . (HMTITAHTALRS  OOHOKAMEPHOID  Kapisoseprepa  aedubpuiuistopa)
derrm ¢ TKMIT n prssnennsmve maToreAnEMA/ BEPOATHO NATOTEHHLIMH MYTAIEAMA | TeHax
frocponatana, QenasnEa-C o nasasa AC, msecionmns OF 5K <45% wim seyemiidueyio
KT [139],

Y5 ¥YYP C

» Pexomengyerca HMOARTAUNA Kapauopeprep-gedmCpeanaTopa HMINIAHTHRYEMOID
QIHOEAMEPHOIO***  (MMIVIBHTALMY OOHOKAMEPHOID Eapiuopeprepd Jedidpiaisiopa)
aeran ¢ FKMIT # phisanennumye BaToremHLmE/ DepOosTIO BATOTENHLIMIE MY TAITHAMI JTAMHILA
AJC, mMeIoITHM B B3 TPeX MpHIHaKos: Mymckol non, Heyeroiiuneas K1 m GB JK<453%
[139].

VL5 ¥YPC

= PeroMenIyeTes HMIIAHTMINE ROpTHOBSpTe-AcUEPRITATOPO HMITARTHPYEMOTD
OUHOEAMEPHMO ™ * [ HMIIaHTANNE OIHOKAMEPHOT) KADIHOBEPTepa dehubpHmTopa neram
c PEMIl »  peARJEAHEIMH  DATOTEHHBEMA/REPOATHO  TATOTEHHLIMK  MYTallHAMH
HeOJATONPHATHEX B naaHe pasiHTHA BCC reHos (oM BhIIE), NEPEKHBIIHM CHHEDIATBHOS

EOCTORAHHS, NOTEHIHATEASD ARHTMOMCHHOS, BEPOATHD CERFAHHDE © Eﬂﬂ}'ﬂﬂ'lﬂﬂﬁﬂﬂﬁ ﬂpﬂﬂlﬂt‘ﬁ
[139].

VIS ¥¥YPC

* PeroMenayerca HMIVIENTALHA KapIHobeprep-1eubpRIIATOPA HMINANTHPYEMOrD
OAHOKAMEPHOTO™ **  (HMITAHTAIMS  OJMHOKAMEPHOTO  KapiHoBEpTEpa  neduGpHATATOR:)
mersd © [EKMII ® BHABNCHHEIME TATOFEHHMME/BCPOATHO NATOTCHHEIMH MYTAlUHSEMH
nebnuronprrtey B nnnee passgTed BCC resos (oM BeINC), ¥ KOTOPEIX NPH NPOBCACHAR

MM praprena wenynoukoRar TaxEkapaua [139].

VIS VYPC
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» PexoMeHAVETCH HMINANTATIRA KHDIMOBCPTep-nefubpuimaTops KM Hpyenoro
OAHOKAMEpHOTD** ¥ (AMIUaHTALHA  ONOKAMEPHOID KapanosepTepa  nedulpransropa)
aetam © FKMIL B soISBICHHBIME NETOICHELIMA/REPOATHO  NETONCHILIMA MY TALHEMK
debuaronpugTiey & opase  pasentes BCC  redwos (ow  pome) w VEToHYHBOH

reMeIHHEAMHYceKn TonepanTiod AT [139].

YIAS¥YPC

Pexomennainm no uMILIAHTANNE YCTPOICTE 108 BCIOMOTETENLIO KEpoR0OGpanieHnn

* PexoMeniyeren Tepanii METOAOM HMIUIAHTALHE YCTPORCTS (18 BCIOMOTATE ILHOID
KPoBOOTPAICHAA TPYH HAMHSWH BOKE3AHHA ¥ OTCYTCTHIEN NPOTHBONOKAANEN Ha mepHo;
HAXOECHHE B THCTE OKHIAHNE 0 HEE0TOPEL HAUHEHTOR ¢ TePMEHANLHOH cTaaneH XCH.
ROTOPLIC MOFYT PACCMETPHBATLCA EAK KAHULATH IUIH TPAHCTIIAHTATIMN cepynra [42].

VIUL4 Y¥P C

Tpanciaanrauns cepama y manmenros ¢ FCEKMII

* PekoMeniyeTes oproTonadeckas TPAHCILIANTAIAE CeIIa U nanmenTos ¢ TEKMIT,
emetonprx GRIDK <50% w omvmromsr UI-IV @K no NYHA, win weyerpasameie
HENYJOUKORKIC APHTMIH, HECMOTPH HA ONTHMATEHY TCPAITHID IIPH HATHYAH MoKatannil n
OTCYTCTBHE NPOTHRONOKAIARAN UK TpapciumiTannn cepaia |107].

YILSYYPC

Kovmenrapnil:  Tpawcnagumayun  cepodya  win  npuseienie VCINIaCHG s
SCHOMOPAMEARNGNY  KPOSOOOPEIERN KAk dMOCHOY K MPancRIanmayly  Saisemcs
Hwacnao eduhemaeiinon cmpamestiefl sewewur npu FEMIT 6 mepyunanenoli cmadun
Ihoresans. Baieng cenesperenkocite wanpastenin Rayuenn na  mpancrianma
cepdifat (MpU aoIMOMHOCTN ee npodedenun), do mezo, wax drumersio CPLECIBV IO LR
SUMKCUR npRseden K Heolpanivesy notiopeaiion) nopaxceriio, Haufosee sacmo &
CERCKON RORYIYUE ROKAIOHUR K IMPEHcrignumanial cepona somukaom mpw TRMIT ¢
SDPANCENTINN. PECHIPUKMUEH M ienomunos, npu curamayuonnot emadun FEMIT u npu

pazemmun pesticmenmnoi k gevenn XCH wa dhone suonapduaasio ducgiyniu,
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* PexoMenmoRaHo NMPORZIEHHE OPTOTOMMYECKONR TPAKCIUIEHTALHY CepINa JUTa
nanuentos ¢ @B LK = 500 n commromans XCH [TV @OK (NYHA) seasausoi
muacToaHyeckod guchynknpel, pesHcTeRTHON ¥ NCKAPCTRCHHON TEPENHH NPH HAHYHI
NOKAIHKA B OTCY TCTBHH LPOTHRONIORAIAHET A TpaEcnianTanny [8, 107),

YIASYYPC

4. Meanunueran pealuinTaumus ¥ CAHATOPHO-KYPOPTHOE JeeHie,
MEAHUHHCKRE NOKATAHHA H TPOTHEONOKAIAHAA K NPHIMCHEHHK MeTOI0B
MEeLHIHHCKOH ﬂEHﬁH.FIHT‘HlI.I‘IH, B TOM YHCIE OCHOBEAHHEBIX HA HCMOABIOBANHH

MPHPOAHEIX dedebusiy gakropos,

Crenpansisix pexosentannul no peabumuraim naunesros ¢ TKMI ve cymeetryer,
locme XHpYPrEYeckorn WiH SHACBACKVINPHOIO BMellaTeiscTes naumenram ¢ TIMIT
MNPOBOIATCA TAKHE Me PEeAdHIHTANHOHHLE MEPOMPHATHA, KOK H ODANHEHTEM © APYIOH
CEPACIHO-COCY IHCTOH  IaTonornefl, nepeneciliny XHPYPrHYeckHe MM SHA0BICKY IAPHBC

BMOIIATCHLCTER.

5. lMpopraakTura m anenadceprioe Habiaaenne, MeTHIIHHCKHE NOKATAHIA

H NPpOTHBONOKATAHAA K OPAMEHEHHID METOA0E llpl]#HJIH.]-.‘TH KEH

[46,72,73,78,97]

[pegenacruen FEMI wak sabonepanna ne cymecrayer. PeroMennyemsiil npres
(CMOTP, KOHCYILTANMN) BpaYa-reHeTHRE NORTOPHEI polcTREHHHKOR | W 2 cTeneHl poACTRES
npodania ¢ TEMIT # nposesenme uM reHCTHIECKHY HOCTEA0BaHHE NOIBOIISET BRABHTE KPYT
THT-HOCHTENEH  NPHUBHHEX  MyTaumi, 910 QAT  BOSMOWRHOCTH TApaM  NPOoBeCTH
MPCHATANBHYR) OHATHOCTHKY INOA3 HE  [aHN0e  HACTSfCTRENHOS  jaloneradne  no
HACTYNACHHA CPORA HEBOIMOKHICTH NPHHEATHA PENISHHA O MEPCHNEKTHRS JOHAIIHEAHHSL

DepeMeHREOCTH,
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Uto  Kacaercd BRGODR  oMOpHOHA WMEIOIETOCH MCKOMOTO  HACHSICTHENHOTD
3a(CRaMA B0 BPEME  HPOBCIACHHA KOMINEKCD  MEpOTpHATIE JECTPAKOPMOPATEHATO
MITOTOTBOPCHHEA, KYJILTHEHPOBAHHA H BHYTPHMETOUHOID BRCICHHA ambprona, 3T,
YUHTLIBAN MEHTATLEY I coXpaHiocTh netei ¢ TRMIT, » macrommee spems sarpyunremuno
0 ITHUSCKHM aCnekTam.

Tpoduaaktnsacerue  meponpusTin Yy mausenros ¢ TEMID sakmoumores B
IPOQETIAKTHIRE OCHOBHLIY ocnomnennii 3afonenamma.

Otumme pekoMesaanmn no ofipaty wuzHm naguenty ¢ TEMI OpefcTARNCHE B

[Tpanoskenny B.

Aucnanceproe nadaodenne vagwenmos c FKMIT [8,167,1 15, 140,141,148

Hagpenres © FEMIT sysaaiores B nomHinenmoy Rafmo/eHH 118 BREBISHH
HIMCHCHHA B CHMITOMATHEE M NPEIyTIPCAICHHNA OCTOMHEHH L

¥ nevelt ¢ FKEMII noafiop Teparmis, sasnaysenne BETa-AAPEHOGIOKATOPOR, THTPAIHA
AUZEL & TAKKE MPYIOS BERHAOMEE HA FCMOARHAMHYSCKHE TOKAETETH HeYcHNe LEEHD
HASHEYATECA B YCIOBHAX CTAIHOHAPA Mo KOHTPOIEM CICUHANKCTOR,

Ha HesaibHOM IT208 METHEAMEHTOIHOTO NEYeHHS (UIRHOBLIE NOBTOPITHE BHINTH K
Bpady senatenbHo nposoguts dcper 6, 9, 12 mecaner (npn meolXoaHMmocTs Yaue) ans
OUEHEH TICPEHOCHMOCTH, WWheRTHBHOCTH M DE30NACHOCTH TeYelns, @ TAKEE EoHTPOIR

BRIMOMHEHHA BPaueDHBN PEKOMEN NA1THE,

* Pexomenaoman npres ((eMoTp, KOHCYILTANNA) BPAYa-Kapanoaora NOETOpHE
neeM mampenram © TKMIL skmouas socwreiel  navosordveckuy sytanmii Ges
theHoTRIMMECEHY NpoABNeEui GONEsHIT W NAUMERTOR © GECCHMITTOMULIM TEYeHHeM
3aDONCRANKA, B XO4¢ KOTOPOTO OUENHBAETCH XUPAKTCP B BLIPRHEHHOCTh KTHHMYCCRHY,
MOPONOIHICCKEY H  FeMOIHHAMMMCCKHX  HAPYIIeNnil B onpedcisdercs Jievetias
crparerm= [B.107,115,139,140,141,148],

¥AL5¥YPC

* Pexomenaytorea nporencane nosTopasx IXOKT kamame 1-2 roga y kMHHYeCks

crafMabHBIX nauuentos [107].
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¥IA5¥YFC

* Pekomengyrores mostopusie IXOKI-secnenoeanns naumentam ¢ UEMII ¢

HIMCHEHHAMH B OEJIMHHMECKOM CTATYCE HIOH TNOARICHHCM HOBBRX COpUSUHO=COCY IHCTEIX

npossiaenuit [B,107, 141].

