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Science), CoBeT no knanaxHbiM 6onesHsam ceppua (Councilon Valvular Heart
Disease).

Pa6ouue rpynnbi: BpoxaeHHble nopoku cepaua y B3pocnbix (Adult Congenital
Heart Disease), CepaeuHo-cocyaucTas dapmakoTtepanus (Cardiovascular
Pharmacotherapy), KapamosackynsipHas pereHepaTtvBHas U penapaTtviBHas me-
onumHa (Cardiovascular Regenerative and Reparative Medicine), CepneyHo-
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(e-Cardiology), 3aboneBaHus Mmokapaa v nepukapaa (Myocardial and Pericardial
Diseases), MuokapavansHas ¢yHkums (Myocardial Function).

CopepxaHue AaHHbIX PEKOMEHAALMIA, NMOAroTOBNEHHbIX EBponeickum obuie-
cTBOM Kapauonoros (European Society of Cardiology, ESC) ony6avkoBaHo wvc-

KNIOYMTENBHO 41K MCTIONb30BaHUS B INYHBLIX 1 06pa3oBaTenbHbIX Lensx. He mo-
nyckaeTcs KOMMEPYECKOEe MCNONb30BaHWE COAEPXaHUA pekoMeHpauuii. Pe-
komengaummn ESC He moryT 6biTb NepeBeAeHbl Ha Apyrue s3biku n1nbo Bocnpo-
M3BefEeHbl, MONHOCTbIO UM YaCTUYHO, 63 NucbMeHHoro cornacus ESC. ns nony-
YeHUs JAHHOrO COornacus NMCbMeHHas 3asBka fomkHa ObiTb HanpasneHa B Oxford
University Press — uapatenb European Heart Journal (journals.permissions@oup.
com).

OTkKa3 oT oTBeTCTBEHHOCTU. PekomeHpaumnn ESC otpaxaioT B3rnsasl ESC v oc-
HOBaHbI Ha TLLATENbHOM aHann3e HayyHbIX JAaHHbIX, JOCTYMHbIX BO BPEMS MOAFO-
TOBKY AaHHbIX pekomeHaaumit. ESC He HecyT OTBETCTBEHHOCTY B CNy4ae NpoTMBO-
peyunin, PacXoXAeHWA 1/vnu HEOJHO3HAYHBIX MOMEHTOB Mexay PekomeHzaumsamm
ESC v nio6biMy apyrmm oduLmanbHBIMU PEKOMEHAALMSIMIA MW PYKOBOLACTBAMM,
M3AaHHBIMU efiCTBYIOLLMMN OpraHn3aLmMsaMi 34paBoOXpaHeHUsl, B 0COOEHHO-
CTW B OTHOLLUEHUW HAANEXAaLLEro NPUMEHEHUS CTPATENin MEAMLIMHCKON NOMOLLM
1 cTpaternin neyenus. MeamumHckuM paboTHWKAM CrepyeT NpuaepXuBaThes
PexomeHpauwii ESC B npouecce NpuHATUS KIMHUYECKUX PeLLeHmid. B To xe Bpe-
MS$l, PEKOMEHZALMM HEe MOTYT 3aMEHWTb JIM4YHYI0 OTBETCTBEHHOCTb MEOULIMHCKMX
PaBGOTHMKOB MPU MPUHATAN KIIMHUYECKUX PELLEHUIA C YHETOM WHAMBUAYaNbHbIX
0COBEHHOCTEN 1 NPEeANOYTEHNIA MALMEHTOB 1, NPKU HEOBXOAMMOCTU, NPeanoyTe-
HUIA nx onekyHoB. PekomeHgaumum ESC He 0cBOBOXAAIOT MEAVLIMHCKMX PaboTHM-
KOB OT OTBETCTBEHHOCTY 3a TLiATENbHOE 03HAKOMJIEHWE C COOTBETCTBYIOLLMMU
obuLManbHbIMM 0GHOBIEHHBIMU PEKOMEHAALMSAMU MU PYKOBOASILUMMU MPUH-
LuMnamu, noaroToBAEHHbIMU KOMMNETEHTHBIMU OPraHoB 3[,paBOOXPaHEHWst, Ans
NPUMeHeHNs1 NePCOHMGULMPOBAHHOTO NOAX0AA NPY NIEYEHUM KaXa0ro naumeHTa
B CBETE HAYYHO MPUHATLIX AAHHBIX B COOTBETCTBUM C 3TUHECKUMM W Npodeccuro-
HanbHbIMK 06513aTENBCTBaMU. MeanumMHCKe paboTHUKM TakKe HECYT OTBETCTBEH-
HOCTb B OTHOLLUEHUMN LOMONHUTENbHOM NPOBEPKM BCEX HaAneXallmx TpeboBaHui
1 NpaBun nepes, HaHa4yeHeM JlekapCTBEHHbIX CPEACTB U UCMO/b30BaHNEM Meau-
LIMHCKOro 060py0BaHMs.
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KITMHWYECKWE PEKOMEHZALINNA

Cnuncok cokpalleHuin U YCNOBHbIX 0003Ha4YeHUiA

AB — aTpuUOBEHTPUKYJISIPHBII

ABK — aHTaroHuctsl BuTaMuHa K

AJl — apTepuanbHOe TaBIeHUE

ANTTXK — apyuT™MOreHHast IMCIIa3usl MPaBoOro XeJyaouyKa
AKIII — aopTOKOpOHapHOE IIYHTUPOBAHUE

AMKP — aHTaroHMCTbl MUMHEPATOKOPTUKOUIHBIX PELIENITOPOB
AH — aoprayibHasi HEAOCTaTOYHOCTh

APHMW — MHTMOUTOP aHTMOTEH3MHOBBIX PELIENITOPOB U HEMPUIM3UHA
AC — aopTabHBII CTEHO3

BB — GeTa-anpeHo610KaTOphI

BKK — 610KkaTOpbl KaJablMEBbIX KAHATIOB

BJIHIIT — 610Kana ieBoit HOXXKY Ty4yka [vca

BPA — G10KaTophl pelienTopoB aHTMOTEH3MHA

BABK — BHyTpHaopTaibHasi 6aJOHHasl KOHTPIYJIbCalus

B/B — BHYTPUBEHHBII

BMH — BTOpuuYHas MUTpaibHasi HEAOCTATOYHOCTh

BIIC — BpoXIeHHBIIT TOPOK cepiia

I'KMII — runeprpoduueckast KapauoMUOIaTUs

TJI2K — runeptpocdus JeBOro Xenynouka

J3JIK — napneHue 3akKJIMHUBAaHUS JIESTOYHBIX KAIMWUISIPOB

W — noBepuTENIbHBIN NHTEPBAI

JKMII — nunarauMoHHast KapauoOMUOMaTHs

JTII1-4 — qunienTunuinenTuaaza-4

UATI® — MHrMOUTOPBI AHTUOTEH3UHITPEBPAILIAOLIETO (hepMeHTa
MBC — umemuyeckast 601e3Hb cepaia

MK — nHauKaTtop KauectBa

MKl — uMIuiaHTUpyeMblii KapauoBepTep-aeduopuLIsTOp
nJIK — MCKYCCTBEHHBIH JIEBBIi1 KeTy10ueK

MM — nHbapkT Muokapna

NUMT — uHaexkc Macchl Tea

K2K — kayecTBO XU3HU

KMIT — kapauomuormatust

KITP — xoMUTET M0 MPaKTUYECKUM PEKOMEHAALIUSIM

KT — xoMnbiotepHas ToMmorpadust

JI2K — neBblIit xkenmynouek

JITT — neBoe mpencepnue

MK — MuTpanbHbIi K1anaH

MH — MutpasibHast HEIOCTaTOYHOCTh

MHO — MexnyHaponHoe HOpMaJIM30BaHHOE OTHOIIICHME
MIITK — mexaHuuyecKas moaaepxkka KpoBooOpaleHust

MPT — MarHuTHO-pe30HaHCHas ToMorpadust

MT — MenrKaMeHTO3Has Tepanus

HM — HekoMIaKTHbBI MUOKap

HMTI — HU3KOMOJEKYISpHBIi rernapuH

HIT — natpuiiypetnueckue rmenTUabl

HIIBII — HecTepouaHblii TPOTUBOBOCHAIUTENbHbIE MPENapaThl
OICH — ocTtpasi 1eKOMITIEHCUPOBaHHasl cepeuHast HeI0CTaTOYHOCTh
OKC — ocTphblit KOpOHAPHBIN CUHAPOM

OMT — onTumanbHasi METMKaMEHTO3HasI Tepamnusi

OP — oTHoOILLIEHHE PUCKOB

OCH — ocrpasl cepnedHast HeOCTaTOYHOCTh

O®DOKT — onHO(MOTOHHASI SMUCCUOHHAsT KOMIIbIOTEpHAsI TOMOIpa-
bus

IT2K — mipaBblit xenyaouek

TTKMII — nepurnopraibHas KaparuoMUONaTHsI

PAAC — peHUH-aHTMOTEH3MH-AJIbIOCTEPOHOBAs CUCTEMA
PKW — paHnnoMu3upoBaHHOE KOHTPOJIMPYEMOE HCCIIeNOBaHNE
pCK® — pacueTHast CKOPOCTb KJIYOOUKOBO# (DUIBTpaliiu
CAJl — cucToanyeckoe apTepraibHOe JTaBJeHUE

CJ1 — caxapHblii 1uabet

CK® — ckopocCTh KITyOOYKOBOM (DUIBTPALIUT

CH — cepnevHast HETOCTaTOYHOCTh

CHH®B — cepreuHass HEIOCTaATOYHOCTh CO CHIDKEHHOM (pakiueit
BBIOpOCA

CHc®B — cepneuHasti HEIOCTATOUHOCTh C COXpaHEHHOH (pakiiueii
BbIOpOCa

CHyn®B — ceprmevyHasi HEMOCTATOYHOCTh C YMEPEHHO CHYDKEHHOMU
dpakuueit BbIopoca

COAC — cuHIpOM OOCTPYKTHBHOTO alTHO3 CHa

CP — cuHYCOBBIf pUTM

CC3 — cepneuHO-COCYIMCThIE 3a00IeBaHUS

CPT — cepaeuyHas peCMHXpOHU3MPYIOLLAs Teparust

CPT-[I — cepneuyHasi peCUHXpOHU3UPYIOIAsh Teparnusi ¢ 1epuoprLs-
TOpOM

CPT-I1 — cepaeuHasi pecCUHXpOHU3UpYIOLIasl Tepanusi-neiicMeiikep
CCP — cepaeyHO-COCYIUCThIN PUCK

CH-MII — nporpaMMbl MyJTBTUIUCITUTUIMHAPHOTO JIEUEHUSI cepled-
HOIi HEIOCTATOYHOCTHU

TM — TeeMOHUTOPUHT

TH — tpukycnunanbHasi HETOCTATOYHOCTD

TC — TpaHCIUIaHTaLMs cepaua

TTT — TMpeoTpONHbIN TOPMOH

®B — (dpakuus BeIOpoca

DK — pyHKIMOHATBHBIN KIacC

DIT — bUOPMIISINS TIPpEnCcepauiA

XBIT — xpoHuueckas 60Jie3Hb TTOUEK

XKC — XpoHHMYECKMiIT KOPOHAPHBI CUHIAPOM

XOBJI — xpoHuueckast 00CTPYKTUBHAS 00JIE3Hb JIETKUX

XCH — xpoHunyeckasi cepievHasi HeoCTaTOUHOCTb

HAC — 1eHTpaabHOE alHOd CHa

YKB — upeckoxkHOEe KOpOHAPHOE BMEIIATEIbCTBO

YCC — vacToTa cepIeyHbIX COKpallleHU

DKI — anekTpokapauorpamma

BHKMO — skcTpakopriopajibHasi MeMOpaHHast OKCUTEeHAIHST

OMB — sHIOMUOKapauaabHast OMOTICHUS

DxoKI' — axokapauvorpadus

AL — MMMyHOIJIOOYJIMH JIETKOH 1IeTTn

ATTR — TpaHCTUPETUHOBBIN aMUJIOUI03

BNP — M03roBoii HaTpuiipeTU4ecKuii menTuI

CHA,DS,-VASc — 3acroiiHas cepaevyHasi HeOCTaTOYHOCTb WU JIUC-
(YHKIIUS JIEBOTO XeNyIouKa, apTepuaibHas TUIepTeH3UsI, BO3pacT
>75 (2 6anna), caxapHblil AMabeT, UHCYABT (2 Oania) — COCyIUCThIE
3a60JIeBaHMsI, BO3PACT 65-74 JieT, IoJIoBasi KaTeropust

COVID-19 — HoBast KoOpoHaBUpYCHast UHPEKIIUS

EROA — s dexTuBHas miowmans OTBEPCTUSI PErypruTalu

HbA . — mMKupoBaHHBII reMOrJIOOUH

LGE — nosaHee ycuaeHue ratoIiHUEM

mWHO — monubuuupoBaHHbIH Kjiacc BceMupHoOil opraHu3auuu
3MPaBOOXPaHEHUST

NT-proBNP — N-koHI1IeBOi1 MPpOMO3roBoii HATPUIYPETUYECKUIA TIeTI-
TUL

NYHA — Heio-Mopkckast acconmarus cepima

PaO, — mapumanbHOe naBIeHNe KUCIOPoaa

PaCO, — napimanbHOe naBjieHue TMOKCUAA yIiepoaa

SAVR — xupypruueckasi 3aMeHa aOpTaJIbHOT'O KjlarnaHa

SGLT2 — HaTpuii-IIIIOKO3HBII KOTpaHCIIOPTEp 2 TUIA

S-ICD — noakKoXHbI MMIUIAHTUPYEMBbIil KapauoBepTep-aeduopu-
JISITOP

SpO, — carypaiusi Kuciopona

SZC — uupkoHuil HaTpusI

TAVI — TpaHcKaTteTepHast UMILJIaHTAlMsI QOPTAJIbHOTO KilarnaHa

TSAT — HachbllieHre TpaHcheppuHa

WtTTR-CA — TpaHCTMPETUHOBBIM KapauadbHbIi aMUJIOUI03 TUKOTO
THTIA
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WUccnepoBaHus, perncrpbl

AATAC — Ablation vs. Amiodarone for Treatment of Atrial Fibrillation in Patients With Congestive Heart Failure and an Implanted ICD/CRTD
AF-CHF — Atrial fibrillation — Congestive Heart Failure

AFFIRM — Atrial Fibrillation Follow-up Investigation of Rhythm Management

AFFIRM-AHF — A Randomized, Double-blind Placebo-controlled Trial Comparing the Effect of Intravenous Ferric Carboxymaltose

on Hospitalizations and Mortality in Iron-deficient Subjects Admitted for Acute Heart Failure

AMICA — Atrial Fibrillation Management in Congestive Heart Failure With Ablation

CABANA — Catheter ABlation vs. ANti-arrhythmic drug therapy for Atrial fibrillation

CANVAS-R — CANagliflozin cardioVascular Assessment Study — Renal

CARE-HF — CArdiac REsynchronization in Heart Failure

CASTLE-AF — Catheter Ablation versus Standard conventional Treatment in patients with Left ventricular and Atrial Fibrillation
CHAMPIT — Acute Coronary syndrome/Hypertension emergency/Arrhythmia/acute Mechanical cause/Pulmonary embolism/Infections/
Tamponade

CHARM — Candesartan in Heart Failure — Assessment of moRtality and Morbidity

COAPT — Cardiovascular Outcomes Assessment of the MitraClip Percutaneous Therapy for HF patients with functional mitral regurgitation
COMMANDER-HF — A Study to Assess the Effectiveness and Safety of Rivaroxaban in Reducing the Risk of Death, Myocardial Infarction
or Stroke in Participants With Heart Failure and Coronary Artery Disease Following an Episode of Decompensated Heart Failure
COMPASS — Rivaroxaban for the Prevention of Major Cardiovascular Events in Coronary or Peripheral Artery Discase

CORONA — COntrolled ROsuvastatin multiNAtional

CREDENCE — Canagliflozin and Renal Endpoints in Diabetes with Established Nephropathy Clinical Evaluation

DAPA-HF — Dapagliflozin And Prevention of Adverse-outcomes in Heart Failure

DECLARE-TIMI 58 — Dapagliflozin Effect on CardiovascuLAR Events (Thrombolysis in Myocardial Infarction)

DIAMOND — Patiromer for the Management of Hyperkalemia in Subjects Receiving RAASi Medications for the Treatment of Heart Failure
DIG — Digitalis Investigation Group

EAST-AFNET 4 — Early Treatment of Atrial Fibrillation for Stroke Prevention Trial 4

EchoCRT — Echocardiography Guided Cardiac HFmrEF Resynchronization Therapy

EMPA-REG OUTCOME — Empagliflozin Cardiovascular Outcome Event Trial in Type 2 Diabetes Mellitus Patients

EMPEROR-Reduced — EMPagliflozin outcome tRial in Patients With chrOnic heaRt Failure With Reduced Ejection Fraction

GISSI-HF — Gruppo Intaliano per lo Studio della Streptochinasi nell’Infarto Miocardico — Heart Failure

GUIDE-HF — Hemodynamic-GUIDEd Management of Heart Failure

HEART — Heart Failure Revarscularization Trial

INTERMACS — Interagency Registry for Mechanically Assisted Circulatory Support

I-PRESERVE — Irbesartan in Patients with Heart Failure and PRESERVEd Ejection Fraction

MADIT-CRT — Multicenter Automatic Defibrillator Implantation Trial with Cardiac Resynchronazation Therapy

MADIT-II — Multicenter Automatic Defibrillator Implantation Trial 11

MADIT-RIT — Multicenter Automatic Defibrillator Implantation Trial — Reduce Inappropriate

MAGGIC — Meta-Analysis Global Group in Chronic Heart Failure

MITRA-FR — Percutaneous Repair with the MitraClip Device for Severe Functional/Secondary Mitral Regurgitation

PARADIGM-HF — Prospective comparison of ARNI with ACEI to Determine Impact on Global Mortality and morbidity in Heart Failure
PEP-CHF — Perindopril in Elderly People with Chronic Heart Failure

PREVEND — Prevention of Renal and Vascular End-stage Disease

RACE II — Rate Control Efficacy in Permanent Atrial Fibrillation: a Comparison between Lenient versus Strict Rate Control 11

RAFT — Resynchronization/Defibrillation for Ambulatory Heart Failure Trial

RATE-AF — Rate Control Therapy Evaluation in Permanent Atrial Fibrillation

REMATCH — Randomized Evaluation of Mechanical Assistance for the Treatment of Congestive Heart Failure

REVERSE — Resynchronization reVErses Remodeling in Systolic left vEntricular dysfunction

REVIVED — REVascularization for Ischaemic Ventricular Dysfunction

SCORED — Effect of Sotagliflozin on Cardiovascular and Renal Events in Patients with Type 2 Diabetes and Moderate Renal Impairment Who Are
at Cardiovascular Risk

SENIORS — Study of the Effects of Nebivolol Intervention on Outcomes and Rehospitalizations in Seniors with Heart Failure

SERVE-HF — Treatment of Sleep-Disordered Breathing with Predominant Central Sleep Apnea by Adaptive Servo Ventilation in Paients with
Heart Failure

STICH — Surgical Treatment for Ischemic Heart Failure

STICHES — Extended follow-up of patients from the STICH trial

STS — Society of Thoracic Surgeons Predicted Risk of Mortality

Val-HeFT — Valsartan Heart Failure Trial

VERTIS-CV — Cardiovascular Outcomes Following Ertugliflozin Treatment in Type 2 Diabetes Mellitus Participants with Vascular Disease
VEST — Vest Prevention of Early Sudden Death Trial

WARCEF — Warfarin and Aspirin in Reduced Cardiac Ejection Fraction

Coo6uwecTBa, accounaummn, KOMUTETbI, OPraHN3aLun

EACVI — European Association of Cardiovascular Imaging (part of the = ESC — European Society of Cardiology, EBponeiickoe 0611ecTBo Kap-

European Society of Cardiology) NIMOJIOTOB
EHRA — European Heart Rhythm Association HFA — Heart Failure Association
EMA — European Medicines Agency FDA — Food and Drug Administration
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KITMHWYECKWE PEKOMEHZALINNA

1. Mpeambyna

PexoMeHnaim o6001IAI0T U OLIEHUBAIOT UMEIOIIIY-
ecs JaHHBIC C LEbI0 OKa3aHMS TIOMOIIN MEIUITMHCKIM
paboTHUKAM B TPEIIOXCHUN HAWIYYIINX CTpaTeTHid
BEICHMS OTIEIbHOTO MAlleHTa ¢ JAaHHBIM 3a00JIeBaHM-
eM. PykoBomcTBa 1 MX peKOMEHIAIINN JOJKHEI CTIOCO0-
CTBOBATh MIPUHATHIO PEIICHU TTpodeccrnoHataMu B 00-
JIACTH 3IPaBOOXPAHECHUS B MX IMOBCETHEBHOIT ITPaKTUKE.
OnmHako OKOHYATEJIBbHEIC PEIICHUsS B OTHOIICHWHW OT-
IIETFHOTO MAallMEHTa JOJIKHBI IPUHUMATHCSI OTBETCTBEH-
HBIMH MEIWIIMHCKUMU PaOOTHUKAMM TOCIIe KOHCYIIb-
TallX ¢ TTAIIMEHTOM U JIMILIOM, OCYIIECTBIISTIOIINM YXOII,
B 3aBUCUMOCTH OT CUTYAIINU.

Boapimoe KommIecTBO PYKOBOACTB OBLIO BHITYIIICHO
B MocJjemare roabl EBpomeiicKuM 00IIecTBOM Kapamo-
noroB (ESC), a Takke npyruMu oOIIeCcTBAMA M OpTaHU-
3anusamu. Kpurepun KadecTBa Ijisl pa3pabOTKU pyKO-
BOICTB OBUIM YCTAHOBJICHBI, YTOOKI BCe PEIICHUS OBLIN
MIPO3paYyHBIMU IUISI TIOJIB30BaTEes, MO NPHYMHE WX
BIMSTHUST HAa KIIMHUIECKYIO TIPaKTUKY.. PeKoMeHmamu
II0 COCTaBJICHMIO M BHITycKy PykoBomctBa ESC mox-
Ho Haitm Ha caiite ESC (https://www.escardio.org/
guidelines). Pekomenmanmu ESC mpenctaBisiioT odu-
unanbHyo nmosunuio ESC mo nanHoit Teme U peryisip-
HO OOHOBJISIIOTCS.

I[MoMuMoO myOIMKAIIMK PYKOBOACTB IO KIMHUIECKOMN
npakTuke, ESC BHITOTHSIET MEXIYHAPOIHYIO UCCIIEIO-
Barenbckyio mporpammy EURObservational Research
Programme, BKITIOYAOIIYI0 MEXIyHAPOMTHEBIC PETUCTPHI
cepaeyHO-cocynucThix 3aboneBanmuii (CC3) u BMemma-
TEIBCTB, KOTOpasi HEOOXOMMMAa TSI OIICHKY THATHOCTH-
YeCKUX/TepaneBTUUCCKUX IIPOIECCOB, MCIOIb30BAHMS
pPeCcypCoB 1 COOTIONCHUS IIPABIII. DTH peeCTPhl HAIIeTIe-
HBI Ha YIIyYIIeHe TIOHUMAaHMS MEIUIIMTHCKOM IPaKTUKI
B EBpome 1 Bo BceM MHpe U OCHOBAaHBI Ha BHICOKOKA-
YeCTBEHHBIX JaHHBIX, COOPAHHBIX B XOIE MTOBCEAHECBHOM
KIMHUYIECKOM IMPaKTUKU.

Kpome toro, ESC pa3pabotanm u MHTETpUPOBAIIN
B 9TOT JOKYMEHT Habop mHImKaTopoB KadecTtBa (1K),
KOTOpKIC SIBJITIOTCSI MHCTPYMEHTAMU IIJI OLICHKU YPOBHSI
BBITIOJTHCHHST PEKOMEHIAIINMA M MOXTYT MCIIOJIB30BaThCS
ESC, 6onpHUIIAMH, TOCTABITUKAMA METUIIMHCKUX YC-
JIYT ¥ CHCUMATUCTAMU TSI U3MEPEHNI B KIIMHUYCCKOM
MMpaKTHKe, a TAKKE B 00pa30BaTeIbHBIX IIpOrpaMMax Ha-
paBHE C OCHOBHBIMH MOJIOXKEHHSIMU PeKoMeHmammii mo
VAYYIICHUIO Ka4eCTBa MEIUITMHCKOM ITOMOIIN M KITMHM-
YeCKHX MUCXONOB.

Unennt aToit Paboueit rpymnmel 66t oTo6pansl ESC,
BKJIIOYAs] TIPENCTaBUTEICH COOTBETCTBYIOIIMX CIICI-
am3npoBaHHBIX rpymnir ESC, 4To0bl mpeacTaBiIsaTh CIie-
IUATACTOB, 3aHUMAIOIINXCS OKa3aHWEeM MEIUITMHCKOM
IIOMOIIY ITalleHTaM ¢ 3Toit marojorueit. OToOpaHHbBIC
SKCHEPTHI B 3TOI 00JIACTH TIPOBEJIM BCECTOPOHHMIT 00-
30p OIYOJMKOBAHHBIX NTAHHBIX IO BEACHUIO TAaHHO-
IO COCTOSTHHS B COOTBETCTBUHM C MOIMTHUKONM Komurera
ESC mo KIMHWYIECKIM MPaKTUICCKUM PEKOMEHIAINSIM

(KIIP). ITpoBeneHa KpuTuuecKasi OlleHKa TMarHoCTUYe-
CKHX M JICUeOHBIX MEPOIIPHSTHIA, B T.4. OIICHKA COOTHO-
IICHUsI pYCKa M ITOJIb3bl. BEUIM B3BEIIeHHI YPOBEHbD IO-
Ka3aTeJIbHOCTU U CUJia PeKOMEHIAIMI 110 KOHKPETHBIM
BapuaHTaM JICUCHMUSI.

DKCIIepTHl TPYIIIEI aBTOPOB U PEIICH3CHTOB IIPEI0-
CTaBWIM (POPMBI AeKIapallii MHTEPECOB JISI BCEX OTHO-
IIeHW, KOTOPBIE MOTYT OBITh BOCIIPMHSITH KaK peajb-
HBIC WIN TIOTCHIIMATbHBIC NCTOYHNKN KOH(MIUKTA WHTE-
pecoB. Mx nmexkiiapalili MHTEPECOB ObLIM pacCMOTPEHBI
B COOTBETCTBUHU C MpaBUJIaMM IeKJIapalliil MHTEPECOB
ESC, n nx MmoxHo Haiitm Ha Beb-caitte ESC (http://
www.escardio.org/guidelines), oHU OBLIM OOBETMHCHBI
B OTYET U OITyOJUKOBAHEI B JOIOJHUTEIFHOM JTOKYMEH-
T€ OMHOBPEMEHHO C PEKOMEHIAIIMSIMA.

DTOT Tpoliecc obecreunBacT MIPO3PAYHOCTD U TIpe-
JMOTBpallaeT NOTeHIMATbHbIE OIIMOKM B TIpolieccax pas-
paboTKy u mpoBepKU. O TIOOBIX N3MECHEHUSIX B 3asIBJIC-
HUSIX O 3aMHTEPECOBAaHHOCTH, BO3HUKAIOIINX B TCUCHUE
nepurona HamucaHus, coobmmanock B ESC n BHOCWINCH
obHoBneHus. lleneBast rpynna Imoayyuia MOJAHYIO Qu-
HaHCOBYIO TTomaep:kKy oT ESC 0e3 Kakoro-ambo ygacTust
CO CTOPOHBI OTPACIIH 3APABOOXPAHCHUS.

ESC KIIP xoHTponmupyeT M KOOPAWHUPYET IO~
TOTOBKY HOBBIX PYKOBOACTB. KoMHTET Takke OTBeda-
eT 3a IPoIlecC OMOOpEeHMST HACTOSIINX PexoMeHmalmii.
Pexomenmauynu ESC tmatensHo aHanusupyootes KITP
¥ BHEIIHUMHU 3KcrepTaMu. Ilocie BHeCEHMS COOTBET-
CTBYIOIINX M3MEHEHUM PYKOBOACTBO ITOMIIMCHIBACTCS
BCEMU 3KCIEpPTaMM, yyacTBYOIIUMU B Paboueit rpym-
ne. OKOHYATeNbHBIN TOKyMeHT yTBepxkaaeTcsa KITP mia
nyonukauuu B European Heart Journal. Pekomennanuu
OBUIH pa3paboTaHBI ITOCIIE THIATEIHLHOIO PACCMOTPEHUS
HAyYHBIX ¥ MEOWUIIMHCKUX 3HAHWIT W TaHHBIX, TOCTYII-
HBIX HA MOMEHT X OOHAPYKCHMUSI.

3agaga pa3paborku PykoBomctBa ESC Takcke BKIIO-
YaeT co3maHue 00pa3oBaTeIbBHBIX MHCTPYMEHTOB U TIPO-
rpaMM peaan3alliid PeKOMEHIAIWil, BKIIIOYas CXaThIe
KapMaHHBIC BepCUM PESKOMEHIAIIN1, CBOMHEIC CIAMIEI,
CBOIHBIC KaPTOYKM IS HECTICIINATIMCTOB U 3JICKTPOH-
HYI0 BepcHio Ijisd MUGPOBHIX MPUIOXKEeHN (cMapTdho-
HBI U T.1I.). DTH BEPCUN SBISIOTCS COKPAIICHHBIMH, T10-
3TOMY IS TIONIy4YeHUs1 Oosiee moapoOHO nHdopManuu
TOJIb30BATEIb BCETHA HOJIKEH MMETh MOCTYII K IOJHOM
TEKCTOBOM BEpCUU PEKOMEHIAM, KOTOPass HaXOMUTCST
B cBOOOAHOM JocTyrie Ha BeO-caiite ESC u pa3Mmenena
Ha BebO-caiite European Heart Journal. HaumonanbHbIM
KapanoynorndeckuM obmiectBamM ESC pekoMeHmyeTcs
OIOOPSITh, IPUHUMATD, TICPEBONNTH M BHEAPSITH BCE Pe-
koMmeHmauun ESC. HeobxomuMbl mporpaMMbl BHEApE-
HUSI, TIOTOMY 4TO OBIJIO ITOKA3aHO, YTO Ha MCXOM 3a00-
JICBAHUS MOXKET ITOJIOXKUTEILHO MOBIUATh TIIATEIIHFHOE
MpUMeHEHNE KIIMHNISCKIX PEKOMEHIAIIHIA.

MenuimHCKUM pabOTHHUKAM PEKOMEHOYETCS ITOJI-
HOCTBIO yunuThIBaTh PykoBoncTBo ESC mpum BEIHECCHUU
KJIMHUYCCKOTO PEIICHMs, a TaKKe IIPU ONpeacicHUN
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U peann3alnuy IMpo@rIaKTUIeCKUX, TUaTrHOCTUYECKUX
WJIM TeparneBTUUYSCKNX MEINIIMHCKUX CTpaTeruii. TeM He
MeHee PykoBomctBo ESC HMKoMM 00pa3oM HE OTMEHSI-
€T JINYHYIO OTBETCTBEHHOCTh MEOIUIIMHCKIX PAOOTHUKOB
3a MPUHSATHE HAIJIEKAIINX U TOUHBIX PEIIeHUI ¢ yIeTOM
COCTOSTHHSI 300POBbsI KaXKIOTO MAllMeHTa W IT0Cjie KOH-

CYJABTAllM ¢ 3TUM ITallMEHTOM WJIU JUIIOM, OCYIIECT-
BIISIIOIIMM YXOII 3a IMAIlMEHTOM, TIe 3TO YMECTHO U/Wn
HeoOxomuMo. MeauMnHCKUN pabOTHUK TaKXe HeceT
OTBETCTBEHHOCTH 3a IPOBEPKY IPABUI U ITTOJIOKECHUI,
TIPUMEHUMBIX B KaXXIOM CTpaHe K JICKapCTBaM M YCTPOii-
CTBaM Ha MOMEHT Ha3HAYeHUS.

Tabnuua 1

Knacc pekomeHpaumii

OnpepeneHue

®dopmynuposka
Ang UCnosb30BaHUA

Knacc | JlokazatenbcTsa u/unu obluee cornacve B OTHOLIEHWMW TOFO, YTO IAHHOE IEYEHNE UM NPOLIEAYPA BbIFOAHO, PekomeHa0BaHO nnu NokasaHo
nonesHo, apHEKTUBHO
Knacc Il MpoT1BOPEYMBLIE AAHHBIE 1/UNN PACXOXAEHNE BO MHEHWSX OTHOCUTENBHO NONE3HOCTH/3DHEKTUBHOCTI LAHHOIO NIEHEHUs MV NPOLEaypb
Knacc lla Bec nokasatenbCTB/MHEHWI B NONb3Y NONE3HOCTU/3DHEKTUBHOCTH JonxHo paccmaTpmsaTbCs
Knacc Ilb Mone3HocTb/adPEKTUBHOCT MEHEE MOATBEPXAEHA [LOKA3aTENbCTBAMU/MHEHNSIMN MoxeT paccmatpuBaTtbcs
TaGnuua 2

YpoBeHb foKa3aTeNbHOCTH

ypOBEHb [0Ka3aTenbHOCTM A - [laHHble nosy4eHbl U3 HECKONbKNX PAHAOMU3NPOBAHHBIX KIIMHUYECKUX VCCNeA0BaHUIA I METaaHaIM30B

ypOBeHb [okasatensHocTn B [laHHble noJly4eHbl M3 0QHOro PaHAOMN3MPOBAHHOIO KIIMHMYECKOro NCCeaoBaHns UK KPYMHbIX HEPaHAOMN3NPOBAHHbIX nccnenoBaHuin

ypOBeHb [nokasarensHocTn C KOHceHCyCHoe MHEHWe 3KCnepToB I/I/I/IJWI HeBoMbLLUVE UCCNen0BaHUS, PeTpoCneKkTUBHbLIE NCCNIeN0BaHUA, peeCTpbl

2. BeepeHue

Lenp manHOTO pyKoBoacTBa ESC — 1moMoub crienm-
aJIucTaM B 00JIACTY 3MpaBOOXpaHEHWS BECTH MAllMEHTOB
¢ cepaeunoii HemocratouHOCThIO (CH) B cooTBeTCTBUUA
¢ HAWJYyYIIMMHM WMEIOIMMMUCS maHHBIMH. K cuacTeio,
ceityac y Hac €CThb MHOXECTBO KJIMHHYCCKUX MCITBITA-
HUIA, KOTOPBIE MOTYT HaM ITOMOYb BEIOpATh HAMIYIIINIA
METOI JICUCHUS, YTOOHI YIIYUIIUTh PE3YJIBTaThI TS TIAIH-
entoB ¢ CH; mig MHOTHX 3TO Tenephb IPEeIOTBPATUMO,
W TIOJAcTCS JCYCHNI0. PYKOBOICTBO COmEPKUT IpaK-
TUYECKNE PEeKOMEHAALIMM, OCHOBAaHHBIE Ha IOKa3aTellb-
CTBax.

MzsI mepecMoTpeny hopMaT IPEOBIAYIITNX PEKOMEH-
manmii ESC o cepmeunoii Hemoctatounoct 20161 [1]
" BBIAenMIN Kaxnplii peHotun CH kak caMocTosITeNb-
HBIH, OIpEIeININ €ro TMAarHOCTUKY U JiedeHue. B Ta-
6MIaX peKOMEeHIALWI IT0 Tepanuy oTMedaeTcd 3P dekT
JIeYeHUsI, TIOATBEPKAEHHBIN KIacCOM M YPOBHEM JIOKa-
3arenbHOCTH. g CH co cHmXeHHOI (pakimeit BBI-
6poca (CHH®B) pekxoMeHIaIMK B TAOIMIIAX COCPEIOTO-
YeHBl Ha MCX0oJaX CMEPTHOCTU U 3a00JIeBaeMOCTH. Tam,
IIe €CTh CUMIITOMAaTUICCKIE IPEUMYIIEeCTBA, OHU BBIIC-
JICHBI B TeKCTE U/WIN B BeO-IprioxkeHusx. [logpooHbIe
CBOAHbBIE JaHHBIE MCIBITAHWUI, JeXalllie B OCHOBE pe-
KOMEHOALM, TOCTYITHEI B BeO-TIpuitoXkeHusax. s nua-
THOCTMYECKUX ITOKA3aHUU MBI TPEITOXUIN UCCIEN0-

BaHMSI, KOTOPHBIC TODKHEI IIpoiiti Bee marneHTsl ¢ CH,
W WCCIICAOBAHMSA, KOTOPBIE MOTYT OBITH HalleJeHBI Ha
KOHKpETHBIE 00CTOSATENbCTBA. [10CKOMBKY paHIOMM3M -
poBaHHBIe KIMHUYecKue nccaenoBanus (PKW) penko
HCIIOJIb30BAINCH TIPU IIPOBEICHUN ITMATHOCTHIECCKUX
WCCIIEIOBAaHMN, TO OOJIBITMHCTBO TOKA3aTCIIBCTB MOXHO
oTHecTH K ypoBHIO C. OmHAKO 3TO HE 03HAYaeT, YTO He
MIPOBOIMJIACH HaIJIeXKaIlast CTporas OlleHKa TUarHOCTH -
YECKHX TECTOB.

B aTOM pyKOBOICTBE MBI PEIIMIN COCPEIOTOUNTHCS
Ha muarHocTtuke u JiedeHnu CH, a He Ha mpodmiakTu-
Ke. YIIpaBlIeHHE cepaedHO-cocyaucThiM puckoMm (CCP)
n MHOorTuMH CC3 (0COOCHHO: CHUCTEMHON TUIIEPTCH3M -
eit, caxapHbIM auadeToMm (CII), nmemMmudeckoit 60JIe3HBIO
cepma (MBC), nadapkrom muokapma (MM), dubpmi-
aumeit mpencepnuit (PI1) m 6ecCUMITOMHOM CUCTOJM-
yecKoit nuchyHKIIMEeH geBoro xemymouka (JI2K)) cHusnt
puck passutust CH, K KoropoMy o0OpaIiatoTcsi MHOTHE
npyrue nHCTpyKmun ESC u Pasmen 9.1 mHacrosiero py-
KOBojCTBa [2-7].

DTO PYKOBOICTBO SIBIISICTCSI pPE3yIbTaTOM COTPYIHU-
yecTBa Paboueii rpymirsl (BKITIOYAsT ABYX IIPEICTaBUTEIICH
manneHToB), peren3eHToB 1 KITP ESC. TakuM o6pa-
30M, 3TO — KOHCEHCYC/MHEHHE OOJbIIMHCTBA 3KCIIEP-
TOB, KOTOPBIC JaBajy KOHCYJIBTAIIUH NP CO3TAHNH IIO-

KyMCHTAa.

124



KITMHWYECKWE PEKOMEHZALINNA

2.1. Y1o HoBOrO?

B JOITOJIHEHUE K pEKOMCHIAMAM, IIEPECUYNCICHHBIM
HNXEC, B CJ'IC,Z[YIOH_Ieﬁ Ta6J'[I/ILIe IIEPEUYUCIIAIOTCA HEKOTO-
pble HOBBIE KOHIIEILIMH 110 CpaBHEHUIO ¢ Bepcueit 2016r.

HoBble koHUenuun

V3meHeHre TepmmHa "cepaeyHas HelOCTaTO4HOCTb C MPOMEXYTOUHOM
dpakumeii BbIGpoca” Ha "cepaeyHas HeLOCTaTOYHOCTb C YMEPEHHO CHUXEHHO
dpakupeit Boibpoca” (CHyH®B).

HoBbI ynpoLLeHHbIi anroput™ neyenns CHHPB.

Lob6asneHve anroputma neveHnst CHHOB B cOOTBETCTBUM C HEHOTUNAMMN.
MoanduumposanHas knaccudukaums octpoit CH.

OBHOBNEHHbIE METOABI NIeyeHst GONbLUMHCTBA COMYTCTBYIOLLMX 3ab0neBaHui,
He cBA3aHHbIX ¢ CC3, Bkntoyas Cll, runepkanvemuio, AedbuumT xenesa n pax.
O6HoBneHHas Hdopmaums o kapaomuonatusix (KMM), Bkatoyast posb
reHEeTNYeCKOro TECTUPOBAHWS 1 HOBbIX METOZIOB JIEYEHUS.

[lo6aBneHue KNO4EBLIX NokasaTenei ka4yecTsa.

HoBble pekomeHaaumm

| Pecowengawn | Knacc]|

PekomeHpgauuu no auarHoctuke CH

KaTteTepusaumio npasbIx OTAENOB CepaLa cneanyet lla
paccmaTtpuBaTh Y MaLMEHTOB, Y KOTOPbIX Nofo3peHue Ha CH

CBSI3aHO C KOHCTPUKTVBHBIM NEPUKAPANTOM, PECTPUKTUBHOM
KapZMoMuonaTtuei, BpPOXAEHHbIMW MOPOKamMmM CEPALIA U COCTOSIHUSIMMI
BbICOKOTO BbIBpoCa.

KarteTepusaums npasbix OTAEN0B CepALA MOXET pacCMaTpyBaThCs Ilb
y OTAeNbHbIX nauyeHTos ¢ CHc®B ans noaTBEPXAEHUS AnarHosa.
PekomMeHAauum no neveHuio xpoHmnyeckoii CH

CHH®B

JanarnndnosuH nnn aMnarnndnosnH pekoOMeHayTCa naLmeHTam |
¢ CHHOB pinsi cHUxXeHUs pricka rocnutanuaauyv no nosogy CH

1 CMEpPTY.

Bepuuuryat MoxHo paccmatpusarth y naumenTos ¢ lI-IV @K no NYHA, b
y KOTOPbIX 0TMeyaeTcs yxyalweHue CH, HecMoTpsi Ha neveHune nAMN®

(nnn APHW), BB n AMKP ons CHUXEHMS pucka Cepae4yHO-CoCyancTomn
CMEepTHOCTM unu rocnutanudaumm no CH.

CHyH®B

MAT® MOXHO paccmaTpuBaTh ans nauueHTos ¢ CHyH®B, 4Tobbl llb
CHU3WTb PUCK rocnuTanm3aumm n cMeptu ot CH.

BPA MoryT 6bITb paccMOTpeHbI 4151 nauyeHTos ¢ CHyH®B, 4Tobbl Ilb
CHW3MTb pUCK rocnnTanuatm no nosogy CH v cmepTu.

BB MoryT 6bITb pacCMOTPEHbI 4515 naumeHToB ¢ CHyH®B ans Ilb
CHUXEHUs pucka rocnuTanuaauum no nosogy CH n cmeptw.

AMKP MoxeT 6bITb pacCMOTPEH A5 nauueHToB ¢ CHyHPB ans Iib
CHVXXEHUS prcka rocnutanuaaumm n cmeptu ot CH.
Caky6uTpun/BancapTaH MOXHO paccMaTpuBaTh 4151 MaLMEHTOB llb
¢ CHyH®B ansi cHkeHus pucka rocnutanmaaumm n cmeptu ot CH.
CHc®B

CKpPUWHUHT 1 neyvexune atnonorumn, CC3 n He CC3 conyTCTBYIOLLMX |
3abonesaHuit pekomeHayetcs y naupeHTos ¢ CHc®B (cm.
COOTBETCTBYIOLLME Pasfienbl 3TOro AOKyMEHTa).

MpodunakTnka N KOHTPONb

CTpaTtervv camoKOHTPONS PEKOMEHLYIOTCS 11 CHUXEHWS prcka |
rocnuTanmsaumm no nosony CH 1 cmepTHOCTH.

Mporpammbl Ha JOMY W/WNK B KIIMHUKE YAYyYLLIAIOT Pe3ynbTaThl |

1 PEKOMEHAYIOTCS A1 CHKEHMS pUCKa rocnuTanu3aumm

1 cMepTHOCTW OT CH.

CrepyeT paccMOTPEeTb BOMPOC O BaKLyHALMM NPOTUB rpunna lla
1 MHEBMOKOKKA [,/1 NPeA0TBPALLEHNS rocnMTanm3aumin no nosogy CH.

Y naupeHToB ¢ 6onee TaxenbiM 3a601eBaHneM, CNaboCTbio Man lla
COMyTCTBYIOLLMMY 3a60/1€BAHNSIMU ClieyeT PacCMOTPETb NPorpammMy
KapavopeabunuTaLymn, 0CHOBaHHYIO Ha YNPaXHEHMsX, Mo,

HabniogeHvem Bpava.

HenHBa3MBHbI OMALLIHUIA TENEMOHWUTOPUHT MOXET ObITh lib
paccMOoTpeH y nauveHToB ¢ CH, 4To6bl CHU3WTL PUCK NMOBTOPHbIX
rocnuTtanuaauuii n3-3a CC3 n CH, a Takxxe cepae4yHo-CoCyancTom

cMepTu.

PekomeHAauum no BeieHMIO NaLMEHTOB ¢ nporpeccupyiouieit CH
MaupeHTbl, paccmaTtpmBaemble ans [onrocpoyHort MK, pomxHbI |
MMETb XOPOLLIMIA KOMMIAEHC, COOTBETCTBYIOLLLYIO CMIOCOGHOCTb
06paLLaThCs C YCTPONCTBOM U NCUXONOMMYECKYIO NMOALEPXKKY.

TC pekoMeHzyeTcs naumeHTam ¢ nporpeccupyioweii CH, |
pedpakTepHOl K MeAMKaMEHTO3HON/annapaTHo Tepaniu,

1 He MEIOLLIM aBCOMIOTHbBIX MPOTUBOMOKA3aHUIA.

HenpepbiBHas Tepanus MHOTPOMHLIMY NpenapaTtamm u/unm lib
Ba30Mpeccopamut MOXeT BbITb PACCMOTPEHA Y NALMEHTOB C HU3KUM
CepAeyHbIM BbIBPOCOM U Npu3Hakamu runonepdysum opraHos

B kauectse mocta k MMNK mnnu TC.

PekomeHpaumm no neyeHuio naumeHToB ¢ CH Bo Bpemsi rocnutanusaummn
MaumneHTOoB, rocnMTann3nMpoBaHHbIx No nosoay CH, pekomexayetcs |
TLWATENbHO 06CNeA0BaTh, HTOOLI UCKIIOYNTL CTOMKME NPU3HAKW

3acTosi Nepen, BbIN1CKON 1 ONTUMK3MPOBATL NEPOPANTLHOE NIEYEHNE.
Mepen BbINVCKON PEKOMEHAYETCS NepopanbHOe MEANKAMEHTO3HOE |
NleyeHne, OCHOBAHHOE Ha [0Ka3aTeNbCTBax.

PekomeHyeTCst paHHWIA KOHTPOSIbHBIA BU3NT Yepes 1-2 HeA. nocne |
BbINWUCKW 151 OLEHKM NPU3HAKOB 3aCTOsl, NEPEHOCMMOCTY Npenaparta

1 Hayana u/unu yBenuyeHus [o3bl [oka3aTesbHON Tepanmu.
PekomMeHpauum no neyveHuio naumeHTos ¢ CH u &N

[na npodunakT1km nHeynbTa y naumeHToB ¢ PI1 ¢ oLeHKoi lla
CHA;DS,-VASC 1 6ann y MyX4nH unu 2 6anna y XeHLUWH cnepyet
pPaccMOTPETb BO3MOXHOCTb [/IUTENbHOrO NIeYeHWs nepopasbHbIM1
aHTVKOArynsHTaMu.

PekomeHaauum no neveHuio nauneHTos ¢ CH u XKC

AKLL cnepyeT paccmatpuBaTh Kak CTPaTernio pesackynspmaaumm lla
nepBoro Belbopa y nauMeHToB, MOAXOASALLVX ANS XMPYPruyeckoro
BMeLLaTeNbCTBA, 0COOEHHO Npy Hanuuum y Hux CL, v npu
MHOrOCOCYAMCTOM MOPaXeHUV KOPOHAPHBIX apTEPHIA.

Kananparam Ha niTX, Hyxaaiowwmmes B pesackynapmaaumm lla
KOPOHaPHbIX apTepwii, CrneayeT No BO3MOXHOCTY n3beratb AKLL.
KopoHapHas peBackynsipu3aums MOXeT paccMaTpuBaTbCs Ans 11}
YNyYLLEHWS NCXOA0B Y nauneHToB ¢ CHHPB, XKC 1 kopoHapHoii
aHaToMMel, NoaxofsLUelt ANs peBackynspm3aumm, nocne TLaTenbHoM
OLIEHKN UHAVBIAYANbHOrO COOTHOLLIEHUS PUCKA M NOMb3bl, BKAOYas
KOPOHAPHY0 aHaTOMWUIO (T.e. MPOKCUMasbHbIN cTeHO3 >90% KpynHbIX
COCYA0B, CTEHO3 JIEBOI OCHOBHOM Unu npokcumansHom NMIVKA),
conyTcTByioLMe 3ab0neBaHus, 0XUAAEMYIO NMPOLONXKUTENBHOCTb

XU3HU 1 NEPCNEKTUBbI MaLMeHTa.

YKB moxHO paccmatpusarth Kak anstepHatusy AKLL Ha ocHoBaHWK lib
OLIEHKM Kapamonormyeckor bpurafibl C y4eTOM aHaTOMUM KOPOHAPHbIX
apTepuii, CONyTCTBYIOLLMX 3a60€BaHMIA U XMPYPrvyeckoro pucka.
PekomeHpauum no neyeHuio naumeHToB ¢ CH 1 knanaHHoii natonoruei
BmeLuaTensCTBO Ha aopTanbHoM knanaHe, TAVI unm SAVR |
pekomMeHayeTcs nauveHTam ¢ CH 1 TxenbiM BbICOKOrpaayeHTHbIM
aopTasibHbIM CTEHO30M /151 CHUXKEHWSt CMEPTHOCTY U YNyYLIEHUS!
CUMMNTOMOB.

PekomeHrayetcs, 4ToObl BbIGop Mexay TAVI n SAVR aenana |
Kapavonoruyeckas 6puraga B COOTBETCTBUM C UHAVBUAYabHBIMU
NPEANOYTEHNAMI NALMEHTA U 0COOEHHOCTAMM, BKIIIOYAs BO3PACT,
XUPYPrUYECKHUIA PUCK, KNIMHUYECKNE, aHATOMUYECKME W MPOLEAYPHbIE
acnekThl, B3BELLVBAS PUCKM U MPEMMYLLECTBA KaXO0ro NoAxoaa.
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YpeckoxHyI0 NNacT1ky MMTPanbHOro knanaxa "kpan B kpan” lla BHyTpMBEHHOE BBELEHME Xene3a ¢ kapboKCMMansT030M1 Xenesa lla
cnepyeT paccmaTtpuBaTh Y TLATENbHO 0TOOPaHHbIX NALMEHTOB CO cnepyeT paccmaTpuBaTth y NaLMEHToB ¢ cumntomamu CH, HeaasHO
BTOPWYHON MUTPAbHOV HEAOCTATOYHOCTBIO, HE MOAXOAALLMX A5 rocnuTanuanpoBaHHbIx no nosoay CH, ¢ ®B JIXK <50% v aeduumtom
onepaLmy v He HyXAAoLLMXCH B KOPOHAPHOW PEBACKYNSpU3aLmn, Xenesa, onpenensembiM kak GeppuTuH cbiBopoTkn <100 Hr/mAa unm

Y KOTOPbIX €CTb CUMNTOMBbI, HECMOTPSi HAa OMT, 1 KoTopble depputnH coiBopoTkn 100-299 Hr/Mn ¢ TSAT <20%, Lns CHUXeEHUS
COOTBETCTBYIOT KPUTEPUAM LS LOCTUXKEHUS CHUXEHMS pucka rocnuTanmaauum no nosogy CH.

rocnuTanu3aumi no nosody CH. TNeyenve anemun npy CH npenapartamu, CTUMYNVPYIOLAMA
YpeckoxHyto NNacT1Ky MUTPanbLHOMO KnanaHa "kpain B kpan” Ilb 3PUTPONOITUH, HE PEKOMEHAYETCH MPY OTCYTCTBUN APYTNX

crnefyeT paccmaTpuath 419 yNyyLleHns CUMNTOMOB noKa3aHui K 3TOM Tepanuu.

¥ TLWATE/IbHO 0TOGPaHHbIX MALMEHTOR C BTOPUHHON MUTPanbHOW PekoMeHAaLMM N0 NIeYEHUIO NauneHTOB ¢ CH U 3n0Ka4ecTBEHHbIMM
HEA0CTAaTOYHOCTbIO, HE MOAXOASALLYMX ANS XUPYPrM4eckoro HOBOOGpPa30BaHMAMK

BMeLLATENbCTBA U HE HYXAIOLLMXCS B KOPOHAPHOM
PeBaCKyNSpM3aLmm, KOTOPbIE MMEIOT BbICOKYIO CUMMNTOMATUKY,
HecMoTps Ha OMT, 1 KOTOpPbIE HE COOTBETCTBYIOT KPUTEPUSIM A8
CHWXeHust rocnutanmaaumm no nosoay CH.

PexomeHzyeTcs, 4TOGbI OHKOJIOTMYECKe 60MbHbIE C MOBbILIEHHBIM |
PUCKOM KapANOTOKCUYHOCTHK, onpeaensiemMbiM aHaMHE30M U
dakTopamu pucka CC3, npeALLeCcTBYIOLLEN KAPAYOTOKCUYHOCTbIO

NN BO3LENCTBUEM KapAUOTOKCUYECKMX ar€HTOB, MPOXOAUNM

Pekomenaauum no neyennio naumentoe ¢ CHun €A OLEHKY CepAEYHO-COCYAMCTON CMCTEMBI 10 3arn1aHMPOBaHHO
NHrnbuTtopsl SGLT2 (kaHarnudnosuH, ganarnndnosux, | NPOTVMBOOMYXONEBOV TEPANUN, XENATENbHO KapAMOAOroM C OMNbITOM/
amMnarnMbnoavH, apTyrnndno3uH, coTarnmpnoavH) MHTEPECOM B KapAy0-0HKONOTN.
pekomeHayloTca naunenTam ¢ CJl, 2 Tvna ¢ puckoM cepaeyHo- Jeyervie AMN® v BB (NpeanoyTUTENbHO KapBEaUIoNoM) cneayeT lla
COCYAMCTLIX COGBITUIA 151 CHKEHNS 4aCTOThI FOCTIMTaNM3aLNIA paccmaTprBaTh Y OHKONOTUYECKMX BOSIBHBIX, Y KOTOPbIX Pa3BUBAETCS
no nosogdy CH, cepbesHbix CepAe4HO-COCYAUCTbIX COBLITHIA, cucTonmyeckas amcohyHkLma JK, onpeaensemas kak CHUXEHIE
TEPMVHANbHON CTafUN NMOYEYHON AMCHYHKLMN U CEPLEYHO- ®B JIX Ha 10% wv Gonee 1 [0 3Haverus <50%, BO Bpems
COCYAMCTO CMEPTH. XUMMUOTEPaNuUM aHTPaLMKIMHAMU.
WHrnbutopsl SGLT2 (mnanarnndnoaut, aMnarnudnosunH | Ba3osyto oLeHKy cepae4HO-COCYANCTOro pUcka cneayeT NpoBOANTL lla
1 coTarnmMdnoavH) pekoMeHaytotes naumertam ¢ CL 2 Tuna n CHHOB y BCEX GOMbHbIX PAKOM, KOTOPbIM Ha3HAYEHO MPOTUBOPAKOBOE
NS CHWKEHWS Y1cna rocnutanuaauumii no nosogy CH v cepoedHo- NleYeHme, NOTEHLMANBHO CNIOCOBHOE Bbi3BaTh CH.
COCYAMCTOVICM e DT, PekoMeHpauum no neyveHuio naumenTos ¢ CH u amunonpo3som ceppua
NHrmbuTop D,Ig:-4 cakcariMnTUH He PEKOMEHAYETCS Ha3Ha4aTb - TabaMMIMC PEKOMEHYETCS NALMEHTAM C NOATBEPXASHHBIM |
naumeHTam .

EIDIEEN @ reHeTU4YecknM TeCTMpoBaHWeM HacneacTeeHHoro hTTR-CA
PekomeHpauum no neyenuio nauuentos ¢ CH n pepuuurtom xenesa 1 cumnToMamm Ha ypoe | uan Il ©K no NYHA 415t cHUXeHust
Bcem nauveHtam ¢ CH pekomeHnzyeTcs nepuonmyeckn npoxognts | CUMMTOMOB, Y1cna rocnutanmaaumii no CC3 1 cMepTHOCTU.
CKPUHWHT Ha aHEMWIO 1 AedULVT Xenesa C 06LyvM aHanmaom Tadammamc pekoMeHayeTcs naumeHTam ¢ aMmiunona03oM cepaua |
KPOBMU, OMPELENEHNEM KOHLEHTPALMN GEePPUTHHA B CHIBOPOTKE WtTTR-CA v cumntomamu Ha yposHe | vnm [ @K no NYHA pns
1 TSAT. CHUXEHMS1 CUMNTOMOB, Yvcna rocnutanudauuii no CC3 u cMepTHOCTY.

CokpaueHusi: AKLLI — aopTokopoHapHoe WwyHTupoBaHue, AMKP — aHTaroHMcT MUHEpPanokopTMKouaHbIX peuentopos, APHU — MHrMGUTOP aHrMoTEH3MHOBBIX PELIENTO-
poB 1 HenpunuauHa, BB — 6eTa-anpeHobnokaTopbl, BPA — GnokaTopbl peLenTopoB aHrnmoTeHsuHa, AMNn-4 — gunentuaunnentuaasa-4, AN® — MHIMGUTOPLI aHrMo-
TeH3VHNpeBpaLlaoLwero depmeHTa, UK — NCKYCCTBEHHBIN NeBbiii xenymouek, JIK — neBbiii xenyaovek, MMK — mexaHuyeckas nogaepxka kposoobpaienus, OMT —
onTuMasnbHas MegmkameHTo3Has Tepanusi, NIVDKA — nepepHsis Mexokenynoukosast aptepus, CLL — caxapHblid auabet, CH — ceppeyHas Hepoctato4HocTb, CHyH®B —
ceplieyHas HeloCTaTO4YHOCTb C YMEPEHHO CHUXEHHO dpakumelt Bbibpoca, CHcPB — cepaeyHas He0CTaTONHOCTb C COXpPaHeHHo dpakumeli Beibpoca, CHHPB — cep-
[le4Hast HelOCTAaTOYHOCTb CO CHUXEHHOI dpakumelt Beibpoca, CC3 — cepaeyHo-cocyamncTblie 3a6onesanms, TC — TpaHcnnaHTaums cepaua, @B — dpakuyms BbiGpoca,
DK — dyHkumoHanbHbIi knace, I — pubpunnaums npeacepamii, XKC — XpoHuyeckuii KopoHapHbiiA cuHapom, YKB — 4peckoxHOe KOpOHapHOEe BMeLLaTenbCTBo,
CHA,DS,-VASc — 3acToiiHas cepeyHas He40CTaTOYHOCTb MW ANCOHYHKLMS NEBOTO XeNyLouka, apTepuanbHas runepTeHsus, Bo3pacT >75 (2 6anna), caxapHblii auaberT,
MHCYNbT (2 6anna) — cocyamcThie 3abonesaHuns, Bo3pacT 65-74 net, nonosas kateropus, hTTR — HacneacTBeHHbI TpaHcTupeTiH, NYHA — Hblo-Mopkckas accoumaums
cepaua, SAVR — xvpyprydeckas 3aMeHa aopTanbHoro knanana, SGLT2 — HaTpuin-rioko3HbIn koTpaHcnopTep 2 Tuna, TAVI — TpaHckaTeTepHas UMMIaHTaLmMs aopTaib-
Horo knanaa, TSAT — HacbllieHune TpaHcheppuHa, WiTTR-CA — TpaHCTUPETUHOBBI KapavanbHbId aMMAona03 ANKOro TMna.
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U3meHeHus B peKkomMmeHpauunax

2021

PekomeHnaauuu no guarHoctuke CH

VHBa3uBHas kopoHaporpadus MoXeT BbiTb PACCMOTPEHA Y NALMEHTOB
¢ CHHOB ¢ npeTecToBoii BeposiTHOCTLI0 VIBC OT cpefiHei 0 BbICOKOMN
1 Hann4mem nwemMmnn Npu HeMHBa3nBHbIX HArpy304HbIX TeCTax.

KT ¢ KopoHapHoii aHruorpaduen cnefyet paccmaTpysaTh y NaLEHTOB
C HU3KOI UNn cpeaHei NpeTecToBoi BeposaTHOCTLI0 MBC nnn

y NaUVEHTOB C COMHUTENbHBIMU HEVHBA3VIBHBIMY HArPY304HbIMU
TecTamu, 4To6bl UCKIIOYNTb CTEHO3 KOPOHAPHbIX aPTEPWIA.

PekoMeHpauum no umnnaHTauum ycrpoiicte CHHOB

VK[, cnepyeT paccmatpuBaTh A9 CHKEHWS PUCKA BHE3AMHOW CMEPTU
1 CMEPTHOCTU OT BCEX NPUYMH Y NALMEHTOB C CUMNTOMATUYECKON

CH (II-1ll @K no NYHA) Heuwuemumyeckoin atnonorum n ®B JIXK <35%,
HecMoTps Ha 23 Mec. OMT, npu YCNOBWK, HTO OXMOAETCS, YTO OHU
NPOXUBYT 3HAYUTENBHO foMblue 1 roaa ¢ XOpoLwmnM GYHKLMOHANBHBIM
CTaTycom.

CPT cnegnyeT paccmaTpvaTth y CUMATOMATUYECKMX NaumerTos ¢ CH
C CVHYCOBbIM PUTMOM, AIUTENLHOCTLIO koMnnekca QRS 130-149 mc,
Mopdonorueit komnnekca QRS BJIHMT 1 ®B JIXK <35%, HecMoTps
Ha OMT, o151 ynyyLeHns CUMITOMOB U CHIKEHMS 3200/1eBaeMOoCTM

1 CMEPTHOCTW.

MaumeHTsl ¢ OB JIK <35%, KoTopble Noay4nnm 00bIYHbI
Kapanoctumynatop nav MK 1 y koTopbIx BNOCNeACTBUM pa3Bunach
nporpeccupytowas CH, HecmoTtpsi Ha OMT, 1 y KOTOPbIX 3HAYNUTENbHASA
yacTb cTumynaumm X, gomxkHbl 6bITb pacCMOTPEHBI AN "nepexoaa”
Ha CPT.

PekomeHpaauumm no neyexnio naumeHtos ¢ OCH

Kom6uHaLwio neTneBoro AuMypeTmka ¢ AnypeTnukom TMasmaHoro tmna
cnenyeT paccMaTpvBaTh y NaUMEHTOB C PE3VNCTEHTHBIMU OTEKAMU,
KOTOPbIE HE PEArvpyioT Ha YBENMYEHUE [,03bl NETNEBOT0 AUYPETHKA.

Y 605bHbIX ¢ OCH 1 CAZL >110 MM pT.CT. B/B COCYA0PACLIMPSIOLLNX
CPEeACcTB MOXHO paccMaTpyvBaTh B Ka4eCTBE HauasbHOI Tepanum
NS YNYYLWEHUS CUMNTOMOB W YMEHbLUEHUS 3aCTOS.

PyTuHHOE nCnonb3oBaHWe ONMaToB He PEKOMEHAYETCS,

32 UCKJTI0YEHVIEM OTAENbHbIX MALMEHTOB C CUIbHON/HENPEOAOAVMON
6011610 UM TPEBOTOA.

KpatkocpouHble MK cnepyeT paccMaTpuBath Y 60/1bHbIX

C KapAWOreHHbIM LLIOKOM KaK "MOCT K BOCCTAHOBNEHMIO", "MOCT

K PELLeHno”, "MOCT K MOCTY". [lONONHNTENbHbIE NOKA3aHWS BKIOYAOT
NleveHne NPUYKHbLI KapAYOreHHOro Wwoka, AnutensHyilo MK nan TC.
PekomMeHaauum no neyexuio naumeHTos ¢ CH n ®n

HOAK pekomeHngaytotcsi BMecTo ABK y naumeHTos ¢ CH,

32 UCKJIIOYEHNEM NALMEHTOB C YMEPEHHBIM UM TAXENBIM MUTPANbHLIM
CTEHO30M M MEXaHUYECKMMU NPOTE3aMM KNanaHoB cepaLa.

BB cnepyet paccMatpuBaTh 411 KDAaTKOCPOYHOIO M A0AFOCPOYHOMO
KoHTpons YCC y naumenTos ¢ CH n ®IM.

B cnyyasix 4eTkoii CBA3M Mexay NapoKCM3ManbHON nnn
nepcuctupytoweit ®MN v yxyaweHwem cumntomoB CH, koTopble
COXPaHSOTCS, HECMOTPS HA MEAVKAMEHTO3HYIO Tepanuio, cneayet
paccMoTpeTb BOMPOC 0 kaTeTepHo abnauumn ans npodunaktnkm .

Knacc 2016

IIb

lla

lla

lla

lla

lla

IIb

lla

lla

lla

MHBa3mBHas kopoHaporpadus omkHa BbITb PACCMOTPEHA Y NALUEHTOB
¢ CH 1 npetecTtoBoi BeposiTHOCTBIO MBC OT cpeaHelt 40 BbICOKOW,

a TakXe MpW HaNMYUn ULWEMUN NPY HEMHBA3MBHbIX HArPy304HbIX TECTaxX
(KOTOpbIE CHMTAIOTCA MOAXOAALLMMM AN NOTEHLMANBbHOV KOPOHAPHOW
peBackynspusaumm), 4Tobsl ycTaHoBWUTb AnarHo3 VIBC v ee TaxXecTb.

KT aHrnorpaus KOpoHapHbIX COCYA0B MOXET ObiTb PACCMOTPEHA

y naumeHToB ¢ CH 1 oT HU3KoW [0 cpefHel NPeTecToBOV BO3MOXHOCTH
MBC, a Takxe naumMeHTam C COMHUTENbHLIMW HEVHBA3UBHLIMU
Harpy304HbIMM TECTaMM A1 UCKNIOYEHUS CTEHO3a KOPOHAPHBIX
apTepuin.

MepBnyHas npodunakTka

WK pekoMeHayeTcsi AN CHXEHUS pucka BHE3anHOM CMePTH

1 CMEPTHOCTY OT BCEX NMPWYMH Y MALMEHTOB C cuMnToMaTnyeckon CH
(II-1I1 @K no NYHA) n ®B JTX <35%, HecmoTps Ha >3 mec. OMT,

Npw YCNOBUM, YTO OXMIAETCS, YTO OHW BbIXXWBYT 3HAYUTENBHO JONbLLE,
4yeM 1 rog, ¢ xopowwmm GyHKLUMOHaNbHBIM cTatycom 1 AKMI.

CPT pekomeHayeTcs CMMNTOMHbIM NauuneHTam ¢ CH ¢ CuHycoBbIM
PUTMOM, LNMTENbHOCTBLIO Komnnekca QRS 130-149 mc, mopdonoruveit
komnnekca QRS BJIHM 1 ®B JIX <35%, HecMoTps Ha OMT, ¢ uenbio
YNYHLIEHMS CUMMTOMOB U CHUXeHUsi 3a60/71€BaEMOCTI U CMEPTHOCTU.

MaumneHTsl ¢ CHHDB, KoTOopble MONYYMAM 0BbIYHBIA KAPAMOCTUMYNATOP
nnn VK[ 1y KoTopbix BNOCNEACTBUN pa3BuBaeTcs yxyaweHue CH,
HecMoTpst Ha OMT, 1 y KOTOPbIX BbICOKAs [0S CTUMYAsLMM MK,

MOryT BbITb PACCMOTPEHBI AN15 nepexona Ha CPT. 310 He oTHOCKTCS

K naumeHTam co ctabunbHoii CH.

KombBurHauus neTneBoro AMypeTrka ¢ Ta3uaHbIM ANypeTUkoM

WU CMIMPOHONAKTOHOM MOXET BbITb PACCMOTPEHA Y MaLMEHTOB

C PE3NCTEHTHBIM OTEKOM UM HEAOCTATOYHBIM CUMITOMATUYECKUM
OTBETOM.

Y 60/bHbIX C rMnepToHnyeckoi 6onesHsbto OCH B/B
COCYAOPaCLUMPSIOLLMX CPEACTB CleayeT pacCMaTpuBaTh B Ka4eCTse
HavanbLHOM Tepanuu AN ynyyLeHns CUMNTOMOB U YMEHbLLEHWS 3aCTOS.
Onuatbl MOXHO MCMONb30BaTb C OCTOPOXHOCTBIO 4151 06NeryeHms
0fbILLIKM 1 BECMOKOCTBA Y NALMEHTOB C THXENON OABILLKOW,

HO TOLUHOTA W FMMNOMHO3 MOrYT UMETb MECTO.

KpatkocpoyHast MIMNK MoxeT paccmaTpueaTbes npu pedpakTepHOM
KapAMOreHHOM LLIOKe B 3aBUCMMOCTM OT BO3pacTa NauyeHTa,
COMYTCTBYIOLLMX 3a060N€BaHWNIA 1 HEBPONOTMYECKON PYHKLIMN.

[Lnsa nauneHToB ¢ CH v HeknananHoi @1, KoTopbiM Noka3aHa
aHTuKoarynsiHTHas Tepanus no wkane CHA,DS,-VASc, nnsi
aHTUKOAryNsiHTHOW Tepanun cnefyet paccmatpueats HOAK,

a He BapdapuH, nockonbky HOAK cesizaHbl ¢ 601ee HU3KUM PUCKOM
WHCYNbTA, BHYTPUYEPENHOIrO KPOBOM3NNSHUS 1 CMEPTHOCTH,

4TO NEepeBELUMBAET MOBbILLEHHbIA PUCK XENYA0YHO-KULLEYHOrO
KPOBOTEYEHMS.

Ons naunenTos ¢ I-1ll @K no NYHA BB, 06bI4HO Ha3Ha4YaeMble
nepopanbHo, 6e30MacHbl M MO3TOMY PEKOMEHAYIOTCS B KAYeCTBe
Tepanum NepBov IMHUM A1 KOHTPONS YaCTOTbI XeJTyL04KOB,

npy YCNOBWK, 4TO Y NALMEHTA 3YBONEMUS.

KateTepHyto abnaumio AB-y3na MOXHO paccMaTpvBath A5t KOHTPONS
YCC v obneryeHns CUMNTOMOB Y MALMEHTOB, HE PearupyioLyx nam
HE NePEeHOCALLMX MHTEHCUBHYIO (GapMaKoIOrMYecKyto Tepanmio
KOHTPOJS 4acTOTbl ¥ PUTMa, NPY YCAOBWW, YTO 3TN NALMEHTbI CTaHYT
3aBVICYMbIMM OT KAPAMOCTUMYSTOPA.

Knacc
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PekomeHpauum no neyexuio naumeHToB ¢ CH n XKC

KoporapHyio peeackynspusaumio cnefyet paccmarpvsaTb Ans lla
06neryeHms NepCMCTUPYIOLLYX CUMMNTOMOB CTEHOKapauy (Man
CTEHOKapAMYECKOro aKBMBaseHTa) y naumeHToB ¢ CHHPB, XKC

1 KOPOHAPHOW aHaTOMMWER, NOAXOAALLE ANg PeBACKyNapu3aLmn,

HecMoTps Ha OMT, BK/TIOHAIOLLLYIO @HTVaHTMHaNbHbIE Npenaparbl.

PeBackynsapu3aums M1okapaa PEKOMEH/YETCs, KOraa CTEHOKapAust |
COXpaHsIeTCsl, HECMOTPS Ha IeYEHNE aHTUAHTMHAIbHBIMU NpenapaTamm.

PekomeHgauum no neyenuio naumento c CHu CA,

WHrnbutopsl SGLT2 (kaHarnndnoauH, ganarnudnoaut, |
aMnarnMdno3unH, apTyrIndo3uH, cotarnndnoanH) pekoOMeHayTCa
naumeHTam ¢ CJl, 2 Tuna ¢ pyckom CEpAEYHO-COCYANCTbIX COBLITUI

[NS CHKEHWS Yucna rocnutanusauuii no nosopy CH, Tspkenbix
CepaeYHO-COCYANCTbIX COBLITUIA, TEPMUHANBHOW CTaAWM NOYEYHO
AVCOYHKLMN N CEPAELYHO-COCYANCTON CMEPTH.

OmMnarnudnosuH cneslyet paccmatpuBath y nauueHTos ¢ C 2 tuna, lla
4TOBbI NPEAOTBPATUTbL UM OTCPOUUTL HaYano CH 1 NPOAAUTL XU3Hb.

CokpawieHus: AB — aTprnoBeHTpUKynsipHblii, ABK — aHtaroHuct Butamuna K, B — 6eta-agpeHobnokatopsl, BJIHMIT — 6nokafa neBoit HOXKK nyyka Mca, B/B — BHy-
TpuBeHHoe BBeaeHve, AKMIM — aunataumoHHas kapanomuonatus, MBC — nwemMunyeckas 6oneaHb cepaua, MK — nmnnaHTpyemblii kapamoBepTep-aedubpunnsatop,
KT — komnbloTepHas Tomorpadus, MINK — mexaHnyeckas nopaepxka kposoobpatuerns, HOAK — HoBble opasbHble aHTykoarynsiHTel, OMT — onTumansHas MeankaMeH-
To3Has Tepanusi, OCH — ocTpas ceprieyHas HefoCTaTouHOCTb, K — npasbiil xenynoyek, CALl — cuctonmyeckoe aptepmansHoe aasnenve, CL — caxapHblil anaber,
CH — ceppeyHas HepgocTaTto4HOCTb, CHHDB — cepaeyHas HefoCTaTOMHOCTb CO CHUKEHHOW dpakuymein Boibpoca, CPT — cepagyHas pecuHxpoHMsupyioLas Tepanis,
TC — TpaHcnnaHTaums cepaua, B JIK — dpakuus Beibpoca nesoro xenyaoyka, @K — dyHkumoHanbHslii knace, I — dunbpunnsaumns npeacepamii, XKC — xpoHuueckuin
KOpPOHapHbIii cuHapom, YHCC — vacToTa ceprieyHbix cokpallenunit, CHA,DS,-VASc — 3acToiiHas cepaeyHast HeLlOCTaTOMHOCTb UK AMCHYHKLMS NEBOrO Xenyiouka, apTe-
puvanbHas rmnepTeHaws, Bo3pacT >75 (2 6anna), caxapHblii AnabeT, MHeynbT (2 6anna) — cocyamcTtoe 3aboneBaHne, Bo3pacT 65-74 neT, Nonosas kKaTeropus (XeHcKkui),
NYHA — Hbio-Mopkckas accounaums cepaua, SGLT2 — HaTpuii-riokosHbii koTpaHenopTep 2 Tuna.

3. OnpeaeneHue, aNMaEeMNONOrusa U NPOrHo3
3.1. OnpepeneHue cepaevyHomn
Hepo0CTaTOYHOCTU

CH — 3T0 He OTHEeNbHBII IMaTOJOTMYECKUN Oua-

fommee JieueHne. Yame Bcero CH Bo3HMKaeT m3-3a IHC-
byHKIIMM MHOKapHa: CUCTOJIMYECKOM, TMACTOTNICCKOI
uan obeux popMm. TeM He MeHee MATOJOTUSI KIalaHOB,
TnepuKapaa M SHOoKapaa, a TakKe HapyIICHHST cepred-

THO3, a KIIMHUYECKUI CHHAPOM, COCTOSIIINI 13 OCHOB-
HBIX CUMIITOMOB (HAIIpUMep, ONBIIIKA, OTEK JIOMBIKEK
W YTOMJISIEMOCTH), KOTOPBbIE MOTYT COIIPOBOXIATh-
cd TpU3HAKaMW (HaIlpuMep, MOBBIIICHHOE IABJICHUE
B SIpEMHOIT BEeHE, JICTOYHBIC XPUITBI U TTeprdepIIecKuii
OTeK). DTO TPOUCXOOMWT M3-3a CTPYKTYpHOI u/WMiIn
(GYHKIIMOHAILHON aHOMAJIMM CEpAlla, 9TO IPUBOIUT
K TIOBBIIIICHHOMY BHYTPHMCEPICYHOMY HABICHUIO W/WJIN
HEIOCTaTOYHOMY CEpICYHOMY BHEIOPOCY B MOKOE /WU
BO BpeMsT (PU3MICCKOM HATPY3KU.

BrIsgBIIeHME 3THOJIOTHM OCHOBHOIT CepaeyHOIl mucC-
¢yHKIMM ob6sg3atenbHO B nuarHoctuke CH, T.X. crrenm-
¢drgeckass mMaToJIOTHSI TIOMOXET ONPEHCIINTb ITOCIECIY-

HOTO PUTMAa U IIPOBOXMMOCTU TaKXkKe MOTYT BBI3EIBATh
WIIN cTITocoOcTBOBaTh pa3sutnio CH.

3.2. TepmuHonorus
3.2.1. CH c coxpaHeHHOn, yMepeHHO CHUXEHHOMN
M CHUXeHHoW ¢pakumeii BoiGpoca

Tpamnnuonno CH mompasmensioT Ha OTHEIbHBIC
(beHOTHITHI HA OCHOBAHUM U3MEPEeHUS (DPaKIIUU BBI-
o6poca (®B) JIXK (tadm. 3). ObocHOBaHME 3TOTrO CBSI3a-
HO ¢ TIepBOHAYaJIbHBIMHU HUCIBITAaHUSIME JeueHnss CH,
KOTOPbIE MPOAEMOHCTPUPOBAIM CYIIECTBEHHOE YIyd-
meHue pesyabpratoB y manmeHTtoB ¢ @B JIK <40%.
Onnako CH oxBateiBaeT Bech nuara3oH @B JI2K (Hop-

Onpepenenve CHHdB, CHyH®PB u CHcdB

Tun CH CHH®B CHyn®B
1 CvmnToMbI * Mpr3Hakm? CumnTomsl * MpuraHaku?
2 OB JIXK <40% ®B JK 41-49%"
3 - -

s

s

o

2

=

o

7

Ta6nuua 3
CHc®B
CumnToMbl % Mpr3Haku?
DB JIX >50%
O6beKTMBHbIE NPU3HAKM CEPAEYHHON CTPYKTYPHbIX U/vn
PYHKLVOHAMBHBIX

HapyLennin cepaua, COOTBETCTBYIOLLME HANNMYMIO AVACTONNYECKON
LmcdyHKumm JIK/NoBbILEHHOMY AaBAEHNIO HAaNoHeHns JIK,
BKJII04a$! MOBbILLIEHHbIN YPOBEHb HATPUIYPETUHECKMX NENTUA0B®

Mpumeyanue:  — NpuaHaky MOryT OTCYTCTBOBATL Ha paHHUX cTaamax CH (0coberHo npu CHe®B) 1 y onTManbHO NeYeHHbIX NaumeHToB; ° — ana anarHoctkm CHyH®B
Hanuyue Apyrux NPU3HakoB CTPYKTYpHOro 3aboneBaHus cepaua (Hanpumep, yBenuyeHve paaMepa ieBoro npeacepaus, runeptpodus JIK nnm axokapavorpaduydeckme
nokasaTenu HapyLLeHus HanonHenus JIX) aenaet anarHo3 6onee BEPOSITHLIM; © — ans anarHocTuk CHe®B, yem 60bLue KONM4eCTBO NPUCYTCTBYIOLLWX aHOMaUMi, Tem
BbiLLE BEPOSTHOCTL CHCDB.

CokpaueHusi: XK — nesbiii xenynoyek, CH — ceppeyHas HegoctatouHocts, CHHOB — ceppeyHasi HEA0CTAaTOYHOCTb CO CHUXEHHOM dpakuyeii Beibpoca, CHcPB —
CepAeyHast HeloCTaTOYHOCTb C COXPaHeHHOM dpakumeli Boibpoca, CHYHPB — cepaeyHas HefocTaToO4HOCTb C YMEPEHHO CHUXeEHHOM dpakuyeli Bbibpoca, PB — ppakums
BblGpoca.
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MaJIbHO paclpefejieHHas: IepeMeHHas1), U U3MepeHue
¢ moMotkio 3xokapauorpadum (3xoKI') mogBepxKeHO
3HAYUTEIbHOM BaprabenbHOCTH. MBI ONpeaeIUINCh CO
cnenytotieit knaccudukanueit CH (tabn. 3):

« Cuuxenue OB JIXK onpenensiercst kak <40%, T.e.
CO 3HAYUTEIbHBIM CHUXEHHEM CHUCTOIMYECKON (DYHK-
i JIK. 91o o6o3HaueH0 Kak CHHDB.

« IMauments! ¢ @B JIXK or 41% no 49% wnmeror yme-
PEHHO CHIDKEHHYIO cucToiandeckyio ¢yHkuuio JIK, T.e.
CHyn®B. PerpocnexktuBHnbiii anamm3 PKU mo CHE®B
i CH ¢ coxpanernnoit @B (CHc®B), B koTopbIe OBLIN
BKJITOYeHBI manneHTsl ¢ @B B mnanaszone 40-50%, nipen-
I10JIaraeT, YTO MM MOXET OBbITh IT0JIe3HA Teparus, aHaIo-
ruuHas Tepamuu ¢ ®B JIXK <40% [8-13]. DTo moaTBepx-
nmaet niepenmerHoBanne CHyHn®B ot "ceprneuHoil Hemo-
CTATOYHOCTH C IIPOMEXYTOUYHOI (ppakiimeit Bbiopoca” 10
"CepIeYHOi HeJOCTATOYHOCTU C YMEPEHHO CHUXEHHOM
¢paxuueit BeIOpoca" [14].

+ ITlaumeHtsl ¢ cumnroMamu u npusHakamu CH,
C MpHU3HAKAMU CTPYKTYPHBIX U/UIU (PYHKIIMOHAIBHBIX
HapyIIeHWI cepara W/WiIN MTOBBIIICHHBIM COIep:KaHNEM
Hatpuitypetndeckux nentunoB (HIT), a Taxcke ¢ @B JIK
>50%, umeror CHc®B.

Jwarnoctuka CHE®B, CHyn®B u CHc®B 60-
Jiee MoApOoOHO OIKMCaHa B COOTBETCTBYIOIIMX pa3iesiax
(Pazmenst 5, 7 1 8, COOTBETCTBEHHO). DTU OIPEICICHUS
COIVIACYIOTCSI C HEAABHUM OTYETOM 00 YHUBEpCAJIbHOM
onpenenenun CH [15].

IMannents ¢ He CC3, HanmpuMep, aHeMHueii, 3a00-
JIEBAaHUSIMU JIETKUX, MMOYEK, MIMUTOBUIHOM 3KeJle3bl WIn
IeYeHU, MOI'YT MMETh CUMIITOMbI U IPU3HAKU, OYCHb
rnoxoxwue Ha cumnroMbsl CH, HO mpu OTCYTCTBMU cep-
JEeYHOM TUCHYHKIUKM OHU HE COOTBETCTBYIOT KPUTEPH-
saM CH. OgHako 3TU IaTOJOTUU MOTYT COCYIIECTBOBAThH
¢ CH u ycyryonats cuaagpom CH.

3.2.2. NpaBoxenyno4koBas HeOOCTaTOYHOCTb

CH Ttaxxe MOXeT OBITh pe3yIbTaTOM HEZOCTaTOYHO-
ctu 1ipaBoro kemymouka (I12K). Mexanauka m ¢GyHKIIHS
I12K n3MeHsI0TCs IIpu Tieperpy3Ke JIM00 JaBlIeHUEM, JIN00
o0beMoM [16]. XoTst OCHOBHOM MPUYMHON XPOHUYECKOM
HenoctatouHocTy 1K siBisieTcst BRI3BaHHAS TUCHYHKIIM-
eif JIDK nerouynast TuriepTeH3us, CYIMIECTBYET PSII IPYTUX
nprurH aucyakmun 12K (Hampumep, UM, apurMoreH-
Has pucrotasust [1K (ALTTXK) wmm mopok kiamana) [17].
JnarHo3 ycTaHaBIMBAETCSA C TIOMOIIBIO KOJTMICCTBCHHOMN
olieHKM obmeit pynkum IT2K, game Bcero ¢ moMoOIIbIO
Ox0KIT, ¢ ucmonp3oBaHreM II0 KpaifHeil Mepe OITHOTO
U3 CIICOYIOIINX U3MEpeHU: (paKIIMOHHOEe M3MEHEHNE
wromany (FAC); cucronmieckast 3KCKYpCHUsI TUIOCKOCTH
TpexcTBopuaToro kojbia (TAPSE); 1 monydeHHas ¢ 11o-
MOIIIBIO TOMIUIEPOBCKOTO M300pakeHUs CUCTOIMIECKAsT
CKOPOCTh S’ TPMKYCIIMIAIBHOTO KOJbIa. JIMarHocTuKa
n neuyeHue auchyHkuuum I12K BcecTopoHHE oOcBele-
HBl B HETaBHEM MNOKYMEHTE C M3JIOXKCHHEM ITO3WIINU
Acconmannu cepaedroit HemoctatrouHoct (HFA) [18].

3.2.3. [ipyras TepMUHONOrus, Mcnosiblyemas
B onucaHum CH

CH 06b19HO AedaT Ha 1Be (DOPMBI: XpOHUUYECKasT cep-
neyHas HemocTaTouHOCTh (XCH) m ocTpas cepmedHast
HemoctatouHOocTh (OCH). XCH ommmchBaeT TeX, y KOTro
6bUT ycTaHOBJIeH auarHo3 CH mim y KOro cCMMIITOMBI
MPOSBIISIIOTCS TTocTerieHHo. Ecim 3acroitHasg CH yxym-
IIaeTcsl BHE3aITHO WJIM MEIJICHHO, 3ITM30I MOXHO OITH-
caTh Kak "mekomriieHcrupoBaHHy0"' CH. BTo MoXeT mpu-
BECTH K TOCIIUTAIN3ALNHT WIN JICYCHUIO BHYTPUBCHHBIM
BBeIeHUEM (B/B) OTUYPETHMICCKOM Tepaltiu B aMOya-
TOpHBIX ycioBusx. Kpome Toro, CH MoXeT pa3BUThCS
ocTtpo. Ob6e GhOpMEI PacCMOTPEHEI B paseie, MOCBS-
meaHoM OCH (Pa3zgen 11).

Hexkotoprie mogu ¢ CH MOTYyT IMOJIHOCTBIO BHI3IO-
pOBeTh (HAIIpUMeEp, V KOTOPBIX UMEIOTCS aJIKOTOJIbHAS
KMII, BUpYyCHBII MHUOKapAUT, CUHIAPOMOM TakKoly0o,
nepunaptaibHasg KMII unu TtaxukapauoMuomaTus).
Jpyrue naeHThl ¢ CUCTOIMYecKoi auchyHkuuein JIK
MOTYT II0Ka3aTh CYIIECTBEHHOE WJIM HaXKe IOJIHOE BOC-
CTaHOBJICHNE cHCToJmYecKoi dyHkumu JIZK mocne mo-
JIy4eHUS JIeKapCTBEHHOM 1 alllapaTHOM TepaITHH.

3.2.4. TepmuHONOrnsl, acCoLUMpOBaHHAA
C KNMHU4ecKom Tsxectbio CH

Camast TipocTast TepMUHOJIOTHSI, UCITOJIb3yeMasT IIJIst
onucaHus crermeHn Tsokectn CH, — 310 yHKIIMO-
HaibHas Kitaccudukauus Hpio-Mopkckoil accomna-
mum cepara (NYHA) (ta6m. 4). OgHako 3TO 3aBHCUT
HCKITIOUUTEIBHO OT CUMIITOMOB, M €CTh MHOTO IIpy-
TUX JYYIIUX IIPOTHOCTUYeCKMX MmoKasarteiaei mpu CH
[19]. ITaumeHTH ¢ JIETKUMH CUMIITOMAMH MOTYT IIO-
MpeXHeMy HMETb BBICOKMM PHCK TOCHUTAIN3AINU
n cmepty [20]. IIpemckazanue ncxoga 0CoOOEHHO BaXXHO
B ciydae Tporpeccupylomeit CH mrs Beibopa TpaHc-
mwrantaruu cepana (TC) u mMIUIaHTaIMM YCTPOICTBA.
DT0 OymeT MoApPOOHO PacCMOTPEHO B pasieiie, MOCBSI-
meHHoM Tporpeccupytomeit CH (Paznern 10).

Tabnuua 4
®dyHKumoHanbHasg knaccudpukaumsa NYHA,
OCHOBaHHas Ha TAXXECTU KIIMHNYECKOW CUMNTOMAaTUKN

1 pu3nyeckoin akTMBHOCTH
Knacc | Be3 orpaHuyeHns Gpuanyeckoi aktneHOCTW. OBblyHas
$u3nyeckas akTMBHOCTb HE BbI3bIBAET YPE3MEPHON OJBILLIKW,
YCTanocTn unu cepauebnermns.

Knacc Il HesHauntenbHoe orpaHunyeHne Gu3nyeckomn akTMBHOCTY.
KomdopTHO B nokoe, Ho 0Bbl4Has Gu3anyeckas akTMBHOCTb
NPVBOAMUT K YPE3MEPHOI OABILLKE, YCTaNoCTV UM Y4aLLEHHOMY
cepauebreHnio.

Knacc lll BbipaxeHHoe orpaHnyeHne hpuanyeckorn akTuBHoCTU. KomdopTHO
B MOKOE, HO MEHee 00blYHas aKTUBHOCTb MPUBOAMUT K YPE3MEPHOM

OfibILLKE, YCTANOCTMN MW YyaLLEHHOMY cepaLebreHnio.

Knacc IV HeBO3MOXHO BbINONHATL Jt06YI0 PUINYECKYIO aKTUBHOCTb
6e3 avickomdopTa. CUMNTOMBI B OKOE MOTYT NPUCYTCTBOBAT.

Mpu ntoBbix GrU3NYECKUX Harpyskax AMCKOMPOPT YCUIMBAETCS.
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3.3. Anuaemunonorus n ectecTBeHHas
AVHaMUKa cepp,equﬁ HeaAoOCTaTO4YHOCTU
3.3.1. 3aboneBaeMoCTb U PaCNpPOCTPAHEHHOCTb

B pa3BuThix cTpaHax 3aboneBaeMocTh CH ¢ mompas-
KO Ha BO3pacT MOXET CHIDKATHCSI, IIPEOIIOIOXUTEIEHO
otpaxas 6oinee apdextnBHOE JeyeHrne CC3, HO ¢ yBe-
JIMYCHUEM Bo3pacTa o01mas 3a00JIeBaeMOCTh YBEIIMIM -
BaeTcsa [21-24]. B HacTosmiee BpeMs1 3a00JIeBaEMOCTh
CH B EBporme cocrasisier ~3/1000 gemoBeko-y1eT (Bce
BO3pacTHBIe TpynIel) wian ~5/1000 gemoBeKo-JeT cpe-
M B3pocibsixX [25, 26]. Pacnipoctpanennocts CH co-
craBisieT 1-2% cpenu B3pocioro Haceiaenus [21, 27-31].
ITockoabKy MccIenoBaHMs OOBIYHO BKJTIOUAIOT TOJBKO
BBISIBJICHHBIC/IMarTHOCTUpOBaHHbIe ciaydyanm CH, wuc-
THHHAsI pacIpoCTPaHEHHOCTh, BEPOATHO, OYIET BEHIIIE
[32]. PacipocTpaHEeHHOCTh YBEIMIMBACTCS C BO3PACTOM:
npuMepHo ¢ 1% cpenu jui B Bo3pacte <55 net 1o >10%
cpenu sl B Bo3pacre 70 set u crapiue [33-36]. OObIYHO
cynraercs, uyro u3 moneit ¢ CH ~50% nmeiror CHHDB

u ~50% umeior CHc®B/CHyu®B, B 0cHOBHOM Ha Oc-
HOBAaHMU UCCIEI0OBAHUI, MPOBEIECHHBIX Ha TOCIIUTAJIM -
3UpOBaHHBIX TanueHTax [32, 35, 37, 38]. I1o pe3ynbra-
TaM gosrocpounoro peructpa ESC, 60% amMOynaTOpHBIX
narueHToB umeior CHH®B, 24% — CHyn®B, a 16% —
CHc®B [39]. Hemuoro >50% nauuenroB ¢ CH — xeH-
muHH [21, 40, 41].

3.3.2. 3tnonorus CH

Hawnbonee wacTele IpUYMHH (2 TaKXe HEKOTOPHBIE
KkmoueBble nccnenoBannsa) CH moka3zaHbel B Tabaume S.
Otuonoruss CH BappupyeTcsl B 3aBUCHMOCTH OT T€0-
rpaduaeckoro IojoxeHus. B cTpaHax 3amagHoOro Tiia
W B Pa3BHUTHIX CTpaHax IIpeoOIamaronMu (pakTopamMu
apistotcss UBC u runepronud [27].

Yto kacaercs umemmnyeckoit atnonornu, CHyn®B
HanomnHaer CHH®B, ¢ 6ojee BBICOKOI 4acTOTOI Jie-
x)ammux B ocHoBe BC mo cpaBHEHMIO ¢ TeMH, Y KOTO-
pbix ectb CHc®B [38, 42, 43].

Mpuunnsl CH, o6wme ¢popMbl NposiBNeHUs 1 cneuyasibHbie UCCNef0BaHus

MpuymnHbI
NBC

MpuMepbl NposiBNeHUi

VHdapkT Mrokapaa

CTeHokapaus uim "aHanor cteHokapaum”
Aputmun

ApTepuanbHas runepTeH3us
CUCTONNYECKOW PYHKUMEN

310Ka4eCTBEHHAS TMNEPTEH3NS/OCTPbIN OTEK

nerkmx
Knanannas 60ne3sHb
aopTasNbHbI CTEHO3
BTopuyHoe knanaHHoe 3abonesaHue,
T.e. GyHKUMOHaNbHAsa peryprutaums
BpoxAeHHbI nopok knanaHa
Aputmin lMpencepaHbie TaxmapuTMnmn
JKenynoukosble apuTMnn
KMn Bce
[JunataunoxHas
[vneptpoduryeckas
PecTtpukTriBHas
ALMX
MepunapTansHas
CuHIpoM Takouy6o

TOKCWHBI: anKoronb, KOKauH, Xeneso, Mefib

BMC
TPaHCNO3NLMS MarncTpabHbIX apTepuit
LLyHTMpyIoLLme nopaxeHns

CepAaeyHas He0CTaTOMHOCTb C COXPaHEHHOM

MepBnyHOe 3aboneBaHve knanaHa, Hanpumep,

BpoxaeHHO ncnpaBneHHas/BOCCTaHOBNEHHAS

Tabnuua 5
CneuunduyHbie o6cnenosaHus
MHBasunBHas KopoHaporpadpus
KT kopoHaporpadus
BudyanuaupyoLme cTpecc-TecTbl (axokapavorpadus, HyKeapHbIi,
MPT cepaua)

24-4acoBoe ambynatopHoe Al

MnasmeHHble MeTaHedPUHbI, BU3yanu3auys NOYEYHON apTepumn
PeHvH 1 anbpocTepoH

YpecnuwieBoHas axo/cTpecc kapanorpadus

AmbynatopHas 3anuck Kl
AnekTpodu3N0a0r1ieckoe NCCNefoBaH1e, ecv NokasaHo

MPT cepaua, reHeTuyeckoe TecTpoBaHue

KaTeTepunsaums npaBoro 1 1eBoro cepaua

MPT cepaua, aHrvorpadus
MMWKPO3NEMEHTbI, TOKCMKONOrus, oLeHKa GyHKUMM nedenn, T

MPT cepaua

YcTpaHeHHas TeTpafa aHomanum Panno-36wTeitHa

NHPEeKUMOHHBIE BupycHble Mnokapant
bonesHb Yaraca
BMY

BonesHb Jlanma

Tokcuyeckoe noBpexaeHue AHTPALMKIINHBI
TpacTty3ymab

NHrnéutopsl VEGF

VIHrMOMTOPbI IMMYHHBIX KOHTPOJBHBIX TOHEK

VHrnbuTopsl NnpoTeacom
NHrnbutopbl RAF+MEK

MPT cepaua, 3Mb

Ceponorus
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MpuymnHbI Mpumepbl nposiBneHui
NHduneTpatrBHbIE Amunongos

Capkounzo3s

MapaHeonnacTnyeckuii
Bonesnn HakonnexHus emoxpomarto3s

BonesHb Pabpu

BonesHb HaKOMNeHWs rmkoreHa

SHAomMuoKapavanbHas 6voncus Pagnotepanus

SHAaoMuoKapavanbHblii Grubpo3s/a03nHodunms

KapunHong
Kanbundukaumsa
NHpunbTpaTvBHBIE N3MEHEHUS

MNepukapant

MeTabonmyeckre HapyLeHus OHOOKPUHHOE 3a60neBaHne

MuwieBble 3a60neBaHNs (ePULUT TUAMIHA,

BUTamMuHa B, v cenena)
AyTOUMMYHHOE 3a60neBaHne
HelipomblilueyHble 3a6oneBaHns Atakcus Opuapeiixa

MbiwweyHas auctpodus

Ta6nuua 5. NMpoponxeHue

CneuunduuHbie o6cnefoBaHus

AnekTpodopes CLIBOPOTKM U CBOOOHBIE OT CLIBOPOTKM NErkve Lenw,
6enok beHc-IxoHca, cunHturpadus koctein, MPT, KT-M3T, SMB
CbiBOpOTOYHbIN AN, MPT cepaua, ®Ar-N3T, KT opraHos rpyaHoi
knetku, IMB

MPT cepaua, 3MB

MccneposaHus xenesa, reHetuka, MPT (Busyanusauus T2*), 9Mb
a-ranaktoaungasa A, reHetvka, MPT cepaua (kapTvpoBatue T1)

MPT ceppua

3Mb

24-yacosas moya 5-HIAA

KT opraHos rpyaHon knetku, MPT cepaua, katetepuaaums npasbix
1 NIeBbIX OTAEJI0B cepaua

TFT, meTaHedpuHbI NNa3mbl, PEHVH 1 anbAOCTEPOH, KOPTU30.
Cneupdunyeckne nuTaTenbHble BELLEeCTBA Nia3mbl

A4A, AHLLA, peBmatonoruyeckuii 063op
McenepoBaHus HEPBHOM NPOBOAUMOCTY, 3N1EKTPOMMUOrPamMmMa, reHeTmka
eraTVIHKVIHaBa, 3JIEKTpOMMOrpamMma, reHeTuka

CokpaweHus: 5-HIAA — 5-rugpokcumnHponykcycHas kucnota, AL — apTepuansHoe gasneHue, ALK — apuTmoreHHas aucnnasus npasoro xenynoyka, AHLA — aHTu-
HyKneapHO-LmMTonna3Matnieckoe aHtuteno, Afd — aHrnoteHamHnpespaLLaoLwmii depmeHT, AJA — aHTusaepHoe aHtuTeno, BUY — Bupyc nmmyHoneduuymTa 4enoseka,
BIMC — BpoxaeHHblii nopok cepaua, MT — ramma-rnytamuntpaHcdepasa, MBC — uwemmnyeckas 6oneaHb cepaua, KMM — kapamomuonatus, KT — KoMnbloTepHas
Tomorpadusi, MPT — marHuTHoO-pe3oHaHcHas Tomorpadus, MAT — no3uTPOHHO-3MMCCHOoHHas Tomorpadus, AN — dropaesokeurniokosa, KM — anekTpokapamo-
rpamma, AMB — aHaoMMOKapanansHas 6uoncus, MEK — mutoreH-akTvBupyemast npoTenHknHasa, TFT — TecT dyHKumm wuToBmaHoi xenessl, VEGF — dakTop pocta

BHO0TENna CoOCyaoB.

3.3.3. EcTecTBeHHas gMHaAMMKa U NPOrHO3

IIporuo3 nmaumeHToB ¢ CH 3HAYNUTETHHO YIIYIIITHAIICS
C TeX TMOp, KaK HECKOJbKO NECATUIECTAI Ha3al MOSBU-
JINCH ITyOJIMKALINU, TTOCBSIICHHBIC TTEPBBIM MCCIICIOBA-
HUSIM BapuaHTOB JiedeHUsI. OIHAKO IIPOTHO3 OCTaeTCs
HEYIOBJICTBOPUTEIHLHEIM, U KauecTBO ku3HU (K2K) Tak-
Ke 3aMETHO CHIXXaeTcs. YAy4YIIeHHE IIPOTHO3a OBLIO
orpanmyeHo naureHTamMu ¢ CHuH®B.

IMoka3areny cMepTHOCTH BEIIIIE B HAOMIOOATCIHHBIX,
yeM B KJIMHWYECKUX MccienoBaHusax [44]. B koropte
okpyra OnMmcren nmpu M3yYeHUU 1-JIeTHEUH M S-JIeTHEH
CMEpPTHOCTH ITIOCJIC TIOCTAHOBKM IMATrHO3a IUIST BCEX TH-
ITOB MallMeHTOB 4YacTtota BeTpedaecMoctu CH cocraBm-
na 20% u 53%, coorBeTcTBeHHO, Mexay 2000 u 2010rr
[45]. B wuccienoBaHWM, OOBEAMHAIONIEM KOTOPTHI
Framingham Heart Study (FHS) u Cardiovascular Health
Study (CHS), coob1aercst 0 67% cMepTHOCTH B TeYeHUE
5 JIeT Tociie TTOCTaHOBKM auarHo3a [46]. Hecmorpst Ha
MMOJIyICHIEe MeHee HayIHO-OOOCHOBAHHOIO JICUCHMS,
y XXEeHIIIUH BBIXKMBAEMOCTD BBIIIE, 9YeM Y MYXK4YUH [47].

O6mwmii mporHo3 nydmre y nmaumyueHToB ¢ CHyn®B
mo cpaBHeHnio ¢ CHH®DB [39]. CnenyeT OTMETHTD, 9TO
n3MeHeHne @B ¢ TedeHMeM BpeMeHU SBISICTCS pac-
MIPOCTPaHECHHEIM SIBIICHUEM, W Y TTAIIUEHTOB, Y KOTOPHIX
CHyu®B nporpeccupyer 1o CHH®PB, mporHos xyxe,
YeM y TeX, KTO OCTaceTCsS CTAOMIBHBIM WU IIEPEXOIUT
B Kateropuio ¢ bosee Beicokoii DB [48-52].

O6b1yHO cunTtaetcs, uto CHc®B obecrieunBaeT Jryd-
Iyl BeDKMBaeMocTh, yeM CHH®B, HO 00JLIIMHCTBO
00CcepBallMOHHBIX MCCIICIOBAHNM ITOKA3BIBAIOT, YTO 3Ta
pasHuLa He3HayuTenbHa [45, 46]. Hamporus, GOJbLION

MmetaaHann3 MAGGIC npuiien K BBIBOLY, 4TO CKOp-
PEeKTUPOBAHHBIA PHUCK CMEPTHOCTU JUISI ITAIIMCHTOB
¢ CHc®B 6511 3HAaYNTENEHO HUXE, YeM Y MAllMeHTOB
¢ CHu®B [53].

HccrenoBanmsi, mpoBeaeHHBIE B HECKOJIBKUX CTpa-
Hax, TTokazanu, 9to Mexmy 1980 u 2000rr BEDKMBacMOCTD
nanueHToB ¢ CH 3ametHo ymyuymwmiack [41, 54-57].
OmHaKo ¢ TeX MOop 3Ta MOJIOKUTETbHAS TCHICHIINS, BO3-
MOXHO, BBIpOBHSJIACH [45].

ITocne mMocTaHOBKM IIEPBOHAYAIBLHOIO IMAarHO3a
nauneHTsl ¢ CH rocnmmraausupyiorcss B CpeaqHeM OIMH
pa3 B rox [54]. C 2000 mmo 2010rr cpemHUit ypoBEeHb TO-
CIUTaNIM3anuii B Koropte okpyra OJIMCTen COCTaBJISLI
1,3 gyenoBeko-yeT. MHTEpECHO OTMETUTD, UYTO OONBITNH-
cTtBO (63%) TocnuTanmM3anuii GBUTU CBSI3aHBI C MPU-
yyuHaM¥, He cBsg3aHHBIMU ¢ CC3 [45]. UccnemoBanms,
MIPOBEACHHBIC B HECKOJIBKHX €BPOMNEHCKUX CTpaHax
n CoemmuenHsbIx Iratax (CIIA), IToKa3aim, 4To 4acTo-
ta rocrimtanusauunii ¢ CH mocturia muka B 1990-x ro-
Jax, a 3aTeM cHuM3uiIach [54, 55, 58-60]. OgHako B He-
IaBHEM HcclienoBannu ciaygaeB CH, mpoBeneHHOM B Tie-
puoxn ¢ 1998 mo 2017rr B Coequnennom KopoieBcTBe
(BenukoOpuTaHMs), 4acTOTa MEPBbIX TOCIMUTAIU3ALMNIA
C IIOIPABKO# Ha BO3pacCT yBeaIuumaach Ha 28% Kak mJist
TOCIIUTAJIM3AINIA 110 BCEM TIPUYMHAM, TaK W IUISI TOCITH -
tajausanuii o nosony CH, u Ha 42% nis rocriurainsa-
LI IO TTOBOAY BHECEpAedHbIX 3a0oeBanuii [61]. DTo
yBeJIMIeHNEe OBLIO BBINIC Y KCHIIWH, YTO, BO3MOXHO,
CBSI3aHO C 0oJiee BHICOKMMM ITOKA3aTeIsIMU KOMOPOUI-
HoctH. Puck rocrmranu3anuu npu CH B 1,5 pa3a Beile
y maumeHToB ¢ CJI 110 cpaBHEHHIO ¢ KOHTPOJIbHOM TPYII-
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Puc. 1. Anroputm auarHoctukm CH.

MpumeyaHue: aHoManbHbE pe3ynbTaThl axokapayorpadbuy onvcaHbl 6onee nNoapo6HO B COOTBETCTBYIOLMX pasaenax, nocesweHHblx CHHOB (Paspen 5), CHyH®B

(Pa3pen 7) n CHc®B (Pasnen 8).

CokpalueHus: CH — ceppeyHas HenoctatodHocTb, CHHOB — cepaeyHas HEA0CTaTOMHOCTb CO CHUXXEHHOM dpakumeit Bbibpoca, CHCDB — cepaeyHas HEA0CTaTOMHOCTb
C coxpaHeHHo dpakuveii Bbibpoca, CHyHPB — cepaeyHas HeL0CTaTOYHOCTb C YMEPEHHO CHUXEHHOMN dpakumeii Beiopoca, PB JIK — dpakums BeIGpoca 1eBoro Xeny-
pouka, 9Kl — anekTpokapavorpamma, BNP — HatpuitypeTuyeckuii nentug, B-tuna, NT-proBNP — N-koHLIEBOV NPOMO3roBoii HaTpUilypeTnieckuin nentua.

noii. ®PI1, 6osee BricOKMiT MHIEKC Macchl Tena (MMT)
1 GoJiee BBHICOKWI YPOBEHb NIMKUPOBAHHOTO TeMOTJIO-
ouna (HbA,.), a Takke HU3Kas pacyeTHasT CKOPOCTh
ki1yooukoBoit pubrpanuu (CK®D) gBisioTcs CUIBHBIMU
IpeauKTopaMu rocrmuranu3aunii mo mosoxy CH [29].

OXugaeTcs, YTO M3-3a pOCTa HACEJIEHUsI, CTAPEHUS
U YBEJIUYEHUSI PACTIPOCTPAHEHHOCTU COMYTCTBYIOLINX
3a00JIeBaHUI a0COTIOTHOE YMCIO TOCHUTAIN3AINNA 10
noBony CH 3HauuTebHO BO3pacTeT B OyoylleM, BO3-
MOXHO, Ha Henbix 50% B cienymwoinue 25 jet [24, 62].
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4. XpoHuyeckas cepaeyHas He0CTaTOYHOCTb
4.1. OCHOBHbI€e 3Tanbl ANArHOCTUKN
XPOHUYECKON CepaeyHoii HepJ0CTaTOYHOCTHU

Hwnarao3 XCH TpebOyer Hanuumss CUMIITOMOB W/
win TpusHakoB CH W 0O0BEKTHMBHBIX T0OKa3aTeIbCTB
cepaeuHoi nucyHkum (puc. 1). TUMMIHBIe CUMITO-
MBI BKJIIOYAIOT ONBIIIKY, YCTAJOCTh M OTEK JIOOBIKEK
(Tabia. 6). CUMIITOMBI U MPU3HAKU HEAOCTATOYHO TOY-
HBI, 9TOOBI UX MOXHO OBUIO MCITOJIb30BaTh B OOUHOUYKY
st nuarHoctuky CH [63-66].

Tabnuua 6
CuMNTOMBI M NPU3HaKK, XxapakTepHole ang CH
CuMnTOMBI MNposiBnexus
TunuyHbie CneunduyHbie
Opnblluka IMOBbILIEHHOE SPEMHOE BEHO3HOE
OpTonHoa naBnexue MenatolorynsipHbIin

Mapokcu3manbHasi HoYHas OfbILLIKa
CHUXeHWe ToNnepaHTHOCTH

K G13NYEeCKoii Harpy3ke
YcTanocTb, yTOMAseMoCTb,

pedniokc

TpeTtuii TOH cepaua (puTM ranona)
BepxyLeyHbli TON4YOK, CMELLEHHbI
B6OK

YBEJIMYEHNE BPEMEHU
BOCCTaHOBIEHWS nocne Gpuanyeckoin
Harpysku

OTek noapxek

MeHee TUNNYHbIE MeHee cneunduyHbie

HouHol kawenb lMpubaska B Bece (>2 Kr B HeA,)
Xpvinbl MoTeps Beca (Npv fanexo saweawen
YyBCTBO pasgyTocTn CH)

MoTeps annetuta McToLeHne TkaHel (Kkaxekcus)
CnyTaHHOCTb CO3HaHUs (0COBGEHHO CepreyHblit LWym

y NOXWNbIX II0AEN) Mepudepnyecknin oTek (N0ALIKKN,

Jenpeccus KpecTeLl, MOLIOHKA)
Cepauebuerve JlerouHble kpenuTaumm
[onoBokpyxeHne MneBpasnbHbI BEINOT
06mopok Taxvikapaust
BenponHea? HeperynsapHbiii nynsc
TaxvnHoa
[bixaHne YenHa-Ctokca
lenatomeranua
Acuut
XonopHble KOHEYHOCTN
Onurypus

Y3ko0e nynbCoBOE AaBNEHNE
MpumeyaHue: @ — 3T0OT CUMNTOM paneko 3awepweit CH coOOTBETCTBYET 0fpbILLKe
npu HaknoHe Bnepeg, [67].
Cokpauwenue: CH — cepaeyHas HegoCTaTO4HOCTb.

