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Cnucok cokpaleHni

AB — aTpuOBEHTPUKYIISIPHBIN

Al — apTepuasibHasi TUIIEPTEH3US

A/l — apTepuanbHOE TaBICHUE

AECCII — acconmanus eBporeicKuX CepeIHO-COCYANCTHIX aTOJIOTOB
APA — aHTaroHMcThl pelenTopoB aHruoreH3uHa |l
bb — 6era-anapeHo6mokaTopsI

BMT — Oosie3b MOAMpHUIMPYIOLIAs TEPATHS

BCC — BHe3anHas cepieuHasl CMepTh

I'KMII — runeprpoduyeckas kKapAuOMHUOIIATUS
J3JIA — naBiieHue 3aKJIMHUBAHUS JIETOYHOM apTepun
JAKMII — qunatanroHHas KapIMOMHOTIATUS

KA — xenmygodkoBasi apuTMus

KT — xenmytoukoBasi TaXuKapaus

KD — xenyoukoBasi SKCTPACUCTOIMS

3CJIK — 3aaHss1 CTEHKA JIEBOTO KENyI04uKa

HNAII® — waruburtopsl anruorensuumnperpammaromnero gepmenra (ATX CO9AA Hurundutops

AllD)

NBC — umemuveckast 60Jie3Hb cepia

HNKJIO — nHIekcupoBaHHBIN MTOKA3aTe b KOHEYHOT'O IMACTOJIMYECKOro 00beMa

HUMT — unnexc Macchl Tena

uHTJIT2 — uHruOuTopsl HATPUI3aBUCUMOTO TIEPEHOCUYUKA TITFOKO3bI 2 THIIa

HNHIJIC — nnnekc HapylieHus JOKAIbHON COKPAaTUMOCTH

HNOJIIT — uaaexc oobema JIEBOTO Mpeacepaus

KA — koponapnas aprepus

KATI — xoponapoanruorpadus

KB - kapauoBepTep-AeQUOPHIIATOP  UMIUIAHTUPYEMBIH  OJHOKAMEPHBIH***  win
JBYXKaMepHBIA***

KB - T - xapavoBepTep-AepuOpWIIATOp  UMIUIAHTUPYEMBIH  TpeXKaMepHbIH

(OMBEHTPUKYISAPHBIN)***
KJIO — KOHEeUHBII AHACTOTUYCCKUI 00beM
KJIP — KOHEUYHBI AMACTOIMYECKUIN pa3Mep
KK — xauecTBO xU3HU
KMII — kapauomuonatus

KPT — xapanopecnuparopHoe TECTUPOBaHHE
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KCO — koHeYHBI! CUCTOMMUYECKU 00BEM

KCP — koHEuHBII CUCTOIUYECKUI pa3Mep

JIA — nerounas aprepus

JIK — 5ieBbIN XKemyno4ex

JIHIII" — neBas HOkKa mmyuka ['uca

JIIT — neBoe npeacepane

MenP — meauuuHcKasi peadunuTanus

MIKIT — Mexoxeny104KoBas Meperopoika

MK — MuTpanbpHbIi K1anaH

MH — muTpanbHast HEA0CTaTOYHOCTh

MIIK — mexannyeckas moiaep>kka KpoBooOpalieHus

MII JIK — mexanndeckasi moJiepKKa JEBOIr0 KeIy0uKa

MPT — MarHUTHO-pe30HaHCHAasi TOMOTrpadus

MP — MuTpanbHas perypruranus

MCCC — cucrema Jyist MOIYIISIIIUN COKPATUTENHHON CIIOCOOHOCTH cep/ia

HIAKJDK — HenqunaTanroHHas KapAMOMHUOTIATHS JIEBOTO KEITYI0UKa

HIIB — HmxHss noJiast BeHa

HIIBII — HecTepougHbie TPOTUBOBOCIAIMTENIBHBIE M TPOTHBOPEBMATUYECKHUE TTPENApaTh

HPC — napymenus putma cepaua

HVII — naTpuiiypetndeckuii nenTu

O/ CH — ocTpast AeKOMIIEHCUPOBAaHHAs CepJIeuHas HEAOCTATOYHOCTh

OKC — ocTpbId KOpOHAPHBIW CUHIPOM

OMT — ontuMasnbHasi MEIUKAaMEHTO3HAsl TepaIns

OPUT — otnenenue peaHUMaIid U UHTEHCUBHOM Tepamnuu

OCCII — 00111eCTBO CEPICYHO-COCYIUCTOM MATOJIOTHH

OTC — oTHOCHUTENBHAS TOJIIMHA CTEHOK

O®OKT — ogHodoTOHHAS SMUCCHOHHAS KOMIIBIOTEPHASE TOMOTpadus

[DK — mpaBbiii sxenmynouex

IIKMII — nepunapranpHas KapAHOMHUOTIATUS

ITIOAK — npsmele nepopanbHble aHTUKOAryasHTel (ATX BO1AE IIpsimble UHruOUTOPHI
tpom6OuHa, BOLAF IIpsimbie nHruOutops! hakropa Xa)

[IIT — npaBoe npeacepaue

[T — mo3uTPOHHO-3MUCCHOHHAS TOMOTpadust

PKH — panioMu3npoBaHHOE KIMHUYECKOE UCCIIEI0BAHNE

CAI[ — CUCTOJIMYCCKOC apTCPpHUAJIbHOC JaBJICHUC
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CJl — caxapubsid quabet

CK® — ckopocTh KIIyOOUKOBOH (PHIBTPALIIH

CH — cepaeunas HeTOCTaTOYHOCTh

CPT — cepaeuHas peCHHXpOHU3UPYIOIIAsl Tepanus

CPT-/I — cepaeunast peCHHXpOHU3UPYIOIIAs TEPAINHs C KapAHUOBEPTEPOM-AePUOPHUILISITOPOM

CC3 — cepaeuHo-coCyauCThIC 3a00I€BaHMS

T3C — TommuuHa 3aHel CTEHKU

TMXII — TomuuHa MEXKey1094KOBON MTEPErOPOIKH

TP — TpukycnnanbHas peryprutanus

T30 — TpoMO0IMOOTUYECKHE OCTOKHEHUS

TOJIA — TpoM605MO0IMS IETOYHON apTepun

T6MX — TecT 1eCTUMUHYTHOM X01b0BI

Y1 — ypoBeHb JOCTOBEPHOCTH JT0OKA3ATEIbCTB

VY3U — ynbTpa3zByKOBOE UCCIIEIOBAHUE

YVP — ypoBeHb yOeIUTETLHOCTH PEKOMEHIAITTN

®B — ¢pakums BeiOpoca

DX — puOpuUmIAIUS KETYTOUKOB

OK — hyHKIIMOHATBHBIN KJIacC

OI1 — pubpunsAIUs IpeACepIUN

XCH — xpoHHMuecKas cepieyHasl HeIOCTaTOYHOCTh

XCHu®B — cepieunas HeIOCTaTOYHOCTh CO CHIDKEHHOH (hpakimeit BriOpoca

XCHc®B — cepaeunasi HeOCTaTOYHOCTh C COXpPaHEHHOM (pakiiel BeIOpoca

XCHyH®B — cepaeunas HEI0CTaTOYHOCTh C YMEPEHHO CHIDKCHHOU (ppakiueit Beiopoca

YJ1/] — yacToTa ApIXaTEIbHBIX IBMIKCHUN

UCXK — yacToTa COKpaleHH KeITyI0IKOB

YCC — gacToTa ceplIeUHbIX COKpAIIeHUNH

OKI' — snekTpokapauorpaMma

OKC — 31eKTpOKapAUOCTUMYIATOP UMILUIAHTUPYEMBI OJJTHOKAMEPHBIN I JIBYXKaMEpPHBIA***

OKC-T — 3IEKTPOKAPAUOCTUMYIIATOP MMILIAaHTUPYEMBII TpeXKaMepHBIN
(OMBEHTPUKYISAPHBIN)***

9x0KI" — sxokapauorpadus

EOK — EBpomeiickoe 00111ecTBO KapIn0JIOr0oB. B TekcTe HACTOSMIMX KITHHUYECKUX PEKOMEH AN
JOTIOJIHUTEIBHO YyKa3aHbl MOKa3aHUs K Te3McaM B COOTBETCTBUM ¢ pekoMeHganusimu EOK. B
COOTBETCTBUU C MEXAYHAPOJHBIM JOKYMEHTOM, BBIACISAIOTCS KJIACChl PEKOMEHJAlUUWd U YpPOBHU

JA0Ka3aTCJIbHOCTH.
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PKO — Poccwuiickoe kapAroIoruaeckoe o0mecTBo.
ACMG — American College of Medical Genetics and Genomics —AMepHKaHCKHIA KOJUICIK
Mel[PII.[PIHCKOfI T€HCTUKU U TCHOMHKHN
AECVP — Accoumanusi eBponeickoi cep1eqH0-COCYIUCTON MaTOJIOTUH
AHA — American Heart Association — AMeprkaHCKasi aCCOIHAIUs Cep/lia
CPAP — tepanus — Constant Positive Airway Pressure Therapy — pe:xum BEHTWISILUH JIETKHUX C
IIOCTOAHHBIM ITOJIOKUTCIIBHBIM JAaBJICHUEM Ha BbBII0OXEC
EGE- early gadolinium enhancement — panHee KOHTpacTHOE yCHIIEHHE ra00yTpoiomM™*
EACTS — European Association for Cardio-Thoracic Surgery — Espomeiickoe o0011ecTBO
KapJIUOTOPAKaJIbHBIX XUPYPrOB
ESC/ESH — European Society of Cardiology/European Society of Hypertension — Eppomeiickoe
0011ecTBO KapanoJsioros/EBporeiickoe 00IecTBO THIIEPTOHNHT
FAC — Fractional Area Change — ¢pakiinoHHOE H3MEHEHHE TLIOIIA K
GCP - good clinical practice
GLS — Global Longitudinal Strain — rmo6ansHoe mpoaosibHOE cucTomyeckoe cxatre JIK
HFSS — Heart Failure Survival Score - kanbpKkynsaTop pac4eTHO# roJUYHON BEIKHBACMOCTH
HV — unTepBan — uHTEpBAII MEXK Iy 3yOIIaMu JIenoIsipru3aliuy mydka ['nca u »KeayJa0uKkoB
INTERMACS - Interagency Registry for Mechanically Assisted Circulatory -
MEXBEIOMCTBEHHBIN PETHCTP MEXaHHUECKOM IO ICPKKHA KPOBOOOpAIIICHHUS
LGE - late gadolinium enhancement — o3aHee KOHTPAaCTHOE YCHICHHE Taf00yTpoaoM™**
LMNA — nporeun namun A/C
MDRD — Modification of Diet in Renal Disease
MLHFQ — The Minnesota Living with Heart Failure Questionnaire — «sMHHHECOTCKHI OITPOCHHUK
Ka4yecTBa )KM3HHU OOJIBHBIX CEPACYHON HEIOCTATOYHOCTHIO»
NT-proBNP — N-terminal pro B-type Natriuretic Peptide — N-koHIIEBOIM NpeaIIeCTBEHHHK
MO3roBOro HaTpuityperudeckoro mnetuaa (N-TepMuHaIbHBIH (GparMeHT HATPUHYPETHYECKOTO
MPOTIENTH 1A MO3TOBOTO)
RIMP — Right Index of Myocardial Performance — uHaekc HIpoOM3BOIUTEIHLHOCTH MHOKapaa
MIPABOTO JKETyI0YKa
TAPSE — Tricuspid Annulus Peak Systolic Excursion — cucromudeckass 3KCKYPCHsI KOJIbIA
TPEXCTBOPYATOTO KIaraHa
TDI — Tissue Doppler Investigation — TkaHeBo€ JOMIIIEPOBCKOE UCCIIEA0BAHNIE
To-weigted imaging, T2-WI — meton T2 B3BEIICHHBIX H300paKeHU I

UNOS — United Network for Organ Sharing — o0bearHeHHast ceTh pactpeeICHUs OPraHOB.
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** — mpenapaT BKJIIOYEH B MEPEUYCHb KU3HEHHO HEOOXOIUMBIX M BaKHEHIIUX JICKApCTBEHHBIX
IpenapaToB
*** — MEAMLIMHCKOE U3JIENNE, UMIUIAHTUPYEMOE NIPU OKa3aHUM MEIUIIMHCKOM MOMOIIM B paMKax
IIPOrpaMMbl TOCYAAPCTBEHHBIX TapaHTUHM OECIIaTHOrO OKa3aHMs TIpa)KJaHaM MeEAMIMHCKON
MIOMOIIU
# — JIeKapCTBEHHBIM mpemnapar s MEIUIMHCKOTO IPUMEHEHUS, HCI0JIb3yeMOro B
HECOOTBETCTBUU C TIIOKAa3aHUSIMHM K TPUMEHEHMIO M IPOTUBOIOKA3aHUSIMH, clocobaMu

MNPUMCHCHUA W J03aMH, COJACPKAIIUMHUCA B HUHCTPYKIUHU IO HNPUMCEHCHUIO JICKAPCTBCHHOI'O

nperapara

TepMHUHBI U onIpeaeIeHUA

Boaesnr moaupuuupywmas tepanuss (BMT) — KoMIuieke Jie4eOHBIX MEPOIPHUSATHIA,
BO3JICHICTBHE KOTOPOrO CHOCOOCTBYET YIYYIIEHHIO MPOTHO3a M CHUXKEHHMIO YHCIa MOBTOPHBIX
rOCIUTAIM3AIMN H3-3a JEKOMIIEHCAIIUU CepAECUYHON HEA0CTaTOYHOCTH, YTO MMeeT 0OOCHOBAaHUE B BUJIE
COBPEMEHHOW JT0Ka3aTenbHON 0a3bl, ocHoBaHHON Ha mpuHnunax GCP. BMT mpu munaranuoHHON
KapIUOMHUONIaTUM COCTOUT U3 MEIUKAMEHTO3HOM Tepannuy, HEMEIUKAMEHTO3HBIX BO3JECHCTBUI U
MPUMEHEHHUS AIEKTPO(HU3HOTOTHUECKUX METOJIOB O MOKA3aHUIM.

Bue3zannas cepaeunas cmeptb (BCC) — tepMuH OpuUMEHSIETCS, €CJIM BHE3alHas CMEPTh
BO3HUKIJIA Y CyOBEKTa C M3BECTHBIM IMPU XKU3HU BPOKIEHHBIM WM MPUOOPETEHHBIM MOTEHIUAIBHO
(aTasnbHBIM 3a00JIEBaHUEM Cep/lia, WM MAaTOJIOTHS CePACYHO-COCYAUCTON CUCTEMBI Oblila BHISIBIICHA HA
ayTOTICHH U MOTJIa OBITh MPUYMHON CMEPTH, I €CII OUE€BHIHBIE IKCTPAKApAUATIbHBIE TPUUUHBI CMEPTH
[0 JIaHHBIM ayTOIICUU HE BBISBJICHBI, U HApYIIEHHWE PUTMA CIYXUT HauOoJiee BEPOATHOM MPUUUHOMN
cmeptH [1].

Junartannonnas kapauomuonatuss (JAKMII) — s5To reHeTnueckoe WM NPHOOPETECHHOE
3a00JieBaHME MHUOKapJa, XapaKTepusylolleecs IuiaTalieid W CUCTONIMYECKON AuchYHKIMEH IeBOTro
KeTynouKa (MM 000HX KeITyJJOUKOB), HE SIBIIAIONIEECS CIIEACTBHEM HIIEMUYECKOM OOJIE3HU cepiia Uiu
COCTOSIHUH, MPUBOASAIIUX K MEPETPY3KE JaBICHUEM UIH 00BEMOM.

Iepunapranbuast kapauomuonartusi (IIKMII) — sto dopma JJIKMII, kotopast mposiBisieTcs
MPU3HAKAMHU CepACYHON HEJOCTATOYHOCTHU B TEUEHHUE MOCIIEIHET0 Mecsia O0epEMEHHOCTH WM B TEUEHHE
5 Mecs1IeB MOCIie POJIOB.

IIarTepH »JKcnpeccMM TIeHAa — TIPEACKA3yeMO MOBTOPSIOLIUICA IPOLECC, B KOTOPOM
HaclleICTBeHHass MHpopMalus OoT reHa (mocnenoBaTtenbHocTH HykieotunoB JIHK) mpeoGpasyercs B

¢bynkunonanbHbIN npoaykT — PHK ummn Genoxk.
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YpoBeHb aocToBepHOCTH 0Ka3areabcTB (YIJI) — cremneHb YBEPEHHOCTH B TOM, 4YTO

HaﬁHeHHbIﬁ 3(1)(1)6KT OT TM[PUMCHCHHA MCIUIMUMHCKOIO BMCIIATCIILCTBA  ABJIACTCA  HMCTUHHBIM
(moKa3aHHOCTD MOJIB3bI).

YpoBenb yoeautreabHocT pekomenaanuii (YYP) — crenenb yBepeHHOCTH B JIOCTOBEPHOCTH

B(b(beKTa BMCHIATCIILCTBA U B TOM, YTO CJICAOBAHUC PCKOMCHIAIIUAM IIPUHCCET 0oJIbIIE II0JIB3BI, YEM

Bpe/ia B KOHKPETHOW CHTYallMU (HACTOSTEIbHOCTh PUMEHCHUS).

1. KpaTrkast unpopmanus no 3a00/1eBAHUIO WU COCTOSIHUIO (TPyIiIe 3a00J1eBaHU i
WM COCTOSTHHI)

1.1 Onpenenenue 3a600eBaHus WM COCTOSIHUS (IPYNNbI 3260/1eBAHNUI, COCTOSTHHUI)

(INJIATAMOHHOH KAPAUOMHONATHH)

HNunaranmonnass kapauomuomnatus (JKMII) — »5To rTeHeTmdeckoe WM MPUOOPETEHHOE
3a00J€BaHNEe MHOKap/a, XapaKTepU3YIoIlieecs IuiaTaled U CHUCTOJIMYECKOW IUC(YHKIHMEH JIeBOTO
Kenmynouka (WM 000uX JKEIyJA04YKOB), HE SIBIISIOIEECS CJIEeICTBHEM HIIEMHYEeCKOW 0OJe3Hu cepaua
(MUBC) wimm cocTosHMM, NPUBOAALIMX K TIEperpy3ke JaBjIeHHEM WM oO0beMOM (apTepuaibHas
runieptensus (Al), mopoku cepana).

bricTpast u TouHasi MMarHOCTUKA NMPUYMH auiatanuu U auchyakiun JDK upe3BbryaitHo BakHa,
MOCKOJIbKY MOJXO/bI K BEICHHUIO OOJBHBIX CYHIECTBEHHO Pa3NYalOTCsl B 3aBUCUMOCTU OT STHOJIOTHUU
3a00JIeBaHUS.

1.2 DTHOJOrMs U ATOreHe3 32001eBAHNA MM COCTOAHUA (IPVINILI 3200 1€BAHMI,

COCTOSIHUH) (AMJIATANMOHHON KAPAMOMHONIATHH

I'enernueckue NPUYHHBI. CoBpeMeHHBIE TEXHOJIOTUH CEKBEHUPOBAHUS
nezokcupudonykienHoBoi kucnotsl (JAHK) mnossommim waeHTHGHIMPOBATH OOJBLIOE KOJIUYECTBO
IeHOB, MyTaIlMd B KOTOPBIX accolmupoBansl ¢ pazsutreM JIKMII [2-4]. B 20-40% caydaes JTKMII
MMEeT CEMEHHBIN XapaKkTep U HAaCIeAyeTCs IPEUMYILIECTBEHHO M0 ayTOCOMHO-TOMUHAHTHOMY THILY, T.€.
a0COJTIOTHOE OOJIBIIMHCTBO TEHETHYECKU JETCPMHUHUPOBAHHBIX CIIy4aeB OTHOCUTCS K CIIOPAJAUYECKHM.
Haubonee Xopomo reHeTHYECKHE NPUYMHBI MPOCISKUBAIOTCS NpH ceMeiHbXx Qopmax JKMIIL,
oTpesieNIeMBbIX Kak ee pa3BUTHE y O0Jiee ueM OTHOTO WieHa CeMbH IIEpBOM MIIM BTOPOI CTENEH! pOJICTBA
[5, 6]. Cpenu renermueckux (aktopos, accoumupoBanHbix ¢ JJKMII, Hanbonee yacto BCTpEHArOTCS
ykopaumBaroiue Mytaiun reda T TN (THTHHA), KOTOpbIe BBISBISIOTCS B 25% ciydaeB cemeitnbix u 18%
cinydaeB cropaandeckux ¢popm [5] (IIpuroscenue Bl).