¥IA5¥YPC

* Peromenayeren nposezenne 24-48-9aconoro XONTEPORCKOTG MOHMTORHPORANHS

CEPASHHOTD PHTME 1PH NOBTOPHEX 00palieHHYy KIHEHYeCKH CTalHIRIEIM NATIHERTAM, o
TaK#E RHECHEPIHLIM 0OPA3OM TTPH NOABICHAH HOBBIX ®anod #a cepauebuends [§,107, 139,
141].

YIAS5¥YPC

* Pexomenionano npoReassEne Tecta ¢ guangeckoll HAIrPYIKoil © HCNOIEIORAHNEM

IPrOMETPa KL 2 rooa Ang KTATHYECKH CTA0NNLHMX TaHENTOR § KawALTl rojy — npH

nporpeccHpoBanne cumumoMos 107,115,139, 140,141, 1458].

YO 5 ¥YyYPC

« PexoMennyerces obcenoBsite, BRIOGU0LICE PECHCTPALHIO HIeKTPOKAPAHOIPAMMLL
# SXOKD, u xonrepopckoe MOHHTOPHPORAHHE CEpISHHOTO PHTMA | [OCHE MpOBSIEHHA
pemyrmpn MOKTT [8,107,115,139,140,141,148).

YA S¥YPC

» PCKOMCHIYETCH NALBENTAM ¢ HEOUEBHINLIM AHATHOIOM, TRRETHMA CHMIITOMAMH

HIH NOBENISHTRA [FECKOM CBAMHHRIN © mboecErHICM CCEGKHCHHA ofcnecaopanne

JIEPEHUE Y COELMAIACTOR MY IETHIHCHHITINHAPRON KOMAanIL, Jkenepros 5 pegedny [EMII
[TO7, 115,139,140, 141,148].

YOS5 ¥YYPC

. Pﬂﬂﬂﬂﬂllﬂ}'ﬁ]'ﬁ:}l. HEFEBHCHMO 0T BRIPDGACHHOCTH CHMIOTOMOD, PErVIIAPRTIOS

OBEIEIORINHE NAIMEHTOR H, NPH BOIMOEHOCTH, POLCTECHHHEOR Uepeoll CTENcHH poICcTEA
[107,115,129,140,141,148].

Y45 ¥YepC

i)




* Pexomernyerca Bo Boex cuydanx [KMIT xmsmmmcram MIAHHPOBATE

o0CIEI0BAHIE W TEYCHEE NEAUHCHTOE B Q2HTPEX O MY ILTHIHCOHILIHBAPHOH KoMamnoit
CHELHATHCTOR, © OMBITOM JHANHOCTHEN 1 IEYenA 3a001es8auu il MEOKATT
[107,115,139,140,141.148].

Yias¥YPC

Kovmenrapuii:  neombesueson  vacmers  seponpusmui npu Beventin  u
disicsuseckom nafmodentu a demewu ¢ FIMIT sensemes patoma ¢ podumetamu Rpadandd
1 CAMI PAYUEHImeM (RPN YCA0ORU NODERCDE HE ROKUMANLE § COOMBEMEMBLN & SOIPACIIAN),
HOHPAGNENIGR  Ha MORWMENUE  VPOBNN BX  0CSEO0MAEHROCHIN © CHIDAMEZNN  NEVENUs
ronspentioce coyian FKMIL pw omcymcimsiy ssaunomnontmanin o weotxotusocmu
MOCIMARRNGZD  KOWMPORA N HENPEPRIBHOCHIN NCHCHUN Peienka, Aobne  RaENaGuaeMbie
HPEROpOnIE W Memodel tevenus we npusedym k oxcudaesony peniemamy,  Hussan
MONINEQIUA K TEVERING W HOMEOKOpMUEZM  ROOPOCIMKOR  Moxcem  Npleecmin K
HEDIAZONPUATHLLM  ROCTEDCIMEURN  GRAONIL G0 Temaiskczo wexoda. Boe mpuvensesne
MEMGILL ICRERNA W NPograakmuky donoacuel Obimte  oficedcoennt 8 COSTOCoRINEL ¢
poditmesian npotaida. pw sefope pewcuma  Nozsauesus npenapRamd  neofixadmn
Yuumstaants oGpad dcuziin naywenma, Bee pexoverdaiun, Oasuesine RCUEHITY, DI b

(Mt RCHBLML, SEMKIEMU U CORBERMCMEOEIME 220 UNMEINEKMYETbHOMY Vi,

Credyem cmpesumscs 60e pesovendan APECIaRaME & Hldcouerniod eide
UCKIMNEHUE S3OUNHOZ0 WERGNIEMAGHIN ¥ 0BecReNet iR eoTHaHNOT0 YUSCHTIR RayueHma 8

REREBRO-NPOPIIaRMINECOM Bpolecce

6. OprasUzausn 0Ka3anna MEIHUHHCKOR MoMOoun

Meanumickas nosous seraM ¢ TKMT] okaswmaeTes B anByiaropros pescive, npu

HEXOHIEHHE B CTALMOHIPE, 4 TAKWE BEAIOUAST pealiiiMTAHOHIEE W NPodHIaKTHICCKHE

MEPONPHATHA,

6l




logaszasua K ILEHUBOR FOCIHTAIManmnm B MEHNHHCKYH OraiiIaimm

1

2]

3)
4)

3}

Yrounenne npuwsmnnn [IDE nescHoro renesa M Heo0XOAMMOCTE B CUSLHANLHLIX
METDJIAX HCCHENDBRANHA (Hekmovenie penowxormmd [EMIT).

Henonssosanne AHArHOCTHYECKHX NPOUSIVD,; NPOHEASHHE KOTOPhIX HEBNIMOMKHO
HITH HELENEcootpalno b YeNobHAK NONHENHINEH.

Tpyoucern B noabope MeIMEAMEITOINOH TEPAIHE A8 KOPPEKLIHE CHEIPIMOE.,
Hazuavenne Geta-aapedodmokatopos, MOKATOPUB KAABIHCEHIX KAHANOE W JIPYIHX
MENHKAMEHTOIHBIE NpLiapaion, BIMAKMIHY Ha MEMOIHHAMHEY.

PehpaxTepHOCTE K NPOBOIHMOR B TONHOM 00beMe hapMakoTepanii i onpejensiie

MOKAZEHAH K OTCPATHEHOMY JICHCHERE,

[Moxaiaang K 3KCTPEHNGEH Mo T IMIATHN B MeTHIHHCKY 10

0PI AH IR

1) Mporpecens XCH, rpefyioiias HHTEHCHERONR TEPATHA.

2)
i)
1)

3)
&)
7l

Chrer nerens.

TpomBoambomas.
OiracHbe LUl HBHIHE HApYINCHHS COpActHOrD PHTMA H TIPORDTHAMCTH, TFﬁﬁ}’I‘DHlI‘I':

HITEHCHAHGR TEpammm.
CHHKCOAIEHELS COCTORHIA.
OKC.

IMpenorapamenmas BCC,

lokazanua K BRIMHCKE: MAIHCHTA M1 MeIHIIHICKOH DPraHHIsuHe

1)

[pk MnaRoRoH TOCTHTATIEIAIHN Nokaiared K pumicke mammenta ¢ CEMIT asanerca
samanda auaraosa UCEKMI] ¢ pomeawes sonpoca of oreyTerant neodxolHMOCTH D
KAPIHOTIDOTERTHRHM AN HHOA MEOMKAMEHTOIHOR Tepansn, mbo 3asepluenHe
noafiopa JaHHOH TEPaIHN B YCIORREX CTaljROHAPE, MTHOO YIy4Imente KIHHHYCCKOf
CHMOTOMATHEH o (oHe KOPpeKUME HPOBOIMMOH (apMaKOTCDANMA, 4 THEXC
HMILIHTRLHA kapaRoRepTep-aedubpanisTopa HMTIZIAHTHY EMOro
onnoxamepHoro***. HAM WIEKTPOKEDAMOCTHMYANTOPA  MMILTAHTHPYCMOID
ABYXKAMEPHOTO,  MACTOTHO-AMATTARHOCO®®® AN 9eKTpORApIROCTHMYIATOPE

HAMTIHTHPYEMOTO D,'IHI'.I-]{EM':PHHI'U"“‘. HJIH HNPORCACHNG OHCPEUAE  HoocHCHRY




MBUICHHOR TEAHK CCPOLA, BAR PAIHUNMACTOTHON alIAUHA apHTMOTCHHBIN 30H, MM
APYTOrD AIHAOBACKY I PHOUO/XHDY PrHYSCKOTO ICHEHHE.

2) Ilpw sxcrpennofl rOCHHTANHISIMH NOKAIAHMEM K BWTHCKe namMenta ¢ TRMIT
ABMASTCH KOPPCKLHA HADY LICHHIT PHTMA B TPOBOIHMOCTH, B TOM YHCIe aTanhiiEx,
OTCY TETRHE OCII0MEHEHHH, TPeByIOMMY HHTEHCHEROH Tepanuy, 1 crabwtatanns XCH.

1) Tipw cHARPOME CTEHORAPITHR TIOKATARAEM JUIH BRINHOKH HatdenTa ¢ IKMIT sanseres
mocTHIEHHe  eTaDHAH3aiHe  cocToAmnsd  nanwenma o  [THEMIT  wa  pone
(PapaKOTepATHIE, FHIOBACKY TAPHOTO X HPY PrHYSCKOre TeH¢HHA.

4) Yorauosnenwe guarness  Penokonni FEMIL senmeka/nepeson daudeHta B
CRSMHANTNINPORANHLIE OTISTENHS A ITHOTIATOTEHETHYECKOrD NEYSnna {HATpRMep,
B [CMATONOTHYCCKOC  oTAcaeHHE Ope  Al-amamonnos: ¢ H30HPOBAHHBIN

NPEHMYLICCTREHHMM NOPaKeHReM Ceprua)

Hugie GPUAH A OHHBIC TCXHG 0L W

llenecoodpasno cornaHNE TEPPHTOPHATEHEX perncTpor mamrenTor ¢ EKMILL

Ilpu axamuze pabors MeIHUHHCKHY opradusausi ¢ nanuedramy ¢ UEMID nenecoobpaszao
OUCHHBATE CICYHHE NOKAIATENH,

- coornowenne KM » denoxonnit [EKMI, stronorasecsnit cnexrp henoxonnit CKMIT;

- COOTHOLCHHE OOCTPYKTHBHMX #H  HeoOcorpysrBhb opm [KMIL coorrowmennc

cemefifnx n CHOPETHYOCRAX Sy HACR WhOASRRHIH;

= YACTOTY MOCHHTANMSILHA B CEA3H ¢ nporpeccHpoianies XCH, napymenuamy puma g
NpOBOMTHMOCTH cepina, cnygan BOC;

- norpeDHOCTE B POIHCTPALHE  ICKTpOKapadorpadwiel, IXOKD,  marnnTio-
pedonancHofi ToMorpadue CCPOND © KOHTPACTHPOBAHKCM, KOMOERTCPHON ToMorpadmmn
CEPIIA & KOHTPACTHPOBRAHHEM, HGFUHHF[JFPHd!HH AUTH BRI THCHHSE F-CHE!IH.’I'IL'.HB,HIII‘IE'-I Tk
AHHAMHYCCKOMY HadnwomeHnio B olcieloBaHdo opodaiia i POICTEEHIHKOS NAUHENTOR
NEpaRoi MHWH POJCTRA; - CMEPTHOCTH (¥0), OCHoRHCHRS (Vo) 34 roj. 3 roaa, 3 neT:

= QACTOTY MeMBAcHWA Quxiopos kapasoserafonnyeckore paoka (A, JMciMiiemis,

omHpente/mfurromnil pee, CJT 1 # 2 Tuna) b pasiux soapactiinx rpynmax TEMIT;

b3



- PEIYARTATH  MOHHTOPHPOBAHMA  DOTCHUBANBHO  MODMPHOMPYEMBIN  (axTOpos:
aurponoserpusecknx Jannex (MMT, OT), nokazarenci tHnpiHoro npodui, yposus

TTHECWMHEA) B PaIHLIX BOSPACTHBIX 1Py LK NHHHEHTOS,

- HONONHHTENLHAR HudopMaras (B Tos JHene GaKTops, ATARKOMNG HA HoXOM 3aboneranms

HIH COTTORHHA).

