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Crnucok cokpanieHui

AB — aTpHOBEHTPUKYIISIPHBIN

AT’ — aprepuanbHasi TUIIEPTEH3US

A/l — aprepuasibHOE J1aBlIEHUE

AECCII — acconmanus eBpoIrelcKuX CepeIHO-COCYIUCTHIX MaTOJIOTOB
APA — aHTaroHucTHl perienTopoB aHrMoTeH3uHa ||
bb — Geta-agpeHo610KaTOPHI

BMT — Gone3np MOAU(PHUIMPYIOLIAs TEPATUs

BCC — BHe3anHas cepjieuHas CMepTh

I'KMII — runeprpodudeckas KapIuOMUOTIATHS
J3JIA — naBieHne 3aKJIMHUBAHUSA JIETOYHOM apTepuun
JAKMII — qunataunroHHast KapAMOMHUOIIATUS

KA — xenynoukoBas apuTMus

KT — xxemyno4ukoBas TaxukapIus

KD — xenmy10uKkoBasi SKCTPACUCTOJIHS

3CJIK — 3aaHss1 CTEHKA JIEBOTO eIy I0UKa

NATI® — unarubutopsl anrunorensunnpenpamiaonero gepmenra (ATX CO9AA MHruOutops

NBC — nmemudeckast 00J€3Hb cepaiia

KO — uHaeKCUpOBaHHBIN MOKa3aTeIb KOHEYHOTO JUACTOINYECKOT0 0ObeMa
NMT — unnexc maccel Tena

nHIJIT2 — vHruOUTOPHI HATPHUI3aBHCUMOTO TIEPEHOCYHKA TIIFOKO3HI 2 THIIA
HNHIJIC — unaekc HapyleHus JOKaJIbHOM COKPaTUMOCTH

NOJIIT — unnexkc o0beMa JIeBOTo Mpeicepaus

KA — xoponapHas aprepus

KAT — koponapoaunruorpadus

KB - xkapauoepTep-aeuOpPWILIATOpP  MUMIUTAHTHPYEMBIH  OJHOKAMEPHBIN***  wiun
JIBYXKaMEpPHBIA***
KB - T - xapauoBeprep-AepuOpUIIATOP  UMIUIAHTUPYEMBIH  TpEeXKaMepHBIN

(OMBEHTPUKYIISIPHBIN ) ***

KJIO — koHEYHBIN qUACTOINYSCKUI 00beM
KJIP — koHEuHBII 1UacTONNYEeCKui pa3mep
KK — xauecTBO XU3HU

KMII — kapnnomuonaTtus

KPT — kapauopecnupaTopHoe TECTUPOBAHHE



KCO — koHeuHBIi CUCTOINYECKUN 00beM

KCP — xoHeuHBII CUCTOTNYECKUN pa3Mep

JIA — nerounas aptepus

JDK — neBblii sxeny1ouek

JIHIII" — neBas HOkKa Imy4ka ['nca

JIIT — neBoe npencepaue

MenP — meaunuHCcKas peaduiuTaus

MXII — Mexokey 104KoBast IEpEropoaKa

MK — MuTpanbHblii Ki1anadn

MH — muTpasibHast HEIOCTaTOYHOCTh

MIIK — Mmexannueckas moJaep:kKa KpoBOOOpaIICHHS

MII JIX — mexaHuueckasi HOJIEPKKa JIEBOT0 JKeJIyJouKa

MPT — MarauTHO-pe30HaHCHAs: TOMorpadus

MP — muTpasibHas perypruranus

MCCC — cucremMa Jj1s1 MOYJISIITUU COKPATHTEIBHON CITOCOOHOCTH CepIlia

HAKJDK — HenunaTanvoHHas KapAMOMHOIIATHUSA JIEBOTO XKeEJTy104Ka

HIIB — HuxHss nonast BeHa

HIIBII — HecteponHble MPOTUBOBOCHAIIUTEIBHBIE U IPOTUBOPEBMATUYECKHE MTPENIapaThI
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HVII — natpuitypeTndeckuii nenTuI

OJZICH — octpas 1€KOMIIEHCUPOBaHHAs CEPJIEYHAsI HEAOCTaTOYHOCTh

OKC — ocTpblii KOpOHAPHBII CUHIPOM

OMT — onTuMasnbeHas MeIUKaMEHTO3Has Tepanus

OPUT — otneneHue peaHUMAaIMU ¥ UHTEHCUBHOW Tepanuu

OCCII — 00111ecTBO CEPACYHO-COCYAUCTON MATOIOTUN

OTC — oTHOCUTENBbHAS TOJILIMHA CTEHOK

ODIKT — ogHOo(OTOHHAS IMUCCHOHHAS KOMIIBIOTEPHAsE TOMOrpadust

IDK — mpaBslii sxeny104ex

ITKMII — nepunapranabHas KapIHOMHOIIATHS

[TIOAK — mnpsmbie mnepopanbhble antukoaryinsHTel (ATX BOlAE IIpsMbie HHrHOUTOPHI
tpombuna, BOLAF IpsiMbie nHrHOUTOPHI (hakTOpa Xa)

[IIT — mpaBoe npeacepaue

[13T — NO3UTPOHHO-3MUCCHOHHAsT TOMOTpadust

PKH — paHnoOMU3HPOBAHHOE KIMHUYECKOE UCCIIEI0BAHNE

CA/l — cuctonnueckoe apTepuaibHOE JaBJICHUE
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C/J1 — caxapnslii quaber

CK® — cxopocTh KIIy004KOBO# (prbTpanmm

CH — cepneuHast HEJOCTATOYHOCTh

CPT — cepaeuHas peCMHXpOHU3UPYIOLLIAs Tepanus

CPT-JI — cepaeunas peCHHXpOHU3UPYIOIIAS TEPAIUs C KapAUOBEPTEPOM-IAePUOPHUILIATOPOM

CC3 — cepaeuHo-cocyaucThIe 3a00IeBaHUS

T3C — TonmmuHa 3aaHel CTEHKU

TMXII — TonmuHa MeXKeny1049KOBOM EPErOPOIKH

TP — TpukycnuaanpHas perypruranus

T20 — TpoMO0IMOOTNIECKHUE OCTOKHEHUS

TOJIA — TpomM060IMO0IIHS JIETOYHOM apTepuun

TO6MX — TecT mIeCTUMUHYTHON XO/Ab0BI

Y/ — ypoBEeHb JOCTOBEPHOCTH JOKA3aTEIbCTB

VY3U — ynbpTpa3ByKOBOE UCCIICIOBAHNE

YVYP — ypoBeHb yOEIUTEITLHOCTH PEKOMEHAAITII

@B — ¢pakuus BeIOpoca

@K — HuOpMIIAIHS KEITyT0UKOB

OK — hyHKIMOHATBHBIN Ki1acc

OI1 — pubpunnanus npencepani

XCH — xpoHHuecKas cep/ieuyHas HeIOCTaTOYHOCTh

XCHH®DB — cepreynast HEIOCTaATOYHOCTH CO CHIDKEHHOU (ppakiiueii BeIOpoca

XCHc®B — cepaeunas HeIOCTaTOYHOCTh C COXpaHEHHOM (pakiueit BeIOpoca

XCHyH®B — cepaeuynast HEJOCTaTOYHOCTh C YMEPEHHO CHIDKEHHOM (hpakimeit Briopoca

Y1 /] — gyacToTa ABIXaTCIbHBIX JBHUKCHUI

YCXK — gactoTa cokpalieHuil Kemya04K0oB

YCC — yacToTa cep/IeUHbIX COKpaIleHUu

OKI' — sanekTpokapauorpamma

OKC — 251eKTpOKapIMOCTUMYJIATOP HMIUTAHTHPYEMBIN OTHOKAMEPHBIN HIIA JTBYXKaMEPHBIN ***

OKC-T — ANEKTPOKAPIUOCTUMYIISITOD MMILJIAHTUPYEMbIT TpEXKaMepHBII
(OMBEHTPUKYIISPHBIN ) ***
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J0Ka3aTCJIbHOCTH.



PKO — Poccuiickoe kapanonornaeckoe o0mecTBo.

ACMG - American College of Medical Genetics and Genomics —AMepHKaHCKUI KOJUIEIK
MEJIUIUHCKOW TeHETHKH W TEHOMHKH

AECVP — Acconmanus eBponeickoil cepie4Ho-CoCyAUCTON NaTOIOTUU

AHA — American Heart Association — AMepukaHcKasi acCOIMaIis cepia

CPAP — tepanust — Constant Positive Airway Pressure Therapy — pe:xuM BEHTHIISIMU JETKUX C
MOCTOSTHHBIM TTOJIOKUTEIILHBIM JIaBJICHUEM Ha BBIJIOXE

EGE- early gadolinium enhancement — panHee KoHTpacTHOE ycuiieHHE Tag00yTposoM™*
EACTS — European Association for Cardio-Thoracic Surgery — Espomeiickoe 00IecTBO
KapINOTOpPaKaJIbHBIX XUPYProB

ESC/ESH — European Society of Cardiology/European Society of Hypertension — EBporeiickoe
o01m1ecTBO Kapanonoros/Eppomneiickoe 001IeCTBO TUIEPTOHUH

FAC — Fractional Area Change — ¢ppakinonHoe n3MEeHEHHE TUIOIAIH

GCP - good clinical practice

GLS — Global Longitudinal Strain — rno6ansHoe pooibHOE cHcToInYecKoe cxxarne JIK

HFSS — Heart Failure Survival Score - kanpKynsTop pacueTHOH TOANYHON BBKHBAEMOCTH

HV — unTepBan — uHTEpBa MEXy 3yOLamMH Jenospu3aluy mydka ['nca u xeiayJ0uKoB
INTERMACS - Interagency Registry for Mechanically Assisted Circulatory -
ME)KBEIOMCTBEHHBII PETUCTP MEXaHHUECKOW MOJICPIKKH KPOBOOOPAIIICHHUS

LGE - late gadolinium enhancement — mo3aHee KOHTPACTHOE YCHIIEHHE Tag00yTpoaoM™**
LMNA — nporenn namun A/C

MDRD — Modification of Diet in Renal Disease

MLHFQ — The Minnesota Living with Heart Failure Questionnaire — « MUHHECOTCKHI OIIPOCHUK
Ka4yecTBa )KM3HHU OOJIBHBIX CEPACYHON HEOCTATOYHOCTHIOY

NT-proBNP — N-terminal pro B-type Natriuretic Peptide — N-koHIeBOIH mpe/IIeCTBEHHUK
MO3roBoro Harpuilyperndeckoro neruaa (N-TepMuHATBHBIA (DparMEeHT HATPUIAYPETHYECKOTO
MPOMENTH A MO3TOBOTO)

RIMP — Right Index of Myocardial Performance — unmekc mpouM3BOAMTEILHOCTH MHOKapia
MIPaBOTO JKEJTyI0UKa

TAPSE — Tricuspid Annulus Peak Systolic Excursion — cucronunueckas 3KCKypcHsl KOJIbIa
TPEXCTBOPUYATOTO KJIaraHa

TDI — Tissue Doppler Investigation — TkaHeBO€ AOMIIIIEPOBCKOE HCCIICIOBAHIE

T2-weigted imaging, T2-WI — meto T2 B3BEIICHHBIX H300paKCHUH

UNOS — United Network for Organ Sharing — o0beauHeHHas ceTh pacipeeICHUs OPraHOB.



il npenapar BKIIIOYCH B MCPCUCHb JKU3HCHHO HGO6XO,Z[I/IMI:IX 1 BaXKHEHUIITNX JICKApPCTBCHHBIX

MpenaparoB
*FX* _ MEIUIIMHCKOE M3/IENHE, UMIUIAHTUPYEMOE MPH OKa3aHUHM MEAUIIMHCKON TTOMOIIM B paMKax
MPOrpaMMbl TOCYAAPCTBEHHBIX TapaHTHl OECIUIATHOTO OKa3aHWs Tpa)kJIaHaM MEIUIIMHCKON
IIOMOILIX

# — JEKapCTBEHHBIM Tpemapar Jisd MEIUIIMHCKOTO TPUMEHEHHUs, HCIOJIb3yeMOro B
HECOOTBETCTBUM C TIOKAa3aHUSMH K TPUMEHEHUI0O M MPOTHUBOMNOKA3aHHMIMH, CIOCOO0aMHU

NPUMCHCHUA U O03aMHU, COACPKAIIUMHCA B HHCTPYKIHMHU IO IMPUMCHCHHUIO JICKAPCTBCHHOI'O

npernapara

TepmuHbl 1 onpeaeJeHust

Boaesns momupumupyomas Ttepanuss (BMT) — KoMIiuleke JeueOHBIX MEPONPHUATHIA,
BO3JICHCTBUE KOTOPOrO CIOCOOCTBYET YIYYIIEHHIO IPOrHO3a U CHI)KEHHUIO 4YHUCJAa MOBTOPHBIX
TOCMUTANM3AIMN U3-3a JEKOMIICHCAIIUU CEPACYHOM HEIOCTAaTOYHOCTH, YTO UMEEeT 0OOCHOBAaHUE B BUJIE
COBPEMEHHOU J0Ka3zaTreiabHOU 0a3bl, ocHoBaHHOW Ha mpuHinunax GCP. BMT mnpu aunatanuoHHOM
KapJIMOMUONIATUM COCTOMT M3 MEIWKAMEHTO3HOM Tepanuy, HEMEIUKAMEHTO3HBIX BO3JEUCTBHN H
MPUMEHEHHUS AEKTPOPUZNOIOTMYECKUX METOAOB IO MOKA3aHUSIM.

Bue3annasi cepaeunas cmeptb (BCC) — TepMHH NpUMEHSIETCS, €CIW BHE3amHash CMEpTh
BO3HUKIIA ¥ CyOBEKTa ¢ M3BECTHBIM IMPHU KXU3HU BPOXKICHHBIM WU MPHOOPETEHHBIM MOTEHIIHAIBHO
(aTanbpHBIM 3a00JIeBaHUEM CEP/Illa, WM MATOJIOTHUS CePACUHO-COCYTUCTON CUCTEMBI ObLlIa BHISIBJICHA HA
AyTOTICHH ¥ MOTJIa OBITh PUYHHON CMEPTH, HITH €CITH OUEBUTHBIC SKCTPAKAPAHATLHBIC IIPUIHHBI CMEPTH
10 JaHHBIM AayTOTICUU HE BBISBIIEHBI, M HAPYIICHHE PUTMA CIY>KUT HanbOojee BEPOSTHOW MPUIMHOU
cmeprti [1].

Junarannonnas kapaumomuonatus (JAKMII) — 570 reHeTudeckoe WIM TPHOOpPETEHHOE
3a00JieBaHNe MHOKapJa, XapaKTepU3yIOIIeecss IWIaTaleld M CHUCTOIMYECKOW NUCHYHKIHEH JIEBOTO
KeJy04Ka (UM 000UX JKETyIOUKOB), HE SBIISIOLIEECS CIIEACTBUEM UIIEMUYECKON O0JIE3HU cepAla Uilu
COCTOSTHUH, MPUBOJAIINX K MEPErpy3Ke AaBICHUEM WU 00HEMOM.

Mepunapransnas kapauomuonatust (IIKMII) — sto ¢opma JIKMII, koTopast mposiBiseTcst
MIpU3HAKaMU CEpJICYHOM HEJOCTATOUHOCTH B TEUEHUE MOCIIEIHEr0 MecsIa OEpEMEHHOCTH WIIM B TEUEHUE
5 MecsIIeB MOCE POIOB.

IlaTtTepH »3KcnpeccuM TeHa — MPEICKa3yeMO MOBTOPSIOIIMICS Tpolecc, B KOTOPOM
HaciencTBeHHass uHdopmanus ot reHa (mociemoBaTenbHOCTH HykieoTunoB JIHK) mpeoOpasyercs B

¢byskuroHansHbIN poaykT — PHK nmm Genoxk.



YpoBenb nocroBepHocTH J0ka3zatedbcTB (YJI) — creneHb YBEpEHHOCTH B TOM, 4YTO
HaWACHHBIH J(PQPEeKT OT NPUMEHEHUS MEIUIUHCKOTO BMEIIATEIbCTBA  SBISETCS UCTHHHBIM
(moKa3aHHOCTD TOJIB3BI).

YpoBensb yoeaureabHocTH pekomMenaanmnid (YYP) — crenenb yBepeHHOCTH B JOCTOBEPHOCTHU
a¢dekTa BMEIaTeabCTBA U B TOM, YTO CJICIOBAaHHE PEKOMEHIAIUSAM IMPUHECET OOJIBIIE IMOJIb3bI, YeEM

Bpe/ia B KOHKPETHOW CUTYaIMH (HACTOSTEIBHOCTh PUMEHEHUS).

1. Kparkasi undopmanus mo 3a00/1eBAHUI0 UJIM COCTOSIHUIO (TPyIIe 3a001eBaHU i
WJIM COCTOSTHUM)

1.1 Onpenenenne 3a60eBaHNs WM COCTOSTHUS (TPYINBI 32001eBAHNIA, COCTOSTHHUI)

(IUJIATAHOHHON KApIUOMHUOIIATHH)

Hunatanmonnas kapauomuonarus (AKMII) — »3To reHermyeckoe WM NpUOOpPETEHHOE
3a00JeBaHNE MHOKapJa, XapaKTepU3YyIOIIeecss IWiIaTaled M CHUCTOIMYECKONW NUCHYHKIMEH JIEBOTO
Kenmyaouka (WM 000uX JKeITyJOUYKOB), HE SIBJISIOIIEECS CJIEICTBUEM HIIEMHUYECKOM OOJe3Hu cepaua
(MUBC) wimm cocrosiHMM, NPUBOAALIMX K IEperpy3ke JaBlI€HHEM WIM 00beMOM (apTepuanbHas
runeprensus (Al'), mopoku cepana).

BricTpast ¥ TOYHAs AMAarHOCTHKA MpUYUH aunatanud ¥ qucynkuuu JOK upesBpryaiiHo BaxHa,
MTOCKOJIbKY TOAXO/bI K BEACHUIO OOJBHBIX CYIIECTBEHHO Pa3IMYarOTCsl B 3aBUCUMOCTU OT ATHOJIOTHH
3a00JIeBaHUSI.

1.2 DTHOJ0rMs U NATOreHe3 3200J1eBAHNA NJIN COCTOSHUS (rpyinbl 32001€eBaAHMI,

cOCTOSAHMN) (INJIATAMOHHON KAPIUOMHUOIATHM )

I'eneTHyeckune NPUYHHBI. CoBpemMeHHEBIE TEXHOJIOTHH CEKBEHUPOBAHUS
ne3okcupuOonykienHoBoi kucinotel (JAHK) mo3Bommiam uneHTHUIMpOBaTH OONBIIOE KOJIHMYECTBO
TCHOB, MyTallMl B KOTOPBIX accouuupoBanbl ¢ pazsutueM [KMII [2-4]. B 20-40% cnyuaes JIKMII
MMEeT CEMEWHBIN XapaKkTep H HaCleAyeTCs MPEUMYIIIECTBEHHO M0 ayTOCOMHO-IOMHHAHTHOMY THITY, T.€.
abCcoII0THOE OOJIBLIIMHCTBO M€HETUYECKU JETEPMUHUPOBAHHBIX CITy4aeB OTHOCUTCS K CHOPAJIUYECKHUM.
Haubonee xopomio reHeTHUECKHWEe NPUYMHBI HPOCIEKHUBAIOTCA TpU ceMelHbIx (opmax JIKMII,
OTIpeIeNIIEMBIX KaK ee pa3BUTHE y OoJiee YeM OJIHOTO YJIeHa CEMbHU IIEPBO HITH BTOPO CTETIEHH POACTBA
[5, 6]. Cpenu renerudeckux (akropoB, accormupoBanHbix ¢ JIKMII, Hamboiee 4acTo BCTPEUYAIOTCS
yKopauuBarorue myTaiuu reia T TN (THTHHA), KOTOpbIe BRIABISIOTCSA B 25% citydaeB cemeliHbIX 1 18%
ciydaeB criopaaudeckux ¢hopm [5] (Ilpuroscenue B1).

[IporHocTHYeckoe 3Ha4YeHUE OCCCUMIITOMHOTO HOCHTEILCTBA MyTallMid He u3ydeHo [7], a
CIOCOOBI BO3/EHCTBUS Ha HUX (TeHHas Tepamus) He pa3paboranbl [8]. Takke HeTOCTATOUHO M3YyYeH
BKJIaJI TCHETHUECKUX OCOOCHHOCTEH MpH coueTannu ¢ (pakTopamu BHeUTHEH cpenl B pazputue JJKMII,

XOTd OIIPEACIICHHBIC B3aAUMOCBA3U MCIKAY HUMU OIIMCAHBI. HaHpHMep, HU3BCCTHO, YTO POJIb AJIKOT'OJIA B
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dopmupoBanun JIKMII HeoauHakoBa [Uisi MAIMEHTOB ¢ pa3nuuHoi renetukoi [9]. [Ipu HEeKOTOpPHIX
(dhopMax KapAHMOMHUOTIATHH, KOTOPHIC PAHEE CYUTAINCH HCKITFOUNTEIIFHO BTOPHYHBIMH 110 OTHOIICHHUIO K
BHELITHUM BO3JIEHCTBUSAM (JIKOT0J1b, IPOTUBOOITYXO0JIEBBIE MPENapaThl U Ip) yKe JOKa3aHa KIMHUYECKas
3HAYMMOCTh HOCHUTEIICTBA PEJKHX BapUAHTOB TeHeThueckux jeuanuii (B reHax tutuHa (TTN),
necmorutakuHa (DSP), dunamuna (FLNC) u BCL2-accouuupoBannoro aranorena 3 (BAG3)) [2].

Bocnanenmne. [ToBpexaeHne MHOKap/Ia, BEI3BAHHOE TCHETHYSCKUMU TIPUIMHAMHY WJIH BHCITHUMU
(dakTopaMu, 3amyckaeT MEXaHH3Mbl BOCIHAJCHHS M TMPUBIEKAET HWMMYHOKOMIIETEHTHBIE KIJIETKU B
muokapa. Hambosiee vacteiMu mpuunHamu (moct-) BocmanuteabHoi JIKMII sBisitorcs nHbeKun u
ayTOMMMYHHEBIC 3a00eBanusi. B OuoncuitHoM U ayTorcuiiHoOM matepuaie namueHToB ¢ JJIKMII gacro
OoOHapy»XUBAeTCsl BOCHAJIUTENIbHAS KJIETOYHAs WHOWIbTpALus, a TaKXKe OIpelesieTcsl MaTTepH
IKCIPECCHH T'CHOB, CBHUJCTEIbCTBYIONIMIA 00 akThuBalMu HMMYHHBIX Kietok [10]. B mpomecce
PEMOICTUPOBAHKUS MHOKapJa Y4YacTBYIOT TydyHble KiIeTku, Makpodarm (M2 — anbTepHATHBHO
aKTHBUPOBAHHBIC MAaKpo(aru U MUEIOUIHBIC CyNpeccopHbie KieTkn), T-xennepsl (TH2 u TH17). [Ipu
HAJIMYMW ayTOMMMYHHBIX MEXaHH3MOB 3a00JIeBaHUS 3aJICWCTBOBAHBI B-1HMQOINTEI, Mpou3BOASIINE
ayToOaHTHUTENa, KOTOpble B JAalbHEiIIeM (GOPMUPYIOT HMMMYHHBIE KOMIUIEKCHI C COOCTBEHHBIMU
AQHTUT€HAMU M KOMIIOHEHTaMH KoMIUieMeHTa. VIMMyHHbBIE KJIETKH BBICBOOOXKIAIOT IIUTOKHUHBI, CPEAH
KOTOpbIX TpaHchopmupytommii hakrop pocra Bl (TGFB1), unrepneiikunst (1L-4, IL-1B, IL-17A, 1L-33),
(hakTOp HEKpo3a OIMyXOJIH, BHI3BIBAIOIINE OTJIOKEHHE KoJIareHa, Gpuopo3 U peMoieTMpoBaHUE cepAlla
[11,12].

HNudexuuu. Ilokazano, uro npumepno B 30% cnyuaeB pasputue JIKMII acconumpoBano ¢
nocaencTeusiMu MHMeknuonnoro mnporecca [10]. HauGonee mpodHas B3aMMOCBS3b MPOCICIKUBACTCS
Mexny JJKMIT u saTepoBupycHoii uHdeknuei (Bxmouas Kokcaku Bupyc A u B). Y nanmentos ¢ JIKMIT
4acTo 0OHAPYKHUBAIOT aJIeHO-, repriec- U mapBoBupycsl [13]. UaeHTndukaus BUPyCHOTO TeHOMA MPH
OHMOTCMU MHUOKapJa acCOLMUpOBaHa ¢ Oomblieil ckopocThio mporpeccuu JKMII u HeGraronpusTHeIM
IIPOrHO30M.

AyTOUMMYHHBIe 3a0ojieBaHusl. Takue ayTOMMMyHHBIE 3a00JeBaHMs, KaK pPEBMATOWTHBIN
apTPUT, CUCTEMHAsl KpacHas BOJYaHKA, CUCTEMHAs CKJICPOJCPMHS, SBISIOTCS PEIKUMH TPHIUHAMH
JKMII, obycnaBmuBas 5-10% ciyuaes [14]. Tlpu 3TOM aHTHKapaualbHBIE ayTOAHTHUTEIA MOTYT
BEIBIATHCS Y 60% marmentoB ¢ JJIKMII u ux poCTBEHHUKOB M MOTYT OBITh HEITOCPEICTBEHHO CBSI3aHbI
¢ mucyHKIMEH MUOIIMTOB U POrHO30M 3a0oieBanus [15].

Bo3zaeiicTBHe XUMHYECKHX AreHTOB M TOKCHHOB. Anxocons. OnHOM U3 Hanboliee 3HAYMMBIX
npuund JIKMII B Mupe sSBsIeTCS] XpOHUYECKAs! AIKOTOJbHAss MHTOKCHKAIHs (6,9% citydaeB, y My>K4IHH -
8,9%, y sxenmmun — 2,9%) [16, 17]. AnkoronbHast kapauomuomnartusi (KMIT) pa3BuBaercs yaiiie y My>KIiH
30-55 ser, AUTENBEHO YHOTPEOISIOMUX amKoroib. OCTpoe M XPOHUYECKOE YHMOTPEOJICHUE aTKOTOJIS

MOBPEIKAACT TAXKCEIBIC LOCIMM MHO3MHA KW CHHXKACT COKpAaTHUMOCTb MHOKapaa B ILCJIOM, a TaKXKCE
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CIIOCOOCTBYET BOCHIAIUTENbHON MHpUIbTpanuu Muokapna [18]. Aueranbpnerua, merabomuT 3TaHOINA,
HapyIIaeT KJICTOYHBIH METa0OoJM3M Kaiblus, MarHus U ¢ochopa, MOBpEkKAas MUTOXOHAPHAIBEHOE
neixanne [19]. Jlokasana reHeTwyeckas MPeapacloOXEHHOCTh K ankorosbHoi KMII (BapuaHThI
yceuenus reHa T TN (tutuna)) [2].

JlnuTenbHOe MPUMEHEHHE KOKAUHA TAaKkKe MOXeT NMpUBOIUTh K pa3BuTio JJKMII u daranbHbIx
aputmuii [20]. V 4-9% mnorpebuteneil KoKanHa, MMEIOIIUX KapHajlbHbICe CHMITOMBI, BBISBIISCTCS
camxkenue Qynkmuu Jsieoro kenygouka (JDK). Dto MoxkeT OBbITh OOBSCHEHO MOBBIIICHHBIM
BBICBOOOXK/IEHMEM KaTE€XOJIaMUHOB, OOJaJaONIMX NPSAMBIM TOKCHYECKHM JI€HCTBHEM B OTHOILIEHHH
KapIMOMHOIIMTOB, X HEKPO30M, TIOBPEXKICHUEM MUTOXOHpHii [21, 22].

JlokazaHa poiib Memampemamuna u anarocuunsvix emy seujecmes B pazsutun JJKMII, ocobenno
cpeau mapentoB mMonoxke 45 net [23]. Y norpeburencit metamderamuna puck passutus JJKMII B 4
pasa BBbILIE 110 CPAaBHEHUIO C TEMH, KTO ero He npuHumaert. [laronornuyeckue 3¢ ¢dextsl MeTamperaMuHa
OIOCPEIYIOTCS Yepe3 aKTUBALMIO CUMITATUYECKON HEPBHOM crcTeMbl [24].

Jlpyrue CcTHUMYJISTOpbI, Hampumep, 3kcrasu (3,4-metmineHauokcu-N-mMeTrunamMmdeTaMud  Hin
M/IMA), coau U1 BaHH, cojepKalire CUHTETHUUYECKHE KaTUHOHBI C
am(peTaMIHOBBIMHU/KOKaUHOTIOJJOOHBIMU CBOWCTBaMH, TaKue KaK MedenpoH,
METHJICHIMOKCHITUPOBAIEPOH, COJAEPXKAIIUI KAaTHHOH, OKa3bIBAIOT KapIMOTOKCHYECKOE JEHCTBHE H
criocoOcTByIOT pa3sutuio KMII, Hapymennii putMa cep/ia, BHe3anHo# cepaeunoi cmeptu (BCC) [25].

Omnwmcanbl pa3HOOOpa3Hble (POPMBI KapAHaIbHOHN MAaTOJOTHH Ha (OHE MpHEMa aHAOOIUYECKUX
cmepoudos, B ToM uucie pazsutue JIKMII ¢ cucronmaeckoit nucyHkimeinr Muokapaa (Kak oopaTuMoi,
TaK ¥ HEOOpaTUMOM TIPU MPEKPAIICHUH MIpHeMa MPEenapaToB), MOBHIIICHUE PUCKA OMACHBIX IS KU3HU
aputmuii [26, 27]. KapAMoTOKCHYHOCTH aHA0OIMUYECKUX CTEPOHIOB TOBBIIIACTCS MPH UCTIOIB30BAHUH X
B BBICOKHX /033X, B T€UCHHE JIUTEIHHOTO IEPHOJa BPEMEHU WM TPU HATMYUU JPYTUX (HakTopoB,
YCUJIMBAIOIIUX TOBpexaaomuii 3 ekt aHaboINYecKuX CTEPOUIOB, B MEPBYIO OYEPEIb, MHTEHCUBHBIX
¢dusnueckux Harpy3ok [28, 29].

IIporuBoonyxoJseBbie npenaparbl. Pazgutue JIKMII cnexyer oxupars npu Ha3HAYECHUH, B
MEpBYI0 OYepedb, NpenapaToB W3 TPYNIbl aHTPAUUKIMHOB ¥  POJCTBEHHBIX COEIWHEHHH
(moKCOpyOMIUH**, SmHpyOHIMH**, nmayHOpyOMIMH**) u wmHrHOuTopoB HER2 (pemenropa 2
aMuAepMaIbHOro (hakTopa pocTa yenmoBeka) (TpacTy3ymad**, mepry3ymad**), pexe — HHTHOMTOPOB
MPOTEACOMBI, ATKWIHPYIOUINX CPEICTB, AHTHMETA0OJMTOB, MPOTHBOOITYXOJIEBBIX NpPENapaToB M
ummyHomoayssatopoB [30-32]. MexaHu3MbI KapAHOTOKCHYECKOTO BO3ACHCTBHSI MPOTHBOOIYXOJIEBBIX
MpernapaToB pPa3lIU4YHbl, AHTPAIMKIMHBI W POJCTBEHHBICE COCAMHEHHS BBI3BIBAIOT HEOOpaTHUMOE
MOpakeHWEe MHOKapJa B OTIMYME OT TMOTEHIMAJbHO OOpaTUMBIX HEXKENIATeNbHBIX pEeaKUui,

Pa3BHBAIOLIMXCS B OTBET HAa MPUMEHEHHE TpacTy3yMaba** [33-38].
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IMaTorene3 IKMII: o0uiue acneKkThl

Hunatamus JDK cBs3aHa ¢ MEPBUYHBIM MMOBPESKICHUEM KapIAOMHOIMTOB M 3aMECTUTEITBHBIM
¢budposzom [10, 16]. JInmararust IPUBOIUT K CHHIKEHHUIO yIAPHOTO M MHHYTHOTO 0OBEMOB, HAPYIIIEHUIO
JUACTOJIMYECKOTO HAIOJIHEHUS JKEITYJOYKOB, YBEIUYCHUIO KOHEYHOTO IUACTOIMYECKOrO JIaBICHUS.
KomMrieHcaTOpHO YBETUYHBACTCS CUCTEMHOE COCYIUCTOE CONMPOTHUBIICHHE, BEHO3HOE JaBICHHE U 00BEM
IUPKYJIUPYIOMIEH KPOBH, CHUKACTCS TIOJIATIIMBOCTEL apTepuii. TakuM 00pa3oM, yBeIHMUHUBACTCS Mpe- U
noctHarpy3ka Ha JDK, a Hapy1ieHre cucTonn4eckoi GyHKIIMH MOKET COMPOBOKIATHCS JUACTOIMYECKOM
TUCHYHKITUCH.

Mupokuit cnekrp npuunH JKMII, 00bYHO MeIeHHAass TPOTPEcCHs OT TOBPEKACHUS
KapJHOMHOILIMTOB 10 KIMHUYECKUX MPOsIBICHUH cepaeuHor Hemoctarounoctu (CH) cymectBeHHO
3aTPyIHSIOT PaHHEe BO3ICHCTBIE HA MEXaHU3MbI Pa3BUTHS 3a00seBanus [5, 16].

1.3 DnuaeMuo0rus 3a001eBaHUs WM COCTOSIHUS (TPYNIIbLI 3200/1€BAHUIl, COCTOSTHMIA)

KMII

JKMII -~ mnambonee dYacTo BCTpEUAONIasCs KapauoMmMuomnaTus. PacrnpocTpaHeHHOCTb,
3aboneBaeMocTh U cMepTHOCTH OT JIKMII 4eTko He ycTaHOBJICHBI, UMEIOIIUECS JaHHBIC CYIICCTBEHHO
pa3In4yarTCs B 3aBUCUMOCTH OT METOJOJIOTHUH ucclienaoBaHus. 3adoneBaemocts JIKMII oneHuBaetcs
pa3HBIMH aBTOpaMu Kak 5-7,5 ciydaeB Ha 100 Thicsia HaceneHus B roJ1, pacnpoctpaneHHocTs — 13,1-36,5
Ha 100 teicstu Hacenenus [39, 40].

O cmeprHoctu ot JAKMII MoXHO cynuTh mo pesynbrataM psaa HaOmoaeHudd. Ilo naHHBIM
uccnenosanus Global Burden of Disease, 8 2017 roay B MHpe yMepPJIO OT alIKOTOJILHON Kap AMOMHOIATHH
88,9 (80,9-96,3) Thicsy, oT npyrux kapauomuomnatuii — 233,2 (213,7-248,3) Thicsu deOBEK, a
CTaH/IapTU30BaHHAs M0 BO3pAacTy CMEPTHOCTh cocTaBmia coorBercTBenHo 1,1 (1,0-1,2) u 3,1 (2,8-3,3)
ciy4aeB Ha 100 Teicstu Hacenenus [39].

JKMII moxer ObITh JHArHOCTHPOBAaHA B JIFOOOM BO3pacTe, y MYXUYWH BCTpedaercs B 2-5 pa3
yaie, 4eM y xeHumH [41].

Bo Bcem mupe JIKMII sBisieTcst TpeTheli Hanbomee 9acToi MPUUNHON XPOHHUYECKOH CepIeTHON

Henocrarounoctu (XCH) u nepBo#t npuyrHOM TpaHCIUTaHTAIUK cepana [2, 42].

1.4 Oco0eHHOCTH KOAUPOBAHUSA 32001eBAHUA WJIN COCTOAHNSA (rPynnbl 3200J1€BAHUNA I

cocrosinmii (JIKMIT) mo MekIyHAPOAHOI CTATHCTHYECKOH KIaccupukanum 6oJie3Heli U Npoodaem,

CBA3AHHBIX CO 310POBHEM

142.0 — nunatanoHHast KapAMOMHOTIATHS (3aCTOWHAS KapIMOMUOTIATH );
142.6 — ankoronbHast KapIUOMHOTIATHS;
142.7 — xapauomuonaTusi, 0OyCIOBICGHHAsS BO3JCHCTBHUEM JICKAPCTBEHHBIX CPEICTB U JPYTHX

BHEIIHUX (DaKTOPOB;
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142.8 — npyrue kapAMOMHUONATUY;

142.9 — xapauoMuonaTis HEyTOYHEHHAS,

143.0 — kapauomuomaTusi NpU  HMHPEKIMOHHBIX W MApa3WTapHBIX  OOJE3HSIX,
KJIacCU(UIIMPOBAHHBIX B APYTUX PyOpUKaX;

143.1 — xapuoMuonaTus Mpu METaOOINIECKUX HAPYLICHUSX;

143.2 — xapImoMuOTIaTHs TIPH PACCTPONCTBAX IMUTAHHS,

143.8 — kapimomMuonaTHs IPH IPYTrUx OOJIE3HIX, KIACCU(DHUIIMPOBAHHBIX B APYTHX PyOpUKaXx;

B MKb-10 kox 142.0 omuchkiBaeTcsi Kak «JlunaTanoHHas KapJuoMHUONaTHs (3acTOHHas
KapauomMuonartus)». B G0JbIIMHCTBE ClydaeB, HE 3aBUCUMO OT HAJTMYHUS M BEIPQXKEHHOCTH KIIMHHUYECKUX
CHUMIITOMOB, I KOJUpoBaHus 0CHOBHOro nuarHo3a JIKMII cnenyer nuenonbs3oBars 31oT Koa. Ecinu npu
o0cieloBaHUM NPUYMHBl HE BBISBJICHBI, T'€HETHYECKas MPEIpacloNokKEHHOCTh HE MOJATBEPKICHA,
BO3MOJKHO ynoTpebiaeHue Tepmuna «uauonatuueckas JJKMII» (Taxxke ¢ kogom 142.0).

Kox 142.9 (xapauomMuonaTisi HEYTOUHEHHAsI) MOXKET OBITh MCIIOJIB30BaH MPU HEBO3MOXKHOCTH
obcnenoBanus st yrouHeHus atuojorun [JKMIL.

090.3 - KapauomuonaTus B OCIEPOIOBOM IEPUOJIE.

1.5 Knaccudukanus 3a60/1eBaHUA HJIH COCTOAHUSA (TPYINbI 3200/1eBAHUI, COCTOSIHMIA)

KMII

Ortuonornyeckas knaccuduxanus JJKMII 3aTpyaHeHa, TOCKOIbKY TOUHOE YCTaHOBJIEHUE CBSI3HU C
MIPUYMHHBIM (PAKTOPOM HE BCET/1a BOZMOXKHO, TeHETHYECKOe 00cieJ0BaHNE HE BCETIa IOCTYITHO, a POJIb
TeHeTUYECKUX (DaKTOPOB HE BCErJa OYeBHIHA. TeM HEe MEHEee, MOKHO BBIACIUTH JIOBOJILHO OOLITUPHBII
cnucok npuumH, BbibBatonmx JKMII [43, 44] ([Ipunoocenue FI). Knaccuduxanus JAKMIT u
konupoBanue auarnosa no MKB10 npeacrasnena B Ilpunoocenuu b2.

Okcneptel ESC cuntaroT, uro okoHUaTeNbHBIN quarno3 JJKMII nomkeH BKIIFOYATh THIATEILHOES
U TIOCNe[OBaTeIbHOE OMHCAHME KaK ATHOJOTHH, TaK U MOP(OJIOTHYEecKOro MU (PyHKIHOHAILHOTO
¢deHotuna 3adoneBanus [2].

IIpumeps! popMyTHPOBKHU KIMHUYecKOro auarnoda J{KMII:

JIKMII renernuecku oOycioBieHHas cemeitnas (aenenus C.21019A B 72-m sk30He reHa TTN).
XCH ¢ nuzkoii ®B (XCHu®B), 2 cragus, |l dpyuxkumnonansHsri kinace (PK).

IlepunapranbHas kapauomuonaTtus. Yacrtas HamkenyqoukoBas skcrpacucronus. XCH ¢
ymepenHo camkenHoit @B (XCHyu®B), 1 cranus, |1 OK.

AHTpanuKIuH-uHayIupoBanHas kapauomuonatus. XCHu®B, 1 cragus, 111 OK.

1.6 KiinHn4yeckas KapTHHA 3200/ 1€eBAHNA WJIH COCTOSHUSA (rpvinbl 32001eBaHMI,

cocrossuuii) (IKMII)
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JKMII xapakTtepusyercsi TeTEpOr€HHbIMM KIMHUYECKMMH IposBIeHUAMU. Bo3moxHa
OeccuMITOMHAsE AUCHYHKIHS JIeBoro xeynouka (JIXK) [45].

B ximHMuYeckoil kapTUHE NPEBAIUPYIOT CHUMITOMBI (OABIINIKA, OPTONHOE, MapOKCHU3MaslbHas
HOYHAs OJbIIIKA, CHKEHHUE TOJEPAHTHOCTH K (PU3MYECKUM Harpy3Kam, MOBBIIIEHHAs YTOMIISIEMOCTb,
OTEKU TOJICHEH U JIOJBDKEK) M OOBbEKTHBHBIC NMPHU3HAKU (HaOyXaHHE IIEHHBIX BEH, I'eNaTOIOTYJISPHBINA
peduItoKC, CMeIlIeHHe JICBOW TpPAHHIBI CEepAlla M BEPXYIIEYHOTO TOJYKA BIIEBO, «PUTM TaJloNay,
NAaTOJOTUYECKHE INYyMbl KJIANAHHON OTHOCHUTENIBHOM  HENOCTATOYHOCTH W Jp.) CEpIACYHOM
HE0CTaTOYHOCTH. Y HeKkoTopblx nanueHtoB ¢ JIKMII Bo3MOXHO pa3BuTHE 00JIEBOrO CHHIpOMa B
IPYJHOI KJIETKE, B TOM YHUCIIE 110 TUITY aHTUHO3HOTO [46, 47].

YacTo perucTpupyroTCsl paziIMuHbIe HapyIIEHUs puTMa u mpoBoamMoctu cepama. B 40-50%
Clly4aeB JUarHOCTUPYIOTCS JKeTyAouKoBble HapymeHus putMa cepaua (HPC): skerpacuctonus BBICOKMX
rpajanuid, mapoKcu3Mbl xkeaynoukoBod Taxukapanu (OKT) [47]. V 15-30% nauueHTOB BBIABISETCS
dubpwustms npencepauit (OI1) [47, 48]. [unatauus kamep cepilia U HApYLIICHUS CEPACYHOTO pUTMA
MPUBOAAT K PAa3BUTHIO TPOMOOAIMOOIMYecKux ocioxHeHnd y 1-6% Oompubix JKMII. Bo3moxHO
coyetanue cumntoMoB JIKMII ¢ cumnroMamu mopakeHus IpPyrHMX OPraHOB M CHUCTEM, BIUIOTH O
nonuopranHoro nopaxenus. Ciaydan BCC Berpeuatorcs, npubnusurensHo, y 12% nanuentos ¢ IKMIIT
[49].

VY GonpHBIX co cnemupuueckon dtronoruen JJKMII, knmuHUYecKass KapTHHA MOXET BKIIIOUYATh

CHUMIITOMBI OCHOBHOTO 3a00JIEBAHUS.

2. JInarHocTuKAa 3200J1eBAHUS WM COCTOSTHUSA (rpynnbl 3200J1eBAHUNA WJIH

cocrossuuit) (JIKMII), MeanuMHCKHE NOKA3AHUS M NPOTHBOMOKA3ZAHUS K

NIPUMEHCHHUIO METOA0B JTHATHOCTUKH

Kpurepun nuarnocruxu JKMII

Huarno3z JIKMII ycranaBnuBaeTcs Ha OCHOBAaHMHU CIEAYIOIIUX CTPYKTYPHO-(PYHKIIHMOHAIBHBIX
W3MEHEHUH cepAla, He OOYyCIIOBIEHHBIX HIIEMUEH MMOKapAa, MOpOKaMH Cepjia, apTepuanbHON
TUIEPTEH3UEH:

1. JUJIaTalus JIEBOTO MIIM 000UX JKETyA0UYKOB cepAla (MHAEKC KOHEYHOTO THaCTOINYECKOTO

o6bema (MKJIO) JIXK >75 mu/m? y MYX4YUH U >62 MIT/M? y xennmH) [2, 50, 51];

2. 3HaunTenbHoe (<40%) uim ymepentnoe (41-49%) camxenue ¢ppakuuu Beiopoca (OPB) JIK
[52].
Kpowme Toro, npu nuarsoctuke JJKMII Ba)XHO yUUTHIBaTh HATMYHE CIIETYIONINX KPUTEPHEB:
= CHUMIITOMOB /1y npu3HakoB XCH;
. muddysnoit runmoknuesnn JIK;
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. otHocutenbHOW TOmmmHBl cTeHok (OTC) JDK wmenee 0,30 (3a wmckiroueHueM
JIVJIATAlMOHHOM cTaauu 3a00JieBaHUil ¢ WCXOMHO THIepTpodudeckuM MophoPyHKIMOHATEHBIM
(dheHoTumnOM cepaua);

= BepU(UIUPOBAHHON NpuUYMHBI aunaranuu, xapakrtepHoi st JKMII (renetnueckuii
nedeKT, TOKCHICCKUH, YHIOKPUHHBINA, META0OTUIECKIM, AIMMEHTAPHBIN, UMMYHHBIH, 8y TOUMMYHHBIH,
MOCTUH(MEKITMOHHBINA (PaKTOp, OEPEMEHHOCTD).

JAunarHocTuyeckue KpUTEPUHM JJIsl POACTBEHHUKOB nmanuenTon ¢ JJKMII

I. Y poncrBennukoB 6oabHOro JIKMII MoxeT onpeaensTbes HequIaTallMOHHAs KapAMOMHONATHS
nesoro xkenyaouka (HIAKJDK), koropas xapakTepusyeTcs HaJIMUYUEM JIE€BOXKEIYAOYKOBOM WM
OMBEHTPUKYJISIPHOM IN100ATBbHON CUCTONMYECKON qUuchyHKIMK 6e3 nunatauuu (onpeznensemoi kak @B
JIK <45%), ne 00bscHAEMOM TIeperpy3koii oobeMomM win AasienueM wim UBC [2, 51].

Il. IIpu orcyrctBun kputepues JKMII win HAKJDK y poncrBennukoB nauuentoB ¢ JIKMII,
BO3MOXXHO HCIIOJIb30BAaHUE CJEAYIOIIMX JUarHOCTMYECKUX KPUTEPUEB [UIsl OLEHKH BEPOSITHOCTU
nuarnosa JIKMII.

JIMarHOCTHYECKUE KPUTEPUH I POACTBEHHHKOB marientos ¢ JJIKMII [51]:

OcHoBHbIE:

1. HeoOmwsicaumoe camxkenne OB JIK B npenenax 46 - 50%.
2. HeobbscHuMas aunatanus aesoro xexynouka (MKJIO JIXK >75 ma/m? y myxaud u >62 mn/m? y
YKEHILMH) C COXPAaHEHHON CUCTOINYECKON (QyHKIHEH.
JlomoJiHUTEIbHBIE:
1. [Tonnas Onokana nmeBor HoXkH mydka ['mca (JIHIID) wnu atpuoBenTpukymsipHas (AB)

0s10Kaga 000N CTENEHH.

2. HeoObsicuumast xenymoukoBas aputmust (JKA) (>100 sxenymoukoBbix skcTpacucton (JKD)
B yac 3a 24 vaca wiu HeycroiumBas JKT (>3 kenya04KkoBBIX KOMIUIEKCOB MpH yactote >120 yaapos B
MHHYTY).

3. CermeHTapHble HApPYLICHUS JOKAIBHOW COKPATUMOCTH JIEBOTO KEITyJ04YKa B OTCYTCTBUE
HapyIICHHs BHYTPIKETYI0YKOBOM MPOBOIUMOCTH.

4, [Mo3muee xonTpactHoe ycwinenue (LGE) nemmemudeckodd mpupoabl NpU MarHUTHO-
pe3onancHoi Tomorpaduu (MPT) cepana.

5. [Tpu3HaKH HEMIIIEMUYECKIX aHOMAJIM MHOKap/ia (BOCIajIeHne, HeKpo3 1/ uiu (udpo3) mo
JTaHHBIM OMOTICUU MHOKapAa.

6. Hanuuue ChIBOPOTOUHBIX OpraHCHEHM(PHUUHBIX W CHEHUPUYHBIX K 3a00JEBaHUIO

KapJUaJIbHBIX ayTOAHTUTEII IO OAHOMY HJIN OoJiee TecTaM Ha ayTOaHTHUTCIIA.
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Beposithblii imarno3 IKMII y ponctBennuka namuenta ¢ JJKMIT MoxeT ObITh yCTaHOBJICH MPH
HaJUYUH:
1) 0THOrO OCHOBHOTO KPHTEPHS ILIFOC, 0 KpaifHeH Mepe, OIHOTO JOTOIHUTEIBHOTO KPUTEPHS;
2) OJTHOrO OCHOBHOTO KPUTEPHS ILTIOC BBISABICHUE IPUYMHHONW MyTaIuK y poactBenHuka ¢ JJKMII.
Juarno3 IKMII Bo3MoOsKeH B cilyyae, KOrja UMEKOT MECTO:
1) 1Ba TOMOIHUTEIBHBIX KPUTEPHS,
2) OJMH JOIOJHUTEIbHBIN KPUTEPHIl IUIFOC BBISBICHUE MPHUMHHON MyTaluu y poacTBeHHuKa ¢ JJIKMIT;
3) OIMH OCHOBHOW KpHTEpUi, HO 0€3 KaKuX-JIMOO JOTOJHUTEIBHBIX KPUTEPUEB U 0€3 TeHETUYECKUX

JaHHBIX YJICHOB CEMbU.

2.1 Kajno0bl 1 aHAMHE3

. Bcem manuentam ¢ mopospenuem Ha JIKMII pexomenmyetcst cOop aHamHe3a U kano0 mpu
MATOJIOTMHU Cep/Illa U MepUKap/a ¢ IeJbl0 YTOUYHeHUs auarnosa [2, 53].

EOK IC (YYP C, YA/ 5)

KommenTapuu: B nepsyro ouepedb HeoOX00UMO oyeHums KiuHuueckyio evipaxcennocms CH
[46]. Bcem nayuenmam ¢ nooospenuem na JJKMII pexomendyemcs coop cemeiinoco anamuesa, Komopwiil
oondicen  gkmovams ungopmayuio o Hamuwuu JJKMII, cayuaes BCC, cunkonanbHulx cOCMOSHULL,
umnaanmayuu snekmporapouocmumyasimopa (OKC), uncynivmos 6 monooom 6o3pacme, CUCTEMHbIX
3abonesanuil y poocmeennuxog [53]. Cemetinvlit xapakmep 3a601e8anus yCManasIu8aemcs NPu HAauYuu
Y 00HO20 UNU HECKOAbKUX POOCMBEHHUKO8 Nepeoll cmeneHnu poocmea ouaznocmuposannou JIKMII,
ApUMMO2eHHOU OUCNIA3UU NPABO2O HCETYOOUKA, Muooucmpouu JJrouwena uiu Opyeux MblUleyHbIX
oucmpouil, accoyuuposanuvix ¢ kapouomuonamueti [54]. Omcymemeue cemetinozo xapaxmepa JJKMIT
He UCKIouaem 2eHemuyeckyio npuuuny sabonesanus [2].

YV 6cex nayuenmos c nooospenuem na JIKMII pexomenoyemcs coop anamuesa no ynompeoieHuio
ANIKO20JISL U HAPKOMUYECKUX CPeOCm8, 8 MOM YUCLEe CeMEUH020 AHAMHe3d alK020IbHOU 3aeucumocmu (¢
VKQ3aHUeM no MAmepuHCKoU il OMyo8CKol TUHUSIM) Y poocmeeHnukos 1-2 cmenenu poocmea [54, 55].

Ipu nooospenuu na JJIKMII pexomerndyemcsi noopobHulil cOop hapmaronocuuecko2o, Obimosoco
U NpOU3BOOCMEEHHO20 AHAMHE3d C Yeablo YCMAHOGNEeHUs (akma NpUMEeHeHUs MOKCUUHBIX
JIeKAPCMBEHHBIX CPEOCME, HANUYUS MOKCULECKUX NPOU3B00CMBEEHHbIX epedHocmeti [56].

V 6cex nayuenmog ¢ nooospenuem na J{KMII pexomenoyemces coop ungphexyuoHno2o aHamuesa,

YMOUHeHUue HaTu4us MemadoIudeckKux un IHOOKpuHHbIX paccmpoiicms [53, 56-58].

2.2 DU3nKaJILHOE 00CIe10BAHNE

. BceM nanmentam ¢ nonospenueM Ha JIKMII pekomeHtyeTcst mpoBeIeHHE aHTPOTIOMETPUUYECKUX
WCCIIeIOBaHM, IEPKYCCUH, MANbIIAMKA U ayCKYJIbTAIlMH IPU MATOJIOTHH CEp/la U MepUKapaa C LeIbio

yTOYHEHUS TuarHosa [2, 46].
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EOKIC (YYPC, YI/15)

. KommenTapumn: Pexomendyemcs usmepenue pocma, MAccvl mend, OKPYICHOCMU MAul,
pacuem UHOeKCA MAccvl mend, nposeoexue mepmomempuu oowetl, npogeoeHue NepKyccuu u
aycKyiemayuu cepoya U JecKux, aycKyibmayuu MAacucmpaibHblX COCYO008 (COHHbIX, OeOpeHHuIX U
noYeyHvlX apmepuil, OPIOWHOU AOPMbL), USMEPEHUE YACMOMmMbl CepoyeOueHuUss, 4acmomvl ObIXAHUS,
naienayuu Nny1sca Ha JIY4e8blX apmepusx, OYeHKa Haauuus oeguyuma nyivca, usMepeHue
apmepuanvnozo oasnenus (A/]) na nepugpepuueckux apmepusx Ha npagoul u 1e8ou PyKax no mMemooy
Kopomxoea, nanvnayuu scusoma, onpedenenue paszmepos nedenu no Kypnosy, oyenxka HabyxaHus

WIEeTIHbIX 6EH U cenamoreyisipHoco pequoxca, onpe()eﬂenue Hajaudus omexKoe, U3MEHeHULl nuemenmayuu

kooicu [2, 46].

2.3 JlaGopaTopHbIe THATHOCTHYCCKHE HCCJIACTOBAHUS

. Bcem nanmenTtam ¢ npeanonaraembiM quarao3zom JJKMIT pekomenioBaHo npoBeeHrne 0011ero
(KTMHUYECKOT0) aHalin3a KPOBU Pa3BEPHYTOr0, o0MIero (KIMHMYECKOT0) aHaIn3a MOYH, aHAJIN3a KPOBU
OMOXMMUYECKOT0 OOIIETepaneBTHYCCKOro (MCCaeJ0BaHie YPOBHS HATPUS B KPOBH, YPOBHS Kaius B
KpOBH, YPOBHS Kallbliis B KpPOBH, YpPOBHsS (ochopa B KpOBH, YPOBHS TIIFOKO3bI B KPOBU, YpPOBHS
KpeaTHHHHA B KPOBU C PacYETOM CKOPOCTH KIyOOUKOBOH (hMIBTpalliu, ypOBHS 00IIero OummpyonHa B
KpOBH,  OMNpEJEeIeHUE  aKTUBHOCTH  allaHMHaMHHOTpaHchepa3bl B KPOBH,  aKTHUBHOCTH
acmapraTaMUHOTpaHcepasbl B KpOBH, AaKTUBHOCTH TramMMa-TIlOTaMIIITpaHcdepassl B KpOBH),
WCCIIeIOBAaHNE YPOBHS TPUTIHUIIEPUIOB B KPOBHU, YPOBHSI XOJIECTEPUHA B KPOBH, YPOBHS JTUIONIPOTEHHOB
B KPOBHU, YPOBHS THPEOTPOITHOTO TOPMOHA B KPOBU, YPOBHS (eppUTHHA B KPOBH M HCCIICIOBAHHE
HACBIIIEHUS TpaHC(hEPPUHA JKETE30M C IEIbI0 YTOUHEHHUS IUarH03a M ONpe/Ie/ICHUS TAKTHKHU BEACHHUS [2,
46].

EOK IC (YYPC, Y] 5)

" Bcem nmammentam ¢ JKMII pekomeHayeTcs  UCCAEIOBAHUE  YPOBHA  MO3TOBOIO
Hatpuilypetndeckoro mnentuna (BNP) wim N-tepMunHaspbHOro (parMeHTa HATPHHYpPETUYECKOTO
nponentuaa Mo3roBoro (NT-proBNP) B kpou ¢ nenbio auarsoctukud CH u koHTposIst 3pPeKTHBHOCTH
neueHwus [2, 46].

EOKIA (YYPC, YA/ 5)

. Bcem nanmentam ¢ npennonaraeMbiM auarno3om JIKMIT pekomenayeTcs: onpeneneHue
AKTUBHOCTH KpEaTHMHKWHA3bl B KPOBH, HCCJIEIOBAHUE YpPOBHS AaKTHBHOCTH H30(hepMEHTOB
KpeaTUHKWHA3HI B KPOBH, UCCIIeIOBaHUE YPOBHS TporoHUHOB |, T B kpoBH, ypoBHsI C-peakTUBHOTO Oelka
B CBIBOPOTKE KPOBH C II€JIbI0 YTOUHCHHS ArarHo3a [2, 56].