[MporHocTHYeCKOE 3HA4YEHHWE OECCUMITOMHOTO HOCHTENBCTBA MyTalMi He u3ydeHo [7], a
CIoCcoObI BO3/ICCTBUS Ha HUX (TeHHas Tepamus) He pa3paboTansl [8]. Tawke HemOCTATOUHO HM3ydeH
BKJIa/I TEHETUYECKUX OCOOEHHOCTEH MpU coueTaHuu ¢ (pakropamu BHeWIHEH cpezapbl B pazsutre JJKMII,

XOTd OMPCACIICHHBIC B3aMMOCBA3HU MCXKAY HUMU OIIMCAHBI. HaHpI/IMCp, HU3BCCTHO, YTO POJIb AJIKOT'OJISI B
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¢dopmupoBanun JIKMII HeopmHakoBa Iyl NMalMEHTOB ¢ pa3nuuHol reHetukou [9]. Ilpu HEKOTOpPBIX
¢dbopmax KapAMOMHONIATHH, KOTOPHIE PaHEe CUUTAIUCH UCKITIOUUTEFHO BTOPUYHBIMH 110 OTHOILIEHUIO K
BHEILIIHUM BO3/IEHCTBUSAM (QJIKOT0JIb, IPOTUBOOITYXO0JIEBBIE IPENapaThl U Ap) YKE J0Ka3aHa KIMHUYECKas]
3HAYUMOCTh HOCHTEIbCTBA PEIKUX BAPHMAHTOB TeHETHYeCKuX naeBuanuii (B reHax tutuHa (TTN),
necmorutakuHa (DSP), punamuna (FLNC) u BCL2-acconupoBannoro atanorena 3 (BAG3)) [2].

Bocnanenmne. [loBpexxieHue MuoKap/a, BbI3BAHHOE F€HETUUECKUMHU TPUUYMHAMU WK BHEIIHUMU
dakTopamu, 3amycKaeT MEXaHW3Mbl BOCHAJICHHS W IPHBJIEKAET MMMYHOKOMIIETEHTHBIC KIIETKH B
muokapa. Haumbosnee wyacteimMu mpudnHamu (moct-) BocnanuteabHoit JIKMII siBisitoTcs MHQEKIUU u
ayTOMMMYHHBIE 3a00seBanus. B OuoncuitHoM u ayrorncuiiHoM Marepuane namuentoB ¢ JIKMII vacto
oOHapy)XHMBaeTcsl BOCHAJUTENIbHAs KJIETOYHas WHOWIbTpaLus, a TaKXkKe OIpeaeseTcss NaTTepH
IKCIIPECCHH T'€HOB, CBUJCTEIbCTBYIOIIMKA 00 akTuBanuu UMMYHHBIX Kietok [10]. B mpomecce
PEMOJICIIMPOBAHUST MHOKap/Aa YyYacTBYIOT TydHble KieTkd, Makpodarm (M2 — ambTepHATHBHO
aKTHBHUPOBAHHBIC Makpohard U MUEIOUIHbIEC cylipeccopHblie KieTku), T-xemmeps! (TH2 u TH17). [Tpu
HaJIMYMU ayTOMMMYHHBIX MEXaHHU3MOB 3a00JieBaHUs 33J€WCTBOBaHbl B-muM@ounThl, mpou3Boasine
ayToaHTHUTENa, KOTOpble B JalibHEHIIeM (GOPMUPYIOT HMMYHHBIE KOMIUIEKCHI C COOCTBEHHBIMH
AHTUICHAMU M KOMIIOHEHTAMM KOMILUIEMEHTa. VIMMyHHBIE KJIETKM BBICBOOOXAAIOT LIUTOKUHBI, Cpean
KOTOPBIX Tpanchopmupyroruii paktop pocta Bl (TGFB1), unrepnetikunst (I1L-4, IL-1B, IL-17A, IL-33),
(hakTOp HEKpPO3a OIMYXOJIH, BRI3BIBAIONINE OTIIOKEHHE KoJUIareHa, GuOpo3 U peMoAeTMpOBaHUE Ceplia
[11, 12].

HNudexunu. Ilokazano, uro npumepno B 30% cayuaeB paszputhe JIKMII accomuupoBaHo ¢
nociencTBusiMu uHpekuonHoro mpoiecca [10]. Haubonee mpodHas B3auMOCBS3b MPOCIICKUBACTCS
mexay JIKMIT u suTepoBupycHoii nndexueit (Braouas Kokcaku supyc A u B). YV nanuenrtos ¢ JIKMIT
4acTo OOHAPYKHBAIOT aJICHO-, reprec- ¥ nappoBupycel [13]. UneHTH(uKanus BUPyCHOTO reHOMa IpH
OuorncuM MUOKapjaa accouuupoBaHa ¢ Ooibliell ckopoctbio nporpeccuu JKMIT u HeOnaronpustHeIM
IIPOTHO30M.

AyToMMMYHHBbIe 3a0oJieBaHus. Takue ayrouMMyHHblE 3a00JieBaHMs, KaK pPEBMAaTOMIHBIN
apTPUT, CUCTEMHas KpacHas BOJIYaHKA, CUCTEMHAas CKJIEpPOJEpMUs, SIBISIOTCS PEIKUMHU MPHUYMHAMHU
JKMII, oOycnaBiauBas 5-10% ciyuaeB [14]. Tlpu 3TOM aHTHKapauaibHBIC ayTOAHTHTENIA MOTYT
BbIABIIATECS Y 60% marmentos ¢ IKMII u ux poACTBEHHUKOB M MOTYT OBITh HEOCPEACTBEHHO CBS3aHBI
¢ mruc(yHKI[MEeH MHOIIMTOB U TIPOTHO30M 3aboseBanus [15].

Bo3zaeiicTBHe XUMHYECKUX areHTOB M TOKCHHOB. Anxkozony. OQHON W3 Hambosee 3HAYMMBbIX
npuuns JJIKMII B Mupe siBIsieTcst XpOHUUECKas alKkoroibHasi uHTOKcHKanust (6,9% ciydaeB, y My»X4uH -
8,9%, y sxxenmmH — 2,9%) [16, 17]. AnkoronbsHas kapauomuonatusi (KMIT) pa3BuBaercs yaiie y My>K4uH
30-55 ner, mAMTENbHO YNOTPEONAIONMX alKoroib. OCTpoe M XpOHMUYECKOE YHOTpeOIeHue ajKoroJis

MOBPCKAACT TAKCIBIC ILICIIKM MHO3MHA W CHHIXXACT COKPATUMOCTL MHOKapJa B MHOCJIOM, a TaKiKe
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CIIOCOOCTBYET BOCHANUTEIbHON MHUIbTpanuu Muokapnaa [18]. Aueranbnerua, MeraboUT dTaHOMA,
HapylraeT KJICTOYHBIH MeTaboNM3M Kaiblus, MarHus u ¢ocdopa, MOBPEXKaas MUTOXOHAPUAITBHOE
npixanue [19]. Jloka3aHa reHeTHuecKas NpeApacloIoKeHHOCTh K aikoronbHod KMIT (BapuaHTsi
yceuenusi rera TTN (turuna)) [2].

JlintenbHOE IPUMEHEHUE KOKAUHA TaKKe MOXKET NpuBoauTh K pa3sutuio JIKMII un daranpHbix
aputmuii [20]. V 4-9% norpebureneil KOkanHa, MMEIOIIUX KapAWAIbHBIC CHUMITOMBI, BBISBIISICTCS
cHmkenue QyHkuuu JieBoro okenymouka (JIDK). D10 Moker OBITh OOBSCHEHO MOBBIIICHHBIM
BBICBOOOXK/IEHUEM KAaTE€XOJIAMUHOB, OOJANAIOMINUX TPSMBIM TOKCHYECKHM JIEHCTBHEM B OTHOIICHHUH
KapJMOMHOIIMTOB, UX HEKPO30M, TIOBPEXKICHUEM MUTOXOHIpHIT [21, 22].

JlokazaHa poJib Memamgemamuna u ananocudnvlx emy eeuwjecme B pazsutuu JIKMII, ocoberHHO
cpenu maieHToB Mojoxe 45 ner [23]. YV morpebureneit metamderamuna puck pasputus JKMIIT B 4
pasa BBIIIE TI0 CPABHEHUIO C TEMH, KTO €ro He mpuHuMaeT. [laromorndeckne r3ppexTsl MeTamderamuHa
OTIOCPEYIOTCS Yepe3 aKTHBALMIO CUMIIATUYECKOW HePBHO# cuctembl [24].

Jlpyrue CTUMYJSITOphI, Hampumep, dkcrasu (3,4-metwieHanokcu-N-metunamMmderaMus  Wiu
MIMA), conu JUIs BaHH, coeprKalme CUHTETUYECKUE KaTUHOHBI c
aM(peTaMIHOBBIMI/KOKAMHOTIO IO OHBIMU CBOMCTBaMH, TaKue KaK MedenpoH,
METUJICHIUOKCUITMPOBAICPOH, COJEpKAIIUA KaTHHOH, OKa3bIBAIOT KapIMOTOKCHYECKOE NeCTBHE U
criocobcTByIOT passutuio KMII, HapyiieHuii putMa cepna, BHe3amnHo# cepacunoit cmeptu (BCC) [25].

Omnncanbl pazHooOpaszHbie (POPMBI KapAUATbHOW MATOJOTHMU Ha (OHE TpHeMa aHADOIUYeCKUX
cmepoudog, B ToM uncie pazsutue JJKMII ¢ cucronnyeckoit quchyHkimend Muokapaa (kak oopaTumoi,
Tak U HeOOpaTUMOIl MpH MpEeKpallleHuu MpUueMa MpernapaToB), MOBBIIIEHUE PUCKA OMACHBIX VIS KU3HU
aput™uii [26, 27]. KapauoTOKCHYHOCTh aHA00JIMYECKHX CTEPOUIOB TIOBBIIIACTCS IPH UCIIOIb30BaHUU UX
B BBICOKMX J[03aX, B T€UEHHUE [UIMTEIBHOTO IMEpPHOJIa BPEMEHU W MpPU HAIWYUHM JIPYTHX (PaKTOPOB,
YCUJIMBAIOIIUX MOBpexAaromuid 3hdexkt anabonmyeckux cTepouIoB, B MEPBYIO OUYepPelb, HMHTEHCUBHBIX
¢busrueckux Harpy3ok [28, 29].

IIporuBoonyxosieBbie npenaparbl. Pa3sutue [IKMII cnenyer oxkupate npu Ha3HAYeHUH, B
NEpBYI0 Ouepenb, MpernapaTtoB W3 TPYNNbl AHTPAUUKIMHOB M  POJCTBEHHBIX COEIMHEHUUN
(TOKCOpYOUITUH™**,  snUpyOUIUH**, nmayHOpyOUIMH**) u wuHruOuropoB HER2 (pementopa 2
aMuIepMaIbHOrO (hakTopa pocTa uenoBeka) (TpacTy3ymad™*, mepry3ymald**), pexe — HHIHOUTOPOB
IIPOTEACOMBI, AJKWIMPYIOIMIMX CPEACTB, AHTUMETAOOJUTOB, IMPOTUBOOIYXOJIEBBIX MpPENapaToB |
umMyHOMOAysiTopoB [30-32]. MexaHu3Mbl KapMOTOKCHYECKOTO BO3JCHCTBHSI HMPOTHBOOITYXOJIEBBIX
[pernapaToB pPa3IUyYHbl, AHTPALUKIMHBI M POJCTBEHHbIE COCIMHEHMs BBI3BIBAIOT HeEOOpaTuUMoe
NOpAXEHUE MHOKapJa B OTIMYME OT TMOTEHIHMAIbHO OOpAaTUMBIX HEXeNaTeIbHBIX peaKIuii,

pa3BHBAIOLINXCS B OTBET Ha MPUMEHEHUE TpacTy3ymaba™** [33-38].
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Marorene3 AKMII: o6uue acneKkThl
Junatanus JOK cBsi3aHa ¢ NEpBUYHBIM MOBPEXIECHUEM KapIAMOMHOLUTOB M 3aMECTUTEIbHBIM
¢ubpo3om [10, 16]. Junararms NpUBOIUT K CHUKEHHIO YIAPHOTO U MUHYTHOTO 00BEMOB, HAPYIICHHUIO
JUACTOJIMYECKOrO HAITOJIHEHUS JKEIYJOYKOB, YBEIMYEHHI0 KOHEYHOI'O JUACTOJUYECKOIO JIAaBJICHMS.
KoMrieHcaTopHO yBenMUMBAaETCS CUCTEMHOE COCYUCTOE CONIPOTUBIIEHUE, BEHO3HOE JIaBJICHUE U 00bEM
LUPKYJIUPYIOUIEH KpOBU, CHWKAETCS MOJATIMBOCTh apTepuid. Takum oOpa3oM, yBEIUUMUBAETCS NpPEd- U
noctHarpyska Ha JIK, a HapyiieHue CUCTOMNYECKON (PYHKIIMH MOXKET COITPOBOXKIATHCS TUACTOTMYECKOM
TUChHYHKIIUEH.
[Mupoxuit cnexkrp npuuud JKMII, o00blyHO MeqIeHHass MpoTrpeccus OT TOBPEKICHUS
KapJMOMHOIIMTOB JI0 KJIMHUYECKHX TMpOsBICHUH cepreuHoir Hemocrtatounoctd (CH) cymecTBeHHO
3aTPYJIHSIOT paHHEe BO3/ICHCTBIE HA MEXaHU3MbI pa3BUTHUs 3a0oeBanus [5, 16].

1.3 DuuaeMuoa0rus 3a00JeBaHNs UJIH COCTOSSHUS (IPYIIbI 3200J1eBAHUI, COCTOSIHUWI)

KMII

JKMIT - mnaumbonmee wdYacTo BCTpedaromIascs KapauoMuomnaTus. PacmpocTpaHeHHOCTS,
3a0o0sieBaeMOCTh U cMepTHOCTH OT JIKMII ueTko He ycTaHOBJIEHBI, UMEIOIIMECS JaHHbIE CYILIECTBEHHO
pa3IUyaloTCs B 3aBUCHMOCTH OT METOJOJIOTHHU HcchenaoBanus. 3aboneBaemocth JIKMII oneHuBaercs
pa3HBIMH aBTOpaMu Kak 5-7,5 cmyuaeB Ha 100 Teics4 HaceneHus B T, pacripoctpaneHHocts — 13,1-36,5
na 100 Teicsia Hacenenus [39, 40].

O cmeptroctu ot JAKMII MoxHO cyauTh mo pe3yiabraraMm psiga HaOmoneHuid. [lo maHHBIM
uccnenoBanus Global Burden of Disease, 8 2017 romy B MUpe yMepPJIO OT JIKOT'OJIBHOM KapIHOMHUOIIATHH
88,9 (80,9-96,3) TeIicsay, oT apyrux kapauomuomaruii — 233,2 (213,7-248,3) ThICAY YCIIOBEK, a
CTaHIapTH30BaHHAs II0 BO3PACTy CMEPTHOCTH cocraBmia cootBerctBenHo 1,1 (1,0-1,2) u 3,1 (2,8-3,3)
ciygaeB Ha 100 Teicsy Hacenenus [39].

JAKMII MoxeT ObITh JUAarHOCTHpPOBaHa B JIFOOOM BO3pacTe, Y MYKUMH BCTpedaercs B 2-5 pa3
Jarie, 4eM y xenrus [41].

Bo Bcem mupe JIKMII siBnsiercst TpeTheit HanboJiee 4acToi MPUIMHOM XPOHUYIECKON cepAeuHOn

Hemocrarounoctr (XCH) u nepBoii MpUUYMHOM TpaHCIUTaHTAIUMK cepana [2, 42].

1.4 OcoGeHHOCTH KOAMPOBAHUS 3200 1€BAHNA WM COCTOSHUA (IPyINbI 32001€BAHMNT WJIHN

cocrostnmii (JIKMII) no MexIyHApPOIHO# CTATHCTHYECKOI Kiaaccudukanuuy 6oJie3Heii u npoodiaem,

CBA3AHHBLIX CO 31I0POBbEM

142.0 — nunaranoHHast KapJUOMHOTIATHS (3aCTOMHHAS KapIHOMHOIIATH);
142.6 — ankoronbpHast KapIMOMUOTIATHS;
142.7 — xapaumoMuonaTus, 0OyCIOBIEHHAs BO3JECHCTBUEM JIEKAPCTBEHHBIX CPEACTB U JPYTUX

BHEIIHUX (DAaKTOPOB;
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142.8 — npyrue kapImoOMHONIATHH;

142.9 — xapauoMuonaTus HEYyTOYHEHHAS;

143.0 — xapauomMuonatvss NpH  WHQEKIUOHHBIX WM NApa3sUTapHbBIX  OOJIE3HSX,
KJaccu(UIIMPOBAHHBIX B APYIUX pyOpUKaXx;

143.1 — xapauoMuoONIaTHs IPU METAO0OINIECKUX HAPYIICHUSX;

143.2 — xapauoMHUOTIaTHs TIPU PACCTPOMCTBAX MMUTAHMS,

143.8 — xapauoMuonaTus mpu Ipyrux 00Je3HIX, KIacCU(PHUIMPOBAHHBIX B IPYTUX PYyOpUKax;

B MKB-10 kox 142.0 ommceiBaeTcss Kkak «JlwiaTalimoHHAs KapJIuOMHOIATHS (3acTOWHAs
KapauoMuonaTus)». B G0JbIIMHCTBE CiTydaeB, HE 3aBUCUMO OT HAJIMYUS U BBIPAKEHHOCTH KIMHUYECKUX
CUMIITOMOB, ISl KOAUpOoBaHus ocHOBHOro auarnosa JIKMII cnexyer ncnonb3oBaTh 3TOT KoA. Ecnu npu
o0ciel0BaHUM TPUYUHBI HE BBISBJICHBI, I'€HETUYECKAas MPEIPacloIOkKEHHOCTh HE MOATBEpXKIEHA,
BO3MOJKHO yrmoTpebaeHue Tepmuna «uanonatudeckas JJKMII» (takxke ¢ kogom 142.0).

Kox 142.9 (xapmuomuomnatusi HEYyTOUHEHHAS) MOKET OBITH HMCIIOJIB30BaH NMPH HEBO3MOKHOCTH
obcnenoBanus st yrouHeHus stuosiorun JJKMII.

090.3 - Kapmnomuonatusi B TIOCIEPOOBOM MIEPUO/IE.

1.5 Knaccudukanus 3a001eBaHusl WIN COCTOSIHUS (TPYIINbI 3200J1eBAHUI, COCTOSIHHIA)

KMII

Otuonornueckas knaccudukanus JJKMII 3aTpyaHeHa, TOCKOJIbKY TOYHOE YCTAaHOBJICHUE CBSI3H C
MPUYMHHBIM (aKTOPOM HE BCET/1a BOZMOXKHO, TeHETHUECKOe 00cieloBaHne HE BCera I0CTYITHO, a POJIb
reHeTHuYecKuX (akTOpOB HE BCerja O4eBHIHA. TeM He MeHee, MOKHO BBIJCIUTh JO0BOJIBHO OOLIMPHBIN
cnucok mpuunH, BbibBaommx JKMIT [43, 44] (IIpunoocenue FB1). Knaccudpukanms JKMIT u
koaupoBanue quarnosa no MKbB10 npeacrasnena B [lpunoscenuu b2.

Okcneptsl ESC cumrarot, uto okonvarenbHbiii nuardo3 JJKMII noipkeH BKIIOYATh TIHIATEIBHOE
U TOCIIEJIOBATEIbHOE ONMHUCAHHE KaK ATHOJOTHH, TaK M MOPQOIOTUYECKOTO M (PYHKIHMOHAILHOTO
benortuna 3aboneBanus [2].

IIpumeps! popMyTHPOBKH KJIMHUYECKOro aAuariosa JIKMII:

JIKMII renetnuecku obycnoBieHHas cemeitnas (menerust €.21019A B 72-m sk30He reHa TTN).
XCH ¢ uuskoit ®B (XCHu®B), 2 cragus, |1l pynkunonansusrii kinace (OK).

[lepumapranbHas kapauomuonatus. Yactas HamkenygoukoBas oskcrpacucronus. XCH c¢
ymeperHo camkenHoi @B (XCHyn®B), 1 craaus, 11 OK.

AHTpanukIuH-uHAYIMpoBaHHas kapauomuonatus. XCHu®DB, 1 cragus, |11 OK.

1.6 Kiiuan4yeckass KapTHHA 3200J1eBAHNS WM COCTOSTHUSA (IrPYyHIbI 32001eBaHU,

cocrossauii) (IKMII)
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JKMII xapakrepu3yercs TIeTEepOr€HHbIMU KIMHUYECKMMHU MpOSBICHUAMH. Bo3MmokHa
OeccuMnTOMHasE AUCHYHKIMSA JieBoro xenynouka (JIXK) [45].

B xnuHMYeckol KapTUHE MPEBAIMPYIOT CUMITOMBI (OZBIINIKA, OPTOMHOE, NapOKCHU3MallbHas
HOYHAs OJIbIIIKA, CHWKEHHE TOJEPAHTHOCTU K (PU3MUECKUM Harpys3kaMm, MOBBIILIEHHAS YTOMJISEMOCTb,
OTEKH TOJICHEH M JOJBbDKEK) U OObEKTUBHbBIC NPU3HAKU (HaOyXaHME IIEHHBIX BEH, I'€aTOIOTYJISPHBINA
pedIoke, CMeleHre JIEBOW TI'paHUIbBl Cepilla W BEPXYIIEYHOTO TOJYKA BIIEBO, «PUTM Tajomay,
MATOJIOTHYECKHE I[IyMbl KJIAalNaHHOM OTHOCHTENILHOW HENOCTAaTOYHOCTH M JIp.) CEpACYHOM
HEJ0CTAaTOYHOCTU. Y HeKoTopbix nanueHToB ¢ JIKMII Bo3MoxHO pa3zBuTHE 0O0JEBOrO CHHApPOMA B
TPYAHO# KIIETKE, B TOM YHCIIC 110 THITY aHTUHHO3HOTO [46, 47].