7. Jonoanurensnan undopvanns (B ToMm ynene pakTopbl, BARAIONIAE HA
HEX0)1 3AD0JICBAHNA HIH COCTORANA)
Hpyrioan pewHbme nenavn nps aescany FEKMIT ssnmoren:

- KOPPEKIIHA BCEX TOTENUHLTLHD MOJHGHITHpYEMEIX GaKTOPOn PHCKS (EPEIHEE TPHBERKH,

FHCIHITHIEM BN, FHICPTIHKEMES, ORHPeTHe);

- IECHHS CONYTCTRYIMAX 3a00ACBaHAN B COOTRSTCTRNE ¢ HAUMOHATEHEIMH KITHHHYCCKHMH

PEKOMENTALIHAME (HINeMEvecKas Dolesnk cepna, caxapurll araber, np. ).
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Kpurephn oueHkn KaqecTBa MEINUHNCKOR MOMOUTH

Kpwiepuil kavecisa

Ouenga .
thl.lli}.']!:lf.“lﬂ-l!l;

Y peredi ¢ FEKMIT npopegen clop reHeTHYSCKOND aHaMHEA,
OXBATHIBAKOUIAR 3 NOKOIEHHA DOACTHEHHHEOR

2

3

d

3

Bumonuensl permcrpamnns snexTporapauorpassies 1 3X 0K ¢

| warpysowned npobon
BRMOTHEHEN AHANRIR]: KARHISCCKWE QHANIE KPOBA 0 0DUIME aHaIH
MOul, OHOXHMHYECKHH ananua KpoRH (BRMOYAS XOJeCTepHN,
TPRTHIEPHAR, KAnnii, HaTpwii, acnapraraMeHoTRaHCepasy.
ALAHHHAMHHOTPAHChEPRTY, MOMERHHY, KPeaTHHHA, Duanpyhsm,
TIIOEOIY)

Pebenry ¢ muarnosom ['EKMII pexomeinopano obcaenosanme u
TEMEIHE B IENTPAX © MY ThTHANCIANINRapMTol KoManmof, ¢ omsmoM
JHACHOCTHEN K IeMeH A 3a00ure st MAOKapE LI vy GueH o
oBCAEIORANME, YTOYHCHHA JHarto3a & nnane erorkondit FEMIT n
QIPCISICHAA TEKTHEH JANBHEHILETD BEJSHHN W JEHCHHA

BemomiHcHD HOMTSPOECKDS MOHHTOPHDOBAHHE CCRACTHOND PHTMA

4]

7

| BuinoHENE MATHITHO-PEIDHAHCHAR ToMOTPafiig cepiiia ¢
KOHTPECTHPOBAHHEM HIIH KOMIRIOTEpHAS ToMorpahua cepaua o

| KOHTPACTHPOBANHEM (NOCTEIHAR MPOBOIHTCH B CIYRC HHIKOTO
gageeTes X OKN-ws00paseHns B HRTHYHH MCIHITHHCKHX

| MPATHROMOKAIARAR ¥ BRIMOTHEHNE MAFTHTHO-peoanenodl
romorpafiin ). B cayuae oreyToTng IosMOKROCTH REINONHEHHN
SANHBIK HeC/eAoBalui cepiun b MeIHLBHCKOM Y 4Peiiiciny Namnelr
HANPABRNEH B COSIMATHIHPOBARHEN KADARONOIHYSCERA UeHTR /LIS

T T S A

Ha/Her

Ha'Her

,}Iaﬂ fer

Marwenty ¢ TRKMIT conbmeno o uenecoobpainocts #
HEODXNOIHMOCTH NIPOREIEHHA NEHETHHSCKOTD HCCHEADRAHAR C
OOTIRIITIS MOEPLITHEM TeHOMA [II-I}}TI-TEIERMHHM HAH MOTHOTe HOMHEOE

Jalner

Fogcrsel HHEAM NePBOR JTHHHK poacTRa GonRHOTO pedenka ¢ TRMII
(KOTOPOMY £1I¢ HE MPOSEISHD MNEHETHYECKOS HOCISAOBaHHS }
COODLIEHO O LeAeenoDPAIuOCTH NPOXNOAHTE KIHHHHECKDE

| oDCHeIOBANKE, BRIIOYAINIEes PECHETPALHI AMEKTROKAPTHONPRAMMEL R
AXOKT pas » 1-3 ropa.

Jatnet
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10

| MinTepniperalng KapIHoIorHIecKOre FEHETHHECKOND BHANHIA (B

CAYTAE end 'I'-Iﬂ.l'l'h'.'-l'I-'I:ll':lI ¥ neref nNpoRedcHa CIETTHATHCTAMT B oOIACTH
TeHETHEN H HE.I:I-.;‘.'I_I.-IH'.‘IJ'IBI'H}L

Jlamet

Pomcrechannray Gonener gere ¢ FKMIL 1 yeTanos1eRBO0i
nprgHEHOH MyTanEei reda, coobeso o UenecoobpaIHOCTH
TPORETENHE TEHETHYECKO D CRPHITHHT.

11

12

13

14

15

16

Her n noapocisn ¢ tueeics My taunel, nebiaronpuarnod s
naaxe pazeaTaR apuTsoreHaoil BOC npe FCEMTL Ho He BMeHEITHe
(PEROTHIHHECKIEX TPOARNEHRET KARIHOMEONATHE, NPTV IPERIEHEL
YT VHACTHE B COPEEHORAMHAY HIH 1AHATHR IpodecCHOHATRHEM
CHOPTOM DY IYT OPHBOIHTE ¥ HHX K TORKINEHHOMY PHCKY DasaHTH
KA HOMHACITETHH H SNV IOMKOBELS a-pHT.h'lil-lfl-

e ¢ TEMIT 1 aanmmes 0G0l MAOKAPIHATEHOR JHcqy HKLHE
{HacTonHYecKoil, roo0amsHOl Wl TOKATEROH CHOTOMHYECEDI )
Hagaten DeTa-aapenoinoraTop (NpH OTCYTCTERK
MPOTHEONOKASAHNE ) ¢ HHAHRRIYATRHEM NO00D0M 103k
Haznayena'naquara Tepenud GoTe- aIpeH0OI0KaTOpOM, HHIIH
DIOKATOPAMHE KATBUHCERS kananos, winrm ATTD aurabrTopasH,
HHIH AHTAFOTHCTAMH aHTHOTERIHEA [T, WHIH IHYPETHRAME (B
PEAHME MOHOTSPRITHE HITH B PSUEME HDMEHHH]JDBEJ!HE TE]JHIIH]-EJ B
TARHCHMOCTH OT MeTHIHHCENY MOKa3aHi B TpH OTCY TCTOMH
MEMHTTHHCKHN NPOTHBONOKAIZHHA

Heres ¢ FTKMIT 5 myTanneii savpna ASC, aMeioninm T 13 Tpex

HUPHEHAKRE, My ®ekoil non, Heyeroiymsan T n @B JIK<45%:,
HATIPARASHE] A HMIRZHTAIIHIC KApIHOBepTep-1eQHOpHANATOPa
HMILIEHTHRYEMOI'D OIHOKaMEPHOro® ** [IpH OTCY TCTRHA

_ MPOTHROMOKMANHN

| [IPOTHROTIOKAIAHH.

CEpLa,

Hemw & VKMII w "nefnaronpurmassan’ & nmase paasnrus BCO

MY TOLMAME, DEPEHHBLIIM CHHIROIILHOE COTTORRIIE, NOTEHITHNELHL
apumvoreaioe BEPOATHO ceazannoe ¢ meny qouxonof apuraieH,
HANPARREHEL HA HMILAAATALKIO KapIHoBepTep-embprnasTopa
HMITAHTHPVEMOD ORHOKAMEPHOIO* ¥ NpH OTey TCTRHI

HaHeTt

- ,]Il;.l"HE"I‘

Jerd ¢ KMIL » "sebmaronpustisiy” B mnase pasaams BCC
'H}'THIIHHHH. FAEFOTTIHE TTO: MATTAM '!I!'{EIJTI'-EIE}HEHIIJTEEI D.IHIIH'I'."{':I]JHFHJHHHH.'I
Gomee 1000 weay gouKoBEx dKTOML & ey ten, Mysckofl mon B
MpHAHAKH CHCTONHYeckol AncfiyHEIIHE NEBOTO HAH NPaBoro

ey J0UKEOB, HANPABICHEL Ha NPOBCACHES HHBS3HRHDIT
(BHYTPHCEPAEHHONO ) ANEKTPOGHIBONOTHYECKOTO HOCTIET0RaHHA

ta

Ja'Her




17

18

15

| 20

Jetn ¢ FEMIL o "pebnaronpuamneivn” b nnase passums BCC
My TAIHAME, ¥ KOTOpsX npe npoeencann JOH snaricHa

HEAY AOHKOBER TAXHEAPIHA, HANPABACHEL HA HMILEAITHLHIO
KAPIHORE PTep-AcRipHiaTopa AMIAGHTHPYCMOTO

Hern e TEKMII v "webnaronpuatusian” 8 nuane pasanmis BCC
MY TAITHAMA, TP HATHEHH YCToi4ABOA reMoIHEaMATECKH
TonepanTHodl T nanpasnensl HA EMATAHTAEIO0 KAPTHOREPTED-
AcdripHrIIANTOPE HMINAKTHPYEMONO 0ZHokaMepioTo™ *® npu

| OTeyICTBRM IPOTHBONCKEIAI

HafHer

lponenena cTpaTHHKATHS pHcka ¥ naipenTon ¢ I KMIT, suasannodt
MY TALIMAME B TEHEN CAPKOMEPHBIN DEIKOB, CO CPEIHHM H HHINHM
prckos BCC, a Takme v naimedtos ¢ oberpyerasnoll TEKMIL
NEPSHSCIIHY DISPALHI0 PEISKIHH MLINEUnOH TRANH Ceplia,
ﬂnpl:,v_ln-:}lu NOKEHH M E WMTITEHTANINE KR MnBspTep-
AepHOPHAARTOPE HMIDERTHPYEMOIO 0AHOKaMeproro*** s
TABHCHMOCTH OT MEJMUMHCKHX MOKA3IAHE B TPH OTCY TCTEMH
MEIHIHHCEHX TPOTHEONOKE32H T