Jwnarno3 XCH 0osee BeposATeH y manueHToB ¢ UM,
aprepuanbHoil Tunepreusueii, UBC, CJI, 3moymnoTpe-
OJICHUEM alIKOroJIeM, XpOHMYECKOM OO0JIE3HBIO ITOYECK
(XBII), KapaUOTOKCUYHON XHUMHOTEpamueif, a Takxke
y MalMeHTOB ¢ ceMeiiHbIM aHaMHe3oM KMII wiu BHe-
3aITHOM CMEPTH.

Jist olleHKM TanmMeHTOB ¢ Momo3peHneM Ha XCH
PEKOMECHIYIOTCS CICAYIOIINE TUATrHOCTUICCKIE TECTHI:

(1) Bnexrpokapmmorpamma (DKTI'). Hopmanshaas SKIT
nenaet qrnarHo3 CH mamoBeposTtHeiM [63]. DKI moxer
BBISIBUTH Takue aHoMmannu, Kak @II, 3yousr Q, rumep-
tpodust JIK (IVTI2K) m pacmmpeHHbIit Komiuieke QRS

(Tabna. 7), KOTOpble YBEIUUMBAIOT BEPOSITHOCTH TMArHO3a
CH, a Takke MOTYT TTOMOYb C TTOIOOPOM TEPaITHH.

Tabnuua 7
MpUYNHbI NOBbILEHHbIX KOHLEHTPauui
HaTpuiiypeTuyeckux nentuaos [86-88]

CeppeyHble CeppaeyHast HepoCTaTOYHOCTb

OKC
JleroyHas ambonus
Mwuokapaut
TmnepTpodus nesoro xenynoyka
IMnepTpoduyeckas nnm pecTpMkKTMBHAs KapamoMmonaTus
KnanaHHbIl mopok cepaua
BpoxaeHHbI nopok cepaua
MpencepaHble W Xenyao4KOBbIE TaXMapUTMUn
Ywn6 cepaua
Kapanosepcus, wok UK,
Xupypruyeckue BMeLLaTenbCTBa Ha cepaLe
JleroyHas runepTeHsus
BHeceppeuHbie  [Moxunoii BO3pacT
MwemMmnyecknin MHCynesT
Cy6apaxHouaansHoe KPOBOM3NUSIHIE
MNoyeyHas guchyHkums
[ncdyHKuMS neveHn (NPEeMMYLLECTBEHHO LPPO3 NeYeHn
¢ acuutom) MapaHeonnacTM4eckunii CUHAPOM
XOBN
Taxenole MHPEKUMM (BKNKOYAS MHEBMOHMIO U CEMNCUC)
Taxenble 0xorn
AHemust
Tsaxenble MeTabonnyeckne v ropMoHanbHbIe HapyLLEHNs!
(Hanpumep, TMPEOTOKCHKO3, ANABETNYECKUIA KETO3)

Cokpatenus: K[ — nmnnantupyemslii kapanoseptep-aedudpunnstop, OKC —
OCTPbI KOPOHaPHBIA cuHapom, XOBJT — xpoHunyeckas o6CTpykTVBHAs 60ne3Hb
Nerkux.

(2) Pexomennyercst mameperue HII, ecomu Bo3MOX-
Ho. Konnenrtpammu mosrosoro HIT (BNP) B kposu <35
nr/miu, N-KoHIeBoTo (parmMeHTa ImpomosroBoro HII
(NT-proBNP) <125 nr/mMi uiad CpenmHHOTIO IIPOIIpe-
ceparoro HIT (MR-proANP) <40 nmonb/n [68] nena-
1oT qnarHo3 CH ManoBeposITHBIM, 4TO OoJiee TToapoOHO
paccmorpeHno B Paznerne 4.2 [69, 70].

(3) OcHOBHEBIE MCCTIeNOBaHMS, TaKMe KaK oIpernese-
HIE YPOBHS MOUYEBUHHI B KPOBU M 3JICKTPOJUTOB, Kpe-
aTMHWHA, KIMHIYIECKOTO aHaInl3a KPOBU, aHAIU3BI IS
OLICHKN (bYHKIWU TIEYCHU W ITUTOBUIHOI XeJe3bl, pe-
KOMeHI0BaHbI, 4TOOBI AuddepeHurponats CH ot mpy-
TUX COCTOSTHUM U TIPENOCTaBUTh JaHHBIC IIPOTHO3a U Ha-
3HAYUTh ITOTCHIINATIBHYIO TePaITHIo.

(4) BxoKI' pexomeHmyeTcsa B KaueCTBE OCHOBHOTO
WCCIIENOBAaHMS IUISI OLICHKU cepaedHoit pyHkmmu. Takke
Kkak u onpenenenue ®B JIK, OxoKI Takke mpemocTaB-
JsieT MHGpOPMAILIMI0 O APYTUX ITapaMeTpax, TaKUX KakK
pa3Mep Kamephl, SKCUEHTpUYECKash WU KOHLIEHTpUYe-
ckag I'JIK, ygacTkKi aKMHe3UH/TUTIOKNHE3UH (KOTOpPHBIe
MOTYT YKa3bIBaTh Ha Jiexxamne B ocHoBe MBC, cuampom
Tako1yoo mim MuokKapmut), ¢dyHkous [12K, merounas
TUTICpTEH3MS, KiallaHHas (OYHKIINS 1 OIICHKA JTUACTOJIM -
yeckoit pyHkumu [16, 71].
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(5) PenTreH opraHoOB TPyJHOW KJIETKU PEKOMEHIY-
eTCs I WCCIICMOBAHUSI IPYTMX BO3MOXKHBIX HPUYMH
OIBIIIKHU (HAIIpUMED, JIeTOUHAasT 601e3Hb). OH TaKKe MO-
KeT IIPeIOCTaBUTh oaTBepxkmarornue nanHuele o CH (Ha-
IIpUMeEp, 3aCTOM B JICTKUX WJIM KapIHOMETAJIHS).

PekomeHayemble AuarHoCTM4eCcKue TecTbl
y BCeX NaLUEHTOB C Noao3peHmeM Ha Hanuume XCH

| Perowengawn | Knacc® | Yposew” |

BNP/NT-proBNP°® | B
9K (12 oTBeaeHwin) |
TpaHcTopakanbHas axokapayorpadus |
PeHTreH opraHoB rpyAHoW KneTkn |

O O 0 o

CTaHpapTHble aHanu3bl KPOBU NPy COMYTCTBYIOLLMX |
3a60n1eBaHusX, BKIOYaIOLLME B CE6S KNMHUYECKUIA
aHanu3 KpoBw, 06LLMIA aHaU3 MOYW, SNEKTPOUTHI,
OLLEHKY QYHKLIMM LUMTOBUAHOW Xenesbl, Moko3y
Hatowwak, HbA,, nunugorpammy, ncknoyHeHne
xenezoneduupTHON aHeMnn (TpaHchePPyH,
deppuTnH)
Mpumeyanme: @ — knacc pekoMeHaaLmi, ° — ypoBeHb gokasaTensHocTH, ¢ —
1CNonb30BaHHasa nuTepatypa npeacrasnexHa B Pasaene 4.2.

Cokpauwenus: 9K — anekTpokapamorpamma, BNP — M03roBoii HaTpuitypetu-
yeckuii nentug, HbA;; — ramMknpoBaHHbI remornobuH, NT-proBNP — N-tepmu-
HabHbI NPOMO3roBOW HATPUIAYPETUYECKMIA NENTNA.

4.2, HatpuitypeTtunyeckue nentuabl

Onenka KoHneHTpauny HIT B m1a3zmMe peKOMEHIYIOTCS
B Ka4eCTBEe HAYAJIbHOI TUATHOCTUKU Y TTAIIMEHTOB C CHM-
nmroMaMi, yKasbiBatommMu Ha CH, 9TOOBI MCKITIOUUTH
nrarHo3. I1oBBIIEHHBIE KOHIICHTPAIIMN ITOATBEPKIAIOT
murarHo3 CH, 4to mmomMoraet st TToOTBEpKIeHMSI TIPOTHO-
3a [72], 1 MOXET MIOMOYb B JAATHHEHIIIEM MCCIIENOBAHUY
ceprma [73]. OmHaKo cliemyeT OTMETUTD, YTO CYIIECTBYET
MHOXXECTBO TIPUIMH TToBbImeHHoro HIT — Kak cepmedHo-
COCYIMCTBIX, TaK M BHEKApIUAJIBbHBIX, — KOTOPHIC MOTYT
CHUBHUTDH UX THATHOCTMYECKYIO TOYHOCTH (Ta0ia. 7). DT
mprarHBl BKiodaroT PI1, moXmioil Bo3pacT M OCTpoe
W XpOHUYecKoe 3aboseBaHue Tmouek [74]. Y1 Haobopor,
koHLeHTpauun HII mMoryT OBITh HEmpPOMOPIMOHAJIBHO
HU3KUMU Y TIAIUEHTOB C OKUpEeHUeEM [75].

4.2.1. Ucnonb3oBaHne B HEOCTPbIX ClIy4asax
Juarnoctuyeckast neHHocts HII, momMmumo mpusHa-
KOB ¥ CHUMIITOMOB W IPYTUX TUATHOCTUICCKMX TECTOB,
Takux Kak DKI, omeHnBazach B HECKOJIBKUX MCCIIEIO-
BaHUSX B YIPCKICHUSIX IMCPBUIHON MEIUKO-CaHHUTapP-
Hoit momomu [68, 76-80]. Llenbio 3TUX MCCIIENOBAHUIA
OBLIO JTNOO MCKITIOYUTD, TNO0 ycTaHOBUTH nuarHo3 CH.
Pab6ouast rpymma paccMoTpena MCCIeqOBaHMSI ameKBaT-
HOTO KauecTBa, KOTOPHIC BKIIIOYAJIM B CBOM TUATHOCTH-
YeCKHE aJITOPUTMBI TOUKM otceueHuss HII, Hike KoTo-
pBIX BepossTHOCTh Hammuust CH OblTa 4pe3BhIuaifHO HU3-
Koit. BepxHue Tpenesbl HOPMBI IIPH OTCYTCTBUM OCTPOM
6ose3Hn cocTaBistioT 35 nr/mut g BNP u 125 or/mor
mist NT-proBNP. B atux nccinenoBaHusIX OTpULIATEIb-

HBIC TIPOTHOCTHYECKHE 3HAaUeHUsSI KoHIeHTpamuii HII
HIDKE YKa3aHHBIX, Bapeupytores oT 0,94 mo 0,98 [76-78].
Hnss MR-proANP umeercss MeHbIlle JaHHBIX, YeM JJISI
OCH. Ing nckmouyennss CH MoxXHO MCITOIb30BaTh KOH-
ueHTpauuio <40 nmosb/1 [68].

4.3. UccnepoBaHuns pns BbiSIBIEHUS
3TUOJIONMK XPOHUYECKOWN CepaeYHoi
HeaAoCTaTO4YHOCTU

PexoMeHmyeMbIe TECTBI IUIST OTIPENeTICHUS STUOJIOTUN
3actoitHoit CH mpuBeneHsI B Tabauie 5.

OxoKTI ¢ pusmueckoit Harpy3koii mim papmMakoiro-
rudeckas crpecc-OxoKI MOTyT mMcHoab30BaThCA IS
OLICHKH WHIYIUPYEeMOU WIIEMHUH Y TeX, KTO CUYUTACTCS
TIOOXOISIIIINM IIJIST KOpOHAPHOM peBacKyisspuzannu [81].
YV nmaumentoB ¢ CHc®B, knammanHoii 00J1€3HBI0 M He-
00BICHUMOIT onpIKoit cTpecc-DxoKI MoxeT moMoub
YTOUYHUTH AUaTHO3 [82].

MarauntHo-pe3oHaHcHast Tomorpadus (MPT) cepn-
ma ¢ mo3nauM yewienueM rapoiauaus (LGE), kaptupo-
BaHMe T1 M BHEKJIETOUYHBINA 00BEM MO3BOJSIT BBHISIBUTD
(pubpo3/pydelr MuoKapaa, KOToOpble, HAIIPOTUB, OOBIIHO
SIBIISTIOTCS CyO9HIOKapAuaIbHBIMU Y TTanueHToB ¢ UBC
o pyOlla Ha cpegHeil cTeHKe, TUITMYHOTO IS JujaTa-
nuoHHO KMII (IKMII). Kpome Toro, MPT cepmma
TO3BOJIACT XapaKTepU30BaTh MUOKaP, HAIIpPIMEDP, MUO-
KapauT, aMWJIONI03, capkonao3, 6one3ns Illaraca, 6o-
ne3up Mabpu, HekoMImakTHBIN Muokapn (HM) JI2K, re-
moxpomaro3 1 AJITTXK [83, 84].

Kommsioreprast Tomorpadust (KT) ¢ KopoHapHOIt
aHTHorpacdueit MoXeT OBITh PAaCCMOTPEHA y ITAIIMEHTOB
C HU3KOH WJIM CPETHEH BEPOSITHOCTBIO TOTECTUPOBAHMS
MBC wim y MaumeHToB ¢ COMHUTEIEHRIMA HEMHBA3UBHBI-
MU CTpeCC-TeCTaMM, YTOOBI NCKITIOUNThL auarHo3 UBC [5].

Onnodoronnas smuccruonHass KT (ODPOKT) takke
MOKET MCITOJIb30BAThCA TSI OIICHKH WIIEMUM W XKU3HE-
CITOCOOHOCTH MMOKapaa, BOCITAJICHUS WM WHPUIbTpa-
nuu Muokapaa. CumHTUTpadusa ¢ MEUCHBIM TeXHEIIMEM
(Tc) oucocdoHaroM mmokazana BEICOKYIO UyBCTBUTEIb-
HOCTbB ¥ CITeHU(PUIHOCTD IUIST BU3YAIU3ALNI CEPICIHOTO
TpaHCTUPETUHOBOTO amuitonsa [85].

PekomeHpauum no cneunanm3npoBaHHbIM
ANarHoCTUYECKUM TeCTaM ANS OTAENbHbIX NALMEeHTOB
¢ XCH pns BbisiBneHus 00patumbix/nane4nmbix npuyuH CH

| Perowengaunn | Knace® | Yposens” |

MPT cepaua

MPT pekomeHayeTcs A1 OLEHKN CTPYKTYPbI | C
1 GYHKLUMM MUOKapAA Y NaLUMEHTOB C MIOXMMU

aKyCTUYECKMMU OKHAMV 3XOKapAMOrpaMMbl.

MPT pekomeHayeTcs A5t XxapakTepuCTUKN TKaHW | C
MuoKapaa npv Nogo3peHnn Ha MHPUILTPATUBHOE

3abonesaHue, 6oneaHb Pabpw, BoCnanmTenbHoe

3aboneBaHue (MMOKapauT), OTCYTCTBUE YNIOTHEHUS

JIX, amunoung, capkonaos, neperpysky xenesom/

remoxpomMartos.
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MPT ¢ LGE cnepyert yuntbiBath npy KM, 4T06bI
pa3nuyaTh ULLEMUYECKOE U HEVLLIEMUYECKOE
NoBpPEXAeHNe Mokapaa.

WUHBa3uBHaa kopoHapHas aHruorpadus (ana Tex, KTo paccmaTpmBaeTcs

lla

ANS NOTeHUWanbHOI KOPOHAPHOW PEeBacKyNsp13aLmu)

VIHBa3vBHas kopoHaporpaduvs pekomMmeHayeTcs
nauneHTam co CTeHOKapﬂMeﬁ, HecMoTps

Ha GpapmMakonorn4eckyo Tepanuio nnu
CYMMTOMATUYECKYIO XENYA04KOBYIO apuTMuio [5].
VIHBa3MBHas KopoHaporpadus MOXeT ObiTb
paccMmoTpeHa y nauyeHToB ¢ CHHOB ¢ npeTecToBoii
BEPOATHOCTLIO IBC OT NPOMEXyTO4HOM 10 BbICOKOMN

N HANIMYMEM MLLEMUMN MPU HEMHBA3VBHBIX HArPY304HbIX
Tectax [89].

HeuHBa3ueHoe TecTUpoBaHue

KT ¢ kopoHapHo# aHrnorpadven cnegyet
paccmaTpuBaTh Y MaLMEHTOB C HU3KOW Unn

CpeaHel NpeTecToBol BeposiTHOCTbIO UBC nnu

C COMHUTESIbHBIMW HEUHBA3VBHLIMY HArpy304HbIMU
Tectamu, 4To6bl UCKIIOUUTB CTEHO3 KOPOHAPHOM
apTepuu.

HewnHBasusHas cTpecc-sudyanusaumns (MPT,
cTpecc-axokapamorpadus, ODIKT, M3T)

MOXET pacCMaTpMBaThCS A5 OLEHKM ULLIEMUN

1 XU3HECTIOCOBHOCTU MUoKapaa y naumeHTos ¢ UBC,
KOTOPbIM NOKa3aHa KoOpoHapHas peBackynsapusauns
[90-93].

[ns BbISIBNEHWS 06paTUMOii MLLEeMIM MOKapAa

1 BbIICHEHWS NPUYMHbI OJbILLIKM MOXHO PAaCCMOTPETh
Harpy3o4Hble npobbl [94-96].

KapavonynbMoHanbHbiii HAarpy304HbIA TECT

KapavonynsMoHanbHoe Harpy304HOe TECTUPOBaHNE
pekoMeHayeTcs kak YyacTb oueHkn TC u/unmn MMNK
[94-96].

KapauonynbMoHanbHOe Harpy3o4Hoe TeCTUPOBaHVE
cnenyeT paccMaTpvBath A8 ONTUMU3aLmm
Ha3Ha4YeHWs TPEHMPOBOK C GUSNYECKON HArpy3KOmn
[94-96].

L8 BbISSBNEHWS MPUYMHBI HEOOBSICHUMOW OAbILLKM
N/VAN HENepeHOCUMOCTU GU3NHECKON HArpy3Ku
cnenyeT pacCMOTPETb BO3MOXHOCTb NPOBEAEHNS
KapAMonybMOHaIbHOTO Harpy304HOro TECTUPOBAHNS
[94-96].

KaTteTepu3aauus npasbix OTAEN0B cepaua

KaTteTepusaums npasbix OTAENOB CepaLa
pekomeHayeTcs nauyeHTam ¢ Tsxenoil CH, kotopbiM
npeactout TC /v MIMK.

KaTteTepu3aauuio npaBbix OTAENO0B cepaLa cnepyet
paccmaTtpmBaTb y NaLMEHTOB, Y KOTOPbIX MOLO3PEHNE
Ha CH cBA3aHO C KOHCTPUKTUBHBIM NEPVKAPANTOM,
PECTPUKTUBHON KapAvoMMONnaTuen, BPOXAEHHbIMU
nopokamu cepaua u COCTOSHUSIMU BbICOKOrO
Bbibpoca.

KaTteTepun3aauuio npasbix OTAENO0B CepaLa cnepyet
paccmaTtpmBaTb y NaUMEHTOB C BEPOSITHOM
NEero4Hov runepTeH3nen, OLEeHMBAEMON

C MOMOLLbIO 3xokapavorpaduu, 4Tobbl NOATBEPANTD
[MarHo3 1 oLeHUTb ee 06PaTMOCTb Nepes,
KOPPeKLMeN KNanaHHoro/CTPyKTYPHOro nopoka
cepaua.

KaTteTepusaums npasbix OTAENO0B CepALa MOXET
paccMmaTpuBaThCs y OTAENbHbLIX NauueHTos ¢ CHcdB
[Nsi NOATBEPXAEHMS AyarHosa.

IIb

IIb

IIb

lb

9MB

OMB cnefyeT paccMaTpuBaTh y NaLMeHTOB lla C

¢ 6bicTpO Nporpeccupytowein CH, HecmoTps

Ha CTaHAapPTHYIO Tepanwuio, Koraa CyLecTByeT

BEPOSATHOCTb Cneundunyeckoro gnarHo3a, KoTopbli

MOXeT OblTb NOATBEPXAEH TONbKO B 06pasLax

muokapaa [97, 98].
Mpumeyanme: 2 — Knacc pekomeHaaunii, ® — yposeHb A0Kka3aTeNbHOCTH.
Cokpauwenus: JKMIM — gunataumoHHas kapanommonatus, MBC — nwemmyeckas
6one3Hb cepaua, KT — komnbloTepHas Tomorpadus, JIK — neBblit Xenynoyek,
MMNK — mexaHunyeckas nopaepxka kpoBoobpauienus, MPT — MarHMTHO-peso-
HaHcHasi Tomorpadusi, OPIKT — 0aHODOTOHHAS AMUCCMOHHAs KOMMbIOTEPHAS
Tomorpadus, MIT — NO3UTPOHHO-3MUCCHOHHAs KOMMbIOTEPHas Tomorpadus,
CH — ceppaeyHas HepgocTatodHocTb, CHHPB — ceppeyHas HeA0CTaTO4HOCTb CO
CHWXEHHOM ppakuyeit Beibpoca, CHcPB — cepaeyHas HeAOCTaTOYHOCTb C COXpa-
HEHHoW dpakuyeit Beibpoca, TC — TpaHcnnaHTauwms cepaua, SMB — aHaomumokap-
nvanbHas 6uoncus, LGE — noaaHee ycuneHve ragoavMHueM.

KoponapHast anrnorpadust peKoMeHIyeTCsl MallneH-
taMm ¢ CH, nMelomumM cTeHOKapauio WM "3KBUBAJIEHT
CTeHOKapAUM', HECMOTPS Ha MEOUKAMEHTO3HOE JIeue-
HUe, 4ToOBl ycTaHOBUTH nuarHo3 MBC 1 ee TakecTb.
KoponapHast aHrrorpadust Takxke MOXeT OBITh pacCMoO-
TpeHa y nmanneHToB ¢ CHH®B, y KOTOPBIX €CTh CpeaHSIST
WIN BBIcOKas BeposTHocTh MBC mo mpoBeneHus Tecrta
W KOTOPBIE CYUTAIOTCS MOTCHIIMAIBHO IMMOIXOMSIINMU
IIJIs1 KOpPOHAPHOM peBacKyisipuzauuu [5].

5. CepaeyHas He[OCTaTO4HOCTb
CO CHMXXEHHOW ¢pakumen Bbiopoca
5.1. InarHocTtuka cepaevyHomn
HeAO0CTaTOYHOCTbIO CO CHUXEHHOWN ppakuuen
BbiOpocCa

Huarao3 CHH®B tpebdyeT HaMm4usi CUMIITOMOB 1/
wninu npusHakoB CH u cumxennoit @B (OB JIXK <40%).
Yarmre Bcero sTo mocturaercd ¢ mnomMompio DxoKI.
Ilogpo6Hyl0 MHOpMaLMIO O CTaHAapTax KayecTBa,
KOTOPBIX CJIEOYeT IMPUACPXKUBATHCS IIPU OIpPEACICHNN
HaIW4Us CHUXEHHON cuctonudeckoit ¢pynHkuum JIK
¢ momomipio OxoKI, MOXHO HAWTHM B MO3UIMOHHOM
IoKyMeHTe EBporeiickoil accouuanmyd cepaeyHo-Co-
cyaucroit Busyanusanuu (EACVI) [99]. Eciau oueHka
®B ¢ nomomkio DxoKI HeBO3MOXHA, 3aTeM MOXHO MC-
noab3oBath MPT cepana unu, B peakux ciaydasix, siaep-
HBIC METOIIHL.

Anroput™ muarHoctukn CHH®B n3ob6paxkeH Ha pu-
cyake 1. JIyst m3ydeHuUs JieXaleil B OCHOBE 3THOJIOTHH,
noxanyiicra, oOpaTuTech K TabauLIe 5.

5.2. dapmakonormyeckme MeToabl ieyeHUs
nauueHToB C cepp.equﬁ HeaAoCTaTO4YHOCTbLIO
CO CHMXXEeHHOW ¢ pakumen Bbiopoca
5.2.1. Llenun ¢papmakoTepanum y naumeHToB
¢ CHH®B

(DapMaKOTepaHI/IH ABJIACTCA Kpa€yroJlbHbIM KaMHEM
nedenuss CHHE®B 1 gomkHa OBITH Ha3HaYeHa JO TOTO,
KaK paccMaTpyuBaTh UMIUIAHTALIMIO YCTPOMCTB, U HAPSIIY
C HEMEANKAMEHTO3HbIMU BMEIIATECIIbCTBAMMU.
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Jleuenue nanenros c CHu®B

« UATI®/APHU?

* AMKP

l

* OeTa-aapeHOo0JI0KATOPbI

» JNanarmudno3uH/IMnarnudiao3uH
* [leTneBoil AMYPETUK B CBSA3U C 33ACPKKOM XXKUIKOCTU

(Knace I)

I

¢

DB JIK <35% 1 QRS <130 mc
W TIIe 3TO HEOOXOAMMO

®B JIXK >35% wiu HeT TIoKa3aHui
IUTSI AIMIUTAHTALIMA YCTPOMCTB

)

V

CPu ®BJIXK <35%
u QRS >130 mc

NI HETIpUMEHUMO

l

UK
Hekoponapo-  MiemMuyeckuit
TEHHBII TeHEe3 TeHe3

(Kunacc Ila) (Knacc I)

l

CPT-I’/-11
QRS 130-1499mMc QRS >150 mc
(Kunacc Ila) (Knacc I)

A

v

Ecny cuMITOMBI COXPaHSIIOTCS,
paccMOTpeTh Tepamnuio,
PEKOMEHI0BaHHYO 1151 Kiacca [1

Puc. 2. TepanesTnyeckuii anroputm Tepanuu | knacca — nokasaxms ans 6onbHoro ¢ CHHOB.

Mpumeuanne: 2 — B kayecTse 3ameHbl AN,  — rae 310 ymecTHo. Knacc | — 3enenbiit. Knacc lla — xentbiii.

CokpaueHusi: AMKP — aHTaroHUCT MUHEpanokopTUKOUAHBIX peLenTtopos, APHU — MHrMBUTOP aHrMOTEH3MHOBLIX PELIENTOPOB U HENpUAM3uHa, MAM® — uHruéutop
aHrmoTeHavHNpeBpatLaoLero depmenta, K — umnnaHtupyemslii kapanoseptep-aedubpunnatop, CHHOB — cepaedHas HeAoCTaTOMHOCTb CO CHUXKEHHOM dpakumei
Bbibpoca, CP — cuHycoBblii putM, CPT-[l — cepaeyHasi peCUHXpoHu3upytoLlas Tepanus ¢ aedubpunnsatopom, CPT-MN — ceppeyHas peCUHXPOHM3MPYIoLLas Tepanus
¢ kapomoctumynstopom, B JIK — dpakuums BeiGpoca nesoro xenynoyka, QRS — 3y6upl Q, R 1 S (Ha anekTpokapamorpamme B 12 0TBEAEHUSX).

EcTb Tpum OCHOBHBIC IIeNM JICUCHUS IAIIUCHTOB
¢ CHH®OB: (i) cHIzkeHHEe cMepTHOCTH, (ii) MpemoTBpa-
IIEeHWE MOBTOPHBIX TOCITUTAIM3AIINI M3-3a YXYIIICHHUS
CH u (iii) yny4meHne KIMHUYECKOTO cTaryca, (hyHK-
oHaIbHOI crtocooHocTr 1 KK [100-102].

OCHOBHBIC HOKa3aTeIbCTBA, MOMTBEPXKIAIOIINE PE-
KOMEHIALINY B 3TOM paszelre, IS MallueHTOB ¢ CUMIITO-
matndeckoit CHH®B mipuBenensl B JJOMOTHUTEHLHBIX
Marepuanax (Taoi. 1).

Ha pucynke 2 mpencraBiieH aJTOPUTM Je4eOHOM
CTpaTeruy, BKIIIOYasl JIeKapCTBECHHEIC TIpenapaThl U yC-
TpoiictBa y nauueHToB ¢ CHE®B, misa moka3aHumii Kjac-
ca | m1s1 cHIDXKeHUsI CMEPTHOCTHU (KaK OT BCeX MPUYMH,
TakK M OT CEepACYHO-COCYOUCTHIX). PekoMeHOaum It
KaxXJIOTO JICUCHUS TIPUBEICHBI HITKE.

5.2.2. O6wue npuHuunbl papmakoTepanum
CHu®B

Monynsiins peHWH-aHTUOTEH3WH-aJbIOCTePOHO-
Boit cuctembl (PAAC) 1 cuMmaTnaeckoit HEpBHOIT cH-
CTEeMBI C TIOMOINbI0 MHTUOMTOPOB AaHTHMOTCH3WHIIPE-
Bpamatoniero ¢pepmenTa (MAIID) v MHTHOUTOPOB aH-

TUOTEH3MHOBBIX perenTopoB U HemnpwmidnHa (APHHN),
6eta-agpeHobsiokatopoB (bb) 1 aHTaroHUCTOB MUHEpaA-
JIOKOPTUKOUIHBIX perentopoB (AMKP) nokazano yiryd-
IIaeT BEDKUBAEMOCTh, CHIKACT PUCK TOCHUTAIN3ALINIA
no mopony CH u yMeHBIIIaeT CUMIITOMBI y TTAIIICHTOB
¢ CHH®B. D11 penaparhbl ciaykaT OCHOBOiT (papMaKko-
teparmuu naureHToB ¢ CHH®B. Tpuama uAIIPO/APHU,
bb 1 AMKP pekomeHayeTcst B KaueCTBe KpaeyroabHOMI
TepaImy Il 3TUX MAIUEHTOB, €CJIM TOJIBKO IIperapaThl
He TIPOTMBOIIOKA3aHbI MM He mepeHocsaTes [103-105].
Hx cnemyer TUTpOBATh OO 03, MCIIOIB3YEeMBIX B KIIH-
HUYECKUX MCHBITAHWSIX (MM IO MaKCMMAaJIbHO Iiepe-
HOCHMBIX 103, €CJIM 3TO HEBO3MOXHO). DTO PYKOBOII-
CTBO MO-IIpeXHEMY peKOMeHayeT ucmnojb3oBatb APHU
B KadecTBe 3aMcHBI HAIID y IMOOXomsiux MaueHTOB,
Y KOTOPBIX COXPAHSIIOTCS CUMITTOMBI Ha Teparmui HAIID,
bb u AMKP; tem ne menee APHW moxHo paccmatpu-
BaTh KakK IEPBYIO JMHUIO Tepanun BMmecTto MAIID [106,
107]. PexomeHmyeMble TO3BI 3TUX MPEIapaToB IIpUBEIE-
HBI B Tabimile 8. BiiokaTtopsl perenTopoB aHTHOTEH3NMHA
(BPA) 110 mpexxHeMy MTParoT POJIb Y TTAIIMEHTOB C Helle-
peHocuMocThio NATTI® mn APHU.
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Tabnmua 8 u puck cmeptu ot CC3 u yxymuenuss CH y nmaiueHToB

[oka3aTtenbHble A03bl Npenaparos,
moauduumpyowmx 3abonesaxue,
B KJ1I04EBbIX PaHAOMU3UPOBAHHbIX UCCJIeA0BaAHUAX

y nauuneHToB ¢ CHHDB

CrapToBas nosa LleneBas posa
nAN®
Kantonpun? 6,25 Mr 3 pa3za/cyT. 50 mr 3 pasa/cyT.
Oxananpun 2,5 Mr 2 pa3za/cyT. 10-20 mr 2 pa3a/cyT.
Jnauxonpun® 2,5-5 Mr 1 pas/cyT. 20-35 mr 1 pas/cyT.
Pamunpun 2,5 Mr 2 pasa/cyT. 5 Mr 2 pasa/cyT.
Tpanpgonanpun? 0,5 mr 1 pas/cyr. 4 mr 1 pas/cyr.
APHH
Caky6utpun/sancaptaH  49/51 mr 2 pasa/cyT.¢ 97/103 mr 2 pasa/cyT.

BeTta-aapeHo60KkaTopbl

Buconponon 1,25 mr 1 pas/cyT. 10 Mr 1 pa3/cyT.
Kapseaunon 3,125 mr 2 pasa/cyT. 25 Mr 2 pasa/cyT.t
MeTonponona cykumHat  12,5-25 mr 1 pas/cyT. 200 mr 1 pas/cyT.
(CR/XL)

He6usonon® 1,25 mr 1 pas/cyT. 10 mr 1 pas/cyr.
AMKP

3nnepeHoH 25 mr 1 pas/cyT. 50 mr 1 pas/cyT.
CrnMpoHONaKToH 25 mr 1 pas/cyt.f 50 mr 1 pas/cyT.
WHruéuropsbl SGLT2

JanarnudnoauH 10 mr 1 pas/cyT. 10 mr 1 pas/cyT.
AMnarnndnosnH 10 mr 1 pas/cyT. 10 mr 1 pas/cyT.

Apyrvue npenaparbl

KanpecapTaH 4 mr 1 pas/cyT. 32 mr 1 pas/cyT.
Jlo3apTaH 50 mr 1 pas/cyT. 150 mr 1 pas/cyT.
BancaptaH 40 mr 2 pa3sa/cyT. 160 mr 2 pasa/cyT.
MBabpaauH 5 mr 2 pasa/cyT. 75 Mr 2 pasa/cyT.
Bepuuuryat 2,5 mr 1 pas/cyr. 10 mr 1 pas/cyT.
[nrokcuH 62,5 ur 1 pas/cyr. 250 ur 1 pas/cyT.
Mmaopanasux/ 37,5 mr 3 pasa/cyr./ 75 wmr 3 pasa/cyr./
M3ocopbupa ouHmtpar 20 mr 3 pasa/cyT. 40 mr 3 pasa/cyT.

MpumeuaHue: @ — ykasbiBaeT Ha WATID, rae Lenesas AO3MPOBKA MonyyeHa w3
1CCNenoBanmii Noce MHbapkTa MUOKApAa; ° — ykasbiBaeT Ha npenapatbl, Ans
KOTOpbIX BGblN0 NMokasaHo, YTo Gonee BbICOKAs 403a CHUKaeT 3a601eBaeMoCTb/
CMEpPTHOCTb MO CPaBHEHWIO C 6onee HU3KOW A030i TOro Xe npenapara, Ho He Obl1o
NPOBEAEHO CYLLECTBEHHOrO PaHAOMW3MPOBAHHOTO MaLebo-KOHTPOAMpyeMOoro
nccnenoBaHus, a ONTManbHas f03a He onpeaeneHa; © — cakybutpun/sancapTaH
MOXHO UHULMMPOBAThL C 60JIee HU3KOI HavanbHO [03bl 24/26 Mr 2 pasa/cyT. Ans
Tex, y KOro B aHaMHEe3e CUMNTOMATMYeckas runoTeH3uns; @ — 06o3HavaeT nevexme,
He CHUXaloLLee CepAeyHO-COCYAVCTYI0 CMEPTHOCTb MM CMEPTHOCTb OT BCEX Npu-
YMH Y NALMEHTOB C CEPAEYHON HEAOCTATOYHOCTBIO (MU HE YCTynaloLee IeYeHio,
KOTOPOE CHUXAET); ¢ — MakcumanbHas fo3a 50 Mr 2 pa3a/CyT. MOXET BBOAMTHLCS
nauveHTam ¢ maccoit Tena 6onee 85 kr; f — cnupoHonakToH UMeeT Heobsi3aTenb-
HYI0 HayanbHylo 003y 12,5 Mr ANns NauMeHTOB, Y KOTOPbIX COCTOSIHWE MOYEK UK
runepkanemms TpebyioT OCTOPOXHOCTH.

Cokpauwenua: AMKP — aHTaroHUCT MWHEPankopTUKOWAHbLIX PeLenTopoB,
APHW — MHrMGUTOP aHrMOTEH3MHOBLIX PELLeNTOPOB-HENPUAN3UHA, MATM® — nHM1-
6UTOp aHrMoTeH3uHNpeBpatlatoLiero pepmerta, CR — KOHTpONMPyeMoe BbICBO-
60xaeHne, SGLT2 — HaTpuiA-rNioKo3HbIN KoTpaHcnopTep 2 Tuna, XL — NposnoHrn-
POBaHHOE BbICBOOOXAEHNE.

MHrn6uTopsl HaTPUA-III0OKO3HOIO KOTpaHCIIOpTEpa
2 (SGLT?2) pamarmmdro3uH 1 SMIIarmu@Io3nH, 100aB-
nernsle K Teparmu UAIIO®/APHU/Bb/AMKP, cHika-

¢ CHu®B [108, 109]. Ecimn HeT mpOTHBOMOKA3aHMA
WM HETIepeHOCHUMOCTH, JAITarT(pIO3WH WM SMITATIH-
Go3nH pekoMeHayoTcd BceM mmanneHTam ¢ CHHODB,
yxe monydaBmuM UAIID/APHU, Bb u AMP, BHe
3aBucUMoOcCTH oT Hajmmaust C/I.

Mg otmenbHbIX mauveHToB ¢ CHH®B moryr mc-
MOJIb30BaThCs IpyTrre mpenaparbl. OHU 00CY:KIAIOTCS
B Paznene 5.4.

5.3. Mpenaparbl, peKOMEeHAOBaHHbIE AN
NauMeHTOB C CepAeyYHO He[0CTaTOYHOCTbIO
CO CHMXXEeHHOW ¢pakumen Bbiopoca

®dapmakonoruyeckoe e4eHne noka3aHo
nauueHTam ¢ CHHOB (DB J1)XK <40%),
11-IV pyHkumoHansHsiii knacc (PK) no NYHA

m

NAM® pekomeHayetcs naumeHtam ¢ CHHOB, 4Tobbl |
CHU3UTb PUCK rocnuTanusauum no nosomy CH
n cmeptn [110-113].

BB pekomeHpaytoTcs naumneHTam co crabunsHoiit CHHOB | A
LIS CHXXEHUs pucka rocnuTtanu3aatym no nosoay CH

1 cmeptn [114-120].

AMKP pekomeHayeTtcs naumeHtam ¢ CHH®B, 4tobbl | A
CHU3WTb PUCK rocnuTanusauum no nosogy CH

ncmeptun [121, 122].

Janarnndnosun nnu amnarnmdno3vH pekomenayiores | | A
naumeHTam ¢ CHH®B finsi CHUXeHUs prcka
rocnuTtanuaaumy no nosogy CH n cmeptun [108, 109].

Caky6uTpun/BancapTaH peKOMeHOyeTcs B kayecTse | B

3ameHbl MAM® y nauneHToB ¢ CHHPB ans cHuxeHus

pvicka rocnutanuaaumm u cmepTu no nosogy CH [105].
Mpumeyanme: 2 — Knacc pekoMeHaaunii, ® — ypoBeHb A0Ka3aTeNbHOCTH.
CokpauieHusa: AMKP — aHTaroHMCT MUHepPanokopTMKOMAHbIX peuenTopos, B —
6eTa-anpeHobnokatopel, AMND — MHIMGUTOP aHrMoTEH3MHNPeBpaLLatoLero dep-
MmeHTa, CH — ceppeyHas HepocTaTtoyHocTb, CHHPB — cepreyHas HepocTaTou-
HOCTb CO CHUXEHHO dpakLmeit Bbibpoca.

5.3.1. vAN®

nAII® 6BITM TIEPBLIM KJIACCOM MperapaToB, CHU-
KaIOMMX CMEPTHOCTh M 3a00JI€Ba¢MOCTh Y ITAIIUCHTOB
¢ CHu®B [110-113]. bruto TakXe MmoKa3aHO, YTO OHU
yirydmaior cuMnToMbl [111]. OHM peKoMeHayIoTCS BCeEM
MallMeHTaM, €CJIM OHU He IPOTUBOIIOKA3aHBI MU HeE
nepeHocsrcs. Mx ciienyeT moBbIIaTh 10 MaKCUMaJlbHO
MepPEHOCUMBIX PEKOMEHIYEMBIX T03.

I[IpakTdyeckoe PYKOBOACTBO IO MCIOJIBb30BAHUIO
nAII® mnpuBeneHo B JIOMOJHUTENLHBIX MaTepHajax
(Tadm. 2).

5.3.2. bb

bruto mokazano, yto bb cHMXXaT cMEpTHOCTH U 3a-
6oneBaemocTh y nanveHToB ¢ CHH®B, B nomoiHeHne
K nedennio NAII® u muyperukamu [114-120]. Onu Taxk-
Ke yaydmaioT cuMOToMbl [123]. CyinecTByeT KOHCEHCYC,
yro nipuemM MAII® u Bb MoXHO HauMHATH OIMHOBpE-
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MEHHO, KaK TOJIBKO YCTAaHOBJICH HMArHO3 CUMIITOMATH-
yeckoi CHH®B. Her Hukakux moka3areabCTB B MOJIb-
3y HasHaueHusd Bb nepen nAIT® u Hao6opor [124]. bb
clemyeT Ha3HAvYaTh KIMHWYECKYN CTAOMJIBHBIM MallMeH-
TaM C SyYBOJIEMHEH B HU3KMX 103aX M IIOCTETICHHO YBEIM -
YUBATh OO MaKCHMAaJIbHO ITEPEHOCHUMOM TO3BI. Y Tallu-
eHToB, rocnuraym3npoBaHHeix ¢ OCH, Bb cienyer Ha-
3HA4YaThb C OCTOPOXHOCTHIO B OOJBHMIIE TTOCTIC TOTO KaK
MMAIlMeHT TeMOIMHAMNIECCKI CTAOMIM3NPOBaH.

MeTaaHanu3 WHIWBUAYAIbHBIX MaHHBIX MaIACH-
TOB BCEX OCHOBHBIX KIMHUYECKUX HMccienmoBaHuii bb
y manueHToB ¢ CHH®B He mokaszajn MoJIOXUTEIBHOTO
s dexTa HA YACTOTY TOCIMUTAIM3ALNKA M CMEPTHOCTH
B noxrpytie manreHToB ¢ CHH®B u ®IT [125]. OnHako
ITOCKOJIBKY 3TO PETPOCIIEKTUBHBIN aHAIN3 ITOATPYIIIIHI,
u bb He yBenmMuMIM pUCK, KOMUTET II0 pa3paboTKe pe-
KOMEHIAII peIlni He JaBaThb OTHCIBHOM peKOMeHIa-
IINY B 3aBUCUMOCTH OT CEpICYHOTO pUTMa.

IIpakTnyeckoe pyKoBOACTBO mo IpuMeHeHuio bb
nIaHo B JIomOHUTEILHEIX MaTepHrajax (Tad. 3).

5.3.3. AMKP

AMKP (cniupoHOJIaKTOH MM SBIUIEPEHOH) pPEKO-
MeHayoTcss BceM mamueHTaMm ¢ CHH®B mnsg cHu-
KEHUS CMEPTHOCTH M pHcKa rocrmmrtanu3auun ¢ CH
B nmononHeHue K MAII® u Bb [121, 122]. Onn Takke
yny4dmaoT cuMIiToMel [121]. AMKP 61okupyioT pe-
LIETITOPHI, CBSI3BIBAIOIINE ATBIOCTEPOH M, C PAa3HOM CTe-
MIEHBIO CPOICTBA, PELEIITOPHI IPYTUX CTEPOUITHBIX TOP-
MOHOB (HaIlpUMep, KOPTUKOCTEPOUIOB M aHIPOTCHOB).
DmepeHoH Ooee criennduueH IS OJIOKamIbl albIo-
CTepoHa M, CJICMOBATEIbHO, BBI3EIBACT TMHEKOMACTHIO
B MCHBIIICH CTCTICHU.

CienyeT IpoSIBIISITE OCTOPOXHOCTD TIPH MCITOIb30Ba-
Hun AMKP y nmanuueHToB ¢ HapyuieHueM (QYHKIUH T10-
YeK M y TTallMeHTOB C KOHLIEHTpallKeid KaJiusl B CbIBOPOT-
Ke >5,0 MMOJTB/I.

[IpakTdeckoe PYKOBOACTBO IIO MCIOJb30BAHUIO
AMKP mnpuBeneHo B JlomoJHUTENBHBIX MaTepuanax
(Tadm. 4).

5.3.4. APHU

B nccnenosannu PARADIGM-HF 6bu10 moka3aHo,
yTo caKkyoutpui/BaincaptaH, APHH, mpeBocxomur sHa-
JIATIpWJI B CHIDKCHWM KOJIMIECTBA TOCHUTATN3AIINI U3-
3a yxynmenuss CH, cepaedHO-cOCyancTON CMEPTHOCTH
n obuieit cMmepTHocTH y mareHToB ¢ CHH®B ¢ ®B JIK
<40% (m3meHeHo Ha <35% BO BpeMs WUCCIIEIOBAHMS)
Ha amOynatopHoM 3Tame. [lallmeHTHl, y4acTBOBaBIIME
B HMCCJICHOBAaHUM, MMEIU IOBHIIICHHBIC KOHIICHTpA-
uun HIT B masme, CK® >30 wmun/mMun/1,73 M?> 1 6bun
CIIOCOOHBI TIEPEHOCUTh SHANAIPUII, a 3aTeM CaKyOH-
TpWJI/BajicapTaH B TedeHHe BBOOHOTO mepuoma [105].
JloTmoTHUTENIbHBIC TIPEUMYIIECTBA CaKyOUTpuia/Baj-
capTaHa BKJTIOYAIM yiaydiieHue cumMnTomMoB u KK [105]
cHkeHne 4acTtoTel CJI, TpeOyomero JedeHNsT MHCYIIH-

HoM [126], un cumxenune CK® [127], a TakKe CHUXKEHUE
JacToThl Turepkanuemun [128]. KpoMe Toro, mcroib-
30BaHUE CaKyOWTpuJja/BajicapTaHa MOXET ITO3BOJIUTH
CHU3HUTH TTOTPEOHOCTh B IETIEBHIX AUypeTukax [129].
CuMmnToMaTidecKasl THITOTCH3MsI Jallle HaOJioaanach
y TMAIMEeHTOB, MOJyYaBIINX CaKyOMUTpUJI/BajyicapTaH, IO
CPaBHEHMIO C DHAJIAIIPUIIOM, HO, HECMOTPS Ha pa3BU-
THE TUTIOTEH3WH, ¥ 3THAX MMAIIMEHTOB TaKXXe HAOIIonanach
KIMHWYeCKasl TI0JIb3a OT Tepallid CaKyOWTPUIIOM/Bajl-
capranoMm [128, 130].

Takum obOpa3oM, peKomMeHayeTcsa 3aMeHUuTh NATID
wm BPA Ha cakyOuTpmi/BajicapTaH aMOYJIaTOPHBIM TIa-
nueHTaM ¢ CHH®B, y KOTOPBIX COXpaHSIIOTCS CUMIITO-
MBI, HECMOTPSI Ha ONTUMAIbHOE JIeYeHUE, OMMCAaHHOE
BBIINIE. B ABYX MCCIemoBaHMAX M3Y4aJIOCh MCITOJIb30Ba-
Hue APHMU y rocniuranmu3npoBaHHBIX TTALIMEHTOB, HEKO-
TOpBIe U3 KOTOPHIX paHee He Tmoiydanu nAIT®. Havamo
3TOTrO MCMOJIB30BAHUS KaXeTCsT 0€30ITaCHBIM 1 CHIKAET
nocnenyiomryio cmepth oT CC3 wm CH Ha 42% 1o cpas-
HeHwuio ¢ sHananpuioM [106, 107, 131]. Takum oGpasom,
MOXHO PacCMOTPETh BO3MOXHOCTh Ha3HAUYCHUSI CaKy-
outpuia/Baicaprana y manueaToB ¢ CHH®B, panee He
nonydaBmmx HAIID (T.e. de novo) (Kiracc peKoMeHIALIMIA
I1b, ypoBenb mokaszatenpHOCTH B). [TalieHTHI, KOTOPBIM
Ha3HAvYaloT CaKyOuWTpWJ/BajcapTaH, HOJKHBI MMETb
agexkBaTHOe apTepuanbHoe gaBieHue (AJl) m CKD >30
wi/mus/1,73 M2 Tocne tepanuu UAIID Tpebyetcs: me-
PO BBIMbIBAHUSI IIPOAOJKUTEIBHOCTBIO HE MeHee 36 4,
YTOOBI CBECTH K MUTHIMYMY PUCK aHTUOHEBPOTHUIECKOTO
oTeKa.

[IpakTdeckoe PYKOBOACTBO IO MCIOJIb30BAHUIO
APHMU nano B [lomomHUTENbHBIX MaTepuaax (Tadi. S).

5.3.5. UHrnouropbl SGLT2

B uccnegopanuun DAPA-HF usyuanuchk goiarocpod-
HBIe 3 dekThl nanarmdaosnaa (maruourop SGLT2) mo
CPaBHEHUIO C IIIaled0 B OOITOJTHEHHWE K ONTHUMAIBHBIM
JIeKapCTBEHHBIM cpenacTtBaM Tepanuu (OMT), 3abode-
BAa€MOCTU M CMEPTHOCTU Y MALIMEHTOB C aMOYJIaTOPHOM
CHu®B [108]. [TanueHTH y4acTBOBAJM B MCCIIEJOBA-
Huu, ecnm ouu o I1-1V @K o NYHA u ®B JIK
<40%, necmorpss Ha OMT. IlalnueHTH TakXe MOJX-
Hbl OBIIM MMETh MOBHIMIEHHBIA ypoBeHb NT-proBNP
B miazme u CK® >30 mu/mun/1,73 M2 [108].

Tepanus mamarmmdI03MHOM MIPUBENIa K CHIDKCHUIO
Ha 26% NepBUYHOM KOHEYHOM TOYKU: COYETAHUE YXYI-
menust mpu CH (rocnuranm3anust WM BHEIUIAHOBBIHA
BU3UT, IPUBEHIINi K B/B Tepanuu npu CH) wm cmept
ot CC3. O6a 5Ti KOMITIOHEHTa OBIJIM 3HAYUTEIBHO CO-
KpameHbl. bojee Toro, mamarmudaIo3uH CHU3UI CMEpT-
HOCTH OT Bcex nmpuuuH [108], ooneruyms cumnTombl CH,
yy4amun ¢usndeckoe GyHKImoruposanue n KoK y ma-
mueHToB ¢ cumiromatndeckoir CHH®B [132]. IToab3a
HaOIrromazachk cpasy Irocjie Hadajia ImpreMa Jararindiio-
31HA, a a0COJTIOTHOE CHIDKCHUE pHICKa OBLIO 3HAYNTETh-
HBIM. BEDKMBaeMOCTh B OMMHAKOBOM CTETICHN HaOJTI0a-
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nack y manuenToB ¢ CHH®B ¢ CJI n 6e3 Hero, a Takxke
10 BceMy crieKTpy 3HaueHuit HbA . [108].

Briociaenctsuu ucciaenosanme EMPEROR-Reduced
IMoKa3ajio, 9YTO SMMIArMHMIO3NH CHIKAeT KOMOMHUPO-
BaHHYIO TIEPBUYHYIO KOHEUHYIO TOuKy cMeptu or CC3
nin rocnurtaausanuu npu CH Ha 25% y naunumeHTOB
¢ KIIMHNIecKoi KapTuHOo Ha ypoBHe 1I1-1IV ®K (NYHA)
u ®B JIXK <40%, necmorpst Ha OMT [109]. B 310 uc-
ciaenoBaHue ObUTM BKIIIOYEHBI marmeHThl ¢ CK®D >20
Mi/MuH/1,73 M?, a TakKe HaGJIOIAI0Ch COKpalleHUe
cHxeHUss CK® y auII, TMOoayJaBIInX SMITATTN(IO3MH.
Takxe 3T0 ObBUIO accolUMpoBaHO ¢ yaydireHueM KoK
[133]. XoTa B mnccnegoBanuu EMPEROR-Reduced ne
OBLII0O 3HAYMTEIBHOTO CHIKCHUS CEepACUYHO-COCYIMC-
TOM CMEpTHOCTH, HemaBHUMU MeTaaHanu3 DAPA-HF
n EMPEROR-Reduced He BBIIBUII HEOTHOPOTHOCTH
B cmepTHOCTH oT CC3 [134].

TakuMm o6pa3om, manmanmu@Io3VH WIN dSMITanTudIo-
3MH peKoMeHaytoTcs B momojHeHne K OMT ¢ nAll®/
APHU, Bb n AMKP naumentam ¢ CHH®B He3aBucu-
Mo ot crtaryca CI. AnypeTndaecKue/HaTpUiypeTUICCKIIe
cBoiictBa mHrnouTopoB SGLT2 MoOryTr maTth JOMOITHU-
TeIbHBIC IPEUMYIINECTBA B YMEHBIIICHNHN BBIPAKCHHOCTH
3aCTOSI M MOTYT TIO3BOJINTh CHU3UTh ITOTPEOHOCTD B MET-
JIEBBIX muypeTtukax [135].

Komb6unanpoBanuslit nurnourop SGLT-1 u 2, cora-
I GhI03WH, TaKKe U3ydaics y marnueHaToB ¢ CJI, rocmm-
tanu3upoBaHHBIX ¢ CH. IIpemapar cHU3MII CMEPTHOCTD
ot CC3 1 KonmyecTBO TocriTanm3anuii mo mosony CH
[136]. Bonee mompoGHO 3TO OOcyXmaerca B Pasmenax
"OCH" u "comyTtcTByloniye 3ab0aeBaHus .

Tepanus narnoutopamu SGLT2 MoxXeT yBeIUYUTH
PMCK pelIUINBOB I'PMOKOBBIX MH(MEKINIT TTOJIOBBIX OpP-
raHoB. Oxwumaercss Hebonbinoe cHkeHe CK® mocire
Hadajia IpreMa, OHO 00paTUMO M He JOJKHO IIPHBO-
INTh K IIPEXIEeBPEeMEHHOMY IMpeKpalleHWIO0 IpHeMa
Iperapara.

[IpakTyeckue peKOMEHIANY 110 IIPUMEHEHUTO WH-
ruonTopoB SGLT2 manmammdnao3nHa n sMITanmngIo3n-
Ha IpuBefeHbl JJoMmoMHUTeNbHBIX MaTepraiax (Tabi. 6).

5.4. Opyrue npenapartbl, pPEKOMEeHAO0BaHHbIE
WM KOTOpPbI€ A0JIKHbI paCCMaTPUBaTbLCS
y n3bpanHbix nauueHtoB ¢ CHcdB

Apyrve dapmakonormyeckme MeTogbl Ie4eHUs
nokasaHbl oTAeNbHbIM nauneHtam ¢ CHHOB
(PB JIK <40%), lI-IV K no NYHA

| Pecowengawnn | Knace® | Yposens®

MeTtnesbie anypeTnkmn

LwnypeTrku pekomeHaytoTcst naumeHTam ¢ CHHOB | C
C MpW3HakaMu 1/uam CUMNTOMaMm 3acTos

ons obneryenus cumntomoB CH, ynyyweHns

NepeHoCMMOCTN GUSUYECKUX HArpy30K

1 CHUXEHWS Yncna rocnuTanusaumii no noBoay

CH [137].

BPA

BPA® pekoMeHAYI0TCA AN CHUXEHUS prCKa | B
rocnutanuaaumu no nosogy CH n ceppeyHo-

COCYAMCTON CMEPTU Y NaLMEHTOB C CUMNTOMaMK,

koTopble He nepeHocaT MAMND nnn APHW (naumeHTs

Takxe [OMXHbI nonyyats 66 n AMKP) [138].

WHrnburop l;-kaHanoe

MBabpaauH cnepyeT paccmaTpuBaTh lla B
Y CUMNTOMATUYECKMX NaLmeHToB ¢ OB JTXK <35%,

npw CP 1 4YCC B nokoe >70 ya./MWH, HECMOTPS Ha

NeyeHne aokasaTtensHom Ao3omn bb (nnn makcrmansHo

nepeHoCKMON 0301 Hike 3Toit), AM®/(unn APHW)

1 AMKP, ons CHUXeHUS pucka rocnutanusaumm no

nosogy CH n ceppeyHo-cocyaucTon cmeptvt [139].

MBabpasuH cnepyeT paccmaTpuBaTb lla C
Yy CUMNTOMATUYECKMX NaumeHToB ¢ OB JTXK <35%,

npw CP 1 4YCC B nokoe >70 ya./MVH, KOTOpble He

NEePEHOCAT WAV UMEIOT NPOTVBOMOKA3aHWs K Npuemy

BB ans CHUXEHWS pyucka rocnmMtanuaawmm no nosogy

CH v cepaeyHo-cocyancTol cMepTy. MaumneHTbl Takxe

LLOMXHbI nonyyats MAM® (unn APHW) n AMKP [140].

CTUMYNSTOp pacTBOPMMbIX PELIeNTOPOB ryaHWIaTLMKa3bl

BepuuuryaTr MoXHO paccMaTpuBaTh y NaLMEHTOB Ilb B
¢ lI-IV dK no NYHA, y KOoTopbIX 0TMEYAETCS yXyALLIEeHVe

CH, HecmoTps Ha neyveHne MAM® (unn APHW), BB

1 AMKP, onsi CHUXEHNS pycka CepaeyHO-COoCyanCcTon

CMEPTHOCTU 1K rocnuTanmaaumny no nosogy CH [141].

MppanasuH u usocopouaa guHUTpPaT

TmppanasvH 1 n3ocopbuna AMHUTPAT cnepyeT lla B
paccmatpuBaTth y CaMOUAEHTUGULMPYEMBIX

4YePHOKOXMMU naumeHToB ¢ PB JIK <35% nnn ¢ OB

JI)X <45% B coyeTtaHum ¢ gunataumei JIXK no -1V dK

no NYHA, HecmoTps Ha nederne AMND (nnm APHW),

BB 1 AMKP, onsi CHUXeHns pucka rocnutanmaasmm no

nosony CH n cmeptn [142].

l'vapanasuH n nsocopbuaa AMHUTPAT MOXHO Ilb B
paccmatpuBaTth y NAUYEHTOB C CUMMNTOMATNHECKO

CHH®B, koTopble He NepeHOCHT Kakue-nmbo AMND,

BPA nnn APHW (1nn oHn NnpoTmMBOnoKasaHsbl), ons

CHUXeHNs pucka cmepTu [143].

[AVrokcuH

[INroKCVH MOXET paccMaTpyBaTbCs Y NALMEHTOB llb B
¢ cumnTomaTnyeckoit CHH®B npwm CP, HecMoTps Ha

neyeHne MAM® (vnun APHW), BB n AMKP, ansi cCHXeHMs

puvcka rocnutanuaaumnm (kak no ntoboi npuynHe, Tak

1 no nosoay CH) [144].

Mpumeyanme: @ — knacc PeKOMEHOALWN, ° — ypoBEHb 40Ka3aTeNbHOCTH, & —
[loka3aHHoe vcnonb3oBaHne BPA npn CHHOB y kaHaoeHcaHa, no3apTtaHa u Ban-
capTaHa.

CokpauweHus: AMKP — aHTaroHMCT MWHepanoKOPTUKOUAHBIX PeLEenTopoB,
APHWM — MHrMGMTOp aHrMOTEH3MHOBLIX PELIENTOPOB U HENpuInauHa, b6 — Geta-
appeHobnokatopbl, BPA — 6nokaTopbl PeLenTopoB aHrMoTeH3uHa, MAMND —
MHrMBUTOP aHrMoTeH3UHNpeBpaLlaoLero depmenTa, JDK — neBbiii xenynoyek,
CH — cepgaeyHas HepocTatoyHocTb, CHHPB — ceppeyHasi HeA0CTaTO4HOCTb CO
CHUXEHHOI dpakumeit Beibpoca, CP — cuHycosbili putM, @B — dpakums BbiGpo-
ca, DK — dyHKUmMOHanbHLIN knacc, YCC — yvacToTa cepaeyHblx COKPALLEHWIA,
NYHA — Hblo-Mopkckas accoumaums cepaua.

5.4.1. Auypetukn

IletneBBle TUYPETUKN PEKOMEHIYIOTCS IUIST YMEHB-
IICHUsI TIPU3HAKOB M/WJIN CUMIITOMOB 3aCTOs Y TTalliCH-
ToB ¢ CHH®DB. KauecTtBO 1oKa3aTeabCTB OTHOCUTEIHLHO
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IUYPETUKOB HU3KOE, U MX BIMSHUE Ha 3a00J¢BaeMOCThb
1 cMepTHOCTh He m3ydanochk B PKM. OgHako crnemyeT
TakKe ITOMHHTbH, YTO OCHOBHEIC MCIBITAHUS JICUCHUS,
Momudumpyiomero 3adoneBanue, CHE®B mposo-
IJINCH Ha BEICOKOM (bOHE IMPUMEHCHMS TEeTICBOM OUY-
permdeckoit Tepanuu. OOUH MeTaaHaIU3 IMoKasal, 9TO
y mauneHToB ¢ CHH®B mnemieBrle U THA3UIHEBIC THY-
pPETHKH, TIO-BUINMOMY, CHIDKAIOT PUCK CMEPTU U YXYI-
meHusg CH mo cpaBHeHMIO ¢ IUTane0o, a Mo CPaBHEHUIO
C aKTMBHBIM KOHTPOJIEM AUYPETUKH YIYUIIAIOT IIEPEeHO-
CUMOCTB (PM3MUYECKOI Harpy3ku [137].

[leTneBble TMYPETUKN TIPOU3BOIAT O0JIee MHTCHCHB-
HBIN 1 60JIee KOPOTKUIA TUype3, YeM THA3HIBI, XOTS OHU
IEeUCTBYIOT CHHEpTreTHIeCKH (ITocemoBaTebHasT OJIoKa-
I1a He()pOHOB), ¥ MX KOMOMHAIINS MOXET MCITOJIb30BaTh-
Cs IUTSL JIEYSHUST Pe3UCTEHTHOCTH K auypetnkaMm. OmHaKo
no6ouHbIe 3¢ HEKTH OoJiee BEPOSITHBI, U 3TH KOMOWHA-
WA CJIEAYeT MCIIOJIB30BaTh TOJIBKO C OCTOPOXKHOCTBIO.
CrnenyeT oTMeTHTh, 4yTO MHTHOUTOpHI APHU, AMKP
n SGLT2 Ttakke MOTyT 00JlamaTh MOYETOHHBIMU CBOII-
ctBamu [129, 145].

Llenpro TUypeTHIeCKOil Tepaluyl SIBJISICTCS TOCTIDKE-
HHE U TIOIIepkKaHue 3YBOJIEMUN C TIOMOIIBIO CAMOI HI3-
KO O3Bl TUypeTHKa. Y HEKOTOPHIX IAIIMCHTOB C 3YBO-
JIEMH e /TUTIOBOJIEMUE MCITOIB30BaHNE IUYPETHYIC-
CKOTO TIpeIrapaTa MOXET OBITh YMEHBIICHO WJIM IIpe-
kpamieHo [146]. ITammeHTB TOJKHBI OBITH OOYYEHBI
CaMOCTOSITeJIbHO KOPPEKTUPOBATh 03y AUYypeTUKA Ha
OCHOBE MOHMTOPHUHTA CHUMIITOMOB/IIPU3HAKOB 3aCTOS
1 eXXeTHEBHOTO N3MEPEHMS Beca.

IIpakTryeckoe pyKOBOACTBO MO MPUMEHEHUIO TUY-
PETUKOB TIpMBeIeHO B JOMOTHUTEIBHBIX MaTepHajiax
(Tabn. 7).

5.4.2. BPA Il Tuna 1

Mecto BPA B ynmpaBnenum CHH®PB umsmenmnoch
3a TToCJIeMHIe HEeCKOIbKO JIeT. B HacTosIee BpeMsl OHI
pPEKOMEHIOBAaHBI MMAllMEHTAM, KOTOPBIE HE IEePEHOCST
nATI® nnmn APHU u3-3a cepbe3HbIX MOOOUYHBIX 3P dheK-
toB. Kannecapran B uccnenqoBannu CHARM-Alternative
CHU3WI KomuecTBO cMepTeit ot CC3 1 rocrmTaa3anuii
¢ CH y nanyenToB, koTopble He TToimydanu MATID u3-3a
MIpeAIIecTByIONme HerepeHocuMocTH [138]. Bancapran,
B IOIIOJITHEHNE K OOBIYHOI Tepanuu, BKIiodas NAIID,
YMeHBIIaI KoJamdecTBo rocrmmranmiannii ¢ CH B mcce-
nmosaHnum Val-HeFT [147]. OqHako HY B OMHOM MCIHBITA-
Huu BPA He CHU3WJI CMEPTHOCTb OT BCEX MPUYMH.

5.4.3. Uuruburop l-kaHana

MBabpanuH 3aMemIsieT 9YacTOTy CepAeYHBIX COKpa-
meHuit (YCC) 3a cuer nHrubmpoBanus KaHana Iy B cu-
HYCOBOM y3JI¢ ¥ TI03TOMY 3(h(HEKTUBEH TOJIBKO y MHallH-
€HTOB ¢ cnmHycoBbIM putMoM (CP). MBabpamuH cHmXa-
eT KOMOMHUPOBAHHYI0 KOHEYHYIO TOYKY CMEPTHOCTHU
ot CC3 u rocrmuraym3anuit ¢ CH y manmeHToB ¢ cCUM-
nromatnyeckoir CHH®B ¢ ®B JIXK <35%, ¢ rocninra-

mmzanueit CH B nmocinegnue 12 mec., ¢ CP u YHCC >70
yI./MWH, KOTOPEIE MOJYYaJd Tepamuio, OCHOBAaHHYIO
Ha joka3arenbcTBax, Bkiwoudas UAI® (wm BPA), bb
n AMKP [139, 140]. Hama pexoMeHzamus OCHOBaHa Ha
YCC >70 yn./MuH, KOTOpast UCIIOJIb30BajIach B MCIIBITA-
auu SHIFT. Ognako EBponeiickoe areHTCTBO MO JieKap-
ctBeHHBIM cpenctBaM (EMA) omo6puiio nBadbpamuH ISt
ucrionbp3oBanusd B EBporne y manmentoB ¢ CHH®B ¢ ®B
JIK <35% u CP ¢ YCC >75 ya./MUH, IOTOMY YTO B 3TOi1
TpyIrie wBabpaauH AaBaj IPEUMYIIECTBO B BBIXHMBa-
eMocTy [148] Ha OCHOBe pPETPOCIEKTUBHOTO aHaIu3a
nonrpyrmbl. [lepen HazHaueHMEM WBaOpagWHA CIICHY-
€T TPEOIIPUHSITL BCE YCHINS TSI Hadaa W TOBBIIICHMS
ypoBHs Tepanun bb 1o yctaHOBIIeHUSI peKOMEHIYeMBbIX,/
MaKCUMAJIbHO TTIepEHOCHUMBIX JT03.

[IpakTiaeckoe pyKOBOIACTBO IO IMIPUMCHEHUIO MBa-
OpamrHa maHo B JIOIMOTHUTENIBHBIX MaTeprajax (Taod. 8).

5.4.4. KomOGuHauus ruapanasuHa u guHUTPaTa
usocopbupa

Her yeTkmx moKa3aTelbCTB, ITO3BOJISTIOIINX PEKO-
MEHIOBATh MCIIOJb30BaHNE (DUKCUPOBAHHOI MO3BI TaH-
HOM KOMOWHMPOBAHHOM TepallMd y BCeX ITallIeHTOB
¢ CHu®B. He6onrmoe PKU, npoBeneHHOE cpeay yep-
HOKOXHX MAaIlMEHTOB, ITOKA3ajJ0, YTO JOOAaBICHNE KOM-
OMHAIINM THApala3Ha W U30COopOMIa TMHATPATA K Tpa-
nuimonHolt teparnvu (MAII®, Bb 1 AMKP) cHuxaer
CMEPTHOCTDb M KOJIMYECTBO TOCIIMTAIM3AIINIT ITO TTOBOIY
CH y nauimentoB ¢ CHE®B u II1-1V ®K (NYHA) [142].
DTH pe3yabTaThl TPYIHO MEepeHeCTH Ha MAlMEHTOB ApY-
Toi1 pachl WJIA 3THUYECKOTO ITPOMCXOKICHUS.

KpoMe Toro, KoMOMHALIMS THApaa3Ha U U30COP-
O0uma TMHATPATAa MOXKET OBITH PACCMOTPEHA V TTAIIEHTOB
¢ cumntomamu CHHE®B, KoTophie He TIEPEHOCIT KaKO-
160 n3 nAIl®, APHU unu BPA (v eciim oHE TIPOTH-
BOIIOKA3aHbl), VISl CHIDKeHUsI cMepTHOCTH. OIMHAKO 3Ta
pPEeKOMEHIAIINSI OCHOBAaHA Ha Pe3y/IbTaTaX OTHOCUTEIBHO
HEOOJIBIIIOTO COBMECTHOT'O MCCIICIOBAHUS YIPaBICHUS
10 IejlaM BETepPaHOB, B KOTOPOE OBLIN BKITIOYCHBI TOJIb-
KO TAaIIMEHTHI MYXKCKOTO II0JIa ¢ CUMIITOMATHYEeCKOM
CHu®B, nonyyaBiide TUTOKCUH W AUypeTUKHU [143].

5.4.5. AnrokcuH

JAWroKCMH MOXHO paccMaTpuUBaTh y ITallMEHTOB
¢ CHH®B ¢ CP mrg cHUXKeHUsI prcKa TOCTIUTaIN3ain
[144], xOoTsg ero BIMSHUE Ha T€X, KTO OOLIYHO JIEUUTCS
Bb, ne mposepsgnock. B nccnenoanum DIG o61ee Bim-
SIHUE€ TUTOKCWMHA HAa CMEPTHOCTHh OBUIO HEHTpaTbHBIM.

DddexTr nurokcuHa y manyenToB ¢ CHH®B u OI1
He u3ydanuchk B PKW. HekoToprle uccienoBaHust Ipes-
T0JIaraloT MOTeHIINAIBHO 00JIee BBICOKHI PUCK COOBITHIA
y manuenToB ¢ ®I1, monyyaromux gurokcud [149, 150],
TOTA KaK APYroil MeTaaHaanu3 MPULIeN K BEIBOAY Ha OC-
HoBe He-PKW, 4To IUrOKCUH He OKa3blBaeT HEraTUB-
HOTO BO3IEMCTBUSA Ha CMEPTHOCTH y manueHToB ¢ PI1
u CH, y 6onpmmHcTBa 13 KoTOophix 6bta CHH®B [151].
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Jleuenne CHu®B

CHU3UTD CMEPTHOCTb — JiA BCEX MAIIMEHTOB

nAIll®/APHU n AMKP SGLT2i

CHM3HUTB rOCITHT: a.]m3aunu/ CMepT! Th U3-3a CH — A Bl:lﬁpaHHl;lX NAalUEeHTOB

Tlepeepysra o6semom

unypeTuku

CPc bBJIHIT >150 mc CP ¢ bJIHIIT 130-149 mc unu 6e3 BJIHIIT >150 mc

ST

Huwemuueckuii cene3 HekoponapoeenHbiil cene3
L)
Quopunnsayus Duopunnsyus Hwemuueckasn Kenezodegpuyumnas
npeocepdui npeocepouii obone3Hb cepoya anemus

JIMroKCuH ) WNJIB ) AKIIT )  XKeneso kapbOKCMMaIbTO3a )

AopmanvHolii Mumpanvhas YCC, cunycosulii Hezpouonas Heneperocumocmso
cmeHo3 peaypeumauus pumm >70y0./mMun paca uAll®/APHU

PR e ) e ) | D
SAVR/TAVI MK “Kpalt 5 kpai LSS R e i

JIns n30paHHBIX MAMEHTOB ¢ nporpeccupyiomeii CH

MIIK kak "moct"

Jonrocpounas MITK
TpaHCIUIaHTaLMs CepALa K [PUHSITHIO PELICHNUS/
KaK IMOXN3HEHHAsI Teparust

"MOCT" K TpaHCIUIaHTALUU

CHuxenne KomuecTsa rocnuraansammii u3-3a CH un yryumenne K&K — 11 Bcex nanueHToB
DuznyecKkast peaduIMTAINSA

MyJ'lel/llll/lCllMl'l.]'Il/lHaprlﬁ NnoAXo/J K JICYCHUIO

Puc. 3. Ctparernyeckuii deHoTunmdeckmnini 063op neverns CHHOB.

MpumeyaHue: LBETOBOI KO, ANs KNacCOB PEKOMEHZALMIA: 3eNieHbI A1 Knacca pekoMeHaauuii I; XenTolid Ans knacca pekomengaumii lla (cm. Tabn. 1 gns nonyyeHus
[I0MONHUTENBHON MHDOPMALIMKM 0 knaccax pekoMeHaaumii). Ha pucyHke nokasaHbl BapyaHTbl iedeHusi ¢ pekomengaumamu knaccea | u lla. Cm. cneumanbHble Tabnvusl ans
1L, ¢ pekoMengaumsmm knaccea lib.

Cokpawenus: AKLLI — aopTokopoHapHoe WwyHTrpoBaHue, AMKP — aHTaroHMCT MMHepanokopTUKOUaHbIX peuentopos, APHU — MHrMBUTOP aHrMOTEH3MHOBLIX PELLeNTO-
poOB v HenpunnauHa, bb — 6eTa-apperobnokatop, BJTHMT — 6nokana nesoit HoxkM nyyka Mica, EPA — 6n10kaTop aHrMOTEH3UHOBbLIX PeLLEnTOPoB, MAM® — uHrMéuTop
aHrnoTeHsunHNpespatlaolero epmenta, KA — nmnnaHtrpyemblii kapamoepTep-aedundpunnatop, 1B — n3onaums ycTbeB NeroyHbix BeH, KX — kayecTBo xusHu,
MK — muTpanbHbii knanad, MMK — mexaHnyeckas noaaepxka kposoobpaienus, MK — mutpanbHbiii knanaH, CH — cepaeyHas HelocTaTouHoCTb, CHHOB — cepaeyHas
HEA0CTAaTOYHOCTb CO CHUXEHHON dpakuymeii Bbibpoca, CP — cuHycoBblii putm, CPT-l — ceppeyHas pecuHxpoHuavpytowwas Tepanusi ¢ aedudpunnstopom, CPT-NM —
cepAeyHas PECUHXPOHU3NPYIOLWAs Tepanus ¢ kapavocTumynatopoM, YCC — yacToTa cepaedHbix cokpalleHnid, SAVR — xupypriyeckas 3aMmeHa aopTanbHOro knanawa,
SGLT2i — nHrMbnTop HaTPUIA-rIOKO3HOro KoTpaHcnopTepa 2, TAVI — TpaHckaTeTepHas 3aMeHa aopTasibHOro K/anaHa.
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CrnemoBaTeIbHO, Y MAIIMEHTOB C CUMITTOMATUYECKUMU
CH u ®I1 aurokcuH MOXET OBITH TTOJE3€H UTI JICYEHU
601bpHBEIX ¢ CHH®B 1 ®II ¢ XkenygoukoBoil Taxmkap-
Iueit, Korma ApyTrrue TepaleBTUYeCKUe BO3MOXHOCTHA HE
MOTYT OBITh MCTIONL30BaHkI [ 150, 152-155].

JNTOKCUH MMeeT Y3K0Oe TepalleBTUIeCKOe OKHO, I0-
5TOMY YPOBHHM IWTOKCHHA CJIEAYET IIPOBEPSITh, CTPEMSIChH
K KOHIICHTpAallMd IWUTOKCHHA B CBIBOPOTKe <1,2 HT/MII
[156, 157]. Caenyer Takxke IMPOSIBIATH OCTOPOXHOCTH
IIPY UCTOJIb30BAHUH €TO Y XKCHIIMH, ITOXWIBIX JIFOIEH,
CNabBIX, CTPaJAIOINX TUMOKAINEMUEH M MCTOICHHBIX
CyOBbeKTOB. Y MaLIMEHTOB CO CHUXXEHHOM (PYHKLIMEN TT0-
YeK MOXHO PacCMOTPETh BO3MOXKHOCTh NMPHMEHCHHUS
muruTokcuHa. Mcmonp3oBanme murutokcnHa mpu CH
u CP B HacTosee BpeMst ucciemyercs [158].

5.4.6. HepaBHO OoNyGNMKOBaHHbIE pe3ybTaThl
uccnepoBanuiit CHHPB

CTUMyJIATOP pelenTopoB PACTBOPHMOI TyaHHJIATIH-
KJ1a3bl

B uccnenoBannu VICTORIA onenuBamach appex-
THUBHOCTb U 6€30ITaCHOCTh IEPOPATBLHOTO IMIPUMEHEHHUS
CTUMYJISITOpPA PELCITOPOB PACTBOPUMOI T'yaHUJIATIIN-
KJIa3bl, BepUILINTyaTa, V MAallMeHTOB co CHImXeHHOI DB
1 HegaBHO nekoMneHcupoBanHoit XCH. Yacrora mep-
BUYHOI KOHEYHOM TOYKM CMEPTH OT CEPOCIHO-COCYINC-
TBIX IPUYMH WX TocruTanm3annu 1mo mosoxy CH 6bura
HIDKE Cpear TeX, KTO ITOJy4aj BepUIIUTYaT, YeM Cpeou
Tex, KTo moiyydai 1iamneoo [141]. He 610 cCHIDKeHUST HU
o0Ieit, HI cepaecIHO-COCYOIUCTO CMEPTHOCTH. TakmuM
00pa3oM, MOXHO pacCMOTPETh BO3MOXHOCTh IIPUMEHE-
HUS BepULINTyaTa B OOITOJHEHME K CTAaHIApTHOI Tepa-
i CHH®B m1a cHIDKeHHST prcKa CepaedHO-COCYIHC-
TOIf CMEPTHOCTU U TocHuTanm3anuii mo mosomy CH.

AKTHBATOp CepIeYHOro MHO3MHA

B wuccinenosanum GALACTIC-HF ouenuBanach
3 PeKTUBHOCTh U 0€30IaCHOCTh CEPACTYHOTO AaKTHBA-
TOpa MHO3WHA, OMeKaMTHBa MeKapOwmia, y IMallueHTOB
¢ CHu®B, BxiToyas MaMeHTOB KaK B CTAIMOHAPHBIX,
TaK ¥ B aMOYJIaTOPHBIX YCIOBUSIX. [IepBrUHasT KOHEUHAsT
Touka Tepsoro srmm3ona CH i cmepti ot CC3 cHU3U-
nach Ha 8%. CepoeyHO-COCYIUCTasi CMEPTHOCTh IpakK-
THYECKM HE YMCHBINMIACh. B Hacrosimee BpeMs 3TOT
Tperapar He JIMIeH3upoBaH 1j1st mpuMeHenust mpu CH.
OmHako B OyIyIIeM ero MOXXHO OYIeT pacCMOTPETh B JI0-
IMojTHeHUe K cTaHgapTHOI Tepanuu CHH®B mst cHike -
HUS PUCKA CepIeIHO-COCYINCTOM CMEPTHOCTHA M TOCITH -
taym3auuu o nosoxy CH [159].

5.5. Ctpaternyeckuii peHoTUNMYECKni
0030p NeyeHus cepaeyHONn HeJO0CTaTOMHOCTH
CO CHUXEHHOW ¢pakumen Bbiopoca

B JOINIOJIHEHUE K 06H_II/IM MeTogaM JICHCHUA, pac-
CMOTPEHHBLIM B Pa3;[ene 5, Y OTACJIBbHBLIX IMMAalMEHTOB LIC-
nec006pa3H0 pacCMOTPETb BO3MOXKHOCTb IIPUMMCEHCHMUA
NIpyTUX MeTOHOB yiedeHust. OHU TTOAPOOHO paccMaTpuBa-

IOTCS B CIICOYIOMIMX pasneniax. HekoTopsle M3 OCHOBHBIX
(T.e. ¢ TOKAa3aHUSIMU K JICTAJTBHOCTH/TOCTINTATN3AIINN
kiacca I u I1a) m3o6paxkeHsl Ha pucyHKe 3. BaussHue He-
KOTOPBIX BMEIIaTeILCTB Ha cuMIToMbl/K2K 1moka3zaHo
B JloTIOTHUTETLHBIX MaTepHrajax (Tadi. 9).

6. YnpaBneHue cepaeyHbiM pUTMOM
y NaLMEeHTOB C CepaeyHO HeA0CTaTOYHOCTbIO
CO CHMXXEHHOW ¢pakumen Bbiopoca

B aTOM pasmene IpencTaBieHB peKOMEHIAIIMU II0
WCITOJIb30BAaHUIO MMILIAHTUPYEMBIX KapIHMOBEPTEPOB-
nepuopumisitopoB (MKJI) u cepneaHoil peCHHXpPOHU-
supytomeit Teparmuu (CPT). Jdpyrue mMIuIaHTUpyeMbIe
YCTpO¥CTBA OYAYT PAaCCMOTPEHEI B KOHIIE 3TOTO pasena.

6.1. AMnnaHTupyembii KapauoBepTep-
Bedunbpunnatop

Bricokast moJIsl JIeTaIbHBIX MCXOMOB CPemar OOJBHBIX
CH, ocobeHHo ¢ 0ojiee JIETKUMU CUMIITOMaMM, HacTy-
maeT BHE3aIlHO W HEOXWIaHHO. MHOrMe M3 HUX MO-
TYT OBITh CBSI3aHBI C BJICKTPUICCKUMU HAPYIICHUSIMH,
BKJTIOUAs] JKEJIYIOUYKOBEIC apUTMUM, OpamruKapauio 1 acH-
CTOJINIO, XOTSI HEKOTOPBIC B CBSI3M C IPYTUMH OCTPBIMU
COCYIMCTHIMU COOBITUSIMU. BBIIO TTOKa3aHO, YTO METOMIBI
JICYCHMSI, YAYUIIAIOMNE YIN 3aMeIJISTIOIINe TIPOrpecCcu-
poBanue CC3, CHMXKAIOT €XeTOOHYIO YacTOTy BHe3all-
HBIX cMmepreii [105, 160], HoO OHUM He JIedaT apUTMUYECKUE
coObITus, Korga oHu npoucxonsat. MKJI adpdekTuBHBI
TIpY KOPPEKIINY MOTCHIINAIBHO JICTATBHBIX JKEIYIOUYKO-
BBIX apUTMUIA, a B clTydae TPAHCBEHO3HBIX CHCTEM TaKKe
npenoTBpaialT opanukapauio. Hekoropble aHTUApUT-
MUYeCKHe IpernapaTbl MOTYT CHUXATh YacCTOTY TaXH-
ApUTMMI ¥ BHE3AITHOI CMEPTH, HO HE CHITKAIOT OOIIYIO
CMepPTHOCTH [161], a MOTYT €€ MOBBILIATE.

PekomeHngauun ana umnnantauum UK
y naumeHnToB ¢ CH

| Pecovenpawn | Knacc? | Yposews” |

BropuuHas npodunakrmka

K[, pekomeHzyeTcs insi CHUXEHUS prcka BHe3anHon | | A
CMEPTU 1 CMEPTHOCTY OT BCEX MPWYUH Y NAUUEHTOB,

NepeHeCLUNX XeNyA04KOBYI0 apUTMUIO, BbI3BABLLYIO
reMOZMHaMUYECKYI0 HECTaBUNBHOCTb, W'Y KOTOPbIX

npeanonaraeTcs NPOLOMKMTENbHOCTb XU3HN

>1rofa ¢ XopoLUMM GYHKLMOHAbHBIM CTaTyCOM

npwv OTCYTCTBIN 0OPATUMBIX NMPUYWH, UK €CN

XENyA04KoBas apUTMUS He BO3HUKIA MEHEe

uem yepes 48 4 nocne M [162-164].

MepsuyHas npodpunakTmka

WK pekoMeHayeTcst Ans CHUXeHUs pucka BHe3anHou | | A
CMEPTN 1 CMEPTHOCTY OT BCEX MPUYUH Y NAUMEHTOB

¢ cumntomatuyeckoit CH (II-1ll @K no NYHA)

NLIEMUYECKOW 3TUONOIMK (eCIM OHU He nepeHecnn UM

B npeALwecTsyiowwme 40 gHein — cMm. Hike) n OB JDK

<35%, HecmoTpst Ha >3 mec. OMT, npu ycnosum,

4TO OXWAAETCS, 4TO OHW NPOXUBYT 3HAYUTENBHO

ponble 1 roga ¢ xopowmnmM QYHKLMOHANBbHBIM

ctatycom [161, 165].
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WK/ cnepyeT paccMaTpuBaTh ANs CHUXEHWS pyUCKa lla A
BHE3AMHON CMEPTW 1 CMEPTHOCTU OT BCEX NPUYMH

y NauneHToB ¢ cumnTomatuyeckoi CH (I1-11l K

no NYHA) Heuwwemnyeckoii atnonorum n @B JIK

<35%, HecmoTps Ha >3 mec. OMT, npu ycnosum,

YTO OXMAAETCH, YTO OHV NPOXMUBYT 3HAYUTENBEHO

ponblie 1 roga ¢ XopoLwmnM GYHKLMOHANbHLIM

ctatycom [161, 166, 167].

MaumneHTbl AOMKHbI ObITh TLLATENBEHO 06CNEA0BaHbI lla B
OMbITHBIM KAPAMOIOroM Nepes, 3aMeHol reHepaTopa,

NOCKOJIbKY LIeIN NeveHunsl, NoTpeBGHOCTY naumeHTa

1 ero KJIMHMYECKOe COCTOSIHUE MOTJIN M3MEHUTLCS

[168-172].

Hocumoe VK[ moxHo paccmatpueaTh ans naumentos | IIb B
¢ CH, y KOTOpbIX CYLLLECTBYET PUCK BHE3AMHOW

CepLeyYHON CMEPTU B TEUEHUE OFPAHUYEHHOTO

nepvoaa BPEMEHH, UN B KaYECTBE MOCTa

K MIMNNaHTMPOBaHHOMY YCTPOWCTBY [173, 176].

Mmnnantaumnsa VK[, He pekomerayeTcs B TedeHne A
40 pHeit nocne VIM, Nnockonbky MMMNAaHTaLMs B 3TO
Bpems He ynydwaeT nporHo3 [177, 178].

Tepanusa VK[ He pekomenayetcs naumeHtam ¢ IV OK C

no NYHA ¢ TsxensiMu cumntomamu, pedpakTepHbIMu

K hapMakonornyeckomn Tepanmu, 3a UCKIoYeHNeM

CNyy4aeB, KOrzia OHU SBNSOTCS kaHamaatamm Ha CPT,

BXY vnn TC [179-183].
Mpumeuanue: 2 — Knacc pekoMeHaaLUni, ® — ypoBeHb [10Ka3aTeNbHOCTH.
CokpaweHusi: BXY — BcrnomoratensHoe xenynoykoBoe yctpoictso, UKA —
UMNNaHTUpyeMblil kapanosepTtep-aedunbpunnatop, UM — nHdapkT muokapaa,
OMT — onTtumanbHas MeaukameHTo3Has Tepanus, CH — cepaeyHas HepocTaToy-
HOCTb, CPT — ceppieyHas pecrHxpoHusupyowas Tepanusi, TC — TpaHcniaHTaums
cepaua, B JIK — dpakuus BeIGpoca nesoro xenyaoyka, K — dyHKLUMOHaNbHbINA
knacc, NYHA — Hbio-Mopkckas accoumaums cepaua.

6.1.1. BropuyHaa npodpunakTuka BHe3anHom
cepaeyHoi cMmepTn

Ilo cpaBHeHMIO ¢ Tepanueit amuomapoHom, MKJI
CHIXAIOT CMEPTHOCTDH y BBIXKMBIINX ITOCJIE OCTAHOBKU
cepaiia 1 y MallMeHTOB, ¥ KOTOPBIX BBISIBIICHBI CUMIITO-
MaTHU4eCcKHe XelrymoukoBbie aputMun. MK pekomeH-
IyeTCsT YCTaHABIWBATh Y TaKUX IAIIIEHTOB, Y KOTOPBIX
LIEJIBIO SIBJISIETCS] YBEIMUCHNE BBKMBAEMOCTH; B pellle-
HUM 00 MMILIAHTAIlUM IOJLKHO YYUTBHIBATHCS MHEHUE
marenTa 1 ux K2K, @B JIXK (BeIroma mjiss BEDKUBAHUS
He onpeneneHa, eciu @B JIXK >35%) u otcyTcTBUE ApY-
rux 3a00JIeBaHMNii, KOTOPBIe MOTYT IIPUBECTU K CMEPTHU
B TeueHMUeE Clieayolero roga [162-164, 184].

6.1.2. NMepBuyHag npopunakTuka BHe3anHom
cepaeyHoi cMmepTn

IIpu anaym3se >40 TbIC. MAIMEHTOB M3 12 OCHOBHBIX
nccinemoBanuii mo mopoxy CH wacTora BHe3aITHOM cep-
JICYHOI cMepTH CHM3WIACh Ha 44% 3a 20-J1eTHuUil nepuon
(c cepequnnt 1990-x mo 2015r) [160]. D10 MOYTH HaBEPHSIKA
CBSI3aHO C TOCTIDKeHUsIMA B JieueHnn CH, T.K. MHOTHE OC-
HOBHBIE PEKOMEH/TyeMbIe METOMIbI JICUeHUsI, BKITIouast bb,
AMKRP, cakyouTtpui/BajcapTaH U KapIuOCTUMYJISITOPHI
CPT-mreiicmeiikep (CPT-I1), cHIDKalOT puCK BHE3aITHOI
cMmepTH. XOTS OBUIO MOKAa3aHO, YTO BEHIMICYIIOMSIHYTBIC

Metonsl JiedeHnsT CH CHImKaIoT CMEPTHOCTD Y TTALIMEHTOB
¢ CHu®B, ammnonapon 3roro He genaer [161]. OnHako,
€CJIN €TO WCIIOJIb30BaTh, €T0 CICAYET IIPUMEHSITH C OCTO-
POXHOCTBIO M3-3a €T0 3HAYUTEILHOTO TTPOMUIIS TOOOUHBIX
addekToB. 1 HaobopoT, ApoHemapoH [185] u anTrapuT-
MHYECKHE CpencTBa Kiacca | mu3ommpamMun, SHKAWMHI
n baekanHauz [186] He caemnyer MCITONb30BaTh LIS IPOdu-
JIAKTAKW apUTMUN M3-3a YBETMICHUST CMEPTHOCTH, HAOJTIO-
JAEMOTO B KIIMHNYECKUX MCCIICTOBAHMSIX.

Xotsgs UK]I cHMKaeT 4acTOTy BHE3aITHOI apuTMUUe-
ckoit cmeptn y manmenToB ¢ CHH®B [187], MOXHO 01~
IaTh, 9YTO Y XOPOIIO HAOIIOMAeMBIX ITAIIMEHTOB IOIIOJI-
HUTeJTbHAs TI0JIb3a, obecreunBacMmasa MK]I, OymeT HITKe.
B uccinenoBannu DANISH yacrora BHe3aImHoil cMepTH
ObLIa HU3KOM y MauueHToB ¢ Heutemuueckoit KMIT (He-
WBC); tonbko y 70 mauvenToB u3 1116, HaGmogaBIINX-
¢S B TEYEHHE 5 JIET, POM30IIUIAa BHE3AHas cMepTh [166].
Hecmotpst Ha HeGoIbIIOE A0COMIOTHOE CHUXKEHKWE YacTO-
THI BHE3aITHOM CMEpTH IIPU MCIOJb30BAHNU YCTPOICTBA
¢ 1eUOPILIATOPOM, 3TO HE MPUBEIIO K 3HAYNTEILHOMY
CHIDKCHHIO OOINETro prcKa CMEPTHOCTH. TeM He MeHee
aHaJIM3 TONTPYIIIBI TTOKA3aJl IIPEUMYINEeCTBO Y IallieH-
TOB B Bo3pacTe <70 et [188]. B HemaBHEM MeTaaHaJM-
3¢ MCCICIOBAaHNM, B KOTOPHIX M3ydajoch BiausHue MK/
Ha He-MBC, nmpenMyIiecTBO B BBDKMBAEMOCTH BCE €IIle
HaOI0IaI0Ch, XOTSI 3 GEKT ObIT 3HAYUTEITBHO OCIabieH
BKJITOYeHMeM pesynbratoB DANISH-trial [167].

B cpennem manumentol ¢ MBC momBepxXeHBI 00Ib-
IIeMy PUCKY BHE3AITHOM CMEpTH, YeM ITallMeHTHI ¢ He-
MBC, 1 mosToMy, XOTSI OTHOCHUTEIbHAS I0JIb3a aHaJIO0-
TMYHa, abCOTIOTHAS TTOJIb3a 6ouble y manueHToB ¢ UBC
[187]. ABa PKM He moka3aiau MOJOXUTETLHOTO 3 heK-
Ta y TTallMeHTOB, KOTOpEIM mMITTaHTHpoBanu MKJI B Te-
yenue 40 nHeit mociae UM [177, 178]. XoTg BHe3aITHas
apATMHYeCcKasi CMEPTHOCTb CHM3WIIACh, 3TO OBLIO ypaB-
HOBEIIICHO YBEIMYCHNEM HEapUTMHUIECKOM CMEPTHOCTH.
CooTtBeTcTBeHHO, ycTaHoBKa MK]I myis mepBUIHOM Ipo-
GWIAKTUKY TIPOTUBOIIOKAa3aHa B 3TOT BPEMEHHOM ITe-
puon. Kpome toro, umruanrauus MKJI pekomeHnmyercst
TOJIBKO B TOM CIIy4dae, eCIv ITocie KaKk MUHUMYM 3 Mec.
OMT ne ymamoch yBeanuuts @B JIK >35%. OMT
B MeaJie BKITIOYACT MCIIOJb30BaHNE PEKOMEHIOBAHHBIX
npemnapaTtoB kiacca I mis nedenuss CHu®B. OnHako mc-
neiTannst MKJI, Ha KoTopbie MBI cChbLTaeMcCs, TIPEIIIIe-
ctBytoT ucnioiab3oBannio APHU u SGLT2. Hen3sBectHO,
cHzkaeT 1 nmimantanus MK]I cMepTHOCTS y IareH-
ToB ¢ @B JIXK >35%. B Hacrosiee BpeMsl IIPOBOISATCS
ucnbiTanust Teparm MKJ]I y Taknx TalmeHToB ¢ HaIM-
yreM pyoua Ha MPT-uzo0paxenusx [189].

6.1.3. OT60p NnaumeHToB Ang umnnanTauum UKL,

[Maunenram ¢ CHH®B u miMTeabHOCTHI0O KOMITIEK-
ca QRS >130 Mc MOXeT OBITh peKOMEHIOBAaHA MMILIAH-
tarmust CPT ¢ medpubpmmistopom (CPT-1), a ve MK]I.
bonee nonpo6Hy0 MHGpOpPMALIUIO CM. B pa3elie, ITOCBsI-
menHoMm CPT (Paznen 6.2).
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Y nmanmeHToB ¢ yMmepeHHOI miu Tsokenoit CH cHmke-
HHME YaCTOTHI BHE3AITHON CMEPTU MOXET OBITh YACTUIHO
TN TIOJTHOCTBIO KOMITICHCHPOBAHO YBEIMICHUEM CMEPT-
HocTH u3-3a yxyamenus tedyennss CH [161]. Takum 06-
paszom, tepammsa MKJI He peKoMeHOyeTcsl MallieHTaM
¢ IV ®K nmo NYHA, ¢ TsSkeabIMU cCUMIITOMaMu, ped-
pakTepHBIMH K (apMaKOJOTUYeCKOil Tepalni, KOTO-
pBIe He SBISIOTCS KaHIMAATAaMHM Ha BCIIOMOTATElIbHOE
XKenmymoakoBoe ycrpoiictBo minn TC. Takme mameHTHI
AMEIOT OYeHb OTPAHMYCHHYIO OXMIAECMYIO ITPOMXOJIKH-
TEIBLHOCTh KM3HU M, CKOpee BCEro, yMpyT M3-3a OTKa3a
Hacoca. ToYHO Tak ke TMallMEHTHI ¢ Cepbe3HBIMHU COIYT-
CTBYIOIIIMMU 3a00JIeBaHUSIMU, KOTOPBIC BPSI JIU TIPOXKH-
ByT >1 roma mipu xopomeM K2K, Bpsim Jm mToyJar cyie-
CcTBeHHYyI0 1Tosb3y oT MK/ [179-183].

Xotda uccnenoBanme DANISH He moxkasano 3Hayu-
TeIbHOTO TIpenMylecTBa mpuMmeHeHuss K] y mammen-
ToB ¢ He-UBC, cnemyer momuuTh, uto He-UBC gaBnsgeTcs
TeTePOTEHHBIM COCTOSTHMEM, M HEKOTOPBIC IOOTPYIIIIHI
(HarmpuMep, JIAMIHOIIATUH, CApKOMI03) TOABEPKEHEI 60-
JIee BEICOKOMY PHCKY BHE3AITHOM CMepTH. DTO 3aCITyKU-
BacT TIIATEILHOTO PACCMOTPEHUSI BOIIpOca 00 MMILIAH-
tauuu MK/. MHCTpyMeHTHI 1St cTpaTU(UKAUM pUCKa
(Hammpumep, pybmoBast Harpy3ka Ha MPT) Moryt OBITH
MMOJIE3HBIMU B 3TOM OTHOIIeHNHA [190-192].

IManueHTs! JOKHBI OBITH TPOMH(MOPMUPOBAHEL O 1Ie-
Jsix MUK v y9acTBOBATh B TIPOIIECCE IIPUHSITUS PEIICHMIA.
OHM TakKe TOJDKHBI OBITh B KypCe pa3BUTHSI BO3MOXKHBIX
OCJIOXKHEHMH, CBSI3aHHBIX C MMITIAHTAIIACH, 1 JTIIOOBIX M0-
ITOJTHUTEIBHBIX OCOOCHHOCTEI MpPW BOXICHUU M PUCKE
HEYMEeCTHHEIX ymapoB. bosiee Toro, mammeHTH TOJKHBI
OBITh TPOUH(GOPMUPOBAHBI 00 0OCTOSITENLCTBAX, TIPU KO-
TOPBIX AepUOPMLIATOp (VI KOMIIOHEHT Ae(prOpuiuis-
topa CPT-/I) MoXeT OBITh AcaKTUBUPOBAaH (HAIIpUMep,
HeM3JIeYnMoe 3a00JIeBaHNe) WM SKCIUIAHTUPOBaH (Ha-
npuMep, MHGEKIUS Wi BoccTaHoBeHue (pyHKimu JI2K)
[193]. [Tocnenytonie cBOeBpeMEHHBIE pPa3rOBOPHI O Je-
aKTUBaIMU AeUOPIILIATOPA CIeAyeT IPOBOTUTH BMECTE
C MAIIMEHTOM U JIUIIOM, OCYIIIECTBIISIONTAM YXOII.

Korma cpok cnyx6sl reHepatopa MKJ momxomut
K KOHIY WX TpeOyeTCsT KCIIaHTAIlNsI, OH HE IOJIKCH
3aMeHSThCST aBTOMaTtmdecku. CKopee, MOJKHO OBITh
MPUHATO coBMecTHOe pemreHne [168-172]. TTanueHTs
JIOJIKHBI OBITh THIATEIbHO OLIEHEHBI OMBITHBIM Kapauo-
JIOTOM TSI OTIPENe/ICHUS IeIN JICUCHMSI, KOTOpas MOT-
JIa I3MEHUTBCS TOCJIe UMIUIAaHTAOUM (PUCK (daTaabHOMN
ApUTMHUU MOXET OBITh HIDKE WUIM PUCK HEapUTMHUIECKOM
CMEpTH MOXET OBITh BHIIIIC). BRI3BIBaeT HEKOTOPHIE pa3-
HOTJIACHSI: HOJDKHO JIM OBITh MMILIAHTUPOBAHO IPYTOE
YCTPOMCTBO TMAallMEHTaM, y KOTOPBIX 3HAYUTECIIHHO YIIyd-
mmnack OB JIK, u TeM, KTo He Hy:XXAajcs B aIlapare,
B TeyeHne cpoka ciryxxoe1 MK/ [168-172].

6.1.4. NporpammupoBanue UK[,

OO6GBIYHOE TEeCTUPOBAHUE TTOpoTa IePUOpUIIIINN
OoJsibllle He MpOBOAUTCS Tocie ummiaantauuum MKJI
nan CPT-JI, T.K. 3T0 He moBbIaeT 3PPEKTUBHOCTD
IIIOKOBOTO MMIIeIaHCca WM HE CHIDKACT apUTMHUIECKYIO
cMmepTHOCTD [194]. KoHcepBaTMBHOE IpOrpaMMUpPOBa-
HUE ¢ JJATEILHBIMU 3ajepXKaMu [195] Mexmy o6Hapy-
xeHneM u npoBenmeHreM MK/ 3HAYNTEIPHO CHUKACT
PUCK KaK HEYMECTHBIX, TaK M YMECTHBIX, HO HEHYXHBIX
paspsnoB [194, 196, 197]. Kak npaBuiio, misl epBUY-
HOIT TIpOMIAKTUKH, AeOUOPUIIATOPHI 3aIIPOTPAMMMU-
pOBaHBl HAa MUHUMH3ALUIO CTUMYJISIUU (HampuMmep,
XKemymoukoBast cTumyisainsg VVI ¢ wacroroit 40/MuH)
W TIpHW JedyeHWH Taxukapaum >200/mmu [194, 198].
B xoHeuyHOM cueTe — M 0COOCHHO IJISI BTOPUYHOM IIPO-
(pUIaKTKN — IpOrpaMMBI TOJKHBI OBITh aTallTUPOBa-
HBI B COOTBETCTBUM ¢ KOHKPETHBIMH IMOTPEOHOCTSIMU
TnaluneHTa.

6.1.5. MoakoxHblie n nepeHocHblie UK],

IMonkoxabie UK (S-1CD), mo-BuamMomy, CTOIb
Xe 3(@PeKTuBHBI, KaK M OOBIYHBbIE TPAHCBEHO3HEIE
MK, HO ¢ Toi1 ke yacToTOi ocinoxHeHuil. HecMoTpst
Ha TO, YTO M3HAYAJBPHO PUCK HeaIeKBATHBIX pa3psaoB
OBLT BBIINIE, YIYYIICHHBIN OTOOp IMAIlMEHTOB ITOKAa3all,
yro S-ICD He yctynaroT TpaHcBeHO3HBIM MKJI B 3TOM
otHomeHNU [199-202]. OHM MOTYT OBITH IIPEAIOYTH-
TeJTBHBIM BapUAaHTOM IJISI TAIIUCHTOB C 3aTPyIHEHHBIM
BCHO3HBIM ITOCTYIIOM HWJIM TeX, KOMY TpeOyeTcs 3KC-
nnanTauus MKJI n3-3a nuandexkuu. IMamueHTs 10IXK-
HBI OBITH TIIATEJIBHO OTOOpaHBI, MOCKONBKY S-ICD
HE MOTYT JICYUTh OpagrapuTMUIO (32 MCKIIOYCHUEM
TMOCTIIOKOBOM CTUMYISIUM) U HE MOTYT O0OECIICUU-
BaTh HU aHTUTaXUKapIUaIbHYyIO cTuMyisainio, Hu CPT.
CymectBennnsie PKUM ¢ atuMu ycTpoiictBamMu 1 6oiee
IOJITOCPOYHEBIC JaHHBIC O 6€30IMacHOCTH M 3P PEeKTUB-
HOCTH OXUIAIOTCH.

Hocumeiii kapauoBeptep-neduopuaIsaTop, cnocoo-
HBII pPacIo3HABATh M JICUUTH XKETYIOUYKOBBIC apUTMUM,
MOKET PacCMaTpUBATHCS B TCUCHHUE OTPAHUICHHOTO TIC-
proma BpeMeHHM Y OTIeIbHBIX ImarreHToB ¢ CH, xoTopeie
TOOBEPKEHBI BBICOKOMY PHCKY BHE3AaITHOM CMEpPTH, HO
B IIPYTUX OTHOIIECHWSIX HE MOAXOAT I UMIUIAHTALIUA
UK [162, 175, 176, 203]. UccnenoBanue VEST He mo-
Ka3aJio, YTO HOCHMBIM KapauoBepTep-aedudpuilIsaTop
CHIKACT apUTMUYECKYIO CMEPTHOCTD Y TTanmeHToB ¢ @B
JIXK <35% mnocie HepaBHero octporo MM [204].

Jns monyyeHus: 6oyiee MOAPOOHBIX peKOMEHIAIUA
10 WCITOJIb30BaHMIO/TToKazaHusaM MKl MBI oTChUIaecM
yuTateliss K PykoBomcrBy EBporreiickoit accomuanmu
cepaeunoro putMa (EHRA) 1o XelrymoYKoOBBEIM TaXu-
ApUTMUSIM U BHE3AITHOM cepaeyHoi cmeptr [201].

144
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6.2. CepaeyHas peCUHXPOHU3MpyloLwas
Tepanus

PekomeHnpauuun pnga umnnadtauum CPT
y naumeHToB ¢ CH

m

CPT pekomeHayeTCsi CUMNTOMHbIM nauveHTam ¢ CH |

npu CP ¢ aanTtenbHocTbio koMniekca QRS 2150 mc

1 mopcdonorveit komnnekca QRS BJIHMM 1 ¢ B JTX

<85%, HecmoTpsi Ha OMT, Ans ynyyLleHns CUMNTOMOB

N CHIXEHMS 3200/1€BAaEMOCTMN 1 CMEPTHOCTY

[205-215].

CPT, a He cTumynsauus X, pekomerayeTcs naupentam | | A
¢ CHHOB He3aBucumo o1 PK no NYHA vnu wvpmHbl

komnnekca QRS, KOTOpbIM Noka3aHa Xenyno4koBas

cTumynauvs npu AB-610kaae BbICOKON CTeneru

C Lenblo CHuxeHus 3abonesaemoctu. Cioga BXxoasaT

naumeHTsl ¢ ®M [216-219].

CPT cnegyeT paccmaTpuBaTb Ang cumnTomatuyeckmx  lla B
nauveHToB ¢ CH npu CP ¢ NnpofonkmTenbHOCTbIO

komnnekca QRS >150 mc n mopdonoruneit QRS

6e3 BJTHIMT 1 ¢ ®B J1X <35%, HecmoTps Ha OMT,

LS YNYYLIEHNS CUMMNTOMOB U CHUXEHUS!

3a601eBaeMoCTU 1 cMepTHOCTM [205-215].

CPT cnenyeT paccMaTpmBaThb ANs CUMNTOMATUYECKMX lla B
naumneHToB ¢ CH npu CP ¢ npogonxutensHocTbio QRS

130-149 mc n mopdonorueit QRS BJTHMT n ¢ ©B JIX

<85%, HecmoTpsi Ha OMT, 4TOGbI YAY4LIUTL CUMITOMBI

1 CHU3WTb 3a6051EBAEMOCTb M CMEPTHOCTL [211, 220].

MaumeHTbl ¢ OB JIK <35%, KoTopble noay4nnm lla B
006bI4HbIN kKapanocTumynsTop unv UK,

1 BNOCNEACTBUN Y HUX pa3BuBaeTcs yxyalwenue CH,

HecMoTpst Ha OMT, 1y KOTOPbIX 3HAYUTENbHAS YaCTb

cTumynaumn M, AomKHbI 6bITb PACCMOTPEHB!

nns "o6HoeneHns” oo CPT [221].

CPT MoxeT ObITb paCCMOTPEHA Y CUMMTOMHbIX Ilb B
naumneHToB ¢ CH npu CP ¢ npogomxutensHocTbio QRS

130-149 mc n mopdonorueii QRS 6e3 BJIHIMT

n ¢ OB JIXK <35%, HecmoTpsa Ha OMT,

NS YNYYLWEHNS CYUMMNTOMOB U CHUXEHNS

3aboneBaemMocTu 1 cmepTHoCTH [208, 213].

CPT He pekomeHAyeTCs NaLneHTam ¢ ANTENbHOCTbIO A
komnnekca QRS <130 Mmc, y KOTOpPbIX HET NoKa3aHui

K KapaMoCTUMynsiLum n3-3a AB-610kaabl BbICOKOI

cTenenu [222-224].

Mpumeuanue: 2 — Knacc pekoMeHaaUNi, ® — ypoBeHb [10Kka3aTenbHOCTH.
CokpaueHusi: AB — atproBeHTpuKynsipHblii, BJIHMIT — 6nokana neBoi HOXKM
nyyka Mica, UKL, — vMnnaHtupyemblii kapavoBeptep-aedubpunnatop, OMT —
onTManbHas MeauKaMeHTO3Has Tepanus (pekoMeHayemast MeAVKamMeHTO3Has
Tepanus | knacca B TeveHne He <3 mec.), MK — npasbiit xenynoyek, CH — cep-
[le4Has HeflocTaTto4YHoCTb, CHHPB — ceppeyHas HeA0CTaTOYHOCTb CO CHUXEHHOW
¢dpakupeii Boibpoca, CP — cuHycoBbIt putM, CPT — cepreyHas peCUHXPOHU3N-
pytowas Tepanus, B JK — dpakums Beibpoca nesoro xenynoyka, PK — PyHk-
LMOHanbHbI knace, N — Gubpunnaums npeacepanii, NYHA — Hbio-Mopkckas
accouuaums cepaua.

YV npaBusibHO oTOoOpaHHbIX ul, CPT cHmkaet 3a60-
JIeBaeMocTh M cMepTHOCTH [211]. Kpome Toro, CPT ymyu-
IaeT ceprevyHylo ¢pyHkunio n ymyumaer KK [209, 225].

B 1o Bpems kak nccienoBanuss CARE-HF [206, 208]
n COMPANION [210] cpaBauBanu s3¢pdext CPT ¢ me-

IrKaMeHTo3Ho# Tepanueid (MT), B GOJBIIMHCTBE WC-
crepoBannit CPT cpaBuuBamm CPT-/1 ¢ UK]JI, a B HEKO-
Topbix cpaBHUBanu CPT-IT ¢ pe3epBHOIT CTUMYISIIAEI.
IIpodunaktuka daraabHO OpagMKapaIUKU MOXET ObITh
BaXXHBIM MEXaHW3MOM TIOJIb3bI BCEX YCTPOMCTB Kapamo-
ctumynauuu. B mccenemoBanun CARE-HF ucxomnHo
y 25% mnauuentoB YCC B mokoe Obuta <60 ya./MuH
[206, 208, 209]. Ecnu BaxHa mpoduiakTuka Opagukap-
i, 3pdext CPT OymeT BbIlle B TeX UCCIETOBAHUSIX,
IIe B KOHTPOJBHOM TpymIle HET ycTpoiicTBa. OmHAKO
B MADIT-II 35% ymepumx ¢ MKJI ymepiu BHE3aIHO,
HECMOTPS Ha TO, YTO OHU OBLIM 3aIIMINCHBI KaK OT Opa-
J1-, TaK ¥ OT Taxuapurmuu [226].