YacTo perucTpupyroTcs pasziIMuHBIC HapymIeHHWs puTMa U mpoBoaumoctu cepama. B 40-50%
CJIy4aeB JMarHOCTUPYIOTCS KeTyaoukoBbie HapyieHus putMma cepamna (HPC): skcTpacuctomnus BEICOKIX
rpajainui, napokcu3mbl xkenymnoukoBoi taxukapauu (OKT) [47]. V 15-30% nanueHTOB BBISBIISETCS
bubpwutsnus npeacepauit (OIT) [47, 48]. JunaTtanus kamep cep/ia U HapyIICHUS CEPACYHOTO PUTMA
NPHUBOAAT K Pa3BUTHIO TPOMOOAIMOOIMYEecKnx ocioxHeHnd y 1-6% Oompaeix JKMIIL. Bo3mosxHO
coueranne cuMmnToMoB JIKMII ¢ cuMmnromamu nopaxkeHuss APYTHX OpPraHOB M CHUCTEM, BIUIOTH IO
noyropranHoro nopaxenus. Ciydan BCC BcTpedarotcst, mpubanzutensbHo, y 12% nanuentos ¢ JJKMII
[49].

VY GoapHBIX co cnenupuueckoit atronoruei JAKMII, knmuHUYecKas KapTHHA MOXKET BKIIIOUYATh

CHMIITOMBI OCHOBHOTO 3a00JIeBaHHSI.

2. /IMarHocTuka 3200J1eBAHUS WJIN COCTOSAHUSA (IrPyNnbI 3a00JeBAHUN WJIN

coctostnuit) (JIKMII), MeTMIMHCKHE MOKA3AHUS U IPOTHUBONMOKA3AHUS K

INIPHUMECHCHHUIO METOA0B JTHAIrHOCTHKHU

Kpurepun nuarnoctuxku JKMII

Huarno3 JIKMII ycranaBnuBaeTcsi Ha OCHOBAHHMHU CIEAYIOIIUX CTPYKTYPHO-()YHKIIMOHATBHBIX
W3MEHEHUI cep/ia, He OOYCIOBJICHHBIX HIIEMUEH MHOKapjAa, MOpPOKaMH Cepjua, apTepHabHOMN
TUTIEPTEH3UEM:

1. JIAIIATaIMs JIEBOTO WM 000UX KEITYyA0YKOB cepAla (MHIEKC KOHEYHOTO AUACTOINYECKOTO

o6bema (MKJJO) JIK >75 mn/m? y Myskuus 1 >62 min/m? y sxenmun) [2, 50, 51];

2. 3HaunTensHoe (<40%) i ymepentnoe (41-49%) camxenne pakuun Beiopoca (OB) JIXK
[52].
Kpowme Toro, npu nuarnoctuke JJKMII BakxHO yuUTBIBaTh HAJTMUUE CIASAYIONUX KPUTEPHEB:
= CUMIITOMOB W/unu npusHakoB XCH;
. middy3noit runokunesnun JOK;
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. otHocuTenbHOM TommmHbl  cteHOK (OTC) JDK wmenee 0,30 (3a wckitoueHUEM
JUIATallMOHHOM cTaauu 3a00JeBaHUN C HUCXOMHO rHnepTpoduyeckuM MOphHOPYHKIHOHATBHBIM
(dbeHoTHIIOM cepra);

" BepUDUIIUPOBAHHOW TPHUYMHBI auiaTanuu, xapakrepHoi mis JIKMII (renermueckuii
NePeKT, TOKCHICCKUH, SHAOKPUHHBINA, METa0OIMICCKIM, A TAMCHTAPHBIA, IMMYHHBIN, ayTOUMMYHHBIH,
MOCTHH(EKITMOHHBIN (akTop, OEPEMEHHOCTB ).

JAuarsocruyeckue KpUTEPHHU AJIsl pOACTBEHHUKOB nanueHTos ¢ JJKMII

|. ¥V poacrBennukoB 601abHOr0 JJKMII MOXeT onpenensiThecst HeAUIaTallMOHHAs KapIMOMHOIIATHS
neBoro xkemynouka (HIAKJDK), xotopas xapakTepusyeTcss HaJIMYMEM JIEBOXKEITYJOUYKOBOM WIIH
OMBEHTPUKYIJIAPHOU INI0OATEHON CUCTONMYECKON qUCPYHKIMM Oe3 nuiarauuu (onpenenseMmon kak @B
JIK <45%), He oOBsicHsIeMO# neperpy3koit oobemom mim nasienuem win UBC [2, 51].

I. TIpu otcyrctBum kputepue JIKMIT wm HIAKJDK y poacrBennukos manuentoB ¢ JJKMII,
BO3MOXHO HCIIOJIb30BAHHUE CJIEAYIOIIUX JIHArHOCTHYECKUX KPUTEPUEB JUIsI OLIEHKH BEPOSITHOCTH
nuaraosa JIKMII.

JInarHocTHUECKHe KPUTEPUH TSl pOJCTBEHHUKOB marreHToB ¢ JIKMIT [51]:

OcHoBHBbIE:

1. HeoOwsicaumoe camxenne OB JIXK B npeaenax 46 - 50%.
2. HeoOwscHuMas gunaranus nesoro xexynouka (MKJIO JIXK >75 min/m? y Myxuns 1 >62 Mi/M? y
YKEHIIIMH) C COXPAHECHHOM CHCTOJIMYECKOM (yHKITHEH.
JlonmoJiHMTE/IbHBIE:
1. [Tonnas Omokana neBoi HokW mmyuka ['mca (JIHIID) unu atpuoBentpukymsipaas (AB)

OJI0Kaza JIr000M CTEEHN.

2. Heobbsicuumast xenyaoukosas apurmus (JKA) (>100 sxexymouxoBbix skctpacucton (JKD)
B yac 3a 24 vaca wiu HeycroiumBas KT (>3 xenymouKkoBBIX KOMIUIEKCOB MpH yactoTe >120 ynapos B
MUHYTY).

3. CerMeHTapHbIC HapYIICHUS JIOKAILHOW COKPATMMOCTH JIEBOTO KEIyJI04YKa B OTCYTCTBUEC
HapYIIEHHs BHYTPIIKEITYA0YKOBOH MPOBOAMMOCTH.

4, ITo3nuee koutpactHoe ycuienue (LGE) HewmiemMuveckoit MpHpOBI MPU MarHHUTHO-
pe3onancHoi Tomorpaduu (MPT) cepaua.

5. [Ipu3Haku HEMIIEMUYECKUX aHOMAaNi MUoKap/a (BocraieHue, HeKpo3 u/miu ¢udpo3) mo
JaHHBIM OUOTICUM MHUOKap/a.

6. Hanwume CBIBOPOTOYHBIX OpraHCHEU(GUYHBIX U CHEHU(UYHBIX K 3a00JIEBaHHUIO

KapJuaJIbHbIX ayTOAHTUTCII 110 OJHOMY HUJIN OoJllee TecTaM Ha AyTOAHTHUTCIIA.
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Bepositubiii nuarno3 JIKMII y poacreennuka nauuenta ¢ JIKMII MoskeT ObITh yCTaHOBIIEH IIPU
HaJIM4YUU:
1) 0/1HOTO OCHOBHOT'O KPUTEPHS ILIIOC, [0 KpaiHel Mepe, OJJHOTO JOMOJIHUTEILHOTO KPUTEPUS;
2) OJIHOTO OCHOBHOT'O KPUTEPHsI IUTIOC BBISBIICHHE TIPUUMHHON MyTanuu y poacteeHHuka ¢ JJIKMIT.
Junarno3 IKMII Bo3MoO:KeH B ciiy4yae, KOrjla UMEKOT MECTO:
1) nBa MOMOJTHUTEIBHBIX KPUTECPHS;
2) OJIMH JIOTIOJTHUTEINILHBIN KPUTEPUH IIJTFOC BISBJICHHE MPUYUHHOM MyTanuu y poacrBeHHuka ¢ JJKMIT,
3) OIMH OCHOBHOW KpHUTEpHi, HO 0€3 KaKuX-JIMOO JOTOJHUTEIbHBIX KPUTEPUEB U 03 TeHETUYECKUX

JaHHBIX YJICHOB CEMbU.

2.1 Kaaoobl 1 aHAMHE3

. Bceem nanmentam ¢ nopo3penueMm Ha JJKMII pexomennyercs cOop aHamHe3a U kajno0 mpu
MAaTOJIOTHH CEep/ilia U TIeprKap/ia ¢ 1eIbl0 YTOUHeHus auartHosa [2, 53].

EOK IC (YYP C, YA/ 5)

KommenTapuu: B nepsyio ouepedv HeobX00umo oyenums KIuHU4eckyio gvipasxcennocms CH
[46]. Bcem nayuenmam ¢ nooospenuem na JJKMII pexomenoyemces coop cemetino2o anammesa, Komopbwlil
odoadicen ekarouames ungopmayuro o uanuwuu JKMII, cnyyaee BCC, cumkonanvHulx cocmosHuil,
umnaanmayuu snexkmporapouocmumynsmopa (OKC), uncynomos 6 monooom 6ospacme, CUCMEMHbIX
3abonesanutl y poocmeennuxog [53]. Cemetinvlii xapakmep 3a601e8anust yCmanasueaemes Rpu Haiuduu
Y 00HO20 UNU HECKOJbKUX POOCMBEHHUKO8 Nepeoll cmeneHu poocmea ouacrocmuposannou JJKMII,
ApUMMOSEHHOU OUCHIA3UU NPABO2O JHCEeNYOOUKA, Muooucmpoduu Jfrowena uiu Opyeux MuvlluedHblX
oucmpodhuil, accoyuuposannuix ¢ kapouomuonamueti [54]. Omcymemeue cemetinozo xapaxmepa JIKMIT
He UCKIouaem 2eHemu4eckyio npuyuny 3abonesanus [2].

YV 6cex nayuenmos c nooozpenuem na J[KMII pexomendyemcs coop anamuesza no ynompeoieHuro
ANIKO20JISL U HAPKOMUYECKUX CPeOCM8, 8 MOM YUCLE CEMEUH020 AHAMHE3a ANK020NbHOU 3asucumocmu (¢
VKA3aHuem no MamepuncKou wiu Omyo8CKol JUHUIM) y poocmeennukos 1-2 cmenenu poocmea [54, 55].

IIpu nooospenuu na JJKMII pexomerndyemcs noopoduwlii coop gapmaxonocuuecko2o, Oblmoeo2o
U Npou3sBOOCMBEHHO20 AHAMHEe3d C Yelblo YCMAHOGNeHus ¢hakma npumMeHeHus MOKCUUHBIX
JIEKAPCMBEHHBIX CPeOCM8, HAUYUL MOKCUHECKUX NPOU3BOOCMEEeHHbIX 8pedrocmetl [56].

V 6cex nayuenmos c nooospenuem na JJKMII pexomendyemcs coop unpexyuonHo2o aHamuesa,

YMOUHeHUue HaTu4us Memaboauyeckux uiy SHOOKpunHvlx paccmpoticms [53, 56-58].

2.2 DuznkaJIbLHOE 00CJIeI0BAHNE

. BceMm nmanmenrtam ¢ nogo3penuem Ha JIKMII pekomeHyeTcst NpoBeAEHNE AaHTPOIIOMETPUIECKUX
UCCIIEI0OBAaHUH, IEPKYCCUH, NMajblIallMM U ayCKYIbTallMM IIPHU NATOJIOTMH CEpALA U MEPUKApAA C LENbIO

yTOYHEHUS JuarHosa [2, 46].
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EOK IC (YYPC,YAA5)

. Kommenrapuu: Pexomenoyemcs uszmepenue pocma, Maccvbl mend, OKPYICHOCMU MATUlU,
pacuem uHOeKca Maccbl mena, npogedeHue mepmomempuu oobwel, nposeoeHue NepKyccuu u
aycKkyibmayuu cepoya U J1ecKux, aycKyIbmayuu MA2UCMPAanibHbIX cOCy008 (COHHbIX, OeOpeHHbIX U
noueunblx apmepuil, OPIOWHON aAopmbl), USMEPEHUE YACMONbL cepoyedueHus, Yacmomol ObIXAHUSL,
nazbnayuu nyibca Ha JY4esvblX apmepusx, OYeHKad Hamuuus oepuyuma nyavcd, UMepeHue
apmepuanvnozo dasnenusi (A/]) na nepugpepuueckux apmepusx Ha npagou u esoll PyKax no Memooy
Kopomkosa, nanvnayuu oscueoma, onpedenenue pazmepos neuenu no Kypnosy, oyenxa HaOyxanus

WeUHbIX BEH U cenamorcyiisipHo2co pequzro:cca, onpedeﬂeﬂue HAAUYUSL OMEKO08, UBMEHECHULL nuzemernmayuu

kooicu 2, 46].

2.3 JlabopaTopHbIe TMATHOCTHYCCKHE HCCICTOBAHUS

. Bcem nammenTtam ¢ npeanonaraemeiM auarso3om JJKMIT pexomenoBano mpoBeaeHue 0011ero
(KTMHUYECKOTO) aHalIn3a KPOBU Pa3BEPHYTOT0, 00OIIero (KIMHNYECKOTO) aHaIN3a MOYH, aHaJIu3a KPOBHU
OMOXHMHUYECKOTO 00IIeTepaneBTHYeckoro (Mccie0BaHne YPOBHSA HATPUS B KPOBH, YPOBHS Kajus B
KpOBH, YPOBHS KaJbIHS B KPOBH, YpOBHS (ochopa B KPOBH, YPOBHS TJIFOKO3BI B KPOBH, YPOBHS
KpeaTHHHHA B KPOBHU C PAacUue€TOM CKOPOCTH KIyOOUKOBOH (PrutbTpanu, ypoBHS 0OIIero OunupyonHa B
KpOBHM,  OMNpefeNieHue  aKTUBHOCTH  aJlaHWHAMUHOTpaHcdepa3bl B KPOBH,  aKTUBHOCTH
acmapraTaMUHOTpaHcepasbl B KpOBH, aKTUBHOCTH TaMMa-TIOTaMuiITpaHcdepa3bl B  KPOBH),
UCCIIEIOBAaHUE YPOBHS TPUTIULEPUIOB B KPOBU, YPOBHSI X0JIECTEPUHA B KPOBH, YPOBHS JIUTIONIPOTEUHOB
B KPOBH, YPOBHSI THPEOTPOIHOIO TOPMOHA B KPOBH, YpOBHS (peppUTHHA B KPOBH U HCCIEIOBaHUE
HACBIIICHUS TPAHCEPPUHA JKEJIC30M C IIEJIbI0 YTOUHEHHUS TUarHo3a U OTPE/IC/ICHNs] TAKTHKH BeICHHUS [2,
46].

EOK IC (YYP C, YO/ 5)

. Bcem manmentam ¢ JKMII pekoMmeHayeTcs HCCIE€IOBAaHUE YPOBHS ~ MO3TOBOTO
Harpuityperuueckoro nentuaa (BNP) wmm  N-tepmuHambHOro (parMeHTa HATPHHYpPETHUECKOTO
npornentuaa Mmo3roporo (NT-proBNP) B kpoBu ¢ 1espio guarHoctukun CH u KoHTposist 3G PeKTUBHOCTH
neuenus [2, 46].

EOKIA (YYP C, Y/ 5)

. Bcem manmenTtam ¢ mpennonaraembiM auarHo3om JIKMIT pexkomennyercs ompeneneHue
AKTUBHOCTH KpEaTMHKWHA3bl B KPOBU, HCCJIEIOBAaHWE YPOBHA AaKTUBHOCTH HM30(EPMEHTOB
KpeaTHHKUHA3bI B KPOBH, HCCIIeIOBaHUE YPOBHS TPOroHUHOB |, T B KpoBH, ypoBHs C-peakTUBHOTO Oelika
B CBIBOPOTKE KPOBH C IIEJIbI0 YTOUHEHHS TrUarHosa [2, 56].

EOK IC (YYP C, Y/ 5)

KOMMeHTapHH: Tocmosinno noeviuiennwli YpO6€eHb Cbl@OpOmOllHOﬁ KpeamunRKUHA3bl MoaHceni
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VKA3b16AMb HA MUONAMUU UTU HEPEHO-MblULeUHble PACCMPOUCMEd, GKII0YaAs OUucmpoguHonamuu
(nanpumep, Mmvluteunyro oucmpoguio bexxepa unu X-cyennenwnyro JIKMII), namunonamuu,
OeCMUHONAMUU UTU, pexce, MUoGuopuiisapuyio muonamuio [2].

Omcymcmeue Mmapkepog 60ChnaneHus He UcKuouaem OuazHo3 MUOKapouma, a Haaudue
3HAYUMENbHO NOBbIUEHH020 YpoeHs (C-peakmuénoco 0enKka, 4acmo ConposoHCOarUie2o meyeHue
@yroMUHAHMHO20 MUOKApOUma, ciedyem oughghepeHyuposams ¢ y4emom HAIUdus y nayueHma uHo2o
socnanumenvro2o npoyecca [59, 60].

. Bcem mammeHTaM ¢ JAWIaTalMoHHBIM (DEHOTHIIOM TIPU TOJO3PEHHH HAa MHOKAPAUT
PEKOMEHAYETCSI ONpPENCIIEHNE COJEp’KaHUS AHTUTEN K aHTHUIeHaM MHOKap/Ja B KPOBU C LEJIbIO
i depeHInaIbHON JUArHOCTHKY U YTOUHSHHUS JaIbHEHIIel TaKTUKY Benenus [59-61].

PKO I1aC (YYP B, Y1 3)

. [ManieHTamM ¢ AWIaTallMOHHBIM (DEHOTHTIOM W TONO3PEHHWEM Ha MHOKApAWT HE
pPEKOMEHAYETCSI MPOBOAUTH PYTUHHOE CEpPOJIOTUYECKOE M MOJEKYISIPHO-TeHETUYECKOE TECTHPOBAHUE
CBIBOPOTKH KPOBHU Ha HaJIMuue BUpycHOU uHdekuu [60].

PKO I11C (YYP C, YU 5)

2.4 UHCTPYMEHTAJIbHBIE THATHOCTHYECKHE MCCIeI0BAHUSA

PexoMeHariu, copMUpOBaHHBIC B HACTOSIIIEM pa3jielie, MPEICTaBICHBI MPEUMYIIICCTBEHHO Ha
OCHOBAaHWHW JIaHHBIX T0 TPUMEHUMOCTH HHCTPYMEHTAJIBHBIX JUATHOCTHYCCKUX HCCIICIOBAHUN TPHU
JAKMII, mosiydeHHBIX B XOJ€ HEPaHIOMH3UPOBAHHBIX HMCCIEAOBAHMI, PEECTPOB, PETPOCHEKTHUBHBIX
aHAJIM30B, KIMHUYECKUX CIIy4aeB WJIM MHEHHH SKCHEPTOB. B CBS3M € 3THM Hapsy ¢ UCIHOJIb30BAHUEM
CTaHJIAPTHOM CXEMbI KJIACCOB PEKOMEHJIAIMA W YPOBHEW JOKAa3aHHOCTH YyKa3aHbl KaTEropH3allid B
COOTBETCTBUH C YPOBHEM KOHCEHCYca (COTJIacHsl) KCIIEPTOB-aBTOPOB TEKYIIETo JOKyMeHTa. B jaHHOM
pasneiie  MPEJACTaBICHBI TE3MChl W3 KIMHUYECKMX pEKOMEHIanuid «XpoHUYeCKas cepicuHas
HegocTtaTouyHOCTh. Knnauueckue pexkomenpanuu 2024», yreepxkaeHHbIX M3 PO, pexomenpmanuit
EBpomnetickoro o6mectBa kapauonoroB 2021 roma «Pekomennanun ESC no nuarHocTuke W JICUESHUIO
OCTPOM M XPOHHMYECKOH CepJCYHON HEIOCTaTOYHOCTH», PeKoMeHanuii EBpomerickoro oOmiecTBa
kapauoiioroB 2023 roma «Pexkomenparu ESC 1o auarHoCTHKe W JICYEHUIO KapAuOMHUONaTHiD» [2, 46,
52].

HNucTpyMenTaabHas nuarnoctuka npu JKMII

WNuctpymentansnoe obcnenoBanue mnanueHToB ¢ JIKMII Bkmtowaer kak oOmwue (Uisl Bcex
OOJBHBIX), TAK U TIEPCOHATU3UPOBAHHBIC (MIUIs1 OTACIHHBIX (PEHOTUTIOB 3a00JI€BaHNS) AUATHOCTUYECKHE
MepornpusaTus. I[lockonbky mmarHo3 JIKMII ycranaBnuBaercs B OOJBIIMHCTBE CIy4aeB IyTEM

HUCKIIIOUYCHUA APYTrUX HO30JOTHYCCKHUX (I)OpM, COIMPOBOKAAOIINXCA JuIaTalued IoJIOCTer cepana u
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pasButueM CH, CieKTp IpUMEHSEMbIX HHCTPYMEHTAIBHBIX TECTOB MPEACTABICH IMIHUPOKO OT PYTUHHBIX
710 BBICOKOTE€XHOJIOTUYHBIX.

Jxokapauorpadus

" Oxokapauorpadus (IxoKI') pekomMeHyeTcst BceM maieHTam ¢ mnojao3penuem Ha JJKMIT
JUTS BepUPHUKAIUH TUarao3a u ycranosinenus ¢enorumna JJKMIT (orieHka CTpyKTyphl B (DYHKITUU CEep/ILia)
[2, 50, 51].