[lposeacna crpaudmkanma pucka v naumedTor ¢ FEMIL, serxranmod
MYTAIMEMH B FEHAY CApKOMEPILEN GeTwon, ¥ RRCcOKHM prerom BOC,
a4 Takse v napnentor ¢ oberpykrasnoi UEMIL nepeseciuy
PeACKIHIO MBIDEYHOH TRAHR CepE (eBponelckas MOIenh; ITKana
HOM Risk-5CT). Onpenemensl NOKATAHEA K BMITIANTAHE
KapauoBepTep-1ed i pHAIATOPE WMIIAHTHPYEMOT0

| oarokaMeprorc® ** § JARKCAMOCTH OT METHIHICEHY NOKATAHAN H
TPH OTCYTETEHH MEeIHUHACKHY NPOTHEMIOKZ AN

21

lHagpent ¢ VKM waxomures nox tpenancepHsiv HaBmoneHnes &
TONAKTHEREE
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Hpunomxenne A2, Meronoaorns papaborks KanARYeckrx pexoMenaaunii

TaGauua 1. Ulkana ouenks ypomseli NOCTOREPHOCTH AokasarenueTn (¥ ana
METOUIOR MHACHOCTHRH | IHATHOCTHTECKNX BMCLIATENEETE)

'ﬂﬂ Pacmupposra

| UHeremaTREeckie of1opsl nocnenosanuii o KOATPOACM pohepeHciine MeToLoM ML
CHCTEMATHHECKHA  0DI0p  pRHAOMHIHPORAHHEIX  KAHHHSECKHX  HCCHeIOBaNME  ©
| IPMMEHCHHEM METE-aHLHIE

2 | Unaenenee Mecneiosanun ¢ KOHTpOmeM  pediepeHcHBIM METOAOM HAN OTASbHbE

PAHAOMHIMDORAHHME  KIHHHYMOCKEHE HOCICOOBAUMA W CHCTCMETHUYECKHE 00ROk

| HCCIIEA0BANHA JBoro IMafiHa, 38 HeKIoveHBey PAHIOMHZHPOBAIHLIY KEIHHHYCCKHX
HCCNeNORAHER, C NPHMEHSHWEM METH-AHATHLA

3 Hecneposanun  Ges  mOCHeosarciLuor  KoHTpois pepepeHCHEM  MeTOIOM MW
HCCHCIHOBANUA ¢ pepepeHcHEIM  METONOM, HE SBAKIOITAMCE  HOTARMCHMEM 0T
HOCICIYEMOTO METO0A HIH HEPAHJIOMIIHPORAHELIE CPARRHTEARHER HCCHCIOBAITHA, B
TOM YHENE KOTOPTHELE HCCTENOBAHKA

4 Hecpasuure bHbie HCCIENOBANEN, DNHCARHE KTHHHUECKOTO Ciyan
5 | Hwmeeren mnurs oboct

ToHaENS MEXAHHIMA TEHCTRIE WIH MHEHIE SECTEepToR

Tabauua 2. Mlkana ouenxs yponel 10CTOBCpHOCTH fMokazarensere (YIUT) ana
METO108 (POHHIIKTHE, NCUSHAS, METHIHHCKOR PEAfinTHTAIIN, B TOM MHCTE GCHORIHHLI
Hi WEMOTRIORAHHH NPHPOANEIX nevelnuX daktopos (npodmnokmmecksx, nevcGHbIX,
PeabHAHTATHONH L BMELUATENRCTH)

yYaa . Pacnmdporka
| CHE‘T“E'HELTH'I:J:I{_HH obzop PEH ¢ npumensnmen sera-ananusa
2 | Ornemsaeie PKHM # cucrematnucckie ofiopsl Hoo/leqosanmit moboro msafina,

nermouenied PEH, ¢ npiisenenney Meta-asamra

——

3 | HepaunosusnpoBanible cpanmiiTenkHste necAeIoRaHNE, & T.10, KOropTiie HCCTIEA0BAHIA
4 | Hecpannurenstbie HCCIeqoRania, omucanme KIHHHYECKOID CIIYMEA MW CEPHE Ciydaes
| HCCNEADEAHHA «CTy 1af- KO TPOIEY ) -
5 | Mmeerca mwmn oGocHosamite Mexanmama NeHCTRHS BMEIMATETLCTEE  (OKTHHITNECKH)
HECTIEeNORAHMA) HITH MHEHHE IKcnepTon

Tabxmma 3. [lkana onemcn yposseii yietiremsmoeTy perosmenaanH (YY) aia
METOION NP aKTHER, THArHOCTHKN, TEYeHis, MoIHUMECKOH peabHINTALME, B TOM YHCIE
UCHOBAHHBIX [0 HEMOMBIOBAHNM UpHpommmy aeuelawx daxropos (npodenakTieecks,
AHATHOCTHICCKHX, NEYCOHEIX, PeadRNNTALHOHHEX BMEIIATeTHeTS)

[y T _ Pucampponxs B

A CHIBHAL  peROMEHIANMA (BCE PACCMATPHRASMEIE  KpHTEpHN acpdher T BHOC

(MCXOUL)  HBIAIOTCR  BARHLMHE, BCE HCCHCOUBAHMA HMEIT BHICOKOE FITH
YAOBNETROPUTLILHOE METOIOIOTHICCKOE KANECTRO, HX BAIROUIR 110
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HATePECYHMITHM HCXOI3M ABIAIOTCR COTMACOBIHHBIME )

B YCIORHAS PEKOMEHIANAA (HE BCC PACCMATPHBIEMBIE KPHTEPHI SbOCKIHEHOCTH
(HCXOUBI) HBARIOTCH BAMKHBIMH, HE BCE WCCNESMDBAHAN HMEIOT RHCOKOS TN
VAORMCTREODHTENEHOE  MEeTOTOTOHYECK0S  KAauecTE0  WHITH b BhRIBOELI IO

C Chadas peroMenganns (OTCy TCTEHE JOKIATENRCTE HALICRAIEN) KaMerTRa {nce |
PRCCMATPHBACMEIC KPHTepHH SpheTHRHOCTH (Moxonu) SRASI0TCE HeRAAHEIMN,
BCS HECHCIOBAHNA HMSIOT HINKOS MOTEEIOTHYSCKOE EANSCTRD H X BhiBOOLL (10
HHTEPECYIOUIM HCXO/IAM HE RBIGIICH COTTECOBANHEMH ) |

Mopagok ofinosaeHns KINHETECKHY PEKOMEHIATHIL

Mexommam  ofHOBNEHNS  EINUHYMCCKHX  PEKOMCHIAUMA  IPEIYCMATPHBRET X
CHCTEMATHYECKYID aNTYANHIAWHED — HE PEWe YeM OINH Pas o TPH FOML, & Takwe npH
MOHHICHAH HOBLIX JAHHRX © [03HUMH JOKESATEIEHON  MeTHIHHEL 110 BONPOCan
JAHAFHOCTHEE, ICHCHHA, NPOPHNARTAEN B peaDisiHTauMH  KOHKPETHERIN aGoncsanuii,
HATHTHH O0OCHOBAMITE J0T0THEHAR Samenamnii & pance yTRepiadanb KP, 1o ne vame 1

pazs B O Mecsanes.
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[Ipnavkenne A3. Cnpasounbie MaTepHAIBI, BRIKYAR COOTBETCTBHE
MOKA3AMMI K NPHMEHERHIO W NPOTHBONOKAANNI, CNocofoB mpUMenenns
H 103 TEKAPCTBENNEIX NPENaPATOB, HACTPYKUIH 10 PHMEHEHHID

MEKAPCTHEHHOTO HPenapaTs

L. Hpugas Manacrepersa aapanooxpanenis PoccHickoi Penepanmy ot 13 poabpa 2012
r. Ne 9180 «06 yreepacaenin TTopaiks oxasaiia MemmmHcsol noOMOUH GOBHEIM ©
CEPASHHO-COCY AHCTRIMH 3ai0ICBIHHAMH S

2. Tlpakas Muxzapasa Pocenn or 02.03.2021 N 1594 «O6 YTHCPHISHHH ¢TaHAapTa

MCHIMICKOR  NOMOMLH  B3POCIBING [PH  THOEPTPOGHICCKOR KaPAHOMHOIATHH
(IHATHOCTHEA, J1C9eHHe | micnaHceploe HabmoaeHHE

3. Tipwwas Muuziapasa Pocews ot 10.052017 N 2034 "O6 VTRCPHICHHE KPHTCDHER
DITCHEN KaS9CCTRA MEAHUHECKOH fonvomme"”

4. llpuxas Munncrepersa snpanooxpancuan Pocenficxoii Pepepanmn or 28.02.2019 Me
1031 «O6 yTsepxueHun OIS B CPOKOS PAIPADOTICH KIMINECKIX PEEDMERTITHTT,
WX OEpeeMoTpa, THNOBOH (OPMB KIHHHYECKHX PEKOMEHIAUHE | TpeboBaHME K HX
CTPYETYpe, cocrany w mayusol o0OCHORAHHOCTH BEIOYaEMOH B KIHHHYeCKHE

PEROMEHIANHE HRPOpyaL TS

Tafinuna 1/A3 Hsmenenns aafoparopibix TeeTon, 103B01M0010e FHHOA0IPHTE
_HeoTophic derokonun TRMII,

| Tecr ll Jatoaesanun (penoronun TRMIT)
Heenenonanue vposus ‘ Mpn apcwmun yermmeaores Goan i IPYIHOH KieTke ° oauiga, o
| obmere resmornoluna B )
KpOEH | &% CASTYET BCEMEMETE NPH HIMCHCHHH CHMITTOMATHEY AHEMHS,
RRSKIBAR TAXHEAPARED, MOXCT CcI0COSCTROBATE yoenwscaro )] i
BTJLE.
Chumenne KMcnopon-rpascnopraoil gy momm KEPORH MOBET
ABTACTCA JOTIONHATENLHAEN GEKTOPOM HIMeMIE MUOKapTa,
| Hecneaoranme cxopocTs Y naumenTon ¢ mkenod nenowenynourosolt XCH moser GLTn

Ty DoukoBoR dwmmTpai

HOCK, HCCISIORAHIT

ypoess obimero deiks kposd | Canxense CK® 1 nporennypiun MOTYT HADMIOMLETRSS TTH
EMuaoHLo3e, Donesrn Aunepeona-habpi u muToNO] LApHATTRHELK
BonerHix

HAPY lneHa GyYHKIHA noue,

— — 1 —_—
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TEPMHHAILHOID hparsMesTa
HaTpHity peTHHeCROTO

| MponenTiaa Mozrorore (NT-
proBMNP) B KpoBRH

'".H::r:qnemaanaa YpopHa N- | Luarnoctika XCH na pasneii eraamm, Mtliﬂ_-rl'clpmlr TsecT XUH

H OTBETA Ha Tepannio npr gesokoninx [KMIT (wanp.
EADIHATEHON AMHI0H10%E).