EOK IC (YYP C, YA/ 5)

KOMMEHTapI/IH: Tocmosanno nosviuiennwiii Ypo6€eHb Cbleopomquoﬁ KpeamuHKUHA3bl MOaHcem
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VKA3b16aMb HA MUONAMUU UTU HEPEBHO-MbIUUEYHble DACCMPONCMEA, 6KIIYAs OUCmpoguHonamuu
(nanpumep, molweunylo oucmpoguio bexkepa unu X-cyennennyro JKMII), namunonamuu,
OecMuHonamuu uiu, pexce, Muopuopuiispuyio muonamuio [2].

Omcymcmeue mapkepos BOCHANeHUsI He UCKIouaem OUudeHO3 MUOKapouma, a Haiuyue
3HAYUMENbHO NOBbLUEHH020 Ypo8HA C-peakmueno2o 0Oenkd, Yacmo CONpo8oICOaloujeco meveHue
DYIbMUHAHMHO20 MUOKAPOUma, ciedyem ou@@epeHyuposams ¢ yuemom HAIudus y nayueHma uHo2o
socnanumenvro2o npoyecca [59, 60].

. Bcem mammentaM ¢ auiaTaniOHHBIM (DEHOTHIIOM MPU TOJO3PEHMM HAa MHOKAPAWT
PEKOMEHAYETCS OIpE/eIeHUe COACpXKAaHUS AaHTUTEN K AHTUIeHaM MHOKapJa B KpPOBH C LEJIbBIO
muddepeHImanbHON IMarHOCTUKY U YTOUHSHHUS TalbHEHIIe TaKTUKY BeaeHus [59-61].

PKO I1aC (YYP B, Y/ 3)

. [ManiuenTam ¢ JgWIaTallMOHHBIM  (EHOTHIIOM W TOAO3PEHHUEM HA MHOKapAUT He
PEKOMEHAYETCSI MPOBOAUTh PYTHHHOE CEPOJIOTUYECKOE M MOJICKYJISIPHO-TEHETHYECKOE TECTUPOBAHUE
CBHIBOPOTKH KPOBHU Ha Hajnuue BupycHoi nadekiuu [60].

PKO I1IC (YYP C, VI 5)

2.4 HMHCTpYMEHTA/IbHBIE JHATHOCTHYECKHE UCCIICA0BAHNS

Pexomennanuu, chopmMrpoBaHHbIE B HACTOSIIIEM pa3/ielie, MPpeICTaBIeHbl IPEUMYIIIECTBEHHO Ha
OCHOBaHUHU JAHHBIX IO MPUMEHHUMOCTH HHCTPYMEHTAIbHBIX JAMATHOCTUYECKUX HCCIENOBaHUM MpH
JKMII, monmyuyeHHBIX B XOJ€ HEPAHAOMHU3MPOBAHHBIX HCCIEIOBAHUN, PEECTPOB, PETPOCIICKTHBHBIX
AQHAJIN30B, KJIMHUYECKHUX CIIy4aeB WIM MHEHUH 3KCHEpTOB. B CBsI3U ¢ 3TUM Hapsdy C MCIOIb30BaHUEM
CTaH/IApTHOM CXEMBbI KJIACCOB PEKOMEHAALMHA M YpPOBHEW JOKAa3aHHOCTH YKa3aHbl KaTEropus3aluu B
COOTBETCTBUM C YPOBHEM KOHCEHCYca (COTrjacHsi) 3KCIepTOB-aBTOPOB TEKYIIET0 JOKYMeHTa. B nanHom
paszene TMpeAcTaBlIeHbl TE3UCHI M3 KIWHUYECKHX pEKOMEHIanui «XpoHWUYEeCKas cepaecyHas
HepoctatouyHocTh. Kimandeckne pexkomenmarmu 2024y, ytBepkaeHHbIXx M3 PO, pexomeHpanmii
EBpomneiickoro obmectBa kapauosioros 2021 roga «Pexomengannn ESC mo muarHocTuke W JICYSHHUIO
OCTpPOH M XPOHHYECKOH CepACYHOM HEIOCTATOYHOCTH», pekomeHaaruii EBpomnelickoro oOmiecTsa
kapauosioroB 2023 rona «Pekomennaru ESC mo nmuarHoctrke W JeUeHUIO KapauoMuonatuin» [2, 46,
52].

NucrpymenTanbHas quarnoctuka npu AKMII

WuctpymenTanbHoe obOcnenoBanue mauueHToB ¢ JKMII Brmrouaer kak oOmme (s Bcex
OOJIBHBIX), TAK M TIEPCOHATM3UPOBAHHBIC (IS OTACTBHBIX (PCHOTUIIOB 3a00JIEBAHMUS) TUATHOCTUICCKHEC
meponpusitus. Ilockonbky nuarno3 JIKMII ycranaBmuBaeTcsi B OOJBIIMHCTBE CIy4aeB ITyTEM

HUCKIIIOYCHHUA APYTUX HO30JOI'MYCCKUX q)OpM, COITPOBOXKAAOIINXCS JuiaTanued MmojaocTen cepaua u
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paszButueM CH, CIeKTp MpUMEHSEMBbIX HHCTPYMEHTAIBHBIX TECTOB MPEICTABICH IIUPOKO OT PYTUHHBIX
710 BEICOKOTEXHOJIOTUYHBIX.

Ixokapauorpagus

n Oxokapauorpadus (OxoKI') pekomeHyeTcss BceM narueHTam ¢ nojo3perueM Ha JJKMIT
JUIs BepuUpUKauu quaruos3a u ycranonnenus ¢penoruna JJKMII (onieHka cTpyKTypbl U GYHKIIUH CEPILIA)
[2, 50, 51].

EOK IC (YYPC, Y4 5)

Kommenrtapuu: OxoKI sensiemcsi ocHosHbIM Memooom Ouacnocmuku/uckniowenus JIKMII.
Pexomenoosarno ucnonvsosanue credyrowux IxoKI kpumepues [50-52]:

- ygenuuenue noiocmu 1e6020 uau 0boux sncenyoouxos cepoya:. UKJ[O JDK>T5 ma/m? y myarcuun u
>62 ma/m? y dncenuyu;

- cruorcerue OB JDK <40% wunu @B JDK 41-49%;

- Hanuyue ougysnot cunokunesuu JIK;

- cnudcenue OTC JDK wmenee 0,30 (OTC JDK = (2*T3CJDK)/ K/P JDK) wunu
(TMOKII+T3CIDK)/KIAPIDK).

Ilo pesynomamam OxoKI' mocym 6vimv uckniouenvt opyeue eeposammuvie npuuunvt CH npu
Hamuuuu  ounamayuu nonocmei  cepoya (nocmuHapkmuulili  Kapouockiepos, HOpoKu cepoya),
8bIABNAIOMCS NPUCMEHOYUHbIe MPOMObL U OYEeHUBAeMCs PUCK pazsumus mpomboamoonuu. Ha ocmpulil
MUOKAPOUM MOACEM YKA3bl8AMb COYEmMaHue U30aupo8anHou Oulamayull 18020 Hceryo0ouKa u/unu e2o
CUCTNOAUYECKOU OUCHYHKYUU C YIMOTUEeHUEeM CIEeHOK MUOKApOd 3a cuem omeKd npu HedasHem debrome
sabonesanus [60].

. OxoKI' pekoMmeHayeTcs manueHTaM C YK€ yCTaHOBJIEHHBIM auarHo3zom JKMII s
OIICHKH JWHAMHKH CTPYKTYPHO-(QYHKIIMOHATBHBIX MapaMeTpPOB, COCTOSIHHS KJIAIaHHOTO armapaTa
cepana, pyaknun [DK, naBnenus B €royHoON apTepuu, a TaKkKe JJIsl BRISBICHUS JIHII, TTOIXOISITNX TS
XUPYpPrUYeCKON/MHBA3UBHOW KOPPEKIIMN KJIAMTAHHBIX HApYIICHWA WJIM TPAaHCIUIAHTAMK cepiia U B
OIpeIeIEHHBIX KIMHHYECKUX CUTyalusx [2, 46, 62].

EOK IC (YYPC, Y] 5)

Kommenrapun: Kranaunas nedocmamounocms, He acCCOYUUPOBAHHAA C 6PONCOEHHOU UNU
npuobpemenHol namosno2uell KIanaHos, pacyeHueaemcsi Kak OMHOCUMeNbHas ((QyHKYUOHANbHASA)
HedocmamouHocms U dnemenm namoeenesa JIKMII (cnedcmsue ounamayuu kamep cepoya u
annynosxmasuu) [62].

= OxoKI' pexomenayercs mnammentam ¢ JKMII npu mmaHupoBaHWUW/TPOBEICHUH
BMEIIATENIbCTB/JICUEHUS C TIOTEHIIUAIBHBIM KapIMOTOKCUYECKUM JEUCTBUEM IS OLICHKH CTPYKTYPHI U
byukimu cepana [63].

EOK IC (YYP C, YO/ 5)
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Kommenrtapuu: [layuenmam c JKMII nosmopnoe nposedenue OxoKI pexomendosano 6
CeOVIOWUX KIUHUYECKUX CUMYAYUAX:

— NpU YXyOueHUu/npoepeccupo8aruu cyobeKkmusHvlx U 00vekmugHovlx cumnmomos CH;

— nayueHmam, ROIY4aroWuUM ONMUMAIbHY0 00ae3Hb Moouduyupyrowyio mepanuto (BMT), nepeo
NPUHAMUEM DpeuleHUs O NPUMEHEeHUU UHMEPEEHYUOHHBIX Memo0o8 koppexkyuu (kiunuposanue MK,
pecunxponuzupyrowas mepanus, IKC, umnianmayus ycmpoticmea 0151 KapoOuomooyaupyrouer
mepanuu, UMRIAHMAYUsL Kapouosepmepa-0ehuopuiisamopa, mpaHcnianmayus cepoya);

- npu 11060M conymcmaywem uH@ekyuonHom/socnarumenviom npoyecce [63, 64];

- nepeo NAaHOBbLIMU HEKAPOUOXUPYPSULECKUMU BMEUUAMENbCMEAMU;

- 8 pAMKAX OUCNAHCEPHO20 HADIIOOEHUSL.

IxoKI Heobxooumo nposooums 6 ciyuae cmotiko2o yayyutenus cumnmomamuxu XCH na gone
mepanuu, a makice NPu HAIUYUU BHYMPUCEPOEYHO20 MPOMOO3a C Yelblo NOBMOPHOU cCmpamuguxayuu

pucka u coomeemcmesyroujeli Koppekyuu noKa3aHuul 0jisi HeKOMopbix U008 MePanuu.

Ouenxa cucmoauyecxkou hyuxyuu JOK npu JIKMII

= Jiia pacueta ®B JDK y mnanmentoB ¢ JIKMII pexomeHmyeTcss HCIOIB30BaTh
yIbTPa3BYKOBOM MeTO] TUCcKOB (MeTox Cumriicona) [64, 65].

EOK IC (YYPC, Y1/ 4)

. [Nanuenram, y KoTopbix KauecTBO OxoKI' oka3asoch HEyAOBIETBOPUTEIbHBIM
(Bm3yammzanusa <80% osunmokapna JDK), pekomennyercss mpoeaeHue OxoKI ¢ wucmonp3oBaHHEM
KOHTPACTHBIX CPEJICTB, YTO TIO3BOJISIET JIyUIlle OLCHUTh FPaHMIIbI SHI0Kapaa u 00bémbI JIXK [66, 67].

EOK IC (YYPC, Y1/ 4)

. C uenpio BBIABICHHMS DPAaHHUX (CyOKJIMHMUYECKUX) HM3MeHeHui cokparumoctu JDK y
naiueHToB ¢ nogospenueM Ha JIKMII pekomenayercs orieHka mokaszatens JedopManud MHOKapaa —
nponoibHOro cuctonudeckoro cxarus JIXK (global longitudinal strain, GLS), a Taxxke ckopocTu
CHCTOJIMYECKOTO JIBMKEHUS ocHOBaHMs JIK, n3MepsieMoii mpy TKaHEeBOM JIONTIEPOBCKOM HCCIISIOBAHUN
(tissue doppler imaging, TDI) [68, 69].

EOKIC (YYPC, Y11 4)

Kommenrtapuu: GLS JDK ompasicaem ycpeonénnyio cmenens cucmonuuecko2o ykopouenus JDK
no ONUHHOU OCU U Xapakmepusyemcs 00nbuiell 4y8CMEUmenbHOCMbI0 U 80CNPOU3EOOUMOCHIbIO NO
cpasnenuio ¢ @B JDK npu oyenke e2o cucmonuueckoui (hyHKyuu, He3a8UCUMO OM NPUYUH €€ CHUNCEHUs

(uwemuueckue, socnaiumenvhvle, Kapouockiepomuyeckue) [69, 70].

QOuenka ouacmoauuecxkou hyuxuuu JK npu JIKMIT

I[MIpu JAKMII npuszHaku CcUCTOTHMYECKOW TUCHYHKIMH B 3HAUUTEIBHOM YHCIE CIy4yaeB

aCCOIIMMPOBAHBI ¢ HApYLIEHUEM aAuacToianueckor ¢pynkuuu JOK.
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. Bcem mnamuentam ¢ mnomo3penueM Ha JKMII pexomenayercs OxoKI ¢ ouenkoit
muactonmueckod ¢ynakumu JDK ¢ menpio ompeneneHHus TSDKECTH CTPYKTYPHO-(YHKITMOHATHHBIX
HapYIIECHUH, OIIEHKH IPOTHO3a U BBIOOpA TaKTUKH JieueHus [71].

EOK IC (YYPC, Y4 5)

Kommenrapum: /Ipu oyenke ouacmoauueckou @yukyuu JDK credyem opuenmuposamvcsa Ha
coomuoutenue ckopocmeil Hanoanenus JDK 6 panuroro ouacmony u 6 cucmony npeocepouu (E/A), a
makdce Ha credyloujue OONOIHUMENbHble KPpUmepuu HOBbIUEHHO20 OaeieHus Hanoinenus JIK: 1)
COOMHOUWIEHUe CKOPOCMU PAHHe20 OUACmoIuyeckoeo Hanonuwenus JIK u ycpeOnénuoii cxopocmu
noovéma ocuosanus JDK 6 pannioro ouacmony (E/e’ >14); 2) unoexcuposannwiii o6vem 1e6020
npeocepous (MOJIIT) (>34 ma/m?); 3) maxcumanvuyio ckopocmuv TP (>2,8 m/c), ompaxcaiowyro cmenens

noevluienus oasnerus 6 JIA.

Ouenxa cmpykmypul u hyuxuuu 1K

ITpu AKMII crtpykrypa u ¢ynkuus IDK nHapymarorcs nepBuyHO (IIpU HENOCPEACTBEHHOM
nopaxkenun Muokapaa I1DK) u Bropuuno (mpu neperpyske JOK u GpopMupoBaHUM MOCTKAMMILISPHOM
JIETOYHOM TUTIEPTECH3HH).

= Bcem mammenram ¢ mompospenueM Ha JIKMII pexomenayercs OLiCHKAa CTPYKTYpbl M
¢byukmuu DK ¢ 11e1610 onpeaeieHus THKECTH CTPYKTYpHO-(DYHKIIHOHAIBHBIX HapyIIeHu# [72].

EOK IC (YYP C, YA/ 5)

Kommenrapum: [lpu oyenke u unmepnpemayuu pasmepos, CUCHOIUYECKOU U OUACTNONUYECKOU
@yuxyuu IDK cnedyem ucnonvzosams cmanoapmuwiii npomokon IxoKI .

HHuamemp [DK >42 mm y ochosanus u >35 mm Ha cpeOnem yposHe yKazvieaem HA OULAMAYUIO
IDK. Ipooonvuwiii paszmep ITIT >86 mm, nnowaows ITT >18 cm?, onuna ITIT >53 mm u ouamemp 111 >44
MM, UBMEPEHHBII 8 ANUKAIbHOU no3uyuu, ykaswvieaiom na yeeauvenue I111. Torwuna c60600H0U cmeHKU
IDK >5 mm - npusnax eunepmpodhuu IDK u mosicem ceudemenscmeogams o nepeepyske 1K oasnenuem.
Jluamemp HIIB >2,1 cm u cnadenue <50% npu 60oxe npeononazaem nogvluternoe oasienue 6 I111u IDK.

Cucmonuueckas @yuxyus IDK  oyenusaemcs no HeCKOIbKUM — napamempam: UHOEKC
npoussooumenvHocmu Mmuokapoa npaeozo wcenyoouxa (RIMP), cucmonuueckas skckypcusi konvya
mpexcmeopuamoeo kianana (TAPSE), ¢paxyuonnoe usmenenue niowaou IDK 6 0syxmeproil niockocmu
(FAC), @B IDK 6 osyxmepnou (2D) u mpexmepnoii (3D) niockocmu, ckopocmv cucmoauueckoco
OBUMNCEHUSI OCHOBAHUSL AMEPATIbHOU CMEOPKU mpexcmeopuamozo kianana (S’), usmepennas npu
MKAHe8OM OONNJIEPOBCKOM UCCIe008aHUU, NPOOOTIbHASL Odedopmayusi U CcKopocms Oepopmayuu
muoxapoa IDK.

Cropocms TP >2,8 m/c coomeemcmeyem noswvluenuto cucmoauueckoeo oasnenus 6 JIA >36 mm

pm. cm. [72].
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YUpecnumeBoanasa IxoKI'

. [Tarmentam ¢ JAKMII npoBenenune upecnumeBoguoid IxoKI' pekomenayercs mis
YTOYHEHHSI DJIEMEHTOB CTPYKTYPHOTO U (YHKIIMOHAJIBHOTO PEMOACTUPOBAHUS, HEJOCTOBEPHO
OIpeIeIIsIeMBIX MU TpaHcTopakaibHoi IXxoKI [64, 71].

PKO I1aC (YYP C, Y1 5)

. [Taruentam ¢ IKMII u ®@I1, koTOpbIM IJIAHUPYETCSI BOCCTAHOBJIEHUE CUHYCOBOI'O pUTMa,
pexkomeHayeTcs mpoBeaeHue dpecnuiieBogHoi OxoKI mist uckimroueHuss TpomOoO3a yIIKa JIEBOTO
npexacepaust [73].

EOK IC (YYP C, YA/ 5)

Kommenrtapuu: /[na pymunnou ouacnocmuxu J{KMII upecnuwesoonyro IxoKI ne ucnonvzyom;
00blyHO K Hell  npubeearom Ol YMOYHEHUs  CMPYKmypsl U QyHKyuu  cepoya,
UCKIIOYEHUSI/NOOMBEPHCOCHUSL CILONCHBIX BPOHCOCHHBIX U/UNU NPUOOPEMEHHBIX NOPOKO8 cepoya, npu
Nn0003peHUU Ha PpaAcCloeHUue aopmul, NAMOA02UI0 IHOOKAPOA U nepuKapod.

IxoKT ¢ pusnyeckoi/papmMako0ruuyecKoil Harpy3Koi

= [Tanmentam ¢ nopo3pennem Ha JIKMII mpm ymMepeHHOM WM HU3KOM NPENTECTOBOMN
BeposiTHocT MBC pekomenayercs DOXxoKI ¢ ¢wusmueckoit wim (papMakoIOrudecko Harpy3kou
(MperMyIIecTBEHHO — T00yTaMuHOM™*) 115t uckitouenus: UBC [74].

EOKIC (YYPC, YI/15)

duexrpoxkapauorpadpus (IKI')

= Bceem nanmentam ¢ JIKMII pekomeH1oBaHO BBIMOSHEHHE 12-KaHANbHON perucTpanuu
3JeKTpoKapaAnorpaMmel ¢ ouenkoit putma, UCC, unrepBanoB u ammntys siaemenToB DKI' ¢ nemnbio
JTUArHOCTUKY HApYIIEHWW PUTMA, MPOBOJMMOCTH W OICHKM IOKAa3aHUW K PECHHXPOHHU3UPYIOMICH
tepanuu win umiutantanua DKC [75].

EOKIC (YYPC, YI/15)

Kommenrtapun: OKI" ne noomeepocoaem u ne uckmouaem ouaernos J{KMII, oonako nozeonsiem
ymouHume accoyuuposannwvle ¢ JJKMII unu npucywue unvim 3a601e6aHUAM HAPYULeHU MOPGOI02UU U
npooomxcumenvrocmu QRS, Hanuuue cunoaypuxynspuoil, ampuogenmpukyiapHOU U Hery00UKOBbIX
onoxao, HPC, npusnaku eunepmpoghuu muokapoa, cucmonudeckol uiyu OUacmoaudeckol nepezpy3Ku
JHCeNy00uK08 cepoya, uwemuu muoxkapoa u op. [75].

XoJITepoBcKOe MOHMTOPUPOBAHUE CEPAEYHOT0 PUTMA

= [Nanmentam ¢ JIKMII pekoMeHayeTcsl BBINOJIHEHHE XOJITEPOBCKOIO MOHUTOPHUPOBAHHUSA
CEpJICIHOTO PUTMA C IIETIbI0 OlleHKH puTMa, YCC, mpexoasnmx HapyIIeHnH puTMa U/Wid IPpOBOIUMOCTH
cepana, 3pPpeKTUBHOCTH U O6€30IMaCHOCTH aHTHAPUTMHUYCCKOM Teparnuu [75, 76].

EOK I1aC (YYP C, YJIJI 5)
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Kommentapun: Xoamepogckoe MoHumopupoganue cepoeyHo2o pumma He noomeepicoaem u He
ucknrouaem ouaeno3 [JKMII, oonaxo noszsonsiem ymouHums Haiuyue HAPYWEHUN pumma cepoya u
NpPOBOOUMOCU, NPEXOOAWYIO UMUEMUIO MUOKAPOA, OUHAMUKY Hnpoyeccoe penonspuzayuu. Cymounoe
monumopuposanue IKI 6 Ounamuxe modicem 6vl8UMb HedceniamebHble SGNeHUs 8 X00e pumm-
ypeosicaiowel mepanuu U mepanuu cepoeuHbIMU 2AUKO3UOAMU, O0e8UAYUU MEXHUYECKO20 COCMOAHUI
OKC, annapamos ons nposedenus cepoeunoil pecunxponusupyiouwet mepanuu (CPT).

Harpy3ounbie DKI' — TecTbl

n Mammentam ¢ JJKMII pexoMeHIyIOTCS TECThI ¢ PU3NYECKol Wi (HapMaKOIOTUIECKOM
Harpy3ko# ans Bepudukauuu naMeHeHuit Ha OKI' ¢ 1enplo UCKIIIOUEHUs UIIEMUH MUOKapaa, CTpecc-
MHIyIUPYEMbIX HAPYIICHUN PUTMa CEp/Ia, ONPEICIICHHsI TOJICPAHTHOCTH K PU3HUIecKoi Harpy3ke [75].

EOK llaC (YYP C, Y 5)

MarnuTtHo-pe3oHancHast Tomorpagust (MPT) cepaua

= MPT cepaua ¢ KOHTpacTHMpoBaHMEM pekoMmeHayercss mnanueHtam c¢ JKMII npu
NIEPBOHAYAIBHOM OOCIIEZIOBAaHUM C IENIbI0 OLEHKH MOP(OJOTrHUECKUX ¢ (YHKIHOHAIHHBIX
XapaKTEPUCTHK CepAla U isi Tu(PepeHIInaTIbHON JMArHOCTUKY IPUYHMH KapauomuonaTuu [2, 77, 78].

EOK IB (YYP B, Y11 2)

Kommentapumn: MPT cepoya — 6bicOKOMOUHbIU MEMOO OYEHKU pa3mepos U 00bemMos Kamep
cepoya, CmMpyKmypvl u QyHKyuii Kianamnozo annapama. Bozmoowcnocmu MPT  cywecmeenno
PACUUpsIomest ¢ UCNOAb308anuemM Konmpacmuulx npenapamos. MPT muokapoa ¢ koumpacmupoganuem
no3eonsiem GulA8UMb Oehekmuvl nepphy3uu  UMeMUYecKo20 Xapakmepd, 30Hbl MUKPOCOCYOUCTOT
00CMpYKYUU, y4acmKu Hekpo3a u/uiu Guoposa, eocnaiumenvuvie usmenenus muoxapoa (JDK, TDK,
npedcepoutl), cmeneHsb GblPANCEHHOCMU QUOPOIHBIX USMEHEHUUl U CONYMCMBYIWe20 NO8PENCOeHUs
nepuxkapoa, nomozaem 6 @epupukayuu OuacHO3ad U YMOYHEHUU NPOSHO3A NAYUEHMO8 C
kapouomuonamusimu [79, 80].

Ilpu nooosperuu na Muokapoum ciedyem yuumsleams, Ymo CHeyuGUUHOCmMb Memood NO30He20
koumpacmuoeo ycunenuss (LGE) sumauumenvno eo3pacmaem y 6onbHbix ¢ akmuHulM - NO
eucmonozuveckum Kpumepusm muoxapoumom (84%) u cuuocaemcs 6 omcymemeuu Hekposa
Kapouomuoyumos. Jna OuacHOCMUKU B0CHANUMENbHbIX 3a0071e6aHUl MUOKAPOA OONOTHUMENbHO
ucnoavzyemes memoo panne2o konmpacmuozo ycunenus (early gadolinium enhancement, EGE) u memoo
T2 s3sewennvix uzoopasxcenuii (T2-weigted imaging, T2-WI), komopwiii nozeonsiem svisgums 301l OmeKa
mranu muoxapoa [59]. Bvicokas uyecmeumenviocmos MPT cepoya 6 0CHOBHOM XapakmepHa 0ist OCMpbiX
Gopm muoxapouma (85%), npu xponuueckux muoxapoumax ona cocmasisem auuio 63% [81].

Oepanuuenusamu 6 npumenenuu MPT saenaiomcea naruuue y nayuenma umnianmuposannvix MPT-
Heco8MeCmUMbIX YCMPOUCME, MEMALIUYeCKUX KOHCMPYKYUL/INEMEHMO8 Ha cOCy0ax 20108H020 MO32d,

memanna 6 21a3Huyax (abconromuvie NPOMUBONOKA3AHUA), A MaKdce pPAO  OMHOCUMETbHBIX
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NPOMUBONOKA3AHULL  (K1Aycmpogoodus, Hekomopvle Memaiiuyeckue UMHIAHMbL, cUnepmepmus,
HEBO3MOJNCHOCb  COXPAHAMb HENOOBUNCHOCMb 80 8peMs uccredosanus, maxuxkapous u DII).
Humpaxoponapuvle cmenmol, 601bWASL YACMb UCKYCCMBEHHbIX KIANAHO8 cepiyd, HeKomopwle 8Uuobl
UCKYCCMBEHHbIX 00umenel pumma He npenamcmayrom vinoanenuio MPT, oOnako moeym co3dasamu
apmepakmoi, 3ampyonsiiouue ee unmepnpemayuio [79, 80].

. MPT cepaua ¢ koHTpacTHpoBaHUEM peKkoMeHayercs manuentam ¢ JIKMII B tunamuke uist
MOHHUTOPHUHTA MPOrPECCUPOBaHUs 3a001eBanust [2].

EOK IlaC (YYP C, Y1 5)

Koponaporpagusa (KAI)

. KAI' pexomennoBana nauuentaM ¢ JAKMII ¢ nensto uckmouenuss MbC nipu BbICOKOM
npenrecroBoi Bepositnoctu UBC [2, 82].

EOK IA(YYPB, Y1 2)

KommenTapuu: KAI' gvinonnsemcs npu gvicoxou seposmuocmu UBC, u/unu nonosxcumenvHulx
pe3yibmamax cmpecc-mecma, d makice npu HAIUYUU HCelyOOUKOBbIX HAPYULeHULI CepOeyHO020 pumma
svicokux epadayuti. Pesynomamor KAI' npu nanpasienuu nayueHma 8 yewmp KOMNemeHyuu O00JHCHbl
ObImb npedcmasnensvl 8 oYuPPoOBaHHoM uoe st 0becnedeHUs 603MONCHOCMU CPABHUMENbHBIX OYEHOK
npu NOBMOPHOU OUASHOCUKE.

Komnbrorepano-tomorpagpuyeckas KA

= Brimonnenue kommbioTepHo-TOMOrpaduyeckori KAIT pekoMeHIOBaHO MalnuMeHTaM C
npeanonaraemot JIKMII mpu Hu3kod wnm npoMexyTodHol BeposTHOCTH MBC, HEBO3MOXHOCTH
MPOBEICHUS WM Majoil yOeauTeIbHOCTH Pe3ybTaTOB HEMHBA3UBHBIX MeTO/10B BbisiBieHus VBC [83,
84].

EOK llaB (YYP B, Y1 1)

KommenTapuu: Komnwsromepro-momoepaguueckas KAI' - ungopmamuenviii HeunsazueHwlii
MemoO OyeHKU NpoOXoOUMOCMU KOPOHAPHBIX apmepull, obnadaem GvlCOKOU OMPUYAMenbHOLl
NPOSHOCIUYECKOU 3HAYUMOCMbIO, YMO N0360JAem uckuouams ouaznos UBC y nayuenmog ¢ HU3KUM
U/UNU NPOMENCYMOYHBIM puUckom bonesnu [84].

PaI[I/IOHyKJII/II[HaSI AUArHOCTHUKA

. OnHOpOTOHHAS SMUCCHOHHAs KOMITBIOTEpHAss TOMOrpadusi MUOKapla MOXKET OBITh
pekomenioBana namuentam ¢ JIKMII st uckimtodyeHuss TPUYMHHOM WM COIMYTCTBYIOIIEH HILIEMUU
muokapna [2, 85].

EOK I1bB (YYP B, Y] 2)

Kommenrapwuii: /{na oyenxu oicusHecnocooHocmu Muokapoa ModHcem UCNOIb308AMbCS
O0OHOGOMOHHAsL SMUCCUOHHASL KOMNblomepHas momozpagus muokapoa ¢ T, Te unu nosumpounas

omuccuonnas momozpagus ¢ gayoezokcuenioxosou [18F][85].
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. [IpoBenenue mo3uTpoHHO-3MHCCHOHHOU Tomorpaduu (I19T) c¢ dayne3okcurioko30oii
[18F] pexomennyercs mnammentam ¢ KMII mpu mnomo3peHur Ha CapKoMI03 Cepila ¢ IeJbio
nudepeHnranbHoi quarnoctuku [2, 85-87].

EOK 11aC (YYP C, Y 5)

Kommenrapun: Hauborvwyro uyecmeumenvrocmos (83%) u cneyugpuunocmo (78%) ons
sblssleHUst caproudoza cepoya umeem I1DT muokapoa ¢ ¢uyoezokcueniokoszou [18F], npusnannas 6
Hacmosiuee epemsi, Hapsody ¢ MPT cepoya ¢ konmpacmuposaurem, OCHOBHbIM HEUHBAZUBHBIM MEMOOOM
panHnetl ouacHocmuku daxnnot namonoeuu [85, 87].

Pentrenorpadusi / koMmnboTepHass TOMOrpadusi OPraHOB IPYAHON KJIETKH

. [IpunienbHas peHTTeHOTpadusi OPraHOB IPYTHON KIICTKU WM KOMITBIOTEPHAsI TOMOTpadust
OpPraHoOB TPYIHOH moyocTu pexkoMmeHnayercs namueHtam ¢ JIKMII ans BbISIBICHHS COMYTCTBYIOIIUX
3a00JieBaHHH JIETKUX, HAPYIICHHI JISTOYHON reMoAnHamMuku [2, 88].

EOK IC (YYP C, YA/ 5)

Kommenrapuu: Penmeenocpagusi opearnos epyoHoll KiemKu npu CKPUHUH2O0B8bIX 00C1e008aHUSX
MOdHCEem BbISIGNIAMb NPUSHAKU Kapouomezanuu (kapouomopaxanwbhulil unoexc >50%). Ilpu nabuodenuu
nayuenmog ¢ JIKMII >mom memoo ymouHsem mun HAPYWeEHUNl Je20YHOU 2eMOOUHAMUKU
(6eHO3Has/apmepuanvHas 1e20YHas SUNepmeH3us), onpeodeisem HAIUYUe/OmMCcymcmeue U GeIuduHy
8LINOMA 6 NJIEeBPANbHBIX NOJOCMSX, OMeKd JIe2KUX, UCKIIYAem/noomeepicoaem aibmepHamueHsle
NPUYUHBL 00bLUKU  (ONYXONU JNe2KUX, UHMepCmuyudibHvle OonesHu Jaeekux u oOp.). Pesyromamol
PEHM2EHON02UYeCKO20 UCCIe008aHUS  OP2AHO8 2PYOHOU  KIemKU mMpeoylom CcOnoCmasieHus ¢
Kaunuyeckou kapmurotl, oanuvimu IxoKI u KT

. Ocnosnvimu  penmeenozpapuueckumu  npusnakamu JKMIT  credyem cuumamo: 1)
yeenuueHue pasmepos cepoya 3a cuem e2o 1eblx 0moenos Uil yawe - momaibHoe, Cmenehb Komopozo
gapvupyem om OMHOCUMENbHO HeOOMbUIOU 00 PE3KO 8bIpadCeHHOU - no muny COr bovinum; 2) menus
cepoya npuobpemaem waposuoHyro Gopmy; 3) npu 3HAUUMETLHOM YEEIULeHUU JIe8020 NPeocepoust 20
KOH@U2YPayusi MONCEem NPUOIUNCAMBCI K «KMUMPATbHOUY KOHpu2ypayuu, 4) npeobradanue 6eHO3HO20
3acmos 6 manom kpyee kposoodpawenus (MKK), 6oree pedxo - npusHaxu 1e2o4HOU apmepuanbHoll
eunepmenzuu [88].

Karerepu3auus noJsocreii cepauna

. Karerepuzanust mnpaBbIX OTIENOB cepAa (Ype3BeHO3HAs KaTeTepus3alis Cepala)
pexkomeHnayeTcs y nauueHToB ¢ Tsbkeno XCH B kauecTBe 3Tama OLEHKH [l TPAaHCIUIAHTAIMK cepLa
H/WIIA MEXaHUUYECKOM o iepskku kpoBoobparenus (MIIK) [52, 89].

EOK IC (YYP C, VI 5)
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. WHBa3uBHAs OlLlEHKAa BHYTPHCEPACYHOH TeMOJMHAMUKHM MOKET OBbITh paccMOTpeHa Yy
TeMOJIMHAMHYECKHA HECTAaOWJIBHBIX IMAllMCHTOB TPU HEOOXOAWMOCTH  BBIABICHHS MEXaHH3Ma
nexommencanuu CH [2, 89].

EOK IIbC (YYP C, YA 5)

Kommentapuu: B pymunnotl npakmuke kamemepuzayus noiocmeul cepoya He peKoMeHO08aHA.
1Iposooumcs npeumyuiecmeenHo 6 ciyuasnx, Ko2oa 3mom Memoo nO360UM USMEHUMb MAKMUKY 6e0eHUs
(6b100p npenapamos, UHMePEEHYUOHHBIX MEMO008 KOPPEeKYUU 2eMOOUHAMUKL), a MaKice OJisi OYEeHKU
COCMOSIHUSL JIe20YHO020 COCYOUCMO20 CONPOMUBTICHUS U NPUHAMUS PeuleHUs 0 Memooax KOppeKyuu
JIC2OYHOU 2uUnepmen3uu, 0COOeHHO Y nayueHmos ¢ mepmunaivhol cmaouei CH, sensowuxcs
Kanouoamamu Ha mparcniaumayuio cepoya [52, 89].

YabTpa3ByKoBOe HCCJIeIOBAHME JIETKUX (M IJIEBPAJbHBIX MOJIOCTEH)

. TpancTopakaabHOE YIBTPa3ByKOBOE HCCIIECIOBAHUE JIETKUX PEKOMEHAYETCS MAIleHTaM C
JKMII npu passutun octpod CH wnm  nekommnencanmun XCH juis  BbISBICHHS NPU3HAKOB
HHTEPCTHIHAIBHOrO oTeka [52, 89].

EOK llaC (YYP C, Y 5)

. TpancTopakaabHOE yIBTPAa3BYKOBOE HMCCIIEIOBAHUE JIETKUX M IUIEBPAIBHBIX MOJOCTEH
pexomenayetcs narpentam ¢ JIKMIT uist BeIssBIeHNs/yTOYHEHNS HATMYKSA U 00beMa ruapoTopakca [52,
89].

EOK llaC (YYP C, Y 5)

JprocnupoMeTpus

DOprocuupoMeTpuss HCMIONb3yeTCs JJis OINpeleieHHs] MUKOBOTO MOTpeOJIeHUsT KHUCIOpoaa
(muxVO2) [90].

. PexomeHyeTcst pacCMOTPETh BO3MOKHOCTB TIPOBEICHUS SPTOCIIUPOMETPUH Y TTAIIUEHTOB
¢ JAKMII mns omenku nporHosa (mepes ¥ mocie TPaHCIUIAHTAI[MK CepJlla): BEPOSATHOCTH MOBTOPHBIX
TOCMUTANM3AMM M CMEPTH, KpPATKOCPOYHOM W  JONTOCPOYHOW  BBDKMBAEMOCTH,  OIICHKHU
NEPUOTIEPAIIMOHHBIX PHUCKOB, 3(dexTuBHOCTH Oo0ne3Hb Mmoaupuuupytomeir Tepanuu CH wu s
ONITHMU3AIMHN JI03UPOBaHUs PU3NUIECKUX TPECHUPOBOK [91].

EOK IIbC (YYP C, Y/ 4)

KommenTapuu: IIpogeoenue apaocnupomempuu mpebyem Hanuyusl
8bICOKOKBANUDUYUPOBAHHO20 MEOUYUHCKO20 NePCOHANd, COOMBEmCmEyueco 000py008aHus, Ymo
npeumyujecmeeHno 0ocmynto 6 yeumpax komnemenyuu CH.

- Opeocnupomemputo 011 OYeHKU NPOSHO3A clledyem Npogooums Ha QoHe MAaKCUMATbHO

cKoppeKmuposanHou boneszns moouguyupyrowet mepanuu CH.
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- Opeocnupomempust A61AEMCA MOUYHLIM MEeMOOOM OuppepenyuanroHou OUasHOCMUKYU NPUYUH
00bIUWKU, OYEHKU NEePUONEePaAYUOHHBIX DUCKOS8, a MAKd}Ce ONpeoeleHus YpoeHs OONYCMmMuMou u
HE0OX00UMOU HASPY3KU NPU NPOBEOeHUU PUULECKOU PeaduIumayuu.

- Opeocnupomempus ocmaemcs «30J10MblM» CMAHOAPMOM OJisl ONpedeneHus 00HO200UUHO20

NPOCHO3A  BbIHCUBAEMOCTU, 8blAGNeHUss mepmuHanvrou cmaouu XCH u oyenxu nokazanuil
MPAHCNIAHMAYUY cepoya.

Harpy304Hble HEHHCTPYMEHTAJIbHbIE T€CThI

. [Tarmentam ¢ JIKMII pexoMenayercss mpoBeACHUE HArpy304HBIX TECTOB ISl OLICHKH
(YHKIIMOHATIBHOTO cTaTyca, 3 (EKTUBHOCTH JICYCHHUS U OLICHKH pOrHo3a [2, 46].

EOK llaC (YYP C, Y 5)

Kommentapuu: B pymunHoll KIuHU4ecKol npakxmuke pekoMeHOyemcs UCnoib306ams mecm 6-
MuHymuou xo060s1 (IIpunoscenue I'l).

B Hacrosimiee BpeMs CyILIECTBYIOT OrpaHMYEHHBIE JaHHBIE O JAMATHOCTUYECKOM LIEHHOCTHU
METOJIOB MHCTPYMEHTaNbHOM auarHoctuku npu JIKMII, ogHako umerommecs noaxoabl MO3BOJSIOT B
3HAYUTEIIbHOW  CTENEHU OIECHHUTh CTPYKTYpY U GYHKIHUIO Cepala, YTOYHUTH/UCKIIIOUYHTH
COIIYTCTBYIOIYIO MATOJIOTHIO, OMPEIEIUTh MPOTHO3, TUHAMUKY TeueHus 3aboneBaHus, 3pPeKTUBHOCTD

KomIuiekcHou Tepanuu (IIpunoscenue b3).

2.5 Nuble nuarnocruueckue uccaerosanus npu JTKMIT

2.5.1 'eHeTHYECKOE TECTHUPOBAHNE U CEMEHHBIA CKPUHUHT

[Ipu mpoBeAeHUH KOMILJIEKCHOTO T€HETUYECKOrO0 TECTHPOBAHUS MPUYMHHBIA TE€HETUYECKUN
nedext pazsutus JJKMII ynaéres oonapyxuth y 30-70% marnueHToB ¢ 1e0F0TOM JTUJIATAIAA ITOJIOCTEH
cepaua no 60 ner. PesynbTaT MOXKET 3aBHCETh OT 00beMa MPOBEIEHHOTO T€HETUYECKOTO TECTUPOBAHMUS
Y TIEpEYHs T€HOB, BOBJICYEHHBIX B aHaNu3. OTpULIATEIbHBIN pe3yJbTaT TeHETUYECKOTO TECTUPOBAHMS HE
II03BOJISIET IMOJHOCTBIO HCKIHOYUTH auarHo3 JJIKMII. MeToibl MOneKyIJIsIpHO-TeHETUHYECKOM TUAarHOCTUKH
MMEIOT OOJIbIIIOE 3HA4YeHWE Kak Jid moarBepxkiaeHust auarnosza JIKMII, ompenenenust mporHosa
MAlUEeHTOB M MepcoHUu(UKAMK TPOPUIAKTUKY BHE3AMHON CEepAeYHONM CMEepTH, Tak U Ui
MOCJICIYFOIEro KaCKaJHOTO CKPUHHMHTA YWICHOB ceMbH npobdana [92, 93].

. Mammenram ¢ JKMII, wumeromuMm Havanmo 3a0oieBaHusi B Bo3pacte g0 60 e,
pEKOMEHAyeTCsl TPOBEJCHHE T€HETUYECKOrO0 KOHCYJIBTUPOBAHUS C MOAPOOHBIM COOPOM CEMEWHOTo
aHamHe3a (KaKk MUHUMYM J0 3-TO IOKOJIEHHS ), BBISIBJICHHEM WH(GOPMAIIUH O CIIy4asiX BHE3AIMHON CMEpTH
B CEMbE, CEPJIEYHO-COCYAUCTON NATOJIOTHH Y B3POCIBIX POJCTBEHHUKOB U POJICTBEHHHKOB B BO3PAcTe J0
18 smet, BiIrOYass MHGOPMAIUIO O HAIMYUHM BPOXKICHHBIX MOPOKOB CEPAIA, C IEIbI0 ONMPEICICHHS
MMOKa3aHMi K TeHETHYECKOMY TECTHPOBAHMIO M BO3MOXKHOT'O THIIA HACJIeI0BaHUs maTtooruu [92-94].

PKO I1a B (YYP C, VI 5)
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. [Taunentam, umeromuM knuHudeckue mposieiaeHuss JIKMII B Bospacte no 60 ner,
PEKOMEH/TyEeTCS TIPOBEJCHIE KOMIUIEKCHOTO TeHETHIECKOTO aHaTN3a METOJIOM CEKBEHUPOBAHUS HOBOTO
MOKOJIEHUSI C BKIJIIOUEHHWEM B aHalIM3 HE MeHee 15 IreHOB ¢ 1eNblo ONpeAeNeHUs] BO3MOKHOTO THIA
HacnenoBanus natoioruu [95-100].

PKO llaB (YYP B, Y] 3)

KommenTapuu: B xode ucciredoganus 00cHO Obimb CKpuHUpo8amo He menee 15 cemog ¢
ooazamenvuvim exmovenuem LMNA, TTN, MYH7, RBM20, FLNC, SCN5A, BAG3, DSP, VCL, TNNT2,
TNNC1, TPM1, ACTC1, PLN, NEXN. I'enemuuecxoe mecmuposanue npu JIKMII 0onicHo 8binoiHamscs
8 CcepmuPUUUPOBAHHBIX OUACHOCUYECKUX J1AOOPAMOpUsAX, UMEIOWUX IKCHepmHble HABbIKU 6
UHmMepnpemayuu 2eHeMuYecKux 6apuanmos, Ceés3anHuIx ¢ passumuem kapouomuonamuu [92, 99, 101-
104].

. [IpoBenenue mocMepTHOTO TeHETUIECKOTO UCCIIEA0BAHUS 00Pa3IOB COXPaHEHHBIX TKaHEH
i JIHK pexomenayeTcst y yMepuinx NalueHToB ¢ maroMopdosoruuecku noarsepxacanon JJKMII,
YTOOBI IMETh BO3MOYKHOCTD BBIITOJHUTH KACKaHBIA T€HETHUCCKUI CKPUHHUHT poACTBeHHUKOB [92, 105].

PKO I1aC (YYP C, Y11 4)

. KackaaHblii TeHeTUYECKUI CKPUHUHT TMOCJE MPEABAPUTEITHHOTO MEIUKO-TEHETHIECKOTO
KOHCYJIbTUPOBaHUS PEKOMEHIYETCSl B3POCIBIM POJICTBEHHHUKAM TIEPBON CTEMEHU POJICTBA TAIHMECHTOB,
MMEIOIUX IMaTOTeHHBIA ¥ BEPOSTHO-ITATOTCHHBI BapUAHT, aCCOIIMUPOBAHHBIN ¢ (DEHOTHIIOM, JaKe MPU
OTCYTCTBMM y HuUX xapakTepHblx s JKMII kinHMYeCKMX NpOSABIEHMM, C LEIBI0 OLECHKH
HHIMBHIYaJIbHOTO Mporuosa [92].

PKO llaC (YYP C, YA/ 5)

Kommenrtapun: Ilpu nposedenuu KackaoHo2o CKpUHUHEA 4YleHO8 ceMblU Npobanoa
peKoMeHOyemcs: couyemams €20 C KIUHUYeCKUM 00c1e0o8aHuem cepoedHo-cocyOucmon cucmembl
(anamHecmuueckue  OauHvle,  0OvekmusHvl  ocmomp,  IKI/cymounoe  moHumopupoganue
anexmpoxapouoepagpuueckux oannwvix (OKI) u IxoKT) [102-104].

. Knunnueckoe o6cnenoBanue, Bkimoudaroniee OKI, cyrouHoe MOHUTOpUpOBaHUE
anekrpokapaunorpadpuueckux ganabix (DKI'), DxoKI', u aucmancepHoe IWHAMHYECKOE HAOIIIOICHHE
pEKOMEHIyeTCsl pOACTBEHHUKAM MEepPBOM CTETIEHU POJICTBA, Y KOTOPHIX YCTAHOBIIEH TOT € MaTOr€HHbIN
Y BEPOSATHO-TIATOTEHHBIM BapUaHT, YTO U Y MpoOaHaa, Jake MpU OTCYTCTBUH Y HUX XapaKTePHBIX IS
ATOTO0 3a00JIeBaHMs KJIMHUYECKUX MPOSBICHUI ¢ 1enbio Beisiienus JTKMIT [92, 106].

PKO I1aC (YYPC, Y1/ 5)

Kommenrtapuu: [lepuoouunocms OucnanHcepHo2o HaOMOOEHUs 2eHOMUN-NOLONCUMENbHBIX
Genomun-ompuyamenvubvlx NAYUEHMO8 ONpeoensemcs 03PACMOM U  HAIUYUeM MUHUMATbHBIX

KJIUHUYeCKUxX npOﬂBﬂeHuﬁ. Pekomem)yemaﬂ yacmoma ()MCI’ZCZHCQPHOZO o0bcnedosanus 63POC/blIX 6
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so3pacme 00 19 nem — ooun paz 6 1-3 200a, 6 sozpacme 20-50 rem — ooun paz 6 2-3 200a, 6 so3pacme
cmapue 50 1em - ooun paz 6 5 nem [92].

. PonicTBEHHUKOB TEpBOI CTENEHU POACTBA, Y KOTOPHIX HE BBISIBJIEH TAKOM K€ MATOTCHHBIN
U BEpOSITHO-TIATOTCHHBIN BapHaHT, KaKk U y MpoOaHAa, PEKOMEHAYETCS BBIBECTH U3 JATbHEUIIEro
JTUHAMHYECKOTO HAOJIFOICHUS B CBSI3U C HU3KOW BeposTHOCTHIO pazutus JJKMII, HOo ¢ pekomeHmaueit
00paTUTBHCA 32 TOBTOPHBIM 00CIIEIOBAaHUEM, €CITH Y HUX PA30BBIOTCSI CUMIITOMBI UJTU TTOSIBSITCSI HOBBIC
peneBanTHbIe qannbie [92, 97, 102, 92, 107].

PKO llaC (YYPC, YA 5)

. PexoMeHyeTcst peayiosKUTh POJCTBEHHUKAM MEPBOM CTETICHU POJICTBA KaXKbIe 2—5 jet
KIMHAYECKOE 00ceioBanme ¢ perucrpanueii anekrpokapauorpammsl (OKI') u DxoKT', ecin y npobdania
¢ IKMII yctaHOBjIEHBI TOJbKO BapUAHThl HEONPEACICHHON 3HAUMMOCTH WJIM T€HETUYECKUH CKPUHUHT
He MPOBOAMJICS ¢ 1elbto BoisiBiieHus JIKMIT [98].

PKO llaC (YYP C, Y1 5)

2.5.2 Buoncusi Muokapaa

buoncus muokapa - npouenypa OLEHKU CEpASYHON TKAHU AJI1 JUArHOCTUKU KapJAHOMHUOIIATUH,
MHUOKap/IUTOB, JIEKAPCTBEHHOW TOKCUYHOCTH, JUIsI MOHUTOPUPOBAHUS COCTOSHUS TpaHCIIAHTAaTa IMpH
opToTonu4eckoil TpaHcmaantaiuu cepana [108]. Bpau-kapauosor momkeH mpuberaTh K OWoOCHH
MHOKap/a He PyTHHHO, a TOJBKO IOCJI€ OLIEHKU KJIMHUYECKON KapTHHBI U MPU HAIUYMHU BO3MOKHOTO
JIMarHo3a (He MpOBOAUTH OMOTICHIO0 MHOKAp/Ia «BO ThME»); YTO OrpaHUYMBAET MOP(OIOrHIECKHA TOUCK
BO3MO>KHBIX 3a00JIEBaHUH.

. buorncus muokapaa pekomenayercs nanueHTam ¢ nogospenrem Ha JIKMII npu Hannyun
nexomneHcupoBanHod CH ¢ ymepeHHoW u Tspkenod aucyskmuein JDK, HeBocnmpuumumBOd K
CTaHIApTHOMY JICUEHHIO, [T yTOUHEHMs aquarHosa [2, 108].

EOK llaC (YAA5, YYP C)

. VY mnanumentroB ¢ mpexnnonaraemoit JIKMII pexkomenmoBana Ouorcuss MHOKapjaa Mpu
MOJIO3PEHUM HA BOCHAJIUTENIbHYIO KapJAWOMHOIIATUIO WIH JAPYTyH CHEHU(PUUECKYI0 3THOJIOTHIO
(uHQUIbTpaTUBHBIE 3a00JIeBaHUs, OOJE3HN HAKOIUICHHUS), KOTOPbIE HE MOTYT OBbITh TMAarHOCTUPOBAHBI
JIPYTUMH METOJaMH C IeJIbI0 YTOuHeHHs auarHosa [2, 108, 109].

EOK llaC (YA 2, YYP B)

Kommenrapum: buoncus muoxkapoa ¢ uMMyHOSUCOXUMUYECKOU OYEHKOU BOCHANUMENbHbIX
K1emoK U uoenmugpuxkayuel GUPYCHuIX 2eHOMO8 - 3010MOU cmaHoapm OJisd BblA6NleHUs GOCNANeHUs
cepoya. IOmo Mmodcem HnoOmeepoums OuacHo3 aymoOUMMYHHO20 3a00Ne8anus )y NAYyueHmos ¢
Heobvachumou CH u nooospenuem Ha 2ueaHmMoKIemoYHblll MUOKAPOUM, I03UHODUIbHBLEL MUOKAPOUM,

8ACKYIUM U CAPKOUOO3. DNEKMPOHHAA MUKPOCKONUSL OOJIHCHA NPUMEHAMbCS NpU NOO003PeHUU Ha
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HaKONUMeNbHyI0 Uil MUMOXOHOPUATbHYIO Kapouomuonamuio. buoncuro muokapoa cnedyem npogooumus
8 0COOBIX CUMYayusx, Ko2oa ee pe3yibmamol MO2Ym NOGIUAMb HA JeYeHue Nocie MujamenibHoOU OYeHKU
coomuouenust pucka u noav3sol [2].

Buoncusi muoxapoa 00ndicHa GbLINOIHAMbCS ONLIMHLIMU KOMaHOamu. B cneyuanusuposannvix
yenmpax — ocnodcHenust  ouoncuu  muoxapoa peoku (1-2%). Ownu  exmouaiom  ecemamomvl,
APMepPUOBEHO3HbIIL  C8ULY, BA308A2ANLHYIO PEaKyuro, NHeBMOMOPAKC, apummuu, 010Kkady cepoyd,
UHpexyuio, nopajicenue mpexcmeopuamozo Kianand, SMO0au0, nephopayuro CmenKu dHceryoouKa ¢
2emMonepukapooM u mamnoHaooll cepoya, Komopas yawe Habaroaemcsa npu ouoncuu muoxapoa uz [1DK,
u puck xomopoti oyenusaemcs ¢ 0,12-0,4% [86]. Buoncus muoxapoa uz JDK uawe ocnoxcnsemes
uncyiemom unu cucmemnou amooaue [87].

Buvinonnenue o6uoncuu muoxapoa mpebdyem cneyuaibHol nNpopheccuoHarbHou noo2omosKu,
UCNONL308AHUSL MOYHOU 00pabomKu 00pazyos, MpPAOUYUOHHO2O SUCMONIOSULECKO20 UCCACO08AHUS C
SUCMOXUMUYECKUM, UMMYHOSUCHOXUMUYECKUM MemoOamu, MOJEKVIAPHbIX U VIbMPACMPYKMYPHBIX
mecmos. Bpauy-namonozoanamomy 0012cHbl 0biMb NPeOOCMAsieHbl KIUHUYeCKas uHgopmayus u
npeonoymumenbHo cemb, HO He MeHee NAMU dpazmeHmos Mmuokapoa pazmepom 1-2  mm,
n0020MOGIeHHbIX co2nacHo pekomenoayusim [110].

Ilpu omcymcmeuu mexHUYecKol B03MONCHOCMU UCCIe008aHUs 00pa3ybl ¢ COONOOeHUEM

MEXHONI02UYECKUX MPeO0BaAHUL PEKOMEHO0B8AHO HaANpasiamo 6 yeHmp komnemenyuu JJKMII.

2.6 Ocodennoctu oTaeabHbIX hopm JTKMII

2.6.1 IlepunaprajbHass KAPAUOMUOMATHUS

[Tepunapranpras kapauomuonatus (IIKMII) pa3BuBaeTcss B TeYeHHE TMOCIAEAHETO MecCsIa
OepeMEHHOCTH WM TEpBBIX 5 MecsleB mocie poaoB M mposeiasercas CH BcnencrBue pas3BUTHSA
cucronnueckoit quchynkipm JK (OB o6b1uno <45%) [111, 112]. [Inaruos [IKMII sBisieTcst iuaruo3om
ucKItoueHus. B nocnennue roasl 3a601€BaeMOCTh UMEET TEHCHIINIO K YBETMYEHHIO, BO3MOXKHO, B CBS3U
C YAy4IIeHHEM AUArHOCTUKH 3TOU MaTOJIOTUH.

Omuonozus u namozenes

Ortuonorus [IKMII saBnsercs MHOrogpakTopHOH, NMpPUYMHA 3a4acTYIO OCTAe€TCs HEU3BECTHOM.
dakTopaMu, acCOLMUPOBAHHBIMU C TOBBIIIEHHEM pHUCKAa €€ DPa3BUTHS, SBISIOTCA BO3PACT MaTepHu
(mompoctkoBbiii wim craprie 30 JeT), HErpoWaHAs paca, TCHETHYECKas IMPeapacloioKeHHOCTb,
MOBTOpHAs,, MHOTOIUIONHAs  OEPeMEHHOCTh, AaHaMHE3  MPEIKIAMIICUU/IKIAMIICHH,  KypeHHeE,
yIOTpeOJieHHe KOKaWHa, HEJIOCTaTOYHOE IUTaHHWe, UINTENIbHOE JICYeHUE CeJIeKTUBHBIMU Oera 2-
aJpCHOMHUMETHKAaMU. 3HauuTenbHas posib B pa3Butun [IKMII orBonuTes renernueckum daxropam. Jlo
20% cnyuyaeB 3a00NeBaHUs Pa3BUBACTCA Y HOCUTEIBHHI] MyTalluii B TeHax, XxapakTepHbix 1 JJKMIT
[112, 113]. Penkue BapuaHThl yceUECHUs] B BOCBbMH I'eHaX oOHapyxeHbl y 15% sxenmmn ¢ [IKMII, u nse

TPETH M3 HHUX SBJISAIOTCS Bapuantamu yceuenus rena tutuHa (TTNtv): 10% nmanmentok mpotus 1,4% B
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KOHTpOJIbHOM momyiisitinu [114]. Jpyrue BapuaHThl ycedeHus uaeHTHuImMpoBanbl B rerax DSP (1%),
FLNC (1%) u BAG 3 (0,2%) [115].