B 6onpmmHcTBe uccnemoBanuii CPT yka3zaHo, 4TO
®B JIXK nomxHa 6b1Th <35%, HO RAFT [212] © MADIT-
CRT [213, 214] ykazamu @B JIK <30%, B TO BpeMsI KaKk
REVERSE [207, 215, 227] yka3zan <40% u BLOCK-HF
[216] <50%. OTHOCUTEILHO HEOOJBILIOE YUCIIO IMallv-
entoB ¢ ®B JIK 35-40% ObL10 paHIOMU3UPOBAHO, HO
MeTaaHaJIu3 WHAWBUIYAJTbHBIX TUATHOCTHUYECKUX KapT
MAIlEHTOB CBUIETEIbCTBYET 00 OTCYTCTBUM CHUKCHUS
apdexra CPT B a0l rpymme [211].

Ouenka "orBera” Ha CPT gBngercd cloXHOM 3ama-
yeil. B caMmoM nesie, MHOTHE U3 TeX, KTO, IT0-BUINMOMY,
He "pearnpyer” MOJOXUTEIBHO C TOYKH 3PEHUS CBOUX
cuMIITOMOB 1K pyHKIMM JIZK, BIoJiHe MOT/IY MOIYYUTh
MIPEeUMYIIECTBO B IJIaHE CMepPTHOCTU. Heckoibko xa-
PaKTEePUCTHUK IPEACKA3hIBAIOT YIyJIIeHNE TTOKa3aTeseii
3aboyeBaeMOCT M cMepTHOCTH. CTereHb 0O0paTHOTO
peMOICIMPOBAHHUS SIBJISICTCSI OMHUM M3 Hambosiee Baxk-
Heix MexanusmoB neiictsugd CPT. boapasle ¢ CHHDB
HWIIEMAYECKOM STHOJIOTHN MMEIOT MEHBIIIeE YIIydIIeHIE
¢yakunm JIZK n3-3a pyOo110BOM TKAHM MHOKAapma, KOTO-
pas ¢ MEHBIIIEeiT BEpOSITHOCTHIO TTIOABEPTacTCs 0JIaroIpr-
ATHOMY pemonenrpoBaHuio [228]. 1 Hao60poT, KeHIIIN -
HBI MOTYT C OOJIBIIIei1 BEpOSITHOCTBIO pearnpoBaTh, YeM
MYKYMHBI, BO3MOXHO, M3-32 MCHBIIIETO pa3Mepa Tejia
u cepaua [220, 224, 229]. Illupuna QRS mpencka3biBana
otBeT CPT m Gb1a KpuTepreM BKiodeHus Bo Bce PKIU
[211], HO Mopdomorusg QRS Takke OblTa cBI3aHa ¢ OJa-
ronpusTHEIM oTBeToM Ha CPT. Heckonbko mcciemoBa-
HU IOKa3aJik, 9TO MAIUEeHTHI ¢ MOPGhOJIOTHEH OJTOKAIBI
neBoit HoxkM Tyuka [wmca (BJIHIII) ¢ Gombimeii Bepo-
STHOCTBIO pearnpyroT Ha CPT, Torma Kak B OTHOIICHUN
namueHToB ¢ Mopdoiorueii, ommuHoi ot BJIHIIL, Her
yBepeHHocTH [230]. DTa mociieqHsIsT Tpymma TakkKe He-
IOCTaTOYHO IIPENCTaBIcHAa B KPYITHBIX MCCICIOBAHMSIX
CPT [206, 210, 213]. OnHako mauneHTh ¢ MOPGOIOTH-
et BJIHIIT yacto nMeroT 6ojiee MUPOKYIO MPOTOJIKI-
teabHOCTE QRS, 1 B HacTosmee BpeMsI BEIYTCS CIIOPBI
0 TOM, ABJISIETCA JIX POTOJKATEIbHOCTE QRS mmm mop-
domorusgs QRS OCHOBHBIM TIPEIUKTOPOM OJIATONIPUSIT-
Horo otBeta Ha CPT. JanHble nByX MeTaaHanau3oB IPD
MMOKA3bIBAIOT, YTO TIOCJIE Yy9eTa ITPOMOJIKUTEIBHOCTHU
koMIuiekca QRS Manmo mokas3aTeiabCcTB TOTO, UTO MOP-
donorug xkomruiekca QRS mnmm stnonorug 3aboneBa-
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Hus BiusioT Ha BiustHue CPT Ha 3a001¢BaeMOCTb MIH
CMEPTHOCTbD MALlMEHTOB [IJISI BKJIIOUEHUST B COOTBETCTBUU
¢ Mopdonorueit QRS, moyoMm munm 3THOIOTUEN UIIIEMUH,
a TaKXe OHU He OBUIM BKJIIOYEHBI B aHAJIN3 ITOATPYIIIL.

Uccnenoanme EchoCRT [222, 223] u MeTaaHanm3
IPD [213] mpenmomaraioT Bo3MoxXHbBIH Bpen ot CPT,
Korga npoxporkutebHOCTh QRS <130 Mc, mosToMy mM-
wrantanuss CPT He peKoMeHIyeTcs, eClau IMPOMOJIKI-
teabHOCTh QRS <130 Mmc.

Ecnu manmenty 3amimaHupoBaHa yctaHoBka MKJI
n 'y Hero CP ¢ BJIHIIT, cienyet paccmorpets CPT-/1,
eciim QRS cocraBiger ot 130 go 149 Mc, 1 peKoMeHIy-
erca, ecan QRS >150 mc. OmHako KIMHUYECKas IpaK-
THKa CUJBHO pa3IndaeTcs B pa3HBIX CTpaHax, M €CiId
oCcHOBHOM npuunHoi uMmImadnTauuu CPT aBisgeTcs 00-
JIETYCHHNE CUMIITOMOB, TO KJIWHUIIMCT JOJDKEH BHIOpATh
CPT-I1 wnu CPT-/I, B 3aBUCMMOCTH OT TOTO, UYTO OH
cuuTtaet HeiaecoodbpasHeiM. Enuncreennoe PKU, B xo-
TopoMm cpaBHuBasmicy CPT-IT u CPT-J1 [210], He mipo-
IEeMOHCTPHPOBAJIO pa3IMIMii B 3a00JIEeBAEMOCTU WJIH
CMEPTHOCTH MEXIY 3TUMM TEXHOJIOTUSIMHU (XOTS MCCIIe-
IIOBaHME HE MMEJI0 BO3MOXHOCTH ITOKa3aTh TaKylo pas-
auiy). Kpome toro, B ucciaemoBanum DANISH y mamm-
enroB ¢ He-UBC, rae 58% mnanuenros noaydyanu CPT,
aHaJIN3 TOATPYIN HE IMO3BOJWI IPEAIIOJIOXUTh, UTO
CPT-I1 ycrymaer CPT-/1, [166, 167].

Korma @B JIXK cHuXeHa, 3JeKTpOKaApIANOCTUMY-
asuus TT2K MoxeT ycyryouTh cepaeyHylo TMCCUHXPO-
HUI0. DTOr0 MOXHO M36exaTh ¢ nmoMoibio CPT, Koto-
past MOXET YAYYIIUTh Pe3YJIBTATHl JICUCHUS IaIlIeHTOB
[216-218, 231]. OmHako pa3HULILI B pe3yJbTaTaxX MEXIy
CPT u ctumynsanueit I12K He Habmomaioch Ipy aHaJI3e
RAFT B moarpymmax [212]. B nenom CPT, a He cTuMmy-
gy [12K, pexomennyetces mug mauueHToB ¢ CHHOB
He3aBucuMo oT MK NYHA, y KOTOpBIX ecTh MOKa3aHUS
K KEITYTOYKOBOI CTUMYJISIINU C ILIEJbI0 CHIDKCHUS 3a-
00JIeBaEMOCTH, XOTSI IBHOTO BIMSTHUASI HA CMEPTHOCTD HE
Ha6monanock. [TarmmentoB ¢ CHH®B, xoTophle TToIyYn-
JI1 0OBIUHBIN KapauoctTuMynsitop uiau MKJI un y koTopbix
BTIOCIIEICTBUY pa3BuBaercs yxyameHne CH c Beicokoit
moneit crumynsaunu 12K, Hecmorps Ha OMT, ciaemyet
paccMotpeTh 1151 "ooHoBIeHUS " 1o CPT.

TonbpKo MBa HEOOJNBINNX UCCICOOBAHUS CPABHUBAIIN
TOJIBKO (papMakoyorndeckyio tepanuio ¢ CPT y mamu-
eHToB ¢ PII, HO pe3yIbTaThl OBIIA IIPOTHUBOPECUNBBIMIU.
Heckonbko nccaenoBanuii mokasanu, yto CPT npeBoc-
XomuT KapanuoctTuMyistiuio 12K y manmeHToB, TepeHec-
X a0Jallnio aTPUOBEHTPUKYISIpHOTO (AB) y3ma [217,
218, 231]. Tem He MeHee DPII He gBigeTCd MOKa3aHUEM
It mpoBeneHus abnaumuu AB-y3na mamuenTtoB ¢ CPT,
3a MCKJIIOYCHUEM HECKOJIBKMX CIIydaeB, KOTIa 4acToTa
COKpAaIICHUH XKeJIYIOYKOB OCTAeTCA ITOCTOSTHHO BBICO-
KOIf, HECMOTPSI Ha TIOIBITKH OIICHKN (hapMaKOJIOTHIC-
CKOTO KOHTPOJIA. AHaIN3 IoArpyI nauueHToB ¢ OIT u3
nccaemoBanusgd RAFT He Beigsmn npenmymects CPT-]]
o cpaBHeHMIO ¢ MK, XOTS MeHee yeM y TTOJIOBUHBI T1a-

LUEHTOB ObUT >90% OMBEHTPUKYJISIPHBIA 3axBat [219].
BBuny HemocTaTOYHOCTH HOKAa3aTeIbCTB 3G (hEKTUBHO-
ctu CPT y manmuenToB ¢ ®PIT 370 MOXeT OBITH BapuaH-
TOM Yy OTHCIBHBIX ITAIlMEHTOB, OCOOCHHO y ITaIlUCHTOB
¢ QRS >150 Mc, ¢ obecrieueHneM MaKCUMAaJIbHO BO3-
MOKHOM JOJI OMBEHTPUKYIISIPHOI CTUMYJISIIIAM.

OO0cepBallMOHHBIE WCCIENOBAHUS COOOIIAIOT, YTO
npy OMBEHTPUKY/ISIPHOM 3axBaTe <98% mporHo3 y ma-
menToB ¢ CPT yxymmaercd [218, 232]. SABngeTcs mm oTa
accolMamus OTpaXXeHUEM MOTEepH PEeCHUHXPOHM3AINHU
(XoTopast MOXeT OBITh YCTpaHeHa MPOTPaMMUPOBAHUEM
YCTPO#CTBA), HEMPABWJIBHEIM pa3MEIIeHIEM 3JIEKTpOIa
JI2K vy 601p1IMMU TPYAHOCTSIMU TIPU CTUMYJISILIAA TSI~
JKEJIO TTIOPaKeHHOTO MHOKapaa, OCTAaeTCS HESICHBIM. DTO
HabJofeHre He ObLIO MoATBEpXAeHO HU B omgHOM PKMH.

Pannme mcciaemoBaHWS Mpemriojarajid, 9YTO BH3ya-
JIN3UPYIOIINE TECTHl HA JUCCHHXPOHUIO HEe MMEIN 3Ha-
yeHnst npu oroope naumeHToB it CPT [233]. OmgHako
HemaBHee MCCIIeMOBaHME ITOKa3ajlo, YTO IBa HOBEIX
MapKepa IMNCCUHXPOHUM (amMKaJdbHOE pacKadynMBaHUE
¥ cemTalbHas BCITBIIIKA) CBsI3aHbI ¢ peakineit Ha CPT,
HO OHU HE TEeCTHMPOBAJINCH B KaueCTBE KPUTECPHUEB OT-
6opa WM B Ka4eCTBE 3apaHee OIpeAe/ICHHBIX ITOATPYIIIT
B PKU [234]. ITarineHTHI ¢ OOIIMPHBIM pyOIIOM MUOKap-
na OynyT UMEeTh MeHblee yaydlneHue pynkunu JIZK npu
CPT, 1o 310 BepHO mis moboro gedenuss CHH®B u He
SIBIIICTCSI HAICXKHBIM IIPSIUKTOPOM MEHbINCH KIMHIYC-
CKoIt TT0B36l. [loporn CcTUMYISIIIUK BHIIIE B PyOIIOBOM
MMOKapIe, W, €CIU BO3MOXHO, pa3MeIlleHNEe 3JIEKTPoIa
JOJKHO M30erath Takux objacteit [235, 236]. Xots ma-
LUEHTHI ¢ OOIIMPHBIMY PyOIIOBEIMUA N3MEHEHUSIMU NUME-
IOT XYOIIWA TPOTHO3, CYIMIECTBYET MaJIO JOKAa3aTeIbCTB
TOTO, YTO OHU ITOJYyYalOT MEHBIIE ITPOTHOCTUUECKUX
npenmymects oT CPT [211].

LleHHOCTh MOMNBITOK ONTUMU3UPOBATH AV-UHTEp-
BaJiBl WJIM WHTEPBAJIbl MEXIKETyTOYKOBOM 3aIepXKKU
(VV-uHTEepBAaIbl) MOCIe MMILIAHTAIIAY C MCIIOJIb30BaHN-
eM axo- unn DKI-kputepues mnu orBeta AJl HesdcHa,
HO MOXET OBITh pacCMOTPEHA IS ITallMeHTOB, Y KOTO-
pBIX OBIT pa3ovyapoBeiBatomuii orBetT Ha CPT [237, 238].
Hpyrre BapMaHTBI, KOTOPBIE CIEAYET PAaCCMOTPETh IS
ontumusanuu orsBeta Ha CPT, o6cyXmeHbl B HETaBHO
OITyOJIMKOBAHHOM MPaKTUYeCKOM craThbe [239].

ITocne mmrurantamuu CPT pekoMeHayeTcs ITepecMo-
TPEeTh TEPAINIO TNYPETUKAMU, IIOCKOJIBKY MOXET ITOTpe-
00BaTbhCsI CHIDXKCHUE IO3BI WM MX OTMEHA. Bmo0aBoK,
TakuM ob6pasom, nmruiaHTanuss CPT mMoxeT maTh BO3-
MOXHOCTh I OambHelmmel ontmMm3anuu MT mis
CHHDB [240].

YuTaTelb MOXET O3HAKOMUTBLCSA ¢ PEKOMEHIAIISIMI
o KaparoctuMy sty 1 CPT mrst mmoydeHnsT peKOMeH-
IAlMii TI0 TIpoIleaypaM MMIUIAHTAIluKM yCTpoiicTB [240a].

6.3. [ipyrve umnnaHTupyemMbie yCTPOUCTBA
MO,Z[YIISILII/IIO cepﬂequﬁ COKpaTUMOCTHN OLICHUBAa-
mm y manueHToB ¢ CH ITI-IV ®K o NYHA ¢ ®B JIK
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>25% no <45% u mmTenbHOCTbIO KoMmiuiekca QRS
<130 Mc, 9TO aCCOMUPOBAIOCH C HEOOJBIINM YIIydIIIe-
HHUEM TOJIEPAHTHOCTH K (DU3MICCKOI HArpy3Ke U YIyd-
mennem KK [241, 242].

Taxke OBLTO TTOKA3aHO, YTO aKTUBAIIMOHHAS TepaITysl
b6apopediiekcom [243, 244] obecrieunBaeT yMepeHHOE
yiydiieHe paborocrnocooHoct 1 K2K. OgHako B Ha-
CTOsIIIee BpeMsI MaHHBIC CUMTAIOTCS HETOCTATOUYHBIMU
DI TIOIIEPXKY KOHKPETHBIX PYKOBOISIIUX PEKOMCH-
AU 0 CHIDKEHWIO CMEPTHOCTHU WJIU TOCTIMTAIN3AIIAN
IJIS 9TUX W psifa IPYTUX UMIUIAHTHPYEMBIX JIEKTPOTe-
paneBTUYECKUX TeXHOJOTHMiT (cM. Takke "[IpoOersl B mo-
KasarenbcTBax' B Pasgene 16).

7. CeppevHas HeJOCTaTOYHOCTb C YMEPEHHO
CHUXeHHoM ¢pakuueii Bbiopoca

7.1. OnarHocTuka cepaedHoit
HeaAoCTaTO4YHOCTU CO YMEpPEeHHOo CHMNXEHHOM
¢pakumeii Bbiopoca

Hwnarao3 CHyH®B TpeOyeT HAIMIMs CUMIITOMOB M/
nnu npusHakoB CH u cnerka cHmxenHoit @B (41-49%).
Hanuuue nosbiimenHbix NP (BNP 235 nr/mm v NT-
proBNP >125 nir/mMi) m apyrux Ipu3HAKOB CTPYKTYP-
HOTO 3a00JieBaHUS cepalla (HampuMep, YBEIWICHHBIN
pa3mep nesoro mpencepnusa (JIIT), I'TIXK unmn OxoKI'-
nokaszatenu HamnosgHeHus JIZK) nemairotr nuarHos 6oliee
BEPOSITHBIM, HO HE SIBJITIOTCSI 00SI3aTeIbHBIMM TSI THA-
THOCTUKH, €CJIN €CTh OIPEIeICHHOCTh B OTHOIIICHUY 13-
mepenus OB JIK.

Anroput™m guarHoctuku CHyn®B uzobpaxeH Ha
pucynke 1. JIyist u3ydeHus JIexXaleil B OCHOBE 3THUOJIO-
ruu, Toxanyiicta, oOpaTuTech K Tabauie 5 (KoTtopas
OTHOCUTCS K uccienoBaHusM HezaBucumo ot OB JIK).

7.2. KnuHnyeckas xapaktepucTuka naumeHToB
¢ CHyH®B

Cy1tiecTByeT CyIIeCTBEHHOE COBITAICHNE KITMHIICCKIX
XapaKTepUCTHUK, (paKTOPOB pHICKa, ITATTEPHOB CEPACTHO-
IO peMOIeINPOBaHUs U UCXOHOB cpenu Kateropuii @B
JIK nipu CH. TMamuentsl ¢ CHyn®B B cpemHeM UMEIOT
MMPU3HaKK, KOTopble 6ombire moxoxku Ha CHH®B, yem
Ha CHc®B, B TOM cMBICIIEC, YTO OHM Yallle MYKIUHBI,
MOJIOXE U ¢ Gobleit BeposTHoCcThIO MMetoT MBC (50-
60%) [38, 42, 43], u pexe umeior PI1 u BHeKapIUab-
HBIC COITYTCTBYIOIIMe 3a0ojieBaHUs (JomorHUTEIBHEIC
Martepuaibl, Taon. 10). Tem He MeHee aMOy/IaTOpHBIC TTa-
mueHThl ¢ CHyH®B nmeroT 6ojee HU3KYIO CMEPTHOCTD,
yeM manueHTel ¢ CHH®B, Gonee 6JM3KM K MaleHTaM
¢ CHc®B.

IMamyenTtsl ¢ CHyH®B MoryT BKIIOYATh ITAIlUEHTOB,
y xotopbeix @B JIXK ynyummtace ¢ <40% nin cHA3MIACH
¢ >50% [50].

7.3. NNeyenme nauymenToB ¢ CHyH®B
Kak u ipu npyrux ¢popmax CH, mmypeTuxku ciemy-
€T UCITIOJIB30BAaTh OJIA KOHTPOJIA 3aCTOA. CYH_IGCTBCHHBIX

npocnekTuBHbIXx PKM uCKIIOUUTENBbHO Y MAllMEHTOB
¢ CHyu®B He nipoBonmiock (JomomHUTEIPHEIE MaTe-
puanbl, Tabm. 11). HekoTopble maHHBIE MOXHO TIOYEPII-
HYTb M3 aHajnn3a noarpymm ucciaenopanuii mo CHc®B,
HU OIHO M3 KOTOPBIX HE JTOCTUIVIO CBOEi IepBUYHOMU
KOHEYHOM TOYKHU. XOTS Ha JaHHBIIT MOMEHT HEJIb3S IaTh
YETKUX PEKOMEHIAIMIA IT0 KOHKPETHBIM METOHaM JIeue-
HUsI, MBI BKJTIOUIUIN TAaOJIUIY peKOMEHIAIINM, ITOOHI T10-
MOYb B BEICHUH ITAIIMCHTOB 3TOM KaTETOPUH.

®dapmakonormyeckoe sieyeHne, Kotopoe cnepyer
paccmoTpeTb y nauneHToB ¢ CHyH®B (lI-1IV ®K no NYHA)

m

LnypeTnkm pekoOMeHAyTCS NauMeHTaM ¢ 3aCTonHbIMU | |
aBneHmamu n CHyH®B nns o6neryeHus CUMNToMoB
1 npuaHakos [137].

MATM® MOXHO paccMaTpuBaTh A4S NaLMeHToB lib Cc
¢ CHyH®B, 4T06bI CHU3UTbL PYUCK FOCNUTaNMU3aALMM
no nosoagy CH v cmeptu [11].

BPA MoryT 6bITb PaCCMOTPEHbI 4,151 MALMEHTOB lib Cc
¢ CHyH®B, 4T06bI CHU3UTbL PYUCK FOCUTANMU3ALMM
no nosoay CH 1 cmeptu [245].

BB mMoryT 6bITb pacCMOTPEHbI ANS NALUEHTOB lib Cc
¢ CHyH®B nns CHeHMS pucka rocnuTannsaumm
1 cmepTn B cBasm ¢ CH [12, 119].

AMKP moryT 6bITb paCCMOTPEHbI AJ151 NALWEHTOB lib Cc
¢ CHyH®B, 4T06bI CHU3UTbL PUCK FOCUTANU3ALMM
no nosoay CH 1 cmeptu [246].

Caky6uTpunn/BancapTaH MOXHO paccmaTprBaTh 11} C

y naumeHToB ¢ CHyH®B st CHUXeHWs pucka

rocnuTanuaauum n cmept ot CH [13, 247].
Mpumeyanme: 2 — Knacc pekoMeHaaunii, ® — ypoBeHb A0Ka3aTebHOCTH.
Cokpawenus: AMKP — aHTaroHMCT MMHEPANoKOPTUKOUAHbIX peLenTopos, BB —
6eTa-agpeHo6nokatop, BPA — 6nokaTop peuenTopoB aHrMoTeHauHa, MAND —
MHrMBUTOP aHr1oTeH3uHnpespaluaowero depmeHta, CH — cepaeyHas Hepno-
cTato4yHocTb, CHYH®OB — ceppeyHas HeLOCTaTOYHOCTb C YMEPEHHO CHUXEHHOMN
dpakumeit Boibpoca, NYHA — Helo-Mopkckas accoumaums cepaua.

7.3.1. vAl®

Cneunduueckux ncciegopanmii MAII® y manmeHTOB
¢ CHyn®B ne npoBoaminock. XoTs uccienosanne PEP-
CHF npoBomunochk y manuentoB ¢ CHc®B u Bkiioua-
so mraeHToB ¢ @B JIXK >40%, B HeEM He cOOOIIAIOCH
0 pe3ynbrartax ¢ yuetoM yposHs @B JIK [11].

Onnako, y mareHToB ¢ CHyH®B Takske oynetr UBC,
apTepHabHas TUTICPTCH3US WIN ITOCTUH(MAPKTHAS CH-
cronmmueckast nucyakus JIK, 1, ciremoBaTeIbHO, OHU
yXe OyayT rmojyyath HAIT1D.

Takum o6pasom, y nanueHToB ¢ CHyH®B MoxHO
paccMoTpeTh ucronb3oBanue NAIID.

7.3.2. BPAll Tina 1

CnenunanpHbix uccnenoBanuit BPA npu CHyn®B
He mpoBomuiock. B CHARM-Preserved trial mpomy-
IeHa NepBMYHast KoHeyHast Touka cmepti ot CC3 mim
rociutaym3anuii mo nosoxy CH [245]. OmHako petpo-
CIIeKTUBHBINM aHaNMM3 TToKa3aJl, 9YTo KaHaecapTaH CHU-
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KaeT YMCIO TMAIMeHTOB, TOCIHUTAJN3UPOBAHHBIX IIO
moBony CH cpenn manuentoB ¢ CHyu®B (¢ anamo-
TUYHBIMUA TCHOCHIIUSIMU CepICIHO-COCYIUCTON CMEpPT-
HOCTH M CMEPTHOCTH OT Bcex npuunH) [8]. Boiee Toro,
aHaJIN3 TOBTOPSIOIMMNXCS COOBITUI MMOKa3al CHIZKCHUE
Yuclia rocrmTanm3anmii mo mosony CH cpemu Bceif co-
XpaHWUBIICHCS TPYIITB MAIIMEHTOB, BKIIIOYAS MAIIICHTOB
¢ CHyn®B [248].

Yro kacaetcsa MAIID, muorne ¢ CHyn®B yxe oymyt
npuHuMaTh BPA mo npyrum ceprnedyHo-coCyauCcThIM MO-
KazaHusiM. Takum obpas3om, nedeHue BPA mMoxer ObITh
paccMotpeHo y manuenToB ¢ CHyn®B.

7.3.3. bb

CnennanpHbix ucnbiTanuit bb nmpu CHyn®B He
npoBoauioch. MeraaHanu3 IPD OCHOBHBIX HCIIBITa-
Huii Bb mokaszanm aHajJornYyHOe CHIXKCHHE CepIeIHO-
COCYIMCTOM CMEPTHOCTH M CMEPTHOCTH OT BCEX IIPH-
yuH (Ha 50%) y mauuentoB ¢ CP ¢ CHH®B u CHyn®B
[12]. DtoT MeTaanammu3 IPD Bkiodan mcciaegoBaHUe
SENIORS, B XoTOpOM HEOMBOJIOJ CHUXaJl KOMOWHMU-
pOBaHHYIO IEPBUYHYI0 KOHEUHYIO TOYKY CMEPTHOCTHU
OT Bcex MpUUMH uin rocrmTann3anuii mo CC3 B o01eit
nonysuvu. BzaumoneiictBust mexxny @B JIXK (35% mna-
nueHtoB umenu @B JIK 35-50%) u BiusiHueM HeGUBO-
JIoJIa Ha TIEpBUYHEINA MCX0om He Habmomanoch [119, 249].
Muorue maumeHTel ¢ CHyn®B Moryt uMmeTth apyrue
CepIeIHO-COCYIUCTRIe TToKa3aHmsI, Takue Kak DI mmn
cTeHokapaus, nias HadHadeHuss bb. Takum oOpasoMm,
neyeHue bb MoxeT OBITH PacCMOTPEHO y MAIMEHTOB
¢ CHyn®B.

7.3.4. AMKP

Cneunanbubix uctbiTanniit AMKP mipu CHyn®B nHe
IIPOBOIMJIOCH. B peTpoCIeKTMBHOM aHaIM3e MCCemoBa-
ausg TOPCAT y naumenrtos ¢ ®B JIK >45% [9] criupo-
HOJIAKTOH CHIKAJI 9YaCTOTY TOCIIMTAIN3AINMA 110 TTOBOLY
CH y manuenTtoB ¢ @B JIXK <55%. AHanorndHasi TeH-
neHnusg Habmonmanachk misg CC3, HO He 11 CMEPTHOCTH
OT BCEX IPUYMH.

Jleuenue ¢ momombio AMKP MoxeT ObITH paccMO-
TpeHo y manenToB ¢ CHyn®B.

7.3.5. APHU

CneunansHoro uccinenosanuss APHU npu CHyn®B
He mpoBoauiock. B uccnenoBannu PARAGON-HF,
B KOTOpO€E OB BKJII04eHBI manueHTel ¢ @B >45%, He-
CMOTpS Ha TO, YTO B LIEJIOM B UCCJIEIOBAHUHU HE ObLia 10-
CTUTHYTA ero IepBUYHast KOHEYHAas TOUYKa, HabII01a10Ch
3HAYUTEIbHOE B3auMonelictBre Mexny @B u neueHunem.
CakyouTtpuii/BajcapTaH, 110 CPaBHEHUIO C BaJICAPTAHOM,
CHIXAJl BEPOSITHOCTh IIEPBUYHOTO KOMOMHUPOBAHHOTO
HCXO0Ia CEPACYHO-COCYAUCTON CMEPTU U OOIIErO KOJIM-
yecTBa rocrnuTanusanuii mo nosogy CH Ha 22% y ma-
uueHToB ¢ OB Hike wam paBHoi Mmemmane 57% [13].
JononHuTebHble OaHHbIE HOCTYIIHBI M3 KOMOUHHU-

poBaHHOTO aHanmu3a ucciaegoBanuii PARADIGM-HF
n PARAGON-HF, nokassiBatomue, 9T0 CaKyoOUTpHI/
BajicapTaH, 110 CPaBHEHHIO C APYTUMH ¢opMaMu 0JI0-
kanel PAAC, oka3bsiBaeT 0JJarOTBOPHOE BIUSTHUE, OCO-
O6eHHO Ha TocnuTanm3annu o mosoxy CH y nmanmeHTOB
¢ CHyn®B [247].

Jleuenue APHU MoxeT OBITH pacCMOTpPEHO Yy Malu-
eHToB ¢ CHyn®B.

7.3.6. [ipyrue npenaparbl

B uccnenoBannu DIG [10] y maumenToB ¢ CHyn®B
¢ CP na0momanach TeHICHIUS K YMEHBIICHHUIO KOJIH-
yecTBa rocnutanu3anuii mo mosony CH y Tex, komy Ha-
3HaYCH OTUTOKCHH, HO HET CHIKCHHSI CMEPTHOCTH Y TCH-
JIEeHIIMU K yBenmueHno cMepTHocTr oT CC3. TakuM 06-
pa3oM, HETOCTAaTOYHO ITaHHBIX, YTOOBI peKOMEHIOBATh
€T0 MCTIOJIb30BaHNE.

Taxxke HegOCTaTOYHO AAaHHBIX 00 MBabpaguHe MpU
CHyu®B, uT0oObI He1aTh KaKue-IM00 BEIBOIHI.

7.3.7. AmnnaHTUpyembie yCTPOMUCTBA

B 1O BpeMs Kak amoCTepHOpHBII (post hoc) aHa-
JIN3 OPUEHTHPOBOYHBIX McciaemoBanuit CPT 1mo3Bois-
eT mpenmnoiaoXxutb, 4To CPT MoXeT IMpWHECTH IIOJb-
3y mauuenTtam ¢ @B JIXK >35%, ncnsirannss CPT s
CHyn®B 6t mpexpallleHbl M3-3a IUIOXOro Habopa
yyacTHUKOB [250]. HeT cymecTBEHHBIX MCHBITAHUN
MUK nnst mepBUYHONM TPOMUIAKTUKUA KETYTOYKOBBIX
aputMmuit npu CHyn®B; ncnibiTanus, mpoBeaeHHbIE 00-
nee 20 yeT Ha3am, MoKa3ajll OTCYTCTBHE ITOJIB3BI OT M-
mnanTanuy MKJI mist BTopuyHOoM po(GUIaKTUKK KeJTy-
JToyKoBbIX aputMuii ipu CHyn®B.

Takxum oOpa3zom, HEZOCTATOUYHO JAHHBIX, UTOOKI pe-
koMmeHnoBaTh CPT unmn MKJI mammentam ¢ CHyn®B.

Breto yctanosiaeHo, uto y nanueHToB ¢ CH ¢ @B
JI2K >40% wuMIiiaHTalus MeXIIpeacepaHOro LIyHTH-
pyIOIIEeTO yCcTpoiicTBa 6e30IacHa, U 3TO YCTPOICTBO
MOICXKNUT M3YYCHHIO B 0Oojiee KPYIITHOM HCCIIeIOBa-
HUM, TIpeXIe YeM MOXHO OymeT maThb Kakue-JIu0o pe-
KOMEHOALINU 110 ero ucnoib3oBanuio mpu CHc®B nan
CHyn®B [251].

8. CepoeyHas HepOCTaTO4HOCTb
C coxpaHeHHoM ¢ppakuuei Bbiopoca
8.1. Mpepnocbinku K passuTUIO CEPAEYHON
HeAO0CTaTOYHOCTU C COXpaHeHHOW dppakuuen
BbiOpoCa

B aToM pykoBOACTBE TPU3HAIOTCS WUCTOPUYECKUE
W3MEHEHUsI B HOMEHKJIaType M OTCYTCTBUE KOHCEHCyca
B OTHOIIEHUU ONITUMATILHOTO TToporoBoro 3HaueHust OB
JI2K nms onpenenenus rpymniisl nanneHToB ¢ CH 0e3 sB-
Horo cHmkeHus ®B. [NepBoHavyaabHO TepMUH "coxXpa-
HEeHHBII" OBIT MpemIoxXeH B mporpamMe "Kanmecapran
TPY CepACYHON HENOCTATOYHOCTH: OLIEHKA CHIDKEHUS
cMmepTHOCTH U 3aboneBaemoct” (CHARM) mins o6o-
3HaueHus1 nmauueHToB ¢ @B (>40%), KoTopast He ObLia
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SIBHO "CHIKeHA" WJIM TIOJTHOCTBIO "cHIKeHa" [252]. XoT4a
B TEKyIINX peKoMeHaanusax manueHTe ¢ @B JIXK 41-
49% o6o3HavaoTrca kKak CHyn®B, Mbl moHUMaeM, 4TO
OyIyT CIIOpPEI O TOM, YTO TIPEACTABIsIET co00it "yMepeH-
HO cHmkeHHas" @B, KaKUMM NOJKHBI OBITH 3TH ITOPO-
roBeic 3HaueHNS @B 1 TOKHBI T OHUM OBITH pa3HBIMU
T My>kunH ¥ keHmuH [14, 253]. EACVI onpenenstet
CHUCTOJIMYECKYIO TUCHYHKLMIO KaK <52% I MyXKIWH
n <54% nna xenmuyH [16].

Takke paccMaTpuBaJICSI BOIIPOC O TOM, CJICOYeT JIN
Ha3BIBaTh MALIMEHTOB ¢ 6osee Beicokoit ®B 1 CH — CH
¢ "HopmanbHoi" @B [14, 254]. OgHako, yYUTHIBAS M3-
BECTHYIO BapHaOeIbHOCTh 3XOKapauorpapuueckKmx m3-
Mmepenunit ®B JIK, tpygHoctu B mHTeprnpetannu OB
JIZK, nsMepeHHOI C MCITOJB30BAaHUEM Pa3TMIHBIX Me-
TONOB BU3YaJIM3allNH, U COXPAHSIOIINECS pa3HOITACHS
OTHOCUTENIbHO TouHoro 3HaueHus ®B JIK misa ompe-
nIeJieHusl "HOPMEI", KOTOpOoe MOXKET BapbUpOBAThCId He
TOJBKO B 3aBUCHUMOCTH OT I10JIa, HO U OT IPYIuX (haKTo-
pPOB, TaKMX KaK BO3pacT U STHUYECKAS IIPUHAICKHOCTh
[255], B aToM pykoBoacTBe HomeHKiaTypa CHc®B co-
XpaHeHa ¢ NCITOIb30BaHNEM ITOpPOTroBoro 3HaueHus: OB,
pasHoro 50%.

BaxxHO OTMETHUTH, YTO KIMHHUIIUCTHI JOJLKHBI 3HATh,
yro @B JIXK gBnsieTcss HelpepbIBHOM NepeMeHHOM
C HOpMAaJIBHBEIM pacrpeneacHueM B OOIIel MOMyISIuH,
U T03TOMY moporoBbeie 3HaueHHsT DB, ncmonb3yeMble
B OIIpEIeNICHMSX, SBISIOTCS IIPOU3BOIBHBEIMU. boice
TOTO, XOTs ToporoBoe 3HaueHue ®B JIXK misa omnpene-
JIeHUs "HOpPMaJIbHOTO", cKopee Bcero, oyaer Boite 50%,
Ha/JMuue o4yeHb BbIcOKoi DB (Hampumep, Bbilie 65-
70%) Takxe OOJKHO MOOYIMTb K IIOMCKY IaTOJOIMU,
TaKOM KakK aMUJIOUIO3 Cepilla WM TUIEePTPpOohUIecKast
KMII ('KMII), rme "cBepxHopmanpHast” @B Moxer
OBITH PE3YABTATOM YMEHBIICHNEe KOHCYHO-INACTOIIMIC-
ckoro oobema JIK (3namenatens ®B) [256, 257].

8.2. KnuHnyeckas xapakrepucTuka
nauueHToB C cepp.equﬁ Hea4OoCTaTO4YHOCTbIO
C coXpaHeHHOW ¢paKumuei BbiOpoca

CHc®B orimuuaetrcs or CHH®B u CHyn®B TewMm,
yro nmamueHTE ¢ CHc®B crapmre m game XKeHCKOTO
mosa. @I1, XBII u comyTcTByIomMe 3a00IeBaHMSI, HE
ceg3anHble ¢ CC3, yalle BCTpedyamoTcsd Y MallMeHTOB
¢ CHc®B, yem y manmmentoB ¢ CHH®DB [258].

CyImecTByeT MHOXECTBO ITOTCHIIMATbHBIX IMPUINH
CHc®B (1a6m. 5). [Tatodpu3nonorust pa3TudHbIX CHH-
npomoB CHc®B pasnuuaercs, 1 MO3TOMY OHU TPeOYIOT
pa3IMIHBEIX MeTOmOB JiedeHUs. KpacHble (iaaxkkm s
MnoTeHUMaJlbHOTO Hanmuuusl amuiaouaHoin KMII Bxkito-
YaT HU3KOe HopMajbHOe AJl y TTaIlMeHTOB C apTepH-
aJbHOI TUIEpPTEeH3WEH B aHAMHe3e, HEIIepeHOCHMOCTD
Bb nnu nAIl®, nBycTOpOHHMI CUHIPOM 3aIsCTHOTO
KaHajia B aHaMHe3e, Hu3kuit BojisTaxk Ha DKI 1 DxoKI-
MIpU3HAKU, TaKNe KaK YTOJIIIEHNE TIeperOpOIKy, 3aTHe
creHku wiu cteHku [12K, yBennueHue npencepaunii, He-

OOJIBIIION TepUKAPANATBHBIN BBITIOT WU YTOJIIEHUE
KiamaHa (ronpo6Hee cM. paszmen o KMIT (Pazmen 14.2)).
Kpome TOro, BaskHO UCKITIOUUTH APYTHE COCTOSTHUS, KO-
TOpEIe MOTYT UMUTHPOBaTh cuHapoM CHc®B (mampu-
Mep, 3a00JIeBaHUS JIETKUX, aHEMUIO, OKUPEHUE U YXYII-
meHue cocrosHust). boxee momnbrit 0630p CHc®B cwM.
B 3asBiaeHuu o no3uunu ESC/HFA [259].

8.3. lnarHocTuka cepaevHomn
HeAO0CTaTOYHOCTbIO C COXpPaHeHHON ppakumnen
BbiOpocCa

Huarnoctuka CHc®B ocTaeTcs clIoXHOIT 3amadeii.
HeckobKo 1MarHOCTUYECKNX KPUTEPUEB OBUIN TIpEI-
JIOKEHBI OOIMEeCTBAMA M B KIMHUYECKUX UCITBITAHUIX
[260]. DT KpUTEPUM IIMPOKO Pa3IUYAIOTCI 110 CBO-
eii YYBCTBUTECIBHOCTU M CHEIM(PUIHOCTH IJIsSI OHa-
rHoctuku CHc®PB. CoBceM HemaBHO IJII AUATrHOCTU-
KM OBUIM TIPEIIOXKEHBI IBa aJTOPUTMa, OCHOBAHHBIC
Ha ouenke (H,FPEF u HFA-PEFF) [259, 261]. B To
BpeMs KaK 0000111aeMOCTh OLIEHOK Oblja IIpoBepeHa
B pa3NMYHBIX KIMHUYCCKUX U HAOIIOOATCIBHBIX KO-
ropTax, X IUarHOCTUYECKHE XapaKTCPUCTUKU Pa3jIH-
yajaucsk [262-269].

O0¢ 1IKaJIBl OMpPEeACNISIIOT 3HAYNTEIBHYIO JOJIIO TIa-
nueHToB ¢ momo3peHueM Ha CHc®B kak mpomexy-
TOYHYIO BEPOSITHOCTD, IIPA 3TOM IOITOJTHUTEIbHAS IHa-
THOCTHWKA JOJDXKHA OBITH IpemIoXeHa. TakuMm odpa3om,
B 3aBHUCHMOCTH OT TOTO, KaKasl OIlcHKa MCITOJIb3yeTCs,
pa3HBIe MAaIlMEHTH OyIyT HaIpaBJeHBI Ha TOMOJTHU-
TelIbHOE 00CIemoBaHMe WM paclipenelieHBl KaK MMe-
omure CHc®B. Kpome TOro, Bpaum MOTyT He UMETh
IOCTyIa KO BCEM CIICeIMAJTN3MPOBAHHBIM TeCTaM, pe-
KOMEHIOBAaHHBIM KOHKPETHBIMH ITHATHOCTUYCCKUMU
aJTOPUTMaMHU. DTO OIPAaHNIMBACT IIUPOKYIO KIIMHIIC-
CKYI0O TIPUMEHUMOCTD LKA U IEMOHCTPUPYET cOXpa-
HSTIOIIYIOCS TMATHOCTUYCCKYIO HEONPEIeIeHHOCTD IIPU
CHc®B [267].

HOnst o6jerdyeHUST MMPOKOTO KIMHUYIECKOTO TIPHU-
MCHEHHSI B 3TOM PYKOBOACTBE PEKOMEHIYETCS YIIPO-
IIEHHBII MparMaTUYeCKUi MOIXOMA, KOTOPBIA BBIAEISET
00IIMe OCHOBHBIC 2JIEMEHTHI B IIPEAIICCTBYIONINX THA-
THOCTUYCCKHUX KPUTEPUSIX W BEIACISICT Hamboee 9acTo
WCITOJIb3yeMbIe TIepeMeHHBIC, IITUPOKOTOCTYITHBIC KIIH-
HUNKACTAM. BBUTO mMOKa3aHO, YTO HEKOTOPHEIE U3 3TUX
nepeMeHHBIX, B yacTHOCTHU, pa3Mep JII1 (mHOexkc oOb-
ema JITT >32 mi/M?%), MuTpaibHas ckopoctb E >90 cm/c,
cenTaibHasi ckopocTh e’ <9 cMm/c, oTHomeHue E/e’ >9
OIIOpHEIEC TOYKM, 3a MpenejlaMid KOTOPHIX MOBBIIIACTCS
PUCK CEepIedHO-COCYIMCTOl CMEPTHOCTU, MOMUYEePKU-
Bas WX HeHHOoCcTh [270]. TakuMm o6pa3oM, 3Ta peKOMeH-
Jalus COoracyercsl ¢ yrBepKIeHHbIM nokymeHToM HFA
¥ TIPEICTaBISICT COOOM He HOBBIN aJTOPUTM WUIM THA-
THOCTHYECKYIO IIIKAJIy, a CKOpee YIPOIICHHBIN ITOIXOI.
Bpaun, nMeromue JOCTyI K 3KCIIEPTU3E, MOTYT 00Opa-
TUTBHCS K TIOJTHOMY OTUAaTHOCTUYECKOMY ITOIXOMY, peKo-
meHnosanHoMmy HFA [259].
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DTOT YNPOIIEHHBIN TUATHOCTUYECKHMA TTOAXON HAYM-
HaeTcsl ¢ TIpeTecTa JJIsT OLICHKU BEPOSITHOCTH (CM. KITU-
HUYECKHME XapaKTepUCTMKU BhIlIe). JIMarHo3 mOKeH
BKJTIOYATH CJISyIOIIIee:

(1) Cumnromsr u ipusHaku CH.

(2) ®BJIXK >50%.*

(3) OOBeKTUBHEBIC TIPU3HAKU CEPIEUYHOTO CTPYKTYP-
HOTO M/WiIn (DYHKIIMOHAJIBHOTO HAPYIICHUS, COTIACYIO-
IIHecsd ¢ HATMIUEeM AUacToNmIecKoi mucdyHkmmm JI2K/
TOBBIIIICHHOE MaBiieHre HamoxHeHus JIZK, B T.9. TTOBHI-
menue HII (ta6i. 9).

Tabnuua 9

OGbEKTUBHbIE faHHbI€ O CTPYKTYPHbIX, PYHKLMOHANBHbIX U CEPOJSIOrM4ecKuUX HapyLLEHUsIX cepaua,
cornacyowmecs ¢ Hanuumem guacronnyeckon aucoyHkumm JHK/noebileHHbIM AaBneHueM HanonHenus J1XK [259, 261]

MNapamertp? MoporoBbie 3Ha4eHus
Unpekc maccbl JDK
OTHOCUTENbHASA TOMLMHA CTEHKUN >0,42

WUnpekc o6bema J1A? >34 mn/m? (CP)

CooTHoweHue E/e’ B cocTogHum nokos®  >9

NT-proBNP >125 (CP) unu >365 (D) nr/mn
BNP >35 (CP) unn >105 (PM) nr/mn
Cucronuyeckoe paeneHue B JIA >35 MM pT.CT.

TP ckopocTb B nokoe? >2,8 m/c

295 /M2 (XeHWMHbI), >115 /M2 (MyX4uHbl)

KommeHnTapumn

XOTS Hann4mne KOHLEHTPUYECKOro pemoaenmposanns unm MK
SBISIETCH NOATBEPXAEHNEM, oTcyTCTBUE MK He ucknioyaeT
nvarHo3 CHcdB

Mpu otcyTcTBum AN nnm 3a6oneBaxys knanaxa ysenanyexwe Jir
0TpaXaeT XPOHWYECKM NOBbLILLIEHHOE aBneHne HanonHenus JHK
(npy Hannunm SN noporosoe 3HadeHne >40 mn/m?)
YyBcTBUTENBHOCTL 78%, cneunduyHocTb 59% B OTHOLIEHUN
Hanunyms CHC®PB npuw MHBa3MBHOM Harpy304HOM TECTe, XOTSi
3asBNIeHHas TOYHOCTb BapbMpoBana. bonee BbICOKOE NOpOroBoe
3HaueHve 13 umeno 6onee HU3KYIO HYyBCTBUTENBHOCTb (46%),

Ho 6onee BbICOKYIO crnieumduyHocTb (86%) [71, 259, 274]

1o 20% naLmeHTOB C MHBA3WBHO AokasaHHoi CHc®dB nmetot HIM
HUXE AMarHOCTUYECKWX MOPOroB, 0CO6EHHO NPY HAMIMYUN OXUPEHUS!
YyBCTBUTENBHOCTL 54%, cneunduyHocTb 85% B OTHOLWIEHUM
Hannams CHcdB npum nHBa3nBHOM Harpy3o4HOM TecTe [259, 261]

MpumeuaHue: yem 60sbLLE KOMYECTBO NPYCYTCTBYIOLLMX aHOMaWiA, TeM BhilLe BeposiTHOCTb CHC®DB. @ — B TabnuLEe NnepeymcneHbl TONbKO YacTo UCTMONb3YEMbIE MHAEK-
Cbl; MEHEE YACTO MCMONb3yeMble MHAEKCHI CM. B COrNacoBaHHOM aokymeHTe ESC/HFA [259].

Cokpawenusi: [TK — runeptpodus nesoro xenynouka, JIA — neroyHas aptepus, JK — nesbii xenynouek, JIN — nesoe npeacepave, HIM — HaTpuitypeTudeckuid nen-
o, CHc®B — ceppeyHas HeAOCTaTOMHOCTb C COXpaHeHHo dpakumelt Bbibpoca, CP — cuHycoBblil putMm, TP — TpukycnuaansHas peryprutauus, @ — eubpunnaumns
npeacepanii, BNP — mM03rosoit HaTpuitypeTudeckuin nentua, E/e’ — ckopoCcTb paHHEro HanoHEHUs B TPRHCMUTPANbLHOM Aonnneporpadum/cKopoCcTb paHHen penakca-
uuu B TkaHeBow gonnneporpadun, NT-proBNP — N-kOHLeBO NpOMO3roBOi HaTPUIAypeTUYEeCKUin NenTua,.

*CrnemyeT OTMETUTh, YTO Y ITAIIUEHTOB C SIBHO CHM-
xeHHoit @B JIK (<40%), y KOTOPBIX BIOCTEICTBUU
otmeuaetcss @B JIXK >50%, cnenyetr cuutaTh HaJIUdKe
BocctaHoBieHHoit CHH®B mim "CH ¢ ynyuymeHHo
®B JIXK" (a He CHc®B). 3TtM manmeHTaM peKOMEeH-
nyeTcs TIpogokeHne nedeHns kak npu CHu®B [271].
HewnssectHo, none3no im Hadano Tepanuu CH y ma-
uueHToB ¢ BoccraHoBuBlueiica @B JIK. [laumeHTsl
¢ CHc®B, kak mpaBujio, UM€IOT CTAOMILHYIO TPaeKTO-
puto @B JIXK ¢ TeuenueM BpeMmeHu [272]. OgHako Kin-
HUYeCKUe MoKa3aHus Wi moBTopHOTOo DX0KI mccieno-
BaHUS TOSBJISTIOTCS BO BpeMsI HAOTIONCHMS, IIPUMEPHO
Yy OOHOM TPETH MAIMEHTOB, Y KOTOPBHIX HAOIIOmAeTCS
camxenne @B JIXK [273].

IMpu wHanmuun PII moporoBoe 3HAUYCHHWE WHOEKCA
o6bema JIIT cocrasnsier >40 mu/m2. Toporu dusude-
CKOIT Harpy3KM BKIIIOYAOT oTHomeHne E/e’ mpu mumko-
BOIi Harpyske > 15 win cKopoCTh TPUKYCIUAATBLHON He-
nmocratouHoctu (TP) mpm mmkoBoii Harpyske >3,4 Mm/c
[275]. O6mas nponoabHas aedopmarms JIK <16% nme-
€T YyBCTBUTEJILHOCTh 62% u crneuuduaHocTh 56% mis
mrarao3a CHc®B ¢ momornibio MHBa3UBHOTO TECTUPO-
BaHwus [261].

[Momxon K AMaTHOCTHKE MOJKEH BKIIIOYATH ITOTIOJN-
HUTEJbHBIC ITOATBEPXIAIONINE TECThI B CIIyJasiX Iua-
THOCTHYECKOI HEeoIpeneIeHHOCTH, TaKMe KaK Kapamo-
MyJIbMOHAJIbHOE HArpy304YHOE TEeCTUpOBaHMUE (UTOOBI
TMOATBEPINTh CHUKCHNE MTEPEHOCUMOCTH (PU3MICCKOIA
HArpy3ku u mnoMouyb AucddepeHInpoBaTh MPUUNHY
OIBIIIKN), HATPYy309HOE TECTUPOBAHUE W MHBA3WMBHOEC
reMOIMHAMMIEeCKOe TeCTupoBaHue [259].

Ecan DxoKI' m nabopaTtopHble MapKepbl B IO-
KO€ COMHUTEIBbHBI, PEKOMCHIYETCS AUACTOIMICCKUIA
crpecc-TecT [259, 274]. IlonTBepXOAlOIMINM TECTOM IUIST
mnarHoctTuku CHc®B gBngeTca nHBa3sUBHAS TeMOIM-
HaMMJYecKasl Harpy3odHast mpo6a. HBa3sMBHO U3MepeH-
HOE JaBJICHNEC 3aKJIMHUBAHUS JICTOYHBIX KaITWJIISIPOB
(A3JIK) >15 MM pT.cT. (B 1TOKO€) MM >25 MM PT.CT. (TIpA
Harpy3Ke) Wi KOHeYHO-IracTonmaeckoe napieHue JIK
>16 MM pT.CT. (B MTOKO€) OOBIYHO CUYMTAETCS AMATHOCTH-
yeckuM [266]. Omnako BMecto orceuenns J3JIK mpu
(usmaeckoit Harpy3ke, HEKOTOPBIC MCIIOIb30BAIN OT-
nomenne J3JIK k cepaeyHoMy BHIOpOCY IUIST MHBA3WB-
Hoit mmarHoctukn CHc®B [260, 276]. I1pusHaBast, 4To
WHBa3WBHOE TeMOOUHAMUYECKOE TECTUPOBAHUE C (DU3H-
YeCKOM Harpy3Koil HEOOCTYITHO BO MHOTHUX IICHTPAaX II0
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BCEMY MUDY M CBSI3aHO C PUCKOM, €T0 OCHOBHOE TTpU-
MEHEHHEe OTPaHMYEHO YCIOBUSAMU HCCiIenoBaHus. B or-
CYTCTBUE KaKOTO-JINOO JIeYeHHS], MOAUDUIIUPYIOIIETO
3aboJieBaHME, TEKyIIMe PEKOMEHAAlluu He TpeGyioT
00s13aTeTbHOTO TMPOBENEHUsI 30JI0TOTO CTaHIapTa Y KaxkK-
JIOTO TIAlIMEHTA TSl TIOCTAaHOBKM AMAarHO3a, HO Tomdep-
KUWBAIOT, YTO YeM OOJIbIle 0O BEeKTUBHBIX HEMHBA3UBHBIX
MapKepoB IOBBIIIEHHOTO AaBieHUs HarmoxHeHus: JI2K
(tabin. 9), Tem Boie BeposaTHOCTh nuarHo3a CHc®B.

8.4. JleyeHune cepaeyvHoOIl He[OCTaTOYHOCTHU
C CoXpaHeHHoW ¢paKkumnei BbIOpoca

Ha cerogHsimHuil neHb He OBLIO JOKA3aHO, YToO Jie-
YyeHNe yOemIUTeIbHO CHIXAeT CMEPTHOCTDb 1 3a00JjIeBa-
emocTh y mmanueHToB ¢ CHc®B, x0T yaydlreHusT Ha-
OII0maNNCh IJIsI HEKOTOPHIX KOHKPETHHIX (PEeHOTHUIIOB
nmanueHToB, Bxomsamux B Kateropuio CHc®B. Tem
He MeHee HU onHO u3 KpynHbeix PKWM, mpoBeneHHBIX
mpu CHc®B, He MOCTUIIO CBOMX MEPBUIHBIX KOHEU-
HBIX TodeK. K HUM oTtHOCaTcs PEP-CHF (mepmumo-
mpwn) [277], CHARM-Preserved (kanmecapran) [245],
I-PRESERVE (up6ecapran) [278], TOPCAT (crmpo-
HonakToH) [246], DIG-Preserved (murokcuu) [279]
n PARAGON-HF (cakyoutpui/Bancaptas) [13] (1mo-
IPOOHOCTH 00 3TUX M HOIOJHUTCIBHBIX MCIBITAHUSIX
cM. JloTmoTHUTEIbHBIE MaTepHaibl, Tabauma 12). Yucio
rocnutanu3anuii mo mosoxy CH OBIIO CHMXEHO MpU
IMpUMEHECHUM KaHIecapTaHa U CIIUPOHOJIAKTOHA, a TaK-
Ke Ha0JIfoIanach TCHICHINS K CHIDKCHHIO TIPU TIpUMe-
HEHNHU CaKyOuWTpuia/BajcapTaHa, XOTsI, IIOCKOJIbKY 3TU
HCCIIeIOBaHMs ObUIM HENTPaJIbHBIMH B OTHOIICHUU MX
MIEPBUYHBIX KOHCYHBIX TOUYECK, OHU SIBJIISTIOTCSI TOJIBKO
BhIBOAAMU, (POPMUPYIOIIMMHU TUIOTE3bl. XOTSI HEOMBO-
JIOJI 3HAYMTEIIFHO CHIKAJI KOMOMHNPOBAHHYIO TIEPBUY-
HYIO KOHEUYHYIO TOYKY CMEPTHOCTH OT BCEX MPUINH WU
rocnuTanu3anuii mo CC3 B ucciaenoBanum SENIORS,
3TO UCCIELOBAHUE BKIIOYAIO TOJbKO 15% ¢ @B JIK
>50% [119, 249]. UcnbiTaHus, HaLlEJEHHbIE B HAIIPaB-
JICHUW OKCHAA a30Ta-IUKINYEeCKHUA T'yaHO3MHMOHO-
docpar, Takke He CMOITH YAYYIIUTh TOJICPAHTHOCTD
K ¢usnueckoit Harpyske mim KK mpu CHc®B, na-
mpumep, NEAT-HFpEF [280], INDIE-HFpEF [281],
VITALITY-HFpEF [282] u CAPACITY-HFpEF (mpa-
ymuuryat) [283].

HecMmoTpst Ha oTCyTCTBHE HAHHBIX O cHenudude-
CKOW Tepanuu, Mmonuduupyloeil 3abojieBaHue, Npu
CHc®B, 110CKOIBKY MTOOABIISONIEee OOJBIIMHCTBO Ta-
mreHToB ¢ CHc®B MMeIoT COMyTCTBYIOMIYIO TUTICPTEH-
suto u/mm MBC, MHOrMe M3 HUX YK€ MOJIy4daroT Jie-
yeane nAII®/BPA, bb mwim AMKP. B uccnegoBannu
PARAGON-HF Ha ucxonHoM ypoBHe >86% malueH-
toB npuHuManu UAII®/BPA, 80% — bb u >24% —
AMKP [13].

Pabouag rpynma moAaTBepXaaeT, YTO BO3MOXHO-
ctu nedeHuss CHc®B mepecmaTpuBaioTcss Mo Mepe
MyOIMKAIIM 3TOTO PYKOBOACTBA. MBI OTMedYaeM, UTO

YrpapieHne IO CaHUTAPHOMY HAI30PY 3a Ka4eCTBOM
MUIIEBBIX TPOOYKTOB U MeauKameHTOB (FDA) omoopm-
JIO MCTIOJIb30BaHME CaKyOMTpHMiIa/BajicapTaHa U CIUPO-
HoakToHa y mamyeHToB ¢ @B JIK "Huke HOpMBI'. DTH
3asBJICHMS OTHOCATCS K marenTaM Kak ¢ CHyn®B, tak
u ¢ CHc®B. [nsg cakyourpria/BajcapTaHa 3TO pellie-
HUe OBIJI0 OCHOBAHO Ha aHAJIM3¢ MTOATPYIII U3 MCCIICIO-
Bannss PARAGON-HF, koTopoe mokasano CHIXeHUE
yrcia rocnutanuauuii mo mosony CH y mun ¢ @B JIK
<57%, n mertaananus ucciegopannii PARADIGM-HF
n PARAGON-HF nokazan cumxenue CC3, cMept-
HOCTHU W 4YMcja TocnuTanm3annii mo nosomy CH y i
¢ ®B JIK Hukxe HOpManbHOTO nuamna3oHa [247]. Yrto
KacaeTcsl CIMPOHOJAKTOHA, IOATPYIIIA JIMI B MCCIIE-
moBannu TOPCAT, nabpanHoM B AMepuKe, TToKa3ajia
3HAYUTEJIbHOE CHIKCHUE TECPBUYHON KOHEYHOU TOU-
ku cMmepti oT CC3 m rocnmrtanu3anuii mo mosoxy CH,
a MOCIenyIOIINUA aIllOCTepUOPHBINA (post hoc) aHAIH3
¢ nomotsio @B 1moKa3zan 3HAYNTEIPHOE CHIDKCHUE VIC-
xomoB y mauueHToB ¢ @B JIK <55% [9, 247]. Takxe
MPOHOIKAIOTCI UCIBITaHUSA ¢ MHrnomrtopamu SGLT2.
DT pa3pabOTKM MOTYT YCKOPHUTH IepeollpenesieHIe
CHc®B B GyaymieMm 1 3TO ITOBIMSECT Ha TepalleBTAUC-
CKHE BO3MOXHOCTH.

IIpu oTCyTCTBUM pPEeKOMEHIALIMIA OTHOCUTEIIHFHO MO-
INGUIUPYIONINX 3a00ieBaHUE, JeUYeHNE JOIKHO OBITh
HaIIpaBJIeHO Ha YMEHBIICHNE CUMIITOMOB 3aCTOSI C TIO-
MOIIBI0O MUYPEeTUKOB. I[IpenmodYTuTeNbHBl TETICBBIC
OIUYPETUKH, XOTS TUA3UIHBIC TUYPETUKH MOTYT OBITh
TMOJIC3HBI IJIsI JICICHUSI apTepualibHONl TUIICPTCH3UM.
CHUXeHMe MacChl Tejla ¥ MaIMeHTOB C OXHUpPEHUEM
¥ yBeJIWYCHNE (DU3MIECKON HArpy3KH MOTYT eIle 0O0JIb-
e YAYYIIUTh CUMITOMBI U MEPEHOCUMOCTH (pU3mIe-
CKOM Harpy3Ku, IMO3TOMY MX CIIEAyeT paccMaTpuBaTh
Y COOTBETCTBYIOIIVX MaleHTOB [284, 285].

BaxxHO BBISIBUTH U JICYUTH OCHOBHBIC (DAKTOPHI pHC-
Ka, OTUOJIOTUIO W COITYTCTBYIOIIME 3a00JeBaHUS TIPU
CHc®B (Hampumep, aprepualibHasg TUIIEPTEH3US
B Pasnene 12.4, UBC B Pasnene 12.2, ammionnos B Pa3-
nene 14.6, ®@I1 B Paszmene 12.1.1 m mopoku KJiaraHoOB
cepmua B Pasmene 12.3). HecomHeHHO, JIedeHIEe HEKOTO-
pPBIX OCHOBHBIX (peHOTHUTIOB cHApoMa CHc®B mpuso-
IUT K YIYYIICHUIO PEe3yTbTaTOB.

PekomeHaauuu no nevyenumio naumeHtos ¢ CHcdB

m

CKPVHVHT 1 IeYeHre 3TMONIOTMK, & TakKe CepaeyHo-

COCYAMCTBIX N BHEKAPAMANbHBLIX CONMYTCTBYIOLLMX

3a60neBaHNi pekomeHayeTcs y naumeHToB ¢ CHcdB

(CM. cooTBeTCTBYIOLLVME Pa3Aebl 3TOr0 JOKYMEHTa).

[InypeTnkn pekoMeHayTCs Y 3aCTOMHbIX MALIMEHTOB | C
¢ CHc®B nnsa obneryeHms CUMNTOMOB U NPU3HAKOB

[137].

Mpumeyanme: 2 — Kacc pekoMeHaauuii, ® — ypoBeHb 40Kka3aTebHOCTH.

Cokpauenune: CHc®DB — ceppaeyHas HeloCTaTOYHOCTb C COXPaHEHHo dhpakumnein
BbIOpOCa.
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PekomeHpauumn ang nepeuyHoi npopunaktukm CH
y naumMeHToB ¢ paKTopbl pUCKa ee Pa3BUTUS

m

JledeHvie apTepuanbHO rmnepTeHsun pekomenayetcs ||

L9 NPefoTBpaLLeHns Unn 0TCpoYkm Havana CH,

a TaKkxe Ang NpeaoTBPALLEHNs rocnuTann3aumnin

no nosopy CH [287-290].

JleyeHue cTaTrHaMy PEKOMEHAYETCS NaLmeHTam | A
¢ Bblcokum prickom CC3 unm ¢ CC3, 4To6bl NpeaoTBpaTuTL

WM 0TCPO4NTB Havano CH 1 npenoTepatuts

rocnutanusaumm no nosogy CH [291, 292].

NHrnbuTopbl SGLT2 (kaHarnmdnosuH, nanarnudnosn, || A
aMNarnndno3nH, apTyrMdno3nH, cotarnmdnosnH)

PEKOMEHYIOTCA NauyeHTaM ¢ AuabeToM C BbICOKUM

puckom CC3 nnu ¢ CC3 ana npenoTepaLleHnst

rocnutanu3aumii no nosogy CH [293-297].

MpoBeneHne KOHCYNLTUPOBAHMSA B OTHOLLIEHUN | C
ManonoaBMXHOro 06pasa Xn3Hu, OXMPEHUS, KypeHns

1 3n0ynoTpebneHus ankorosnem, YTo6bl NPefoTBPaTUTL

WM 0TCpounTb Havano CH [298-302].

Mpumeuanue: 2 — Knacc pekoMeHaauUnii, ® — ypoBeHb [10Kka3aTenbHOCTH.

CokpaweHus: CH — ceppeyHas HelocTaTouHoCTb, CC3 — cepaeyHo-cocyancroe
3aboneBaHve, SGLT2 — HaTpWin-rNioKo3HbI KOTpaHCnopTep 2 Tuna.

9. BegeHue MynbTMaUCLUMNIIMHAPHOW
KOMaHAoM Ang npoPunakTuKm v nevyeHus
XPOHUYECKON cepaeyHoit HepJ0CTaTOYHOCTHU
9.1. MpodunakTuka ceppeyHon
HegJoCTaTO4YHOCTHU

Oo0mue peKoMeHIAN’ O (paKTopax prcKa pa3BUTHUSI
CH (domonHUTEIBHBIC MaTepHabl, puc. 1) U cTpaTeru-
ax nipenotBpanieHuss CH Ha panaux cragnsax CC3 mpu-

BeneHsl B Tadmuie 10.

Ta6bnuua 10

®dakTopsl pucku ang passutua CH
1 UX BO3MOXXHAas KoppeKuus

®dakTopbl pucka cepaeyHomn
HEA0CTaTOYHOCTN

Cwnasuuin 06pas XusHu
Kypetve curapet
OxwvpeHne

YpeamepHoe ynoTpebneHue
ankorons [286]

Mpunn

MuKkpoObI

(Hanpumep, Trypanosoma cruzi,
CTPEnTOKOKKM)
Kapamotokcuyeckune npenaparb
(HanpuMmep, aHTPALMKANHbI)

06ny4eHne rpyaHOi KneTku

Crparerun npopunakTukm

PerynsipHas ¢pusmnyeckas akTuBHOCTb
OTkKa3 oT KypeHus curapet

du3mnyeckast akTMBHOCTb U 3[,0POBOE
nuTaHme

O6Las nonynsiLms: 0Tkaa oT ankorons/
ynoTpebneHune HeboMbLLIOro KoNn4ecTsa
anKorons nonesHo

MNaupeHTbl ¢ ankoronbHon KMIM gomxHb!
BO3AEPXMBATLCS OT ynoTpebnexns
ankorons

BakuuHaumsa npoTtvs rpunna

PaHHsi8 anarHocTuka, cneupdunyeckas
aHTUMKKPOOHas Tepanus

Ang NpodUNaKTUKM U/Unmn neveHns
MOHUTOPUHI cepaeyHOn GyHKLMMN

1 No60YHbIX 9P DEKTOB, aganTaums
[103bl, CMEHa XUMM1oTepanunm
MOHUTOPUHI cepaeyHOn GyHKLMMN

1 No604HbIX 3P PeEKTOB, aganTaLms A03bl

TunepTteHsus W3meHeHne obpasa XusHu,
aHTUrnnepTeH3nBHas Tepannsa
Ovcnvnupemns 300p0OBOE NUTAHME, CTATUHBI

CaxapHbiii gnabet 2 Tuna ®dusnyeckas akTMBHOCTb U 3A0POBOE

nuTaHve, nHrmémtopsl SGLT2

MBC N3meHeHne 06pasa Xm3Hu, Tepanus

CcTaTnHaMn

Cokpatenus: NBC — nwemmyeckas 6onestb cepaua, KMIM — kapayomuonatus,
SGLT2 — HaTpuiA-rnioKo3HbI KOTpaHcnopTep 2 Tuna.

[Inpoko prU3HAHO, YTO B JOITOJTHEHNE K ONITUMM3a-
miu MT u anmapatHoit Tepanuu nipu CH crenyer tak-
K€ YAENIAITh BHUMaHNE TOMY, KaK OKa3bIBacTCSI IIOMOIIb
npu CH. HFA-ESC BeIyCTHIIO HECKOJIBKO JOKYMEH-
TOB C U3JIOKCHUEM TTO3HUIINH, KOTOPBIE OXBATHIBAIOT He-
MEINKaMEHTO3HOE JIeUeHNe, TUIAHNPOBAaHUE BBIITUCKU
n craHmapTel okaszanug nomomu npu CH [303-305].
JOKyMEHTHI TaKKe IMOAYCPKUBAIOT MOTPEOHOCTH B CIIC-
UATACTaX-KapauoaoTax M CIICIUATU3UPOBAHHBIX M-
cectpax nmpu CH nmng okazanmst momomu. MMerorcs
noapoOHbIe YUeOHbIe MPOTpaMMbl, TOMOTaloIIe B 00y-
YeHUH, KOTOPBIC MOXHO agalTUPOBATh IJIS BHEAPCHUS
Ha HaunoHajgbHOM ypoBHe [306, 307]. B sToM pasmnene
OCHOBHOE BHUMAaHME YIEISICTCS 00JACTIM, B KOTOPHIX
MOTYT OBITh ITaHBI peKOMEHIAIIMM Ha YPOBHE (haKTHde-
CKHX TAaHHBIX: YIIpaBJIecHUEe MHOTOIIPOMUILHON KOMaH-
NIOM, peKOMeHOaluu 1Mo 00pa3y XKU3HU, 00yuyeHue pu-
3UYECKUM YIIpaXXHEHUSIM, ITOCJenyioliee HaOI0aeHIEe
¥ MOHUTOPHHI.

9.2. MynbTamucunnanHapHoe nevyeHue
XPOHUYECKON cepaeyHoii HeJoCTaTOYHOCTU
9.2.1. Mopenu yxopa

st cCHIKeHUS TOCTIMTAIN3allNil 1 CMEPTHOCTH B 60-
Jlee paHHUX PYKOBOIACTBax [l] peKoMeHIOBalIOCh HUC-
TOJIb30BAaHME MPOTPAMM MYJIBTHANCUMIIMHAPHOTO JIe-
yeHuss CH (CH-MII), KoTopbie MO3BOJISIOT MAllMEHTAM
TIPOMTHU MpPaBWIBHOE 00CICIOBaHNE, IIOCTABUTD TOTHBII
IWATHO3, MTOJYIUTh COOTBETCTBYIOIIYIO TOKA3aTeIbHYIO
Tepanuoo, 00yJdeHNEe 1 COOTBETCTBYIOIICE ITOCICOYIONIee
Habmonenue. Jnsg ontumanbHoi peaym3anuu CH-MIT
TpebyeTcsT MeXIUCIHUIUIMHApHAs KoMaHOa, paboraro-
mas 1mo Beeit tpackTopun CH; oT Havama, 4yepe3 KpUTH-
YecKre COOBITHSI, TIEPUOALI OYCBUIHOM CTAOMILHOCTU
u ero tepmuHanbHbie craguu [303]. [Tocne mybaukanmm
pexkoMeHaanuii 2016T 6bUIM ONMYyOJIMKOBAHBI HOBBIE KC-
CJIeIOBAaHUS, KOTOPBIC MOTYCPKUBAIOT HEOOXOTMMOCTD
CH-MII u packpwiBaloT 60sbllre MHGOPMAIM O TOM,
KaK MOXHO OKa3bIBaTh ITOMOIIIb.

B 2017t onybanKoBaH ceTeBOM MeTaaHaJNU3, BKITIOUa-
rommit 53 PKH, B KOTOpoM TIpUIIITN K BEIBOIY, YTO KaK
KIIMHUKH TI0 JICYCHHIO 3a00JIeBaHMi, TaK ¥ BUSUTHI ME]I-
cecTep Ha IOM CHIKAIOT CMEPTHOCTH OT BCEX IIPUYMH I10
CPaBHEHMIO C OOBIYHBIM YXOIOM; ITOCEIICHMS Ha IOMY
aBITIOTCS Hanbosee adpdektuBHbiMU [308]. 1o pe3ynb-
tataMm IPD Mmeraananu3a 20 ucclienoBaHU, BKITIOYAlO-
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UX 5624 malueHTOB, MOXHO IIPUATH K BBIBOLY, YTO
W3MeHeHMne obpa3a Xu3HU y nmanueHTos ¢ CH ymydmraer
HUCXOIBI, HECMOTPSI Ha HEOTHOPOTHOCTh MHTCHCUBHO-
CTH, COIep:KaHUS W IIepCOHAaja, IIPOBOMSIIICTO BMEIIa-
teabeTBa [309].

CH-MII pa3nuyamoTcs 1O CBOUM KOMIIOHEHTaM
W MOTYT IPUMEHSTh pa3HbIe MOIEIN OOCTY:KMBAHMWSI,
Takue KaK ITOOXOObl Ha 0a3e KIWMHHUK (B IIEPBUYHOIA,
BTOPMIHOM WJIA TPETUIHON ITOMOIIHN), IIPOTPaMMBI Ha
IIOMY, BelleHIe CIyJ9acB WIN UX THOpuabl. KOMITOHEHTHI,
HCIIONIb3yeMBbIe B CIIyXKOaxX, pas3inJaloTcsl, HaIIpuUMeEp,
HekoTtopbie CH-MII mcmonb3yloT TeIEeMOHUTOPUHT
(TM), KOTOpHIIA MOXET IIPUMEHSITECSI HA MECTHOM, pe-
TMOHAJBbHOM WJIM HallMOHAJbHOM ypoBHe. He ObL10O mO-
Ka3aHo, YTO OJHA MOIEeJb OOCTyXMBaHUS HEM3MEHHO
npeBocxonuT apyrue [310]. B To BpeMs Kak ImocelieHus
Ha oMY 1 KIMHUKY 110 toBony CH meicTBUTEIFHO CHI-
KAIOT TOCTIUTAIM3AINI0 IO BCeM MPUYMHAM M CMEpT-
HOCTB, 0Opa3oBaTelIbHBIC TIPOTPAMMBI, MCIIOIb3yeMEIe
oTIenbHOo, 3Toro He aenaroT [308, 309]. CH-MIT momx-
HBI OBITH OPUEHTHPOBAHBI HA TAIeHTAa M IMPUHUMATH
LIEJIOCTHBIM MOIX0d K MallMeHTy, a He COCPEIOTOYCHIE
BHUMaHMS NCKIounTeIbHO Ha CH; 1edeHre coIyTCcTBY-
fOIIMX 3a00JIeBaHMIl, TAKUX KaK apUTMUN, TUIICPTCH3MS,
CIl, moueyHasts TUCHYHKINS W OETIPECCHs, YIydIIaioT
CaMOYYBCTBHE MAIIMEHTOB M CAMOKOHTPOJIb, UYTO IIPH-
BOOUT K JydinuM pesyiabratam [309, 311]. Opraruzanms
CH-MII noxHa OBITH aJanTUpOBaHa K CUCTEME 3pa-
BOOXpaHEHUSI, JOCTYITHBIM pecypcaM (MH(pacTpyKTypa,
obopymoBaHMe, IEPCOHAT M (DMHAHCHI), afMHHUCTPA-
TUBHOM ITOJIUTHKE U K IIOTPEOHOCTSIM ITallieHTA.

MuoruM nanueHTaMm ¢ CH 010 OBI TTOJIE3HO paH-
Hee BKIIIOUCHUE TMANIMAaTUBHOTO M ITONICPKUBAIOIIC-
ro Momxoda B JICYCHUM, OKAa3bIBAGMOTO BCEMU WICHA-

MU MeXIucuMIummHapHoi opurager mo CH [312, 313].
IMauveHTH HA TTO3MTHUX CTamWUSIX U MAIUEHTHI, KOTOPBIM
MoKa3aHa MeXaHWdJecKasl MoIIep:kKa KpOBOOOpaIIeHUS
(MIIK) mm TC, momXKHB TOJIYYUTh KOHCYIBTAIIUIO TI0
MAJTUATUBHOM ITOMOIIX TIepel TAKUMU BMeIIaTeIbCTBa-
MH B COOTBETCTBUHM C IpOTOKoJIoM (cM. Pasmen 10.2.4).

9.2.2. XapakTepucTukn u KOMMOHEHTbI
nporpammbl BeaeHus nauneHTos ¢ CH

KnuHnyeckme WMCHBITAHUS BKIIIOYANIM CJIOXHBIE
KOMIIJIEKCHBIE BMEIIATEILCTBA, UTO 3aTPYIHSIO OIpe-
nenenne 3GOEKTUBHOCTY M OEeNCTBEHHOCTH KaXKIOTO
KOHKpPETHOro KomrnoHeHTa. B Tabnuue 11 mpencrasieH
0030p XapaKTepUCTUK U KOMIIOHEHTOB, KOTOPhIE BaXKHO
yuautbiBaTh B CH-MII.

MynbTUAUCUMNIMHAPHbIE BMELUATEeNbCTBA,
pekoMmeHpoBaHHble Anga nevyeHma XCH

m

MNauveHToB ¢ CH pekoMeHayeTcs BKOYaTh

B MyNbTUANCLMMIMHAPHYIO NPOrpamMMy BEEHNS

nauneHToB ¢ CH, 4T06bl CHU3UTb PUCK FOCNMTANU3aLMK

no nosogy CH n cmeptHocTty [309, 314-316].

CTpaternv CaMOKOHTPOSS PEKOMEHAYIOTCS ANst | A
CHUXEHWs pycka rocnutanmaaumm no nosoay CH

1 cmepTHOCTH [309].

Mporpammbl Ha JOMY W/VS B KIMHWKE YAy4LIAoT | A
NCXOObl M PEKOMEHAYIOTCS AN CHUXEHWS pucka

rocnuTtanuaauuy no nosogy CH n cmeptHocTm [310,

317].

CnepyeT paccMOTPeTh BakKLHALMIO NPOTUB lla B
rpunna v NHeBMOKOKKA, 4To6bl NPeaoTBPaTUTL

rocnutanusauv no nosogy CH [315, 316].

Mpumeyanme: @ — Knacc pekoMeHAaLMi, ® — ypoBeHb A0Ka3aTeNbHOCTH.

Cokpawyenune: CH — cepeyHas He40CTaTOYHOCTb.

Tabnuua 11

BaxHble xapaKTepuCTUKN U KOMMOHEHTbI NPOrPaMMbl Jie4EeHUS CH

XapakTtepuctuku

1. OpVeHTMPOBAHHOCTL Ha NaumeHTa/yenoseka [318]

2. MynbTnancumnanHapH.biii

3. HanpaBneHHOCTb MporpamMmbl JOMKHa ObITb TMBKOI 1 BKIIOYATb:
*+ NPOdMNAKTKY NPOrpeccnpoBaHns 3abonesaHms
* KOHTPOJIb CUMNTOMOB

* HaxoxjeHue nauueHToB B Npeano4yntaeMoM MmN MecTe OKa3aHus MEOVLMHCKOWM NOMOLLN npun TepMI/IHaJ'IbHOI?I ctagnun cep,u,equﬁ HEeOoCTaTo4HOCTN

4. KoMneTeHTHbI 1 NpodeccroHanbHO 06pa3oBaHHbIv NepcoHan

5. MoowpsnTe yqacTne naumeHTa/nmua, OCyLLECTBASIOWEro YX04, B NOHUMaHUN 1 YNpasieHU CBOUM COCTOSIHEM

KoMnoHeHTbI

oA ®WN =

OnTrMU3NpOBaHHOE ynpasneHune; BbIGOp 06pasa xm3Hu, papMakonorms n ycTponcTea
. OByyeHue naumeHToB ¢ 0COBLIM aKLIEHTOM Ha yXxoZ4e 3a coO0M 1 yNpaBAeHUn CUMNTOMaMu
. MpepocTaBneHne NCMxocoLmanbHo NOALEPXKKM NaLMEHTaM 1 YlieHaM CEMbM, OCYLLECTBASIOLM YXOA,
. Mocnenyiouiee HabnofeHve Nocne BbINUCKY (KNWHWKA, BUSWTBI HA A0M, NOAAEPXKA N0 TenedOoHy Unu TENEMOHUTOPHT)
. Jlerkuii BOCTyN K MeAMLMHCKO NOMOLLM, 0COBEHHO A151 NPEAOTBPALLEHUS U NIeYeHUs AeKOMMNEH AN
. OueHKa (1 COOTBETCTBYIOLLEE BMELLIATENLCTBO B OTBET) HEOOBACHUMOrO M3MEHEHUS BECA, HYTPUTUBHOIO M GYHKLIMOHAIBHOMO CTaTyCa, KayecTBa XU3HH,

npo6nembl CO CHOM, MCUXOCOLabHbIE NPOBAEMbI UK Apyrie AaHHbIE (HanpumMep, nabopaTopHble nokasaTenu)

~

JoCTyn K pacluMpeHHbIM BO3MOXHOCTSIM JIeYEHNS; NOAAEPXMBAIOLLASA U NANANaTUBHAsA NOMOLLb
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9.3. OO0y4yeHue naymeHTa, UsSMeHeHue obpasa
XNU3HU

AnekBaTHas 3a00Ta maiyeHTa o cebe uMeeT BaKHOe
3HaueHue Wi apdektuHoro jgeueHrss CH u mmo3Boser
MMaIeHTaM MOHATh, YTO TOJIE3HO, 1 COITIACHUTHCS C TUIa-
HaM¥ caMOKOHTpoJis 1 nedeHusd [319]. ITaumentsr ¢ CH,
KOTOpbIe cO00IIaoT 0 OoJiee 3(pheKTUBHOM CaMOOOCITY-
XKUBaHUM, UMeTOT Jydinee KK, pexke MOBTOpHYIO TOCIIH-
TaJM3alunio, CHIDKEHWE MoKasaresneit cmeptHoctr [309].

HenmommonmManue, ommOOYHEBIC ITPEACTaBICHUS U He-
JIOCTATOK 3HAHWI CIIOCOOCTBYIOT HEOOCTATOYHOMY ca-
MOOOCTYXMBAaHUIO, U ITOATOMY OOY4YeHHE ITallMeHTOB
WMeeT XM3HEHHO BaXXHOE 3HaueHWe. YIyJIIeHWe 3Ha-
HU MAlIMEHTOB O CBOEM COCTOSIHUM MMEET OCHOBOIIO-
JIaramlnee 3HaUYeHME IS Pa3BUTHSI HaBBIKOB CaMOO0-
cryxuBanus [304].

OOy4JeHme 10 YAYUYIMICHWIO yX0aa 3a co00 TOJIKHO
OBITh AHANITUPOBAHO K KaXIOMY KOHKPETHOMY IaIlH-
€HTY M OCHOBBIBAThCSI, €CIM TaKOBBIC MMEIOTCS, Ha Ha-
VIHBIX JAHHBIX WUIM MHEHUM 3KcrepToB. CyIlecTByeT
MaJIO IOKa3aTeJIbCTB TOTO, YTO KOHKPETHBIC PEeKOMECH-

Jaluy 10 3J0pOBOMY 0Opasy kmu3Hu ynyuimapot KoK
VIV TIPOTHO3; OMHAKO MPeaoCcTaBIeHUe 3TO MHpOpMa-
M CTAJIO KITIOUeBBIM KOMIIOHEHTOM OOydeHUs 3a00Te
o cebe.

K ob11eo0pa3oBaTebHBIM TTOAXOAAM OTHOCSITCS:

* [IpenocraBnenne MHOPMALINKU B pa3sTUUHBIX (DOp-
MaTax ¢ YYeTOM YpOBHS 00Opa3oBaHMS U TPaMOTHOCTU
B BOIIPOCAX 3I0POBbSI. YUNTHLIBATH MOIXONbI C aKTUBHOI
POJIBIO TALIMEHTOB U JIUII, OCYIIECTBIISIONINX YXOMI, TAKHE
Kak "crmpocu-paccKaxXku-crpocu”, "Haydn B OTBET WU
MOTHMBAIlMOHHOE WHTEPBbIOMpOBaHMe. [1omKpenuTh co-
o0IIeHNs Yepe3 paBHBIE TPOMEXKYTKYU BPEMEHU.

* Pacno3naBanue O0apbepoOB Ha MYTU K OOIIEHUIO
(a3BIK, colLlMajgbHBIC HABBIKM, ITO3HAHHUE, TpPeBOTa/me-
Tpeccus, IPOOIEMBI CO CIIYXOM MJIH 3pCHUEM).

* Pexomenpamug "HFmatters.org". IIpemmoxure mo-
MOIIIb ¥ pYKOBOJICTBO TTO €0 MCIOIL30BAHMIO U TIPEIJIO-
KUTe 00CYXIeHNe BO3HMKAIOIINX BOITPOCOB.

* [lpurnainreHne MayeHTOB B CONMPOBOXICHUN YJie-
Ha CeMbU WJIH JpyTa.

KitoueBbie TeMBI peKOMEHIOBaHKI B Tabmiie 12.

Ta6nuua 12

Tema oGy4yeHus
06bscHeHue CH

TpaekTtopus CH

MepuumHcKoe neyeHve
JNeyenue

WUmnnaHTUpoBaHHbie
YCTpOWCTBa

AcnekTbl yxona 3a coboi

AKTMBHOCTb
W yNpaXHeHus

CoH u gbixaHue

OGy4yeHue NaLMeHTOB U yxXo4 3a coboii

Lienb ANs NaumeHTa 1 IMua, OCYLLECTBASIOLLEro YX0A

Y106bl NOHSTL NPUYMHY UX CH, cuMnTOMBI 11 BbIGOP
NEYEHUS.

Y106bI NOHSATH NPOTHO3 U Pa3NNYHbIE BO3MOXHbIE (asbl
TpaekTopum CH.

pUHUMATL COBMECTHBIE PELLEHNS O IEYEHUN,
Y4UTLIBAIOLLME MOJIOKEHWE NaLMEHTa Ha TpaekTopumn CH.

Y106bl METb BO3MOXHOCTb MPUHUMATb COBMECTHbIE
peLLeHuns 0 NekapcTaax.

Y706bl NOHSITL MOKa3aHUsi, NPENMYLLECTBA,
HEoBX0AMMOCTb ANINTENBHOTO NPMEMa OnpeneNeHHbIX
NekapcTB, a TakKe A03MPOBKY M N0BOYHbIE SDPEKTbI
NeKkapcTB.

YMeTb pacno3HaBatb 06Lme No6ouHbIE dPPeKThI
NekapCTB U 3HaTb, Kakue AeCTBIS NPEANPUHATD.

Y706kl UMETb BO3MOXHOCTb MPUHUMATL COBMECTHbIE
peLUeHUs Mo MMAHTaLMK YCTPOCTBA.

MOHSATb NOKa3aHWs, BAXHOCTb, OXUAAHUS U NPOLesypy
NPOBEPKM UMMIAHTUPOBAHHBIX YCTPOMCTB, a TakXe Nitobble
YMPABAEHUS UCKIIOYEHNSMN.

YMeTb pacno3HaBaTb PacnpOCTPAHEHHbIE OCTOXHEHNS
(BK/MIOYasi PUCK HEYMECTHbIX Pa3psaaoB aedpubpunnstopa)
1 3HaTb, KaK1e AeNCTBUSA CeayeT NPeanpuHATL.

PerynsipHo 3aHMMaTbCst CNOPTOM 1 BbITb GU3NYECKU
aKTVIBHbIM.

YmeTb aaanTnposaTb GU3NYECKYIO aKTUBHOCTb

K COCTOSIHWIO CUMNTOMOB W INYHBIM OBCTOATENLCTBAM.

Mpn3HaTb BAXHOCTb CHa 1 OTAbIXA ANs 3L0POBbS.
YMeTb pacno3HaBatb Npo6iemMsl CO CHOM
1 KaKk ONTUMU3MPOBATb COH.

MpodeccuoHanLHoe noseaeHne n 06pasoBaTesnbHble UHCTPYMEHTbI
MpenocTasnaiTe cneLuyannanpoBaHHyo MHGOPMaLWIO.

YeTko coobLuaiiTe MHGOPMALWMIO O MPOrHO3€ BO BPEMS NMOCTAHOBKM
[MarHo3a, BO BPEMs NPUHATUS PELIEHNS! O BApUaHTax NIEYeHus,

NPV U3MEHEHWN KIIMHYECKOr0 COCTOSIHWSA M BCAKMI Pas, Koraa 3Toro
TpeGyeT NaumeHT.

MpenocTasbTe NYCbMEHHYIO 1 YCTHYIO MHOPMALIMIO O NMOKA3aHUSX,
npenMyLLecTsax, 4031poBke, apdekTax 1 NoBoYHbIX 3 deKTax.
O6cyauTe NpakTUieckne BONPOChI, Takue Kak ONTUManbHOEe pacnucaxue,
4TO AenaTth B Cyyae nponycka Ao3bl U T.4.

O6cyanTe BO3MOXHbIE MPENSTCTBUS ANs NpremMa IekapcTs.
KoHcynbsTMpOoBaHme no BCoOMOraTebHbIM CPeCcTBaM, TakuM Kak
[103aTOP, 3NEKTPOHHbIE HAMOMWHAHUS U T.4. NPy HeobxoaumocTu [320].

MpepocTaBbTe MMCbMEHHYIO U YCTHYIO MHGOPMALMIO 0 BaXHOCTU
VIMNNAHTUPOBAHHBIX YCTPOWCTB M OXUAAHUSIX OT HUX, @ TakxXe

0 BO3MOXHbIX CNoco6ax HabNAEHUS (LUCTAHLMOHHBIA MOHUTOPWHT).
O6cypuTe 0XUAaHWS 1 Nio6oe BO3MOXHOE BAUSIHWE Ha BOX/EHME.
YeTko onpepensiite cuTyaLmm, Koraa yCTpoNcTBO MOXET BbiTb
[leakTVBMPOBAHO WUAW 3KCMAAHTUPOBAHO.

BoBnekaiite nauveHTa 1 OnekyHa B NPOLLECC NPUHSATUS PELLEHNIA.

MocoBeTyiiTe ynpaxHeHus), yunTbiBatoLLme Gpuanyeckme

n beHKLLI/IOHaJ'IbeIe OrpaHn4eHunsd, Takme Kak CJ'Ia6OCTb, conyTcTBylowme
3a60neBaHs.

CM. nporpamMmy ynpaxHeHW nnu apyrue pexmmbl akTUBHOCTY.
06cyanTe BO3MOXHbIe MPensTcTBus, N0604HbIE 3 dEKThI

1 BOBMOXHOCTHW.

MpocmoTpuTE NCTOPMIO CHA.

MocoBeTyiiTe 1 06CYaUTE BAXHOCTb XOPOLLETO CHA U NPeaocTaBbTe
pekoMeHaaLmMmM no "300p0BOMY CHY" (BK/IO4AsA BPEMS MPYEMa JUYPETUKOB).
PaccmoTpuTe 1 TwaTtensHo obcyamTe NpenMyLLEeCTBa 1 BpeaHbIe

9P PEKTbI CHOTBOPHBIX.
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KITMHWYECKWE PEKOMEHZALINNA

Tema oOy4yeHus

Xunakoctun

3popoBas aveta

Ankoronb

UmmyHUu3auusa

Kypenue
1 peKpeauunoHHbie
HapKOTUKKN

MyTewiecTeus, oTAbIX,
BOXJEHne

CekcyasibHasi akTUBHOCTb

MOHUTOPUHI CUMNTOMOB
1 CaMOKOHTPOJIb
CUMMNTOMOB

Xusnb ¢ CH

Mcuxonoruyeckue
npo6nembi

Cembs U HepopmarnbHble
ONEeKyHbl

Lienb Ang naumeHTa U nu1La, OCyLLLECTBASIOLLErO YXOA,
M36eratb nprema 60nbLUnX 06bEMOB XMUAKOCTH.
OrpaHuyeHmne XuakocTu Ha 1,5-2 n/cyT. MoxeT

ObITb PACCMOTPEHO Y NaLMEHTOB C Txenon CH/
runoHaTpuemueit ons obneryeHns CUMNTOMOB W 3aCTOS.
Bo nsbexaHue 06e3B0XMBaHVS: MPU OrpaHNYeEHNN
noTpedneHNs XAKOCTU YBENMYLTE NOTPEOEHE B Neprob!
BbICOKOW Xapbl/BNXHOCTW /WK TOLIHOTbI/PBOTHI.

YmeTb NpefloTBpaLLaTh HeL0eaHNE W 3HaTb, Kak
NpaBWIbHO MUTATLCA, M3beras YpeamepHoOro NoTpedneHns
conu (>5 r/cyT.) n NoaAePXM1Bas 340POBLIN BEC TENA.

VIMeTb BO3MOXHOCTb BO3AEPXMBATLCS UK 13beratb
upe3mepHoro ynoTpebieHns ankoronsi, 0cCo6eHHO
Npu ankoroNb-NHAYLMPOBAHHON KapaMOMUONaTum.
OrpaHnuunTb ynoTpebneHune ankorons B COOTBETCTBUM
C pekoMeHAauMaMM Mo NPodUNaKTVKe CepaeyHO-
COCYANCTbIX 3a601EBAHUIA.

3HaTb 0 HEO6XOAMMOCTU MMMYHW3ALMM NPOTUB rpynna
1 NMHEBMOKOKKOBOW MHEKLMN.

3HaTb 0 NOCNEeACTBMAX AN 300POBbS KypeHus

1 ynoTpebneHns pekpeaLmoHHbIX HAPKOTHKOB.
BpocuTb KypuTh (B T.4. 9NEKTPOHHBIE CUrapPEThI)

W NPUHMMATb PEKPEaLMOHHbIE HAPKOTUKW.

YMeTb roToBUTLCS K nyTewecTBUAM U OTAbIXY

B COOTBETCTBUM C d)I/ISVI‘-IeCKI/IMI/I BO3MOXHOCTAMMU.
[Ons Toro, 4TOObI NPUHATbL B3BELLEHHOE peLleHne
0 BOXAOEHUWN.

Y106bI METH BO3MOXHOCTb BO30GHOBUTbL N
aaanTypoBaTh CEKCYasbHYI0 aKTUBHOCTb B COOTBETCTBIM
¢ Gp13NYECKMMM BOZMOXKHOCTSIMU.

PacnosHaTtb BO3MOXHbIE NPOBIEMbI C CEKCYaNbHOW
AKTUBHOCTBIO 1 X CBA3b ¢ CH nnm ee neyeHmem.

OTCnexmBaTh U Pacno3HaBaTb U3MEHEHMS B MPKU3HAKax
1 CUMMTOMAX.

CnocoBHOCTb afieKBaTHO PearnpoBaTth Ha U3MEHeHUE
NPU3HAKOB 1 CUMMTOMOB.

3HaTb KaK 1 Koraa 06palLaTbcs K MeAMLMHCKOMY
PaboTHYKY.

Y106bI IMETH BO3MOXHOCTb XWTb XOPOLLEN XM3HbtO ¢ CH.
Y106b! IMETb BO3MOXHOCTL 06PaTUTLCS 3@ MOMOLLIO

B Clly4ae NCMXONorM4eckmx Npobem, Takux Kak
[lenpeccyBHbIE CUMMTOMBI, TPEBOTA UM MNIOXOE HACTPOEHME,
KOTOPbIE MOryT BO3HWKATb B X0fe TpaekTopumn CH.

Mpu3sHaTh, YTO NULLO, OCYLLECTBASIOLLEE YXOA, U YNEHBI
CEMbM MOTYT CUJIbHO NOCTPaAATh M HYXAAKTCS B MOMOLLM.

YT06bI MOXHO GbII0 NMOMPOCUTL NOAAEPXKN.

Ta6nuua 12. MpogonxeHue

MpodeccuoHanbHoe nosefeHne n 06pa3oBaTesibHble MHCTPYMEHTbI

MpenocTasbTe MHbOPMALMIO M 06CYAUTE NPEVMYLLECTBA U HELOCTATKU
OrpaHnYeHns XNaKoCcTu.

MocoseTyiiTe ananTMpoBaTb NOTPEBNEHUE XMAKOCTY K BECY, a TaKXe
BO BPEMS CUJIbHOM Xapbl U BAXHOCTY, TOLHOTbI/PBOTHI.
CKOppEKTMPYIiTE PEKOMEHLALMN B NEPUOALI OCTPOI LEKOMMNEHCALMN
1 PacCMOTPUTE BO3MOXHOCTb 3MEHEHNS 3TUX PEKOMEHAALMI Banxe
K KOHLLY XW3HMW.

O6cynuTe Tekyulee notpe6aeHne NuLLKM, poib CONK, Poib
MVKPOHYTPUEHTOB.

O6cynuTe Heo6X0aMMOCTb Nprema A06aBOK B Cyyae aeduumta
nuTaTeNbHbIX BELLECTB, HO HET YETKO PO PYTUHHOTO NpueMa
[LONOHNTENBHO MUKPOHYTPHEHTOB [321].

O6cyauTe nopaepxaHve 3L0POBOI Macchl Tena.

ApanTupoBaTb PEKOMEHAALMKM Mo ankoronto K atnosnorun CH; Hanpumep,
abCTVMHEHUMS NpK ankoronbHon KM,

Coobwwyte 1 06cynuTe noTpebneHme ankoross B COOTBETCTBUN

C PeKoMeHZALMAMU MO NPODUNAKTIKE CEPAEYHO-COCYANCTLIX
3a60neBaHunii (2 eAMHNLbI B A€Hb A1 MYXYUH MK 1 enHMUA B AeHb
LIS KEHLLMH)2,

O6cyanTe NPenMMyLLECTBA U BO3MOXHbIE NPENSTCTBUS.
KOHCYnbTMPOBaTh MO MECTHOW NPaKTUKe MMMYHU3aLMK.

MHdopmupyiite, 0bcyxaaiiTe 1 NOMOraiTe B NPUHSTUN PELIEHNIA.
O6paTnTeCh 3a KOHCYNLTALWEl K CNeLManicTy no NpekpaLLeHunio
KYPEeHWsi, OTMEeHe HapKOTWKOB 1 3aMECTUTENbHO Tepanuu.
PaccMoTpuTe BO3MOXHOCTb HanpaBfieHVst Ha KOTHUTUBHO-
NoBELEHYECKYIO TEOPUIO 1 NMCUXONIOTMYECKYIO MOALEPXKY, ECNV NALMEHT
X04eT 6POCUTb KYyPUTb UM NPUHUMATL HAPKOTUKM.

MHdopmupyiite n obecyxaaiiTe npakTuieckme BOMPOCHI, CBA3AHHbIE

C AanbHUMK Nnoesakamu, npebbiBaHeM 3a rpaHuLel, npebbiBaHuem
Ha COMHLe (BANSIHNME aMMO4apOoHa), BbICOKOW BNAXHOCTLIO MM Xapon
(06e3BOXWMBaHME) 1 GOMbLLOI BLICOTOM (HAChILLEHWE KCNOPOAOM).
[laiiTe npakT4eckme COBETbI, CBA3AHHbIE C MOE3KON C NekapcTeamu/
YCTPOVCTBaMM (LEPXMTE NIEKAPCTBA B PYYHOW KNaau, UMENTe Cnncok
C NiekapCTBaMy, Ha3BaHEM YCTPONCTBA/KapTow v NIeYeBHbIMU LIEHTPaMK).
Co06LMTE O MECTHBIX/HALMOHAbHBIX/MEXAYHAPOAHbIX NpaBunax,
KaCaloLLWXCS BOXAEHUS.

CoobwumTe 1 06cyamnTe, 4TO CekcyanbHas akTMBHOCTb Ge3onacHa

[IN9 NaUUEHTOB CO cTabunbHoi CH.

[aiite pekomeHaaumm no ycTpaHeHnio GpakTopos, NpeapacnonaratoLmx
K cekcyanbHbIM NMpobnemam.

O6cyanuTe n NpeanoxuTe 4OCTynHOe hapMakonoruieckoe neveHme
CeKcyalnbHbIx Npobnem.

Mpyn He06X0AMMOCTM 06PATUTECH K CNELMANIUCTY 38 CEKCYaNbHOM
KOHCYNbTaLUMEN.

MpenocTasnaiTe MHOMBMAYANN3NPOBAHHYIO MHPOPMALMIO

LNS NOLAEPXKKM CaMOYNpPaBNEHUS, Takylo Kak:

B cnyyae HapacTaHWs OABILLKM UK OTEKOB UM BHE3AMHOrO
HEOXMAAHHOrO YBENNYEeHNS Macchl Tena 6onee yem Ha 2 kr 3a 3 gHs
nauyeHTbl MOTYT YBENNYNTb [O3Y ANYPETUKOB U/UNKn NpeaynpeauTb
nevalwyio 6puragy.

PerynsipHo coobLuaiite MHbopMaLmio 0 3aboneBaHusx, BapuaHTax
NeyeHns v yxoae 3a coboi.

PerynsipHo obcyxpainte noTpebHOCTb B NOAAEPXKKE.

JleueHve UM HanpasneHne K CNeunanicTy afist NCMXoaornyeckomn
noazepXKn npy Heo6XoAMMOCTH.

06cyauTe NPeanoYTUTENLHOE YHacTUE OMneKyHa/CeMbU.
YBaXWTEbHOE OTHOLLIEHWE K MALMEHTAM 1 JILAM, OCYLLECTBNSIOLIM YXOf,

Mpumeuanue: @ — 1 eanHnua — ato 10 M ynctoro cnupTa (Hanpumep, 1 cTakaH BUHA, 1/2 NUHTLI NuBa, 1 Mepa cnupTa).

Cokpauwenue: CH — cepaeyHas He[oCTaTO4HOCTb.
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9.4. ®dusnyeckne TPEHMPOBKU

HMmMeroTcst yoenuTenbHBIE HOKAa3aTeJbCTBA TOTO, YTO
¢u3MIecKass MOATOTOBKA ¢ TIOMOIIBIO (DU3MIECKUX TPEe-
HUPOBOK YIYYIIAeT TOJIEPAHTHOCTh K (PM3NUECKUM Ha-
rpy3kam 1 K2K, cBsizaHHOE cO 300pOBBEM, y TTAIIMEHTOB
¢ CH. KimmHnyeckye UCIBITAHUS W METaaHAIN3bI Y JIFO-
neii ¢ CHHDB noka3sbIBaloT, 4To peabumnranys pusmde-
CKHMM YIIPAXKHECHUSIMH YITy4IIaceT IepeHOCUMOCTD (DU3H-
yeckoi Harpy3ku 1 K2K. Heckompko MeTaaHAIM30B TaK-
Ke TIOKA3BIBAIOT, YTO (DM3MUECKIEC TPEHUPOBKI CHIKAIOT
TOCIIUTAIM3AlINM 10 BceM IpuumHaMm u mpu CH, xoTs
COXpaHSIETCST HEOIIPEIEICHHOCTh B OTHOIIICHUH WX BITHSI-
HUS Ha CMepTHOCTh [322-328]. BausgHue Ha rocrnmTaii-
3aIIMI0 HAOOHAeTCs ¥ TeX, KTO CTPOTO IMPUACPXKIBACTCS
IIpOoTpaMMBI TPEHUPOBOK [329]. BBICOKOMHTEHCUBHBIC
WHTEPBAIbHEIC TPCHUPOBKU Y IMAIIUCHTOB MOTYT YIyd-
IIATH TMKOBOE moTpedieHme kKuciaopona (VO,) [330, 331].
PeabuimTaiyst Ha OCHOBE yIpaKHEHUM 1oJ HaOII0AeHU -
€M JOJDKHA OBITh TIPeIyIoKeHa OCIA0ICHHBIM TTalFeHTaM,
Y KOTOPBIX 00JIee TSTKeToe 3a00JIeBaHIE MIJIM COITYTCTBYIO-
e 3aboneBanus [95].

dusnyeckas IMOATOTOBKA TaKXKe YIIydIIaeT paboTo-
criocobHocTh 1 K2K [332-335]. HeT mOCTYIMHBIX TaHHBIX
o CHyn®B, Ho npeumyiiecTBa, HabIOmaeMble B IPYrUxX
rpyrmax CH, Takke TOKHBI OTHOCHUTBCS K 3TOM TPYIIIIE.

PekomeHgauum no neye6Hoi GpuskynbType
60nbHbIX ¢ XCH

m

YnpaxHeH1s: PEKOMEHAYIOTCS BCEM NaUMEHTaM,
CNOCOBHbLIM K GU3NYECKVM Harpy3kam, ANs ynyyLleHns
NepeHoCMMOCT GU3N4eckomn Harpyaku, KX

1 CHKEHMS 4aCTOTbI rOCnuTanM3aumii no nosogy CH®
[324-328, 335-337].

Y naumeHToB ¢ 6onee TaxenbiM 3a00eBaHNEM, lla ©
€naboCTbIO UK CONYTCTBYIOLMMI 3a601€BaHNAMU

cneayeT paccMOTPETh MporpaMmy

KapanopeabunnTaumm, OCHOBaHHYIO Ha TPEHUPOBKAX,

nog HabnoaeHvem [95, 324-327, 338].

Mpumeuanme: @ — knacc pekomeHaaunii, ® — yposeHb [oKasaTensHoOCTH, ¢ —
y TeX, KTO B COCTOSIHUM NPUAEPXUBATLCS MPOrPamMMbl YPaXHEHNIA.

Cokpawenus: KX — kayectBo xu3vu, CH — cepaeyHas Hea0CTaTO4HOCTb.

9.5. HabniopeHne nauyeHTa ¢ XpOHMYECKOWN
cepaeyYHoii HeJoCTaTOYHOCTbIO
9.5.1. OOwue napameTpbl HabNOAEHUS

DTO OTHOCHTEIIEHO Majlon3ydeHHast oojacTb. [larmeH-
161 ¢ CH, maxe ecimm CHMITTOMBI XOPOIIIO KOHTPOJIMNPYIOTCST
W CTaOWJIBHBI, HY:XKIAIOTCS B ITOCIICAYIOIIEM HAOMIONCHUN
IJIST 00ecTieueHUsT TIOCTOSTHHOM ONTUMM3AIN TepaliH,
BBISIBJICHUSI OecCMMIITOMHOTO Tiporpeccupobanust CH
COITYTCTBYIOIIMX 3a00/IeBaHNI 1 OOCYXXIEHUS JTIOOBIX HO-
BBIX JIOCTIDKCHUM B JieUeHUU. DTN PeKoMeHmaumm Impem-
JIaraioT MocIeayloliee HabIIoaeHIe ¢ MHTepBalaMi He >6
Mec. 1t mpoBepku cumntoMoB, YCC u putma, AJl, ob1iie-
TO aHaJIM3a KPOBU, JICKTPOJIUTOB M (PYHKIINM moveK. JIyst

MaIlMeHTOB, HEOABHO BBHIITMCAHHBIX M3 OOJBHUIIBI, WU
IUTSI TeX, KTO TIPOXOIUT KyPC JI€YeHUS C TIOBHIIIICHUEM J0-
3UPOBKYU, MHTEPBAILI HAOMIOACHUS TOKHBI OBITh 00JIce
YacThIMU. JIOJDKHEI JIN TaK¥e CTaOMIIbHBIC ITAICHTHI OBITh
TI0II HaOMIONCHNEM KapIUOoJIOroB, HesscHO. HekoTopele mc-
CJCOOBAaHMUS TIPEOIIOJIATaloT, YTO ITOCIeayomee HaOIo-
IeHIE B TICPBUYHOM MEIMIIMHCKOM ITOMOII MOXET OBITh
ymecTHBIM [303, 339]. OmHako BO MHOTHX YIPEKICHUSIX
HCIIOJIB30BaHME TOKA3aTCIIBHBIX BMEIIATEIBCTB SIBISIETCST
a3kuM [104, 340], a HECKOIBKO MCCIEIOBAHUIA TTOKA3hI-
BAIOT, YTO YXOI ¥ TIOC/IEAyIolee HaOMONeHIE, TIPEIOCTaB-
JsseMele crrenmacTaMu 1o CH, u ncnonp3oBaHme Mep 110
VIYUIICHUIO Ka4eCTBa PETUCTPOB MOXKET IIPUBECTH K OoJice
BBICOKOMY YPOBHIO ONITUMAJILHOI Tepanny N YITyUYIIeHUIO
pe3ynsraToB [341-343].

OKI ciemyer menaTh €KeTOTHO IS BHISIBICHUS YIJIN-
HeHus koMmruiekca QRS [344], mOCKONMBKY TaKue Tam-
eHTBI MOTYT cTaTh KaHmuaatamu Ha CPT. Kpome Toro,
no DKI MOXHO BBHIIBUTH HapyIIeHUS IIPOBOXMMOCTHU
u OII.

Cepun OxoKI, kak mpaBuiio, He TpeOyeTcd, XOTS
OxoKI cieqyet moBTOpUTH, €CV HAOIIOHAEeTCS YXyIIIe-
HUE KIMHUYIECKOTO COCTOSHUS. TakKe peKOMEHIYeTCs
nposectu DxoKI yepes 3-6 Mec. mocae ONTUMU3ALUN
crangapTHoit Tepanmnun CHH®B, 4T00OBI ONpeaeuTh He-
00XOIUMOCTh H00aBJICHNS HOBBIX (hapMaKOJIOTHUECKIX
MpernapaToB ¥ MMIUIAHTUPOBAHHBIX YCTPOMCTB.

9.5.2. MOHUTOPUHT YPOBHSA OMOMapKepoB

HcmeiTanus, u3ydaiomne NCIIONb30BaHUE OMOMap-
kepoB (B yactHocTH, BNP u/unmu NT-proBNP) st BbI-
6opa ¢apmakorepanmuun CHH®B, manmu mpoTuBOpedn-
BbIe pe3ynbTathl [345-352]. OHM, HECOMHEHHO, SIBIISIIOT-
CsI XOpOIIMMM MPOTHOCTUYECKUMH MapKepamu [72, 353,
354]. KoHuenTyaJlbHO HESICHO, YTO MOXET IMPEIIOKUTh
cTpaTerusi, ImomaepXXuBaeMas OnomMapKepaMu, B TOMOJI-
HEHHUE K yCcepoHOMY IPHMMEHEHUIO PeKOMEHIOBAHHOM
PYKOBOICTBOM Tepanuu. TaKnuM 00pa3oM, TeKyIIINe TaH-
HBIe He TOAACPXKUBAIOT pyTUHHOE u3mepenrue BNP muimn
NT-proBNP nist onpeneneHust TATpOBAHUSI Tepamnuu.
TakuM oOpa3zom, UMeEIOIIUECS AAHHbIE HE MOATBEPXK-
nmaroT pyrnHHoe usdmepenne BNP uinu NT-proBNP misa
OITpeeICHNSI TUTPOBAHUS TePaTInH.