Hecnenosanne yposns

' tpononanos L, T g KpOaH

Heoneqoramne
MOHOKNDHATEHOCTH  JICTKHX
uenel AMMY HOr oGy THHOR B
MOME METTIIOM
HMMyHofnEcaHE

Lurosornueckoe
HECTIETOBAHHG MatKe
KOCTHON MOGra
(muenorpasma)
Onpegenenne sxTRIocT)
HELEPTATAM HHOTPAHCHEPLRE
B KpoBaH
Onpexenenie axrnrRocTy
Al H HHAMHROTPasCe
| B EPOBH
| On peIeneHe AKTHRHOCTH
KEPSATHHEHHAIEE B KPODH

[MoBkmeH:

¥ naunenton ¢ FKMIL ocobenrso npu nporpecerposamy

cHMirToson FEMII,
- mipw passiris HM 2 wie 1 tana

| Tpi Heroroprix (enokonnax FKMIT (nanp., xapusamsnom
AMHICHI03E])

[pw nogospenin va AL-avuwnonaos CEpLa

Ilpi nogospennn ma ampnownos cepaa

MMegenoyneie  TeeTht  MOryr  GuTH  WIMCHEHHEIMH
MHTOXOHAPHATEHRX DojesHsX, Gonesun anona

upH

Kpearundoedorinasn nnasyn sospactaer npst Goaeinn Janona u
MHTOXOMAPHAALKLIX GO0e1HAN, JeCMHHOTaTHRX

Hcenenosanue yposas
FAGKOIE B KPOBH

| Heeneaonanmne ypogks
oBLWETo TpHECTHPORHEA
| (T3) B kpoms
Heeaeroranue yponng
! enobogdoro
TpsitogTponnsa (CT3) B
KB
Heenenosanue yponia
CROOOONOND THPOKCHHA

(CT4) enmoporicu KPOBH

| MoweT Guimh noBRuEs TR Rekomopa METOROHPHA L HBIX
1
| BosreaHax ‘

AomxHy OuITL ONPe/icacHa B MOMEAT NOCTAHOBKR THAHOE |
MOHHTORHPORITRCR KaAabee O Mecines y nanmerros ¢ | ICMIT,
NOAYTIROIHX BHTHAPHTMIMeckue npeiapatst 111 koacea
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R—

Hecnegosanie vposns
ofimero Tepokenna (14)
ChIBUPOTEH KPORH
Heerenoranse yposms
THPEOTPORHONT FOPMOIA

(TTT) » kporsr
Onpengnenss aKTHEHOCTH
FAKTETACTHIPOrCHATEL B
KPoBH

OoneaasL

YBeEen ¥ HEKOTOPRIX MAIHEHTIR T METOXOHIPHATLILE

Tadanua /A3, Saboaesanus, Hanioaee 990T0 CONPORMRIAIDMHECS PAIRHTHEM HCHOKOLI

IKMIn
Hassakne safonenansa er
MauxoreHoas:; B
Bonesnn Jamon LAMP2
ATEROIHH-MORMPOCET aRTHEHDY KT mpoTemH PREKAG2
boness [lovne GAA
home3ts HaEOIIENA raRKorena 111 AGL
Bonean. nakonnenna mkorena 1% PHEK A2, PHKG2
AJEHOIME-MOROHOCHAT AKTHEMPYIOUIAA TPOTEHH KITHAZA BPOAICHHAN PREKAG2
NETAThHAN DONE3HE HAKOMISHHE TTHKGTCH:
JaocomankrEe GonesHg HAKONIenis:
[ MK AT 03 (Bonesis AHAepeona-Dafips) GLA
Mykononneaxapinos 11 tuna (Cumapos Xantepa) 108
W{ﬂlmxé}:‘ﬁﬁﬁ THIA (CHHAPOM i'!.r'pm:pa— [eiie) IDUA
Mywonumngos IT runa (Gonesss I-kaerok) GNPTAR |
HedanTiisnas HoA2I1TE HAKOIUICHHA CHAAOBOR KHCTCTH SLC17AS
CHamnos NELI
FamaxToIsnes GLBI
Cunagpom Canpixoeda (GM2-rasrinoinans) HEXH

Hapyimienna ofsena BHPHEIX KHCIOT:
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Tl HIAT KapHHTHA-NANbMETOM Tpanciepant [1 CPT2
JedyrumT KapuwrHe-anH IKApHH THE TRAHCTIORATH SLO25A200
. Hedmumnr xapunrma SLC22AS
Cyromnot | Tuna FUCAI
Toransuan aunommcTpodng AGPAT?,
BSCLZ; CAVL:
CAVINI
MuToxoRapHaNblEe Gonem: R
Cungpon MERFF MTTK: MTTLI;
MTTH; MTTSI1;
MTTS2; MTTF
Cannpos MELAS MTTLI; MTT(:
MTTH; MTTK;
MTTS1;
MTNDI;
MTNDS;
MTND6; MTTS2
E&Qmmﬁ NADH-xoamnmQ) peavicrasu NDUFR:
NDUFAS;
NDUFA3;
MDUFAS:
NDLUFALD
CHHAPOMATLITRE:
ATageus Ppuapeiixa FXN
Cunapom Bexsnta-Braenana ICRI;
KCNQIOTI;
CDENIC
PAConarma: =
Cunapon cepaue-muno-koma (cardicfaciocutancous cumpon) BRAF
Curapom Kacrenno [TRAS
llfi"niupnu Hywnar LZTRI;
FTPNI 1 KRAS:
S081; RAFIL;
BRAF; RITI;
S082; NHAS;
MRAS; RRAS2;
MAPKI
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Tatanoa 3/AS. [lapaMeTps npoToRoTR IX0KAPAMOTPAHHYECKON0-HOCASIOBARNE ¥

manmnenva ¢ FKMIT
Iapamerp Kommenrapun
Tomumpana muoxapaa LK (B | - HMamepense Toummmns credor DK cnenyer nposoauTs 8

16 cermesrax JIAC)
Konuyectro

FHTEPTpOdH POBAHEHEIX
cersenton JTE

Tun maneprpoduis JTAC

Narrepy Mophoncrin M

Tonupmna muoxepaa TTE

Terctypa muoxapia JEE

KOREHHO-THACTONHYECKYIO Ay, NPEINoMTHTEARHD — B

napacrepHAIBHONE no3Hitiy no keporrol oca JOK (seoareisa
TONMIHMHY MHOKAPIA B FHOSPTPOGHPOSAHHEE CErMOHTIX

OIEHHEATE B HECKONBKAY NPOCKIHAX, HO HIMEPEHHL B

AMHEAIBHRIX CKAHAN NEPLONCHHBART TOMIHRY MHOEAPILE H3-38
OrpaHHYCHEH DOK0BOT0 Pa3PeIICHHA).

- Haberars BRIFOSCHAA B TOMIARY Muckapaa TDK-Tpabegym. |

- Epsrnssisie mOKRIATENN: MEKCHMAIBHAR TOIITHHE CTOHKR
JEAC (erpamduraima pucka BUC)H B TOMMMHMHR CTEHKN B MECTS
MHTPAILHO-CENTAILROIG Ko TakTa (Bubop ChM3I-CAA).

Acn MMETH IHEAR, CHMMOTRHYHENR, AINTHRLTRIDE,

CPEAHHHMRENY M0YKoRAs, Jpvine oTaein JIK,

Mopipoorin MATT: 180K0BLINVIENAS, CHMMOBHITHAS, ]'H[IL‘II'J'pI}[I}H.ﬂ:
neei MUCTI.

CernRaeT B DAIANLHLXK, CPETHITARY H AMHEAALIEK CerMenTax
{HOPMAUIEHEL PASMEDPR <3 MM B H300DEKCHEN EPACTCPHANBHOM
10 UIHHHOA 0CH HA YPOBHE XOPI TPHEYCIHHIANLHOIT KNANaHa),
Haberarh RENOTEHHA INPEKAPAHATRHOTO JHPA R HIMEPCHHE
suorapaa [T

abnecrampmity, rpanyARpROCTS (178 HeXmodenEa peroronni

IECMIT).

Hamwame kpanT muokapsa (np MPT Bonee Tounas nuarsocTira ),

HeoncnosaAne  pasMepos  H |
oimeson JTHC

| ASE 2019]

KJIP*, KCP, K10 w KCO
*pavewansae: mpu S-obpasmodi MATT KJIP cnemqyver maMepaTs B 2

BAPMAHTAY — HA VYporHe faranksremn cersenTor JOE m Gmnee ©

CPEIMHNLIM CErMENTaM, TS O MAKCHMLTEH (CM. PeKOMEN A
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Hecaenopanue pasMepon
1A

Heenenopanue pasmepon o
obvemos  JIIl wn  npasoro

NpeACepaEs

B napacrepHaThHOM 1 ANAKATBRCH MO3HIHE

Yoenmuenue I otoocwTes ¥ fomonHERTEIRHEIM (pakTOpaM PHCKR

BCC

CMEEITRS TOUIL L
MeRApencepIHoRA
MEPErOPOIKH

Buyvanwuan onspxka
KHHESTHER Muokapma JIA #
154

daa wewmovenus genoronmit CEMI (avumongos)

i
| Brigrnenne 301 HITEMAE Meperecerraro MM

Brayanuins onsma

ENAEaHoR cepana

i Oeoboe rurManme — MEK:

l-= HATHYHE MopeIHE-CACTOTHYECKGrD MTRHHCHHA CTRODDE M]{,
I
| HanWuHe MHTPANRHO-CENTATEHOND KEOHTAKTA {'E-E:lﬂ-lﬂﬂ

| xapakrepHerara FKMIL wo rakske MomeT Heb/ioiaTees He IpH

| FEMIL ¥ nausentos ¢ maneaskus JUK nelapucsso o1 Hanutss
I

| TJDK, npu runosojess i, 00ens KApIHOTODAKATEHBIX
|
| XHPYPIHHECKHY BMCUIATCIECTE)

]
|
I SCTE JH yumnHeHEe (WadsrmonnocTy) creopor ME, namirme
|

llanunaspHEE MBI

# creneiis nponatuporanns crropor ME, |
| KonuuecTeo, eoTh 18 (HCI0KAIHA

Qb




| Hatmume i cTemens
oberpy ki BTJEK wam

CREHHHO-HENY O EOROH
COCTPYRITHH

Ecti mi obctpyrims
EpxogHoro Tpakta 15K

- Perncrpauna xposoroia depes AKBTIDK — narrepu

| ANILEpUBCKOrD cnektpa 0 Beawanna U s BTIIK,

. Creayer HCHOIL30BATE CEXY HOUHE (hOPMYJIL] UIA pacteTa

| TH 6 BTJUOK: yparvenne Beprynn Ap =4 ¥ V max®, ecni MoxHo
| TOMHO HIMEPHTH CKOPOCTE KPOBOTOKE B NYTH oTToRa JIA

| hopMyna Enrraes Medo aap = [(4 x V max MP) + p JITT] -

| EHUTEMHOU cHeToiMYccKoe ALy, ecin BanH4He BLpasennod

| MRTPAILNGH PErYPrUTAINN He NOABOILET TOUNO HIMEPHTL

CKOpoCcTE KposoTora B myTH orroka JOK (pf1Il — aasnesue B
NenoM TPERcEPINd, HCnonbIyeTeR Koncradta — 20 MM pr, c1.) -
Hepbxopumo vy HTECH, UTO PETHCTPHPYETOE TOIRKD KPOBITOK B
BTITA 7 He «saxpaThiBaeTCA TOK MATPUTHHOR PErVPIHTALHE.