B matorenese IIKMII o6cysxnaercss posib CHCTEMHOTO aHTHOTEHHOTO ArcOanaHca, BOCTAICHUS
(oT™MeuaeTcs MOBBIMICHHBIH YpoBeHb C-peakTUBHOTO Oelika, raMmmMa-uHTepdepoHa, paCTBOPUMOTO Oenka
Fas/APO-1, mpoBocnanutenbubix HUTOKHHOB DPHOq, MJI-6), HEKOHTPOIMPYEMOIo OKCHUIATUBHOTO
CTpecca, BBI3bIBAIOIIETO aKTHBAIMIO KaTerncuHa J{, KOTOphli pacileruisieT NpojakThH ¢ 00pa3oBaHUEM
(dparmenTa 16 k/la (061aaeT mpoBOBOCHIATUTEIHHBIM, ATIONITHYECKUM M aHTHAHTHOTEHHBIM (D ekTamu,
YTO MPUBOAMT K TMOBPEKACHUIO SHAOTENNUS U NUCHYHKIMU MHOKApAa), ayTOMMMYHHBIX HapymieHui (y
MHOTHX TAIIMEHTOK BBHISBIISIOTCS BHICOKHE TUTPHI AyTOAHTHTEN K MUOKapAuadbHBIM Oenikam). OnucaH
BKJIaJl B MaTOJOTMYECKU UMMYHHBIM OTBET (peHOMEHa XxumepusMma (IPOHMKHOBEHHE KJIETOK IUI0/a B
OpraHu3M MaTepH 4epes IIAlCHTaPHbIH Oapbep), BUpycHoi nHdekuu [114-117].

Knunuuecxas xkapmuna

[TKMII nposBisiercst CH ¢ cucronuueckoit auchynknuert JOK. Takue KIMHHUECKHE CUMIITOMBI
CH, xak opnpImika, cepAreOneHne, OTeKH CTON MOTYT HAOIIOJAThCA W IPH HOPMAJIbHOM TEUYEHUU
OCpEeMEHHOCTH, YTO MOKET NPHBOAWUTH K mo3aHed amarHoctuke. [TIKMII moxer manudectupoBaTh
octpoii CH, ®II, xenya04KoBBIMHA HAPYIICHUSIMH PUTMA, B TOM YHucIie (haTanbHBIMU, U/UITU OCTAHOBKOM
cepaua. Y naruentok ¢ @B JIXK <35% noBeimien puck pazsutus Tpombo3za JIK [53, 118-120].

JHuaenocmuxka

HeoOxomumMo mpoBOAMTE THIATENBHBIA COOp aHaMHe3a, (QU3HKaIbHOE | JIabOpaTOPHO-
WHCTpYMEHTAJIbHOE 00CcIeloBaHre TSl UCKIIIOUEHUS IpYrux 3aboneBanui, conpoBoxaatoniuxcss CH u
camwkenneM ®B JDK. Bcem nammentkam c¢ mojpo3penuem Ha IIKMII nomkHBI OBITH BBINOJHEHBI
peructpanus KT, 9xoKI" u Bce nccnegopanusi, Bxoasiue B ctanaapthl it nanueHToB ¢ XCHH®B u
XCHyn®B, Bxitouast B oTaenbHbIX ciydasx MPT, koponaporpaduio, 4pe3BeHO3HYIO KaTeTEpHU3aIUIo
cepama u Owoncuro muokapaa [119, 120]. ITanmentkam c¢ momo3pennem Ha ITKMII mokasaHo
TeHETUYECKOE TECTHPOBAHHE M KOHCYJIHTUPOBAHUE JUIsI MCKIIOYEHUS TEHETUYECKH-O0YCIOBICHHBIX
ciyyaeB JIKMIT [111].

Juaenos I[IKMII ocnosbieaemcs Ha cledyiowux Kpumepusix.

e pazsurue CH B TeyeHue mocienHero mMecsna OEpEeMEHHOCTH WM B TEYCHHE S5 MecsleB Mmocie

POJIOB,

e otcytcTBHE Apyroi npuunHbel CH,
e Hanuuue cucroiandeckoit quchynkuun JIK (kak mpasuio, @B JIK <45%).

KiawueBbie pexkomenganun no auaraiocrtuxke IIKMII

= [Ipu nopozpennn Ha ITIKMII y skeHIITUH B Te€YEHHE MOCIEIHEr0 Mecsla 0epeMEHHOCTH WIIN
NEPBBIX 5 MECALEB MOCIIE POJIOB PEKOMEHAYETCS He3aMeUIUTENIbHAS TUarHOCTUKA JUIsl TPEJOTBPALLCHUS

OTCPOYCHHOTO JICYECHHSI U CBS3aHHBIX C 3THM BO3MOKHBIX ociokHeHui [2, 53, 59, 119, 120].
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EOK IC (YYP C, YA 5)

- C uensto auarnoctuku [TKMII pekoMeHyeTcsi yTOUHUTh aHAMHE3, MOATBEPKIAIOIINIA
Havasio CH B nmocnennuii Mecsiiy 6epeMeHHOCTH WM NIEPBbIE MECSIIBI TOCTIE POJIOB, YCTAHOBUTH HAIUYUE
muchyukimu JOK u uckmounts apyrue npuuuHbl cHibkeHus @B JDK y skeHIMH ¢ moxo3peHneM Ha
ITIKMIT [2, 118, 119].

EOK IC (YYP C, YO/ 4)

KommenTapuu: I[IKMII cinedyem nodospesamv y 8cex JHCEHWUH, COCMOSAHUE KOMOPBLIX NOCILE
PO008 MEONEeHHO 8038PAUAEMCS K UCXOOHOMY (00 bepemMeHHOCmU,).

n BceM nmanmenTkam ¢ npeamnonaraeMeiM auariozomM [HHKMII pekomenayercs uccinenoBanue
ypoBHst BNP unu NT-proBNP B kpoBu ¢ nienbro auarnoctuku CH u koHTpoIist 3¢ (PEeKTHBHOCTH JIeUCHUS
[2, 46, 53].

EOKIC (YYPC, Y 5)

= Bcem mammentkam ¢ [IKMII  pexomenayercst peructpanus — 12-xaHanbHOH
anekrpokapaunorpammel (DKI) ¢ onerkoit purma, HCC, Bcex HHTEPBAIOB M aMILIUTY 1 3jeMenToB DKI
C [IEJIbI0 TUArHOCTUKH HAPYIICHUH PUTMAa M IIPOBOIUMOCTH U oneHKH mokazanuii k CPT [2, 118, 119].

EOK IC (YYPC, Y1 5)

n [MTaunentkam ¢ [IKMII pexomenayercs BbinosiHeHne OXOKI' st OLieHKM Hanmuyus U
crenienu auchynkmun JOK, qunaranmum JOK u npyrux monocteid cep/na, HaIWYHUs BHYTPUCEPICUYHOTO
Tpombo3a [2, 53, 59, 118-120].

EOK IC (YYP C, Y1 5)

Kommenrtapuu: OxoKI' npu I[IKMII noszsonsem evisgumv u oyeHums cmenenv ouchyuxyuu JDK,
ounamayuio JDK u Opyeux nonocmeii cepoya, MumpanbHyr0 U MPUKYCRUOAILHYIO De2ypeumayuio,
JIe20UHYI0 unepmeH3uio. Hnoeoa onpeoensiemcs BHYMPUCEPOEYHDIT mpomb03,
HEe3HAYUMEIbHBIU/YMEPEHHbIL  nepukapouanvHult.  evinom. IxoKI oondxcna noemopsamocsi nepeo
8bINUCKOL DO0NbHOU, uepe3 © Heldenb, uepez 6 mecayes nocie BbINUCKU U eHCe200HO OJisl OYEHKU
agppexmusnocmu nevenus [118, 119].

. [MarmenTkam ¢ mpennonaraembiM awarHo3om [IKMIT moxeT OBITH PEKOMEHOBAHO
MIPOBEJICHUE JOMOJHUTENbHBIX MeTon0B uccienoBanus (MPT, KAI', upe3BeHo3HOW Karerepu3aluu
NpaBbIX OTJEJIOB Cepaia, OHONCHH MHOKapiaa) MJsl TOATBEP)KICHUS IMArHo3a B OIPEICTIeHHBIX
KIMHUYECKUX cuTyanusx [2, 53, 121].

EOK IIb C (YYP C, Y11 5)

Kommenrtapuu: /s ouaenocmuku [IKMII nposedenue MPT cepoya obviuno ne mpebyemcs 6
cea3U ¢ omcymcmeueMm NAMOSHOMOHUYHBIX HNPUSHAKOS, HEeNOOMBEPHCOCHHOU NPOSHOCMUYECKOU
YEHHOCMbIO U HedcelamenbHblM UCNONIb308aHuem 2adobympona™** eo epemsa 6epemennocmu. MPT

cep()ua C KOHmpacmupoeanuem MOMNCHO 6blNOJIHUMb nocjie podopa&:pemeHuﬂ be3 6PEMEHHO20
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npekpawjeHus 2pyoHozo eckapmausanus. Oonaxo eozmodcnocmu MPT ons oyenku cocmosHus mrauvu
MUOKAPOA 8 paMKax oug@eperyuanbHotl OUAZHOCMUKU MUOKAPOUMA UL ULLEMUYECKO20 NOBPENHCOCHUS.
cepoya senaomces socmpebosannvimu. buoncus muoxapoa ne pexomenoosana npu [IKMII 6 ceésaszu ¢
omcymcmeuem OaHHbIX O NoJb3e pe3yIbmamos OUoncuu 8 nepuoo bepemeHHocmu 07 OdlbHeluell
MAKmuKy JaevyeHusi, 0OHAKO OHA MOJCem paccmampusamocs y nayuenmox ¢ msscenou CH ona
uckaoueHusi muokapouma. Illposedenue upe3geHo3HOU Kamemepuzayuu npaguix omoenos cepoya
Modcem Oblmb NONE3HO 01 NAYUEHMOK 8 KPUMUYECKOM COCMOAHUU, KOMOPbIM mpebyemcst Oojiee NoIHas
UNU NOCMOSIHHASL OYEHKA UX 2eMOOUHAMUYECKO20 COCMOSIHUSL, 8 MOM Yucie OJisl OYEHKU 803MOICHOCMU

UCNONb306AHUSL  CUCMEMbl  JHCENYOOUYKOBOU  BCNOMO2AMENbHOU — UMHIIAHMUDPYEMOU™™*

unu
mpancnianmayuu cepoya [118].

[Ipornoz mnpu [IKMII onpenensercs STHHYECKOW MNPUHAICKHOCTBIO, Teorpaguieckum
PETHOHOM, CBOEBPEMEHHOCTBIO JUArHOCTUKH U JiedeHus. YBenuueHnne @B JDK no >50% B ocHOBHOM
NPOUCXOIUT B TEYEHHWE TMEPBBIX 6 MecsleB mocie TNOCTaHOBKM auarHo3a. K mpeaukropam
BBI3JIOPOBIIEHUS OTHOCSTCS OoJiee Bbicokas ucxoanast @B, rpynHoe BckapmiuBanue, pazsutue [IIKMII B
MOCIIEPOJIOBOM TE€pUOJie, OTCYTCTBUE IIOBBIIICHUS YPOBHS TPOIOHWHA, OoJjiee HU3KHUI ypOBEHBb
HaTpuilypeTndyeckoro mnenrtuaa, orcyrctBue TpombOo3za JDK. C  HeOGmarompusaTHbIM HPOTHO30M
acconuupyrores OB JDK <30% u KIAP JDK >6,0 cM, BoBiieueHue B maTtojorudeckuii mpomecc TDK.
Kapnnomeranusi, coxpansitonnasics Oonee 4—6 MecsieB TOCie TMOCTAHOBKM JTHAarHO3a, YKa3bIBaeT Ha

wioxoi mporuo3 ¢ 50% neranpHOCTRIO Yepe3 6 net [121, 122]. [IpuunHO# cMepTH OOBIYHO SIBISCTCS

BCC wnu nporpeccupyromas CH [53].

2.6.2 KapauoMmuonarus, CBSI3aHHASA ¢ BO3ACHCTBHEM BHEIINHUX (DAKTOPOB

2.6.2.1 KapanomMuonatTusi, CBA3aHHAS C JeCTBHEM KAPAMOTOKCHYHBIX BEIeCTB

AJIKOroJibHasl KapauoMuonaTus

Onudemuonocus

JlmuTtenpHOE yrmoTpeOieHre M30BITOYHBIX 7103 alKOTOJIS SBIISICTCS OJHOM M3 HamOoJiee 4acThIX
npuunH passutus JJKMII [113, 123-134]. PactpoctpaneHHOCTh ankoronsHoit KMIT cpenu maiueHTos ¢
JKMII Bapwupyer ot 23 no 47% [55, 126]. Knunuueckuit nuarno3 ankorosbHoi KMIT MoxeT ObITh
YCTAHOBJICH NMPU HATWYHH JMJIATAIIIH JIEBOTO WU O0OMX JKEITYJOYKOB C HAPYIICHUEM CHCTOIHYECKOM
¢byHKIMM Ha (pOHE UIUTEILHOTO YIOTPEOJCHHS AJIKOTOJs B 3HAYUTEIBHBIX KOJWYECTBAX WU TPHU
OTCYTCTBHH IPYTUX M3BECTHBIX IpuuuH [53, 124, 125].

AnxoronsHas KMII yamie Bcero Bo3HUKaeT y MyXuuH B Bo3pacte oT 30 1o 55 net, koTopsie
3nmoymnoTpedsismu ankoroiem 6osee 10 ner. Okono 14% ciygaer ankoronpHON KMIT pa3BuBaercs y iy
KEHCKOTO T0JIa, IPA 3TOM Y JKEHIIWH OHA Pa3BHBAETCS MPH MEHBIIEM KOJIMYECTBE YIOTPEOIIIEMOro

aJkoroJis, ueM y mykunt [53, 126, 127].
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Ilamoczenes

Anxoronb W ero MerabOJaUThl, B MEPBYK OYEPEdb aleTajabAETH, OKa3bIBAIOT NPAMOE
TOKCUYECKOE JeHCTBHE HAa KapAMOMHUOLUTHI, MOBPEKIAIOT TSDKEIbIE LENH alb(a-MHUO3MHA U CHUXKAIOT
COKPaTUMOCTh MHUOKap/Ia, BHI3BIBAIOT HAPYIICHUE MPOHUIIAEMOCTH MEMOpaH ISl HIOHOB, CTUMYJIHPYIOT
CHUMITAaTUYECKYI0 HEPBHYIO CHUCTEMY, NMPHUBOJISA K >KUPOBOW TUCTPOPHUU KApAMOMHOIMTOB, YCHUICHHUIO
aronTo3a KapJAMOMUOLMTOB C Pa3BUTHEM TSDKEJIOH BOCIIATMTEILHON peakiinu Muokapa u ¢puodposy [125,
128]. Ompenenennoe 3HauyeHWe B pa3BuTUM  ankoronbHoii KMII  umeer reHeTHuecKas
npeapacnoioxennocts [113, 125]. Bapuantel yceuenus reHa TTN (THTHHA) TPEACTaBISIOT COOOM
pacrnpoCcTpaHEeHHYIO TeHETHUYECKYIO MTPEIPACIIONOKEHHOCTD K ankoronbHoit KMIT [2].

Knunuueckas xkapmuna

Knunuueckue nposisinenust ankoronbHo KMII HecnenudbuyHbl M aHAJIOTMYHBI TAaKOBBIM MpPU
JKMII. Knunuueckasi cuMnTomMaTHKa mpeactaBieHa nposisinenusmMu CH U pa3nuyHbIMUA HapyLIICHUSIMU
purma (HamOonee dacto - @OII) [125, 129-132]. [lopakeHue APYruX OpPraHOB M CHUCTEM (TICYCHB,
LEHTpaJbHas U nepudepuyeckass HEpBHAsl CHUCTEMa, CKEJIETHbIE MBIIILbI, MMOKEIYI0UHas Kene3a U
JKEITy IOYHO-KHUIIEYHBIN TPAKT) CBA3aHO C CHCTEMHBIM JieiicTBHeM 3TaHoia [125, 133-135].

Huaenocmuka

Hepenko Ha paHHMX cTaausx, A0 nosiBieHus cumnromos CH, mopaxeHue cepaua BbISBISETCS
Clly4aifHO, MpH O0OCIEIOBaHWU IO TOBOAY JPYrHMX 3a00JeBaHUM, MPU 3TOM MOTYT BBISIBISITHCS
Kapauanruu, pasnuaaeie n3menenus: Ha DK (okcrpacuctonus, @I1, namenenust cermenra ST u 3y0Oma
T) [135]. [TareHThI 9acTO OTPHUIAIOT 370YIOTPEOICHHE alKOroieM. B CBsI3U ¢ 3THM Ba)kHO 0oOpariarh
BHUMaHHE Ha JpyTrHe KIMHUYECKHUE IMPOSIBICHUS, YacTO CBS3aHHBIE C M3OBITOYHBIM YyHOTpeOIECHHUEM
QJIKOTOJII: OCOOCHHOCTH TOBEIEHUS (BO3MOXKHa HEMOTHMBUPOBAHHAs arpecCUBHOCTH, CBSI3aHHAs C
abCcTHUHEHIUEN), cie/lbl IEPEHECEHHBIX TPaBM, pa3HOOOpa3Hble BEreTaTUBHBIE PACCTPONCTBA (BKIHOYAS
KapAualruio, TMOTIUBOCTh), CTUTMBI XPOHUYECKOW aJKOTOJIbHONM WHTOKCHKAIMK (yBEIHYEHUE
OKOJIOYIITHBIX  JKeNie3, THUMepeMUsi BOPOTHUKOBOW 30HBI, NalbMapHas »JpHUTEMa, KOHTPAKTypa
JromonTpeHa, THHEKOMACTHsA, TPH3HAKK Tepupepudeckoil HEHpOmaTuu ¢ YyBCTBUTEIBHBIMH U
JIBUTATEIbHBIMU PAcCTPOMCTBAMMU), HEKOTOPbIC M3MEHEHHUS JIAOOPATOPHBIX MOKa3areseil (MaKkpoIuTo3,
MOBBILIEHUE B KPOBU COJIEP)KaHUA Y-TIIyTaMIJITPAHCIICNITUAA3bl, CHIKEHUE KoaduimenTa e Puruca),
a Takke OCOOCHHOCTM aHaMHe3a (3MM307bl TPAH3UTOPHOro MoBbIIIeHUs AJl, 00yciOBIEHHBIE
QJIKOTOJIBHBIMH 3KCIIECCAMHM, SIU30/bI OCTPOTO MAaHKpeaTUTa C OONSIMH B JKMBOTE W IPH3HAKAMHU
HapylUIeHHs] YIJIEBOJHOIO OOMEHa C TUIEPIIIMKEMHEel M HapylIeHUSMU BCACHIBAaHUS B KHILIEYHHKE
(CKIIOHHOCTD K auapee, noxyaanue)) [113, 128]. Ilpu IxoKI' y yactu 00JbHBIX B Havyaje 3a00JIeBaHMUS
MOXKeT HaOIIoAaThesl TEHACHIIUA K TuniepTpodun Muokapaa. B ocransHOM 00ciaenoBaHUE MAIMEHTOB C
ankoronpHOM KMII He mmeeT cnenuuueckux OTIMYMN OT PEKOMEHJIOBAHHOTO OOCIIENIOBaHUS IMPHU

JIKMIT.
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2.6.2.2 KapamoMuonaTus, CBI3aHHAS ¢ MPOTHBOONYX0JEBOH Tepanuei

Pazgutne JIKMII u CH crnemyer oxuaarh NpyM HA3HAYEHUW TMPENapaToB W3 TPYIILI
AQHTPAIMKJINHOB M POJICTBEHHBIX COCIUHEHHUH (IOKCOPYOHIIMH**, sMUpyOUIIMH**, nTayHOPYOUIIUH**) 1
unaruouropo HER2 (penenropa 2 smupepmanbHOro ¢akropa pocra deaoBeka) (TpacTy3ymad™*,
nepry3ymad™**). Pexe MoXeT HaOMIOAATBhCA TPU  HUCIOJIB30BAHHM HMHTHOUTOPOB IPOTEACOMBI,
ANKWINPYIOIIUX CPEACTB, aHTUMETA0O0IUTOB, IPOTUBOOITYXOJIEBBIX MPENApPaTOB 1 UMMYHOMOIYJISITOPOB
[136]. MexaHu3Mbl KapJAMOTOKCUYECKOTO BO3JCHCTBHSI MPOTHUBOOIYXOJICBBIX MPENapaToB pa3jindHbI.
KitoueBbIM MeIMaTOpPOM KapIMOTOKCHYHOCTH, BBI3BAHHOHW IMpenapaTtaMd TPYIINbl aHTPAIUKINHOB U
POJCTBEHHBIX COCAMHEHUH, SIBISCTCS HHIMOMPOBAHKUE TOMOM30MEPasbl 2D, 4TO MPUBOAMT K Pa3pbiBaM B
obenx nenoukax JIHK u rubemm kapawomuorutoB [32, 137]. Takum 00pa3oMm, aHTPAIUKIMHBI U
POJICTBEHHBIE COSIMHEHHMSI BBI3BIBAIOT HEOOPATUMOE MOPAKEHIE MUOKAP/IA, B OTIIMYUU OT OTEHIIUAIBHO
0o0paTHMBIX HEKENTATeIbHBIX PEAKIM, Pa3BUBAIOIIMXCS B OTBET HA MPUMEHEHHE TpacTy3ymada™*™.
Tpacty3yma6** (antu-HER2-Tepamnus) - MOHOKIIOHAIBHBIC AaHTUTEA, HHTHOUPYIOIIME THPO3WHKHHAZBI
peuenropa smuaepMmansHoro ¢akropa pocra (EGFR), kak Ha MOBEpXHOCTH OIyXOJIM, TaK W Ha
Kapanomuonurax. Tpactyzymad** He oOnagaeT HUTOTOKCHYECKUM 3PPEKTOM, HEe NMPUBOIUT K rubenu
KapHMOMHUOIIMTOB, BBI3BIBAsI 0OPATUMYIO TUCHYHKIIHUIO.

[TporHo3 nmanueHTa BO MHOTOM OIPEICIISETCS TeM, HACKOJIEKO CBOEBPEMEHHO JTMarHOCTUPOBAHA
KMIT u Hackonbko ObicTpo HauaTo JeueHue CH.

KapamoTokCH4HOCTh, BBI3BaHHAsl TPYIION MpenaparoB AaHTPAUKIUHBI W POACTBEHHBIE
COCTMHEHUS, MOYKET TIPOSBIATHCS KaK paHHUMHU, TaK U MO3THUMU ocinoxHeHusMu. KMIT u kmnHngeckue
nposiBiieHuss CH MoryT pa3BUBaThCS depe3 HECKOJIBKO MECSIIEB WIIH JIET TIOCTIe MPEKPAIIeHUs Teparuu
nokcopyourmaom™** [136, 138-140]. Cormacuo onpenenenuto EBpormeiickoro O6mectsa Kapanosoros
KapJAMOTOKCUYHOCThIO HasbiBaloT cHukeHne OB JIK mo nmanueiM sxokapauorpaduum wHa >10% m0
a0comrotHoro 3HaueHus: <50% Ha GoHe MpoTHBOOITYX0JIeBO# Teparnuu [141].

. Pexomenayercst mpoBoauTh CKpUHUHT (hakTopoB prucka CC3 y OHKOJIOTHYECKUX OOJIBHBIX,
a Tak)Ke KOPPEKIIMIO BBIABIECHHBIX (hakTopoB pucka CC3 ¢ 1enbio CHmKeHus prucka passutis KMIT [136,
138, 139].

PKO IA(YYP C, YIAS5)

Kommenrapun: Axmusnas koppexyus gpakmopog pucka CC3 00 nauana npomusoonyxonesoco
JledeHUsl NO360JISIeN MAKCUMALbHO Oe30NACHO ocywecmsnsimes npomusoonyxonesyio mepanuto [137]. K
gaxkmopam, nosviwarowum puck pazeumus KMII na ¢hone npomusoonyxonesoti mepanuu, OmMHOCAMCA.
NPOOOIAHCUMENLHOCb IeUeHUsT OOKCOPYOUYUHOM™ ™, dIceHCKULl NoJl, 2eHemudecKue hakmopwvl, 803pacm
nayuenma >65 nem unu <18 nem, Kypenue, noueunas HeOOCMAMOYHOCMb, COUEMAHHOE NPUMEHEHUe

npenapamoe u3 cpynnsvl AdHmpayuKjiuHbl U podcmgeHHble coeOunenus ¢ AJIKUAUPYIOUWUMU Cp@dCl’l’l@ClMl/l,
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JIy4esoti mepanueltl, UCXOOHOE NOBblUUEHUE CePOeUHbIX buoMapKepos, ucxooHoe 3uaverue @B JIK <50%,
anexmponumnusie Hapyutenus [136, 138-140].

. CoBMecCTHOE BEJCHHE MNalMEHTa BPAavyOM-KapAHOJIOrOM, BpPauyOM-OHKOJIOIOM, BpaduoOM-
reMaToJIOrOM, BpPayOM-paJUOJIOTOM PEKOMEHAYETCs JJIsi OHKOJIOTMYECKHUX TMAIMeHTOB C ILEJbI0
CHIDKEHHSI PUCKA Pa3BUTHS CEPACYHO-COCYIHMCTHIX OCIOXHEHUN M 00CYKACHHUs OallaHCa PUCK/TIONb3a
KapJHOTOKCHUYECKOTO MPOTHBOPaKoBoro jeuenus [136, 138-141].

EOK IC (YYPC, YA 5)

= OxoKI' pexomeHnnyercst B kKauecTBe MeToja nepBod jauHuM i oueHku OB JDK y
MAIMEHTOB, MOJIYYaIOIIUX TPOTUBOOOMYX0JIEBYI0 Tepanuto [136, 141].

EOK IC (YYP C, Y1 5)

. Ox0KI" pexoMeHtyeTcs MayueHTaM ¢ BBICOKUM PUCKOM KapIMOTOKCUYHOCTH JI0 Havyaja U
Ha (hoHE MPOTUBOOOITYXO0JIEBOM TepanuH ¢ nenbio Beisiiaenus KMIT [136, 141].

EOK IC (YYP C, Y1 5)

Kommenrapuu: V nayuenmos ¢ 6bicokumM puckom KapOUOMOKCUYHOCMU HA  (QoHe
npomusooonyxonegoii mepanuu IxoKI" pexomenoyemcs kadxcovlie 06a Yyukia u yepes 3 mecaya nocie
3a6epuienus 1eyeHus, a y NayueHmos, Noayuaruux aHmpayuKkiutsl U pOOCMEeHHble COeOUHEHUs, Yepe3
3 u 12 mecayes nocne 3asepuieHus i1eyeHus.

" N3mepenne npogonshoro cuctoianueckoro cxxatus JIK (global longitudinal strain, GLS)
pEKOMEHAyeTCs y MAIMEeHTOB, MOJIYYaloIUX MPOTUBOOOIYXOJIEBYIO TEpAINUio, C LENbIO BBIABICHUS
panHeii (beccumnromuoit) muchynkumu JIXK [136, 138-141].

EOK IC (YYP C, Y1 5)

. MPT cepama peKOMeHIyeTcs AalMeHTaM, 0Ty YaroIliM IIPOTHBOOOITYXOJIEBYIO TEPAIIHIO,
JUIS  OLUEHKH MOP(HOJIIOTHYECKUX UM (PYHKIMOHAIBHBIX XapaKTepuUcTHK cepaua, ecau  OxoKID
HenH(popmaruBHa [136, 141].

EOK IlaC (YYP C, VI 5)

. VY nanueHToB ¢ OHKOJOTHUECKUMHU 3a00JI€BaHUAMHI PEKOMEH TyEeTCSl UCCIIEI0BAHUE YPOBHS
TporioHUHOB |, T B kpoBr 1 BNP nu NT-proBNP B xpoBu 114 BRISIBICHHS KapJUOTOKCHYHOCTH Ha (hOHE
MPOTHUBOOIYX0JIeBO# Tepanuu [136, 138, 141].

EOK IC (YYPC, YA 5)

Kommenmapuu: Y nayuenmos ¢ 8blcOKUM PUCKOM KAPOUOMOKCUUHOCMU UCCTIe008aHUe YPOBHSL
mpononunog |, T 6 kposu u BNP unu NT-proBNP B kxpoBU ciedyem nposooums nepeo Kaxicovim Yyukiom
80 6peMs XUMUOMepanuy aHmMpayuKIUHaMu U poOOCMEeHHLIMU coeOurHenuamu u yepes 3 u 12 mecayes
nocne 3aeepuieHuss mepanuu, y NAYUEHMO8 C HUSKUM DPUCKOM - Kadxicovle 08d YUKIA 60 BpeMs

Xumuomepanuu aHmpayuKiunamu LlpOdcm@eHHblMu COCOUHEHUSMU U uepes 3 mecAaya nocijie 3a6epuerus

JIeYEHUA.
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- Y  DamMeHToB € BBICOKMM  PUCKOM  KapJUOTOKCHYHOCTH,  IOJYYarOLIHX
MIPOTHBOOOMYXOJIEBYIO TEPaIUio, peKOMeHIyeTcs: sl nepBudHoi npodunaktukn KMII HaszHauenue
NATI®/APA u BB [136, 141-145].

EOK I1aC (YYP B, Y]] 2)

. [Ipu BBISIBIEHUH KapAUOTOKCHYHOCTH Y TAIMEHTOB, IMOIYYAIOUINX POTUBOOIYXOJICBbIE
Mpernaparbl, PEKOMEHAYETCSI OLEHUTh COOTHOIIEHHE IIOJIB3bI MPOAOIDKEHHS] XUMHUOTEPAIUUd U PHCKa
pas3BUTHs HeOOPAaTUMOrO MOBpEKAcHHS cepara [136, 138-141].

EOK IC (YYP C, Y1 5)

Kommentapun: Coomuowenue pucka u noawbssbl BPOOOIHCEHUS KAPOUOMOKCUUHOU mMepanuu

OO0JIIHCHO 0OCYHCOAMBCS 8 MYAbMUOUCYUNTUHAPHOU KomaHOe u ¢ nayuenmom [138, 141].

2.6.3 InnaranmoHHAast CTaaus 3a00JJeBAHUN ¢ HCXOTHO rHIepTPOdHIeCKHM

MOpPhobVHKIMOHAJLHBLIM (DEHOTHIIOM Ccepala

JAKMII wmoxer pa3BuTbcsd npu  HacieacTBeHHOM marosnorun u  CC3, compoBOXIArOIIUXCS
runeprpodueri  JOK. Omnwmcanpl cimydan Takoi  TpaHchopMmammu Tpu  rUnepTpoduueckoit
kapauomuonatuu (IKMII) (qunaranmonnas ¢aza ['KMII-6one3nn capkomepa), HEKOTOPBIX OOJIE3HSX
HAKOIUIEHHsI W TPU JEeKOMIICHcAIuu runeprpodupoanHoro cepama npu Al [146]. Tlo maHHBIM
BU3YQJIM3UPYIOUIMX MeTo0B TojimuHa cteHoK JOK u MOKII B Takux ciiydasix MOKET COOTBETCTBOBATH
pedepeHcHbIM  3HaueHusM. M3meHeHne MopdodyHKIMOHATBHOTO (eHoTuna, Kak MpaBUIIo,
npeamecTByeT nporpeccupoBanuto cumntomoB XCH, passutuio @I u BCC.

3anono3puth pazButue AunatanuonHoi craauu ['KMII-penotuna Ha 3Tane yMeHbIIEHHUS TOIIIMHbI
CTEHOK, yBenuueHus paszmepa mosioctu JDK, caHmwkenus @B JDK um ycyryOneHus auacToIM4YecKOn
TUucHYHKIMH MOxkeT momoub otienka OTC JIK.

[Mpu «kmaccu4eckoM» AMIATAMOHHOM MOP(PO(YHKIIMOHATEHOM (EHOTHIIE BBISBISIIOT TOHKHE
crenkn JOK nipu yBenmuenHo# nonoctu JIXK u camxennn ®B. [Ipu atom, kak npaswo, OTC JIXK <0,3.

OTC JI)XX >0,35 B 60oabpIMHCTBE ciiydaeB cBHUIETeIbCTBYET 0 (heHoture JIKMII ¢ oTHOCHTENBHO
ToJICThIMU cTeHKaMu JIJK, KOTOpBIi MOKeT BKIIIOUaTh AuaTannonnyto ¢azy 'KMII-6one3nu capkomepa
u nunaranuoHHyro ¢asy Gernokonuit ' KMII (aTakcus @punpeiixa, 6oe3ap @adpu u 1ip.). DTOT BapuaHT
TeHEeTUYECKU IEeTePMUHUPOBAH, ABJIIETCS KOHEUHBIM 3TanoM pemoaenupoBanus JOK u pazBuBaercs y 15-
20% manueHToB ¢ BhIIIE IepeYUCIIeHHOM maTonoruei, y 5-10% 13 KoTophIX Mpolecc IporpeccupyeT 10
TSDKEJION CHCTOJIO-AMACTOMNueCKoM qucdyHkimn u BeipakenHon CH [147].

Bemuunaa OTC JIXK B mpenenax 0,30 — 0,35 npeacraBisieT co0oi «cepyro 30HY», KOTZIa THOJIOTHS
KMII moxet ObITh pa3aM4HON, HO YaIlle 3TO MCXOA B Awiatanuio npu runeptpoduu JIK Beiencreue
JUIUTEIHHO CYIIECTBYIOUIEH M HEKOHTpoiupyeMoil Al B coueTaHHH C OXUpEHHEM c/0e3 caxapHOTO

nuabeta 2 tTuna. PakToOpaMu, aCCOLUUPYIOIIMMUCS C pa3BUTHEM AujaTtanuonHoro ¢penoruna npu ['JDK,
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cBsizanHOU ¢ Al, siBisitoTcst Gojiee cTaplivii BO3pacT, AIMTEIBHOCTh M CTENeHb KOHTpois Al', OGonee
BbIcOKue mudpst A/l

YTouHEeHHE TPUYUHBI TOPAXKEHUSI MHOKapaa y 60asHO0TO0, nMeroriero penorun JJKMIT npu Hanmann
OTHOCHUTENIBHO TOJICTBIX cTeHOK JDK, MoxkeT momoub B BbIOOpE NMPaBHIIBHOW CTpaTeruu JedeHus (Iis
CBOEBPEMEHHOTO HA3HAYCHHUs CHENU(UYECKONH Tepanmud W TPU OLEHKE NPOTUBONOKA3aHUN IS
TPaHCIUIAHTAIIUU CEeP/ILIa).

C uenwto nposeneHus auddepeHnnanbHoro quarsosa «kimaccudeckoi» JIKMII ¢ qunartarmonHon
¢azoit ['KMIl/dpenokonuit I'KMII HeoO6XoaumMo y4MThIBaTH THI HAacleOBaHUS (ayTOCOMHO-
JIOMUHAHTHBIN/ay TOCOMHO-PELIECCUBHBIN), CeMEHHbII/HECeMEeHbIN XapakTep 3a00eBaHus, AUHAMHUKY
(Ha TPOTSHKEHUWH HECKOJBKUX JIET, JCCATWICTHH) IMoka3aTtenel mopdodyHKImonansHoro (eHoruma
(pasmep momoctu JIXK, Tommuny crenok JK, ®B JDK, OTC JIXK).

Anroput™m muddepeniuanbHoit auarHoctuku ¢enoruna JIKMII B 3aBucumoctn or OTC JDK

nipeAcTasieH B [lpunoowcenuu b4.

3. JleueHnue, BKJIIOYASI MeIMKAMEHTO3HYIO H HeMeTMKAMEHTO3HYIO Tepanuu,

AMETOoTEepanuI, 00e300JMBaHNe, MeINIMHCKHE MMOKA3aHUS M IPOTHBONOKA3AHNUSA K

IIPUMEHCHHUIO METOA0B JICUCHUA

Jleuenne mnamumentoB c¢ JKMII crpourcs Ha mnpuHumnax tepanuu OonbHbIXx XCHH®B n
XCHyun®B [46, 148, 149].
OnTuManbHOE BO3/EICTBHE, HANPABICHHOE HA YJIYyYIIEHUE MPOrHO3a JKU3HU M MPOPUIAKTHKY

TOCHIUTAIN3AIH, BKITFOYAET:
u nposeneHue coppeMeHHoil bBMT, ocHOBaHHOM Ha JTI0KAa3aTeNIbCTBAX;

. ONITUMANIEHYIO TPOPHUIIAKTHKY JKU3HEYTpoXKatommx Hapymenuii purma u BCC, Bkioyast
UMIUIAaHTAlMIO  KapaunoBeprepa-nepudpmwuisitopa (KBJ)  ummmantupyemoro*** ¢ yderom
TeHEeTUYECKOro mnpo¢wmis nalueHTa, abjaluio apUTMOreHHbIX cyOctparoB, mnposeneHue CPT,

CBOEBPEMEHHYIO YCTAaHOBKY HOCTOSTHHOTO AJIEKTPOKAPANOCTHMYIISATOpa HUMILTaHTHpYyemoro*** (3K C);

. JOCTHKEHHME LieaeBbIX nokaszatened remoauHamuku (YCC, AJl, HOpMOBOIEMHUYECKUN
CTaTycC);

. npodUIakTUKy TpoMOoIMOonueckux ocnoxkueHui (TD0);

. JOCTIDKEHUE U yJepXKaHHUE IeNIEBBIX MOKazaTeslell OMOXMMHUECKOT0 U TOPMOHAJIBHOTO

cratyca (YpoBHS B KpOBH KajHs, HATpUs, KaJblus, albOyMHHA, THPEOTPOIHOIO TOPMOHA,

[JIMKHPOBAHHOTO FeMOTIIO0ONHA, (eppUTHHA, U MHACKCA HACBIIICHHS TpaHCheppHHa JKeJIe30M);
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. BBISBJICHHE M KOPPEKIMIO BHEKapJUaJbHONW MATOJOTMM, KOTOpas CIOCOOCTBYET
nporpeccupoBanuio auchyskmun JDK (Tupeomnmneie auchyHKOMHM, aHeMus U okene3oaeduuut,

JETpeccust U p.);

. NEPUOINYECKUNA CKPUHUHT JUIS BBISIBICHHUS NPOIPECCHPOBAHUS ATEPOCKICPOTHUUECKUX
CC3, caxapHoro amabera y JUI ¢ HaIM4ueM o4yeBUAHBIX (hakropoB pucka CC3 ¢ mocnemyromei ux

KOppGKIIHGfI B COOTBETCTBUH C KJIIMHUYECKMMHU PECKOMCHIALUAMH,

. nporIakTUKy WHOEKIIMOHHBIX 3a00IeBaHUi (BaKI[MHAIIMN COTJIACHO PEKOMEH/IAIIHSIM),

CaHAIIMIO 0YaroB XpOHUYECKON HH(EKINH;
" BMT y nanueHToB ¢ npu3Hakamu TepMuHaIbHOU ctaguu XCH;

. HalpaBJICHWE Ha TPAHCIUIAHTALMIO Cepilla, HUMIUIAHTAMIO CUCTEMbI KeNlyJ104YKOBON

BCIIOMOT'aTeILHOMN HMHHaHTpreMOﬁ*** M TTAJJIMATUBHBIC MEPBI 110 IIOKA3aHHUAM,

" TEpalM  MYJbTHUAMCUUIUIMHAPHOW KOMAHJIOM C IPUBJIICYECHUEM CIELUAIMCTOB
COOTBETCTBYIOIIETO0 Mpoduiss TpH HAIWMYAKM  3HAYUMOW  KOMOPOWIHOCTH  (OHKOMATOJOTHS,

peBMaTosiorndyeckue 3adboneBanusi, BUY u np.) unu 6epeMeHHOCTH.

3.1 MeauKaMeHTO3HO0e€ JieUeHHEe XPOHUYECKOM CEePACYHONM HEIOCTATOYHOCTH

Taktuka nekapctBeHHo Tepanuu XCH y manmentoB ¢ JKMII He oTiamyaeTcs OT TaKTHUKH
nedenus nanueHToB ¢ XCHE®B u XCHyn®B, 00yciioBieHHON ApyTrUMHU STHOJIOTHIECKUMU (paKTOpaMH.
B cBs3u ¢ 3THM mpencTaBisieTcss 000CHOBAaHHBIM HCIIOJIb30BAaHHUE MOCIEIHEr0 BapuaHTa KIMHHUYECKUX
pexomenaanuii mo CH [46, 52, 148].

JlanHble UI1 peKOMEeHAAUMH 1Mo JjedeHuto OeccumMnToMHOM aucynkumu JDK ckyassl, dto
npenacrasiser npobnemy npu reHermdyeckux KMIIL, mpu KoTOphIX 3HauuTeNbHAasT YacThb MOJOIBIX
MaIMEeHTOB 0€3 WU TOJIBKO ¢ Jerkumu cumntomamu CH, u 3a0051eBaHIe 4acTO BBISABIIAETCS C TOMOILBIO
KacKaJHOro CKpuHHHra. [1ocKosIbKy A0Ka3aHO, 4YTO OCHOBHBIE Npenapatsl 1uist aeueHns X CH Bausior Ha
pemonenupoBanue JOK y manumentoB ¢ cumnromuoi auchynkmueit JOK, tepamus CH nepBoit imHuM
MOXXET paccMaTpuBaTbCcs Yy MalMeHToB ¢ paHHuMu Gopmamu JIKMII i mpenorBpaieHus
nporpeccupoBanuss  gunatarud u - guchyakoum  JDK (Hampumep,  uHrHOmToper  AIID
(MATI®D)/anTaronuctel  peuentopoB anruorensmHa |l (APA), Oera-agpenoonokatopsr  (Bb),
AQHTarOHUCTHI aJTbJOCTEPOHA).

» Bcem mnamumentam ¢ cumnromHoi XCH wu Huskoi ¢pakmmeii BoiOpoca JIK (<40%)
pekomenayiorcs HAII® |/ BancaprantcakyouTpuia**, BB, aHTaroHHCTBI AaJIbJAOCTEPOHA,
WHIMOUTOPHI HATPUIA3ABHCHMOTO TepeHocYruKa rioko3bl 2 tTuna (MHI'JIT2) (nanaraudgao3sun™*,
IMNArJau@Io3nH**) B cocTaBe KOMOMHUPOBAHHOW YETHIPEXKOMIIOHCHTHOM TEpamuu Ui CHIDKCHHUS

pucka rocruranusaimn u3-3a XCH u cmepru [46, 52, 148, 150-152].
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EOK ner (YYP C, YA 5)

Kommentapumn: OOnum u3 6ajdCHbIX apeyMeHmo8 8 NOJb3Y PEeKOMEHOAyul no pAaHHeM)y HAYaxy
npuema 4-KOMNOHEHMHOU KOMOUHUPOBAHHOU 6A3080U mepanuu U OmKA3d Om CMAHOAPMHO20
cmynenuamo2o nooxooa K HazHauvenuro 60azogou mepanuu onn aedenus XCHu®B cman ananus
npeumywecms 4-xomnonenmuou mepanuu, sxuoyaioweli bb, sarcapaman~+caxkyoumpun™*, uHIJIT2 u
anbOOCMepPOHa aAHMALOHUC NO CPABHEHUIO CO CMAHOAPMHOU 2-Komnonenmuou mepanuei MAIID unu
APA u Bb [153]. Kak noxazanu pezynsmamel ananusa, 4-komMnoneHmuas mepanus no CpAGHEHUio ¢ 2-
KOMNOHEHMHOU mepanueli n0360Jislem Y8eautiums npoooJdicumenbHocms dxcuzuu nayuenmos ¢ XCHu®B
6 6ospacme 80 nem 6 cpeonem na 1,4 200a, a nayuenmos 6 sozpacme 55 nem - na 6,3 200a. B opyeom
amanuze onpeoensanu Ccymmapuvli dpgexm npumeneHus A-KoOMNOHeHMHOU mepanuu, GKIoYasuleli
sancapaman~+caxyoumpun™* u uHIJIT2, 6 cpasnenuu ¢ mpouHoi HetipocoPMOHANbHOU OIOKAOOU KAK Y
CMAOUNLHBIX, MAK U OeKOMNeHCUuposanuvlx nayuenmos ¢ XCH npumenumenvHo K pe3yibmamam
poccuiickux uccrnedosanuti [154]. Ilo Odannvim smoco awnanuza nokazamenv cmepmuocmu ha 100
yenosexo-rem cruudicaicsi ¢ 36,8 oo 19,9% (omnocumenvroe cuusicenue pucka na 46%) na gone 4-
KOMnOHeHmHoU mepanuu. Takum obpazom, usmeHeHue makmuku Ha4aibHOU mepanuu y nayueHmos c
XCHu®B 3axnouaemcsi 6 pexomeHOoayuu Kak MOJCHO Oojlee panHe20 HA3HAYeHUs J1eKaApCMEEeHHbIX
npenapamos 8cex yemvlpex Kiacco8, ¢ NOCAeOVIOUUM HOCHENeHHbIM N00O0POM 003 00 YelesblX Ulu
MAKCUMATBHO NEPEHOCUMBIX C YUemOoM UHOUBUOYATbHBIX Xapakmepucmuxk nayuenmos [52].

= Bancapran+cakyouTpuia** pekomenayercs Bcem manueHTam ¢ JIKMII u cumnromuoit
XCHH®B 1ipu 0TCYTCTBMU MPOTUBOIOKA3aHUM JJIsI CHIDKEHUS pUCKa rocnuranu3anuu u3-3a XCH u
cepaeuHO-cocynucToi cmeptu [46, 52, 148, 155, 156].

EOK IB (YYP B, Y]/ 2)

Kommentapun: B PKU PARADIGM-HF uacmoma eocnumanuzayuii u cmepmuocme Ovliu

* no cpasmeHuro ¢ IHANANPULOM™™

BHAYUMETLHO HUdNCe NPU NPUMEHEHUU 6aicapman-+caxyoumpuia™
[156]. Cpeonee spems doorcumus nayuenmos ¢ XCHu®@B 6o3pacmano na 2,1 200a npu nepesode ¢ UAIID
Ha eancapman+caxyoumpun™* npu 0OHO8peMeHHOM CMAMUCMUYeCcKy 3HAYUMOM VIYYULeHUU Kaiecmad
orcusnu nayuenmos [157].

. Nannmarnus  Tepanuu  BajcapTaHoMm-+cakyoutpuiom™*  Bmecto  MAIID/APA
pekomenayercst y nanueHToB ¢ XCHH®B, rocnurann3upoBaHHbix Mo npuunHe Aexkommencanun XCH,
MocJie CTaOMITU3aluy TTapaMeTPOB TEMOJIMHAMUKH IS TATbHEHIIIET0 CHIKEHUS PUCKA TOCTIHTATH3AIUI
u3-3a XCH u cepaeuno-cocyauctoit cmeptu [46, 148].

EOK llaB (YYP C, Y11 5)

Kommenrapumn: Kpumepuamu cmabunuzayuu napamempos 2emMOOUHAMUKY NO  OAHHBIM

uccneoosanusi PIONEER-HF (Angiotensin—Neprilysin Inhibition in Acute Decompensated Heart Failure)

aensaiomes: CAA>100 mm pm. cm. 8 npedwecmsyrowue 6 uacos, omcymcmeue CUMNIMOMHOU SUNOMOHULL,
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omcymcmeue y8eauyeHus 003bl BHYMPUBEHHBIX «NeMIeblX» OUYPemuKos 3a npeduiecmayioujue 6 yacos;
omcymcmeue 6HympueeHHo20 86e0eHuUs nepughepuieckux 8az00UIamamopos 0 Aedenus 3a001e6aHull
cepoya 3a npeowecmgyrowue 6 yacos; omcymcmeue 6HYMPUBEHHO20 66€0eHUsl KAPOUOMOHUUECKUX
cpedcms, Kpome cepOeuHblX 2auKo3uoos, 3a npeduiecmsyrowue 24 wyaca. Jlannvlie xpumepuu
be3onacHocmu  peKkoMeHO08aHO Ccobndams Npu  HA3HAYeHUU eajicapmana-+caxkyoumpura™> y
2ocnumanu3uposanuvix 6oavusix ¢ dexomnencayuett XCH [158].

. Bascaprant+cakyoutpuia** pekomenayercs nmanueHTam ¢ JJKMII u XCHyn®B ¢ nensio
CHIDKEHUS pHcKa rocrimTanusanuu u3-3a XCH u cepaeuno-cocynucroii cmeptu [46, 148, 159, 160].

EOK llaB (YYP B, Y11 2)

Kommenrtapuu: /1o pesyiomamam uccreoosanus PARAGON-HF, 6 komopoe 6viiu sxnouent
nayuenmol ¢ XCH u @B >45%, sancapman+caxyoumpun™* no cpasnenuio ¢ 8aicapmanom, CHUNCAT
8EPOSIMHOCMb CEPOEYHO-COCYOUCOU cMepmu U obujee Koauuecmeo cocnumanusayuii no nogody XCH
Ha 22% y auy ¢ meduanoti @B JDK nuoice unu pasuou 57% [159, 160].

. HManaraudaosun™* / smnarauduaosua** pexomenayorcs mnanueatam ¢ JKMIT wu
XCHyu®B c nenbio CHImKeHHs prcka rocnuranuzanuu u3-3a XCH u cmeptu [46, 148, 161, 162, 163].

EOK IA (YYPB, Y1/ 2)

KommenTapum: Pesyromamsr uccnedosanusi EMPEROR-Preserved nokaszanu s¢pghexmusnocmo
IMNALAUPNOZUHA™™ 68 CHUNCEHUU PUCKA CePOEYHO-COCYOUCMOU CMEPMU U 20CRUMANU3AYUY NO NOBOOY
XCH y nayuenmos ¢ @B JDK >40% (OP 0,79; 95% /{1 0,69-0,90; P <0,001). B uccredosanue bviiu
sKAO4eHbl nayuermol ¢ ar0oou smuonoeueti CH u nezasucumo om nanuuus CJ] 2 muna, umo noseonsem
pexomenoosamv npumernerue npenapama npu JJKMII ¢ cayuae, eciu @B JDK evuue 40% [161, 162]. B
uccredosanuu DELIVER y nayuenmos ¢ CH u ®B JDK >40% oanazcaugrosun™* nokazan
aghhexmueHocmsb 8 CHUNCEHUU PUCKA YXYOULeHUSL CepOeUHOlU HeOOCMAmOUYHOCMU (He3anIaHUpPOBaAHHOLL
eocnumanuzayuu no nogody XCH, nubo cpounozo nocewenus no noeody XCH) u cepoeuro-cocyoucmoti
cmepmu (OP 0,82; 95% /{1 0,73-0,92; P <0,001) [163].

= [Ipumenenne APA pexomenayercs nanuentam ¢ JJKMIT u XCHH®B Ttonbko B cityuae
HETEPEHOCHMOCTH BajicapTaHa+cakyoutpuiaa™* / MAII® win BasicapTaHa+cakyOuTpuiaa™* i CHIKEHHS
pricka rocrmranusanuu u3-3a XCH u cmeptr [46, 52, 148].

EOKIB (YYPC, YA 5)

Kommenrapuu: /s nayuenmos ¢ XCHu®@B evibop npenapama uz xkiacca APA oepanuuen

**)'

mpems JeKapCmeeHHbIMU CpeOCmeamuy (8aicapman, KaHoecapmau, 103apmau npu npuMeHeHuu

komopuvix 6 PKH nokazano ynyuuwenue npoenosa dcusHu maxux nayuenmos (maoauya 1 Ilpunoscenus
A3) [164-166].
* [Ipumenenue uBadpaamHa™* pexomenayercs nanueHtam ¢ JAKMII u cumnromHoR

XCHuH®B II-1IV ®K npu cunycoBom putme u YCC >70 B 1 MuH., HaXOOAIIMMCS Ha TEparuu
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PEKOMEH0BaHHBIMHU (nm MaKCHUMaJIbHO NePEHOCUMBIMHN ) J03aMHU bb,
N ATI®/Bancapranat+cakyourpuna**/APA, AHTaroHUCTAMHU aJbJI0CTEPOHA u
namarnudiao3nHoM™**/smuarnudao3suHOM™**) IS CHU)KEHHS PHCKAa TOCHUTAIH3AlMi W CMEPTH 110
npuunae XCH [46, 52, 167] (EOK 11aB (YYP B, Y]/ 2)), a takke OOJbHBIM, KOTOPbIE HECIIOCOOHBI
MEPEHOCUTh WM UMEIOT MPOTHUBOINOKa3aHus kK HasHayenuto bb [46, 52] (EOK II1aC (YYP C, Y]/ 5)).
= JImyperuku pexkoMenayrwortca nauveHtam c¢ JKMII u XCH c nmpusHakaMu 3aaepiKKu

KHUJIKOCTH JIJIS YITy4IICHHsI CAMIITOMOB, @ TaK)Ke JIJIsl CHIDKCHHUs pUcKa rociutanu3anuu u3-3a XCH [46,
52, 168]. (EOK I1aB (YYP A, Y 1)).

. Ha3nauenue qurokcmua™™ mosxer ObITh pekoMeHaoBaHo nanueHtam ¢ XCH 1I-1V @K,
@B JI)XK <40%, cuHyCOBBIM PHUTMOM IpH coxpassmomuxcs cumnromax CH, HecMoTpsi Ha Tepamuio
HNATId/Bancapranom+cakyoutpunom™**/APA, bb, AHTarOHHUCTaMH aJbJA0CTEPOHA,
nanaraudao3nHOM* */sMnarnuo3snHOM™ ™, Ui CHW)KEHHs pucka rocnuranu3anmid m3-3a XCH u no
nro0oit mpuuune [46, 52, 169, 170].

EOK I1bB (YYP B, Y/ 2)
KommenTapuu: Onmumanvruou 0o030u oucoxcuna™** ons nevenus nayuenmos ¢ XCH u CK® >30
ma/mun/1,73 mM? cuumaemcsa 0osa, cosdarowasn kouyenmpayuto npenapama 0,8-1,1 ne/mn 6 xpoeu,
06v1yno ona cocmasnsem 0,125-0,25 me/cymru. Ilpu onumenvHom npumenHenuu HeoOX00UM KOHMPOb
Konyenmpayuu oucoxkcuna** ¢ kposu [169], a npu omcymemeuu maxoii 603modxcHocmu — nepuoouieckas
OYEeHKA OaHHbIX CYMOoUH020 MoHumopuposarusi IKI 015 svisienenus npoepeccupyrowe2o HapyuieHus AB-
npoBOOUMOCIU UNU NOTUMOPOHOTU, NOTUMONHOU HCENYOOUKOBOU IKCMPACUCTIONUU U UHBIX NPUSHAKOS
nepeodo3uposKU OULOKCUHA ™ *.

[Ipenapatsl, pexkomennoBanHble s jeueHuss XCH u ux m03bl mpenacraBieHsl B mabauye 1

Ilpunooscenus A3.

3.2 JledyeHre HAPYUIEHUHA puT™MA cepaua v namuenton ¢ JJKMIT

JIKMII xapaktepusyercsi NEPBUYHBIM MOBPEKICHUEM CEPAECYHON MBIl U BBICOKUM PHUCKOM
pasButuss HPC, ocobernno KA u BCC, uro cBsizaHo ¢ ¢UOPO30M MHOKapaa M PEeMOJICTUPOBAHHEM

MOHHBIX KaHaJIOB, BIMAIOIINX HAa BJICKTpO(bI/IZ%I/IOJIOI‘I/I‘-IeCKI/IC CBOMCTBaA KapaAuOMHUOIHUTOB [171]

3.2.1 JleueHue KeJTYI0YKOBBIX apuTMHUii U npoduaaktuka BCC

B uccnenoBanusx nokaszano, uro npsmoir npuunHoid BCC y nanuentoB ¢ XCHH®B sBnsroTcs
pemoenupoBaHue U GUOPO3 KeMyI0UYKOB, TPUBOIAIINE K OCTPOU ANEKTPUUECKON MM MEXaHHUECKON
HeocTaTouyHOCTH. B cBsi3u ¢ 3TuM ocHoBoii npodunaktuku BCC npu JIKMII sBAsIOTCS JIeKapCTBEHHBIE
MperapaThsl, 00J1aJar0IIHe AHTUPEMOISITUPYIOIIUM B aHTHPUOpo3HBIM 3 dekTamu, a Takxke CPT. B PKU

MPOJEMOHCTPUPOBAHO, YTO PErPecc PeMOIeITMPOBaHus cepana Ha GoHe npuMeHeHus bb, antaronncTos
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aJIbJIOCTepOHa, BasncapraHa+cakyourpmwia**, uHI'JIT2, a takke CPT cHmXaeT pUCK BO3HUKHOBEHHS
ycrorunBoii XKT u conmpoBoXkIaeTcsi 3HAYUTENILHBIM CHIDKeHHeM pucka BCC [172-178].