EOK IC (YYPC, YA/ 5)

KommenTapuu: OxoKI' saensemcs ocHosHbim memodom ouaznocmuku/uckitodenusi JIKMII.
Pexomenoosano ucnonvzosanue cuedyrowux IxoKI kpumepues [50-52]:

- y8enuueHue nonocmu 1e6020 uii 060ux Jcenyoouxos cepoya: UKIJO JDK>T5 ma/m? y myorcuun u
>62 Ma/m? Y scenuun;

- cruorcenue OB JDK < 40% wnu @B JDK 41-49%;

- Hanuyue ougghyznou eunoxunezuu JUK;

- chuxcenue OTC JDK wmenee 0,30 (OTC JDK = (2*T3CJDK)/ KHAP JDK) wuiu
(TMOKII+T3CJDK)/KIPJDK).

Ilo pesynemamam OxoKI' moecym Owvimb uckirouenvl opyeue eeposmuvie npuuunvl CH npu
Hanuyuu  ounamayuu  noaocmei  cepoya (nocmuHpapkmuulil  KapoOUoCKiepo3, NOPOKU cepoya),
8bIABNAIOMCA NPUCMEHOUHbIe MPOMObL U OYEHUBAeMCs PUCK passumus mpomoosmoonuu. Ha ocmpuoiti
MUOKAPOUM MOdHCem YKaA3bl8amb CoOYemanue U30IUpO8anHoU OUNAmMayuy 1e6020 Hceayo0ouKa u/uiu e2o
CUCMONUYECKOU OUCHYHKYUU C YMOTUEeHUeM CIEeHOK MUOKAPOA 3a cuem omeKa npu HeodasHem oebiome
sabonesanus [60].

. Ox0KI' pekomeHayeTcss manueHTaM C Y€ YCTaHOBJIEHHbIM auarHo3zom JIKMII nmus
OLICHKH JUHAMHKHU CTPYKTYpHO-(YHKIMOHAIBHBIX MapaMeTpOB, COCTOSHHS KJIAMaHHOrO armapara
cepaua, pyukuun [DK, naBnenus B 1€royHoi apTepuu, a TakKe AJIs BHISABICHUS JIHILI, MTOAXOAAIIUX JIIs
XUPYPru4eCcKON/MHBA3UBHOW KOPPEKIMU KJIAMaHHBIX HApyIIEHWH WIM TPaHCIUIAHTALUK cepila U B
OTIPECTICHHBIX KIMHUYECKUX CUTYaIusx [2, 46, 62].

EOK IC (YYP C, YO/ 5)

Kommenrtapuu: Kianannas HedocmamouHocms, He ACCOUUUPOBAHHASL C BDPONCOEHHOU UL
npuobpemenHol namonocueli KIanaHos, pAacyeHugaemcs Kaxk OMHOCUMEeNbHAs ((QYHKYUOHATbHASA)
HedocmamoyHocmes U dnemenm namoeenesa JKMII (cnedcmeue ounamayuu kamep cepoya u
annynosxkmasuu) [62].

= OxoKI' pexomenayercs mnamuentam ¢ JKMII npu nimaHMpoBaHUU/TIPOBENECHUH
BMEIIIATENIbCTB/IICYCHUS C TIOTEHIIUATBHBIM KapIUOTOKCUUECKUM JCHCTBHEM JUIS OIICHKU CTPYKTYPHI U
¢bynkimu cepana [63].

EOK IC (YYPC, Y/ 5)
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KommenrTapuu: [layuenmam c JIKMII nosmopnoe npogedenue IxoKI' pexomenoosano 6
CeOYIOWUX KIUHUYECKUX CUMYAYUSX!

— NpU YXyOUEeHUU/NPO2Peccuposanu cyobeKmueHvlx u 00vekmughoix cumnmomos CH;

— nayuenmam, noaYYaArOWUM ONMUMAILHYIO0 O0ne3Hb Moouduyupyrowyto mepanuto (BMT), nepeo
NPUHAMUEM DpeUeHUs O NPUMEHEeHUU UHMEPEEHYUOHHBIX Memooos8 Koppekyuu (kiunuposanue MK,
pecunxporuzupyrowas mepanus, IKC, umnianmayus ycmpoiicmea 0151 Kapouomooyaupyroujet
mepanuu, UMRIAHMAaYUs Kapouosepmepa-oepuopuiisnmopa, mpaHcnianmayus cepoya);

- npu 11060M conymemaeyiowem unpekyuonnom/socnaiumensnom npoyecce [63, 64];

- nepeo NIAHOBLIMU HEKAPOUOXUPYPSUYECKUMU BMEUUAMENTbCNEAMU,

- 8 pAMKAX OUCNAHCEPHO20 HAOIIOOEHUSL.

OxoKI Heobxooumo nposooums 6 ciyuae cmouikoeo yayduenus cumnmomamuku XCH na ¢ghone
mepanuu, a makxice npu HAIUYUU 6HYMPUCEPOCYHO20 MPOMOO3a ¢ Yelblo NOBMOPHOU cmpamugurayuu

pucka u coomeemcmsyrowiell Koppekyuu noKasaHuu 0isi HeKOMopwlx U008 Mepanuiu.

QOuenka cucmoauueckou ynkuuu JDK npu JIKMII

. Hnsa pacuera ®B JDK y mnanmentoB ¢ JIKMII pexkomenayercss HCMOJIb30BATH
yIBTPa3ByKOBO# MeTo 1 auckoB (MeToa Cumriicona) [64, 65].

EOK IC (YYPC, Y/ 4)

. [Tarmentam, y koTopeix KadecTBO OXOKI' oka3zaiock HEyIOBIETBOPUTEIbHBIM
(Bm3yanmuzanust <80% »sumokapma JIK), pexomenayercs mpoBenenue OxoKI' ¢ wucmosbp3oBaHueM
KOHTPACTHBIX CPEJICTB, YTO MMO3BOJISACT JyUIIC OICHUTh TPaHMIBI dHI0Kapaa u 00séMbl JIXK [66, 67].

EOK IC (YYP C, YO/ 4)

. C 1uenpio BBISIBICHHS PaHHUX (CYOKIMHHYECKUX) H3MeHeHWH cokparumoctu JIK y
narueHToB ¢ nojo3perneM Ha JJKMII pekomenmyeTcst onieHKa moka3atess aeopMaui MHOKapaa —
npogonbHoro cucronundyeckoro cxarus JDK (global longitudinal strain, GLS), a Taxke ckopoctu
CHCTOJINYECKOTO JIBMKEHUs ocHOBaHMs JIK, n3MepsieMoii mpy TKAaHEBOM JIOMITUICPOBCKOM HCCIICIOBAHUN
(tissue doppler imaging, TDI) [68, 69].

EOK IC (YYP C, YO/ 4)

Kommentapun: GLS JDK ompasicaem ycpeonénnyto cmenens cucmonuyeckozo ykopouenus JIK
no ONUHHOU OCU U XAPAKmepusyemcs Oonvulell Yy8CmeumenibHOCmvio U GOCHPOU3EOOUMOCHbIO NO
cpasnenuto ¢ @B JDK npu oyenxe eco cucmonuueckoui (hyHKyuu, He3a8UcumMo om NpuyduH ee CHUNCEeHUs

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

QOuenka ouacmoauueckou pyuxkuyuu JOK npu JIKMII

IMpu JKMII npu3Hakud CHCTOJMYECKON AUCOYHKUMH B 3HAYUTEIBHOM YHCIIE CIIydaeB

aCCOIMMPOBAHBI C HApYIIEHWEM aAuacToianueckor ¢pynkuuu JOK.
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n Bcem mnamuentam c¢ nopo3penuem Ha JKMII pexomenayercs OxoKID' ¢ orenkoit
mactonndeckoi gyakmuun JDK ¢ menmpio ompeneneHus TSDKECTH CTPYKTYPHO-(YHKIIMOHATBHBIX
HapYIICHU, OLIEHKH MTPOTHO3a ¥ BEIOOpA TaKTHKH JieueHust [71].

EOK IC (YYPC, YA/ 5)

Kommenrtapuu: /lpu oyenke ouacmoauueckou ynxkyuu JDK credyem opuenmuposamvcs Ha
coomHnowenue ckopocmeil nanonnenus JDK 6 pannioio ouacmony u 6 cucmony npedcepouti (E/A), a
makdice Ha credyiowue OONOIHUMENbHbIE KPUMEPUU NO8blUEeHH020 OasieHusi Hanoanenus JDK: 1)
COOMHOUIEHUe CKOPOCMU PAHHe20 OUdAcmoaudyeckoeo Hanoanenuss JDK u ycpeonénnoii ckopocmu
noovéma ocnosanus JDK 6 paunioro ouacmony (E/e' >14); 2) unoexcuposanmvlii o6vem 1e6020
npeocepous (MOJITT) (>34 ma/m?); 3) maxcumanshyio ckopocms TP (>2,8 m/c), ompasicarowyio cmenenn

noevluierus oasierus 8 JIA.

OueHKCZ CmMpyKmypsl u d)VHKMMM 1DK

I[Ipu AKMII crtpykrypa u ¢ynkuus IDK napymaroTcss mepBuYHO (MpU HENOCPEICTBEHHOM
nopaxennn muokapaa IDK) u Bropuuno (nmpu neperpyske JDK u dopmupoBanuy mocTkanwuIsipHON
JIETOYHOMN TUIIEPTEH3UN ).

. Bcem mammentam ¢ mopo3penueM Ha JIKMII pekomeHIyeTcss OLEHKa CTPYKTYpPhl H
¢byukiuu DK ¢ 1ienpio onpeneneHus THKECTH CTPYKTYPHO-(DYHKIIMOHAIBHBIX HapyIneHuit [72].

EOK IC (YYP C, Y/ 5)

Kommenrapumu: [lpu oyenke u unmepnpemayuu pazmepos, CUCMOIUYECKOU U OUACMONUYECKOU
@ynxyuu DK credyem ucnonvzosame cmanoapmuowiil npomoxon IxoKI'.

Juamemp IDK >42 mm y ochosanus u >35 Mm Ha cpeOHem YpOBHe YKA3bledem HA OULAMAYUIO
IDK. Ipooonvuwiii pazmep I >86 mm, niowadw II1 >18 cy?, onuna I >53 mm u ouamemp I1I1 >44
MM, UBMEPEHHDLI 8 ANUKATbHOU no3uyuu, ykazviearom na yeenuwenue 111 Torwuna c60600HOU cmeHKU
IDK >5 mm - npusnak eunepmpoguu [DK u mosicem ceudemenvcmeosams o nepecpyske IDK oasnenuenm.
Juamemp HIIB >2,1 cm u cnadenue <50% npu 60oxe npeononacaem nosviwennoe oasnenue 6 I u IDK.

Cucmonuveckas ¢Qynxyus IDK oyenusaemcs no HeCKOIbKUM — napamempam: UHOEKC
npouzgooumenvrocmu muokapoa npagozo oceryoouxka (RIMP), cucmonuueckas sxckypcus xonvya
mpexcmeopuamoeo kianana (TAPSE), ¢ppaxyuonnoe usmenenue nnowaou IIDK 6 d8yxmeproii niockocmu
(FAC), @B IDK 6 osyxmepnoii (2D) u mpexmepnou (3D) niockocmu, ckopocmv cucmonuuecko2o
OBUMNCEHUSI OCHOBAHUSL IAMEPANIbHOU CMEopKu mpexcmeopuamozo kianana (S°), usmepennas npu
MKAHe8oM OONNJIEPOBCKOM UCCIe008aHUU, NPOOOIbHAL Oedopmayus U CcKopocms Oedhopmayuu
muokapoa [DK.

Ckopocms TP >2,8 m/c coomeemcmeyem nogululeHuro cucmoaudeckoeo oasierus 6 JIA >36 mm

pm. cm. [72].
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YpecnumeBoanas IxoKI

n [MTanmnentam ¢ JAKMII nposenenue upecnumnieBogHot IxoKI' pekomenmyercs uist
YTOYHCHHSI JJIEMEHTOB CTPYKTYpHOTO H (YHKIIMOHAJIHHOTO pPEMOJCITUPOBAHUS, HEJOCTOBEPHO
OTpeeIIsIeMbIX MpH TpaHcTopakaibHoit DxoKI [64, 71].

PKO llaC (YYP C, Y11 5)

= [Tanmentam ¢ JJIKMII u ®@II, KOTOPBIM IIIaHUPYETCS BOCCTAHOBIEHUE CHHYCOBOT'O PUTMA,
peKoMeHayeTcsl mpoBeAcHue upecnuiieBoqHoi DxoKI' mis uckimoueHUsT TpoMOo3a yIKa JIEBOTO
npexacepaus [73].

EOK IC (YYPC, YA/ 5)

KommenTapuu: /[na pymunnoi ouaecnocmuxu JJKMII upecnuwesoonyro IxoKI ne ucnonv3yrom,
00blYHO K Heli  npubezcarom Ol YMOYHEHUs  CMPYKmMypul U QyHKyuu  cepoya,
UCKTIOYeHUs/NOOMBEPIHCOCHUSL CONHCHBIX BPONHCOCHHBIX U/UNU NPUOOPEMEHHBIX NOPOKO8 cepoyd, npu
no003penUY Ha pacciloeHue aopmoul, NAMON02UI0 IHOOKAPOA U NepUKapodq.

IxoKT ¢ pusnyeckoii/papmMakoJ0orudeckoi Harpy3Koi

= [Tanmentam ¢ moxo3pennem Ha JIKMII mpm ymepeHHON WM HU3KOM NIPEATECTOBOM
BepositHocTH MBC pexomenayercs DOxoKI' ¢ ¢usnueckoit unm ¢dapMakoJOTHUECKONW Harpy3Koi
(mpeuMyIeCTBEHHO — J00yTaMuHOM™**) st nckirouenust UBC [74].

EOK IC (YYP C, Y/ 5)

dunexrpokapauorpadus (IKI)

. Bcem manuentam ¢ JIKMII pekoMeHoBaHO BhIMOJHEHHE 12-KaHAIBHOW pEruCTpaIiiu
3NeKTpoKaparnorpaMmsel ¢ oneHkoil putma, YCC, unrepBaioB 1 amiutyn snemMeHtoB OKI' ¢ nenbro
JIMArHOCTUKM HapyIIEHUH pUTMa, NPOBOJAMMOCTH M OIEHKM NOKa3aHUN K PECUHXPOHHU3UPYIOLIEH
tepanuu ik uMmiutantaun DKC [75].

EOK IC (YYP C, YO/ 5)

KommenTapuu: OKI ne noomesepocoaem u ne uckiowaem ouaenos JJKMII, oonaxo nozeonsem
ymouHums accoyuuposauusvie ¢ JJKMII unu npucywue unvim 3a601e8aHUAM HaApyuleHus Mopgonocuu u
npooomicumenvrocmu QRS, nanuuue cunoaypuxynsapuou, ampuoseHmMpuKkyIapHOU U HCenyOOUKOBbIX
onokao, HPC, npusnaku eunepmpoghuu mMuokapoa, cucmoaudeckou uiy OUacmoauyeckol nepezpysKu
HCeny00uKo8 cepoya, uuemuu muoxapoa u op. [75].

X0JITEpOBCKOE MOHUTOPHPOBAaHNE CEPIAEIHOT0 pUTMA

. [Marmentam ¢ JIKMII pekoMeHayeTcsi BHIIIOJHEHHE XOJITEPOBCKOTO MOHHUTOPHUPOBAHUS
CEpJICUHOTO PUTMA C 1IN0 olleHkH putMa, YCC, mpexoasuux HapyleHui puTMa U/ Uil TPOBOAUMOCTH

cepana, 3pdekTnBHOCTH U 0€30TIACHOCTH aHTHAPUTMHUECKOM Tepanu [75, 76].

EOK I1aC (YYP C, YL 5)
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KommenTapuu: Xormeposckoe monumopupoganue cepoeunozo pumma He noomeepicoaem u He
uckniouaem ouaernos J[KMII, oonako nozeonsiem ymouHume HAlUdue HAPYWIeHUl pumma cepoya u
nPOBOOUMOCMU, NPEXOOAWYIO UEMUI0 MUOKAPOA, OUHAMUKY npoyeccog penoaapuzayuu. CymoyHoe
monumopuposanue IKI' 6 ounamuxe moodicem 6vis6UMb HedlceramenvbHble AGNEHUs 8 X00e pPUumm-
ypedcaiowell. mepanuu U mepanuy cepoeuHbIMU 2AUKO3UOAMU, O0e8UAYUU TMEXHUYECKO20 COCMOSIHUSA
OKC, annapamos onst nposedenus cepoeunou pecunxponusupyiowei mepanuu (CPT).

Harpy3ounsie IKI' — TecTnl

. [MTanmentam ¢ JIKMII pekoMeHIyrOTCS TECTBl ¢ (PU3MUECKOW WU (papMaKOJIOTHYECKOM
Harpy3koil ans Bepudukauuu n3MeHeHuit Ha OKI' ¢ 1enpio UCKIIIOUEHUsl WIIEMHH MHOKapAa, cTpecc-
WHIyIIUPYEMBIX HAPYIICHUI pUTMa Cep/Ilia, ONpPEICIICHHsI TOJCPAHTHOCTH K (U3H4YecKoil Harpyske [75].

EOK llaC (YYP C, Y11 5)

MarautHo-pe3onancHass tomorpagus (MPT) cepaua

. MPT cepana ¢ KOHTpacTupoBaHMEM pekoMeHayerca mnamuentam ¢ JKMII npu
MEpPBOHAYAIBHOM  OOCIIEZIOBaHMM C TENbI0 OLEHKH MOPQOJIOTHYECKUX H  (YHKIHOHATIHHBIX
XapaKTEepUCTUK cep/lia u s Tu(PepeHIHaIbHON IMarHOCTUKU IPUYKMH KapauoMmuonatuu [2, 77, 78].

EOK IB (YYP B, Y11 2)

Kommentapuu: MPT cepoya — 8b1cOKOMOUHBIIL MemMOO OYeHKU pa3mMepos U 00bemMos Kamep
cepoya, Ccmpykmypvl u @QyHKyuil Kianaunozo annapama. Bosmooxcnocmu MPT cywecmeento
PACUUpAIOMcs ¢ UCNONb308AHUEM KOHmMpacmHblx npenapamos. MPT muokapoa ¢ koHmpacmuposauuem
no3zeonsem GulABUMb Oehekmyvl neppy3uU  UMEeMUYECKo20 Xapakmepd, 30Hbl MUKPOCOCYOUCHOU
00CMPYKYUU, yuacmxku Hekposza u/unu Guoposza, eocnanumenvhvle usmenerus muoxapoa (JDK, IDK,
npeocepouti), Cmenerb BbIPANCEHHOCMU QUOPO3HLIX USMEHEHUL U CONYMCMEYIoue20 No8PedcOeHUs
nepuxapoa, nomozaem 8 @epuurayuu OUACHO3A U VMOYHEHUU HPOSHO3d NAYUEHMO8 C
kapouomuonamusmu [79, 80].

IIpu nooospenuu na muokapoum ciedyem yyumvléams, 4mo cneyupuiHoCms mMemooa no30He20
koumpacmuozo  ycunenuss (LGE) 3snauumenvno e6o3pacmaem y 6onbHblX ¢ aKMUBHbIM 1O
aucmonoauyeckum Kpumepusm muoxapoumom (84%) u cuudcaemcs 6 omcymcemeuu HeKposa
Kapouomuoyumos. Jna OuacHOCmMuKku 60CHANUMENbHbIX 3d00/1e8aHULl MUOKAPOA OONOJHUMENLHO
ucnonvzyemes memoo panne2o konmpacmuoeo ycunenus (€arly gadolinium enhancement, EGE) u memoo
T2 636ewennvix uzoopaxcenuii (T2-weigted imaging, T2-WI), komopuwlii nosgonsiem 6visieums 30Hbl OmeKa
mkanu muoxapoa [59]. Beicokas uyecmeumenvrocms MPT cepoya 6 0cHO8HOM XapakmepHa s OCMPbIX
Gopm muoxapouma (85%), npu xponuueckux muoxapoumax ona cocmasisem auub 63% [81].

Ocpanuuenusmu 6 npumenenuu MPT aenaiomces nanuuue y nayuenma umniaumuposanuvix MPT-
Heco8MeCmUMbIX YCMPOUCME, MEMALIUYeCKUX KOHCMPYKYUL/IeMeHmMOo8 Ha cocy0ax 20108H020 M0324,

memajia 6 2Ad3HUYyax (a6comomeze npomueonoxawHuﬂ), a makore pﬂd OMHOCUMEJIbHbIX
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NPOMUBONOKA3aHULl  (K1aycmpogoodus, HeKomopvle Memaiiuyeckue UMHIAHMbL, —cUnepmepmus,
HEBO3MOJNCHOCb  COXPAHAMb HENOOBUNCHOCMb 60 68peMs ucciedosanus, maxuxapous u DII).
Humpaxoponapuvie cmenmsi, 001bWASL YACMb UCKYCCMBEHHBIX KIANAHO8 Cepoyd, HeKOmopbvle 8Uobl
UCKYCCMBEHHbIX gooumerieli pumma He npenamcmeyiom evinoanenuro MPT, oonako mocym cosoasamo
apmepakmei, 3ampyonsirowue ee unmepnpemayuio [ 79, 80].

. MPT cepaua ¢ koHTpacTupoBaHueM pekomenayercs nanuentam ¢ JJKMII B nnaamuke nos
MOHHUTOPHUHTA MIPOTPECCUpOBaHus 3a00s1eBanus [2].