9.6. TeneMOHUTOPUHI

TM mo3BossieT malMeHTaM yOaJeHHO IOIyJaTh yC-
JIyru OudpoBOro 3ApaBOOXpaHEHUSI, WH(OpPMAIIHIO
IUIST TIOMICPKKY W ONTHUMU3AIMY yXOIa 3a HUMU. Takwue
JTaHHble, Kak cuMnToMbl, Bec, YCC u AJl, MoryT cobn-
paTbCs YacTO, XPAHUTHCS B DJICKTPOHHON METUIIMHCKOM
KapTe W MCIIOJb30BaThCA IUIST BEICHUS ITallMeHTOB (HE-
TOCPEICTBEHHO WM Yepe3 MEIUIIMHCKOTO pabOTHHUKA),
IJIST KOPPEKTUPOBKY TEPAITUK WU IJIST TIOIYICHUS ITO-
MOJHUTENbHBIX pekoMeHmauuii. Jlomamrauit TM moxer
TIOMOYb ITONICPKUBATh KAUECTBO MEIUIIMHCKOI ITOMO-
M, OOJIETYNTH OBICTPHII TOCTYI K MEIUITMHCKOM TTIOMO-
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X B cIydae HEOOXOOUMOCTH, CHU3UTh TPAHCIIOPTHBIC
pacxombl MAIIMEHTOB M CBECTH K MUTHMUMYMY 9acTOTY I10-
cemeHuit kKnuHUK [355]. TlpuHyouTeabHOe TIpeKpa-
IIeHWE JTUYHBIX KOHCYJIBTAIlii BO MHOTHX CTpaHax BO
BpeMSI HEOAaBHEW IMAaHAEMHUU HOBOW KOPOHABUPYCHOU
nHbeximu (COVID-19) ocBeTrio HEKOTOPHIE TOTEHITH -
aJIbHBIE TIpenMyIecTBa gomamrHero TM [356].

WUcnpitanus gomamHero TM pa3HooOpasHbl. [lanu-
€HTaM OOBIYHO TpeOyeTcs MPOBOIUTh U3MEPEHUS, U, KaK
¥ BO MHOTHUX ApYyrux acrekTax jeaeHus CH, cobmoneHme
pexXuMa JICYCHUS MOXET OBITh HEITOJTHBIM. JloMalrHmiz
TM MoXeT MpenoCcTaBIAThCI KaK MECTHAsI, PETHOHATIb-
Hasl WM HallMOHAIbHasA cTyxk0a. CHUCTEMBI, OpHEHTHUPO-
BaHHBIC Ha ONTHMMM3ALIMIO VIIpaBJICHUs, a He Ha OOHa-
pYXeHWE W YIpaBICHWE HEOTIOXHBIMU COCTOSHUSIMMU,
IOJKHBI OBITh YKOMILJICKTOBAHBI ITEPCOHAIIOM TOJIBKO
B CTaHIapTHOe pabodee Bpemsa. HeKoTophie CHCTEMBI
MIpeTHAa3HAYeHBI TAKXKe UIST OKa3aHMS TTOMICPKKI B JIFO-
6o¢ BpeMmsI mo 3ampocy manueHTa. CpaBHUTEIbHAS 3(-
(eKTUBHOCTh 1 3KOHOMMYECKAST 3(PPEeKTUBHOCTh KaXk-
IIOI CTpaTerny SIBJITIOTCS HeolpeneeHHBIMIA. CHUCTEMBI,
KOTOpPBIE COCPEIOTOYCHEI Ha ITOCTOSTHHON ONTUMM3aINN
JredeHUsI (TIOAXONI K ITONIep:KaHUIO 3M0POBRSI), a HE Ha I10-
MIBITKAX TIPEIBUACTD U YIIPABIISITH SIMU30IaMH YXYIIICHUST
(cTparerusi, KOTopasi CTpagacT OT OOJIBIIIOTO KOJMIECTBA
JIOXKHOTIOJIOXKUTETLHBIX PE3YJIbTaTOB), SIBISIOTCS Oolee
sddexkTuBHBIMY [357]. JomamrHuit TM saBnsietcst addek-
TUBHBIM METOOOM OOYUCHUS MAllMEHTOB W MX MOTHBA-
MU U CIIOCOOCTBYET OKA3aHMIO TTOMOIIN, HO €T0 CJICAyeT
aganTUPOBaTh IS COBMECTHOI pabOTHI C CYIIIECTBYIOIIM-
MM yCIIyTaMHU 3ipaBooxpaHeHud [358].

KokpaHoBCcKUit crucTeMaTHYeCKU 0030p, IIpoBe-
nenHbrit B 2017T, BeigBUI 39 COOTBETCTBYIONINX UCTIBI-
TaHuit momamHero TM, B OCHOBHOM OCHOBAaHHEIX Ha
OLIEHKE CUMITTOMOB, MacchI Tej1a, YCC 1 puTMa, a TakxKe
AJl, u obHapyxwua, uro nomMainHuii TM ObLT cBsI3aH CO
CHIDKEHMEM CMEPTHOCTH OT BceX mpuuuH Ha 20% u ro-
crmmranmsannit mo nosony CH na 37% [359]. C Tex nop
OBUTIO OITyOJIMKOBAHO HECKOJBKO HEUTPaIbHBIX UCCIIC-
JIIOBAaHUM M KaK MUHHUMYM OIHO ITOJIOXKHUTeIbHOEe [357,
360-364]. MagoBeEpPOATHO, YTO OHU U3MEHSAT ITOJOXKM-
TEIbHBIC PE3YJIBTaThl CHCTEMaTUIECKOTO 0030pa. BaxkHO
OTMETHUTDb, YTO €CIAM COLMAJIbHOE OUCTAHIIMPOBAHUE
n "3ejleHas" MoOBeCcTKa BaXXHBI, JoMaimrHuii TM HykeH
TOJIBKO, YTOOBI ITOKAa3aTh, YTO HE YCTYITaeT COBPEMEH-
HBIM METOIaM OKa3aHWS ITOMOIIM, YTOOBI OBITH ITOAXO0-
ISIIIAM CPENCTBOM IoMoIiu [356].

HescHo, mpemmaraoT 11 HOCUMBIC TEXHOJIOTUM IJIS
MoHutoprHra YCC 1 puT™Ma WIM 3aCTOMHBIX SIBICHUIA
B JIeTKUX (OMOMMIIEHAHC WU JICTOYHBIA pamap) DOIOJI-
HUTEJIbHBIC TPEUMYIICCTBA IO CPAaBHEHUIO C ONMCAH-
HBIM BBIIIE TPAAUIIMOHHBIM gomamHuM TM [365-367].

MHoTrre WMIIJIaHTUPOBAHHBIC TepaleBTUUECCKUE
YCTPOMCTBA MOTYT IPEOOCTABISITh IT0 OECIIPOBOTHOM
CeTH M yHaJeHHO MH(pOPMAIINIO JTU00 O CAMOM YCTpPOIi-
cTBe ((PYHKIIMS TeHepaTopa M B3JIEKTPOIda), apUTMUH,

1m60 o pusnonorun nmaurenta (YCC, akTUBHOCTB, cep-
NIeYHbIE TOHBI, OMouMInienaHc). MMerorcs yoenuTelbHbIe
IoKa3aTeJIbCTBa TOTO, YTO MOHUTOPUHT MOXET BBISIBUTH
HEUCIIPAaBHOCTh YCTPOMCTBA paHBINE, YeM IIPU OOBII-
HOM MOHMTOPHHTE, ¥ 9YTO OH MOXKET OBITh IOJIE3CH IIJIST
BBISIBJICHUS Takux aputMuii, Kak PI1. Tem He MeHee Cy-
IIEeCTBYET Majio JOKAa3aTeJIbCTB TOTO, YTO MOHUTOPUHT
YCTPOMCTB CHMKAET TocnuTanm3anuio mo mosomy CH
VI CMEPTHOCTH [368-371].

Taxke JOCTYITHHI YCTPOiicTBa, KOTOPBIE 0OecTIcunBa-
IOT TOJIbKO (PYHKIIMIO MOHUTOPWHTA. MMIUIaHTHpyeMBbIe
METJIEBBIC PETHUCTPATOPEl MOXHO BBOIMTH ITOIKOXHO
¥ UCMONIb30BaTh m1s1 MoHnTOprHTa YCC 1 purtMma, ak-
TUBHOCTH U OMOMMIIEHaHCA. YCTPOMCTBA IJISI MOHUTO-
pPUHTA TAKKE MOTYT OBITh pa3MellleHBI B JISTOYHOM apTe-
pun 11T 6GECIIPOBOTHOTO MOHUTOPHWHTA JABIICHUSI, XOTS
BHEIIIHWUI CYMTHIBATENIb, HEOOXOMMMEIN IS OOHApYXKe-
HUsI CUTHAJIa YCTPOMCTBA, JOBOJIHLHO TPOMO3IKUIA 1 TPE-
OyeT yuacTus manueHTa. [1oBBIIIIEHNE TMACTOIMIECKOTO
IABJICHUSI B JIETOYHOM apTepUM MOXKET OBITh OTHUM W3
caMBIX paHHHUX IIPU3HAKOB 3acTos. [IpemBapurtenbHOE,
HO IOBOJILHO CYIIECTBEHHOE MCCJCHOBAaHME ITOKA3aJIo
CHIDKCHME PHICKa ITOBTOPHOM TOCITUTATM3AINHY TI0 TIOBO-
oy CH [372]. 3aBepieH Habop B Ooyiee KPYITHOE HCCIIe-
nosanve (GUIDE-HF) [373].

Taxum o6pa3zom, HeMHBa3UBHBIN HoMmaitHuil TM Mo-
XeT OBITh paccMOTpeH y marmeHToB ¢ CH ¢ menpio cHU-
KEHUSI pACKa TMOBTOPHBIX TOCHUTAIHN3AINI IO TTOBOLY
CC3 un CH, a TakXe CMepTH; OXMUIAIOTCS HaJbHENIe
IOKa3aTeIbCTBA JICUCHUSI C MCTIOJIb30BaHNEM UMILIAHTH -
pPOBaHHBIX cucTeM [374].

Pekomenpgauun gna TM

m

HenHBa3MBHbIN OMALLHWIA TENEMOHUTOPUHT MOXET Ilb
6bITb PACCMOTPEH Y NaumeHToB ¢ CH, 4ToBbl CHU3NTb

pYCK MOBTOPHbIX rocnuTanmaauuii no CC3 n cmeptn

ot CC3 [374].

MOHWTOPWHI faBNeHNs B NErO4HON apTepun lib B
C 1CMoNb30BaHWeM 6ECNPOBOLHON CUCTEMbI
reMoMHaMNYeCKOro MOHUTOPUHIA MOXET ObITb
PacCMOTPEH Y CUMMTOMHbIX MauueHTos ¢ CH
NS YNyYLWeHNs KIMHUYeCKux ncxopos [372].
Mpumeyanme: @ — KNacc PeKOMeHAALWN, ® — ypoBeHb 10Ka3aTeNlbHOCTH.

Cokpauienus: CH — cepaedHas HepocTaTodHocTb, CC3 — cepaeyHo-cocyamncToe
3abonesaHve.

10. NMporpeccupyowan cepaevyHas
Hea4OoCTaTO4YHOCTb
10.1. Anupemunonorus, puarHocTmka
M NPOrHO3

Muorue nanueHTel ¢ CH mepexonmst B ¢asy mpo-
rpeccupytomeit CH, xapakrtepusymooIeics MmepCuCcTH-
PYIOIIUMM CHMIITOMaMM, HECMOTPSI Ha MaKCUMAaJIbHYIO
teparmmio CH [375-377]. PacripocTpaHeHHOCTH TIpoTpec-
cupytomeii CH yBenmamBaeTcsl U3-3a pacTYIIETo YMcia
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mareraToB ¢ CH, crapeHus HaceleHNUs, YIyIIICHUS Jie-
yeHus u BeikuBaeMoct CH. TTporHos ocTtaetcsa Heba-
TONPUATHBIM, CMEPTHOCTh B TeUeHHE | TOma KoxeoeTcst
ot 25% no 75% [378-380].

Oonosnennsie kputepun HFA-ESC 2018 mng ompe-
nmeneHusT pacmupenHoro CH mpencraBieHB B TaOiIu-
me 13 [376]. CunbpHo cHuxenHas PB JIXK asisercs
OOBIYHBIM SIBJICHHEM, HO He TpeOyeTcsl ISl ITMarHo-

ctuku nporpeccupyiomeit CH, mMocKoirbKy OHa MOXET
pa3Buthcsa u y nanueHToB ¢ CHc®B. B momonHeHne
K OIMMCAaHHBIM KPUTEPUSIM MOXKET IIPUCYTCTBOBATH IIHIC-
(byHKIINS SKCcTpakapaualbHEIX opraHoB u3-3a CH (Ha-
IpuUMep, cepmedHass KaxeKCHsl, TUCGHYHKINS TeYeHU
WJIN MOYEK) WK JlerouHas rurnepreHsus Il tTuna, Ho oHu
He TpeOYIOTCS WIS ollpeneiieHus mporpeccupytomeit CH
[376].

Tabnuua 13

Kputepuu onpeaeneHus nporpeccupyiowiein CH

HeCMOTpﬂ Ha ONTUMaJibHOE MeANKaMeHTO3HOe Jie4eHne, OO0/KHbI MPUCYTCTBOBATL BCE CleayoLme Kputepun:

1. Taxenble 1 CTOVKME CUMNTOMBI CepAeyHoii HepocTatoyHocTH (Il (maneko 3aweptweid) unu IV AK no NYHA).

2. Taxenas cepaeyHas avchyHKUMS, onpeaenseMas Kak MUHUMYM OAHVUM U3 CReayioLmx Npu3HaKkos:

+ ®B K <30%

+ 3onnposaHHas HegocTatouHoCTb MK (Hanpumep, AOMX)
+ HeonepabenbHble Tsxenble aHoManuu knanasa

+ HeonepabenbHble TaXeNble BPOXAEHHbIE aHOManMK

+ MOCTOAHHO BbICOKME (1AM noBbiLaowmecs) 3HadeHns BNP nnm NT-proBNP n Tskenas anactonnyeckas aucdyHkums JIK nnm CTpyKTypHble aHoManum

(B cooTBeTCTBUM C onpeneneHnem CHc®dB).

3. OnM30/bl NIErOYHOM M CUCTEMHO rvnepemmm, TpebytoLme BBEAEHUS BLICOKMX 403 B/B ANYPETVKOB (M1 KOMOMHALMM ANYPETUKOB) AW 3NM30b! HU3KOTO
BbIGPOCA, TPEOYIOLLME UHOTPOMHBIX UM BA30AKTVUBHLIX NPEMNaPaTOoB, UM 3N10KAYECTBEHHbIE APUTMUK, BbI3BABLUME >1 HE3aNaHWPOBAHHOIO BU3UTA UK

rocnutanusaumu 3a nocnegHue 12 mec.

4. Cepbe3Hoe HapyLleHne TONePaHTHOCTU K PU3NYECKOI Harpy3ke C HEBO3MOXHOCTbIO BbINOHEHWS GUINYECKMX YNPAXKHEHUIA MK HU3KOW AncTaHumen TLLUX (<300 m)
nam pVO, <12 mn/kr/muH nnm <50% 0T NPOrHO3MPYEMOrO 3HaYeHNS, MPEANONOXUTENBEHO CEPAEYHOrO MPOUCXOXAEHMS.

Mpumeuanue: aganTtuposaHo u3 [376].

CokpauweHusi: AIMK — apuTmMoreHHas avcnnaswvs NpaBoro Xenynoyka, B/B — BHYTPUBEHHO, JDK — neBbiii xenynoyek, MK — npasbiit xenynoyek, CHcdB — cepreyHas
HEeOCTaTO4YHOCTb C COXPaHEHHOM dpakumeit Bbibpoca, TLUX — TecT 6-MuHYTHOI x0ab0bl, PB — dpakums BeiGpoca, PK — dyHKUmMOHaNbHbIA knacc, BNP — mo3rosoii
HaTpuitypeTuyeckuii nentua, NT-proBNP — N-KOHLEBOI# MPOMO3roBoit HaTpuitypetudeckuii nentua, NYHA — Helo-Mopkckas accouvaums cepaua, pVO, — nukosoe

noTpebneHue kucnopoaa.

IIpodpunu MexsegomcTBeHHOTO peructpa MIIK
(INTERMACS), paspaboTaHHBIC IS KiaccU(pUKAIINT
MMAIIMEHTOB C MOTCHIMAIBLHBIMU TTOKA3aHUSIMH K IIJTH-
TeabHBIM ycTpoiicTBam MIIK, onuchiBaloT KJIMHUYE-
CKHMe TTapaMeTphl M XapaKTEePHCTHKHU, COTJIACYIOIIME-
¢S ¢ HEOOXOMMMOCTBIO MEPEAOBBIX METONOB JICUCHUS

(tabm. 14) [381]. DTa KIaccuuKaIds TakKe ObLIa TIOKa-
3aHa Kak IT0JIe3Hasl IIPU OLIEHKE MPOrHO3a y MalMeHTOB
¢ nipencrosmeit cpounoit TC [382] wnu nepen nMIuiaH-
tamueit uckyccrsenHoro JIZK (mJI2K) [383], a Takke mis
OLICHKHU PUCKa y aMOY/IaTOPHBIX MMALIMEHTOB C JAJIEKO 3a-
menmeit CH [384].

Ta6nuua 14

OnucaHue npoduneii NnauneHToB ¢ aaneko 3awepwen CH
B MexBepgomcTeeHHOM peructpe MIMK (INTERMACS)

Mpodunb
Mpodunb 1. Kputnueckuii KapANOTrEHHbINA LWOK

MaumeHT C OnacHo NS XNU3HU TMNOTEH3NEN, HECMOTPS Ha GLICTPOE YCUEHE UHOTPOMHOM NOAAEPXKM, runonepdyamnio
KPUTUHECKMX OPraHoB, 4acTo NOATBEPXAAEMYIO YXYALLEHVEM aLUmA03a U/WK YPOBHS NakTaTa. "PaspyLumTb 1 CXeub'.

Mpodunsb 2. NMporpeccupyiouiee CHUKEHUE

MaumeHT co CHkeHeM GYHKLMM, HECMOTPS HA BHYTPUBEHHOE BBELEHME HOTPOMHON NOAAEPXKM, MOXET NPOSIBASATLCS
yXyALeHneM GyHKLMM NoYeK, CTOLLEHWEM NUTATENbHbIX BELLECTB, HECMOCOOHOCTbI0 BOCCTAaHOBUTL 06bEMHBIV BanaHc.

Cpok BMeLuaTenbCcTBa
OKOHYaTeNbHOE BMELIATeNbCTBO
TpebyeTcs B TEYEHNE HECKOMBbKIX
4acos.

Heobxoavmo pagvikansHoe
BMeELLaTeNbCTBO B TE4YEHME
HECKOJbKMX AHENA.

"CkonbxeHve Ha nHoTponax”. Takxke ONMCaHO YXyALeHNe COCTOSHUS Y NALMEHTOB, HE NEPEHOCALLMX MHOTPOMHYIO Tepanmio.

Mpodunb 3. CTaGuneH K UHOTPONY UM 3aBUCUT OT UHOTpONa

MauneHT co cTabunbHLIM apTepUanbHbLIM AaBneHneM, GyHKLMER OpraHoB, MMTaHEM W CUMNTOMaMM Ha HEMPEPLIBHOM
BHYTPMBEHHOM BBELLEHUN MHOTPOMHO NOAAEPXKKM (MM BDEMEHHOE YCTPOWCTBO 4151 NMOAAEPXKU KPOBOOBPALLEHNS,
WM 1 TO, 1 APYrO€), HO AEMOHCTPUPYIOLLMIA HEOAHOKPATHbIE HEYAA4M B OTAYYEHUN OT NOAAEPXKM U3-3a PELIMAMBUPYIOLLE

OKOHYaTe/bHOE BMELLaTENbCTBO
no BbIGOPY B Te4eHMe neproaa
OT HECKOJIbKVX Hefenb

10 HECKOJIbKMX MECAILIEB.

CMMNTOMATWNYECKOW rMMOTEH3NN UK NOYEYHON AMCHYHKUMK. "3aBUCKHMas CTabUIBbHOCTL .
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Ta6nuua 14. MpopgonxeHue

MNpodunb

Mpoduns 4. MaumeHT ¢ 4aCTLIMM NOBTOPHLIMYM rocnUTanMaauvsamm’

CocTosiHMe naumeHTa MoXeT ObiTb CTabUIN3NPOBaHO, 6113K0E K HOPMANTbHOMY, HO Y HErO BO3HMKAIOT €XeIHEBHbIE CUMMTOMbI
3aCTOS B MOKOE UMK BO BPEMS MOBCEAHEBHOMN AesTenbHOCTW. [03bl AnypeTUKOB 06bIHHO KONEBI0TCS Ha 04EHb BBICOKVX YPOBHSIX.
Cnepyet paccMoTpeTb 6osiee MHTEHCUBHbIE CTPATErMN BEAEHUS U HABMIOAEHUS, KOTOPbIE B HEKOTOPbIX CIy4asix MOryT BbISIBUTH
HecobntoeHNe PeXMMA NEYEHUS!, HTO MOXET NOCTaBUTb NOJ, Yrpo3y pe3ynsTaThl Nto6oi Tepanun. HekoTopble naLneHTs MoryT
nepeknoyaTbCs Mexay 4 n 5 ceaHcamu.

Mpodunsb 5. NMpuesisaHHbIii K AOMY

YyscTBYeT cebst KOMbOPTHO B MOKOE W B MOBCEAHEBHOW XM3HM, HO HE MOXET 3aHMMATLCS KakoW-1Mb0o Apyroi AesTeNbHOCTbIO,
XVBS NPEMMYLLECTBEHHO B fIoMe. [MaLmneHTbl YyBCTBYIOT cebsl KOMbOPTHO B NOKoe 6e3 CUMMTOMOB 3aCTOS, HO MOTYT UMETb
pecdpakTepHOe COCTOSHUE C MNOBBILLEHHBIM 06BLEMOM, HYaCTO C MOYEYHON ANCHYHKLMEN. ECI OCHOBHOW HYTPULIMOHHBINA CTaTyC
1 OYHKUMS OPraHOB SBASIOTCS MaprHanbHbIMU, MaLUEHTLI MOTYT noaBepratbest 6onbluemy pucky, dem INTERMACS 4, u um
TpebyeTca paaykanbHoe BMELLaTeNnbCTBO.

MNpodune 6. OrpaHnyeHHoe ycunme

MauueHT 63 NPU3HaKOB Neperpyaku XunaKOCTbIO, YyBCTBYET cebst KOM(POPTHO B NOKOE 1 NPY NOBCEAHEBHON AeATENbHOCTU

1 HE3HAYUTENBHON AeATENbHOCTU BHE JOMA, HO YTOMASIETCS NOCIE NEPBbIX HECKONBbKVX MUHYT NI0O0V 3HAYMMON AeATeNbHOCTU.
MpunuceiBane CH TpebyeT TLaTenbHOro 3MepeHVst NIKOBOrO NOTPEBNEHNS KUCIOPOAA, B HEKOTOPbIX Cry4asx

C reMoAyHaM14eCKMM MOHWUTOPUHIOM, YTOObI NOATBEPAUTL TSXeCTb CH. "Xoasunii paHeHbIid”.

Mpodwunb 7. Taxensie cumntomsl 11 @K no NYHA

MauneHT 6e3 TEKYLLWX UM HefaBHUX ANW30A0B HECTABMNBLHOTO HGanaHca XMAKOCTH, XMBYLLMIA KOMBOPTHO CO 3HAYUMON
aKTUBHOCTBIO, OFPAHNYEHHON NErkon Gr3N4eCKOi Harpy3Koii.

Moaudukaropbl ans npopunen

BpemenHas MK MOXeT n3MeHsTb MPOdMIIb TONbKO Y FOCIUTAIM3NPOBaHHbIX MauneHToB. K Hum otHocsites BABK, SKMO,
TandemHeart, WX, Impella.

ApUTMWS: MOXET U3MEHWUTb Nt060I NPodUNb. K HUM OTHOCATCS PELMAVBUPYIOLLME XENYA04KOBbIE Tax1apuTMum, KOTOpbIe

B MOCNiefjHee BpeMs B 3HAYUTENbHON CTENeHN Cnoco6CTBOBANM KIIMHUYECKOMY YXYALLEHWIO COCTOSIHWS, YacTble paspsiasl UK,
1M NOTPEBHOCTb B HAPYXHON Aednbpunnsumm, 0bbl4HO >2 pas B HeA.

YacTble anu3opbl AekomneHcauun CH xapakTepHbl 4151 NauyeHToB, TPeBYIOLLMX YaCTbIX MOCELLEHWA HEOTAOXHON NOMOLLM

VAW roCrUTanu3aumnii 4is npuema ouypeTukos, ynsTpadunsTpaumm nnv BPEMEHHOr0 B/B BBEAEHWS BA30AKTUBHON TeEpanuu.
YacTbIMy 3Nn3oAaMu MOTYT CHUTATLCS Kak MUHUMYM [Ba BU3WUTa/rocnmTanusauymm B 3KCTPEHHbIX Cyyasix 3a nocnenHve 3 mec.

Cpok BMeLuaTeNibCTBa

OKOHYaTENbHOE BMELLATENbCTBO
no BbIGOPY B TeYeHe neproaa
OT HECKOJIbKUX Heaelb

10 HECKOJIbKMX MECSAILIEB.

MNepemeHHasi CPOYHOCTb, 3aBUCUT
OT NOAAEPXaHUS NUTaHNS,
YHKLUMM OpPraHoB 1 aKTUBHOCTY.

BapbupyeTcs, 3aBucut

0T NOAAEPXaHWS NUTaHWS,
YHKLMM OPraHoB 1 YPOBHS!
aKTUBHOCTW.

B HacTosLLee Bpems
TpaHcnaHTauus cepaua nnm
MK mMoryT 6bITb He MoKa3aHsbl.
Bo3moxHble npodunum,
KOTOPbI€ MOXHO U3MEHUTb
12,3

1-7

3 ecnu noma, 4, 5, 6. Pegko
ansg npoduns 7.

VAW T 3a nocnepHve 6 mec.

Mpumeuanue: agantnposaHo n3 [381].

CokpaweHusi: BABEK — BHyTpuaopTanbHas 6annoHHasi KOHTpMynbcaums, B/B — BHyTpuBeHHO, K[, — mmnnaHTupyemblii kapamosepTep-aedudpunnatop, K —
VCKYCCTBEHHBI NeBbili xenynodek, MMNK — mexaHnyeckas noppepxka kpooobpaluenusi, CH — cepaeyHas HepocTaToqHOCTb, PK — dyHKUMOHANbHBINA Knacc,
OKMO — akcTpakoprnopanbHas MembpaHHas okcurenauys, INTERMACS — MeXBenoMCTBEHHbI PErrcTp MCKYCCTBEHHOI noaaepxkm kposoobpatueHns, NYHA — Hblo-

Mopkckas accoumaums cepaua.

' B opuruHane o603HadeH kak Frequent flyer.

IIporHocTrueckast crpaTuUKAIMS BaxkKHa IUIS OTIpe-
IIeJICHUST NIeaIbHOTO BpeMEHM UISI HAIIpaBJICHUS B CO-
OTBETCTBYIOIIUIA LIEHTp (T.e. LEHTP, CIIOCOOHBIN 00e-
CIICYNTh TIepenoBbic MeTonbl JiedeHnss CH), 9To6wI mpa-
BUJIBHO TOHECTH OXUIAHUS IO TMAIUEHTOB W CEMBH,
a Takxe VIS TUIAHNPOBAHMS JICUCHUSI W TIOCICAYIOIINX
crpareruii (puc. 4) [376]. IlauueHTaM ¢ IPOTUBOIIOKA-
3anusgaMu K MIIK mmm TC cinemyeT paccMaTpuBaTh BO3-
MOXHOCTh MaJTMaTUBHOM momornu (cMm. Pazmenr 10.2.4).

HecMoTpst Ha MHOTHE IIPOTHOCTHYECKHE MapaMeTPhl
(JomomHUTETBFHBIC MAaTepUAJIbl, Ta0I. 13), IPOrHO3MPO-
BaHUE PE3YJIBTATOB OCTAeTCS TPYIHBIM, M TIAIIMEHTOB Yac-
TO CJIMIIIKOM ITO3ITHO HAIIPaBJISIOT B IIEPENOBBIC LIEHTPHI
CH. BrisgBieHMe HACTOPAXMBAIOIINX ITPM3HAKOB Y TIa-
LIMEHTOB C HETIPOTPECCUPYIONINMU CUMITTOMAMHU MOXET
MMO3BOJIMTh paHHee HampasiaeHune, ytroosl MITK n TC
MOKHO OBUIO TIPEIJIOXUTH IO Pa3BUTHS IMOJIHMOPTaHHOM

HemocTaTouHOCTH (puc. 5; JlomoTHUTEIbHBIE MaTepH-
anel, Ta6a. 14) [376, 386]. OpraHu3zauroOHHAs MOIEIb
MEXIy HeHTpaMHU C Pas3sIWIHBIMA YPOBHU CJIOXHOCTHU
yxoma, ocHoBaHHas Ha cety "Hub and Spoke", sBisgeTcs
KJIIOYOM K XOPOIIIeMY BEICHHIO TTAallieHTOB [376].

10.2. BepeHune nauneHToB

Y maumeHToB ¢ ganeko 3amenineii CH MoxeT morpe-
6oBaThcd (papMakogormyeckas Teparnus U KpaTkocpou-
Hasg MIIK go Tex mop, rmoka He CTaHEeT JOCTYITHOI MM-
mianTanus gojarocpoyHoit MITK wmm TC.

10.2.1. ®apmakoTepanug n 3amecTuTesbHas
noye4yHas Tepanus

MHoTponbl MOryT yiaydilaTh mapamMeTpbl TeMOIU-
HaMHWKHN, YMCHbIIas 3aCTOMHBIE ABJICHUA, YBCINYMBas
CepIeYHBIl BEIOPOC U CITOCOOCTBYS ItepudeprdecKoit
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Ha aMOyJIaTOpHOM 3Tare’

t 1
4

Kparkocpounas MIIK B kauecTe
"MocTa" K TpaHCIUIaHTAllUH, "MOCTa" K PEeIIeHUIO,
"MocTa" K BOCCTAHOBJIEHUIO, "MOCT" B KAHIMIATHI

(Knacc I1a)
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MTOXU3HEHHO
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Puc. 4. AnropnTM nederus NaumeHToB ¢ nporpeccupyioLlein CH.

MpumeyaHue: @ — 3TOT aNropUTM MOXHO NPUMEHSTb KO BCEM MauyeHTam ¢ nporpeccupylowein CH, onpeaeneHHoin B cooteeTcTBum ¢ kputepusamm ESC/HFA [376], 3a
uckoderrem FKMI, ALK, apuTMUYECKOro LWTOpMa, BPOXAEHHbIX MOPOKOB CepALa Y B3POCbIX, pedpakTepHol cTeHokapau; ® — nosTopsiowwasca rocnutannsaums,
nporpeccupytoLLias opraHHasi HeLOCTaTOYHOCTb, PEPPAKTEPHBIV 3aCTOMN, HEBO3MOXHOCTb BbINONHUTL KAPAMOMNYbMOHANbHbIV HArPy304HBIA TECT UM NMKOBOE NOTpebne-
Hue kucnopoga <12 ma/mMuH/kr nnn <50% ot oxunaaemoro 3HadeHns [385]. LIBeToBOM Koa AN1S KNAaCcCOB PEKOMEHAALMIA: 3e/1EHbIN 415 Knacca PeKOMeHAaUMIA | 1 XenTbii
Lns knacca pekomeHaaumm lla (pononHuTenbHyio HGopMaLmio 0 knaccax pekomeHaaLuum cM. B Tabnvue 1).

Cokpauenus: ALK — aputmoreHHas aucnnasus npasoro xenygouka, FTKMM — runeptpoduyeckas kapavmomvonatus, WK — MCKYCCTBEHHbI NIEBbIA Xenynoyex,
MIMK — mexaHudyeckas nogaepxka kpoeoobpallerns, CH — cepaeyHas HelocTaTo4HOCTb, TC — TpaHcnnaHTaums cepaua, ESC — EBponeiickoe 06LLEeCcTBO Kapamosioros,
HFA — Heart Failure Association (accoumauus ceppeyHoit HegoctatouHocTH), INTERMACS — MexXBeLOMCTBEHHbI PEr1CTP UCKYCCTBEHHOM NOAAEPXKKM KPOBOOOPALLEHUS.

nepdy3un. XOoTs 3TO U HE JOKa3aHO, 3TO MOXET TOMOYb  CITOCOOCTBOBATh WUIIEMUU MUOKApAa W/WIU TaxvapuT-
MPEeqOTBPaTUTh YXydllleHWe (PYHKIIMM OPTaHOB-MUINIe- MUSM M yXyIIIaTh KIMHUYeckoe TeueHue [387, 388]. Mx
Heli. 1 HA00OpOT, TpaAWIIMOHHBIE WHOTPOIBI MOTYT MOXHO WCIIOIb30BaTh B KaU4eCTBE MAJJTMATUBHON Tepa-
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C Copmmponka naumenton ¢ sarexo samenueli CH w coomsercoyioutie cpon Hanpanserns
l

!
®

WK/CPT-/I npu HATMIMK TTOKA3AHUIA)

« CAJ <90 MM pT.CT. ¥/1I¥ IPU3HAKHU Mepudepueckoit
runonepdy3un

*

@

v l v
Puc. 5. CopTvipoBKa NaLuMeHToB C BbipaxeHHO CH 1 COOTBETCTBYIOLLME CPOKM HAaNpaBneHus K cneupanuctam [376].
Mpumeyanue: ? — orpaHuyeHHas oxuaaeMasi NPOLOMIKUTENBHOCTb XU3HN MOXET ObiTh CBAI3aHA C CEPbE3HBIMI COMYTCTBYIOLLMMI 3a60NEBAHNSAMU, TaKUMU Kak pak,
[eMeHUMs, TepMUHanbHas cTaans AMChYHKLMM OPraHoB; APYrie COCTOSIHWS, KOTOPbLIE MOTYT YXYALUMTb Nocneayolee HabNIoAeHNEe MK yXyAWUTL NPOrHO3 Nocie Neve-
HUsl, BKNIOYatOT cnabocTb, HEoBPaTUMYIO KOTHUTUBHYIO AMCHYHKLMIO, NCUXUYECKOe PaCCTPOMNCTBO UM NCUXOCOLMAsIbHbIE MPOBNEMBI.
Cokpalenus: APHU — MHrMOUTOP aHrMOTEH3MHOBBLIX PeL,enTopoB 1 HenpuananHa, VKL, — nmnnantupyemslii kapavoseptep-aedubpunnstop, MPAC — WHrubutop
PEHUH-aHTMOTEH3MHOBOM cucTemMbl, KK — kauecTBo xm3Hu, MMK — mexaHuyeckas noaaepxka kposoobpallenus, MK — npasbiii xenynodek, CALL — cuctonmyeckoe

apTepuansHoe aaeneHue, CH — cepaedHas HepocTaTtouHocTb, CPT — cepaeyHast pecuHxpoHusupytowas tepanus, TC — TpaHcnnanTaums cepaua, @B JDK — dpakums
BLIBPOCA NEBOTO Xenynodka, PK — dyHKUMoHanbHbIA knacc, NYHA — Hblo-Mopkcekas accourauns cepaua.

WY JUTST OOJIETYEHNST CUMIITOMOB Y TIAIIMEHTOB 0e3 Ipy- JuchyHKIMS TT0YeK U Pe3UCTEHTHOCTh K TIETJIEBBIM
rux BapuaHTOB JieueHus. [IpepbIBUCTOE HOJIrOCPOYHOE OUYPETHKAM YacTO XapaKTepU3YIOT KIMHUYECKOE Te-
KCITO/Ib30BaHME MHOTPOIIOB MOXKET OBITh PACCMOTPEHO YeHHME MAlMeHTOB ¢ mporpeccupymoiineii CH. B mepsyio
ambynatopHo mis yaydmenus @K u KK [389, 390]. ouepenp mpemiaraeTcs yIBOUTH O03Y IETIIEBOTO AUype-
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THKA C MOCJIEAYIOIIUM OOJHOBPEMEHHBIM Ha3HAYeHHEM
THA3UIOB MU MeTojda3oHa (cMm. Pasmerm 11.3.3) [145].
Y MmalueHTOB He OTBEYAaIOLIMX Ha CTpaTeruu, OCHOBAH-
Hble Ha AUYpPETHUKAX, 3aMECTUTEIbHAs MoYeyHas Tepa-
KIS SABJISIETCS OOHMM M3 HamOoJjiee paciIpOCTpaHEHHBIX
noaxonoB. Ee MOXHO paccMaTpuBaTh Y TeX MALUEHTOB
C PE3MCTEHTHOCTBIO K AUypEeTUKAM, JaXe €CIU JaHHbIE
0 ¢¢ BIUSHUM Ha UCXOObI He ycTaHOBIEeHHI [391, 392].

10.2.2. MK

MIIK MoOXeT yaydIiuTh BRKUBAEMOCTh W YIYUYIIUTh
CHAMIITOMBI Y TIAIIMEHTOB ¢ nporpeccupyroieit CH [376,
393]. Ucnoap3oBanue MIIK ciemyer paccmaTpuBaTh
IJIS Pa3IMIHBIX CIICHAPHWEB, MEPEYNCICHHBIX B Ta0JIM-
ne 15. IMokazaHust mist KpaTKOCPOUYHOTO U JIOJITOCPOU-

Horo MIIK momxHBI OBITh OCHOBAaHBI Ha MPOQPUISX
INTERMACS (ta6m. 14, puc. 4).

Tabnuua 15

TepmuHbl, 0603HaYalOLWMe pasninyHble nokasdaHus kK MK

MocT k pewenuio (BTD)/MocTt
K mocTy (BTB)

Wcnonb3oBanue kpatkoBpemeHHoi MK (SKMO unu Impella) y 60/bHbIX C KapAMOreHHbIM LWOKOM [0 CTabunuaaumm
reMoanHaMukm 1 nepdysnm opraHoB-MULLEHEN, NCKIIOYEHE NPOTUBONOKa3aHWii K anntensHon MIK (noBpexaeHne

rOfI0BHOr0 MO3ra nocne peaHnMauumn) 1 LONOAHWUTENbHbIX TEPANeBTUHECKUX BO3MOXHOCTEN, BKIIOYAs OLLEHKY
BO3MOXHOCTV NPUMEHEHUS ANUTENbHON Tepanum BXY nnu TpaHcnnaHtauum cepaua.

MocrT k kaHgupatype (BTC)

Mcnonb3oBaHne MK (06b14HO MIDK) Anst ynyuLeHns GyHKLUM OpraHoB-MULLEHEN U/Wnmn fnsi TOro, YToBbl caenatb

HENoOAX0ASLLEro nNauMeHTa NoAXoAsLLIMM ANs TpaHCMIaHTaLWMM cepaua.

MocT k TpaHcnnaHTauum (BTT)

Wcnonb3oBanne MIMK (nJDXK, BiVAD unu TAH) ons nopaepxaHus XuU3Hu naumeHTa, KOTOpbIii B MPOTMBHOM Cily4ae

noasepraeTcyd BbICOKOMY PUCKY CMEPTU A0 TPaHCMIaHTauum, noka ,D,OHOpCKI/IVI OpraH He CTaHeT AOCTYMNHbIM.

MocrT k Bbisgoposnenuio (BTR)

Wcnonb3oBaHne MIK (KpaTKOCPOYHOE MAm AOArOCPOYHOE) AN NOAAEPXKAHMSA XU3HW NauMeHTa o Tex nop,

noka cepaeyHast GyHKLMS He BOCCTAHOBUTCS B AOCTATOYHOW cTenenn ans yaanenus MK,

Lienesas tepanus (DT)

JantensHoe ncnons3osanne MMK (11)X) B kayecTBe ansTepHATVIBLI TPAHCTIAHTALMM Y NALMEHTOB C TEPMUHAIIBHON

cTtaavieit CH, He noaxofswmx AN TpaHcnaaHTaumm.

CokpaweHus: BXY — BcnomoratenibHoe Xenyao4koBoe YCTPOWCTBO, UK — UCKYCCTBEHHbIN NeBbIit xenyaodek, MMK — mexaHnyeckas noaaepxka KpoBoobpalleHus,
CH — ceppeyHas HepocTatouHocTb, IKMO — akcTpakopropasnbHas MembpaHHas okcureHaums, BiVAD — G1BEHTprKynsipHOe BCrioMoraTenbHoe yeTpoiicTo, TAH — total

artificial heart, TotanbHO€ NCKYCCTBEHHOE CepaLe.

KpatkoBpemennas MIIK

Kparkocpounsie ycTpoiictBa MIIK moxkazaHbl mjst
yCTpaHEeHNS KPUTHIECKOM THUITONep(y3nH OpraHOB-MH-
IIeHEH W TWITOKCHU B YCJIIOBUSIX KapAMOT€HHOTO IITOKa.
MX MOXHO MCIIOJIb30BATh B T€UCHME KOPOTKOTO, OTpa-
HUYCHHOTO TIeprofa BpeMEeHU, OT HECKOJBKNX THEI IO
HECKOJIBKUX Hemenb. Lleb cocTONT B TOM, YTOOHI TTOMI-
IepXaTh IIEHTPAIbHYIO HEPBHYIO CHUCTEMY M Iep(Py3Uio
OpraHoOB, OOPATHTh BCISATH AlI03 M MOJIMOPTAHHYIO
HEIOCTATOYHOCTh IO TeX ITOp, ITOKA MCXOH MallleHTa He
cTaHeT OoJiee SICHBIM, OyOb TO BOCCTAaHOBJIICHHE CEPI-
ma, nmepexon Ha mutenbHyo MIIK i TC, wiau, B He-
KOTOPBIX CIydasx, K 0Oojice MAJUIMATHBHOMY ITOAXOIMY.
Vxon 3a maumeHTamu Ha KpatkocpouHoii MIIK cioxen
U TpeOyeT CHelUaTbHOTO OINbITa, BKIIIOUAsT HaJIWIHne
KOHKPETHBIX TUTAHOB MpPEeKpalleHUs MOANEePXKKHU, KOraa
HU cepIlie, HU MOBPEXICHUE TOJJOBHOTO MO3ra He BOC-
cranaBnuBawTcs. KparkoBpemennywo MIIK cinenyet uc-
MOoJIL30BaTh y manmeHToB ¢ npoduirgsmu INTERMACS 1
I 2 B KayecTBe "MocCTa" K pellleH!Io, "MOoCTa" K BBI3JIO-
pOBIIeHMIO, "MOCTa" K MOCTY JMU0O IJIST TOJTOCPOYHOM
MIIK, nmu6o mist cpounoit TC (puc. 4) [394]. Bonee mo-

npo0OHast nHdopmanus o Kkpatkocpounoit MIIK mpen-
cTaBiieHa B JIOITOJTHUTEILHBIX MaTepuanax, Pazmene 11.4.

Honrocpounas MIIK

JmrenpHass MITK moka3zaHa oTnenbHBIM HallMEHTaM,
xorna MT HemocTtaroyHa win Korma KparkocpouHass MITK
He TIpHWBeIa K BOCCTAHOBJICHHIO CEpICUYHON HESTEIHHO-
CTH WIN KIMHUISCKOMY YIIYUIICHUIO, TIPOIICHHIO KU3HI
n ynyamreHnro K2K i coxpaHeHUIO KM3HU MMAMeHTA 10
TpaHCIDIaHTamUX ("MOCT" K TpaHCIUIAHTALIUN) VI IS
ycrpaHeHusI mpotuBonokazanuii K TC ("MocT" K KaHauma-
Type), WIX B Ka4eCTBE MOXM3HEHHO! Tepanmu (Tadi. 15).

Honrocpounyto MIIK cnemyer paccmaTpuBaTh y Hally-
eHToB ¢ nmpodmamu INTERMACS 2-4, a Takke y nmauu-
enros ¢ mpodusiMu INTERMACS 5-6, korma OHM NMEIOT
XapaKTEePUCTUKH BEICOKOTO prcKa. [larmeHTsI 63 HeoOpa-
TAMOM HETOCTATOYHOCTH OPraHOB-MUIIICHEH, KpOMe cep-
nmegHoit, Be3popasmBaone or INTERMACS ypoas 1
BO BpeMs kpatkocpouHoii MIIK, Takxke MOTyT COOTBET-
CTBOBATh TpeOoOBaHMSIM Wit mosrocpouroit MIIK (puc. 4)
[376, 378, 383, 395-402]. XapaKTepuCTUKM MALIMEHTOB, I10-
TEHIWATEHO TIOMXONSIINX I mMIDIanTamvy nJIK, npen-
CTaBJIeHbI B Tabuiie 16.
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Ta6nuua 16
MauuneHTbl, NOTEHUMaNbHO NogxoasLme
ANS UMMIaHTauumn BComMoraTtesibHoro yctponcrea gns JK

MaumneHTbl C COXpaHEHNEM TSXENbIX CUMNTOMOB, HECMOTPS! HA ONTUMAJTbHYIO
Me[MKaMEHTO3HYIO 1 annapaTtHyto Tepanuio, 6e3 TSXeNoi NPaBoXeNya04KOBO
MCOYHKUMM n/munn Tskenoii TP, co cTabunbHbIM NcyxocoumanbHbiM GOHOM

1 OTCYTCTBMEM OCHOBHbIX MPOTMBOMNOKA3aHUI*, 1y KOTOPbIX €CTb XOTS Bbl OAHO
13 CneayoLero:

+ OB J1X <25% 11 HEBO3MOXHOCTb BbINONHEHNS GUSNYECKMX YPAKHEHWNIA
no nosopgy CH unu, ecnm BO3MOXHO NPOBEAEHNE CEPAEYHO-NEr04YHON
Harpy3o4Hoi Npo6bl, ¢ NMkoBbiM VO, <12 Mni/kr/MUH 1/mam <50%

OT NPOrHO3MPYEMOTr0 3HAYEHNSI.

+ >3 rocnutanusaumii no nosoay CH B TeueHue npeaLiecTsyowyx 12 mec.
6e3 04eBMAHON MPOBOLIMPYIOLLEN MPUYKHBI.

+ 3aBMCMMOCTb OT B/B MHOTPOMHOM Tepanuu unn BpemerHoi MMK.

+ MporpeccupyioLias ANCHYHKLMS OpraHOB-MULLEHEN (YXyAwweHne hyHKUMN
NOYEK W/Un NedeHwn, neroyHas runepteHaus Il Tuna, cepaeyHas kaxekcus)
13-3a CHXeHUs nepdysum, a He HeaAeKBaTHO HU3KOrO AABNEHUS HAMNOJIHEHUS
xenynoykos (A3J1K 220 mm pT.cT.  CAL <90 MM PT.CT. U CepAeYHbI MHAEKC
<2 n/MuH/M?).

Mpumeyanue: * — cTabubHbIA NCUXOCOLMaNbHLIA (GOH BKOYaeT B cebs npo-
[lEMOHCTPUPOBAHHOE MOHUMAaHWE TEXHONOMMW U HaXOXAEHWE NaLMeHTa B OAHOM
[lOMe C OnekyHOM, KOTOpbIi ByaeT nomoratb NaUMEHTY (T.€. NPOXUBaHWE B OfU-
HOYeCTBE W MAOXOW NCUXOCOLManbHbI GOH SBASIOTCA MPOTMBOMNOKA3aHMEM A1
nX). OCHOBHblE MPOTMBOMOKA3aHWSA BK/IIOHAIOT NPOTUBOMOKA3aHne K AanTesb-
HOMY NepopanbHOMY NMPUEMY aHTVKOAryNsiHTOB, MHDEKLMM, TSXeNble HapyLLIeHNs
DYHKLMM NOYeEK, Xenyao4KOBbIE aPUTMUN.

CokpaueHusi: B/B — BHYTpuBEHHO, [A3JIK — naBneHvne 3akIMHUBAHWS NEro4HbIX
Kanunnapos, WK — 1CKYCCTBEHHbIN NeBbiit xxenynoydek, MK — mexaHnyeckas
nopnepxka kposoobpatleHns, CALL — cuctonnyeckoe apTepuanbHoe AaBneHue,
CH — ceppneyHas HemoCTaTo4YHOCTb, TP — TpukycnugansHas peryprutauus, ®B
JK — dpakums BeiGpoca nesoro xenypouka, VO, — notpebneHue kucnopoga.

IMonpo6Has nHDopMaKs 06 yCTpOMCTBaX U UCCIe-
noBaHusx poarocpouHoit MIIK o6o6miena B ormoi-
HUTEIIBHBIX MaTepHaiax (Tadim. 15).

Texymme mokasareny 2-JIeTHel BELDKMBAEMOCTH Y Ta-
LIMEHTOB, MOJTyJaroInX HoBelmme nJI2K ¢ HelmpepbIBHEIM
IIOTOKOM, CPaBHHUMBI ¢ IToKazaTeassMu mocie TC, XoTs
HeXXeJIaTeJIbHBIC SIBJICHUS OTPULIATEIBbHO BIUSIOT Ha KOK.
Cpenu TMalMeHTOB ¢ HeMpephIBHBIM ToTOKOM WJIZK akTy-
apHasi BbDKBaeMocThb coctaBuia 80% depes 1 romg u 70%
yepe3 2 roma [403, 404]. AByxJieTHSSI BLDKUBAEMOCTb CO-
craBwia 84,5%, BbIKMBAeMOCTh 0€3 MHBAIUAU3UPYIO-
LIEr0 WHCYJBTa WX HEOOXOMUMMOCTH TTOBTOPHOM omepa-
umu nipu HapymeHun ¢yakumu uJIXK cocraBmia 76,9%
Mpu ucrnojb3oBaHuu WJIZK ¢ 1IeHTpOOEXKHBIM MOTOKOM
B MOMENTUM 3 [405].

IToTHOCTEIO YITpaBIIIEMBIi C TIOMOIIBIO MATHUTHOM JIe-
BuTaumu WK ¢ 1eHTpoOEeXKHBIM TTOTOKOM 3HAYUTENbHO
CHM3WJT TpoM003 TToMITEL. B nccnenopanu MOMENTUM
3 TTOTpeOHOCTh B TTIOBTOPHOM OIlepalldy IUISI 3aMEHBI He-
HCIIPAaBHOTO YCTPOMCTBa coctaBmia 2,3% 3a 24 mec., ipu
5TOM PUCK 3aMEHBI TTOMITBI M3-32 TPOMOO03a ITOMITEI CO-
ctaBui1 Beero 0,6% 3a 24 mec. OcTpoe HapylleHHe MO3r0-
BOT'0 KpOBOOOpaIleHNs (a2 UMEHHO, MHBATMIN3UPYIOITIIA
HWHCYJIBT), OOJBIINE KPOBOTCUCHUSI M KEIyIOUHO-KUIIICY-
HBIe KPOBOTECUCHMSI TAKKE OBIIN HITDKE B TPYIIIE C IIEHTPO-

OEKHBIM HACOCOM, YeM B TPYIIIEC C aKCHATbHBIM HACOCOM.
Tem He MeHee YacTOTa BCeX KPOBOTECUCHMII, TPOMOOIM-
601 1 MHGEKINN TPAHCMUCCUU OCTAJIMCh TAKMMM 3Ke,
KaK ¥ TIpY UCTIOJTb30BaHUM 00Jiee cTaphixX yeTpoiicTs [402].

HanHblie 006 ucrnoiab3oBaHuu WK ¢ moJHOCTbIO Mar-
HUTHO-IIEHTPOOEKHBIM TIOTOKOM B pPEaJbHBIX HCCIIE-
IOBAaHUSAX C IBYXJICTHUMH pe3yJbTaTaMH M3 PErucTpa
ELEVATE mnoxkasann o6iiyio BbDKMBaeMocTb 74,5%,
C XeJIyI0YHO-KUILIEYHBIMU KPOBOTEUECHUIMU Y 9,7 %, UH-
cynsroM y 10,2% 1 TpoM6030M moMITEL Yy 1,5% malueHToB
[406]. CornacHo peectpy IMACS, mjst IpUHSATHS pelie-
HU ObIIA TIpeUIOKeHA HOBass KOMOMHUPOBAaHHAsI KOHEU-
Has Touka, BKiovatoias KX u HebnaronpusitHbie cOObI-
THSI, BEIXONSIINE 32 paMKI BEDKMBaHUSI. B 3TOM cMEICTe
"xopo1iast XX13Hb B TeUeHNE OIHOTO Tofa”, orpenesseMast
KaK OTCYTCTBHE CMEPTH, MHCYJIETa, KPOBOTEUCHHUSI, TPEOY-
FOIIETO OIepalliy, BCIIOMOTaTeIbHOrO yeTpoiictBa ITK,
3aMEHBI TTOMITHI YT MH(MUIIMPOBAHUS B TEUCHHE TTEPBO-
ro roma, cocraBuia 56,8% mnocie uzoaupoaHHoro uJIK
C LIEHTPOOEKHBIM ITOTOKOM [383].

Hecmotps Ha To, uTo B HacTosee Bpemss REMATCH
ycrapelio, 3To Obuto enuHcTBeHHOe PKW, B kKoTOpoM
cpasHuBanu nJIXK kak nenesyto teparmio ¢ OMT y ma-
mueHToB ¢ ganeko 3amenmeir CH, IV ®K nmo NYHA
¥ TIPOTUBOIIOKa3aHueM K TpaHcImaHTtanmu. REMATCH
ToKa3aJ 6oJiee HU3KYI0 CMEPTHOCTh OT BCEX MIPWYWH TIPU
tepanuu WJIXK no cpaBHeHuo ¢ MT (nepBuuHasi KOHEY-
Hast Touka). OmHaKo 4epe3 2 roga B 00CUX IpyIIIax Ha-
Oomanrch BBICOKME ITOKasaTenw cMmepTHoctha [378].
Hpyrue uccienoBaHusI He OBUIM paHIOMU3NPOBAHHBIMU
(INTrEPID, ROADMAP) [396, 407, 408] 1 He cpaBHMBaA-
m pasnuanHbie yerpoiictBa (ADVANCE, ENDURANCE,
MOMENTUM 3) [399, 402, 409]. IBe cTpaTernm paH-
Heit umrutantauuu uJIK nporus MT ¢ umIiuianrauueit
nJI2K TOJIBbKO mocie Cephbe3HOTO YXYOIICHUS COCTOSTHMS
MalMeHTa B HACTOSIIEe BpeMsl CPAaBHHMBAIOTCS B IIPO-
cnektuBHOM mccienoBannm Early-VAD (ClinicalTrials.
gov Identifier: NCT02387112). Kpome Toro, B IIBEACKOM
nccnenoBannu 1o oreHke MK (SweVAD) cpaBHMBaeTcs
BBDKMBAEeMOCTD ITAIIMEHTOB ¢ majieko 3amenmreii CH, He
nogxomsiux st TC, TIPOCIIEKTUBHO PaHIOMU3UPOBAaH-
HbIX B rpynmy nJIK, kak uenesast repanusi npotuB MT
(ClinicalTrials.gov Identifier: NCT02592499) [410].

10.2.3.TC

TC octaetcst 30JI0TBIM CTAHIAPTOM JIEUEHUST TIPOTpec-
cupytomeit CH mpu OTCYTCTBMM HPOTHUBOIIOKA3aHUIA.
Tlomnunas BepkuBaemocth nocie TC cocrasiser ~90%,
a MeIMaHa BBDKMBAEMOCTH cocTaBiiseT 12,5 met [385, 411,
412]. TC 3naunmo yiyuiraeT KK 1 ¢hyHKIIMOHAIBHBI cTa-
TyC, XOTs, IT0 HESICHBIM IIPUIMHAM, IIPOILICHT MAIlMCHTOB,
BO3BpalIAIOIINXCA K paboTe, HIDKE, YeM OXMIaaoch [412].
W3-3a mepBUYHOI TUCHYHKIINN TPAHCIDIAHTaTa OCHOBHBIC
npoobaemsl iociie TC cBg3aHbl MO0 ¢ 3 (HEKTUBHOCTDIO,
60 ¢ TOOOYHBIMU 3 heKTaMI UMMYHOCYIIpecCUA (Ha-
TpUMep, OTTOPXKEHUE, MHGMEKIINS, BACKYIONATUS CEPACY-
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HOTO aJUIOTPaHCIDIAHTaTa, ITO3THSS TUCOYHKIINS TpaHC-
IIIaHTAaTa, 3JI0KaYeCTBEHHbIE HOBOOOPA30BaHMSI, TIOYCUHAST
HEIOCTaTOYHOCTh, TurepTonwms, CJI).

HexBaTka TOHOPCKHMX OPTaHOB OCTACTCSI OCHOBHBIM
orpanmyeHeM TC. Takum o6pa3oM, KpUTEPUU JTOHOP-
CKOTO cepalla B HACTOSIIIee BpeMsI pacIIMpPEHBI, 9TO T10-
3BOJISIET YBEJIMYUTH BEPXHU Mpenesa Bo3pacra J0HOpa,
ocobeHHo B EBporie. KpoMe Toro, Heo6xonmm TiiaTeIb-
HBIIT OTOOpP PEeIUITHUEHTOB HA OCHOBE OXMIAeMOM IIPO-
IOJKUTEIbHOCTH XU3HM 10 U Tocie TC (o6a 3aBuCST
OT TIPEOOIIePAlIIOHHOTO COCTOSTHUSI U COIMYTCTBYIOIINX
3a00JIeBaHUI1).

OCHOBHBIC TIOKa3aHMS U ITpOoTHBOoNOKa3aHus K TC
rnepedrciieHsl B Tadmie 17 [376, 385].

Ta6nuua 17
TC: noka3aHusi U NPOTMBONOKAa3aHUSA

MNoka3anusa

Mporpeccupytowas CH [376]

HeT npyrux TepaneBTUYeCKMX BapuaHToB, kpome nJDK kak BTT
MpoTneBonokasanus

AKTUBHAs MHbEKUMS?

Heckonbko nepndepuryeckmx aptepuanbHbIX Unm LepebpoBacKyspHbIX
3abonesaHuii

dapmakonornyeckas HeobpaTmas neroYHas runepTeHaus (cnepyet
paccmatpusaTb DK A9 yCTPaHEHNS NOBBILLIEHHOTO 1EFOYHOr0 COCYANCTOrO
COMPOTUBNEHUS C NOCNEAYIOLLEN NOBTOPHON OLEHKOW ANS NOATBEPXAEHNS
KaHaMOaTypbl)

310ka4ecTBEHHOE HOBOOOPA30BaHME C MIOXVM MPOrHO30M (HE06X0AnMO
COTPYAHWYECTBO CO CreLnanMcTaMn-oHKoIoramMu ans ctpatndukaumm
KaXA0ro naLmeHTa B OTHOLLEHUM puCKa NMPOrpeccMpoBaHns Mav peuyavea
OnyX0nu, KOTOPbIV YBENNYMBAETCS MPU NCMOb30BaHMM UMMYHOCYNPECCHN)
Heobpatumas auchyHKLUMS neveHu (Lmppos) unn Heobpatumas AUCYHKLS
noyek (HanpuMep, KIMPeHE kpeaTunHuHa <30 mn/MuH/1,73 M2). MoxHo
PaccMOoTPETb KOMOMHMPOBAHHYIO TPAHCTIAHTALMIO CEPALIE-NEYeHb UK
cepaLe-noyka.

CwucTteMHoe 3aboneBaHune C NosMopraHHbIM NOPaxeHnemM

[ipyrue cepbeaHble ConyTcTBYyOLLME 3a60N€BaHNS C HEONAronPUATHBIM
NPOrHO30M

WUMT po TpaHcnnaHTaumm >35 Kr/M? (PeKOMEHOYETCS CHUXEHME Beca

nna poctwkenns UMT <35 kr/m?)

TekyLuee 3n0ynotpe6aeHne ankoronem uam HapkoTukamm

lMcmxonornyeckas HECTabUIbHOCTb, NPENATCTBYIOLLIAS MPaBUILHOMY HabMIOAEHWIO
W MHTEHCUBHOMY Ne4eBbHOMY pexxy My nocne TpaHCcnaHTaumm cepaa

HepocTatouHas counanbHas nopaepxka ans o6ecneqeHs Haanexatero
Ne4eHns B amMGyNaTOPHBIX YCIIOBUSIX

Mpumeyanue: @ — akTMBHAA MHPEKLUMS ABNSETCS OTHOCUTENbHBIM NPOTUBOMO-
Ka3aHWeM K TPaHCMAaHTaUMK, XOTS B HEKOTOPbIX Clydasx MHGUUMPOBaHHbIA MK
MOXET ObITb Noka3aHneM. AfanTuposaHo 13 [376].

CokpaueHust: 1)K — NCKyCCTBEHHbIN neBbli xenypoyek, UMT — nHaekc macchbl
Tena, CH — cepaeyHas HegoCTaTo4HOCTb, BTT — "MOCT” K TpaHCnnaHTaumu.

AKTHBHasgd WH@EKINS SIBISIETCI OTHOCHUTEIHLHBIM
npotuBonokazaHueM K TC, HO B HEKOTOPHBIX Cllyda-
aX MHPuumpoBaHHBIX MJIZK MOXeT SIBISIThCI ITOKa3a-
HueM. Iloxwmioil Bo3pacT He SBIISIeTCS aOCOJIOTHBIM
MMPOTUBOITOKA3aHMEeM. XOTs ITallMeHTHl B BO3pacTe IO
65 7eT MOTyT OBITH OOJIEE TTOAXONAIIMMHU KaHINIATAMU

M3-3a UX OOIIeH OXMIAeMOU IMPOHOJIKUTEITLHOCTH K13~
HU, OOJBIIMHCTBO MPOTpaMM NPUHUMAIOT MAIlMCHTOB
B Bo3pacte 10 70 yeT, 1 HeoOXOOUMO YIMTHIBATH OMOJIO-
TUIECKUM BO3PACT, a TaKXKe XPOHOJIOTMISCKII BO3pAacT.
XUPYPTUIECKYIO CIOXHOCTD (IIPEOBIOYIINE CTePHOTO-
MUM, OOJIyICHUE CPEHOCTCHMS, BPOXICHHBIM ITOPOK
cepmma y B3pocabix (BIIC)) Takke ciaemyeT yIUTHIBATb.

ITyte mpunsatug pemenus o TC nwim nJIXK aukorma
He OBIBaeT IIPOCTHIM M YHUKAJICH ISl KaXKIOTO IallieH-
Ta. [IpaBO Ha KaXIplii BapHMaHT MOXET MCHSAThCA B 3a-
BUCHMOCTH OT KOHKPETHBIX COCTOSTHMI KaxKIOTO TallM-
€HTa, KOTOPhIe TaKXKe MOTYT MEHSITBCSI CO BpEMEHEM.
Hpyrue dakTophl, He CBA3aHHEBIC C MAIIUCHTOM, TaKHE
KaK BpeMsI HaXOXIeHMS B JucTe oxXumanusg Ha TC, xu-
PYPTMYECKUI OMBIT LEHTPA U PECYpPChl, TaKKe MOTYT
BJIMSTH Ha TIpUHATHE pelieHud [413].

PeKomer,au,uu M0 fle4YeHmI0 60NbHbIX
¢ nporpeccupyiouiein CH

m

MauvenTbl, paccMaTpuBaemble 419 AONTOCPOYHOIO |

MITK, LOMKHBI UMETb XOPOLLMIA KOMMIAEHC,

COOTBETCTBYIOLLME BO3MOXHOCTM /151 06paLLeHust

C YCTPOWCTBaMM 1 MCUXOCOLMANBHYIO NOAAEPXKKY

[414-416].

TC pekoMeHAyeTCsi naumeHTam ¢ NporpeccmpytoLlei | (0]
CH, pecdpakTepHbIM K MeAMKaMEHTO3HOW/

annapartHoi Tepanuy 1 He UMEIOLLMM aBCONMIOTHbIX
NPOTUBOMNOKA3aHWIA.

[DonrospemenHyto MK cnenyet paccmarpueatb lla A
y NaLMeHTOB ¢ faneko 3awenweit CHH®B, HecmoTpst

Ha ONTUMaNbHYI0 MeAMKaMEHTO3HYIO Tepanuio

1 IMMIAHTALMIO YCTPOWCTB, Y KOTOPbIX HET NMOKa3aHWi

nnst TC vnu opyrvix XMpypruyeckux BMeLLIaTeNnbsCTs,

a Takke Yy NaLMeHToB 6e3 TAXEeNOi NPaBoXesyn04KOBO

CH, 4T06bI CHA3UTb PUCK CMEPTM 1 YYYLIMTD CUMMTOMBI

[378, 396, 397, 401, 402, 404, 417].

JonrospemenHyio MK cnepyet paccmatpueatb lla B
y NauyeHToB ¢ nporpeccupyolein CHHOB,

pedpakTepHO K ONTUMANbHOW MEANKAMEHTO3HOW

1 annapaTHoOM Tepanuu, B ka4ecTBe MocTa

K TC pnsi ynyyLleHns CUMNTOMOB, CHUXEHNS

pucka rocnuTanmaauum no nosony CH v pucka

npexnaespemeHHo cmeptu [398-400, 402, 404].

3amecTUTeNbHYI0 MOYEYHYI0 Tepanuio cneayeT lla (0]
paccmarpuBaTth y NaUMEHTOB C pedpakTepHOi

06bEMHOI Neperpy3Koi U TEPMUHANBLHO cTaaven

NO4€4YHO HEJOCTAaTOYHOCTH.

HenpepbiBHas Tepanus MHOTPONamu n/um lib Cc
Ba30Mpeccopamu MoXeT BbiTb pacCMOTpeHa

Y NaLMEHTOB C HU3KUM CEPAEYHbIM BbIGPOCOM

1 npu3Hakamu runonepdyaunm opraHoB B ka4ecTBe

"mocTa" kK MMNK namn TC [389, 390].

YnbTpadunbTpaLmio MOXHO paccmaTpusaTth llb C
npv pedpakTepHoi 06LEMHO Neperpyske, He

oTBevaloLLei Ha neveHve auypetvkamu [391, 392].

Mpumeyanme: 2 — Knacc pekomMeHaauuii, ® — ypoBeHb A0Kas3aTeNbHOCTH.
Cokpawyenus: MIMK — mexaHuyeckas nopepxka kposoobpaiuenus, CH — cep-

[le4Hast HeloCTaTo4HOCTb, CHHDB — cepaeyHast HeAOCTaTOMHOCTb CO CHKEHHO
dpakupeit Boibpoca, TC — TpaHcniaHTaums cepaua.
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10.2.4. KOHTPONb CMMNTOMOB U NaJNINATUBHbIN
yxon,

B T0 BpeMsI Kak TpaeKTopus 0OJIE3HM y KaXKIOro Ia-
mueHTa ¢ CH yHmMKanbHa, CyIIecTBYeT OOIIas 3aKOHO-
MEpPHOCTb TIOCTCIICHHOTO CHUKCHHUS, TIepeMeXaromasicsT
SIHU30JaMU OCTPOIO YXYIAIICHWS, IIPUBOMSIIETO JIU00
K BHE3AITHOI CMEPTH, IN00 K CMEPTU M3-3a IIPOTPECCH-
pytouieit CH. MupopMupoBaHue o TpaeKTopun 3ab0-
JIEBaHUS W 3a0JIaTOBpEeMEHHOE TUIAHMPOBAHME CIICAYCT
HauYMHATh, KOTIA Y MAlMEHTa THAaTrHOCTUPYETCS IIPOrpec-
cupytomast CH. IlokazaHus M KI04eBble KOMIIOHCHTBI
CITY>XKOBI TAJJTMAaTUBHOM TOMOIIM TIPEACTaBICHEI B Ta-
ommax 18 m 19 [312, 418].

TaGnuua 18
MaumeHTbl ¢ CH, y KOTOpLIX CNepyeT paccMoTpeTb
BO3MOXHOCTb OKa3aH1S MOMOLLUM B KOHLLE XXU3HU

Mporpeccupyiolee GyHKLUMOHANBHOE CHUXEHME (PU3NYECKOE N YMCTBEHHOE)
1 OrPaHN4eHHOCTb A1 BbINONHEHNSA 6OoNbLIMHCTBA BMNOOB I'IOBCGLI,HGBHOVI
LeATENbHOCTY.

Taxenble CUMNTOMbI CEPAEYHON HELOCTATOYHOCTH C naoxum KX, HecMoTpst
Ha onNTUManbHy0 GapMakonor1yecKyio U HeMeaMKaMEHTO3HYIO TEpPanuIo.

YacTble rocnutanusaummn unm gpyrve cepbesHble anu3oabl AeKoMneHcaumm,
HECMOTPA Ha oNTUMasibHOE NieHeHue.

TpancnnaHTaums cepaua n MMNK ncknioyeHs.
CepaeyHas kaxekcusi.
KnuHnyecku oLeHMBaeTCs kak 6in3KniA K KOHLLY XWU3HW.

Cokpauwenust: KX — kauyectBo xu3uu, MIMK — MexaHuyeckas nogaepxka Kpo-
BOOOpaLLEeHUs.

Ta6nuua 19
KnioyeBble KOMMNOHEHTbI cny)K6b| nannuaTuBHOM
NOMOLLM NauueHTam ¢ paneko 3awepweii CH

CocpenoToybTech Ha ynyyLeHun nnn nogaepxanum KX naupeHta n ero/ee
CeMbM, HACKOJIbKO 3TO BO3MOXHO, 0 €ro/ee CMepTy.

Yacras oueHka CUMNTOMOB (BK/I04as OAbILLKY 1 60J1b), BOSHUKAIOLLMX

B PE3Y/IbTaTe BbIPAXEHHOW CEPAEYHON HEIOCTATOYHOCTM 1 APYIUX
COMyTCTBYIOLLMX 3a00NEBAHNIA, M COCPEA0TOYEHNE BHUMAHUS HA 0OervyeHnm
CUMMTOMOB.

JlocTyn naumeHTa n ero/ee Cembi K NCUXONOrMYECKON NOAAEPXKE W LyXOBHOM
MOMOLLM B COOTBETCTBUN C MOTPEGHOCTAMM.

MpensapuTensHOE NNaHNPOBaHME yxoa C yH4eTOM NPEANOHTEHN B OTHOLLEHWUN
MecTa CMepTH U peaHMMaLmm (KOTopble MOryT BK/TIOYaTb B Ce6s AeakTvBaumio
YCTPOWCTB, Takux kak UK, vnu gonrocpouHoit MIK, 4to MmoxeT notpeboBaTh
PELLEHNs MeXANCLMNINHAPHON 6puraapl).

CokpauweHusi: VKl — umnnaHTupyembiii kapanoseptep-aedubpunnatop, KX —
KayecTBO Xu3HK, MMNK — mexaHunyeckas nopaepxka KpoBoobpaLLeHus.

Brut ipemioXkeH KoMaHIHBIIN MOIXON K MAJTMATUBHOMN
IIOMOIIM W ITIOMOIIM B KOHIIE XXu3HM IanueHTam ¢ CH
[419]. Takke cooOIIATIOCh 0 KOHKPETHBIX MOICIISIX ITaj-
JIMATUBHOM TOMOIIX TMALIMEHTaM C IIPOrPECCHUPYIONIEH
CH. Onu yMeHBIIAIOT KOJIMYECTBO TOCIIMTAIM3auii 6e3
SIBHOTO BJIMSIHUSI HA BBDKMBAECMOCTDh M OKA3BIBAIOT HEKO-
topoe BimstHue Ha KK 1 6pemst cummiromos [420, 421].

O1eHKa CUMIITOMOB JTOJKHA IIPOBOMXUTHCS HAa pery-
JIIPHOI OCHOBE. B momojiHeHne K KIIMHUYECKOI OLIEHKE
CHUMIITOMbBI MOXHO OLIEHUTh C IIOMOIbIO YMCIIOBOM peii-
TUHIOBOM IIKAJIbI, DIMOHTOHCKOM IIKAIbl OLEHKU CUM-
nTomoB (ESAS) wim ESAS-HF wim UHTerpupoBaHHOM
LIKAJIBI PE3Y/IbTaTOB MAIIMATUBHOM ITOMOILIN.

HeoGxonmumMo y4uThIBaTh JieUeHUE CUMIITOMOB, KOTO-
poe MOXET BKJIIOYaTh JOIOJHUTEILHOE BMEIIATEIbCTBO
B nornosadeHue K OMT:

* OpplIKa: TOBTOPHBIE O3Bl OIMMOWIOB MOTYT
OBITH PACCMOTPECHBI IIJII O0JIETUYCHUS ONBIIIKH; OTHAKO
nxX 3 PeKTUBHOCTL He nokazaHa [422, 423]. Ilpu nc-
MOJb30BAHUK OIUOUIOB BCE IMALIMEHTHI JOJIKHBI ObITh
MpouHGOPMUPOBaHbI 0 MOOOYHBIX 3P HEKTaX OMUOU-
JIOB, TAKMX KaK 3allop ¥ TOLIHOTA, 3aJePXKa MOYM U U3-
MEHEeHUsI NCUXUYECKOIo cTaryca. beH3oaua3emuHbI
MOXHO paccMaTpUBaTh B KayecTBe TepaluMU BTOPOIiL
WA TPeTbeil TMHKUMU, KOIIA OMUOMILI U HEMEIUKAMEH -
TO3HBIE MEPbl HE MOMOIIM KOHTPOJMUPOBAThH OMIBIIIKY.
VBeauuyeHre KOHLEHTPALUU KUCIOPOaa BO BIbIXaeMOM
BO3IyXe MOXET 00JIETYUTh OIBIIIKY.

* Boinb: HeMeIMKaAMEHTO3HOE JIeUeHNE MOXET ObITh
moJjie3HbiM. Kpome Toro, onmuouabl, OKCUKOIOH, THAPO-
Mop(doH U (eHTaHMI, KaK MIPaBWIO, PACCMATPUBAIOTCS
Kak 06e30IacHble BApMAHTHI U MOTYT BBOAUTHLCS IIE€PO-
paJIbHO, B/B 1 YPECKOXKHO, 0OCOOEHHO B YCIIOBHSIX CTALIM-
OHapa WIX MPU MaUIMATUBHOM TOMOILHM MTALIMEHTaM WK
B YCJIOBUSIX XocTnca [424].

» TpeBora u gemnpeccus: CliefyeT MPEMIOXUTh aje-
KBaTHOE TPaAULIMOHHOE JICUeHHE.

Yhopexaamouue pelleHus U 3a0IaroBpeMeHHOe
IUIAHUPOBAaHMUE B OTHOIIEHUM IMA/UIMATUBHOM IMOMOILM
U yxola 3a MalMeHTaMK B KOHILIE XM3HU JOJIKHBI JOKY-
MEHTHPOBAThCS, PETYISIPHO IIepEeCMaTPUBAThCS U JOBO-
IUTHCSI IO CBEMEHUS BCEX, KTO YUIAaCTBYET B yXOIe 3a Iia-
OUeHTOM. MemuIIMHCKIEe paOOTHUKH ITOJKHBI CIICIUTH
3a T€M, YTOOBI MPENITOYTEHUS TTALIMEHTOB U UX OTIEKYHOB
COOTIOmANNCh, TIe 3TO BO3MOXHO. OHM TaKKe JTOJKHBI
YUUTHIBATh, YTO MALIMEHTHI MOI'YT PEILUTh HE BHIPAXATh
MPEANOYTEHUSI UM ObITh HE B COCTOSIHUM BBIPAa3UTh
CBOM MPEAIIOUYTEHUS (HAIpUMED, U3-3a CUMIITOMOB Jie-
MPECCUM WU KOTHUTUBHBIX HAPYILIEHUIA).

11. OcTpas cepaeyHas He[OCTaTOYHOCTb
11.1. Anupemuonorus, AMarHoCTMKa U NPOrHo3
OCH o3Hauaer 6I>ICT]Z)OC NN ITOCTCIICHHOC ITOsABJIC-
HUE CUMIITOMOB I/I/ WJIN IMPU3HaAKOB CH, JOCTaTOYHO CEPb-
€3HOC IJId TOro, 9TOOBI ITallUCHT 06paTI/IJ'[CH 3a HEOT-
JIOXKHOM Me,I[I/ILII/IHCKOfI IIOMOIIbIO, YTO ITPUBOAMNT K HE-
BaHJIaHI/IpOBaHHOﬁ rocuvraan3danmmn NJin IMOCCHICHUIO
oTHeseHud HeoTinoxHoit momomu. [lammmentsr ¢ OCH
HY>XITal0TCA B CPOYHOM 060J’[6I[0BaHI/II/I C NmocJIeaAyrommum
Ha4dyaJIOM MJIM YCWICHUEM JICHCHHUA, B T.4. B/B TCpanunumn
wm npotenyp. OCH sBisieTcss BeoyIeil IpuInHON T0-
Cl'[I/ITaI[I/I3aL[I/II71 Yy Ju1 ctapuie 65 J1eT U cBI3aHa C BBHICO-
KM YPOBHEM CMCPTHOCTHU U HOBTOpHOﬁ rocnurain-
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3annu. BHYTpHOOJIBbHUYHAS CMEPTHOCTb KOJIEOJIETCS
oT 4% 1o 10% [425-428]. lonuuHasi CMEPTHOCTD ITOCTIE
BBIITMCKKM MOXET COCTaBIATh 25-30%, 11pu 3TOM YpOBEHb
CMEPTHOCTH WUIM TOBTOPHO# TOCIMTAIA3AIIMUA MOXKET
npocturath >45% [104, 426, 427, 429, 430].

OCH wmoxet 0BT IepBBIM TIposiBieHeM CH (HO-
BOC HAJyajio) WM, 9TO Yallle, OBITh CICACTBUEM OCTPOIA
nexomneHcauuu XCH. ITo cpaBHeHMIO ¢ TTallMeHTaAMU
¢ octpoii gekommneHcauueit CH y manmmeHTOB ¢ BIIep-
Bhle Bo3HmKIIen CH MoxXeT OBITh Oojiee BBICOKAasl BHY-
TpUOOJLHUYHAS CMEPTHOCTL [425], HO Gosee HU3Kas
CMEPTHOCTH IIOCJI€ BBIITUCKU M 9aCTOTa ITOBTOPHBIX T'O-
cnutanmm3anuit [425, 428, 431, 432]. Cneunduaeckue
BHEITHHME (haKTOPHI MOTYT YCKOPSATH, HO HE BBI3HIBATH
OCH y naumeHTOB ¢ paHee CYIIeCTBOBABIIIEH cepaeIHOit
nuchyHkumei (JonoaHuTeIbHbIE MaTepUabl, Taba. 16).
KnmHuyeckasi TSDKECTh M TOCHHTAIbHAS TPaeKTOPUS
OITPEAEIIAIOTCS CIOKHBIM B3aMMOIEHCTBIEM MEXIY IIPO-
BOLIMPYIOIIMME (haKTOpaMH, JIeXKaIllM B OCHOBE cep-
IIEYHBIM CYOCTPAaTOM M COITYTCTBYIOIIMMM 3a00JIeBaHU-
SIMM TTAITACHTA.

Jwnarnoctuuyeckoe o6cnenosanne OCH naunHaeTcs
BO BpeMsI IIEPBOTO0 METUIIMHCKOTO KOHTAKTa M IIPOdOJI-
KaeTcsl Ha MPOTSLKEHUM BCETO HAYaJIBHOTO ITyTH ITaIy-
€HTa C IIEJbI0 BBISBICHMSI KIMHUUYCCKUX IPOSBICHUIA,
a TaKKe TMAarHOCTUKU U JICUCHUSI JIIOOBIX ITOTCHIINAIBEHO

00paTUMBIX IIPUYMH,/TIPOBOIMPYIOMINX (PaKTOPOB,/CcOCY-
ILIECTBYIOIINX YIPOXKAIOIIMX XU3HU COCTOSIHUI CBOEBpe-
MEHHO Yy nauueHToB (puc. 6). JIuarHoCcTUYeCKue TeCThI
npenctaBiaeHbl B Tabiuie 20. B momoiHeHNe K KIMHM-
YeCKHMM IIPU3HAKAM ¥ CUMIITOMaM TMAarHOCTUIECKOE 00-
cnenoBanue BkimodaeT DKI n DxoKT, eciny 3170 BO3MOX-
Ho. [nsg monrBepxkneHmus auaraHo3da OCH MoryT OBITH
WCITOJIb30BAaHBI OOIOJHUTEIbHBIC MCCICTOBAaHUS, T.C.
peHTreHorpa@us rpyaHoM KJIETKU U yIbTPa3ByKOBOE UC-
cJemoBaHUE JIETKMX, 0co0eHHO Koraa TecT Ha HIT Hemo-
cryneH. YposHu HII B mnasme (BNP unu NT-proBNP,
wm MR-proANP) cirenyeT n3amMepsTh, eCliv IMarHo3 He-
SICEH W IOCTYIICH aHaJIM3 IO MECTY OKa3aHUs MEIUIIIH-
ckoit momoutu. Hopmanbabele Konnentpauuu HIT nena-
o1 nuarHo3 OCH manoBepostHeiM. [loporoseie 3Ha-
yeHus m1s1 octpoir CH: BNP <100 nr/mi, NT-proBNP
<300 or/mMn 1 MR-proANP <120 or/mi [74, 433-435].
OpnHako noBeIeHHBIe 3HaYeHNsT HIT cBsi3aHBI ¢ mmpo-
KUM CITIEKTPOM CEPIAECYHBbIX U BHEKAPAUATbHBIX COCTOSI-
Huii (Taba. 6). Huskue KOHLIEHTpallud MOIYT ObITH 00-
HapyXeHbI Y HEKOTOPHIX MALIMEHTOB C JAJICKO 3allIeaIcii
IeKOMIICHCUPOBAaHHON TepMuHaJIbHOUM crammeii CH,
OXHMpEHNEM, BHE3aITHBIM OTEKOM JICTKUX WJIM IIPaBO-
croponHeit OCH. Boiee BEICOKME YPOBHU MOTYT OBLIThH
00HApyXeHBI Y MALIMEHTOB ¢ comyTcTByomeit PIT u/vmm
CHIDXEeHHO# (pyHKIIMEH movek [74].

Tabnuua 20
[unarHocTuyeckue uccnegoBaHus y 6onbHbix ¢ OCH
0O6GcnepoBaHve Cpoku usmepeHus Bo3MOXHbIe JunarHocTuyeckue MokasaHue
HaxoAKu 3HauyeHue anga OCH
Kr Mpw nocTynnexun, BO Bpems ApyTMun, nwemms McknioueHne OKC PekomeHpyeTca
FOCI‘II/ITaJ'II/ISaLI,VIVIa* b, nepen BbIMWUCKOM Muokapaa nwn apI/ITMI/IVI

PeHTreH opraHoB rpyaHoin Mpun noctynneHun, BO BpeMs 3acToit, nHdekums MoaTeepxaatoLLmii MoxeT paccmaTpuBaTbCst
KNneTkn rocnutanmaaummn® B NErKNX
Y3WU nerkux Mpwv noctynnexun, BO Bpems 3acToin MopTBepxaaoLwmin MoxeT paccmaTpusaTbes
rocnutanmaaumn?, nepea BuiM1cKomn
Axokapauorpadus Mpun noctynneHun, BO Bpems 3acrtoit, auchyHkums  OCHOBHOW PekomeHpyeTca
rocnutanmaaummn® nepes, BbINMCKoi MuoKapaa,
MexaHuyeckune
NpYYMHbI
HaTtpuitypetnyeckue Mpwv nocTynnexun, nepes, BuINUCKOn 3actoin Bbicokas oTpuuatensHas  Pekomenayetcs
nentuabl (BNP, NT-proBNP, nporHocTuyeckas
MR-proANP) LEHHOCTb
TPONOHWUH KPOBU Mpun noctynnexum MoBpexaexne WcknioveHne OKC PekomeHpyetca
Muokapaa
KpeaTuHuH kpoBu Mpun noctynnexun, BO BpeMS MoyeyHas Het PexomenayeTca ons
rocnuTanusauun?, nepes, Bbinuckow IMCPYHKLMA NPOrHOCTUYECKON OLIEHKM
AneKTPoNUTLI KPOBU Mpw nocTynnexnu, Bo Bpems OneKTpPoNnTHbIE Het Pekomengyetcs ans
(HaTpuid, kKanuia, xnopupa) rocnuTanu3aummn?, nepes BoINMCKow HapyLueHns NPOrHOCTUYECKON OLLEHKW U NNEYEHNSI
YpoBeHb Xxenesa MNepep BbinMCkoOn HepnocTtatouHoCTh Het PekomenpyeTca ona
(TpancdeppuH, hpeppuTuH) xenesa NPOrHOCTUYECKON OLLEHKM U IeYeHns
T Mpwv noctynnexsun ['vno-, runeptnpeos Het PekomeHayeTca npy noao3peHnn
Ha runo-, rmnepTMpeos
A-nnmep Mpu noctynneHnn Tpomboambonus MonesHo PekomengyeTtca npu nogo3pexHnm

NIErO4HON apTepum

NS UCKIIOYEHMS!
NeroyHor ambonum

Ha Nero4Hyto ambonmio
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Ta6nuua 20. MpogonxeHune

06cnepoBaHue Cpoku usmepeHus Bo3MoXHble [AunarHocTuyeckue MokasaHue
Haxoaku 3HauyeHue ang OCH
MpokanbLUMTOHUH Mpu noctynnexun MHeBMOHMS MonesHo gns MoxeT npoBoanTbCS
[MarHoCTVKW MHEBMOHWUU  NPY NOJAO3PEHUN HA NMHEBMOHUIO
Nakrar Mpw nocTynneHuu, Bo Bpems JlakTaTHbI aumno3 MonesHo ans oueHku PekomeHzyeTcs npu nogo3pexnn
rocnuTanMaauum® COCTOSIHUS Nepdy3umn Ha nepudepuryeckyto runonepdyauio
MynbcokcumeTpus U aHanud  [py NOCTyNNEHNN, BO BPEMS HapywueHve abixaHus  Tone3Ho 4515 OLEHKM PekomeHzyeTcs npu nogo3peHnu
ra3oB apTepuanbHOM KPOBU  rocnutanmaaumm? QYHKLMN AbIXaHWs Ha [ibIxaTeNbHYl0 HEAO0CTAaTOYHOCTb

MpumeyaHmne: @ — Ha OCHOBAHUM KIMHUYECKMX YCOBUIA; ° — HenpepbiBHbIA MOHUTOPUHI OKIT MOXET BbITb PACCMOTPEH B 3aBMCUMOCTW OT K/MHUYECKWX YCIOBUIA.

Cokpawenusi: OKC — ocTpblii KOpoHapHbIi cuHapom, OCH — ocTpas cepaeyHas HEAOCTaTOYHOCTb, TTI — TUPEOCTUMYAMPYIOLLMIA FOPMOH, Y3W — ynbTpassykoBoe
nccneposaHue, 9K — anekTpokapanorpamma, BNP — MoaroBoii Hatpuitypetuyeckuin nentua, MR-proANP — cpeaHepernoHanbHbli npoaTpuasbHbIi HaTpuilypeTuye-
ckunii nentg, NT-proBNP — N-KOHLIEBOI MPOMO3rOBOW HATPUNYPETUHECKNIA NENTHA,

W

!

Ha octpyto CH

I

!

HaTp: CTUYCCKUX METITUA0B

1

- - z
* MR-proANP <120 nir/mn * MR-proANP >120 nir/mn

Puc. 6. [narHocTyika Brnepable BO3HMKLLEN ocTpoii CH.

Mpumeyanue: 2 — nepBoHayanbHble 1a6OPaTOPHbIE UCCNEef0BaHUS BKKOYAIOT TPOMOHWH, KPEATUHWH CbIBOPOTKW, 31EKTPONNTLI, a30T MU MOYEBUHY KpoBW, TTT, GyHK-
LmoHarbHble Mpobbl neveHw, a Takxe D-Armep 1 NPOKanbLUMTOHWH NPY NOJ03PEHUN Ha NEroyHy0 aMBONMI0 v MHGEKLMIO, aHann3 ra3oB apTepranbHO KPOBK B Cyyae
[IbIXaTenbHOI HeA0CTATOYHOCTY 1 TaKTaTa B ciydae runonepdysun, ® — cneumdunyeckas oLeHka BKIoYaeT KopoHaporpaduio npu nogospernmn Ha OKC u KT npu nogo-
3peHnn Ha NeroyHyto ambonuio, © — 3Hadvenust Rule-in onst anarHocTuku octpoit CH: >450 nr/mn B Bo3pacTte <55 net, >900 nr/mn B Bo3pacTe oT 55 fo 75 net n >1800
nr/mn B Boapacte >75 net [433, 434].

Cokpawenus: KT — komnbtotepHas Tomorpadusi, OKC — ocTpbiii kopoHapHbIid cuHapoM, CH — cepaedHas HeaocTaTtodHOCTb, TTI — TMPEOCTUMYIMPYIOLLA FOPMOH,
Y3W — ynbtpassykoBoe nccneposanue, OKI — anektpokapavorpadus, OxoKIm — axokapavorpadus, BNP — natpuitypetvnyeckuin nentug B-tuna, MR-proANP — cpe-
[OVHHBIA dparMeHT HaTpuitypeTnyeckoro nentuaa A Tuna, NT-proBNP — N-KOHLEBO NPOMO3roBOi HAaTPUIAyPETUYECKWA NenTua,
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Cpenn apyrux J1abopaTOpPHBIX TECTOB TPOIMO-
HUH TI0JIE3eH IJIsI BBHISIBJICHHS OCTPOTO KOPOHApHO-
ro cuaapoma (OKC), XOTd HOBBIIIIEHHBIE YPOBHU
ObIM OOHApPYXXEHBbl Y MOJABJSIONIETO OOJBIIMHCTBA
nmanuenToB ¢ OCH [436-438]. A30T MO4YeBUHBI KpO-
BU WJIM MOYEBUHA, KPCATUHUH CBIBOPOTKHU, DJICKTPO-
JUTH (HaTpWi, Kauuit, XJIOpHWA) U aHTUTeH KapOo-
rugpara 125 MOTyT OMOYb amalTUPOBATh JICUCHUE
[439, 440]. OO6HapyxXeHUEe HapyIICHUN GOYHKIUU
IMeYeHN OIIpelesaeT MallMeHTOB C HeOJarompusT-
HBIM TpOTHO30M [441]. TToCKONBKY U TUIIOTUPEO3,
u Tuneptupeo3 Moryr yckoputh OCH, tmpeorporlr-
Hblii ropmoH (TTT) cienyeT olleHMBATh y MallMEHTOB
¢ BrepBeiec guarHoctupoBaHHoit OCH. AHanu3 razoB
apTepualbHON KPOBU CJlIeAyeT IIPOBOOUTH IIPU TOU-
HBIX MU3MEPEHUAX MaplUaTIbHOTO OAaBICHUS KUCJIO-
pona (PaO,) m yriekucinoro rasa (PaCQO,) (t.e. y ma-
LIUEHTOB C PECOUPATOPHBIM IUCTPECC-CUHIPOMOM).
Y manmeHTOB ¢ KapAWOTCHHBIM IIIOKOM CJIEAYeT U3-
MepsATh YPOBHM jakTaTta n pH. D-mumep ciemyet mn3-

MEPSTh IPU MOA03PEHUU Ha OCTPYIO JIETOYHYIO 5MOO-
auio. [IpoKaJbLIUTOHUH MOXET ObITh MCIIOJb30BaH ISk
MUAarHOCTUKY ITHEBMOHWY W aHTHOMOTUKOTEPAITHsI, KOTrma
ypoBHU B 1w1a3me >0,2 MKT/11. OgHAKO B IIPOCITIEKTUBHOM
KOHTPOJIMPYEMOM MCCIIEAOBAHUM HE ObLIO IMPOAEMOH-
CTPUPOBAHO BJIUSHUS CTPATETMU, OCHOBAHHOM HA PYTUH-
HBIX M3MEPEHUSIX TTPOKAIBINTOHNHA, Ha UCXONbI [442].
[1y1bCOKCHMETPUS TOJKHA U3MEPSTLCS PYTUHHO BO Bpe-
M TepBOro noctymieHus nanuedtos ¢ OCH, u npu
IEPBOM IIOCTYILJIEHUM MOXET MOTPeOOBAThCS HEmpe-
PBIBHBIM MOHMTOPUHI B T€YE€HME MEPBBIX YAaCOB WU
nHeit [443, 444].

11.2. KnuHnyeckue nposisneHus

MOXHO OIMcaThb YeThIpe OCHOBHBIX KIIMHMYECKUX
MPOSIBIEHUS C BO3MOXHBIM COBIAACHUEM MEXIY HUMU
(tabm. 21) [1, 425, 445]. KauHnueckue IpOSBICHUS
B OCHOBHOM OCHOBaHbI Ha HAJIMYMUKM MPU3HAKOB 3aCTOS
u/unu nepudeprdeckoii runonepdysun u TpedyoT pas-
Jau4Horo jeueHus (tadi. 21) [1, 425-427, 432, 446, 447].

TaGnuua 21

Knunuuyeckue nposieneHust OCH

OcTpas pekomneHcaums
cepAevyHOoi Hefo0CTaTO4HOCTH

OcHOBHble MexaHu3mbl  JchyHkumns JDK

3a.u.ep>KKa HaTpPUs 1 BOAbI NOYKamMu

X

OCTpbIV OTEK NIETKUX

lMoBbILWEHHAs NOCTHArpy3ka
n/vnu npeobnapaioLas
[MacTonnyeckas ANChyHKLMS

KnananHas 6onesHb cepaua

OCHOBHbIE NPUYUHBI
CUMNTOMOB

BnepBbie BbiiBNEHHOE

OCHOBHble
remMogmHamuyeckue
HapyLwieHus

OcHoBHble
KNUHUYeckue
nposinexus [1, 446]

OcHOBHOE neyeHne

CkonneHwue Xu1aKoCTH, MOBbILLEHWE
BHYTPUXENyo04KOBOro AaBneHus

MocTeneHHo (aHwn)

MosbiweHHoe KA, JDK n A3/1K?
HW3KniA nnm HopmanbHbIN CepagyHbIn
BbIOPOC

CAJ] 0T HOpMasnbHOTO 10 HU3KOro

BnaxHblii v Tennbiii UM BnaxHbin
M XONOAHbIN

JwnypeTtvikn

WHOTponHbIE CpencTBa/Ba3onpeccophbl
(npw nepudepmnyeckon
runonepdy3nm/rmnoTeH3nm)
KpatkocpoyHas MIMK wan 3MT

np1 Heo6X0AMMOCTH

Mepepacnpeaenexve
XWOKOCTU B Nerkue

1 0CTpas AblxatenbHas
HELOCTAaTOYHOCTh

BeicTpo (4ackl)

Yeenuuenve KA JIX
n O311K?2

HopmanbHbI cepaeyHbIn

BbIGPOC

OT HOpPManbHOro A0 BbICOKOr0O

CAL

MOKpbIii 1 TenbIiA°

Jnypetrikn
Basogunaratopbl®

WsonupoBaHHas KapavoreHHbiit wok
npaBoXxenyao4ykosas

HeA0CTaTO4YHOCTb

JvncdyHkums JOK v/vmm Tspkenas cepaedHas
npekanunnapHasa neroyHas IMChYHKLMA
rMnepTeHsns

lMoBbILIEHWE LIeHTPaIbHOro CuctemHas
BEHO3HOr0 AaBMIEHNS U 4aCTO runonepdyans

cuctemHas runonepdysus

MocTtenexHoe nnn 6bICTp09

MosbiweHHoe KA MK Huakuin
cepaeyHblii Boibpoc Hinuskoe CAL

Cyxoii n xonoaHslin NN
MOKPpBbIA 1 XONOAHBIN

JnypeTvikn npu nepudpepuyeckmx
3aCTONHbIX ABNEHNSX

MHoTponHble cpepctea/
Ba30MpPeccopbl (Mpy nepudeprnyeckon
runonepdyann/runoTeH3um)
KpatkoBpemerHas MIMK wnn 3MT

npu Heo6XoAMMOCTH

MocTtenenHoe nan
6biCTPOE
Yeenuuenve KA JK
n A371K2

Hu3kunii ceppeyHbIn
BbIGPOC

Huskoe CAL

MOKPbI 1 XONOAHBIN

NHoTponHble
cpencrtea/
BA30MPECCOpbI
Kpatkocpoynas MMNK
3nT

Mpumeuanme: 2 — MOXET BbITb HOPMAbHBIM NP HN3KOM CEPAEYHOM BbIBPOCE, © — BNaxHbIN 1 X0N0AHbIN NPOdUL C HEOBXOAMMOCTHIO MPUMEHEHNS MHOTPOMHBLIX Npe-
napaTos W/viu Ba3onpeccopoB MOXET BO3HUKATbL PEKO.

Cokpauwenusi: J3/IK — naBneHve 3akjMHUBaHWS NeroyHbix kanunnapos, 3MNT — 3amecTuTenbHas novyeyHas Tepanus, KO J — KOHeYHOe AMacToNMyYeckoe AaBneHue,
JIK — neBbiii xenynoyek, MMK — mexaHudeckas noaaepxka kposoobpatueHus, MK — npasbiit xenyaodek, CALL — cUCTONMYECKOE apTepranbHoe aBneHue.
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Paccmorperb
MaJUTMaTUBHYIO TOMOIITh

Puc. 7. lleyeHne ocTpoit ilekoMneHcupoBaHHoii CH.

Paccmotpeth
TAJUTMATUBHYIO TOMOIIIb

npumeqauue: @ — afiekBaTHble J03bI ANYypPeTUKOB A1 YMEHbLUEeHUs 3acToqd 1 TLATENbHbIA MOHUTOPWHI AMypes3a PeKkoOMeHOYTCs (CM. puc. 13) He3aBMCcuMo OT COCTO-

AHMs nepdyann.

Cokpawenus: MMNK — mexaHuyeckas nogaepxka kposoobpaieHnus, CH — cepaeyHas HeLloOCTaTO4HOCTb.

11.2.1. OcTpas pekomneHcupoBaHHasa CH

Octpast nekomneHcupopanHasgs CH (OICH) sBns-
eTcsa HamboJjiee pacipocTpaHeHHoit dopmoit OCH, Ha
Koropyto mipuxonutcs 50-70% Bcex TposiBIeHUid [426,
427, 432]. 9ro o6bryHO TIpoucxonut y marmeHToB ¢ CH
B aHAMHe3¢ 1 TIPEAIICCTBYIONMIEH cepaeTHoi TUChYHKITN-
eit mo BceMy criekTpy @B JIXK 1 MoXeT BK/IIOYaTh JUC-

dyukuuio ITXK. B ommuune ot peHOTHIIA OCTPOTO OTEKA
JIETKHMX, OH UMeeT 6oJiee TIOCTeIIeHHOEe Havyaio, U OCHOB-
HBIM U3MEHEHUEM SBJISIETCS MPOTPECCUPYIOIIAS 3aIEPK-
Ka >XXMIKOCTHU, BbI3bIBaOIIasl CUCTeMHBII 3acToil. MHorma
3acToli cBsi3aH ¢ runonepdysueii [426]. Llensimu geueHus
SIBJIAIOTCS BBISABJICHHUEC ITPECUUITMTAHTOB, JICYCHUS 3aCTOA
W, B pEIKUX CIIydasx, KOppeKuus rurnornepdy3uu (puc. 7).
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Ha—o

v

TletneBble quypeTUKU
(Knacc I) u/vnun
Bazonuiaratopsl (Kiacc I1b)

L

|

Kucnopon (Knacc I)
WJIM BEHTUIISITOPHAST
nonnepxka (Kmnacc I1a)

l

CAI >110 MM pr.CT.

fler
N

TpusHaku rumnomnepdy3un

Ha
v
TleTseBble AUYPETUKM
Kuacc I) u uHoTponHast
MO/IAEPXKKa,/Ba30MPECccopbl
(Kunacc 11b)

]

JleueHue MalKMeHTOB C OTEKOM JIETKUX

-~ fer
o

TletneBble qypeTHKN
(Knace I)

J

|

™.
N

PaccMoTpeTsb 3aMecTUTENIBHYIO
noyeyHyto Tepanuio, MIIK,
MMIUIAHTALIMIO YCTPOUCTB
(Kiacc I1a)

Hin

Paccmotpeth
MAJUTMATABHYIO IOMOLIb

Puc. 8. JleueHune oteka nerkux.

‘YMeHblIeH e 3aCTOs

o—Ila

OnTuMu3anyst MeANIUHCKON
nomoiu (Kiacc I)

Cokpatyenus: 3T — 3amecTuTebHas noyeyHas Tepanus, MIMK — mexaHuyeckas noaaepxka kposoobpatenus, CALL — cuCToNNYecKoe apTepuanbHoe AaseHie.

11.2.2. OcTpbii OTEK NNErkKnxX

OCTpBIil OTEK JIETKMX CBSI3aH C 3aCTOEM B JICTKUX.
KnnHnaeckre KpUTepuHd TUATHOCTUKHM OCTPOTO OTeKa
JIETKAX BKJTIOYAIOT OHBIIIKY C OPTOITHOD, IBIXaTeJIbHYIO
HEIOCTAaTOYHOCTH (TUIIOKCEMUIO-TUIICPKAITHUIO), TaXUTI-
HO3, >25 BIOXOB/MWUH W TIOBBIIICHHYIO Pa0OTY IbIXaHMUSI
[448].

[Mpy HamMUMY MOKa3aHWM CIeAyeT HadyaTh TPU BHIA
JedeHnsI. Bo-mepBBIX, ciiemyeT HadyaTh ITomady KHUCIIO-
pona B BUIE MOCTOSHHOTO MOJIOKUTEIBHOTO JABICHMUS
B IBIXaTCIIbHBIX NYTAX, HEWHBA3WBHOW BEHTWISIINU
C TIOJIOXUTEIBHBIM JaBIICHUEM HU/WIN BBICOKOIIOTOY-
HOi1 Ha3aJIbHOI KaHIOIU. Bo-BTOPHIX, B/B ClIeAyeT BBE-
CTH TUYPETUKU U, B-TPETHUX, B/B COCYIOPACIIUPSIONINC
CpeIcTBa MOTYT OBITh Ha3HAUCHBI, €CIIM CHCTOIMICCKOE
Al (CAl) BBICOKOE, IJIST CHUKEHMS TTocTHArpy3ku JI2K
(puc. 8). B HekoTOpBIX ciydasx nporpeccupyromeiit CH
OCTPBIiT OTEK JIETKMX MOXKET OBITH CBSI3aH C HU3KHAM CEp-

IEYHBIM BEIOPOCOM, 1 B 3TOM CJIydae IJiss BOCCTaHOBIIC-
HUS TIepdy3UH OpraHOB ITOKa3aHBEl MHOTPOITHEIE Cpel-
cTBa, Bazomnpeccopsl u/mmm MITK.

11.2.3. UsonupoBaHHas npaBoXenya04KoBas
Hea4OoCTaTO4YHOCTb

ITpaBoxenynoukoBast CH cBsi3aHa ¢ MOBBLIIIEHUEM
nmasnenus B [12K 1 npencepany n CUCTEMHBIM 3aCTOEM.
Henocratounocts 12K MoxeT Takke yXyOIIMTh HAIIOJ-
HeHue JIK u, B KOHEUHOM cyeTe, YMEHBIIUTh CUCTEM-
HBI cepledyHbI BBIOpOC Yepe3 B3aMMO3aBUCUMOCTH
¢ xenynoukamu [449].

JAnypeTuKu 4acTo SIBJISIOTCS TIEPBBIM BapMaHTOM Te-
panuu BEeHO3HOTo 3acTtos. HopagpeHaMmH u/Wiau WHO-
TPOMBI MMOKa3aHBI MPH HU3KOM CepAeYHOM BEIOpOCE
M TeMOIMHAMHWYECKO HecTaOMIbHOCTH. MHOTPOIIHI,
YMEHbIIAIOIINE HAITOJTHEHUE CepAlla, MOTYT OBITh Mpe-
TIOYTUTENIBHEI (HAIIpUMED, JICBOCUMEHIAH, HHTUONTOPHI
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|

TTK nognepxka
KPOBOOOpAIIEHUS

3amecTuTeIbHAS
IoYeyHast Teparus

Paccmotpeth
MaTMATUBHYIO MOMOIIb

Puc. 9. JleveHne npaBoxeny04KoBON HELOCTAaTOYHOCTH.
MpumeyaHue:  — MHOTPOMbI B MOHOPEXMME B Ciyyae runonepdysnn 6e3 runoteHsum.
CokpatueHus: OKC — ocTpblii KOPOHaPHbIA cuHApoM, MK — npassbiii xenyaoyek, TAJTA — TpoM603aMBOMS NErOYHON apTepuu.

dochomuscrepassr 111 tuma). ITockonsky uHoTponusie 11.2.4. KapanoreHHbI WokK

CpENCTBA MOTYT yCYTYOJIATh apTEPUATBHYIO TUTIOTEH3UIO, KapnuoreHHbIli 1IOK MpEACTaBIsieT cO00M CUHAPOM,
TP HEOOXOMMMOCTH UX MOXHO KOMOMHUPOBATH C HOP-  OOYCTIOBJIEHHBIN TIEPBUYHOM CepaedHOi nuchyHKIMEH,
anpeHanuHoM (puc. 9) [449]. TPUBOMSIIEN K HEJOCTATOUHOMY CEpIEYHOMY BBIOPOCY,
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Puc. 10. JleyeHvie KapaMOreHHO O LLOKa.

Paccmorperb
MaJUTMaTUBHYIO TOMOIIb

Mpumeuanue: @ — YKB npu OKC, nepukapanoLeHTes npy TamnoHaze, onepaums Ha MUTPanbHOM KiianaHe npy paspbiBe NanuiispHoi Mbllwubl. B cnyyae paspbiBa
MEXOKeNy04KOBOI Neperopoakm cnemyet paccMatpusats MIK kak "MOCT” K TPAHCMNAHTALMK, © — Apyrie NpuumMHbL BKIOYAKOT OCTPYHO KNAMaHHYI0 HE[0CTaTOMHOCTb,
TPOMB03MBONVIO NErOYHON apTePUM, UHMEKLMIO, OCTPLIA MUOKAPAUT, apuTMUIO (CM. puc. 12).

CokpaweHus: MK — mexaHuyeckas noaaepxka kposoobpatueHus, OKC — ocTpblil kKopoHapHbIi cuHapoM, YKB — 4peckoxHoe KopoHapHOe BMeLLaTeNibCTBO.

BKJTIOUAOIIIEMY YIpOXalolllee KU3HU COCTOSTHHME TKaHe-
BOU rTumonepdy3nun, KOTOPOe MOXET MPUBECTH K MHO-
xkectBeHHO CH, opraHHOI HEMOCTaTOYHOCTU U CMEPTH
[450-452]. CepneuHblii WHCYJIBT, BBI3BIBAIOIININ CEPbE3-
HOE HapyIleHWe CEPACYHON AESITeTbHOCTH, MOXET OBITh
OCTPBIM B pE3y/IbTaTe OCTPOI MOTEPU TKAHW MUOKapaa
(octperit UM, MHOKapmuT) WM MOXET TPOTPECCUPO-
BaTh, KaK 9TO HAOJIONACTCS Y TIAIIMEHTOB C XPOHMUYECKOMN
nexkommeHcanueit CH, y KOTopbIx MOXeT HaOIIOMaThCs
CHIDKEHME CTaOMIIBHOCTH 3a00JIeBAaHUS B PE3YIIBTATE €CTe-

CTBEHHOTO TIporpeccupoBanms nporpeccupyroteir CH n/
WM Crienn@UUecKrX TpOoBOLUPYIONINX (hakTopoB [426].

JlnarHo3 KapAuWOTEHHOTO IOKa TPeOyeT Hamudus
KIMHUYECKUX TPU3HAKOB TUnonepdy3nu, TaKMX KaKk Xo-
JIOOHBII TTOT KOHEYHOCTEN, OJIMTYPUSI, CITyTAHHOCTH CO-
3HaHUs1, TOJIOBOKPYXeHUe U cadblii mynbe. Kpome Toro,
TMPUCYTCTBYIOT OMOXMMUYECKUE MPOSIBICHUS TUIIONEP-
¢y3uu, MOBBITIIEHHBIN YPOBEHb KPEATUHUHA B CHIBOPOT-
K€, METa0OJIMYECKUI alluI03 Y MOBBIIIEHHBIN YPOBEHb
JIaKTaTa B CBIBOPOTKE, KOTOPBIE OTPAXKAIOT TKAHEBYIO TU-
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Puc. 11. 31anbl BeaeHus 605bHbIX ¢ ocTpoit CH.

TMTOKCUIO ¥ U3MEHEHHMS KJICTOYHOTO MeTabou3Ma, Mpu-
Bomgmue K aucyHKIum opraHoB [437, 453]. Cnenyer
OTMETUTD, YTO THIONepGhY3UsT He BCeTna COMpPOBOXKIA-
€TCsI TMTIIOTOHUEM, MTOCKOIBbKY AJ] MOXET COXpaHAThCS 32
CUeT KOMITIEHCAaTOPHOI Ba30KOHCTPUKINH (C/0e3 Ba3o-
MPECCOPHBIX areHTOB), XOTSA U 3a CYET HApYIICHUST TKa-
HeBo nepdy3nun U okcureHauuu [426, 427, 450, 454].

JleyeHre KapIUOTEHHOTO 10K CIIenyeT HauMHATh Kak
MOXHO paHbllle. PaHHee BBISIBJICHHWE U JIeYeHUE OCHOB-
HOM MPUYHHBI, COTIPOBOXIAOIIECECS TeMOTUHAMMNYECKOM

hmuﬂmmmuﬂnnmmm
{BAS0AWAATATOPEE, BIIONPECCOPH,
MHOTPONEL, TIHYPETITEN,
KICAOPOIOTEPAnmH)

mmm:um
. Hnampmwn W THTPOIRITE Aoy
BasucHodl duprakonorwcekodt Tepanm
» PaccMoTpiTe WMILTaHTAIN A YOTPORCTR
¥ COOTBETCTEYIOLIEE NAIMCHTON

. :mimneum 1 (IPOITHMMY JEseits
AR

cTabuIM3anyeit v JeueHUEeM OpraHHOM JUCHYHKLIMY, SIB-
JISIIOTCS KJIIOYEBBIMU KOMIIOHEHTaMU ee JieueHus (puc. 10;
JormorHuTeIBHBIC MaTepuaibl, Pazmern 11.1, puc. 2).