C npyroit CTOpOHBI, HEIAaBHHE HCCIICIOBAaHMs TOKa3biBalOT, uTro (enotun JAKMII wurpaer
omnpezaeneHnyo ponb B pucke BCC. [lauuments, koTopsie umeroT reneruueckue Qopmsr JKMII ¢
Bapuantamu PLN, DSP, LMNA, FLNC, TMEM43 u RBM20, umeroT cymecTBeHHO 00Jiee BBICOKYIO
4acTOTY cephe3HbIX apuTMuueckux coobiTuit 1 BCC nHezaBucumo ot @B JIXK, uem manueHTs! ¢ ApyrumMu
npuurnHamu JIKMII. 'ensbl, cBs3aHHBIE ¢ O0JI€€ BHICOKUM PUCKOM apUTMHUM, NMPEACTaBICHBI B OCHOBHOM
reHaMH, Koaupyroummu saepayto ooonouky (LMNA, EMD, TMEMA43), necMocoMalbHBIMA T€HAMH
(DSP, DSG2, DSC2, PKP2) 1 HEeKOTOpbIMU TeHaMU LIUTOCKeNeTa [2].

VY cuneHrne apuTMUUECKOT0 pUCKa — Cepbe3HbIe MOO0YHbIE 3(PPEKTHI HEKOTOPHIX MPENapaToB s
neudenus 3abonesanuii cepaua. B psne PKU nokaszano, yTo CTpyKTypHbIE H3MEHEHUS Cep/ilia C HATUYUEeM
JIEKTPUUYECKON HECTAOMIBHOCTU SIBJISIIOTCS OCHOBHBIM (DAKTOPOM PHUCKA PA3BUTHUS MPOAPUTMHUECKUX
3¢ (GEeKTOB TaKUX MPENapaToB [Is JeueHus 3a00eBaHu cep/la, kKak cotanor™* u ap. [179, 180].

= [Manuentam ¢ JAKMII pexomenayercss Koppekiuus (pakTOpoB, MPOBOLUPYIOUIUX HIH
yxyamaoumx TeueHue JKA (Koppekuus HapylIeHUH SJIEKTPOJIUTOB U JNUCHYHKUUU IIUTOBHIHOMN
JKeJe3bl, OTMEHA JICKapCTB, MPOBOIHpYNHX JKA), ¢ Henblo JeueHUs U NpOPUIAKTUKN apuTMuii [46,
148].

EOK IIaC (YYP C, YA 5)

= [lammentam ¢ JJKMII pekomennyerca HazHauenue bb ¢ nenpro nedenus cumntomHon K9
[1].

Kommenrtapuii: b5 neobxooumo paccmampusams 6 Kauecmee OCHOBbL AHMUAPUMMUYECKOU

mepanuu KA y nayuenmoe ¢ JIKMII u XCH.
EOK IA (YYP C, V]I 5)

= [MTammmentam ¢ JJKMIT u XCH mokeT ObITh pEKOMEH/IOBAHO Ha3HAUYCHHE aMHOJapoHa™*

JUTSL JIEYEHHS 9acThIX cuMnToMHBIX JKD mnm HeycroiumBeix JKT [2, 148, 181].
EOK I1bB (YYP C, V]I 5)

. AMuomapoH™* He peKoOMeHAyeTCs ISl JIeUeHUs acUMNTOMHBIX HeycToWdyuBbIX KT y
naruenToB ¢ XCH no coobpaxenusm 6e3onacHocTH (ekommnencanus XCH, npoaputmorenssiii 3¢ dexr
Wi cMepTh) [46, 182].

EOK I A(YYP C, Y1 5)

Kommentapumn: Crnedyem yuumwvieamo, ymo npumeHeHue amuooapoHa™>* mooicem yxyouiamo
npoero3z y nayuenmos ¢ XCHu®@B 1-IV @K. B uccredosanusx noxazano, umo Amuoodapon** cnusicaem
yacmomy peyuousos KT, no modxcem yxyouams cepoeuno-cocyoucmole ucxoowt y nayuernmos ¢ XCH. YV
nayuenmos ¢ npucmynamu ycmouuusou KT u 6noxaoou JIHIII, y komopwvix Obiia nposedeHa 3amenda

00biuno2o KB/*** na KB/[-T*** (kapouosepmep-0epubpunisimop umniaHmupyemviil mpexKamepHulil
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(busenmpuryIsapHLIL))***, conymemesylowee npumenenue amuooapoHa™™* Oviio C653aHO ¢ MEHbULUM
cyorcenuem QRS, menvuum nogviuenuem @B JDK, bonvuum puckom cmepmu, mpancnianmayuu cepoya,
a makaice puckom noemoprozo npucmyna ycmouuusou KT [182].

* JIcionib30BaHMEe aHTHMApUTMUYECKUX mpemaparoB, kiaccel |A, IC u IV knaccos
(HeIUTUIPOTIUPUAUHOBEIE  OJIOKaTOpbl KanblueBbIX KaHamoB (ATX CenekTUBHBIE OJIOKATOPHI
KaJIbLIMEBbIX KAHAJIOB C MPSIMBIM J€HCTBHEM Ha cepjilie)) He pekoMeHayercs y nauueHtos ¢ JJKMII u
XCHH®B mnpu sHammuuun XA mno cooOpaxkenusiMm Oe3omacHoctu  (mexommeHcaruss XCH,
POAapUTMOTeHHBIN 3 deKT nnm cmepth) [46, 148, 180].

EOK I A(YYP C, YA 5)

. [Ipu pedpakTepHOCTH APUTMHHA K MEAMKAMEHTO3HON TepaIlluy OTACIbHBIM MaIMEHTaM C
JKMII u XCH moxeTr ObITh pEeKOMEH/IOBaHA PAJMOYACTOTHAS aOJISIIUS apUTMOTCHHBIX 30H C IEJBIO
MOJIyYEHUSI KOHTPOJISI HaJ[ KTy JOYKOBBIMH TaXUKAPIAUSIMU WIH MPEIOTBPALICHUS TOBTOPHBIX Pa3psIOB
KBJ[*** [46, 148].

EOK I1bB (YYP C, Y] 5)

IepBuunas npopuiaakruka BCC

= [Nanuentam ¢ JKMII u XCHH®B npu Hanuuuu >KenyIOYKOBBIX HApyLIEHUH pUTMa
pexomenayercss ontummzanus 103 HAII®/Bancapranatcakyourpmia**/APA, bb, anraronucron
aJIbJJOCTEPOHA C Iebi0 cHkeHus pucka BCC [2, 46, 148].

EOKIA (YYPC, YA/ 5)

Kommenrtapun: Eciu nayuenm naxooumcs wna mepanuu MHAIID umu APA, nanuuue
arcenyoourosvix HPC sensemcs 00OnoaHUmMenbHblM N0BOOOM nepesooa Ha 8aicapman~+caxyoumpun™¥*,
max xax 6 PKU PARADIGM-HF sancapman+caxyoumpun** 6onee snauumo cuusxcan puck BCC (na
20%) no cpasHeHuro ¢ BLICOKUMU Q03GMU SHALANPUIA™™ Y nayuenmos, yoce nonyuaswux BB u
anmazonucmol anvoocmepona (OLL = 0,80 (95% /IHU: 0,68—0,94) p=0,008). Beruuuna cnuxcenuss BCC
npu uneubuposanuu Henpuausuna owviia maxcumanvroi (50%) y nayuenmos ¢ KB/[*** [183, 184].

. [Taruentam ¢ JIKMII, umeromum Boicokuit puck BCC u HykIarouMcs B €€ IEpBUYHOM
npoduiakTuke, peKOMeHIyeTcsl HasHaueHue bb ¢ nesnpio camxenns pucka BCC [1].

EOKIA (YYPC, YA/ 5)

KommenTapuu: donorcnovl naznauamocs BB, pexomenoosarnnuie ons nevenus XCHu®B, ¢ yuemom
NPOMUBONOKAZAHULL U 8O3MOIICHBIX NOOOUHBIX IPPexmos.

= [Ipumenenne npyrux aHTHApUTMHUECKMX IHpernaparoB (3a wuckiaroueHueM bb) He
pexomenayetcs st npodunaktuka BCC y maruentos ¢ JIKMIT [1].

EOKIIIA (YYP C, Y 5)

KommeHnTapuu: ucnonvszoganue awmuapummuveckux npenapamos | wxnacca (ATX CO1B

Anumuapummuueckue npenapamsi, kiaccol | u W) u IV kracca (neoueuoponupuounoswie droxkamopwi
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kanvyuesvix kananos (ATX «Cenekmugnvie 610KAmMopbl KANbYUEBbIX KAHANO08 C NPAMbIM Oeliceuem Ha
cepoyer)) y nayuenmos co CMPYKMypHOU RAmono2uell cepoya uiu CUCMOIUYECKOU Ouc@yHKyueu
Mmodicem  npusooums K yeeauuenuto pucka BCC u x npoepeccuposanuro CH, a npumenernue
Amuooapona** y maxux nayuenmos ne yayuuaem npozros [1].

. [Marmuentam ¢ JIKMII u CH ¢ ®B JDK <35%, HaxomsmuMcs Ha ONTUMAaJIbHOU
MEJIMKaMEHTO3HOHM Teparuu, ¢ MpeanojgaracMoi MpoIOJHKUTEIBHOCTBIO KU3HN KaKk MUHUMYM 1 Tox1 B
YJOBJIETBOPUTEIHHOM (PYHKITMOHAIBHOM cTaTyce pekomeHayercs yctanoBka KBJ[*** wim KBJ[-T*** ¢
nesnbto npodpmiakruku BCC [2, 46, 148].

EOK lla (YYP C, Y] 5)

Kommenrtapuu: Pesyromamul ucciedosanus DANISH, ¢ xomopom 6onee 50% nayuenmos
nonyuaru CPT 6 oonoanenue xk onmumanvrou meouxamenmosnou mepanuu (OMT), noxkazanu, umo
KBJ/[*** cnuocaem puck BCC na 50%, Ho ne oxazvieaem 3HAYUMO20 GIUAHUSL HA CMEPMHOCMb OM 6CEX
npuuun [185], oonako cybananuz smoco uccaedosanuss npodemoncmpuposan, ymo KB*** cuuocan
o0bwyio cmepmuocmo y nayuenmos monodice 10 nem [186]. Bonee évipasicennoe chucenue cmepmuocmu
om ecex npuuun y nayuenmos ¢ [JJKMII, yem y nayuenmos ¢ uwemuueckou smuonocuei XCHu®B, 6
pesynrbmame Oobasnenus @yukyuu Oepuopuiniayuu k CPT 6vi10 nokaszano u 6 ucciedo8axuu
COMPANION [187].

. Nmmnnanranus KB/*** onno- nnu aByxkamepHoro, uin KBJ[-T*** pekomenayercs s
npodpmnaktukn BCC marmumentam ¢ JIKMII, oxumaronum TpaHCIIATAIIMIO CEpJlla BHE JIEYEOHOTO
yupexxaenus [1].

EOK IIA (YYPC, YA 5)

Bropuunas npopuiaaxkruka BCC

. [Maumnentam ¢ JKMII, umeromum nossiieHHb puck BCC u HyxJnawommmcs B ee
BTOPUYHOM NpodritakTuKe, peKoMeHayeTcs: HasHaueHune bb mist camkenns pucka BCC [1].

EOKIA (YYP C, YA/ 5)

Kommenrapuu: BB, pexomenoosannvie npu XCHu®B (6uconponor**, memonponon**,
Kapeeounon™*, HeOugonon), credyem paccmMampueams 8 Kawecmee OCHO8bl AHMUAPUMMUYECKOU
mepanuu y nayuenmos ¢ J{KMII u evicokum puckom BCC.

. [MTammenram ¢ JIKMII, mepenecmum snuzon KA, npuBeamuid K HECTaOWIBHOCTH
MoKasaresel reMoJuHaMHUKU (BO3HHKIIEH He B mepBble 48 4 mocine octporo UM u He CBA3aHHOU C
00paTUMBIMHU MIPUYUHAMH), peKOMeHyeTcs: uMIutanTarmsa KB/I*** ogHokamepHOro miu JByXMepHOTO
nmu KBJI-T*** B Tex cimydasix, Korja oxxujgaeMas mpoA0KUTEIbHOCTD KU3HU COCTAaBIsET >1 roaa nmpu
xopoiireM GyHKIIMOHATBLHOM cTaTyce, it cHmkenus pucka BCC u cmeptr ot Beex npuumH [1, 185].

EOK IA (YYP C, VI 5)
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Kommentapum: Pewenue 06 umnianmayuu yCmpoucmea OOIHCHO NPUHUMAMbCSA UCX005 U3
Kawecmea scuznu nayuenma, @B JDK (ne ycmanoeneno, ecmo au yayuuieHue gvidcusaemocmu npu @B
JDK >35%) u npu omcymemeuu y nayuenma opyaux 3a001e8aHuil, KOMopvie MO2ynm npueecmu K cmepmu
6 meuenue Oaudxcauwezo ecoda. Ilayuenmvr ¢ XCHuDB Oondicnel  nomyyams onmumanshyio
meoukamenmosnyto mepanuio HAIID/sarcapmanom~+caxkyoumpurom™*/APA, BB, anmazonucmamu
anvoocmepona, uHIJIT2 (Oanaznugpnozun™*, smnaznuprosun™*) [1, 46].

. Nmvmmanranus KBJ[*** ogHo- ninm n1ByxkamepHoro pekoMenayercs nanuentam ¢ JJKMIT
n ycroitunBoit XT npu ymepenHo BelpaxkeHHOW nuchynkuumu JDK u cHmwxenun OB <45% Bue
3aBHCUMOCTH OT BO3MOKHOCTH BBITIOJHEHHUS PAAMOYACTOTHOW aOisIMKU apUTMOTEHHBIX 30H H
Pe3yaIbTaTOB MPOLEAYPHI TSl CHU)KEHUS pucka cMmeptu [2, 148, 183].

EOK I C (YYPC, Y1 5)

Kommenrapun: Mvnianmayua KB*** 0o0no- unu osyxxamepnozo, unu ycmpoiicmea KB/{-T***
nayuenmam ¢ ycmouuusou KT conposodcoaemcs ysenuyeHuem GuldHCUBAEMOCU NO CPABHEHUIO C
npumenenuem npenapamos 0jist iederus sabonesanutl cepoya [1].

. Hasznauenue amuonapona** wim komOuHanuu amuomapona** ¢ bb pekomenmyercs mpu
Hanmuuuu npuctynoB JKT/¢pubpuwmnsmun xenynoukoB (PX) y nammentro ¢ JKMII, ecnu onm
OTKa3bIBAIOTCS OT uMIuianTauuu KBJ***, nubo »Ta omepanus He MOXKET OBITh BBHIMOJHEHA 10 KaKHM-
1100 mpuuuHaM, i cHmkenust pucka BCC [1].

EOK IA(YYPC, YA/ 5)

KommenTapuu: V nayenmos, wuysxcoarowuxca 6o emopuunou npoghuraxkmuxe BCC,
amMuooapon™*  unu  e2o  KombOuHupogawmoe npumenenue ¢ BB aengiomcs  eOuHCmMBEHHOU
MeoukameHmosnou aromepramueou KBI/[***, cnocobmnoii npedynpeosxcamo KT/DXK u yseruuusamo
NPOOOIHCUMENILHOCHb HCUSHU NAYUCHTNOB.

. Pexomenayercs mpoBoauTh JiedeHne marueHToB ¢ JIKMIT u mapokcusmamu KT/DXK
napajyielbHO C BBISBJICHHEM U yCTPAaHEHHEM WHAMBHAYAIbHBIX TAaTOT€HETUYECKUX (HaKTOPOB,
MOTEHIMAFHO MPOBOLUPYIONINX KU3HEYTOPOKAIOIIYI0 apuT™Muto [1].

EOK IC (YYP C, YA/ 5)

Kommenrapuu: Taxumu gaxkmopamu mocym 0Ovimb apummoceHHoe 6IusHUe HeKOMOpPbIX

J1eKapcmeeHHblx npenapamoe u AJIKO2O0JIA, OJIEKMpPOJIUMHbLE HapyuieHusl (ZMI’ZOKCZJZMQMM}Z,

ZUI’IOMGZHUEMM}Z), uwemu Muompda .

3.2.2 OcobenHocTH jevyeHus nanuenToB ¢ IKMII u ¢pudpuansuueii npeacepamii

[To nannubIM psiga uccnenoBanui, y 6onpiuHcTBa nanueHToB ¢ JJKMII u comyrcTBytomei OI1

Ha0Mro1aeTCs 3HaYUTENbHOE M ObIcTpoe yinyutneHue @B JIK mocie BoccTaHOBIEHUSI CHHYCOBOT'O PUTMA.
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[TompITKa BOCCTAaHOBIICHUSI CHHYCOBOTO PUTMa M TEPEOIeHKa HEOOXOAMMOCTH UMIUTaHTaruu KBJ[***
gepe3 40 mHei mocie 3Toro MoXKeT ObITh ONpaBIaHa s TaKuX marueHTos [188].

. DKCTpeHHas Hapy’KHas AJIEKTpUUecKasi KapIMOBEpCUsl PEKOMEHIyeTCs BCEM NalleHTaM C
XCH, ecnu OII mpuBena K reMOIMHAMHYECKONH HECTAaOWIBHOCTH, VIS YJIYYIICHUS KIMHUYECKOTO
cocTosiHus nanuenra [46, 148, 189].

EOK IC (YYP C, Y/ 5)

. [Ipu HeoOxomumocTu dapmakogorndeckor kapauoepcuu manueHTam ¢ JIKMIT u OI1
pPEKOMEH/IyeTCs UCTI0Ib30BaHue aMmuonapoHa™* [189].

EOK llaC (YYPC, YA/ 5)

. [ManuenTtam ¢ IKMII npumenenne amuonapona™* pekomeHayeTcs Ipy MapoKCU3MaabHOU
bopme PIT B cayyae HeapdexTuBHOCTH Tepanuu bb s konTposs putma [2, 189-191].

EOK IlaC (YYPC, Y/ 4)

= Hns mamuentoB ¢ JIKMII, XCHH®B u mnocrosiaaoit ¢opmoii PII naznauenune bb
PEKOMEH/IyeTCSl B Ka4eCTBE NIEPBOM JIMHUW TEPAITUU JIJIST KOHTPOJIS YaCTOTHI COKPAIICHHS YKEITYI0IKOB
(UCXK) [2, 189].

EOKI A (YYPC, Y11 5)

KommenTapuu: Onmumansvhuiti koumpons YCXK npu nocmosaunoti popme ®DII y nayuenmos c
XCHu®B noopazymesaem uacmomy nokosi 6 ouanazone 10-90 yo/mun. Chuncenue YCIK menee 70
VO/Mun cesizano ¢ bonee naoxum npocrnozom [191].

= Jlnst maruenToB ¢ XCHHOB I-111 ®K u ®IT pekomenayercs MpuMEeHEHHE TUTOKCHHA™ * B
Tex ciydasix, koraa YCXK ocraercst BRICOKOI, HECMOTpS Ha MpuMeHeHue bb, uiu npu HeBO3MOXKXHOCTH
HaszHauenus bb s koutposs HCK [46, 189, 190, 192, 193].

EOK I1aB (YYP C, Y/ 5)

. [Taruentam c JAKMIT pEeKOMEHTyeTCs Tepanus
NATI®/Bancapranom+cakyoutpmwiom**/APA, BB, aHTaronucramu anbJ0CTepOHA IS CHIDKCHHS
YaCcTOTHl BOSHUKHOBEHHs U pennauBuposanus OII [2, 148, 189].

EOK IA(YYPC, YA/ 5)

. PaguouactoTHas abnsAlus apUTMOTEHHBIX 30H pekomeHayeTcss manueHtamM ¢ XCH u
CHUMIITOMHOM napokcu3mainbHo# hopmoii @I, kotopas coxpaunsiercs, HecmoTps Ha OMT u neuenne XCH
C TIOMOIIBI0 HUMIUIAHTHPYEMBIX yCTpoiicTB (kapauoctumyssiiuu, CPT), ¢ 1enbto ycTpaHeHHs
napokcusmoB PIT [52, 189, 194].

EOK I A (YYPC, YA 5)

= Paguouactornas abmnsmus apurMoreHHbix 30H @II B kadecTBe mepBON JTUHUM JICUCHUS
pexomenayercs namuenTam ¢ XCH, He3aBUCHMO OT BBIPaKEHHOCTH KIMHUYECKUX CHMIITOMOB, IS

ymenbienus aucynkimu JDK, korma KMIT BICOKOBEpOSTHO acconmupoBaHa ¢ Taxukapaueii [195].
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EOK I B (YYPB, Y] 2)

. Pagnouacrornas abnsuust aputmMoreHHbiXx 30H DIl pexomeHayercss mHamMeHTam ¢
XCHu®B mj1st cHMKEHUs 4acTOThI TocnuTanu3anuii mo npuuntie CH u pucka cmeptu [194, 196].

EOK llaB (YYP B, Y11 2)

KommenTapuu: peuwenue o nposedenuu paanodacTOTHOW aONSAUU apUTMOTEHHBIX 30H @I]
NPUHUMAEMCSL KOMLE2UANbHO C Y4acmuem Cneyuaiucmos no MeouKamemo3Homy U UuHmepeeHYuoHHOM)
nevenuro PII, kozoa ecmv npedcmasienue 0 03MONCHOU IPPeKmueHoCmu adaAYUU, C YUemOoM HCeaaHUsL
nayuenma [194, 196].

. Paguouactornas abmsuus AB y3ma, yamie ¢ mocienyroiieil OMBEHTPUKYIJISAPHO, a He
MPaBOKEIIYJOUKOBOK CTUMYyJsiLuei, pekomenayercs nanueHtam ¢ JKMII, ecnu mapokcusmber PII
MPOBOLUPYIOT TSDKENBIE CHMIITOMBI, @ PaauovYacTOTHAs abismust apuTMoreHHbIX 30H PII okazamack
HEYCICIIHOM WM HeBO3MOkHa [194-196].

PKO llaB (YYP B, Y/ 2)

= Kommenmapuu: Hzonayus necounvix @en npu nepcucmupyiowgei @I moocem Ovims
pekomenoosana nayuenmam ¢ XCHuH®DPB, y komopwix ecmb UMNIGHMUPOBAHHOE YCMPOUCMEO
(onexmporapouocmumynsmop umnianmupyemoiit *** KB/[*** unu ons CPT), eciu docmudicenue u
no00epIcanHue CUHYCO8020 pUMMA CHUMAemcs 86epoamusbiM, ocobenHo eciu dedvrom PII accoyuuposan ¢
yxyouenuem cumnmomos CH unu nayuenm umeem CPT (unu saenaemcs kanouoamom ons neé). Mzonayus
JIe20UHBIX BEH C MEeHbUUel 8ePOIMHOCMbIO Oy0em YCnewHou y nayuenmos ¢ oaumenvhou gpopmoi OIT u
BbLPANCEHHOU OuIamayuell npaso2o uiu 1eso2o npeocepous [194-196].

V¥ nauuenTos ¢ JJKMII BO3MOKHO pa3BUTHE IPYTUX HAJKEITYJOUYKOBBIX M keryaoukoBbix HPC
Y HapylIeHUH MPOBOJMMOCTH, KOTOpbIE HE MpEICTaBICHBI B TaHHOM paszjelne. JledeHne sTUX apuTMui

AOJKHO IMPOBOAUTHCA B COOTBCTCTBHU C KIIMHUYCCKUMHU PCEKOMCHIAALIUAMU M3 P® mo KOHKpCTHOﬁ

Ho3ojoruu [1, 189, 197].

3.2.3 UHTepBeHIIMOHHOE U XUPYPrUYeCKOoe JeYeHue HAPYVIIEHU PUTMA cepaua y

OTAEJLHBIX rpyin nanueuros ¢ JIKMII

OcHOBHbIE TIOKa3aHUSI K WMHTEPBEHLUHUOHHOMY U XUPYPIHMUECKOMY JIEUEHUIO TAXUAPUTMUU Yy
nanuentoB ¢ XCH, B Tom uucne Ha ¢one [IKMII, u3noxeHsl B COOTBETCTBYIOUIUX KIMHHUYECKUX
PEKOMEHIalMAX, YTBEPKICHHBIX MuHUCTEpCTBOM 3apaBooxpaHeHus Poccuiickoit ®deneparuu
(«XKenynoukoBble HapyuieHus puTMa. JKelnyZodKkoBble TaXWKApAUHM W BHE3aMHas cepAeuHas CMEpPTh»
2020 r [1]; «®ubpumsiuums u Tpeneranue npeacepauin» 2020 r [189]; «Hamkeny1oukoBble TAXUKAPIUI
2025 r [198]. B HacTosIeM AOKyMEHTE MPEACTABICHBI OTACIbHBIC MO3UIINHU, KACAIOIIHUECS aCIEKTOB

BesieHus manreHToB ¢ JIKMII.
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Iokazanus k IKC u KBJI*** B oraeabnbix rpynnax JJKMII
Jlamunonamuu

. VY mammentoB ¢ myrtauueit LMNA (¢ muctpodusmu Dmepu-peiidyca u mosicHuuHO-
KOHEYHOCTHBIMH ), UIMEIOIINX CTaHAAPTHBIC TIOKA3aHUs, MM Y KOTOPBIX HMEETCS] COYeTaHUE YIITHHCHUS
unrepBana PR ¢ Gmokamori JIHIID, moka3zana ummuianTamus KBJ[*** onmHo- mam nByxkamMepHOTO ¢
BO3MOKHOCTBIO  DJICKTPOKApAUOCTUMYJISALMU (B Cilydae, €ClId IpeanojaraeMas BbBDKMBAEMOCTb
coctasisier >1 roga), mubo ycrpoiictea KBJI-T*** [199].

EOK laC (YYPC, Y11 4)

KommenTapuu: B 08yx uccieoosanusx y nayuenmos, umesuiux mymayuu LMNA u nokazanus
KapouoCmumynsayuu, npooemoHCmpuposaro, umo cpabamoiganus KB*** uz-3a KA ¢ meuenue 3 u 5
nem Habooanucy y 42% u 52% nayuenmos coomeemcmeenno [200], umo noszsonsiem npu LMNA-
accoyuuUpOBaAHHbIX HAPYULEHUAX NPOBOOUMOCMU 0mOasamsv npeonoumenue umnianmayuu KB/***, a ne
NEKMPOKAPOUOCUMYTIAMOPA OOHOKAMEPHO20 Ul 08YXKAMEPH020 *** (DK C***),

Hononnumenvnvie gpakmopwt pucka passumus KT u BCC y nayuenmos ¢ IKMII, accoyuupoeannoti
¢ mymayusmu LMNA, xomopvlie mocym Ovimb npunsmel 60 GHUMAHUE NPU HAIUYUU NOKA3AHUN K

umnaanmayuu xkapouocmumyasmopa [201]:

= Myacckout non, @B JDK <45%, neycmotiuusvie KT, ne muccenc-mymayus,
" Myawccrou non, @B JDK <50%, ne muccenc-mymayus;
u Jlpyeue nomenyuanibHvle Gakmopvl pucka. mMymayuu cauma CHIAUCUHed U yyacmue 8

copesnosamenvhblx euoax cnopma, PR ummepsan >230 mc, noszomee ycunrenue eadobymponom™*
cpeoHeco omoena MexclHcenry0ouKosoll nepecopooxku npu MPT, chudcennas oeghpopmayus nepe2opooxu
(strain) [199]; naruuue AB-610xadvl u @B JDK <45%.

Umnnanmayusa ycmpoiicmea CPT yenecoobpasna y nayuenmog ¢ mymayuamu LMNA npu
nanuyuu AB-o10kadvl u B JDK <50%, ecau osrcudaemcst 8bicoKuil RpoyeHm CIuMYIsAYUL HeeryO0uKos.

Hetipomvlueunsie 3abonesanus

[Tpu meimeunsix auctpodusix /lromenHa, bekkepa u mosicinunbix THnoB 2C, 2F u 2| yacto
Bcrpevaercs JIKMII, wnorma B Buae mpeobnamaromiero 3aboseBanus [202]. ¥V Takux mHanueHTOB
nokazanus st uMmiutantanuu OKC*** wm KB/[*** paccmaTtpuBaroTcss Ha OCHOBaHWUHM OOITUX
pexomennanuii [1, 46, 197]. Auctpodun muoronndeckas 1 u 2 tunos, Omepu-lpeiidyca u KOHECUHOCTHO-
nosiciuyHas 1B Tuna yacto conpoBoXK1al0TCs HAPYIIEHUSIMU IPOBOAUMOCTH, TaxuaputMusmu u JJIKMIT
[202]. Hmxe mpeacraBieHbl peKOMEHAAIMH MO KAPAUOCTHUMYJISIMU JIMIIb YIS CIIyYaeB, KOTJa OHH
OTIUYAIOTCS OT CTAaHJAPTOB, MPEAIOKEHHBIX APYTUM MAlUEHTaM ¢ OpaguKapauei.

" [Manmentam ¢ mMuotoHmdeckor auctpodueir 1 tuna u AB-OGnokamoit 1-2 crenenu wiu

MHTEPBAJIOM MEXIy 3yOLamu Jenoispusaimu mydka ['nca u xenygoukoB (HV) >70 mc pekomenayercs
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IIOCTOsAHHAA Kap,[[I/IOCTI/IMy.HSIL[I/HI, HC 3aBUCHUMO OT HAJIMUUA CUMIITOMOB, JJISI CHUXXCHU A pI/ICKa CMepTI/I [1,
203].
EOK | C (YYP C, V]I 4)

Kommenrapum: /[na  npouux  Helipomviuieunvlx — 3aboneeanuii  dokazamenvHas — 6aza
Heo0oCmamouna, nodMomy npeonazaemcs NPUMeHAmMs MaKue Hee NOKA3aAHU.

. VY naumeHToB ¢ MuotoHMueckod auctpoduei 1 tuma ¢ untrepBaiom PR >240 mc wiun
mmtenbHocThI0 QRS >120 Mc  Moker OBITh  PEKOMEHJOBAaHA BO3MOXKHOCTH — ITOCTOSTHHOM
KapJAUOCTUMYJISIIIMHM JUIsl CHIDKEHHSI prcka cmeptu [1, 2, 204].

EOK IIb C (YYPC, Y1 5)

MumoxonopuanvHvie yumonamuu

= VY nammentoB ¢ cunapomMoMm Kupuc-Ceilpa ¢ yumHenueM uHTepBana PR, mo6oit
creneHplo AB-Omokanpl, Giokamoil HOXKM 1. I'mca wnu (acuuKyIsipHOU OJIOKAI0N pPEeKOMEHIyeTcs
MOCTOSTHHAS KapAMOCTUMYJISIHS C IIEJbI0 yaydiieHus nporuosa [205].

EOK IlaC (YYP C, YA/ 5)

= VY nauuentos ¢ cunapomoM KupHe-Celipa 6e3 HapyLeHHs IpOBOJUMOCTH Cepilia MOXKET
ObITh PEKOMEH/I0BaHA BO3MOXKHOCTh IOCTOSTHHON MPO(UIAKTUYECKONH KapJUOCTHUMYJALUU C LENbI0
ynydmenus nporaosa [205].

EOK IIb C (YYP C, VI 5)

Cucrema 1yisl MOAYJISAAIMM COKPATUTEJIbHON CIIOCOOHOCTH cepaua

Mopynsiuys COKpaTUTENBHOW CIIOCOOHOCTH ceplla h3ydajaach y MAIMEHTOB C CHUCTOJIUYECKOU
muchynkimeit JOK, @B JDK 25-45%, XCH II-111 ©K, y3xkum komruiekcom QRS (menee 130 mc) u Oplta
aCcCOIMMPOBAHA ¢ HEOOJIBIIUM, HO CTATUCTUYECKH 3HAUYUMBIM YITyUIIEHUEM TOJIEPATHOCTH K (pru3nUecKon
Harpy3ke W KadecTBa Xu3HH. [ ompeneneHus ee Mecta B JieueHue nanueHToB XCH Tpebyercs

nposenenne kpynusix PKU ¢ TBepapiMu koHeuHbIMU Toukamu [206 — 208].

Ioka3zanus K KaTeTepHoil adjauuu B oTAeabHBIX rpynnax JKMII

Jlamunonamuu

. VY mamuentoB ¢ JIKMII, accorumpoBannoii ¢ myrtamusmu jgamuaa A/C (LMNA) u
perauBupytommmu JXXT, pedpakrepHbIMU K aHTUAPUTMHUYECKOM TEparuu, MOXKET OBITH pEKOMEHI0BaHA
paarovacToTHas abJIANKs APUTMOTEHHBIX 30H B Ka4eCTBE MAJUTMATHBHOW CTPATETHUH JUISI BPEMEHHOTO
KynupoBanus aputmun [189, 199].

EOK IIb B (YYP C, VI 4)

Hexomnaxmmuolii muokapo 1e6020 dicenyoouka
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. V nanuentoB ¢ JJKMII, accouunpoBanHOil ¢ HeKOMIakTHbBIM MHokapaoM JIK, Moxer
OBITb PEKOMEHJOBAaHA PAaWOYACTOTHAs aOJAIUsl apUTMOTEHHBIX 30H CyOcTpaTa >KelyJd0YKOBOH
TaXHUKapaAUHu IS MPO(UITAKTHKH TOCIEYOMUX pennauBoB aputmun [209].

EOK —ner (YYPC, Y/ 4)

KommenTapuu: Onucana snauumenvnas cemepozennocms cyocmpama KA. Puenmpu KA yvawe
JIOKAIUZYIOMCSL 8 00ACMAX HEKOMNAKMHO20 MUOKAPOA 8 cpeonell anukanvHou yacmu JIK. ¥V nayuenmos
Modicem OomMeuamuvCs YHUKANbHOe pacnpedeiieHue apummo2eHHo20 cyocmpama Hno CPAasHeHuio ¢
opyeumu gpopmamu JJKMII: uzonruposannoe nopasicerue om cpeoHux 00 anukaibHulx ceemenmos JDK u
coxpaHenue bazanvHblx obnacmei. Pexomenoyemcea muamenvHas npeoonepayuorHas 8U3yaiu3ayus s
UCKTIIOYEHUsT HYMPUNOTOCMHBIX Mpom608. [lenecoobpasno Hanpasnams nayuenmos O0isi KamemepHoll

abnayuu 6 MeOuyuHcKue yupexcoenus: ¢ Haubonvuum onvimom nevenus KT [209].
JKMII, unoyyuposannas maxukapoueu Uil Hceayo0ouKo8ol IKCMpacucmonuell

. PagnouactorHass a0manusi apuTMOTEHHBIX 30H pekoMmeHxayercs manueHTam ¢ JJKMII,
WHIYIUPOBAHHON HA/DKEITYJOYKOBOM TaXWUKaApAHCH, Ui YMEHBIICHHUS BBIPAKCHHOCTH TUCHYHKIIUU
MHOKap/a, KOTopas MOXeT ObITh 0OpaTHMa IocIIe JIKBU Ay Taxuaputmun [210, 211].

EOK IB (YYPC, Y1/ 4)

n Pagnouacrornas a0JsIus AB y3i1a C MOCHEAYOLIEH UMIUIaHTaluen
ANEKTPOKAPAUOCTUMYJISATOPA TpexkamepHOro (OMBeHTPUKYISIpHOTO)***must CPT wnm ctumynsiuei
nyuyka I'uca pexkomenayercs mnamueHntam ¢ JKMII, ecnum  HamkenyaOYKOBYIO TaxXHKapUIo,
OTBETCTBEHHYIO 3a Hanmuuue wiu nporpeccupoBanue JKMII, He ymaercs ycTpaHUTh WIH
KOHTPOJMPOBATh MEJIUKAMEHTO3HO MJIM C TIOMOIIbI0 abianuu cyocrpara [210].

EOK IC (YYPC, Y1 4)

- PanmnovactoTHast aGusmusi apuTMOTEHHBIX 30H ouara KD pexomeHyeTcsl MmanueHTaM C
JAKMII, wuHIyuupoBaHHOM >KEIyJOYKOBOW HKCTPACUCTOJNIMEH, JISI YMEHBIIEHUS BBIPA)KEHHOCTH
aucyHKIME MUOKap/a, KOTopasi MOXKeT ObITh 0OpaThMa Mocje yCTpaHeHus dKcTpacucTonuu [211].

EOK — ner (YYP C, Y/ 4)

KommenTapuu: Munumanenas naepyska K3, komopas moocem npusooums k JKMII,
cocmaensem 10%. Jons KO >24% om ecex cokpaweruil cepoya He3a8UCUMO ACCOYUUPOBAHA C
pazeumuem CH [211]. B nonyrsyuu nayuenmos ¢ XCH, komopbie 6vinu nanpaenenwvl Ha nevenue KMII,
8vi36anHas maxuapummuet, evisagnaiace y 6,8% nayuenmos. Honsa KO >16% 3a cymku nozeonsem
yeepenno npeononazams JJKMII, ceszannyio ¢ K3 (uyscmeumenvnocms 100% u cneyugpuunocmo 87%)
[211]. JKO 6 kauecmse npuuunvr JJKMII o6viuno umeem credyroujue OmMIUYUMenIbHble NPUSHAKU:
MOI0001 803pACM NAYUEHMA, KAK NPABUNO, MYHCUUHA; Oe3 CUMNMOMO8; 0e3 Kapouoio2uiecko2o uiu

cemelinozo anamuesa,; pecucmpupyemcs >10 000 JKO ¢ cymku, mopgonocus XKD — bixoOHou mpaxkm

52



arcenyooura unu pacyuxynapuas K3, nocie nooasnenus K3 ynyuwaemces ¢pyukyus JDK; nocne abnayuu
KO soccmanasnrusaemces ghynkyus JDK [211].

Heiipomoayasiuusi NpH KeJTyA0UYKOBbIX apUTMUAX y nauueHToB ¢ JAKMII

Cumnarthueckas JeHepBauusi cepiua (CHMIATIKTOMHUS TpyJHAas WIH CHMIIATIKTOMHUS
TOPAKOCKOITMYECKast) UMEET JI0Ka3aHHY 0 3()()EKTUBHOCTh TIPU CHHAPOME Y/UTMHEHHOTro uHTepBaia QT,
kaTexonamuHeprudeckor nonumopduoi XKT, Ho ansa mamuenTos ¢ KA u ¢ nensto npodunaktuka BCC
J0Ka3arenbcTBa  APQPEKTUBHOCTH TAaKUX METOJOB HEHPOMOIYJSAIMM  (BKIHOYAs  CTUMYJISALHUIO
Oy KIaroILero HepBa U CIIMHHOTO MO3ra) orpaHuyeHsl [212].

= VY NaIeHToB C IEKTPUYECKUM IITOPMOM, ITpH HEI(P(HEKTUBHOCTH I HENIEPEHOCUMOCTH
BB, nmpyrux aHTHapUTMUYECKHX TPENapaToB W PaJIdOYacTOTHOM aOJsIMK apUTMOTEHHBIX 30H, MOXET
OBITh PEKOMEHOBAHO BBIMTOJIHEHUE CUMITATIKTOMHUH IPYAHON HIIM CUMIIATIKTOMUU TOPAKOCKOIIUYECKOM
(cummaTHyecKoil JeHepBaluy CepALa) sl KYITUPOBAHUS apUTMUH M CHUYKEHUSI BEpOSITHOCTH PELIUANBOB
XKT [213].

EOK IIb C (YYPC, Y11 4)

3.3 IIpoduiaakTuka TpoMO0IMOOJINIYCCKHUX OCTOKHEHUNA

. Hasznauenme antutpomOoTHueckux cpeactB mnaruentam € JKMII, XCHa®B wu
CUHYCOBBIM PHTMOM, €CJIHM HET OPYrHX IOKa3aHWi, HE PEKOMEH]IyeTCS B CBSI3U C OTCYTCTBHEM HX
BJIMSIHUSL HA CHWOKGHUE cMepTHOCTH [214-216].

EOK A (YYP A, YA 1)

Kommenrapuu: Memaananuz 3 PKH, 6 komopuiii OvLio exnoueno 5498 nayuenmos ¢ XCHn®B
U CUHYCOBbIM pUMMOM, 6 mom yucie oono PKU c exatouenuem nayuenmos ¢ J[KMII, noxaszan, umo
anmumpombomuueckue cpeocmea (awmazonucmel sumamuna K, pueapoxcaban™*) me monvko He
CHUDICAIOM  CMAMUCMUYECKU 3HAYUMO OMHOCUMENbHBIN PUCK CMepmu no 000U npuyuHe, HO U
yeenuuusarom puck oonvuux kposomeuenutl [216].

= Manuentam ¢ AKMII u OJACH, He mosydaromuM Tepamnuio aHTUTPOMOOTHUYECKHUMHU
CpPEICTBAMHU IO JPYTUM TOKa3aHUSIM W HE HMEIOIIUM MPOTUBOMOKA3aHUNH K TaKOMYy JICUEHHIO,
pEKOMEHyeTCs TMPUMEHEHHE TelmapuHa HaTpus™*, ApPyrux MpemnapaToB TPYMIbl TeNapuHa WA
CHHTETHYECKOTO ToJyincaxapuja (GpoHAanapuHyKca HaTpus il TPOPHIAKTHKHA TPOMOOIMOOITMYECKIX
ocnoxuenuit (T20) [2, 46, 148].

EOK IB (YYP C, Y1 5)

. Tepanus aHTUTPOMOOTHUECKUMHU CcpeacTBaMH Ut npopunaktuku TOO pekomMeHayeTcs
narpentam ¢ JIKMII npu Hanmanm napoKCU3MallbHOW MITH TIEPCUCTUPYIOMICH WITH TIOCTOSSHHON (DOPMBI
®II, Tpomb03a rIyOOKHX BeH WM TpomMOoaMOomuu serounoii aprepun (TDJIA) B cOOTBETCTBHHU C

KJIMHUYECKUMH PEKOMEHIAIIMSIMU TIPH OTCYTCTBHHU MPOTHBONOKa3auwuii [54, 189, 217].
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EOKIA(YYPC,YI15)

Kommentapun: Cozracno Esponetickomy pecucmpy (EURObservational Research Programme
Cardiomyopathy/Myocarditis Registry) cpeou 3208 6Gonvubix ¢ kapouomuonamusmu yacmoma
ecmpeuaemocmu DI cpeou bonvHvix ¢ JKMII  cocmasuna 29,4%, yeenuuusas puck
uncynoma/mpanzumoprou uwemuzeckou amaxu (THA) 6 2,8 paza [218].

. Anrtaronuctsl Butamua K (MHO 2-3) moryT ObITh pEKOMEH/IOBAaHBI MAI[MEHTaM C
JKMII, BHyTpHCEpACYHBIME TPOMOAMHU M CHHYCOBBIM pUTMOM [219-223].

EOK IIb C (YYPB, Y/ 2)

Kommenrtapuu: Cpeou nayuenmos c JJ[KMII wacmoma mpom60o306 JIK ecmpeyaemcs y 74,4%,
IDK - y 12,8%, oboux scenyoouxos — y 12,8% nayuenmos [224]. 3a 2021-2022 20061 svinoanero 9
Memaananu308 HaobIooamenbublx ucciedosanuil uiu 6 komounayuu ¢ PKU u 3 pempocnekmusrwvix
Hab100amenbHbIX UCCIe008AHUS, 8 KOMOPLIX CPABHUBANACH 3P PeKkmusHocmsb U 6€30naACHOCHb NPAMbIX
nepopanvhvix anmuroazynsnmos (II0AK) ¢ eapgapurom™™ y 601bHbIX ¢ mpombamu 8 norocmsx cepoya
U CUHYCOBbIM pummom. [lanHvle smux memaanaiuzos noxkasanu, ymo IOAK 6wiiu 1ubo conocmagumvl
no sghgexmusHocmu u b6ezonachocmu ¢ anmazoHucmamu eumamura K, oo umerom cmamucmuyecku
3HAYUMbLE NPeUMYuecmsa no smum nosuyusim. Tax 6 memaananuze 16 nabaooamenvuvix ucciedosanuil
u 2 PKU (n=2666) 6b110 onpedeneno, umo y 60avHblx ¢ mpomboszom JIK u cunycosvim pummom IOAK
ObLIU CBA3AHBL CO CIMAMUCMUYECKU 3HAYUMBIM CHUMNCeHuem yacmomul uncyioma (OP 0,63, 95%/{1 0,42-
0,96; p = 0,03), 1o He 6b110 paznuuuii 6 vacmome kposomewenuti (OP 0,72, 95% /[H1 0,50-1,02; p = 0,07),
cucmemnou smbonuu (OP 0,77, 95% /{1 0,41-1,44; p = 0,41), uncyrome unu cucmemmoti smoéoruu (OP
0,83, 95% /i1 0,53-1,33; p = 0,45), ecmepmnocmu (OP 1,01, 95% /[1 0,64-1,57; p = 0,98) wmu
paspewenuu mpomba JDK (OP 1,29, 95% /{1 0,83-1,99; p = 0,26) [225]. B memaananuze 20
nabooamenviuvix uccreoosanuii (N=2925) npumenenue [NOAK 6 cpasnenuu ¢ éapgapunom™™* y 6oavnvix
¢ mpombozom JDK u cunycogvim pummom accoyuuposanoctb cO CHUNCEHUEM PUCKA UUEMUYECKO20
uncynoma (OP 0,67, 95% /{H, 0,45-0,98, p = 0,048) u ar06020 kposomeuenus (OP 0,64, 95% /[H 0,46-
0,89, p = 0,009). Cmamucmuuecku 3HauuUMOl pasHuybl MexcOy SPYRNAMU JledeHus: OJisl 6MOPULHBIX
KOHEUHbIX MOYeK, MAaKux KaxK paspeutenue mpomoa, cucmemHvle mpomoosImoboruu, 6Ooavuiue
KPOBOMEUEHUS, 2eMOPPALULECKULL UHCYIbM, 00Wds cMepmHocmb He Habmodanrocs [226]. Heobxooumvi
PKHU, xomopvie nozeonam oyenumsv 3¢pgpexmusnocms u dezonacnocmo IOAK 6 neuenuu 60abHbIX C

BHYMPUCEPOSUHBIMU MPOMOAMU.

3.4 Jleuenue oTaeanbHbIX hopm JTKMII

3.4.1 Jleuenne NepUNaAPTAJIbHON KAPJAUOMHONATHH

Jleuenue ITKMII ananornyno neuenuto CH, Bei3BanHOM cuctonuueckor aucynkuuein JOK Ha
(doHe Apyrux 3a00JI€BaHUMN, U TOJDKHO IPOBOAUTHCS MYIbTHAUCIUTUTHHAPHON KOMAH/I0H CIICIIUAIUCTOB.

JIOMOTHUTENBHO JIEUEHNE MOKET BKIKOYaTh aHTUAPUTMUYECKYIO M aHTUKOAryJITHTHYIO Tepanuio, MIIK
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(MMIITAHTAIMIO CUCTEMBI JKEITYyJOYKOBOM BCIIOMOTATEIbHOW UMILTAaHTUpYyeMoi***) [116, 117]. Oxgnako
neuenue [IKMII umeet psig ocoOeHHOCTEH, CBA3aHHBIX ¢ HEOOXOAMMOCTBIO 00ecredeHnst 0€30acCHOCTH
MaTepH U IUI0JA UM HOBOPOXKJIEHHOTO0, U CIIEIIU(UKOI maTorenesa 3a001eBaHUs.

. Benenne nanumentok ¢ IIKMII  pekomeHayeTcs  OCYWIECTBJISITH  IMOJ  KOHTPOJIEM
MYJIbTUUCIUIUIMHAPHOMN FPYIIIBI, BKIIOYAOIIEH Bpadeii-KkapIM0I0roB, Bpauei-aKyepoB-ruHEKOJIOT0B
U Bpayei-HEOHATOJOIOB, a TaKXe NPU HEOOXOJUMOCTH Bpadel-aHEeCTe3UOJOrOB-PEaHUMATOJIOTOB,
Bpayeii-cepieuHO-COCYAUCTHIX XUPYProB U Bpaden-nieauatpos [52, 53, 111, 118,119].

PKO llaB (YYP C, YA 5)

KommenTapuu: Bo scex ciyuasx eedenue nayuenmok ¢ IIKMII mpebyem yuacmus sxcnepmmou
MEACOUCYUNTUHAPHOU KOMAHObL 8paveli, ¢ NOCMOSHHbIM KOHMPOLEM IHCUSHEHHO BANCHLIX (DYHKYULL
mamepu u nio0a/pebeHKa 01 C80e8PeMeHH020 NPOBeOeHUsl fiedeHus, Oblcmpoll OUACHOCIMUKYU U OKA3AHUS
Cneyuanu3upoB8aHHoOl NOMOWU NPU GO3HUKHOBEHUU OCIONCHEHU.

= [MTaunentkam ¢ IIKMII menukamento3nas tepanuss CH pexomeHayercs ¢ ydyeTom
O0EepeMEHHOCTH U KOPMJICHHUS IPYIbIO, TOCKOJIBKY HEKOTOPBIE KJIACCHI JICKAPCTB U AAXKE JIGKAPCTBEHHBIC
npenaparbl BHyTPU OJJHOTO KJlacca MOTYT ObITh HEOE30MaCHBIMY IS TUI01a U HOBOPOXKIeHHOTO [52, 53,
111, 118, 119, 227].

EOKIC (YYPC, Y11 5)

Kommenrapun: Jleuenue nayuenmox c¢ IIKMII nposooumcs 6 coomeemcmeuu ¢
pexomeHnOoayusmu no aedenuto CH ¢ cucmonuueckou ouc@ynkyuei ¢ yuemom npomusonoKazanHuti no
HA3HAYeHUI0 NPenapamos 60 8pems bepemeHHoCmu U Kopmaenusi epyovio (mabauya 2 Ipunoscenue A3).
Abconomuo npomugonokasamvl 80 epems bepemenrnocmu MAIID, APA, sarcapman+caxyoumpun™*,
uHTJIT2 u3-3a 3HauumenvHo2o pucka oasa niooa. Mcnonvzosanue bBb 60 apems bepemeHnocmu modcem
nogausamv Ha pacmywuii nioo, zameonsns YCC niooa, cHudxcas yposeHs enroKko3vl 8 kposu u A/l nnooa, 6
cesa3u ¢ uem npu npumeneruu BB pexomenoosan monumopune YCC u pocma niooda. [[ns newenus
nepezpy3Kku 00beMoM NOKA3AHO HAZHAYEHUE «NemaesblX» OUYPemuKos, Ho Ux ciedyem UCHOIb308AMb C
OCMOPOACHOCBIO, YMOObL U3DEHCAMb CHUNCEHUS MAMOYHO-NIAYeHMAapHo2o Kposomoka. CeedeHuil o
npumeHenuu dnjiepeHona y bepemennvix Hem. llpenapam credyem NpUMeHAMb ¢ OCMOPONCHOCHBIO U
MOJILKO 8 MmeX CAYYasax, Ko20a 0Jicuoaemas nouv3a 01 Mamepu 3HAUUmMenNbHo NPesbliident 03MONCHbBIL
puck ons nnooalpebenka. Ipumenenue cnupoHoIaKmMoHa™* npomueonokazano 60 pems bepemMeHHoCmu.
C yenvio cHudCEHUs NOCMHAZPY3KU MO2YM NPUMEHAMbCS Op2aHudecKue Humpamol. [ UuHOMpPONHOU
NO00EPIHCKU UCNONL3YIOM OONAMUH™™ U 1e60CUMEHOAH™ ™, npuUMeHeHUue KOMOPbIX 803MONCHO MOIbKO 8
CYYAsX, K020a 0dcudaemas noiwv3a 0 Mamepu npegocxooum nomeHYuaIbHsll puck oaa naiooa. Ilpu
HeoOxXoouUMocmu mepanuu 8 nepuod JNaKmayuu ciedyem peuwums GONpoC O NPeKpaujeHul epyoHo2o

6CKAPMIUBAHUAL.
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. Y mnammentok ¢ I[IKMII wmoxker OBITh pEKOMEHJOBaHA WHUIMAIUS TEpaIuu
H#OPOMOKPUIITUHOM™™ C LIeJIbI0 CHUKEHMSI pHcKa nporpeccupoBanns XCH u ynyuiieHus cucTonnyeckon
byuxiun JIXK [52, 118, 119, 228, 229].

EOK IIbB (YYP B, Y11 2)

. Kommentapun: C yenvio 610Kadvl cekpeyuu NpoNaAKMuHa U YCMPAHEHUs e20
Hebaeonpuamno20 eauanus npumensiom #opomokpunmun™*. Ilpucoeounenue #opomokpunmuna™* x
cmanoapmuou mepanuu CH cnocoocmeyem yayuwenuro @B JDK u kiunuveckomy 60cCmanosienuto npu
IIKMII. Pexomenoyemcs npumenenue #opomokpunmuna™* 6 dose 2,5 me 1 paz ¢ cymku 6 meuenue no
Mmenbutell mepe 1 nedenu 6 neocnodicnennvix cuyyasnx. Ilpu mascenom meuenuu, co chudxcenuem @B <25%
U/unu npu Kapouo2eHHoOM uoKe npogooam OIUMeNbHYI0 mepanuio no 2,5 me 2 paza 6 cymku 6 meuenue 2
Hedenv, a 3amem 2,5 me 1 paz 6 cymxu 6 meuenue 6 nedenw. I[Ipenapam ocmarnagiusaem 8vipabomky
2PYOHO20 MONOKA, Oenas 2pyOHoe 6CKapmausanue negozmodichoim [119, 228, 229].

. [Nanmentkam ¢ IIKMII Ttepanuto #OpOMOKPUITHHOM™™ pEKOMEHIYyETCS COYETaTh C
Ha3HaY€HUEM aHTUTPOMOOTHYECKHUX CPEICTB B MPOMUIAKTUUYECKUX (TepaneBTHUECKUX) J103aX C LEbI0
cHmwxkenus pucka TOO [52, 53, 118, 119].

EOK IIaC (YYP C, Y1 5)

KommenTapuu: Jleyenue #6pomokpunmunom™™ OO0adCHO CONPOBOHCOAMBCA HASHAYEHUEM
aHmMumMpomMOOmuyeckux cpeocmes 6 cesasu ¢ umerowumucsi cooowenuamu o TOO na gone npuema
npenapama (8K1H0YAS UHCYIbIM U UHDAPKM MUOKAPOQ).

. Tepamnus npenaparaMu IpyIIibl rernapruHa (SHOKCAapuH HATPUS**) B MPODUITIAKTHUSCKUX
032X MOKET ObITh pexoMeHaoBaHa /sl nanueHTok ¢ [IKMIT u tsokenoit nuchynkuueit JOK (OB JDK
<40%) s mpenoTBpaieHus: 00pa3oBaHus TPOMOA, YUUTHIBAsE PUCK THUIIEPKOATYJISIIMOHHOTO CTAaTyca BO
Bpemst Oepemennocta [53, 218, 299].

EOK IIbC (YYP C, Y/ 5)

Kommentapun: Cpeou ecex ¢hopm JIKMII umenno npu IIKMII naubonee evicoka uacmoma
BEHO3HBIX U APMEPUATLHBIX MPOMO0IMOOIULL, cocmasusuias 6 nepsvie 30 Onell nocie pooos 6,8% [229-
231]. Ilpu omcymcmeuu nokasanuti 0 awmumpombomuyeckon mepanuu (@I, enympucepoeunulil
Mmpomb, NPU3HAKU CUCMEMHOU 3MOouUU) ee nposedeHue He pexkomenoyemcsi. OOHAKO BO3ZMONCHO
HAa3Ha4eHue aHmumpomoomuyeckux cpeocmes (npeonoumumenviee HMI (epynna eenapuna)) 6
npogunakmuueckux 0ozax nayuenmkam ¢ IIKIIM npu xkpaiine nuskor @B (menee 40%), kocoa smo
CMaHo8UMcsi He0OX0OUMbBIM, YYUMBIBAsL 8bICOKULL PUCK PA3BUMUS nepugepudeckux mpomooamoonutl, 8
MOM YUcie 8 cOCyObl 20J108H020 MO32a, U 0bpazosanus mpomoa ¢ JDK [118, 119, 231, 299].

. AHTUKOAryJIsIHTHAs Tepanus pekomeHayetcs nanuentkam ¢ [IKMII ¢ BHyTpucepaeuyHbiM
TpoMOOM, OOHApY>KEHHBIM NIPU BU3YaJIM3alliH, WIA MPU3HAKAMU CUCTEMHOU »MOonuu, a Taxke ¢ OII

WK TpENeTaHueM npeacepauii [2, 218].
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EOKIC (YYPC, YA/15)

KommenTapuu: Bwibop ammuxoacynsimmuou mepanuu npu I[IKMII ¢ enympucepoeunvim
MpomoboM, OOHAPYHCEHHLIM NPU BU3VANUZAYUU, UTU NPUSHAKAMU CUCTMEMHOU IMOOIUU, a makice ¢
Qubpuniayuei/mpenemaruem npedcepoutl 3asucum om cmamyca bepemennocmu u raxkmayuu (madauya
2 Ipunoorcenue A3).

= Nmvmmantanus onuo- wim apyxkameproro KBJ[*#* DKC-T*** pwmu KBJ[-T*** moxer
ObITh pekoMeHzoBaHa naiueHTkam ¢ [IKMII, ecnu GyHKIus Kemy104KOB HE HOPMAJIU3YyeTCsl MOcie
OEpEeMEHHOCTH, B COOTBETCTBUU C JICHCTBYIOIIMMU pekoMeHaamsmu [52, 53, 118, 119, 232, 233].