EOK llaC (YYP C, YI11 5)

Koponaporpapus (KAI)

= KAT pexomenmoBana nanuentam ¢ JIKMII ¢ nensio uckmouenuss MbC npu BbIcOKO#
npearecroBoit Bepositnoctu UBC [2, 82].

EOK IA (YYP B, Y 2)

KommenTapuu: KAI svinonnsemcs npu evicokou eeposimuocmu UBC, u/unu nonoxcumenbhvix
pe3yibmamax cmpecc-mecma, d makice npu HAIUYUU HCeny00UKOBbIX HAPYULEHUU cepOeyH020 pumma
gvicokux epadayuti. Pesynomamuvlr KAI' npu nanpasienuu nayueHma 6 yeHmp KOMHEMeHYUU OOJIHCHbL
ObIMb npedcmasiiensvl 8 OYUPPOBAHHOM 8uUde Ol 00eCneyeHUsi 03MONCHOCTU CPABHUMENbHBIX OYEHOK
npu NOBMOPHOU OUASHOCTUKE.

KomnbrorepHo-tomorpapudeckas KAI'

. Brimonnenune kommbproTepHO-TOMOTpaduueckoid KAIT pekoMeHa0BaHO MamueHTaM C
npeanonaraeMod JKMII npu Hu3koM wiam npomexyrouyHoil BeposTtHoctH WMBC, HEBO3MOXXHOCTH
MPOBECHUS WM Majoil yOeIUTEeIbHOCTH Pe3yJbTaTOB HEMHBA3UBHBIX MeTO0B BhisBieHUs MBC [83,
84].

EOK llaB (YYPB, Y/l 1)

KommenTapuu: Komnviomepro-momoepaguueckas KAI' - ungpopmamuenviii Heunsasushwvlil
MemoO OYeHKU NpOXOOUMOCMU KOPOHAPHBIX apmepuil, obnadaem GblCOKOU OMpPUYamenbHou
NPOCHOCMUYECKOU 3HAYUMOCHbIO, YMO N0360Jsiem uckmodams ouacnos UBC y nayuenmos ¢ HU3Kum
u/unu npomedNcymourvim puckom 6onesnu [84].

PanuonykjiuaHasi IMATHOCTUKA

. OnnodoTOHHAsT IMHCCHOHHAS KOMIIbIOTEpHAas ToMorpadusi MHOKapAa MOXKET ObITh
pexomengoBana manueHtam ¢ JKMII ans uckimoueHuss NpUYMHHOW WM COMYTCTBYIOIIEH HIIEMUU
Muokapna [2, 85].

EOK IIbB (YYP B, Y/ 2)

Kommenrapmii: /[na oyenxu oicusnecnocobnocmu muoxkapoa ModHcem UCHONb308AMbCA
OOHOGOMOHHASL SIMUCCUOHHAS KOMNblomepHas momozpagus muokapoa ¢ T, Te unu nozumpounnas

aMUCCUOHHAs momozpaghusi ¢ payoezokcueniokoszon [18F][85].
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. [IpoBenenue mo3uTpoHHO-3MHUccHOHHOW Tomorpaduu (I19T) c¢ dayaezokcurmoko3on
[18F] pexomennyercss mnanmentam c¢ KMII npu mnogo3peHMu Ha CapKOHMIO3 Cepla C IEbo
audepeHInaNbHOM Auarnoctiku [2, 85-87].

EOK 11aC (YYP C, Y]] 5)

Kommenrapun: Hauborvuyio uyscmeumenvnocmo (83%) u  cneyuguunocme (78%) ons
sblsislenuss caproudosza cepoya umeem I1DT muokapoa ¢ ¢ayoezokcueniokoszou [18F], npusnannas 6
nacmoswee spems, Hapsaoy ¢ MPT cepoya ¢ konmpacmuposaunem, OCHOBHbIM HeUHBAZUBHBIM MEMOOOM
panretl ouacnocmuku dannou namonocuu [85, 87].

Pentrenorpagus / koMnboTepHasi TOMOrpadusi OpraHoB rPyTHON KIeTKHU

. [IpunensHas peHTreHorpadus OpraHoB IPYAHON KICTKH WIH KOMITBIOTepHAst TOMOTpadust
OpraHoB TpyAHON moJiocTh pekomenayercss nanueHtaM ¢ JIKMII mis BBISBICHHS COMYTCTBYIOIIMX
3a00JIeBaHMI JIETKHUX, HAPYIIICHHI JIeTOYHON reMoinHaMuku [2, 88].

EOK IC (YYP C, YA/ 5)

KommenTapuu: Penmeenozpaghusi opeanos epyonotl Kiemxu npu CKpUHUH208bIX 00C1e008AHUAX
MOdHCEM BbIABIAMb NPUSHAKU Kapouomezanuu (kapouomopaxanvhwiii unoexc >50%). Ipu nabmodenuu
nayuenmos ¢ JIKMII smom memo0 ymouHsem mun HAPYyuleHutl Ae204HOU 2eMOOUHAMUKU
(6eHo3Has/apmepuanvbHas J1e2oyHas 2unepmen3us), onpeoessem HAIUdue/omcymcmeue u 6eauduHy
8bINOMa 6 NIEBPAIbHLIX NOJNOCMAX, OMeKd JIecKUX, UCKIoYaenm/noomeepicoaem aibmepHamugHole
NPUYUHBL OObIUKU (ONYXONU JNe2KUX, UHMepPCmuyuaibHble 0OoNe3nu Jneckux u op.). Pesynomamor
DPEHMEEHONO2UYECKO20 UCCIe008AHUsL  OP2aHO8 2pYOHOLU  KIemKu mpedylom conocmasienus ¢
KauHuyeckou kapmunou, oanuvimu IxoKI u KT

. Ocnosnvimu  penmeenocpapuueckumu  npusrwakamu JJKMII cieoyem cuumamo: 1)
VeenuueHue pasmepos cepoya 3a cuem e20 J1egblx 0moelo8 Wil yauje - momaibHoe, CmeneHb KOmopo2o
gapvupyem om OMHOCUMENbHO HEOOILUWOU 00 PE3KO 8bIpadXdCeHHOol - no muny COr bovinum; 2) mens
cepoya npuobpemaem waposuonyio opmy, 3) npu 3HAUUMENbHOM YEEIUUEHUU T1eB020 NPedcepOUst €20
KOHuypayus Modicem npubIuicamvpCsi K «MUMpaivHoiy Kongueypayuu,; 4) npeobradanue 6eH03H020
3acmos 6 manom kpyee kposoobpawenus (MKK), bonee pedko - npusnaxu ne204nol apmepuaibHoll
eunepmenzuu [88].

Karerepuzauus mosocreii cepaua

. Karerepuzamuss mpaBeIX OTHENOB cepAla (Upe3BeHO3HAash KaTeTepusalus Cep/ra)
pexomMeHayeTcs y nanueHToB ¢ Tshkeno XCH B kaduecTBe ATama OIEHKH JUTsl TPaHCIUIAHTAIMK ceplia

W/WIA MEXaHUUYECKOW moiiepkku kpoBooOpamienus (MIIK) [52, 89].

EOK IC (YVP C, YU 5)
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. WuBa3zuBHas OlLIEHKAa BHYTPUCEPJICUYHON TeMOJMHAMUKHA MOMKET OBITh paccMOTpeHa Yy
reMOJMHAMUYECKHM HECTaOMIBHBIX TAIMEHTOB MpH HEOOXOAMMOCTH BBISBICHHS MEXaHH3Ma
nexkommencauuu CH [2, 89].

EOK IIbC (YYP C, Y 5)

Kommenrapuu: B pymunnoii npakmuxe kamemepuzayus noiocmeu cepoya He peKoMeHO08aHA.
1Iposooumcs npeumyuecmeento 6 ciyuasx, Ko2oa 3mom Memoo nO360UM USMEHUMb MAKMUKY 6e0eHUs.
(6b100p npenapamos, UHMEPBEHYUOHHBIX MEeMOO008 KOPPEKYUU 2eMOOUHAMUKU), A MAKice Ol OYeHKU
COCMOsIHUSL 1€204H020 COCYOUCMO20 CONPOMUBIEHUS. U NPUHAMUSL DeUuleHUs 0 Memooax KoppeKyuu
JIE2OUHOU 2unepmeH3ul, 0cobeHHo Yy nayuenmos c¢ mepmunarvhou cmaouei CH, asnsarowuxca
Kanoudamamu Ha mpancniaumayuto cepoya [52, 89].

YabTpa3ByKoBOe HCCJIeI0OBaHME JIETKUX (M IUIeBPAJIbHBIX MOJ0CTEH)

. TpancTopakambHOE YIBTPa3ByKOBOE UCCIIEIOBAHHE JIETKUX PEKOMEHIYETCS MMalleHTaM C
JKMIT mpu passutun octpor CH wnmm  pekomnencanmm XCH s BBISIBJICHUS NPU3HAKOB
HHTEPCTHIIHAIBHOTO oTeka [52, 89].

EOK l1aC (YYP C, Y]] 5)

. TpancTopakanpHOE YIBTPA3BYKOBOE HCCIIEIOBAHHUE JIETKUX W IUIEBPAIbHBIX MOJOCTEH
pekomenayercs narrentam ¢ JIKMIT auis BeIsIBICHHS/YTOYHEHNS HATMYKS U 00beMa ruapoTopakca [52,
89].

EOK l1aC (YYP C, Y11 5)

JprocnupomMeTpusi

DprocnupoMeTpust HUCHOJB3YeTCs JJs  OIpeAeieHHs] IMUKOBOTO MOTpeOJIeHUs KUCIOopoa
(muxVO2) [90].

. PexomenyeTcst paccMOTPETh BOZMOKHOCTh IPOBEACHUSI SPTOCIUPOMETPUH Y TTAITUECHTOB
¢ JIKMII mis orenky mporHo3a (mepe U mociae TPaHCIUIAHTAI[MK CEep/Ilia): BEPOSTHOCTH MOBTOPHBIX
TOCIUTANM3AIMI U CMEPTH, KpPAaTKOCPOYHOM W  JIOJTOCPOYHOW  BBDKHUBAEMOCTH,  OICHKHU
MEePUOTIEPALIMOHHBIX PUCKOB, 3(PdexTuBHOCTU Oo0sie3Hb Momubunupyromer tepanuu CH u s
ONITHMHU3AIMH JO3UPOBAHUS (PU3NIECKUX TPSHUPOBOK [91].

EOK IIbC (YYP C, Y 4)

KommenTapuu: IIpogeoenue apeocnupomempuu mpebyem HaIUYusl
8bICOKOKBATUPUYUPOBAHHO2O MEeOUYUHCKO20 NEePCOHANd, COOMEEMCmayue2o 000py008aHus, 4mo
npeumyuiecmeeHHo 0ocmynto 8 yenmpax komnemenyuu CH.

- Opeocnupomempuio 01a OyeHKU npocHo3a ciedyem npogooums Ha QOoHe MAKCUMANTbHO

CKOppeKmuposanHou 6onesnb moouguyupyrowei mepanuu CH.
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- Opeocnupomempust s615emcsi MOYHbIM MemMoOOM OupdepeHyuanrbHol OUaeHOCMUKY NPUYUH

00bIWKY, OYEHKU NepUONnepayuoHHbIX PUCKOS8, d MAaKdce ONnpeoeienus YpoHs OONYCMUMOU U
HeobX00UMOU Hazpy3Ku Npu NPosedeHuU GuauyecKol peadburumayuu.

- Opeocnupomempus ocmaemcs «3010MblM» CIMAHOAPMOM Ol ONpedeieHUss 00H0200UYHO20

NPOCHO3A 6blHCUBAEMOCMU, BbIABIIEHUA mepMuHClJZbHOL7 cmaouu XCH u OUYEHKU NOKA3AHUU K

MPAanchIaHmayuy cepoya.

HarpysquLIe HEHHCTPYMEHTAJbHBIC TECThI

= [Tatmentam ¢ JJKMII pexomeHayeTcss mpOBEAECHUE HArpy30YHBIX TECTOB JJISI OLIEHKH
(bYHKIIMOHATIBHOTO cTaTyca, SPPEKTUBHOCTH JICUCHHUS M OLICHKH MPOTHO3a [2, 46].

EOK llaC (YYP C, Y11 5)

Kommenrapuu: B pymunnoil KiuHu4eckol npakmuke pekoMeHOyemcs UCnoIb3068ams mecm 6-
MuHymuou xo060wi ([Ipunoscenue I'l).

B HacTosiiee BpeMs CyIIECTBYIOT OrpaHWYEHHbIC JaHHBIE O JUArHOCTUYECKOW ILEHHOCTH
METOJIOB MHCTPYMEHTAIbHOM AuarHocTuku npu JIKMII, onHako umerommecs moaxo/ibl MO3BOJSIOT B
3HAQYUTEJILHOW  CTEMEHW OICHUTh CTPYKTYpY U  QYHKIHUIO CEp.la, YTOYHUTH/UCKIIOYUTH
COITYTCTBYIOIIYIO MATOJIOTHIO, OMPEIEIUTh IPOTHO3, TMHAMUKY TeueHus 3a00seBaHus, 3PPEeKTUBHOCTD

KoMIutekcHoM Tepanuu ([Ipunosicenue b3).

2.5 Nuble nuarnocTuyeckue uccaenopanus npu JJKMII

2.5.1 'eHeTHYECKOE TECTHUPOBAHUE M CeMENHbIA CKPUHUHT

[Ipn mpoBeACHHMM KOMILIEKCHOTO TE€HETHYECKOTO TECTUPOBAHMS NPHUYMHHBIA TE€HETUYCCKUU
nedekt pazsutusa [JKMII ynaércs obnapyxuth y 30-70% manueHToB ¢ AeOIOTOM JUIATAIIMK TOJOCTEH
cepaua a0 60 met. Pe3ynbTaT MOXKET 3aBUCETh OT 00beMa MPOBEACHHOTO T'€HETHYECKOTO TECTUPOBAHUS
Y TIepEYHs TEHOB, BOBJICYCHHBIX B aHaN3. OTpUIIaTEIbHBIN pe3ybTaT TCHETHUYECKOTO TECTUPOBAHMS HE
M03BOJISIET MIOJTHOCTHIO UCKITIOUNTE tuarno3 JJKMII. Mertoabl MosteKynspHO-TeHETHYECKON TUAarHOCTHKU
HMEIOT OOJIBIIIOE 3HAYCHUE KakK JUIsi moATBepxacHus auarHoza JIKMII, ompeneneHus nporHosa
MallMeHTOB M TEepPCOHU(UKANMK NPOPUIAKTAKA BHE3AITHOM CEpACYHON CMEpTH, TaK U U
MOCJIEYIONIEr0 KAaCKaIHOTO CKPUHUHTA YWICHOB ceMbH mpobansa [92, 93].

. [Marmentam ¢ JAKMII, wumeromum Havanmo 3a0oneBaHusi B Bo3pacte g0 60 Jer,
pEKOMEHAYETCSI TPOBENECHNE T€HETUYECKOTO KOHCYIBTUPOBAHMS C TOJIPOOHBIM COOPOM CEMEWHOTO
aHamHe3a (KaKk MUHUMYM J0 3-TO MOKOJIEHUS ), BBISIBJICHHEM WH(OPMAIIUU O CIIydasx BHE3AMHOW CMEPTH
B CEMbE, CEPJICYHO-COCYAUCTOM MATOJIOTHUHU Y B3POCIBIX POJCTBEHHUKOB U POJICTBEHHUKOB B BO3PACTe JI0
18 ner, Briro4as WHGOPMAIMIO O HATWYUHM BPOXKIACHHBIX TOPOKOB CEp/Alla, C LEIbI0 OMpeNeiIeHUs
MOKa3aHW K TCHETHYECKOMY TECTUPOBAHUIO U BOBMOXKHOTO THUIIA HAClIe0BaHus natojoruu [92-94].

PKO l1a B (YYP C, VI 5)
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. [TanmenTtam, umeromuM kiauHudeckue mnposisieHus [IKMII B Bospacte no 60 ier,
PEKOMEHAYETCSI POBEICHIE KOMIUIEKCHOTO TeHETUYECKOTO aHAlIN3a METO/I0M CEKBEHHPOBAHHSI HOBOTO
MOKOJICHUSI C BKJIFOUEHHWEM B aHaIW3 HE MEHee 15 IeHOB C IEeNbI0 ONMpeeNieHUs BO3MOKHOTO THIIA
HacienoBanus narosioruu [95-100].

PKO llaB (YYP B, Y11 3)

KommenTapuu: B xode uccredoganusi 00diCHO ObimMb CKPUHUPOBAHO He MeHee 15 cenos c
obszamenvuoim exmouenuem LMNA, TTN, MYH7, RBM20, FLNC, SCN5A, BAG3, DSP, VCL, TNNT2,
TNNC1, TPM1, ACTC1, PLN, NEXN. I'enemuuecxoe mecmuposanue npu JIKMII 00191cHO 8bINOAHAMbCSA
8 CcepmuPUYUPOBAHHBIX OUACHOCMUYECKUX 1a00pamopusx, UMewux dSKCnepmuvie HABbIKU 8
UHmMepnpemayuu 2eHeMmuYeckUx 8apuanmos, Cea3aHHbIX ¢ pazsumuem kapouomuonamui [92, 99, 101-
104].

. [TpoBeeHre MOCMEPTHOTO TEHETHIECKOTO UCCIICA0OBAHNS 00Pa3I0B COXPAaHEHHBIX TKaHEH
nmu JIHK pexoMeHnmyeTcs y ymepmux ManueHToB ¢ nmaroMopdosiornuecku nmoarsepxkaeHnon JJKMII,
YTOOBI MIMETh BO3MOYKHOCTD BBITIOJIHUTH KACKaHBIN T€HETHUECKUI CKPUHHUHT poacTBeHHUKOB [92, 105].

PKO IlaC (YYP C, Y1 4)

. KackanHplil reHeTUYECKUN CKPUHUHT MOCIE MPEIBapUTEIbHOIO MEIUKO-TE€HETHYECKOTO
KOHCYJbTUPOBAHUS PEKOMEHIYETCsl B3POCIBbIM POJACTBEHHHKAM IMEPBOM CTEMEHU POACTBA MAI[MEHTOB,
MMEIOILIUX MMaTOTeHHBIN U BEPOATHO-TIATOT€HHBIN BapUaHT, aCCOLIMUPOBAHHBIN ¢ (EHOTUIIOM, JJaXKe MPU
OTCYTCTBUM y HHMX xapaktepHblX misd JKMII kiuHu4Yeckux mpOsABICHUN, C IEJIbI0 OLEHKH
HHIMBHYAIBHOTO Mporuosa [92].

PKO llaC (YYPC, Y 5)

KommenTapuu: [lpu nposedenuu KACKaOHO20 CKPpUHUHeAd WIEHO8 CceMbU Npobamoa
PEKOMEeHOYemcs. couemams e20 ¢ KIUHUYeCKUM 00C1e0osanuem cepoedHo-cocyOucmotl cucmembl
(anamHecmuueckue  OauHvle,  0OvekmusHvlll  ocmomp,  IKI[/cymounoe — monumopuposanue
onexkmpoxrapouozpapuueckux oannvix (OKI) u IxoKT) [102-104].

. Knunnyeckoe oOcnenoBanue, Biimouatomiee OKI, cyrouyHoe MOHHUTOpUpOBaHUE
anekTpokapauorpapuueckux maHubix (IKI'), OxoKI', u aucmaHncepHOoe AMHAMHYECKOE HAOIIOACHHE
pEKOMEHAYETCsl pOACTBEHHUKAM MEPBOM CTEMEHH POJICTBA, Y KOTOPHIX YCTAHOBIIEH TOT K€ MaTOr€HHBIN
Y BEPOSITHO-TIATOT€HHBIM BapuaHT, YTO U y MpobaHja, Jake MpH OTCYTCTBUHM Y HUX XapaKTEPHBIX IS
3TOTO 3a00JIeBaHMs KIMHUYECKHX MPOSBICHUH ¢ 1enbio BeisiaeHus JJKMIT [92, 106].

PKO llaC (YYPC, Y11 5)

KommenTapuu: Ilepuoouunocms OucnancepHozo HAbOMOOEHUS 2eHOMUN-NONONCUMENbHBIX
Genomun-ompuyamenvHbiX NAYUEHMOE ONpeoensemcs: G03PACMOM U HAIUYUEM MUHUMATbHBIX

KIUHU4YeCKUx I’lpO}Z@ﬂeHleZ. PekomeHOyemaﬂ yacmoma ()MCI’IGHC@pHOZO 0bcnedosans 63pOCIblX 68
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so3pacme 00 19 nem — ooun paz ¢ 1-3 200a, 6 sozpacme 20-50 rem — ooun paz 6 2-3 200a, 8 so3pacme
cmapwe 50 nem - ooun pas ¢ 5 1em [92].

= PocTBEHHUKOB IIEPBOM CTENEHU POACTBA, Y KOTOPBIX HE BBISBIICH TAKOU K€ IaTOT€HHBIN
U BEpOSITHO-NIATOI'CHHbIM BapUaHT, KaKk U y IpoOaHAa, PEKOMEHAYETCsS BBIBECTH U3 JajbHEMIIEro
JTMHAMHYECKOTO HAOIIOICHHUS B CBS3H C HU3KOUM BeposATHOCTHIO pa3BuTus JIKMII, HO ¢ pekomeHpanuei
00paTUTHCS 32 TIOBTOPHBIM 00OCIIEIOBAHUEM, €CITH Y HUX PA30BBIOTCS CHMIITOMBI MIIM TMOSIBSITCSI HOBBIC
peneBanTHbIe naHubie [92, 97, 102, 92, 107].