11.3. Jleyenne
11.3.1. OcHOBHble acneKTbl

Benennie MOXHO pa3menuTh HA TpW ITana (JIOTOCTIH-
TaJIbHBIN, BHYTPUOOJILHUIHEINA 1 IO BRIITMCKI), TIpeciie-
NYIOIIUX pa3HbIe e W TPeOYIOIIUX pa3HbIX MOIXOI0B
(puc. 11).
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Benenue nmaiueHToB ¢ nogo3peHueM Ha octpyio CH

Heornoxnas dasa
TIocJie TIEpBOTO
MEIUIMHCKOTO KOHTAKTa

cDaDMaKOJIOI‘PI‘ICCKOC JICUCHUE

KapnuoreHHsIit mok
VI/VIJTV IbIXaTeNIbHAS
HEIOCTaTOYHOCTh

fler

BeHTPIJISITOpHaSI nmoaaepxka

o Jla

MIIK

Y

BrisiBneHue reHesa octpoii CH

C OcTpblit KOPOHAPHBINA CUHIPOM

H TuneproHuyeckuit Kpus

A Aputmus
Hemennennas dasa

(HavanbHbIe 60-120 MuH)

M MexaHuueckast IpuInHa*

Hewmemnennoe Hauaio

— Jla —»
A crnenndUIecKoro JIeYeHus:

P Tpom605M0O01s JIErOYHO# apTepun

I Wudbexuun
T TamnoHana

fler
Ny

ManbHeiiiee JeyeHne’

Puc. 12. HayanbHoe neveHne octpoii CH.

MpumeuaHue: @ — ocTpasi MEXaHNYECKas NPUYMHA: Pa3pbiB MMOKAPLA, OCNOXHSIIOLLMIA OCTPbI KOPOHAPHBI CUHAPOM (CBOGOAHbIN Pa3pbiB CTEHKU, AedeKT MexxKeny-
[I04KOBOW NEPEropoaKu, 0CTpas MMTPasbHas peryprtaums), Tpasma rpyaHon KNeTku v BMeLLaTeNnsCTBO Ha CepALe, 0CTpast HECOCTOATENbHOCTb HATUBHOMO AW NPO-
TE3MPOBAHHOrO KanaHa BCNEeACTBIE SHAOKAPANTA, PACCNOEHNS a0PTbl WM TPOMB03a, ® — cM. puc. 7-10 NS KOHKPETHBIX BIAOB NIEYEHIs! B 3aBUCUMOCTY OT PasINYHbIX

KITMHUYECKUX I'IpOﬂBJ'IeHI/IVI.

CokpaweHus: MK — MexaHuyeckas noaaepxka kposoobpatueHus, CH — ceprieyHas HeL0CTaTOYHOCTb.

JlorocnuTa/bHbIi 3TaN

Ha morocrmranpaoM 3Tane manueHTsl ¢ OCH moik-
HBI TIOJIy9aTh MOJIb3Y OT HEMHBA3WMBHOIO MOHUTOPHWH-
ra, Bkinoyad mynbcokcumerpuio, A, YHCC, vacroty
IBIXaHWSI U HelpepsiBHYI0 DKI, mpoBogmMyio B Tede-
HUE HECKOJIBKUX MHUHYT IOCJIe KOHTAKTa C MAalIeHTOM
U, TI0 BO3MOXHOCTH, B MallliHe cKopoii momomu [305].
KucnopomHyio Tepammst ciemyeT Ha3HAa4aTh HA OCHO-
BaHWY KJIMHWYECKOM OIIEHKU, 32 MCKIIOYCHUEM CIyda-
€B, KOIJa HachllieHue KUCa0poaoM cocTasisier <90%,
W B 3TOM CJIy9ae €ro CJIIeAyeT BBOOWUTH. Y ITAlIMCHTOB
C pecInMpaToOpPHBIM IHCTPECC-CHHIPOMOM, JacCTOTOM
OBIXaHWUSI >25 BIOXOB/MHH, caTypallmeil Kuciopoma
(Sp0O,) <90% cnemyer HayaTh HEMHBA3UBHYIO BEHTH-
JIuio eTkux [444, 448]. Xotg TepalnieBTUYeCcKe MH-
CTPYMEHTHI MOTYT OBITh HOCTYITHBI Ha JOTOCITUTAILHOM
stane, B PKW eme mpeacrout mokasaTh, MOBIUSET JIX
boiree 3 heKTUBHAS JOTOCIIUTAIBHAS ITOMOIIb Ha KIIH-

Hudeckuii ncxon [455]. Kpome Toro, mpeaBapuTeabHO
TMAIMeHTHI HAIIPABIISIIOTCS B HaMOoJIee TMOAXOMSIIIE Me-
IUILIMHCKUE yIpexneHust [455, 456].

BHyTpu6osHIYHBI 3TaN

duarHocTU4IecKoe 00CIeNOBaHWE W COOTBETCTBYIO-
mee (GapMaKoJIOTHIECKOEC M HEMETUKaMEHTO3HOE JIe-
YeHNE IOJKHBI OBITh HAYaTHl CBOCBPEMEHHO U Mapaj-
nenbHO (puc. 12). ITamuentsr ¢ OCH copTtupyrooTcsa Ha
COOTBETCTBYIOIINI YPOBEHDb ITOMOIIN B 3aBUCHMOCTHU OT
CTEIICHN TeMOOWHAMMYECCKON HEeCTAOMIBHOCTH U TSXKe-
CTH KPUTHUYECKOTO COCTOSTHUS. PelmeHnst o pa3MereHur
SIBIISIIOTCST BaXKHBIMHA KOMITOHCHTaMU HadaJbHOU (ha3bl
BemeHUSI 60IbHOTO (CM. JIOITOTHUTEIbHBIC MaTePUAIHL,
Pazpen 11.2, Ta6a. 17-19).

Tun m MHTEHCUBHOCTH BHYTPUOOIHLHUYHOIO MO-
HUTOPUHTA 3aBUCAT OT KJIMHUYECKOM TIXKECTH, yC-
JIOBMII OKa3aHWS IIOMOINM M CTallMOHAPHOTO Tede-
Hus (JomomHuTenbHBEIe MaTepuanbl, Pasmem 11.3).
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IMTockonbky OCH sBnsteTcsl TeTepOoTeHHBIM 3a00JieBa-
HUEM, JCUCHNE MOXET pa3IndaThCsI B 3aBUCUMOCTU OT
OCHOBHBIX KJIMHHYCCKUX IposBiIcHMil. JleueHne Ha-
yuHaeTcd ¢ Touncka cnenmudpmnyeckux mpuunH OCH [1,
305, 430]. K auM otHocsaTest OKC, HeoTIoXHag TATIEP-
TEH3MSI, OBICTPBIC aPUTMUM WIIM TsDKesIast OpamuKapaus/
HapyIIeHHEe IIPOBOIMMOCTH, OCTPBIC MEXaHHICCKUE
MIPUYMHBI, TaKHEe KaK OCTpasl HeOOCTaTOYHOCTD Kiara-
Ha WIn ocTpast JerogHast HemocrarouHocts (CHAMPIT)
(puc. 12). INociae UCKIIIOUCHUS STUX COCTOSHUI, KOTO-
pBle HEOOXOMMMO CPOYHO JICUNTh/KOPPEKTUPOBATh, JIc-
yeane OCH pasznnyaercss B 3aBUCHUMOCTH OT KIIMHIYE-
CKUX IIposiBlicHui (puc. 7-10).

®a3a nepen BLIMUCKOI U3 CTAMOHAPA

IMogpobHast nnpopMalust 00 3TOM dTarie MpeacTaB-
neHa B Pasnene 11.3.11.

11.3.2. OkcureHoTepanus u/unvu BeHTUASLUSA
JIEerkux

IMpu OCH xucnoponx He clieayeT pyTMHHO WMCITOJb-
30BaTh y MAIlMEHTOB 0€3 TUIIOKCEMUM, T.K. OH BBI3BIBA-
€T Ba30KOHCTPUKIINIO W CHIDKCHUE CepIeYHOTO BEIOPO-
ca [457]. Ilaunentam ¢ OCH u SpO, <90% uau PaO,
<60 MM pPT.CT. pEKOMEHIYETCS OKCUI€HOTEparnus s
KOppeKINU runokceMuu. I1pu XpoHMIeCcKO 00CTPyK-
tiBHOU OoJe3HU JieTknX (XOBJI) rumepoKcureHaus
MOXET YCWJINTh HECOOTBETCTBUE BEHTWISILIUU U TIepdy-
3UH, TIONAaBUTh BEHTIISIIUIO U TIPUBECTH K TUIICPKAII-
HUU. Bo BpeMs OKCHTEHOTepaImu clienyeT KOHTPOIMPO-
BaTb KUCIIOTHO-IIEIOUHOM OaaHe 1 SpO,.

HewHnBasuBHass BEHTUISIHUS C ITOJOXHUTECIbHBIM
IaBJIcHUEM, JINOO TOCTOSTHHOE ITOJIOXKUTEIHbHOE IaB-
JICHWE B OBIXaTeIbHBIX MYTIX, JIMOO IOmIepXKKa JaBiie-
HUEM, YIy4IIaeT OBIXaTeIbHYI0 HEIOCTaTOYHOCTD, ITO-
BBIIIaeT okcureHanuo u pH, camkaer PaCO, n pa6o-
Ty neixanus. HecMmotpsg Ha To, uTo KpynmHoe PKU mamo
HEUTpabHBIC PE3yIbTaThl, METaaHAM3bI IIPEaIIoIara-
IOT, YTO 3TO MOXET YAYYIINTEH ONBIIIKY U CHU3UTH I10-
TpeOHOCTh B MHTYOALIMA M CMEPTHOCTD 10 CPaBHCHUIO
C TPagUIIMOHHOM KUCIOPOIHOIT Tepanueit [1, 458, 459].
HewHBa3uBHAs BEHTWISIUS C ITOJOXHUTCILHBIM aB-
JICHEM IOJDKHA OBITh HayaTa KaK MOXHO CKopee Y Iia-
UEHTOB C PECHHPATOPHBIM ITHCTPECC-CUHIPOMOM
(4acTora gpixaHust >25 BmoxoB/muH, SpO, <90%) mis
VAYYIICHMS Ta3000MeHA M CHIDKCHUSI 9aCTOTHI SHIOTpa-
xeaslbHOI MHTYOamuu [448, 459]. ®pakiys BOBIXaeMOTO
KHUCJI0pOoaa O0JKHA ObITh yBenudeHa o 100%, eciu He-
00XOIMMO, B 3aBUCIMOCTH OT YPOBHSI HACBIIICHUS KHC-
JIOPOIOM.

Al cienyer peryiasipHO KOHTPOJMPOBATh BO BpPEMSI
HCUHBA3WBHOM BEHTUJISILIMHA C IOJOXUTEIBHBIM JaB-
JICHHEM. YBeIWYeHUE BHYTPUTPYTHOTO MaBJICHUS IIPH
HEWHBA3WBHOI BEHTWISILINU C TTOJIOXKUTEILHBIM TaBJIC-
HUEM yMEHBIIaeT BEHO3HBIN BO3BpaT W IpEXHArpy3Ky
IT2K n JIDK. OHa Takke MOKET CHIDKATh CEPACYHBINA BHI-
6poc 1 AJl, mo3TOMYy ee clemyeT MPUMEHSITh C OCTOPOXK-

HOCTBIO Y TTAIIMEHTOB CO CHIKEHHBIM pEe3¢pBOM IIpeIHA-
IPY3KU U apTepUabHON runoreH3ueii. [1oBbleHKe Jie-
TOYHOI'O COCYIMCTOIO COIPOTUBICHUSI U IMOCTHATPY3KHU
TT2K Ttakke MoxeT yxynmuTh nuchyHkuuio 1K [448].
HHTY6a1mst peKOMEHIYETCS TP IIPOTPEeCCUPYIOIIEH
IBIXaTeJIbHOM HEMOCTaTOYHOCTHM, HECMOTpPS Ha Iomady
KUCJIOpOAa WM HEVMHBA3MBHYIO BEHTWISLIMIO JIETKUX
(JomomHuTenbHBIC MaTepHabl, Tao. 20) [448].

11.3.3. AuypeTtukm

BryTpuBeHHBIC TNYPETUKHU SIBISTIOTCS KPacyTOJIbHBIM
kamMHeM JeueHnss OCH. OHu yBenmuMBaloT ITOYEUYHYIO
9KCKPEIUIO COJIM M BOOBI M TIOKA3aHBI IJIST JICUCHUS TIC-
pPerpy3Ky KUIKOCTBIO U 3aCTOST Y TOHAABJISIONIETO OOJIb-
muHCcTBa nanueHToB ¢ OCH.

[leTneBric TUYPETUKHN IMHPOKO HCITOJB3YIOTCS W3-
3a UX OBICTPOro Havayma AcHCTBUS M 3G GHEKTUBHOCTH.
HaHHBIC, OMPECISIONINe UX ONTUMAIBHYIO TO3UPOBKY,
BpeMs M CIOCO0 BBEICHUSI, OrpaHUYeHBI. B mccienoBa-
Hum DOSE He OBIJIO MPOAEMOHCTPUPOBAHO pas3IMynit
B IIEPBUYHBIX pe3yIbraTax OOIIeil OIIEHKN CUMIITOMOB
Yy MAaIMeHTOB IPH IIPUMEHECHUM CXEMBI C BBICOKUMHU
I03aMU II0 CPaBHEHUIO C CXEMOIl ¢ HU3KUMHU ITO3aMHU.
OnpHako HaOIMIOmANIOCh OoJiee BRIpAaXKCHHOE KyIUpOBa-
HUE ONBIIIKI, N3MCHEHNE Beca 1 IMOTEePU KUIKOCTH (6e3
MIPOTHOCTUYECKOM POJIN ITOBBIIICHUS YPOBHS KPpEeaTHHM -
Ha B CBIBOPOTKE) IIpU IIPUMMEHEHUM 00Jiee BHICOKMX 03
[460-462]. Beicokue 036l JUYPETUKOB MOTYT BBHI3BIBATH
OOJIBIIIYI0 HEMPOTOPMOHAIBLHYIO aKTUBAIIUIO M HapyIle-
HUS 3JICKTPOJINTHOTO OajaHca M 4acTo CBSI3aHBI C OoJee
TUTOXUMU MCXOMAMM, XOTSI 3TH PETPOCIICKTUBHBIC aHAIM -
3bI HE MOTYT IOKAa3aTh MPUINHHO-CICACTBEHHYIO CBSI3b
[463-466]. OcHOBBIBasICh HAa 3TUX HAOIIONEHUSIX, MOXET
OBITH 1IeJIECOOOPA3HBIM IIPU Hadajie B/B JICUCHUS TUYpPEe-
THKaMHU UCIIOJIb30BaTh HU3KWE T03BI, OLICHUBATh JUYype-
THYECKUIT OTBET W YBEIMUIUBATD J03Y, KOTIA 3TOrO HEelo-
CTaTOYHO.

JleueHne auypeTUKaMU ClieAyeT HadMHATh C TIEPBO-
HAYaJIbHOTO B/B O3B (DypOCEMHUIA WIIM SKBUBAJICHTHOM
IO3Bl OyMeTaHWOA WM TOpaceMHUIa, COOTBETCTBYIO-
meif 1-2-KpaTHo# CyTOYHOI MepopaiabHOM H03e, TIpu-
HUMAaeMO# IMaIlMeHTOM Iepea rocnuTanmianneii. Eciau
MalMeHT He TIPUHUMAJ TIepopaibHbIe TUYPETUKHU, Ha-
yanbHasa mo3a 20-40 mr ¢ypoceMuma wim O60IIOCHAs
mo3a 10-20 Mr TopaceMuIa B/B MOXET OBITh MCIIOJIB30-
BaHa [145, 467]. dypocemua MOXHO BBOIWTH B BuIe 2-3
€XXeITHEBHBIX OOJIIOCOB WUIM B BHUIE HEIIPEPBIBHOIT MH-
¢y3uu. ExxemHeBHBIC OMHOKPATHBIC OOJIIOCHBIC BBEIEC-
HUS HEe PEKOMEHIYIOTCS M3-3a BO3MOXHOCTHU 3aJIePKKU
HaTpus Tocie BBemeHus no3bl [145, 461]. Ipu Hempe-
pBIBHOI MH()Y3MM Harpy3odHas J03a MOXET OBITh MC-
MOJIb30BaHa IIJisi OoJiee PaHHETO MOCTUKCHUS PaBHO-
BECHOTO COCTOSIHUS. JlnypeTudecKasl peakilns JOJDKHA
OLICHUBAThCSA BCKOpPE IIOCJIC Havyajia Teparuy TNYPETH-
KaMU U MOXET OBITh OII€HCHA ITyTeM IIPOBEICHUS TO-
YEYHOTO M3MEPEHMSI COIepKaHMSI HATPUS B MOUe depes
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HasnaueHue TuypeTHIecKol Tepanuu manueHTam ¢ octpoit CH

l

fe’r —e  OpasbHbIC METJIEBbIE ANYPETUKHU Ha
' 3

>20-40 mr B/B

1-2 pasa B ieHb €XEeAHEBHO

dypocemMuaa nepopaibHasi 1032 B/B
L J
» Harpwii B Moue depe3 2 4 >50-70 MOKB/1
« JInypes uepe3 6 9 >100-150 mu/ga
HCT
[MosToputs YaBouTb 103y B/B
aHAJIOTUYHYIO 03y 110 TOCTHXKEHUS
B/B Kaxnple 12 u MaKCHMaJbHOM B/B 103bI*
+ Harpwit B Moue >50-70 MOKkB/11 yepe3 2-6 4
« Tnype3 >100-150 mu1/a
Ha i
v v
Mponomxkurs TTpoBepsATh KpEaTHHNH KoMGUHALus
J10 IIOJTHOTO KPOBHU U 3JIEKTPOJIUTHL o
—> “—> IMYPETHYECKOM
MCUE3HOBEHUS KaK MUHUMyM .
32CTOS Kaxneie 24 4 Teparmn

Puc. 13. nypeTuyeckas Tepanus (dypocemunz) npu octpoii CH.

MpuMeyaHme: 2 — MakCMMasbHO CyTOYHOW 10301 A5 B/B NETNEBLIX AMYPETUKOB 00bI4HO cunTaloT dypocemma 400-600 Mr, XOTS y MALMEHTOB C TAXENbIM HapyLUEHUeM
bYHKLMM MOYEK MOXHO pacecMoTpeTb Aoay Ao 1000 Mr, ® — komMBuHMpoBaHHas Tepanus — aTo fo6aBneHne K NeTNeBoMy AMYPeTUKy AMypeTika C APYrMM MEcTOM aeii-

CTBUS, HANPUMep, TMasnisl U1 METONA30H, Uin auetasonamug,. ViameHeHo c [145].

CokpalueHus: B/8 — BHYTpuBeHHO, CH — ceppiedHast He0CTaTO4HOCTb.

2 Win 6 4 u/WIK IIyTeM U3MepPEeHUsI I04acOBOro IUype-
3a. YIOBJIECTBOPUTEIBHBIN TNYPECTUICCKUAI OTBET MOXET
OBITH OTIpeneicH KaK colep:kaHue HaTpus B Mode >50-
70 MOKB/1 yepe3 2 4 u/unu 1Mo amypesy >100-150 mia/qa
B TeyeHue TepBbIX 6 4 [145, 468]. Ilpn HemocTaTOYHOM
IUYPETUICCKOM OTBETE JO3Y METIIEBOTO TUYPETHUKA MOX-
HO YABOWTH C TOCIEAYIOMEH OIEHKON TUypeTUICCKOM
peakuun [145]. Ecim mmypetmyeckas peakius OCTa-
eTcs HeaJeKBaTHOM, T.e. muype3 <100 mur/4, HecMOTpS
Ha YIBOCHHE TO3BI METVIEBOTO TUYPETHUKA, MOXHO pac-
CMOTPETh BO3MOXHOCTb OTHOBPEMEHHOTO ITPUMEHECHMS
IPYTUX TUYPETUKOB, OICUCTBYIOIINX Ha APYTUe YIaCTKU,
a IMEHHO THAa3WIO0B, METOJIA30HA WM alleTa3ojlaMua.
OmHako 3Ta KOMOMHAIIMS TPeOyeT TIIATSIPHOTO MOHU-
TOPHUHTA BJIEKTPOJUTOB CHIBOPOTKU M (PYHKIIMU TTOYECK
(puc. 13) [145, 469, 470]. Dra cTpaTerusi, OCHOBaHHAsI
Ha paHHEW M YacTOif OIleHKEe HUYPETUIECKOro OTBETa,
ITO3BOJISICT HAYMHATH JICYCHNE C OTHOCUTEIIBHO HU3KUX

D103 TICTJIICBBIX JUYPETUKOB C YaCTOM KOPPEKIIUEH MO35I,
MOKET C MCHBIIIEiT BEpOSITHOCTBIO BHI3BIBATH 00C3BOXKM -
BaHME 1 MOBHIIIICHNE YPOBHSI KpEaTMHWHA B CHIBOPOTKE.
Ho3y meTIeBoro IUypeTnka CiaemyeT IMMOCTEIIeHHO CHU-
KaTh IIPU TOCTIDKEHUU 3HAYMTEIIBHOTO OTPUIIATEILHOTO
6amaHca XuakocTh. OOHAKO CJICIyeT OTMETUTD, YTO Ha
CETOMHSIIITHUI IeHb 3TOT aJITOPUTM ITOJTHOCTBIO OCHOBAaH
Ha MHEHWHU 3KcrepTos [ 145, 461].

[lepexonm Ha TepopaldbHOE JICUCHHE CIACIyeT HAYM-
HaThb, KOTIAa KIMHUYECKOE COCTOSHME TalleHTa CTa0u-
mmsupyetcs. Ilocme ycTpaHeHMST 3aCTOSI pEKOMEHIYETCS
TIPONOJKATh IIPHEM TIEPOPATBHBIX METICBEIX TUYPETUKOB
B CaMOli HM3KOi1 BO3MOXHOI 103€, 4TOObI 130eXaTh 3a-
crost [463, 471]. HeobxonuMo Takke M30eraTh BBITTMCKHU
MAIMeHTOB M3 OOJIBEHULIBI C TIEPCUCTUPYIOIINM 3aCTOEM,
T.K. 5TO SIBJIICTCSI OCHOBHBIM MPEAUKTOPOM YBEITHMUCHMUST
YKCia CMEpPTE U MOBTOPHBIX TOCIUTaNM3auuii [462,
472]. CnenoBaTeNbHO, CIEAyeT M03a00TUTLCS O TOM, YTO-
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Obl JOOUTHCS aIeKBATHOTO YMEHbIIIEHNS/MNCYE3HOBEHMUSI
3aCTOSI U YCTAHOBUTH COOTBETCTBYIOLIYIO TOJIFOCPOYHYIO
03y TUYPETUKOB TIepel BRITTUCKOM [427, 473].

11.3.4. Bazogunaratopbl

B/B BazogunmaTatopbel, a UMEHHO HUTpPAThl WA HU-
Tponpyccun (JomorHUTETbHBIE MaTeprabl, TadI. 21),
pacmupsIIOT BEHO3HBIC M apTepHaTbHBIC COCYIBI, 9TO
MIPUBOINT K YMEHBIIICHNIO BEHO3HOTO BO3Bpara K cepi-
Iy, MCHBIIEMY 3aCTOI0, CHUXCHHIO ITOCTHArpy3KH,
VBETNMYCHHIO YIAPHOTO 00bheMa U ITOCJCHyIomeMy 00-
JIETYCHUIO CUMITOMOB. HUTpaThl AEHCTBYIOT TJIaBHBIM
obpa3oM Ha nepudepudecKre BeHBI, TOTIAa KaK HUTPO-
MIPYCCUII SIBIIsIeTCsI OoJiee cOaTaHCHUPOBAHHBIM apTepH-
aJbHBEIM M BEHO3HBIM mwiatatopoMm [474, 475]. N3-3a
UX MEXaHM3MOB B/B IEHCTBUS COCYIOPACIIMPSIONINE
cpencTBa MOTYT OBITh 3 (DEKTUBHEE TNYPETUKOB Y TeX
OOJIBHBIX, Y KOTOPBIX OCTPHIN OTEK JIETKUX OOYCIOBJICH
MMOBEIIIICHHO# MOCTHATPY3KON M IIepepacipeacieHueM
XKUAKOCTHA B JICTKWE TIPM OTCYTCTBHU WJIW TIPU MHHU-
MaJIbHOM HAaKOIUIeHUU XUunkoctu [427, 476-478]. Tem He
MmeHee nBa HemaBHUX PKU, cpaBHuUBalolye OOBIYHYIO
TMOMOIIb C PAHHEW MHTEHCUBHOM M YCTOMYMBOU Ba3onu-
JTaTanuei, He IMOKa3ajdn MOJIOXUTEIBHOTO 3¢ deKTa B/B
COCYIOPaCIIMPSIONINX CPEICTB MO CPAaBHECHUIO C BHICO-
KAMU 0o3aMu 1uypeTnkoB [479, 480]. Takum obpa3om,
Ha CETONHAIIHMI OeHh HET PEKOMCHIALIMI B TIOJIB3Y pe-
KMMa, OCHOBAHHOTO Ha JICUCHUN COCYIOPACIITUPSIFOII-
MM CPEICTBAMU, II0 CPABHECHUIO C OOBIYHBIM JICUCHHUCM.

B/B cocymopacmupsiommne CpeacTBa MOTYT OBITh
paccMoTpeHBI Wit oberdeHns cumnTomMmoB OCH, korma
CAJl >110 MM pT.cT. UXx MOXXHO HA4MHATh C HU3KKX J03
W TIOBBIIIATH WX O3y IJIS HOCTVKCHUSI KIIMHUYIECKOTO
yiaydiieHust 1 KoHTpoist AIl. Hutparbl 0OBIYHO BBOISIT
HadaJbHBIM OOJIOCOM C TIOCJCHYIONeil HellpephIBHOM
nHby3mneil. OgHAKO WX TaKXe MOXHO BBOIUTH B BHIE
MMOBTOPHBIX 00JIF0COB. HuUTpoOrMmMuepnH MOXHO BBO-
IATH OOJIIOCHO 10 1-2 MT MalMeHTaM C TSLKEIOM TUIIep-
TeH3WEeN U OCTPBIM OoTeKoM JieTkux [477]. Cnenyet co-
OII0MaTh OCTOPOXHOCTh, YTOOBI M30eXKaTh THITOTCH3NU
M3-3a YPEe3MEPHOTO CHIDKCHUS MPEeaHATPY3KH U ITOCT-
Harpy3ku. [1o 3Toit IpUYMHE UX ClIemyeT MCITOIb30BaTh
¢ 0c000if OCTOPOXHOCTHIO ¥ TTareHToB ¢ IJI2K n/umn
TSDKEJTBIM aopTaibHBIM cTeHo30M (AC). OmHako 6raro-
MpUATHBIC 3P GEKTH ObUIN OMMUCAHBI Y TMAIIUEHTOB C CH-
cromuueckoit guchynkuueit JIXK n AC ipn HazHAYeHUU
Ba30AMJIATATOPOB IIPH TIIATCIIBHOM MOHUTOPWHIE TeMO-
IMHAMHWYEeCKUX rapaMeTpoB [481].

11.3.5. UHOTpONBI

HMHOTPOIIB IO-TIpesKHEMY HeOOXOIMMEI IS JICUCHUS
MMAIIMeHTOB ¢ HU3KUM CEPICYHBIM BHIOPOCOM U THITOTO-
Huel (1aba. 22). OHM DOKHBEI OBITH 3ape3ePBUPOBAHBI
IUISI TTALIMEHTOB C cucTojimyeckoit auchyHkumein JIK,
HU3KUM CepaeuyHBIM BEIOpocoM 1 HI3KUM CAJl (Harmpm-
Mep, <90 MM PT.CT.), YTO IIPUBOONT K IIOXOU Tepy3nu

KM3HEHHO BaXKHBIX opraHoB. TeM He MeHUE UX CIeIy-
€T MCIO0JIb30BaTh C OCTOPOXHOCTDIO, HAUMHAS C HU3KMX
II03 M TIOCTETICHHO ITOBBIIIASI UX 03y ITOI IPUCTATBLHBIM
KoHTpoieM [387, 388].

Tabnuua 22
WHoTponbl /unu Basonpeccopsl,
ucnonb3yembie ans nevenus OCH

Mpenapart CkopocTb uHpy3umn

[JobytamuH 2-20 pr/kr/mMuH (6etat)

JonamuH 3-5 Wr/kr/mMuH; MHOTpONHLIN (6eTat)
>5 Ur/Kr/MvH: UHOTPOMHBIN (6eTat),
Ba30MPECCOPHbIN (anbda+t)

MwunpuHoH 0,375-0,75 ur/kr/muH

OHOKCUMOH 5-20 ur/kr/mMuH

JleBocumeHpaH 0,1 ur/Kr/MuH, KOTOpas MOXET ObITb CHIKEHA
1o 0,05 nnwn ysenuyeHa o 0,2 ur/kr/mMuH

HopanuHedbpuH 0,2-1,0 pr/xr/MuH

AnuHedpuH 0,05-0,5 pur/kr/MuH

HMHoTpomnbl, 0OCOGEHHO C aApeHEPrUYeCKUMU Me-
XaHW3MaMH1, MOTYT BBI3BIBATh CHHYCOBYIO TaXHWKap-
IO, yYaIlleHHWE XEIYTOYKOBOTO PUTMAa y ITAIlEHTOB
¢ @OI1, MoryT BBI3BaTh MIIEMHUI0O MUOKApIA W apUTMUM,
a TaKXe yBeIM4YnUTh cMepTHOCTh [387, 388, 430, 478].
JleBocuMeHOaH WM MHTUOUTOpPHL (ochommacTepasbl
THIAa 3 MOTYT OBITh MPEAIIOUYTUTEIbHEE TOOyTaMUHA IJIST
MalMeHTOB, IpUHUMaIuXx bb, mockoabKky oHM meii-
CTBYIOT 4Yepe3 He3aBUCUMBble MeXaHu3Mbl [482, 483].
UpesmepHast nepudeprudeckas Ba3ommIaTalldsl W THIIO-
TEH3UsI MOTYT OBITb OCHOBHBIMU OTpAaHMYCHUSIMU TP
MPUMEHEHNH WHTUOUTOPOB (pocchommacTepassl 3 THIIA
WIN JIECBOCMMEHIaHa, 0COOCHHO TPH BBENCHUM B BEICO-
KUX 103aX 1/WIN TIpU Havaie O0TIOCHOM MO3HI [482, 484].

11.3.6. Basonpeccopbli

Bazompeccopsr, mpumeHsiembie m1s tedernnss OCH,
TpencTaBiIeHbI B TabamiIe 22.

Cpenn IIpenapaTtoB ¢ BEIPaKEHHBIM COCYIOCYXNBa-
IOIUM JOeHCTBMEM Ha TepudepruiecKrue apTepun Hopa-
JPEHATIMH MOXET ObITh MPENNOYTUTENIbHBIM Y TTAllUEH-
TOB C TsEKeJoit ruroreH3neit. Lleab cocTonuT B TOM, 9TO-
OBl YBEIUYUTh NePPYy3UI0 KM3HEHHO BaXXHBIX OPTAHOB.
OmHaKO 3TO MPOMCXOOUT 3a CUCT YBEIMUCHUS ITOCTHA-
rpy3ku JI2K, mosToMy KOMOMHaIuMsI HOpagpeHaanHa
¥ WHOTPOITHEIX CPEICTB MOXHO paccMaTpuBaTh, OCO-
OcHHO y ManeHTOB ¢ Tporpeccupyiomeit CH u kapomo-
TEHHBIM IIIOKOM.

HexkoTopkie ncciiemoBaHusI, XOTS 1 C OTpaHUTICHUSIMU,
TIONIEPKUBAIOT MCITOh30BaHIE HOpaIpeHAIMHA B Kade-
CTBE IIEPBOTO BBIOOpA ITO CPABHEHUIO C TO(PaMUHOM WIIH
agpeHaaHOM. odaMuH cpaBHUBAIN C HOP3MMHEPPH-
HOM B Ka4eCTBE COCYIOPACIIHUPSIOINIETO CPESACTBA ITIEPBOMA
JIMTHUY Ba30IIPECCOPHON Tepalny y MAIlueHTOB ¢ IITOKOM,
1 IIpUMEHEHUe ObLIO aCCOLMMPOBAHO C OOJBIINM KOJIU-
YeCTBOM apUTMHYECCKUX COOBITHI M C OOJBIIEI cCMepT-
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HOCTBIO Y MAllIEHTOB ¢ KapAWOTCHHBIM IIIOKOM, HO HE
C TUTIOBOJIEMHUYCCKUM WJIM CENTUICCKUM IITOKOM. XOTS
B MCCleoBaHue ObUIO BKJIIOYEHO 1679 mMalueHTOB, 3HA-
YUMOCTb OBIJIa OTMEUEHA TOJIBKO IIPH aHaJIN3¢ MOATPYIIIT
280 TaMeHTOB ¢ KapIMOreHHBIM oKoM 1 <10% mamm-
eHToB ¢ UM. IlockonbKy JaHHBIX O peBacKyJIsipu3anuun
He OBIIO, 5TO OTPAaHMYMBACT BO3MOXHOCTH O0OOIICHMS
pe3ynsratoB [485]. B npyrom npocriektusHoM PKU smm-
HedpWH CpaBHUBAIM C HOPaIpPCHAINMHOM Y MAIlCHTOB
C KapAMOreHHBIM IIIOKOM BcienctBue octporo UM [486].
HccrenoBanme OBUTIO IIPEKPaIIeHO MPEXICBPEMEHHO 13-
3a 060J1ee BHICOKOIT 9acTOTHI pepaKTepHBIX K IMMHEPPH-
HY IIIOKOB. DIHe(pUH TakKe ObUT CBS3aH ¢ OoJiee BHICO-
kot YCC u makroannao3oM. HecMoTpst Ha orpaHUdIeHUS,
CBSI3aHHBIC C OTHOCHUTEIHLHO HEOOJBIINM Pa3MepOM BBI-
0OpKM, KOPOTKHAM TIEPHOIOM HAOIIONCHUS M OTCYTCTBH-
€M JAaHHBIX O MaKCUMAaJbHO JOCTUTHYTOW H03€, UCCIe-
JIOBaHUE TIpeaIronaracT 6ojee BEICOKYIO 3(h(EeKTUBHOCTD
1 6e30MacCHOCTh HOpaapeHaIWHA. DTH JaHHBIC COIJIacy-
JOTCS ¢ MeTaaHaJIM30M, BKITIodarommMm 2583 manmeHTa
C KapIMOTeHHBIM IIIOKOM, ITOKA3BIBAIOIINM TPEXKPATHOE
YBeIMYCHUE PUCKA CMEPTH IIPU IIpHUeMe aapeHaInHa I10
CPaBHCHHIO C HOPAAPEHAIMHOM V ITAIIMEHTOB C Kapamo-
TeHHBIM II0KOM [487]. OmHaKo OTCyTCTBHE WH(OpMa-
VK O 03¢, IIPOIOJCKUTEIIBHOCTH JICUCHUST U 3TUOJIOTHI
IIeaeT 3TH Pe3yJIBTaThl YaCTUIHO MCCIICIOBATEIbCKIMM.

11.3.7. Onuartbl

Onuatel 00JIeT4aloT OOBIIIKY W TpeBory. MIX Mox-
HO WCIIOJIb30BaTh B KaU4eCTBE CEOATHUBHBIX CPEICTB BO
BpeMsI HEMHBA3WBHOW BEHTUISIUHN C ITOJOXUTEIb-
HBIM JTaBJICHUEM IS YIYYIICHUS amalTalliy IalreH-
ta. Jlo303aBUcuMBbIe TTOOOUYHBIE 3P (PEKTH BKIIOYAIOT
TOITHOTY, apTepPUabHYIO0 TUMOTCH3WIO, OpaguKapIuio
W YTHEeTeHUE OBIXaHUS. PeTpOCIeKTMBHEBIN aHAIN3 T0-
Ka3bIBaeT, YTO BBeACHHE MOP(MHA CBSI3aHO C OOJBIICH
YaCTOTOM MCKYCCTBEHHOM BEHTWJISIIAM JICTKWUX, IJIH-
TEeBHOM TOCIMTAIN3alNeii, 00jlee JaCTBIMU TOCIIHATA-
JIM3allMSIMU B OTHEJICHUS MHTCHCUBHOI Tepamnuu M I10-
BBIIIICHHOM cMepTHOCTHIO [488-491]. TakuM o6pas3om,
pYTHHHOE HcTonb3oBaHme ommatoB pu OCH He peko-
MEHIYETCsI, XOTSI IX MOXHO paccMaTpUBAaTh y OTACTbHBIX
MMAIlMeHTOB, 0OCOOCHHO B CIyyac CUIIbHOI/HEIIPEOIOIIH-
MO 001 WK O0eCTIOKOMCTBA WJIM B YCIOBUSIX ITaJTAA-
THBHOTO JICICHUS.

PekomeHpauum no HayanbHoMy nieveHunio OCH

| Perowengawnn | Knacc® | Ypomens |

KucnopogHas u pecnuparopHas noaaepxka

Kncnopop, pekomenayetcs naupeHtam ¢ SpO, <90% | C
nnmn PaO, <60 MM pT.CT. ANt KOPPEKLMM FUMOKCEMUN.

MHTyGaums pekomMeHayeTcs Npy NporpeccupyioLLei | C
[bIXaTenbHOW HeOCTAaTOYHOCTY, COXPaHSIIOLLECS,

HECMOTPS! Ha BBELEHVE KUCIOPOAA MW HEVIHBA3VBHYIO

BEHTUAALWMIO Nerkmx [448].

HenHBa3nBHas BEHTUAALMS C MONOXUTENbHBIM lla B
[laBNieHNeM A0/KHA PAacCMaTpUBaTLCS Y NALMEHTOB

C pecnupaTopHbIM ANCTPECC-CUHAPOMOM (YacToTa

LbixaHust >25 BaoxoB/MuH, SpO, <90%) 1 HaumMHaTLCS

KaK MOXHO paHbLue, 4TOObl YMEHbLLNTL PECNIMPATOPHBIN

[ICTPECC W YMEHbLUUTbL YaCTOTY MEXaHNYECKOA

3HA0TPaxeanbHON HTYOaLMK [448].

AvypeTtukun

Bcem naupeHtam ¢ OCH, noctynuslivm ¢ npuaHakamu/ || C
CUMNTOMamM Neperpy3ku XnaKoCTbio, PEKOMEHAYeTCs

B/B BBELIEHE NETNEBbIX ANYPETUKOB LS YNYYLIEHUS

cumnTomos [145].

Kom6uHaLwio NeTneBoro aMypeTuka ¢ AnypeTukom lla B
TUA3MAHOro TMNa creayeT paccMaTpuBaTh Y NaLUEHTOB

C PE3NCTEHTHBIMU OTEKAMW, KOTOPbIE HE pearnpyioT

Ha yBennyeHve [o3bl NeTNEBOro anypetuka [145].

Basoaunaratopsb!

Y 60nbHbIX ¢ OCH 1 CALL >110 MM pT.CT. B/B lib B
COCYA0pacLUMPSIOLLVE CPEACTBA MOXHO

paccMaTtpyBaTh kak HayasbHyo Tepanuio ans

YNYYLIEHWS CUMMNTOMOB W YMEHbLUEHNS 3aCTOVHbIX

ABneHwi [475-477, 479, 480].

WHoTtponb!

MHOTponHble Npenapatsbl MOryT ObiTb PACCMOTPEHbI llb C
y naupnenToB ¢ CAZL <90 MM pT.CT. 1 Npu3HaKkamu

runonepdyauu, KOTopble He pearvpyloT

Ha CTaHAAPTHOE NeYeHe, BKIo4Yas BBeAEeHNE

XUAKOCTW, ANS ynyyiieHns nepudepryeckoin nepdysum

1 NoaaepXaHns GyHKUMM opraHoB-MuLLeHen [387].

MHOTpOnHble npenapatsl He PEKOMEHLYIOTCS PYTUHHO Cc
13 Co0BpaxeHnii 6e30MacHOCTH, €CN TONbKO

y NaLMeHTa HET CUMMTOMATUYECKOI FMMNOTEH3UN

1 npusHakoB runonepdyaunu [387, 467, 478].

Basonpeccopbl

Bazonpeccopbl, NpeAnoyTUTENbHO HOPaapEeHanuH, llb B
MOryT BbITb Ha3HAY€EHbI NALMEHTAM C KAPAVOTrEHHbIM

LLIOKOM 7151 MOBbILLEHWS apTePUanbHOr0 AABNEHNS

1 nepdy3nn XN3HEHHO BaxHbIX opraHoB [485-487].

[Apyrue nekapcTea

Mpodunaktuka Tpomb603am6onnu (Hanpumep, HMI) | A
PEKOMEHIYETCS NauyeHTam, eLle He Nony4YaBLInM

aHTUKOAry/siHTbI U He MEIOLLMM MPOTUBOMOKa3aHui

K @aHTUKOArynsHTam, Asi CHUXeHWs prucka Tpomb0o3a

rny6okux BEH 1 Nero4Hoin ambonum [494, 495].

PyTUHHOE MCNONb30BaHWe ONaTOB He PEKOMEHAYETCS, C

32 UCKJII0YEHNEM OTAENbHbIX NALMEHTOB C CUNBHOR/

HenpeogonumMol 6onbto unu Tpesoroit [488, 489].
Mpumeyanme: 2 — Knacc pekomMeHaauuii, ® — ypoBeHb A0Ka3aTeNIbHOCTH.
Cokpaluenus: B/B — BHyTpnBeHHo, OCH — ocTpas ceprieyHas HeLoCTaToO4YHOCTb,
HMIT — HuskomonekynsipHeii renapud, CALL — cuctonuyeckoe apTepuanbHoe
nasnexue, PaO, — napumanbHoe AaeneHvie kucnopopa, SpO, — 4peckoxHoe
HacCblILLEHNE KUCNIOPOLOM.

11.3.8. AurokcuH

JAWToKCWH cIlIemyeT paccMaTpuBaTh y IMAIHUCHTOB
¢ ®II ¢ BBICOKOI YaCTOTOI JKEITyIOUYKOBEIX COKPAIICHMIA
(>110 yn./mun), HecMoTpst Ha bb (cMm. takke Paznen
12.1.1) [151, 492, 493]. Ero MOXHO BBOIUTH B/B OOJIOC-
Ho 0,25-0,5 MT, ecnni oH He mpuMeHscs paHee. OmHAaKO
Yy TAIIMEHTOB C COMYTCTBYIOIIMMU 3a00JIeBaHUSIMHA (Ha-
npumep, XBI1) unu npyrumu akTopaMul, BIUSIOIIIMUI
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KITMHWYECKWE PEKOMEHZALINNA

Ha MeTaboJIM3M JUTOKCWHA (BKJIIOYAsT OpPYTUe JeKap-
CTBEHHBIE CPENCTBA), U/WJIN Y TTOXWIBIX JTIONEH MOXET
OBITH TPYTHO TEOPETUYECKU OIPENCIUTHh MOMICPKUBA-
IOIIYIO 103y, W CJIeAyeT MMPOBOMUTh M3MEPEHMST KOHIICH-
TpalMy TUTOKCWHA B CHIBOPOTKE. IUTUTOKCHUH SIBIISIET-
CsI TIOTEHIIMAJILHOW aJIbTEPHATUBON NWTOKCUHY U B Ha-
crostimiee Bpemst oueHuBaetcst B PKU (ClinicalTrials.gov
Identifier: NCT03783429) [158].

11.3.9. MpodunakTuka Tpom603MG60NUN
Pexomenayercsi mpoduiiaktuka TpoM003MO0IUMN
rerapruHoOM (HampuMep, HU3KOMOJICKYIIPHBIM TeIlapy-
HOM) WUIM IPYTUM aHTHKOATYJISTHTOM, €CJIM 3TO HE IIPO-
THBOINOKA3aHO WJIM B 3TOM HET HEOOXOOUMOCTH (M3-3a

CYIIECTBYIOIIETO JIEYEHUS TIEPOPATHHBIMU aHTHKOATY-
nssHTaMm) [494, 495].

11.3.10. KpatkoBpemennaa MIMK

VY maumeHToB ¢ KapAUOTeHHBIM IIOKOM MOXKET IT0-
TpebdoBaThbcs KparkoBpeMmeHHast MITK mist yBenuueHust
CcepIeuYHoro BBIOpOCca U MMomaepKaHusa nepdy3ur op-
raHoB-muieHeit. Kpatkospemenno MIIK moxer wmc-
MMOJIB30BaThCA KaK "MOCT" K BOCCTAHOBJIEHUIO, "MOCT"
K pelieHuIo mim "Moct" K MocTy [450-452]. HavanbHbIe
YAy4ILIEHUSI CepaeuyHoro BeiOpoca, AJl u aprepuanb-
HOTO JIaKTaTa MOTYT OBITh YPAaBHOBCIICHBI 3HAUUTEIb-
HBIMH OCJIOXHEHUSIMU. JloKa3aTeabCTBa BEICOKOTO Ka-
YeCcTBa B OTHOIICHWH MCXOOOB OCTAIOTCS HEIOCTATOU-
HBIMH. TakuM 00pa3oM, BEIOOPOYHOE HMCIIOJIb30BaHUE
MIIK y nauiMeHTOB ¢ KapAWOT€HHbIM IIIOKOM HE€ IO~
IepXWBAeTCsI, 1 UM TpeOyeTcs cleluaan3upoBaHHAsS
MEXINCIUIIMHAPHAS 9KCIIEPTHU3a IJIsI MMILJIaHTaIlN’
1 JIeYCHUSI, aHAJIOTUYHAsI TOM, KOTOpasl oImmcaHa IJIs
nmepenoBeix eHTpoB CH (JdomorHuTeTbHEIE MaTEPH-
anel, Pasmen 11.4, taba. 22, cMm. takke Pasmen 10.2.2)
[376, 496]. HenaBHuUe MccaenoBaHUS ITOKA3bIBAIOT, YTO
"CTaHIApTU3UPOBAHHBI KOMaHAHBIN TOAXon" ¢ HC-
IMOJIb30BaHMEM TIpEeOONpeaeeHHBIX aJlTOPUTMOB JIJIST
paHHell umrutantauuu MIIK B coueTaHuu ¢ TiiaTenb-
HBIM MOHUTOPMHIOM (MHBa3sWBHas TeMOIWMHAMMKa,
JIaKTaT, MapKephl MOBPEXKICHUS OPTraHOB-MUIICHEI)
MOKET ITOTEHIIMATbHO MPUBECTH K VAYUYIICHUIO BBIKM-
Baemoctu [497-499].

BuayrpraopranbHas OajioHHAsT KOHTPITYJIbCAIIVS
(BABK) mipu xapanorerHom moke 11 (IABP-SHOCK-
1) He moKa3aa pa3HuIIEl B 30-THEBHOM, a TaKXKe B TOJI-
TOCPOYHON MEepCIeKTHBE, TaKXKe KaK U B CMEPTHOCTHU
Mmexny BABK 1 OMT y G0JBbHBIX ¢ KapAUOTEHHBIM IIIO-
KoM mocJie octporo MM, mepeHecInxX paHHIOO peBa-
ckyngpusanuio [500-502].

CornacHo ™M pesynsratam, BABK o6bdHO He pe-
KOMEHyeTcsl IIpU KapauoreHHoM 1oke nociie UM. Tem
HEe MEHee e¢ BCe K€ MOXHO pacCMaTpUBaTh IIPU Kapamo-
TeHHOM IIIOKe, 0COOEHHO eciau oH He cBs3aH ¢ OKC
n pedpaxrepeH K MT, kak "Moct" K penreHnIo, "MocT"
K BOCCTAaHOBJICHUIO WIM "MOCT" K MOCTY.

Hpyrue kparkocpounble MIIK cpaBHuBanuck ¢ BABK
B HeOomnbiiux PKU u aHanm3ax comocTraBiaeHUs CKIOH-
HOCTU ¢ HeyOemuTellbHBIMU pesyinbraTamMu [503-507].
AnHanornuyHblM obpa3om orcyrcrByior PKU, cpaBHuBa-
IOIIME 9KCTPAKOPIIOPATbHYI0O MEMOpPaHHYIO OKCHUTCHA-
o (DKMO) ¢ BABK wm MT. MeTtaananms, BKITIO9a-
FOIIMIA TOJIBKO 00CEePBALIMOHHEIC MCCICIOBAHMS, TIOKA3aIT
OiaronpusITHbIE UCXONbl Y MALIMEHTOB C KapAUOT€HHBIM
IIOKOM WJIA OCTAaHOBKOW cepala, MOJy4YyaBIIUX BEHO-
aprepuainbHyio-OKMO, 110 cpaBHEHHNIO ¢ KOHTPOJBHOM
rpymmoit [508]. Beno-aprepmanbHasgs-ODKMO Takxke
MOXET paccMaTpuBaThCS MpH (PYIbMUHAHTHOM MHO-
KapouTe W IPYTUX COCTOSTHUSX, BEI3BIBAIOIINX TSKCITBIIA
KapauoreHHBIN mok [509]. B 3aBuCHMMOCTH OT TSKECTH
INCGOYHKINA MHOKapaa W/WIW CONMYTCTBYIOIICH MMU-
TPaJIbHO# WIM a0OpTaJbHOM HETOCTATOYHOCTH, BEHO-ap-
TepuanpHasI-OKMO MoXeT YBEIWYHTb MOCTHATPYy3Ky
JIXK ¢ yBenmnueHMEM KOHEYHOTO ITMACTOJIMICCKOTO IaB-
seHus B JIK 1 3aCTOMHEIX SIBIICHUI B JICTKUX.

B atux cayuasix pasrpyska JIXK sBnsitercst o6s13aTenb-
HOIT M MOXET OBITh MOCTHTHYTA C ITOMOIIBIO TPaHCEII-
TaIbHOTO/BEHTPUKYJISIDHOTO BEPXYIICYHOTO KJallaHa
WIN O00aBJIeHUS pa3Tpy304HOr0 YCTPOMCTBA, TAaKOTO
Kak yctpoiictBo Impella [510, 511].

PekomeHpauum no NnpMMeHeHnio
KpaTtkoBpemeHHoli MIMK y 6onbHbIX
C KapAWOreHHbIM LLOKOM

m

KpatkocpouyHbie MIIK cnepyet paccmatpusatb lla

y 60IbHBIX C KAPAMOreHHbIM LLIOKOM kak "MoCT"

K BOCCTAHOBJIEHMIO, "MOCT" K peLueHuto, "MocT”

K MOCTY. [IONONHMTENbHbIE NOKA3aHMS BKIOHAOT

NeyYeHne NPUYUHBI KAapLMOreHHOTO LLOKA, ANINTENbHYIO

MNK nan TC.

BABK MOXHO paccmatprsaTh y nauyeHTos lib Cc
C KapAMOreHHbIM LLIOKOM Kak "MocCT"

K BOCCTAHOBJIEHMIO, "MOCT" K peLueHuto, "MocT"

K MOCTY, BK/O4ast I€YEHWE NPUYMHBI KAPANOTEHHOrO
LLIOKA (T.e. MEXAHMYECKOr0 OCNOXHEHMS ocTporo M)
nnn gamtensHyio MK nan TC [450].

BABK 06bI4HO He peKOMEHAYeTCs Npy KapAUOreHHOM - B

woke nocne MM [500-502].

Mpumeyanme: @ — Knacc pekOMeHAALMI, ® — ypoBeHb A0Ka3aTeNbHOCTY.
CokpalyeHus: BABK — BHyTpuaopTanbHas 6annoHHas KoHTpnynbcaums, UM —
nHbapkT Mrmokapaa, MMNK — mexaHnyeckas nogaepxkka kpooobpatierus, TC —
TpaHcnnaHTauus cepaua.

11.3.11. Kputepum Boinuckn U3 ctaumoHapa
nnocnepyiouiero Haﬁmop,eum nauueHToB
3HaunTenbHasg yacTh manueHToB ¢ OCH BeIMMCHIBA-
eTca ¢ MUHUMAJIBLHOM MoTepeil Beca mim 0e3 Hee 1, UTO
6oJiee BaxKHO, C TIEPCUCTUPYIOIIMM 3acTtoeM [427, 472].
CToiKM# 3aCTO IO BBINMUCKHM CBA3aH C 00OJiee BBICO-
KNM PHUCKOM ITOBTOPHOM TOCHUTAIM3ALNUA M CMEPTHO-
ctu [426, 472]. Takum oOpa3oM, JiedeHNE, BKITI0Yast 103y
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IUYPETUKOB, HOJKHO OBITh ONTHMMU3UPOBAHO IS TOTO,
YTOOBI y TTALIMEHTA He OBLJIO 3aCTOS.

IMamuenTtam, rocrmtanusupoBaHHbM ¢ OJICH, cie-
IyeT IpomorKaTh mepopanbHyro OMT, 3a nckimodeHueM
BO3MOXHOTO CHMXXEHHS MO3bl WM OTMEHBI Mpenapara
IIPY TeMOIMHAMUYECKON HEeCTAOMIBLHOCTH (CHMIITOMA-
THYECKasl TUTIOTCH3MS), TSDKEJIOM HapyIIeHUN QYHKIINN
IMOYeK WM TUIepKanrneMuu. [locie ctabumn3annm re-
MOIWHAMUWKH, JOCTUTHYTOM C ITIOMOIIBIO B/B Tepamum,
JICYCHNE IOJKHO OBITh ONTHMMM3WPOBAHO IO BHITTMCKH
[467]. OnTuMuU3amus Je4eHusT TpeciieayeT TPU OCHOB-
HBIC Henu. Bo-mepBBIX, YTOOBI M30aBUTHCS OT 3aCTOS.
Bo-BTOpEIX, JIeUeHNE COMYTCTBYIOIINX 3a00JIeBaHMIA, Ta-
KNX KaK Ie(UIINT Xejle3a, YTO BIMSCT Ha MCXOM ITOCIIe
BHITTMCKY [512]. B-TpeThux, HayaTh WU BO30OHOBHUTH
nepopaidbHylo OMT ¢ TOJOXUTEIbHBIM BIUSIHAEM Ha
ncxon. J1o3sI MOXXHO TOBHITIATH TIepel BEITTMCKON 1/Wn
B PaHHMIT ICPUOLI TTOCTIC BHITTUCKMA.

HccnenoBaHus mnokasajiu, 4YTOo Takas ONTUMU3ALIUS
MT cBs3aHa ¢ 6onee HU3KNM prcKoM 30-THEBHOM ITO-
BTOPHOM rocHUTaaIn3alMu, XOTs IpocrekTuBHblie PKIA
IO HACTOSIIETO BpeMeHM He mposomwiauchk [103, 467,
513]. PeTpocneKTUBHBIN aHAJIW3 MOKA3BIBAET, YTO Ipe-
KpalleHVe WIN CHUXKEeHME 003kl bb Bo Bpems rocrura-
mmzaunu 1mo nosoxy OCH accolmmpoBaHO ¢ XyIIIMMH
ncxogamu [514]. Muunmanusgs APHUM y HemaBHO rocnu-
TaTM3UPOBAHHBIX CTAaOMWILHBIX ManueHToB ¢ CHHODB,
BKJTIOUas TeX, KTo paHee He moydail UAII®/BPA, 6e3-
OITaCHa M MOXET OBITh PACCMOTPEHA B 3TUX YCIOBUIX
[106, 107]. Be3omacHOCTb M Jy4IlMe Pe3yJIbTaThl TAKKE
ObLIM HeAaBHO MoKa3zaHbl B mpocnekTuBHOM PKU cora-
mdao3nHa y manueHToB ¢ CI, rocmmTain3npoBaHHBIX
o ooy CH, HezaBucumo ot ux ®B JIK [136].

PexomeHmyeTCsT IpOBECTH OOWH KOHTPOJBHBIN BU-
3UT B TedyeHuWe |-2 Hexm. mociie BhIMMCKHM [515, 516].
KOMITOHEHTH 3TOT0 KOHTPOJHHOTO BH3WTA ITOJIXHEI
BKJIFOUaTh MOHUTOPUHT IIpH3HAKOB U cuMmnTtoMoB CH,
oueHky auypesa, A, YCC u mabopaTopHbie UI3MEpPEHMS,
BKJIIOYAsT TIOYCUYHYIO (DYHKIIMIO, 3JICKTPOJIUTHI M, BO3-
MoxHo, HII. CraTyc Xene3a 1 (pyHKIMIO TIEICHN TaKXKe
clienmyeT OlEHMBATbh, €CIAU 3TO HE OBLIO CACIAHO TEpen
BBINMMCKOM. Ha ocHOBaHMM KJIMHWYECKOM OILICHKHU U JIa-
OOpaTOPHEIX MCCICTOBAHUI CIEMyeT MPOBECTH HAallb-
HEHUIITYI0 ONTUMA3AINI0 /WM HAadaIo JCUCHUs, MOIM-
dunupytomero teuenne CHH®B. PetpocnekTuBHEBIE
HCCIICAOBAHNS TTOKA3bIBAIOT, YTO TAKOI IOIXON CBA3aH
¢ boJree HM3KOM YaCTOTOM MOBTOPHBIX TOCIUTAIN3AINIA
yepe3 30 mHeit, xota npocriektuBHble PKU 10 HacTos-
1LLIEr0 BpeMEHHU He IpoBoauiuchk [513, 516-518].

12. ConyTcTByIlOWME CEpAEYHO-COCYAUCTbIE
3aboneBaHus
12.1. HapyweHus puTMa 1 NPOBOAUMOCTH
12.1.1. dubpunnaumna npepcepoui

®IT u CH yacrto couetatorcd [519, 520]. Oum moryr
BBI3BIBaTh WJIA YCYTYOJISATh APYT ApYyra IMOCpeacTBOM Ta-

KNX MEXaHM3MOB, KaK CTPYKTYpPHOE peMOIeINpOBaHUE
ceprma, aKTUBAIIMS HeiIpOrOPMOHAJIBHBIX CUCTEM U CBSI-
3anHoe ¢ YCC napymenue JIK [519-523]. Honsa mamu-
eHtoB ¢ CH, y xotoprix passuBaercsa PII, yBenmmumBa-
etcs ¢ Bo3pactom 1 CH. Korma ®I1 Bei3eiBaeTr CH, k-
HIYECKOE TeUeHME KaxXeTcsl 00j1ee OJIarONpUSITHBIM, YeM
npu apyrux npumanHax CH (Tak HazeIBaemas TaxuKap-
muommornarust) [524]. Hanporus, pazsutue ®I1 y mamu-
eHtoB ¢ XCH cBsI3aHO ¢ XyOIIIM IIPOTHO30M, BKITIOYAsI
VHCYJ/IBT U TTOBBIIIIEHHYIO CMEPTHOCTB [525, 526].

TakTtuka BemeHMST ManneHTOB ¢ codetanHoi CH
u @I ipencrasneHa Ha pucyHke 14 [7, 521].

OHa BKJTIOYACT:

1. BuisiBIeHHE U JICUCHNME BO3MOXKHBIX IIPUYNH WIIH
Tpurrepon OI1.

2. VYnpasnenne CH.

3. TpodunakTka 5MOOTNUECKUX COOBITHIA.

4. KOHTpOJb CKOPOCTH.

5. KoHTtponb purma.

PekomeHpauum no HaGnOAEHUIO 32 NaLMeHTamu,
rocnuTaNn3npoBaHHbIMU MO nNoBoAy octpoii CH,
0,0 BbINMUCKWU U B PaHHUE CPOKMU NOCHEe BbINMNCKU

m

PekomeHayeTcs TLWwaTeNbHO 06CNe[0BaTb NALMEHTOB,
rocnuTann3npoBaHHbIx No nosogy CH, 4Tobbl
NCKIIOYUTD CTOVKME NMPU3HAKV 3aCTOMHBIX ABNEHUI
nepes, BbINUCKON 1 ONTUMMU3NPOBATL NEPOPASIbHOE
neyeHue [427,472].

Mepen BbINMCKOM peKOMEHAYeTCs NPOBOANTb Hay4HO- | C
060CHOBaHHOe nepopasnbHoe neyveHne [103, 513].

PekomenpyeTtca paHHee NOBTOPHOE NOCELLEHNE Yepes
1-2 Hep. nocne BbINUCKW 415 OLEHKN MPU3HAKOB
3aCTOMHBIX SABNEHUIA, NEPEHOCUMOCTM NIEKAPCTB

1 Hayana u/wnm yCuneHus Tepanvumn, 0CHOBAHHOM

Ha fokasatenbcTBax [517, 518].

Mpy pedrumnTe Xxenesa, onpenensiemMoM lla B

CbIBOPOTO4HbLIM peppuTiHoM <100 Hr/mn

1 CbIBOPOTOYHBIM depputHoM 100-299 Hr/mn

¢ TSAT <20%, cnepyeT pacCMOTPETb BHYTPUBEHHOE

BBeAEHMe kapboKkCUManbTo3bl Xeneaa ans

YNYYLIEHWS CMMNTOMOB ¥ COKPALLEHS MOBTOPHbIX

rocnutanuaaumii [512].
Mpumeuanme: @ — Knacc pekoMeHaaLNi, ® — ypoBeHb 0Ka3aTelbHOCTH.
CokpaweHuse: CH — cepaeyHas HepocTaTo4HOCTb, TSAT — HacbILEeHWe TPpaHe-
deppuHa.

BoisiBiienue Tpurrepos u edeane CH

[MoTeHIIMANBHBIC TIPUIUHBI WA IIPOBOIUPYIOIINE
(bakTOpBI, TaKMe KaK TUIIEPTUPEO3, ICKTPOIUTHBIC Ha-
PYIICHNSI, HEKOHTPOIMpPYyeMasl TUIIEPTEH3MsI, TIOPOK MHU-
TpanpHOTO KiamaHa (MK) 1 nHdeKkmusa, TOKHBI OBITh
WICHTU(PUIIMPOBAHEI M YCTPAHCHBEL.

I[Mpu yxymmenum 3actos BciaenctBue PII crmemy-
eT MPUHUMATh OJUypeTuKHu. OOJIerTdeHre 3aCTOSI MOXET
CHU3UTH CUMITATUIECKYIO aKTMBHOCTh M 9aCTOTY COKpa-
IIEeHWI XeTyIOYKOB M YBEJIMINTHh BEPOSITHOCTH CIIOH-

180



KITMHWYECKWE PEKOMEHZALINNA

v

OHTPOJIb PUTMA

]

bera-anpeHo-
6JI0KaTOPbI
Knacc I1a)

HIIH
Jurokcun/

JIUTUTOKCUH
e > (Kuacc Ila)

Hiu

AMUWOIAapOH B/B
(Knacc Ila)

1
Sl

KoHTpoab putma KoHTposb putma

W3zonsauus JIB
(Kuacc I1a)

W3zonsauus JIB
(Knacc Ila)

AMHUoIapoH
(Knacc I1b)

AMuonapoH
(Knacc I1b)

Abnauus AB-y3na

- ® -

Puc. 14. leyenve Py nauyventos ¢ CH.

MpumMeyaHue: LBETOBOI KO A5 KNACCOB PEKOMEHAALMIA: 3ENEHbIN AN KNlacca PEKOMeHAAUMI |; XenThli Ans knacca pekoMmeHzaumu lla; opaHxeBbiv Ans Knacca peko-
MeHpaumu lIb; kpacHsIii Ans knacca pekomeHaaumu Il (BonoaHMTENbHYI0 MHGOPMaLMIO 0 knaccax pekoMeHaaumin cMm. B 1abn. 1).

CokpalueHus: AB — aTpuoBEHTPUKYNSIPHBINA, B/B — BHYTPUBEHHO, JIB — neroyHas BeHa, CH — cepaeyHas HegoctatouHocTb, CHH®B — ceppeyHas HeLoCTaTOYHOCTb CO
CHXEHHOW dpakumeit Bbibpoca, O — bubpunnsaumsa npeacepanit, IUT — anekTpormnynbCHas Tepanus.

taHHOro Bo3Bpata K CP. Hammuue ®DIT moxeT ymeHnb-  125]. Hekoropbie MeTonbl JeueHuss CH HeMHOTO CHIKa-
IIATh WJIM CBECTW Ha HET MPOTHOCTUYECKHE MpenMy- 10T puck passutust @I, Bkiouass nATID, u, BeposITHO,
mectBa bb u caenate nBabpanuH HeaddbexrtusabM [12, CPT [7, 527].
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IIpoduaakTuKa MO0 THIECKIX COOBITHIA

Ecnu He mpoTtmBoOITOKa3aHo, y Bcex marmeHToB ¢ CH
¥ TTApOKCU3MAJIBHOM, TIEPCUCTUPYIONICH MIIM TTOCTOSTH-
Hoit ®PII mpearmoYTUTEIbHBI TIepOpabHBIC aHTUKOATy-
JISTHTHI TIPSIMOTO OEHCTBUS TSI TIPO(PUIAKTUKI TPOMOO-
SMOOJIMYECKHNX OCTIOXHeHUI y manueHToB ¢ PI1 u 6e3
TSDKEJIOTO MUTPAIBHOTO CTEHO3a M/WUIM MEXaHWICCKUX
IIPOTE30B KJIAITAHOB, T.K. OHM UMEIOT aHAJOTUIHYIO 3(-
¢exkTuBHOCTH ¢ aHTaroHucTamMu BuTammHa K (ABK), HO
MEHBIINI PUCK BHYTPUUYEPEITHOTO KPOBOUITUSIHUS [528].

3akpreiTie ymka JIIT MoxeT paccMaTpuBaThCs y Ma-
mreHToB ¢ CH 1 ®I1, y KOTOPHIX €CTh ITPOTUBOIIOKA3a-
HUS K TIepOpaIbHBIM aHTUKOATYJISTHTaAM, XOTsI JaHHBIC
PKW He BKIIIOYAJIM MALIMEHTOB C MPOTHMBOIIOKA3aHUSIMU
K TIepopaIbHBIM aHTUKoAaryiIstHTaM [529, 530].

Kontposms YCC

Hannple oTHOCHUTEeNbHO KOoHTpoust YCC He SIBISI-
IOTCSI OKOHUYATeNbHBIMU s manueHToB ¢ @I1 m CH.
Crpaternio Msarkoro KoHtpoas YCC, ompenensieMyro
YCC B nokoe <110 ya./MuH, cpaBHUBAJIA CO CTPaTETH-
et crpororo koHtponst YCC, omnpenensgemoit HCC <80
ya./MuH B okoe 1 <110 ya./MUH BO BpeMsI yMepEeHHBIX
TpeHrpoBoK, B RACE Il u B 00bemMHEHHOM aHaM3e
RACE u AFFIRM [152, 531]. UcciienoBanusT He BBIS-
BWJIN Pa3IN4dil B pe3yIbraTax MEXIy OBYMSI CTpaTeTH-
avu. Ogaako Toibpko 10% naumenTtos B RACE I1 u 17%
MMAIIMEHTOB B OOBEIMHCHHOM aHaJIN3¢ MMEIN B aHaAM-
He3de rocnutanu3anuio no nosoxy CH wanm II-111 ®K
nmo NYHA, coorBercTBeHHO [152, 531]. Bonee BhicoKas
YCC cBs3aHa ¢ XyOIIMU pe3yIbTaTaMy B HAOIIOIATETb-
HBIX ucclienoBaHugx [532, 533]. TakuM obpa3om, MsT-
kuit KoHTpob YCC sgBisteTcs mprueMIIeMbIM HadaTbHBIM
ITOAXOIOM, OTHAKO JIeUYCHHE HAIIpaBJICHO Ha OoJiee HU3-
kyio YCC B ciayyae CTOMKHMX CUMIITOMOB WM CEpHCU-
HOM OUCGYHKINU, BEPOSITHO CBI3aHHOM C TaXUKapauei
(manmpumep, KMII, BeI3BaHHas TaxukKapaueit) [7, 534].

Bb mMoxHO ncnonb3oBath 119 KoHTpoasa YCC y ma-
meHToB ¢ CHH®B nin CHyn®B u3-3a ux ycraHOB-
JIEHHO# 0€30IacHOCTU y 3TUX MauueHToB (cM. Paznen
5.3.2) |7, 534, 535]. INTOKCUH WJIN TUTUTOKCUH MOXHO
paccmatpuBath, Korga YCC ocraeTcst BEICOKOM, HECMOT-
ps Ha bb, unu xorma BB mpoTuBomoka3aHbl MM HE
nepenocsitesa [151, 493, 536]. Takum oOpa3oM, MX Tak-
e MOXHO paccMmaTpuBaTh Kak anbTepHaTuBy bb. /s
manreHToB ¢ IV ®K mo NYHA n/unn remommHamMu-
YeCKO¥ HeCTaOMJIBHOCTHIO B/B BBEICHUE aMHOIApOHA
MOKET OBITh PACCMOTPEHO IJISI CHIDKCHUSI YACTOTHI CO-
KpameHunii xeaynoukoB [537]. B orHomenuun CHc®B
HEIOCTaTOYHO TOKAa3aTeIbCTB, IEMOHCTPUPYIOMINX 3(D-
(GEeKTUBHOCTh KaKOro-aumbo mpenapara. B uccnemoBa-
Huu RATE-AF nurokcuH cpaBHMBAJICS ¢ OMCOIIPOJIO-
JIOM Y MaIlMeHTOB ¢ Iepcuctupymommeit ®I1 u cummro-
mamu Ha ypoBHe II-1V ®K o NYHA. Ilo cpaBHeHUIO
¢ OMCOIIPOJIOJIOM, TUTOKCHH OKAa3bIBajJl TAKOE XKE BIIH-
auue Ha K2K uyepe3 6 mec. (mepBUYHAsi KOHEYHAsI TOY-
Ka) u ayuinuit appexkr Ha DK EHRA u NYHA [536].

Tomnbko y 19% nanumentos @B JIK 6bu1a <50%, Tak 4to
OOJIBITMHCTBO MAIIMEHTOB MOXHO CUMTATh MMEIOIIUMU
CHyu®B i CHc®B [536].

Abnauuio AB-y31a MOXHO paccMaTpuBaTh y Ialy-
€HTOB C IIOXMM KOHTPOJIEM KEIYZOYKOBOTO PHTMA,
HecMmoTps Ha MT, He momxozsinee ISt KOHTPOJIS PUT-
Ma ¢ TIOMOIIILIO KaTeTepHOM abIalliy, WIN Y MallMeHTOB
¢ OMBEHTPUKYJIAPHOM cTuMyssaumeii [7, 538-540].

KonTtpoan purma

CpoyuHast 3IIeKTpruIecKast KapauoBepCcus peKOMEH-
JIyeTcst B ycioBusix octporo yxyamenuss CH y nmanuen-
TOB C YYAIICHHBIM XEJTyIOYKOBBIM PUTMOM M TeMOIM-
HaMWYECKON HEeCTAOMILHOCTBIO ITOCJIE PACCMOTPEHHS
pucka TpoMboaMoOoamn. KapmrnoBepcrio TakKe CiemyeT
paccMaTpuBaTh IJIs YIYYIICHHWS CHUMIITOMOB Y TaIlu-
€HTOB C MEePCUCTUpYIOIIe 1 cumnToMaTtndeckoit MII,
HECMOTpPS Ha ONTUMAaJbHOE (hapMaKOJIOTHMYECKOE JIe-
yeHHe. Y IMAlMEeHTOB, HE IOJYYAIOIMMNX XPOHUIECKYIO
Tepaluio IepopabHBIMIA aHTUKOATYJISTHTAMU, W C Ha-
gajgom PIT >48 4, mepen KapamoBepcueil He0OXOIUMO
KaK MUHUMYM 3 Hell. TeparneBTUISCKO aHTUKOATYJISTHT-
Hoit Tepanmu win upecrmineBogHoi OxoKI [7]. Korma
MPEOITOYTUTEIbHA (hapMaKOJIOTUYECKasT KaparuoBepCHsl,
aHTHAPUTMHUUYCCKIE TIperaparsl (T.e. mponadeHoH, ¢ie-
KanmHUI, IPOHETapOH) CBSI3aHBI C XYNIIMMHU MCXOMaMU
npu CHH®B [186, 534, 541-544]. AMuozapoH MOXeT
nomoub nomnepxuBath CP y manmuentoB ¢ CH mocie
KapaouoBepcu [545, 546].

HccnemoBanus, BKiodatolue mnanueHToB ¢ CH
¥ cpaBHUBawIne crparerud KoHTpojss YCC m KoHT-
pOJIST pUTMa C MOCACTHUMM, OCHOBAHHBIMHA Ha aHTHU-
ApUTMHUYECKUX ITIperiapaTaxX, He MoKa3alu KaKUxX-JIr0o
MPEUMYIIECTB OTHOI CTPAaTEeTMH 110 CPABHEHUIO C APY-
rumu [547-550]. CoBceM HemaBHO uccienoBanue EAST-
AFNET 4, B KoTOpoe OBLIN BKIIIOUEHBI ITAIIUEHTHI ¢ PaH-
Heit ®@I1, 28,6% ¢ CH, ObL10 OCTaHOBJIEHO Ha paHHEHl
CTaaIuM MocJie MeauaHbl HaOmoneHus 5,1 roma u3-3a 60-
Jiee HI3KOM YacTOTHI MIEPBUYHOIO MCXOMAa CMEPTH, UH-
CYJIbTa WJIM TOCIUTAIN3AlNK 110 oBony yxymmennss CH
wm OKC y nmalmeHTOB, KOTOPHIM OBLUI Ha3HAYEeH paH-
HUM KOHTPOJIb PUTMA, TI0 CPAaBHEHUIO C TeMU, KOTOPHIM
ObUT Ha3Ha4YeH OOBIYHEIN yxox [551]. OmHako MalneHTHI,
Ha3HAYCHHBIC Ha CTPATeTHIO KOHTPOJSI PUTMAa, MMEJIH
6oJiee THIATEIbHOE HAOIIOACHME, YTO MOIJIO ITOBJIUSITH
Ha mx Jgydmwnit ucxon. KarerepHas abmalivst IIpOBOIM-
JIach Y MECHBIIIMHCTBA ITAIlMCHTOB B TPYIIIIC KOHTPOJIS
putma (19,4%) [551].

Karerepnas a6mauus JII1 cpaBauBanack ¢ MT, crpa-
Terreil KOHTPOJISl YaCTOThI WK pUTMa y 363 mauueHTOB
¢ TepCcUCTUpyoIe mian napokcusmanbHoit ®I1, OB
JIXK <35% u umiaHTupoBaHHBbIM ycTpoiictBoM (K]
wm CPT-I), BkmoueHHBIX B ncciaenopanne CASTLE-
AF [552]. TlepBuuHag KoHeYHasI TOYKa CMEPTU OT BCEX
MPUINH WX TocTMTanm3aunii mo nosoxy CH mpounso-
IIIJIa Y MEHBIIIETO KOJIMIECTBA ITAIlMEHTOB B TPYIIIIE a0ja-
LMK 1o cpaBHeHuIo ¢ rpymnoit MT, 51 matuent (28,5%)
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vs 82 (44,6%) (otHomenue puckos (OP) 0,62; 95% nose-
purenbHbIit uATepBan (M) 0,43-0,87; P=0,007]. Takxke
Ipyrue KOHEUYHBIC TOUYKH, CMEPTh OT BCEX NMPUYMUH WA
cMepth ot CC3 i yxynmenne CH, ObuIi CHIKEHBI U3~
3a KaTeTepHoi abmaumu [552]. DTo ucciaemoBaHue mpea-
IoJjlaraeT, 4To KaTeTepHasl a0jamus MOXET VIyJIIUTb
nporHo3 y nmanuentoB ¢ CHH®B. Tem He MeHee B Hero
ObUTa BKJIIOUEHA TIIATEIILHO OTOOpaHHAS TOITYJISIIINS,
363 u3 3013 maumeHTOB, KOTOpbIE HE OBIIM OCJEIIE-
HbI, UMEJIU TIEPEKPECTHI MEXY NBYMSI CTPATETUSIMU Jie-
YeHUs M IMCJI0 HAOIIOMACMBIX COOBITHII OBUIO HU3KUM:
24 (13,4%) vs 46 (25,0%) cMmeprteit oT Bcex IpuuuH U 37
(20,7%) vs 66 (35,9%) rocnmranusaumii mo mosoxy CH
B rpymiIie abnauny 1 rpymmne MT, cooTBeTcTBeHHO [552].

HUccnenoBanme CABANA ObUIO OTKPBITHIM MHOTO-
HeHTpoBbiM PKWM, MHULMMpPOBAHHBIM HCCIEIOBATE-
JIIMHU, B KOTOPOM TpUHsIIM ydactue 2204 manmeHTa
¢ cumrromarnaeckoid PI1. B mccaenoBanum He yaaaoch
IMoKa3aTh IpeumyiiecTBa crparernu abiamum PII 1o
CPaBHCHUIO ¢ MEOUIIMHCKON MOMOIIBIO B OTHOIICHHUU
MNePBUYHON KOMOMHMPOBAHHOM KOHEYHOM TOUYKU —
CMEPTH, WHBATUON3AlINNA, MWHCYJIBTAa, CEPhE3HOTO KPO-
BOTEYEHUS WIN OCTAHOBKU CepAlla B OOLIEH NOMYISLUA
[553]. IIpu ananuse 778 nauuentoB (35%) ¢ cumnToMa-
mu >11 ®K o NYHA, niepBUYHBII McXOI BO3HUK y 34
nanueHToB (9,0%) B rpylie KaTeTepHO# abjaaluu 110
cpaBHeHumio ¢ 49 (12,3%) B rpynne MT (OP 0,64; 95%
AN 0,41-0,99) [554]. OmHako ¥ B 3TOM HCCICIOBAaHUM
KOJIMYECTBO COOBITHIT ObITTO HebombmM, 1 CH onpene-
JISLIaCh TOJILKO HA OCHOBAHMU CUMITOMOB, Y 73% maiu-
€HTOB, IIpu 3ToM B 79% ciyuaeB @B JIK >50%, 11,7% —
40-49%, coorBercTBeHHO [554]. Kak CASTLE-AF, Tak
n CABANA 1mipogeMOHCTpUPOBaIN BeChbMa 3HAYUTEIb-
HBIN 3¢ GEeKT KaTeTepHOIT abIalliy Ha CUMITTOMBI TallH-
eHTOB [552-554].

B mBa mpyrux ImpoCIeKTMBHBIX MCCICIOBAHUS OBLIN
BKiodeHBI mmanneHTsl ¢ CHH®B n nepcuctupyromei
®I1, xoTophie OBLIM PAaHIOMU3UPOBAHEI IJIST KaTeTep-
Hoit abmamuu wii MT B omHOM MCCIIeTOBaHUU (HMCCIIe-
moBanne AMICA, n=140) s KaTeTepHOU abIalluy WIIN
ammomapoHa B apyroM (mcciemoBanne AATAC, n=203)
[555, 556]. B mepBoM mcciaenoBaHUM HE OBIJIO BBISBIIE-
HO KaKuXx-1160 pasmmunii B mosbimeHnn ®B JIK Mexay
nByMs1 rpynmamu [555]. Bropoe ucnblTaHue mokxasa-
JIO TIPEUMYIIECTBO KaTeTepHOM a0jJallid B OTHOIICHUN
penunuBoB PI1, mepBUIHOM KOHEUYHOI TOYKH, a TaKXKe
CHIDKCHNE YMCIIa He3aIlJIAHMPOBAHHBIX T'OCIIHATAIN3a-
LU 1 cMepTHOCTH [556]. B ommmumne oT ucciaenoBaHus
AMICA [555], vo B cootBeTcTBNM ¢ CASTLE-AF [552],
AATAC TaxKke IpoIeMOHCTPUPOBAJI IIPEUMYIIECTBO Ka-
TeTepHOi abnmanmu B otHomeHun OB JIK [556].

B 3aximoueHNM, HEMOCTATOYHO JOKA3aTEIbCTB B TIOJIh-
3y CTpaTeruy KOHTPOJSI pUTMAa C ITOMOIIBIO aHTUAPUT-
MHWYECKUX TpenapaToB II0 CpaBHEHHIO C KOHTPOJIEM
YCC y maumentoB ¢ CH u ®II [547-551]. Torma xak
pe3yABTaThl 110 JIETAIBHOCTU W TOCIIMTAIN3AIllNN OBLIN

ITIOJTY4€HbI ITPU OTHOCUTCJIBHO HEOOJILIIIOM YUCIIE COOBI-
THI71, HE IMMO3BOJIAIOIINX CACIaTh OKOHYATCJIbHBIE BBIBOIbI
[152, 548-550, 552-554, 557].

PekomMeHpgauum no neyenuio P
y 60nbHbIX ¢ CH

| Pecovenpawm | Knace® | yposews” |

AHTUKOArynsiHTbI

[LnnTensHoe neyveHre nepopanbHbIMK | A
aHTMKOArynsHTaMu pekoMeHAyeTCcs BCeM nauyieHTam

¢ @M, CH n 6annom CHA,DS,-VASC >2 y MyX4uH

nnm 23y XeHLWWMH [7].

HOAK pekomeHnaytoTcsi BMecTo ABK y nauneHToB | A
¢ CH, 3a ncknio4eHneM nauvieHToB ¢ yMepeHHbIM nam

TSKENbIM MUTPasbHbIM CTEHO30M UM MEXaHUYECKUMMN

npoTe3amu kfianaHoB cepaua [528, 558].

[insi npounakTUKM MHCYNbTa y NauMeHToB ¢ PI1 lla B
¢ oueHkoit CHA;DS,-VASC 1 6ann y Myx4unH

1nm 2 6anna y XeHLMH cneslyeT paccMOTPETb

BO3MOXHOCTb AJIMTENBHOMO JIEYEHNS NEPOPaSbHbIMU
aHTMkoarynsHTamu [7, 559].

KoHntponb HCC

BB cnepyeT paccMaTpuBath Ans KPaTKOCPO4YHOrO lla B
1 fLlonrocpoyHoro koHTpons YCC y nauveHTos ¢ CH

n ®n [535].

MpumeHeHne aurokcuHa cneayeT paccMaTpuBarth, lla C

koraa YCC ocTaeTcs BbICOKON, HeCMOTPS Ha BB,

nnwu korga bb npoTtBonoKasaHsb!

nnu He nepeHocsTcs [536].

Kapaunosepcus

CpoyHas AUT pekomeHAyeTCsi Py 0CTPOM yxyaweHun || Cc
CH y naumeHToB ¢ GbICTPbIM XeNya04KOBbIM PUTMOM

1 reMOAVHAMUYECKON HeCTaBUNBHOCTbIO.

Kapanosepcuio MOXHO paccmaTpmBaTh lib B
Y NaLMEHTOB, Y KOTOPbIX CYLLECTBYET CBS3b

mexay @I v yxyaweHnem cumntomoB CH, HecmoTps

Ha ONTUManbHOE MEAVKAMEHTO3HOE nevenne [7, 541].

KatetepHas aGnauus &I

B cnyyasx 4eTKo CBS3N MEXAY NapOKCU3MaNbHO lla B
unv nepcucTupyoleii A n yxyaleHmeM cmnToMoB

CH, KoTopble COXpaHstoTCsi, HecMOTps Ha MT, cnepyeT

pPaccMOTPETb BO3MOXHOCTb KaTETEPHOM abnauum

ons npodunakTukm unu nedeHus A [552-554, 557].

Mpumeyanme: @ — K1acc PeKOMEHAALWN, ® — ypoBeHb 10Ka3aTeNlbHOCTH.

Cokpawenus: ABK — aHTaroHucTbl BuTamuHa K, BB — 6eTa-aapeHo60kaTopsl,
MT — menukameHTosHas Tepanusi, HOAK — HoBble opasibHble aHTUKOAryNsiHTbI,
CH — ceppeyHas HepocTaTodHOCTb, PN — dubpunnaumns npeacepamii, YCC —
4acToTa cepAeyHbIx cokpaLeHnin, SUT — anektpoumnynbcHas Tepanus, CHA,DS,-
VASc — 3acToiiHas cepaeyHasi He[OCTaTOMHOCTb WU NIEBOXENYA0YKOBas AMC-
dyHKUMS, runepTeH3us, Bo3pacT 275 (2 6anna), anabet, UHCynbT (2 6anna) —
cocyaucTas 60ne3Hb, Bo3pacT 65-75 NeT, Non (XKEeHCKui).

12.1.2. XXenyno4koBbie HapyLleHUs puTma

KenynoukoBble apUTMUU MOTYT OBITb OCJIOXKHEHUEM,
a B HEKOTOpHIX ciydasx n mpuunHoit CH. YacTele xe-
JIYJOYKOBBIC 3KCTPACHUCTOJIbI MOT'YT IIPUBECTU K O6]:)aTI/I-
MOt cucToNm4eckoil nucyHKIU. Bo3aMoxHbIe akTo-
PbI MOT'YT BKIIIOYATb JUCCUHXPOHUIO 1 HAPYIICHHNE KaJIb-
ueBoro oomMeHa [560].
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HauanpHoe JeueHUE KETYyIOUYKOBBIX apUTMUIL TIpH
CH momxHO BKIIOYATh KOPPEKIHNIO IMOTCHIIMATBLHBIX
MIPEeIUIUTAHTOB (BKJIIOYAsT HAPYIICHMS SJIEKTPOJIUTHOTO
bajaHca, 0COOCHHO THIIO/TUIIEPKATUEMUIO 1 TIPOAPUT-
MUWYeCKMe TIperapaThl), a Takke ontTuMmmsamnio MT CH.
XoTs HIeMUST MOXET OBITh TPUITEPHBIM (DaKTOPOM, pe-
BaCKyJISIpU3aLMsI He CHIDKACT PHCK KEITyIOUYKOBEIX apUT-
muit [561].

AMmnomapoH 3(pDeKTUBEH TaKKe TS TTOMaBJICHMS JKe-
JIyIOYKOBEIX apuTMuii. OMHAKO OH HE CHIDKAET JacTOTY
BHE3AIMHOI CepAEYHO CMEPTU WM OOIIYI0 CMEPTHOCTb.
I[IpumeHeHNE TpemapaTa MOXET YMEHBIINTH YacTO-
Ty PeIUOUBUPYIOIINX apUTMUN M YIYUIINTh CUMIITOMBI
u pyHkimio JIK, xots ciaenyeT npuHUMaTh BO BHUMaHUE
ero nobouHsle 3¢ ¢ekThl. JApyrue mpermnaparbl 00CyKaa-
oTcd B JIOMOMHUTENBHBIX MaTepuanax, Pasgene 12.1.

PanmmouactoTHast abiaius XKeayoqouYKOBOM SKCTpacH-
CTOJIMM MOXET yIy4iuuTh pyHKumio JIZK 1, BO3MOXHO,
WCXONBl Yy TMAIlMEHTOB C TaXMKapAUOMUOMATHEH, KOT-
Jla KeTyO0YKoBasi SKCTPACHUCTOIMS CIIOCOOCTBYET AUC-
dyukumm JIXK [562]. YcroitunBoe CHIKEHUE UCXOIHOTO
YPOBHSI BHEOUYECPETHOTO COKPAIIICHHS XKeTYyIOIKOB OBLIO
CBSI3aHO ¢ 0oJiee HU3KHUM PHCKOM CEPOCYHOM CMEPTHO-
ctu, TC wm rocrimranu3anun mno mosoxy CH B mocie-
nyromieM [563, 564].

12.1.3. CumnTtomaTnyeckaa Opaaukapavs, naysbl
n AB-6nokapa

IMoka3zaHus K KapaIUOCTUMYJISITOPHOI Teparnn y 1a-
mueHToB ¢ CH He ommMYaioTcst OT MOKa3aHUM K IPYTUM
CC3. CymecTByeT IO0CTaATOYHO JO0KA3aTeIbCTB TOTO, UYTO
ctumynsiuusg IT12K MoxeT oka3biBaTb HEOJIaronpusiT-
HO€ BIMSIHME Ha cucToiandecKyw dyHkouio JI2K, mpu-
BoIsI B mojrocpouHoii nepcrnekruse K CH [565]. I1pu
AB-6mokane wiu MemieHHoit @I, a Takke ¢ CUCTOJN-
yeckoil gucyHKimei, cienyer nMmimantuponats CPT,
a He CTaHTApTHBIN KapaIuoCTUMYIISITOP, 9YTOOBI M30eKaTh
HEOIarOIMPUATHRIX MCXOMOB, KaK MOKAa3aHO B MCCIIEHO-
panun BLOCK-HF (6uBeHTpUKYyISIpHAS CTUMYIISIIINS
npotus I12K npu CH ¢ AB-6;10kanoii) [216]. B mouckax
bosee GU3NOIOTUIHON aJbTepHATUBLI CTUMYISIIM T12K
BCE YaIle IMpuMeHSIeTCS (QU3NOIOTNIeCKasT CTUMYIISIIIHST
[566]. B HepanmomusupoBaHHOM cpaBHeHuM 304 mo-
CJICMOBATEIbHBIX MAIIMEHTOB C 3JICKTPOKAPINOCTUMYJIS-
mueit myuka I'mca m 433 mocienoBaTeTbHBIX TTAIlMEHTOB
¢ anekTpokapauoctumyisiueit [12K B mepBoii rpyrmme
HaOmomanuch MeHbIe rocnuTanu3anuii ¢ CH u TeH-
IEeHINST K CHIXEHMIO cMepTHoCcTH [567]. XoTd 3TOT
METOI SBJISICTCSI MHOTOOOCIIAOIINM, HEOOXOINMBI T0-
IMOJTHUTEIbHBIC JaHHBIC, YTOOBI IIOATBEPIUTH €T0 POJIb.

12.2. XpoHn4eckuint KOpoOHapHbIA CUHAPOM
NUBC gBngercs Hanbojiee pacrpoCcTpaHEHHON MpU-
yrHOit CH B IpOMBIIIUIEHHO Pa3BUTHIX CTPaHAX CO CPEl-
HUM YpOBHEM JIOXOIa M BCE Yallle B CTpaHaX ¢ HU3KUM
ypoBHeM moxoma. Ee ciemyer paccMaTpmBaTh KaK BO3-

MoxxHyto TprmunHy CH y Bcex IalimeHTOB ¢ BIIEPBEIC BhI-
sprneaHoit CH.

HuarHoctrueckoe obciemoBaHme manueHToB ¢ CH
W XpOHWYECKUMU KOpoHapHBIMH cuHIpoMamu (XKC)
ormcaHo B HegaBHMX pekoMeHpauusx ESC mo XKC ot
2019t [5]. MammenToB ¢ CH ciemyer TiaTeIbHO 0OCe-
IOBAaTh TS OLICHKY MPHW3HAKOB W/mim cuMmiToMoB XKC.
PexoMmeHOyOTCS KIMHUYECKUIT M CEMEMHBI aHAMHE3,
¢usukampHOe obcnenoBanne, DKI u BU3yanmsupylomme
TecThl [5]. JJOKyMEHTUpOBaHME UILIEMUM C TTOMOIIBIO He-
WHBA3VWBHBIX M WHBA3WBHBIX TECTOB MOXET OBITH 3aTPYI-
HeHo y manueHToB ¢ CH m3-3a BO3MOXHOI HEIIepeHOCH -
MOCTH (pM3MUECKOM HArpy3Ku 1 3(PHEKTOB MOBBIIIICHHOTO
KOHEYHO-Iuacrtoiamdeckoro nasieHus B JIZK. KopoHapHas
anrnorpacdus wim KT anrmorpadus KoOpoHapHBIX apTe-
pUii MOTYT OBITH BBITTOJIHEHBI JUISI YCTAHOBJIEHUS] HATTUUUS
u creneHn MBC 1 olleHKM MOTEHIIMATBHBIX MOKAa3aHUIA
K peBackyisipu3anmu (cM. Paznen 4.3) [5].

12.21. MT

BB saBnsiorcs ocHoBo# Teparnuy rmanyeHToB ¢ CHHDB
n MBC u3-3a nxX nMporHocTuyeckoil moyb3sl [116-120,
568]. UBaOpaauH TOKEH paccMaTpMBaThCS KAk ajJbrep-
HatBa BB (Korma mpoTHBOIIOKAa3aHO) MW KaK IOITOJ-
HUTEIbHBIIT aHTUAHTUHAJIBHBINA TIperapaT y IMalieHTOB
¢ CP, y xkoropeix YCC >70 yn./mun [139, 569]. Ipyrue
aHTHAHTUHAJIbHEIC TIpenapaThl (HaIpuMep, aMJIOIUIINH,
(enoqunH, HUKOpAHAWII, paHOJIA3WH U IIepOpabHEIC
WIX TpaHCIepMalbHbIe HUTPATH) 3(PGEKTUBHBI IS
JICYEHUS] CUMIITOMOB, XOTS TaHHBbIE 00 UX BJIWSHUMU HA
WCXOObl HENTpanbHBI WJIM OTCYTCTBYIOT [5, 570-574].
TpuMerasunnH, MO-BUAUMOMY, MOXET UMETh aIINUTHAB-
Hble 3¢hdeKTh, Takne Kak yiayuimeHue Gyakuun JIK
¥ TOJICPAHTHOCTH K (DU3MUECKOM HArpy3Ke, y MallMeH-
toB ¢ CHH®B 1 XKC, Kotopsie yxke mpuHuMaioT bb n/
Wi BabpamuH. HUTpaThl KOPOTKOTO AEIICTBHS CllemyeT
C OCTOPOXHOCTBIO IPUMEHSITh y manueHaToB ¢ CH, mo-
CKOJIbKY OHHU BBI3BIBAIOT apTepHATbHYIO THIIOTCH3UIO.
NwrtnaseM 1 BepalaMujl YBEIMIMBAIOT PUCK BO3HUK-
noBenus CH y maumenToB ¢ CHH®B u mpotuBomoka-
3aHHI [578].

AJITOPUTM TIPUMEHEHNST aHTHAHTWHAIBHBIX TIperapa-
toB y TtareHToB ¢ CHH®B nipencrasieH Ha pucyHke 15.

BB, HUTpaThl NPOJIOHTMPOBAHHOIO AEHCTBUS, OJIO-
Katophl KajnbnueBbix KaHaiaoB (BKK), nBabpamnH, pa-
HOJA3WH, TPUMETA3UAWH, HUKOPAHOWI U UX KOMOM-
Hamum ciemyeT paccMmatpuBaTh Ip CHc®B misa xy-
MUPOBAHUS CTEHOKApAWUM, HO 0e3 OXMIAeMOil MOJIb3bI
B oTHomeHnn CH m KopoHapHBIX KOHEYHBIX TOUYECK.

Hwuskas mo3a puBapokcadana (2,5 Mr 2 pasa/cyT.)
He Ho0aBisuia IMPOTHOCTUYECKOM ITOJIB3BI IMallMeHTaM
¢ CHH®B u XKC B uccnemopanuu COMMANDER-
HEF, ouenuBaromem 3¢pGeKTUBHOCTh 1 0€30MaCHOCTD
puBapokcabaHa B CHMXKEHUM pucka cMmeptu, UM unm
nHcynbTa y yyactHukoB ¢ CH n UBC mocne smm3ona
mexkommnieHcaruu CH [579]. B 1o uccnemoBanue OBLIN
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KITMHWYECKWE PEKOMEHZALINNA

TIprMeHeHre aHTMaHTUHAJIBHBIX MpernaparoB y nauueHToB ¢ XKC u CHH®B

bera-anpeH00I0KaTOPBI

(Kimacc I)

CoxpaHeHKe
cumnToMoB XKC

‘

YCC >70 yn./mMmuH
¥ CUHYCOBBI pUTM

v

YCC <70 ya./mMuH u/vmm
GUOPMILISALINS TIPEACE Pt

l

Tpumerazuaux Panonasun
(Knacc 1lb)  ATH (K race 11b)
IIpu otcyTcTBUM
WBa6panux YIIYULICHUSA R Hukopanaun  prpyy  Hutparsi
(Koacc ITa) i (Kuacc I1b) (Komacc Ib)
Denoannmn AMuozapoH
(Knacc 1b) B nace Tib)

Huntuazem (Knacc 111)

Bepanamun (Kimacc 111)

Puc. 15. Anroputm meamnkameHTo3Horo niedeHunst XKC y 6onbHbix ¢ CHHOB.

MpumeyaHue: LBETOBOI KOA, AN KNACCOB PEKOMEHAALMIA: 3ENEHbIV ANS Knacca PEKOMEHAAUMIA |; XenTblin ans knacca pekomengauuu lla; opaHxeBblin gnsa knacca peko-
MeHgaumu lib; kpacHblin Ans knacca pekomengauum |l (4ononHMTENbHYIO MHPOPMaLWIO 0 Knaccax pekoMeHaauuii cMm. B Tabn. 1).
CokpaueHusi: CHHOB — ceppeyHas He[oCTaTOMHOCTb CO CHUXEHHON dpakuyeii Boibpoca, XKC — XpOHUYecKuii KOpoHapHbIii cuHapom, YCC — yacToTa cepieyHbix

COKpALLEHWIA.

BKiIoUeHB! TTanueHTel ¢ CHH®B 1 HemaBHUM »1M30-
mom yxyamenust CH, mpousomenmum B TeueHHe 21
ITHS ¢ MOMEHTA BKJIIOUCHUS. DT MALIMCHTHI TTOIBEPXKe-
HBI BBICOKOMY PHCKY cOOBITHI, cBI3aHHBIX ¢ CH, 1 oHNI
OBLJIM OCHOBHOM NMPUUYMHON CMEPTU U TOCHUTATIU3aALUA
B MCCJIENOBAaHNU. PuBapokcabaH He OKa3bIBaJl BIMSHUS
Ha 5TH sIBJieHUs. HampoTus, B HempenBapUTEIbHO 3a-
TaHHOM aHanm3e moarpyrnn ucciaemoBanuss COMPASS
HU3Kas 1032 puBapoKcabaHa B COYCTAHUM C aCIMpPHU-
HOM acCOIMMPOBajach CO CHIIKCHWEM YacTOTHI HIIe-
MUYeCKNX coOBITHi ¥y mamueHToB ¢ CH, B ocHOBHOM
¢ CHyu®B wm CHc®B [580]. Ha ocHOBaHUM 3THX
MAHHBIX pUBapoKcabaH B HU3KUX J03aX MOXET paccMa-
TpuBaThes y maneaToB ¢ UBC (uau 3aboeBaHnEM IIie-
pudepnueckux aprepuit) u CH, ®B JIK >40% u CP,
IIPpY BBICOKOM PHCKE WHCYJIBTa M HU3KOM TeMOopparmie-
CKOM pUICKE.

12.2.2. PeBackyngapu3sauus Mmmokapaa
JanHbBIE O TIOTB3€ pEeBACKYISIpM3AllMd MUOKapaa
y 60spHBIX ¢ CH orpaHndJeHsI.

STICH cpaBHUI a0pTOKOPOHAPHOE IITYHTUPOBAHMUE
(AKII) ¢ MT y naumentoB ¢ UbC, mommatommmxcs Jie-
yeranio AKII, u co cHmkeHHO# dynkumeir JIZK (PB
<35%). Ilpu MeauaHe HaOMOOEHUS 56 Mec. He ObLIO
BBISIBJICHO CYIISCTBEHHOM pPA3HUIIBI MEXIY TPYIIIOM
AKII u rpynnoiit MT B yacToTe JIeTAIbHOCTHU MO 1000
MPUYNHE, YTO SIBIISICTCS OCHOBHBIM MCXOIOM HMCCIICHO-
Banud [89]. PacmmpeHHEIN OTYET O MOCIEAYIOIMEeM Ha-
OJIONCHUH TI0KAa3aJl 3HAYMTEIbHOE CHIKEHHE CMEpPTHU
B rpynne AKIII mo cpaBHeHUIO ¢ KOHTPOJILHOM Ipymnnoi
(58,9% vs 66,1%; OP 0,84; 95% 1AW 0,73-0,97; P=0,02)
B TeueHue 10 mer [581]. Tocnuranm3amus mo cepaed-
HO-COCYIUCTHIM TIPUYMHAM TaKXe OBIJIa 3HAYMTEIHLHO
camkeHa nocie AKII B teyenume 10 netr HaGIIOOEHUS
[581]. Post hoc anamu3 uccnemoBanust STICH moxkasain,
YTO HU XU3HECIOCOOHOCTh MHUOKapma, HM CTeHOKap-
IWsT, HA WIIEMUS He OBLIM CBSI3aHBI C MCXOMaMU ITOCIIE
peBackynsspusauuu [92, 93, 582]. The Heart Failure
Revascularization Trial (HEART) 6bu10 HEmOCTaTOYHBIM,
B HEro OBIJIO BKJIIOYCHO TOJIBKO 138 M3 3aIuraHupoBaH-
HBIX 800 MalMeHTOB, M B HEM HE OBUIO BBISIBJICHO Pa3JIM-
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Benenue narmenToB ¢ CH 1 ogo3peHUeM Ha TSKEJbIi HU3KOITOTOKOBBIN HU3KOrpaaueHTHbI AC?

l

@B JIK <50%

¢

DX0 ¢ 100yTaMUHOM

l

PesepB notoka®

*
Ja
v

Tsoxemnblit
HHU3KOIMOTOKOBBII

¢ f HU3KOrpagueHTHbI AC
eT

T f

Ja
OnrumManbHas
MeIMKAMEHTO3HAS
tepanus (Kmacc I)
>
—>

Ja

1
e y

KiuHuueckue
u OxoKTI kpurepuu®

l

BrIcokmit ypoBeHb

— e
(o

R
Ja
v

Heart Team®
(Knace I)

l

SAVR
(Kuacc Ila)

HiIn

TAVI
(Kunacc Ila)

kanpiusd mo KT

@

Heart Team®
(Knace I)

l

SAVR
(Kumacc Ila)

Hab6monenue

Hin

TAVI
(Knacc Ila)

Puc. 16. BegeHue naumeHToB ¢ TsxenbiM HU3konotokosbiM AC 1 CH.

Mpumeuanne: @ — nnowaab knanaHa <1 cm2, Mrkosast ckopocTb <4,0 M/, cpeaHuii rpaaueHT <40; uHaekc yaapHoro o6bema <35 mn/m2, ® — sospact >70 net, Tunuy-
Hble CUMNTOMBI 6e3 Apyrix 06LACHEHMIA, rnepTpodus JIK nnm cHxeHne NpoaonLHoi GpyHkuum JIX, cpeaHnii rpaguent 30-40 MM pT.cT., nnowwaae knanaa <0,8 cm2,
WHAEKC yAapHOro o6bema <35 MA/M2, oLeHeHHbI MeTofamu, OTANYHLIMI OT CTaHAAPTHOI gonnaeporpadun, © — peseps NOTOKa ONPeAenseTcs Kak yBelnyeHne MHaeK-
ca ymapHoro o6bema >20%, 9 — AC o4eHb BEposTeH, ecn nokasatens kanbums >3000 y MyxdunH n >1600 y xeHwmH. AC BEpOsITEH, eCnv nokasaTtenb kanbuya >2000
y MyX4iH 1 21200 y xeHiwmH, AC ManoBeposTeH, eCm nokasatenb kanbums <1600 y MyxuuH 1 <800 y XeHLmH, © — yBennyeHmre naowaam knanaqa ao >1,0 cM? B 0TBeT Ha
yBennyeHne noToka (peseps NoToka) BO BpeMs axo aobyTamunHa. f — ysennyenne cpeaHero rpaaueHTa no kpaiHeii mepe o 40 MM pT.cT. 6e3 3HAaYUTeNLHOrO 3MEHEHNS
M/IoLWaaM KnanaHa B OTBET Ha yBeMYeHMe NoToka (pe3eps NoToka) Bo BpeMst axo aobytaMuHa, ¢ — SAVR pekoMeHayeTcs nauyeHTam B BO3pacTe A0 75 NET v C HUSKUM
XUPYPruyeckum puckom (no wkane STS-PROM nnn EuroSCORE Il <4%), Toraa kak TAVI pekoMeHyeTCst naLuveHTam B BO3pacTe cTaplue 75 neT unm ¢ BbiCokum/3anpe-
LAoLLMM XMpypruyecknm puckoM (no wkane STS-PROM wnnm EuroSCORE Il >8%). Bo Bcex ocTanbHbix cnyyasx Beibop mexay TAVI n SAVR pekomeHayeTcs NpuHMMaTh
kapauonoruyeckoii 6purage (Heart Team), B3BelIMBasi BCe 3a U NPOTMB Kax Ao MpoLeaypbl B COOTBETCTBUM C BO3PACTOM, OXMAAEMOW MPOAOIKUTENIBHOCTBIO XU3HU,
VHAMBUAYANbHBIMU NPEANOYTEHVNSIMUN NALMEHTa 1 0COOEHHOCTSAIMM, BKIKOUAS KIMHUYECKUE M aHAaTOMUYECKUE acnekTsl. LIBETOBOW koA AN151 KNaCCOB PEKOMEHAALMIA: 3ene-
HbI NS Knacca pekoMenaauumin I; XenToli ons knacca pekomerngauum lla (2ononHuTensHyio nHGopMaLmio o kiaccax pekoMeHaauUmii cm. B Tabn. 1).

CokpaueHusi: AC — aopTarnbHblii cTeHo3, KT — komrnbioTepHas Tomorpadus, JIK — nesbliii xenynodek, CH — cepaeyHas HepoctatodHocTb, @B — dpakums BeiGpoca,
9xoKI™ — axokapauorpadus, EuroSCORE Il — EBponeiickas cMCTeMa OLEHKM pyUcka CepAeyHO-cocyamcTbix 3abonesanuii I, SAVR — xupypruyeckas 3aMeHa aopTanbHOro
knanaHa, STS-PROM — lMporHo3upyemblii pUck CMEPTHOCTK MO 3akntoyeHnio ObuiecTBa TopakanbHbIX Xupypros, TAVI — TpaHckaTeTepHasi UMNAaHTaums aopTaibHOro
KnanaHa.

(YKB) ¢ MT y nauimentoB ¢ CHH®B. Tem He MeHee Ha-
60p yuyactHukoB mcciegoannss REVIVED-BCIS2 3a-
BepuieH (ClinicalTrials.gov Identifier: NCT01920048)
[584]. Taxxe Her PKH, cpasuuBaronmmx YKB n AKIII,

YWl B Icxomax Mexnay nmamueHtamu ¢ CH, momygaBmmmu
AKII o MT [583].

B Hacrosiee Bpemst HeT coobmeHuii o PKU, cpas-
HUBAOIINX YPECKOXHOE KOPOHAPHOE BMEIIATEIBCTBO
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nockonbKy Takne PKUM nexkmovamu manyentos ¢ CHH®B.
B omHOM IIpOCTIEKTUBHOM HCCIIEIOBAaHUU peecTpe, B T.U.
4616 malMEeHTOB C MHOTOCOCYIMCTBIM IOpPaxKeHUEM
n CHu®B, comocTaBiieHue 10 TToKa3aTesIio Ipenpacio-
JIOKEHHOCTH TT0KA3aJI0 CXOXYIO BBDKMBAeMOCTD (Cpel-
HU Tiepron HabmoneHus 2,9 roga) B rpynme YKB 1o
cpaBHeHuto ¢ AKIII, rme YKB cBsizaHbl ¢ Oojiee BhICO-
kuM puckoM MM, ocoOGeHHO y MaleHTOB C HEIMOJIHOMI
peBackynsipuzanueii, a AKII accormmpoBaHo ¢ 6osee
BBICOKMM PUCKOM MHCYNIBTa [585]. AHanu3 cormocTaBiie-
HUSI TIPEAPaCIIONOXEHHOCTH IToKa3al 3HAYUTEILHO 00-
JIee HU3KMiT pUCK CMEPTH WJIH CEPhE3HBIX CEPICTHO-CO-
CYOUCTBIX cOOBITHI y manmeHToB ¢ CJI, mucdyHKimeit
JIZK 1 MHOTOCOCYIMCTBIM IOpaXXeHWEM IIPU JCUCHUH
AKIII 1o cpaBHenuro ¢ YKB [586]. AKIII acconmmpoBna-
JIOCh ¢ Jiydmum ucxonom, yeM YKB, Takke y maieHTOB
C YMepeHHOI 1M Tsekenoi nuchynkuueii JIZK u mopaxe-
HHEM CTBOJIA WJIM MHOTOCOCYIVICTHIM ITOPakeHHEM KOPO-
HapHBIX apTepuii [587, 588]. JIBa MeTaaHam3a MOATBEP-
mum, ato AKII acconmmpoBaHO ¢ JIyYITAMY UCXOOAMH,
BKJTIOYAs CMEPTHOCTh, UM 1 TIOBTOPHYIO PEBAaCKYJISIPH-
3auuio, mo cpaBHeHuio ¢ YKB u/mwm MT [589, 590].

PekomeHaauuu no pesackynapusauum Mmokapaa
y 60nbHbIX CHHOB

m

AKLLI cnepyeT paccmaTpmBaTh Kak cTpaTermio
peBackynspu3aLmm nepeoro BeIGopa y NaLmneHToB,
NOAXOAALLMX A1 XMPYPrMYecKoro BMeLaTenbecTaa,
0COBEHHO NPy HaNM4Mn y HUX anaberta v npu
MHOrOCOCyAuCcTOM nopaxexun [581, 587, 588, 590].

KopoHapHyto peBackynspusaumio cnegyet paccmatpyears  lla C
s 06neryeHusi NepPCUCTUPYIOLLIVX CYMITOMOB

CTEHOKapamm (M CTEHOKAPMN, SKBUBANIEHTHOM)

y naumeHToB ¢ CHH®B, XKC 1 kopoHapHOii aHaToMUE,

NOAXoAsLLEN A1 peBackynspu3aumm, HecMoTpst Ha OMT,

BKJTIOHAIOLLIYIO aHTVaHI MHasbHbIE Npenaparbl.

Kangmparam Ha nJDXK, Hyxpaowmmes lla ©
B PEBaCcKynspu3aL/Mm KOpoHapHbIx apTepuin, cnepyet
o BO3MOXHOCTY n3beratb AKLL.

KopoHapHas pesackynsipusaums MoXeT Iib C
paccMaTpuBaTbCs Kak ynyylleHne NCXO0B

y nauyeHToB ¢ CHHOB, XKC 1 kopoHapHOI aHaTOMWE,

noaxoasLueii Ans peeackynspusaumm, nocne

TLWATENbHON OLEHKM MHAMBUAYANbHOTO COOTHOLLEHMS

puvcka 1 nonb3bl, BKIOYas KOPOHAPHYIO aHAaTOMWIO

(T.€. NpoKCUManbHbI CTeH03 >90% KpynHbIX

COCY[0B, CTEHO3 NEBOW MMABHOW UMW MPOKCUMaNbHON

MMXA), conyTcTByioLMe 3a601eBaHUs, OXMOAEMYI0
NPOAOMXNUTENBHOCTb XWU3HU N NEPCNEKTVBbLI NaLneHTa.