PKO 11bB (YYP C, Y11 4)

Kommenrtapuu: Eciu y ocenwunsi, necmomps na OMT, coxpaustomces cumnmomvr CH u
mswicenasn oucynxyus JDK uepes 6 mecayes nocne ycmanosnenus ouasrnosa, umeemcs onoxaoa JIHIII
u onumenvrHocms komnaexca QRS>130 mc, pexomendyemcs npoeedenue CPT, xoma doxazamenvhas
baza dannozo memooa neuenus npu I[IKMII ouens oepanuuena. Konkpemuuix nokasanuti K npuMeHeHuio
KBI*** npu IIKMII ne ycmanoneno 8 césa3u ¢ MaibimM KOJUYECMBOM UCCIeO08AHUL 8 IMOU NONYIAYUU
nayuenmos. Yuumvieas Ovicmpvle memnsl occmanosieHus @Qynkyuu JDK npu  HasHauenuu
cmanoapmuou  mepanuu CH, pannaa umnaianmayus KB/[*** y  nayuewmox ¢ mneodagno
sepuguyuposannoi IIKMII ne dondicna obcyscoamubcsi.

o VY mnamumentok ¢ IIKMII npu nHeapdexktuBHOCTH MenukameHTo3HOM Tepanmuu CH u
HEOOXOIMMOCTH TIPOBEJCHHUS TMOCTOSHHOW MHOTPOITHOM Tepanmuu MOKeT ObITh pekomeHnnoBana MIIK

(cuctema sxenyTOYKOBasi BCIIOMOTATeNIbHASI UMIUTAHTHPYyeMas***),

KaK BpeMEHHas, TaKk ¥ B Ka4eCTBE
MOCTa K TpaHCILIAHTAIl|MH, WIIK TpaHCIUIaHTaus cepana [53, 118, 119].
PKO 1IbB (YYP C, Y]] 5)

Kommenrapum: Tpancnianmayus cepoya noKazana nayueHmKam, y KOMOPbuIX UCHOIb308AHUE
MEXAHUYECKUX BCNOMO2AMENbHBIX YCMPOUCME HEBO3MONCHO UNU HEeHCeNamenbHO, d Mmaxdice, eciu
cocmosiHue He yayuuiaemcs 6 meuenue 6-12 mecsyes. s onpeoenenus/uckmouenus nOKa3aHuil K
MPAHCNIAHMAYUU CePOYa HeoOX0OUMO NPOBedeHUe MEHCOUCYUNTUHAPHO20 KOHCUTUYMA C YYacmuem
8PAYEU-KAPOUON0208,  BPAYEU-AKYULEPOB-CUHEKOI0208,  8pAYeli-AHeCMe3U0N0208-PeaHUMAMON0208,
8paueli-cepoeuHo-coCyOUCMbIX  XUPYPeos8, 6payell-HeOHamono208. B ceasu ¢ mem, umo ece
UMMYHOOenpeccanmsl NONAoaom 8 2pyoHoe MOJOKO, HeOOX00UM OMKA3 OM 2PYOHO20 BCKAPMIUBAHUS
[118, 119].

. Cpounoe popopaspemieHrue pekoMmeHayercs skeHiumHam ¢ [IKMII u HectaOuibHON
reMOIMHAMHUKOMN HJIM TIPU BHICOKOM MaTepuHCKoM pucke [53, 118, 120].

PKO IB (YYP C, VI 5)
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Kommenrtapuu: JKenwunam c evipasxcennou CH u HecmabuibHot 2eMOOUHAMUKOL NOKA3AHO
Heomu04#CHOEe pooopa3peuieHue He3asucumo om cpoka 2ecmayuu. B makux cayuasx pexomenoyemcs
Kecapego ceuenue nod KOMOUHUPOBAHHOU CNUHATLHOU U SNUOYPATLHOU aHecme3uel.

= V¥ namuentok ¢ IIKMII u tsxenoit CH Moxer ObITh peKOMEHI0BAH OTKa3 OT IPYAHOIO
BCKapMITMBAHUS B CBSI3H C BBICOKMMH METa0OJUYECKUMU 3aTpaTaMu Ha jaktanuio [53, 118, 228].

EOK IIbB (YYP C, YA 5)

Kommenrtapuu: [lodasnenue 1akmayuu mMoxcem paccmampugamoscs y NayueHmox ¢ msajiceiou
CH u Huskou @B u3-3a nomeHyuanvHuvlx 3¢@dekmos cyoghpazmenmos nporaKmuHad, 6blCOKUX
Memabonudyeckux nompebHocmell, C8A3AHHbIX C JaKkmayuel u KOpMAeHUem 2pyovio, a makxdice OJisl
CO30aHUsT B03MONCHOCIU NposedeHus onmumanviou mepanuu XCH.

. Bcem mamumentkam ¢ [TKMII pekomeHayercs KOHCYJIbTHPOBAaHHE IO IMOBOJAY pPHUCKa
BO3MOKHOT'O PELUIMBA BO BPeMs MOCIEAYIOMNX OepeMEHHOCTEH, Take TPHU TMOJIHOM BOCCTAHOBIICHHH
¢ynkuu JDK, MOCKOIBKY OHH COTPSDKEHBI CO 3HAYUTEIILHBIM PUCKOM 3a00JICBAEMOCTH M CMEPTHOCTH
[2, 53, 118, 119].

EOKIC (YYPC, YA 5)

KommenTapuu: npu nosmophuix bepemennocmsx puck peyuousa IIKMII cocmasnsiem 30-50%.
HKenwunvt ¢ [IKMIT unu anamuezom IHIKMII 0onsicHbl nonyyums KOHCYIbMAayuo OMHOCUMENbHO PUCKA
peyuousa, NIaHUPOBAHUs CeMblU U 8APUAHMOE KOHMPAYEeNYUU.

JlanHple 0 0€30macHOCTH Ha3HAuUEHHUs JIEKAPCTBEHHBIX IPEMapaToB BO BpeMs OepeMEHHOCTH

MIpeCTaBIeHBI B mabauye 2 Ipunoscenus A3.

3.4.2 OcO0CHHOCTH JICYCHUS KAPAHUOMUONATHIA, CBA3AHHBIX C JeiiCTBHEM

KapAHMOTOKCHYHBIX BCHIECCTB

Ocobennocmu n1euenusn aiKo201bHOU KapoOuoMuonamuu

Jleuenne manmeHToB ¢ ankorogbHoM KMII noimkHO HauMHATBCS C MOJHOIO BO3IEPKAHMS OT
TpueMa ajJKoToJIs B JOMOJTHEHUE K TpaauIIMoHHOMY JjieueHuro CH.

. [Taruentam ¢ ankoronpHOi KMII pekomeHayeTcs TOJIHOE BO3JEpKaHHE OT Ipuema
QJIKOTOJISL 1711 YMEHBIICHUS BBIPAXEHHOCTH cucTonndeckoi aucynkmuu JIK, kotopas MoxkeT OBbITH
obparuma [124, 125, 128, 135].

PKO IB (YYP C, YA 5)

KommenTapuii: B mHocouuCieHHbIX HAONOOEHUSAX OmMeyYyeHa O0Opamumocms HapyUeHHOU
@yuxyuu JDK nocne npexpawenus ynompebienus anko2oasn 6njioms 00 HOJIHO20 ee 80CCMAHOBIeHUs NpU
pannell abcmunenyuu. Jlasxce ecau cHudcenHas Gyukyus JDK He Hopmanusyemcs NOaIHOCMbIO,

CUMNMOMbL U NPUHAKU CHyMeHbmalOI’l’lCﬂ nocie omkasa om ynompe@zeHuﬂ anxoeons. Eciu nayuenm
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He OMKA3bI8ACMCsl 0N AJIKO20JIsL, 0OWULL NPOSHO3 OCIMAEMCs RIOXUM U YPOBEHb CMEPMHOCMU 00CmuU2aen
40-50% 6 meuenue 3-6 nem [124, 125, 128, 135].

Tayuenmol ¢ XpOHUYECKUM AIKO20AUSMOM MO2YM OblMb NPeopacnonofcenvl K Oeduyumy
muamuna, Komopwlii modxcem npusooume k KMII unu cnocobcmeosams ee pazeumuto, NOIMOMY
PEKOMEHOYemcsi HA3HA4amb MAaKuM RAyueHmam OuoIocuYecky akmugHvle 000a6KU, Cooepicaujue
muamun u gonuesyio kucromy (1 me 6 cymrxu 6 meuenue 20-30 oneir) [128, 135].

Jleuenue mzpduomuonamuu, CBA3AHHOU C KOKAUHOM

= Jleuenue nanueHToB ¢ KokanHoBoi JIKMII MoxeT ObITh-pacCMOTPEHO B COOTBETCTBUU C
pexomenganusmu i jiedennss XCHE®OB u XCHyn®B npu ycinoBuu Bo3aepkanusi OT KokauHa [53,
123].

PKO IIbC (YYP C, Y1 5)

Kommenrtapuu: Onucaunst ciyuau oopamumocmu cepoeyrol OUchHyHKyuy nocie npekpaujeHus
ynompebnenus Hapkomukos. llayuenmam, A61A10WUMCA AKIMUBHBIMU NOMPeOUMenamu KOKauHa uiu
UMEIoWUM UHVIO HAPKOMUYECKYI0 3d8UCUMOCMb, Npomusonokazarna mparcniaumayus cepoya u MIIK
(umnaanmayus  cucmemvl  2HceryOOUKOBOU BCNOMOSAMENLHOU UMNIAHMUPYEMOU™**) kak mocm K
MPAHCNIAHMAYUU, HA YMO YKA3AHO 8 pazoeie, NOCBAUEHHOM nepecaoxe cepoyd.

= VY nanuenTtoB ¢ kokanHoBoi JIKMII u puckom pennauBa 3710ynoTpedsieHns KOKauHOM
MOXeT ObITh pexomennoBaHo JeueHne XCH anbda- u Oera-aapeHOONOKATOpaMU C  MENbIO
MOTEHIIMAFHOM 3alIUTHI OT 0-aroHU3Ma KokaunHa ¢ f1-penentopom [53, 123].

PKO IIbC (YYP C, Y1 5)

KommenTapuu: bezonacnocms u s¢ppexmusnocme BB y nayuenmoe ¢ JKMII, ceéazannoii ¢
Kokaunom, Heuzsecmua. BB ¢ a-6nokupyrowumu ceoticmeamu, Hanpumep, kapeeouron** (al-, fl-, u
anmazonucm [2-peyenmopos) Moxcem He UMemb GbIPAINCEHHO20 0-A20HUSMA C KOKAUHOM U Oblmb
noNe3HbIM Yy nayuenmos ¢ Kokaun-accoyuuposannou [[KMII, ocobenno nocne 6o30epcanus om
ynompebnenus  koxkauua.  IlpeonoumumenvuviMu — npenapamamu  AGNAIOMCA  NPOU3BOOHbBIE

OeH300uUa3enuta, NOCKOIbKY OHU NPOMUBOOCUCMBYIOM adpeHepeudeckum ggdexmam, HabOIOOaeMbIM

npu ynompeojieHuu KOKauHa.

3.5 Jleyenue ¥ NAJJIMATHBHASI NOMOIIL NPH Tsikea0i (tepmunaabuoil) XCH

3.5.1 Jleuenune tsxeaon (repmunaabHoil) XCH v nanmenTos ¢ JTKMIT

Kputepun nuarnosa Tspkenoit (tepmunanpHO#) cragun XCH BKIIOYAIOT — CleAyrOLIHe
KJIMHUYECKUE CHUTYyallMH, COXpaHAoUmMecs Ha (OHE ONTHMAIBHOM  MEIUKAaMEHTO3HOW U
ANEKTPOPU3NOIOTHYESCKOM Teparuu 1o noka3anusm [234]:

1. XCH I - IV ©K co cToiikoii Ts>Keaoi CUMITOMAaTUKOM.

2. Tsoxenas aucyHKIMS MUOKapaa BCIEACTBUE:
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u camxenns ®BJIDK <30%,

. HeonepabenTbHON KIIallaHHOW aTOJIOTHH,

. BPOXKJICHHBIX aHOMAJIMH cepALa,

. MIOCTOSIHHO BBICOKOTO (MM HapacTaromuero) yposas BNP wnu NT-proBNP,

. TSDKEJIOW  JMACTOJIMYECKOW AUCHYHKIMM WM  CTpyKTypHOW maromnoruun JDK B

cootBeTcTBUM ¢ onpenenenneM XCH st ymepenno camkenHon @B JIK.

3. bonee 1 He3amiaHMPOBAaHHOTO BU3KTA WIIM FOCIIUTAIM3ALMHY 32 ITocaeiHue 12 MecsieB u3-
3a:

= oobemHol neperpysku JOK win IDK, TpeOyrommx BHYTpUBEHHOIO BBEJIECHHS BBICOKHX 103
JUYPETUKOB (UM KOMOMHUPOBAHHOMN TNYpETUYECKON TEpaInn),

" HU3KOI'O CEpAEYHOr0 BhIOpOCaA, TPEOYIOIIEro HHOTPOITHOM MOAJEPKKH,

" 3JI0KQYECTBEHHBIX apUTMHM.

4. Tspkenoe HapylieHue ToJEepaHTHOCTH K (usuyeckor Harpyske: TOMX <300 m wim
VO2zpeak <12—14 mu/Kr/MUH 10 IPUYKHE KAPIUATBHOMN MATOJIOTHH.

Hanmnume nucdynkiuu npyrux opraHoB u TkaHei BcienctBue XCH (Hampumep, cepiaedHas
KaxeKcusi, TUCHYHKIMS NEYSHHU, TIOYeK U T.J.) WM IMOCTKANMUIIPHAS JIErOYHasi TUIepTeH3us (2 Tum)
JOTIOJTHSIOT MOHsATHE 0 TepMuHANBEHONH XCH, HO He SBISIOTCS 00sI3aTeNbHBIM ee KputepueM [234].

= [ManmentoB ¢ Tsokenod  (tepmuHanbHol) XCH —pekoMeHIyeTcss HampaBisTh B
CHELMAIN3UPOBAHHOE OT/IEIIEHUE WM aMOYyJIaTOpPHBIA LEHTP, 00JaJatolIie ONBITOM JICUEHUS TaKHX
OOJIbHBIX, C LIEJbI0 CHIDKEHUS YHClia FOCIUTAIN3alMi, yinydmenus kauectsa xu3Hu (KXK) u nmpornosza
[148, 234].

EOK IA (YYP C, YA/ 5)

Kommenrapun: Hanuuue y nayuenma msocenoi (mepmunanvroit) XCH npeononacaem mpu
gapuanma Jaeyenus: mpaucnaanmayuio cepoya, umniaumayuro MIIK (umnranmayuro  cucmemvl
AHCENYOOUKOBOU BCNOMOSAMENbHOU UMNIAHMUPYEMOU™™* ) u naiiuamuenyio nomowsp (NOCiIeOHsIsi He
uckarouaem npooodicenue cmanoapmuou mepanuu CH). Taxcecmov nayuenmos, mpyoHocms 8 noobope
MEOUKAMEHMO3HOU mepanuu  mpebyrom KOHCYIbmayuu Ui O00A20CPOYHO20 JeYeHUsl Bpadamu-
Kapouono2amu, umewumu onvim makou pabomel. CneyuanusuposanHas MeOUYUHCKAs HOMOUfb
oonvnbim ¢ mepmunanvro cmaouett CH cnocobna nogvlicums ux GuloCU8aemMocmy, CHUUMb YUCTLO
eocnumanuzayutl u nosvicums KXK [235].

= [MTanuenToB ¢ pedpakrepHoit TsoKem0it (TepmuHanpHoi) XCH pexoMeHyeTcst HanpaBIisTh
Ha TPaHCIUIAHTAILIMIO Cep/lia MPU OTCYTCTBHH OYCBUIHBIX MPOTHBONOKa3aHui K Helt [51, 148, 234, 236].

EOK IC (YYPC, YA/15)

. Pexomenyercss paccMOTpPETh MMILIAHTAIIUIO JICBOXKEIYIOYKOBOTO 00X0/a B KadyecTBE
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«MOCTa» K TPAHCIUIAaHTAIIUH CEP/IIa WK MIOCTOSHHOTO («1I€JIEBOTr0») JICYEHUS Y TIIATEIBHO OTOOPaHHBIX
nanueHToB ¢ Tsokenoi (repmunanbHoit) XCHHOB 1 npeamnonaraemoii roandHoi cMepTHOCThIO >50%
[46, 51, 148, 236].

EOK Il1aB (YYP C, YA/ 5)

. VY nanueHToB ¢ Tskenol (TepmuHanbHoi) XCH pexomMeHayeTcst TIaTeIbHOE BbISIBICHNUE
Y KOHTPOITb 3a/ICP’KKH JKUAKOCTH B COOTBETCTBHH C JCHCTBYIOIIUMH KIMHHYECKUMH PEKOMEHIAIMSIMH
(KOHTpOJIb Beca, CyTOuHOro auypesa) [46, 51, 148].

EOK IB (YYP C, YA 5)

Kommentapum: B 3asucumocmu om msadxicecmu COCMOAHUSL NAYUEHMA NPU pedhpakmepHom
OMeYHOM CUHOPOME NPOBOOUMCS KOMOUHUPOBAHHAS OUYPEeMmuUYecKas mepanus uiu HenpepbleHasl
unghyzus gpypocemuoa**, umerowasn npeumyujecmea neped OONIOCHbLIM 8e0eHUEM dMO20 NPEenapama y
bonbHbIX ¢ madiceno (mepmunanvrou) XCH, ona xomopwvlx XxapakmepHo couemanue 3acmosi u
eunomenzuu [237, 238].

. Pexomenayercss y ManmyeHTOB, MOJTYYAOIIUX TEPANHI0 ANYPETUKAMH BHYTPHUBEHHO, a
TaK)Ke Tepanmul AaHTarOHUCTAaMHU  allbJJOCTEPOHA, CPEACTBAMM, JCWUCTBYIOUIMMH Ha pPEHUH-
AHTMOTEH3WHOBYIO CUCTEMY, OLIEHUBATH (B CTALlMOHAPE — €XKETHEBHO, B aMOYJIaTOPHBIX yclnoBuixX — 1 pa3
B HEJICJII0) COJICPIKaHUE IEKTPOIIMTOB KpOBH (HCCIICIOBAHNE YPOBHS KallUsl, HATPHsI, OOIIETO KaJbIHS B
KpOBH), QYHKIHIO MOYeK (MCCiIeqoBaHHE YPOBHS MOUYCBHHBI, KpeaTHHUHA B KpoBH C pacueTrom CK®),
neueHn (MCCleZOBaHWE YPOBHS 0Omiero OwiMpyOMHAa B KpPOBH, OMNpEACICHHE aKTUBHOCTH
anaHnHaMuHoOTpaHcdepassl B kpoBu (AJIT), onpenenenne akTUBHOCTH acmapTaTaMUHOTpaHC(hepas3bl B
kpoBu (ACT)), reMOKOHIIEHTpalMio (MCCIeI0BaHHE YPOBHS OOILNEro reMOrjiioOWHa B KPOBH, OICHKA
reMaTOKpHTA), a TAKXKE COJIepKaHue B KpoBH MccieioBanne ypoBHS aib0yMUHA B KPOBH (€)KEHECTHHO)
U OJHOKpaTHO - MoKa3arenedl oOMeHa jkene3a (MCCleOBaHHWE YPOBHS JKelie3a ChIBOPOTKH KpPOBH,
WCCIIeIOBaHNE YpOBHS (eppUTHHA B KPOBU, HCCIEAOBAHUE >KEIE30CBI3bIBAIONICH CIOCOOHOCTH
CBIBOPOTKH, HCCIICJIOBAHUE HACBINICHUsS] TpaHCPEppHHA >KEIe30M) ISl OLUEHKH (YHKIMU OpPTraHOB-
MUIIEHEH, KOHTPOJIS TEPaK U KOPPEKIMH COCTOSIHUM, BIMsitoIuX Ha nporHo3 u KOK mannentos ¢ XCH
[46, 239, 240].

EOK IC (YYP C, YA/ 5)

Kommenrtapuu: [ unepxanuemus Ha ¢one mepanuu anmazonucmamu aiboocmepona, UAIID,
APA, sancapmanom~+caxyoumpunom™* nosviuwaem puck cmepmu naYueHmos u mpedyem pecyisipHoco
KoHmponsa. Paszsumue eunokanuemuu, 2unoHampuemuu, UNOKAlIbYUueMuu, 2eMOKOHYEHMpayuu -
OCJIOJCHEHUs] UHMEHCUBHOU OUypemu4eckol mepanuu, mpedylowue peyiapHo20 KOHMpOJs O/
npeoomepawjenus pazeumus pesucmeHmunocmu K nemnesvim ouypemuxam, 120, HPC. /lna oyenxu
OuCyHKyuu opeanog-vuuieretll Heobxooum KOHmpob Qyukyuu novex u nevenu [240].

. HenpepbiBHas BHyTpuBeHHass UHQY3HsI KapAUOTOHUYECKUX CPEICTB, KPOME CEpICUHBIX
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TJIMKO3HUIOB, MOXET OBITh PEKOMEHIOBAaHA IJsi OOJErdyeHus: CUMIITOMOB Y MAIUEHTOB C TSKEION
(repmunanbroit) XCH [46, 148].

EOK IIbC (YYP C, Y/ 5)

. BBenenne  neBocuMmeHnaHa**  MoOkeT  OBITh ~ PEKOMEHJOBAaHO  MAlMEHTaM ¢
JIeKomIeHcauuen Tsxkenoil (repmunansHoil) XCH, nomyuaromum tepanuto bb, ¢ 1enpio yMeHbleHus
cumnromoB XCH [46, 148, 52, 103].

EOK IIbC (YYP C, YO/ 5).

Kommenrapuu: Hromponnas mepanusi He yuyuuiaem 00120CPOUHbBII NPOSHO3 ) NAYUEHMO8 C
msoicenou (mepmunanvroit) XCH, no ymenvuaem cumnmomor CH u ynyuwaem KK nayuenmog 6 nepuoo
0JHCUOAHUSL MPAHCNIAHMAYUU CepoYya, UMRIAHMAYUU CUCEMbL JHCEYOOYKOBOU BCNOMO2AMENbHOL
UMPIAHMUPYeMOu™** unu nposedenust naninuamusnou mepanuu [234). Iocreonue memaananusei,
nocesujeHHble U3YUeHUI0 3P HeKmueHoCmuy mepanuu 1e80CUMEHOAHOM™ ™, nokasanu, 4mo npenapam, no
cpagnenuio ¢ naayebo u 000YmamuHomM™*, ne moivko b6onee dhgexmusen 8 yMeHbUEHUU CUMNIMOMOS
XCH, Ho u 6 Oonvueli cmeneHu yiayduiaem 2emMOOUHAMUYECKUe noKazamenu Mauioeo Kpyed
Kpo8oobpaujenusl, no4euHo20 Kpo8omoKa, u cnocobocmeyem cHudiceHuro oowetl cmepmuocmu. Tepanus
JIeBOCUMEHOAHOM™ ™ accoyuupoB8ana ¢ SIKCMpacucmonuell, 20108HbLMU OONIAMU U C SUNOMEH3Uell 8 Nepuoo
86e0eHUs. npenapama, NocieoHee Modcem Oblmb KOMNEHCUPOBAHO UHQY3Uel KapOUOMOHUYECKUX
CpeodCcmes, Kpome CepoeunblX 2IUK03U008 (HoponuHepun™* ¢ munumansuvix 0osax) [241-243). Tepanus
J1€BOCUMEHOAHOM™ ™ He mpebyem ommenvt Bb. Dmu epynnvl npenapamog oo1adaom CuHepeusMom
VBeNUUCHUU CePOeyH020 8blOPOCA U CHUNCEHUU O0d8NeHUs 3aKIUHUBAHUs jne2oyHou apmepuu (3J14)
[244].

. PerynspHable nepuonnveckne MHQY3UN aIPeHEPTUIECKUX U T0(haMUHEPTHUECKUX CPENICTB
HE PEKOMEH/IYIOTCS MalMeHTaM ¢ Tsbkesion (Tepmunanphoit) XCH mis ynydmenus nporaosa [245].

EOK I1IC (YPP C, Y 5)

Kommenrtapuu: [lpepvisucmas cxema 68edenus Oonamuna™*/0ooymamuna™** y unompon-
3A6UCUMBIX NAYUEHINO8 NPUBOOUM K BDEMEHHOU KOMNEeHCayuu 2eMOOUHAMUYECKUX napamempos u
80CCMAHOBNIEHUIO DYHKYUU OP2AHO8-MULULEHEel, KOmMOopas Oblcmpo HUGEIUPYEMCs HA (POHe UX OMMeHbl,

nosmomy ons VYMEHRbULEHUA CUMNNIOMOB Cﬂedyem UCNONB308aAMb ONIUMENbHOE HenpepvleHOE ggeoerie
amux npenapamoe.

. Y MAalMeHTOB c TSOKEI0U (TepMUHAIBHOM) XCH, HMEIONINX
MPOTHBOIOKA3aHHS/HEBO3MOXKHOCTh poBeaeHuss MIIK  (MMIUTaHTAIllMM  CHUCTEMBI  KEITyT0OUYKOBOM

BCIIOMOTaTeIIbHON HMMIUIAHTUPYEMOI***)

WM TPAHCIUIAHTAIIMM CEP/illa, B KAaYECTBE MaJUTMATHUBHOM
Tepanuu B aMOYJATOPHBIX YCJIOBHUAX MOXET OBbITh PEKOMEHJOBAHO BBEACHHE KapAMOTOHUYECKUX
CPEICTB, KPOME CEpJCUYHBIX TTIMKO3HUIOB, JIJIsl YMEHBIIICHHs] CUMIITOMOB 3a00sieBanus 1 nosbieHust KoK
[245].
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PKO IIbC (YPP C, YA/ 5)

Kommentapun: C yenvio uHomponHou mepanuu Ha OOMy Cledyem paccmMampusams
J€BOCUMEHOANH™™,  MUHUMANbHLIE 003bl  O0ONAMUHA™™ unu Odooymamuna™*. lna npoooadxicenus
UHOMPONHOU mepanuu amoyiamopHo (Ha 0omy) cledyem pPYKOBOOCMBOBAMbCA  CLEOVIOUUMU

kpumepusimu [245]:

. HAnu4yue 2eMOOUHAMUYECKOU U CUMAIMOMAMUYECKOU NOAb3bl OMm qu)yBZ/lZ/l npenapama

(veenuuenue CHU na 20% unu chudicenue oasnenuss 3akIuHUBAHUS 1e20UHbIX KANULIAPOS),

. omcymcmeue 3¢gekma npu nonvimMKax YAyuulenus COCMOSHUA 34 CUem NPUMEHEHUs.

nepughepuueckux 6azo0unamamopos O Jjiedenus 3a001e8aHull cepoya U ONMUMUZAYUU 0O0BEMHO20

cmamyca,
. yXyoulenue cuMnmomMos8 npu ommeHe UHOMpPONHOU mepanuu,
. pewieHue KOHCUIUYMA O MOM, UMO UHQY3UsL KAPOUOMOHUYECKUX CPeocms, Kpome

cepdelmblx 2]11/!7('031/{006, 6y0em NPUMEHAMbCA HE 07151 NOBLIULEHUSL BLIXHCUBACMOCHIU nayuenma, Ho Julilb 6
Kadyecmee cpedcmea, 056()1’161{1/{662}01/{/;820 6bINUCKY U3 cmayuoHapa, a 6 aM6szam0prlx yciaosusix — ons

VAyYueHus: pyHKYUOHAIbHO20 cCImamyca,

. apexmusHocms 6 OMHOULEHUU CUMNINOMOS8 MOJcem Obimb OnpedeneHa KaK yMeHbuleHue
cumnmomos CH 6 6uode Hopmaiusayuu memna ouypes3a, pecpeccuu OmedHo20 CUHOPOMA, CHUNCEHUs.
BbIPAACCHHOCTU OOLIUKU, MONHCEM CONPOBOHNCOAMBCS YMEHbULEHUEM IHMEPATIbHOU HeOOCMAamo4YHOCMU,
sHYyeparonamuu.

. MeaukaMeHTO3HYI0 TEpamnuio Yy MalUeHTOB, WMEIONUX TKENYI (TepMUHAIBHYIO)
XCHu®B, pekoMeHayeTcss  MPOBOJUTH,  COOMO/Aast  OOBIUHBIE  NPUHIMIBI  KOMOWHAIIMH
NAIl®/Bancapranat+cakyourpuna**/APA, Bb, anrtaronucroB  ampaoctepoHa u  uHIJIT2
(manarmudaosuaa**/>mmarnudao3uHa**) s CHWKEHHs Yucia rocrnuTanusanuii u3-3a CH u cmeptu
[46, 148, 234, 246].

EOKIB (YYP C, Y 5)

Kommenrtapuu: Coenacno onpedenenuto msoicenou (mepmunanvron) XCH, na momenm
NOCMAHOBKU MAKO20 OUAcHO3a NAYUeHm yce OO0dceH umemsv onmumanvHyio mepanuto CH.
Koncmamayusa mepmunanvnoti cmaouu XCH mpebyem 6vibopa credyiowux onyui: nposeoeHue
mpancniaumayuu  cepoya, MIIK (umnianmayuu cucmemvl  HCenyOOUKOBOU — BCNOMO2AMENbHOU
UMRIAHMUPYEMOU™ ™ ) unu naiiuamueHol mepanuu, Ho He ROOPA3yMesaem OmmeHny MeOUKaMeHmo3HOU
mepanuu, Komopas modicem O0bimb nepecMompera MUl NPU HAIUYUU COCMOSHULL, 02PAHUYUBAIOUIUX
npumenenue 6a306vix npenapamos (bpaouxapous, cunepraruemuss, 2unomeH3us u m.n.). Bcezoa cnedyem
no00epIHCUBAmMb NPUMEHeHUe UHOUBUOYATbHO NOOOOPAHHOU, MAKCUMATLHO NEPEHOCUMOU 003bl CPEOCMS,

()eﬁCMGleWMX HA PEHUH-AHCUOMEH3UHOBYIO Ccucmemy, armaconucma aﬂbdocmepoua U MUHUMATIBHO
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aghgpexmuenoil 003v1 Ouypemura, obecneuusaoueli cocmosnue 3yeoremuu. Ha oannoi cmaouu XCH
cedyem UHOUBUOYATUSUPPOBAMb NOOOOP pummypedicaoujeli. mepanuu ¢ y4emom HU3K020 YOapHO20
obvema, 6 MoOM yucie U Npu MANCEIOU MUMPATLHOU UIU MPUKYCRUOAILHOU pecypeumayuu.
HUccnedosanus sgpghexmos usabpaouna™* 6 smou xocopme 0OO0NIbHVIX He NPOBOOUNUCH, A Yelesble
noxazamenu YCC He onpedeneni.

- Y aIlMeHTOB C TEpPMHUHAIBHON XCH HUCIIOJIB30BaHUE
yIbTpadUIbTPAAN/yIBTPAreMOPHILTPAIIMH KPOBU MOXET OBITh PEKOMEHJIOBAHO TOJBKO B CIIydasx
OTCYTCTBUS OTBETa Ha IMOJIHOLECHHYIO TUYPETHYECKYIO Tepanuio [52, 51, 246].

EOK I1bB (YYP C, Y 5)

Kommenrapun: 3amecmumenvuas noueunas mepanus no Cpa6HeHUo ¢ mepanueti nemiesblmMu
OUypemuKkamu He umeem Npeumywecms, nod3momy OAHHbIU Memoo0 He MONICem pPAccCMampueamscs 6
Kayecmee mepanuu nepeoll IuuU y nayuenmos ¢ oexomnencuposannoi CH. Kpumepusmu ons nauwana
3amMecmumenbHOU NOYe4HOU mepanuy y NAyueHmos ¢ nepecpy3kou 00veMoM, peghpakmepHol K

ouypemuueckou mepanuu, seistomes [51, 246]:

. OIUSYPUS, He OMBeyarwas Ha 0CCMAHOBIEHUEe 6HYMPUCOCYOUCHO20 00beMa,

. eunepranuemust (cooepacanue K*>6,5 mmons/1 6 coieopomie kposu),

. ayuoos (PH apmepuanvroil/yenmpanvhoii éenosnot kposu <1,2),

= YpoGeHb MouesuHvl 6 cvigopomke kposu >0,25 mmonwv/n, ypoeenv kpeamununa >300
MKMONL/N.

3.5.2 NaaauaTuBHasg noMomb namuenram npu J1KMIT

Hensto mamnuatuBHOM mnomomu mnpu XCH sBnsercs mnpenoTBpaiieHue WiM oOJieryeHue
(bu3NYEeCKNUX, NCUXOCOIMAIBHBIX, TyXOBHbIX CTpajaHuil U nosbimieHre KXK manueHToB M 4jieHOB MX
cemeii [247]. Jlumrs okxono 34% mnarnmentoB ¢ XCH B mociennue 3 mMecsna CBOCH JKU3HU TMOJTYYaOT
naJuTMaTHBHY nomonlb [245, 248]. Hauano naymmatuBHOM nomonim nanuentam ¢ XCH He o3Hauaer
OTCYTCTBHE MIAHCOB Ha CTAOWJIM3ALIMIO W/WIHM YJIy4IIEHHE MX COCTOSHHS M OTKa3 OT CTaHAapTHBIX
MeTO0B JieucHus [248].

. Ha »srane mamiMaTUBHON NOMOIIM peKoMeHIyercss mpoaoinkenue jnedenus XCH u ee
OCJIOKHEHUH B COOTBETCTBHH C JACWCTBYIOIIUMH KIMHUYECKHMMH PEKOMEHIAIMSIMHU, B TOM YHCIE IS
yYMEHBIIIEHHsT CUMITTOMOB [236, 248, 249].

EOK IC (YYP C, YA/ 5)

= [NannmaTuBHy0 oMol nanueHTam ¢ rTepMuHanbHoi XCH pexoMmeHtyeTcs m1aHupoBaTh
MIPY TOCHUTAIM3AIMA WIH TTPH IEPBOM/ TIOCIEIYIONINX aMOyJIaTOPHBIX 00OpaIEHHUSIX TIOCIIE BBIMMCKH U3
CTaLlMOHAPA, a IPH IPOTHO3UPYEMOM MPOJOIKUTEIBHOCTH KU3HH MaLMeHTa <6 MecsIeB PEKOMEH Ty eTCs

pPacCMOTPCTh €r0 HANpPABJICHUC B XOCIHUC C HOCJIbIO YIYUHICHUA Ka4Y€CTBA KHU3HU U o0yeryeHus
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cumntomoB [236, 247].

EOK IB (YYP C, Y 5)

. [Ipu oka3aHWM NMaUTMATHBHOW TTOMOIIK 00JIEHBIM ¢ TepMuHabHON XCH pexomenayercs
MYJbTHIUCIMILIMHAPHBINA TIOJX0/ C YacTOM MEepEeOoleHKOW (PHU3MUECKUX, YMCTBEHHBIX M JYXOBHBIX
norpedHocTei maruenTa [236, 249].

EOK l1aC (YYP C, Y] 5)

Kommenrapum: [enu neuenus mocym usmMeHsmbCs 8 3A8UCUMOCIU OM CMaduu 3a001e8anus,
msidcecmu  conymemayioujeti.  namoao2uu u  peuterusi nayuenma. Heobxooumo ungpopmuposamo
nayueHma u e2o0 pPoOCMEEHHUKO8 O meyeHuu 3a001e8anus, NPOcHO3e, B03MONCHOCMAX JeYeHUs U
cosmecmuo onpedensimov yeau u 3adauu mepanuu [249]. Taocecmov 3a60ne6anus, ncuxo-KoeHumMuHbie
ocobennocmu nayuenma c¢ XCH, napywenue eco coyuanvbHoeo GYHKYUOHUPOBAHUS ONpeOesion
HeoOX00UMocmb npueieueHus: OJisk OKA3aHUsSL RALIUAMUBHOU NOMOWU MYTbMUOUCYUNTUHAPHOU KOMAHObL
[236, 249], komopas Oondxcna exmouamv Jneuaweco 6pavd, meocecmep, 6pPAUA-KIUHUYECKO2O
Gapmakonoea, MeOUYUHCKO2O0 NCUXON02A UW/UMU  8paya-ncuxomepanesmd, 6pavd no JjleyeOHOU
Quskyremype,  68paua-ouemonoed, COYUAIbHO20 pabOMHUKA U  Opyeux CReyualucmos npu
HEe0OX00UMOCmU.

Omanvt okazanusa nanaiuamueHoi nomouwiu nayuenmam ¢ CH.

a) [MamuenTtam ¢ TepMunanbHOl ctamuein XCH pexomenayeTcs pa3paboTKa IlaHa MauIHaTHBHON
MTOMOIIH ¥ eT0 (UKCUPOBAHHUE B MEIUITUHCKOM JTOKYMEHTAIMH C YKa3aHHEM MPEATIOYTCHUN MalieHTa B
OTHOIIICHUH BapUaHTOB JieueHus [52, 236, 57, 269].

EOK IB (YYP C, Y 5)

0) IMamuwentam ¢ XCH pekoMeHayroTcsi oOydeHHME M KOHCYJIBTALMHM TI0 ONTHMAIBLHOMY
CaMOKOHTPOJTIO C IIeJIbI0 ONTUMHU3AIINH TAKTUKHU BeneHus [236].

EOK IA (YYPC, Y] 5)

B) Hns  namuentoB ¢ TepmuHanbHOM craauer XCH pexomenayercss opranuzanus
MYJIBTHAACIMIUTMHAPHON KOMAH/IbI C IeJIbI0 OKa3aHMs MOMOIIU KaK MAaIMeHTy, Tak U ero cembe [236,
249].

EOK IA (YYPC, Y] 5)

') PexoMeH/IyeTCs IepecMOoTp HEOOXOAMMOCTH OCHOBHOM (JI0Ka3aBIiel 1monb3y) Tepanuun XCH,
Brirovast pyakuuonupoBanue UKJ[***, mpu noctmxennn 60ibHBIM TepMuHaiIbHOU ctaguu XCH wmn

[IpH yJIydIlleHHH ero craryca [236, 249].

EOK I1aC (YYP C, YA 5)
1) Tanuentam ¢ TepmuHanbHol craaueii XCH pekoMenayeTcst Koppekuus 6a3oBOM Tepanuu u

CHMIITOMAaTHYECKOT'O JICYEHHUS B KOHIIE ero u3Hu [236].
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EOK IC (YYP C, V]I 5)
e) PeKOMCHHyCTCH HepeCMOTp I1IJ1IaHa HaHHHaTHBHOﬁ IIoMoIIn HpI/I N3MCHCHHHN COCTOAHUS

naryeHTa Wik MPpYU K3MEHEHUH €ro OTHOIIECHHS K 3aboneBanuio [52, 236].

EOK llaC (YYP C, Y 5)

[MajuiuaTUBHAsA MOMOIIb B JIeYeHUH OTAeIbHbIX cumMnToMoB XCH

Oabilmika MOXeET OBITh BbI3BaHA BEHO3HBIM TIOJHOKPOBHUEM JIETKHX, THIPOTOPAKCOM,
MeTa0OJMYECKUMHU HAPYIICHUSMH, >KEJIe30Ae(UIIMTOM, TpPEBOTOW WM JeTNpecCHed, MBIIIEUYHON
cnaboctbio. B tepmunansHoil ctaaun CH onpliika pedpakTepHa K CTaHIAPTHOM Tepamuu, U IJs ee
KOPPEKIMH HEOOXOAUMbI METO/IbI MAJUIMATHBHOTO moaxoja [52, 249].

= VY mnamuentoB ¢ TepmuHanbHOH XCH s ymeHblneHHs: O€CIIOKOWCTBA, CBSI3aHHOTO C
OJIBIIIIKO#, MOKET OBITh PACCMOTPEHO KCIOIb30BaHKUE MPOU3BOIHBIX OeH30auazenuHa [250].

PKO 11bB (YYP C, Y11 5)

. Y mnammentoB c¢ TepmuHanbHOM XCH A5 CHW)KEHHS BBIPaXEHHOCTH  OJIBIIIKU
PEKOMEHIyeTCSl  MPOBEACHUE JABIXaTeIbHOW THMHACTUKH, HEPBHO-MBIIICYHONH O3IEKTPHUYCCKON
crumyssinuu [250, 251], ucmonb30BaHHE BCIIOMOTATEIBbHBIX CPEICTB ISl TIEPEABIKEHHS (XOIYHKH,
Kpeci0-KoJIIcKa MEXaHU4ecKasi UM KPEeCIO-KOJISICKA € 3JIEKTPOIIPUBOJIOM).

PKO llaB (YYP B, Y] 1)

Kommenrapum: [lpeumywecmsa, cesasanHvlie ¢ 68edeHueM ONUOUOOE U  NPOU3BOOHBIX
benzoouaszenuna Oas NAYUeHmos, KOmopbvie NPUOIUNCAIOMCA K KOHYY JHCUSHU ULU YMUpArom, mMocym
nepeseuiusanms pucKi, NOCKONIbKY NAITUAMUBHASL NOMOUb COCPEOOMOYEHA HA CO30AHUU MAKCUMATLHO20
komgpopma u ynyuwenuu KXK. Ha ocnosanuu HeOOMbUWUX OOHOYEHMPOBHIX UCCACO08AHUL U
cucmemamuyeckux 0630po6 noKkazana 3@ GekmueHocms u 6€30NACHOCMb NPENapamos U3 SMux epynn y
nayuenmog ¢ XCH [252].

= [Tanmentam ¢ TtepmunanbHOM XCH st ycTpanenus 00JIM B KadecTBE NMEPBOM JIMHUHU
Tepanuu pekomeHayercs mapamneramon** (500 mr mo TpeboBanmio), mpu HeIYHEKTUBHOCTH K TEpAIHH
PEKOMEHI0BAHO J00aBUTh onuou/IbI [236].

EOK I1aB (YYP C, YA/ 5)

. [Tarmentam ¢ TepmuHanbHON XCH € 11€/1b10 YMEHBIIIEHUS ONIYIICHHUS 00mei caadocTu
pexoMeHayIoTcs  du3nyeckas peadWiIuTanus W METOAbl dHeprocOepexeHus (MCIOIb30BaHUE
BCIIOMOTATENIbHBIX YCTPOUCTB AJIs MEPEABIKECHUS B BUIEC XOAYHKOB, KPECIa-KOISICKU MEXaHHUYECKOM
WA KPeCa-KOJISICKH ¢ 3JIEKTponpruBoom) [236].

PKO I1aC (YYP C, Y/ 5)

KommenTapuu: Bsipasicennocms obwetl crabocmu coomuocumcsi ¢ msdcecmovro XCH u
accoyuuposana ¢ noaumMopouonvim gornom. Cnocobcmeyom pazeumuio ciabocmu HU3KUl cepoeyHblil

gblOpoc, Oenpeccusi, OUCINEKMPOIUMEMUSA, CUHOPOM HOYHO20 ANHOJ, HAIUYUE XPOHUUECKUX 0YdA208
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ungpexyuu, oacenezodepuyum u Op. Cneyuguueckux Gapmakonocuieckux nooxo008 O0js JedeHus
crabocmu ue cywecmeyem, cmanoapmuas mepanusi XCH 6 omHoweHuu 3mo2o cuHopoma maio
aghghexmuena.

. PexoMeHnyercs mpoBOUTE TMATHOCTUKY TPEBOTH M Aenpeccun y manueHTos ¢ JJKMII u
tepmuHanbHOU craaueit XCH [52, 253].

EOK IA (YYP B, Y/ 3)

. [Ipn BBISBIEHUH TPEBOTU W/UIU JCTPECCUU PEKOMEHIOBaHbI MpHUEM (TECTUPOBAHUE,
KOHCYJITAIMs1) MEAUIIMHCKOTO MCUX0JI0Ta MEPBUYHBIA U JIEYCHHE Y MEIUIIMHCKOTO TICHXOJIOTa W/UTU
npueM (OCMOTp, KOHCYJIbTAIIHSI) Bpada-IICUX0TEPAreBTa MEPBUYHBINA, MYJIbTHIUCIUILTAHAPHBIN TTOIX0]T
C HMCIOJB30BAHUEM HEMEIUKAMCHTO3HBIX W (hapMaKOJIOTMYeCKHX METOJ0B JieueHus [253], Bkarouas
KOTHUTHBHO-TIOBEAEHUYCCKYI0 Tepanuio B (pusndeckue Tpenuposku (EOK IA (YYP B, Y 3).

. VY 6onbubix XCH mpousBoiHbIe O€H301Ma3eMHA PEKOMEHIOBAHbI KaK CPEJCTBA MEPBOU
JIMHUM TIPU TPEBOXKHBIX paccTporcTBax [254].

PKO I1aA (YYP C, Y1 5)

. VY nmanuenTtoB ¢ tepmuHanbHoi XCH a1 JiedeHus 31IM30/10B IENPECCUBHBIX PACCTPOICTB
MOXeET OBITh PACCMOTPEHO Ha3HaYCHUE cepTpanuHa™* u scuuranonpama [46].

EOK I1bB (YYP C, Y1 5)

= Y mnaumentoB ¢ tepmuHanbHOM XCH nns jeyeHuss OENpecCUBHBIX 3MHM30/10B HE
pPEKOMEHIyeTCS TPHUMECHCHHWE HECEJICKTUBHBIX HMHTHOMTOPOB OOpAaTHOrO 3axBaTa MOHOAMHUHOB U
AQHTUTICUXOTHYECKUX CPEICTB M3-3a MX BBICOKOW KapHOTOKCHYHOCTH [46].

EOK IHIA (YYP C, YA 5)

CapkoneHHsi — 3TO COCTOSHHE, CBSI3aHHOE CO CTapEeHHEM OpraHW3Ma WIH C XPOHHYECKHM
3a00JIeBaHUEM, TIPUBOJIAIICE K MOTEPE MBIIICYHONH MAcChl, CHIDKEHUIO CHJIBI M MPOHW3BOJIUTEIHHOCTH
™Mbl Kaxekeust — 370 reHepain30BaHHbIN MPOLECC OTEPU MBILIEYHOM, dKUPOBOK U KOCTHOU TKaHU. B

HaCTOAIICC BPEMs HC CYHMICCTBYCT JICKAPCTBCHHBIX IPENApPAaTOB, 3aPCTUCTPHUPOBAHHBIX IJIA JICUCHUS
CapKOIICHUH.

= boneabiM ¢ TepmuHansHOi XCH w capkomeHueidl peKOMEHIOBaHBI (U3HUYECKUE
TPEHUPOBKH, HalIPaBJICHHbBIC Ha YBEIMUSHNUE CHIIBI MbII [255, 256].

EOK IB (YYP C, Y1 5)

u Y mammentoB ¢ tepmuHanpbHOW XCH u kaxekcueld MOXKeT OBITH PEKOMEHIIOBAHO
BKJIIOUEHHUE B CXEMY JICYCHUS] CTUMYJISITOPOB alleTuTa, GU3NYECKUX TPEHUPOBOK, MUIIEBBIX 100aBOK
(mMTaTenpHBIE CMECH, MMOJMBUTAMKHBI) [255, 257].

EOK IIbB (YYPC, YA/ 5)

KommenTapuu: bozee gvipasicennvle pe3ynbmamsl 00CmMu2aomces npu co8MecmHoM HA3HAYeHUU

Puszuueckux mpeHuposok u HympumueHou noodepaicku [257, 258].
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Hpqu(ul’lbl 66€0CHUA IHMEPAiIbHO20 nUMARUA 6 PAUUOH:?

- Hauuname nympumuenyio noooepicky c¢ manvix 003 (5 — 10% om yposms ucmunmotl
nompebHoCmu 8 3HepeulL), 00beM IHeP2OBOCNONHEHUS YEeIUNUBAMb Kadicoble 5 — T Onell.

- Obs3amenvHo 006asIsIMb (hepmenmHvle npenapamol.

- Koumponw 3¢ppexmusnocmu HympumugHot no00epicKu GKIouaen OYeHK)Y UHOeKCa MACCbl
mena (MMT), moweti maccvl mena, OKPYICHOCMU MbluY HAedd, KOHMPOIb COOEePAHCAHUA ANbOYMUHA 8
KPOSU U OYEHKY NePeHOCUMOCIU NUMAMENbHOU CMECH.

- Illayuenmam ¢ XCH 6 cmaduu OexomneHcayuu ONMUMALLHbIM AGIAEMCs NPUMEHEHUE
OIUCOMEPHBIX NUMAMELbHBIX CMECell.

- B nepuoo cmabunusayuu cocmosHus 0isi enceOHe8HO020 NpUema peKoMeHO08AHO UCNOb308AMb
8bICOKOMONEKYIAPHBIE COANAHCUPOBAHHBLE CMeCU O SHMEPAIbHO20 numaHus 6 koauvecmee 25-50% om
CYMOYHOU SHEP2ONOMPEOHOCHU.

- Ilpu ewipascennoll cepOeuHol KaxeKkcuu, Ko20a NPUMEHEHUE IHMEPAIbHO20 NUMAHUS
HEBO3MONCHO  UMU  HEeOOCMAMO4HO  IPDEKMUBHO,  BO3MONCHO — CcOUemanue IHMEPAIbHO20 U

napenmepanvro2o numanus [259].

JleakTHBAIIUS MeIUIIMHCKHUX VCTPOMCTB

. Pexomenayercss oTBepeHue AeUOPWILIATOpPA SHAOKApIUAIbHOES***  (OTKITIOYCHUE
neGUOPHIUTHPYIOIIETO AIEKTPo1a HOCUMBIX yeTpoiicTB KBJ[*** wu KB/I-T***) marpentam, MMEOIIM
TepMHUHAIBHYIO cTaauio XCH, /11 yMEHBIIIEHUs CTpaJaHuidi U MOBBIIMICHHUs KavyecTBa *xu3Hu [52, 260,
261].

EOK IC (YYPC, YA/ 4)

KommenTapuu: /[na npunamus peuwienus 06 omeedeHuu 0epuopuiiamopa 3H00KapOUaIbHOM™**
HeobX00UMO Hanuyue ciedyiouwux Kpumepues:

1. ouaerno3 mepmunanvhol cmaouu XCH, ycmanosnenHulii cO8MeCmHo co CReyuanucmom no
nevenuro CH;

2. nposedenue  mpauncnianmayuu  cepoya uiu  MIIK  (umnianmayuu — cucmemvl
2HCENYOOUKOBOL BCHOMOAMENbHOU UMNIAHMUPYeMOU™**) ne npednonazaemcsi;

3. 8 clyuae 6MeHAeMOCU NAYUeHmd, y He2o UMeemcs coomeemcmeyiouee dxcenanue (e2o
8b100p opuenmuposan Ha KXK u obwuii komghopm).

Pewenue 06 ypeenmnom omeedenuu Odeubpuriamopa >HOOKAPOUATLHOM™™ ™  (nanpumep,
HanodiceHuem mazHuma Ha oonacme KB/[*** ona npedomepawenus e2o HenpepvléH020 cpabamvi8amus)
ModHCcem NPUHAMb KOHCUIUYM 8payell.

Pewenue 06 omeedenuu Ooegubpunisimopa 3HOOKAPOUATLHOM™ ™™  dhuxcupyemcs 6 ucmopuu
oonesHu umu amoOyIamopHol Kapme OONbHO2O, U NPU CO2NACUU NayueHma, 00 SMOM peueHuu

unghopmupyromes e2o poocmeenHuxku. Omeedenue 0epudOpUIIAMOPa 3HOOKAPOUATbHOE™ ™ *
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npoBOOUMBCsL 8 AMOYIAMOPHBIX, CMAYUOHAPHBIX YCa06usix unu 6 xocnuce [260, 262].

Coenacno onyboauxoeanuvim Oanuvim, 8 meuenue nocieonux 30 Ouell JHCU3HU IAEKMPOULOK
nonyyanu 21-27% nayuenmos, umerowux KBA*** unu KB/-T***, a 6 nocreonue 24 uaca owcusnu
anekmpoutok neperecau 31%: 55% nayuenmos uz nux nonyuunu 3 paspaoa, 32% - 6onee 10 paszpsaoos.
Ipu 5mom meOUYuHCKUl NepCoHan U 4ieHbl ceMbi OMMeUAIy y YMUparowux cmpecc, 6016 U CHUNCeHUue
KK [261], a oorcudanue e2o nosmopeHust 6bul3bi8AN0 MPEBONCHOE COCMOSHUE Y NAYUEHMOS U
nepesicusanus éceil cemvu [261, 263].

= [Taruentam ¢ TepmuHanbHOl XCH pekoMeHayeTcsl OKCUTeHOTEpaIus Mpu HACHIIEHUH
KpoBu KucJI0poaoM <90%0 (110 JaHHBIM ITyJIbCOBON OKCHMETPUH WITH IIPH ONPEICIICHHH B apTEPUAIIbHOM
KPOBH) ISl YITy4IlICHHs KJIMHUYECKUX HUCX0/10B [46, 52, 263].

EOK IB (YPP C, Y1 5)

3.6 Xupypruueckoe Jedenue. O0e300,1MBaHuE

3.6.1 XHUpypruueckoe JjeueHue HeTI0CTATOYHOCTH MUTPAJIBLHOI0 |

TPUKYCHUAAILHOT0 KjaananoB npu JJKMII

OCHOBHBIC TIOKa3aHHs K KOPPEKIIMHM BTOPHUYHON MUTpanbHON HemocrarouHoctu (MH)
npeacraBicHpl B KIMHMYECKUX peKOMeHIaIusax «MurpaibHas HEZ0CTaTouHOCTh» M3 PD [264],
pexomenaanusax EOK [52, 265] u pexoMeHmanusx AMEpHUKAaHCKON accouuarnuu cepaina [266].
OyuknuroHanbHas (BropudaHasi) MH BeisiBisiercs y 75% manuentos ¢ JIKMIT, pu 3tom y 30% G0abHBIX
JKMII peructpupyercst MH >2 crenenu [264]. MH 3-4 crenienu CyIieCTBEHHO CHU)KAET BBDKHBACMOCTh
narurenToB u yxymamaeT redenne XCH [264, 265, 267].

Koppekuuss mutpanpHoit peryprutanuu (MP) mo3BonsieT ymeHbHIUTH BbIpakeHHOCTH CH,
VIYYIIUTh KauyeCTBO W YBEIWYUTh MPOJOJDKUTETBHOCTh Ku3HM OonbHBIX JIKMII u  moxer
paccMaTpuBaThCS KaK «MOCT» K IOCIIEAYIOLIEH TpaHCIUIaHTal[H CEepALIa.

. Pemenne Bompoca o 1enecoobpaszHoctu koppekumun MH y mamumenta ¢ JIKMII
pEKOMEHAyeTCsl MPUHUMATh KOMaHIOM CHEIMaIMCTOB, BKIIOYAIOIIEH Bpayda-KapAuoJora-creuaiicra
10 BeJEHUI0 manueHToB ¢ Tshkenoil XCH, u Bpaua-cepieuHo-coCyJUCTOr0 XUpypra, UMEIOIIEro OMbIT
koppekuun BropuuHoit MH y 6onbHeix XCHH®B [46, 52].

EOK IB (YYP C, Y 5)

Kommenrtapuu: Cosmecmroe peuterue 0 nepcnekmusHOCMU XUPYPSUYECKO20 JleYeHUsi O0JIHCHO
Oblmb ~ OCHOBAHO  HA  OYEHKAX  pUCKA  NePUONEPAYUOHHBIX — OCIONCHEHUL,  0AHCUOAeMOU
NPOOOIIHCUMENLHOCTU JCUSHU U BO3MONICHOCIU MPAHCHAGHmayuu cepoya 6 6yoyuwem [52].

. [TanenTam ¢ xpoHudeckoii Tsokenoit BropuuHoit MH, nmeronm @B JIK <50% u kmuHuKY
CH HI-1V ©K, coxpaHSIONIyIOCs, HECMOTPS Ha ONTUMAaIbHYI0 MeInKaMeHTOo3HY0 Tepanuio (OMT), npu

HaJIMYMU HU3KOTO PHCKA BMEIATEILCTBA PEKOMEH/IyeTCs Xupypruueckas koppekius MK [265].
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EOK ner (YYP C, Y/ 5)

® [Taumentam ¢ Bropuunoir MH I1-1V crenenn u @B JDK >30%, y xoTOphIX coxpaHsercs
cumntoMHass CH, necmotpss Ha OMT (Bkitouas CPT no nmokaszanusim), a o gaHHbIM OxoKI' umeercs
yMepeHHOe pacmupeHue (UOPO3HOTO KOJbIA, MPH HAJIMYUHM BBICOKOTO PHUCKA XHUPYPTHUECKOTO
BMeEIIATENIbCTBA PEKOMEHAYETCS YPECKOXKHAsl Mpoleaypa MIACTUKA MUTPAIBHOTO KIamaHa ‘‘Kpai-B-
Kpail” i ynydiieHus QyHKIIMOHAIBHOTO COCTOSHUS M CHUKCHHS YHCIIa TOCTTUTAIN3AIMN 110 TPHYUHE
CH [52, 268, 269].

EOK IIA (YYP B, Y/ 2)

Kommenrtapuu: Pezyromamer npomesupoganus u niacmuxu MK ue paznuuaromcs, nosmomy
80Npoc 0 8blbOpe Memooda Xupypeuweckou koppexyuu @yukyuonairvrou MP npu JIKMII ocmaemcs
omkpwvimvim. Ilpu npomesuposanuu MK 6axcho MakxcumanbHo coOXpanums HOOKIANAHHbIE CIYKMYPbl U
UCNONb306aAMb NIACMUKY NOOKIANAHH020 annapama 015 ymenvutenus nonocmu JIK [270].