PKO I1aC (YYP C, Y1/ 5)

. PexomentyeTcst mpeuio)KuTh POJICTBEHHUKAM TEPBOM CTETIEHU POJICTBA Kaxkaple 2—5 jer
KJIMHHYECKOEe 00cieioBaHue ¢ perucrpanuei snekrpokaparnorpammsl (OKI) u OxoKT, ecnu y mpobanaa
¢ JIKMII ycraHOBIIEHBI TOJIBKO BapuaHThl HEONPEAEICHHON 3HAYMMOCTH WJIM T€HETUYECKUN CKPUHUHT
HE MPOBOMJIICS C 11eTbio BhisiBiienus JJKMIT [98].

PKO lla C (YYP C, Y] 5)

2.5.2 buoncust Muokapaa

Buornicus Muokap/ia - mporieypa OIeHKH CepIeTHON TKaH! JUTS TUArHOCTUKU KapAHOMHUOTIATHIA,
MHUOKapJIUTOB, JIEKAPCTBEHHOM TOKCUYHOCTH, JJISI MOHUTOPUPOBAHMS COCTOSIHMSI TpaHCIUIaHTaTa MpHU
oproTonuyeckoi TpaHcmiantaiuu cepana [108]. Bpau-kapauonor moimkeH mpuberath K OHOCHH
MHUOKap/ia He PYTUHHO, a TOJIbKO MOCJ€ OLEHKU KIMHUYECKOW KapTUHBI M MPU HAIUYUU BO3MOKHOTO
TarHo3a (He IpOBOJUTH OMOTICHIO MUOKAp/a «BO ThME); YTO OrPAaHUYHBAET MOP(OJIOTUUECKHUIA TIOUCK
BO3MOXHBIX 3200JI€BaHUI.

= buoncust Muokapa pekoMeHayeTcs nanuenTam ¢ nojo3penueM Ha JIKMII npu nanuanu
nexomreHcupoBanHoit CH ¢ ymepenHoit u Ttsokenmoit muchynkumein JDK, HeBOCIpHUMYHMBOM K
CTaHIAPTHOMY JICUCHHMIO, JUIS yTOYHEHHs auarHo3a [2, 108].

EOK llaC (YA 5, YYP C)

= VY mnanuentoB c¢ mpennonaraemoir JIKMII pexkomennoBana Ouorcus MHUOKapaa MpH
MOJO3PEHUH Ha BOCMATUTENbHYIO KapIUOMHOINATHIO WIH JAPYryl CHeUU(DUYECKYI0 3THOJIOTHIO
(uHuIbTpaTHBHBIC 3200JIeBaHUs, 0OJIE3HN HAKOIUICHHUS), KOTOPbIE HE MOTYT OBITh JAUArHOCTUPOBAHBI
JAPYTUMHU METOJIAMH C IeNIbI0 YTOUHeHUs auartnosa [2, 108, 109].

EOK llaC (Y[ 2, YYP B)

KommenTapuu: buoncus muokapoa ¢ uMMYHOSUCTOXUMUYECKOU OYEHKOU BO0CHAIUMENbHbIX
KIemoK U uoeHmugpukayuel SUPYCHbIX 2eHOMO8 - 30J0MOU CMAHOAPM 05 BblA6leHUs BOCHANEHUS
cepoya. Omo Modcem NOOMEepoOuUms OUACHO3 AYMOUMMYHHO20 3a001e8anus Yy NAYyueHmos ¢
HeobvsacHumou CH u nooospenuem Ha 2ueanmoxiemounbiti MUOKAPOUm, 303UHODUNbHBIN MUOKAPOUM,

eackyium u CdeOM@OS’. 3ﬂ€Kmp0HHCZ}1 MUKPOCKONnUA 00JIICHA NPUMEHAMbCA npu nodospeHuu Ha
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HaKONUMeNbHYI0 Ul MUMOXOHOPUANbHYIO Kapouomuonamuio. buoncuro muoxkapoa ciedyem npoooumus
8 0COOBIX cUMyayusx, Koeoa ee pe3yibmamvl MO2Ym NOGIUAMb HA JledeHue Nocie MmujamenbHol OYeHKu
COOMHOWEHUs. pUcKa u noav3sl [2].

Buoncus muokapoa 0ondxcHa 8bINOIHAMbBCA ONBIMHBLIMU KOMAHOAMU. B cneyuanuzupoeanHvlx
yenmpax — ocnodcHenust  ouoncuu  muoxapoa peoxu (1-2%). Onu  exmouaiom  cemamomsl,
ApmMepuUoBeHO3HbIL  C8UWY, BA308A2ANLHYIO PEaKyuro, NHEeBMOMOPAKC, apummuu, 010Kkady cepoyd,
unexyuio, nopasxicenue mpexcmeopuamo2o Kianana, dIM00auio, nephopayuio CmeHKu HceryoouKd ¢
2eMONepuUKapoOM U MamnoHaooll cepoya, Komopas yawje Haoaodaemcs npu obuoncuu muoxapoa us IDK,
u puck xomopoti oyenusaemcs ¢ 0,12-0,4% [86]. Buoncus muoxapoa uz JDK uawe ocnoxcusiemes
UHCYIbMOM unu cucmemnou amooaue [87].

Buinonnenue o6uoncuu muoxapoa mpedyem cneyuaibHou HpPOGHECcCUOHATLHOU NOO20MOBKU,
UCNONL308AHUS MOYHOU 00pAbOMKU 00paA3y08, MPAOUYUOHHO2O 2UCTONIOSUYECKO20 UCCIe008AHUS C
UCMOXUMUYECKUM, UMMYHOSUCMOXUMUYECKUM MemoOamu, MOJEKVIAPHbIX U YIbMPACmMPYKMYPHBIX
mecmos. Bpauy-namonozoanamomy 001dCHbl OblMb NPed0CmAasieHbl KIUHUYeCKas uHgopmayus u
NpeonoumumenbHo cemb, HO He MeHee NAMU (OpacMeHmos muokapoa pamepom 1-2  wm,
noo2omosneHuvix coenacho pexomernoayusm [110].

Ilpu omcymcmeuu mMexHUYecKou B03MONCHOCMU UCCIe008AHUSL 00paA3ybl ¢  COOIIOOEeHUEM

MeXHOI02UYECKUX MPebOoBaHUL PEKOMEHOOBAHO HANPABIamyb 8 yenmp komnemenyuu JJKMII.

2.6 OcodenHocTH oTaeabHBIX hopMm JTKMII

2.6.1 IlepunaprajbHass KAPIAUOMHONATHS

[Tepunapranpaas kapauomuonatuss (IIKMII) pa3BuBaeTcs B TeueHHE TOCISTHErO MecsIa
OepeMEeHHOCTH WJIM TEpBBIX 5 MecsleB mociie poaoB u mposiBiasercs CH BcienctBue pa3BUTHS
cucronmyeckoit quchynkunn JK (OB o6sruno <45%) [111, 112]. Auaraos ITKMII siBiiseTcst AnarHo3oM
ucKItoYeHus. B mocnennue roapl 3a6071€BaeMOCTh UMEET TEHACHIIMIO K YBEIMYEHHUIO, BO3MOXKHO, B CBSI3U
C YJTy4YIlIEHHEM JUArHOCTUKH 3TOH MaTOJIOTHH.

Omuonozusn u namozenes

Ortuonorust [TIKMII sBnsiercs MHOro(akTOpHOHM, MPUYMHA 3a4acTyl0 OCTAeTCsl HEU3BECTHOM.
dakTopaMu, acCOLUMMPOBAHHBIMU C TOBBIIIEHHEM pPHCKAa €€ pPa3BUTHUS, SBJSIOTCS BO3pacT Marepu
(moapoctkoBbiit wiau crapime 30 JeT), HerpouWaHas paca, TeHETHYecKas MPeapacioioKeHHOCTb,
MOBTOPHAsi, MHOIOIUIOJHAs  OEpeMEHHOCTb, AaHaMHE3  MPEIKIAMIICUU/PKIAMIICUH,  KypeHHE,
yrnoTpebeHne KOKauHa, HEJIO0CTaTOYHOE IUTaHWE, UINTENIbHOE JIEYeHUE CeNeKTHUBHBIMU Oera 2-
aJipeHOMUMETUKaMu. 3HauuTenbHas poib B pazsutuu [IKMII otBouTCs renernueckum ¢paktopam. o
20% cnygyaeB 3a00JieBaHUS pa3BUBACTCS Y HOCHTEIHHUI] MyTalluii B reHax, xapakTepHbix ais JIKMIIT
[112, 113]. Penkue BapuaHThI yceueHHs B BOCbMH I'eHax oOHapyxeHbl y 15% xenmmn ¢ [TIKMII, u nse

TPETH M3 HHX SIBJISAIOTCS Bapuantamu ycedeHus rena tutuHa (TTNtv): 10% nanuentok mpotus 1,4% B
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KOHTpOJIbHOU momyisiuuu [114]. JIpyrue BapuanTsl yceueHus uaeHTuuimpoBansl B renax DSP (1%),
FLNC (1%) u BAG 3 (0,2%) [115].

B maroreneze IIKMII oGcyxmaercsi poib CUCTEMHOTO aHTHOTCHHOTO ArcOanaHca, BOCHIAICHUS
(oT™MeJaeTcs MOBHIIICHHBIH YpOBeHb C-peakTUBHOTO Oelika, raMMa-uHTep(hepoHa, pacCTBOPHUMOTO Oelika
Fas/APO-1, mpoBocnanutenbHbix HUTOKUHOB DPHOq, MJI-6), HEKOHTPOIMPYEMOTO OKCHIATHBHOTO
CTpecca, BBI3bIBAIOIIETO aKTHBAIMIO KaTencuHa J{, KOTOphIi pacllieruisieT NpoJIakTUH ¢ 00pa3oBaHUEM
¢dparmenta 16 x/la (061amaeT MPOBOBOCTIATUTEIHHBIM, AIIONTHYECKIM U aHTHAHTHOTEHHBIM () PeKTamH,
YTO MPUBOJUT K MOBPEKIECHUIO SHAOTENNS U JUCPYHKIIMU MUOKap/a), ayTOUMMYHHBIX HapyiieHuit (y
MHOTHUX MAIlUEHTOK BBISBIISIOTCS BBICOKHME TUTPHI AyTOAHTUTEN K MUOKapAHAIbHBIM Oenkam). Omucan
BKJIaJ] B NIAaTOJOTMYECKUI UMMYHHBIH OTBET ()eHOMEHa Xumepusma (IPOHMKHOBEHHE KJIETOK IUIO/a B
OpraHM3M MaTepH Yepe3 TUIAlCHTapHbI Oapbep), BUpycHO# nHpekuuu [114-117].

Knunuuecxasa kapmuna

[TKMII nposiBasiercss CH ¢ cucronuueckoit auchynkuueit JOK. Takne kIMHUYECKUE CUMIITOMBI
CH, xak oppllka, cepaieOueHue, OTeKH CTOM MOTYT HAOMIOJAThCA M MPH HOPMAIBHOM TEUEHUU
OepeMEHHOCTH, YTO MOJKET MPUBOAWUTH K mo3aHeil auarHoctuke. [TKMII moxer manugectupoBarthb
octpoit CH, ®II, xenya0uKkoBbIMH HAPYIICHUSIMU PUTMA, B TOM YHUCIIe (paTaJbHBIMU, W/ UM OCTAaHOBKOM
cepana. Y maruentok ¢ ®B JDK <35% moBsimieH pruck pazsutus Tpom6o3a JIK [53, 118-120].

JHuaenocmuka

Heob6xomuMo TpoBOIWTH THIATENBHBIM cOOp aHaMHe3a, (U3MKaaIbHOE U J1abopaTopHO-
MHCTPpYMEHTAJIbHOE 00Cel0BaHKE JJIsl HCKIIIOUEHUs IpYrux 3abosieBanuid, conpoBoxaatouiuxcs CH u
camxkenneM @B JDK. Bcem mammentkam ¢ mopo3penuemM Ha IIKMII 1momkHBI OBITH BBIMOJTHEHBI
peructpanus IKI', 9xoKI" u Bce nccnenoBanus, Bxoasauue B cranaapTsl A1 nauueHToB ¢ XCHHDB u
XCHyun®B, Bxitouas B otnenbHbIX ciiydasx MPT, kopoHaporpaduro, 4pe3BEHO3HYIO KaTETEPH3AILIUIO
cepana u Owoncuro muokapaa [119, 120]. IMTaumentkam c¢ momo3penneM Ha I[IKMII mokasaHo
TeHETUYECKOE TECTHPOBAHUE U KOHCYJIbTHPOBAHUE [UIsI UCKIIOYEHHUS T'€HETUUYECKH-OO0YCIOBICHHBIX
cnygaes JIKMIT [111].

Juacnoz IIKMII ocnosvigaemcs Ha cledyroumux Kpumepusix:

e paseutue CH B TeueHue mocienHero mMecsia OEpeMEHHOCTH WM B TEUEHUE S5 MecsIeB Mocie
pOJIOB,

e orcyrcTBuE Apyroi npuunHsl CH,

e Hamuuue cuctonnueckoi aucdynkimn JIK (kak npasuno, @B JIK <45%).

KaroueBbie pexoMmenaanuu no guaraoctuke ITKMII

. [Tpu nmoo3pennn va [TIKMII y sxeHIITUH B T€UEHHE MOCTIEIHETO Mecsia 0epeMEeHHOCTH WITH
MIEPBBIX 5 MECSIIEB MOCIE POJOB PEKOMEHIYeTCsl He3aMeATUTENbHAS TUArHOCTHKA JIJIs IPEI0TBPAILICHUS

OTCPOYCHHOTO JICUSHHSI U CBSI3aHHBIX C 3TUM BO3MOXKHBIX OCIOXHeHu# [2, 53, 59, 119, 120].
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EOK IC (YYP C, YIAA 5)

= C nenpro auarHoctuku [IKMII pekoMenayeTcss yTOUHUTh aHAMHE3, MOATBEPKAAIOIINN
Havano CH B mocnemauit Mecsiiy 6epeMEeHHOCTH WM TIEPBBIE MECSIIBI TIOCTIE POJIOB, YCTAHOBUTH HATTMYUE
machyakmn JOK n uckimrounts apyrue npuunssl cHmkernns @B JIK y skeHmuH ¢ momo3peHueM Ha
ITKMIT [2, 118, 119].

EOK IC (YYP C, YA 4)

KommenTtapuu: IIKMII credyem nodospesamuv y 8cex HCeHUJUH, COCMOAHUE KOMOPBLIX NOCHE
PO008 MeOeHHO 8038PAULAECTCIL K UCXOOHOMY (00 bepeMeHHOCmU).

= BceMm manmenTtkam ¢ npennonaraeMeiM auarozomM [IKMIT pekoMmenayercs nccienoBanue
ypoBHst BNP mwiu NT-proBNP B kpoBu ¢ niesnsto quarsoctuku CH 1 koHTposist 53ppexTuBHOCTH JIeUeHUS
[2, 46, 53].

EOK IC (YYP C, Y/ 5)

. Bcem mammentkam ¢ [IKMII  pekomenmyercs — peructpanus —12-KaHAIBHOM
anextpokapauorpamMmel (OKI) ¢ onenkoit purma, HCC, Bcex HHTEPBAIOB M aMILTUTY L 3ieMeHToB DK
C IIEJIbI0 TMArHOCTUKY HAPYIIEHUH pUTMa U IIPOBOAMMOCTH U OlleHKH rmokazanuit k CPT [2, 118, 119].

EOK IC (YYP C, Y/ 5)

L] [Tarmentkam ¢ [TKMII pekomenayercst BoinoiaHeHue OXoKI' mig oneHku Hanuyust u
crenenn nucynkmuu JOK, nqunaranum JOK u npyrux mosocred cepiia, HATHYUsT BHYTPUCEPACUHOTO
Tpombo3a [2, 53, 59, 118-120].

EOK IC (YYP C, YIAS)

KommenTapuu: OxoKI™ npu [IKMII nossonsiem evisisums u oyeHums cmenenv ouc@ynkyuu JDK,
ounamayuro JDK u Opyeux nonocmeu cepoya, MUmpaibHylo U MPUKYCHUOAILHYIO pe2ypeumayuro,
JIe20UHYIO 2unepmeH3uro. Hnoeoa onpeoensemcs BHYMPUCEPOECUHDLU mpomoos3,
He3HaYumenbHulll/yMepeHnblli  nepuxkapouanvHuitl  evinom. IxoKI[' oOomicna noemopsamvcs neped
8bINUCKOU 0O0NIbHOU, uepe3 © Hedenb, uepez 6 mecsayes nocie BbINUCKU U eHCe200HO Ol OYEHKU
osppexmusrnocmu neuenusn [118, 119].

. [Nanmentkam ¢ mpeanosiaraembiM AuarHo3oMm [IKMII moxker OBITH PEKOMEHIOBAHO
MIPOBEJICHUE JOMOJHUTENbHBIX MeToa0B uccienoBanus (MPT, KAIL, upe3BeHO3HOI KaTreTepu3aluu
NpaBbIX OTJEIOB Cepala, OHONICHH MHOKapja) A TMOATBEPKICHHUS IMarHo3a B OMNpEACTeHHBIX
KJIMHUYECKUX cuTyarmsx [2, 53, 121].

EOK IIb C (YYP C, Y1 5)

Kommenrapun: /[na ouaenocmuxu [IKMII nposeoenue MPT cepoya obviuno ne mpedyemcs 6
C8A3U C OMCYymcmeuem NAmocHOMOHUYHBIX NPUSHAKOS, HENO0OMEEPIHCOCHHOU NPOSHOCMUYECKOU
YEHHOCMbIO U HediCelamenbHbIM UCNOIb308aHueM 2adooympona** 6o epemsn 6epemennocmu. MPT

cep@ua C KOHmpacmupoeanuem MOMNCHO 6blNOJIHUMmMb nocie poc)opaspemeHuﬂ bes BDEMEHHO20
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npekpaweHusi 2pyoHo2o eckapmausanus. Oounaxo eozmodcnocmu MPT ona oyenku cocmosanus mrkauu
MUOKApOA 8 pamkax OuggepeHyuanvrol OUaeHOCMUKU MUOKAPOUMA UU UULEMUYECKO20 NOBPEHCOeHUS
cepoya asnAomcs 6ocmpebosanHvimu. buoncus muoxkapoa ne pexomenoosana npu IIKMII 6 ceasu c
omcymcemeuem OaHHBIX O NOJb3e pPe3yabmamos OUONCUU 8 Nepuood bepemeHHocmu OJisi OdlbHeliulel
MAKMUKU JleYeHuss, OOHAKO OHA MOJCem paccmMampusamocs y nayueHmox ¢ msdxceron CH ona
uckatoyeHuss muokapouma. IlIposedenue upe3geHO3HOU Kamemepusayuu npaguix omoenos cepoya
Moxcem 6bimb NoAe3HO OJisl NAYUEHMOK 8 KPUMUYECKOM COCMOSHUU, KOMOPbIM mpebyemcs 6o/iee NoiHas
UNU NOCMOSHHASL OYEHKA UX 2eMOOUHAMUYECKO20 COCOSIHUSAL, 8 MOM YUcie Ol OYEeHKU 803MONCHOCIU

UCNONL308AHUSL  CUCEMbL  JCETYOOUKOBOU  BCNOMO2AMENbHOU — UMNIAHMUPYEMOU™ ™™

unu
mpancnaanmayuu cepoya [118].

[Iporno3s mnpu IIKMII omnpenensercs STHUYECKON NPUHAUIEKHOCTHIO, Teorpapuueckum
PEruOHOM, CBOCBPEMEHHOCTHIO JUArHOCTUKH U jieueHus. YBemuuenue @B JIK 1o >50% B ocHOBHOM
MPOUCXOJUT B TEUYCHHWE TEPBBIX 6 MecAleB IMociie TOCTaHOBKM JauarfHo3a. K mpemukropam
BBI3JIOPOBIIEHUS OTHOCSTCS OoJiee BbicoKas ucxoanast @B, rpynHoe BckapminuBanue, pazsutue [IKMII B
MOCJIEPOJIOBOM TI€PUOJIC, OTCYTCTBHE TIOBBIIICHUS YPOBHS TPOTOHWHA, OOJiee HHU3KHA YpPOBEHB
HaTPpUHYpPETUYECKOTO TenTuaa, oTtcyrcTBue Tpombo3a JDK. C  HeOmarompusTHBIM TPOTHO30M
accormuupytorcs @B JIK <30% u KJIP JIXK >6,0 cMm, BoBiedenune B marosioruyeckuii mpomecc DK,
Kapmunomeranus, coxpanstomasics 6onee 4—6 MecsleB Mocjae MOCTAaHOBKH JIMAarHO3a, YKa3bIBaeT Ha

wioxoit mporuo3 ¢ 50% neranpHOCTBIO yepe3 6 set [121, 122]. IlpuunHOii cMEpTH OOBIYHO SIBIISICTCS

BCC wn nporpeccupyromias CH [53].