- ¥ peworopux papnerTos sendamiaa 1] s BTJDK Bomsme &
Ihl:lJ'.I"I:I]'['EITF[I-! CHAA H CTOA, MCM JICHHE, MOTIOMY IIEDEKCI.II.HH{J
: namepenne |/l 0 & nonowonun narHeHTa CHAE B CTON.
|

PersicTpanns ckopoeth kpooroka B BTTEK w na yponie
CPEAHHHLIX CorMeHTOE LA

Chiena knanansoH
Pery praTalEy, ocoieHH
M.

Heomenopammme

cHeTomHEecKo R QY HKITHE

JOK » ITA

Mpw MP, obycnoraennol [C]] ME, tok, kak npassmo, nanpannes
naTepankHO 1 K347H, a creneHs MP nponopunoHansHa
peipaseHuocTd LICH 1 MuTpanbio-ConTalbHOMY KOHTAKTY.

Ecian nanpasiedne Toka MP ariiniuso Wil He 0ponopurolaisEHa
MMCH, roIMOomHA caMOCTOATENBHAR aronorna MK; 3To KpHTHIHO
Al EL[ﬁl'lpﬂ NHPYPrATYECKOTD HIH IFA0RACKY TIRROM MeTana
JIE S HIAN .

OB T YacTo chepXHOpMaThild, ﬁ:ﬁﬁ&tlllﬂ npy ManetbrosM JEH,
9TO MOMKET 02 HOPPEKTHO OTPARATE CORPATHMGCTL
ERPMOMHOIIHTOR. honee Touns mponoasakiit 20-straim w
TKAHEREA Aonnaeporpadind (5'<4 ca'e — OpeIKTOp PAISHTHE
XCH n nnoxoro nporaosa).

| M TTA: TAPSE, 2D-strain crenn TR
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Heenenopanme Cornacio pexomcaiagasa ASE n EACY] (2016) npa TEMII

THACTOMHUECKOR PYHKIMM | cnieqyeT OUennBaTE CTENEHE JHACTONHUSCKOR ANCHYHEIIHE.

JK Kmiouenod napametp Axactonnueckof apcdynsonn JDK —
JanieHHe HanomHends JTDIC (KLU JOA). Ero HenHBaIHRHAR OLCHKA
muorodasTopa. [lo perosiennanngm ASE w EACY]

| (2016) npr TEMIT srmmoa o noesimeninn KIUJT JUE cneayer, ecin:
1. cp. Efe’ =14 cwle,
2. PAIHAIE JTHTEILHOCTH PEREDCHRHOMN BOTHE A B NErOYHBX

REFAN M RONTHEL A TPENCMAETPATLICTD KpoROTOKRA (Ar-A)
=30 e,

3. wHacke obnewa JITT >34 po sandne®,

4. MHEORAS CKOPOCTE TPHEVCOMIAMLHOE peryproTanms =28
| sie (CJUTA = 3540 Mm pT.CT.)

Boaee noapodao of anropHTMax OUEHKH THACTONYCCKO
AHCIHYHKITHA B PATHAN KTHHHHCCKHY CHTYAIHAY — CM,
peroMenmansn ASE'EACY] (2016) no necaeioBaHH
awacTorHueckni dymarnms T

OneHka npogonbsHOR C noeTpoeHHeM cerMerTapHoi cxemMu-mumenn JUK (bull's eye).

it L Marrepusi 2D-strain pasantae npe FKMIL v denosommsx

CKMIL

| Omerka Ranews wuakoeTH & | Meomouersne denowonah TKMIT (xapaxreprio s kapIaai.ioro
NONDCTH NEPHKEAPIA AMMJIDHIO3E

Oenka awamMerpa w crenenn | Heobxomama gux pacaera CIULA.
EONAGHPORAHHA HHEHCH
oof BeHb

Tafianna 4/A5. Mosekynapiesii natorenes genoxomuii TRMIT

Hozpaoras MoTeyIHpHLIE naTorene
(peroxonna [EMIT)
Al -amumon o Mpu Al-aMunoHno%e EICH MAIHIMEHIHPORIHHME IUa3MaTHHeCcKHX

EIETOK CHITRIRPYET B GO BIIOM KOUKYSCTBE el KHe HEnd (Kanma niM
naMB ) IMMYHOrTO0YINHOR, YReIHIeHHE ROHIERTPALINA
OEARANpPeHECTREHNTHED BRIITE HEROTOROrD NOPOTOROre IHaMEHHA
MOKET ARTOMATHYUCCKHA NMPHEDTHTE K HaMaay qJ-BEFHnHDl'tHE.'!EL n
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HenacneacTecHH LI

(WIATTP} n
HACEACTREHHEI
(mtATTP)
TPEHCTHPCTHHOBLIA
AWMU

| OTACKEHHIO aMHJIOKIA B Thanax. [pu arou B 3% ciysace
JLHA I'I'1ﬂE'I'F'I'|:1}-'H:IT NPEHMYIEECTRCH H I DODEACHNE CEpILin
ﬁ?rl_H._ll!'.!I_!,_Ll._LFSUM.

i B ocHOBe MOMSKYIHEPHOM [ETOICHESA HEHACNSICTREHHAID H
HACTENCTHEHHOTD TPARCTHPSTHHOBOID AMIENOHI03A IeHKAT
ROH(POPMALHOHEEE HIMEHEINHS 0 IEcTalHTHIAHS TeTPEMEPs
TpaHcTHpeTHEL JecTalunniania TPaHCTHPETHHA TIPHBOIHT K
HEMPARHNBHOMY QROUIHHY OIS 1 Arperalii BpHIHTHEIX
MOHOMEPOB TPAHCTHPETHHE ¢ OOPAEI0BAHNMEM TOKCHYTHLIX
APOMERY TOHHER AMEAOHTOTEHHE TIPOIVETOR B AMHI0HHRX
thubpann,

ITH MEXEHHIMEI MOIYT HADVILATECH C BOIPACTOM, YTO
OOBACHAST NORKIIEHHAS PHCKA  PAIBATHA  HEMYTAHTHOrO
TpaHeTHpeTHHOBOT D anmnornoda (WitATTP) y men nomunoro i
CTHPYECKOrO BOAPACTA.

Hacienersenneil ATTR game serpeuserca & SAeMMMILIX 1R
Torn whoneRanAf perponay. HanDomes YacThie reHemibeckne
gapuadTel, Vald0Met-ATTR, co cacmannoi cusmmoMahroi
(HEBPOIOrHYCCKAT H KAPAHONATHYCCKAR ) © HO3HEM Ae(ioToM 1
HeValidMet-ATTR, mapTHoMHonaTHHeckifl BapiadT 1a00neranuy,

Hsperrup My THIMEH, BR3LBIOIIHE ceMefNbR H CnopatHueckre hopMil
3a00TCEANI, KOTOPBIE ACCOMNKPOBARBI C IPEHMYLUSCTREH HEIM
nopaseaded cepaus (nanpamep, Vall22[le, He68Leu, ThradAla,
Leull 1 Met).

Bojiesdb AHASpCOHE-
Prabpl

rma

MyTauns s rene GLA (onwcano Sonee 400), komupyromesm depmMenT
aramaxTosHaasy A (e-Gal A TPHBOIAT K IHAYHTENLHOMY CHHECHHID
AKTHRHOCTH -I:I'.'IE'PHEI.ETE._, BRSO W MET“.‘”IE-I}."‘[H']I.I
COHHMOTITHEOIHNAL0E, 20 IPHBOUHT K LAKOIICHHI0
HerdApoansoszEnore cyfotpara Gaoknporannod GepuenTioi
PERKIIHH W COMPOBOWIACTCA YRCIHICHHCM SHCIA MHI0C0M B KIETHAN,
HAPYIEHNEM HOPMATEHOND Iy HKUHOHHPOBARHA ITHX KIETOK H HX
HOIER.
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HacneacTeennse
cunzapomn ¢ TEMIT y
HUAROCTEOR

W MOJOJRN BIPOCIRIX,

LEE IR IRES

& MYTALHAME R FENE
PREAGZ

PREAG2 kounpyer uAMO-akimenpyemyio npoTenngraasy-y2,
Hanneii S0k ONPEACTACT BHY TPHENCTOUHYHD AHKYMY AL
FITHECCEHE H HEPYIISHHE €10 l!}}’H]'ﬁJ',HH MOTYT MPHBOJAATE K
El{.!l-‘HjI,DI‘.I:[II!BP'l'pDIi}IuIH EAROHOMEOLETON 0 S8/ TEPHES HHRAIMIGITHE

IMOPHOHATEHBIX TPOBOINIIMX Iy Tel B MHOKApTE.

Ilps 3rom mabmogacres yacree covetanse TEKMIT # cunpoma
Boasda-Tlapkmicona- Yaiima.

bomeius Madosa

=9

Muodtery napHEIR MeXaHHIM parnHTRE Doneldd [|aHoHa OCHOBAH Ha
Aeheste 8 LAMP-2 Gemie, xoropeiii cliocpeayeT HakoIJRHIE
CAMKOUEHE B KAPAHOMHOLNTEX W IPHBOINT K IICEB10rinepTpodinm
suokapia. Korma cyiecrayer rederisecknil obfycnoanennsiit nedeint
denkd LAMPZ. nafimomacTe HEMpapAIhHas ayTafarHHeckan
Acrpagaitias Denkos, AyTodartueckan aKTHBHOC T CBA3ANA
naETOreResoM patioobpainex Somesuell. CyIIecTRyeT MuESHHE, TO
boneans Jlanona ebycAoRneHa HACICACTRCHHBIMA HAPY LICHARME
NpoUgsea avTodarii.

Ataxcun Ppuapeiixa

Mosexyuapumil naroredes arakeHn Dpuapeing 1o CHX NOp HBIHCTCH
NpeAMETOM NHCKYCCHR, CUIHAKO HA HACTORILHA MOMENT YCTAHORIEND
yuacTie Denka PPATAKCHEA B NOLTEPHRAHKE MOMCOCTATA Henesa B
ENCTHEE T, 4T 800 HENOCTITOMHOCTE IPHBRIET K MIFNECCT eI OMY
drepaenTHOMY AePHIHTY, MATOXOHAPHANLHOR THCHYHKIHA B
ORHCTHTEILHOMY MOBREETEHHED.

RASonaTeu

(coHnpoM HyHan u
curapom LEOPARD)

MY TAINEN B PERAY, KOAMPVIONTHE KOMITOHEHTR H Peryiaiops
RASMAPIC curnansioro nyta (RAS MaTorcH-akTHEADYCHMAR
NPOTEHHEHHASA) BLBBEANT MHOKCCTRSHHLIE HACHSICTREHTTRE POk

| passaTud. RASMAPC curnannisit nyTh oTRETCTREHEH 18

| npoanfiepaitri, THOGePENIRPORKY, CTAPEHIE W ANOTITO KICTOX W
| ofecnewAparIE STHM NOPMAIEHOE PASRITHE KICTOR M TKAHCH

| OPraNAIME B OEToM B IMGPHOHATEHOM B HOCTHETUIBHOM EPHOJEX.
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Tabanma 5/A3, OcHOBHEIE MEPOTPHATHA N0 TPOfHIAKTHRE 0CTORHEHN ¥
naumenror ¢ FKMII

Cumnvom/ocaosxnenne FKMIT Hpﬂtﬂ.ﬂlumc:u;le MEDHIT I TS

' HIZIE;E'pEH:E-H poeanme ITE | Anexmaraoe nevenue UKMIL, ofcrpysusm BTN
BETO4ER PAPMAKOTEPAIIHID, JHAOBACKYIEPHOE H
XHPYPTHYBECKDE,
[Tpm conmyreTRyiomei Al"— rmnorensHnmas
TEPanHA.