" [Tammentam, umeromum CH 1I-1V ®K na done @B JDK <30% B coderanum ¢
TsDKEJIOW BTOpuyHOM MP, coxpansromencs, HECMOTpsT Ha ONTHUMAJbHYK MEIUKAMEHTO3HYK M
ANEKTPOPUZUOIOTHUECKYIO/ PECUHXPOHU3UPYIONIYIO TEPANHI0, PU HEBO3MOXKHOCTH XHUPYPIHUECKON
Koppekuu MP pekomMeHIyeTcss pacCMOTPETh BOIPOC O BKIFOYCHHUH B JIUCT OXKUIAAHMS TPAHCIUTAHTAIIUU
cepaua [264, 265].

PKO IlaB (YYP C, Y] 5)

= VY mammentoB ¢ JJKMII koppeknus TpukycnugansHoi peryprurtamuu (TP) -1V
CTCTICHH PEKOMEHIYETCS OJHOMOMEHTHO ¢ Koppekiueii MH mns yimydmieHus (yHKIIMOHAIHLHOTO
COCTOSTHUSI W CHIDKCHHsS pucka JexkomneHcanmmu CH, mpu 3TOM NPHOPUTETHO WCIOIH30BAHHUE
KJIAITAHOCOXPAHSIONMX METOJHUK (QHHYJIOIUTACTHKA) XHPYPrHUECKOW KOPPEKIUH TPHKYCIHIATBHON

umepocrarounoctu (TH) [265].
EOK IB (YYP C, Y1 5)

. VY nanuenTtoB co BropuyHoi TH I-11 crenenn onepaTtuBHas KOppeKIus MOXKET ObITh
peKoMeHJ0BaHa npH Jeroynoi runeprersud (JIIN), qunaranum ¢uOpo3HOro KobIa TPUKYCIUAATBHOTO
kianana >40 MM, npusHakax neperpysku [DK mis camxenus pucka nekommnencaruu CH [265].

EOK IIB (YYP C, Y11 5)

Kommenrapwmii: Ilpu JJKMIT pynuxyuonanrvnas TP ecmpeuaemcs y 20% nayuenmos [270]
gcreocmeue ounamayuu norocmu IDK npu eco o6vemnoii nepeepysxe u JII'. Ee avipasicennocms Modcem
uzmenamocs 6 3agucumocmu om @yuxkyuu IDK, cmenenu JII' u oucpynkyuu JDK, nosmomy 6 xooe
mepanuu O00NHCHbL OblMb NPEONPUHAMbL YCUNUS NO MAKCUMATbHOU KOppeKyuu smux ¢haxmopos, a
npunsamue peuwieHuss 0 koppekyuu TP myremuoucyuniuHapHot KOMaHoou 0O0IHCHO ObiMb OCHOBAHO HA

npeocmaeneruu o pesucmenmuou k mepanuu XCH y nayuenmos ¢ ounamayueii pubposzmnozo konvya TK

>40 wn [271].
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3.6.2 Mexannueckasi MOUIEPKKA KPOBOOOPAICHHUS U Iepecaaka cepamna npu

JAKMII

OCHOBHBIEC ITOKAa3aHUS AJI1 TIPOBCACHUA MIIK wu3moxeHbl B COOTBCTCTBYIOIINX KIIMHUYCCKUX

PEKOMEHAANUAX, YTBEPXKACHHBIX MUHUCTEPCTBOM 3paBooxpaneHus Poccuiickoit deneparuu [272]. B
HACTOSIIIEM JOKYMEHTE MPEICTaBIEHbI OT/AEIbHbIE IO3ULINH, KACAIOIINECs aCTIEKTOB BEICHHS MTAllUEHTOB
¢ JAKMII, u no3urmu, chopMyTHpOBAHHBIE TIOCIE IMyOIUKAIUN JAHHBIX PEKOMEH Al .

= MIIK pexomenayercss nanueHtam ¢ XCH u cHmxennoit @B JDK, coxpansromeiics
Hecmotpss Ha OMT, a Takxke TeM, KOMy IMOKa3aHa TPAHCIUIAHTAIUS cepAla (HaXOIAUIMMCS B CHHCKE
OXKUJIaHUSl TPAHCIUIAHTAIIMM Cep/lla) JJs YMCHbIICHHS pHCKa rocnuranm3anuu u3-3a CH u pucka
NPEXICBPEMEHHON CMEPTH («MOCT» K TpaHCIUIaHTaIuu cepaua) [52].

EOK IIaC (YYP C; Y 5)

KommenTtapuu: Omuem INTERMACS nokazan, umo 6 2014 2. 51% umnnanmayuii cucmem MITK
NPUXOOULOCH HA OOII0 «MOCMAY K mpancnianmayuu cepoya [272]). Hccrneoosanue, npogedennoe ¢ 2013
2. ¢ yuacmuem 332 nayuenmos, NpPoOeMOHCMPUpoOsano, umo umnianmayus cucmemsi HeartWare
npusena k vricusanuio 91% nayuenmos 6 meuenue 180 oneti u 84% - 6 meuenue 1 200a [273], a ananus
bazvr dannvix United Network of Organ Sharing (UNOS) noxaszan, umo nayuenmsi, nepemecuiue
umniaumayuio  mMexamudeckoti noooepxcku (MII) JDK 0o exiwouenus 6 CHRUCOK —ONCUOAHUS
MpaHcnIaHmayuu cepoya, umenu Oojee GblCOKVIO BbIHCUBAEMOCMb NO CPABHEHUI0 C MeMU, ) K020
NPUMEHANACh UCKTTIOUUMETbHO MeOUKamMeHmo3Has mepanus. Ananoeuunou o6wina s¢ppexmuenocmo MIT
JDK, umnianmuposantou 80 epems npebbl8aHus 6 CNUCKe 0XCUOAHU mpancnianmayuu cepoya [274,
275].

= MII JDK pexomenayercs mnanuentam c Tspkenod CH wa ¢one Huzkoit ©B JIK,
coxpasstoneiics, HecMoTpst Ha OMT, 1 yMeHbLIEHHs pUCKa MIPEKIEBPEMEHHON CMEPTH Y T€X, KTO HE
MOXeT ObITh KaHIUIATOM Ha TpaHCIUIaHTaIHIo cepana [52].

EOK llaB (YYP C, Y/ 5)

Kommenrapmii: Yuyumwieass ocmpyio nexeamky OOHOPCKUX 0OpeaHO8 U  NOBLIUEHHYIO
00s1206euHoCcmb  cospementvix yempoiicms ons MITK (cucmemvl 2iceny0oukosoll 8Cnomo2amenbHou
umnianmupyemot*** (CmpumKapouo unu HeartMate)), sce 6onvuiee ux konuuecmaso umnianmupyemcs
8 Kauecmee OUMeNbHOL mepanuu. Imu nayueHml 00bIYHO UMeIOm NPOMUBONOKA3AHUS OISl NPOBEOeHUs.
MPAHCNIAHMAYUU cepOya U3-3a NPEKIOHHO20 803PACMA, NPOSPECCUPYIOUE20 NOPANCEHUS NeYeHU UTU
nouex, oxcupenus, msxcenou JII' unu 3n10kavecmseennblx H08000pazoeanull. Bosmoscnocms nposedenus
mpaucnaiaumayuu cepoya noseuiacs ecieocmesue umnianmayuu MI1 JDK y vacmu nayuenmoe ¢ UMT
>30 xe/M? 6 pesyibmame CHUICEHUS 6eca, y 4acmu nayuenmoé co emopuunoi JII' — ecnedcmeue
cHudicenus ypoeus oasienus 8 MKK, u 6 yenom - noumu y 15% nayuenmos ¢ mascenoii CH uyepes 1 200

nocne npumenenuss MIIK onsa orumenvrou mepanuu [272].
71



. DkcrpakopriopansHas memOpannast okcurenanus (OKMO) pexoMeHIyeTcss B KOPOTKUE
CPOKH TMalMeHTaM C KapAHOTEHHBIM IIIOKOM, COCTOSIHUE KOTOPBIX HE CTA0MIU3UPYETCS WK TIPOIOJIKAET
YXYIIaTHCS, HECMOTPSI Ha MPOBOAMMYIO Tepanuto [276-279].

EOK IB (YYP B, Y1/ 2)

= [Ipumenenne OKMO pexkoMeHIyeTcs MAallMEHTaM C CHHJIPOMOM IOJIMOPraHHOU
HEIOCTaTOYHOCTH JUTSI CTAOMIIM3AIMK KIMHUYECKOTO COCTOSIHUSL M OIICHKH HEBPOJIOTMYECKOTO CTaTyca
nepes| ycranoBkoi gonrospemernoit MITK wiu Tpancmianraimeit cepana. [276, 277].

EOK IIC (YYPC,YA15)

= IIpu BenoaptrepuanbHoii OKMO pexkoMeHJ0BaHO MO IIOKa3aHUSM HCIOJIb30BaTh
pasrpysKy JEeBOro keayaouka ((hapMakoIOrHIecKyro WM MEXaHHIECKY0). [276-278].

EOK 1B (YYP B, Y/ 2)

Kommenrapum: Hcnonvsosanue eenoapmepuanvroti IKMO cnedyem paccmampusamso 01 nayueHmos
¢ JIKMII npu ocmpoii unu npoepeccupyioweti CH ¢ yenvto cmabuiuszayuu coCmosiHus U «MOCmay K
80CCMAHOBNIEHUIO UMY umnianmayuu ooneocpounou MIIK, mpancnianmayuu cepoya. IKMO 0ondicno
paccmampuseamscsi ¢ Y4emom  NpOMuUGONOKA3AHUU, MeKywe20 UHGeKyuonHo2o cmamyca U
B03MOJUCHOCIU BbINOJIHEHUs Nociedyouell umnianmayuu ooaeocpounoti MIIK unu mpaucnianmayuu
cepoya. Pazepyska (Oexomnpeccus) niegvlx kamep cepoya OOJNCHA NPOBOOUMbCS NAYUEHMAM Npu
PAassumuu 3acmos 8 Maiom Kpyee Kpo8ooOpawjeHus, omeKe 1ecKUX Ul NpeeHmusHo )y OONbHbIX C
8bICOKUM puckom e2o pazeumus Ha ¢one OKMO c¢ yenvlo ysenuueHnus 6bl#UBAEMOCHIU.
Ipeopacnonazarowue hakmopuwi: pezxoe cHudxcenue paxyuu eviopoca JDK no oarnnvim IxoKI unu MPT
cepoya, BbIPAdCEHHAs MUmMpanvbHas pecypeumayus 3-4 cmenenu. Xupypeuueckas pasepysKka
ocyujecmaisiemes uepe3 OONOIHUMENbHYIO KAHIONI0, VCMAHOBIEHHYIO 6 legoe npedcepoue [276-278].

= [Ipn paccmorpenun wMIutantanuu cuctemel MIIK  pexkomeHnayercss mnpoBeneHue
KOHCYJIbTAIIUH MAIlMEHTa ¥ WICHOB €r0 CEMbH 10 MaJUTHATUBHOMN oMoty [236].

EOK llaC (YYP C, Y 5)

. Jlisi OLIEHKH BEPOSTHOCTH BBDKMBAHHMA TPH OTOOpPE aMOYIaTOPHBIX ITAallMEHTOB Ha
TPaHCIUIAHTAIIMIO CEp/lla MOXXET OBITh PEKOMEHJOBAHO TPOBEJCHHE JPTOCIHMPOMETPUH, KOTOpas
SIBIIICTCS. OCHOBOM OLIEHKH TporHo3a [52, 234].

EOK IIb C (YYPC, YA 5).

Kommenrapun: Pacuemnas coouunas svixcusaemocms, onpedenennas no Heart Failure Survival Score
(HFSS) 6 ouanazone om svlcoko2o 00 cpedne2o pucka, 00INCHA pACCMAMPUBAMbCSL KAK PASYMHASL MOYKA
omceyeHus: 01 BKIIOYEHUS 8 TUCT OHCUOAHUSL.

- [Ipy HEZOCTYHNHOCTH TPOBEICHUS HPrOCHUPOMETPHM OPUEHTUPOM s OTOOpa Ha
TpPaHCIUTAHTAIMIO CepAlla y MalueHTa ¢ npu3Hakamu TepmuHanbHOM craguun XCH wmoxer ObITH

PEKOMEHI0BaHa TUCTAHIHS, TPoXoanMast 3a 6 munyT, coctasisromas <300 m [46].
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PKO IIbC (YYP C, Y1 3).
KommeHnTapuu: Baruodayus cywecmsyowux wkai oyeHku npocnosa y ooarvhvix XCH ¢ P® ne
nposoounacy. UNOS ¢ 2013 2. npeonooswcuna ancopumm pacnpedeneHus OOHOPCKUX OP2AHO8 Cpedu

nayuennos, Haxodﬂmuxc;z 8 Jucme O0AHCUOAHUA mpancniaumayuu cepdua no cmeneHu ux mAasx)dxcecmu

(ITpunoorcenue b5) [275].

3.6.3 O0e3001MBaAHNE IPH XUPYPTHYCCKOM JICUCHUM

[Ipu xupypruueckom neuenun nauueHram c¢ JIKMII u XCH pexomenayercss mpoBOIUTH
MpeIBapUTENbHYI0 (PapMaKOIOTUYECKYIO MOATOTOBKY B BUJIE IPEMETUKAIINH.

. C uenpio cemanuy U 00eCIeUeHUs ICUX0IMOIIMOHATBHOTO KOM(OopTa BeuepoM HaKaHyHE
oreparuy PeKOMEHIYeTCs Ha3HAueHUE CHOTBOPHBIX M CEJAaTUBHBIX CPEJACTB, B JICHb OINEPAIMH MEPE]
JIOCTaBKOW TIAIIMCHTA B OINEPAMOHHYIO PEKOMEHIYETCS NMPUMCHEHHE OIMHMOUWIOB W/WIIH TIPOU3BOIHBIX
Oensoauasenuna [52, 279, 280].

PKO llaB (YYP C, Y/ 5)

Kommentapun: Ceodayus neped nocmynieHuem 6 OnepayuoHHyr0 00AHCHA Oblmb MUHUMATLHO
00CmMamouHou, 4moodvl He 0ONYCMumov 6azoouramayuu u cunomensuu. Mz npemeouxayuu ciedyem
UCKIIIOYUMb npenapamol 6elNd00HHbL, KaK U 1tobble opyaue npenapamol, yeeauuusarowue YCC [280].

= Pexomennyercs mauuentam ¢ JKMII u XCH nns MHAYKIUM aHECTE3UU HCIOJIB30BaTh
#bentanmr**, mnpomnodon**, mnpousBoaHbIE O€H301Ma3eNuHa, a I MOAJEpKaHUS AaHECTE3UU -
#perranmn**, nmpornodor™*, mpon3BoIHBIE OEH301MA3ETINHA U TaJIOTEHUPOBAaHHBIE YTIIeBOIOpOo kL. [Tpn
KapHOXUPYPTUICCKUX OIEPANHIX PEKOMEHIYETCS HCIOIb30BaTh KaK TOTAJIbHYI BHYTPHUBEHHYIO
AQHECTE3WI0 Ha OCHOBe mpomodosa** u #deHraHuna**, Tak U KOMOMHUPOBAHHYIO AHECTE3HMIO C
NPUMEHEHHEM TaJIOTeHUPOBAHHBIX YTIIEBOJOPOIOB U #(peHTaHmna** Ha Bcex atamax oneparuu [52, 280,
281].

PKO IlaB (YYP C, Y1 5)

KommenTapuu: [lpenapamei, ucnonv3yemvie 0as UHOYKyuu anecmesuu: Hmuoazonram™™*,
ouasenam™*, nponogon™* u #penmanun** 6/6 6 pacuemnuix 0o3upoexax. Beuody Hanuuus 8bipadceHHo20
KapOUuOOenpeccugHo2o U 6aA30N1e2Uecko0 3Pgekmos ne ciredyem UCnoab308amy Oisi UHOYKYUU
anecme3uu muonewman Hampus**. BosmoowHas cxema umOyKyuu avecmesuu, obecnedusarouyas
00CMAMOUHYI0 2eMOOUHAMUYECKYIO CMAOUTbHOCY . MedlleHHOe mumpogarnue #muoazonam™* 6 0oze 50
— 150 mxe/ke 6 kombunayuu ¢ Hpenmanunom™* 6 doze 3 — 5 mre/ke. AnbmepHamugHsiii Memoo UHOYKYUU:
MeonenHoe 6gedenue nponogonra** e odoze 0,8-15 wme/ke ¢ npedsapumenvuviv ucnorvzosanuem
#penmanuna** 6 0oze 3 — 5 mre/ke [280]. V nayuenmos ¢ évipasicennvimu napyuenusmu 2emMoOuHaMuKu
0J151 UHOYKYUU aHecme3Uuu Modicem Oblmb UCHONb308AH KeMAMUH™ ™.

Bce npenapamui, ucnonvzyemule 011 noodepicanuss 0oujeti BHympugeHHoU anecmesuu, 6 moul uiu
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UHOU CmeneHu YeHemarom COKpAmumenbHylo cnocobHocms muokapoa. Ilponogon™*  evizvieaem
8A300UNAMAYUIO U OKA3bIBACT YMEPEHHOE ompuyameivbHoe unompontoe oeticmaue [282].

. Pexomennyercs mnanmentram ¢ JKMII w XCH g o6e30onmBaHust B paHHEM
MOCJICONEPAIMOHHOM TIEPUO/IE HCIIOIB30BATh OIMMMOKIBI B BO3PACTHBIX JO3UpoBKax [52, 279, 280, 281].

PKO I1aB (YYP C, YA 5)

KommenTapuu: B nepsvie cymku nocie onepayuu mo2ym 0bins UCHONb308AHbI MPUMENEPUOUH™™
aubo mop@uu**. Ilpu uamuuuu cneyuanrvHvlx 003amopos 3PHEKMUBHbIM A6AAeMCS NPUMEHeHUe
nayuenm-KoHmpoaupyemou auanveesuu Genmanunom™*. Ilpu coxpanenuu 8vlpajdceHH020 0071e8020
cuHOpoma 8 OanvbHeliuem Mocym Obimb UCNOIb308AHbL MPUMENEePUOUH™ ™, Mopun™*, henmanur™* no
NOKA3AHUAM.

. He pexomenayercs mnamuentam ¢ JIKMII m XCH pans o6Ge30onuBaHus B paHHEM
MOCJICOTIEPAIIHOHHOM MIEPUO/Ie B KaueCTBE MpenapaToB NepBoi TuHuu paccmarpusats HIIBII [52, 282].

EOK I1I1B (YYP C, Y1 5)

Kommenrtapuu: HIIBII ysenuuusarom puck cepoedHo-coCyOUCMbIX OCIONCHEHUN, a MAaKdice

yacmomy oexomnencayuu XCH, pazeumus noueunou neoocmamounocmu u TO0 [282].

3.7 HemenukaMeHTO3HAsI Tepanusi, THEeTOTEpaANus

. Bcem manmentam ¢ mopospenneM Ha JIKMII pexoMenayeTcs 0TKa3 OT yHnoTpeOJeHus
QJIIKOTOJIsI, OTKa3 OT KYpEHHs, OTMEHa KapJUOTOKCHYCCKUX JICKAPCTBEHHBIX IpENapaTtoB IpH
BO3MOKHOCTH, YCTPaHEHHE MPOU3BOICTBEHHBIX U OBITOBBIX BpeaHOCTEH [52].

EOK IA (YYPC, Y 5)

n [Manuentam ¢ IKMIT u XCH pekoMeHayeTCst KOHTPOIIb BOJHO-COJIEBOT0 oOMeHa [52].

EOK IA (YYP C, Y] 5)

KommenTtapuii: O6vem ynompedisiemotn sxcudkocmu 0ondicen cocmasnams 1,5 — 2 n/cymxu, eciu
bonbHOU Haxooumcs 8 cmaouu cmabunvhou komnencayuu XCH. Hccnedosanus nocieoHux nem He
noomeepouny HeoOX00UMOCMb HCECMKO20 O2PAHUYEHUS. NOMpeDNIeHUs CONU, XOMs 6 KIUHUYECKUX
pekomenoayuax ykasaumo, umo nayuenmam c¢ CH credyem Kowmpoaupoeams Koauuecmeo
nompebnsiemou conu (ne 6onee 6 2 6 cymxu) [46]. Heoasnee mesxncoynapoonoe PKU SODIUM-HF, ¢
KOMOPOM U3Y4aioch CHUMCeHue nuweso2o Hampusi 00 yposHs meree 100 mmons (m.e. <1500 me/oens)
npu XCH, noxazano, umo y am6y1amopHbix NAyuenmos CHux3ceHue nompeo.ieHus Hampus He npusesio
K VMEHbUeHUIO 4acmombl KIUHUYECKUX coOblmutl (cocnumanuzayuil u oopaweHull 6 omaoenenue
HeomnodcHou nomowu no noeody CC3 unu cmepmu om ecex npuuun) [283].

. Bcem OGompabiM ¢ JKMII u knuHmdeckumu mposBieHusmMu CH pexomenmgyercs
CaMOCTOSITCIIbHBIA  €KCTHCBHBII MOHUTOPDHHT Beca [UIS CHW)KCHUS BEPOSTHOCTH 3acTOsl |

npenotepamieHus odoctpenus XCH [52].
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EOKIA(YYPC,YIA5)

KommenTapwmii: V' nayuenmos ¢ JJKMII cnedyem  nododepaicusamv — HOPMANbHBLU
mpogonocuueckuii cmamyc (MMT om 18,5 0o 24,9 ke/m?) [46].

= Tspxenble pu3nvecKre Harpy3Kd U COPEBHOBATEIIBHBIC BHIIBI CIIOPTA HE PEKOMEHIOBAHBI
naruenTam ¢ JIKMII [2, 52].

EOK HIC (YYPC, YA 5)

4, MeaMuuHCKAs pea0uIuTalus 1 CAHATOPHO-KYPOPTHOE JieYeHHe, MeIUMIMHCKHE

NMOKA3aHUs M IPOTHBONOKA3aAHMS K IPMMEHEHHUI0 METO/10B PeadIuTAIlMH, B TOM

YHucJi€ OCHOBAHHBLIX HA MCIIOJIB30BaAaHUHU IIPHUPOAHBIX JeueOHbIX dakTopoB

Ha mamumentoB ¢ JIKMII moryt ObITh pacmpocTpaHeHBI OOIIUE TOJOXKEHUS (1N, 3aJaud,
MPUHIIKIIBL, MOJYJIN) ¥ PEKOMEHIAIMHU 110 MEAUIUHCKOH peadmnTanuu (MenP) 6omsabix XCH [52, 284,
285]. Lens MenP - yiydiieHne kadecTBa M yBEIMYCHHE IPOJOJDKUTEIBHOCTH JKU3HU ITAl[HEHTOB C
JKMII. OcHOBHblE KOMIIOHEHTbI KOMIUIEKCHOM mporpammsl MeaP moryT ObITh OOBEIMHEHBI B
cnenyrone moaynu: 1) OMT, nonosnHeHHas!, TPH HEOOXOAUMOCTH, UHBA3UBHBIMU, MHTEPBEHIIHOHHBIMU
BMeIIATEIbCTBAMU; 2) (Qu3Mueckas peaOwiurtanus; 3) IICUXOJIoTHYeckas peaduiuraims; 4)
00pa3oBaTelIbHbIH MOYJIb; 5) TMHAMUYECKOe HAOII0ICHHE.

= [NanmenToB ¢ IKMII pekoMenayercss BKIOYaTh B MporpamMmsl KomiuiekcHoH MenP ¢
nensto yiyumienus ux KX u nporunosa [52, 284, 285].

EOK IA (YYP C, YA/ 5)

KommenTapum: Yuacmue 6 npoepammax xomnnexcroti MeoP cnocoocmeyem nosviuenuro KK
(3a cuem ymeHbUuleHUs MANCECTU CUMNIMOMO8, Y8eNUYEHUs MOIePAHMHOCMU K HAZPY3Ke, HOPMAIU3ayuu
NCUXOIMOYUOHATILHO20 CMAMYCA), VAYHUIEHUIO NPUBEPICEHHOCMU JIe4eHUr0 U npocHosa (3a cuem
CHUDICEHUSL 4aCmMOmbl 20CRUMANU3AYUL, KAPOUATbHOU U 00Well CMepmHOCmL).

. VY manmenTos ¢ JIKMII pekomenayeTcs paHHee Hadalo peaObuIuTallMOHHBIX MEPOTIPHATHI
Uit oOecrieueHus: 6osiee OJaronpUsATHOTO TSUCHUS U UCX0a 3a0oeBanus [284].

PKO IC (YYP C, Y 5)

Kommenrtapuu: B ciyuae cmabunvrho2o meyenus 3a001e6aHus, «panHee Havaio» npeonoiazaem
UHUYUAYUIO peabunumayuu cpasy nocie YyCmanos1eHus OuazsHo3a / npu nepeom KOHmMaxkme ¢ NayueHmom;
8 clyuae npozpeccuposanus 3a001e6anus Ul Xupypeuueckoz2o JedeHus — cpasy nocie cmabuiuzayuu
BUMATLHBIX PYHKYULL.

. Pexomennyercs Bcex manuentoB ¢ JIKMII nadopmupoBars 1mo Bompocam, CBSI3aHHBIM C
3a00J1eBaHuEM, €T0 JICYCHUEM U MPOPMIAKTUKOM, 00ydaTh METOJJaM CAMOKOHTPOJISL U CAaMOIIOMOILH ISl
MIOBBIIIEHUS IPUBEPKEHHOCTH JICUCHUIO, eTo O6e3onacHocTH U 3pdexruBHocTu [52, 284, 285].

EOK IA (YYP C, VI 5)
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Kommenrtapuu: Ilayuenmor ¢ JIKMII oonscrel Obime 00yuenst npuznaxam, cumnmomam XCH u
HPC. Bce nayuenmsi 00INCHbI NOIYYUMb PEKOMEHOAYUU NO 0ONycmumotl (bezonachoil) ¢usuyeckoil
akmusHocmu (0blmoeotl, NpogheccUuoHaIbHOU, PEKPEAYUOHHOU, CEKCYAIbHOLL) U NUMAaHUto (nompeoienue
conu, HcuOKocmu, OeiKa); OmKazamsvcs om KYpeHus u/uiu uzde2amsv naccu8Ho20 KypeHusl, OO0JICHbl
ObIMb 00YUeHbl Memooam CAMOKOHMPOJI, 3HAMb Yelegble 3HAYeHUs KOHMPOIUPYEeMbIX Napamempos
(nynvc, ANl, macca mena, 600ubLL Oanauc) u ux donycmumvle Koaebanus. Ilayuenmam oonxcern 6vims
00bsICHeH aneopumm oeticmsuil 8 ciyuae yxyoutenusi camouyecmeus [52, 284, 285]. Ilayuenmuot ¢ JJIKMIT
O0JIIICHBL ObIMb UHPOPMUPOBAHBL O HEOONYCIMUMOCIU YNOMPeDIeHUs. 8euiecms, CNOCOOHBIX YXYOuUums
meueHue 3a001e6anust (AIK0201b, AHAOOIUYECKUe CIMepoudbl, KOKaun, memamgpemamunvt u opyeue) [51,
53].

. [Taumnentam ¢ JIKMII pekomenayeTcs NpoBeIeHUE ICUXOIUarHOCTHYECKOTO CKPUHUHTA 1
BBISIBJICHHE TICUXOCOIMAIBHBIX (DAKTOPOB pUCKA IS OMPEIEICHUS MOKa3aHU K MX KOPPEKIIUU C LENbI0
MOBBIIICHUS TPUBEPIKEHHOCTH JICUCHHUIO, KauecTBa caMOKOHTpots, yiyuiienus KXK u mpornosa [52, 286,
287].

EOK l1aC (YYP C, Y1 4)

Kommentapum: K ncuxocoyuanvnvim —gakmopam pucka, o61aoarowum OOKA3aHHbIM
He2AmUBHbIM GIUSHUEM HA NPUBEPHCEHHOCMb JIeYEHUI0, KA4eCme0 CAMOKOHMPOJs, 8061eKAeMOCMb 8
npozcpammul  MeOoP, npoOoykmusHOCcmb 63aUMOOCUCMBUsL C 6PAYOM, KA4eCmeo JHCUSHU U NPOSHO3
omHocAmcs O0enpeccus, mpesocd, XPOHUYECKUU Cmpecc, KOSHUMUGHble OUCEHYHKYUU, COUUATbHAS
uzonayus u Huskas coyuanrvHas noodepycka. Ilpu XCH Oenpeccus sensemcs He3a8UCUMbIM
npeouKmopom obwell 1emaibHoCmu, a ee pacnpocmpanennocms cocmasisem 20% [286, 287].

= VY nanuenToB ¢ JJIKMII moxeT ObITh peKOMEHIOBAHO TPOBEJICHUE CKPHHUHTOBON OLIEHKU
KOTHUTUBHBIX (DYHKIUH IS WHIWBHIyaTU3alid mporpaMM MenP ¢ [eiabi0  MOBBIMICHUS WX
s dexTuBHOCTH M Oe3omacHOCTH [283, 286, 288].

EOK IIbC (YYP B, Y1 3)

Kommentapun: Pacnpocmpanennocms KOSHUMUBHBIX HapyuwleHuul y nayuenmos c¢ XCH
docmueaem 73% [288]. Vxyowenue namamu, 6HUMAHUA, KOHYEHMPAYUU, MbIULIEHUS, peyl,
UCNOTHUMENbHLIX  (DYHKYUL, HAPYWEHUS SHO3UCA U NPaAKCUca OmpUuyamenbHo CKA3bl8aromces Hda
obyuaemocmu nayuenmos, ux npueepIHCeHHOCMuU l1e4yeHulo, Kayecmee CaMOKOHMPOisl, CNOCOOHOCIU K
NPUHAMUIO PeUleHUll, 3ampyOHAIOm COMPYOHUYECMBO C 8PAYOM, NOGLIUUAIOM PUCK COYUATbHOU U30NAYUU,
cHUdcarom OezonacHocmv u 3¢gexmuenocme nevenus [288]. Yuacmue 6 xomniekcHulx npocpammax
MeoP, ocobenno 6 npoepamme usuyeckoll peaburumayuu, cnocoocmayem YiyuuleHu0 KOCHUMUEHO20
npogunsa nayuenmos [286, 288].

. [MarmenToB ¢ JIKMII, uMerOnmx MCUXOCOIMHAIBHBIE (AaKTOPhl PHCKA, PEKOMEHIYeTCs

HampaBJIATh Ha NpUeM (TECTUPOBAHHE, KOHCYJbTAIMs) MEIUIUHCKOTO TCHXO0JIOTa MEPBUYHBIN U/UIu
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mpueM  (OCMOTp, KOHCYJNbTAllMs) Bpada-TCUXOTEpaneBTa TMEPBUYHBIN AN yriIyOJICHHOTO
MICUXOIMATHOCTUYECKOTO 00CIIeIOBAaHUSA M TICUXOKOPPEKIUU C IIEJIbIO TMOBBIIMICHHUS MPUBEPKECHHOCTH
JICYCHHIO, KaueCTBa CaMOKOHTPOJIsL, yiyurnenus: KK u nporuo3sa [2, 284, 286].

EOK I1aC (YYP C, YA 5).

- Bcem nmanmentam ¢ HacneactseHHon JJKMII, B oTHOmIEHHH KOTOPBIX MPUHITO PELICHUE

00 MMIUIaHTalUKM KapauoBepTepa-nepudpuuisitopa™**

, @ TaKXKe JIMIaM, TIEPEHECHINM CMEpTh 4WICHA
ceMbH, OOYCIIOBJICHHYIO KapJIMOMHOIATHEH, PEKOMEHIYeTCs MpOoBeACHUE Ipuema (TeCTUPOBAHMS,
KOHCYJIBTAI[UH ) MEIUIIUHCKOTO TICKHXO0JI0Tra MepBUYHOTO [2].

EOK IC (YYP C, YA 5)

. V¥ nanuentos ¢ JIKMII B Bo3pacte >60 neT MOKeT ObITh PEKOMEHJA0BAHO IPOBOJCHUE
CKPUHHHTA JUIS BBISBICHUS CHHAPOMA CTAPUYECKOW aCTEHUU C IIeJIbI0 MHIMBUIYaTU3alUU MIPOrPaMMBbl
MenP u onpezneneHus moka3zaHui K KOMITIEKCHOMY repuarpudeckomy oocnenoBanuto [284, 289].

EOK IIbC (YYP C, YO/ 4).

Kommenrapumu: /[s ckpununea pekomenoyemcsi UCnoib308ams onpocHuk « Bospacm ne nomexa»
(IIpunooicenue 172). Ilayuenmos ¢ pezyriomamom > 5 6anios ciedyem HANPAGIAMsb 8 2epuampuiecKull
KabuHem 05 8bINOJIHEHUS KOMNIEKCHOU 2epuampuieckoll oyenku. Pacnpocmpanennocms cunopoma
CMapyeckoll acmenuu yeeauuueaemcs ¢ 6ospacmom, y nayuenmos ¢ XCH cocmasnsem 15 — 74% [289].

. Pexomenayercs nuHamudeckoe HaOmoAeHue 3a naruentamu ¢ JJKMII, B Tom uucne, ¢
WCTIOJB30BAHUEM TEJIEMEIUIIMHCKAX TEXHOJIOTUH, Ui OIEHKH J(PQPEKTUBHOCTH W OE30MacCHOCTH
JIeYeHUsl, CBOEBPEMEHHON KOPPEKIHH MporpamMmbel MenP, moBblleHUs MPUBEPKEHHOCTH MAIlMEHTOB
neuenuto [52, 284, 285].

EOK IA (YYP C, Y1 5).

= [Tanmentos ¢ JIKMII, npu oTCyTCTBMM NMPOTUBONOKA3aHUM, PEKOMEHIyETCSl BKIIOYATh B
mporpaMMbl  (PU3MYECKON peadmiIuTalMyd ¢ 1eIbl0 MOBBIIEHUS (U3MUecKoi paboTOCMOCOOHOCTH,
ynyurienus: KXK, cHkenus yactoTsl rocnimtanu3aiuii mo nmosoay CH [52, 284, 285].

EOKIA(YYPC, YI/15)

= [Manuentam ¢ JAKMII nepex BkitoueHueM B nporpamMmy (GU3WYECKON peaduIuTanuu
PEKOMEHIYyETCS IPOBOAUTD TIIATENbHYIO KIMHUYECKYIO OLIEHKY C IIEIBIO BBISBIICHUS TPOTUBONOKAa3aHU N
K MPOBEJCHUIO TecTa ¢ (PU3MUECKON HArpy3KOM M (PU3NYECKUM TPEHUPOBKAM ISl MPEIOTBpPAIICHHUS
STPOTCHHBIX OCJIOKHEHHI BMerarenbeTBa [284, 290].

EOK IC (YYP C, Y/ 5)

KommenTapuu: Aobcomomusvie npomusonoxkazanus K npogedeHuro mecma ¢ ¢husuyeckou
Hazpyskou u xk @uauuveckum mpenuposkam npu JIKMII u cmabunvnou XCH: nexonmponupyemvle
ecemoounamuvecku 3uavumvie HPC; ocmpoie cocmosnus (onooxkapoum, nepukapoum, TOJIA, smboruu

UHOU JoKajauzayuu, mp0M603 2Jzy601<ux 6€H HUJMCHUX KOHe'-lHOCI’I’leﬁ, 0uccem;uﬂ CZOpWZbl); aHnemuA
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maxcenoti cmenenu;, YCC =120 yo/mun., CA <90 mm pm. cm.; 8blpasxcenHvle KOZHUMUBHbIE HAPYUEHUS,
omcymcemeue npoOyKmueHo20 KOHMAKmMa ¢ OOIbHbIM; OMKA3 NAyueHmd.

. [Tarmentam ¢ JIKMII, npu oTCyTCTBMU NPOTUBONIOKA3aHUM, PEKOMEHIYETCSI TPOBEICHUE
TecTa ¢ (DU3MYECKON Harpy3Kol i ompeaeneHus kinacca (yHKIMOHATBHOTO COCTOSHUS U
cTpatu(uKanmuu pUCKa OOJIBHBIX C IENbI0 (OPMUPOBAHUS HHIUBUIYATU3UPOBAHHON MPOTPaAMMBI
¢busnueckoit peadbunuranuu [52, 284, 290].

EOK I1aC (YYP C, Y1 5).

Kommenrapumn: [Ipeonoumumenvho 6 kawecmee mecma ¢ u3U4eCKoll Ha2py3Kol Y NayueHmos
¢ JIKMII ucnonv3osame 3peocnupomempuro, 0OHAKO, MO2ym OblMb UCHONIb30BAHbI 8E103P2OMEMPUs,
mecm ¢ 6-MuHymHou x00b001. Y nayuenmos ¢ CUHOPOMOM CIMApP4ecKoll ACMeHUuU OYeHKA u3u1ecKo2o
COCMOSIHUSL MOdHCEM ObIMb BLINOJIHEHA C UCNOTIL308AHUEM MECMA «BCIAHL U UOUY C KOHMPOJIEM 8PEMeEHU
8bINOAHEHUS. B 3a6ucumocmu om pe3yivmamos KIUHUYeCKol OYeHKU U mecma ¢ u3uieckoll Hazpy3Kou
nayuenmy Hazwauaiomcs. 1) epynnosvie unu uHOUSUOYANbHLIE 3aHAMUSA, 2) KOHMPOIUpYeMble
Qusuueckue mpenuposku (Ha 6asze 1eyeOHO-NPOPUIAKMULECKO2O YUPEHCOeHUs], OO PYKOBOOCMEOM U
HabM0O0eHUeM  MeOUYUHCKO20 NEePCOHANd), UNU  HEKOHMPOIUpyemvle  (CAMOKOHMPOIUpyembie)
Qusuneckue mperHuposku (nayuenm O001NHCeH Oblmb 00VUeH Memooam KOHMPOIs), UMU YACMUYHO
KOHmpoaupyemvie (¢ KOMOUHUPOBAHHbIM KOHMPOLEM — MEOUYUHCKUM U CAMOCMOSMeNbHbIM), 3)
onpeoensiomes unmeHcusHocms Haepysku (¢ ucnoavzosanuem % YCC makc. uw/unu % pezepsa YCC, %
peakVOz, wxanvt Borg (Ilpunoscenue I3), npooonscumenvrnocms u nepuoduurnocmo 3ausmuil. Ilpu
UCXOOHO HU3KOU moaepanmuocmu K ¢pusuueckoui nazepyske (<3 MET) npooonscumenvrocms 1 3ansmus
cocmasnsiem He Oonee 15 mun, nepuoouunocmov — esxceonesno, He menee 3 paz 8 Oewvb, NPU UCXOOHO
cpednen monepanmuocmu Kk @uzuueckou Haepyske (3-5 MET) npoodonxcumenvrocms 3aHsmuil
cocmasnsiem 15-30 mun, nepuoouunocmev — exceonesno, 1-2 pasz 6 Oenv, npu UCXOOHO BbLCOKOLL
monepawmuocmu k Qusuueckou nHazepyske (>5 MET) npooonxcumensnocme 1 sansmus — 30-60 mumn,
yenesas nepuoduuHocms —5-7 oneil 6 nedenio [284].

= [Manuentam ¢ JIKMII pekomMeHayt0TCs peryispHble adpoOHble (hU3NYecKre TPEHUPOBKU
KapAUOPECIIMPATOPHOM  BBIHOCIIMBOCTH  JUISL  yBEJIMYCHUS W TOJJICp)KaHUS  (U3HUYECKOM
paborocrniocobHocTH, yayurrenus KX u cHmwkenust prcka rocruranusamuu [52, 284, 289].

EOK IA (YYP C, Y11 5).

Kommenrapuu: /[n1a mpeHupoéku KapouopecnupamopHou 6bIHOCIUBOCIU — UCHONb3YIOM
OuHamuyeckue (pummudeckue) a3podoHble HASPY3KU C B0GIeUEHUEM DOILULUX MbIUEUHBIX 2PYNN (X00b0a,
niasanue, e30a Ha eenocuneoe). MHmeHcusHOCms 1 NPOOOIHCUMENLHOCIb HASPY3KU, NEPUOOUYHOCHIb
3ausimutl onpeoensiiom unousuoyanvho [284]; aspobromy ypoemio snepeoobecneuenust coomeemcmeyiom
Haepysku Huzkou u cpeoueu unmencuenocmu [284, 290]. V nayuemwmos ¢ XCH pecynapuovie

ouHamuyecKue a3p06Hbl€ Hazcpy3Ku cnoco6cm6y;0m YMEHbULEHUIO misdcecmu CUMNIMOMOE, YI1YYUueHUro
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(GYHKYUOHANLHO2O Ccmamyca, CHUdXCeHulo pucka 2ochumanuzayuu no nogody XCH [52, 284].
Opppexmusnocmov npocpammul usuveckou peaburumayuu eviule NPU COYEMAHUU OUHAMUYECKUX
APOOHBIX MPEHUPOBOK C PEIUCHUBHBIMU U MPEHUPOBKAMU OblxamenbHot myckyiamypul [291].

= [Manmentam ¢ JKMII pexkomeHayroTCs PpE3UCTUBHBIE TPEHHUPOBKM C  LIEJBIO
MPEJOTBPALICHUS TOTEPH MBIIIEYHONH MAacChl, YBEIWYCHUS W/WIM TOAJCPKAHUS MBIIICUYHOW CHIIBI,
CHIDKCHUSI PUCKa TaJICHUI U yBenn4eHus pusnueckoi pabotocnocodHoctu [284, 291].

PKO IlaB (YYP B, Y] 2)

Kommentapum: Pesucmuguvie (cunosvie) mMpeHUpoSKU HAZHAYAIOMCA  OONOIHUMENLHO K
MPEHUPOBKAM KapOUOPECRUPAMOPHOU 6bIHOCIUBOCIU C NepuoouyHocmvlo 2-3 pasa 6 uedenio. Y
nayuenmos ¢ XCH 11-1V @K, ne cnocobnvix k mpenuposkam KapouopecnupamopHol 8bIHOCIUBOCMU,
OCHOBY u3uyecKol peaburumayuu Mo2ym coCmagums HUSKOUHMEHCUBHbIE Pe3UCMUEHbIE HAZPY3KU U
MPEHUPOBKU ObIXAMENbHOU MYCKYIAMYPbl, 8bINOHAEeMble D — T OHell 8 Hedellio.

= [anumentam ¢ JKMII u XCH pekoMeHIyrOTCSl JbIXaTelbHbIE YIPaKHEHUS JUIs
YBEIIMYCHUS H TOJJICP)KaHUS CWJIBl  JIBIXaTeIbHOM  MYCKYJaTypbl, OOJErd4eHus] CHMIITOMOB,
poUIaKTHKH BO3MOXHBIX ociaoxuennidn XCH [291].

EOK llaB (YYP B, Y]] 2)

. Pexomenyercst mpoBeieHNE KOHTPOIUPYEMBIX (PH3MUECKUX TPEHHUPOBOK Y MAIUEHTOB C
JKMIT u XCH [l1-1V ®K, cunapomMoM cTapyeckoil acT€HHH, COIMyTCTBYIOIIUMH 3a00JEBaHUSIMU,
CHIDKAIOIIMMH TOJIEPAHTHOCTH K (PM3NYECKON Harpy3Ke W/WJIHM TOBBHIMAIOIIMMU PUCK OCIIOKHEHHH TIPH
BBIMTOJIHCHUH (DU3NYECKHX yIpaxkHeHui [52, 284].

EOK ITIaC (YYP C, YUI 5)

5. lIpodhnaakTka M TMCHAHCEPHOE HAOJIOACHNEe, MeAUIIMHCKHAE MOKA3AHUA U

NPOTHBONMOKA3AHNS K IPMMEHEHHUI0O METOA0B NPOPUIAKTHKH

Iepsuunas npopunaxmuxa JKMII xapaxmepusyemcsi caedyiowumu meponpusmusmu [53, 292-
294]:

. MIOJIHOIICHHOE JICYCHHE Pa3IMYHbIX MH(EKIIMOHHBIX (BUPYCHBIX, OaKTepHAIbHBIX U JIp.)
3a00J1€BaHUl € TTOCIIEYIOIEH peadunuTalen MalueHToB U JUCTIAaHCEPHBIM HAOIO/ICHHUEM;

. paHHSSI TMarHOCTHKA, ONTUMAIBHOE JISYCHUE U PeabuIuTalys MAIIMEHTOB ¢ Pa3INYHBIMHU

(hopMaMu MHOKapIUTOB;

- 0TKa3 OT 3JI0YMOTPEOICHUS AIKOTOJIEM;
- OTKa3s OT yr[OTpe6J'I€HI/I$I HApKOTHUKOB U JPYTHUX ICUXOAKTHBHBIX BCUICCTB;
. npodunakTika mpohecCuoHaIbHBIX OTPABIICHUN U 0OecTieueHne 0€3011acHOCTH pabovero

MECTa 4JIA pa60Ta}0u11/1X C IeCTULUAAMU U TSXKECIBIMU METaJlJIaMU,

= JedeHue oxxupenus, ocooerno npu UMT >40 Kr/M%;
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. paHHAA AUArHOCTHKA W OHNTUMAJIBHOC JICHCHHUC SHIAOKPUHHBIX 3a00JIeBaHUii: 00JIe3HU

LIIUTOBUIHOM >KEJIe3bl, CaXapHbIil 11adeT, akpoMeraius U Jp.;

] BaKIMHALASA TPOTHB KOPH, TIAPOTHTA, ITOJIMOMHUEIINTA, TPHUIIA, ITHEBMOKOKKOBOMH
UH(DEKINH;
= KOMIUICKCHOE 00clieioBaHNe U HAOMIOJCHHE 3a TMAIMeHTaMH, KOTOPBIM IUTAHUPYETCS

npoBeaeHne xumuorepanuu [121, 293, 294];

. TIIATEJIbHAs MpeArpaBUAapHas W NPEApOJOBas MOArOTOBKA M KOHCYJbTHPOBAHUE
NAIMEeHTOK W3 Tpymibl Bbicokoro pucka passutus IIKMII, oueHka pucka MOBTOPHOTO COOBITHUS Y
xeHiuH, nepeHecux [TKMIT [119].

Bmopuunas npogpunaxmuxa J{KMII exnouaem:

. IPUMEHEHNE COBPEMEHHBIX MEIMKAMEHTO3HBIX U HEMEAMKAMEHTO3HbBIX METO/I0B JI€UEHHSI
¢ uenbto npopunaktuku nporpeccuposanus XCH, HPC, T2O;

- nucnancepHoe HabmoaeHue 3a nanueHTamu ¢ JIKMII B cooTBeTCTBHM ¢ HOPMATHBHBIMU
nokymentamu (IIpuka3z M3 P® ot 15 mapra 2022 1. Nel68H «OO0 yTBEp I€HUH MOPsAKA TPOBEICHHUS

JAUCITIAHCEPHOI'O Ha6J'IIO,Z[eHI/Iﬂ 3a B3pOCJ'IBIMI/I»).

5.1 lucnanceproe Hadoaenue 3a nanmesramu ¢ JIKMII u cocTossHusiMu,

KOTOpbI€ MOI'YT IPHMBECTH K PA3BUTHIO JJAHHOI'0 3200J1€BAHUS

Meponpustus aucnaHcepHoro HaOirogeHus 3a mauueHtamu c¢ JIKMII 3aBucar ot creneHu
BeipakeHHOCTU XCH, HPC u nannuus pucka TOO. CrnenyeT BKIIOYATh B CHHUCOK JIUII, MOJIEKAIINX
JIMICTIAaHCEPHOMY HAOJIOCHHUIO, ONMKAWITNX POJICTBEHHUKOB ITAIMCHTOB B CBSI3U C PUCKOM Pa3BUTHUS
JIKMII.

JlucriaHcepHoe HaOMIOEeHHE 3a MalMeHTaMH persiaMmeHTHpyercs I[Ipukazom MuHucTepcTBa
3npaBooxpaneHuss P® or 15 mapra 2022 1. Nel68H «OO yTBEpKICHHU TMOPSAIKA TPOBEICHUS
JIMCTIAaHCEPHOTO HAOIIOZCHUS 332 B3POCIBIMU», COTJIACHO KOTOPOMY IIMCITAHCEPHOE HAOIIOJCHHE 32
MalUEeHTaMH C KapAHOMHUOMATUSIMH JOJDKHO OCYIIECTBISTHCS BPayOM-KapAHOJIOTOM, MPU OTCYTCTBUU
TaKOW BO3MOYKHOCTHM — BpauyOM-TEpAleBTOM MJIM BpadyoM oOOIIed NpakTUKA NpU 00s3aTeNbHOM
MEPUOINIECKON KOHCYIBTALMU BPAYOM-KapIHOIOTOM.

VYuuteiBas, uro B [Ipunoxenne Ne 2 k [Ipukazy Munznpasa P® ot 15 mapta 2022 r. Nel168H He
0003HaYeH MOPSAOK AMCIIAaHCEPHOro HaOMroAeHus 3a manueHTamu uMmeHHo ¢ JIKMII, uenecoobOpazno
o0ecreunTh TUCIIaHCepHOE HAOII0ICHHE, OCHOBAaHHOE Ha BBIZCIICHUH IPYIIIT C pa3HON CTENEHBIO TSXKECTH
XCH.

1 epynna - Iamuentsl ¢ IKMIT 1 XCHyn®B, 1 cragun, I-11 ®K. Habnronenue He pexe 2 pa3 B

rojl, BHEIUIAHOBO - IPU NOsABJICHUHU Npu3HaKoB nporpeccupoanus XCH, HPC u apyrux ocioxHeHui.
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2 epynna. Iauuentsl ¢ JIKMIT u XCHu®B, 2 cranuu, |11-1V ®K. Habmonenue He pexe 2 pa3 B
roJl, Ipy¥ BO3MOXHOCTHU - 4 pa3za B roji, BHEIJIAHOBO - IIPU TMOSBICHUM MPU3HAKOB MPOTPECCUPOBAHUS
XCH, HPC u npyrux ocnoxxHeHuid. [lo mokazaHusmM — KOHCYJbTallMM Bpaya-cepAeYHO-COCYIUCTOTO
XUpypra 1 Jpyrux CIeluagnucTOB.

3 epynna. TlaniueHThI, y KOTOPBIX UMeeTcst puck pa3sutus JJKMIIL.

Poncreennuku nanuento ¢ JIKMII nepBoii crenenu poacTBa (IMarHOCTHYSCKHE KPUTSPUH ISt
POJICTBEHHUKOB IPEJICTABIICHBI B pazodesie 2, peKOMEHIalliU 10 JUHAMUYECKOMY HaOJII0ICHUIO — B
pazoene 2.5.1). PekoMeH10BaHO OJJTHOKpAaTHOE 00CIIeI0BaHKE, JJajiee HAOII0JCHUE B 3aBUCIMOCTH OT
pe3yabTaToB.

[TanmenTsl, umeromue puck pazsutust JJKMII B cBs3u ¢ HanmmuneM 3a00eBaHMi, 0003HAYCHHBIX
6 pazoene 1.2. u ¢ I[lpunoscenuu b2, HabmonawTCs y COOTBETCTBYIOIIMX CHEIUAIUCTOB, MPH
HE00XO0AMMOCTH HAIPABIISAIOTCS K Bpady-KapIHoJIory.

Anroput™m JaMcriaHcepHOro HaOmroaeHus 3a mamueHtamu ¢ JKMII w rpynmamu pucka

npencrasieH B [lpunoxcenuu b6.

5.2 BakuuHanus NPOTHB 'PUIIIA U THEBMOKOKKA

BaknuHauusi npoTuB rpummna.

* Bcem mauuentam ¢ JIKMII npu OTCYyTCTBHM NMPOTHUBOMOKA3aHUM PEKOMEH0BAaHA BaKIIMHAIUS
MIPOTHUB TPHUIIIA AJIsl CHYKEHUS PHCKa 3a00JIeBaHNUs, PA3BUTHS OCTIOKHEHUIN HH(PEKIIUU 1 TEKOMITCHCAIIUU
XCH [52, 295].

EOK llaB (YYPC, Y1 5)

KommenTapmuii: Munucmepcmeo 30pasooxpanenusi P@ pexomenoyem esncec00Hy0 6aKYUHAYUIO
npomug 2epunna, Kak Haubolee BadCHOe 3AWUMHOe Meponpusmue 8 OMHOWEHUU ZPUNNG U e2o
ocnodichenull. B pamkax HayuonanvbHoz2o Kanienoaps npueueok P® nnanoso npususaromcs auya c
XpoHuyeckumu 3abonesanusmu, 6 mom yucie ¢ CC3.

BaKlII/IHaIII/Iﬂ IPOTHB THEBMOKOKKA.

Streptococcus pneumoniae  Mmo-mMpeKHEMY OCTAeTCS OCHOBHOM MPHYUHON  CEPhE3HBIX
3a00JeBaHMH, B T. 4. THEBMOHHHM, OaKTepUeMHUH, MEHUHTUTa. [10 TaHHBIM 3apyOeKHBIX U OT€YECTBEHHbBIX
aBTOPOB, 3TOT BO30yAUTEIND sBIsIeTCs MpuunHOi 25-35% Bcex BHEOONIBHUYHBIX U 3-5 % rocnuranbHbBIX
nHeBMOHUHN [296]. Bakiunanus mnpusHana HauOosee 3((GEKTHBHBIM METOIOM TMPEIYIPekKICHHS
ITHEBMOKOKKOBOM ~ MH(pexkuuu. BaknuHanus BakuUMHOW 11 NPOQWIAKTUKUA [THEBMOKOKKOBBIX
UHPEKIMI** pekoMeHIyeTcsl JIMLAM C BBICOKHM PHCKOM pa3BUTHS HMHBA3MBHON ITHEBMOKOKKOBOMN
UHQEKINH, K KOTOPBIM OTHOCATCS U nauueHTsl ¢ CC3, B ToM uncie ¢ kapanomuonatusimMu 1 X CH.

. BakuuHamst BakmMHOW Ui NMPOQWIAKTUKA TTHEBMOKOKKOBBIX HMH(MEKIUI** pexoMeHIoBaHa

nanuenTam ¢ JIKMII B ¢Bsi3u ¢ BBICOKUM PHUCKOM Pa3BUTHS THEBMOKOKKOBOUM MH(EKIIMK W HAIIpaBIcHA
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Ha TMpeAynpexkIcHHEe BO3HUKHOBEHHUS 3a0oneBanus, nexkomneHcanmun XCH wu pasButus apyrux
ocioxHenui [52, 295, 296].

EOK llaB (YYPC, Y1 5)

Kommenrtapuu: Cmanoapmuasn cxema 8akyuHayuu: nepeOHAYAIbHO peKoMeHdyemcs 6600ums 1
003y 6aKyunbl OJisi NPOPUIAKMUKU NHEEMOKOKKOBOU uHgexyuu noaucaxapuonou (13-earenmmuoti,
aocopbuposannotr) **, samem, ne panee uem uepes 1 200 — 1 0o3y (0,5 mn) eaxyunvt ons npogunaxmuxu
nHeeMoKkokkoewix ungexyui** (ITT1B-23) ¢ nocredyiowetl pesakyunayuetl 6aKyuHol 015 npoOUIaKmuKu
nHeemokokkoswix ungexyuu** (I111B-2)3 uepesz 5 nem [296]. Ocnosnvimu npomusonokasanusmu 0715
BaKYUHAYUU NPOMUE NHEBMOKOKKOBOU UHpeKYUuu A6IAIMCA: bIPANHCEHHbIe, MANCENble CUCHEMHbIE
peaxkyuu Ha npedvloyuee 88edeHUe 6aKyuHbl (AHAUIaKMUYecKue peakyuu); eunepuyscmeumenbHoCmy
K 11060MY KOMNOHEHM) 8AKYUHBL, OCMPble UHDEKYUOHHbLEe 3a001e8aHUsL UIU 0OOCMPEHUE XPOHULECKO20
npoyecca (0cHO8HO20 3abonesanust). llepenecennas panee nNHe6MOKOKKO8AS UHMEKYUsL He A6ISAEmCs

npomueonokasanuem K npoeeOeHuio UMMYHU3AYUU.