2.6.2 KapanomMuonaTus, CBA3aHHAS ¢ BO3AeCTBHEM BHEITHUX (haKTOPOB

2.6.2.1 KapauoMmuonatusi, CBA3aHHAA C AeHCTBHEM KAPAUOTOKCHUYHBIX BeIIECTB

AJIKOroJibHas KapaAuoOMHOIIATHUA

Onuodemuonozus

JlnmuTtenpHOe yroTpeOiieHHe U30BITOYHBIX 103 AJKOTOJIS SIBJISICTCS OJHOW M3 HauOOJee YacThIX
npuunH passutus JJKMII [113, 123-134]. PacnpocrpanenHocTs ankoroubnoi KMIT cpeau maueHTos ¢
JIKMII Bapwupyet ot 23 10 47% [55, 126]. Knununueckuii auaruos amkoronbHoir KMIT Moxer ObITh
YCTaHOBJIEH MPH HAIWYMM AUJIATALUH JIEBOIO WM 000UX KETyA0UYKOB C HapyIIEHHEM CHCTOJIMYECKOM
¢byHkMu Ha (GOHE UIUTEIBHOTO YIOTPEeOJIeHMsI allKOToJs B 3HAYMTENBHBIX KOJMYECTBAX W MPH
OTCYTCTBHH IPYrUX U3BECTHBIX mpuuuH [53, 124, 125].

AnkoronsHas KMII damie Bcero Bo3HUKaeT y MyXuuH B Bo3pacte oT 30 1o 55 ner, KOTopble
3noynoTtpebsm ankorojem 6osee 10 ier. Oxono 14% cioydaeB ankoronasHoit KMII pasBuBaercs y aun
KEHCKOTO I0JIa, IPU 3TOM Y JKEHIIMH OHAa Pa3BHBAETCS MPH MEHBLIEM KOJHWYECTBE YINOTPEOIsSIEeMOTro

aJIkoroJIst, 4YeM y MmyxuuH [53, 126, 127].
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Ilamoczenes

AJIKOTONIb W €ro MeTaloJHUThI, B TMEPBYIO OYEpeab aleTaIbICTHA, OKa3bIBAIOT IPSMOE
TOKCHYECKOE JACUCTBUE HAa KapJUOMHUOLIUTHI, IIOBPEXKAAIOT TSDKEJbIE e alb(ha-MUO3MHA U CHUKAIOT
COKPAaTHMOCTb MHUOKap/1a, BbI3bIBAIOT HAPYLICHUE TPOHULIAEMOCTH MEMOpaH sl HOHOB, CTUMYJIUPYIOT
CHMITATUYECKYI0 HEPBHYIO CHCTEMY, MPHUBOJSA K JKUPOBOW IUCTPOPHU KAPAMOMHOIIUTOB, YCHUIICHHUIO
aronTo3a KapMOMHOILIMTOB C Pa3BUTUEM TSDKEJION BOCHAIMTEILHON peakiui Muokapaa u ¢hpuodposy [125,
128]. OnmnpenpenenHoe 3HaYeHWe B pa3BUTUH  ajnkorojpHOM KMII  wmMeer reHernueckas
npeapacnoioxenHocts [113, 125]. Bapuantsl yceuenust rena TTN (TUTHHA) TMPENCTABISIIOT COOOM
pacripoCTpaHEHHYIO TEHETHUYECKYIO MTPEPACIIOI0NKEHHOCTD K ankoroiabHoi KMIT [2].

Knunuuecxasa kapmuna

Knununueckue nposinenust ankoroiabHoi KMII HecnenumuyHbl M aHAJIOTMYHBI TaKOBBIM IpHU
JKMII. Knuandeckass ciMOToMaTHKa npeacTasieHa npossiaeHusMu CH v pa3nuyHbIMU HapylIeHUsMHU
putma (Hambonee wacto - ®IT) [125, 129-132]. TlopakeHue APYrUX OPraHOB M CHUCTEM (TI€YCHb,
LEHTpajbHas U Mepudepruyeckas HEpBHAsI CUCTEMa, CKEJIETHbIE MBI, MODKETyJoYHas kKene3a U
JKEITYI0UHO-KHUIIICYHBIA TPAKT) CBSI3aHO C CUCTEMHBIM JieiicTBHeM dTaHoa [125, 133-135].

JHuaenocmuka

Hepenko Ha panHuX craausx, A0 nosieiaeHus: cumntomoB CH, mopaxeHue cepiia BbISBISETCS
cllydailHO, Tpu O0OCIEeNOBaHHWU IO TOBOAY JPYruMX 3a00JeBaHUM, MPH STOM MOTYT BBISBISATHCS
Kapauanruu, paznudasie u3meHeHus: Ha OKI (akctpacucronus, @I, usmenenus cermenra ST u 3ydia
T) [135]. [TareHThI 9acTO OTPHUIAIOT 3J0YIMIOTPEOICHHE alKoroieM. B CBsI3u ¢ 3THM Ba)kHO 0OpaIarh
BHMMAaHHE Ha JIpyTHe KIMHUYECKUE TPOSIBICHUS, YACTO CBSI3aHHBIE C M30BITOYHBIM YHOTpPEOJICHUEM
QJIKOTOJI: OCOOEHHOCTH TOBeIeHUS (BO3MOXXHA HEMOTHUBHUPOBAHHAs AarpecCUBHOCTh, CBS3aHHAS C
abcTuHeHIuel), caeibl MepeHEeCeHHBIX TPaBM, pa3HOOOpa3Hble BereTaTUBHBIE paccTpoicTBa (BKIIOYAs
KapAMaNTHI0, TOTIUBOCTb), CTUTMbl XPOHUYECKOM alIKOTOJIbHOW HWHTOKCHKAIMK (yBEJIUYCHUE
OKOJIOYIIIHBIX JK€Nie3, THUMepeMus BOPOTHUKOBOM 30HBI, MajbMapHas dSpUTEMa, KOHTPAKTypa
JlronmouTpeHa, TUHEKOMAcTHs, MpH3HAKU TNepudepruueckol HelpomaTuu C YyBCTBUTEIBHBIMU U
JIBUTATEIbHBIMU PACCTPOMCTBAMHM), HEKOTOPBIC M3MEHEHHS JTaDOPATOPHBIX MMOKasaresield (MakpoIuTo3,
MIOBBILIIEHUE B KPOBU COAEPIKAHUS Y-TITyTaMHJITPAHCIIENITUIa3bl, CHIDKeHUE Koddduumenta ne Putuca),
a TakkKe OCOOEHHOCTH aHamHe3a (dMM307bl TPaH3UTOPHOro mnoBbIIeHHs AJl, 0O0ycloBIEeHHBIE
QJIKOTOJIBHBIMU  DKCIIECCAMM, 3IU30/bl OCTPOTO MaHKpeaTHTa C OOJsIMU B KHMBOTE W IPHU3HAKAMU
HapyleHUsl YTJIeBOJHOro oOMeHa C THMEprivMKeMHeld W HapylUIeHHsSMU BCAaChIBaHUS B KHUIIEYHHKE
(ckIOHHOCTD K auapee, noxymnanue)) [113, 128]. TIpu IxoKI" y yacTu 00JbHBIX B Hayaie 3a00JIeBaHMUs
MOJKET HaOIr01aThCsl TEHIEHIMS K TUnepTpoduu MrUokapaa. B ocranisHoM oOcneoBaHNe MAalMEHTOB C
ankoronbHo KMII He umeer crenuuueckux OTIMYMA OT PEKOMEHIOBAHHOTO OOCIIEIOBAaHUS MpPU

JIKMIL
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2.6.2.2 KapanomuonaTusi, CBA3aHHAS ¢ MPOTHUBOONYX0JEBOM Tepanuen

Pazutne JKMII u CH crnenyer oxujgaTb Npu Ha3HAYEHMM [IPENapaTroB M3 TIPYIIIbI
AQHTPALMKINHOB M POJICTBEHHBIX COCAMHECHUH (IOKCOPYOHLIMH**, anupyOHIMH**, n1ayHOpyOULIUH**) 1
unaruouropoB HER2 (pernenropa 2 smuaepmanbHOro (akropa pocrta dyenoBeka) (TpacTy3ymadn*™,
nepry3ymad**). Pexke MoOXeT HaOMIOAAaThCA TPU  HMCIOJB30BAHHH HMHIHOUTOPOB IPOTEACOMBI,
AIKWINPYIOLIUX CPEICTB, aHTUMETA00JIUTOB, IPOTUBOOITYXOJIEBBIX IPENAPaTOB U UMMYHOMOIYJISITOPOB
[136]. MexaHu3Mbl KapAMOTOKCHYECKOTO BO3JCHUCTBHS MPOTHBOOIYXOJICBBIX IMPENapaToB Pa3iIdyuHbI.
KiroueBpIM MeauaTopoM KapIMOTOKCHMYHOCTH, BBI3BAaHHOM IpenaparaMu TpyHIbl aHTPALUUKIMHOB U
POJICTBEHHBIX COCTMHECHUH, SBJISIETCSI HHTMOMPOBaHKUE TOMOM30Mepasbl 2D, 4To NpUBOIKUT K pa3pbiBaM B
obeux mnenoukax JIHK u rubemu xapamomuonutoB [32, 137]. Takum o0pa3om, aHTpPAIMKINHBI U
POJICTBEHHBIE COEIMHEHMSI BBI3bIBAIOT HEOOPATUMOE NMOPAKEHNE MUOKAP/Ia, B OTIMYNUHU OT NOTEHIIUAIBHO
0o0paTHMBIX HEXeNaTeIbHBbIX pPEeaKlMid, pa3BUBAIOIIMXCS B OTBET Ha NPUMEHEHHUE TpacTy3ymaba™™.
Tpacty3yma6** (antu-HER2-Tepanus) - MOHOKITOHAIBHBIC AaHTUTEIIA, HHTHOUPYIOIIHAE THPO3UHKHHA3ZHI
penentopa smuaepmansHoro (akropa pocra (EGFR), kak Ha MOBEpXHOCTH OIyXOJHM, TaK W Ha
KapauoMuonurax. TpacTy3ymab™* He 061agaeT HUTOTOKCUYECKUM 3(PPEeKTOM, HE TPUBOJUT K THOETU
KapIMOMHUOITUTOB, BBI3bIBAsI OOPATUMYIO AUCHYHKIIHIO.

[IporHo3 namueHTa BO MHOTOM OTIpEAENSEeTCs] TEM, HACKOJIBKO CBOEBPEMEHHO IMarHOCTUPOBaHa
KMII u nackonpko ObIcTpo HauaTo yieueHne CH.

KapanorokcnyHocTs, BBI3BaHHAs TPYIION TMpenaparoB aHTPALUKIWHBI WU  POJICTBEHHbBIE
COEIMHEHUS, MOXKET IPOSIBIISATHCS KaK paHHUMHU, TaK U MO3HUMU ocioxHeHussMu. KMIT u kinnnveckue
nposiBiienuss CH MoryT pa3BuBaThCsl uepe3 HECKOJIbKO MECSIIEB WM JIET MOCie MpEeKpalleHus Tepanuu
nokcopyourmaom** [136, 138-140]. Cornacuo onpenenenunto EBpomneiickoro O6mectBa Kapanomoros
KapJIMOTOKCUYHOCThIO Ha3zbiBatoT cHwkeHne ®B JDK mo manHpiM sxokapauorpaduu Ha >10% 10
abcosrotHoro 3HaueHus <50% Ha poHe mpoTHBOOMYX0seBo# Tepanuu [141].

. PexomentyeTcst npoBOIUTH CKPUHUHT (akTopoB prcka CC3 y OHKOJIOTHYECKUX OOJIBbHBIX,
a TaK)Ke KOPPEKLHUIO BbIsBIICHHBIX (pakTopoB pucka CC3 ¢ nenbio cHmkeHus pucka passutust KMIT [136,
138, 139].

PKO IA (YYP C, Y1 5)

Kommenrapun: Axmusnas xoppexyus ¢pakmopoé pucka CC3 0o nauana npomueoonyxonieso2o
JledeHUst NO360JAeN MAKCUMAIbHO De30NACHO 0Ccyuecmsisimes npomusoonyxoesyio mepanuio [137]. K
Gaxmopam, nogvriuarowum puck pazeumus KMII na ¢pone npomusoonyxonegou mepanuu, OmHOCAMCA:
NPOOOIHCUMENILHOCb TledeHUst OOKCOPYOUYUHOM™ ™, diceHCKuUll noJl, 2eHemudeckue )akmopul, 803pacm
nayuenma >65 nem unu <18 nem, Kypeuue, noueunas HeOOCMAMOYHOCMb, COYEMAHHOE NPUMEHEHUE

npenapamos u3 epynnvl AHMPAYUKIUHbL U POOCMEEHHbIe COCOUHEHUS C ANKUTUPYIOWUMU CPEOCMBamU,
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JIy4Yesoll mepanuet, UCXOOHOe NOGblLULeHUe CEPOeYHbIX OUOMAPKepos, ucxoonoe 3naverue @B JDK <50%,
anexmpoaumusie Hapyutenus [136, 138-140].

. CoBmecTHOE BeleHHE MaIMEeHTa BPavyOM-KapIUOJIOroM, BPauyOM-OHKOJIOTOM, BPayoM-
reMaToJIOTOM, BpPadOM-PaJHOJIOTOM PEKOMEHAYETCsS ISl OHKOJIOTUYECKHX TMAlMeHTOB C LEINbI0
CHIDKEHHSI PUCKa Pa3BUTHS CEpACYHO-COCYIAMCTHIX OCIIOKHEHHH M OOCYKICHHUs OanaHca PHCK/TIONb3a
KapJIMOTOKCHYECKOTO MPOTUBOPaKoBOro Jieuenus [136, 138-141].

EOK IC (YYP C, YA 5)

= OxoKI' pexomenayercs B KauecTBe MeToja nepBod suHuUM ais oueHku OB JIK y
MAIMEHTOB, MOJYYAIOIUX POTHBOOOITYX0JIEBYIO Tepanuto [136, 141].

EOK IC (YYP C, VI 5)

. Ox0KI" pexoMeHIyeTcs ManueHTaM ¢ BBICOKMM PUCKOM KapJIMOTOKCHYHOCTH JI0 Havyaja u
Ha (poHE POTUBOOOIIYXOJICBOM TeparuH ¢ 1enbio BeisiBiaeHuss KMIT [136, 141].

EOK IC (YYP C, Y1 5)

Kommenrapuu: V nayuenmos ¢ GvlcokumM puckom KapOUOMOKCUYHOCIU HA  oHe
npomugooonyxonesoti mepanuu IxoKI' pexomendyemcs kaxicovie 08a yukia u uepes 3 mecsiya nocie
3a6epulenusl 1eueHus, a y Nayuenmos, noay4arouux aHmpayukiuHbl U pOOCMBEHHbLE COCOUHEHUSL, Yepes
3 u 12 mecayes nocne 3a6epuienus ie4eHus.

" N3mepenune npogonbHoro cucroiandeckoro ckatus JIK (global longitudinal strain, GLS)
PEKOMEHIyeTCs y TAIMEHTOB, MOJYYaIOUINX MPOTHBOOOIYXOJIEBYIO TEPAIUIO, C IENbIO BBISBICHHS
panHeii (beccumntoMHuoit) auchynkiuu JOK [136, 138-141].

EOK IC (YYP C, Y1 5)

. MPT cepziia peKOMEHIyeTCs TalieHTaM, MOJTyIaroIuM TPOTHBOOOITYXO0JIEBYIO TEPAITHUIO,
UL OLEHKH MOpP(OJIOTHYeCKUX W (QYHKIMOHAIBHBIX XapaKTEpUCTHK cepana, ecimu OxoKID
nenHdopmarusHa [136, 141].

EOK llaC (YYP C, Y11 5)

. VY nanueHToB C OHKOJIOTUYECKUMU 3a00JICBaHUSIMHU PEKOMEH TyeTCS UCCIICI0BAaHUE YPOBHS
TponionrHOB |, T B kpoBu 1 BNP nnu NT-proBNP B kpoBH /17151 BBISIBJICHHS KapIMOTOKCUYHOCTH Ha (hoHE
POTHUBOOTYX0JIeBO# Tepamuu [136, 138, 141].

EOK IC (YYP C, YA 5)

Kommenmapuu: YV nayuenmos ¢ 8blCOKUM PUCKOM KAPOUOMOKCUYHOCTIU UCCIe008AHUE VPOBHSL
mpononunog |, T 6 kposu u BNP unu NT-proBNP B kpoBuU credyem nposooums nepeo Kaxicovim yukiom
80 8peMA XUMUOMEPANUY AHMPAYUKTUHAMU U POOCMEEHHBIMU cOeOuHeHusmu u yepe3 3 u 12 mecayes
nocie 3asepuieHuss mepanuu, y NAYUeHmo8 C HUZKUM DPUCKOM - Kadxcoble 08d YUKIA 60 6peMs

Xxumuomepanuu AaLHmpayuKiuHamu MpO()CI’I’lGeHHblMM COCOUHEeHUAMU U uepes 3 mecAaya nocie 3a6epuernust

JIeYEHUAL.
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. Y  nanuMeHTOB € BBICOKMM  pPUCKOM  KapIUOTOKCUYHOCTH,  IOJYYaroLIuxX
MIPOTHBOOOIYXOJIEBYIO TEPAIUIO, peKoMeHayeTcst s nepBuyHoi npodunaktukn KMII HazHauenue
HAII®/APA u BB [136, 141-145].

EOK I1aC (YYP B, Y11 2)

. [Ipu BBIsABIEHMH KapIMOTOKCUYHOCTH Y MALMEHTOB, NOJIYYAIOMKUX IIPOTUBOOITYXOJIEBbIE
Ipenaparsl, peKOMEHAYETCS OLICHUTh COOTHOILIECHUE II0JIb3bI IIPOJOJDKEHUS XUMHUOTEPAIIMM W PUCKA
pa3BHUTHs HEOOpaTHMOTo NOBpexIeHus cepaua [136, 138-141].

EOK IC (YYPC, YA 5)

Kommenrapun: Coomnowenue pucka u nonv3vl NPoOOAICEeHUS KAPOUOMOKCUUHOU mepanuu

OO0JIHCHO 0O6CYHCOAMBCS 8 MYTbMUOUCYUNTUHAPHOU KomaHOe u ¢ nayuenmom [138, 141].

2.6.3 JInjaaTannMoHHAS CTAAMSA 3200JeBAHUNA ¢ HCXOIHO TrHIIepTPOGHUYecKUM

MOP GO VHKIINOHAJLHBLIM (DeHOTHIIOM Cepama

JAKMII wmoxeTr pa3BuTbcsi Tpu HaclencrBeHHoW matojiorun U CC3, CONpOBOXKIAIOIIUXCS
runieptpodueit  JOK. Omnwmcanpl ciaydam Takod  TpaHChOpMAIMd TPH  TUNEPTPOPUIECKOI
kapauomuonaruu (IKMII) (nunatanmonnas dasza ['KMII-6oe3nn capkomepa), HEKOTOPBIX 0OJIE3HSX
HAKOTUICHWSI W TIpU JEKOMIIeHcalmu TuneprpodupoBanHoro cepana npu Al [146]. Tlo manHBIM
BU3YAIM3UPYIOMIMX MeTo0B TomuHa cteHoK JDK nu MOKII B Takux cimydasgx MOKET COOTBETCTBOBATH
pedepeHcHbIM  3HaueHHsIM. M3MeHenne Mopho(dYHKIMOHATBEHOTO (PEHOTHIIa, KaK TPaBHIIO,
npeamecTsyer nporpeccupoBanuio cumntoMoB XCH, pazsututo @11 u BCC.

3ano103puTh pazButHe qunaranuonHon ctaauu ' KMII-deHnoTuma Ha 3Tane yMEHbIIIEHUS TOJIIUHBI
CTeHOK, yBenuueHus pasmepa mosioctd JDK, camwkenus @B JDK u ycyryOneHus auacToJIMUECKOn
muchyHKIMH MokeT momoub orenka OTC JIDK.

[Ipn «ximaccuyeckom» AUIATAIIMOHHOM MOP(POPYHKIHMOHAIBHOM (EHOTHUIIE BBISBISIOT TOHKHE
crenku JOK mpu yBenuuenHoit nonoctu JOK u camxennn @B. [pu atom, kak npasuino, OTC JIXK <0,3.

OTC JIX >0,35 B GompinHCTBE ciiydaeB cBuaeTenbeTByeT o ¢eHorure JJKMII ¢ oTHOCHTENBHO
toscteiMu cTeHKamMu JDK, KoTopblit MOXkeT BKITI04aTh Aunatanuonnyo ¢asy 'KMII-6one3nu capkomepa
u nunatannoHHyto ¢a3y penoxonuit ['KMII (atakcus @puapeiixa, 6one3ns @abpu u ap.). ITOT BapuaHT
TeHEeTUYECKHU IETEPMUHUPOBAH, SIBISIETCS KOHEUHBIM 3TanoM pemoaenupoBanus JOK u pazsuBaercs y 15-
20% maiueHToB ¢ BhIIIE IEPEYUCIIEHHOM matonoruei, y 5-10% 13 KOTOpBIX Mpoiiecc MPOrpeccupyeT 10
TSDKEJION CHUCTOJIO-IrHacToMMueckoi qucdynkimu u Beipaxxennon CH [147].