YKB MOXHO paccmaTtpuBaTh Kak ankTepHaTuBy Ilb C
AKLLl Ha OCHOBaHWV OLLEHKV KapAMONornieckon

6purabl C y4eTOM aHaTOMUU KOPOHAPHbIX apTEPUA,

CONyTCTBYIOLLMX 3260NEBAHNIA U XMPYPrMYECKOr0 prcKa.

Mpumeuanne: @ — knacc pekoMeHaaumii, ® — ypoBeHb A0Ka3aTeNbHOCTH.
Cokpauwienusa: AKLL — kopoHapHoe wWwyHTMpoBaHue, WK — WCKYCCTBEHHbI
neBblii xenynoyek, OMT — onTumanbHas meaukameHTo3Has Tepanusi, NMIVDKA —
nepepHsis Mexokenyaodkosas aptepusi, CHHOB — cepreyHas He[OCTaTOYHOCTb
CO CHMXEHHOI dpakumein Boibpoca, XKC — XpOHUYECKUIA KOPOHAPHBIA CUHAPOM,
YKB — 4peckoxHOoe KOpoHapHOe BMeLIaTelbCTRO.

12.3. KnanaHHble nopoku cepaua
12.31. AC

AC MoxeT BbI3BaTh MM ycyryouts CH, yBemmum-
Bast noctHarpy3ky JIZK u BwizeiBast I'JIK u pemonenu-
poBanme JIK [591]. Korma cummrombr CH Bo3HHKAIOT
y manueHToB ¢ TskenbiM AC, TIpOorHo3 KpaitHe HeOJa-
ronpusiteH. Hukakasg MT nipu AC He MOXET yIydIIUTh
ucxonel. OmHAKO, KoHcepBaTuBHOE JieueHne CH cie-
IyeT Ha3HadaThb BceM mammeHTaMm ¢ CH ¢ cuMOToMHBIM
TskenmsIM AC. CremyeT coOmomaTh OCTOPOXHOCTD TP
WCITOJIb30BAaHUH COCYIOPACIIUPSIONINX CPEICTB (Ba3o-
IUJIATaTOPOB), YTOOBI M30€XAaTh TUITOTCH3UH. BaxHo oT-
METHUTb, YTO BO3MOXKHOE YIyUIIIeHNE CUMIITOMOB IOCIIE
Havama MT He IOKHO 3amepXXrBaTh OIICPaTUBHOE BME-
IIaTETbCTBO.

[1pu Tomo3peHNM Ha CUMITTOMATHYCCKHIT 1 TSIKEIBIN
BeICOKOTpanneHTHBII AC (TUIOIIagb OTBEPCTUSI A0PTaThb-
Horo Kj1anaHa <1 cM?, cpeqHuit rpagueHT >40 MM PT.CT.)
nepen orneparuBHOM BMelnateabcTBOM Ha AK HeoOxo-
JAMO UCKJIIOYUTh U YCTPAHUTH APYTHAE MPUYUHBI BBICO-
KOCKOpPOCTHOTO TOTOKa Ha KjallaHe (HalpuMep, aHe-
MUIO, THPEOTOKCHKO3, apTEPUOBEHO3HBIC IITYHTHI) [592].
BwmemnatebcTBO Ha aOpPTaIbHOM KJIallaHE PEeKOMEHIY-
ercqa manueHTaMm ¢ cumiromamu CH 1 TsoKeTbIM, BBICO-
korpamneHTHBIM AC, He3aBucumo ot MB JIK. Benenue
MAIMeHTOB ¢ HU3KOIMOTOKOBEIM HU3KOTpagueHTHBIM AC
MpeacTaBIeHO Ha pucyHke 16 [592].

BMmemaTenbCTBO peKOMEHIyeTCs TTalieHTaM ¢ OXH-
JaeMOM TIPONOJKUTEIFHOCTHIO XXM3HA > 1 Toma Bo n3be-
XaH1e 0eCIoIe3HOCTH. BBITo ToKa3aHo, 9To TpaHCKaTe-
TepHas MMIUTaHTALMs aopTajabHoro KiamnaHa (TAVI) He
YCTYIIaeT XAPYPTrUICCKON 3aMeHEe aOpPTAIbHOTO KJIarlaHa
(SAVR) B CHIKCHUH KIWHUYECKHMX COOBITHII (BKITIOUAS
CMEPTHOCTb ¥ WHBAIMOU3UPYIOMWN WHCYIILT) Y ITallM-
€HTOB C BBICOKMM U IIPOMEXKYTOUHBEIM PUCKOM XHPYP-
ruyeckoro BMelnaTenbcTBa [593-600]. ¥V manueHTOB
C HU3KUM pUCKOM cpenHuii Bo3pacT B PKUM, cpaBHuBa-
rormmx TAVI u SAVR, coctasisut >70 neT, a mepuond Ha-
OmoneHus OB orpaHWYeH 2 rogaMu. TakuM obOpa3oM,
SAVR pexomeHnmyeTcsT mallieHTaM B Bo3pacTe 10 75 JeT
W C HU3KUM XUPYPTHICCKUM PHUCKOM (omeHKa STS-
PROM wunu EuroSCORE 11 <4%), torma kak TAVI pe-
KOMEHIyeTcs MMaleHTaM B Bo3pacTe >75 JieT WIH ¢ BhI-
COKMM/3aIIpeIaoInM XUPypruaeckuM puckom (STS-
PROM wunu EuroSCORE 11 >8%). Bo Bcex ocTaabHbIX
ciydastx BeI0oop Mexny TAVI m SAVR momkeH mematbes
KapIMoJIOTMIeCKOM OpUTramoii, B3BEIIMBast BCe 32 M IIPO-
THB KaXIOi IPOIECAYPH B COOTBETCTBHU C BO3PACTOM,
OXHUIAEMOI TIPONOJLKUTEIIFHOCTBIO XKU3HU, WHINBUIY-
aJTbHBIMH TIPEATOYTCHUSIMY TTAIleHTa U IPYTUMH OCO-
OCHHOCTSIMH, BKJTIOYAsT KIIMHUICCKIE 1 aHATOMIUICCKIE
acIleKTHl. BMmematenbcTBa Ha aopTalbHOM KJiamaHe
IOJKHBI BBITIOJTHSITECS TOJBKO B IICHTpaX, IIe MMEIOT-
csl CIIyXOBI KaK MHTePBCHIIMOHHONW KapIMOJIOTHU, TaK
¥ KapINOXUPYPIUU, a TAKXKe CTPYKTYPHPOBAHHBINA TTOMI-
XOII COBMECTHOI KapaOJIOTUIECKOI OpUTaIBI.
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BannmonHast aopTajabHasl BaJIbBYJIOIIACTHKA MOXET
OBITH PAaCCMOTPEHA Yy BEICOKOCMMIITOMHBIX MAIIMCHTOB
¢ OCH (t.e. KaponoTreHHBIM IIIOKOM) B KaueCTBE MOCTa
Kk TAVI unn SAVR, mnu nipu nporpeccupyomeit CH
B Ka4yecTBe "MOCTA" K BOCCTAHOBJICHUIO YUIM TIepE IIPH-
MEHEHHUEM YCTPOICTB MEXaHWUECKOM ITOMIEePKKHA KPO-
BOOOpaIleHNS.

12.3.2. AopTanbHasi He4OCTaTOYHOCTb

Tsxenast aopTajibHast HegoctaTodHOCTh (AH) mMoxer
TIPUBECTH K Tporpeccupyromei nrnaranun JI2K ¢ mo-
crenyiomeil ero nucdynkmueitr, CH u HebGmaronpusr-
HBIM IIPOTHO30M.

MT Moxet ynydymuth cuMmntoMbl CH y manmen-
TOB ¢ Tsikenoii AH. B yactHOCTH, MOTYT OBITh TIOJIE3HBI
nuruoutopsl PAAC [601]. Bb cinenyer mcnonab30BaTh
C OCTOPOXHOCTEIO, TIOCKOJIBKY OHH YIUTMHSIIOT THACTOTY
U MOTyT ycyryouts AH.

Onepaunst Ha aOPTAILHOM KJIallaHe peKOMEHIYCTCS
manreHTaM ¢ Tsokenoit AH u cmmmromamu CH Hesa-
Bucumo ot ®B JIXK [592, 602, 603]. B ciay4ae BbICOKO-
ro WIN 3aIlPeTUTEIbHOrO Xupypruueckoro pucka, TAVI
TaKKe UcIonb3yercs s tedennst AH [604].

12.3.3. MutpanbHasi He,OCTaTOYHOCTb

IMepBuyHas (opraHmdeckasi) MUTPAIbHAS HEAOCTATOY-
HOCTh

IlepBuunast MuTpaidbHast HemocTaTodHOCTH (MH)
00ycCJI0BICHA aHOMAJIMSIMI KJIATIAHHOTO aIfapaTta U Mo-
XeT ObITh TprunHoit CH.

XUpypTrudecKoe BMEIIATEIbCTBO, MPEATIOUYTUTEIHHO
IUTACTUKA, PEKOMEHIYETCS IMAaleHTaM C TSKEJIOM Tep-
BmyHoit MH n cummiromamu CH. Ecnm onepanysg mpo-
THBOIIOKA3aHa WUIM CYMUTACTCS CBSI3aHHOII ¢ BBICOKMM
PHMCKOM, MOXHO pacCMOTPETh BO3MOXHOCTh UYPECKOXK-
HOM rutactuku [592, 605].

Bropuunas (pyakmuonanabnas) MH

Bropumunas MH (BMH) Bo3HuKaeT daie BCero
Bcaenctsum 3aboieBanusa JI2K. Takke MOXeT OBITH BBI-
3BaHa yYBEJIMYCHUEM MHTPAJILHOTO KOJIBIIA M3-3a IHJIaTa-
mu JITT [606]. Ymepennas viau Tsokenass BMH cBasana
C YpEe3BBIYAHO TUIOXWM IIPOTHO30M Y MamnueHToB ¢ CH
[607, 608]. Ouenka stnosornu un tskecti MH moimkHa
IIPOBOINTRCS Ha 3KcnepTHoM OxoKI armapare ¢ npume-
HEHHEeM MYJIBTATIapaMeTPUIeCKOro IoAXona, a B MUaeaie
B CTaOMJIBHOM COCTOSTHUM TAILIMEHTa, MOCJIe ONTUMM3a-
i MT u pecuHXpoHU3UpYIOIIei Tepanuu. I1ocKonbKy
BMH gBnsiercss i[MHaMUYECKUM COCTOSIHUEM, KOJIWYe-
ctBeHHast DxoKI olleHka ¢ Harpy3Koil MOXeT OBITh ITO-
JIe3Ha y MallMeHTOB ¢ yMepeHHbIM BMH mig onenkm
MH kak B TTOKO€, TaK ¥ BO BpeMsI TOSIBIICHUSI CUMIITO-
MOB IIPH BBIIOJHEHUU (U3UIECKOM akTUBHOCTHU [609].
PexoMmennmyeTcst paHHee HampasieHne nanveHToB ¢ CH
W YMepeHHON WM TsoKkenoit MH cnenmmanmctaM MHOTO-
mpoILHON KapaMOJIOTHUYECKOl OpWrambl, BKJIIOYA-
foreii crienmuanuctoB mo CH 11 olleHKH M IUTaHUPO-

BaHUS nedeHus. Kapauomornueckas Opurama JOJDKHA
yOemuThCsI, IIPEXIe BCETO, YTO IMAIlMEHT HAXOMUTCS Ha
oInTUMabHOM JiedeHnH, BKiodast CPT, cormacHo moka-
3aHUAM (puc. 17).

Y mauumenToB ¢ tsaxeasiM BMH 1 CHHOB, TpebOy-
IOLIMX pEeBacCKyJsIpU3aluu, CIenyeT pacCMOTPETh XU-
pypruro MK u AKII. M3oaupoBaHHast onepanus Ha
MK MmoxeT OBITh pacCMOTPEHAa Y CUMITOMATHUYECKUX
ManMeHTOB C TskenbiM TeueHueM BMH, HecmoTps Ha
ONTHUMAJIPHYIO TEPaIllMio M HU3KUM XHPYPTUUECCKUM
puckom [592].

B mByx PKUM, MITRA-FR u COAPT, oueHuBa-
M 3(pPEeKTUBHOCTD UpecKOoXHOM rutactnku MK "kpaii
B Kpaii" B couetannu ¢ OMT 110 cpaBHEHUIO C OTHOI
OMT y cHMIITOMAaTUYECKUX MAIMEHTOB CO CHUKCHHOM
®B JIXK (15-40% B MITRA-FR u 20-50% B COAPT)
u MP oT yMepeHHOIi [0 TSKEJION WM TSKEeI0M cTelle-
HA (3¢ @deKTHUBHAS IUIOIIAOb OTBEPCTHUSI pPEeTyprura-
min (EROA) >20 mm? 8 MITRA-FR u EROA >30 mMm?
B COAPT) [610-612]. B uccnenopanuu MITRA-FR He
yIaJaoch IMoKa3aTh IMOJIb3y OT OINepaTUBHOIO BMeIIa-
TEeJIbCTBA B OTHOIICHUM CMEPTHOCTU OT BCEX MPUUYNH
Wi rocrmTanu3anun mo mosoxy CH gepes 12 mec.
(mepBuuHas xoHewyHas touka; OP 1,16, 95% OU 0,73-
1,84) u uepe3 24 mec. [610, 611]. Hanporus, COAPT
ToKa3ajl 3HAUNTEIbHOE CHIDKCHUE TOCIIMTAIN3AIUH 10
noBony CH uepe3 24 mec. (TTepBUYHasg KOHeYHAsT TOY-
ka; OP 0,53, 95% AU 0,40-0,70) u cMepTHOCTU (BTO-
puuHas xoHeuHas touka; OP 0,62, 95% AU 0,46-0,82)
[612]. Pasnumuusa B oTGOpe IMAaIMEHTOB, COMYTCTBYIOLIAS
MT, OxoKI oueHka, IpoueaypHble BOIIPOCH U Ts-
xKkectb BMH B 3aBUCMMOCTH OT CTeNeHU AuaTalluu
JI2K MoTyT OBITh MPUYMUHON OTAMYAIOIIUXCS PE3Yib-
tatoB ucneitannit MITRA-FR u COAPT [613-615].
TakuM oOpa3oM, UpecKoOXHYI0 TnracTuky MK "kpaii
B Kpait" ciemyeT paccMaTpuBaTh IS YAYYIICHUS MCXO-
IIa TOJIPKO Y TIIATeTbHO OTOOpaHHBIX MAIIMEHTOB, Y KO-
TophIxX coxpaHsaoTcs cuMmnToMmbl (II-IV @K mo NYHA),
HecmoTpsd Ha OMT, ¢ MH oT ymMmepeHHOI 00 TSKenoit
wmm Takenoit crenenn (EROA >30 mm?), Gnaronpusr-
HBbIE aHATOMIYIECCKIE YCIOBUS 1 BBITIOJTHEHUE KPUTEPUCB
priroueHUs B ucciengoBanne COAPT (t.e. ®B JIXK 20-
50%, koneuHo-cucroamyeckuii guamerp JIK <70 mwm,
CHCTOJIMYECKOe JIeTouHOoe maBjiecHue <70 MM PT.CT., OT-
CYTCTBUE YMEPEHHON MIM Tskeaoi aucyHkuuu 1K,
OTCyTCTBHE TsEKenoi TP, oTcyTcTBME TeMOTMHAMMIECKOM
HectabwibHOCTH) (puc. 17) [615, 616].

UpeckoxHag mnactuka MK "kpaif B Kpait" Takxke
MOXET pacCMaTPUBATHCS IS YIYUIICHUS CHUMIITOMOB
y manumeHToB ¢ nporpeccupylomeit CH, tskenoit KMIT
W TSDKETBIMA CUMITTOMaMu, HecMoTpst Ha OMT. ¥V atux
MallMeHTOB TaKXe CJIeMyeT paccMOTpeTh Borpoc o TC
wm nmrutadranmu nJIK [376, 617].

Jpyrue cucreMsl YpecKoxHoI tuiactuku MK, takue
KaK HelpsMas aHHYJIOIJIaCTHKA, TOCTYIHBI IJIs Jede-
Hust BMH. DToT mtogxon nmeer 60jiee KOPOTKYIO KpH-
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Puc. 17. Jleyenve BMP y naumenTos ¢ CHHOB.
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Mpumeyanme: @ — byHKUMOHaNbHLIA knace no NYHA [I-1V, ® — ymepeHHo-Taxenoit uau Taxenoi ctenexn (EROA >30 MM2), © — [onXHbI BbiTh BLINONHEHLI BCE CReay-
towme kputepun: OB JIXK 20-50%, KCP JIK <70 MM, CUCTONNYECKOE JaBNEHUE B NIEr04HON apTepum <70 MM PT.CT., OTCYTCTBME YMEPEHHOW MW TSXENOMR AMCHYHKLMN
NpaBoro Xenynoyka wnv Tsxenoi TP, OTCYTCTBME reMoayHaMmn4eckoi HectabunbHocTv [612]. LiBeToBOI Kog, 4151 KNAacCOB PeKOMEHAALMIA: 3eNeHblit Ans Knacca peko-
MeHzaumu |; XenTolii Ans Knacca pekoMerzaumm lla; opaHxeBbiii s knacca pekomengaumu |1b (LononHUTenbHy0 MHGOpMaLmIo 0 knaccax pekoMeHaaumy cM. B Tabn. 1).
Cokpawyenus: AKLLI — aopTokopoHapHoe WyHT1poBaHue, BMP — BTopuyHas MutpanbHas peryprutauusi, nXK — BcnomoraTtenbHoe YCTPOWMCTBO s IEBOTO XeNynouka,
KCP — KoHeuHO-cucTonnyeckmii paamep, JK — nesblit xenynodek, MK — mutpanbHblii knanad, MH — MutpanbHas HefoctatoyHocTb, MIMK — mMexaHuyeckas nogaepxka
KpoBooGpatLeHns, MT — meankameHTo3Has Tepanvs, OMT — onTumarnbHas MeavkameHTo3Has Tepanus, CH — cepaeyHas HegoctaTodHocTs, CPT — cepaeyHas pecuH-
XPOHM3MpyloLas Tepanus, TP — TpukycnuaansHas peryprutaums, ®B — dpakums Beiopoca, YKB — upeckoxHoe kopoHapHoe BMelLaTenscTBo, EROA — addekTreHas

nnowaap 0TBepcTus perypritaumun, NYHA — Hito-Vopkckas accoumaums cepaua.

BYIO OOy4YeHWSI U MEHBIINE TeXHUYECKHNe TPeOOBaHMS,
yeM upeckoxHas tuiactuka MK "kpait B kpait'", u He uc-
KJTIOYAET Pa3IMYHBIX MPOLEAYP MOCHE €ro BBIITOJIHEHUS.
B mrane6o-koHTpompyemom PKHW, B KoTopoMm TecTH-

POBAJIOCH YCTPOMCTBO I TPAHCKATETEPHOM HEMPSIMOMN

MHTpaJILHOﬁ AHHYJIOIUIACTUKM, IECPBUYHAA KOHCYHAA
TOYKA 3aKyTiovagach B yMeHblleHUu oorema MH ¢ 06-
paraeim JIK u pemonenupoBanuem JIIT gepe3 12 mec.
[618]. danbHeiimue WccaemoOBaHMs MTONTBEPAMIIN 6J1aro-
TPUSITHBIE PE3YJIbTaThl B OTHOIIeHNH 00BhemoB JIIT u pe-
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MonemupoBaHus JIK ¢ TEeHAEHUUWSIMU K YBETUYEHUIO
TecTa ¢ 6-MUH XOAb0OM, a TaKXKe CHMXEHUE YUCia To-
crmimtanusanuii mo nosony CH B meraanaymse IPD [619-
622]. TpaunckarerepHas 3ameHa MK taxxe paccMmarpu-
BaeTcs1 KaK BO3MOXHast ansTepHaTtuBa, HO PKU Bce emie
HegocTaTouHO [623].

BmemarenscTBa Ha MK He pekoMeHIyI0TCSI TTallueH-
TaM C OXXMIaeMOM MPOIOJIKATENIBHOCTRIO XX3HU <1 roma
13-3a OKCTpaKapaIUaIbHBIX COCTOSTHUI [592].

PekomeHpauum no nevyeHmio
KnanaHHbIX NOPOKOB cepaua y 60sbHbix ¢ CH

| Perowengaunn | Knacc® | yposems® |

AopTanbHblil CTEHO3

BmelwatenbCTBO Ha aopTanbHOM KnanaHe, TAVI | B
nnn SAVR, pekomengyetcsa naumeHtam ¢ CH

W TSKESbIM BbICOKOTPAANEHTHbIM a0pTasbHbIM

CTEHO30M A1 CHUXEHWSI CMEPTHOCTU U YyHLLIEHUS

cuMnToMOB [594].

PekomerayeTtcs, 4Tobsl BEIGOP Mexay TAVI n SAVR | Cc
[ienana kapavonoruyeckas 6purafa B COOTBETCTBUM

C UHAMBUAYaNbHBIMU NPELANOYTEHUSMM NaLyeHTa

1 0COBEHHOCTSIMU, BK/IIO4YAsi BO3PACT, XMPYPruieckuin

PUCK, KNMHWNYECKME, aHaTOMUYECKVME U NPOLLeayPHbIE

acneKTbl, B3BELUMBAS PUCKM U NPENMYLLECTBA KaXA0r0

nopxona [592].

BTopu4Has MUTpanbHas HeJ0CTaTO4YHOCTb

YpeCKoXHyYI0 NNACTMKY MUTPaNbLHOro KnanaHa "kpan lla B
B Kpaii" cnegyeT pacCMaTpmBaTh Y TLATENIbHO

0TOOPaHHBIX NALMEHTOB CO BTOPMYHOM MH,

He VIMEIOLLMX MOKa3aHWUI K X1PYPryeckomy

BMELLIATENLCTBY M HE HYXAAIOLLMXCS

B PEBACKYNAPM3ALMIN KOPOHAPHDBIX apTEPU,

Y KOTOPbIX COXPAHSOTCS CUMNTOMBI®, HECMOTPS

Ha OMT, 1 KOTOpbIE COOTBETCTBYIOT KpuTEpnam?

LN AOCTUXKEHWS CHXKEHWS YaCTOTbl rocnuTanv3aumin

no nosogy CH [612].

Y naumeHToB ¢ CH, Taxenoi BTopnyHoin MH n UBC, lla C
HYXQIOLLMXCS B PEBACKYNAPU3ALUN, CUMYNbTAHTHAS

onepaumns AKLL n onepaumm Ha MUTpPaNbHOM KnanaHe

[OJXHbI ObITb PACMOTPEHBI.

YpeCcKOXHYI0 NAACTMKY MUTPANbHOMO KNnanaxa "kpan lib Cc
B Kpai" MOXHO paccmaTpueatb ANS yNyyweHns

CYMMTOMOB Y TLLATENbHO OTOBPaHHbIX MaLMEHTOB

C BTOPMYHOM MH, He NoaxoasaLwmx Ans XMpypruyeckoro
BMeLLATENbCTBA U HE HYXAIOLLMXCS B KOPOHAPHOM
peBacKynsipm3aLmm, C BbICOKOM CUMMTOMATUKOW,

HecMoTpst Ha OMT, 11 KOTOpPbIE HE COOTBETCTBYIOT

KPUTEPUSIM LN CHUXEHWS TOCNMTaNM3aLumm no NoBoay

CH [617].

Mpumeuanme: @ — knacc pekoMeHAaLmi, ° — yposeHb nokasaTenbHoCTH, ¢ —
NYHA I-IV ©K, ¢ — nonxHbl 6biTb BEINONHEHB! BCe cneayiowme kputepun: OB JIK
20-50%, KCPJIX <70 MM, CCTONNYECKOE AaBNEHUE B NIEro4Hon aptepum <70 mm
PT.CT., OTCYTCTBME YMEPEHHON WAWN TSXENON NPABOXENYAOYKOBON ANCHYHKLUMM
unu Tsixenoi TP, oTCyTCTBME reMoarHamMuyeckol HectabunbHocTy [612].
CokpaueHusi: AKLL — aopTokopoHapHoe LyHTpoBanue, BC — uiemnyeckas
60ne3Hb cepaua, KCPJIK — KOHEYHO-CUCTONMYECKMIA pa3Mep IEBOT0 XEeNyL0uKa,
MH — mutpanbHas HepoctatodHocTb, OMT — onTumanbHas MeaukamMeHTo3Has
Tepanus, CH — cepaeyHas HefoCTaTOMHOCTb, TP — TpuKycnuanbHas Hepo-
cTato4HocTb, PB JIK — dpakums Boibpoca nesoro xenynoyka, PK — dyHkumo-
HanbHbIA Knacc, TAVI — TpaHckaTeTepHas MMMNaHTauMs aopTasbHOrO knanaHa,
SAVR — xupypruyeckas 3aMeHa aopTaibHOro kianaHa.

12.3.4. TpukycnupanbHas HeAOCTaTOYHOCTb

TH MoxeT OBITH BEI3BaHA WJIN OBITH CJIENCTBUEM OHC-
dynkumn 12K u CH. Jleuenne CH ¢ TH Bximtouaer MT
(T.e. MIMypeTUKH, HEHPOTOPMOHAJIPHEIC AaHTaTOHUCTHI).
B oTmeapHBIX Clydasix MOTYT OBITh PACCMOTPEHBI TPaHC-
KaTeTepHOEe W XUPYprudeckKoe BMeIaTelabcTBO [592].
7151 OLIeHKY ¥ TTAaHMPOBAHUS JICUCHUS CIICTyeT PACCMO-
TPeTh BO3MOXHOCTb CO3MaHUS MYJIBTUINCIUTIIMHAPHOMN
KapaIMoJIOTMIeCKOM OpUTambl, BKITIOYAIOMICH CTICIIHAIIIIC-
toB Mo CH.

Omnepanns Ha TPEXCTBOPYATOM KJIallaHe PEKOMEHIY-
eTcsa maumeHTaM ¢ Tsokenoil TH, KoTopbiM ImpoBomuTCS
KapaIWOXUPpYpTHsI Ha IpyTuX KiamaHax. OmnepaTmBHOE
BMemaTeTbcTBO Ha TK Takke MOXET OBITH paCCMOTPEHO
¥ y IManreHToB ¢ ymMepeHHoit TH n munmataumeit Tpuky-
CIIMOATBLHOTO KOJbIA U Y CUMITOMATHYECKUX TAIllMCH-
TOB ¢ M30JMpPOBaHHOIT Tsexenoit TH mpu onepatuBHOM
JIeUeHNM Ha KJaltaHax cepama cieBa [592]. OmHako xu-
pPypru4eckKoe BMeIIaTeIbCTBO IIpH m3onmpoBanHoit TH
CBSI3aHO C BBICOKOM BHYTPHUOOJIBHUYHON CMEPTHOCTBIO
(8,8%), x0Ts Ha 3TW TaHHBIE MOTJIA TIOBJIUSITh TTO3THSIS
cragust CH [624]. HemaBHO mosIBWIIMCH TpaHCKATeETEP-
HBIC METOIMKHU B KaUyeCTBE IMOTCHIIMAIbLHBIX BApUAHTOB
neuenuss TH. IlpexBaputenbHBIC pe3yIbTaTHl CBUIC-
TEJIBCTBYIOT 00 YIYYIIEHUM TSKECTU M cuMmiiTomMoB TH
C HU3KMM YPOBHEM OCJIOXHeHU [625]. HeobxommMel
IalbHEHIIMe MMPOCTECKTUBHBIC NCCICOIOBAHUS, YTOOBI
T0KAa3aTh IMMPOTHOCTHYECKOE BIUSHIE 3TUX METOIOB JIc-
yeHUs y marmeHToB ¢ CH.

12.4. ApTtepmanbHas runepTeH3us

ApTepuanbHasl TUIIEPTCH3UST SBJISICTCS BEIyIIAM
daxkropom pucka pasputust CH. IToutn gBe Tpetm ma-
nueHToB ¢ CH mMeroT B aHaMHe3¢ apTepHaIbHYIO TH-
neprersuio [104, 626]. Kiuandeckne MCHBITaHUS 10
OlLICHKEC aHTUTUIICPTCH3UBHBIX CTPATeTUM M IIEJIEBBHIX
nokasareneit A/l y manuentoB ¢ CH u rutiepreHsueit He
TIPOBOIMIINCE.

Jleuenne CHH®B onmHAaKOBO y MAIlUEHTOB C apTe-
pUATBbHON TUMNEPTeH3WEH W HOPMOTCH3WBHBIX IAIlU-
eHTOB. PekoMeHayeMble Tpenaparhl, BKJIOUYass Heu-
pPOTrOpMOHAJIbHBIC AHTATOHWCTHI W TUYPETUKU, TAKXKE
cumxamot AJl. Monudukauum obOpasa XU3HU, TaKue
KaK CHIDKCHHWE MacChl Tejla, CHUXEHHUE IoTpebie-
HUSI HATpUs W yBeIW4YcHUE (PU3NMICCKONl aKTMBHOCTH,
SIBJISIIOTCS. TIOJIC3HBIMU IOIIOJIHUTEIBHBIMU MepaMu
[4]. HexoHTpomupyemast TUIIEPTEH3US y MalMEeHTOB
¢ CHu®B BcTpeuaeTcs peako, IMpu YCIOBUM, YTO IIa-
nueHT moiygaer OMT B mosax, peKOMeHIOBaHHBEIX
nng nedyennss CH. Ecam tpebyeTcd manbHeilllee CHU-
xeHne AJl TIpu OTCYTCTBUM IIPU3HAKOB IIEPETPY3KH
XKUIKOCTHIO, aMJIONWIIMH ¥ (DeIomUNUH Oe30MaCHBI
npu CHH®B 1 MoryTt O6LITH paccMoTpeHHI [570, 571].
Hemurnnpornmmpunnaossie BKK (muntmazeMm n Bepama-
MWWJI) W TIpeIaparhl IeHTPATbHOTO NCHCTBHUS, TaKHEe KaK
MOKCOHUIWH, ITPOTUBOMOKA3aHbI, T.K. OHM CBSI3aHBI
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¢ XyammMu ucxomamu [627]. Anbda-610KaTopsl HE BIIK-
10T Ha BEDKMBAEMOCTh U ITO3TOMY He MoKa3aHbI [143].
MX MOXHO MCTIOIB30BaTh IS JICYCHHST COITYTCTBYIOIICi
TUTICPIIA3UM TIPEICTATeIbHOM Xele3bl, HO UX CICOyeT
OTMEHUTb B CITy4YasX TUTIOTCH3HM.

TunepreH3us sBasgeTca Hamboliee BaXXHOM TIpH-
ypHoit CHc®B ¢ pacnpocrpaHeHHOCTBIO OT 60% 10
89% [39]. Mauuentsr ¢ CHc®B Takxke yacTo MMEIOT
MIPEYBEINICHHBIN TUIIEPTCH3UBHBINI OTBET Ha (hU3U-
YeCKYyI0 Harpy3Ky, KOTOPHIM MOXKET HPOSBISITHCS TH-
MMEPTOHUYECKNM OCTPBIM OTEKOM JIeTKMX [628, 629].
AHTUTHUTIEPTEH3UBHBIE TIpenapaThl, BKiodas NAIID,
BPA, bb, BKK u auyperuku, cHmxaimoT 3aboJieBac-
mocts CH [630, 631]. CHmxkenune AJl Takke MPUBOIUT
K perpeccy I'JIK, cTereHb KOTOPOTO 3aBHCHUT OT Kjlacca
ncronb3yeMbix npenapartos [4]. BPA, AII® n BKK BwI-
3bIBaloOT Ooiiee apPpekTuBHyIO perpeccuto [JI2K, yem bb
i qnypetuku [632]. TTinoxo KoHTpoiaupyeMasi TUIIEP-
TEH3USI MOXET CIIPOBOILIMPOBATH SIM30IBI JCKOMIICH-
caruu. [IpymImHBI BTOPMYHOM TUIIEPTCH3NU, TaKe KakK
IMOYEYHBIE COCYIVCTBHIC WM IMapeHXMMAaTO3HEIE 3a00-
JIeBaHUSA, TIEPBUIHBINA aJTbBAIOCTEPOHU3M M CUHIPOM 00-
crpyktuBHOro ammHo3 cHa (COAC), ciaemyeT MCKITIOYUTD
WIN, TIPY TTOATBEPXKICHUHN, PACCMOTPETh BO3MOXHOCTD
JeyeHus1. JleueHne apTepruaIbHOM TUIIEPTCH3UH SIBJISICT-
¢S BaXXHBIM BoripocoM y manueHToB ¢ CHc®B, Ho or-
THMaJIbHas TAKTHKA JIeYeHNS He orpenesicHa. CTpaTerus
nedeHust, ucroiab3yeMast mipu CHuH®B, takke momkHa
yuantbkiBaThesd ipu CHc®B [4].

LleneBrie moka3zarenu AJl He ompeneaeHbl KakK OJsl
CHH®B, tak n 111 CHc®B. TeM He MeHee olleHKa BO3-
pacTa malmeHTa W COITYyTCTBYIOIIMX 3a0ojieBaHUM (Ha-
npumep, CI, XbI1, UBC, mopoka cepaa M WHCYIIBTa)
MOKET OBITh ITOJIE3HO IS TIepCOHATM3AINY IIEIEBOTO
AJl [4]. CnenyeT MpWIOXUTH BCE YCUIIMS IJIST JOCTHU-
KEHHUS MEIeBBIX T03 IIpenapaToB, OCHOBAHHBIX Ha IIO-
Ka3zarenbcTBax, v manueHToB ¢ CHHE®B, HecMoTps Ha
JIETKYIO runoteHsuio [4, 633]. Hanporus, y malmeHTOB
¢ CHc®B c I'NI2K n orpaHM4eHHBIM pe3epBOM ITpeaHa-
IPY3KU CJIeayeT N30eraTh TUIIOTCH3NH.

12.5. MlueMmunyeckuin MHCYNbT

CH u MHCY/IBT 4acTO COCYILECTBYIOT M3-3a COBIIA-
JeHus o0IuX (PaKTOPOB PUCKA M MOCJIECAYIOIIUX Me-
xaHu3MoB [519, 634]. bojee BBICOKMIA PUCK MHCYJBTa
npucyTcTByeT Takke y manueHToB ¢ CH ¢ CP [39, 426,
635-637]. ®II cBA3aHaA C AOIOJHUTEIHLHBIM PUCKOM,
a mauureHTsl ¢ CH u ®I1 uMeoT MITUKPATHO MOBBIIIEH-
HbII PUCK I10 CPABHEHUIO C KOHTPOJIBHON MOMYJIsSILIUei
[519, 634, 638].

Kak BpeMeHHasT TCHICHIINS, YaCTOTa MHCY/IBTA BBIIIIE
B niepBhie 30 mHei mocie moctaHoBKY auarHo3a CH mmm
snu3ona nekomieHcauuun CH M cHMXaeTcs B IepBbie
6 Mec. mmocite octporo coosrtusa [637, 639]. IMaumeHTsI
¢ uHcyasroM 1 CH nmMeroT 6osiee BBICOKYIO CMEPTHOCTb,
0OoJiee TSKEbIA HEBPOJIOTMYEeCKU aeduuuTt u Oolee

IIATEIbHOE TIpeObIBaHNe B OOJNBHUIIE, YeM Y ITaIlieH-
toB 6e3 CH [637, 640]. Touno Tak xe y mamuedTos ¢ CH
¥ WHCYJIETOM CMEPTHOCTD BBIIIIEC, YeM Y ITaIlMeHTOB 0¢3
nHcynbera [640]. B COMMANDER-HF 47,5% wHcynb-
TOB ObLIM 10O MHBanuausupyoinumu (16,5%), nubo
daramsaeiMu (31%) [637].

IMamuenTts ¢ CH u conmyrcrBytomeit ®I1, Bkiogas
napokcusmanbpHylo MII, nMmeroTr He MeHee 1 Gamia 1o
mrkaire CHA,DS,-VASc u, ciemoBaTeIbHO, UMEIOT TIO-
Ka3aHUS K aHTUKOATYISHTHOW Tepamuu. IlokazaHwus
K aHTUTPOMOOTHYECKUM CTpaTerusM y nauueHtos ¢ CH
n CP mportuBopeunBhl. B mcciemoBanum "Bapdapun
¥ aCIMpWH IPpU CHIXCHHOUW (DpaKImu BEIOpOca cepi-
ma" (WARCEF) Bapdapus CHIKaII pUCK UIIEMIIECKOTO
WHCYJIbTA TI0 CPAaBHEHMIO C aCITUPWHOM, HO YBEIMINBAI
YacTOTY OOJBIINX KPOBOTECUYCHUM W HE BIMSUI Ha Iep-
BUYHYIO KOHECYHYIO TOYKY — HIIEMUYCCKUIA WHCYIBT,
BHYTPMMO3TOBOE€ KPOBOU3JIMSIHNE WIN CMePTh [641].
MeTaaHann3bl TTOATBEPXKIAIOT, YTO IMOBHIIICHHBIA PUCK
KPOBOTEUCHHS TICPEBEIINBACT MPOMPIIAKTUKY HUIIICMH-
YeCKOTr0 MHCY/IbTa B IIAe00-KOHTPOIUPYEMBIX MCCIIe-
noBaHusx y nauueHToB ¢ CHH®B u CP [642]. B uc-
crenoBannt COMMANDER-HF puBapokcaban 2,5 mr
2 pasa/cyT. He yaydllaJl KOMOWHUPOBAHHBINA MCXOI
CMEpPTHOCTH OT BceX MpuiIrH, UM miu mHCy/IbTa, a Tak-
XK€ HE OKa3bIBaJ OJIarONPUSITHOTO BIMSHHS HAa CMEpT-
HOCTbB, cBs13aHHYyI0 ¢ CH, miu rocriuranu3anum 1o 1o-
Bomy CH [579]. Her maHHBIX B IOMIEPKKY PYTHHHOM
CTpaTeruy aHTUKOATYJISTHTHOIM Tepallid y ITallieHTOB
¢ CHH®B u CP, y KoTOpbIX B aHaMHe3¢ He ObLIO TTapo-
kcu3MmannbHOM DI, Tem He MeHee HM3KHE O3Bl PUBAPO-
KcabaHa MOTYT OBITb PACCMOTPEHEI Y TTAIIMEHTOB C COITYT-
creytomnM XKC wmimm 3a0o1eBaHneM TeprubepruIecKux
apTepuii, BBICOKMM PHUCKOM WHCYJIBETA M OTCYTCTBHEM
OOJIBIIIOTO TeMopparmdeckoro prucka (cm. Pasmen 12.2).

[MammeHTaM ¢ BUOMMBIM BHYTPUXEIYIOYKOBEIM
TPOMOOM WJIN C BBICOKMM TPOMOOTHYECKHM PHCKOM,
HaIpuMep, ¢ nepudepndeckKoil sM0oImeil B aHaMHe3e,
WM HEKOTOPBIM MalueHTaMm ¢ nepurnopraibHoii KMII
(ITKMIT) wm HM JIK, cnenyet paccMOTPETh BO3MOX-
HOCTb Ha3HAYEHWST aHTUKOATYJISTHTOB [3, 643-645].

13. BHekapauanbHble CONyTCTBYIOLLME
3aboneBaHus
13.1. CaxapHbiii puaber

Jleuenme CH ommuHakoBo y nanueHToB ¢ CJl 1 6e3
Hero [6, 646]. 1 HaoOOpoOT, NIpOTUBOAMAOETUYECKIE
Mpenaparhbl pa3aindyaloTcs M0 CBOEMY IEHCTBUIO Y Mally-
enroB ¢ CH, u npenmnoureHue ciaeayer oTaaBaTh IIpera-
paTaM, KOTOpbIE OOHOBPEMEHHO 0e30macHbl U 3 dek-
THMBHO YMEHBIIAIOT KOJIMYECTBO COOBITUI, CBSI3aHHBIX
¢ CH [6, 646, 647].

Wurnouropsl SGLT2: xanarmmdno3nH, namarmadiio-
3UH, dMOArIU(IO3UH, dpTYIIUGI03MH U coTarudIio-
3UH W3yYaluCh y TMallMeHTOB ¢ ycTaHoBIeHHBIM CC3
B uccienosanuax EMPA-REG OUTCOME u VERTIS-
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CV, ¢ ycranosinenusiM CC3 unm ¢paxTopaMu pHUCKa
CC3 B ucciaenoBanusax CANVAS u DECLARE-TIMI 58
n ¢ puckamu XBIT n CC3 B ucciaegoBanun SCORED,
COOTBETCTBEHHO [293-297]. Y HeOOMBIION YaCTH TallM-
eHTOB B aHaMHe3e Obuta CH. DMmanmdiao3uH 1 KaHa-
IMUOIO3WH CHIDKAIN MEPBUYHYI0 KOMOMHUPOBAHHYIO
KOHEUYHYIO TOYKY OCHOBHBIX CEpICIYHO-COCYIUCTHIX HE-
KeJlaTeJIbHBIX SIBJICHUM, BKIIIOYasl CepIedHO-COCYINC-
TYI0 CMepTh MM HedaTanrbHblii UM, unn HedaTaib-
HBII MHCYJIBT, a TakoKe TocnuTanu3annu 1mo mosoxy CH
B EMPA-REG OUTCOME u CANVAS, coOoTBETCTBEH-
HO [293, 294]. DmmarmmdIIo3nH TakKKe CHIKAI OOIIYIO
I OTHCJIBHO CEPOCYHO-COCYIUCTYIO CMEPTHOCTD [293].
Bnusinne Ha mepBUYHYIO KOHEYHYIO TOUKY OBLIO O0y-
CJIOBJICHO CHIDXECHHMEM YacTOTHI cBsI3aHHEBIX ¢ CH coOBI-
it [293, 294]. B uccnemoannu DECLARE-TIMI 58
manarmu@ao3uH He CHIDKAJI YacTOThI CEpPhe3HBIX Cep-
IIEIHO-COCYINCTRIX COOBITUI, HO CHMXAJl COIYTCTBY-
IOIIYI0 TIEPBUYHYIO KOHEUYHYIO TOUKY 3(P(PEKTUBHOCTH,
Takyto Kak cMepTh oT CC3 wiIM rocnutajam3anuy I1o
moBony CH u rocnimranm3anmu Tojbko 1o mosomy CH
[295]. B uccaenmoBanum VERTIS-CV Hu mepBudHas Ko-
HEYHAasI TOYKAa CEPbEe3HOTO CepACYHO-COCYINCTOTO CO-
OBITHS, HA KJTFOYEeBOM BTOPUYHBII rcxon cMepTt oT CC3
WIN TocTnTanm3anuii mo mosoxy CH He ObUIM 3HAYM-
TEeJIbHO CHIDKEHBI MPU NMPUMEHECHUN 3PTYIIUGhI03MHA,
XOTS HaOIIOMAJIOCh CTATUCTUICCKN 3HAYNMOE CHIDKCHUE
yucia rocnuTanu3anuit mo mopomy CH 1 ITOBTOPHBIX
rocnurtaiausaunii [297, 648]. B SCORED corarudio-
3UH CHMXal cMepTHOCTh 0T CC3 m rocmuTaan3alni
o ooy CH [296]. B MeTtaaHanu3e 3TUX UCCIeN0Ba-
HUI 1 ellle oMHOTO uccienoBaHus y mauueHToB ¢ XbIT
(CREDENCE) B uemom maruoutopsl SGLT2 cHmkanm
yacToTy rocruraan3anuii mo mosogy CH u CC3 na 22%
[649]. Uurubutopsl SGLT2 Xopoilllo IepeHOCUINCH,
XOTSI OHM MOTYT BBI3BIBAaTh T'€HUTAJbHBIC T'PHUOKOBBIC
WHQEKINN KOXHN W, PeIKO, TNA0CTUICCKIA KeTOAIIUI03
[293-295]. PesynbraThl MCIIBITAHWN marmariugIIo3nHa
n smrtanmdo3nHa y manueHToB ¢ CHH®B ¢ CI nmmm
6¢3 Hero u maHroOnTopa SGLT1/2 cotanmdiio3nHa y ma-
mueHToB ¢ CJI 2 tuma, cTabmIM3UpOBaBIINXCS TIOCTIE
TOCIIATATN3aUHN 110 TToBoxy octpoii CH wmim B TeueHUe
3 mHeW Imocje BHIIMMCKHU, TOMOJHUTEIBHO MONTBEpK-
IaloT Ha3HadYeHMe 3TUX IpenaparoB (cMm. Pasmer 5.3.5
u Pazpmen 11.3.11) [108, 109, 136].

EMPA-REG OUTCOME, CANVAS, DECLARE-
TIMI 58 u VERTIS-CV Takke mokasalm CHHUXKCHUE
yXyameHnss (pYHKIUM MOYeK, TCPMUHAJIBHOM CTamuu
IMOYECYHOM HETOCTATOYHOCTU WJIM CMEPTU OT ITOYCTHBIX
MPUWYUH TTPpU IpUMeHeHU nHruonTopoB SGLT2.

OCHOBBIBasICh Ha 3TUX pe3yJbTaTax, MHTHOUTOPHI
SGLT xanarnmudio3nH, gamarmu@iIo3UH, dMITArIn-
¢no3uH, 3pTYyrauGJI03UH WJIM COTArIu(IO3UH pe-
KOMEHAYIOTCSI ST mpemoTrBpamenust cMmeptu ot CH
n CC3 um yxyameHus (QyHKIWH ITOYeK Y IMAIlMCHTOB
¢ CO 2 Tuna n CC3 u/unn dakropamu pucka CC3

unn XBII. Janarnudnao3un u smmarnnao3MH TaK-
Ke MMoKa3aHbl I JiedeHus manueHToB ¢ C 2 tuira
n CHHDB (cMm. Pasgensr 5.3.5 u 11.2.4), a cotarmdiio-
3WH cHMXaeT cMepTHOCTh oT CC3 1 4acToTy ITOBTOP-
HBIX Tocrurtaau3anuii mo mosomy CH y mammeHTOB,
HEIaBHO rOCHUTAIM3UPOBaHHBIX o moBogy CH |6,
296, 646, 647, 650].

CornacHO 00CcepBallMOHHBIM HCCICIOBAHUSAM, MET-
dopMuH cumTaercsa Ge3omacHBEIM y manmeHToB ¢ CH
10 CPaBHECHUIO C WHCYJIMHOM M IIperapaTaMu CyIbdo-
HWIMOYEBUHBI [651, 652]. OmHako OH He PeKOMEHIY-
eTca nmanueHTaMm ¢ paccuetHoit CKP (pCK®) <30 mu/
MuH/1,73 M? UM TIEYEHOYHOI HEOCTATOYHOCTBIO U3-32
pUCKa pa3BUTHSI JJAKTATHOTO anmmo3a. Ha cerogHsiimHmiA
IeHb OH He M3yJaJiCs B MCCIICIOBAHMSIX ¢ KOHTPOJIUpPYe-
MBIM KICXOIOM [6, 646].

YTo KacaeTcs MHTUOUTOPOB AUMNCIITUAVITICIITHIA-
3b1-4 (II1I1-4), TO B OMHOM MCCIICIOBAaHNHI C CAKCATJIUTII-
THHOM Y TTareHToB ¢ CJI 9acToTa rOCIUTAIU3aui 110
nosony CH yBenmuumnace Ha 27% [653]. OgHako mpu
MpUMCHECHNU aJOIMHUIITUHA, CUTAIIUNTHHA W JIMHA-
TIINIITHHA He OBUIO OOHAPY:XKEHO HMKAKMX pPa3IUdMid
0 CpaBHEHWUIO ¢ TJ1anebo B oTHOIIeHUM cobnrtuii CH
[654-656]. BumammnTiH aCCOLIMUPOBAJICS C YBETMYEHU -
eM oobeMa JIK 1 unciieHHO GOBIIMM YMCIIOM CMepTeit
¥ CEePIECUYHO-COCYINCTHIX COOBITHII B HEOOIBIIOM HCCIC-
noBanuu y nauueHTos ¢ CJI u CH [657]. B uenom Biu-
aane narnoutopos JAITI1-4 Ha cMepTHOCTH WM cepaed-
HO-COCYINUCTBIE COOBITUS OBLIO HEUTPaIbHBIM B MCCIIC-
JOBaHUSIX U MeTaaHaau3ax uHruouropos JAITII-4 [658,
659]. Takum 00Opa3oM, 3T IIperapaTbl He PEKOMEHIY-
FOTCS [IUISI YMEHBIIICHUST CEPIEIHO-COCYINCTBIX COOBITHIA
y 6onbHBEIX CJ1 ¢ CH.

ATOHUCTHI pelelITopa IITI0OKarOHOIIOMOOHOTO TICTITH-
nma-1 camxkator puck UM, mHcynera n cmept oT CC3
y maumeHToB ¢ CJI, X0TsI, BepOSITHO, HE CHIDKAIOT YacTO-
Ty Bo3HukHOoBeHUss CH [6, 660]. JIuparntiotun He oKa-
3an 3¢pdekra Ha OB JIK, yckopun UHCC u yBeanami
KOJIMYECTBO CEPhE3HBIX CEPICUYHBIX COOBITHIT B IIIAIC-
60-koHutpompyeMom PKUW y 241 nanuenta ¢ CHu®B
¢ CJl u 6e3 Hero [661]. HelirpasbHble pe3yabraTsl 110
TMePBUIHON KOHEYHOM TOUYKE OBLIHM MOJyYEHBI B APYTOM
uccienoBannu y 300 MaIMeHTOB ¢ YNCICHHBIM YBEIMUC-
HUEM CMEPTHOCTU M TOCTMTaIM3aIuii mo mosoxy CH mo
cpaBHEHMIO ¢ Turanebo [662]. CrneqoBarebHO, AaTOHUCTHI
pelenTopa NIIOKAaroHOMOOOOHOTO MenThaa-1 He peKo-
MeHayioTces 1s npodmrakTuku CH.

Nucynuu HeobxommMm manueHTam ¢ CJ 1 tuma
¥ UIST KOHTPOJISI TUTICPITTMKEMUH Y HEKOTOPHBIX TaIln-
enToB ¢ CJI 2 Tuma, ocobeHHO Korna (PyHKIMS OeTa-
KJIETOK MCTOIIeHA. DTO TOPMOH, YACPXKUBAIOIINNA Ha-
TpHii, U BBICKA3BIBAJINCH OITACEHUSI, YTO OH MOXET yCy-
TyOUTH 3aepXKKy XKNIKOCcTH y 6ombHBIX ¢ CH. OgHako
B PKM, BkimouaBmiem mamueHToB ¢ CJ1 2 tuna, Hapy-
IIEHHO# TOJIEPAHTHOCTHIO K TIIFOKO3€ MJIM HapYIICH-
HOI TIMKeMUeit HaTOIIaK, MHCYJIMH He IMOBHIIIA PUCK
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passutust CH [663]. PerpocniektuBHblil ananmu3 PKU
W aIMUHHUCTPATHBHBIX 0a3 HJaHHBIX aCCOIMUPOBAJICS
¢ HeOJIAroNpUATHBIMU MCXOZAMU IIPU HUCIIOJIh30BaAHNU
nHcynuHa [664, 665]. Ecan maumenty ¢ CH Heobxo-
INM WHCYJIMH, €To CJIeOyeT KOHTPOJHMPOBATh Ha IIpel-
MeT yxymmeHus tedaeHnss CH mocie Havama jgedeHUS.

B HekoTOpBIX aHANIM3aX TIPUMEHEHE TIPETIapaToB CyIb-
(oHMIMOUEBUHBI OBLIIO ACCOLMUPOBAHO C 00JEee BBICO-
KM puckoMm passutusgs CH [666, 667]. CiemnoBaTesbHO,
OHM HE SIBJISIIOTCS TIPEATIOUYTUTEIBHBIM JICUCHUEM Y T1a-
mueHTtoB ¢ CH, u, mmpum HeoOXOMMMOCTH, MAIIMCHTHI
IOJIKHBI HAaXOMWUTHCS IION HaOIIOOeHWEM Ha IIpEeaIMET
yxyminenust Teuennss CH mocie Hauana jgedeHus [6,
646]. TuazoaMAMHAMOHBI (IJIMTA30HbI) BHI3BIBAIOT 3a-
IepXKY HATPHUs M BONBI W MOBBIIICHHBINA PUCK YXYIIIE-
ausg CH u rociuranuzannu [668]. OHM ITpOTUBOIIOKA3a-
HeI TarmeHTam ¢ CH.

PexomeHnpauum no neyenuio CA npu CH

m

WHrnbutopsl SGLT2 (kaHarnndnosuH, nanarnndnosuy, ||
amnarnudNo3unH, apTyrnndno3unH, cotarnndnosnt)
pekomeHaytoTcs nauveHTam ¢ C/l 2 Tuna ¢ puckom
CEpAEYHO-COCYANCTbIX COBLITUI A1 CHUXEHWS

4acToTbl rocnuTanuaaumii no nosogy CH, Taxenbix
CepeyHO-COCYANCTLIX COBLITWIA, TEPMUHANBHO

CTagum NOYEYHON ANCHYHKLMM 1 CEPLEYHO-

cocyaucToin cmepTm [293-297].

MHrmbuTopsl SGLT2 (aanarnndnosut, amnarnudnoamt | | A

1 cotarnMdno3nH) PEKOMEHAYIOTCA NaLMeHTam

¢ CA 2 tvna n CHH®B ans CHMXeHUs 4acToTbl

rocnutanuaaumii no nosogy CH n cmeptn ot CC3

[108, 109, 136].
Mpumeuanue: 2 — Knacc pekoMeHaaLnii, ® — ypoBeHb [10Kka3aTenbHOCTH.
CokpaweHusi: CLl — caxapHblii anabetr, CH — cepheyHasi He[OCTaTOYHOCTb,
CHH®B — cepaeyHas HEA0CTAaTOMHOCTb CO CHUXEHHOM dpakumeli Bbibpoca, CC3 —
cepaevHo-cocyancTbie 3abonesaHust, SGLT2 — HaTPUIA-TIOKO3HbIN KOTPaHCTopTEP
2 Tvna.

13.2. 3aboneBaHus LWUTOBUAHOM Xenesbl

OneHka ¢GyHKIUM IMUTOBUIHOM KeJIe3bl PEKOMEH-
myetcst y Beex mmanueHToB ¢ CH, mMOCKOJIBKY KaK THIIO-,
TaK W TUTIEPTHPEO3 MOTYT BBI3BIBATH WK YCKOpsiTh CH
[669]. CyOKIMHMYECKU TUIOTUPEO3 U U30JIMPOBaH-
HBbIC HU3KWE YPOBHHM TPUHOOTHUPOHMHA OBLIN CBSI3aHBI
¢ 0oJiee TIOXMMH MCXODaMU B 00CEPBAIIMOHHBIX MCCIIE-
nmoBanmsax y nmauuentos ¢ CH [670, 671]. Ilpu nedenun
3a00JIeBaHWIT IMUTOBUIHOM XeJIe3bl HYXHO PYKOBOI-
CTBOBAThCS OOILIMMHU SHIAOKPMHHBIMU PEKOMEHIAllM-
amu. Her PKUH, oueHuBaromux 3¢peKTUBHOCTh 3aMe-
CTUTEJIbHOW Tepanuu IIUTOBUIHOM Xeje3bl Mpu cyo-
KIMHUIECKOM TUIOTUPEO3€, HO eCTh 00Illee MHEHHUE,
YTO (DYHKIINUIO IMUTOBUIHON Kejle3bl ClIeqyeT KOppeK-
THpOBaTh, Korma ypoBeHb TTI >10 MME/n1, ocobeHHO
y maumeHToB <70 net. Koppekuusg Takke MOXET OBITh
paccMmoTpeHa Tipu Oosee HM3KUX ypoBHsx TTI (7-10
MME/n) [672-674].

13.3. Oxupenue

OxupeHne sBisieTcs: (paKTOpoM pHCKa apTepHUaIbHOMN
rutteptersnu 1 MBC, a Takke CBSI3aHO C TOBBIIICHHBIM
puckom CH. Bo3MoxHO, cyliecTByeT 0OoJyiee CHIbHas
cBsa3b ¢ CHc®DB [258, 675-677]. Y manueHToB ¢ OXupe-
aueM 1 CH ObUT omricaH mapamoKe OKUPEHUST: TTAMCHTEI
C M30BITOYHBEIM BECOM WJIM JICTKUM/YMEPEHHBIM OXMPE-
HUEM MMEIOT JIYUIIW IIPOTHO3, YeM 0oJjiee XyIble TTali-
€HTBbI, 0OCOOCHHO IO CPaBHEHUIO C TeMHU, Y KOTO HeEHo-
cTaTouHblil Bec [678, 679]. OmHako Apyrue mnepeMeHHbIe
MOTYT BJIMSITh Ha 3Ty B3aMMOCBSI3b, 1 TTApagoKC OXMpE-
HUA He HaOmomaerca y mamuentos ¢ CJI [680, 681]. Bo-
Bropblx, UMT He TIprHMMAaeT BO BHUMaHUE COCTaB Teja,
T.€. COOTHOIIICHNE MEXIY MBIIICIYHON MacCOM CKEJICTHBIX
MBIIII ¥ Maccoit xxupa. [areHTsl ¢ OXupeHneM, KOTO-
pBIe HAXOHATCSI B XOpoIIeil (hU3MIecKoil (hopMe U UMEIOT
COXpaHEHHYIO MAcCy CKEJICTHBIX MBI, UMEIOT JIyJIITIiA
MPOTHO3, YeM ITaIlMeHTHl ¢ OXUPCHUEM M CapKOIICHM-
eil [682]. OKpyXHOCTb TAJINM MM COOTHOIIEHUE TaJIUN
u Oenep, M3MepSIIoNIe BUCIICPAIbHOES OXUPEHUE, MEHB-
IIIe 3aBUCST OT MBIIIEYHOM MacChl I MOTYT MMETh OoJee
CUJIbHYIO CBSI3b ¢ ucxomamu, yeM MMT, ocobeHHo y ma-
LIMEHTOB XKEHCKOTO TTos1a [683, 684].

XKup Tena okaspiBaeT OOJBIIOE BIUSHHUEC HA THMATHO-
CTMYECKOE M IIPOTHOCTUYCCKOE 3HAYCHUE HECKOIBKUX
mapaMmeTpoB. IlanmeHTtsl ¢ oxupenneM m CH ummeror
b6onee HuU3kue koHueHTpanuu HII n3-3a moBhIIEHHOM!
9KCIIPECCHH KIMPEHCHBIX PEICIITOPOB M YCUJICHHOM Ie-
rpajanyy NeTTUI0B XUPOBOi TKaHkIo [74]. [TukoBoe mo-
TpebaeHne Kuciaopona (VO,peak), cCKOppeKTHPOBAaHHOE
Ha Maccy Tejla, 3aHIKAeT IMepeHOCHUMOCTD (hPU3MICCKOM
Harpy3KH y MaIlueHTOB C OXXUPECHUEM, 1 UTS CTpaTU(UKa-
IINU PHICKA CIIeAyeT UCIIOIh30BaTh ITOIIPaBKY Ha 0e3:KMUPO-
BYIO Maccy Tejia Ajist cTpaTruduKanuy pucka [96].

OXupeHne MOXET OBITh OCHOBHOW NPHMYMHON
CHc®B, u maumeHts! ¢ oxupenneM 1 CHc®B nemoH-
CTPUPYIOT HECKOJIBKO MaTOMDU3NOIOTUICCKIX MEXaHU3-
MOB, KOTOPHIC OTJIMYAIOTCS OT TAKOBHIX Y MAIIMEHTOB 0¢3
oxupenuss ¢c CHc®B [258, 675-677, 685]. OrpanndeHue
KaJIOpUIHOCTU 1 (PU3MICCKIE YITPAKHEHMS OKa3aJId 0~
TIOJTHUTEIIPHOE ITOJIOKUTEIFHOE BIMSIHIE Ha TIEPEHOCH -
MOCTh (PU3NMIEeCKMX Harpy3oK, KoK mammeHToB ¢ oxmpe-
Huem 1 CHc®B B PKH [337].

13.4. Ctapuyeckas acTeHUsl, KaxeKkcus,
capKorneHus

Crapueckast aCTeHUSI — 3TO MHOTOMEpPHOE IMHAMU-
YecKOe COCTOSTHUE, He 3aBHCSIIEe OT BO3pacra, KOTO-
poe JellaeT 4elioBeKa OoJiee YSI3BUMBIM K BO3ICHCTBHIO
crpeccopoB [686]. CH u crapueckast acTeHUsI — 3TO IBa
pPa3HBIX, HO 9aCTO CBSI3aHHBIX cocToSHMS. OIIeHKA acTe-
HuM y manneHToB ¢ CH mMeeT pemraiomiee 3Ha4YeHHE,
TIOCKOJIBKY OHA CBSI3aHA KaK C HeOJarOIMPUSITHBIMU KC-
XOmaMH, TaK M C OrpaHUYCHHOU TOCTYITHOCTBIO U TIepe-
HOCHMOCTBIO JICUeHUsI. BBUIO TIpenioXeHO HEeCKOJIBKO
WHCTPYMEHTOB IUISI CKPMHWHTA U OIIEHKU CJTA00CTU TIPU
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pa3IMYHBIX XPOHUUECKUX COCTOSTHUSIX, BKitodas CH.
HFA ESC paspaborana crienmyajJbHBIIi MHCTPYMEHT IS
neuyeHrnss CH, ocHOBaHHEBIN Ha YeTBIPEX OCHOBHBIX 00-
JIACTSIX: KIIMHUYIECKOM, TICMXOKOTHUTUBHO, (hYHKIINO-
HaJILHOM M COLMaIbHOM [686].

CorymacHo HemaBHEMY MeTaaHAJIW3y, y IMAllMCHTOB
¢ CH o6oiee pacrpocTpaHeHa ¢i1aboCcTh, YeM B oOIIeit
MOMYJISLIMK, U MOXET BCTpedyaTbes y 45% malueHTOB
[687, 688]. [MTaumentsl ¢ CH B mrects pas yaiie cTaHo-
BSITCSI ACTCHWYHBIMM, a Y OCJabJIeHHBIX JIIOmeil 3Ha-
YUTENBbHO MOBBIIIEH puck passutusg CH [689, 690].
AcTteHns cBsi3aHa ¢ 0oyiee BEICOKMM PHCKOM CMEPTH,
TOCTIMTAIN3AIN W (QYHKIUOHATBHOTO YXYAIICHMUS,
a Takxe ¢ OOoJbIIeil MPOOOKNUTEIbHOCTRIO TTPeOBIBa-
HuUs B cTauuoHape [691-693]. JleueHnue cinabocTu Ipu
CH nomxHO OBITE MHOTO(MAKTOPHBIM M HalpaBJICHHBIM
Ha er0 OCHOBHBIC KOMITOHEHTHI ¥ MOXKET BKJTIOYATh (hH-
3UYECKYI0 PeadIIMTalnio ¢ (GU3NIYECKUMHU YIIpaxkKHe-
HUSMH, TINIIEBbIe TOOABKM, a TaK:Ke WHINBUIYAIbHBIN
MTOAXOJ, K JIEYUEHUIO COMYTCTBYIOIINX 3a0oeBaHuii [686].

Kaxekcusa ompenensiercss KaK "CIOXHBIN MeTabOIM-
YeCKU CUHIPOM, CBSI3aHHBIII ¢ OCHOBHBIM 3a00JIcBaHM-
eM U XapaKTepU3YIOIINICSI MoTepeil MBIIIEYHON MacChI
¢ TIoTepeit wian 0e3 moTepu Kuposoil Maccel” [694]. Ero
OCHOBHBIM KJIMHHYECKUM ITPU3HAKOM SIBJISICTCSI TIOTE-
pst Macchel Tesia >5% 06e3 OTEKOB B TeUeHHUE IIPEMIIECTBY-
fomux 12 mec. uian MeHble [694, 695]. Kaxekcust — 310
TeHepaJIM30BaHHBIN IIPOIIECC MCTOIICHMS, KOTOPBIT MO-
KET COCYIIIECTBOBATh CO CIA00CTBI0O M MOXET BCTPEYATh-
ca y 5-15% nauuventoB ¢ CH, 0coOGeHHO y MaLKEHTOB
¢ CHH®B u 0osee mO3gHUMHU CTaAUAMM 3a00JIEBAHM.
DTO CBSI3aHO CO CHIDKEHHOI (DYHKIIMOHAIBHOI CITIOCO0-
HOCTBIO M CHIKEHMEM BbDKMBaeMocTH [695-698]. DTo
CBSI3aHO C APYTUMH XpOHMUYCCKMM 3a00JIeBaHUSIMU, Ta-
KMMM KaK pakK, B Ka4eCTBE aJIETepHATUBEI BCETIA CIICMyeT
HCCIIeN0OBaTh BHEKAPAUAIbHbBIC IIPUYMHBI Kaxekcuu [699].

CapKomieHUS OIpeAeIsieTCs] HAIMIMEeM HU3KOUM MBbI-
LIEYHOI MAacChl BMECTE C HU3KOM MBIIIEUHON (PYHKIIM-
eil, cvtoil mim paboTocrnoco6HocThIO [698]. OGBIYHO
oIIpenensieTcs Mo anMeHIUKYISIPHO MacCce CKEIeTHBIX
MBIIIIII, OTpeAcIIeMO KaK CyMMa MBIIIEYHOM MacChl
YeThIpeX KOHCYHOCTEM, Ha 2 CTaHOAPTHBIX OTKIIOHCHMUS
HIDKE CPemHEro 3HAYeHMS IUIST 3MOPOBOM KOHTPOJBHOM
TPYIIIEL B Bo3pacTe oT 18 mo 40 et ¢ oTCeuKoil 3Have-
HUst — 7,26 kr/m? i MyxuuH [688, 700, 701]. Dro npo-
UCXOIUT (pU3MOTOTHIeCKN ¢ Bo3pacToM. OmHAKO €ro
YCKOPSIIOT XpOHMYECKHE 3a00JIeBaHUsI, TaKHEe KaK paK
n CH. Capkonienust MoxeT ObITh OOHapyxeHa y 20-50%
mareaToB ¢ CHH®B 1 yacTo cBs13aHa ¢ ociabdieHuEM
OpraHM3Ma M MOBHIIICHHOI 3a00J16Ba€MOCTBIO I CMEPT-
HOCTBIO. DTO OCHOBHOI1 HeTepMHUHAHT MCXOIOB, KOTO-
pBIii TIepeBenBaeT BiaussHre Macchl Tena 1 UMT [684,
698, 701, 702]. Jo cux mop Haubosee 3PpPeKTUBHOI
cTpareTHeil JJeUeHUST CapKOIICHUHN SIBIISIIOTCS YIIpaskKHE-
HUS C OTSTOIICHUSMH, BO3MOXHO, B COYCTAHUM C TIO-
TpebiaeHuem OGenka 1-1,5 r/kr/cyr. [698, 703]. MT,

BKJII0YAas aHAOOIMYECKHE COeAMHEHMS, TaK1e KaK TECTO-
CTEPOH, TOPMOH POCTa, aTOHUCTHI I'PEIMHOBBIX peLel-
TOPOB, ObUIM MPOTECTUPOBAHBI B HEOOJBIIUX UCCIEA0-
BaHUSIX, ITOKA3aBILKX OJIATOIPUSITHEIE PE3Y/IbTaThl, B OC-
HOBHOM, C TOYKH 3PEHUS MEPEHOCUMOCTU (DU3NUECKOMI
Harpy3Ky M MbliiedHoi cuibl [697, 703-705]. Het maH-
HbBIX, CBUAETEIbCTBYIOIINX O MOJOXUTEIbHOM BIUSHUKN
Jie4eHus1 CapKOIIEHMU Ha ucxonbl. TeM He MeHee Dusm-
YeCKue yIpaKHEHUST OKa3bIBAIOT MTOJIOXUTEIbHOE BIIUsI-
Hue Ha marueHToB ¢ CH (cm. Pasmen 9.4) [95, 323-329].

13.5. AHemus n pepuumnt Xxenesa

Hedunnt xXeae3a W aHEMHUS YacTO BCTPEUYAIOTCS
y manueHToB ¢ CH M He3aBUCUMO CBSI3aHBI CO CHU-
JKEHHO TTepeHOCUMOCThI0 (DM3NIECKNX HATPy30K, I10-
BTOPHBIMHU TocnuTtanm3anusamu 1mo mosony CH u BHI-
COKOM CepIeuHO-COCYIUCTOl CMEPTHOCTBIO U CMEpPT-
HOCTBIO OT Bcex npuuuH [706, 707]. ComracHo KpuTe-
pussMm BceMupHO#t opraHM3alluM 30paBOOXpaHEHHUS,
aHEMMS OIpenessIeTcsI KaK KOHIIEHTpAIUs TeMOITIo01-
Ha <12 r/mn y XeHmuH 1 <13 1/m1 y My>X9uH. Y maim-
eHToB ¢ CH meduumt XKemesa oIpeneisieTcss Kak KOH-
neHTpauus gepputruHa B chiBopoTKe <100 HT/MI Mian
100-299 ar/Min ¢ HacemeHuneM TpaHcdeppuHa (TSAT)
<20% [708-710]. Dkcnpeccust peppUTUHA B TKAHIX
¥ KOHIICHTpamusl B IepudeprIecKoit KpOBU YBEIU-
YUBAIOTCA IPHU BOCITAJICHUM M HEKOTOPHIX PacCTpoOii-
CTBaX, TAKMX KaK MH(EKIMs, paK, 3a00jieBaHNe TICYCHU
u cama CH. CriemoBatenbHO, OIS ONpeacIeHNsT aedu-
nuTa Xeie3a y manueHToB ¢ CH mpuMeHsinch 0oiee
BBICOKHME TTOpoToBhie 3HaueHud [709-711]. ApyruM map-
KepOM, OTPaXalolNM HCTOIIECHNE BHYTPUKIECTOYHOTO
Kejie3a, MOXET OBITh BHICOKUI YPOBEHb PaCTBOPUMBIX
B CHIBOPOTKE PCIECIITOPOB TpaHChEppHHA, KOTOPHIU
BO3HHUKAET B pe3yyIbrare IpOTe0IM3a MEMOPaHHOTO pe-
nernTopa TpaHcdeppuHa. Ero cmHTE3 yBeanumBaeTCs
npu geduInTe Xejae3a U He M3MEHSIeTCS IIPU BOCIIA-
JIeHUHW. BBICOKMIT ypOBEHbh paCTBOPUMBIX B CEIBOPOTKE
TpaHCHEPPUHOBHIX PEIETITOPOB BBISBISICT IMAIIMCHTOB
C BBICOKMM PHCKOM CMEPTH 3a IIpeAe/iaMi CTaHTaAPTHBIX
MpPOTHOCTUYECKUX mokKa3saTteneit [711, 712]. OmHako ero
MIPUMEHUMOCTD IUISI Tepalliy IMpelapaTaMiy XeJjie3a eIIe
HE TIPOIEeMOHCTPHUPOBaHA.

HedwnnT xejae3a, KOTOPHIA MOXET IIPUCYTCTBOBATh
HE3aBUCUMO OT aHEMMHU, IIPUCYTCTBYET y 55% XpoHude-
ckux nauveHToB ¢ CH u 'y 80% nauuenros ¢ OCH [713-
716]. DTO MOXET OBITH BBI3BAHO IOBBIIIIEHHON MMOTEPENA,
CHIDKCHMEM TIOCTYIUICHUS WA BcachlBaHUA (T.€. HEHO-
emaHWeM, 3aCTOEeM KHIIICYHUKA) 1/ UJI HapyIIeHUEeM Me-
TaboNM3Ma Xejle3a, BEI3BAHHBIM XpOHUYECKOM BOCIIAIM -
TenbHOM akTuBameit CH, xoTs TouHas nmpuanHa gedu-
muta kene3a npu CH ocraercs HemsBecTHOi. Jdedumur
XKejie3a MOXET YXYIOIMHUTh (PYHKIIMOHAIBHYIO CIIOCO0-
HOCTh, YCKOPUTH AECKOMIICHCAIINIO KPOBOOOpAIICHUS,
CITOCOOCTBOBATH TUC(HYHKIMU CKEJICTHBIX MBIIIIT 1 CBSI-
3aH CcO C1aboCThIO, HE3aBUCUMO OT aHeMuu [716-718].
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Pexomennayercs, yToOnl Bce manueHThl ¢ CH pery-
JIIPHO TIPOXONWIN CKPUHUHT Ha aHeMUIO U Oe(UIINT
Kejle3a ¢ TOJHBIM aHaJIM30M KpPOBHU, KOHIICHTpaIIeH
¢depputuHa B ceiBopoTKe M TSAT. O6HapykeHUEe aHe-
MUY ¥/WIH AeULnTa Xejie3a JOJIKHO MOOYINThb K CO-
OTBETCTBYIOIIEMY OOCJICIOBAHUIO IIJIS OTPEHCIICHUS MX
IIPUYNHEL.

Jap6smoaTH-anbda He CMOT CHU3UTD OOIIYIO CMEPT-
HOCTb WJIV ToCTIATaIn3anuio mo mosoxy CH u yBemmamr
PUCK TPOMOOAMOOJINYECKUX OCIOKHEHU B €AIUMHCTBEH-
HoM KpyrmHoMacmtabHoM PKHM y maumnenroB ¢ CHH®B
1 aHeMWell JIeTKOM M cpemHeil cTerneHu TskecTu [719].
B pe3ynbrare spUTpOIIOITHUH CTUMYJIMPYIOIINE IIpeIapa-
THI He TTIOKa3aHHI 1T JiedeHusI aHnemuu ripu CH.

PekomeHpaLum no JIe4eH 0 aHeMum
n peduuuTa xenesa y naymeHtos ¢ CH

Bcem naumeHtam ¢ CH pekomenpyetcs | C
NepuoaN4HECcKN NPOXOANTL CKPUHWUHT HA aHEMUIO

1 Xene308ePULUTHYIO aHEMMIO C OBLLMM aHaNN30M

KPOBW, KOHLLEHTPaLmei GpepputriHa B CbIBOPOTKE

1 TSAT.

B/B BBEAEHNE Xenesa ¢ kapboKCHManbTo30ii xenesa lla A
cnefyeT paccMaTpyBaTh y CUMNTOMATUYECKUX

naumeHToB ¢ OB JIX <45% 1 npeduumutom xenesa,

onpeaensembiM kak GeppuTH cbiBopoTku <100 Hr/mn

nnmn peppuTiH cbiBopoTkn 100-299 Hr/mn ¢ TSAT

<20%, pnst o6neryeHms cumntomo CH, ynydiuenus
paboTocnocobHocTn 1 KX [720, 722, 724].

B/B BBEAEHNME Xene3a ¢ kapOoKCManbTo30i xenesa lla B

cnepyeT paccMaTpuBaTth y NaLMEHTOB C CUMMTOMaMu

CH, HeaaBHO rocnTannanMpoBaHHbIx No nosogy CH,

¢ ®B JIX <50% 1 fecduumtoM xenesa, onpeaensieMbiM

Kak GpeppuTuH cbiBopoTkn <100 Hr/mMn Man peppuTuH

cbiBopoTkM 100-299 Hr/mn ¢ TSAT <20%, 4TOObI

CHM3MTb PUCK rocnnTanuaauum no nosogy CH [512].
Mpumeyanue: 2 — KnNacc pekoMeHaaumii, ® — ypoBeHb [LOKA3aTeNbHOCTY.
Cokpawienusi: B/B — BHyTpuBeHHbIN, KX — ka4ecTso xwu3Hn, CH — cepaeyHas
HeA0CTaTo4HOCTh, PB JIXK — dpakums Beibpoca nesoro xenynoyka, TSAT — Hacbl-
LeHne TpaHcdeppuHa.

PKW nokazanu, 4to 1obaBjieHUE TIpernapaToB XKeje-
3a, TaKMX KaK KapOOKCHMaJIbro3a Xejle3a B/B, Oe30Iac-
HO ¥ YJIyYIIaeT CUMIITOMBI, TOJIEPAHTHOCTh K (pr3mue-
ckoii Harpy3ke 1 KK y mammentoB ¢ CHH®B u nedpu-
muToM kenesa [720-723]. PesynasraThl MeTaaHamm3a PKN
moka3anu cHikeHne cMept oT CC3 miIm rocrmTanm3a-
mun o moBoxy CH, cmeptu o1 CC3 miii TOBTOPHBIX T'O-
cnuramm3anuii mo mopoxy CC3 mim o oBony CH [724,
725]. bnaronpusitHble 3¢ dEeKTH TOOABICHNS Xejle3a He
3aBHCENIM OT COCYIIECTBOBaHMSI ¢ aHemuei [726]. B uc-
ciegoBanun AFFIRM-AHF manmeHTHl, TocnuTalim-
supoBaHHble 110 moBogy CH ¢ @B JIXK <50% u comyr-
CTBYIOIIUM He(PUIINTOM Xejie3a, ObLIM paHIOMHU3UPO-
BaHBI 110 B/B KapOOKCHMAaJIBTO3HBI 3Kelle3a WM IuIaie6o,
IOBTOPSIEMBIX C 6- K 3aTeM 12-Hen. MHTepBajaMu, €CIu
9TO TTOKAa3aHO B COOTBETCTBUH C ITOBTOPHBIMM MCCIIEIO-

BaHMAMMU Xene3a [512]. BBeneHue KapOOKCUMAaIBTO3bI
Keje3a 3HaYMMO He CHIKAJIO IIEPBUIHYIO KOMIIO3UTHYIO
TOYKY OOIIEro KOJMYECTBA TOCITUTAIM3AIINI TI0 TIPUIK-
He CH m cepmeyHO-COCYIMCTOiT CMEPTHOCTH B TCUCHHUE
52 nen. (rate ratio 0,79, 95% AW 0,62-1,01, P=0,059).
Tem He MeHee 3TO YMEHBIIMIO KOMOMHUPOBAHHYIO KO-
HEYHYIO TOUYKY II€pPBOil TOCHUTAIU3AINUA IO ITOBOLY
CH wmm cmeptu or CC3 (OP 0,80, 95% U 0,66-0,98,
P=0,030) u o6111ee KOJIMIECTBO TOCITUTAIN3AIINIA 10 TT0-
Bony CH (rate ratio 0,74, 95% U 0,58-0,94, P=0,013)
[512]. Takum o6pa3omM, mT0OABKM B/B IIperapaToB XeJje-
3a (KapOOKCHMMAJIBTO3HI Kele3a) CIeAyeT pacCMaTpuBaTh
IUIST YAYYIIeHUS] CUMITTOMOB, TIEPEHOCUMOCTH (pu3mue-
cKkoit Harpy3ku u ynyumenus KX y manuentos ¢ CH
u ®B JIXK <45%. Ero Takxe cieayer paccMaTpUBaTh AJist
CHIDKCHMSI YMCJIa TTIOBTOPHBIX TOCITUTAIM3AIINI 10 TIOBO-
ny CH y mamuenTos ¢ @B JIXK <50%, HemaBHO TOCIIUTA-
JIM3UPOBAHHEIX 110 moBomy yxynmeHuss CH. Oxunaercs,
YTO TIPOMOJLKAIOIINECS MCITBITAHUS TIPEIOCTABAT 0OJIb-
IIIe JaHHBIX O BIUSHUM KapOOKCHMMAIBTO3HI XKejle3a Ha
nanueHToB ¢ CHc®B. Kpome TOro, mpomoirKamoTcs
OOJIBIIIE MCCIICIOBAaHUS MCXOMOB IPYrux (opM XKee-
3a mpu CHH®B, CHc®B u OCH [727]. ITepopanbHasg
Teparus Xejae30M He 3¢ GheKTUBHA I BOCIOJTHECHHUS
3aI1acoB XKejie3a W He YIydIIaeT TOJICPAaHTHOCTD K (DM3H-
yecKoit Harpy3ke y nanuenToB ¢ CHH®B u nedpunimrom
xkene3a [728]. I[TosToMy oHa He peKOMEHAYETCs IS Jie-
yeHUs gedunmTa xkxeme3a y 0oinbHbIx CH.

13.6. MNoyeuyHaa pucopyHkums

XBIT u CH gacrto cocymecrsyor [471, 707, 729].
YV Hux obmme dakTopsl prcka, Takne Kak CI wiu ru-
nepreH3ust. XbII moxeT yxyammuTh (OYHKIAIO CEpaedHO-
COCYIMCTOM CHUCTEMBI, BHI3BIBAsI TUIICPTCH3UIO U Kallb-
mudukanmio cocynmoB. CH mMoxeT yxymmmTh (GyHKIIIIO
moyek n3-3a 3(pGeKToB HEMPOTrOPMOHAJIBHOI W BOCIIA-
JINTEJTBHOI aKTUBAILIMY, TTOBBIIICHNS] BEHO3HOTO HaBJie-
HUS ¥ turonepdy3un. OKUCIUTEIBHBIA cTpece U Gu-
O6po3, BEPOSITHO, UTPAIOT BaXKHYIO POJIb KAaK ITATOTCHETH -
yeckue Mexanu3Mmel ipu CH ¢ XBIT [730, 731].

Xorsa XbBIl u yxymmieHue (PyHKIIMM MOYEK dYalle
BcrpevatoTea pu CHc®B no cpaBuenuio ¢ CHyn®B
n CHE®B, Bo3MOXHO, 13-3a 00IIUX MaTO(MU3NOJIOTH-
YeCKUX MEXaHM3MOB, OHM MEHEE CBSI3aHBI C XYIITNMU
ncxogamu npu CHc®B, yem ipu CHyn®B 1 CHEOB
[732, 733].

XBII gBasieTcsi OCHOBHOII HE3aBUCUMOM OEeTEPMU-
HAHTO# ITOBBIIICHHOM CMEPTHOCTH M 3a00JeBacMO-
cru nipu CH [471, 734-736]. OnHaKo CyIIEeCTBYIOT yC-
JIOBUSI, TIPA KOTOPHEIX M3MEHEHUS YPOBHS KpeaTUHWHA
B CHIBOPOTKE HE CBSI3aHBI C YXYIOIICHUEM pPe3yIbTaTOB.
Korma HaumHaoT npuMeHSTh nHrnouTopsl PAAC, nH-
ruoutopsl APHU wmm SGLT2, HavaibHOE CHUKEHUE
IaBJICHUS KIYOOUKOBOI (DMIBTpAIlNU MOXET CHU3UTH
CK® u moBBICUTh YpOBEHb KpEeaTUHUHA B CHIBOPOT-
ke. OgHAKO 3TU M3MEHEHUS, KaK IIPaBUJIO, ITPEXOMsI-
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e ¥ BO3HMKAIOT, HECMOTPS Ha YIY4YIICHHE COCTOS-
HUS MAlIMEHTOB M 0oJiee MeIICHHOE YXyOIIeHUe (PYyHK-
IIUH TI0YEK B JOJTOCPOYHOIT TepcnekTnBe. Hampumep,
B mcciaegoBanun EMPEROR-Reduced ckoppektu-
poBaHHOe Ha Iutame6o mamenume pCKP, mHmymupo-
BaHHOE AMMIanIMGIO3MHOM Ha 4-i Hem., COCTAaBUIIO
2,4 mu/mun/1,73 M? g naumventos ¢ XBIT u 2,7 i/
MuH/1,73 m? mist manueHToB 6e3 XBII, uTo cooTBeT-
CTBYET CHIXCHUIO OT UCXOMHOTO YpoBHS 5,2% u 3,8%,
COOTBETCTBEHHO. 3a 3TUM IIOCJIEIOBAIO O0jIce MEIJICH-
Hoe cHIKeHne pCK® 1 cHImXeHne 9acTOTHl KOMOWHM-
POBAHHBIX ITOYCTHEBIX MCXOMOB IIPA IPUMEHEHUY SMIIA-
mn@Io3MHA 10 CPpaBHEHMIO C IIalebo0, 0e3 KaKux-JIm-
00 pasnuuuii mexay nanueHtamu ¢ XbII unu 6e3 Hee
Ha ucxonHoM yposHe [109, 737].

TakuMm 00pa3oM, B OTHOIIICHUY Hadayia IIprueMa MH-
ruoutopoB PAAC, muruoutopos APHU unu SGLT2
BpeMEHHOE CHIDKCHUE MMOYEeYHOM (DYHKIIMK HE ITOJIKHO
MIPUBOANTh K WX IIpeKpameHuio. [loBEIIIIeHNe ypOB-
HS KpeaTMHMHA B ChIBOPOTKe KpoBu <50% mo cpas-
HEHUIO C MCXOOHBIM YPOBHEM, €CIH OH COCTaBJISICT
<266 mmonb/n (3 mr/mn), uan cHrxenne pCK® <10%
OT UCXOOHOTO ypoBHs, eciid pCK® >25 mi1/mun/1,73 M2,
MOXHO CUMTaTh npuemiaeMbiM (cMm. Pasmen 5.3 u [lo-
IMOJIHUTEIbHBIC MaTepHuaibl, Tadi. §8). KpoMe Toro, 4uro
KacaeTcs Tepalny JUypeTHKaMK, HeOOIbIIoe U IPEeXo-
IISIIIee IMOBBIIICHNE YPOBHS KpeaTMHWHA B CBIBOPOTKE
BO BpeMs JedeHmsT ocTpoit CH He cBs3aHo ¢ Hebaro-
MIPUATHBIMYA MCXOMaMHU, KOTIA y MallMeHTa HET 3aCTOM-
HbIX sBiaeHuit [108, 109, 460-462, 471, 729, 737-740].

PKM mokazanu, yto mauneHTsl ¢ CH 1 comyTcTBy-
omeilt XbII nmoaBepxkeHbl 00jiee BHICOKOMY PHUCKY CO-
ObITUI, HO monoxuteabHble 3PdekTl MT anHamo-
TUYHBI, €CJIM HE BBIIIEC, TAKOBBIM y IAIIIEHTOB C HOP-
ManbHOM (yHkuueit mouek [206, 471, 741, 742]. bb
CHIXAIOT cMepTHOCTD v manuenToB ¢ CHE®B ¢ yme-
pennoit (pCK® 45-59 mu/mun/1,73 M%) U yMepeHHO
tsikenoit (pCK® 30-44 mi/mun/1,73 M%) noueuHoi
IuCYHKIMER, B TO BpeMsI KaK B OTHOIICHWH ITallCH-
TOB C TSXeJIOW MoYedHoi HemocTaTodyHOCThIO (pCKD
<30 mu/Mun/1,73 M2) UMeIOTCS OrpaHUYEHHBIE JaHHbIE
[743]. Cakyboutpwi/BanacapTaH, M0 CpaBHCHHUIO ¢ DHa-
JIATIPUJIOM, TIPMBONWII K 0OoJiee MEIUICHHOMY CHIDKCHUIO
IMOYCTHOM (PYHKIINH, HECMOTPS Ha HEOOJIBIIIOE YBETNIC-
HHUE OTHOIICHUS aJIbOYMUH/KPEaTUHUH B MOYE, W yIyd-
IIaJl CepIeYHO-COCYIUCTEIC MCXONBl B OMMHAKOBO CTe-
neHu y nanueHToB ¢ XbII mo cpaBHeHUIO ¢ OpyrumMu
namueHTamMmu B PARADIGM-HF [127]. Uarubutopsl
SGLT2 nmpuBomgaT K 6oyiee MEIIEHHOMY CHIDKEHUIO TTO-
YeYHOU (PYHKIIUH 110 CPaBHEHUIO C TIIalle00 KaK y Malm-
eHToB ¢ CHH®DB, tak u y maumenros ¢ XBIT [108, 109,
737, 738, 744]. YnyuiieHue cepaeyHOro BEIOpoca ITociie
CPT wnu mmrmanTanuy nJI2K MoxXeT OBITh CBSI3aHO IO
KpaiiHeli Mepe C BpeMEHHBIM YIydIIeHHeM (YHKIINU
mouek [471, 745, 746]. ITonb3a MK]] MoxeT OBITH CHU-
XeHa y MalMeHTOB C TSXKeJION MoYeyHoM TUC(yHKIMel

M3-3a KOHKYPUPYIOIIETO PHUCKAa HEApUTMHICCKUX ITPH-
quH cMepTH [747-749].

Ha ceromastimHmii 1eHb UMEETCS MaJIo MPSIMBIX TO-
Ka3aTeJbCTB B ITOMICPKKY KaKMX-TM00 pPEeKOMEHIAIINIA
no nedennio nanmeHToB ¢ CH ¢ tsokemoit XBIT, n3 PKA
UCKJTIOYAIUCh MAlMEeHThl ¢ o3aHUMU ctaausiMmu XbBIT,
T.e. pCK®D <30 mu/mun/1,73 m? (JonoaHUTeNbHbIE Ma-
Tepuaibl, Tad. 23). [ToporoBble 3HAYCHMS IJISI BKITIO-
YeHHWs] OBLIM HUXE B HEHABHMX MCCICTIOBAHMSIX: 25
mi/mMus/1,73 M? B DAPA-CKD, 20 mu/mMun/1,73 m?
B EMPEROR-Reduced u GALACTIC-HF u 15 mun/
muH/1,73 M2 B VICTORIA, coorBercTBeHHO [109, 141,
737, 738, 750]. HecMoTps Ha pa3nmnuus B UCXOTHBIX Xa-
PaKTEepHCTUKAX MEXIY MAIMCHTAMH C TSLDKEIBIM Hapy-
meHreM (YHKIWU IMOYEK M OCTaIbHBIMU, IIPU aHaJIN3e
TIOATPYIII STUX MUCCACTOBaHMIT He OBIJIO OTMEYCHO B3aM-
MomeiicTBusT Mexxay addekTamu mpenapaTta 1 QyHKIMCH
nouek [109, 141, 738, 750].

13.7. HapyweHue BOAHO-3NE€KTPONUTHOIO
O6anaHca: rmnokaiaunemMmus, runepkaimemMua,
rmnoHaTpuemMmus, runoxsopemMusa

DJICKTPOJUTHBIC HAPYIICHUS YaCThl y IMAIIMCHTOB
¢ CH 1 yacTto MOTyT OBITb AITPOTeHHBIMH [751]. YpOoBeHb
KaJus B CRIBOPOTKe MMeeT U-00pa3HyIo CBSI3b CO CMEPT-
HOCTBIO C CaMBbIM HU3KHM PUCKOM CMEPTH B OTHOCH-
TEJILHO Y3KOM AMalta3oHe oT 4 mo 5 MMmoib/1 [752-758].

ImnokanmmeMust ompenenseTcs KaK YpOBEHBb Ka-
JIUST B CBIBOPOTKE <3,5 MMOJIb/T M MOXET HaOIIOmaTh-
cay 50% manuentro ¢ CH [759]. T'unokanueMust yac-
TO WHAYLUPYETCS BBEACHUEM IICTICBBIX M TUA3WITHBIX
INYPETUKOB. DTO MOXET BHI3BATh JICTAJIBHBIC XKEIIY-
IOYKOBBIC apUTMUU M YBEIMIUTH cMepTHOCTH oT CC3.
Ee medyeHme BKIIOYAeT MCIIOJIB30BAHNE WHTHOUTOPOB
PAAC, kanmiicOeperaolux INypeTUKOB U Ha3HAUCHHE
TIepopaTbHBIX T00AaBOK Kajawsl (HampuMmep, TabJIeTOK
xmopuna Kanaust). Korma mepopaibHBIN IIpueM HEeBO3-
MOXEH, MOXeT IoTpeboBaTbcs mHpY3Ms Kaaus (ot 20
1o 40 mMoib Kanusg B 250-1000 M pusnonornyeckoro
pactBopa). PacTBop, OoraThlii KajaueM, ClienyeT BBOIUTH
MEIUICHHO Yepe3 KPYITHYIO BEHY C TIOMOIIBI0 BEHO3HOTO
KareTepa.

ITumepkanmeMus oIpenensieTcss Kak YPOBECHDb KaJlHs
B CBIBOPOTKE >5 MMOJIb/JT I MOXET OBITH JIeTKO# (>5,0
a0 <5,5 mmonb/n), ymepeHHoi (5,5-6,0 MMoIIb/1) Wian
Tsekeaoi (>6,0 mmoinb/1) [760]. DTo accouuupoBaHO
C TIOBBIIIIEHHBIM PUCKOM TOCHHTAIU3AINUA U CMEPTHU
[752, 753, 755, 756, 761, 762]. TunepkaaneMnusi MOXET
OBITh CBgI3aHa ¢ IpuemMoM MHTHMOUTOpOoB PAAC, XBIT
M TMOBBILIEHHOM abcopbuueit [760]. Cpeau maiueH-
toB ¢ CH pacrmpocTpaHeHHOCTh TUTIEPKATHEMUN B JIIO-
00l MOMEHT BpEMEHHU, IMO-BUAMMOMY, MeHbIIe yeM 5%
[757], 1O 3aboneBaeMoOCTh, HAMHOTO BbIlIE, 10 40% Tipn
XCH u 73% npu XBII npu npogokKuTeJIbHOCTA Ha-
omonenust npumepHo 1 rox [753, 756, 757, 763-765].
B PARADIGM-HF mnpn CH neuyenue cakyouTpuiaom/
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BaJICapTaHOM OBLIO CBSI3aHO C 00jiee HM3KHUM PHCKOM
TSDKEJION THITepKATHNeMHUH 10 CPaBHEHUIO C 3HAJAIIPH-
JioMm [128]. ZKusHeyrpoxalomast TUIIepKaJTueMust TpedyeT
HEMEIJICHHOTO JICUCHUSI KOMOMHAIINM KapOOHAT Kallb-
s W/WiIM OnMKapOOHAT HATPUsSI, MHCYJIWHA C TIIIOKO30M
win 6e3 Hee U aTOHUCTOB OeTa-aapeHOPEIenTOpoB (Ha-
IIpUMeEp, CaTbOyTaMoJI, UCITOIb30BaHNE HE IT0 TIPSIMOMY
Ha3HAYCHWIO B HEKOTOPHIX cTpaHax EBpomeiickoro co-
103a). DTH areHTHl CIIOCOOCTBYIOT MOCTYIUICHHIO KaJIHs
B KJICTKM W HE YBEIMYMBAIOT 3KCKPELMIO Kamns. TakuM
00pa3oM, OHU JAIOT TOJBKO BpeMEHHOE IIPEUMYIIECTBO,
1 Yepe3 HeCKOJIbKO YacOB MOXET BO3HUKHYTH PELIVINB
rutiepkaaueMuu. st o0erdeHus IMOTepy Kaaus MOKHO
Ha3HAYaTh METICBBIC TUYPETUKU.

KanuiicBsi3pBatolme BeIlecTBa CBSI3BIBAIOTCSA C Ka-
JIMEM B KEIYOOYHO-KHUIIEYHOM TpPaKTe, CHMXas €ro
BcachiBaHMe. MX MOXHO HMCHOJB30BAaTh IJISI OCTPOTO
1 XPOHMYECKOTO CHIXKCHMS YpPOBHS Kanus. K HuM oT-
HOCSITCS TIOJIMCTUPOJICYIbGOHAT HATPUSI, KATIBIIMIT CYIThb-
¢doHAT MOMMCTUPOJIA M TOPA3OO0 JyYIle ITepeHOCUMEBI
IMaTUPOMEp COPOMTEKC IMMKIOCUINKAT KAJbIUI W IIHP-
kouus Hatpus (SZC). [MomictupoicyabhoHaT HATPUS
MMO-TIPEXXHEMY ITOKa3aH MallieHTaM C aHypueH WIn Ts-
XKeJIOM OJIMTypHel, HO €ro He CJICHyeT MCITOJIbh30BaTh
B CPETHECPOYHOM MJIN JOJIITOCPOYHOI TIepCIeKTUBE, T.K.
OH MOXET BBI3BIBATH CEPhE3HBIC KEIYIOTHO-KHUIIEU-
HBIe TOOOYHBIC 3(D(EKTHI, BKITIOYAsT HEKPO3 KAIICYHNKA
[760]. IMMaTtupomep mau SZC yBEIMYMBAIOT SKCKPELIUIO
Kanusl ¢ peKaTusIMU U OEeUCTBYIOT TJIaBHBIM 00pa3oM
B TosicTOI KumKe. O6a coeqnHeHus 2PPEKTUBHBI TS
HOpPMAaJIM3alliy MOBHIIIIEHHOTO YPOBHS Kajusl, TOOACP-
KaHWSI HOPMOKAITMEMHH C TCUCHNEM BpeMEeHHU U TIPENoT-
BpalllcHUSI PEINANBOB TUIEPKAINEMUN, U UX MOXHO
paccMaTpuBarth IS JIeYeHUS TUIepKanremMuu [766-768].
(JomoHUTEIBPHEIC MaTepHaIbl, Ta0I. 24).

IMoucunast TMCHYHKIIAS W TUTIEPKAIMEMUST SIBJISTIOTCS
OCHOBHBIMU TIPUYMHAMH HEIOCTATOYHOI'O MCIIOJIB30Ba-
Hug uaruoutopoB PAAC, B yactHoctn, AMKP, B K111~
HHUYECKOM TipakTuke [342, 753, 758, 769-771]. Beenenue
IIpernapaToB, CHIKAIOIINX YPOBEHDb KallMs, IaTHpoMepa
wm SZC, MOXeT IPUBECTH K X Ha3HAYCHUIO WU TI0-
BBIIICHUIO TUTPALIMM Y OOJBIINCH 9acTH MallMeHTOB. DTa
TUIIOTe3a OblIa IIpOBepeHa B IBOMHBIX CJICITBIX IIIAIC-
0o-koHTponupyeMbix PKW ¢ HazHaueHMeM MmaTUpoOMe-
pa unm 1uiane6o namueHtam ¢ XbIl u runepkanuemueit
WM ¢ oTMeHoi mHrnouTopoB PAAC mpu rumnepkanue-
MHH U C TTOKa3aHUSAMU K HAa3HAYCHUIO CITMPOHOJIAKTOHA
npu CH n/wmm pe3ucTeHTHOM rutiepTeH3nu. [latupomep
¢ OOJbIIei BEPOSITHOCTHIO CHIKAJ CONEp:KaHWE KaIMs
B CBIBOPOTKE KPOBHU M YMEHBIIAJ KOJIMIECCTBO SITU30I0B
TUTIepKAIMEMUH, YeM HadaJibHasl W ITOBBIIICHHAS TH-
Tpalysl CIIUPOHOJIaKToHa [772-775]. Tlponomkalomascs
PKH DIAMOND (NCT03888066) ompeznesiics BKJ1a
B KJIMHWYECKNE WMCXONBI CTpaTeTrMHM, OCHOBAHHOIM Ha
ImprieMe Tperapara maTUpoMep, B CpaBHEHUM C ILIAIlC-
60, vy nanmenTtoB ¢ CHH®B, y KoTOphIX HabmogaeTcd

TUTIEpKaIeMUs BO BpeMs npueMa MHruouropos PAAC
WJIN TUTIEpKAJINEeMMsI B aHaMHe3¢ ¢ ITOCICOYIOIINM CHH-
KeHUeM Wi oTMeHoi nnruduropa PAAC [776, 777] (cm.
HomonHUTETbHBIC MaTepraibl, Paznen 13.1).

ITumonarpueMus ompenenaseTcsa KaK KOHICHTPAIIUS
Hatpus B chiBOpoTKe <136 MMmoib/n. OHa 4acTo BCTpe-
vyaetcsa ipu CH u MoxeT npucyrctBoBath y 30% manm-
eHTOB, rocuutanu3upoBaHHbeIXx ¢ CH. OHa oTpaxkaer
HEHpOrOPMOHAIBHYIO aKTUBALINIO U SIBJISIETCS] MOIITHBIM
HEe3aBUCHUMBIM MapKepoM HEOJIAroNMpHUSITHBIX MCXOIOB
y manueHToB ¢ octpoii i XCH [778, 779].

Tskemass TUIIOHATpUEMUST MOXET BBI3BIBATH He-
BPOJIOTMYCCKIE CHUMITOMBI (CYIOpOTH, IPUTYILJICHUE
CO3HAHWSI, MEIUPHIT) W3-3a OTeKa MO3Ta U MOXKET II0-
TpeOOBaTh HEMEIICHHOTO JICYCHUS TUIIEPTOHUIECKUM
pPacTBOPOM C IIOBHIIICHHEM YPOBHSI HATPHUsS B CBIBO-
pOTKe KpOoBU Ha 1-2 MMOJB/I B 9ac, XoTd <8 MMOJIb/J
3a 24 4, T.K. O6oiilee OBICTpast KOPPEKIINUS YBEIMINBACT
pucK mMuenuHoiu3a. B/B BBeneHue He TpeOyeTcsl, Korma
TUTIOHATPpUEMUsI MEHee TsKenasi, HallpuMep, IpH TH-
MOHATpUEMHUH >124 MMOIB/IT U TIPU OTCYTCTBUU CUM-
nToMOB. ITOCKOJIBKY MaTOreHe3 TMIIOHATPUEMUM TIPU
CH HoCUT OIWTIOUMMOHHBINA XapaKTep, T.€. BEI3BAHHBIN
3aIEPKKOU BOJIbI, BBI3BAHHOW MOBBIIIEHHOW CEKPEIN-
el Ba3oIpeccrHa, JICUeHNe OCHOBAHO HA OTpaHUYCHUU
BOIBI W MIPUMEHEHUM aHTarOHUCTOB Ba30IIPECCHHA.
OrpaHudyeHmne XUAKOCTU 10 ypoBHI MeHee 800-1000
MJI/CYT. MOXET OBITh ITOKA3aHO IUISI JOCTVKCHUS OTPH-
aTeJIbHOTO BOMHOTO OajlaHCa W JICUCHUS] TUIIOHATPHE-
muu. OrpaHrdeHne BOOBI OBIIO CBSI3aHO C YIIyYIICHUEM
K2K B Heb6onbmom PKHM, HO ¢ HEOOBIINM MOBBIIIEHU-
€M YPOBHS HATPHUS B CHIBOPOTKE B HAOMIOHATEIILHOM pE-
ructpe [780, 781]. TonBapTaH, IepopaibHO AKTUBHBII
CEJICKTUBHEBIM aHTarOHUCT PEIENTOPOB aprUHUHA Ba-
3ompeccrHa V2, MOXeT ITOBBIIIATh COACp:KaHNE HATPUS
B CEIBOPOTKE KPOBH M AUYype3 Y MALIMEHTOB C TIEPCUCTH-
pyoleit runoHaTpueMueil n 3acroeM. OgHako B PKM
He OBIJIO TTOKa3aHO HWKAKOTO BIIMSIHUS Ha UCXOABI [782-
785] (cM. JomomHuMTEeNbHBIE MaTepranbl, Pasmer 13.1).
WNHDy3usT TUIIEPTOHMYISCKOTO pacTBOpa B COYCTAHUM
C METJIEBBIMU OTUYPETUKAMM aCCOLIMUPOBANIACh C ITOBBI-
IICHNEM YPOBHSI HATPHUS B CHIBOPOTKE KPOBU M OOJTBIIECH
IUYypeTHIeCcKoit 3¢ (GEeKTUBHOCTHIO B HEOOBIITNUX HCCIIC-
JIOBAaHUSX Y 00CEepPBALIMOHHBIX HCClienoBaHusx [786-788].

Tunoxiopemus (<96 MMOJIb/JT) SIBISIETCSI MOLIHBIM
HE3aBUCHUMBIM IIPESAUKTOPOM CMEPTHOCTH Yy ITAIlMCHTOB
¢ OCH u XCH [439, 789-792]. Xiopunbl B CBIBOPOTKE
MOTYT UTpaTh HEIIOCPEACTBEHHYIO POJIb B KOHTPOJIE Ce-
Kpelny peHWHA U peaKINU Ha IeTICBhIC WU THA3UI -
Hble guypeTtuku [439, 793]. MHTMOUTOPH KapOOaHTH-
Ipa3bl alleTa30JIaMUl YBEIMINBAIOT PeabCcopOIUIo XJI0-
pPUIOB, BBI3BbIBas YBEJIMYEHNE SKCKPELMM OMKapOOHaTa
¥ HaTpWs B MMPOKCHMAIbHBIX KaHalblaxX HedpoHa. OHU
MOTYT TIOBHIIIATH YPOBEHDb XJIOPUIOB B CHIBOPOTKE KPO-
BU M IWype3 y maumeHToB ¢ Tskenoir CH ¢ puckom pe-
3UCTEHTHOCTHU K TUYPETUKAM.
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13.8. PaccTpoicTBO CHa U HapyLUeHUs
AbIXaHUA BO CHe

B uenom XOBJI nmopaxaer ~20% nauuentoB ¢ CH
W OKa3bIBaeT 3HAUYUTEIbHOC BIUSHHE HAa CHUMIITOMEI
u ucxonel [795-797]. U3-3a coBIameHUss CUMIITOMOB
n npusHakoB puddepennmannuss CH n XOBJI moxer
ObITh 3aTpynHeHa. WMccnegoBaHue (PYHKLUU JIETKUX
C TIOMOIIBIO CITMPOMETPUN PEKOMEHAYETCSI B KaUeCTBE
IIepBOTrO JUATHOCTUYECKOTO MHCTPYMEHTA M JOJDKHO pac-
CMaTpUBaThCs y MalMeHToB ¢ mopo3penneM Ha XOBJI.
Jns amekBaTHOM WHTEPIIPETALIMU €To CJIeayeT IIPOBO-
INTh Y CTAOMJIBHBIX ITAIlCHTOB M IAIIMEHTOB C 3YBO-
JeMueit, 4yToObl M30eXaTh 3acCTOSl, CBSI3aHHOTO C 00-
CTPYKTUBHBIMM TAaTTepHaMM (YHKIUMU JeTKux. Eciam
€CTh COMHEHMSI OTHOCUTEILHO OOpaTUMOCTH OOCTPYK-
UM OBIXaTeIBHBIX ITyTEH, OIpaBOaHO HaIlpaBIICHUE
K ITyJIEMOHOJIOTY IIJIsI TIPOBEACHMS 0oJiee CIOXKHBIX TeC-
TOB (OpOHXOPACHIUPSIONINI TECT, OPOHXOIPOBOKAIIM-
OHHBIC TeCTHI, T GY3NOHHAS CITOCOOHOCTH) [798, 799].

Jleuenne CH, Kak mpaBMjIO, XOPOIIO MEPEHOCHUTCS
npu XOBJI [800]. BB MoryT yxymmmTh ¢GyHKIIVIO JIETKUX
Y OTHENBHBIX MAIIMEHTOB, HO HEe IIPOTHBONOKAa3aHbl HU
npu XOBJI, H1 npu acTMe, Kak yka3aHo B [71o6anbHOI
WHUIIMATHBE 10 XPOHMYECKOM OOCTPYKTHBHOI 00JIC3HU
nerkux (GOLD) u [mo6anbHO#T MHUIIMATUBE II0 ACTME
(GINA), cootBerctBenHO [801, 802]. GINA yTBepXmaer,
YTO acTMa He MOJDKHA paccMaTpUBAThCSA KaK aOCOIIOT-
HOE TIPOTUBOIIOKA3aHNe K MPUMEHEHHUIO KapIroCeIeK-
TuBHBIX bb (Gucomnposon, MeTornposoiaa CyKIMHaT Win
HEOMBOJION) C YIETOM OTHOCHUTEJBHBIX PHCKOB U TOJIb-
3bl. B KIMHWYECKOI TIpaKTUKe PeKOMCHIYETCS HadM-
HaTh ¢ HU3KMX 103 KapanoceleKTUBHBIX bb B couetanmu
C THIATEIBHBIM MOHHTOPWHTOM MPU3HAKOB OOCTPYKIINU
IBIXaTEeJIBHBIX MyTeil (CBUCTSIIES NBIXaHWE, ONBIIIKA
C VIUIMHCHUEM BBIIOXa). XOTSI MHTAISIIMOHHEBIC KOPTH-
KOCTEepOUIbl M OeTa-aIpeHOMUMETHUKNA HE TECTHPOBA-
Jmch y manueHToB ¢ CH, mo-BunmMoMy, OHU He YBEIH-
YUBAIOT CepACUYHO-COCYINCThIe COOBITHS, BKodast CH,
y MaIIMeHTOB ¢ BhICOKUM puckoMm [803, 804]. bonee Toro,
ontuManbHoe jgedeHne XOBJI MoxeT ylIydimmTh cepued-
Hyto dyHkumio [805].

Hapymmenne npIxanusi BO CHE BCTpedaeTcs 0ojee 9eM
y Tpetn nmanueHTOB ¢ CH 1 eme 6oitee pacmpocTpaHe-
Ho y maumeHToB ¢ OCH. Haubonee pacrpocTpaHeHHBI-
MM TUIIAMU SIBJISTIOTCST: IeHTpajabHOe amHo? cHa (LIAC)
(momo6Hoe meixanmio YeitHa-Crokca), COAC u cme-
IIaHHBINA TAT ABYX. bouto mmokasano, yto LIAC nu COAC
cBs3aHbl ¢ xymmuM TporHo3oMm npu CH. COAC cBs-
3aH C MOBBIICHHBIM pUCKOM pa3Butust CH y MyXdmH.
HAC gBnsgerca Hanbosee pacrpocTpaHeHHO# dhopMoit
HapymeHust apixanus Bo cHe mpu CHH®B, u CHyn®B
aBIgeTcs Hanbosee yacroi nmpuunHoi LIAC [806, 807].