6. Opranusanys MeIUIIMHCKOW MOMOIIM

Bce mammentst ¢ IKMII npu cTaOuiabHOM KIMHHYECKOM TEUEHUHM JOJKHBI HaXOAWTHCA Ha
JUCIIAHCEPHOM HaOJII0JICHUH Y Bpada-KapAHoJora, a Ipu OTCYTCTBUU TaKOW BO3MOXKHOCTH — y Bpaya-
TepaneBTa WM Bpadya oOOIIed NpakTUKH (CeMEMHOro Bpada) Mpu 00s3aTeNbHON NepHoANYECKOI
KOHCYJIbTaIlMM BpadoM-KapauonoroM. I[IpoduibHble cHenualvucTsl AOKHBI OBITH MPUBIEYEHBI K
nucnancepHoMmy HaOmropenuto marueHTta ¢ JKMII B 3aBucumoctd OT mpOQuIis COMYyTCTBYIOIIUX
3a00yieBaHUN U OCIIO)KHEHUH. [1opsSA0K U MEepUOTUIHOCTh KOHCYIbTAIIMH MPOQIIEHBIX CIEIUATNCTOB
OTIPEJIETISIETCSI BPauoM, OCYIIECTBISIONIUM JUCTIAaHCEpHOE HalmoeHne. B ciyyasx TepputopraibHON
YAQIEHHOCTH OT BeAaymux uUeHTpoB, rnae mnamueHT ¢ JKMII Moxker noiayduTh KOHCYJIbTAlUH
CIELUATUCTOB, BO3MOXHO MPOBE/ICHUE KOHCYJIbTALUN C MPUMEHEHUEM TEIEMEAUIIMHCKUX TEXHOJIOTHUM.
[Topsimok mpoBeneHUS TEAEMEAUIIMHCKUX KOHCYJbTAllMd M KOHCWJIMYMOB ormpeneneH [Ipukazom
Munncrepcrsa 3apaBooxpanerust PO ot 30 HosOpst 2017 r. Ne 965H.

[Tpy HecTaOUIBPHOM KIMHMYECKOM TEUEHUU WM PA3BUTUU OCJOKHEHHI paccMaTpUBaIOTCA
MOKa3aHus JUIs TocnuTanu3auuu B ctanuonap. [Jns nanuentos ¢ JIKMII npuoputeTHa rocnutann3anus
B KapIUOJIOTHYECKUE OTCIICHUS I TPOPUIBHBIE OTICICHUS OKa3aHUsI CIISIIUATH3UPOBAHHON TTOMOIIIH
mammedHtam ¢ XCH, HPC, T30O. Ilpu OTCYyTCTBHM BO3MOKHOCTH TOCHUTAIM3ALHMA B
CHELMAaIU3UPOBAHHBIN CTALIMOHAP WKW KapAUOJOTMYECKOE OTHAENEHHWE BO3MOXHA TOCHUTAIM3aLUs B
CTaIOHAP TePAeBTHYECKOTr0 POduUIIs.

Toka3zanus ons eocnumanuzayuu nayuenmos ¢ JJIKMII:

= HectabunpHOEe KiIMHHYEecKoe TedeHue JIKMII ¢ menpio ycTaHOBJICHHS] MPUYUHBI yXYIIICHUS
TEYEHHS TIPU HEBO3MOKHOCTH MPOBEACHUS 00CIe0BaHUs B aMOyJIaTOPHBIX YCIOBHSX, a TaKXKe
JUTSL pELLIEHUS CJIOKHBIX BOMPOCOB HA3HAYEHUS METUKAMEHTO3HOI'O JICUCHHUS,

82



» nexommencamus XCH [46];

= HPC BbicOKuX rpajzauuii, TpeOyromue noadopa M Hayajda aHTHAPUTMHUYECKON Tepanuu B
CTAIMOHAPHBIX YCIOBUSAX WIIM HAPY>KHOU AJIEKTPUIECKOMN KaparuoBepcuu (nehuOpmuisinmm);

" [pOBEJCHHE MHBA3MBHBIX METOA0B 00OcienoBaHusl OOJbHBIX, 0TOOp mauueHTtoB ¢ JKMII Ha
BBICOKOTEXHOJIOTUYHOE U XUPYPrudeckoe jedenre, oroop nauueHToB Ha MIIK, Tpancmnanranuio
cepAma u o0cieoBaHue Nepe STUMH BUAAMU JICUCHHUS.

[Ipumeuanue:  TpaHCIUIAHTaUMsl — Cepiua,  UMIUIAHTALMSA  CHCTEMbl  KEIyJOYKOBOM
BCIIOMOTATeNIbHOU***, KapANOBEPTEPOB-1ePUOPHILIATOPOB UMILUIAHTUPYEMBIX *** ycrpoiict ans CPT
u neuenust HPC ocymiecTBisiercs B CHENMAIM3UPOBAHHBIX KapAMOXUPYPTHUYECKUX OTACICHHSX IPH
HAJIMYHH COOTBETCTBYIOIINX MOKA3aHHIA.

Toxaszanus ons cocnumanuzayuu 6 omoeieHue peanumayuu u unmencuenou mepanuu (OPUT):

u JAKMII c¢ pexomnencauueir XCH, comnpoBoxaaromencss KapAUOT€HHBIM —LIOKOM,

HEKYIUPYIOLUIMMCS OTEKOM JIETKUX WM BBIPKEHHOM (TIPOrpecCUpyIoIIeii) oabIkoi [46].

" JKMIT ¢ xusseyrpoxkaromumu HPC  w/miun  TOO,  comnpoBoxaaromUMUCA

HECTAOMJILHOCTBIO IreMOAUHaAMHKMH.

" JAKMII u npyrue >xusHeyrposkatomme cocrossHus (OKC, ocTpas HeZoCTaTOuyHOCTh

KJIAITaHOB CepJlia  Jp.).

" PedpakrepHslii  OTEUHBII CHHAPOM, CHUHAPOM MOJUOPTaHHOM HEJOCTATOYHOCTH,
HE00X0AUMOCTh MPOBEICHHSI HHOTPOITHON MOAJIEPHKKH.

OPUT nomxHbl OBITH OCHAIIECHBI almapaTypol IJsl MPOBEJICHUS UCKYCCTBEHHON BEHTHIIALIUU
JIETKHX, SKCTPaKOpIOpaIbHOH MEMOPAaHHON OKCUT'€HALIUK KPOBHU, BCIIOMOTaTEIbHOIO KPOBOOOPAILIEHUS
(ITpukaz M3 P® or 14.09.2018 Ne625H «Ilopsimoxk okazaHusi MEAMIIMHCKOW TTOMOIIM B3POCIOMY
HaceJleHUI0 IO MPO(QUII0 «aHECTE3HOJIOTUS U PEaHMMATOJOTHs»). JlaHHbIE MepompHsATHS CleayeT

IpOBOOUTH OO CTaGI/IJ'II/BaL[I/II/I IreMOAMHaAMHUKH oo A0 OCYIICCTBJICHUSA TPAHCIUIaHTAllUU CCPpALa.

7. lonoJHuTtebHass vH(GpopManusa (B ToM Yucjae (hakTopbl, BAUSIONIAE HA UCXO/T

3200J1€BAHUSA UJIHU COCTOSTHUS)

@DakTOphI, OMpECNAINe HEOMAroNpHUsITHBIN HUCX0A 3a00JieBaHMS, CBS3aHBl C HAIUYUEM
ouseHTpukyisipaoit JIKMII, ®B <25%, gactoit OJICH ¢ rocrimranu3anuei, BBIpaKCHHOCTBIO CTOHKUX
HPC u mpoBonumoctu ¢ yBenumdenuem jutenbHocTd QRS >120 mc, Hammunem TOO, Boicokoi JII.
Oco0eHHO HEOIArONPUSTHOH SBIISETCS CUTYAIIHsI, KOTJ]a HA0JII01aeTCsl COUeTaHNE BCEX BBIIICYKAa3aHHBIX
cocrosaui. [Tanment ¢ qunaranuent JIDXK no 6,5 cM u camxenuem @B 1o 35% MoXeT UMETH JOCTATOUYHO

ONarompUATHBIN MPOTHO3, 0OCOOEHHO TPU COOIIIOACHNN MEP BTOPUYHOMN MPOPHUIAKTHKH.
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JlekoMmmeHcanust COCTOSIHUSI OOJNBHOTO YacTo OOYCIOBJIGHA TEPEHECEHHOW pPecrupaTopHOi
WHQEKIMeH, B CBSI3M C YeM HEOOXOAWMO MPOBOAUTH MU (GEpEeHINATBHBIA TUAarHO3 C MUOKApPIUTOM.
HenpuepkeHHOCTb ~ MEAMKAMEHTO3HOH  TepamuH, HECOOJIOJAECHHWE BOJHO-COJIEBOTO  pEKUMa,
3noynotpedsienue ankoroneM, yactelii mpuém HIIBII, mosoBbIX TOpMOHOB U MOAYJIATOPOB (DYHKIMU
MIOJIOBBIX OPTaHOB, aJIpCHOMHUMETUKOB M IPEnapaToB, 00JIAAA0MIUX KapIHOTOKCHUYHOCTBIO, YXYAIIAIOT
porHo3 nanueHTos ¢ JJKMIL.

Crenyer NOMHHUTB O HEOOXOIMMOCTH 4acToro MoHutopupoBanus Takux ODKI'-nokazateneil kak
urenbHocTh uHTEpBanoB PQ, QRS, QT, koTopsele SBISAIOTCS NPEAUKTOPAMU HEXKEIATEIbHbIX SBJICHUN
npuMeHeHus JekapctBeHHon tepanuu, HPC u npoBoaumocty, a taxke BCC. CyiiecTBeHHOE 3HaUeHUE
MMeEeT KOJUIErHajlbHOCTh B BeleHuu 00ibHbIX JIKMII, npoBeneHne KOHCHMIMYMOB C yYacTHEM Bpaua-
KapAuoJjora, Bpada-cepAedHO-COCYAMCTOTO XUPYpra, Bpada-aHECTE3HOJIOra-peaHuMaroIora, Bpada-

KIIMHUYCCKOI'O (l)apMaKOHOFa.

Kpurepuu onneHkH kadecTBa MeauuHcko nomonu npu JIKMIIT
KpnTepun OICHKHM Ka4deCTBa neanqnoﬁ MeI[I/IKO-CZIHI/ITapHOﬁ MmoMoOIIu B3POCJII>IM l'lpI/I

JKMII (konbt mo MKB — 10: 142.0/ 142.6/ 142.7/ 142.8/ 142.9/ 143.0/143.1/ 143.2/ 143.8)

Ne Ouenka
Kpurtepun oneHkn kayecTBa
BBINOJHEHU S

BoinonHen o6mumii (KIMHUYECKUI) aHaIu3 KPOBU Pa3BEPHYTHIN, pU

. a/Her
oOpaieHry He MeHee | pasa B T U Ipu ocTpoii gexommercarn XCH A

BeimonHeH o0yl (KTMHUYECKH) aHAIM3 MOYH MTPH 0OpaIieHuu He Ha/Her
MeHee | pasza B rog u mpu octpoit aekommencarun XCH

BrinosiHeHBI HCCeJ0BaHNE MOYEBUHBI B KPOBH, UCCIIEOBAHUE Jla/HeTt
KpeaTHHHHA B KPOBH, OIpeIeJICHHEe CKOPOCTH KITyOOUKOBOH (PHIIbTpauu
IO YPOBHIO KpeaTHHUHA KPOBH PACUETHBIM METOJIOM, HCCIICIOBAHUE
KaJiusi B KPOBH, UCCIIEIOBaHIE HATPHSI B KPOBH, HCCIIEOBaHNE KaJbIUs B
KpoBH, ucciaeaoBanue ¢pocdopa B KPOBH, UCCIEOBAaHUE AThOYMUHA B
KpPOBH, HCCTIEIOBaHUE TTIOKO3bI B KPOBH, UCCIIEIOBaHKE OMIMpyOrHa B
KpOBH, UCCJIEIOBaHUE aKTUBHOCTH allaHMHAMUHOTpaHc(epas3bl B KPOBH,
HCCIIeIOBaHNE aKTUBHOCTHU acmapTaTaMUHOTpaHc(epasbl B KPOBH,
WCCIIeIOBAaHUE raMMa-TII0TaMIIITpaHcepasbl B KPOBH, UCCIICIOBAHHE
TPUTHUIIEPUIOB B KPOBH, UCCIIEIOBAHUE XOJIECTEPUHA B KPOBH,
HCCIIeIOBAaHHUE JIUTIONPOTEHHOB B KPOBH, UCCIICIOBAHIE THPEOTPOITHOTO
TOPMOHA B KPOBH, UCCIIEIOBaHUE (EPPUTHHA B KPOBU M HACHIIICHUS
TpaHc(eppHHa kKeyne30M Ipu 00palieHny He MeHee | pasa B roj U pu
octpoit nexomrieHcauu XCH

BrinosiHeHO Hcciea0BaHUE YPOBHS MO3TOBOTO HATPUIYPETHUECKOTO Ha/Her
nentuaa (BNP) wim N-tepMuHanpHOrO (hparMeHnra

4 HaTpuilypetndeckoro npomnentuga Mmo3roporo (NT-proBNP) B kpoBu
MIpH MIEPBUYHON OCTAHOBKE AMATrHO3a U MPHU OCTPOH JAEKOMIICHCAIIUU
XCH
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Ne Ouenka
Kpurepuu ouenkn kayecrBa

n/n BbITIOJIHEHH S

5 BrinosiHeHO onpeienieHre akTUBHOCTH KPEaTUHKUHA3BI U €€ Ha/Her
130(hepMEHTOB B KPOBH, UCCIIEIOBAaHUE YPOBHS TPOrOHUHOB I, T B kpoBH

6 Brinonnena perucrpanus 3IeKTpoKapInorpaMMsl B 12 0TBEIEHUAX IIPU Ha/Het
oOparmieHuu He MeHee | pasa B roj u npu octpoil nekomnencanuu XCH

v Brimonnena pentreHorpadus rpyAHO# KICTKU MPUIIETbHAs TPH Ha/Her
oOpareHuu He MeHee | pasa B roj u npu octpoit gexkomneHcaruu XCH

8 Brimonnena sxokapanorpadus TpaHcTopakaibHast pu 0OpaleHny He Ha/Her
MeHee | pasza B rog u mpu octpoi aekomnencaruu XCH

9 BrinonHeHa MarHuTo-pe30HaHCHas ToMorpadus cepaua ¢ Ha/Her
KOHTPAaCTUPOBAHUEM
Haznaueno neuenne XCH (MATID u (nmm) Ha/Her

BajicapTaHOMtcakyOuTpriIoM™*/ Oera-aapeHo0I0KaTOpamH,

10 | anTaronucramu anpaoctepona, HHI'JIT2 (manarmudrozuHoM™™ wim
IMNArau(Io3nHOM**)), WK MPOBEeHA KOPPEKIIUS MX J103bI (U
OTCYTCTBUHM MEJUIIMHCKUX MTPOTHBOITOKA3AHHIA)

Ha3naueHo nedeHune nepopaabHbIMU JUYPETUKAMU [IPU IIPU3HAKAX Ha/Her
11 | 33ACPKKHM KHIKOCTH (Ipu OTCYTCTBUM METUIIMTHCKUX

IIPOTUBONOKA3aHUI1)

[TanmenTtam ¢ JIKMII Haznavyena npodunaktuka TOO mpu HaIu4uuu Ha/Het

cnenyrommx nokazanuit: OJJCH, ®II (mpu mapokcu3ManbHOM,
12 | mepcucTupyromel WM MOCTOSHHON (pOpMax), HATHIUN
BHYTPHCEP/ICYHBIX TPOMOOB

Kpurepun oneHku KayecTBa CrieMaJIM3MPOBAHHON MeIUIIMHCKONA MOMOIIIH B3POCJIbIM NPH

JKMIT (xonbt mo MKB — 10: 142.0/ 142.6/ 142.7/ 142.8/ 142.9/ 143.0/143.1/ 143.2/ 143.8)

Ne Onenka
Kpurtepun oneHkn kadecTsa
n/n BbINOJIHEHU S
1 BoinonHeH o0mui (KIMHUYECKHU) aHaJIN3 KPOBU Pa3BEPHYTHIN, IpU Jla/Her
oOpareHuu He MeHee | pasa B roj u npu ocTpoit gekomnencanuu XCH
5 BrimonHeH o0mumii (KITMHHYECKU) aHATU3 MOYH TIPH 0OpaIIeHUH He Ha/Het
MeHee | pasza B rog u mpu octpoi aekomnencanuu XCH
BreinonHeHo ucciieIoBaHUE YPOBHSI MO3TOBOTO HATPUMYPETUUECKOTO Jla/Her
nentuaa (BNP) unu N-tepmunanpHOTO pparmMenTta
3 HaTpuitypeTndeckoro mpormnentuaa Mmo3roporo (NT-proBNP) B kpoBu
IIPY IEPBUYHON ITOCTAHOBKE IMArHO3a U MPHU OCTPOU JEKOMIICHCALINH
XCH
BrinonHeHs! nuccneqoBaHue MOUYEBUHBI B KPOBH, UCCIIEIOBaHUE Ha/Het
4 KpeaTHHHHA B KPOBH, OIpe/ieJIeHIe CKOPOCTH KITyOOUKOBOM
(GUIBTpAIIIU TI0 YPOBHIO KPEATHHHHA KPOBU PACUCTHBIM METOIOM,
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n/n

Kpurtepun onenkn kayecTsa

Onenka
BBINOJTHEHU

WCCIICIOBAaHUE KAJIAS B KPOBH, HCCIICIOBAHUE HATPHUS B KPOBH,
WCCIIeI0OBaHNE KaJIbLIUs B KPOBH, UccienoBanue Gpocdopa B KpoBw,
HCCIIeIOBaHUE aTb,OYMUHA B KPOBH, UCCIICIOBAaHKE IITFOKO3bI B KPOBH,
uccienoBaHue OunupyOrHa B KPOBH, UCCIIEIOBAHUE AKTUBHOCTH
aTaHMHAMUHOTpaHCepa3bl B KPOBH, HUCCIICTOBAHUE aKTHUBHOCTH
acnapraTaMuHOTpaHc(epasbl B KPOBH, UCCIIEIOBAaHHE raMMa-
TIIIoTaMUITpaHcdepasbl B KPOBH, HCCIICA0OBAHNE TPUTIIULICPHIOB B
KpOBH, UCCJIEIOBAHUE XOJIECTEPHHA B KPOBH, HUCCIIEIOBAHUE
JIMIIOMPOTENHOB B KPOBH, HCCIICAOBAHNUE TUPCOTPOITHOIO rOPMOHA B
KpOBH, HccleioBaHue GEeppUTHHA B KPOBU M HACHIIICHUS
TpaHcheppHrHa KeJie30M Mpu oOpalIieHu He MeHee | pa3a B roa u nmpu
octpoit nexommencanuu XCH

Bremonaeno OIpCaACIICHUC aKTUBHOCTU KPCATUHKHHA3bI U €€
I/I30(1)epMeHTOB B KpOBH, UCCIICAOBAHHUC YPOBHA TPOIIOHHHOB I, Ts KpOBHU

Ha/Het

Brinonnena perucrpaius 31eKTpoKapIuorpaMmbl B 12 oTBeIEHUSX TTPU
oOparieHuu He MeHee | pasa B roj u npu ocTpoit gekomneHcanuu XCH

JNla/Her

Brinonnena pentreHorpadus rpyAHOM KIETKU NPpULIETbHAs TPU
oOpaiieHuu He MeHee | pa3a B rof u mpu ocTpoil nekommneHcauu XCH

Ha/Her

Brinonnena sxokapauorpadus TpaHCTOpaKaibHas IPU OOpaleHUH He
MeHee | pasza B roa u npu octpoii qekommnencarun XCH

Jla/Het

Brmonnena MAarHuToO-pE€30HaHCHaA TOMOI‘pa(i)I/IH cepana €
KOHTpaCTUPOBAHUEM

Jla/Het

10

Haznaueno neuenne XCH (MAII® u (unn)
BajicapTaHoOM-+caKkyoutpuiom**/ Gera-apeHo0I0KaTOpaMu,
aHTaroHucramu anbjaoctepona, UHI'JIT2 (manmarnudaozunomM™* unu
HMIAarauQIo3nHOM™**)), WK TPOBeeHa KOPPEKIINS UX 1036l (IpU
OTCYTCTBUHM MEJUIIMHCKUX MTPOTHBOITOKA3AHHIA)

Jla/Het

11

Ha3znaueHo jeueHue NeTaeBbIMU INypETUKaMU, IPU HEOOXOJUMOCTH —
Ba30WJIATaTOPAaMU U (WJIM) HHOTPOIHBIMU MpenapaTaMu, U (Uim)
BA30MPECCOPAMU MPU OCTPOH JEKOMIIEHCALIUHU CEPAECUHOMN
HEJ0CTaTOYHOCTHU (TIPU OTCYTCTBUM METUIMHCKUX NTPOTHBONOKA3aHUH)

Jla/Het

12

HasnaueHno jedenue nepopaibHbIMU JUYPETHKAMH MPHU MpU3HAKAX
3a/IEPKKH KUJIKOCTU (TIPU OTCYTCTBUU METUIIMHCKUX
MPOTUBOMOKA3aHUIN)

Jla/Het

13

[ManmenTtam ¢ JIKMII naznadyena npodunakruka TOO mpu HaTu4Iuu
cnenytomux nokaszanuii: OJICH, @I (mpu nmapokcu3mManbHOM,
MEPCUCTUPYIOIIEH WIH MTOCTOSHHOU (hopMax), HaTHIUU
BHYTpHUCEPICYHBIX TPOMOOB

Jla/Her
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IIpuioxkenue A2. MeronoJiorusi paspadoTKu KIMHUYECKUX PEKOMEeHAaM i
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HCCIIEI0BaHUM, PETPOCIIEKTUBHBIX MCCIEA0BAHNN, PETUCTPOB

Ta6mmuma 3. Illkana omeHKW YpoBHEW IocTOBepHOCTH nokazatenbeTB (Y1) mist metonos

AUardHOoCTHUKH (I[I/IaI‘HOCTI/ILICCKI/IX BMCI_HaTeJ'IBCTB)

Y Pacmiugposka

Cucremarnueckue 0030pbl MCCIEIOBAHUN C KOHTPOJEM peepeHCHBIM METOJIOM
1 WIHM CUCTEMaTU4ecKuil 0030p paHIOMHU3UPOBAHHBIX KIIMHUYECKUX MCCIIEI0BaHUN C
IIPUMEHEHNUEM METaaHaln3a

OT)ICJ'ILHBIG HCCIICAOBaHNA C KOHTPOJICM pe(bepeHCHLIM METOAOM HIIH OTACIIBHBIC
2 PaHAOMU3HUPOBAHHBIC KIMHUYCCKUEC HCCICAOBAHUA W CUCTEMATUYCCKHC O630pI)I
HCCIIeJOBaHUM 11000r0 HHSaﬁHa, 34 HUCKIIOYCHUCM  PAHIOMH3UPOBAHHBIX
KIMHHUYCCKUX I/ICC.]'IGJIOB&HI/If/i, C IPpUMCHCHUEM METaaHaJIM3a

HccnenoBanust 6e3 MOCIENOBATEIBHOIO KOHTPOJS pe(EepeHCHBIM METOIO0M HIIH
3 UCCIIEIOBAaHUSI C peQepeHCHBIM METOJIOM, HE SBIISIOIIUMCS HE3aBHCHUMBIM OT
HCCJIETyeMOI0 METO/Ia WJIM HEPaHIOMU3UPOBAHHbBIE CPABHUTEINIbHBIE UCCIIEIOBAHMSI,
B TOM YHCJI€ KOTOPTHBIE HCCIIEA0BAaHUS

4 HCCpaBHI/ITeHLHHG HUCCIICAOBAHMs, OITMCAHUEC KIIMHUYCCKOTr'O Cliydasd

S) Nmeercs numis 000CHOBaHNE MEXaHU3MA JICHCTBHSI I MHEHHE YKCIIEPTOB

Ta6mmua 4. Ilkana oueHku yYpoBHEW nocToBepHOCTH nokazatenbcTB (YJI) mmst metonos

npopWIaKTUKY, JIeYeHHs U peaduwnuranuu (MpopUIaKTUYECKUX, JIe4eOHBIX, peadMINTAIIMOHHBIX

BMEILIATENIbCTB)
YA Pacuin¢pposka
1 Cucremarnueckuit 0630p PKU ¢ mpuMeHneHreM MeTaaHannsa
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5 Otnensubie PKU u cucrematnueckue 0030pbl UCCIEOBaHUM J1000ro nu3aiiHa, 3a
uckiouenrnem PKH, ¢ npuMeHeHneM MetaaHaimsa

3 HepannomuszupoBaHHBIE  CPAaBHMTENIBHBIC  HMCCIEIOBAHMsS, B T.4. KOTOPTHBIE
VCCIIEIOBAHMSI

4 HecpaBHuTenbHBIE HCCICNOBAHUSA, ONMCAHHWE KIMHUYECKOIO Cllydas WIH CEPHUH
CIIy4aeB, UCCIECI0BAHUS «CIy4an-KOHTPOIIb)

5 Nmeercst muiib 000CHOBAHNWE MEXaHMU3Ma JICHCTBHSI BMEIIATENbCTBA (JOKIMHUYECKUE
UCCJIEIOBAHMsI) WM MHEHUE 3KCIIEPTOB

Taoéauna 5. [llkana oueHku ypoBHe# yOeautenbHocTH pexoMenaauuit (YYP) mns meronos
npoUIaKTUKY, TUATHOCTHKH, JIEYEeHUS W peadunmurtauuu (MpopHUiIaKTUYECKUX, IUArHOCTUYECKHX,

J'Ie‘le6HLIX, pea6I/IJ'II/ITaLII/IOHHBIX BMeIJ.IaTeJ'ILCTB)

YYP Pacun¢pposka

CwiibHasi pekoMeHAaIus (Bce paccMaTpuBaeMble Kputepuu 3(HPeKTUBHOCTH (MCXOIbI)
A SBIISIIOTCSI BaXKHBIMH, BCE HCCJIEIOBAHUS MMEIOT BBICOKOE WM YJOBJIETBOPUTEIBHOE
METOO0JIOTMYECKOE KA4eCTBO, MX BBIBOJBI 1O WHTEPECYIOIIUM HCXOJaM SIBIISIOTCS
COIIACOBaHHBIMH)

VYcioBHast pekoMeHIalus (HE Bce paccMaTpuBaeMble KpUTEpUH ASPPEKTHBHOCTH
B (MCXOIBI) SIBISIOTCS BaXHBIMH, HE BCE HCCIEAOBAaHHUS HMEIOT BBICOKOE HIIH
YIOBJIETBOPUTEIHFHOE  METOJOJIOTHUECKOEe KAadeCTBO W/MIM WX BBIBOABI IO
MHTEPECYIOIINM HCXO0/1aM He SIBIISIOTCS COTJIAaCOBAHHBIMHU )

Cnabas pexkomeHjanust (OTCYTCTBHE J0Ka3aTeIbCTB HAJIEKaIIero KayecTBa (Bce
C paccMarpuBaeMblie KpUTepuu dPGEKTUBHOCTH (MCXOIBI) SBISIFOTCS HEBAXXHBIMH, BCE
UCCICAOBAHUS HMEIOT HHU3KOE METOAOJOTMYECKOEe KAayeCTBO U HX BBIBOJBI 11O
MHTEPECYIOIIMM UCX01aM HE SIBJISIOTCS COTJIACOBAHHBIMHU )

Ilopsinok 00HOB/IEHNS KIMHUYECKUX PeKOMEHIaLMii.

MexaHu3M OOHOBJIEHHS KIMHUUYECKUX PEKOMEHAALMI MpeayCcMaTpUBaeT UX CUCTEMATHYECKYIO
aKTyaJIM3alMIo — He PeKe YeM OJMH pa3 B TPH roJla WK IpH MOsABICHUN HOBOI MH(OPMAIK O TAKTHUKE
BEJICHUS MAIIMEHTOB C JJaHHBIM 3a0oneBaHueM. Pemenne 06 oOHoBneHnu npuHuMaeTr M3 PD Ha ocHOBe
NPEUIOKEHUH,  TPEACTABICHHBIX  MEAWIUHCKUMH  HEKOMMEPYECKHMMH  NpodhecCHOHATbHBIMU
opranuzanusiMu. ChopMUPOBaHHbBIE MPEIJIOKEHUS TOJKHBI YUUTBHIBATH PE3YJIbTAThl KOMILJIEKCHOM
OLIEHKU JIEKapCTBEHHBIX NpPENapaToB, MEIUIMHCKUX H3JEJNUH, a TakKe pe3yJbTaTbl KIMHUYECKON
anpoOaruu.

BcenenctBue toro, uto Poccmiickoe kapauosormueckoe odbmiectBo (PKO) Bxomut B cocraB
EBponeiickoro o6mectBa kapauonoroB (EOK), u unenst PKO takxe sBnsrorcs wienamu EOK, Bce
eBpoNeiickue peKOMEHIAlMU (POPMHUPYIOTCS C Y4acTHEM POCCHHMCKHMX 3KCIEPTOB, KOTOPBIE SIBISIOTCS
coaBTOpamMH pekoMeHaanuii. Takum obpazom, cymiectBytomue pekomennanuu EOK orpaxaror oOmiee

MHEHHE BEAYLIUX POCCUICKHUX U EBPONEHCKUX KAPAUOJIOTOB.
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B cBs3u ¢ atuM, (opMHupoBaHHE HAIMOHAIBHBIX PEKOMEHIAIMA MPOBOAMIOCH HAa OCHOBE
pexomenmanuii EOK ¢ yderom HammoHanbHOW crieluuKd, 0COOCHHOCTEH OO0CIICIOBAHUS, JICUCHHUS,
JOCTYITHOCTH TOM WJIM HHOW MEIUIMHCKOW moMontu. [1o 3Toi mpuirHe B X0/1e pa3padOTKH POCCUUCKUX
KInHn4Yeckux pekoMengauuii PKO ucnosib3oBaHbl MEXTyHaApOJHBIE KJIACChl TOKA3aHUI pEeKOMEHIALINM,
MO3BOJISFOIINE OIEHUTH HEOOXOAMMOCTh BBITIOJHEHUS TE3MCa PEKOMEHIAIMN U YPOBHU JJOCTOBEPHOCTH
JI0Ka3aTebCTB NaHHbIX KiiaccoB (Tabmuip 1 u 2).

B Tex cmywasix, xorga B €BpOIEHCKHUX PEKOMEHJALMAX OTCYTCTBOBAIM KIACChl M YPOBHU
JI0Ka3aTeNbHOCTH, HO TI0 MHEHUI0 dKkcriepToB PKO maHHbBIE TE3UCHI SBISIUCH KpailHe HEOOXOAUMBIMU
JUTSL BBITIOJIHGHUSI WITM, HA00OpOT, aOCOJIOTHO HE PEKOMEHJOBaHBI K MpHUMEHeHHuto, dkcrepTsl PKO,
OCHOBBIBaSICh Ha TmpaBmwiax (OPMHUPOBAHUSA KIJIACCOB IIOKAa3aHUN COMJIACHO PEKOMEHIAIUSM
EBpomneiickoro oOmiecTBa KapIuojOroB, CaMH MPOCTABISIM KiIacchl M YpOBHHU. B naHHOW cutyanuu
o6o3nauenne EOK 3ameneno na PKO-kiaccsl 1 ypoBHH, pocTaBieHHble skcnepramu PKO.

Kpome toro, no6asiena nosas cuctema mkan YIJ[ u YYP pis neueOHbIX, peaOUIMTAlMOHHBIX,
npoGUIAKTHIECKUX BMEIIATSILCTB M AUArHOCTHYCCKUX BMernatenbetB (Tabmuisr 3, 4 u 5), BBeacHHAs
B 2018 r. ®I'BY LIDKKMII Mun3apaa PO. Takum 006pa3oM, B TEKCTe KIMHUYECKUX PEKOMEHIAIINM,

paspabarbiBacMbIX 3KkcriepramMmu PKO, ofTHOBpeMEeHHO UCTIONb30BaHbI 1B mKajbl (Taomumet 1, 2, 3, 4, 5).

Ipuioxkenue A3. CripaBo4Hbie MAaTepPHAJIbl, BKJIKYAas COOTBETCTBHE OKA3AHUM K
NPHMMEHEHHUIO U NPOTUBOINOKA3aHUI, CIIOCO00B NPUMEHEHUS U 103 JIEKAPCTBEHHBIX

NpenapaTroB, HHCTPYKIUH N0 NPUMEHEHHUIO JeKAPCTBEHHOI0 Mpenapara

1. [Tpuka3z MunuctepcTBa 3apaBooxpaneHus: Poccuiickoit @enepanuu ot 15 Hos10ps 2012r.
Ne 9181 "OO6 ytBepxknenuu Ilopsimka oOKazaHWs MEIUIMHCKON IMOMOIMU OONBHBIM C CEpAECYHO-
COCYJIMCTBIMU 3a00JIeBaHUSIMU "

2. [Tpuka3 MunuctepcTBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 10 mast 2017 . Ne
2031 «O0 yTBEp)KICHUH KPUTEPHEB OIEHKN KauyeCTBA MEIUITMHCKOMN ITOMOIIIN.

3. [Ipukaz MwunuctepctBa 3apaBooxpanenust Poccuiickoit @eneparuu ot 28.02.2019 Ne
1031 "OO6 yTBep»k/I€HUH NOPs/IKA U CPOKOB pa3pabOTKH KIMHUYECKUX PEKOMEHIAIUH, UX epecMoTpa,
TUTIOBOM (DOPMBI KIMHUYECKUX PEKOMEHJAlUi M TpeOOBaHMUM K UX CTPYKTYpe, COCTABy U HAYYHOU
000CHOBAaHHOCTH BKJIIOYAaEMON B KIMHWUYECKHE pekoMmeHmanmuu uHbopmaruu" (3aperucTpupoBaH
08.05.2019 Ne 54588).

4. IMpuka3z MunzapaBa Poccum ot 13 okrsabps 2017 r. Ne 804n «OO yTBepKACHUU
HOMEHKJIATypbl MEIULIUHCKUX YCIYI».

5. [Ipuka3z MunsnpaBa Poccun ot 24 mas 2006 r. Ne 381 «OO0 yTBepkIeHUM CTaHIapTa

MEIUIIMHCKOM TTOMOIIA OOJILHBIM C KapAUOMHUOITIaTUAMMN).
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6. [Tpuka3 Munzapasa Poccun ot 15 mapra 2022 r. Ne 168H «O0 yTBepkKIeHHH MOPsIKA

MMPOBCACHUA JUCITAHCCPHOI'O H3.6J'IIOI{€HI/I$I 3a B3POCJIBIMU».

Tadoauua 1/A3. Ilpenapatbl, pekoMeHa0BaHHbIe A Jeyenuss XCH,
u 10361 UATI®D, pekomengoBannble 1 jJedyenuss XCH

€pPHOJ TUTPALIHI

Hauannuag noza

MakcuManbHasg 103a

NATID
Kanrompun** 6,25 Mr 3 pasa B JieHb 50 mr 3 pa3za B eHb
DHanmanpur** 2,5 mr 1-2 pasa B 1eHb 10-20 mr 2 pa3a B 1cHb
JInzunonpuin™* 2.5-5 Mr oTHOKpaTHO 20 Mr OTHOKPATHO
Pamunpunr™* 1,25 Mr oJTHOKpaTHO 3 Mr 2 pasa B zieb, wi 10

MI' OJTHOKPaTHO

[Tepunnonpun™* 2,5 MI OJTHOKpPaTHO 10 Mr o1HOKpaTHO
XuHanpui 5 mr 1-2 pa3za B 1eHb 20 mr 2 pa3a B JIcHb
Do3uHONPUIT 5 mr 1-2 pa3a B ieHb 10-40 mMr ogHOKpaATHO

Basicapran+cakyouTpuwia*™ u moaxoabl K BbIOOpY 103

[Tepuon Turpaunu
['pynnbl MaMeHToB

HauanpHag nosza

LleneBas mo3a

JLyist GONBbHBIX, TOTYYaBIINX PaHEe
HNAIID/APA B neneBoii no3e

100 mr (49+51 wmr) 2 pasa B
JICHb

200 mr (97+103 mr) 2 pasa B
JICHb

JLyist GONTBHBIX, HE MOTYYaBIIAX
panee UATID/APA, nnmn
MOJTyYaBIUX MPETapaThl B HU3KOU
J103¢

50 mr (25,7+24,3 mr) 2 pasa
B CYTKH

200 mr (97+103 mr) 2 pasa B
JICHb

APA, pek

oMeHI0BaHHbIe 14 Jedyenuss XCH

€pHOJT TUTPALIHI

Hauvanruag noza

Ilenenas no3a

APA
Kanpnecapran 4 MT OTHOKPATHO 32 MTI OJTHOKpPATHO
Bancapran 40 mr 2 pa3a B JIeHb 160 mr 2 pa3a B 1eHb
JlozapTan™* 12,5 Mr oTHOKpAaTHO 150 mMr ogHOKpaTHO

Bera-agpeno0/iokaTopbl, pekoMeHa0BaHHbIe A3 Jedenuss XCH

HOJI TUTPAIIUU
bera-anpenobmokaTop

HauvansHas nosa

Llenesas mo3a

buconpomon** 1,25 MT OTHOKpATHO 10 Mr OJTHOKpATHO
Kapseaumon™** 3,125 mr 2 pasa B JicHb 25-50 mr 2 pa3a B JieHb
Metomnponon** 12,5-25 mMr oiHOKpaTHO 200 Mr oJTHOKpAaTHO
HebGuBoon 1,25 Mr OTHOKpATHO 10 Mr oTHOKpaTHO

AHTaroHMCTHI AJIBI0CTEPOHA, peKOMeH10BaHHbIe UIs JeyeHuss XCH

HOI TUTparn
[Ipemapar

Hauanrnaag no3a

LleneBas mo3a

MakcumanbHas J03a
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25-50 mr 200 mr/cyt (mpu OJICH
**
CrupoHOJIaKTOH 25 MI OIHOKpPaTHO OHOKDATHO 300 — 400 Mr/cyT)
O1IepeHOH 25 MT OJTHOKPAaTHO 50 Mr oIHOKpaTHO 50 mr/cyT

NHrn6uropsl HATPUIH3aBUCMMOT0 NEPEHOCYMKA IJIIOKO03bI 2 THIIA, PEKOMEH/I0BAHHbIE 1JIfl
adeuenuss XCH, u no3bl

Ilepuon TuTpanuun

HavanwsHas no3a LleneBas mo3a

[Ipenapar
Hanarnugnozna™** 10 Mr ogHOKpaTHO 10 Mr ogHOKpaTHO
Omnarnu@uozua™** 10 Mr otHOKpaTHO 10 Mr otHOKpaTHO

JAunyperuxu, pekoMeHa0oBaHHbIe 1 Jedennss XCH: noka3anusi, He00X01UMBbIi YPOBEHb
CKOPOCTH KJIY004KOBOI (UIbTPALIUM, PESKUM J103MPOBAHUSA

HWOJI TUTPALIH] CKo, MakcumanbHas
IToka3zanue CrapTtoBas 103a
[Ipenapat MJI/MHAH o3a
Dypocemun** -1V ®K >5 20 wr 1-2 pasa B 600 mr/cyT
JICHb
Topacemun -1V ©K >5 10 mr 200 mr/cyT
OJIHOKPATHO
Tup 0),(3101) 0" -1V ®K >30 25 wr 1-2 pasa B 200 mr/cyT
THA3UL IICHb
Jexomnencamus XCH, 50 Mr 2 paza B
*%* >
CrupoHOJIaKTOH BK -1V 10 eHb 300 mr/cyT
B cocraBe komOuHM- 250 mr 1-2 paza
POBaHHOU Teparuu Ipu B JI€Hb B TECUECHHUE
Auerazonamug** nexomnencaimu XCH, >10 1-3 nueii ¢ 750 mr/cyT
PE3UCTEHTHOCTH K nepepbIBaMu
JTUypeTHKaM (aJIKayio3) (10-14 nueir)

Taoauna 2/A3. Oco6eHHOCTH NPUMEHEeHUs JJeKapCTBeHHbIX cpeacTB A4 Jeuyenusas CH Bo

BpeMs 0epeMEeHHOCTH M JIAKTAIlUU

.HCKapCTBCHHBIC npenaparbl

Hcnons3oBanue BO BpeMs
OepeMEeHHOCTH

Hcnons3oBanue BO BpeMs
Jmakranuu”

[IpoTrBOMOKa3aHbI BO BpeMs

Henoctatouno qaHHBIX.

NAIID 6eDEMEHHOCTIH IIpoTrBONIOKa3aHbI BO BpEMs
p ' JIAKTal(AH.

APA [IpoTrBOMOKa3aHbI BO BpeMs IIpoTrBOMOKa3aHbI BO BpEMs
OEepeMEHHOCTH. JaKTalH.

Bancapran+ IIpoTuBoOnIOKa3aHBI BO BpEMs ITpoTuBONIOKa3aHBI BO BPEMSI
cakyOouTpmr** OepeMEeHHOCTH. JIAKTAIAH.

WHTIIT2 [IpoTuBOMIOKa3aHbI BO BpeMs IIpoTHBONIOKa3aHbI BO BPEMs

OCpEeMEHHOCTH.

JIAaKTaL|H.

bera-anpenobmokaTopsl

Bce npenapatsl mpoxoasT yepes
IaneHTy. Bo3sMOXXHO CHUXKEHHE
UCC, runokiukemMus y miojaa u
3aJIep’KKa pa3BUTHS.

Bosmoxno cHmkenne HCC u A/ y

HOBOPOXACHHOTO.
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[Ipemapat BeIOOpa U3 KIacca OeTa-
aapeHoO0KkaTopoB. MokeT

Mo>xHO TpUHUMATDH NPU TPYTHOM

Meronpomon™*
BbI3BaTh OpaJuKap/IHIo 1104, BCKapMJIUBAHHH.
3aJIepAKKY POCTA, THIIOTIIMKEMHIO.
Kapsemion™ Bo Bpems OepeMeHHOCTH U3y4eH Henb3st HCKIIOUNUTE PUCK TIPU
p HEI0CTaTOYHO. IPyIHOM BCKapMJIMBAHHH.
BHCOMDOOT*™* Bo Bpemst OepeMeHHOCTH H3Y4eH Henb3st HCKITFOUNTH PUCK TTPH
p HEI0CTaTOYHO. IPyIHOM BCKapMJIMBAHHH.
C rpyIHBIM MOJIOKOM BbIIEIISIETCS
MEeTa0OJIUT CITUPOHOJIAKTOHA™ ™
KaHpeHOH. Henb3s ucKiounTh
[IpoTrBONIOKa3aH BO BpeMs WCK TIPU TPYAHOM
CriupoHonakToH™** P P P PH TPy
OepeMEeHHOCTH. BCKapMJuBaHuu. [1pu
HEO0OXO0JMMOCTU IPUMEHEHUS
IpyHOE BCKapMJIUBaHHE CIIEAYeT
NPEKPaTHTh.
Ceenenuit 0 IIPUMEHEHUN
3HaYUTENbHO IPOHUKAET B
SIUIEPEHOHAa Yy OEpeMEHHBIX HET.
TPyIHOE MOJIOKO: HEJIb3s
IIpenapar cnegyer IpUMEHATH C
UCKJIIOUUTH PUCK NPH FPYJAHOM
OCTOPOYKHOCTBIO U TOJBKO B TEX
OnepeHoH BcKapMinBaHuu. [Ipu
cllydasix, KOrja OXujaaemasl mojb3a
HE00XO0IMMOCTH NPUMEHEHUS
s MaTepu 3HAYUTEIBHO
. TpyIHOE BCKapMITUBAHHE CIIECAYET
MIPEBBIMIAET BO3MOXHBIN PUCK IS
NPEKPaTUTh.
1o1a/pedeHka.
MoryT BBI3BaTh CHHKEHHE
MaTOYHO-IIJIALIEHTapPHOTO Henb3st HCKIIOUNUTE PUCK TIPU
Tnypermin KPOBOTOKA ¥ KOJIMYECTBO rpyJIHOM BCKapMiuBaHuu. [Ipu
P aMHMOTHUYECKON )KUJKOCTU. MOTyT |IpPHUMEHEHHMH B BBICOKHX /103aX
OBITh MPUYUHOMN SJIEKTPOTUTHBIX MOYKET MOJIABJIATH JIAKTAIUIO.
HapyIIECHUMN.
Bo3MoxHO mpuMeHeHHe Ha Henb3st HCKIIOUNTE PUCK TIPU
dypoceMu*> KOPOTKOE BPEMsI, €CJIM 110JIb3a ISl | TPYyAHOM BCKapMiMBaHuU. [Tpu
MaTepH MPEBBIIIAET PUCK TS INPUMEHEHHUHU B BBICOKHX /103aX
TI0/1a. MOJKET IMOJIABJISITh JIAKTALUIO.
He cnenyer npumeHsTs Bo BpeMsi | Henb3st HCKITIOUMTE pUCK TIpU
Topacemi 6epeMeHHOCTU. BO3MOXKHBI rpyZHOM BckapMiuBanu. [Ipn
P 3JIEKTPOJIMTHBIE HAPYIICHUS U NPUMEHEHHUHU B BBICOKHX J103aX
TPOMOOIUTONICHUS Y TUIO/A. MOYKET IOJIABJIATH JIAKTAITUIO.
Henb3st Ha3HAa4aTh BO BpeMs Henb3st HCKIIOUUTH PUCK
Hutponpyccua** O0epemeHHOCTH. BBICOKMIA prcK OTPABJICHUSI [IUAHUIOM TIPU
OTpAaBIICHHS IUAHHIOM. IPyIHOM BCKapMJIUBAHHH.
He cnenyer npumMeHsTh BO Bpemst
JloGyTamm** 6epemeHHOCTH. BO3MOXXHO Henb3st HCKITFOUNTH PUCK TIPH
Y MPUMEHEHHE TOJIBKO MO I'pyJIHOM BCKapMJIUBaHHH.
KU3HCHHBIM MTOKa3aHHSIM.
Jomavm** He cnenyer npumMeHsTh BO BpeMsi | MOYKET U3MEHUTBH MPOIECCHI

6epemeHHOCTH. BO3MOXKHO

CHHTE3a/COCTaB MOJIOKA.

122




IMPUMCEHCHUC TOJIBKO I1O
KHN3HCHHBIM ITOKa3aHUAM.

He crneayet npuMeHsTh BO BpeMst
O0epeMeHHOCTH. HeT KITMHUYIECKUX
naHHbIX. [I[pMeHEeHNEe BO3MOKHO

He CJICAYCT IPUMCHATEL BO BpEMA

JleBocumenan™*™* TOJIBKO 110 KU3HEHHBIM JaKkTanuy. BeIcOkMil puck
[IOKa3aHUsM, €CJIN N10JIb3a IS OCJIOXHEHUH [ peOeHKa.
MaTepH MPEBBIIAET PUCK IS
wioja.
AHTaroHUCThI Bropoii/Tpetnii Tpumectp — MoryT OBITh UCIIOIB30BaHBI BO

Butamunaa K

HCIIOJIB30BAaHUE C YPE3BBIYANHON
OCTOPOXKHOCTBIO (Hedocmamouro
OaHHbBIX), TOJBKO B CITydae 0COOBIX
nokazanui. [ 'méenp wim mopoxku
pa3BuTHS 110712 / HOBOPOXKIACHHOTO
oTMeueHbl B 16% ciryuaes
KCII0JIb30BaHUSI BO BTOPOM
TpuMecTpe U B 27% ciydaeB
HCIIOJIb30BaHUS B TPETHEM
TpumecTtpe. Puck nns mioaa
II0303aBUCUMBIH, 1035l >5 MI/1eHb
aCCOLMUPYIOTCA C YXYIIIEHHEM
UCcxoja.

[Tocne nHIUBUYyaTbHON OIIEHKH
TPOMOOTHUYECKOTO PUCKA MATEPH,
HeoOxonumoi 10361 ABK,
[IOKA3aHUM K Tepanuu
AHTUTPOMOOTHYECKUMHU
CpelCcTBaMHu, CIIEIyET PaCCMOTPETh
MpenapaThl TPYyMIbl TerapruHa Kak
MOTEHIIMATBHYIO ATbTEPHATUBY.
HanaxxenHnass KOMMyHHKAIHS C
MTAlIUEHTKON U €€ y4acThe B
MPUHITHU PEIICHUHN )KU3HEHHO
BKHBI.

BpeMs IPYIHOTO BCKapMJINBAHUS
TOJIBKO ITPHY HATMYMH a0COIOTHBIX
IIOKa3aHUM, HAIIpUMeEp, IIPU
HaJIMYUU MEXaHUYECKOTO MTPOTE3a
KJIallaHa CepALa u Jap.

AHTUTpOMOOTHYECKHE
cpeacTBa

N3berath Ha3HAUCHUS
(IpOTHBOITOKA3aHBI).

N36eraTh Ha3HAYCHUSI.
Hwuskast koHIIEHTpanus
puBapokcabaHa** B rpyTHOM
MOJIOKE B MHINBUAYAITbHBIX
CIIy4asix.

#l enapun HaTpus™**

Hcnonp30BaHuE ¢ OCTOPOKHOCTHIO
(HedoCcmamo4Ho OAHHBIX).
[Tpumenenne npu 6epeMEeHHOCTH
BO3MOXXHO TOJIBKO B T€X CITydasXx,
KOTJ1a OKHIaeMast MoJIb3a JIyist
MaTepH MPeBBIIIAeT
MOTEHIMATBHBINA PUCK [JIA IUIOJA.

Hcnonb3oBaHue ¢ OCTOPOKHOCTHIO
(HedocmamouHo OaHHbBIX).

B cBsA3U ¢ 04eHBb BBICOKOM
MOJIEKYJIIPHOW Maccoil, He
0’KHMJIa€TCSl PUCYTCTBUE
npenapara B rpyIHOM MOJIOKE.
Takske BbICOKA BEPOSITHOCTh
OBICTPOTO pa3pyllIeHus mpenapaTa
B JKEJIYJIOYHO-KHUILIEYHOM TPAKTE
HOBOPOXJEHHOTO.
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['pynna renapuna

Hcnonp30BaHue ¢ OCTOPOKHOCTHIO
(HedocmamouHo OaHHbIX).

Hcnonp30BaHue ¢ OCTOPOIKHOCTHIO
(HedoCcmamouHo OaHHBIX).

He o6napyxwuBarotcs, 160
00HApYKUBAIOTCS B HU3KHUX
KOHIICHTPAIUSAX B TPYTHOM
MoJioke. AGcopOuus B pOTOBOM
MOJIOCTH MaJIOBEPOSITHA. Y
HOBOPOKJCHHBIX, HAXOSIINXCS Ha
TPYAHOM BCKapMITHBAHHH, HE
00HapyKUBAETCS AKTUBHOCTD
poTUB Xa (aKkTopa KOaryJIsIHH.
Ipenapamul ¢ umerowumucs
OaHHbIMU NO be30nacHocmu

6 nepuoo raxmayuu.: Jfarmenapun
Hampus, DHokcanapun Hampus**

CuHreTnueckue
HIEHTacaXxapubl
(ponmanapunykc HaTpUs)

H30erats Ha3HAUYEHUS
(HedocmamouHo OaHHbLX), 1aXKe B
clly4ae ajuIepruy Win
HEXKEJaTeJIbHbIX PEaKIUi Ha
npenaparsl TPYIIbI rernapuHa.

N36eraTh Ha3HAYCHUS (Hem
ONyOIUKOBAHHBIX OAHHBIX) /AN
paccMOTpeTh BapUaHT Ha3HAYCHUS
IpernapaToB IPYIIbI FeapiHa
(yctaHoBineH 6onee
OyaronpusTHBINA TPOPIITH
0€3011acCHOCTH).

IIpumeuanus:

ar000i M3 00CYXKIaeMbIX JIEKapCTBEHHBIX IPENapaToB BO3MOXKHO HAa3HAUYWTh Ha OOLIUX

OCHOBAHMAX ITOCJIC ITOAABJICHUS JIAKTAIUH U ITPH ITOJITHOM IICPEXO0AC Ha HCKYCCTBCHHOC BCKApMJIMBAHHUC.
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Ipuioxkenue b. AJIropuT™Mbl 1elCTBHIA Bpaya
Ipuiaoxenue b1. Ituosornyeckast Kjiaaccupuranus TWIATAMOHHOW KAPAMOMHONIATHH

I'enernueckas

Ces3aHHad ¢ BO3AeliCTBHEM
BHelIHUX (aKTOpoB

Cea3aHHble ¢ HHpeK1uei nin ¢
WHBa3ue

CBsi3aHHAd C CHCTEMHBIMH
HMMYHOOIIOCPEI0BAHHBIMH
3200J1€BAHUAMU

MyTauum B reax,
KOAUPYIOIIMX OeTKHU
KapIMOMHUOLUTOB:

TTN, LMNA, MYH7, RBM20,
FLNC, BAG3, SCN5A, PLN,
TPM1, TNNI3, TNNT2 u npyrue

ToKcHHBI: aIKOTOJIb, aM(eTaMHUHBL,
9KCTa31, KAHHAOMOMU IBI, KOKAUH,
aHa0oJIMYeCKHe CTEPOUIbI, MBIIIBSIK,
TSDKEJIbIE METaIIbI (PTYTh, OJIOBO,
KOOaJIbT), yrapHBIH Ta3

Bupycsl: cemeiicTs: angeHo-, KopoHa-, SHTEPO-
(xoxcaku- Tpynn A u B), muromeraio-,
9XOBHUPYCHI, ieHre, JmmreiiHa-bappa,
remmatuta B, C, BUpyCH IpocTOTO Tepreca,
repreca 6 Tuna, rpumnmna A u B,
SMHIEMHUYECKOT0 NMapOTUTA,

pyOynaBupyc, KpacHyXH, mapBoBupyc B19,
MTOJTMOMUEIINTA, OCTIICHCTBA,
peCTIHPaTOPHO-CUHIIUTHATLHBIN BUPYC, KOPH,
BeTpsiHOI ocnibl, BUY

AYTOMMMYHHBI€. PeBMAaTOUIHBIN apTPHUT,
CHCTEMHasI KpacHasl BOJTYaHKa, CHCTEMHas
CKJIEPOJIEpMHUS, IEPMATOMUO3HUT,
MIOJMMHO3UT, CAPKOUI03, CHHAPOM
Jpeccrnepa, mocTUHGEKITHOHHAST
ayTOMMMYHHast 00JIe3Hb, IIeTIHaKusl,
NepBUYHBIA OMITHAPHBIN TIUPPO3,
HEKOTOpbIEC BaCKyIHTHI, Myasthenia gravis,
nemduryc, nempurons

MyTauum B reHax,
aCCOLMHMPOBAHHBIX C
pPa3BUTHEM HeHpPOMBIIIEYHbIX
3a00J1eBaHUI ¢ KapAUAIbHBIM
¢peHoTunom: MmuoaucTpopus
Hromenna u bekkepa,
MOSICHUYHO-KOHEYHOCTHBIE
MHUOJHUCTPO(HH,
MHUO(DUOPHIUIAPHBIE MUOTIATHH,
MHOTOHHYECKAs] JUCTPODusi

MuToxoHapuaIbHbIE 00JI€3HH,
B PEAKHUX Cayqasx —
BPOK/I€HHbIE HAPYILIEHUsI
MeTa00u3Ma U 00J1e3HHA
HAKOILIEHUS

IIpoTuBooOMyX0J€eBbIe MPeNapaThl
W IpyTHe JIeKapCTBa:
AHTPALUKIIMHBI U POJICTBCHHBIC
COCTMHEHHUSI, TPACTy3yMad™*™,
AHTUMETA0OIUTHI, ATKUITUPYIOIINE
CpeICTBa, MOHOKIIOHAIbHBIC
anTuTena, Gropyparur**,
MHTUOUTOPHI TPOTEMHKHHA3HI,
UMMYHOMO/TYJISITOPBIL.

Baxkrepuu: B-remonurnyeckne
crpentokokku, Borrelia burgdorferi, Brucella
spp., Campylobacter jejuni, Chlamydia spp.,
Clostridium spp.,

Corynebacterium diphtheriae, Neisseria spp.,
Haemophilus influenza, Legionella
pneumophila, Listeria monocytogenes,
Mycoplasma pneumoniae, Neisseria
meningitidis, Salmonella (Berta u Typhi),
Streptococcus pneumoniae, Staphylococcus
spp., Treponema palidum

AyToBocnanurejbHble: 6oe3Hbp Kpona,
HecMuepUIecKUil I3BEHHBIH KOJIHT,
PEaKTUBHBIN apTPUT, [IOJArpa, peAKUe
MOHOTEHHBIE 3a00JIeBaHUs

Ipocreiimue: Entamoeba histolytica,
Leishmania spp., Plasmodium vivax,
Plasmodium falciparum, Toxoplasma
gondii, Trypanosoma cruzi

I'puoni: Actinomyces spp., Aspergillus
spp., Candida spp., Coccidioides immitis,
Cryptococcus neoformans

MepunaprajabHasi KAPTHOMUAOTIATHS
(xoMOWHAIVSI TECHETUYECKHUX M BHEIIHUX (DaKTOPOB)

I'eIbMHUHTBI: JICHTCIbI, 9XOHOKOKKH,
MHCTOCTOMBI, TDPUXHUHECILJIBI, TOKCOKAPhI

CasizanHas ¢
IHAOKPHHHBIMU/METAG0TNYECKAMH
paccTpoiicTBAMHU: caxapHbIi quader,
akpomeraiusi, eoOXpoOMOITUTOMA,
TUPEOUAHAS TUCHYHKIHSL, XPOHUUECKAs
TUIOKaJbIMeMust, runiodochaTemust
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Ipunoxkenue b2. Knaccnpuxanus IKMII u konupoBanue nuarsosa no MKb10
VeTaHOBIEHHBIH l'eneTHueckn C yeranosaenHoii Heyrounennan* Hanonaruueckana™*
reHeTHUeCKHil JedeKT | obycoBnennas / il ITHOJIOTHEI (142.9) (142.0)
cemeiinag / Hecemeiinan - -
(142.0) ,_f-f‘if-';"iﬁ“%ﬁ-m__ n
L | N T pyrue
HeycTaHOBICHHEII ’#f_,_,-f*" / ."II x\\ E’“m__ KapAHOMHONATHH
reHeTHUECKHil 1ehekT - / I." S Rﬂ“«m (142.8)
_— B ' \\\L HH
— = W Y R"“‘-ﬁx
JUKMII, ceazannas JKMIL, obycnosnennas JKMII npn llepunapransnan
¢ HH(pekuHeii BO31eliCTBHEM BHEIIHHX JAKMII npu CHCTEMHBIX KAPIHOMHONATHSH
HJIH HHBA3HEI ¢pakTopos i HMMYHHO- (090.3, 099.4)
(143.0) " uemﬁm:mecmux OMOCPEI0BAHHBIX '
Aaxoroasnas JIKMII PACCTPOHCTBAX T
(142.6)
[43.] — kapaHOMHONATHA MPH MeTaboIHYeCKHX
OCIMEHCHHAX
[43.8 — kapaHOMHONATHA NPH APYTHX DONE3HAX,

* HpI/I HCBO3MOXHOCTHU 06CJ'IC,I[OBaHI/I$I AJIs1 YTOYHCHUA 5TUOJIOTUN

JKMII, obycnoBnennas

KNacCHPHIHPOBAHHEIX B APYIHX pyOpHEax

TOKCHYHOCTLIO
MPOTHBOONYX0/1eB0ii
TEPATII, APYTUX Kapanomuonarus
JAEKAPCTE H XHMHYECKHX .
npH paccrpoiicTBax
ATeHTOB HTAH S
(142.7) (143.2)
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IIpunoxenne b3. UncTpyMenTaabHas quarnocruxka JJIKMIT

PexoMenpanus

EOK

Yyp

YA

Ixokapauorpapus

Bcem manmentam ¢ mogospenueMm Ha JIKMII nns Bepudukanuu
nuarHos3a u ycranosneHus penoruna JKMII (oneHka cTpyKTypsl U

GyHKIUY cepAara).