Haberats BRICORUMHTCHCHBH BN (PHIHICCKHY
| HAFPYI0K H CHOPTA.

BOC 1 AusHey T POEaoIEe Hapy LLeHA Meprnyrzs 0 ATOpHYRaA npodmnartikas BOC —

pPHTMA en. paaen o« Crparadaxauis prega BCCy

XCH., pasaurHe IHAATAINOHRON CTaIHNA Anexparioe neacune UEKMILL csoespeseniioe

HJTH HPHCOSHHEHHY PeCtPHETHBHOLY BRMEICHHE 1 Jededne ofctpyrunn BTJLA,

heRaTHN: [pu conyrereyiomedi MBC n A" — anexpathoe
TeHETHE.

T pomOoaMGoTHYECKHE OCNOMHEHHS ¥ Mo OGIHM TPHHUANEM TROMOoNPeHAGKTARH IPH

manHEentor ¢ Pl
@11 (cm. pexoMeHIAEH D0 meuwcHHio D)

Hbpe kiBoHRRIA SHA0KApILHT AHTHGHOTHRONPOPHIARTHER Neneconbpaiia
TOMREO “Epﬂ.‘]_ “Pﬂuﬂm‘ Flﬂ.'l.il'[ BBICOROND pACKL
namentas ¢ FKMI u npotesany knanano
CEPANA, BPOKAEHHEM MOPOKOM CEPILE HIK el
NANHENT panes MepeocHn HhekiHoHH kI

THAOKAPAHT (CM. COOTBETCTBYIOUIHE
PEEOMERIITHH],

¥ NANHEHTOR ¢ AMIIAHTHPOBAHH D

kapruoseprep-nedudpannsropom

oanoKaMepHL* ** npodunartake

HHPEXUHOHHOTD JHADKAPARTE — M0
peroxentanay ESC no

| aNEKTpOKapIMoCTIMY Itmi 2013 1.
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Ipuacsenne b, Aaropurmel feficTani Bpaya

NeparyHoe noctynnedue pebedka c THMIMN B
cTauWoHap

v

ECTb |
—

OugHEa HAMHYHA KIHHHYSCKRX MPOsRIcHAi cepreyroi
HECAOCTATOYHOCTH, APHITMHA, CTEHOKADAWM, TIPENH kropan BOC

HET

—

i

.{'IEDBH'-IHBH HOHEYALTALMA MEHETHA C NPHBAENEHMEM NPW HEOBXOAMMOCTH YaKME]
CNOUHMINUCTOR ANA NOCTAHOEKH NReARapuTencHora anarnosa (THMI wan denoxons).
HanpRBAeHMe Ha NEHETHHECKDE MCCABADEAHME [FEHOM, IKIOM, NBHENL) C NPHBNEYEHMEM

frHAHCHPOBAHKA BnaroTROpUTRALHEY $OHA0R |

¥

[ B

OGcasaonanme 1 HEYHAYCHHE
MCH I-I::I.F!DMHIJH TERANHH

ODCACIOBEHNE A% BEABRISHNA CyvDIRIBHIYECKO

H NaTCHTHOH CHMITTOMATHEW

h 4

v b,

Heusanoseine KIHHHHMCCKHX
npoA eneHME Ha Pone newenun

He nuianmeiio ]

Brasaerno

, A ¥
HET fal'
'y

Turpoeaune ao03,
||u_1|_ﬁ|:p MpenapaToR

A

' Mocymaposea
TEPanH-

HouesHOBEHHE KIMHHICCKHX
npodsacHHi Ha one TeMeHHE

h A

THIpOBAHHE 1LY,

!

nNoAGop Npenaparos

e

ITopTopHaA KOUCY ILTALIME ICHETHKA C MPHBACHCHHEM MYJIETH IHCUHLIHHAPHOTO
KOHCHIHYMA LT NOCTAHOBKH IHATHOAL H ouenky puckn BOCC: npy caproMepHiix My TAIMS X
— EOFNACHO ATATTTH puBaHHr:d:i Aertexoil esponeiiceold smogensw (HOM Risk-Kids), npu
HECAPROMEPHLLY — EOHOHAHY MHOE PELLIEHNEE O THKTHES NeAeHna pebeHka

h

v h 4

C']T':IJI]TH BHME A
MEJIHEAMOCHTOEHE TTEYeHHE

MI’.",IH-II{HM CHTORHOD

bes Tepanun
NEUeHHE

v

¥ h 4

Habawaenne, Koppexupa Tepaniy B IHHAMHEKE MO MACCE TEAR H 10 KIAHHHYECKOMY
aripexty. INpn HEBRREBNCHEW NPAYMHHHBIX MYTALAR — nepecmoTp FASTOQ-diafina xancmsie 2
roAA HAH NPH MOABIEHHA HOBRIX nuHnyecicnx npoganesnil. Tlepeonenxa puekor BOC u
MOKASAHMIT K ONCPaTHEHOMY MEIHKAMEHTORHOMY Tevueriio (He pese | paza B rom s
vinlne npr HecbxoamusMocTH)
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Npuaowenne B, HadopMaunn nas naunensa

Ofimne pexovennamm no olipazy sonnau

| BobumHCTE nainenTos ¢ FEMIL moryr npogomsars ofsumyio tpynosyic

Manmentam cneayer niGerars COPERHOBATENLHOIO CIOPTA, HO TH BOAMORILOCTH
NOMACPAHBATE OORYHER 00 KH3HNH.

Ilaumenram crenyet craparses IOUUSPIRHBATE HOPMEILHEI BEC Tena.

[Mpitem Bonkmorn offkeMa DHITH MOMET BEZBETEL GO B TRYAnoi  KaeTke,
CCoDeH e ¥ nannenTon ¢ oberpy kel BTITH.
Uenecoodpazao vactoe Jpobuoe NHTIHHE.

Janopsl — gacTuil noDouHRE dderT GHORATOPOR KATBIIHEERIX KAHANOR -
ACCEREL KOHTPOMAPCEETECA AMETOR WHam crabiTeThHeIMn CpeacTEAMH,

NMEATCIBHOCTE.  YpoReHhs  dorswueckux  yowmmi  ma paboTe GomseH
COOTBETCTBOBATEL KNHHHYECKOMY CTATYCY DALMEHTA.

AH HeROTOPBX BHAOE AERTENLHOCTH (IHIOTHPOREHHE, BOCHHAN caryaaha)
CYMECTRYIOT CTPOTHE OrpPaHHYMEHAR NPA NpHcMe Ha paboty,

YUHTEAM i LPYroMy Nepeanaty CICayeT A3BATE PEKOMERTAITIH H THChMEHHYIG

| mnhopmanme of ocobennocrax geredt ¢ TKMIL. B oteyrorsun caMmmomon » |
tharropos pueka BCC meth soryt ysacrsosars B (MIMIECKol aKTHBHOCTH o7

CencyansHan
BKTHEHOCTE

Bowpenng
| agToMobHna

neGomsmofi a0 cpemwell  cTenesM MUTENCHRHOCTH, ®B COOTBETCTRHH o

OGnacin : Peromeraanny
Harpy3kn
| Heera
[Ipodreccs
Obyqenme
| PEROMERIAHAME KaDIHOIOTA,
Kypenne

| Her mamusix o cessn rafarvoxvpenns u [EMIL so namventas Heofxomamo

UPEACCTIRUTE MHAOPMALMIO O PHCKSX JIS 3T0PORLE, CEAMNHHLIX C KYPEIHEM,

Y NAuMenTOR AOMAHE 0BT BOSMONHOCT: OBCYIHTL MHTEPECYIONNE WX |

| BONPOCE] CORCY LTEHON AKTHEHOCTH, TTauHenTs nocne ¥FCTOMORIIEHEA JHACHIOA

| HACTO HCMWTHBAIOT SeCnoKOICTBHE, IENPECccHIO i CTPAX NICPCAaTh salonesanne |

| IeTEM.

ManmenTam  coenyer SHATE O BIHAHMH  OPHHEMAEMLX NERAPCTRENHRN |

NpelapaTon Ha HY CeKCYAIBHYEY AKTHEHOC T,

3 .|
BojsIHHCTBO NAIHCHTOR MOLYT [1OY44TH BOIHTENRCKAS PABA 0 IPOJ0THRATS|

BOMHTE MALIHEY, €CIH ¥ HHX HET MHBAMHIHIHPY IOLHX CHMOTOMOR,

o7




Bakumusanns

Lprt vreyrersnn npoTrBonOKa3aHKHE EnecoolpasHa CRETOIHAR BAKIHHAIIN OT

[lanuenran cleTyeT IHATL O TPHHHMAEMELN HMH I¢KSPCTREHHRN TIPENARATAX,
HX  mofoudex spderrax w0 MemTeknpeTReHHOM  saamMoneficrenn,  [To
BOIMOGKHOCTH CACAYET M3OCTATE NpueMa nepnicPHicCKHs Bal0HIaTaATopOR,

TPHITI.
JexaperreHHne
NpeapaTh

ocobernro npd obcrpykurn BTJDE.
Crpaxosanne Jiwarnos TKMIT moxeT npaBects & 3aTpyHEHNSEM TPR CTPaXORAHNH KHIHIL
EHIAR
ABHANEpeneTE

bonsmMHeTee  GecCHMITOMHEIY  MATMEHTOE  WIH ¢ HelHauHTelnmol
CHMIOTOMATHEON MOTYT Besanackn coRepInaTs SREANICPEIETEL
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Hpaaomenne 'l = T'4, kaas ouenky, BOOPOCHHKA H APYIHe OUEH0YHBIE
HHCTPYMEHTL COCTOHINA NALHEHTA, IPHBCACHHBIE B KIHHHYECKHX
pPeROMeHIAIHAX

Npuavacenne I'L. [l kaaa nporaosuposanng ReposTHOCTH 0GHAPYKeHNR
reHeTn4eciknx sapuantos npu FEKMIT

Haypanwe na pycewom w3eike: Llxana npornoiHpoBasss BepORTHOCTH OOHAPYHEHHR
reneTHascKix napuarTor npa 1 KMI]
OpPHrHELILI0C HATBAHTE (CC/IH €CTL): HeT
Heroumme (oduumain el caitr pazpaforanskos, nySamkanum ¢ saasmaunei);
Ingles J. Non-familial hypertrophic cardiomyopathy prevalence, natural history, and clinical
implications. Circ Cardiovase. / Ingles J, Burns C, Bagnall RD et al, &/ Genet, 2017:10.
Thn (DoasepryTh):
— LKA QUCHEH
— WHIEKL
T B POCH K
— ApVToe (YTOYHHTE):

Hazuavenne: KIHHRYECKNIT MHCTPYMEHT AN MPOTHOH POBAHNA HEPORTHOCTH 0BHAPY HEIHA
reHeTH K BapaanTon nps FCEMIT Conepaanme (maboaon):

[lepemennan banas

| Boapact, ner ' 20 ' ' 0

' 20-29 -1

1039 ' 2

4049 ' 3

50-59 4

it -5

T0=T5 ~0

80 ' -7

A ermpa L -4

APrepHabHAR THOEPTEHIHA ' -

o Anonkonmmy knass dopwa NI (AHITL. #reverse clrven) 5 i

| CooTnomenme T b .46 0
MAETIICIDE 1.47-1,70 I

9




1,71-1,92 &

1,.93-2 26 3
227 4

I
Kawm (murepnperamms):

Cynoua Swuios =2 NPeCKITLRICT HIIKYED BEPOATHOCTE OONAPYHEHNA FEHCTHIECKIX BADHANTOB B
NPHYHHHBX TeHax, HaHbonee pacipocipanen s npr FEMI|

Hpaaocaenne I'2, HCM Risk-SCD u HCM Risk kids model. kang
oneHkn pucka BCC y naumenros ¢ UKMIT (epponefickan moaenn)

Hassaume na pycexom msmke: HOM Risk-5CI. Ulkana cucsrn pucka BCC v nanwenTon
¢ I'KMIT (enponeitcxan monens ). LICM Risk-kids model, [Tlxana onenks pucka BCC y aereil
¢ 'EMII (enponedickas mMoens).