[TaunenrtoB ¢ CH mMoxHO o6cienoBaTh Ha HaJIM4UE
HapyIIeHUN ObpIXxaHus Bo cHe. COop aHaMHe3a MOJKeH
BKJIIOYATh OOIICHME C MX MapTHepaMu. AHKETHI MTpa-
[OT BaXXHYIO POJIb B BBISIBJICHUU MAIIMEHTOB, BXOISIITNX

B TpyImy pucka. JloManrHuii MOHUTOPHUHT OOBIYHO MO-
KET BBIIBUTH M OTJIMYUTH TUII alTHO3 BO cHe. TeM He Me-
Hee HOYHAsS IMOJMCOMHOTrpadusl OCTAaeTCsI PelIaloIInM
nccnenoBanvem [807]. Mcmonb3oBaHue amanTUBHON
cepBoBeHTIWISIINK Yy TTaneHToB ¢ CHH®B n mpenmy-
mectBeHHO LIAC He peKoMeHIyeTcsl, OCHOBBIBAsSICh Ha
pesynbratax uccienoanuss SERVE-HF, kotopoe 65110
HEUTpaJIbHBIM B OTHOIICHNUY KOMOMHUPOBAHHON Tep-
BUYHOM KOHEUHOI TOYKM CMEPTHU OT JI000i NMpUUMHBI
WJIM CIIAacaTeJIbBHOTO CepAeUYHO-COCYIMNCTOIO BMEIIATEThb-
CTBa, HO MOKA3aJI0 YBEeJIMYeHNE KaK CMEPTHOCTH OT BCEX
NpUYMH, TaK U cMepTHOoCcTH oT CC3 mpm amanTUBHOM
cepBoBeHTUIIIMK [808]. TpaHcBeHO3HAs CTUMYIISIIINS
nrachparMaaIbHOTO HepBa TECTUPOBAJIACh B IIPOCIICKTHB-
HoM MHoroueHTpoBoM PKMW ¢ yyactuem 151 mamueHTa
¢ HAC [809]. ITepBuuHOiT KOHEUYHOII TOUKOM 3(PpPek-
TUBHOCTHU OBLIO CHMXKCHUE MHIEKCA aITHOI-TUITOITHOD
OT MCXOIHOIO YPOBHS 10 6 MeC., YTO ObUIO JOCTUTHYTO
y OOJIBIIIeTo IPOIICHTA MMAIlMEHTOB Ha (POHE aKTUBHOTO
nedyeHus. Jpyrue mokaszarenu kadectBa cHa u KoK Obuin
VIIy4IleHBI, ¥ He OBLTIO OOHAPYXEHO pa3JIMInii HM B OII-
HOIT KOHEUYHOI TOYKe 0e30MacCHOCTH MEXKIY aKTUBHBIM
JeueHreM 1 KoHTposeM [809]. AHaIOTMIHEIC pe3yiTbra-
ThI HaOmomaauck y 96 mauuentos ¢ CH [810].

IMannenter ¢ CHE®B, paccmaTtpuBaeMble IS Jie-
YeHUs HapYIICHWI IBIXaHUS BO CHE C MCIIOJIb30BaHUEM
MAaCKU IUIST TBIXaTeIbHBIX MyTell ¢ TTOJI0KUTEIbHBIM TaB-
JICHUEM, ITOJDKHBI TIPOMTH OGUIINATbHOE NCCICIOBAHNE
CHa, YTOOHI 3aJOKYMECHTHPOBATh MPEOOIagalONINA THII
amHo3 Bo cHe (HAC mm COAC). Korma HapymieHUe
nerxaaust Bo cHe BeI3BaHO COAC, MOXHO JICYMTH HOY-
HYIO TUIIOKCEMUIO ¢ HOYHOM ITomadyeii Kucjaopomaa, mo-
CTOSTHHBIM ITOJIOKUTEIHLHBIM TaBICHUEM B IBIXaTeIHHBIX
MYTSIX, OBYXYPOBHEBBIM IOJOXUTEIBHBIM IaBICHUEM
B IOBIXaTCIBHBIX MYTSIX W aZalTUBHOM CEpBOBEHTIUISIIIV-
eif. TeM He MeHee HM OTHO M3 3TUX BMEIIATCILCTB HE
T0Ka3aJi0 ITOJIOKUTEIIFHOTO BIWSIHUSI HAa WCXONBI IIPU
CH [807]. Korna HapymeHne AbIXaHUs BO CHE BBI3Ba-
HO HHAC, MacKM OIS OBIXaTeIbHBIX IYyTEH C TTOJIOXM-
TEIbHBIM IaBJICHUEM IIPOTHBOIIOKA3aHBI MaIlMCHTAM
¢ CHu®B [808]. ¥ Taknx mayeHTOB MOXHO paccMoO-
TpeTh MMIUIAHTAIUIO CTUMYJISIIAN OradparMaabHOTO
HEepBa IJIT CHMIITOMATHYECKOTO OOJICTUYCHMSI.

13.9. lMnepnunuaemus
urunonunupgemMmunyeckasa Tepanua

B nByx xkpynHbeix PKW, BkjIouaBIINX B OCHOBHOM
nauueHToB ¢ CHH®PB, a takke B MeTaananuse 24 PKU
He OBUIO IIPOIEMOHCTPHPOBAHO MPEUMYIIECTB JIeUe-
HUS CTaTUHAMU B OTHOIICHUM CEePACYHO-COCYIUCTOM
CMEPTHOCTH WJIM MHCyJbTa y TTanmenToB ¢ CHu®B [811,
812]. UM wnHabmiogajicss B MeTaaHaJIM3e MCCIETOBaHUI
CORONA u GISSI-HF [813-815]. Ha ocHOBaHnu nme-
IOIIMXCS TAaHHBIX PYTUHHOE Ha3HAUCHWE CTAaTMHOB IIa-
nueHTaM ¢ CH 0e3 mpyrux mmokasaHWii K UX IIpUMEHE-
auto (Hanpumep, MBC) He pekomeHayetcst. [IocKOIBKY
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HET O0Ka3aTC/JIbCTB Bp€aa MJId IMAalMCHTOB, ITOJYy4YalrOo-
mux JEYCHUE CTaTUHAMMU ITOCJIE BOZHHMKHOBCHUA CH,
HEeT HeOOXOOUMOCTU B IIpeKpallicHUN IIpueEMa CTaTUHOB
Y VK€ ITOJYy4YaBIIUX JICYCHHNEC ITAITMCHTOB.

13.10. NMoparpa n apTpuTt

TnepypukeMus sIBASICTCST YaCTOM HAXOOKOM y TTaIly-
entoB ¢ XCH c¢ pacnipocrpaneHHoctsio 10 50% [816, 817].
ITumepypukeMust MOXeT OBITh BEI3BaHA WJIM YCYTyOJIeHa
JICYCHNEM IUYPETUKAMM M CBSI3aHa ¢ CUMIITOMaMH, Iie-
PEHOCHMOCTBI0O (DM3NYECKUX HATPY30K, TSLKECTHIO IHa-
CTOJTMYECKOM MUCHYHKIINNA U TOITOCPOIHBIM IIPOTHO30M
[817, 818]. Ha xaxmerit 1 MTr/mT TTOBHIIIICHUST YPOBHSI MO-
YeBOI KMCJIOTHI B CBIBOPOTKE KPOBU HAOIIOMACTCS YBEIIH -
YeHHME PUCKa CMEPTHOCTU Y TOCIMTAIU3AIIAN TI0 TTOBOIY
CH na 4% u 28%, coorBerctBeHHo [819]. Kak ¢ebyk-
COCTaT, TaK ¥ aJUTOITyPUHOJI CHITKAIOT YPOBEHb MOUYEBOIA
KUCJIOTHI. TeM He MeHee ajUIOMypUHOJI ObLI CBsI3aH ¢ 00-
Jlee HA3KOM 9acTOTOM CMEpPTU OT BCeX IIPUIMH U CMEPTH
ot CC3 1o cpaBHeHMIO ¢ (eOdYyKCOCTaTOM B MPOCIIEK-
THBHOM MHOTOIICHTPOBOM JBOIHOM CJICIIOM HCCJICIOBA-
HUU He MeHbIlel 3¢ GeKTUBHOCTH, BKIoUaBiieM 6190
manyeHToB ¢ nogarpoit 1 CC3, 20% ¢ CH, co cpenHum
nepuonoM HabmoneHus 32 Mec. [820]. TakuM obpasom,
aJUIOIyPUHOJI peKOMEHIyeTCsI B Ka4eCTBE YpaTCHIKAO-
IIero Iperapara IepBoro BeIoopa y nammeHToB ¢ CH 6e3
MMpOTHUBOITOKa3aHmii. HeT HUKAaKMX J0Ka3aTeIbCTB TOTO,
YTO JICUCHHNE, CHIDKAIOIIEe YPOBEHb MOUYCBOM KHUCJIOTHI,
O01aroTBopHO BiuseT Ha ¢yHKuuio JIZK, cumMnTomMsl win
ncxonsl y manueHToB ¢ CH [821-823].

Yto Kacaercs JCUCHUSI OCTPHIX IIPUCTYIIOB ITOMATPHI,
HECTepPOUIHEBIC ITPOTUBOBOCIAINTEIbHBIC IIPEIIapaThl
(HIIBII) MoryT yXyamuTh (PyHKIUIO ITOYEK W YCKOPUTH
mexomreHcanuo octpoit CH. IlpemmoureHue ciemy-
€T OTHABaTh KOJIXUIIMHY, T.K. OH BEI3BIBACT MCHBIIIEC T10-
604HBIX 3(pdekToB [824]. OmHaKO €ro TakXKe ClemyeT
MIPUMEHSITh C OCTOPOKXHOCTBIO Y MAIIMEHTOB C TSKEJIOM
IMOYECYHOM HEOOCTAaTOYHOCTBHIO M OH IIPOTHBOIIOKA3aH
MMaIeHTaM, HaxomSIIIUMCS Ha quann3e. B skcrmepnMeH-
TaJIBHBIX MOJIEJISIX OBLIO MOKA3aHO YBEIMYCHHE YSI3BU-
MOCTH KeJIyToYKoB [825].

ApPTPUT ABJISECTCS YAaCTBIM COIYTCTBYIOIINM 3a00JIe-
BaHMEM U YaCTOM IMIPUYMHON CaMOCTOSITEILHOTO IIpreMa
HIIBII n ux nasznaueHusi. HIIBII orHOCHTENBHO TIpO-
THUBOIIOKA3aHEl M MOTYT CIIPOBOIIMPOBATH OCTPYIO Ie-
KoMIteHcauuio y mammeHToB ¢ CH [826]. PeBMaTonmHbIi
apTPUT CBSI3aH C IBYKPATHBIM WM TPEXKPATHBIM TTOBBI-
meHueM prcka CH 1 He3aBUCUMBIM TTOBHITIICHUEM PHC-
ka MBC, 4To yKa3bBaeT Ha HEIOCPEICTBEHHYIO POJb
B nmatodusuonorun CH [827, 828]. bezomacHocTh mpe-
ImapaToB, MOTU(PUIINPYIOMNX 3a00JIeBaHNE, UCIIOIb3Y-
eMBIX IUIST JICUCHHUSI peBMaTOMIHOTO apTputa, mpu CH
HE ycTaHOBJICHA. BBICOKME mO3BI MpermapaToB IIPOTHUB
dakTopa HEeKpo3a OMyXOJM ajb(da acCOMUMPOBATINCH
¢ yxyomeHneM tedeHnss CH B HavalbHBIX MCCIIeOOBA-
HUSX W HOJDKHBI MCIIOJIb30BAThCSI C OCTOPOKHOCTBIO.

Hukakux mo6oyHbIX 3(p(EeKTOB HEe ObLJIO OTMEYEHO IIpU
OoJtee HM3KMX Ho3ax [829-831].

13.11. ApexkTnnbHaa puchyHKumus

DpeKTmwibHasT TUCOYHKIUS SIBISIETCS CEepbe3HOM
npob6iemoit y maumeHToB ¢ CH m3-3a ee cBsI3M ¢ dak-
Topamu pucka CC3, cOmyTCTBYIOIIMMU 3a00JIEBAaHUSIMUA
(mammpumep, CJI), o6pa3oM XH3HH (HAIIpUMEpP, Majo-
TIOOBIDKHBIM 00pa3oM XHM3HU) U JiedeHneM (HarpuMmep,
preMoM JieKapcTB) [832]. DpekTminbHas TUCOYHKIINS,
10 OllecHKaM, BcTpevaeTcs y 50% MyX4uH B BO3pacTe
260 neT, HO 3peKTHIbHAs TUCGHYHKIMS MOXET IIPUCYT-
ctBoBath Y 81% marmentoB ¢ CC3 B pa3HbIX KYJIBTypax
n 3THUYeckux rpynmnax [833]. OnTumanbHag olleHKa
IOJDKHA BKITIOYATh KaK BOIIPOCHI, OILICHUBAIOIIE HaJIM-
qre 3PEeKTWIHbHONM TUCHYHKIINM, TaK U (DaKTOPHI, KOTO-
pBbIe MOTYT OBITH CBSI3aHBI C SPCKTUIBHON THCHYHKITI-
eif. MHOrMe KJ1acChl CepIeIHO-COCYIUCTHRIX IIperapaToB,
0CO0EeHHO TUYypeTUKN W BB, BRI3BIBAIOT 3PEKTHIHLHYIO
nucyHKINo0. OOTHAKO B3aMMOCBSI3h MEXIY MHOTH-
MU COBpEeMEHHBIMM mperapatamu s jdedeHus CC3
¥ DPEKTWILHOM muchyHKIMeil He scHa [834]. s me-
YeHUS 9PEKTUIbHON AUC(HYHKIIMN MHTMOUTOPHI pocdo-
IU3CTepassl TUTIA S5, KaK MPaBWIo, 0e30IacHb 1 3P dek-
TUBHBI ¥ TTalIMEHTOB ¢ KoMreHcupoBanHoit CH [834,
835]. Hu omHO ucciaenoBaHME He IMOKa3ajao OOJbIIECiH
a(pPeKTUBHOCTH UTN 0€30MMaCHOCTH KaKOTO-JIMOO OTHO-
To TIperrapara o CpaBHEHUIO ¢ IpyruMu. OQHAKO WHTH-
outopsl pochoauacrepassl TUIIA 5 HE ClenyeT IpumMe-
HSTHh Y TMAIIMUCHTOB, MOJIYJAIOIINX HUTPATHI, a HATPATHI
HE cJemyeT BBOOUTH MAIlMeHTaM B TeueHMe 24 9 Iocie
BBeICHUS cuineHadmWIa Wik BapacHadmiIa Wil B TeUe-
HUe 48 4 mocye BBemeHus Taganadumna [834].

13.12. Jenpeccus

Henpeccust nopaxaet 20% nanuentos ¢ CH u y mo-
JIOBUHBI U3 HUX MIpoTeKkaeT Tsxkeno. Ee wacroTa Bhlle
V XEHIIIMH, OHA CBSI3aHA C XyAUIUM KIMHUYECKUM CO-
CTOSTHMEM M HEOJIAronpusATHBIM ITPOrHo3oM [836-838].
CKPUHHMHI C MCIIOJb30BaHUEM BaJIUAUPOBAHHOTO BO-
MIPOCHMKA PEKOMEHIYETCsI, KOra eCTh KIIMHNYECKOE MO~
Jo3peHue Ha gernpeccuio. OnpocHuK aemnpeccuu beka
M IIKaja CepAeyHOl AENPECCUU SIBISIOTCS MHCTPYMEH-
TaMu, O(PULIMATIBLHO YTBEPXIECHHBIMU IJISI OLIEHKU JIe-
npeccun y nauueHToB ¢ CH. Takke MOXHO UCIIOJIb30-
BaThb IpPYyrue OMPOCHUKU (HAIIPUMEDP, FrepraTpUUECKYIO
LIKaJly OeIlpeccuu, IIKaay aernpeccuu l[aMuibToHa,
OOJIPHUYHYIO IIKAJIy TPEeBOTU U merpeccum) [837, 838].

J10 cHX ITOp HET eAMHOIr0 MHEHUS O HAWUJIydlleil Tepa-
muu nauureHToB ¢ CH u nenpeccueii. IlcuxocoimanbHoe
BMEILIATEILCTBO MOXET YMEHBILKTD AeIPECCUBHBIC CUM-
IITOMbI, HO HE BJIMsIET Ha IMPOTHO3 y MAllMEHTOB C Je-
npeccueit 1 CH [839]. empeccuBHBIE CUMIITOMBI MO-
CYT YAYYIIUTHCS IPU IPUEMe CEIeKTHUBHBIX UHIMOUTO-
pPOB 0OpaTHOIO 3axBaTa CEPOTOHMHA, HO MCCACIOBAHMS,
CIIelIMaIbHO pa3paboTaHHbIe ISl OLEHKU 3 eKTa ITUX

199



Poccuiickuii kapamonoruyeckuii xypHan 2023; 28 (1)

mpemnapatoB y manueHToB ¢ CH u mempeccueii, He mo-
Kazajli KakKOoro-jiu0o 3HAYUTEIbHOIO IpPEeHMYILEeCTBa
nepen mianebo Kak 1o CUMIITOMAaM, TakK U 0 MCXOmaM
[840, 841]. MUHTEpECHO, YTO COCTOSHUE TTAllMEHTOB TaK-
Ke YIy4IIMIOCh B TPYIIIe IU1aedo, YTO CBUACTEIbLCTBY-
€T O BaXXHOCTH JIYYILIEro yXoaa 3a 3TUMU IallMeHTaMMU.
O6a uccienoBaHus IoKa3aiu 0e30MacHOCTh CepTpaaiuHa
¥ 3cCLUTAIoNpamMa, cooTBeTcTBeHHO [840, 841]. Crenyer
n3beraTb MpUMEHEHUS TPULUKINYECCKUX aHTUAEIIPEC-
caHTOB 1JIs1 JedeHust genpeccuu npu CH, mockosb-
Ky OHM MOTIYT BbI3BaTh TMIOTeH3UI0, ycyryoaenue CH
n aputMnu [837, 838].

13.13. 3nokayecTBeHHbIe HOBOOOpPa30BaHUS
CH Bo3HMKaeT y OOJBHBIX paKOM B pe3yJibTaTe B3a-
MMOJICCTBUSI MEXIY MPOTUBOOITYXOJIEBOM Tepamue,

caMUM paKOM M CEPACYHO-COCYOMCTHIM (DOHOM ma-
nueHTta (dakTopaMmu pucka u colryrcrByomum CC3)
[842-846]. HexoTopble NPOTUBOOITYXOJEBBIE METO-
Ibl JedyeHUs: MOryT Boi3biBaTh CH Hampsimyio uepes
UX KapamoTokcudeckue 3 dekTrl (Taba. 23) uiam Koc-
BEHHO, 4epe3 Apyrue MexXaHU3MBbl, TaKhe KaK MHOKap-
JIUT, UIIEMUSI, CUCTEMHAs WJIM JIETOYHAS TMIIEPTeH3Us],
ApUTMUHU VIV KJIamnaHHbIe TOpoKM [844, 845, 847-852].
CH, B cBoI0 ouepenb, MOXET BJIUSTh HAa MCXOOBI paka,
JuIIas MauueHToB 3¢GGEKTUBHON MPOTUBOOIYXOJIE-
Boii Tepanuu [699]. HekoTopbie 3mumeMHOIOTUYE-
CKHeE U DKCIIEpUMEHTAaIbHbIe TaHHbIE CBUAECTEIbCTBYIOT
O JaJbHENIIIeM B3aMMHOM B3aMMOIEUCTBUU MEXIY pa-
koM u CH: HekoTOpble, XOTS U HE BCE, MCCIIEA0BAHUSI
MOKa3bIBalOT 0oJjiee BHICOKYIO 3a00J1€BAEMOCTh PaKOM
y manmeHToB ¢ CH [853-858].

Tabnuua 23

MpoTuBooONyxoneBbie CPEACTBA, BbidbiBaowme CH

Xumunotepanusa

AHTpaUMK/IMHOBas XMMMoOTEpanus
(DOKCOPYOUUMH, 3NMPYOULIMH, LayHOPYOULMH, naapyouLmMH)
HER2-tapreTtHasi Tepanus

(Tpacty3ymab, nepty3ymab, Tpactydymab amtaHcuH T-DM1, nanatHu6, HepaTuHmG, TykaTuHno)

WHru6uropbl VEGF
WNTK (cyHUTnHMG, nazonaHmb, copadeHnd, akenuTnHmb, TMBo3aHn6, kabo3aHTUHNG,

peropacennd, neHsaTnHnb, BaHpeTMHWG) 1 aHTUTENa (6eBaumsymad, pamyLypymat)

MHorouenesble VIHI'VIGVITOpr KWUHa3bl:

Moka3aHue
Pak MOnoyHom xenesbl, iMMpoma, OCTPbIN NENK03, Capkoma

Pak monoyHoi xeneabl HER2+

Pak xenynka HER2+

WTK VEGF: pak nouku, renaToLennionspHbIil pak, pak LWMTOBUAHO
Xenesbl, pak TONCTON KWLLKK, capkoma, GIST

AHTUTENA: PaK MONIOYHOM Xenesbl, Pak SMYHNKOB, PaK Xenyaka,
pak Xenyao4HO-NULLEBOLHOMO TPaKTa, PaK TONCTOM KMULLKN

XPOHUYECKNIN MUENOVAHBIN NE KO3

MTK BCR-ABL BTOPOro v TPETLEr0 NOKONEHMS (MOHATUHWG, HUNOTWMHWG, fa3aTUHKG, 603yTUHIG)

WHrmGuTopbl npoteacom
(kapdpunaommnb, GopTezommd, Mkcazomuno)
WMmyHOMOaynupyiowme npenaparbl
(neHanmpomma, NOManuaoMug,)

KomGuHuposaHHble nHrnéutopsl RAF u MEK

MHOXecTBeHHas MuenomMa

MyTtaHTHas menaHoma RAF

(nabpacdeHnb+TpameTnHING, BeMypadeHn6+KobUMeTUHNG, aHkopadeHNB+OUHUMETUHIG)

AHpporeHHas aenpvBaums

aroHucTbl MBI (ro3epenviH, neinpopenun)

AHTWaHZpOreHbl (abnpaTepoH)

WHrMGUTOpPbI KOHTPONBHBIX TOYEK UMMYHUTETA:

MHrMBMTOpPLI NPOrpammupyemoi rubenw knetok 1 (HuBonymab, nembponnaymab)

AHTULMTOTOKCMYECKME MHIMOUTOPBI 6enka 4, acCOLMMPOBAHHOrO C T-tMdoLmMTamm

(Mnuanmymab)

MHrMGMTOPLI IMraHAoB NporpaMmupyemoi cmeptu 1 (aBenymab, ateaonudymad, faypeanymab)

Pak npocTaTbl, pak MOMIO4YHOW Xenesbl

MenaHoma (MeTacTatyeckas v aabloBaHTHas)

MeTacTaTnyeckuin pak noyvku, HEMeNKOKNIETOUHbIN Pak Nerkoro,
MENKOKNETO4HbIN pak nerkoro, pedpakrepHas numdoma
X0oAXK1HA, METacTaTU4eCKunin TDOMHOM HeraTUBHBIM Pak MOJTOYHOM
Xenesbl, MeTacTaTM4eCKnii ypoTenmabHbli pak, pak nevyeHu,

pak ¢ geduumtom MMR

CokpaueHusi: N'BI" — roHanoTponuH-BeicBoboxaatoLLmiA ropMoH, UTK — MHrMbMTop TMpo3uHkuHasbl, GIST — racTponHTeCTHanbHas CTpoManbHas onyxonb, HER2 —
peLenTop 2 anuaepmManbHoro daktopa pocTa yenoseka, MEK — muTOreH-akTMeMpyemas npotemHkuHasa, MMR — penapaumsi OLMO0YHO CMapeHHbIX HYKNEOTUA0B,

VEGF — dakTop pocTa aHA0TeNns COCya0B.

Ipodumaktrika CH y manmeHToB ¢ OHKOJIOTMYECKMU
3a00JIeBaHUSIMU, TIOYJAIOIINX ITOTCHINAIBHYIO KapIuo-
TOKCHUYECKYIO Tepalliio, TPeOyeT TIIATeILHOTO 00CIemoBa-
HMS ¥ BEACHMSI TIALMEHTOB 10, BO BPeMSI 1 TTOCTIC TIPOTHUBO-
OIYXOJICBOM Tepanwy, TIPEAIIOYTUTEIIHEHO B KOHTEKCTE KOM-
IDICKCHOM KapIMOOHKOJIOTMIECKOit CiTysKObI (prc. 18) [845,
859, 860]. Pexomenmyetcst mpoBoauTh 6a30Byio oLieHKy CCP
IUIST BCEX IMAIIMEHTOB, KOTOPBHIM HA3HAYEHO JICYCHHE TI0-
TEHIIUAIBHO KapIMOTOKCHIHBIMY TTPOTUBOPAKOBEIMU TIpE-

mapaTtaMM, ¢ UCIoNb3oBaHueM onieHkr prucka HFA-ICOS
[846]. Bazosbie dopmbl otienk CCP Gbuti pa3paboTaHbl
IUTSL PA3IMIHBIX TMOTCHIMAIEHO KapIUOTOKCHYHBIX METO-
1oB stiedeHust paka. Mictopusa CH nmm KMIT xapakrepusyet
MALMEHTOB KaK MALIMEHTOB C OYeHb BHICOKMM PHICKOM WA
C BBICOKMIM PHCKOM JIJIST BCEX METOIOB JICUCHHUSI paKa, KpoMe
AHTUAHAPOTEHHOTO JICUYCHUS paKa TIPeICTaTeTbHOM KeJle-
3. @B JIK <50% siBiisieTcst HOMOIHUTENBHBIM (DAKTOPOM
IUTS TIAIIMEHTOB C BHICOKMM PUCKOM, a TTOBBIIICHHBIC YPOB-
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-

Puc. 18. BeaeHvie nauyeHToB Co 3/10ka4eCTBEHHLIMU HOBOOOPa3oBaHmsimm 1 CH.

MpumMeyaHue: @ — aHTPaLVIKIIMHOBAs XMMMOTepanus, TpacTyaymab v TapreTHas Tepanus HER2, uHrnbutopsl VEGF, MHrMBUTOPBLI NPOTEACcOM, KOMBUHMPOBAHHbIE UHMOM-
TOpbl RAF+MEK, ® — HW3KMiA, COEAHMIA 1 BLICOKMIT PUCK MOXHO PACCUUTATb, MCMOJb3YA MPOMOPMbI UCXOAHOIO PUCKa CEPAE4HO-COCYANCTLIX 3a6onesanmii HFA-ICOS [846],
© — paciumpeHHoe HabioaeHe NPeAnonaraeTcs Ha Cpok oT 1 0 4 Hep, ¢ — cTaHaaPTHOE HaBAEHNE NPOBOANTCA Kaxable 3 MeC., © — 5-neTHee exeroaHoe HaboaeHme
npv NocneayoLem HabMoAeHNN — KIMHUYECKUIA OCMOTP Kaxable 5 NeT ¢ aHaMHe30M, o6cnenoBaHmeM, ypoBHAMU HIT 1 TPOMOHUHA 1 3X0KapanorpammMoi [865].
Cokpawenus: 3HO — 310kauecTBEHHbIE HOBOOGPAa3oBaHws, JIK — nesblit xenynodek, HIM — Hatpuitypetnyeckumii nentug, CH — cepeyHas HepoctatodHocTb, KM —
anekTpokapamorpamma, HER2 — peuentop 2 anuaepmansHoro daktopa pocta yenoseka, HFA — Heart Failure Association, Accoumauus cepaeyHoin HefOCTaTO4HOCTH,
ICOS — International Cardio-Oncology Society, MexayHapoaHoe o6LwecTBo kapAooHkonorum, MEK — mMuToreH-akTMBMpyemMas npotenHkiHasa, VEGF — cdakTop pocta
9HO0TenNus COCYAOB.

Hu HIT v TporioHnHa B Havasie UCCIIENOBAHUS SIBJISIFOTCSI Bo Bpewmst jeueHust paka TMOTEHIIMAIBHOW Kapmuo-
JIOTIOJTHUTEITHHBIMU KPUTEPUSIMU CPETHETO PUCKA JIISI 00JTb-  TOKCMUYECKOU Tepamnwueil cucronnueckyioo dyHkimoo JIZK
IIMHCTBA BUIIOB JIeUeHWsT paKa [846]. MOXHO KOHTpoiupoBath ¢ momoinbio IxoKI. Xumwmo-
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Tepanusl JOJDKHA OBITh TepecMoTpeHa U yiedeHne MATID
u bb (nmpeanoyTuTenbHO KapBEOWIOIOM) JOJXKHO OBITh
HAyaTo y MAIleHTOB C Pa3BUTHUEM CHUCTOJIMYICCKOM IHC-
dyuxkmm JI2K, onpenesnsieMoit Kak abCOMOTHOE CHIDKECHIE
®B JIXK Ha 10% u Gonee no 3HayeHust <50% [844, 861-
864]. OO61as npomonbHas aedopMaLsi MOXET BBISIBUTh
cepIeyHyo TUC(HYHKINMIO Ha Oosiee paHHel craguu [865,
866]. OTHOCUTENBHOE CHIKEHUE [I00ATbHON MPOAOJIb-
Hoii pedopmanuu >12% cpaBHuBanu co cHkeHuem OB
JIK B mpocnektuBHOoM PKI y maiimeHTOB ¢ BBICOKUM PUC-
KOM, TIOJIyYaIOIINX MOTCHIINATBEHO KapaUOTOKCHUICCKYIO
xuMuoTepanuo. [1o cpaBHEHHUIO ¢ JIeYeHHEeM, OCHOBaH-
HeiM Ha DB JIK, neyeHue, ocHOBaHHOE Ha U3MEHEHUSIX
I00ABHOM MPOMOJIBHON medopMaIym, IIPUBEIO K TAKO-
My ke cHmkeHno @B JIK (mepBudHast KOHEYHAs! TOUKA),
HO C MEHBIIMM KOJIMYECTBOM MALIUEHTOB, Y KOTOPBIX pa3-
BWJIACH ceprevyHas UCYHKIINS B KOHIIC MCCIICIOBAHMS, Ta-
KM 00pa3oM, TIpearojarasi IojIe3HOCTb OICHKH TI00ajIb-
HOI TIpomobHOI mecdhopmarmn (global longitudinal strain)
IUIsI paHHETO BBIABIEHUS KapIMOTOKCUYHOCTH [867].
OOHaeXUBAIOIINE PE3YIBTATHI IJISI PAHHETO BBHISIBJICHUS
cepIeyHoi TUChYHKIMN TaKKe ObUIM MOJy4eHbI PU MO-
HUTOPUHTEe OMomapkepoB, Takux kKak HII u Tpomonun
[868, 869]. IlauueHTsl, MOIydalOLINe UMMYHOTEPAIIUIO
WHTAOMTOPaMU MMMYHHBIX KOHTPOJBHEIX TOYEK, TIOIBEP-
JKCHBI TIOBBIIIIEHHOMY PHCKY MHOKApPINTA M TOJDKHBI HaXo-
ITATHCS TT0M HAOTFONCHMEM TSI BBISIBJICHUS CBSI3AHHBIX CHM-
IITOMOB U1 TIPMU3HAKOB, a TAKXKE CKEHENETbHOM OLIEHKH Cep-
JIEIHOTO TPOIIOHMHA B TEUCHHE IT0 KpaitHeil Mepe epBhIX
6 HelI. Teparnuy 1 BO BpeMs BEIEHMsI, COOTBETCTBEHHO [870)].

Cpoku TIpolleayp BHU3YAIU3allMd M OLICHKU OMO-
MapKepOB 3aBUCIT OT IPOTHBOOITYXOJIEBOTO JICUCHHUS
u npodwis pucka mnanueHTa (puc. 18) [865]. B ueaom
BCE MAIIMEHTHI, KOTOPHIM Ha3HAaueHa IOTCHIMAJbHAS
KapIMOTOKCUYECKAsT Tepalnsl, TOJKHBI IIPOUTH 0a30-
BYIO OILICHKY, KOTOpasl OIPEIeIUT YPOBEHb PHCKa Kap-
ITVUOTOKCUYHOCTH (HM3KUM, CpeOIHWIT MW BBICOKMIA),
a TaKkKe MHTEHCUBHOCTb MOHMTOPHMHTA W TTOCJICIYIOIIE-
ro HaOJIIOAEHNST BO BpeMsl M IOCJe JeyeHnus paka [865].
BerkuBmme 1mocie paka, IMOABEpriIrecs MOTCHIINATBLHO
KapIWOTOKCUYHOM TepaItnu, JOJKHBI HAXOMUTHCS IO
MIepUOOMICCKIM HAOIMIONCHUEM B TCUCHHUE IJTUTEIHLHOTO
BpeMeHHU, MocKobKy CH MoXeT pa3BHUThCS 4epe3 He-
CKOJIBKO JIET TTOCJIE JIeueHnst paka [865, 871].

PekomeHpauum no BegeHuio 60nbHbIX pakom u CH

m

PekomeHzyeTcs, 4TOObl OHKONOMMYECKUE BOSbHbIE |
C NOBbILUEHHBIM PUCKOM KapANOTOKCUYHOCTH,
onpegensieMbiM HaNM4YMEM B aHaMHe3e nnu d)aKTOpaMI/I
pucka CC3, npeaLLecTByioLLei KapAnOTOKCUYHOCTbIO

WM BO3LENCTBMEM KApPAMOTOKCUYECKUX areHTOB,

nepea 3annaHMpoBaHHON NPOTUBOOMYXONEBOW

Tepanueri NPOXOAUIMN OLEHKY CEPAEYHO-COCYANCTON
CUCTEMBI, NPEANOYTUTENBHO KAPAMOIOrOM C OMbITOM/
VHTEPECOM B 06/1aCTN Kapayo-0HKONOT M.

Neuenvie AN® v BB (npeanoyTUTensHO lla B
KapBeAuIoNoM) CneayeT paccMaTpyeaTb

Y OHKONOrN4ECKUX BONbHBIX, Y KOTOPbIX Pa3BNBAETCS

cuctonnyeckas aucdyrkums JIK, onpeaensemas kak

cHuxeHune @B JIX Ha 10% v 6onee 1 oo 3Ha4eHWs

<50%, BO BPEMS X¥MMOTEPanum aHTpaumKInHamm

[861, 862].

Ba30ByI0 OLEHKY CEepAeYHO-COCYANCTOrO prcka lla ©
CeayeT NPOBOAUTL Y BCEX BOJbHbIX PAKOM, KOTOPbIM

Ha3HaYeHo NPOTUBOPAKOBOE JIEYEHNE, MOTEHLMAILHO

CNoco6HOE BbI3BaTb CEPAEUHYI0 HeA0CTAaTOYHOCTb

[846, 865].

Mpumeyanme: 2 — KNacc pekoMeHaauuii, ® — ypoBeHb A0Kas3aTeNIbHOCTH.
Cokpawienus: 66 — 6eta-agpeHobnokatopbl, MAN®D — MHIMOUTOP aHrMOTEH-

3uHnpeBpaLLaolero ¢epmenta, JIK — nesblit xenynovek, CC3 — cepaeyHo-
cocyaucTble 3abonesaHus, @B — dpakums Beibpoca.

13.14. Uudekuunsa

NudeknnoHHble 3a001eBaHUS MOTYT YCYTYOJISITH
cumnToMbl CH 1 6BITE MpOBOLMPYIOIINM (haKTOPOM TSI
OCH [872, 873]. Tskenblit celiCUC Y TTHEBMOHUS MOTYT
BBI3BIBATh ITOBPEXICHNE MUOKApIa U YyTHETaTh Cepaed-
HyI0 (GYHKIINAIO, IIPUBOOS K CepOcUYHON MTMCOHOYHKINU
u CH, u aT0T puck Beie y nanueHToB ¢ CH B aHaMHe3e
[873-875]. CoBcem HemaBHO manaemust COVID-19 crana
OCHOBHOM IIpMYMHOI 3a00JIeBAEMOCTH U CMEPTHOCTH,
a taxke nekomneHcanmu CH [873, 876-878]. JocTymHbI
KOHKpETHBIC pekoMeHOamum [879]. O6mIme peKoMeH-
Januy, Kacaromuecsa MHOEKIni, TpUBEICHBI B Ta0JIM-
e 24.

Ta6nuua 24
UHdeKunOoHHbIe 0CNoXHEeHUsS
y naumenToB ¢ CH

MauvenTsl ¢ CH nopBepraoTcs NOBLILLEHHOMY PUCKY MHDEKLWA N UMEIOT
Xy[Lume pesynbTtaTbl nocne NHPUUMPOBaHUs.

TeneMOHUTOPUHI NO3BONSIET N36eXaTb PUCKOB 3apaxXeHNsi, BbI3BAHHOrO
TECHbIM KOHTaKTOM. OTO NONIE3HO B YCIOBUSX NAHAEMUN.

TeneMoHUTOPUHI MOXeT ObITb peann3oBaH st HabNloAeHWS 3a NauyeHTaMm

B YCNOBMSIX NAHAEMUN.

Bo Bpems naHaemuin naumeHtoB ¢ CH cnenyet o6cnenoBatb Ha MHGEKLMM

BO BPEMS rOCMMTanM3aumu, B Ciyyae 9KCTPEHHOW rocnmMTanv3aumm viv nepea,
NNaHOBOW rocnuTanM3aumnei.

TiwaTenbHas OLeHKa X1OKOCTHOro CTaTyca, MOMUMO KAMHUYECKUX MPU3HAKOB
CH, o6s3aTenbHa npu rocnnTanuaaumm 605bHbIX C CONYTCTBYIOLMM
cencucom. NMoBTOPHbIE N3MEPEHVS AaMeTPa HUXXHE Moo BeHbI 1 konnanca
C NOMOLLbIO 3x0Kapanorpadum MoryT 6biTb MCMONb30BAHBI A8 OLEHKM
XWAKOCTHOrO cTaTyca.

OMT (Bkntoyas BB, MAN®, BPA nnu APHU, AMKP n SGLT2) cnepyet
NPOAONXaTh y NALMEHTOB C XPOHMYeckoi CH, koraa ato no3sonsioT
Al » reMoAnHaMn4ecKne YCNoBKs, 1 C Y4eTOM NeKapCTBEHHOMO
B3aMMOLENCTBUSA C Tepanunei, CBA3aHHON ¢ nHdekuven, n npopunem
no60YHbIX 9hDeKToB.

Cokpawenuns: Al — apTtepuansHoe aasneHne, AMKP — aHTaroHucT muHepa-
NOKOPTUKOMAHBLIX peuenTopos, APHW — uHrnbutop peuentopa aHr1MoTeH3wHa-
HenpwunuanHa, BB — 6eTa-appeHobnokatopbl, BPA — 6nokaTop peuenTopos
aHrnoTesuHa, WAM® — MHMMOWUTOP aHrMOTEH3UHMPEBPALLAOWEro GepMeHTa,
OMT — onTumanbHas MeaykameHTo3Has Tepanus, CH — cepaedHas HefocTaToy-
HOCTb, SGLT2 — HaTpWii-rNioKO3HbIN KOTpaHCNopTep 2 Tuna.
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(" Ilo Gepemennocmu

—

(" Ipu duaenocmure
UAU NAGHUPOBAHUU
bepemeHHOCMU

—

p
Bo epems
obepemeHHoCmU

JIBYXMeCAYHBIIA ExemecsuHast
I €XeMECSYHbIA OLIEHKa
0630p (MWHO 1I) (mWHO I1I)

CpouHOe KOHCYJIETUPOBAHE
110 TIOBOMY TIPEPHIBAHUS
OepeMEHHOCTH

—

Puc. 19. BegeHue nauventos ¢ CH a0 v Bo Bpemsi 6epeMeHHOCTU.
MpumeyaHue:  — pekoMeHaauMmM OTHOCUTENBHO KOHTpaLenLuiu, nekapcTs ot CH; 06patuTbes k cneuvanucTy no CH npw nnannposaHny 6epeMeHHOCTH.
Cokpawenus: CH — cepaedHas HeflocTaTouHOCTb, IKI — anekTpokapamorpamma, mMWHO — mMoanduLmpoBaHHbiii knacc BcemmpHoit opraHnsaumm 30paBooxpaHeHus.

203



Poccuiickuii kapamonoruyeckuii xypHan 2023; 28 (1)

BakiumHanmuss mpoTWB TPHIIIA acCOMUMpPOBaHA CO
CHUXXEHUEM pUCKa CMEPTU OT BCEX NMPUYMH Y HallMeH-
T0B ¢ CH B 06CcepBaliliOHHBIX UCCIEIOBAHUSIX U PETPO-
CTIIEeKTUBHBIX aHamm3ax [880-882]. BakiuHanus npoTtus
IPUIINIA U THEBMOKOKKA, a TAKXKe BAaKLIMHALIUSI IPOTUB
COVID-19, ecau oHa IOCTYITHA, TOJDKHA OBITH PAcCMO-
TpeHa y manuenToB ¢ CH [879, 883].

14. OcoGble cocTosiHUS

14.1. BepeMeHHOCTb

14.1.1. BepeMeHHOCTb Y NaLUEHTOB
¢ npea-cyuwecteyiowein CH

XKenmumnsel ¢ npenmectsyomeit CH nMmeror 6omee
BBICOKHMI PUCK CEPHCYHO-COCYIUCTHIX OCIOXHCHUIA,
CBSI3aHHBIX C OEPEeMEHHOCTBIO, BKIIIOYAST TeKOMIICHCA-
muto CH. [TarmmeHTKY ¢ yMepeHHBIM 1 BEICOKUM PUCKOM
B COOTBETCTBUHU ¢ MOAMGPUIIMPOBAaHHBIM KiaccoM I1I-1V
Bcemupnoii opranmzanun 3gpaBooxpadHeHus (mWHO)
IOJKHBI OBITh HAIIpaBJICHBI B CICIUATN3UPOBAHHBIN
LIEHTP C MHOTOIIPOMMIBHO KOMaHIOM, CIICIINAIN3NUPO-
BaHHOI1 110 KapIMOJIOTHHU U BEICHUIO OEpPEMEHHBIX C BbI-
COKMMM pucKaMHt) [884]. AnropuT™ BeneHHS ITAIIUEHTOK
¢ CH 1o n BO BpeMs OepeMEHHOCTH OMMCAaH Ha PUCYH-
ke 19.

BeneHue nepen 6epeMeHHOCTbIO BKJIIOYAeT B ceOs
MOIU(UKAILINIO CYIIeCTBYIOMMX JeKapcTB or CH, uTo-
OBl M30exaTh Bpema mid miuona. MAIT®, BPA, APHU,
AMKP, uBabpanua n uaruoutopsl SGLT2 nmpoTuso-
IMOKa3aHbl M IOJKHBI OBITh OTMEHEHEI IO 3aYaTHs IO
TIIATCIbHBIM KINHUYeCKHM M DXoKI KoHTpoieM.
Craenyer mpomorkaTh npueM bb m 3ameHuTh Ux Ha
OeTa-1-ceneKTUBHBIC 0JI0KATOPHI (OMCOIIPOJION, METO-
npoJiojia cykKuuHart). [uapanasuH, nepopajibHble HU-
TpaThl 1 METUJIIONA MOTYT OBITh Ha3HAYCHBI IPU HEOO-
xoagnMmoctu. IMamuenTtkam ¢ CH u ®IT pexomenayercs
TepalleBTUYCCKasI aHTUKOATYJISTHTHAS Tepaltisl HU3KO-
MoJieKyasIpHBEIM TenapuaoMm (HMI') B mepBoM m Im0-
cinegHeMm tpuMecTpax 1 ABK ¢ oOBIUHBIMU Lie€BBIMU
MEXIYHAPOTHBIMA HOPMAJIM30BAHHBIMHM OTHOIICHMSI -
mu (MHO) wimm HMI Bo Bropom tpmMectpe. Cienyer
n30eraTh MPUMEHSITh HOBBIC OpaJbHbIe aHTUKOATYJISTH-
ToI [884].

O6cnenoBanue namyeHToK ¢ CH mo 6epeMeHHOCTH
WIN TIpW TIOSIBJICHUM HOBOM OEpEeMEHHOCTU HOJIKHO
BKJTIOUATh KIIMHUYECKYIO OIICHKY (CUMIITOMBI, KJIMHINYE-
ckoe obcrenoBanme, All, Sa0,), DKI u 9xoKI B moxoe.
MeTomsl pomopaspelleHus] MOJMKHBI IIJIaHHNPOBAThCS
KapAauoJjoraMy, aKyliepaMy W aHeCTe3MOJIOTaMU IIpH-
MepHO B 35 Hen. MexaucunmnHapHoii Heart Team mrg
b6epeMeHHBIX. HeoOXxonmMo TTpoOBOAUTH OLEHKY pa3 B 2
Mec. s keHmmH B rpynme mWHO II-111 u exxemecsa-
HYIO OIICHKY XXCHIIWH ¢ paHee cymectBoBaBmeit CH
B rpynnie mWHO III. BepeMeHHbBIE XeHIIWHEBI C TIPO-
rpeccupyilomeit CH (®B JIXK <30%, 111-1V ®K no
NYHA) 8 mWHO IV MoryT 6BITh HaIIpaBICHEI B CIICIIH -
aTM3UPOBAHHEIN EHTP MIJIT KOHCYJBTUPOBAHMS 10 TIO-

BOIY IIpepbIBaHUSI OepeMeHHOCTH. Penrenne o Metomax
pomopas3pelieHnsT MOXeT TIAaHMPOBaTLCI KapauoJiora-
MU, aKyllepaM U aHeCTe3NOoJIOTaMI Ha CPOKe OKOJIO 35
Hepd. B MexaucuunanHapHoii Heart Team s 6epeMeH-
HBIX ¥ 00CYKIaThCSI C MAITMeHTKOM [884].

14.1.2. Oe6ioT CH BO Bpems 6epeMeHHOCTH

[MoBbImeHABIC TpeOOBAaHMS K (PYHKIIUM XKEIYIOIKOB
B CBSI3M C YBEIMUYCHHEM 00BbeMa IMPKYIUPYIOIIEH KpPo-
BU UM CEPOCYHBIA BEIOPOC IIpH OEpeMEHHOCTHA MOTYT BhI-
SIBUTBb paHee CYIIeCTBOBABIINE, HO paHee He TMAarHOCTH-
poBanHble ipuunHbI CH, Takme kak KMII u 3aboneBa-
HUS KanaHoB [885]. CUMITTOMBI Yallie MposIBISTIOTCST BO
BTOPOM TPUMECTpPE, KOIIa IMMOTPEOHOCTh B YBEIMICHUN
CcepIeyHOro BEIOpoca Hambojee BbicOKa. Cepbe3HBIC
SMOIIMOHAIBHBIE CTPECCOBBIE STTU30IbI BO BpeMsI Oepe-
MEHHOCTH U POIOB TaKKe MOTYT BBI3BIBATH CHTHIPOM Ta-
Ko1uyoo [884, 885].

ITKMII npencrasnsgeT coboit CH, BTopmyHyIo 10 OT-
HOIIIEHWIO K cucTtojimdyeckoin nucynkmum JIZK, oobra-
HO TiposiBasiomnyocsa no cHmxkeHnss @B JIK <45%,
BO3HUKAWOIIYI0 OJMXe K KOHIy OEpeMEeHHOCTU (Tpe-
THI TPUMECTP) WU B TIEPBBIC MECAIIBI TIOCJIE POIOB Oe3
Kakoi-1ubo Apyro uaeHTU(UUUPYEMON NPUUMHEL.
bonbmmHceTrBo cinydyaeB ITKMIT puarHoctupyetcs moc-
e ponoB. B ocHoBHOM B HOxHOIT Adprke n 1:1500
B I'epmanun [643]. TIpocrieKTMBHBIE OOJBIINE KOTOPT-
HbIE UCCJEIOBaHUS COOOLIAIOT O 6-MeC. CMEPTHOCTU
B auana3one oT 2,0% B I'epmanuu 10 12,6% B xoropte u3
206 maumenTos ¢ ITKMII B FOxHoit Adpuke [643].

ITKMIT yacto mposiisieTcsa octpoit CH, HO Takxke
MOXET TIPOSIBIISITECSI XKETyTOYKOBBIMU apUTMUSIMHU U/
ninu ocraHoBkoi cepaua. @B JIXK <30%, BeipaxkeHHast
mnatanus JIK, KoOHeYHO-IWACTOIWICCKU AUaMeTp
JI2K >6,0 cm u BoBiteuenue I12K cBsizaHBI ¢ HEOIaronpm-
STHBIMM ucxonaMu [643]. BoccraHoBiieHMEe cepaedyHOit
JEeITEIbHOCTA MOXET IPOM30MTU B IepBbie 3-6 Mec.,
XOTsI OHO MOXET OBITh OTCpOoYeHO 10 2 jeT. I[TokazaTenn
BBI3IOPOBIICHUS BAPBUPYIOTCS B 3aBUCUMOCTH OT PErHo-
Ha, oT 75% no <50% [886-888].

O6cnenoBanue u BeneHne depeMeHHBIX ¢ CH 3a-
BUCHUT OT KIMHWYECKUX YCIIOBUM M TSIKCCTH TCUYCHUSI.
PexomennyeTrcsa metanbHas olleHKa cepaua ¢ DxoKT,
ompeneneHreM ypoBHS HII, yabTpa3ByKOBBEIM HCCIIEIO-
BaHMEM IDIONAa U MOHUTOPUHIOM IToma. B ciaydasx HO-
Boit CH wim mpy HaJ WYUK JUarHOCTHIECKOIM HeoIpee-
JICHHOCTH MOXHO PacCMOTPETh BO3MOXHOCTD IIPOBEIe-
Hust MPT 6e3 koHTpacra.

Bonee nerkme ciaydanm MOXHO JICUYUTh TIEPOPATbHBI-
MU ouypeTukamu, bb, rumpamaswHoM M miepopaabHEI-
MU HUTpatamMu. bepeMeHHBIe XKCHINWMHEI ¢ TIpU3HAKaAMU
octpoit CH HyXmarmoTcsd B CPOYHOM T'OCIUTAIM3AINMN.
B ciiywae TIKMII ¢ Tskxenoit CH m KapamoreHHBIM
IIIOKOM, TPEOYIOIIUM WHOTPOITHOM WJIM Ba30IIpeccop-
HOM TOMIEpXKM, PEKOMCHOYETCS TEPEeBON B MEpemo-
Boit meHTp CH, rme MOXHO BEITIOJTHUTHh MMILIAHTAIINIO
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BOKMO, nJIXK u/umu TC. CrnenyeT pacCMOTPETh BOIIPOC
0 CPOYHOM POIOpa3peIIeHUH ITyTeM KecapeBa CCUCHMS
(He3aBUCHMO OT CpoKa 0epeMEHHOCTH) ¢ HeMEIICHHO
noctyrnHocThio MITK.

AnpeHepruueckue areHThl (100yTaMuH, alpeHAaJIUH)
MOTYT OKa3bIBaTh BpeaHoe BoszaeiicTtBue [889]. Korma
naumeHT ¢ [IKMII remogmHaMuyeckm HeCcTaOUJICH,
MOXXHO PaccCMOTPETh BO3MOXHOCTh Ha3HAUCHUS JICBO-
cuMenaaHa win MITK. Umnnantauusa nJI2K B kayectBe
"MocTa" K TpaHCIUIaHTallMY WK "MOCTa" K BOCCTAHOBJIE-
HUIO CIIeAyeT pacCMaTpUBaTh B peppaKTECPHBIX CIIydasix
KapIMOTEHHOTO 1IoKa [643]. BpoMOKpUIITUH OBLT TIpe-
JIOXKeH 17151 TTauueHTOB ¢ ocTphiM TTKMIT mist cHuskeHMsE
MIPONYKINY pacIIeIUICHHOTO (parMeHTa IIpOJIaKTUHA
16 xJla, 9TO MOXET CITOCOOCTBOBATh MAaTO(QU3NOJIOTUN
INIKMII. bpomoxkpurntuH 0b11 uctneitad B PKU ¢ yua-
cTtueM 63 MalueHTOB, B KOTOPOM CPaBHUBAJIU €0 [IJI-
TeJbHOE JIeYeHNEe B TCUCHUE 8 Hem. ¢ KPaTKOCPOUYHBIM
JIeYeHNeM B TeueHne 1 Hem DTo OBLIO CBSI3aHO C BOCCTA-
HoBieHueM ¢GyHKuuM JIK, 6e3 paznuuuii Mexay AByMsI
peXMMaMU U B COOTBETCTBUM C Pe3YJIbTaTaMU IIPEIbI-
nyiero MexayHaponHoro perncrpa ITKMIT [890, 891].
MOXHO pacCMOTPETh BO3MOXHOCTh IIPUMEHEHMST OpO-
mokpurnituHa mist gedenust [IKMII. Eciu neyenue Haua-
TO, CJIeMyeT YIUTHIBATh HEONATOMPUATHEIC TTOCIICICTBUS
JICYeHUsI, BKITIO9ast TPOMO03 ITyOOKMX BEH M IIpeKpalle-
HHe Jakranun. I[1o3ToMy OHO JOJDKHO COIIPOBOXIATHCS
MpOoDUIAKTUIECKON (MU TepaIlleBTUIECKOM) aHTHKOA-
TYJISIHTHOM Teparmei.

14.2. Kapanomunonatumu
14.2.1. Anupemuonorusa n puarHocTuka

KMII moryT OBITh YHACIEMOBaHHI (TeHETHIECKIE,/Ce-
MeiHBIe) 1/Wn TIproopeTeHBl. MIX Takske MOKHO YCKO-
PUTH C TIOMOIIBI0O MOAU(MUKATOPOB 3a00aeBaHUs [892-
894]. D10 TeTeporeHHas TpyIma 3ab0JIeBaHUI, KOTOPHIE
ABIIIOTCS ocHOBHBIMU npuunHamu CH [895]. TTo oneH-
KaM, pacrpocTtpaHeHHocTh [JKMII cocrtaBnsieT ot 1 Ha
250 mo 1 na 500 nacenenud B nenoMm, ' KMII konebmerca
ot 1 Ha 500 mo 1 mu3 5000, a AAITXK, mo olleHKaM, IIpH-
cyrcrByeT mpuMepHo y 1 13 1000 mo 1 u3 5000 yemoBek

[895, 896].

IIpsamele npuunnabel KMII BkiIIO4aOT maToreHHbIS
BapHaHTHI TeHOB (MyTalluM), TOKCUHEI, ayTOUMMYHH-
TeT, 00JIe3HN HAKOIUICHMS, MHMEKIIUN 1 TaXUapUTMUH.
MonndukaTopsl 3a00JeBaHNUSI, COCTOSIHHS, KOTOpPEIE
MOTYT ycyryouth uiau criposouupoBatb KMII, Bkitoua-
[OT SIHUTCHETUYECKHE (DAKTOPHI M TIPUOOPETCHHBIE MO-
IU(GUKATOPHI, TaKie KaK 0epeMEHHOCTD 1 OOJIBIIMHCTBO
conyrcTBylomux CC3. BaxkHo y9uTHIBaTh 3TO KIIIOYEBOE
B3aUMOACHCTBHE MEXIYy TeHETUISCKUMU M IIpruodpe-
TeHHBIMU TIPUIMHAMHA BO BpeMsI TUATrHOCTUYECKOTO WC-
cregoBanus [897]. Wmentndukanms mpruoopeTeHHOM
npuurHbl KMIT He MCKITIo4aeT OCHOBHOM ITaTOT€HHBIN
BapHaHT TeHa, TOTma KaK MOCISTHUIT MOXET MOTpebo-
BaTh NOIOJHUTEIBHON IPUOOPETEHHON NMPUYMHBI U/
WM MoguduKaTopa 3a00JIeBaHMSI, YTOOBI IIPOSBUTHCS
KInHNYecKu. Hamboitee pacripocTpaHeHHBIC TTPUYMHBI
1 MoIM(pUKaTOPphI 3a001€BaHNs TOKa3aHKI B TA0IMIIE 25.

KiroueBbie 251eMEHTHI DUaTHOCTHYECKOTO OOCIIeno-
BaHmsa Bcex maumeHToB ¢ CH n KMII npencraBieHb
B Tabnuie 26 [892, 894, 895, 898, 899]. OcobeHHOCTH
IUaTHOCTUKU U JICUCHUS NpUBeNcHEBI B Tabaumax 27-29.
Knunnaeckuii aHamMHe3, 1abOpaTOpHBIC TECTHI W BU3Y-
ann3alns SIBISTIOTCS UCCIIEAOBAHUSIMU TICPBOM JTMHWU.
OxoKI' 3aHmMaeT IeHTpalbHOE MECTO B OTHATHOCTH-
ke u MoHutopunre 'KMII, IKMII u AJAITXK. MPT
naeT Oosiee MOApoOHYI0 MOPGOJOTUUECKYIO U IIPO-
THOCTUYECKYI0 MHDOPMAUIO W JTOJKHA BBIITOTHSITHCS
Ha MCXOOHOM YpoOBHe. PacmmpocTpaHeHHOCTh T€HHBIX
MYTallMii MOXET BapbHPOBAThCS B 3aBUCHUMOCTH OT
Mopdosornaeckoro (peHOTHIIa WM OCHOBHOM TIpH-
0oOpeTeHHOW NpWYMHBI. [eHHBIE MyTallMd BCTpeYa-
orcd B 40% ciydaes IKMII, B 60% ciayyaes TKMII
U B 15% cny4yaeB BbI3BAHHBIX XMMMOTEpalueil, ajako-
TroJIbHBIX MM TiepuHaTaabHbeix KMIT [895, 898, 900-
905]. PacripocTpaHeHHOCTh TeHETUYSCKUX MYTAIldil CO-
craBisieT >10% takxke u npu HecemeiiHoi JKMIT [898,
906]. O6HapyxeHKe BapyaHTa IATOTEHHOIO r'eHa y ma-
mueHTta ¢ KMII mo3Bojisier aydiie mporHo3upoBaTh M-
XOII ¥ TIPOTPEeCCHpOBaHNe 3a00JIEBaHMS, MOXET CIIOCO0-
CTBOBATh YCTAHOBJICHHWIO MOKAa3aHWI K MMIUIAHTAIINU
ycTpoiicTBa U MHOOPMUPOBAHHOMY CeMEiTHOMY KOH-
CYIBTHPOBAHMUIO.
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Ta6nuua 25
Bo3moxHbie npu4uHbl 1 MogudukaTopsl 3a6onesaHna Hambonee yacToix KM
MpuynHa Moaudukatop 6onesun  deHoTun
lTeHeTnyeckue mytaummn
LMNA X AKMIM
TTN X X AKMI, (TKMM)
RBM20 X LKMI
MYH7 3 AKMM, FKMN
MYPC X AKMI, TKMN
TNNT X AKM, FKMN
PLN X LKMI, FKMMN, AAMX
DSP X X ALOMX, AKMIN, muokapanT
SCN5a X X AOMX, (AKMM)
TponomnoanH-1 X AKMIM
lemoxpomatoa (reH HFE, C282Y) X FKMM, AKMM
Fanakto3upasa-A (6oneaHb ®abpw) X rKMn
HeiipombiwieyHbie 3a6oneBaHns
MblweyHas guctpodus AoweHHa, MblweyHas auctpodus bekkepa, X AKMN
MWOTOHUYECKas AUCTPodUs
CYHAPOMHbBIE PAcCTPOCTBa
MuTtoxoHapuanbHble X-CLenaeHHble MyTauum X AKMN
MpuobGpeTeHHble 3a6oneBaHns
NHdbekumm (B1pycChl) X X MwuokapauT, AKMN
VIMMyHOOMOCpEAoBaHHbIE 3a60NEBaHVS (PEBMATOVAHbIA apTPUT, CUCTEMHAS X x Mwokapaut, AKMI
KpacHas Bon4aHka, epMaToM1o3nT)
ToKCWYHbIE (anKOrosb, ampeTaMuHbI, KOKanH) X X JOKMIM, muokapant
JlekapcTBEHHbIE NpenapaThbl (aHTPaLMKINHbI, TPacTy3ymab, MHFMBUTOPbI x X JKMM, mrokapaut
VNMMYHHBIX KOHTPOJIbHBIX TOYEK)
Meperpyska (reMoxpomMaTos) X X FKMM, AKMM
Mepunaptym (6epemMeHHOCTb) X X AKMN
ConyTcTByiolme 3a60oneBaHns ¢ BO3MOXHbIM B3aMMOAECTBMEM C FEHHbIMU MYTaLUUSIMU U BIMSIHUE Ha GEHOTMN 1 UCXOp,
TaxvaputMum X X AKMI
CaxapHblii onabet X X OKMIM, TKMIM
ApTepuanbHas rmnepTeHans X X AKMN, TKMM
fvno- n runepTupeos X JKMM, TKMM, mruokapamT

Cokpawenus: ALIMK — aputMmoreHHas aucnnasus npasoro xenynouyka, '’KMIM — runeptpoduyeckas kapamommonatus, IKMIM — gunataumoHHas kKapamoMuonartus,
DSP — pecmonnakmt, LMNA — namuH A/C, MYH7 (rex) — 7 Taxenas uenb MuoaunHa, MYPC — Mrno3uH-cesasbialowwmii 6enok C, PLN — docdonambar, RBM20 — motus
CBAI3bIBaHWS prBoHyKkNenHoBol kucnotel 20, SCN5a — anbda-eanHuua 5 HatpreBoro kaHana, TTH — TaiituH, TNNT — TponoHuH-T.

TaGnuua 26
HauyanbHas puarHocTMyeckas oueHka y naunmeHToB ¢ nogo3pexHvem Ha KMIM

AHaMHe3, BkNto4as nogpo6HbIe BOMPOCh! 0 JI06bLIX CUCTEMHbIX 3a001EBaHMUSX, TOKCUYECKUX areHTax (X1MMuoTepanus, ankorosb, HApKoTVKK), @ Takxe CEMENHbI
aHaMHe3 cepieyHbIX U HEPBHO-MbILLEYHBIX 3a60N1EBaHNIA MW BHE3AMNHAs CepaeyHasi CMepPTb Y Y41EHOB CEMbY B MONIOAOM Bo3pacTe (<50 ner).

JlaGopaTopHble UCCnenoBaHus, BKI0Yas CEPLEYHBIE U MbILLEYHBIE HEPMEHTbI, PYHKLIMIO NEYEHN U MOYEK, FEMOTIOBMH, KOMYECTBO NIENKOLIMTOB (BK/IOYas
A depeHumanbHbli NOACHET NEKOUMTOB ANS BbISBAEHUS 303MHODUANN), HATPUIAYPETUYECKME NENTUABI, TECTHI GYHKUMM LUMTOBUAHOW Xenesbl, CTaTyC xenesa
1 MapKepbl CUCTEMHbIX ayTOMMMYHHbIX 3abonieBaHuin (BYCPB, aHTVsinepHbIe aHTVTeNa, PacTBOpMMbI peuentop UIT-2).

CraHpaptHasa 9KI B 12 oTBeaeHusix U axokapauorpadus 4515 BbISBAEHUS aPUTMUIA 1 OLEHKM CTPYKTYPbI 1 GYHKLMM CEPALA, @ TaKXXE COMYTCTBYIOLLWX aHOMasNIA.
WUHBa3suBHasa kopoHaporpadus unu KTKA ans uckniodenns aHaumtensHoli UBC y naumeHToB ¢ cepagyHoin aucdyHKUmnen.

MPT-u3o6paxeHue c cekseHupoBaHuem T1 v T2 n LGE ans Bu3yanuaaumm CTPYKTYPHbIX MUMEHEHWI, HAKOMNEHus, nHbUnbTpaLmmu, Bocnanesus, pubposa
1 pybLeBaHus.

leHeTUYeCKoe KOHCYNIbTUPOBAHNE M FEHETUYECKOe TeCTMPOBaHMeE ClesyeT NPOBOANTL B 3aBUCMMOCTY OT BO3PacTa, CEMENHOro aHaMHesa, CepAeYHOro
deHoTMNa.

24 vnu 48-yacoBoe ambGynaTtopHoe MoHuTopupoBanune AKI 151 BbISIBNEHNS NPEACEPAHbIX V1 KENYA0UKOBbIX aPUTMUIA.

CokpauieHusi: BiCPB — BbICOKOUYYBCTBUTENbHDIV C-peakTuBHbIi 6enok, UBC — nwemuyeckas 6onesHs cepaua, U1-2 — nHtepneikuni-2, KTKA — koMnbloTepHas TOMo-
rpacdus ¢ aHrnorpaduein KopoHapHbix apTepuii, MPT — marHnuTHo-pe3oHaHcHas Tomorpadus, SKIN — anekTpokapamorpamma, LGE — nosgHee ycunenue ragonvHiem.
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Tabnuua 27
AKMI nnu runoknHeTnyeckaa HegunaraumoHHas KMI:
0CO0EHHOCTY ANarHoCTUKMN U Nie4eHUs

JunarHocTuyeckue Kputepum u onpeaenexus [894, 895]

LKMM xapaktepuayetcs aunataupert JK n cuctonmyeckoi aucdyHkumei npu 0TCYyTCTBUN M3BECTHLIX aHOMaJIbHbIX YCI0BUI HAarpy3ku nnm aHauntensHoin NBC.
THKMTT xapaktepun3ayeTcsi rnobanbHov crcTonnyeckon ancdyHkumen JK nnm 6useHTprkynsipHoii cuctemel (OB JIK <45%) 6e3 gunatauum npy oTCyTCTBUAN
N3BECTHbIX aHOMaJIbHbIX YCIIOBUI HArpy3ku nam 3HadutensHoi BC.

OKMMN 1 THKMMN MoXHO cumntath "cemeliHbiMmn”, ecnn y AByx unv 6onee poCTBEHHUKOB NEPBOV Ui BTopoi ctenenn ecTb AKMI nnm FTHKMIM, unn y poactBeHHMKa
nepBoii CTeneHy PoACTBa eCTb NOATBEPXAEHHAs BCkpbiTnem JKMI v BHe3anHas cmepTb B BodpacTe <50 neT.

lFeHeTHMYeckoe KOHCYNIbTUPOBaHUE U TecTupoBaHue [892, 894, 898, 916]

Moka3zanue. Bce naupeHTsl ¢ anarHo3om AKMI nav FTHKMIT 1 Bce B3poc/ble pOACTBEHHMKM NepBO nnHum naumeHTos ¢ AKMIM nan THKMIM 1 onpepeneHHon
MyTaLyeli, Bbi3biBatoLLeli 3a60neBaHne, He3aBUCUMO OT UX PEHOTUNA, ANS BbISBNEHUS FEHETUYECKN MOPaXEHHBIX NIWLL HA AOKNMHUYECKON dase.

B3pocnble poaCcTBEHHVKM NEPBOI CTENEHW POACTBA LOMXHbI NPOXOAMTL 06CNeA0BaHMe kaxble 5 NeT unu pexe, ecnv UM MeHblue 50 net unm obHapyxmBatoTcs
HeauarHoCTM4ECKMe aHOManmu.

KnuHuyeckas oueHka, 9K, axokapavorpadus 1, BO3MOXHO, MPT fonxHbI GbITb BbIMONHEHb! Yy 6AMXaNLLINX POACTBEHHUKOB NALIMEHTOB.

MoxeT BbisiBUTb naumeHTos ¢ AKMI nav FTHKMIT ¢ cambIM BbICOKMM PUCKOM apUTMUK 1/Unn 3aCNYXMBAIOLLMX APYroro cneunduyeckoro neHeHuns.

PaHHee BbisiBNeHNe 6eCCUMNTOMHbIX POACTBEHHKOB MOXET NPUBECTU K PAHHEMY NIEYEHWIO 1 NPEA0TBPALLEHMIO NporpeccnpoBarns CH, a Takke K Hagnexaluemy
rEHEeTNYECKOMY KOHCYNILTUPOBAHWIO.

MuHumanbHblii Habop reHos?: TTN, LMNA, MHC, TNNT, tpononuH-C, MYPC, RBMZ20, PLN, anbda-eauHuiia HaTpneBoro kaHana, BAG3, akTuH anbda cepaeyHoi
MbILLILbI, HEKCUIIMH, TPOMOMMUO3UH-1, BUHKY/IUH.

Vicnonb3oBaHue JOMONHATENLHOTO CEKBEHMPOBAHUS 4151 aHan3a 04eHb 60NbLUION NaHeNM reHOB MOXET BbiTb PACCMOTPEHO MPY HAIMYMM HETKOrO CEMENHOro
aHamHe3a unm CTPYKTypHOro deHoTuna, NpeanoyTUTENbHO B COYETAHWM C CEMENHON Cerperaumne.

OHpomuokapauansbHas 6uoncus [97, 907, 917-919]

Mokasanue. Mpu Nofo3peHun Ha GeHOTUMbI, TpebytoLLme CneLmndUyeckoro neveHns (HanpUMepP, FTMraHTOKAETOUHBIA MUOKAPAUT, 303UHOMUBHBIA MUOKAPANT,
capkounpos, Backynut, CKB, Apyrve cucTeMHble, ayTOMMMYHHbIE BOCNANNTENbHbIE COCTOSHMS Ui GONE3HW HakomneHns).

Konunuyecteo 06pasuoB. MyH1uMyM 5, HO BO3MOXHO 1 7 06pa3uoB: 3 Ha naTonoruto, 2 Ha nHdekumio (AHK, MLP) n 2 Ha PHK-Bupychl/pennvkaumio Bupyca [918,
919].

A1ronorus. MNMounck pacnpocTpaHeHHbIX KapAMOTPOMHbIX BUPYCOB (napBoBupyc B19, HHV4, HHV6, aHTepoBMpYyCbl, aAeHOBMPYC U KOKCaKM) C MOMOLLbIO
KonuyecTBeHHoi oplLIP. Ecnv Bo3MOXHO, HE06X0AMMO OLEeHUTb BUPYCHYI0 MPHK Ans akTMBHOM pennukaumm Bupyca.

[JanbHeiiwas oueHka, ecnu ykasaHo: LUMB, BUY, Borrelia burgdorferi (6one3Hb Jlaitma), Coxiella burnetii (ky-nuxopagka), Trypanosoma cruzi (6oness LLaraca)
1 SARS-CoV-2.

UmmyHornctoxmmms. KonnyecteenHoe onpeaenerne CD3-, CD4-, CD8- nnu CD45-okpalumBaiowuyx imbounTos 1 makpodaros CD68 Ha Mm?; aHTu-HLA-DR.
TucTonorusa. Okpacka reMaToKCUIMHOM M 303MHOM, OLieHKa Gprbpo3a ¢ MOMOLLbIO TpXpOoMa MaccoHa 1 MMKPOCUPUYC KPaCHOTO, BbiSIBAEHWE aMUNOUAHbIX Grubpuin
C NMOMOLLbIO KOHO KPacHOro.

TepanesTuyeckue onuum [895, 917]
JNeyenne CH npu CHH®B (cm. Paspensi 51 6).

MyTauus LMNA®, RBM20, PLN v FLN. Gonee BbICOKWIA PUCK BHE3AMHOI CEPLEYHO CMepTU: CNeayeT PAaCCMOTPETb PaHHME NOKA3aHNs K NEPBUYHON NPOGUIAKTIKE
¢ nomMoubio umnnanTaummn MK (yunteiBas noapobHo onmncaHHble dakTopsl pucka) [920].

Mytauus TTN. Bonee Bbicokas yactota 06partHoro pemoaenvposanus JIK (oo 70%), Ho 60nee BbICOKMI PUCK NPEACEPLHBIX 1 XENYA0HKOBbIX TaXMapUTMUIA.
BonesHb Jlaiima (Borrelia). Jleuenne LOKCULMKIIHOM.
Bone3sHb LLlaraca (Trypanosoma cruzi). Cneundunyeckoe neveHre B COOTBETCTBIN C TEKYLLMMU pekoMeHaaumsamm [921, 922].

AyTOMMMYHHBII/BOCNANUTEbHbIA. PacCMOTPUTE UMMYHOCYNPECCHBHYIO TEPANMIO NPY FMFraHTOKIETOYHOM MUOKapAUTe, 303UHOPUIBHOM MUOKApAUTE,
CapKoMa03e UK BacKynunTe, a Takxe Y TLiaTeNbHO 0TOOPaHHbIX MALMEHTOB C NOBbILLIEHHLIM CEPAEYHLIM BOCMANEHMEM HEN3BECTHOMO MPOUCXOXAEHUS HA OCHOBAaHWN
MEXANCLIMMANHAPHOTO KOHCYNLTUPOBAHNS (KapANOaorus N IMMYHONOTS).

MpumeyaHue: 2 — 3TOT CMMCOK reHOB He SIBASIETCS MCYEPTbIBAIOLLMM M CO BpeMeHeM ByaeT MEHSITLCS M0 MEPE YBENNYEHUS 3HaHWIA O NAaTOreHHOCTU. CBSXUTECH C reHe-
TUYECKNM OTE/I0M, YTOObI Y3HATb, KaKYIO OCHOBHYIO NaHesb FeHOB OHU UCTOMb3YIOT, ° — (akTopkl pyUcka y NauMeHTOB ¢ NOATBepXAeHHON MyTaumeit LMNA: HXT so Bpems
ambynaTtopHoro MoHuTopuposanust OKI, ®B JIXK <45% npu nepeom 06CNeA0BaHNM, MYXCKO MO U HE MUCCEHC-MYTaLMK (BCTaBKM, AENELMW, YKOPOYEHUS UN MyTaLmu,
BAMSIOLLME HA CNNAVCUHT).

Cokpawenusi: BU4 — Bupyc ummyHopeduumTa yenoseka, THKMI — runokmHeTuyeckas HegmunataumoHHas kapauomuonatus, KM — aunataumoHHas kapavo-
muonatvs, AHK — pe3okcnpuboHyknenHosas kucnota, UBC — uwemmyeckas 6onesmb cepaua, KA — nmnnantvpyemslii kapamosepTep-aedunbpunnstop, DK — nesbii
xenynoyek, MPHK — maTpuyHas puboHyknenHoas kucnota, MPT — mMarHWTHO-pe3oHaHcHast Tomorpadus, MCB — Mno3uH-cas3biBatoLmii 6enok C, HXT — HeycToium-
Basl XenynoykoBas Taxmkapams, oplfLUP — nonvmepasHas LenHas peakums ¢ obpaTtHoi TpaHckpuntasoi, MUP — nonnmepasHas uenHas peakums, PHK — puboHyknen-
HoBasl kucnoTa, CKB — cuctemHas kpacHas BondaHka, CH — cepaeyHas HegoctatodHocTb, CHHPB — cepaeyHas HemocTaTo4HOCTb CO CHIKEHHOW dpakLimelt BLIOpoca,
OB — dpakuums Bbibpoca, LIMB — uutomeranosupyc, 9Kl — anektpokapavorpamma, BAG3 — Bcl2-accoumvpoBaHHbiii ataHoreH 3, FLN — ¢unamun, HHV — Bupyc
repneca yenoseka, HLA-DR — yenoBeueckuin neikoumTapHbiii aHTuren-u3otn DR, LMNA — namuH A/C, MHC — Taxenas uenb muosuHa, PLN — docdonambaH,
RBM20 — npoTeuH 20, cBa3biBalOLLMiA PUGOHYKIEMHOBYIO KUCNOTY, SARS-COV-2 — TsXenbli OCTPbIi pecnmpaTopHbiii cMHAPOM kopoHasupyca 2, TNNT — TponoHuH-T,
TTN — TanTuH.

207



Poccuiickuii kapamonoruyeckuii xypHan 2023; 28 (1)

Ta6nuua 28
FKMM: 0co6eHHOCTN AMarHoCTUKKU U NNeYeHns

Onpepenexue [895, 896, 923]
TonwmHa cTeHkn >14 MM B OBHOM U/ HECKOMbKMX CErMeHTax Mmokapaa JIK He,oCcTaTo4HO 00 bACHAETCS UCKIOYUTENBHO aHOMabHBIMU YCIIOBUSIMU HArpy3Kku.
BT/TX >30 MM pT.CT. B NOKO€ MKW npu GpU3NYECKON Harpyske, aCUMMETPUYHas runepTpodus nnm yeenmyenne LGE B 04aroBom nattepHe CpeaHeit CTeHkn B Hanbonee
rmnepTpodMpPOBaAHHOM CErMEHTE TakXe yKasblBaloT Ha Hannyme MKMI.
Ee MOXHO cunTaTh CEMelHOIA, Koraa 06HapyXunBaioTcs ABa unv 6onee pOACTBEHHUKOB NEpPBOI 1 BTopoit cteneHn ¢ TKMI nnn poacTBEHHVK NepBoii cTeneHn
€ noaTeepxAeHHow ayToncuei FKMI 1 BHe3anHoi cmepTbio B Bo3pacTe <50 neT.
AvddepeHumanbHas guarHocTuka
9T0 MOXET ObITh 3aTPYAHEHO NPY GY3MONOrNYECKON rUnepTPodUM, BbIZBAHHOW UHTEHCHUBHBIMU CMIOPTUBHBIMW TPEHUPOBKAMU, TSXKENOW rvnepTeH3nen
UM aopTasbHbIM CTEHO30M, a TakXe Mpu 1301POBaHHO runepTpodum neperopoakun. PaccmoTpute reHetudeckuin TKMIT, ecnv ctenexb runeptpodum JIK
HEenponopLMoHanbHa NPUoBPETEHHOMY TPUTTepy.
Mpyn 06HAPYXEHUW YBENMYEHNS TONLLMHBI MEXMPEeLCEePAHOM NePeropoaKy, aTpUoBEHTPYKYISIPHOMO KianaHa v/wam ceoboaHol cterku MK cnepyeT paccmaTtpmBaTh
ammnonao3 kak npuunHy (cm. Paspen 14.6).
leHeTUYeCKOe KOHCYNbTUPOBaHUE U TECTUPOBaHNe
Moka3saHue. [lomxHO Npeanaratbcs BCeM naupeHTam ¢ agnarHo3om KM ans BbISBNEHNS BO3MOXHOM Nexallein B OCHOBE FreHEeTNHECKOW NPUYMHBI M BCEM B3POCTbIM
POACTBEHHVKAM NePBOiA CTeneHn poacTea naumeHTos ¢ FKMIT n onpefeneHHoi MyTaumeli, Bbi3biBaloLell 3abonesaHune, He3aBrcymo oT 1x GeHoTuna,
[LNS BbIIBNEHWUS FeHETUYECKM MOPaXEHHBIX NINLL, Ha AOKNNHNYECKON dase.
Knuhnyeckoe obcnenosanmve, SKI v axokapavorpadus A0KHbI 6biTb BbIMOMHEHb Yy 6NUXaALLUX POACTBEHHWUKOB, MMEIOLLWMX Ty Xe ONPeAEneHHYI0 MyTaumio,
BbI3bIBAIOLLLYIO 3a6051€BaHNE, YTO M Y UCXOAHOrO NaumeHTa.
Ecnu y 0CHOBHOrO NaLMeHTa He BbISIBASETCA ONpefeNieHHas reHeT4eckas MyTaums Uam reHeTMyeckoe TeCTUPOBaHNE He MPOBOAWTCA, CefyeT PacCCMOTPETb
KNIMHUYECKYIO OLeHKY € nomotubio KT 1 axokapaviorpadum y B3pOCibiX POACTBEHHWMKOB NEPBOV CTENEHV POACTBA U MOBTOPSThL €€ Kaxable 2-5 net unm yaiue,
€CN MPUCYTCTBYIOT HEAMArHoCTUHECKNE aHOMANNN.
MuHuMmanbHbIii HaGop reHoB? (MyTaLwWa capkoMepHoro reHa Ao 60% cnyyaes): TTN, LMNA, MHC, TNNT, Troponin-C, MYPC, RMB20, PLN, anbda-eguHuua
HaTpMeBoro kaHana, BAG3, akTvH anbda cepaeyHoii MbllLbl, HEKCUAMH, TPONOMUO3MH-1, BuhkynuH [898, 924-926].
Mcnonb3oBaHWe JOMNONHUTENBHOrO CEKBEHVPOBAHMS 4,151 aHanu3a 04eHb 60JIbLLION rpynbl FEHOB MOXET ObiTb PACCMOTPEHO NPY HANMYUN YETKOTO CEMENHOrO
aHamHe3a UAn CTPYKTYPHOro peHoTHNa, NPEeAnoYTUTENBHO B COYETaHUM C CEMEVHOV cerperaLmeit.
KoHkpeTHble ycnosus.
MbilweyHasi cnabocTb: pacCMOTPUTE MUTOXOHAPUANBHBIE X-CLEMNEHHbIE MyTaLUK, HAPYLLEHUS HAKONAEHUs FAnKoreHa, Mytauun FHLI, atakcuio dpuppeiixa.
CVHAPOMHbIE COCTOSIHUS (KOTHUTUBHBIE HAPYLLIEHWS, HAPYLLEHWS 3PEHUSI, ONYLLEHNE BEK): PACCMOTPUTE MUTOXOHAPWANbHbIE X-CLenneHHble MyTaLym, CUHAPOM
HyHaH, 60ne3Hb [JlaHoHa.
MNatHa useTa "kode ¢ MONoKOM" (NEHTUr0): NOA03PEHME Ha cuHApOM Jleonapaa/HyHaHa.
SHAOMMOKapananbHas Guoncus
MokasaHue. Ee MOXHO paccmaTpuBaTh, KOra UCX0AHas KAuHUYeckasi OLeHKka npeanonaraet BocnaneHne cepaua nnm 60ne3Hb HakonneHus,
KOTOpbIEe He MOTYT BbITb AMArHOCTMPOBAHbI APYrimn cnocobamu [896] (cm. Takxe Pasnen 14.6).
TepaneBTuyeckue Bo3amoxHoctu [895, 896, 923]
Mpwu 06¢Tpykuun BTIIK
M3beraiite runosonemmy (06€3B0XMBaHNS), apTEPUaNbHBIX M BEHO3HbIX pacLumMpuTeneii (HUTpaTbl v MHMMBUTOps hocdhoamactepassl 5 Tvna) v AUroKcuHa.
Mcnonbayiite He cocypopaclumpsiiowme bb nnu nucnoneayinte Bepanamun, ecnv bb He nepeHocaTcs nnm HeaddEKTUBHBI.
Huskue [o3bl NETNEBbLIX MW TUA3UAHBIX AUYPETVKOB CNEAYET UCMOMb30BaTh C OCTOPOXHOCTbIO, HTOO YMEHBLIUTL OAILLKY, CBSA3aHHYIO ¢ 06CTpykumei BTIDK,
HO n3berasi rMNOBONEMUN.
MHBa3nBHOE neyeHune (neperopofoyHas peayKLMOHHAs Tepanus nyTem ankoronbHoN abnaumm nnm MUOM3KTOMUM) B OMBITHBIX LIEHTPaX MOXET ObiTb PACCMOTPEHO
y NaLmMeHToB ¢ 06CTpyKumei BTJIXX B Mokoe nam MakcumanbHO CNpoBOLMPOBaHHOM >50 MM PT.CT. U/vnn y KOTOPbIX coxpaHsiioTes cumntombl (I vnm IV OK no NYHA,
06Mopokm), HecMoTpst Ha OMT.
HoBble nekapcTea nan ycTponcTBa MOryT pacCMaTpMBaThbCS, Kak TObKO OHW CTaHYT A0CTYNHbl [909, 927].
CumnTomaTtuyeckuii 6e3 o6cTpykummn BTIDK
OCTOPOXHOE UCMONb30BaHNE HU3KUX 03 NETAEBbIX UV TUA3NAHBIX ANYPETUKOB BO n3bexaHwve runosonemvi. Bepanamun/auntuasem, ecnv @B JIK >50%,
1 BB He nepeHocsATCs nnn HeaDDEKTUBHBI.
Mokasanusa k UKA
OCHOBaHO Ha MOLEeNsiX pucka BHe3arnHow cepaeyHoi cmepTu [928-930].
PaccmoTpute BO3MOXHOCTb MMnnaHTaummn UKL, ecnu:
— CEeMeliHblii aHaMHe3 BHe3amnHoW CEPAEYHON CMEPTU y OOHOTO MAM HECKONBbKMX POACTBEHHWKOB NEPBOV CTeNeH B Bo3pacTte A0 40 neT uav BHe3anHoM cepaeyHon
CMEepTW Yy POLACTBEHHMKA NEPBOI CTENEHN POACTBa C noaTeepxaeHHov KM B niobom Bo3pacTe;
— HXT;
— HeobbsiCHUMBI 06Mopok [931].
BonesHb ®abpu
3amecTuTenbHas Tepanus depmeHTaMu (aeduumt anbda-ranaktosunaassl A) [895].
Amunonpo3. Cm. Paspen 14.6 n pucyHok 21.

MpumeyaHue: 2 — CNYCOK reHOB He SIBNSIETCS UCYEPMbIBAIOLLWM U CO BPEMEHeM ByAEeT MEHSITLCSA M0 MEPE YBENNYEHUS 3HaHWIA 0 NaTOreHHOCTH. CBSXUTECH C FreHeTuYe-
CKUM OTAENIOM, HTOObI Y3HaTb, Kakyio OCHOBHYIO MaHesb reHOB OHW UCMONbL3YIOT.

Cokpauwenusi: b — 6eta-anpeHobnokatopsl, BT/IX — BbixoaHOM TpakT neBoro xenynoyka, F’KMIM — runeptpoduyeckas kapanomuonatus, UKL — nMnnaHTrpyembilii
kapanosepTep-aedubpunnsaTtop, K — nesbiii xenygoyek, HXT — HeycToiiumBas xenyaoykoBas Taxukapaus, OMT — onTuManbHas MeavkameHTo3Has Tepanms, MK —
npasblii xenynoyek, ®B — dpakums Buibpoca, OKI — anekTpokapavorpamma, BAG3 — Bcl2-accoumnpoBaHHbiii ataHoreH 3, LGE — nosaHee ycunexue ragoamHmem,
LMNA — namux A/C, MHC — Taxenas uenb Mno3auHa, MYPC — MnoanH-casaabisaowwmin 6enok C, NYHA — Hito-Mopkekas accoumaums cepaua, PLN — dochonambaH,
RMB20 — npotewH 20, cBsidbiBatOLLMiA puboHykaenHoBYo kncnoty, TNNT — TponoHuH-T, TTN — TaiTuH.
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Tabnuuya 29
AputmoreHHaa KMI: oco6eHHOCTU AnarHocTuku u neyennsa [912, 915, 932]

Onpepenexne

HacnepcTteeHHoe 3aboneBaHve CepieHHOMN MbILLLbl, XapaKTepU3YyIoLLEeecsi NPOrpeccupyioLumM prbpo3HO-XMpoBLIM 3aMeLLieHrem Mrokapaa MK, KoTopoe MoXeT
CNYXUTb CYOCTPATOM 4151 KENYA0YKOBbIX aPUTMUIA, HEOOBSICHNMbIX 0OMOPOKOB 1/UN BHE3AMNHOW CEPAEHHOM CMEPTU.

Bosneuenve JIK n cuctonnyeckas aucdyHkums Bctpeyatotcs 6onee yem y 30% naupentos ¢ ALK, noatomy ux heHoTMM MOXET YacTUYHO coBrnaaatb ¢ AKMI.
AnarHo3s [933]

Ha ocHoBaHMM OLeHKN KOMBUHALIMM FreHeTUYecKnX GakTopoB (B GONbLUMHCTBE Cy4aeB ayTOCOMHO-A0MUHAHTHbIE AECMOCOMHbIE MyTaLum), LOKYMEHTUPOBaHMS
XENyL04KOBbLIX aPUTMUIA U KPUTEPUEB BM3yanuaaumm (axokapamorpadus n MPT) aucnnasum MK ¢ Grnbpo3HO-XMPOBLIM 3aMeLLEHNEM, MOATBEPXAEHHBIM

nnm He noaTeepxAeHHbIM IMB. Cneunduueckmne otknoneHns K MOryT NnpyucyTCTBOBATbL UM OTCYTCTBOBATb.

leHeTUYeckoe KOHCYNbTUPOBaHUe/TecTupoBaHue [898, 912]

Moka3zanue. JomkHa 6bITb NPeaNoXeHa BCeM NauveHTam ¢ nogo3pernem Ha ALMXK n nonxHa ObiTb NpeanoxeHa BCEM B3POC/bIM POACTBEHHMKAM MEPBOI CTENEHN
poacTea nauneHTos ¢ AAMX 1 onpeneneHHol MyTauueit, Bbi3biBaloLLei 3a6oneBaHne, He3aBUCUMO OT UX GEHOTUMA, YTOBbI BbISIBUTL FEHETUYECKW MOPAXEHHBIX UL,
Ha JOKNMHMYeckon dase.

[eHeTUYECKNIA CEMENHBIN CKPUHMHT TakxXe MOXET BblTb NOKa3aH B LeNsx CTpaTudukaLmm pucka aputMuii.

KnuHuyeckoe obcnenosanue, 9K, axokapanorpadus 1, BO3MoxHO, MPT fosxHbI ObiTb BbIMOHEHb! Y POACTBEHHUKOB NEPBO CTENEHN POACTBA, Y KOTOPbIX MMeeTCst
TaKas e ornpeaeneHHas Mytauus, BbidbiatoLLas 3a6osieBaHune, kak 1y UICXOAHOr0 NnaLmeHTa.

Ecnun y 0CHOBHOrO nauyeHTa He BbISIBNSETCS ONPeAeneHHas reHeTnyeckas MyTaLmus Uav reHeT4eckoe TECTUPOBAHIE He MPOBOAMTCS, ClieflyeT pacCMOTPETb
KJIMHWYECKYIO OLLEHKY C nomoLLbio IKT 1 axokapavorpadum y B3pocibix POACTBEHHUKOB NEPBOI CTENEHW POACTBA W MOBTOPATH €€ Kaxable 2-5 NeT uin yale,

€C/I1 NPUCYTCTBYIOT HEAMArHOCTUYeCKUe aHoManuu.

MuHUManbHbIi Habop reHoB:

JLlecMoCOoMbI, B OCHOBHOM C M30/IMPOBaHHbIM nopaxexuem MX: nnakornobud, DSP, PKP2, DSG2 n DSC22.

Mpw yactom nopaxenuu JHK/OKMIM: B yacTHocTW, BapuaHTel DSP, FLNC, SCN5A, TMEMA43, FLN, LDB3, necMuH, a-aktuiuH, BAG3, NKX2-5, RBM20, SCN5A, KCNQ1,
KCNH2, TRPM4 wnn PLN.

Ecnu nerkas runeptpodus JIXK: paccmotpute BapuaHTel TNNT.

KoxHble aHOManum, nafioHHbIA N NOLAOLIBEHHBINA rMNEpPKepaTos: PacCMOTPUTE PEeAKVE PELIECCHBHBIE MyTaLmK, BeayLluyve k cuiapomy Kapsaxans u 6onesuu Hakcoca.
Mnakorno6uH (JUP).

MpepncraBneHne o mrokapauTe no peaynstatam MPT cepaua npu AAMXK: paccmoTpute BapuaHTsl reHa DSP [934, 935].

upomuokapaansHas Guoncus

3T0 fOMKHO BbITb 3apE3EPBNPOBAHO A8 TLIATENBLHO 0TOOPaHHLIX Cly4aeB NOCe TOro, Kak BCe HEMHBA3WBHbIE UCCNEeL0BaHUS Oblnn OLEeHEHbI. PUOPOXMPOBOE
3ameLLeHune ¢ Grbpo3om 3ameLlaroLLero Tuna nunmn 6e3 Hero npu Groncum neperopoaku MX sBnseTcs xapakTepHo Haxoako. IMB UMeeT HI3KYI0 YyBCTBUTENBHOCTb
ana anarHoctukn AN B cnyyasx 04aroBoro pacnpoCTPaHeHNs.

Tepanesmqecxue BapUaHTbI Jie4eHUsa

Neyenvie CH npw passutum CHH®B (cm. Paspensl 5 v 6).

Cnepnyet nsberaTb COPTVBHbBIX COCTA3AHMUIA, OFPaHNYKTL aKTUBHOCTb B CBOGOAHOE Bpems [936].

Y NaumeHToB C Xenyao4koBbIMU apuTMusamm: BB cnemyet TUTpoBaTh 4O MAKCMMAaNbHO NEPEHOCKMON 403kl B KAYECTBE Tepanuy Nepsoit AMHNU. AMMOOAPOH

MOXHO paccMaTpuBaTh B ka4ecTBe fononHeHus K Bb vnn ecnv BB npoTnBonokasaHbl uan He nepeHocaTcs; uMnnandtaums UK/ nokasaHa, ecnv B aHamHe3e

6bina NpepBaHHas BHe3anHas CepAeyHasi CMepTb UM YCTOWYMBAs W/MAW reMOAMHAMUYECKH NI0X0 NEPEHOCUMast XenyaoukoBas Taxukapams [910-912].

Y naupeHToB 6e3 xenyno4koBbix aputMuii: UK, MoxHO paccmoTpeTb (cM. Pasaen 6.1) naxe y naumeHToB ¢ mytaumsamu resa LMNA unn FLNC v @B JTX <45% [912].

CokpaweHnus: ALK — aputMoreHHas Aucnnasus npasoro xenyaoyka, bb — 6eta-agpeHobnokatopbl, AKMIM — aunataumonHas kapavwomuonatus, UKL — vmnnaH-
TUpYeMbIii kapanoBepTep-aedpubpunnatop, JIK — nesbiii xenynodek, MPT — marHuTHo-pe3oHaHcHas Tomorpadusi, MK — npasblii xenypoyek, CHHOB — ceppeyHas
Hel0CTaTOYHOCTb CO CHUXEHHOI dpakumein Boibpoca, CH — cepaedHas HepocTaTouHOCTh, PB — dpakums Beibpoca, IKI — anekTpokapamorpamma, IMB — 3HAO-
MuokapamansHas 6uoncus, BAG3 — Bcl2-accoummpoBaHHbiii ataHored 3, DSC2 — aecmokonnut 2, DSG2 — pecmorneunH 2, DSP — gecmonnakut, FLN — dunamuH,
FLNC — ¢unamuH C, JUP — coepmHeHune nnakornobuHa, KCNH2 — uneH 2 noacemeiicTea H kanveBbix noTeHupan3aBucumMblx kaHanos, KCNQ1 — uneH 1 nogcemeiictea
Q KanueBbIx NOTEHLMAN3aBMCUMbIX kaHanos, LDB3 — cBsidbiBaHve foMeHa LIM 3, LMNA — namun A/C, NKX2-5 — cBsizaHHbIii ¢ dpakTopom TpaHckpunuun NK2, nokyc
5, PKP2 — nnakodunuu 2, PLN — docdonambaH, RMB20 — mMoTvB cBS3biBaHUS prboHyknenHoBoi kucnotsl 20, SCNSA — anbda-cybbeamtuua 5 HaTpreBoro kaHana,
TMEM43 — tpaHcmem6paHHbiii 6enok 43, TNNT — TpononuH-T, TRPM4 — nepexoaHbiii peLenTopHbIA NOTEHLMan KaTMOHHOTO kaHana nogcemeiictea M, uneH 4.

DHgoMuoKapauaabHas ouornicust (DMB) ¢ nmMmMyHoO-
TUCTOXUMHUYECKAM KOJIMUYECTBEHHBIM OIIpeAcIcHUEM
BOCITAJIUTEILHBIX KJIIETOK OCTACTCSI 30JI0TBIM CTAHAAPTOM
HCCIICIOBAHMS VTSI BBISIBJICHMST BOCITAJICHUS cepalia. DTo
MOXET IMOATBEPINTh JUATHO3 ayTOMMMYHHOTO 3a00J1eBa-
Hus y mauueHToB ¢ JJIKMII u nmomo3peHnemM Ha TUTaHTO-
KJICTOYHBI MMOKAPIUT, 203MHOMUIBHBIN MUOKAPINT,
BacKyIuT 1 capkonno3 [893, 907]. DTo Takke MOXET To-
MOYb B TMAarHOCTUKE 3a00JIeBaHUI HAKOIUICHUS, BKITIO-
Yyass aMIIONm03 win 0oje3Hp Pabpu, ecim BU3yalln3a-
ST WA TeHETUIECKOe TECTUPOBAHNE HE Tal0T OKOHYA-

TeJIbHOTO AnarHo3a (cM. takxke Pasmen 14.6) DMb Takke
MmoxeT paccMmatpuBathest ipu 'KMII, ecnu reneru-
YyecKre WIN IPpUOOpeTeHHBIC IPUUYNHEI HE MOTYT OBITh
nneHTuUIpoBaHbl. CleqyeT OLEHUTh PUCKU U TIpe-
nmyiectsa OMB, 1 3Ty mpotenypy ciaeayeT UCIOIb30-
BaTh IUIST KOHKPETHBIX CUTYaIlWil, KOTIa e¢ Pe3yIbTaThl
MOTYT HOBJIUATH Ha JICUCHHUE.

14.2.2. JleyeHune
Tekymee ¢apmakonrormyeckoe nedenne CH y ma-
mueHToB ¢ AKMII, TKMIT unu AIIITXK He ornuuaercs
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ot obmero neyeHust CH, 3a uckimoyeHneM crenudu-
YeCKHUX acIeKTOB, IPEICTAaBICHHBIX B Tabmmiax 27-29.
B munotHom PKM TRED-HF u3yganack BO3MOXHOCTb
MIpeKpalIeHNs JeICHUS Y IMaIlMeHTOB ¢ HEUIIIEMIIeCKOM
JKMII, y KOTOpBIX MPOU3OIIJI0 YACTUYHOE WJIU I10J-
Hoe BoccraHoBieHue OB JIXK (>40%). OnHako peLuaus
JAKMII B TeueHne 6 mec. Habmonancss y 44% OGOJbHBIX,
a 6eicTpoe pemoneaupoBanue JIZK ¢ paHHUMM TKaHEBBI-
MM 1 GYHKIIMOHAIBHBIMA U3MEHECHUSIMU — JaXe CPean
MaleHTOB, y KOTOPHIX He ObUIo perumuBa [271, 908].

B 3-it ¢ase ABOITHOTO cJemoro Ijaiedo-KOHTPO-
mmpyemoro PKM (EXPLORER-HCM) neyenue maBa-
KaMTEHOM YIIyYInano (pU3MIecKre Harpy3KH, eMKOCTb,
obcTpykumio BeiBogHoro Tpakra JIK, @K mo NYHA
W COCTOSTHHE 3HOPOBBS Y MAIIMEHTOB C OOCTPYKTUBHOM
I'KMII. 310 naet BO3MOXHOCTb CIIe(UIECKOTO Jieue-
Hus HacirencTBeHHBIX KMIT [909].

Wmnnanranus MK/ momkHa paccMaTpuBaThCs y Ma-
urenToB ¢ JIKMII, TKMII win AC (cm. Pasgen 6) [895,
910-912]. Cwra mokazaHWIT BapbUpyeTCs B 3aBUCHMOCTHU
OT KIMHUYECKUX (haKTOpOB pHUCKa BHE3AIMHOM cepaed-
HO CMEPTH, TIPHA 3TOM 00Jiee BEICOKHIA TIPHOPUTET OTHA-
eTcd manueHTaM co 3HauuTenbHeIM LGE o MPT cepn-
ma, 6oJee MOJIOHOMY BO3PacTy WM C OIpeHeICeHHBIM
ceMeMHBIM/TeHeTHIeCKUM (peHoTumnoM (taba. 27-29).
Mogenu pucka Ijisl IIPOTHO3UPOBAHMS IIPEUMYIIECTB
WUK] Oblmn mpUMeHEeHBI K MalMeHTaM, BKIIOUEHHBIM
B DANISH, 1 MoryT moMoyYb B oInpeeIeHUN TOKa3aH!it
K uMmrimiantauu MK mpu JKMIT [166, 913]. JleueHue
I'KMIT u AIITX, Bxkmtouas nmokaszanust niast MK/, mo-
JIPOOHO OIMKCAaHbI B IIPEAbIAYIIUX JOKYMeHTax [895, 896,
899, 912, 914, 915].

14.3. HekoMnakTHbIi MUOKapa, NeBoro
Xenypouka

HM — ouensb penkas BpoxnenHas KMII, xapakre-
pu3yoIIasicss SHIOMHOKApIWAIbHBIMU TpabeKylaMu,
KOTOpHIC YBEIMIMBAIOTCS B KOJMYECTBE W BHIPAXKCHHO-
cti. B OONBIIMHCTBE CIy4yaeB, B T.4. KOTIa COCTOSIHUE
BBI3BAaHO MyTanussMu B TeHe MYH7 wiu MYBPC3, HM
HacJemyeTcsl 10 ayTOCOMHOMY JOMUHAHTHOMY ITaTTep-
Hy [644, 937, 938]. B cembsax ¢ ¢penorunamu JKMII
u 'KMII cymecTByeT siBHOEe coBnaaeHue. JLOBOJIBHO
YacTo JIoau ¢ pu3HakamMu HM BcTpedaloTcst B CEMBSIX,
rae Apyrue O00JIbHbIE POACTBEHHUKU UMEIOT TUMUYHYIO
I'KMIT unun AKMII. Takum obpazom, HM paccmarpu-
BacTCd He KaK OTIe/IbHOE 3a00JIeBaHNe, a KaK OTICIbLHOE
penKoe IposIBJIcHNEe TeHETUIECKOM IPeapacIoioKeHHO-
crtr 160 Kk TKMIT, 6o x JKMIT [939].

14.4. NaTronorusa npepcepanii
14.4.1. OnpepeneHune

3aboneBaHure Npeacepanii, TakKe Ha3bIBaeMOE MIpe-
Cep,[[HOI7I HEOOCTATOYHOCTBIO UJIN MHOHaTHCfI, MO2HO
OmpeneanuTh KaK KOMIUIEKC CYOKJIMHUYECKUX CTPYKTYp-
HBIX, 2JIEKTPO(PU3NOJOTUUECKUX 1 (PYHKIIMOHAIBHBIX

M3MEHEHUI, KOTOPbIe MOPaXaloT IMpeacepaust 1 MOLYT
BBI3BIBATh KJIIMHUYECKUE TTocienctsusa [606, 940, 941].
BbuI1O BBICKA3aHO MPEANOJIOXEHME, YTO 3a00JieBaHUeE
npenacepnnii cBa3pBaeT marogusnoaornio CH, ocobeH-
HO CHc®B, ¢ ®II, mocKOIBKY OHU YacTO COCYIIECTBY-
0T, TECHO B3aMMOCBSI3aHbl U UMEIOT 0o01Iue (haKToOphl
pucka [606, 685, 942, 943].

14.4.2. OnarHocTuka

Pasmep u pyHKUMIO TIpeAcepanili MOXHO OLEHUTD
C IOMOIIbIO MYJIBTUMONANIbHON BU3YyaIU3allMU, BKIIIO-
yas ABYX- U TpexmepHyio DxoKI, nedopmanuio Muo-
kapma, KT u MPT [944]. Cepneunble 0mMOMapKepHl,
BKJIIOYAs BICOKOUYBCTBUTE/IbHbIE CEpAEUYHBIE TPOIIO-
HUHBI ¥ HATPUIypeTUYECKHME MENTUAbI, MOLYT OIpe-
JeNSTh NaTO(GU3NOJIOTNYECKUE ACIEKThl 3a00/IeBaHUS
npencepouit  [945-947]. IloBwemenHbie ypoBHU HII
npu ®IT Moryt TakKe OBITh MHINKATOPOM OCHOBHOTO
3aboseBaHus npencepnuii [942, 948]. OmHAKO BcecTo-
POHHSS XapaKTepUCTUKa 3a00JeBaHUS IpEeACepauii,
coueTallasl KIMHUYECKNe, BU3yaIn3allMOHHbIE, O1O-
XUMHMYECKHME W MOJIEKY/ISIpHbIE IIPU3HAKU, BCE €Ile OT-
CYTCTBYET.

14.4.3. JleueHne

3abojieBaHKe MIpeacepauii SIBISIETCS HOBOI Tepa-
MEeBTUYECKON MuIlIeHbIO i npoduiaktuku DI, cu-
CTEMHOI TpoMO03MOoMK U, Bo3MoxxHo, CHc®DB [949].
ITockonbKy 3abojieBaHUE MPEACEPAUid, MO-BUINMOMY,
SIBJISIETCS. PE3YJABTATOM IIepeceyeHus: o0uux ¢pakTopoB
pucka M COIYTCTBYIOLIMX 3a00jieBaHMI, IMpeapaciio-
nmararommx Kak K @I, tak u k CH, CJI, aprepuaiabHas
TUIIEPTEH3US, OXUPEHUE, KYPeHUE U TUIIOAUHAMMS MO-
TYT UMEeTh OOJIblliee 3HAaUeHME g ee pa3BuThs [7, 950].
DddexruBnoe meuenne CH u ®@II (cm. Pasmenr 12.1.1),
a Takke neuenne MH (cm. Pasmen 12.3.3) Takke MOTyT
OBITH BaXKHBI [JIS1 IPOTUBOACHCTBUS IIPOrPECCUPOBAHUIO
MpeAcepIHONM HEIOCTATOYHOCTH.

14.5. Mnokapgut
14.5.1. Anngemmnonorusa n AUarHoCcTUKa
3ab01eBaeMOCTh OCTPHIM MMOKAPAUTOM OIIeHUBAET-
csg B 1,5 MIH citygaeB B ron Bo BceM Mupe [951]. Bkiag
MUoKapanuTa Kak mpuwanHbel CH 3aBuUCUT OT Bo3pacTta
¥ MecTa IpoxuBanus mpuMepHo ot 0,5% no 4,0% [918,
952]. XpoHUYecKoe BOCIaJIcHNE ¢ HoKa3zaHHoO DMDb
MOXeT ObITh 00HapykeHO ¥ 9-30% B3pOCIIbIX AIMEHTOB
¢ IKMII [918, 953]. Haubonee gacTble MOTCHIINATLHEIC
TIPUINHBI, BEI3BIBAIOIINE OCTPHIIf MUOKapauT B EBpore,
npuBeneHs! B Tabmuie 30.

KnnHnyeckass KapTMHa OCTPOro MMOKapIWTa MO-
KET BapbHPOBATh OT JICTKOI (pOPMBI 10 KapaUOT€HHOTO
moka. O6ciaemoBaHe TSI TUATHOCTUKUA OCTPOTO MHO-
Kapauta y nauueHToB ¢ CH mpencrasieHo B Tabmmiie 31
n Ha pucyHke 20. KoHKpeTHBIe KpUTCPUN OMOIICHU
u MPT npencrasieHbl B Tadbmmiax 32 n 33.
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Ta6nuua 30
3TMONOruun, KOTOPbie CNeAyeT y4uTbiBaTbh NPU BO3SHUKHOBEHUMN OCTPOro Muokapauta [917]
WUHdekuumn
BupycHble Mapsosupyc B19, Bupyc repneca yenoseka-6, Bupyc dnwuteitHa-bappa, aHTeposupychl, (Bupyc Kokcaku, ageHosupyc), LIMB,
BWY, SARS-CoV-2
Opyrne Borrelia, Coxiella burnetii (ky-nuxopagka)

CucteMHble 3a6oneBaHus
AYTOMMMYHHbIE 1 Apyrue Capkonao3, rMraHToKNEeTOYHbI MMOKapaunT, 3031HODUNLHLIN MuokapanT, CKB, ANCA-N03UTUBHBIN BaCKYIUT, PEBMaTOUAHbIV
apTpwuT, noboe Apyroe ayTouMMyHHoe 3aboneBaHne

Tokcuuyeckue

Bbi3BaHHbIE MEAVLMHCKUMMU
npenapatamu

[pyrve npenapartbl

WHrMBUTOPBI MIMMYHHBIX KOHTPOJbHBIX TOYEK, aHTPALMKIINHBI, KNIO3anuH, adpeHepruyeckme npenaparsl, 5-propypaumn

Ankoronb, amdeTamuHbl, KOKanH
Cokpauwenus: B/Y — supyc ummyHogeduumta yenoseka, CKB — cuctemHas kpacHas Bonyarka, LLIMB — umtomeranosmpyc, ANCA — aHTUHENTPOdUABLHOE LMTOMNa3-

Mmatunyeckoe aHTuTeno, SARS-CoV-2 — Tsxenblii OCTPbIA pecnmpaTopHbIi CUHAPOM KOPOHaBMpYyca 2.

Tabnuua 31
[AunarHocTuyeckoe o6cneaoBaHue Npy NOJZ03PEHUUN HA OCTPbIE MMOKApAUT

OnpepeneHve NoA03PEHNS HA OCTPbIiA MUOKapAUT
KnuHuyeckas kapTuHa + >1 0653aTeNbHOro AMarHoCTUYECKOrO TECTA, SIBASIOLLEr0Cs NONOXUTENbHBIM (NMpeanoyTutensHo MPT cepaua) npu 0TCyTCTBUM
3HAYMTENBHOTO NOPAXEHNSI KOPOHAPHOW APTEPUM, KNanaHHOrO UK BPOXAEHHOIO NOpoKa CEePALA UK APYTvX NPUYMH.

YyecTBUTENBHOCTE  CneunduyHocTb
Knunnuyeckue nposisnenmns
OcTpas/BHOBb BO3HUKLLASA 60/b B rpyAu, OAbILLKA, NPU3HAKKN CEPAEYHOI HEA0CTAaTOYHOCTH CeBa u/unm cnpasa Huakas Huskas
1/Unu HeoBbSICHNMbIE aPUTMUM MW MPEPBaHHas BHe3anHasi CMepTb.
06sa3aTenbHble AUArHOCTUYECKUE TECTBI
oKIr HoBble 1 anHamnyeckne aHomanum ST-T, BKNto4as NceBaovHGAPKTHYIO aneBaumio cermeHTa  Boicokas Huskas
ST, NnpeacepaHbIe UKW Xenynoukosble aputMin, AB-6nokaabl, aHomanum QRS.
JabopaTtopHble TMOBbILIEHHbIE TPOMOHWHBI C AMHAMUYECKMMN 3MEHEHUSIMW, COOTBETCTBYIOLLWMMU HEKPO3y  CpepnHsst Huskas
ncecnenoBaHus Muokapaa.
CTaHpapTHble TeCTbl, BKIOYas NOACHET NENKOLMTOB, AN UCKIOHEHUS 303UHODUANN
[919, 954].
Oxokapauorpadus HoBble CTPYKTYpHbIE 1K PYHKLMOHANbHLIE aHOMANNK, PErMOHaPHbLIE aHOManNuUM AsikeHus  Boicokas Huskas
CTEHKM namn rnobanbHas AMCHYHKLMA Xenyno4koB 6e3 aunataumm Xenyno4kos Uim c,
KaK NpaBuo, Nerkov aunatauyei, yBeamyeHnem TOLLMHLI CTEHKM N3-3a 0Teka M1oKapaa,
nepukapayanbHbIM BbIMOTOM, BHYTPUCEPAEYHBIMY TPOMBAMU, He 0OBSCHAEMBIMU APYTIMU
cocTosiHuamMM (Hanpumep, MBC, OKC vnnm nopok cepaua).
MPT cepaua OG6HapyxeHue oTeka, Bocnanenus 1 ¢pubposa, KONMYECTBEHHAS OLLEHKa 1 NoKanu3awms Bbicokas CpenHsst
C NOMOLLbtO KapTrpoBaHus T1 1 T2, oueHKM BHEKNETOYHOro o6bema v LGE (cm. Tabn. 33)
[955, 956].
[ononHuTenbHble ANarHoCTU4eckue TecTbl
KopoHapHas MckmioyaeT BoipaxeHHyto MBC nnm OKC npu kMHNYECKOM NOA03PEHNI Ha MUOKAPAWT. Beicokas Beicokas
aHrunorpadpus nam KTKA
OHpomuokapavansHas  [nsi AMarHoCTVKM M MoKa3aHuii K cneumdryeckomy nedeHuio (cm. Tabn. 32). CpenHss Beicokas
6roncus
N3aT cepaua MoxeT 6bITb NoNe3eH y NauneHToB, KOTopble He MOryT NpoiTu MPT 1nu ¢ nogo3peHnem Huskas Huskas
Ha CUCTEMHOE ayTOMMMYHHOE 3abonieBaHune unm cepaeyHblin capkonao3d [919, 957].
JlononHutenbHble DepMEeHTbI CKENETHBIX MbILLL, GYHKLIMS MEYEHU W MOYEK, HATPUIYPETUYECKME Huskas Huakas
nabopaTtopHble TECTbI nenTuabl, TeCTbl PYHKLMN LMTOBUAHON Xenesbl, CTaTyc Xeneaa, Mapkepbl CUCTEMHBIX
ayTOMMMYHHbIX 3260N€BaHWA.
CPB nosbliwweH y 80-90% naumnenTos [919, 954]. CpenHsist Hu3akas
MLP-TecTMpoBaHne pacnpoCTpaHeHHbIX KAPANOTPOMHbIX BUPYCOB. OH MOXET BbISBUTbL Huskas Huskas

CUCTEMHYIO MHDEKLMIO, HO HEe MOATBEPXAAET CEPAEHHYIO MHDEKLIMIO N HE MOXET 3aMEHUTb
aHann3 BMpYCHoOro reHoma B obpasuax Mb [917].