[Tatmentam ¢ yxe ycraHoBieHHbIM auarHozoM JIKMII nms
OLICHKH JIMHAMUKH CTPYKTYPHO-(PYHKIIMOHAJIBHBIX ITapaMETPOB,
COCTOSIHMS KJIallaHHOTO annapata cepaua, pynkuuu IDK, naBnenus
B JIETOYHOM apTepHH, & TAKXKE JJIs1 BBISBIICHUS JIUI[ C KJallaHHBIMU
HapyMICHUSIMH, TOAXOASAIIMMHU ISl XUPYPrUY€CKOI/MHBa3UBHON
KOPPEKIMY WY TPAHCIUIAHTAIIMU CEeplIa.

[Mamentam ¢ JKMII 1npu  muiaHupoBaHUH/TIPOBENEHUU
BMEIIIATENIbCTB/IEYEHU. € MOTEHIHAIbHBIM KapJIUOTOKCHYECKUM
JeNCTBUEM JUIsl OUEHKU CTPYKTYPbl U QYHKLMHU cepaua.

Hns pacuera ®B JDK y manuentoB ¢ JIKMII pekomenayercs
MCI0JIb30BaTh YJIBTPAa3BYKOBOW MeTOJ1 AMCKOB (MeTo]1 CHMIICOHA).

[Taumnentam, y koropbix kauectBo OxoKI  oka3zanoch
HEYJOBIIETBOPUTENbHBIM (Bu3yaym3anus <80% »sumokapaa JIK),
pekoMennyercss  nposeaenne  OxoKI' ¢ ucnosib3oBaHUEM
KOHTPACTHBIX CPEJICTB, YTO IO3BOJISCT JIYYII€ OIEHUTh T'PAHUIIBI
sHA0Kapaa u 00b6éMbI JDK.

C nenpio BBISIBIEHHS paHHUX (CYOKIMHMYECKMX) HW3MEHEHUl
cokparumoctd JDK y mamuentoB ¢ mnonpo3penueM Ha JIKMII
pEeKOMEHAyeTCsl OLleHKa IoKasaTess JAeGopMalud MHOKapaa —
npoponbHoro cuctomuyeckoro cxatust JOK (global longitudinal
strain, GLS), a TakXke CKOpPOCTH CHCTOJIMYECKOTO JIBHKEHHUS
ocHoBanus JDK, wu3smepsemMol mpH TKaHEBOM JIONIUIEPOBCKOM
uccinenoBannu (tissue doppler imaging, TDI).

Bcem nanuentam ¢ mopospenuem Ha JIKMII pekomenayercs
olleHka auacronudeckoi Qynkuuu JDK ¢ umenpio omnpeneneHus
TSOKECTH  CTPYKTYPHO-(QYHKITMOHATHHBIX ~ HAPYIICHHUHA, OICHKH
MIPOTHO3a U BEIOOPA TAKTUKH JICUCHHUS.

Bcem nanmentam ¢ mopospenuem Ha JIKMII pekomenayercs
olleHKa cTpykTypsl U pyHKuuu [TXK ¢ nenpro onpeneneHus TsoKecTu
CTPYKTYPHO-()YHKIIMOHAIBHBIX HAPYIICHU.

YUpecnumeBoanas IxoKI'

[Tarmentam ¢ JAKMII mposenenue upecnumeBoaHoi IxoKI
PEKOMEHAYETCST I yTOYHEHMs DJIEMEHTOB CTPYKTYPHOIO H
(GYHKIIMOHATIBHOTO pPEMOIENUPOBOAHNS, HEZ0CTOBEPHO
olpeessieMbIX IpU TpaHcTopakaabHOU OX0KT' .

PKO
I1aC

[Tatmenram ¢ JAKMII u @I, KOTOpbIM IUIAaHUPYETCS
BOCCTAHOBJIEHUE CHHYCOBOTO PUTMa, PEKOMEHJIYETCsl MPOBEICHUE
ypecnuieBogHoi IXoKI™ mys uckimoueHus: Tpom0603a yiika JeBOro
peAcepaus.

IC

C

IxoKT ¢ puznueckoii miu papmakosornyeckoi Harpy3Kou

[Tarmentam ¢ nomo3penueM Ha JIKMII npu ymepeHHoll wiu
Hu3koi npearectoBoit BepositHoct MBC pekomennyercs IxoKI ¢

IC

C
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buznueckoi W (hapMaKoIOTUIECKOM Harpy3Koi
(mIpenMyIecTBeHHO — 100yTaMuHOM™*) 1y1st uckitouenus UBC.

DJleKTpoKapauorpagus

Bcem manumentam ¢ JIKMII pexomenmyercst peructpanus 12-
KaHaIbHOH AnekTpokapauorpammsl (DKI') ¢ ouenkoit purma, UCC,
WHTEPBAJIOB U aMIUIUTYA 3yieMeHTOB OKI' ¢ 1enbro JuarHoCTUKU IC A
HApyUWIEHUW pHUTMA, MPOBOJUMOCTH M OLEHKM [IOKa3aHUM K
PECUHXPOHU3UPYIOLIEH Tepanuu wik uMiuiantaimu JKC.

XOJITep()BCKOC MOHHUTOPHUPOBAHUE CEPACYHOI'O pUTMA

[Tatmentam ¢ JKMII  pekomMeHnyercss  BBIIIOJHEHUE
XOJITEPOBCKOTO MOHMTOPHUPOBAHMSI CEPAEYHOIO PUTMA C LEJBIO
oueHkn purMma, YCC, npexonamux HapymeHud purma w/wim | [MaC C
NPOBOJUMOCTH  cepiaua, dS(GEeKTUBHOCTH U 0e30MacHOCTH
aHTHAPUTMHUYECKON TepaIuu.

Harpy3zounsbie KT TecTsl

[Manmentam ¢ AKMII pexomMeH1y10TCSl TECThI ¢ PU3NYECKON HIn
(bapMakoIIOrn4ecKoil Harpy3koi Ui BepupHUKAIlMU U3MEHEHUI Ha
OKI' ¢ menpl0 WCKIIOYEHHWS HWIIeMUd Muokapna, crpecc- | IMaC C
UHAYLUPYEMBIX  HApyIIEHUH pUTMAa CEpALA, ONPEACIICHUs
TOJICPAHTHOCTH K (PU3UYECKOM HarpysKe.

MPT cepana 1 MarucTpajbHBIX COCYA0B

MPT cepana ¢ KOHTPAaCTUPOBAHUEM PEKOMEHIYETCS MalleHTaM
¢ AKMII npu nepBOHAYaTbHOM OOCIIEOBAaHHH C LENBbIO OIECHKU

MOP(OJOTHYECKUX U (PYHKIIMOHAIBHBIX XapaKTEPUCTUK cepala U B B
i quddepeHIMaTbHOM TUAarHOCTHKY MPUYHH KapIHOMHONATHH
MPT cepana ¢ KOHTpaCTUPOBAHUEM PEKOMEHAYETCS MALMEHTAM
¢ AKMII B nunamuke ansa MoHuTopuHra mporpeccupoBanus | IaC C
3a00JieBaHUS
Koponaporpapus
KAT pexomennyercst naruentam ¢ JJIKMII ¢ nienbro uckitoueHus A A

NBC npu Beicokoi npearectoBoid BepositHoctu NBC.

KoMmnbrorepHo-Ttomorpaguyeckasi KopoHaporpagpus

Brinmonnenue KOMITHIOTEPHO-TOMOTpaaecKoi KAT
pekomeHyeTcsa naurenTam ¢ npeanosiaraemoit JAKMIT npu Huzkon
unmi  npomexytouHod  BepositHocth  MBC, HeBo3moxkHoctu | IlaB A
MPOBEACHUS ~ WJIW  MaJlod  yOEAMTENIbHOCTH  PEe3yJbTaTOB
HEHWHBa3MBHBIX MeTO10B BbisiBJieHUs MBC.

Pa}:[HOHyKJII/II[Haﬂ AUATHOCTHKA

OpnodoToHHAsT HOMHUCCHOHHAs KOMIIBIOTEpPHas ToMmorpadus
MHOKapaa MOXeT ObITh peKkoMeHgoBaHa naruentam ¢ JIKMIT mnst | TIbB C
WCKJTIOYEHHS] MPUYMHHOMN WJIM CONMYTCTBYIONIEH HIIEMUH MUOKap/a.

[TpoBenenue mo3uTpoHHO-dIMUCCHOHHON Tomorpaduu (I19T) ¢
bnynesokcurmoko3oii [18F] pexomenmyercs mammentam ¢ KMII
MIPU TTOJTIO3PEHUH Ha CApKOMJI03 CEePALA C IENbI0 Tu(epeHIHaTbHON
JMArHOCTHKHU

IaC C

Pentrenorpagusi / koMnboTepHasg TOMOrpadusi OpraHoB I'PyAHON KJIETKH
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Pentrenorpacdus opraHoB rpyAHON KIIETKH WIIM KOMITBIOTEpHAs
ToMorpadusi OpraHoB TpyaHOM mojocTu mamueHTam ¢ JIKMII
PCKOMCHAYCTCA [JIs1 BBIABJIICHUA COITIYTCTBYROIINUX 3a6OHCBaHI/Iﬁ
JIETKUX, HAPYIIECHHUI JIETOYHON T€MOANHAMHUKH.

KaTeTepnsaunﬂ noJjiocTen cepana

Karerepuzamuss  mpaBbIX  OTHENIOB  cepama  (Ype3BeHO3Has
KaTeTepusalusi Cepila) PeKOMEHIYeTCsl Y MAlMEHTOB C TSKEJIOn
XCH B KavecTBe 3Tara OICHKU JJII TPAHCIUIAHTAIIMK Cepa W/ uin IC C
MIIK (MMIUTaHTALII CHCTEMBI JKEIyJOUKOBOM

BCIIOMOTATEILHON***).

WHBa3uBHas OLEHKAa BHYTPUCEPACYHONM I€MOJMHAMUKHU MOKET
OBITh PACCMOTpPEHA Y FeMOJIMHAMUYECKH HecTaOMIbHbIX maruenToB | IIbC C
py HeOOXOIMMOCTH BBISIBJICHUSI MexaHu3Ma aexommneHcanun CH.

YabTpa3BykoBoe HCC/IeI0OBAHUE JEeTKUX (M IJIeBPAJbHBIX MOJI0CTEN)

TpaHcTOpakanbHOE  yJIBTPa3ByKOBOE MHCCJIEIOBAHUE  JIETKUX
pekomenayerca namuentam ¢ JJKMII npu pazsutuu octpoit CH ninu
JEKOMIIEHCAIuU XCH, JUIsL BBISIBJICHUS [IPU3HAKOB
MHTEPCTULMAIBHOIO OTEKA.

I1aC C

TpancropakainbHOE YJIbTPa3BYKOBOE HCCIIEIOBAHUE JIETKUX U
IJIEBPAJIBHBIX MoJiocTel pekoMenayercs mamuentam ¢ JKMII g | IMaC C
BBISIBJICHMSI/YTOUHEHHUS] HAIMYUS M 00beMa THIPOTOpaKCa.

KapanopecnupaTtopHslii TecT

IIpoBenenne KPT MoxkeT ObITH pacCMOTPEHO y MAlMEHTOB C
JKMII nns oueHku mporsosa (mepen W Iociie TpaHCIUIaHTaLWU
Cepala): BEPOSITHOCTH IMOBTOPHBIX TOCHUTAIM3ALMA U CMEPTH,
KPaTKOCPOYHOW ¥ JONTOCpOYHOM  BbDKMBaemoctH, ouenku | IIbC C
MIEPUONEPALIMOHHBIX PHCKOB, 3¢ (HeKTUBHOCTH 0011€e3Hb
Moubumpyromeit repanuu CH u U1 onTUMHU3aLKu JO3UPOBAHUS
(bu3NYECKUX TPEHUPOBOK.

Harpy30qnble HECHMHCTPYMCHTAJIbHBIEC TECTDI

[Tanmentam ¢ IKMII pekomenayercs NpoBeIeHUE HArPy304HbIX
TECTOB JJIsl OLEHKH (PYHKUMOHANbHOro craryca, 3¢ dexkruHocty | IMaC A
JICYEHUS Y OLICHKU ITPOTHO3a.
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Ipunoxenue b4. Anropurm nuddepeHunaJIbHOR TMATHOCTUKH (PEHOTHUIIA

JKMII B 3aBHCHUMOCTH OT OTHOCUTEJIbHOI TOJMMHBI cTeHOK JIK

JKMII, tonmuna cresok JIZK Hopmanbaas

Onenate OTC JIJK

OTC JIJK <0,30 OTC JI:K 0,30 - 0,35 OTC JIJK >0,35
Cepas 30Ha Jujaaranuonnas dasza
AKMIT (AT + o:xHpeHHe I'KMII — Gone3Hn
KJIaccHYeCcKan + CJ 2 Tama) capKovepa
|

bomnesns Mmogndumupyomas tepanna CHa®B + koppexknus

CTpaTeri B 3aBHCHMOCTH OT yCTﬂ]-lOB.]]EHHOfI NPHYHHBI

nIaTanuonnag gasa
« ¢enoxonmii I'KMII

(6omesns @abpH, aTAKCHA
Dpuapeiixa u 1p.)

Ipunoxenne b5. 'pagauuu (cTaTychbl) HEOTJIOKHOCTH MAIMEHTOB, HAXOASIIUXCS B JIUCTE

OKW/IAHUSI TPAHCILUIAHTAIMH CepAla, B cOOTBeTcTBHHU ¢ pekomennamusmu United Network for

Organ Sharing (UNOS) [276]

Cratyc
Omnwcanue (KpUTEPHH CTATyCa)
UNOS
1A ] [Manmentsl, Haxomsmmecs Ha  MIIK  (1eBo-  w/wim

MpaBOXKETyIHO4YKoBbIii  0o0xom <30  OHEW, WCKYCCTBEHHOE  CepAlle,
BHyTpHaopTajgbHas  OalloHHas  KoHTpmysbcamus, OKMO),  kotopas
compoBoxaaercas TO0, WHPEKIUOHHBIMU OCIOKHEHUSMHU, YTPOXKAIOIIUMU
YKU3HH JKEITyJ0YKOBBIMU aPUTMHUSAMH M TEXHUUECKUMU MOBPEKICHUSIMU CUCTEM
MIIK.

. [TanmenTsl, HaXoAsIIMECS HA MCKYCCTBEHHOM BEHTHUIISIIUU
JETKUX, TpeOyrolue TMPUMEHEHHSI BHYTPUBEHHBIX aJPEHEPTrHYECKHX |
nopaMUHEPTHUECKUX  CPEICTB B BBICOKMX  Jo03ax  (moOyramuu**

>7, SMKT/KT/MHH), THOO IPUMEHEHHUS HECKOJIBKUX KapAMOTOHUYECKUX CPEJICTB.
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= [Tanmentsl, TpeOyromme B TeYeHUE >/ JHEH HENPEPHIBHOTO
reMOJIMHAMHYECKOTO MOHUTOPHHTA, M UMEIOIINE MPEI0JIaraeMbIii CPOK JKH3HU

<7 nHel, IpU peryysspHOM NEPEOCBUIETEILCTBOBAHUYU BpauaMu KaxKable 7/ JHEH.

1B . IManmentsr, Oonee 30 pgHEH HAXOMAIIMECS HA JIE€BO- W/HIH
npaBoxkenygoukoBoit MIIK 6e3 ocnoxHenuii, win Tpedyrouue HEenpepbIBHOM
MH(Y3UH HETNIMKO3UAHBIX HHOTpOIHBIX IpenapaToB (ATX «Kapanotonnueckue
CpeACTBa KPOME CEep/ICUHbIX TTIMKO3HUI0B») B TEPANIEBTUYECKHX /103aX.

2 . Bce ocranbHbIE MalMEHTHI, HAXOISIIUECS B JIUCTE OXKHIAHHS

TpaHCINIaHTaOuH cepana
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IIpunoxkenue b6. Aaropur™m aucnaHcepHoro Hado/oaenus 3a nanuenramu ¢ JJKMIT*

[Tponosmxu-
KonTponnpyemsbie mokazareiu
HCpI/IOI[I/I‘IHOCTB TEIbHOCTD
COCTOAHUA 310POBbA B paAMKax
I'pynma JIUCIIAaHCEPHOI' 0 Koncynprannu JIUCIIaHcep
IMPOBCACHUA TUCITAHCCPHOT'O
MManrucHTOB oCMOTpa CIICHHUAaJINnCTOB HOIO
HaAOJIFOIEHUS
(KOHCYJIBTAIIH) HaOJII0/ICHH
A
I'pynma 1 JH y Bpaua-kapauoiiora I1o noxa3zanusm Wzmepenune A/l Ha nepudepudeckux [Toxu3zHeHHo
HE pexe 2 pa3 B ToJ PH apTepusix, 4acTOThI CpILIEONEHHUSI; Beca
[TanmenTsl ¢ CTaOMIIBHOM (maccel Tena), onpeaeneHue CTaTtyca KypeHus;
JAKMII n KIIMHUYECKOM TEUCHUU O06mwmii (KITMHUYECKUI) aHAJIN3 KPOBU HE
XCHyu®B, 1 XCH u BHEMIaHOBO IIPH pexe 1 paza B rox;
CTaJuu, MOSIBJICHUU [TPU3HAKOB AHanu3 KpoBU OMOXUMHUYECKHM
I-1l ®K nporpeccupoBanus XCH, oOmerepaneBTrueckuii (¢ pacuerom CK®D) ne
HPC u npyrux pexe 1 pasa B roj;
OCJIOXKHEHUH Uccnenoanus ypoHs NT-proBNP B kpoBu
He pexxe 1 pasa B 2 roza;
Peructpamus OKI He pexe 2 pas B rox,
Pentrenorpacgust opraHoB IpyTHON KIETKH HE
pexe 1 paza B rox;
OxoKT He pexe 2 pa3 B roj;
X0JITepOBCKOE MOHUTOPUPOBAHUE
CepJIeYHOro puT™Ma He pexe 1 pasza B rox.
I'pymma 2 JH y Bpaua-kapauosora Bpau-cepneuno- N3mepenune AJl Ha nepudepuueckux [Toxn3HEHHO
HE pexe 2 pa3 B TOJl, P | COCYIUCTBIN XUpPypr apTepusixX, YacTOThl cepaeOneH s ; Beca
[TanmeHTsI BO3MOXXHOCTH - 4 pa3a B (MepuoINIHOCTh (Maccel Tena), onpeiesieHue CTaTyca KypeHus,
¢ AKMII roJi, BHEIJIAHOBO - IIpU YCTaHaBIUBAETCS 110 OO0uwmii (KIMHUYECKHIi) aHaIU3 KPOBHU HE
n XCHHDB, 2 MOSIBJICHUU OCJI0KHEHUN MMOKa3aHUsIM, IPU pexe 2 pas B TOJ;
CTa/IlH, (mporpeccupoBaHue IIPOrpecCUpOBaHNU AHanu3 KpoBU OMOXUMHUYECKUI
-1V ®K XCH, HPC u ap.) cumnTomoB XCH u npu obmerepaneBTuyecknii (¢ pacuetom CK®D) e

XCH, pedpaxrepHoii K
TEpaIuu, C OLICHKOU

pexe 2 pas B Tof;
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MOKa3aHuM K
BBICOKOTEXHOJIOTUYHOMN
MEIUIIMHCKON TOMOIIH
(KB1***, CPT,
TpaHCIUIaHTAILMsI CepALla,
MIIK (ummuranTanus
CUCTEMBI ey 104KOBOU
BCIIOMOTATEIILHOU***) 1
T.1.)).

Hpyrue npoduiabHbe
CHEIHAIIUCTHI - 110
MOKAa3aHUsIM

Uccnenoanus ypoHs NT-proBNP B kpoBu
He pexxe 1 pasza B 2 rofa;

Perucrtpamus OKI we pexe 2 pas B rog,
Pentrenorpacgust opraHoB IrpyTHON KIETKH HE
pexe 1 pasa B rox;

OxoKI He pexe 2 pa3 B roz;

X0JITepOBCKOE MOHUTOPUPOBAHHE
CEepJIeYHOro puT™Ma He pexe 1 pasza B rox.

I'pynma 3 JH y Bpaua-kapauosiora. | Ilo mokazanusam Yactora o6cnetoBaHUs 3aBUCUT OT BO3pacTa OnHOKpaTHO,
st poncTBeHHUKOB 1 (mo 19 siet — onun pa3 B 1-3 rona, 20-50 et — | ganee mo
[TanueHTs! U3 CTETEeHU POJICTBA oJluH pa3 B 2-3 roja, crapie 50 jet - oauH MOKa3aHUsIM

TPYIIIBI pHCKa (renorumn- pa3 B 5 JIeT) u BKJIIOYALT:
pazButus JIKMII | momoxuTeabHbIX * OKT;
- benorumn- * X0ITEpOBCKOE MOHUTOPUPOBAHUE
POJICTBEHHUKH OTpHUIATENIbHBIX) CEpJICYHOTO PUTMA,;
IIEPBOM CTEIICHU [IEPUOJUYHOCTDb 3aBUCUT * Ox0KT;;
poJcTBa OT BO3pacTa: sTeHeTHYeCcKoe 00CIeI0BaHUE OJJTHOKPATHO 10
(reHoTHII- 1o 19 ner — oquH pas B 1- MOKA3aHUSIM.
MOJIOKUTENb-HBIE | 3 TOAa,
¢beHoTHI- 20-50 ner — oxuH pa3 B 2-
oTpullaTenb-Hble | 3 roja,
MAI[MECHTHI) ctapie 50 ner - oquH pas
B 5 JIeT
IIpumeuanus:

* - AnropuTtMm coctaBieH Ha ocHoBaHuM [Ipukaza M3 P® Nel68u ot 15.03.2022 «OO6 yTBepKACHUH TMOPSAKA MPOBEACHHUS TUCIIAHCEPHOTO
HAOJIIOIEHUS 32 B3POCIBIMI.

JIH - nucmancepnoe Habmonenue, JIKMII — nunatanmonnas kapaunomuonatus, AJl - aprepuanbHoe nasienne, YCC - yactoTa cepaedHbIX
cokpamenuii, CK® - ckopocts xiyboukoBoil ¢unbrpanuu, KBJ*** - umrmiantupyemsiii kapauoseptep nepubpmisitop, CPT - cepneunas
pecunxponusupytromas tepamnus, NT-proBNP - N-koH11eBO# parMeHT npeamecTBEHHHKa MO3TOBOT'O HATPUHYPETHUYECKOTO TETTH 1A,
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Ipuniaoxkenne B. Undopmanus 1/ namueHTa

Junarannonnas kapauomuonatus (JJKMII) — 3aboneBanue cep/ia B OCHOBE KOTOPOTO JIEKUT
TEHETUYECKOE WJIM TPHUOOPETEHHOE U3MEHEHNE MBIIIIIBI CEP/IIIa, YTO MPUBOIUT K YBEITHUYCHHUIO Pa3MEPOB
Cep/lia U CHIDKEHUIO er0 HAaCOCHOM (pyHKIMH. DTO 3a00JIeBaHNE HE CBS3aHO C UIIEMUYECKON 0O0JIE3HBIO
Cep/ilia UM MOBBIILICHHBIM apTEPUATIHBIM JaBJICHUEM.

Yame BcTpedaroTcs Takue MPUYUHBI KaK, BUPYCHbIE WHPEKIUU, ayTOMMMYyHHbBIE 3a00JIeBaHUs,
BO3/ICHCTBUE TOKCUHOB (HAalIpUMEp, AJIKOT0JIs, HAPKOTUKOB) win OepeMeHHocTh. [IpumepHo B 30% (1 u3
3) cinyuaes npu JIKMII umeercs siBHBIN CeMEHHBIN aHAMHE3 M TEHETHUYECKas MPUYKMHA. JTO 03HAYACT,
gyto JIKMII BbEI3BaHa nedexroM (MyTamueil) B OJHOM WM HECKOJBKHUX TE€HAaX, KOTOPBIH MOXET
repeaaBaTbCs B CEMbE.

JOKMII — 2310 cepne3Hoe 3a0oJieBaHUE, KOTOpPOE TpedyeT o0O0s3aTeIBHOTO PETYISIPHOTO
HaOmonenuss u yedenus. Hammume JAKMII o3nawaer, 9to JeBbI kemygouek (Wi wHorga o6a
KEIyA04Ka) cepAlia paciupsieTcs (YBeIMUUBAETCs), IPU 3TOM cep/iie O0blle HE MOXKET MepeKayuBaTh
KpoBb 3(G(}EKTHBHO MO BCEMY TEIy W K JIETKUM, OpraHbl U CHCTEMbI HCHBITHIBAIOT XPOHHUYECKOE
KHMCJIOPOJTHOE TOJI0JJaHNUE.

B pesynbrare cHmkenus 3¢ (PEeKTHBHOCTH pabOTHI cep/la pa3BUBAIOTCS CUMIITOMBI CEPACYHON
negocratouyHoctu (CH), koTopass MOXKET MPUBOAUTH K CKOIUICHHUIO KUAKOCTU B JIETKUX, MOSBICHHUIO
cepaeOneHnid, OIBIIIKH, O0MIeH cTaboCTH U OTEKOB JIOABDKEK U rojieHel. B HeKOTOphIX ciayyasx Ha
(hoHE BRIPAXKEHHOTO H3MEHEHHSI CepAIla MOTYT BOSHUKATh YIPOKAIOIINE KU3HU HAPYIICHUS PUTMA.

JAunarnocrtuxa JJIKMII

Jlnst moctanoBku auarnosa JJKMIT HeoOXoauMbl METUIIMHCKUNA U CEMEWHBI aHaMHe3 (OIICHKa
CUMITOMOB M CEMEWHON ucTOpuM 3a0oneBaHus1), (U3HKAIbHOE O0OcIenoBaHue, 1abOpaTOpHBIE U
WHCTPYMEHTAJIbHBIE METO/IbI UCCIICIOBAHMUS.

OcuoBubiMu cumnroMamu JIKMIT u CH sBastorcs: onplika, MPUCTYMOOOpa3Has HOYHAs
OJIbIIIIKA, CHIDKEHUE MEePEeHOCUMOCTH (U3NYECKUX HArpy30K, MOBBIIIEHHAS YTOMIISIEMOCTh, OTEKH
noaeikek. Muorna npu JIKMIT oteku MOTYT OBITH O4€HBb BBHIPAKEHHBIMU, YTO TPEOYET rOCIUTATH3AIUN
B cTanuoHap. JlonosHurensHbiMu cumnToMamu pu JIKMII, koTopsle BCTpedaroTCs pexe, sSBIISIOTCS

[3

0o B TPYAHOW KIIETKE, cepArneOueHus, OMIyIIeHUs ‘‘3aMHupaHus’ cepana. Tak ke MOTyT ObITh
JIOTIOTHUTEIbHBIE CUMIITOMBI, CBSI3aHHBIE C OCHOBHBIM 3a0o0seBaHueM, KoTopoe npuseno k JIKMII, uro
HE00X0IUMO OOCYAHTH C BAIIM JICYAI[UM BPAUOM.

CrannmaptHoe oOcnenoBanue s BeisiBiaeHust JIKMII, momumo cOopa aHamHe3a W OCMOTpa,
BKJIIOYAET: PETUCTPAIMIO DJICKTPOKAPIUOIPAMMBI; aHaIu3bl KpoBU (0OIIMi (KIMHUYECKHIA) aHAIN3

KPOBH M aHalW3 KPOBH OHMOXMMHYECKHH OOIICTepaneBTUUCCKUIl); HArpy304HbIe MPOOBL, TecT 6-

MUHYTHOH  XOABOBI;  pEHTreHorpaduio  OpraHoB  TPYyAHOM  KIETKH;  3XOKapauorpaduio;
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MarHuTope3oHancHyro Tomorpaduto cepama (MPT); XontepoBckoe MOHHTOPHPOBAHHE CEPIACUHOTO
pUTMa; TEHETHUYECKHE HCCIICIOBaHUs; oOcienoBanue poacTBeHHUKOB. [Ipumepro y 30-40% cemeii B
OJIHOM M3 TE€HOB MOYKHO OOHApYy>KHUTh MyTaluio, Bei3biBatomryto JJKMII. O6cnenoBanne poiICTBEHHHUKOB
urpaet 60sblI0€ 3HaueHue npu quarsoctuke JKMIT.

[TaneHTy HEOOXOIMMO Y3HATh Y JICUAIIETo Bpaya KaK MO>KHO OOJIbIIE O MPUYMHAX U BOSMOXKHBIX

OCICACTBHUAX 3360J’ICBaHI/I$I, a TaK)XKE 0 METOJaXx JICUCHU .

Jleyenue JIKMII
Jleuenne JIKMII cocTout 13 4 OCHOBHBIX KOMITOHEHTOB:
1. MennkaMeHTO3HOE JICYeHUE U HEMEIUKAaMEHTO3HbBIE METO/IbI JICUCHUS.
2. CaMOKOHTPOJIb U NOJIZIEpKaHNE PEKOMEHI0BAHHOTO 00pa3a KU3HU.
3. Jlueta 1 BOAHO-COJIEBOM PEKUM.
4, Perynsipaast pusudeckasi akTHBHOCTb.

MenukamenTosnoe siedenne JJKMIT nanpasieno va npodunaktuky u neuenne CH.

[Tpu nevenun JJKMII u XCH npumenstorcss uaruoutopsl AIID wnm Banmcapran+cakyoutpur™**
WIM aHTaroOHMCTHl peuentopoB anHruoreHsuHa |l B kxomOuHanmuu c OeTa-aapeHOOIOKaTOpamu,
AQHTarOHNCTaMU aJbJAOCTEPOHA M MHTHOMTOpPAMH HATPUI3aBUCHMOTO MEPEHOCUMKA TIIOKO3bI 2 THUIIA,
KOTOpBbIe MOTYT 3aMeIsiTh pa3BuTue CH u npegoTBpaimate yxy/mieHue TeueHus 3adbonesanus. Jpyrue
JIEKapCTBEHHBIE TIPEMapaThl, HAPUMEP, TUYPETHKH TTOMOTAIOT CIPABIATHCA ¢ cuMnToMamu. B mepron
CMEHBI WM YBEITWYECHHUS J103bI JIEKAPCTBEHHOT'O Tperapara HEOOXOJUMO CIEIUTh 3a apTepPHATbHBIM
JTaBJICHUEM, YaCTOTON CEpJCUHBIX COKPAIIEHUH U pe3yIbTaTaMy aHAJIM30B, KOTOpPbIe HA3HAYHT Bpady.

Ecnu Bpau BeIIUCANl HECKOJIBKO JIEKAPCTB, TO HEOOXOIMMO COCTaBUThH paclUCaHUe UX MprUeMa Ha
BECh JIEHb C YYETOM JI03 M KpaTHOCTU mpuMeHeHus. HeoOxoaumMo 3apaHee MOMOJIHATH 3arac
JIEKapCTBEHHBIX TPEMapaToB, OCOOCHHO €CIIM BaM MPEJACTOWT ITyTEHIECTBHE WM TOE3/Ka Ha Jady.
[Tone3Ho coctaBUTh BU3YalbHBIN MJIaH MpHUeMa JIEKAPCTB U MOMECTUTh €0 Ha BUAHOE MECTO, a TaKkKe
BOCIIOJIb30BaThCS MOOHMIBHBIM TMPUIIOKEHUEM, KOTOpOe OyJIeT HAIOMHUHATH O MpHeMe JIEKapCTBEHHBIX
CPE/ICTB B YCTAHOBJIEHHOE BpEMSI.

Ecmn manwmentsr ¢ JIKMII mMeroT BBICOKMI PHUCK BHE3AlHONW CMepTH (Hampumep, Iocie
MIpebIAYIIe OCTaHOBKU Cep/la) WIM €CIM CUMITOMBI HEBO3MOXKHO KOHTPOJHPOBATH C MOMOIIBIO
JeKapcTB, TO  MPOU3BOJAUTCS  HWMIUIAHTalus  (yCTaHOBKA)  KapawoBepTepa-aeudpuisTopa
UMIUIAaHTUPYEMOI'O OJHOKAMEPHOTO™*** uiin NByXKaMEpHOro***, KOTOpBIH MOXET NpPelOoTBPaTUTh
OOJIBIIMHCTBO OMACHBIX IS JKU3HMU apuUTMUN. Ecnu y manuenTta pa3indyHble OTIENbI cepAna padoTaoT
HECHHXPOHHO, TO MOKET OBITh MpEJIOKEHa UMIUIAHTALUS CIEeUAIbHBIX YCTPOMCTB, KOTOpBIE OyayT
MPEeIOTBPAIATh BOSHUKHOBEHUE YIPOXKAIOIINUX JKU3HU APUTMHUI H/WIIM BHE3AIMHBIX OCTAHOBOK CEpPIIIa.
OTH pUOOPHI UMIUTAHTUPYIOTCS TIOJ] KOXKY. Y CTPOHCTBA MOCTOSHHO COBEPIIICHCTBYIOTCS: CTAHOBSITCS

MeHbIIe, 3G dekTuBHEee, OaTapei XxBaraeT Ha Ooyiee JOJITHI CPOK (Ha HECKOJBKO JIET B 3aBUCUMOCTH OT
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TUMa yctpoicTBa). OOBIYHO 3TH NPUOOPHI BBOIAT IO MECTHOM aHecTe3ueil. VX momemaroT moj
KJIFOUUIIEH, TaK YTO OHU COBEPLIEHHO HE 3aMETHBI. bOJIBIIMHCTBO MPUOOPOB TPEOYIOT NEPUOAUYECKOTO
(oObryHO pa3 B TOa) OOCHyXHMBaHUs (NIPOBEPKH) B aMOyJIaTOPHBIX YCJIOBHSAX. Eciu manuweHTty
MMIUIAaHTUPOBAIIU IPUOOP AJISE CTUMYJISIIUH CEPALIA, TO HE OTMEHSET MPUEM JICKapCTB.

CaMOKOHTPOJIb U NO//Iep:KaHNe PEKOMEHI0BAHHOI0 00pa3a *KU3HH

Baxnoi yacteto camokoHTposisi nauueHToB ¢ JJKMII siBisieTcss e:xkeIHEBHOE B3BELIMBAHUE U
BEJICHUE THEBHMKA Beca. HacTo MOCTENEHHOE HapacTaHUE Beca, CBA3aHHOE C HAKOIUIEHUEM KUIAKOCTH B
MOJIKOYKHO-)KUPOBOM KJIETYATKE M OPIOIIHOM TOJOCTH, SBISETCS MEPBBIM MPU3HAKOM YXYAIICHUS
TeYeHHUs 3a0oyieBaHUs. EjkeqHEBHBbIC B3BCUIMBAHUS IOMOTYT BOBPEMSI OTCICIUTh HEraTHBHBIC
W3MEHEHUS, 0 KOTOPBIX HEOOXO0IUMMO COOOITUTH JieHaleMy Bpady, YTOObI OH BDEMEHHO YCHIIHII TEPAITHIO.
[Tomuute, HapacTanue Beca Ha 1 Kr B IeHb UM Ha 2-3 KT' B TEUEHHUE HE/IETTH MOXKET ObITh CBSI3aHO TOJILKO
¢ 3a/1epKKoil xuakoctu. HemennenHo coobuure 00 3TOM BalleMy JieqalleMmy Bpady.

CaMocCTOATENbHBI KOHTPOJIb apPTEPUAIBHOIO JABJIEHHMS U IIyJibca IIOMOXKET B OILIEHKE
3¢ PEeKTUBHOCTH TPOBOAMMOIO JieueHUs (BeneHue AHEBHUKA). [IpocThiM crmocoOoMm ompeneneHus
apTepUaJIbHOTO JABJICHUS U IyJIbCa B IOMALIHUX YCIOBUSX SBIISECTCS MCIOJIb30BAaHUE ABTOMATUYECKOTO
amnmnapara JJis U3MEPEHHs apTepUaIbHOrO IABJICHHS OCLHUIOMETPUUECKUM MeTo10M. [IpocThiM MeTo1oM
CaMOKOHTPOJIS ITyJIbCA SIBJISIETCS HCMIOJIB30BAHNUE CMAPT-4acoB U (puTHECC OpaciieToB.

UpesBblyailHO Ba)KHOW 4YacThbIO CAMOKOHTPOJS SIBISIETCSl 3HAHUE OINACHBIX CUMITOMOB U
CIIOCOOHOCTh K TMPaBUIBHOMY pEarMpoBaHHUIO B cllyyae HMX TNOsABIEHUSA. Bam cieayeT HeMeaJeHHO
BBI3BaTh CKOPYI0 MEJIMUIMHCKYI0 MOMOIb, €CJIH Y BaC UMEIOTCS CIAEAYIOIINE CUMITOMBI: JJIUTEIbHAS
00Jb B Tpyau; TsDKENas M MPOJOJDKUTENbHAS OJBIINIKa; OOMOPOK; TMOSIBIIGHHE OTE€Ka Ha OJHOHM HOore,
COIIPOBOYKAAOIIEECS TOKPACHEHUEM U OOJIBIO B HOT'E; BHE3AIHAasl CJ1a00CTh B PyKE UM HOT'€, Yallle BCETO
Ha OJHOM CTOpPOHE TeJa; BHE3alHOE NMOMYTHEHHE CO3HAHMS, MPOOJIEMBbl C PEUYbI0 MU C MIOHUMaHUEM
peun; BHE3amHble MPoOIeMbl CO 3pEHHEM B OJIHOM WJIM O0OMX TJla3ax; BHE3AMHOE HapyUICHHE MOXOIKHU,
TOJIOBOKPY>KEHHE, TIOTEPS] PABHOBECHUS MM KOOPUHAIUU.

Kak MoxkHO ckopee TpoMHPOPMHPYHTE Bpada HIM MEACECTPY, €CIIM BBl HCIBITHIBAETE
CIIEyIOIINEe CUMITOMBI: YCHUJIMBAIOIIAsICS OBIIIKA; OJIbIIIKA, 3aCTaBJSAIONIas YacTO MPOCHINAThCS;
HEO0OXOUMOCTh JTOTIOJHUTENBHBIX MOMYyIIEK s KOM(GOPTHOTO CHA WIU COH BO3MOXEH TOJBKO B
MIOJIOKEHUH CHUJIS; ydallleHHOe cepAaueOneHre i nepedou B padore cepaua. Takxke BaMm cieayer, He
OTKJIaJIbIBasl, OOCYAUTH JIOObIE CHUMIITOMBI, YKAa3aHHbIE HUXKE, C BPAUOM MJIM MEIUIIMHCKOW CECTpOM:
OBICTpBII HAOOP Beca; HapacTaloUIUi OTEK WK O0JIb B )KUBOTE; HAPACTAHHE OTEKOB TOJICHEH U JIOJIbIKEK;
MOTeps alMeTUTa/TOIHOTA; HapacTarolllee yTOMICHHE; YCUIINBAIOIIUIACS Kalllelb.

[ToMurMO 4eTKOro coOIIOICHUS HA3HAYCHHOTO BPAuOM JICUCHHUs, HEOOXO0IUMO U3MEHUTH JpyTue

aCIIeKTHl CBOETO 00pasa >KM3HU (NHUTaHUE, YPOBEHb (PM3MUYECKOW aKTHBHOCTH, OTKAa3 OT KypeHUsS WU
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noTpeOIeHNUs aJIKOTr0JIs ), YTOOBI JIedyeHHne OblI0 MakcuMaiibHO 3¢ dexTuBHbIM. Beem narmentam ¢ JIKMIIT
CIIEZIyeT OTKa3aThCsl OT KyPEHHsl, B TOM YHCJIe N30€eraTh ITaCCUBHOTO KypEHHS.

3ab6ota o cede nmpu JIKMII nipesx e Bcero HampapieHa Ha MOIepKaHUE XOPOIIETO CAMOYYBCTBHUSI.
OnuH U3 cnoco0OB MOAJIEPKaHHUS XOPOLIEr0 caMOYyBCTBUSL — 3TO CHIKEHHE PHCKa PECHMPaTOPHBIX
MHQEKIMH, TaKuX Kak TPUIN WIA THEBMOHMA. PecruparopHble 3a0o0feBaHHS MOTYT YXYALIUTH
COCTOSIHME 3]10poBbs. JlocTynmHbl Oe30macHble BaKLMHBI, 0OeCrevyMBarOlIMe NMMYHUTET K TIpUIIILY,
ITHEBMOHMH.

Ecnu ecTh noBellIEHHAs: Macca Tejla, TO €€ CHUKEHUE YMEHBIINUT HAarpy3Ky Ha CEpALE U CAENIaeT
Bac 0oJiee MOABMKHBIM M aKTUBHBIM.

Jluera ¥ BOJHO-COJICBOM PeKUM

[TonHOUEHHBIN panmoH oueHb BakeH a1 nanueHtoB ¢ JIKMII npu vammuuu CH. O6cynute ¢
BpauoOM Ballld OObIYHBIE IPUBBIYKY MUTAHUS U HAMETHTE IUIaH 10 UX U3MEHEHUIO, €CJIN 3TO OTpedyeTCs.
Oco6oro BHUMaHH 3aCITy>KUBAET MOTpedIeHUE MoBapeHHOH coii. ClieayiiTe peKOMEHJAIUsM JICUaIIero
Bpaya MO OIPaHUYEHHIO COJIM, €CIIHM ATO MOKa3aHo. [Jyist onpeaeneHus: KoJu4ecTBa HaATPUs B POAYKTax
clelyeT HCIONb30BaTh MapKUPOBKY Ha ymnakoBke. Creayromue NpocTble IpaBuia HOMOTYT BaM
YMEHBUIUTH TOTPEOJIEHUE COJIN:

. He nepure coOHKY Ha CTOJIE U HE 1OCATIUBANTE THIILY.

. Heo6xo1uMo yMEHBIIUTH B pallMOHE KOJTUYECTBO TPOMBIIIIJIEHHO MPUTOTOBIEHHBIX OO,
BKJIIOYasl KOHCEPBUPOBaHHBIE U 3aMOPOKEHHBIE TPOTYKTHI.

. CnenyeT MUHUMU3UPOBATh UM COBCEM HCKIIOUUTH KOJIOACHBIE M3JENNs, KOMUEHOCTH,
MUY W pa3TU4HbIE COyChl (MallOHE3, KETUYI, a/KuKa). [IoTHOCThI0 HCKITIOUNTE JOMAITHUE COJICHbS U
COJICHbIE CHEKH (YUIICHI, COJICHBIE OPEIIKH U CyXapuKN)

[Muma nomkHa OBITH JIETKOYCBOSIEMOM, COJEPKATh OOJIBIIOE KOJUYECTBO 3€JIEHU U OBOIICH, a
TaKXKe JIErKoycBosieMoro Oenka (TBOpor, siiina, peida, nruna). [IpenmnodrurenbHeld TpUHUMATH MHILY
HEOOJIBIIUMH TTOPIUAMU 4-5 pa3 B JIeHb.

OrpaHudeHue XUAKOCTH OOBIYHO HE TpeOyeTcs, HO B HEKOTOPHIX CIydasX MPH BhIPAXKEHHBIX
OTeKax Bpad MOKET PEKOMEHI0BaTh OrPaHUYEHHUE HA HEKOTOPBIN MEPUOI.

YnorpediieHue TOKCMYEeCKUX BellleCTB

I[Ipu JIKMII crnenyeT MONMHOCTBIO HCKIIOYHTH TMOTpebieHne ankorons. Hemomyctumo
ynoTpeOIeHre BEIIeCTB, CIIOCOOHBIX YXYAIIUTh TEYCHHE 3a0oseBaHUs (aHAOOIMYECKHE CTEPOUBI,
KOKauH, MeTaM(eTaMUHBI U JPyTUe, KOTOPbIE MOTYT ObITh puunHOi JIKMIT).

Peryasipuasi pusudyeckass akTHBHOCTh

OcnoBHol BuJ puznyeckoit Harpy3ku npu JIKMII u CH — 310 aspo6Hble pu3ndeckne Harpy3Ku:

X0b0a, 3aHATUS Ha BEJIIOTPEHAXKEPE. DTOT TUIM YNPAKHEHUH YKPEIUIIET CepALe U JIETKUE U YIydIIaeT

CIOCOOHOCTh OpraHW3Ma UCIOJIb30BaTh Kucaopo. Ilepen HauaaoM adpoOHBIX YIPaKHEHHUN M B KOHILE
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3aHATHUS IPUMEHSIOTCS YIPAXKHEHUS HAa THOKOCTh, KOTOPBIE BKJIIOYAIOT MEUIEHHOE PACTATUBAHHE MBIIIILL
U JIBIKEHUS B cycTaBax. PacTska 10 W IOCJIE€ TPEHUPOBKH IMOMOTaeT MOJArOTOBUTH MBI U
IIPEIOTBPATUTE TPAaBMBl M PACTHKEHUS. TakkKe INPUMEHSIOTCS [bIXaTENbHbIC YIPAKHEHUS UL
TPEHUPOBKHU JbIXaTEIbHBIX MBIIII. JTH yNPaKHEHHs IOMOTAOT pa3padboTaTh MeXpeOepHbIe MBILIIBI U
MBILIIIBI JuadparMel. BKimoynTe B CBOM PeXUM JHS PETYJSIPHBIEC MPOTYJIIKH, MPOJAOIDKUTEILHOCTHIO OT
30 MUHYT /10 Yaca B OTHOCHTEIHHO KOM(OPTHOM JUIsl BaC TEMIIE, KOTOPBIA BBI3BIBAECT HEOOIBIIYIO
ycTanocTb. Bo Bpemst Takux IpOryJIOK Bbl HE JOJKHBI UCIIBITBIBATE CHIIBHYIO OJBIIIKY U JTOJDKHBI OBITH
CHOCOOHBI MOJJIEPKUBATh PA3roBOpP BO BpeMs Xo[b0bl. HeckombKkO MPOCTBIX HpaBui, COOJIIOJCHHE
KOTOPBIX C/AETAIOT BaIllM 3aHATHS 0€301MaCHBIMU:

. Bceerna mepen HadanoM 3aHATHM ClleLyeT M3MEPUTh 4acTOTY IIyJIbCa M apTEPHUAIBHOE
nasnenue. He npucrynaiite K TpeHUPOBKaM IIPU BBICOKOM apTepHaIbHOM JIaBlIeHUH (cucTonnueckoe A/l
BhImie 160 MM pT. CT.), YCHIIGHUU OJIBIIIKH, YaCTOM H/HIIA HEPETYJISIPHOM PUTME CEpIa.

. Ecnu nmpousomen peskuii Habop Beca (1-3 kr 3a mocieanue 1-2 1Hs), 3T0 MOKET TOBOPUTH
0 3aJIepXKKe KUAKOCTH, TaKasi CUTyalusl TpeOyeT oOpalleHus K Bpauy.

. [Ipn nnuTensHOM mepepbiBE B TPEHUPOBKAX HYKHO HauMHaTh ¢ 00Jiee HU3KOI'O YpOBHS
Harpy3KkH U HOBBILIATh HHTEHCUBHOCTb HArpy30K IOCTENEHHO.

. Bbl MokeTe onrymaTs 4yBCTBO YCTAJIOCTH B TEYEHHE U IIOCIIE TPEHUPOBOK, OJTHAKO BbI HE
JIOJDKHBI TIPY 3TOM OIIYINATh PE3KYI0 CIA00CTh U TOJIOBOKPYKEHHE.

Baxkno! Crenyer HeMelJIeHHO MPEKPATUTh TPEHHUPOBKY B CIEIYIONUX CIydasx: OOJb,
JIaBJICHUE WU XOKEHHE B TPYAHOM KJIETKe, JIEBOM pyKe WM YENIIOCTH, pe3Kast clabocTb, FOJIOBOKPYKEHUE,
a Tak)Ke NMPH BOZHUKHOBEHUH JIPYTHX CUMIITOMOB, BBI3BIBAIOIIMX CHIIBHBIA AUCKOMGOPT.

Cewmeiinbiii ckpuauHr Ha JIKMIL.

Ecin y mnammenta ¢ JKMII oOnapyxkena MyTauusi B reHe (pe3ysbTaT T'€HETHUYECKOTO
TECTUPOBAHU), WIEHbl CEMbH ITOTr0 NalMeHTa (MaTb, OTEL, OpaTbs, CECTPBI U JI€TH) AOJKHBI MPONTH
TeHETUYECKOEe TECTHPOBAaHUE y Bpada-TeHeTHKa. UJEeHbl CeMbH, y KOTOPBIX OOHapykeHa Takas Xe
MyTaius (ceMeifHas), Ha3bIBAIOTCS HOCUTEIISIMU MyTalluid U X Oy/neT HaOIo1aTh Bpad-KapIuoJor Taxe
B OTCYTCBUE CUMIITOMOB 3a00JieBaHUA. UJIeHbI ceMbU, Y KOTOPBIX ceMeliHas MyTalus He OOHapy’KeHa,
MOTYT OBbITh YBEPEHHBIMHU, YTO OHHU OYAyT 310poBbI B OyaymeM. Ecnu y manuenrta ¢ JIKMII He BbisiBIIeHa
MyTals B FeHe, TO WIEHAM CEMbH 3TOr0 MalMeHTa (HaunHasl ¢ YWICHOB CEMbHU IIEPBOi CTETIEHU POJICTBA)
pEeKOMEHAyeTCs MOCETUTh Kapauosora g odcienoBanus cepaua. JJKMII oObraHO pazBuBaercs mocie
IIOJIOBOTO CO3PEBAHUS U Y AE€TEH B IOJPOCTKOBOM BO3pacCTe.

JAKMII n 6GepeMeHHOCTb.

[Tpu nnanupoBaHUM OEPEMEHHOCTH BaXKHO 00CYIUTH C JIeYAIllUM BPauoM JII0ObIe MOTEHIINAbHbIC

PUCKHU, U3MEHEHUS B JIEKApCTBaX M yXOJ BO BpeMsi OEpEMEHHOCTH, IOTOMY 4YTO OEpEMEHHOCTh MOKET

npuBecTH K obocTpennto cumntomMoB JIKMII u pa3zButuio cepieunoil He10CTaTOYHOCTH.
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HMpunoxenue I'. llIkanbl oeHKH, BONPOCHUKH U APyrue OLeHOYHbIEe HHCTPYMEHThI

COCTOSTHUA MAIUECHTA, MIPUBEJICHHBIC B KIMHUYCCKUX PEKOMEHAAIIUAX

Hpuaoxkenue I'l. TecT ¢ mecTUMMHYTHOM X01b00i1 [46]

OynkimoHanbHbIN Ki1acc XCH Jlucraniys 6-MUHYTHON X0JIbOBI, M
0 551

[ 426-550

I 301-425

11 151-300

\Y <150

Ipuiaoxkenue I'2. Onpocuuk «Bo3pacTt He moMexay NJi CKPUHUHIa CHHJIPOMA CTap4YecKou

actenuu [288]

HazBanue Ha pycckoMm s3bike: «Bo3pacT He momexa»

OpurunaiibHOE Ha3BaHue (eciiu ecThb): «Bo3pact He momexay

HcTounuk (opuumanbHblid callT pa3pabOTUMKOB, MyOIUKaLUs C BaIUIalUei):

Pazpaborunk ®I'’AOY BO PHUMY um. H.U. [Tuporoa Munszapasa Poccun — OCII Poccuiickuii
TePOHTOJIOTHUECKHI Hay4YHO-KIMHUYECKHA TeHTp, WWW.rgnkc.ru Tkauea O.H., Pynuxuna H.K.,
Ocranenko B.C., llapamkuna H.B., Mxutapsu 2.A., Onyuuna 10.C., JIsicenkoB C.H. Banunanus
ONPOCHMKA JJIsi CKPUHMHIA CHHJPOMa CTapyecKoil acTeHuu B amMOyJIaTOpPHOM NpakTHUKe. YCIexu
reponrtosioruu. 2017. T. 30. Ne 2. C. 236-242.

Tun: onpocHukK

Ha3nauenue: CKpUHUHT CUHAPOMA CTapUYECKOW aCTEHUH

Conepsxanue (1mabioH):

1 [Toxynenu u Bel Ha 5 kT 1 Oonee 3a mocneaaue 6 MecsieB? Jla/aet
2 UCTIBITBIBaEcTE M Bl Kakue-mu0o orpaHrueHusl B MOBCEAHEBHON JKU3HH H3-3a Jla/met
CHW)KEHUS 3pEHHUs WIIU ciryxa?
3 boimu iu y Bac B TeueHue mocieiHero rojia TpaBMbl, CBSI3aHHBIC C MaJIeHUEeM? Ha/mer
4 UyscTtByeTe nu Bbl ce0s mogaBiIeHHBIM, TPYCTHBIM WM BCTPEBOKCHHBIM Ha Jla/net
MPOTSHKEHHUH MOCJIETHUX HefleNb? (HaCTpOeHUe)
5 Ecte nu y Bac mpoGieMbl ¢ mamsiThio, NOHMMaHHEM, OpPHEHTAalUed WIH Jla/uer
CIIOCOOHOCTBIO TUIAHUPOBATH?
6 Crpanaete i1 Bl Henepxkanuem moun? Jla/aet
7 UcnbiTeiBaeTe 11 Bel TpyAHOCTH B MEpEeMEIEHUU IO JAOMY WIM Ha yiuue? /
o a/Her
(Xonmpba 10 100 M/, mogbem Ha 1 TECTHUYHBIN TTPOJIET) A
Kirou (naTepnperanus): 3a Kaxapli MOJOKUTEIBHBIN OTBET Hauucsercs 1 6amn. PesynbpraT 2 Gamra
U MEHee — HeT CTapuecKoil acreHuH, 3-4 Oanna — BeposTHAs mpeacTeHusi, 5-7 0auioB — BeposTHas
cTapuecKkas acTeHHsL.
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Hpuaoxkenue I'3. OpurnnaanrHasa mkajaa Bopra (Borg RPF, Rating of Perceived Exertion)

283

HaszBanue Ha pycckom si3bike: OpurnHaiibHas mkaina bopra

OpuruHanbHOe Ha3BaHue (eciu ectb): Borg Rating of Perceived Exertion

Hctounuk (opuumaneHblii calT pa3paboTuukoB, myOnukanus c Bamupanueid): Borg GA.
Psychophysical bases of perceived exertion. Med Sci Sports Exerc. 1982;14:377-381. Borg G.
Psychophysical scaling with applications in physical work and the perception of exertion. Scand J Work
Environ Health. 1990;16(Suppl 1):55-58.

Tun: mkana oleHKu

Haznauenue: cyObeKTHBHAs OLEHKAa NEPEHOCUMOCTU (PU3UYECKOT0 HANpPSKEHUs/TPEHUPYIOLIEH

Harpy3KH
bamnnel mo mxane Borg RPF WM HTEHCUBHOCTD Harpy3Ku
6 OueHb - OYEHbB JICTKO
7 VCKITFOUMTENIBHO JIETKO
8 VICKITFOUMTENIBHO JIETKO
9 OueHb JIETKO
10 OuYeHb JIETKO
11 JIOBOJIBHO JIE€TKO
12 Jlerko (koM OpTHO)
13 Hewmuoro tspxeno
14 JI0OBOJIBHO TSKEIIO
15 TpynHo/Tsixeno
16 TpyaHO/TsXKENO
17 OuYeHb TSKEI0
18 OueHb TIKEIO0
19 OueHb, OYEHb TKENO
20 MakcHManbHO TSKEII0
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