Oparnyaisnoe nassanie (ecan eetk): HOM Risk-5CD, HOM Risk-kids model
Heroamnk (odmmmanuneii calit paspaboranxos, nyGamcannn ¢ samuanned):
O'Mahony C, A novel clinical risk prediction model for sudden cardiac death in hypertrophic
cardiomyopathy (HCM Risk-SCIN. / O"Mahony C, Jichi F, Pavlou M etal. #/ Bur Heart J,
2014:35:2010-2020,

Licbregis M. Validation of the HCM Risk-SCD model in patients with hypertrophic
cardiomyopathy tollowing alcohol septal ablation / Liebregts M, Faber L, Jensen MK et al. /¥
Europace. 201 8;20(F12): 198-203.

Narrish (5, Ding 1, Field E. et al. Development of a novel risk prediction model for sudden
cardiac death m childhood hypertrophic cardiomyopathy (HCM risk-kids), JAMA Cardiol
2019; 4: 918-927,

s«KansxynaTopsiy Ha caifre hitps:/gxmd
https:/hemr skkids. org/

micalculate/caleutator 303 hemi-ri

THn (mog9epKny s
— IIKAML OUEKH
— HHIACKC
— BOMPOCHHE

— AP¥TOE [VTOUNHTE)!




Hazwavcenme: KIHHHYECKHA HHCTPYMERT (VA TPOTHOIMPOBAIHS packa BUC v naumenTos ¢
MEMITL

Conepaanme (mabaon); .
[lkana pucka BCC HCM Risk-SCD n HCM risk-kids (esponeiickan manenn)

[Noxasuisaer TySuime pesyIsTars! ¥ namenTon TEMI ¢ ssicoxay puckos BCC

[anicynarop 5-nernere pucxa BCC o 0HOBE MOZENH, B KOTOPOH y M IMBAITCH CHEIY IHILHE

(AP AMETPEL
HCM Risk-SCD ' HCM risk-kids
l. Cemefinag meropia BCC 1. [Ton
2. CHHEDNANRHOE COCTORHME 2. Bospacr
3. Heyerolisnieas senymouronas 3. Pocy
TANHKAPIHS 4. Maxc. Tonumaa crensy JTHE
4. Makc. TommmHa crerHka JEA 3. CHHEONANLHOE COCTOAHKE
3. Boapact . Heyverofiuneas memy 1ouxosas
. Pazep H11 8 M-pexume TAXHEADTHA
1. 0l s BTIEK 7. Pazmep JIIT & M-pemume

| B. 71 8 BTIDK
KoM (HATepnpeTann)

= 6 Yo seicoknit pick BCC B resesne 5 ner

= 4 Y, Ho < 6 Y% cpennwil prck BOC & euchame § ner

< 4% wnaxuil puck BCC b Tevenue 5 ner

Mkans HCM Risk-SCD Gbijia palMANPOBANA A4 NAIPENTOR ¢ APeIIECTRYIOWE peayKimei |
MAIT meTogom CAA[175].

Mpnaoaenne I'3. HIxana onenkn puexa BCC y naunentor ¢ TKMII
(aMepuKAHCKAT MOTEIL)

Hoanamme na pycewom namce: lkana oucnin prcka BOC v nanwenton ¢ UKMIT
(AMEPUEANCKRN MOTTEME ),
OpUrHHAILHOE HATRANNE (CCAN LCTh): HeT

Herommg (odmmmansmsii caiir paspadoramcon, nyoameamms ¢ saamaanmeii):

Ommen, 8. R., Mital, 5., Burke, M, A., Day, 5. M., Deswal, A., Elliott, P., Evanovich. L. L..
Hung, 1., Joglar, J. A, Kantor, P., Kimmelstiel, C., Kittleson, M., Link, M. 5., Maron, M, S.,
Martincz, M. W., Miyake, C, Y., Schaff, H. V., Semsarian, C., & Sorajja, P. (2020). 2020
AHAACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cordiomyopathy: A Report of the American College of Cardiology/American Hean
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Association Joint Committee on Clinical Practice Guidelines. Circulation, 142(25), e558—
e63 1. https:idoi.org/10.1161/CIR 0000000000000 7

Omumen, 3, R., Ho, C. Y., Asif, L M., Balaji. 8., Burke. M. A., Day, 5. M., Dearani, ]. A.. Epps,
K. €., Evanovich, L., Ferrari, V. A., Joglar, I. A, Khan, 8. 8., Kim, 1. 1., Kittleson, M, M.,
Krittenawong, C., Martinez, M. W, Miwl, 8., Naidu, 8. 5., Saberi, 8., Semsarian, C.. ... Peer
Review Committee Members (2024). 2024 AHA/ACC/AMSSM/HRS/TACES/SSCMER
Guideline for the Management of Hypertrophic Cardiomyopathy: A Report of the American
Heart Association/American College of Cardiology Joint Commitlee on Clinical Practice

Guidelines, Cireulation, 149(23), el230—el3]1.
https:idoi.ore/10.1 161/CIR. 0000000000 1 250
THl (mogMeprHyTE):
— MIKANA GTIEHKH
— HHICKE
BOMPOCHHE
APVTroe (YTOMHATL )
Hasnauenne: IHHEYECKHA HHCTPYMERT 18 MporHoposatss puexka BOC v naukenTon o
I'KMITLL
Coacpaanie (nabaon): e
Wixana pueka BOCC (avepukanckan sromens )
: PaxTopu: packa BCC
JoKa3aEHBIC PAKTORLI 1. ﬂpmﬂTEI-JIEI-JI[EHJ-:lH_.H BOC (pBhbiHBUIHE MTOCTE OCTAHORKH
picka BCC cepiia BeaeactTere OT nan M)

2, CUnedransan yerofdudsas KT

3, CHHEOUAILHOE COCTOANHE, NPEANONOEHTEILE
APHTMOTEHAOTO FeHEa

4, Dwcrpemansaae [T

3. Heyeroiftuwaan XeTyA0MKoRaR TAXHEAPIH

6. CemeHBbl amamies panHel Buesanol cepneanoil cMepry,
cpgzannol ¢ FRMIT

- JlomamurTe T ¢ﬂm1::-l‘;hl 1. OGmmpnmi gubpos o QaHHBM MPT cepapa c
pucxa DCC KOHTPACTHPOBAHHEM
2. Cacronngeckan ancdvrrung JOK (DB <50%)




T (HHTEpn pml:lm!j K WML HTAm M ].[é'l*i W

haxropi picka BOC (amepusancsan Mojiean) Hymaanraunn | Kaace no
o . HRRT™* | AHAJACC |
Tperotepamensas BCC (BuDEHRLTHE N0CNE OCTAHOBEH cepi NOKETAHA 1

soacaerene AT wnn D)

Crukona, Bussannas cnouTasaol yorofumaod T wim HoEasana 1
FEMOIHHAMPHCCEH IHadHMan JKT

e

Hanwuse xora Gu 1 w3 cnenyiommx daxmapon: Creayer la
PCCMOTPCTR
I, CHHEOIANEHOE COTTOAHNE, MPETMomOHRHTCTRHO
APHTHMOrETHOTD FeHeta
2. Dmetpewansras IR
3. Heverolomean meny 10Mwosas TAXHKAPIES
4, Cemcubli anamies patiedt sresanmol cepaeunoi
| eMEpTH, crfsarnodl ¢ TEKMI |
[py wamwsmm caeayromny gaxropos: MoiweT Grrms b
1. Odmuprbidt gedpos no nanasiy MPT cepmna ¢ PECCMOTPCHA
KOHTTREC THPOBRHHEM
2. Cucrommmeckan apcdrmkrms JOK (BB <30%)
| [lpa oTcyTeTRrY GaKTOPOE pHEKa He noxanana il

[punoxenne I'4. Hlkana ouenks pucxka BCC y naumenron ¢ TKMIT
(empomeiicican Mojeis)

Haipanme na pycerom sawmwe: cana ouenxn pacxa BOC v nayuentos ¢ TEMIT
(eBponeficxkas Monens),
OpHrHnaILn0Oe HATRAHNE (EC/H E0Th ) HeT

Hevounnk (odwmansusiii caiiv pazpaforomcon, nybancanmm o paananneii):

Authors/Task Foree members, Elliott, P. M., Anastasakis. A., Borger, M. A, Borgerefe, M.,
Cecchi, F., Charron, P., Hagege, A. A., Lafont, A., Limongelli, G., Mahrholdt, H., MeKenna,
W. 1, Mogensen, 1., Nihoyannopoulos, P., Nistri, S., Pieper, P, G., Pieske, B., Raperzi, C.,
Rutten, F. H., Tillmanns, C,, .., Watkins, H. (2014}, 2014 ESC Guidelines on diagnosis and
management of hyperirophic cardiomyopathy: the Task Force lor the Diagnosis and
Management of Hy pertrophic Cardiomyopathy of the European Society of Cardialagy (FSC).
European heart journal, 35(39), 2733-2779, https://doi.org/ 10,1093 /eurheartj/chu284

Tun (Mo eprRuy TS )2

— LKL OLEHEH
= WHEKT
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— BOLHPOCHHK
— MpyToe (VTOMHHTE):

Hasmauenme: KINEASCCKHA HECTPYMENT 118 DporHosHpoRamns prcka BCC v nanmenron ¢
"EMIT

Cnmep?t_'_:_i_l_l_ e (madaon):

Mknuaa pucka BOC (esponeiickan Mﬂi[em.]

thakTopu puera BCC
Hetmame ‘1;5"’” Ok 1. Hpenorspamesnas BCC {nu_mhnmuu HOCAE OCTHHOBKH
packa BCC cepiua seneneTare O pau DK

2. Cnoowrannas yerofanaes BT
1. CHHRCOANEHOE COCTORENE, MPEINOROHHTCILHD
APHTMOTEHHOTO NEHE3R
4. Oxcrpesantsaan DK
3. Heyerofianpat ®eny I0UKORIE TAXHKAPIMS
6. Cemeliabil aniMues paniei suennoil cepaedHoil eMepTh,
. ezl ¢ FKMIT

Kaiou (wnrepnperauns) s svmianvammn HET***;

Gakropet pucka BOCC (erponeiickan MME.J.IH 5 Hymaanrauns | Kasee no |
. L N EHE HICT*** AHA/ACC
Hpegorspamcnnan BCC (BurRHRINIE TOCTE OCTAHORKN CEpILa NOKASAHE I

peaencTaRe T mmm D)

CHHEONA, BEBAHHAN coonTannodl yeroffurnoi AT wim MOEasEHa I
FEsOIHHAMPTECKH JHavwnas AC T
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