Livpkynupytowme antutena IgG K kapavoTponHbLIM BUPYCaM YacTo BCTPEYAIOTCS NPpW OTCYTCTBUM
BUPYCHOro MvokapauTa. O4eHb OrpaHnyeHHas avarHocTuyeckas LeHHocTs [917, 918).
Creuviduyeckuin Tect Ha SARS-CoV-2, Borrelia, BUY vav LIMB npu KNMHUYECKOM NOA03PEHNN.

CokpaiieHusi: AB — aTpuoBEHTPUKYNSIpHBbIdA, BUY — Bupyc ummyHopeduumTa yenoseka, UBC — nwemnyeckas 6onesHb cepaua, KTKA — komnbioTepHas Tomorpadus
KopoHapoaHruorpadus, MPT — mMarHuTHO-pe3oHaHcHas Tomorpadusi, OKC — ocTpbiii KopoHapHbIii cuHapom, MLUP — nonumepasHas uenHas peakums, M3T — No3nUTPOH-
HO-3MWCCHOHHas Tomorpadms, CPB — C-peakTuBHbIi 6enok, LMB — uutomeranosupyc, 9K — anekTpokapavorpamma, IMB — aHaoMuokapamansHas 6uoncus, IgG —
ummyHornobynui G, LGE — nosgHee ycunenue ragonvivem, QRS — 3y6upl Q, R 1 S (komBuHauus Tpex rpaduyeckux oTknoHeHuin), SARS-CoV-2 — Tsxenblii OCTpbIf
pecnupaTopHbIi CUHAPOM kopoHasupyca 2, ST — cermeHT ST anekTpokapamorpaMmbl, ST-T — cermeHT ST 1 3y6eL, T aneKTpokapaMorpamMbl.
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Ta6nuua 32
OMB y 60J1bHbIX C MO/03PEHMEM HA MUOKAPAUT

MokasaHue (cMm. Takxe Pasnen 4.3).

MporpeccupytoLlas nav nepcucTUpytoLas Tsaxenas cepaeyHas oucdyHKLms
1/Unu ONacHbIe As XU3HU XENYA04KOBbIE apuTMun u/vnu AB-6nokaaa Tuna
Mo6wuTL, 2 BTOPOIi CTEMEHM U BbILLIE C OTCYTCTBMEM KPATKOCPOYHOrO

(<1-2 Hep.) oxmpaeMoro oTBeTa Ha 00bIHHOE MEIMKAMEHTO3HOE NleYeHme.
Llenb cocTonT B TOM, 4TOObI ONPEAEUTL 3TUONOTMIO U HAa3HAYUTb
crneumnduyeckoe neyeHre (HanpuMep, rMraHToKIETOYHbIVE MUOKapPAXT,
303MHODUNBbHBIA MUOKAPAWT, KapananbHbIA Capkomao3, CUCTEMHbIE
BOCManuTenbHble 3abonesans) [97, 98, 917, 918, 958].

KonuuectBo n mecTta npo6

MuHumyMm 5, HO, BO3MOXHO, He MeHee 7 06pa3LioB, 3 Ha NaTonoruio,

2 Ha nHdekumm (OHK, NUP) n 2 Ha PHK-BMpychl/pennukauuio Bupyca.

JleBbiit 1/nnu npasblit xenypodek. MoXHO pacCMOTPeTb BO3MOXHOCTb B3STWS
06pa3LioB noa koHTponem MPT vnu M3T [919].

STtmnonorus

KonuyecteeHHbIn MNLP-aHann3 BUpyCHOro reHoma Ha pacnpocTpaHeHHbIe
KapaMOTPONHble B1pYChl (napsosupyckl B19, HHV4, HHVG, aHTeposupycsl,
afeHoBMpPYChI 1 BUPYChI Kokcakn) metogom oTlLIP.

BupycHas MPHK ons akTvBHO BUPYCHOI pennnkaumm MOXeT BblTb OLEHEHa,
XOTS OHa IMEET HU3KYIO YYBCTBUTENBHOCTb.

Mo nokasaHusaM HyxHo obcnenosath Ha npeameT LIMB, BUY, Borrelia, Coxiella
burnetii (ky-nuxopagka) n SARS-CoV-2.

[AnarHocTuka BocnaneHus

MNMMmyHOrucToxumus ¢ okpawumaanmem aHtn-CD3-, CD4-, CD8- unn CD45-
aHTuTen Ans nIMMPoLUTOB 1 aHT-CD68-aHTuTen Ans Makpodaros 1 aHTU-HLA-
DR-aHtuTen [907, 917, 918, 959].

TepaneBTUYecKkue NnocneacTeus

WmmMyHocynpeccuBHas Tepanus MOXeT ObITb MokasaHa Ha OCHOBaHWUM
pe3ynsTatoB AMB Npu rraHToKIETOYHOM MOKapAMTE Ui 303MHOPUITBHOM
MMOKapAMTE, a Takxe, BO3MOXHO, NPU CapKoMa03€e, BAaCKYNTE UM Y HEKOTOPbIX
NaLVIEeHTOB C YCUEHHBIM CEPAEHHBIM BOCTIANIEHNEM HEVN3BECTHOTO NMPOUCXOXAEHWS,
Ha OCHOBaHM MEXANCLMIMIIMHAPHOTO KOHCYNbTUpOoBaHWs) [98, 917-919, 954].
AHTMGUOTUKM: Borrelia (6onesHb Jlaiima).

MpoTtueoBupycHas Tepanus: BUY, LIMB, HHV6 B oxuaaHum Harpysku

1 BUpYycHoi penankauuy (MPHK).

Cokpauienus: AB — aTproBeHTpUKynsapHeiiAi, BUY — Bupyc ummyHopedpuumta
yenoseka, AHK — pe3okcmpuboHyknenHosas kucnota, MPT — marHuTHO-pe3o-
HaHcHas Tomorpadwms, MUP — nonumepasHas uenHas peakuus, NM3T — no3uTpoH-
HO-3MuCCHOHHas Tomorpadus, PHK — matpuyHas puboHyknemHoBas kucnota,
UMB — uutomeranosupyc, OMB — sHoomuokapamansHas 6uoncus, MPHK —
nHbopMaLumoHHas puboHyknemHosas kucioTa, oTlLP — nonvmepasHas uenHas
peakuus ¢ obpaTHoit TpaHckpunTtasoii, HHV — Bupyc repneca yenoseka, HLA-
DR — yenoBeyeckuin neikoumTapHblil aHTureH-n3otun DR, SARS-CoV-2 — Taxe-
NbIli OCTPbIA PECNMPATOPHLINA CMHAPOM KOPOHaBMpyca 2.

14.5.2. JleyeHue

lTocnuranu3anusa He MeHee, YeM Ha 48 9 MOXeT OBITh
IMOJIC3HOM IJIsI MAIIMEHTOB C OCTPHIM MHOKApIUTOM
u CH, 0cobGeHHO TIpY MOBHIIIICHUN YPOBHS TPOTIOHIHOB
W HaJIMIUM CEPHCIHON MMCOHYHKIUM U/VIN apUTMHUU
IIpY TIEPBUIHOM OOpAIICHIH.

HecMoTpst Ha OTCYTCTBUE O0OKa3aTeIbCTB B OTHOIIE-
HUU KOHKPETHOTO CIIydast OCTPOTr0 MUOKAPANTA, JICUCHHE
CHu®DB pexoMeHmyeTcs TIpU HATUYUM CUCTOJIMICCKOI
mchynkumm JIK. UMMyHOCyTIpeccust moka3aHa TOJIBKO
B OTHCIBHBIX CITydasiX OCTPOro MHOKapauTa (Tabi. 34).
IMocne cHMKeHMST aKTUBHOCTU CEPOCYHBIX (DEPMEHTOB,
WCYC3HOBCHUS apUTMHUUA M CTAOMIM3AIIUM CEPIEeYHOM
CHCTOJINYECKO MUCOHYHKIINM CTaHOAPTHYIO Tepaltnio
CH cnenyet npomoikath He <6 Mec. (cM. Takxe puc. 20).

Tabnuua 33
MPT cepaua y naumeHToB
C noao3peHnemM Ha Muokapaut [955, 956]

MNMoka3anue

lMoka3aHa Ha CXOAHOM YPOBHE AJ151 BCEX NaLMEHTOB C KIMHUYECKM aHaMHE30M
+ OKT, NoBbILLIEHHBIM YPOBHEM TPOMOHUHA UK AX0Kapamorpaduyeckmm
OTKIOHEHUAMU 1 BbipaxeHHoW MBC, UCKNo4eHHON 1 ManoBeposiTHOM.
PekomeHpyeTcs npu nocneaytowemM HabioaeHn y nauyMeHToB

C NepcUCTMpyoLLEe AnchyHKUMEN Npn 3xoKapanorpapum, apuTMusaMm

VAN OTKNIOHEHMAMU Ha DK™,

OCHOBHbIE UBMEHEHUS

McxoaHo: T1-B3BeLLeHHbIE (BOCMAneHMe, TpaBMa) U T2-B3BELLEHHbIE (OTEK)
nocnenoBaTeNbHOCTH, BHEKNETOUHBI 06beM 1 LGE B TedeHve 2 Hep.

nocne nosiBnexHns cumnTomoB [956, 960].

Mpwv nocnepyowem HabnoaeHun: LGE ans oueHky cTeneHn pybLeBaHus,

T1 1 T2 pna BbISBNEHMA CTOMKOro BocnaneHms?,

JAuarHocTuyeckoe sHayeHue

Mo kpaitHei Mepe 0fUH KpUTEpPUIA HA 0CHoBe T2 (rnobanbHoe nnn
pervoHanbHoe yBenmyeHne BpEMEHY penakcauum muokapaa T2 nam
MOBbILUEHHAS MHTEHCUBHOCTb CUrHaNa Ha T2-B3BELUEHHbIX N300PaXEHUsIX)

1 110 KparHen mepe 0auH Kputepuin Ha ocHose T1 (yBenndenne T1 muokapaa,
BHEK/NeToYHbIi 06bem unu LGE) B ocTpoit dase.

TonbKo OAMH (T.e. OCHOBaHHBIN Ha T2 i Ha ocHoBe T1) Mapkep MOXET MO-MPeXHEMY
noAAepXmBaTh AMarH03 OCTPOro BOCMANEeHNs MMOKapaa B COOTBETCTBYIOLLEM
KNMHUYECKOM CLIEHAPUM, XOTS U C MEHbLLIEV CNeLMdUYHOCTbLIO B OCTpOi da3e.
OTpuuaTenbHbli pesynbTaT ckaHupoBanus T1/T2 He UcknoYaeT BCe eLle
NPOLOXAIOLLErOCS BOCMANUTENBLHOIO NPoLecca B XpOHMYeckoii dase?.

Mpumeyanue: 2 — NpoxoauT He MeHee 3 MecC., Npex/e Yem Npu3Haku oteka no
LaHHbIM MPT (BTOPUYHbBIE MO OTHOLLEHMIO K BOCMANEHMIO B OCTPO Pa3e/MCXoaHOM
YPOBHe) 1cyesHyT. Yepes 6 mec. T1 unm T2 npusHaku oTeka JOMKHbI Gbinv ucyes-
HYTb, €CN1 MOJIHOCTbIO OTCYTCTBOBANO BOCMasieHWe. TeM He MeHee OTCYTCTBUE
oteka T1 unu T2 He MCKNIOYAET XPOHNYECKOrO CNaboBbIPaXEHHOrO BOCMANEHMS.
CokpatueHusi: 'BC — niemmdeckas 6onests cepatia, MPT — MarHUTHO-pe30HaHCHast
Tomorpadms, SKI — anekTpokapauorpamma, LGE — nosnHee yeuneHvie ranonvHieM.

Tabnuua 34
JleueHue v nocnepyiouee HabngeHue
npyu 0OCTPOM MMOKapauTe

Tepanuio CH cnepyeT HaunHathb, ecnu amcdyHkums JDK npucyTtcteyeT

npvi NOCTYMEHUW, W €€ CNenyeT NPOA0IKaTb He MeHee 6 Mec. Nocne NOHOro
$yHKUMOHaNLHOro BocctaHosneHus (PB >50%) [918, 919].
MMMyHOcynpeccus B TedeHne kak MUHUMYM 6-12 mec. TpebyeTcs

npv OCTPOM MUOKapPAMTE C KIUHMYecknmmn nnn AMB npraHakamm
ayTOMMMYHHOr0 3a00/1eBaHusl, BKJIIO4as FMraHTOKIETOYHbI MUOKapaAWT,
BacKynuT unm capkonno3a [98, 917-919, 953, 954, 961].

MMMyHOCYynpeccus He PEKOMEHAYETCS HA PYTUHHOW OCHOBE MPW OCTPOM
MuokapauTe 6e3 KIMHUYECKVX UM OCHOBaHHbIX Ha OMB npuaHakos
ayToMMMyHHOro 3a6oneBaHusi [917]. HavanbHoe amMnvpryeckoe B/B BBEAEHME.
KOPTVUKOCTEPOWAOB MOXET ObITb MPUHATO BO BHUMAHWE B Cly4asix BLICOKOTO
NOA03PEHUSt HA UMMYHOOMOCPEA0BAHHbIA MUOKAPAUT, 0COBEHHO ecnn OH
0ocnoxHeH ocTpoit CH, 3nokayecTBeHHbIMY apuTMuaMmn n/unu AB-6nokaaoi
BbICOKOW cTenenu [954, 962].

VIHTEHCUBHBIX 3aHATUIA CNOPTOM CrieflyeT naberatb 40 TeX Nop, Noka CUMMTOMBI,
NOBbILLEHHbI YPOBEHb CEPAEYHbIX GEPMEHTOB MM OTKSIOHEHUS OT HOpMbI IKI/
BU3yann3aLmm NpUCYTCTBYIOT 1 COXPAHAIOTCA HE MeHee 6 Mec. Moce NOHOro
BbI3nopoBneHus [936].

Heobxoaymo exeropHoe HabnoaeHe B TeYeHne He MeHee 4 neT

¢ nposeaeHviem SKI 1 axokapanorpadum, NOCKOMbKY OCTPbI MAOKapaUT
MoxeT npusecTn k IKMM B 20% cnyyaes.

CokpatueHus: AB — atpuoseHTpukynspHas, KM — aunataumoHHast kapayo-
muonatus, JIXK — nesbiii xenynodek, CH — cepaedHast HeoCcTaTo4HOCTb, OB —
dpakums Buibpoca, IKI — anekTpokapavorpamma, IMB — aHAoMKOKapananbHas
6roncus, B/B — BHYTPUBEHHBIN.
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BeneHue mauueHToB ¢ CHnu TMOOO3PEHUEM HA MUOKapaUT

KnuHuyeckuit aHaMHe3, MpU3HaKu U cuMiToMbl, DKT,
JTabopaTOpHBIE UCCIIENOBAHMS, 3XOKapIruorpabus,
MPT cepnuia, KAT' /KT anruorpacdust KOpoHapHbBIX apTepuit®

Jleuenne UBC nipu Hanmuuum
WA €CTh TTOKa3aHUs

l

Jleuenne CH

l

Knununueckast

ITono3penuie Ha ayTOMMMYHHBIH,
MHOEKIMOHHBIN, TOKCUYECKUI
nporecc

v

OMB, ecnu ecTb COMHEHUST

CcTabUIM3aLusT

?
Ja
v

TTponomxuTb
neyenne CH

Puc. 20. Bepexue naumeHToB ¢ CH 1 0CTpbiM MUOKapAUTOM.
Mpumeuanume: @ — pns ncknioyenns NBC/OKC.

Paccmorpers MITK

v

B IMarHO3¢

PaccmoTpeTh UMMYHOCYIPECCUBHYIO
WJTU TIPOTUBOUHMEKITNOHHYIO
Teparnuio

Cokpauenusi: UbC — niwemnyeckas 6oneaHb cepaua, KA — kopoHaporpadws, KT — komnbioTepHas Tomorpadus, MINK — mexaHuyeckas nopnepxka kposoobpatLie-
Husi, MPT — MarHuTHo-pe3oHaHcHas Tomorpadpus, OKC — ocTpblil KOpoHapHbI cuHapoM, CH — cepaedHas HepocTaTodyHocTb, 9K — anekTpokapamorpamma, AMb —

QHOOMMUOKapananbHas 6uoncus.

HMMMyHOCympeccust paccMaTpUBajiach ISl JIEYCHUSI
MaleHTOB ¢ XPOHMYECKUM BOCIIaJIECHUEM Cepilla Ipu
DMDbB u OTCYTCTBMUM NPU3HAKOB aKTUBHON BUPYCHOM
nHekmmu [918, 919]. D10 O6BUTO CBSI3aHO C YIYIIICHH-
€M cepaeyHoOl (YHKUUKM B HEOOJNBIIMX MCCIEIOBAHUSIX
U C JIyYIIMMH UCXOAAMU B PETPOCIEKTUBHOM 0OCepBa-
LIMOHHOM ucciaenoBanuu [953, 963, 964]. HeoGxonumebl
MPOCIIEKTUBHbBIE MCCIIENOBAHMUS CO CTAPBIMU WJIM HOBBI-
MM UMMYHOCYIIPECCUBHBIMU/UMMYHOMOIYIUPYIOLIUMK
npenaparamu. B miane60-KOHTPOJIMPYEMOM MCIIBITA-
HUU U3y4Yajid BIUSHUE UMMYHOAICOPOLIMY IIPU B/B BBE-
JIeHUM UMMYHOITTOOynuHOB Ha dyHkuMio JI2K, a Takxke
U IpyTHE BapuaHThI JiedeHus [919].

14.6. AMunonpos
14.6.1. Anupemnonorusa u AUarHoCcTMKa

Amunonno3 cepaua uim amuiougHass KMII go cux
IIOp OCTaeTCsS HEMOCTATOYHO TMATHOCTUPOBAHHOI IIpH-
ypHoit CH [895, 965, 966]. IByms Hanbojee pacrpo-
ctpaHeHHbIMU (popMamu amuiaounHoit KMII genstiorest
MMMYHOIJIOOYJIMH JIETKMX Iienieil (AL) m TpaHCcTHpeTH-
HoBeIit ammtonno3 (ATTR). ATTR BximogaeT TUKWIT TUIT

(>90% cnyyaeB) ¥ HacAeOCTBEHHBI MIM BapUaHTHBIN
min (<10% cayuaes). [loacuuraHo, uyro ot 6% mo 16%
Bcex rmanueHToB ¢ HeoObsacHuMoM [JIK mwim CHc®B
MIPY TOCHUTAIM3AINN WIN ¢ TSKeIbM AC, KOTOPHIM
MIPOBOMMUTCS 3aMEHA a0pTAJBHOTO KJjlallaHa, B BO3pacTe
crapire 65 ngetr Mmoryr uMmerb ¢popmy wtTTR [967-972].

HunarHocThKa W JICUCHUE aMIJIOMIO3a cepaia ObLIa
HegaBHO mepecmotrpena [973]. Bospact >65 jgetr u CH
BMecCcTe ¢ ToiawmuHoin cteHku JIZK >12 MM mo maH-
HBIM OX0KI' SBASTIOTCSI OCHOBHBIMHM KPUTCPHUSIMU II0-
Io3peHus Ha ammiaouno3 cepana [973]. Kpurepun
sl momo3peHuss Ha amuiougHyro KMII u nns mon-
TBEepXICHUS OTMArHo3a MpeACTaBiCcHB B Tabawmie 35,
B JlomOTHUTEILHBIX MaTepHraiax (Tabi. 25) u Ha pUCYH-
ke 21 [973, 974]. 1 [MarHOCTUKY aMUJIONIO3a Cepilia
y TIAIIMEHTOB ¢ aHOMAJIbHBIMU TeMAaTOJIOTHICCKIMU TeC-
TaMU HEOOXOOMMBI BU3dyanusauus cepaua u DMb unn
9KCTpakapauanbHas omoricust (puc. 21). CruuaTUTpadus
¢ MeuyeHbIM TexHeryeM 2" Tc-PYP wmu 3,3-nudochono-
1,2-TIporTaHINKapOOHOBOM KUCIOTON WIIM IUIaHApHAS
¢ Tunpokcui-meTmwieH-gudochonatom u ODOIHKT-
BU3yaIM3aIvs 001afaloT crieluUIHOCTHIO W TIOJIOXH-
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OTpuLaTeabHbII

I
HeyOeaUTETbHbII

v

|
e

Paccmotpute

naTucupaH
WJIA UHOTEPCEH
TIPY HACJIEACTBEHHOM
ATTR
M MOJIMHEVpOnaTun

Puc. 21. [narHocTvika u niedeHrie CepaeyHoro ammnonaosa y nauveHTos ¢ CH. Ha ocHoge [973].
MpuMeyaHme: 2 — HaCTOPaXMBAIOLLME NPU3HAKN NepeyncieHsl B Tabnuie 35, ® — kak npasuno, Ans AMarHoCTUKM CepAEYHOro NoATUNA TpeByeTcs SHAOMMOKapaMansHas

6uoncus, © — TpebyeTcs Guoncus cepaua uav GPIOLWHON NONOCTW.

Cokpauwenusi: TMA®D — rugpokcumetuneHgndocdonart, K — nesbiit xenyaouek, MPT — MarHUTHO-pe3oHaHcHasi Tomorpadus, OPIKT — oaHodoTOHHAS amuccu-
OHHas komnbloTepHas Tomorpacdus, CH — cepaeyHas HepocTaToyHoCTb, ATTR — TpaHCTMpPEeTMHOBLIN amunonnos3, DPD — 3,3-nudocdoHo-1,2-nponaHamkapboHosas

kucnoTa, ¥MTc-PYP — medeHHbIi TexHeumem #MTc-nupodocdar.

TEeJBHBIM TIPOTHOCTHYECKUM moTeHInanoM misgs ATTR
10 100% [975]. B otuune ot atoro, MPT cepaiia numeer
YYBCTBUTEIBHOCTD U crielinuaHOCTh 85% 1 92%, cooT-
BeTCTBEHHO [966, 976]. HacnencTtBenHast popma HODKHA
OBITH MCKITIOUEHA TEHETUYECKUM TecTupoBaHueM. OMb
SIBIISIETCST 30JI0THIM CTaHAapTOM 1tst muarHocTuku ATTR

¢ oyt 100% 9yBCTBUTEIBHOCTBIO U CIELIM(UIHOCTHIO,
ecm o0pa3lBl cCOOMpaloT U3 Ooiee YyeM 4 pasIMIHBIX
MEeCT M TIPOBEPSIIOTCS Ha OTIOXEHUS aMUJIOUIa C T0-
MOIIBIO OKpalllMBaHUsI KOHIO KpacHbIM [966]. OgHako
DMDb He TpeOyeTcs TpU TOJOXUTEITLHOM pe3yIbTraTe
cuuHturpadun ¢ O®DKT 2-3 crenenu (puc. 21) [973].
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Ta6nuua 35
"KpacHble ¢pnaxku” pns HauGonee
pacnpocTpaHeHHbIXx GOpM cepaeyHoro ammnonao3a

Tun KpacHbie ¢pnaru TTR AL

SkcTpakapauanbHbie MNonuHenponatus X X
[u3aBToHOMUS X X
CWUHSIKM Ha Koxe X
Maxkpornoccusi X
Mnyxota X

[IByCTOPOHHWIA CUHOPOM 3aNACTHOr0 X
KaHana

Pa3pbiB cyxoxunus uuenca X

CTeH03 N03BOHOYHOIO kaHana X

NOSICHUYHOr O OTAENa

CTeKI0BUAHbIE OTIOXEHUS! xa

CemeliHblil aHaMHe3 xa

MoyeyHas HefOCTaTOuHOCTD X

MNpoTenHypusa X
KapauanbHbie KnuHuyeckue

TMNOTEH3US MM HOPMOTEH3MS, X X

€C/n paHee rmnepToHns

Kr

McesnounHdapkTHas kapTnHa KM X X

HW3KuiA/CHUXEHHBIN BONIbTaX X X

komnnekca QRS B 3aBMCMMOCTM
OT TONLWMHBI JDK

HapyLweHve AB npoBoanMOCTH X X
NaGopatopHble

HenponopunoHanbHO NOBLILLEHHbIN X X
ypoBeHb NT-proBNP go crenenn CH

CTOWKO NOBLILLIEHHbIN YPOBEHb X X
TPOMOHMHA

Axokapanorpapus

paHynsipHoe cBeveHne Mrmokapaa X X
YBeNMYEHNE TONLLMHBI CTEHKU X X
NpaBOro Xenynoyka

YBennyerue TonwmHbl AB knanaHa X X
MepvikapayanbHbIii BLINOT X X
CHWXeHHas NpoaosbHas X X

nedopmaums 6naropaps
anvkanbHOMY LWaasaLWeMy PUCYHKY
MPT

Cy63HaokapamanbHblii LGE
[M0BbILIEHHbIE HATUBHbIE 3Ha4YeHus T1
YBennyeHne BHEKNETOYHOr0 00bema
AHOMasbHas KUHETVKA rafonmHNs

X X X X
X X X X

MpumeyaHue: ? — HacnencTBeHHblii amunonpod TTR. AgantuposaHo m3 [973].
CokpaweHus: AB — aTprmoBeHTPUKYNsipHBbIA, JDK — neBblid xenynovek, MPT —
MarHuUTHO-pe3oHaHcHas Tomorpadus, CH — cepaeyHas HelocTaTouHOCTb, KM —
anekTpokapamorpamMma, AL — vMmMyHornobynuH nerkoii uenu, LGE — nospHee
ycunenue ragonnHuem, NT-proBNP — N-kOHLEBOV NPOMO3roBOM HAaTpUypeTuye-
ckuii nentua, QRS — 3y6ubl Q, R 1 S (coueTaHue Tpex rpaduyeckux OTKNOHEHNS),
TTR — TpaHCTUPETVH.

14.6.2. JleueHne amunoungosa u CH

IMomnepxxaHme 3yBOJIEMHH 3aHMMACT IICHTPAIbHOE
MECTO B JICUCHHMH, HO 3TO IIPOOJeMATUYHO M3-3a 3aMeT-
HOTO CHUXXEHUST eMKOCTH XeJTyaoukoB [977]. Ecimm mpu-
cyTCcTBYIOT cuMmIiToMbl CH, MoXeT OBITh Ha3HAYCH TIETIIC-
BOIi ANypeTUK, Bo3MoxHO, c AMKP, Ho opTrocTarnueckast

TUITOTEH3MWST MOXET BBI3BaTh HellepeHOCUMOCTh. BB, mm-
rutamic, MAII®, BPA nan APHU moryt 1mioxo nmepeHo-
CHUTBCSI M3-3a TUTIOTCH3NH, U X MECTO B JICUCHUN aMM-
nougHoit KMII eme He yctaHoBIeHO. MIX OTMEHY 4acTo
cllemyeT pacCMaTpUBaTh M3-3a TUIOTCH3UM W/WIK Opa-
mukapouu [973, 974]. Caenyer n3berath BKK, T.X. oHmM
MOTYT BBI3BIBaTh TSLKEIYIO TUITOTCH3HIO M YTOMIISIEMOCTD
WIX 00pa3oBBIBaTh KOMIUIEKCHI C aMujaongoM [966].

AmuniongHast THOWIBTpAIUS CTCHKU ITIpencepauid
MPUBOAUT K MHOIIATUM IIPEACEPOUA M 3JIEKTpoMexa-
HUYECKOI TMCCOLMALINU C BRICOKMM PHUCKOM 3MOOJIMU.
[MTauumenTtsr ¢ ammwionnHon KMIT u ®I1 B anamHese
IOJKHEI TI0JIy9aTh aHTHUKOATYISHTHL. loKa3aTelbCTB
B MOMIEPXKKY aHTUKOATYISHTHOM Tepalmy y MallMeHTOB
¢ ammtonmHoit KMII moka Het [7, 978]. AMUomapoH sIB-
JISIeTCSI TIPEANOYTUTEIIFHBIM aHTUAPUTMUICCKIM CpEl-
cTtBOM [973].

Tepanmst aMmmtonao3a ceparia OCHOBaHA Ha JICICHUM
OCHOBHO# TeMaTOJOTHMYCCKOM MPOOIEMBI C ITOMOIIIBIO
XUMHOTEPAIUM MWW ayTOJOTMYHOM TpaHCIUIAHTAIINU
CTBOJIOBBIX KJIETOK.

Crabmmsauyst ATTR u cHIDKeHMe ero IPOIyKLIIVH SIB-
Jstorest ocHoBoi ieyeHnst AT TR. TpancrnaHTamnumo eve-
HU 1/WIN cepaila MOXHO pacCMaTpUBAaTh TOIBKO B TEPMU-
HanbHOH cramuu cemeiiHoro ATTR. Tagamuauc cHukan
CMEpPTHOCTD OT BCEX IMPUYMH M YaCTOTY TOCITUTATIN3AIINIA
no CC3 npu cepaevHoii M BHECEPIEUYHOMN HaCIeICTBEH-
HOCTH, TIOATBEpXIAeHHOI Ouoricueit, u gopmoit wtITR,
B ocHOBHOM Y marmeHToB ¢ I 1 IT @K mo NYHA na ucxon-
HOM ypoBHe. PYHKIIMOHAIBHOE YIYUIIEHUE TTPON3OIIIO0
B TeueHue 6 MeC., B TO BpeMsI KaK JIJIsl CHIDKEHMSI CMEPTHO-
ctu motpedoBaoch noutH 2 roma [979, 980]. B/B BBeneHme
natucupaHa, majgoit PHK-unTepdepupymoleir MolIeKyJbl,
WJIY TIOOKOXHOTO BBEICHUSI MHOTEPCEHA, aHTHUCMBICIIOBO-
ro oyuronykiieoruaa npotuB ATTR, MoxHO paccmarpu-
BaTh y ManyeHToB ¢ codyeTaHHoi hTTR-nomuHeitponarueit
n ammtongHot KMIT (puc. 21) [981, 982]. Mcnions3oBaHme
mudIyHU3aIa He 10 TPSMOMY Ha3HAUYCHHUIO MOXET OBITh
paccmotpeno 1ipu ¢popme WtITR B couetanuu ¢ MHruou-
TOPOM IPOTOHHOM TTOMITHI [983].

PekomeHngauum no neyenuio ATTR

m

Tadbammamnc pekoMeHayeTcs naumeHTam

C NOATBEPXAEHHBIM FEHETUYECKUM TECTUPOBAHUEM

Ha HacneacTeeHHyto hTTR-nonvHeponaTuio

1 amunonaHyto KMM u cumntomamu | vnm |1 ©K

no NYHA ons yMeHbLUEHVSi CUMMNTOMOB, 4acTOThl

rocnutanuaaumii no CC3 1 cmepTHocTy [979].

Tadammamc pekomeHayeTca naumeHTam ¢ Gopmoi | B
WtTTR 1 cumntomamu | unm [l ©K no NYHA

[LNS1 CHUXEHUS! CUMMTOMOB, YMCAa rocnnTanuaawmui

no CC3 n cmeptHocTh [979].

Mpumeyanme: 2 — Kacc pekoMeHaaUuii, ® — ypoBeHb A0Ka3aTebHOCTH.

Cokpawenus: KMMN — kapanomuonatns, CC3 — cepaeyHo-cocyaucTble 3abone-
BaHus, ®K — dyHKUMOHanbHbIA Knacc, hTTR — HacneacTBEHHbI TPAHCTUPETH,
NYHA — Hbto-Mopkckas accoumauns cepaua, wiTTR — TpaHCTUPETUH AMKOrO TUna.
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14.7. Kappnomumnonartus, Bbi3BaHHas
HaKomnJieHueM Xxene3a

Ileperpy3ka xexe3oM BO3ZHHMKAET JIMOO B pe3yiabTaTe
TeHEeTUYECKU ACTCPMUHNPOBAHHOTO YBEIMYCHMS BCAChI-
BaHMS KeJle3a B KUIIIEYHNKE B CBSI3M C HACICACTBEHHBIM
TeMOXPOMAaTO30M (IIepBUYHASI IIEPETPYy3Ka KEIe30M) MU
B pe3y/IbraTe MHOTOKPATHOTO TIEPEIMBAHNUS KPOBH, HE-
00XOMMMOTO I JICYCHUS] TeMaTOJIOTHICCKUX COCTOSI-
HUI, TAKNX KaK OeTa-TajlacceMus (BTOpUYHAS IIeperpy3-
Ka Xejae3oM) [984]. 2KenezocBsa3piBalomiast CliIoCOOHOCTD
TpaHchepprHa TOCTUTAET IIpenesa, M XKejle30, He CBSI-
3aHHOE ¢ TpaHC(hEepPUHOM, IIPOHUKACT B KAPIHOMUOIIH-
THI Yepe3 KaIbIINeBbic KaHAIBl L-THIIa, BRI3bIBAs] OKIWIC-
JINTETLHOE TTOBpEXIeHe MruoKapaa [985].

JOTIOTHUTETbHBIC KEJIC30MHIYIINPOBAHHBIC OCIIOX-
HEHMS, TaKHe KakK 3a00j1eBaHUS TICYCHN W SHIOKPUHHbBIC
HapyIIeHUs, TaKXe CIIOCOOCTBYIOT YXYAIICHHIO COCTO-
saHus cepaua [986, 987]. KoHeuHbIM pe3y/IbTaTOM SIBJISI-
ercst pazsutue KMII ¢ meperpy3koii xeje3oM, KOTopast
MOXET OBITh TMOO PECTPMKTUBHOTO, JIMOO AMIATAIIMOH-
HOTO (heHOTHIIA, IIPUYEM IIEPBBIIl MOTCHIINAIBHO pa3-
BUBAaeTCs ITOCICTHUM IO Mepe IPOTrpecCUpoOBaHUS 00-
ne3nn. OTI0XeHUE Xejle3a B MHOKapae MOXHO TOYHO
OLIEHUTH ¢ moMolbio Metona MPT T2*; sHauenus T2*
KOppEeNUNpYIOT ¢ cucTonmueckoit pyukumeit JIDK u TToK
W TPEeNCcKa3bIBalOT Pa3BUTHE XKEJIC30MHIYIUPOBAHHOM
CH wmm apurmuii [984]. IIpodunaktmka KMII, BeI-
3BaHHOM HAaKOIUICHHEM Xejie3a, YCICITHO ITOCTUTAeT-
csI C TIOMOIIBIO XeJIATOPOB XeJjle3a, BKiIoJas aehepok-
caMuH, aedepullipoH 1 aedepa3supokc, B TO BpeMsI KaKk
ycraHoBuBIasicss KMIT MmoxeT OBbITh TTIOJITHOCTBIO yCTpa-
HeHa IyTeM MHTCHCU(UKAITNY 1 KOMOMHUPOBAHHOM Te-
parnmu xeaaTopaMmu xeje3a [985].

14.8. BpoxaeHHble NOpPoKK cepaua
y B3POCbIX

Benenne BITC 6bu10 TTOAPOOHO paccMOTPEHO B He-
naBHeM pykoBonctBe ESC [988]. CH saBasiercs pacmpo-
CTpaHEeHHOMU IpobseMoit, mopaxarieii 20-50% nHa-
cenenus ¢ BIIC, u BaxHo# npuunHoii cmeptu [989].
IMaTodusnonorust cepaeuroit nuchynkunu mpu BITC
YacTO OTIIMYAETCS OT HEBPOXICHHBIX (IIPUOOpETCH-
HBIX) TTIOPOKOB CepAlla, B YACTHOCTU IIPH: CUCTEMHOM
mopaxkennu 12K, HeZoCTaTOIHOCTH MOMJIETOYHOTO XKe-
JIyI0YKa, OMWHOYHOTO XKeaymouka [988], TpaBme, cBs-
3aHHOW ¢ XUPYPIrUICCKUM BMEIIATECIbCTBOM, XPOHMYIEC-
CKOI1 Teperpys3ke HaBJICHUEM/00BEMOM B CHCTEMHBIX
U CyOJICTOUHBIX KEIYOOYKaX, a TakKXKe TUIepTpoduun
WIN OTCYTCTBUHM YIIJIOTHCHWSI, BEI3BAHHBIX T¢HHBIMU
MyTanusiMuA. [103ToMy 3KCTpaIToISIIUSI COBPEMEHHBIX
pexoMenganwuii mmo aeyeHnio CH na manuenrtos ¢ BIIC
He Bcerma yMecTtHa. KpoMe TOro, HeMHOTOUYMCIICH-
HBIC TOCTYITHBIC HaHHBIe 0 JiedueHnu CH y manmeHTOB
¢ BIIC yacTo HeyOenuTeIbHBl U SIBISIOTCS MTPOU3BOJI-
HBIMU W3 HEOOJBIINX TPyIn mamueHToB. Kak ciem-
CcTBUE, KOHKpeTHBIe peKoMeHmanuu BIIC B ocHOBHOM

OCHOBAHBI Ha KIIMHUYECKOM ONBITE IV TTO3UIIMOHHBIX
IOKYMeHTOB [990].

Baxwno, uto6s! maumenTsl ¢ BIIC ¢ CH 6bu1n Ha-
MpaBJIeHbl B CHelMaJu3UPOBaHHBIE LEHTPHI. OOIIMe
TIPUHLIMITEI BEIEHNS B OKUIAHUM TIepeBoAa B CIIeIINaI-
3MpOBaHHBIE LIEHTPBI 0000IIEHBI B TabuIe 36.

Tabnuua 36
Jleuenue B3pocnbix BMC n CH
B CMeLManu3MpoBaHHbIX LLeHTpax

BonbHblie BINC ¢ xpoHuueckoii CH fomkHbl ObiTb HanpaBneHb

B Cneumann3npoBaHHble LEeHTPbI.

KOHKpeTHble pekoMeHAaLMy N0 MeayKaMeHTO3HOMY NIEYEHNIO XPOHUYECKON
CH npw BINC oTCyTCTBYIOT, 1 NPAKTUKYIOLLME BPa4m JOMKHbI CeAoBaTb
TeKyLLMM pekoMeHaLmsM No MeankameHTo3HoMy neveHnio CH. OcTaetcs
HEWN3BECTHbIM, BAVSET N ANUTENbHOE NPUMEHEHNE HENPOrOPMOHANbHbIX
MOZYNSTOPOB Ha KIMHWNYECKME MCX0Abl M NPorHo3 npu BIIC.
Caky6uTpun/BancapTaH MOXET CHIXaTb 3abonesaemocTb [991-993],

O[iHAKO Ha [laHHbI MOMEHT HET HUKAKNX PEKOMEHAALMIA, OCHOBAHHbIX

Ha PeTPOCNEKTUBHOM UM Pa3PO3HEHHOM XapakKTepe 3TVX HaboaeHMIA.
ConytcTytowme 3abonesanns npu CH, Takune kak caxapHblil anabdet, @I, LAC,
,ued)mu.m Xenesa 1 Kaxekcus, cnenyet nevyntb B COOTBETCTBMN C KOHKPETHLIMU
peKoOMeHAALMAMY, U3NOXEHHBIMN B 3TOM AOKYMEHTE.

Mpy GMBEHTPYKYNSPHOM KPOBOOBPALLEHUM NaLMEHTaM C CUCTEMHBIMU
HapyLueHusimm JIXK cnepyet npoBoAUTL TPaAULMOHHY0 CH-Tepanuio;

3T0 TakXe MOXET OblTb PACCMOTPEHO Y CUMMTOMHbIX NALMEHTOB C CUCTEMHOIA
HEA0CTaTO4HOCTBIO MPABOrO Xenyaouka.

ﬂ,VIypeTVIKVI PEKOMEHAYIOTCH OJ19 KOHTPOIA CUMMITOMOB 3a0ePXKU XUAKOCTN.

JleyeHrie CUMNTOMATUYECKUX NALMEHTOB C HELOCTATOYHOCTbIO €AMHCTBEHHOMO
Xenynoyka npy kposoobpalleHuy PoHTeHa MW B Cryyae NepeucTypYIoLLEero
cHpoca KpoBM cripaBa HaNeBO BCErAa CefyeT HauMHaTb OCTOPOXHO, MPUHUMast
BO BHUMaHWe NabunbHblii 6anaHc Xenyno4koBoi NpeaHarpy3ku U CUCTEMHO
NOCTHArpy3Kku.

CPT mMoxeT 6bITb TepaneBTMYECKUM BapuaHToM Y naupenTos ¢ BMC ¢ CH,

HO [10Ka3aTeNbCTB B 9TON KOHKPETHON CUTYaLWMN BCE eLLEe HeOCTaTO4HO.
AddekTnBHoCcTb CPT ByaeT 3aBUCETb OT OCHOBHOMO CTPYKTYPHOMO

1 GyHKLMOHaNBLHOro cy6CTpaTa, Takoro kak aHaToMysi CUCTEMHOTO
XenyaoyKa (Nesblit, Npasblii A GYHKLMOHANBHO €AMHCTBEHHbIN), Hann4ne

1 CTeneHb CTPYKTYPHOW CUCTEMHOW HegocTaTo4HOCTM AB KnanaHa,
nepBuyHoe 3aboneBaHne Mrokapaa unmn pybLeBaHmne, a Takxe TUn 3afepxKu
31eKTPUYEcKoro nposeaeHus [988].

Jleyenwe octpoit CH y naumeHToB ¢ BINC fonxHo NnpoBoanuTbCS

B CMELMANV3NPOBAHHOM LIEHTPE C HaAeXallyM 3HaHWEM VHOTPOMOB,
[LOCTYMHOCTbIO 3KCTPAKOPopanbHOi MeMOPaHHOM OKCUreHaLmm

1 NepeaoBbIMM METOAAMI MOCTOBMAHOMO NpoTeavpoBanus [988, 994].
PekomeHayeTcs CBOEBPEMEHHAs OLeHKa Nepeq, TpaHCnaHTaumen
cneumnanuctamu no BMNC CH B LeHTpe TpaHCNaHToNor v ¢ onbitom paboTbl
¢ BIMC.

BcnomoratenbHble Xenyno4koBble YCTPOCTBA MOMYT MOMOYb NaLMeHTam
nepeTn K TpaHCMaHTaUUM U B NOArPYNne NauyeHToB MOryT ObiTh
BApUaHTOM Tepanum HasHa4yeHus.

CokpaweHus: AB — atproBeHTpukynsipHbiid, BNC — BpoXAeHHbIM NOPOK cepaua
y B3pocnblx, JDK — nesblin xenynouek, CH — cepaeyHas HelocTaTouHOCTh, CPT —
cepreyHas pecuHxpoHusupytowas Tepanums, @M — bdubpunnsauns npeLcepauii,
LLAC — ueHTpanbHoe anHoa cHa.

15. KnioyeBblie MOMEHTbI

1. MaumenTts ¢ CH xiraccuduypyioTcsd Ha OCHOBE
ux OB JIXK. ®B JIXX ot 41% no 49%, onpenensieTcss Kak
"ymepenHo cHkeHHass @B JIXK" (CHyu®B).
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2. Usmepenue HIT u DxoKI urparmoT KimodeByio pojib
B nuarHoctuke CH.

3. uAIl® wou APHU, Bb, AMKP n uHru6uTtops
SGLT2 pexoMeHIyIOTCI B KaueCTBE OCHOBHBIX METOIOB
neyenuns nanueHtos ¢ CHu®B.

4. K]l peKOMEHOYIOTCS Yy OTHCIbHBIX MAIICHTOB
¢ CHu®B nmeMnaecKoii 3THOJIOTHH 1 JOJDKHBI paccMa-
TPUBATHCS Y MALIMEHTOB ¢ HEUIIEMIUIECKOM STUOIOTUCH.

5. CPT-I1/1 pexkomennytotcs mnamueHram ¢ CHEDB,
CP, ¢ BJIHIIT >150 Mc 1 moioKHa paccMaTpyBaThCs y Ta-
muenTtoB ¢ BJIHIIT >130-149 mc wiu 6e3 BJIHIIT >150 mc.

6. Pacumpennsie crparerun CH (TC/MIIK) moryt
OBITH ITOAXONSIIMMU TSI OTICTBHBIX ITAIIICHTOB.

7. uAII®/APHH, Bb u AMKP Moryt paccMmaTpu-
BaThcd y manenToB ¢ CHyn®B.

8. JInarno3 CHc®B tpebyeT 0O0BEKTUBHBIX JOKA3a-
TEJBCTB CTPYKTYPHBIX WIN (PYHKIIMOHAJIBHEIX aHOMa-
TNt cepilia, a TAaKke MOBBIIICHHBIX KOHIeHTpaumit HIT
B IUIa3Me, COIVIACYIOIIMXCSI C HAIMIMEM THACTOIMIECKOM
muchyakuny JIK v TOBBIIICHHBIM JaBJICHUEM HAIIOJ-
Henwus JI2K. ImacTonnyeckuii cTpecc-TeCT peKOMEHIY-
€TCsI, KOTIa 3TH MapKephl COMHUTETHHEL.

9. Ha ceromHsmmHuii 1eHp He OBIIO TTOKA3aHO Jiede-
HHSI, CHIKAIOIIETO CMEPTHOCTh M 3a00J1¢BaéMOCTb Y TTa-
nueHToB ¢ CHc®DB.

10. Pekomenmyetcst, 4ToOBI Bce naieHTs ¢ CH BKITIO-
yaymch B CH-MIL.

11. VmpaxHeHMsT peKOMEHAYIOTCSI BCEM ITallUeHTaM,
CIIOCOOHBIM YIYYIIUTL TOJEPAHTHOCTh K (PU3MICCKOM
Harpy3ke 1 K2K, a Takke COKpaTuTh KOJIMISCTBO TOCITH-
Tanu3anuii mo mosomy CH.

12. TMammenToB ¢ mporpeccupyromieii CH, pedpak-
TepHBIX K MT/anmapaTtHoil Tepanmuy W HEe WMEIOIIUX
abCOIOTHBIX TTPOTUBOIIOKA3aHMIA, CIIEAYST HAIIPABIISITh
Ha TC. MIIK Takxe cienyet paccMaTpMBaTh KaK "MOCT"
B TC wm moxusHeHHoe jedeHne (destination therapy)
V OTHOENBHBIX AIIMEHTOB.

13. MoryTt HaGmIOAATHCS YeThIpe OCHOBHBIX KJIIMHM-
yeckux npossieHus octpoit CH: OJICH, ocTprlif oTek
JIETKHX, HemocTaTouHOCTh [12K M KapauOTreHHBIHM IITOK.

14. Jleuenue octpoit CH ocHOBaHO Ha MpUMeEHEHNU
INYPETUKOB IPHU 3aCTOMHBIX SIBJICHUSIX, WHOTPOITHBIX
npenapatax u KpatkocpouHnoit MIIK npu nepudepuue-
CKolt Tumoneppy3um.

15. IMauumeHTOB, rOCIUTAIU3UPOBAHHBIX IO TOBOMY
CH, cnenyeT TmaTeJabHO 00CIIeNOBATh, YTOOBI MCKITIO-
YUTh CTOMKME MpH3HAKU 3acTosl. [lepopanbpHOe JIeueHMe
IIOJKHO OBITH OINITUMU3UPOBAHO IO BEITTHCKMA.

16. B momosHeHue K MepOpaJbHbIM aHTUKOATY/ISH-
TaM CJIEAYeT PacCMOTPETh CTPATEIHI0 KOHTPOJIST PUTMAa,
BKJIIOUAIOMIYI0 KaTEeTePHYIO abialliio, y ITallMCHTOB,
Y KOTOPBIX CUMIITOMBI W/WJIN cepaedIHast TUCOYHKIIISI
cBsi3aHbI ¢ OII.

17. SAVR mmm TAVI, xak pexkomeHmoBaHo Heart
Team, peKOMeHOYIOTCA MAlMEHTaM C CAMIITOMAaTUYe-
CKHM TSDKEJTBIM CTEHO30M a0PTaIbHOTO KJTariaHa.

18. IMammeHTaM ¢ M30JMPOBAHHBIMH 3HAYMMBIMH
kputepusmMu BMH u COAPT crnenyer paccMaTpuBaTh
BO3MOXHOCTh YPECKOXHON TIACTUKM "Kpail B Kpaii",
Torma Kak manuentamM ¢ BMH n MUBC, koTopsIM Tpeby-
eTcs peBacKyISIpH3allus, ClIeAyeT paccMaTpUBaTh BO3-
MOXHOCTh XHPYPTUTICCKOTO BMEIIATEIHCTBA.

19. IMTamuentam ¢ CII 2 ThIIa peKOMEHAYETCS Jieue-
Hue naruontopamu SGLT2.

20. ITammeHTOB cieoyeT IIepHOTUIECKU 00CIemOBaTh
Ha TIpeaIMeT aHeMUM U JeduInTa Xeje3a, a TakkKe B/B
nmobaBIeHHE Xejle3a ¢ KapOOKCHMAIBTO30M1 Xee3a clie-
IyeT pacCMaTPUBATh Y CUMIITOMATHYECKUX ITAIlIEHTOB
¢ ®B JIXK <45% un neduumToM xeje3a, a TAKXKe y Halu-
€HTOB, HEIABHO TOCIMTAIM3NPOBAHHBIX 1m0 TToBomy CH
n ¢ OB JIXK <50% u nedummrom xenesa.

16. YoeautenbHble Aoka3aTenbCTBa

3a ToceTHIe TOObI IIPOU3OIUIN 3HAUNTEIBHBIC YCITe-
X1 B OIUATHOCTUKe U JieueHUH namueHToB ¢ CH. B He-
maHux PKUW Obuim mpencrtaBieHbl yOeOUTENIbHBIE 1O-
Ka3aTeJbhCTBA HAJIWUYMS HOBBIX BapMAaHTOB JICUCHWMS,
¥ B OmmKaitie ronel BeneHue mamueHToB ¢ CH Moxer
MpeTepIeTh cepbe3Hble M3MeHeHNsI. OTHAKO HOBBIC OT-
KPBITHUS CO30AIOT HOBEIC IIPOOJIEMEI, 1 MHOTHE 00JIaCcTH,
B KOTOPBIX OTCYTCTBYIOT TOKA3aTEIbCTBA, BCE €IIE OCTa-
oTcsa. Huke mpuBomuTCs KpaTKWil CIIMCOK M30pPaHHBIX
OOIIMX BOIIPOCOB, KOTOPBIE 3aCITyKMBAIOT PacCMOTPE-
HUS B OyAYIIUX KIMHIIECKNX NCCICIOBAHMSIX.

(1) Ompenenenue u 3NUIAEMHOIOTHS

1. JanbHeliliee uMcciaeaoBaHUEe OCHOBHBIX Xapak-
TepUCTUK, TaTodu3nonorun u auarHoctukn CHyn®B
u CHc®B.

II. KoHceHCyC OTHOCUTENbHO HOPMAaJbHBIX 3HA4Ye-
HUli/nuama3oHoB OB.

II1. JIyamee ¢penorurmmpoBanue CHc®B.

1V. JdomnonHutenabHass ”H(pOpMAaIIUS O 4YacTOTe U pac-
MIPOCTPAHEHHOCTHA "BOCCTAHOBICHHON CHUCTOIMYECCKOM
dynkmum JIXK".

(2) marnocTuka

I. TimareapHBIC ICCIIEIOBAHMS PO OMOMAapKEPOB C aK-
IIEHTOM Ha WX aIAUTHBHYIO IIEHHOCTh B muarHoctrke CH.

II. Bonpme PKHM no ckpununry Ha CH y 6eccnMm-
NITOMHEIX CYOBEKTOB, KOTOPEIE MOTYT IIPUBECTU K YIIyd-
IICHUIO WCXOMOB.

1I1. UccnemoBaHusi OMmomMapKepoB, MOKAa3hIBAIOIINE
BIMSTHUE HA WCXOMN UX U3MEPCHMUSI 1T BHISIBICHUS CyOh-
eKTOB ¢ prcKoM pa3Butust CH, a Takke ISl pyKOBOACTBA
smeyeHreM namreHToB ¢ CH.

IV. ¥YrBepXaeHHble AUATHOCTUYECKUE MPOTOKOJIbI
st mmarHoctuku CHyn®B 1 CHc®B.

(3) ®apmaxkorepamust XCH

I. TIparmatuyeckue McciefOBaHUS IO MOPSAKY I0-
OaBIIeHUS TIpeIapaToB, MOTU(MUIIMPYIOIINX 3a00JIeBa-
aue, mpu CHuH®B.

II. Cneunduueckasa repanust CHyn®B u CHc®B
¥, BEPOSITHO, X pa3HBIX (PeHOTHUIIOB.
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1II. JomonHuTenbHBIE OJAaHHBLICE U MPOCIIEKTUBHBIC
KImHnYecKue ucnbitanus Tepanun CHH®B y manuen-
toB ¢ pCK® <30 mi1/MuH/1,73 M2,

IV. JlonosHuUTeNbHBIE AaHHbIE NPOCHEKTUBHBIX
PKH 1o neyenmio cneumdpuyeckux dpeHorunos CH:
MHUOKapANTa, KapaIMOTOKCUIHOCTH, HACJICACTBEHHBIX
KMII, ITKMII, amunounngo3sa.

V. Ctpaterum BefeHUS U Tepamnus "BOCCTAHOBJICH-
HOI" cucTonmuyeckoi pyHkmm JI2K.

VI. [domoiMHUTEIbHBIC TaHHBIE O BIIMSTHUM OTpaHnde-
HUS KUIKOCTH, OTPaHMYCHMS TTUIIEeBOI COIM 1 ITUTAHUSI.

(4) YcrpoiicTBa M BMEMIATEIbCTBA

1. Ilokazanusa x UK]I B onpeneseHHBIX NOATPYIINax
CHya®B/CHc®B u ontuManbpHBIA ITOA00p KaHIUIA-
toB Ha UKJI mpn CHH®B, BKITI0Yag MallMeHTOB C WIIe-
MuYeckon 1 HentmeMmudeckoin KMII.

1I. JomonHuTtenbHble MccaeqoBaHus 3O GEKTUBHO-
ctu CPT mipu ®I1.

111. JanpHeiimue npocrnektuBHble PKU, oka3siBa-
folIre BIMSHUE Ha pe3yJbTaThl cTpaTernit adbmammu OI1
o cpaBHeHMI0o ¢ OMT y nmaumenTos ¢ CH.

1V. JanpHeiilline MUCCIENOBaHUS YPECKOXKHOTO Jie-
YeHMs TTOpOKa cepAlla M ero BIUSHUA Ha ucxombl 1 K2K
MMAIlEeHTOB.

V. bonee xkpynHsie PKM nmo mopynasuum cepaedHoi
COKPAaTHUMOCTH W CTUMYJISINKA 0apopelenTOpOB MpHU
CHu®B.

(5) Benenme 6ome3nei

I. Poib ctpaternu ymameHHoro mMonutopuHra CH
B arnoxy rmocr-COVID-19.

1I. UccnenoBannsg onTuMaIbHBIX MOJIeeil HaOIone-
HUS 3a TallMeHTaMu co ctabmibHou CH.

1I1. MccnenoBaHust mjsl olpenceaeHus] KOHKPETHBIX
BapUaHTOB MMAJJTMATHBHOM ITOMOIIIH.

(6) IIporpeccupyomas CH

1. Jlyuymee onpenenenue npoguiieit pucka B COOTBET-
ctBum ¢ INTERMACS u apyrumu kiaccuukaimsiMu.

II. PKHM nnsg onpeneneHus BIMSIHUSI TOJTOCPOYHOMN
MIIK Ha McXOmbl Y TOCIIMTAIM3NPOBAHHEIX ITAIIICHTOB,
a TaKkke y amMOyJIaTOPHBIX MAIMEHTOB (HAIpuMep, mpo-
dunu INTERMACS 4-6).

1I1. Joctuxenust B goarocpouHoir MIIK, Bkitouast
CTpaTeruy IO CHIKCHMIO pHUCKa KPOBOTCUCHMIA, TPOM-
005MO0JIMYECKUX OCTOXHEHU 1 MH(MEKIINIA.

IV. locTuXeHUsT B J€UEHUU MHOTUX IAllMEHTOB,
KOTOpPBIM He MoXeT ObITh BhImoiHeHa MITK wnn TC,
BKJTIOUasl pa3paboTKy CTpaTeTWil JIeUeHMsI, HOBBIX MHO-
TPOMOB WA MHOTPOIIOB IUIST TTAIIMEHTOB C JaJIeKO 3a-
mwemeii CH.

(7) OCH

1. JIyumee onpeneneHue u Kiaccupuxkauus GeHOTH-
TI0OB MAIIMEHTOB IIJIST YIIYYIICHUS JICUCHMST.

II. Joxa3aTeabHOE MCHOJIb30BAaHUE METOAOB BU3ya-
JIN3allAA 1 OMOMapKepOB, BIUSIOMINX Ha KIMHUIECKOE
TeUCHME MAIlEHTOB.

1I1. Pa3paboTka nay4diimx cTpaTeruii ajsi oojerdyeHust
3aCTOosI, BKITIOYAasi MOHUTOPUHT BBEICHUS TUYPETUKOB 1/
WIH YIy9IIeHHe TIephy3ur OpraHoB.

IV. OmnpeneneHne METONOB JICUCHUSI, BIUSIOMNX Ha
HICXOIBI TTOCTIC BHITTHCKM.

V. HoBrie ycTpoiicTBa st KkpatkocpoyHoit MITK.

VI. Ompenenenne moKa3aTeIbHBIX BApMAHTOB JIeUe-
HUS ¥ TepaeBTUUCCKNX AJITOPUTMOB Y OOJIBHBIX C Kap-
JMTUOTEHHBIM IIIOKOM.

(8) Comyrcryromue CC3

1. PKW, gemoHCTpupyOILINME Jy4IIle CTpaTeruu Jie-
YeHUSI KEITyTOUYKOBEIX apUTMUIA.

1I. PKW g onpeneneHus posu IpoLeayp KOpOHAPHOi
PEBaCKYIISIPU3ANN § PA3TAIHBIX ITOATPYIIT MAIlCHTOB.

III. PKW mist ompemeneHUs BIMSTHAS Ha WICXOOBI M/
win KK manueHToB 4pecKoXHOro jieueHus: nopoka MK
WIN TPUKYCIHIAIHLHOTO KiamaHa y manueHToB ¢ CH.

(9) Comyrcreytomme 3a060meBanns, He cszannbie ¢ CC3

I. PKH, nocBsImeHHbIe KaXeKCUM, U/WJIN CapKoIIe-
HUW, W/WIN cIabOCTH, M NIEMOHCTPUPYIOIINE BIUSHUE
neueHns Ha KOK m/umm ncxorm.

1I. PKM MT wnu ycTpo#CTB y MAlIUEHTOB C TSKEJIOM
XBITu CH.

1II. PKUM, nemoHcTpupyoimue BausHue MT aiek-
TPOJUTHBIX HAPYIICHW Ha MCXOIBI.

1V. PKW, noka3biBaloiiyue BIUSIHUE HA MCXOIbI Jie-
yenus LHAC.

V. TIpocrekTuBHBIC UCCICOIOBAHUS, TEMOHCTPUPYIO-
mue BIustHUe Ha mcxomsl u/unn KK panHeit guarno-
CTHUKMY, YIYYIICHUS TMPOMUIAKTAKA ¥ JICUCHUST Kapamo-
TOKCUYHOCTH IIPOTHBOOITYXOJIEBBIX IIpeapaToB.

VI. Jlyumee nedyeHue MHEPEKUUN U NpoduiIaKTUKa
CC3 npu nHpEKINN.

(10) Oco0bie ycioBus

1. PKH no neuenuro [TKMII.

1I. JIyuymee ¢peHorunmpoBanue KMII nocpeactBom
TEHETUYCCKOTO TECTUPOBAHMS, OMOMapKephl M METOMBI
BU3yaI3all1, a TAaKKe aJanTallis TepaInm.

1II. PKHM neyeHus pa3iuuHBIX BUAOB MUOKApPAUTA,
B T.4. IMMYHOCYIIPECCUBHOII Teparm.

IV. PKHM HOBBIX METOIOB JIEUEHUS pa3IMIHBIX (DOPM
KapInaJIbHOTO aMUJIOMA.

V. Jlyuuiee onpenenenue u aedyeHne muonatuu JII1.
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17. "Y10 penatb’ nM "4TO He AenaTb’ U3 peKOMeHAauuin
| Pexowengayan | Knacc’| Ypomews? |
PekomeHnpauum no guardoctuke XCH
BNP/NT-proBNPC.
OKT (12 oTBEAEHUNA).

TpaHcTopakanbHas IxoKr.
PeHTreH rpyaHomn KneTku.

PyTUHHbIE aHaNM3bl KPOBU HA COMYTCTBYIOLME 3aboneBaHus (Bktoyas 06LLiA aHAaNW3 KPOBW, MOYEBVHY U NEKTPONNTLI, PYHKLMIO
LUMTOBWAHON Xene3bl, IIoKo3Yy HaTowwak 1 HbA,¢, nunuael. Miccneposanus xeneaa (TSAT u heppuTuH).

MPT pekoMeHayeTcst A5 OLEHKN CTPYKTYPbI 1 GYHKUMIU MUOKapAa Y NaUMEHTOB C MIOXMMU aKyCTUYECKMU okHamm IxoKT,

MPT pekomeHayeTcs AN XxapakTepyucTVKU TKaHM MUoKapaa Npy NOAO3PEHNN HA MHGULTPaTMBHOE 3ab6oneBaHue, 6onestb ®abpu,
BOCMNanUTeNbHOE 3a060NeBaHME (MUOKApPAUT), OTCYTCTBME YNNOTHEHMS JIXK, amunona, capkonaos, neperpysky Xene3oM/reMoxpomaTos.

VHBa3vBHas KOpoHaporpabusa PEKOMEHAYETCA NaLUMEHTaM CO CTEHOKapAMeN, HECMOTPS Ha (hapMaKoorMYecKyio Tepanmio
WM CUMMNTOMATUHECKYIO XeSYA04KOBYIO apUTMUIO.

KapauonynbMoHanbHOe Harpy304HOe TECTVPOBaHWE PEKOMEHAYETCS Kak YacTb oueHku TC n/unn MIK.

KateTepun3aauys npaBbix OTAEN0B CepaLa PEKOMEHAYETCS nauyeHTam ¢ Tskenoit CH, kotopbim npeactont TC unm MIK.

PekomeHpauum no nevyexnunio CHHOB

NAM® pekomeHaytoTcs naumeHtam ¢ CHHOB, 4To6bl CHU3WUTL PUCK rocnuTanmaaumi no nosoay CH n cmeptu.

BB pekoMeHaytoTCs nauneHTam co ctadbunbHoii CHHPB anst cHuxeHns pucka rocnutanusauum no nosogy CH u cmeptu.

AMKP pekomeHnpayioTcst naumeHTam ¢ CHHOB ans cHukeHus prucka rocnutanusamm no nosogy CH v cmeptu.

[JanarnndnosuH unu aMnaramdno3nH pekoMeHayloTcs naumeHTam ¢ CHHOB nns cHukenus pucka rocnutanusaumm no nosogy CH u cmeptu.
Caky6uTpun/BancapTaH pekoMeHayeTcs B kayecTse 3aMeHbl MAMND y nauneHToB ¢ CHHPB ans CHUXEHUst pucka rocnnTanmaawum no noBogy
CH u cmepTn.

Jlnypetvikn pekomeHaytoTcst nauyeHTam ¢ CHHPB ¢ npusHakamu u/unm cuMntTomMamm 3actos 415 obneryenust cumntomos CH, ynydiueHms
NnepeHoCUMOCTU PU3NHECKMX HArpy30K U CHKEHMS YMCna rocnuTanudaumii no nosogy CH.

BPA® pekomeHayeTcs Ans CHUXEHWS pycka rocnutanuaaumm no nosogy CH 1 cepaeyHo-cocyamcTon cMepTy y NaunMeHToB C CUMNTOMamu,
KoTopble He nepeHocaT MAMND nnm APHU (naumeHTbl Takke A0MKHbI nonyydats B6 n AMKP).

Lo6asnexve BPA (nam nHrnéutopa peHuHa) k kombuHauwmm nAN® n AMKP He pekomeHayeTcs y naumeHToB ¢ CH 13-3a NOBbILEHHOMO prcka
NOYEYHON AMCHYHKLMMN U FUnepKanveMmnm.

WK/ pekomeHayeTcs Ans CHAKEHUS PUCKA BHE3AMHON CMEPTY M CMEPTHOCTU OT BCEX NPUYMH Y NALIMEHTOB, MEPEHECLLNX XENTYA04HKOBYIO
apUTMUIO, BbI3BABLLUYIO FEMOAVHAMUYECKYI0 HECTaBUNBbHOCTb, M Y KOTOPbIX NPeanonaraeTcs NPOAONXUTENEHOCTb XWU3HU >1 roaa ¢ XopoLInm
YHKLMOHANBHBIM CTaTyCOM MPU OTCYTCTBUM 06PATUMBIX MPUYMH UK ECNIW XXENYO04KOBas apuTMns npousoLuna <48 4 nocne M.

WK pekoMeHZyeTcs NS CHXKEHUS PCKA BHE3AMHOW CMEPTY U CMEPTHOCTM OT BCEX MPUYKH Y MALMEHTOB C cuMnToMaTuyeckoi CH

(Il-1I PK no NYHA) nwemunyeckoin atnonorum (ecnv onn He neperecivn M B npeatwectsyiowme 40 aHeit — cm. Huxe) n @B JIXK <35%,
HecMoTps Ha 23 Mec. OMT, npu YCNOBWK, HTO OXMOAETCS, YTO OHU BBIKMBYT 3HAYUTENBHO foMbLue 1 roAa ¢ XopowmnM GYHKLMOHANBHBIM
CTaTycom.

WmnnanTtaums VK He pekomeHayeTtcs B TeueHue 40 gHeid nocne IM, nockonbky MMMAAHTALMS B 3TO BPEMS HE YNy4LIAET NPOrHO3.

Tepanus UK/, He pekomeHayeTcs nauveHTam ¢ IV OK no NYHA ¢ TsxensiMu cumntomami, pecdpaktepHbIMU K hapMakonoruyeckoi Tepanmm,
3a UCKJII0YEHNEM CITy4aeB, KOraa OHW SBsiloTca kaHanaatamm Ha CPT, MMNK namn TC.

CPT pekomeHayeTcsi Ans cumntomatieckux naupentos ¢ CH n CP ¢ nponomxutensHocTbio QRS 2150 mc u mopdonorveit QRS BJIHMT

1 ¢ ®B JIK <35%, HecmoTps Ha OMT, 45191 ynyyLLeHst CUMMNTOMOB U CHUXEHUs 3a60/1eBAEMOCTU U CMEPTHOCTY.

CPT, a He cTumynsums MX, pexkomeHayeTcs naumeHTam ¢ CHHOB Hesasrcumo oT K NYHA vnv wupuHel komnnekca QRS, KOTOpbIM nokasaHa
XenyA04KoBas CTumynsums npu AB-6110kafe BLICOKOV CTENEHN C LENbIo CHUXXEeHNs 3abonesaemocTu. Ciozia BXOASAT nauyeHTsl ¢ O

CPT He pekomMeHAyeTCst NauneHTam ¢ AanTenbHoCTbIo komnnekca QRS <130 mc, y KOTOPbIX HET NOKa3aHWii K KapayoCTUMYNSLIK

n3-3a AB-610Ka/1bl BbICOKOI CTEMNeHu.

PekomeHpauum no nevyenunio CHyn®B u CHcdB

JIMypeTvku pekoMeHAYITCS NauyeHTam ¢ 3aCTONHbIMK siBneHusiMm u CHyH®B st 06neryeHusi CUMNTOMOB U MPU3HAKOB.

Y naupentoB ¢ CHc®B pekomeHayeTcst CKPUHUHT 1 neyexue atuonorimn, CC3 u conyteTayiowwmx He CC3 (CM. COOTBETCTBYIOLLME pa3Aesbl
3TOr0 AOKYMEHTA).

[MypeTnku peKoMeHAYIoTCS y NaumMeHToB ¢ 3acToem ¢ CHe®B ans obneryeHms CUMNTOMOB 1 MPU3HAKOB. _
PekomeHpauum no npopunaktuke XCH
Jleuerue apTepuansHON rMnepTeHavy PEKOMEHAYETCS AN NPeAOTBPALLEHNS WK OTCPOUKM Havana CH, a Takxe Anq npefoTepalleHms

rocnuTanuaaumii no nosogy CH.

JleyeHne cTaTMHaMn PEKOMEHAYETCS NauMeHTam ¢ BbICOKMM pruckoM CC3 unm ¢ CC3, 4Tobbl NpefoTBPaTUTh MU OTCPOYKTL Havano CH,

a Takxe NPeaoTBPaTUTL rocnuTanu3aumio no nosoay CH.

NHrubutopel SGLT2 (kaHarnndnosuH, aanarnudnoanH, aMnarnndnosvH, apTyrndnoamnH, cotarnudnosnH) pekomeHayoTcs naupeHTam ¢ CJ
¢ BbICOKMM puckom CC3 nnm ¢ CC3 ans npepoTBpaLleHns rocnutanusaumii no nosogy CH.

[ins npepoTepalleHns unu 3aMeanerns passuTtus CH pekoMeHayeTcs KOHCYNLTUPOBaHKE MO BOMPOCaM MasonoABUXHONO 06pasa XusHu,
OXUPEHWS, KYPEeHWsi CUrapeT v 3n10ynoTpebaeHrs ankoronem.
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Opyrue pekomeHpaumm no nevexuio XCH

MauneHToB ¢ CH pekomeHayeTCs BK0YaTb B MEXAVCLIMMIMHAPHYIO NporpaMmy fneverns CH, 4To6bl CHU3UTL PUCK rOCMITANN3aLIMM | A
no nosogy CH 1 cmepTHOCTU.

CTpareruv camoKOHTPONS PEKOMEHAYIOTCS AJ1S CHUXEHWS pucka rocnnTtanusaumm no nosogy CH n cmepTtHOCTY. | A
lporpammbl Ha AOMY U/UNn B KIIMHWKE YNYYLLIAIOT UCXOAbI U PEKOMEHAYIOTCS AN CHKEHUS pUCka rocnuTanmaaumm no nosogy CH | A

1 CMEPTHOCTU.

YnpaxHeH1si PEKOMEHAYIOTCS AJ1S1 BCeX MaLMEHTOB, KOTOPbLIE B COCTOSIHUM YNTY4LIMTb TONEPAHTHOCTb K huamnyeckoi Harpyske u KX, | A
a TaKXe YMEHbLINTbL KOMYECTBO roCnUTanMaaumii no nosogy CHe.

PekomeHpauum No nevyeHnio NaLuMeHToB ¢ Aaneko 3awepwei CH

MauweHTbl, paccMaTpusaemble as A0arocpo4Horo MK, AomkHbI MMETb XOPOLLMIA KOMMIAEHC, COOTBETCTBYIOLLYIO CMOCOBHOCTL 0bpatuaTbes | | ©
C YCTPOVICTBAMU 1 NICUXOCOLMATIBHYIO MOAAEPXKY.

TC pekoMeHayeTcs naumeHTam ¢ nporpeccupytoleii CH, pedpakTepHbM k MeAKaMeHTO3HO/annapaTHoi Tepanum 1 He UMeloLLIM | C
abCoMIOTHBIX NPOTUBOMOKA3aHWIA.

PekoMeHaauum no neyeHunio 6onbHbix ¢ OCH

Kncnopog, pekomenayetcs naupeHtam ¢ SpO, <90% unm PaO, <60 MM PT.CT. 419 KOPPEKLMN TMOKCEMUN. | Cc
VHTY6aums pekoMeHayeTcst Npy NporpeccupyioLLeil AbixaTebHO HeA0CTaTOHHOCTH, COXPaHSIOLLENCs, HECMOTPS Ha BBEEHWE KMCopoaa | C
VN HENHBA3NBHYIO BEHTUNALWMIO NIErKnX.

Bcem naumentam ¢ OCH, nocTtynvBwmvM € Npr3Hakamu/CUMNTOMaMm Neperpy3ku XnMaKoCTbIO, PEKOMEHAYETCS B/B METNEBbLIX AMYPETUKOB C
[0S YNY4LWEHNS CUMMNTOMOB.

Mpodwunaktnka Tpom6oambonum (Hanpumep, HMI) pekomMeHayeTCst NaumeHTaMm, eLLe He NOoTyYaBLUMM aHTUKOArynsiHTbl 1 He MEIOLLLIUM A

NPOTUBOMNOKA3aHNIA K aHTUKOAryNsIHTaM, BJ1s CHUXEHUS prcka TPoMO03a ryBGoKyX BEH W 1Ero4HOl amM6oauu.

MHOTpOnHble npenapathbl He PEKOMEHYIOTCS PYTUHHO U3 COOBpaxeHuin 6e30MacHOCTM, ECNV TONBKO Y NALMEHTa HET CUMMTOMATNYECKOM
rMNOTEH3UN N NPU3HAKOB runonepdysnm.

PyTuHHOE MCnoNb30BaHMe ONMATOB He PEKOMEHAYETCS, 33 UCK/IOYEHNEM OTAESbHbIX MALMEHTOB C CUIIbHO/HENPeosonnmon 60bio

VAN TPEBOTON.

BABK 06bI4HO He pekoMeHayeTCst Npu kapAvoreHHoM Lwoke nocne VM.
PekomeHpauum no BeAEHMIO NaLUEHTOB Nocne rocnutanusauum no nosoay CH

lMaureHToB, rocnUTannaMpoBaHHbIx No nosofy CH, pekomeHayeTcs TwaTenbHo 06cnenoBaTh, YTOOb! MCKNIOYNTL CTOMKME NPU3HAKK 3aCTOS C
nepea, BbINMCKOW 1 ONTUMU3NPOBATL NEPOPAbHOE SIEYEHNE.

lMepen BbINUCKO PEKOMEHAYeTCS NepopasibHoe MEANKAMEHTO3HOE NIeYeHne, OCHOBAHHOE Ha [0Ka3aTeNbCTBaAX. C
PekoMeHyeTCs paHHWIA KOHTPObHbIA BU3WT Yepes 1-2 Hefl. Nocne BbINUCKY A OLEHKV NPU3HAKOB 3aCTos, NEPEHOCKMOCTU Npenapara C
M Hayana u/unu yBenmyeHns fo3bl LokasaTenbHoN Tepaniu.

PekomeHpauum no nevexnio nauueHToB ¢ CH n @I

JnutenbHoe neveHre NepopanbHbIMU aHTUKOAryNsHTaMy pekoMerayeTcs Bcem naumertam ¢ ®r, CH n 6annom CHA,DS,-VASc >2 A
Y MYXUUH UAn >3y KEHLLWH.

HOAK pekomenaytotca BMecTo ABK y nauneHToB ¢ CH, 3a MCK/IIO4EHVIEM MALIMEHTOB C YMEPEHHbIM WU TSXENbIM MUTPANTbHBIM CTEHO30M A
WM MEXaHWYECKMMUW NPoTe3amMu kKnanaHoB cepaLa.

CpoyHas kapavoBepcys PEKOMEHAYETCS Npy 0CTPOM yxyAleHnn CH y nauneHToB ¢ BbICTPbIM XenyA04KOBbIM PUTMOM U reMoauHamuyeckon | | C

HeCTabuNbHOCTbIO.

JleyeHve aHTMapUTMMYEeCKUMKN Npenapatamv GnekavHu, SHKauHWA, AM3onupamug, ApoHeaapoH n D-cotanon He pekoMeHayeTcs
13 coobpaxeHunii 6e30nacHOCTY.

JvnTtnasem uim Bepanamun He pekoMeHaytoTcs naumeHTam ¢ CHHPB, NoCcKobKy OHY YBENNYMBAIOT PUCK YXYALLEHMS TeveHns CH
1 rocnuTanu3auuy no nosogy CH.

PekomeHpauum no nevexnio 6onbHbix ¢ CH n AC

BmeLwaTenbcTBo Ha aopTansHoM knanaxe, TAVI unm SAVR, pekomenzyetcs nauneHtam ¢ CH 1 TskenbiM BbICOKOrpaameHTHbIM AC
LS CHKEHUS CMEPTHOCTY W Y/YYLLEHNS CUMMTOMOB.

PekomeHnayetcs, 4To6bl BoIGOP Mexay TAVI 1 SAVR penana Heart Team B COOTBETCTBUM C UHAVBUAYANbHBIMU NPEAMNOYTEHUSMMN

1 0COBEHHOCTSMM NaLWeHTa, BK/Io4Yas BO3PACT, XMPYPruieckuin puck, KIMH1Yeckne, aHaToMmnyeckne 1 NpoLeaypHbIe acrnekThbl, B3BeLLVBas
PYCKM 1 NperMyLLEeCTBa KaXA0ro Noaxoaa.

PekomeHpauum no neyexuio 6onbHbix CH u CA,

WHrnbutopsl SGLT2 (kaHarnndnoauH, fanarnndnoauH, aMnarnudnosuH, aptyrnudnoauH, cotarnudnoanH) pekomenayiotcs nauventam ¢ CL, | A
2 TNa ¢ pUCKOM CEPLEYHO-COCYAMCTIX COBLITUIA AN CHKEHMS YACTOTbI roCnMTanm3aumii no nosoay CH, cepbeaHbix CepaeyHO-COCYANCTbIX

COObITUIA, TEPMUHANBHOV CTAAWM NMOYEYHOM ANCHYHKLMM U CePIEYHO-COCYANCTON CMEpPTU.

MHrnbutopsl SGLT2 (nanarnndnoaut, amnarnudnosvH u cotarnudnovH) pekomenayiotcs naumentam ¢ CA 2 tuna v CHHPB ans cHuxeHus || A
uncna rocnutanuaaumii no nosopy CH n cepaeyHo-cocyavcToin cMepTy.

Tra3onnManMHANOHbI (FMTa30HbI) He pekoMeHayloTCs naumeHTam ¢ CH, NoCKobKy OHU YBENMYMBAIOT PUCK YXyaALEHWS TeyeHns CH A
1 rocnuTtanu3auuy no nosogy CH. -
WHrnéutop AMNM-4 cakcarnunTuH He pekoMeHAyeTCs Ha3HadvaTb nauyeHTam ¢ CH. - B
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PekomeHpauum no neveHuio 6onbHbix ¢ CH n gepuumtom xenesa

PekomeHnzyetcs, 4To6bl Bce naumeHTsl ¢ CH neproamnyecku Npoxoamnmu CKPUHWHE Ha aHEMUIO U AedUUMT Xenesa C NonHbIM aHanu3om kposw, || C
KOHLUEeHTpaumein depputrHa B CbiBOpPoTKe 1 TSAT.

JNeyenve aHemun npu CH 3prTPONOSTUHCTUMYAMPYIOLLMMI CPEACTBAMU HE PEKOMEHAYETCS NPU OTCYTCTBUM APYrUX MOKa3aHWUM K 3TOM B
PekomMeHpauum no neyexuio naumeHToB ¢ CH n anHoa Bo cHe

ALanTVBHas CEPBOBEHTUNSLMS HE PEKOMeHayeTcs y naumeHToB ¢ CHHPB 1 npeobnagaHuem LIAC 13-3a NoBbILIEHHOR CMEPTHOCTU A
oT BCcex npnyuH n CC3. -
PekomeHpauum no neyexuto naumeHToB ¢ CH n aptputom

HMNBM nnu nurnébutopsl LLOM-2 He pekomeHaytoTcst naumeHTaM ¢ CH, NockonbKy OHM YBENMYMBAIOT PUCK YXYALLEHWS TeyeHnst CH B
1 rocnnTanusauum no nosogy CH. -
PekomeHpaauum no nevexluio nauueHTos ¢ CH n 3nokayecTBeHHbIMU 06pa30BaHUAMU

PekomeHnzyetcs, 4To6bl OHKONOMMYeCKMEe 6ONbHBIE C NOBBILIEHHLIM PUCKOM KapAMOTOKCUYHOCTU, ONpeaensieMbiM aHaMHe30M | C
nnm daktopamm pucka CC3, npeaLLecTByiOLLEN KapayOTOKCUYHOCTbIO U BO3AENCTBMEM KapAMOTOKCUYECKVX areHTOB, nepes,

3anaaHMPOBAHHON NPOTMBOOMYXONEBOI Tepanunei NPOXoANN OLEHKY CepAEYHO-COCYANCTON CUCTEMBI, MPEANOYTUTENBHO KapAVo0oroM

C OMbITOM/UHTEPECOM B KapAy0-0HKONOM N,

PekomeHpauum no nevyexuto 6onbHbix ¢ CH u amunonposom

Tadamnamnc pekoMeHayeTcs NaumeHTam ¢ NOATBEPXAEHHBIM FEHETUYECKMM TECTUPOBaHMEM HacneacTBeHHbIM hTTR-CA n cumntomamu | | B
nam Il @K no NYHA onsi yMEHbLIEHMS CUMMNTOMOB, 4acTOoThl rocnnTanuaaumii no CC3 n cMepTHOCTU.

Tadamnanc pekomeHayeTcs naumeHtam ¢ popmoit WtTTR-CA u cumntomamm | unm Il @K no NYHA ans yMeHbLLEHVS CUMITOMOB, Y1cna | B

rocnutanmaaumii no CC3 n cmMepTHOCTW.

Mpumeuanme: @ — knacc pekoMeHaaumin, ® — yposeHb 10Ka3aTeNbHOCTH, © — CCbINKM NepeYncieHsl B Paznene 4.2 Ans a1oro nyHkTa, ¢ — y Tex, KTo MOXeT npuaepxm-
BaTbCS MPOrpaMmbl YNpaxHEHUI.

CokpauueHusi: AB — atpnoBeHTpUKynsipHbliid, ABK — aHtaroHuct sutammta K, AMKP — aHTaroHUCT MUHEPanokopTUKouaHbIX peuentopos, APHU — MHrMbuTop aHroTeH-
3MHOBbIX PELLENTOPOB 1 HenpunmanHa, AC — aopTanbHblii cTeHo3, BJIHMT — 6nokaaa nesoit Hoxkm nyyka Mca, B — 6eta-anpeHobnokatopsl, BPA — 6iokaTopsl peuen-
TOPOB aHr1oTeH3nHa, BABK — BHyTpraopTanbHas 6annoHHas KOHTpRynabcaums, B/B — BHYyTPUBEHHOe BBeaeHve, AMNM-4 — punentuagmnnentuaasa-4, nAnd — nirubutop
aHrvoTeHauHNpespaLyaiowero pepmerta, UK — nmnnantrpyemsiii kapavoseptep-aedpubpunnatop, UM — nHdapkt mrokapaa, KX — kauectBo xwu3Hu, KM — kapayo-
muonatus, JXK — nesblin xenygoyek, MIMK — mexaHuyeckas noanaepxka kposoobpaiueHus, MPT — MarHuTHoO-pe3oHaHcHas Tomorpadus, HMI — HU3KoMonekynsipHbiii
renapwH, HOAK — HoBble opanbHble aHTukoarynsHTel, HMBIM — HecTepouaHbIi NpoTvBOBOCHanuTeNbHbIN Npenapat, OMT — onTuMansHas MeavikaMmeHTo3Has Tepanus,
OCH — ocTpasi cepaedHas HefocTaTouHoCTb, MK — npasbiil xenynoyek, CO — caxapHblil anabet, CH — cepaoeyHas HegoctatouHocTb, CHHPB — ceppeyHas Hepo-
CTATO4YHOCTb CO CHUXEHHOM dpakuueit Beiopoca, CHcPB — cepaeyHas HefoCcTaToMHOCTb C COXpaHeHHol dpakumeit Boibpoca, CHyH®B — cepaeyHas HeaoCTaTO4HOCTL
C YMEPEHHO CHIXEHHOW dpakumeri Boiopoca, CP — cuHycoBblil putM, CPT — cepaeyHas pecvHxpoHuavpytowlas Tepanius, CC3 — cepaeyHo-CocyancTble 3a00NeBaHus,
TC — TpaHcnnaHTaumus cepaua, @B — dpakuws Beibpoca, PK — dyHkumoHabHbIN knace, P — dubpunnaums npencepanii, XCH — xpoHuyeckas cepaeyHast HefocTa-
TOYHOCTb, LIAC — ueHTpanbHoe anHoa cHa, LIOM-2 — umoknookcureHasa-2, 3Kl — anektpokapauorpamma, IxoKIm — axokapamorpacdus, BNP — Mo3roBoli HaTpuiipeTu-
yeckuii nentug, CHA,DS,-VASc — 3acToiiHas cepaeyHas HeloCTaTOYHOCTb UM AUCHYHKLMS IEBOTO Xeya04Ka, r’nepTeHans, Bo3pacT >75 (2 6anna), caxapHblii avaber,
MHCYnbT (2 6anna) — cocyamctoe 3abonesaHue, Bo3pacT 65-74 rofa, kateropus nona (keHckuit), HbA, — rnmkmpoBaHHbIil remornobuH, hTTR — HacnenCcTBEHHbIN TpaHC-
TupeTuH, NT-proBNP — N-KOHLIEBO# MPOMO3roBoii HaTpuitypeTuyeckuii nentua, NYHA — Hito-Mopkckas accoupaums cepaua, PaO, — napuuanbHoe AaBneHune K1cnopo-
na, SAVR — xupypruyeckas 3ameHa aopTanbHOro knanaHa, SGLT2 — HaTpuin-riioko3Hblid KoTpaHenopTep 2 Tuna, SpO, — YPECKOXHOE HAChILLEHWE KUCNOPOaoM, TAVI —
TpaHckaTeTepHas MMMaHTaumMs aopTanbHoro knanaxa, TSAT — HacbllweHne TpaHcheppuHa, WiTTR-CA — TpaHCTUPETVHOBBIV kapananbHbI aMUAoMa03 AMKOTo TvMa.

18. UnpukaTopbl kKayecTBa

UK — 3T0 MHCTPYMEHTHI, KOTOPbIE MOXHO HCIIOJIb-
30BaTh ISl OLIEHKM KayecTBa MEIMILIMHCKON ITOMO-
1M, B T.4. IIPOLIECCa OKA3aHMSI MEAMIMHCKOM MOMOIIM
U KIMHAYECKUX pe3ynbratoB [995]. OHM TakKe MOTYT
CIYXUTh MEXaHM3MOM IIOBBILICHUSI IIPUBEPXKEHHOCTHU
PYKOBOASIIMM PEeKOMEHOALKMSIM IMOCPEICTBOM YCUIMIA
0 00€eCIeUYeHNI0 KA4eCTBa ¥ CPaBHUTEILHOTO aHaIM3a
MMOCTABIIMKOB MeIMLUMHCKUX ycayr [996]. Takum 06-
pa3oMm, posib MK B moBbILIEHNN KayecTBa MOJIy4aeT BCe
GoJibliiee IIPU3HAHKE W BBI3BIBAET MHTEPEC CO CTOPOHEI
OpraHoB 3ApaBOOXpPaHEHMSI, MPOdECCUOHAIBHBIX Op-
raHu3alnii, IWIaTeJbLIUKOB U o0LIecTBeHHOCTH [997].

ESC npusHaeT HeOOXOOMMOCTh U3MEPEHUSI U OT-
YeTHOCTH O KadecTBe M pelynbratax nedecHus CC3.
Metononorug paspadbotku MK ESC 6bima onmybimko-
BaHa [997], m Ha ceTOOHSIIIHUI AeHb ObLI MOATOTOB-
neH Habop UK nmmg mepBoHavanbHoro tpanma CC3
[998, 999]. ds oGieryeHnss MHULIMATUBLL 10 YIydIle-

Huio kadectBa, MK ESC 1o KoHKpeTHBIM 3abo0ieBa-
HUSM BKJIIOUEHEI B COOTBETCTBYyIoImMe KimHmueckume
Pexomengaumu ESC [7, 1000]. DT0 TOMOMHUTEIHHO pac-
mupsieTcs 3a cUeT MX mHTerpannu B peectpel ESC, Ta-
kne Kak EURObservational Research Program (EORP)
n EBporneiickne yHnOUIIMPOBaHHBIE PEECTPHI IO OIICH-
Ke yxoma 3a cepaueM u IIpoekt PKU (EuroHeart) [1001].

Mg mannentoB ¢ CH MK mMoryT momMoub ITocTaBIIM--
KaM METUIIMHCKUX YCIYT OMHOBPEMEHHO BBOIMTH B IEHi-
CTBHE pa3pO3HEHHBIC PEKOMEHIAIINMHI U ITO3BOJISIOT IIPO-
BECTU Pa3INYUE MEXIY YIIYLIEHHBIMUA BO3MOXHOCTSIMU
u HamiexamuM yxogoM. Kpome Ttoro, MK mo3Bomsior
¢GUKCHPOBATh OMBIT MAIIMEHTOB. TakKnMM 00pa3oM, M Ta-
paJjIeTbHO ¢ HaMCaHWEM 3THUX peKOMEHOAIIWM, OBLI
pa3paboran Habop MK s olileHKM MOMOILIM U UCXOIOB
g nauueHToB ¢ CH. Bt UK, Hapsany ¢ ux cnenudn-
KalsIMM U TIPOIIECCOM pa3pabOTKH, ITyOJIMKYIOTCS OT-
IETbHO ¢ KpaTKUM ONMCAaHWEeM, TTOKAa3aHHBIM B Ta0JIM-
e 37.
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Ta6nuua 37
OcHoBHble NoKa3aTenu kayecTsa EBponeiickoro o6LiecTea Kapanooros
AN OLLEHKN NIeYeHUs M UCXO[0B Yy nauneHToB ¢ CH (nonHbIil cnucok ony6nnMKoBaH B OTAENbHOW CTaTbe)

LowmeH 1. CTpykTypHbie UK?

OcHoBHoI4 (1): B LeHTpe AomkHa ObITb CNELUanM3UPOBaHHas MyNbTUANCLMNIMHAPHas KOMaHAA ANS neveHus naunenTos ¢ CH
Yucnureno: Hannuve CneLyann3vpoBaHHON MEXAMCLUNIMHAPHON KOMaHbl NS BeAeHNs naumeHToB ¢ CH.

LomeH 2. OueHka nauunenta®

OcHoBHoi4 (1): lona nauneHToB ¢ CH, y KOTOPbIX €CTb AOKYMEHTaJIbHO NOATBEPXAEHHbIW KnuHuyeckuit Tun CH (CHHPB, CHyH®B, CHcPB)
Yucnurens: uncno nauyeHTos ¢ CH, y KOTOpbIX €CTb JOKYMEHTaIbHO MOATBEPXAEHHBIN knuHuyeckuii Tun CH (CHHPB, CHYyH®B, CHc®B).
3HaMeHaTenb: 41cno nauneHTos ¢ CH.

OcHogHoli (2): flona naumeHToB ¢ CH, y KOTOpbIX €CTb lIOKYMEHTaNbHO NOATBEPXAEHHbIe AaHHble Kl

Yucnutens: 4mcno naumentos ¢ CH, y KOTOpbIX eCTb AOKyMeHTauus no pesdynstatam SKI.

3HameHaTeb: Y1CNo nauneHTos ¢ CH.

OcHoBHoi1 (3): flons nauneHToB ¢ CH, y koTopbix nuamepsinu HM

Yucnutens: 4mcno naumeHToB ¢ CH, y KOTOpbIX eCTb AOKyMeHTbl 06 ypoBHe HI.

3HameHarTenb: Y1Cno nauneHTos ¢ CH.

Aomen 3. HauanbHas 06paboTka

OcHogHoii (1). flona nauneHToB ¢ CHHPB, koTopbiM Ha3HayeHbl BB Guconponon, kapeeaunon, MeTonposnona CykKUUHaT NPosIOHrMPOBAHHOTO AEWCTBUS
Vv HeGMBONON NPU OTCYTCTBMM KaKMX-NMGO NPOTUBONOKa3aHWiA

Yucnurens: yncno nauyeHtos ¢ CHH®B, koTopbiM HasHaueHbl BB 6riconponon, kapeaunos, METONPOoNa CyKUMHAT NPONOHIMPOBAHHOIO AENCTBUS
nnn Hebmeonon.

3HameHartenb: yncno nauyeHToB ¢ CHHPB 6e3 kakux-nmbo npoTreonokasdaHuii k BB Guconponony, kapeeannony, METONPOony CyKLMHATY MPOIOHIMPOBaHHOTO
[fencTans n Hebusonony.

OcHoBHoi1 (2). lona nauneHToB ¢ CHHDB, koTOpbIM HadHaYeHbl UHrMGUTOPLI AN, BPA nunu APHU npu oTcyTCTBUMM KaKMX-NnnbGO NPOTMBONOKa3aHWii
Yucnutens: 4mcno naumeHToB ¢ CHHOB, koTopbiM HasHaueHbl MHrM6uTopsl AMNM, BPA nnn APHW.

3HameHartenb: y1cno nauyeHToB ¢ CHHPB 6e3 kakux-nmbo npoTMBONoKa3aHuii Kk npuemMy nHrumtopos AMN®, EPA n APHW.

OcHoBHoi1 (3). lona nauneHToB ¢ CH, KOTOpPbIM Ha3HaYeHa AuypeTUYecKas Tepanus, eCyv y HUX eCTb NPU3HaKuU 3aAePXKU XUAKOCTH
Yucnurens: 4mcno naumeHToB ¢ CH ¢ npusHakamm 3anepxku XnaKOCTH, KOTOPbIM Ha3HauYeHa anypeTuyeckas Tepanms.

3HameHaTenb: Y1CNo nauneHToB ¢ CH, y KOTOpbIX eCTb MPU3HaKK 3aAePXKY XMAKOCTW 1 HET NPOTVMBOMOKA3aHWii K Tepanuy AuypeTrkamu.
OcHoBHas (4): fons naumeHToB ¢ CHH®B, koTopbiM Ha3HayeHbl AMKP npu oTcyTcTBMM NPOTMBONOKa3aHuit

Yucnutens: uncno nauyentos ¢ CHH®B, kotopbiM HasHaueHbl AMKP.

SHameHaTtenb: 4ncno nauyeHToB ¢ CHHOB 6e3 kakmx-nmbo npoTmeonokasaHumin kK AMKP.

OcHoBHoi1 (5): lona nauneHToB ¢ CHHPB, koTOpbIM Ha3HaYeH UHrMGUTOp SGLT2 Npu oTCYTCTBMU KaKMX-NMGO NPOTMBONOKa3aHWiA
Yucnurens: uncno nauyeHtos ¢ CHH®B, KoTopbiM HasHaueH uHrnouTop SGLT2.

3HaMmeHaTenb: yncno nauneHTos ¢ CHHOB 6e3 kakvx-n1bo npoTvBonokasaHuin ons nHrubutopa SGLT2.

Mpumeuanue: @ — cTpykTypHbie UK aBnsioTca GrHapHbIMU n3meperuamm (Ja/Het) u, Takum 06pasoM, UMEIOT TOMIbKO OMPEAENeHNs YACIUTENS, © — aHanuasl Kposu
BKJIIOYAIOT MOYEBMHY, KPEATVHWUH, SNEKTPONNTLI, 0OLLMIA aHaNM3 KPOBU, MIOKO3Y, MMKMPOBAHHLIA reMOrnobuH, TMPEOTPOMNHbIA FOPMOH, TECT MYHKLMM NEYEHW, AMNuabI
1 npodunb xenesa.

Cokpatenuns: AMKP — aHTaroH1CT MUHEPaIoKOPTUKOMAHBIX pelenTopos, AN — aHrnoTeHauHnpespaluaiowmii pepment, APHM — uHrmbntop peuenTtopa aHrMoTeH3nHa-
HenpunuauHa, BB — 6eTa-aapeHobnokatopsl, BJIHMI — 6nokaaa neBoit HoXkM nyyka Mica, BPA — 6nokaTop aHrMoTeH3MHOBLIX peLenTopos, MK — nHaykatop kavyectsa, HM —
HaTpuitypeTuyeckmii nenting, CHHOB — cepaeyHas HeooCTaTOYHOCTb CO CHKEHHOI dpakumeit Bbibpoca, CHcPB — cepagyHas HeloCTaTOMHOCTb C COXPAHEHHOM dpakLuyei
Bblbpoca, CHyHPB — cepaeyHas He[OCTaTOYHOCTb C YMEPEHHO CHIXXEHHOM dpakumelt Beibpoca, CH — cepaeyHas HepocTatouHocTb, IKI — anekTpokapaviorpadus, SGLT2 —
HaTPWIA-rNIOKO3HbIA KOTPaHCopTep 2 TUna.

19. lononHuTenbHble MaTepuanbl
JlomomHUTETbHBIE MaTepUaIbl C PUCYHKAMU, TaOJU-
1IaMU U TEKCTOM, DOTIOJHSIONIMMHU TIOJHBIN TEKCT, 1O-
CTYyIHBI Ha Beb-caiite European Heart Journal m Ha BeO-
caiite ESC o anpecy: www.escardio.org/guidelines.

20. Undopmauus 06 aBTOpax

Astopsi/wiensl PaGoueii rpymmei: Marianna Adamo,
Medical and Surgical Specialties, Radiological Sciences
and Public, ASST Spedali Civili di Brescia, Brescia,
Italy; Andreas Baumbach, Barts Heart Centre, Queen
Mary University of London, London, United Kingdom:;

Michael Bohm, Klinik fiir Innere Medizin I1I, Saarland
University, Homburg/Saar, Saarland, Germany; Haran
Burri, Cardiology, University Hospital of Geneva, Geneva,
Switzerland; Jelena Celutkiené, Clinic of Cardiac and
Vascular Diseases, Vilnius University, Faculty of Medicine,
Vilnius, Lithuania; Ovidiu Chioncel, Emergency Institute
for Cardiovascular Diseases ‘Prof. Dr.C.C.Iliescu’,
University of Medicine Carol Davila, Bucuresti, Romania;
John G. F. Cleland, Robertson Centre for Biostatistics and
Clinical Trials, Institute of Health & Wellbeing, Glasgow,
Lanarkshire, United Kingdom; Andrew J.S. Coats,
University of Warwick, Coventry, United Kingdom;
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Maria G. Crespo-Leiro, Cardiology, Complexo Hospitalario
Universitario A Coruna (CHUAC), CIBERCYV, Universidade
da Coruna (UDC), Instituto de Investigacio n Biomedica
de A Corufia (INIBIC), La Corufa, Spain; Dimitrios
Farmakis, University of Cyprus Medical School, Nicosia,
Cyprus; Roy S. Gardner, Scottish National Advanced
Heart Failure Service, Golden Jubilee National Hospital,
Clyderbank, Glasgow, Scotland, United Kingdom; Martine
Gilard, Cardiology, Brest University, Brest, France; Stephane
Heymans, Department of Cardiology, Maastricht University,
CARIM School for Cardiovascular Diseases, Maastricht,
Netherlands; Arno W. Hoes, University Medical Center
Utrecht, Utrecht, Netherlands; Tiny Jaarsma, Department of
Health, Medicine and Caring Science, LinkOping University,
Linkoping, Sweden; Ewa A. Jankowska, Department of Heart
Diseases, Wroclaw Medical University, Wroclaw, Poland;
Mitja Lainscak, Division of Cardiology, General Hospital
Murska Sobota, Murska Sobota, Slovenia; Carolyn S.P. Lam,
National Heart Centre Singapore and Duke-National
University of Singapore, Singapore; Alexander R. Lyon,
Department of Cardiology, Royal Brompton Hospital,
London, United Kingdom; John J.V. McMurray, British
Heart Foundation Cardiovascular Research Centre, University
of Glasgow, Glasgow, Scotland, United Kingdom; Alexandre
Mebazaa, Anesthesiology and Critical Care, Université
de Paris — Hopital Lariboisi¢re, Paris, France; Richard
Mindham, United Kingdom, ESC Patient Forum, Sophia
Antipolis, France; Claudio Muneretto, Cardiothoracic
Surgery, Asst Spedali Civili University of Brescia, Brescia,
Italy; Massimo Francesco Piepoli, Cardiology, Guglielmo
da Saliceto Hospital, AUSL Piacenza, Piacenza, Italy;
Susanna Price, Cardiology & Adult Intensive Care Unit,
Royal Brompton Hospital, London, United Kingdom;
Giuseppe M. C. Rosano, IRCCS San Raffacle, Roma, Italy;
Frank Ruschitzka, Department of Cardiology, University
Hospital Zurich, Zurich, Switzerland; Anne Kathrine
Skibelund, Denmark, ESC Patient Forum, Sophia Antipolis,
France.

21. NMpunoxeHune

B I'pynny nonroroBku HayuHsix nokymenToB ESC Bxo-
JAaT peneH3enTsl 1 HanmoHaibHbie Kapauoiornieckue 00-
mecra ESC.

Penensentsr: Rudolf A. de Boer (CPG Review Coor-
dinator) (Netherlands), P. Christian Schulze (CPG Review
Coordinator) (Germany), Magdy Abdelhamid (Egypt),
Victor Aboyans (France), Stamatis Adamopoulos (Greece),
Stefan D. Anker (Germany), Elena Arbelo (Spain), Riccardo
Asteggiano (Italy), Johann Bauersachs (Germany), Antoni
Bayes-Genis (Spain), Michael A. Borger (Germany),
Werner Budts (Belgium), Maja Cikes (Croatia), Kevin
Damman (Netherlands), Victoria Delgado (Netherlands),
Paul Dendale (Belgium), Polychronis Dilaveris (Greece),
Heinz Drexel (Austria), Justin Ezekowitz (Canada), Volkmar
Falk (Germany), Laurent Fauchier (France), Gerasimos
Filippatos (Greece), Alan Fraser (United Kingdom), Norbert

Frey (Germany), Chris P. Gale (United Kingdom), Finn
Gustafsson (Denmark), Julie Harris (United Kingdom),
Bernard Tung (France), Stefan Janssens (Belgium), Mariell
Jessup (United States of America), Aleksandra Konradi
(Russia), Dipak Kotecha (United Kingdom), Ekatirini
Lambrinou (Cyprus), Patrizio Lancellotti (Belgium), Ulf
Landmesser (Germany), Christophe Leclercq (France),
Basil S. Lewis (Israel), Francisco Leyva (United Kingdom),
Ales Linhart (Czech Republic), Maja-Lisa Lachen (Norway),
Lars H. Lund (Sweden), Donna Mancini (United States
of America), Josep Masip (Spain), Davor Milicic (Croatia),
Christian Mueller (Switzerland), Holger Nef (Germany),
Jens-Cosedis Nielsen (Denmark), Lis Neubeck (United
Kingdom), Michel Noutsias (Germany), Steffen E. Petersen
(United Kingdom), Anna Sonia Petronio (Italy), Piotr
Ponikowski (Poland), Eva Prescott (Denmark), Amina
Rakisheva (Kazakhstan), Dimitrios Richter (Greece), Evgeny
Schlyakhto (Russia), Petar Seferovic (Serbia), Michele
Senni (Italy), Marta Sitges (Spain), Miguel Sousa-Uva
(Portugal), Carlo Gabriele Tocchetti (Italy), Rhian Touyz
(United Kingdom), Carsten Tschoepe (Germany), Johannes
Waltenberger (Germany).

Haunonassabie Kapauosgorudeckue odmecrsa ESC,
KOTOpbIe AKTHBHO YYACTBOBAJIM B MpoIecce MmepecMoTpa
2021 Pekomennanuu ESC mo nmarHocTuke u Jie4eHHIO
OCTPOI1 M XPOHMYECKOI CepedHOi He0CTATOYHOCTH:

Algeria: Algerian Socicty of Cardiology, Messaad
Krim; Armenia: Armenian Cardiologists Association,
Hamlet Hayrapetyan; Austria: Austrian Society of
Cardiology, Deddo Moertl; Azerbaijan: Azerbaijan Society
of Cardiology, Isakh Mustafayev; Belarus: Belorussian
Scientific Society of Cardiologists, Alena Kurlianskaya;
Belgium: Belgian Society of Cardiology, Michel Depauw;
Bosnia and Herzegovina: Association of Cardiologists of
Bosnia and Herzegovina, Zumreta Kusljugi¢; Bulgaria:
Bulgarian Society of Cardiology, Plamen Gatzov; Croatia:
Croatian Cardiac Society, Davor Milicic; Cyprus: Cyprus
Society of Cardiology, Petros Agathangelou; Czech
Republic: Czech Society of Cardiology, Vojtéch Melenovsky;
Denmark: Danish Society of Cardiology, Brian Bridal
Logstrup; Egypt: Egyptian Society of Cardiology, Ahmed
Magdy Mostafa; Estonia: Estonian Society of Cardiology,
Tiina Uuetoa; Finland: Finnish Cardiac Society, Johan
Lassus; France: French Society of Cardiology, Damien
Logeart; Georgia: Georgian Society of Cardiology, Zviad
Kipiani; Germany: German Cardiac Society, Johann
Bauersachs; Greece: Hellenic Society of Cardiology,
Christina Chrysohoou; Hungary: Hungarian Society of
Cardiology, Rébert Sepp; Iceland: Icelandic Society of
Cardiology, Inga Jéna Ingimarsdéttir; Ireland: Irish Cardiac
Society, Jim O’Neill; Israel: Israel Heart Society, Israel
Gotsman; Italy: Italian Federation of Cardiology, Massimo
Iacoviello; Kazakhstan: Association of Cardiologists of
Kazakhstan, Amina Rakisheva; Kosovo (Republic of):
Kosovo Society of Cardiology, Gani Bajraktari; Kyrgyzstan:
Kyrgyz Society of Cardiology, Olga Lunegova; Latvia:
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Latvian Society of Cardiology, Ginta Kamzola; Lebanon:
Lebanese Society of Cardiology, Tony Abdel Massih; Libya:
Libyan Cardiac Society, Hisham Benlamin; Lithuania:
Lithuanian Society of Cardiology, Diana Zaliaduonyté;
Luxembourg: Luxembourg Society of Cardiology, Stephanie
Noppe; Malta: Maltese Cardiac Society, Alice Moore;
Moldova (Republic of): Moldavian Society of Cardiology,
Eleonora Vataman; Montenegro: Montenegro Society of
Cardiology, Aneta Boskovic; Morocco: Moroccan Society
of Cardiology, Ahmed Bennis; Netherlands: Netherlands
Society of Cardiology, Olivier C. Manintveld; North
Macedonia: North Macedonian Society of Cardiology,
Elizabeta Srbinovska Kostovska; Norway: Norwegian
Society of Cardiology, Geeta Gulati; Poland: Polish
Cardiac Society, Ewa Straburzynska-Migaj; Portugal:
Portuguese Society of Cardiology, José Silva-Cardoso;
Romania: Romanian Society of Cardiology, Roxana
Cristina Rimbag; Russian Federation: Russian Society
of Cardiology, Yury Lopatin; San Marino: San Marino
Society of Cardiology, Marina Foscoli; Serbia: Cardiology
Society of Serbia, Sinisa Stojkovic; Slovakia: Slovak Society
of Cardiology, Eva Goncalvesova; Slovenia: Slovenian
Society of Cardiology, Zlatko Fras; Spain: Spanish Society
of Cardiology, Javier Segovia; Sweden: Swedish Society of
Cardiology, Krister Lindmark; Switzerland: Swiss Society of
Cardiology, Micha T. Maeder; Syrian Arab Republic: Syrian

22. Cnucok nuteparypbil

Cardiovascular Association, Walid Bsata; Tunisia: Tunisian
Society of Cardiology and Cardio-Vascular Surgery, Leila
Abid; Turkey: Turkish Society of Cardiology, Hakan Altay;
Ukraine: Ukrainian Association of Cardiology, Leonid
Voronkov; United Kingdom of Great Britain and Northern
Ireland: British Cardiovascular Society, Ceri Davies;
Uzbekistan: Association of Cardiologists of Uzbekistan,
Timur Abdullaev.

Komurer ESC mno mnpakTmdecKMM peKOMEHIAIMSIM
(CPG): Colin N. Baigent (Chairperson) (United Kingdom),
Magdy Abdelhamid (Egypt), Victor Aboyans (France),
Sotiris Antoniou (United Kingdom), Elena Arbelo (Spain),
Riccardo Asteggiano (Italy), Andreas Baumbach (United
Kingdom), Michael A. Borger (Germany), Jelena Celutkien¢
(Lithuania), Maja Cikes (Croatia), Jean-Philippe Collet
(France), Volkmar Falk (Germany), Laurent Fauchier
(France), Chris P. Gale (United Kingdom), Sigrun Halvorsen
(Norway), Bernard Iung (France), Tiny Jaarsma (Sweden),
Aleksandra Konradi (Russia), Konstantinos C. Koskinas
(Switzerland), Dipak Kotecha (United Kingdom), UIf
Landmesser (Germany), Basil S. Lewis (Israel), Ales Linhart
(Czech Republic), Maja-Lisa Lechen (Norway), Jens-
Cosedis Nielsen (Denmark), Steffen E. Petersen (United
Kingdom), Eva Prescott (Denmark), Lis Neubeck (United
Kingdom), Amina Rakisheva (Kazakhstan), Marta Sitges
(Spain), Rhian M. Touyz (United Kingdom).

Co crcKoM JINTepaTypbl MOXHO 03HAKOMHUTHCS Ha caiite www.escardio.org/guidelines.
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