Bemnuuna OTC JIXK B npenenax 0,30 — 0,35 npezncrasisier coboil «cepyro 30HY», KOTAa 3THOJIOTHS
KMII Moxet ObITh pa3mu4HOM, HO Yalle 3TO MUCXOJ B auiaranuto rnpu runeprpoduu JOK Benencteue
JUIUTENHHO CYILIECTBYIOIIEH W HEKOHTposmpyeMoil Al B coueTaHUHM C OXUpPEHHEM c¢/0e3 caxapHOTO

muabera 2 tTuna. PakTopaMu, aCCOLMUPYIOIUMUCS C pa3BUTHEM AujaTtanuoHHoro ¢genoruna npu ['JDK,
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cBsizaHHOU ¢ Al', sBisroTCs GoOJiee cTapiIuii BO3pacT, AIUTEIBHOCTh M CTENeHb KOHTpois Al, Goiee
BbIcOKue udps1 A/l

YTOo4YHEeHHE NPUYMHBI HOpaXKEeHHsI MHOKapaa y 6osbHoro0, nMetoriero ¢pernotun JKMII npu mHamimuum
OTHOCHUTENILHO TOJCTBIX cTeHOK JDK, MokeT momoub B BbIOOpE MpPaBUIBLHOM CTpaTeruu jeueHus (ass
CBOECBPEMEHHOTO HAa3HAYCHUS CHenu(UYEeCKON Tepamud W TpU OLEHKE NPOTHBOTIOKA3aHUN JUIS
TPaHCIUTAHTALIMK CEP/ILIA).

C uenbro npoBeaeHus quddepeHInaIbLHOro auarnosa «kiaccuiaeckoin» JJKMII ¢ qumatanuoHHOR
¢azoit 'KMIl/penoxkonuit ['KMII HeoOXonumMo yuuThIBaTH THUIl HacjieloBaHUS (ayTOCOMHO-
JOMMHAHTHBIN/ayTOCOMHO-PELIECCUBHBIN), cCeMEeNHbIN/HeceMeNHbI XapakTep 3a00JjieBaHusl, TUHAMUKY
(Ha TPOTSHKEHUHU HECKOJIBKUX JIET, JCCATHIETHH) MokazaTener Mop@oyHKIMOHATBHOTO (GEeHOTUIA
(pasmep mosoctu JIK, Tommuny crenox JIK, @B JDK, OTC JIXK).

Anroputm nuddepenuunansHoil nuarHoctuku (enoruna JKMII B 3aBucumoctu ot OTC JIK

npeacTaBieH B [Ipunoocenuu b4.

3. Jleuenne, BKJIOUYAS MEIMKAMEHTO3HYIO M HEMEIHMKAMEHTO3HYIO Tepanuu,

AMEeToTePaANNI0, 00€300JIMBAHNE, MEIMIIMHCKNE NMMOKA3AHNS U IPOTHBONOKA3AHUS K

IIPHUMECHCHHUIO METOAO0B JICUCHHUA

Jleuenne marnuentoB ¢ JIKMII crpoutcs Ha mnpurHnunax Ttepanuu O00gbHBIX XCHH®B n
XCHyu®B [46, 148, 149].
OnTumanbHOE BO3/CICTBHUE, HANPABICHHOE HA YIY4LIEHHE IMPOTHO3a XKU3HU U MPO(UIaAKTUKY

FOCIUTAIN3ALMI, BKIIFOYAET:
*mpoBeieHue coBpeMeHHo BMT, ocHOBaHHO Ha J0Ka3aTeIbCTBAX;

*ONTUMAIBbHYIO MPOQHUIAKTUKY >KU3HEyrpokaromux HapymeHuii putMa u BCC, Brirodas
UMIUIAHTAIMI0  KapauoBeprepa-aedudpmwuisitopa (KBJ)  ummiantupyemoro*** ¢ yderom
TeHeTUYECKOTO TNpoduisi ManueHTa, aljaluio apuTMOTEHHBIX cyocTpatoB, mnposeaeHue CPT,

CBOCBPEMECHHYIO YCTAHOBKY IIOCTOSIHHOTO 3JICKTPOKAPIHMOCTUMYJIATOpa UMILTaHTUpyemoro*** (OKC);
* TOCTHKEHUe 1eNeBbIX mokazateneil remoaquHamuku (UCC, AJl, HopMOBOIEMUYECKUH CTAaTyC);
* IpopHITaKTHKY TpOMO03IMOoIIueckux ocnoxuenuit (TI0);

" IOCTHXKCHHEC M YACPXKAHHUEC LEIICBBIX MoKa3areliell OMOXMMUYECKOTO H FOPMOHAJIBHOT'O CTAaTyca
(ypOBHfI B KpPOBH KaJiusd, HATpHUd, KaJIbLUA, aJ'IB6YMI/IHa, TUPCOTPOITHOI'O TOPMOHAQ, TIIUMKHPOBAHHOIO

reMoryioOnuHa, eppuTHHA, U MHAEKCA HACBIIICHHS TpaHC(EeppHHA JKeIe30M);
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. BBISIBJIECHME U KOPPEKLUMUIO BHEKapAWAJIbHOW MATOJOIMM, KOTOpas CIIOCOOCTBYET
nporpeccupoBanuio auchynkuuun JDK (Tupeomansie IUCOYHKIMHM, aHEMHS W JKEIe30JeHIUT,

Jenpeccus u ap.);

" HepI/IOI[I/I‘-IeCKI/Iﬁ CKPUHUHI IJId BBIABJICHUA HPOrpeCCHPOBAHUA aTCPOCKICPOTHUYCCKUX
CC3, caxapnoro muabera y JIUI] ¢ HaJM4MeM OuYeBUAHBIX (pakTopoB pucka CC3 ¢ mocnenyromend ux

Koppexuneﬁ B COOTBETCTBHMU C KIMHUYCCKMMHU PCKOMCHIAIIMIMU,

. NpOoPUIAKTUKY MHPEKIMOHHBIX 3a00J1€BaHUM (BaKIIMHALIMY COTJIACHO PEKOMEHJAIUAM),

CaHallMIO 0YaroB XpOHUYECKON MHPEKIUY;
. BMT y namnuenToB ¢ mpu3Hakamu TepMuHaibHOU ctaann XCH;

" HAIpaBJICHUEC Ha TpPaHCIUIAHTAOWIO CepJala, HUMIINIAHTAlIUIO CHCTCMbI )KCJI}QIO‘IKOBOﬁ

Hhkkk

BCIIOMOTaTEIIFHOM HUMIINTAHTUPYEMOU M NTAJJIMATUBHBIC MEPHI IO MMOKA3aHUsIM,

. Tepaui  MYJIbTUIUCIUIIMHAPDHOW KOMAaHJIOW C TNPHUBJICYEHHEM CHEHHAINCTOB
COOTBETCTBYIOIIETO0 mNpoduias TpH HAIMYAA 3HAYUMOM  KOMOPOWUIHOCTH  (OHKOMATOJIOTHS,

peBmarosoruueckue 3aboneBanus, BUY u np.) nmm 6epeMeHHOCTH.

3.1 MeaMKaMeHTO3HOe JIeYeHHEe XPOHNYECKOH CepaevYyHol HeAOCTATOYHOCTH

Taktuka nekapctBeHHOM Tepanuu XCH y nanumenToB ¢ JIKMII He oTnuyaercss OT TaKTHKH
nederus manueHToB ¢ XCHH®B n XCHyn®B, 00ycioBieHHON IpyruMy 3THOJIOTHYECKUMHU (haKTOPaMHU.
B cBs3u ¢ 3THM npencTaBisgeTcs 000CHOBAHHBIM HCMOJIb30BaHUE MOCIEIHEr0 BapuaHTa KIMHUYECKUX
pexomenganuii mo CH [46, 52, 148].

JlanHble UIsI peKOMEHJAIMi 1Mo JiedeHuto OeccumnToMHOM mucynkmuu JIDK ckymHbl, 4TO
npenacraniser npobiemy npu renermdyeckux KMIIL, mpu KOTOppIX 3HauMTedbHAs 4YacTh MOJOIBIX
MaUMEeHTOB 0€3 WJIHM TOJIBKO ¢ JierkuMu cumnToMamu CH, 1 3a60s1eBaHye 4acToO BBISBIISIETCS C TOMOIIIBIO
KAacKaJHOTO CKpuHUHTAa. [I0CKOJIbKY JOKa3aHO, YTO OCHOBHbIE ITpenaparsl 1id JeueHuss XCH Biustor Ha
pemonenupoBanue JOK y manuentoB ¢ cumnromuoi auchynkiueit JOK, tepanus CH nepBoii nuHuu
MOXXET paccMaTpuBaThcsl y mManueHToB ¢ paHHuMu ¢opmamu JIKMII nmns  npemoTBpaieHus
nporpeccupoBanust  aunatarmu  u auchyskuuum  JDK  (mampumep,  unHrubutoper  AIID
(MATI®)/anTaronuctel  penentopoB  anruotrensuna Il (APA), Gera-aapeno6mokaropsl  (BB),
AQHTArOHUCTHI AJIbIOCTEPOHA).

* Bcem mnamuentam c¢ cumntomHoii XCH u Huskoét ¢pakuumeir BoiOpoca JIK (<40%)
pekomennaytorcs HAII® / Bancapran+cakyoutpuia**, BB, aHTaroHmcTol ajaba0CTEpPOHA,

WHTHOMTOPHI HATPUI3ABHCHMOTO NMepeHocYnKa rioko3sl 2 Tuna (MHI'JIT2) (nanaraundgao3un™*,
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IMOArIugJIo3uH**) B cocTaBe KOMOMHHMPOBAHHOW YETHIPEXKOMIIOHCHTHOM Tepanuu Uil CHUKCHHS
pucka rocnimtanu3anuu u3z-3a XCH u cmeptu [46, 52, 148, 150-152].

EOK ner (YYP C, Y 5)

KommenTapuu: Oonum u3 6ajxCHulx apeymMeHmos 6 Noib3y peKOMeHOayulli no pamHeMmy Hadauny
npuema 4-KOMNOHEHMHOU KOMOUHUPOBAHHOU 0A3060l mMepanuu U OmMKA3d Om CMAHOAPMHO20
CmMyneHyamo2o nooxooa K HazHayenuto 6azoeou mepanuu 0ns aedenusi XCHn®B cman anmanus
npeumywecms 4-komnonenmuou mepanuu, sxuouarowet bb, eancapaman+caxyoumpun™*, uHIJIT2 u
AnbOOCMEPOHA AHMALOHUCT NO CPABHEHUIO CO CMAHOAPMHOU 2-komnonenmuou mepanueil MAIID unu
APA u Bbb [153]. Kax nokazanu pezynemamol ananusa, 4-KoMROHEHMHASL MEPANUS NO CPAGHEHUIO C 2-
KOMNOHEeHMHOU mepanueli N0380Jis1em Y8eIudums npoooaXcumerbHocmy dxcusnu nayuenmos ¢ XCHn®@B
6 sospacme 80 nem 6 cpeonem na 1,4 200a, a nayuenmos 8 so3pacme 55 nem - na 6,3 2ooa. B opyeom
amanuze onpeoensnu CyMMapHwli 3¢gexkm npumeneHus 4-KOMNOHEHMHOU mepanuu, KIYAsUlel
sancapaman~+caxyoumpun™* u uHIJIT2, 6 cpasuenuu ¢ mpouHou HetpocoOpMOHATLHOU OI0KAOOU KAK Y
CMAOUNbHLIX, MaK U OexomneHcuposaunHvlx nayuenmog ¢ XCH npumenumenvHo K pesyibmamam
poccutickux uccreoosanuii [154]. Ilo odanmnvim smoco amanuza noxazamenv cmepmuocmu Ha 100
yenoseko-rem crudicancs ¢ 36,8 oo 19,9% (ommuocumenvroe chusicenue pucka na 46%) na ¢gone 4-
KOMNOHeHmHoU mepanuu. Takum obpazom, uzmeHeHue makmuky HA4aibHOU mepanuu y nayueHmos ¢
XCHu®B 3axniouaemcsi 8 pexomenoayuu Kak MOJICHO Oonee paHHe20 HA3HAYEHUS JIeKaApPCHBEHHbIX
npenapamos 6cex uemvlpex Kiacco8, ¢ Nociedyiouum NOCMeneHHbM no0bopoM 003 00 YenesblX Ulu
MAKCUMATLHO NEPEHOCUMBIX C YHemOoM UHOUBUOVAIbHBIX Xapakmepucmuk nayuenmos [52].

. Bancapran+cakyouTpuia** pekomenayercs Bcem manueHtam ¢ JIKMII u cumnromHoi
XCHH®B 1ipu OTCYTCTBMU NMPOTUBOINOKA3aHUM JJIA CHM)KEHHUS pUCKa rocnuranuzanud uz-3a XCH u
cepaeuHO-cocyaucToit cmeptu [46, 52, 148, 155, 156].

EOK IB (YYP B, Y]] 2)

KommenTapuu: B PKU PARADIGM-HF uwacmoma eocnumanuzayuii u cmepmnocmos Ovliu

* no cpasmeHuro ¢ SHANANPULIOM™ ™

SHAUUMENbHO HUdICe Npu NPUMeHeHUU 8aicapman+caxkyoumpuia™
[156]. Cpeonee spems doacumus nayuenmos c XCHu®B so3pacmano na 2,1 200a npu nepesooe ¢ HAIID
Ha gaicapman~+caxkyoumpun™** npu oOHO8peMenHOM CIMAMUCMUYecKU 3HAYUMOM VIVUUEHUU Kauecmea
orcuznu nayuenmos [157].

. Wunnuanus  tepanuu  BajcapraHoM+cakyourpmiaom™*  Bmecto  MAIID/APA
pexkomenayetcs y nanueHToB ¢ XCHu®B, rocnutanu3upoBaHHbix no npuuuHe aekomnencanun XCH,
nocJie cTabUIu3aluy MapaMeTpoB reMOIMHAMUKH JUTSI TajbHEHIIero CHIKEHHS PUCKa TOCTUTATN3aui

u3-3a XCH u cepaeuno-cocymucroit cmeptu [46, 148].

EOK I1aB (YYP C, Y] 5)
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Kommenrapuu: Kpumepuamu cmabuiuzayuu napamempos 2eMOOUHAMUKU NO  OAHHbIM
uccneoosanuss PIONEER-HF (Angiotensin—Neprilysin Inhibition in Acute Decompensated Heart Failure)
aensiiomes; CAJ =100 mm pm. cm. 8 npeduiecmayiowjue 6 uacos, omcymcmeue CUMNIMOMHOU SUNOMOHUU,
omcymcmeue ygeauueHus 003bl BHYMPUBCHHBIX KNEMIe8blX» OUYPemuKos 3a npeoutecmayiouue 6 uacos;
omcymcmeue 6HYmMpUBEeHH020 86e0eHUsl NEPUPDEPUUECKUX 8A300UNAMAMOPO8 OJisl 1eYeHUs: 3a001e8aHUl
cepoya 3a npedwecmsyrowue 6 uacos, omcymcmeue SHYMpPUBEHHO20 668€0eHUs KAPOUOMOHUYECKUX
cpeocms, Kpome CepOeuHbiX 2auKo3udos, 3a npeouecmsyiowue 24 wuaca. Jannwvie Kpumepuu
bezonacHocmu  peKOMeHO08aHO CoON0amb NpU  HA3HAYeHUU eaicapmana~+caxyoumpura™* y
20CNUMANU3UPOBAHHBIX 60abHBIX ¢ Oekomnencayueti XCH [158].

. Bascapran-+cakyourpua™* pexomenayercs nauuenram ¢ JJKMII u XCHyn®B c nenbio
CHIDKEHHS prcKa rocruTanu3aiun n3-3a XCH u cepaeuno-cocymucroit cmeptu [46, 148, 159, 160].

EOK IllaB (YYP B, Y 2)

Kommenrtapuu: 7lo pezyromamam uccaedosanus PARAGON-HF, ¢ komopoe Ovinu exntouenvl
nayuenmol ¢ XCH u @B >45%, sancapman+caxyoumpun™* no cpasnenuro ¢ 8aicapmanHom, CHUNCATL
8EPOSIMHOCMb CEePOEYHO-COCYOUCMOU cMepmu U obujee Konuvecmeo cocnumanusayuii no nogody XCH
na 22% y auy ¢ meouanot @B JDK nuosice unu pasnou 57% [159, 160].

. HManaraudiaosun™* |/ smmaraudaosun™* pekomenaytorcs mnanuentam ¢ JKMIT u
XCHyun®B c nenpio CHIXKCHHS pricka rocnuraiu3anuu u3-3a XCH u cmeptr [46, 148, 161, 162, 163].

EOK IA (YYPB, Y] 2)

Kommenrapuu: Pezyromamol ucciedosanus EMPEROR-Preserved noxaszanu s¢hpexmusnocmo
IMNAIUPAOZUHA™™ 68 CHUINCEHUU PUCKA CePOEUHO-COCYOUCMOU CMEPMU U 20CNUMATUZAYUU NO NOBOOY
XCH y nayuenmos ¢ @B JDK >40% (OP 0,79; 95% /{1 0,69-0,90; P <0,001). B uccreoosanue oviiu
eKItOYeHbl nayuenmol ¢ aiooot smuonocuett CH u nezasucumo om nanuuus C/[ 2 muna, umo noszsosnsiem
pekomenoosamv npumenenue npenapama npu JJKMII ¢ ciyuae, ecau @B JDK svuue 40% [161, 162]. B
uccneoosanuu DELIVER 'y nayuenmos ¢ CH u @B JDK >40% oanaenugprosun™* nokasan
ahhexkmueHocmy 8 CHUMNICEHUU PUCKA YXYOULeHUs CepOeyHOll HedOCMamoyHOCmu (He3anianupo8aHHol
eocnumanuzayuu no nogody XCH, nubo cpounozo nocewjeruss no nogody XCH) u cepoeuno-cocyoucmoti
cmepmu (OP 0,82; 95% /1M 0,73-0,92; P <0,001) [163].

= IIpumenenne APA pexomenayercs namuentam ¢ JIKMIT u XCHu®B Ttonpko B cityuae
HETIePEHOCUMOCTH BasicapTaHa+cakyoutpuna** / MAII®D wim Bascaprana+tcakyOuTpuina** st CHIKCHUSE
pucka rocrimtaiu3anuu u3-3a XCH u cmeptu [46, 52, 148].

EOK IB (YYP C, Y 5)

Kommenrtapuu: /[na nayuenmos ¢ XCHu®@B 6vibop npenapama uz xnacca APA oepanuuen

mpemsi 1eKapCmeEeHHbIMU CPeOCmeamu (8aiCapmaH, KAHOecapmad, 103apman™>), npu npumeneHuu
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komopwix 6 PKU nokazano ynyuwienue npoecHosa dcuznu maxux nayuenmos (madauya 1 Ipunoscenus
A3) [164-166].

= [Ipumenenue uBadpaguHa™* pexomenayerca nauueHtam c¢ JIKMII u cumnromHoi
XCHu®B IlI-IV ®K npu cunycoBom putme u YCC >70 B 1 MuH., HaxoAdluMmcs Ha Tepanuu
PEKOMEHIOBaHHBIMU (v MaKCHUMAaJIbHO NIEPEHOCUMBIMHU) J03aMHU bb,
N ATI®/Bancapranatcakyoutpuna**/APA, AQHTaroHUCTaMH aJbJIOCTEPOHA u
nanarauo3uHoM™**/amnarnuao3suHOM™**) I CHHIKCHHS PHCKAa TOCIUTAIW3AMi M CMEPTH [0
npuunHe XCH [46, 52, 167] (EOK I1aB (YYP B, Y]] 2)), a Takxke OOJbHBIM, KOTOPbIE HECTIOCOOHBI
MEPEHOCHUTH M UMEIOT TIPOTUBOIIOKa3aHusl K HazHayeHuto bb [46, 52] (EOK I1aC (YYP C, Y 5)).
= JImyperuku pexkoMenayrorcs mauueHtam ¢ JKMII u XCH c npusHakamu 3aaepiKKu

KHUJIKOCTH TS YIy4IIEHHs CAMIITOMOB, a TaKXKe JIJIsl CHIDKEHHs pucka rocnuranu3aimu m3-3a XCH [46,
52, 168]. (EOK I1aB (YYP A, Y1 1)).

. Haznauenune auroxkcmua** moxxer O0bITh pekoMmenzoBaHo namueHtam ¢ XCH 11-1V ®OK,
@B JI)XK <40%, cuHYyCOBBIM PHTMOM TIpH coxXpaHsromuxcs cumnromax CH, HecMoTpst Ha Tepammio
NATI®/Bancapranom+cakyoutpumom™**/APA, bb, AQHTaroHUCTAMH aJbJI0CTEPOHA,
nanaran@o3uHOM™* */AMarmugIo3sHHOM™*, 711 CHUKEHUs pucka rocnutanm3anui u3-3a XCH u mo
060 mpuunne [46, 52, 169, 170].

EOK IIbB (YYP B, Y1/ 2)
KommenTapuu: Onmumanvroti 0030t oueokcuna™** ons neuenus nayuenmos ¢ XCH u CK® >30
ma/mun/1,73 M? cuumaemca 0o3za, cozdarouasn konyenmpayuro npenapama 0,8-1,1 ne/mn 6 kposu,
oovruno ona cocmasasem 0,125-0,25 me/cymru. Ilpu onumenvrom npumenenuu HeoOXo0uM KOHMpPOIb
KoHyenmpayuu oueokcura** ¢ kposu [169], a npu omcymemeuu makoii 603moxcnocmu — nepuooudeckas
OYEeHKa OaHHBIX CYyMOouH020 MoHumopuposanus IKI 0ns eviasnenus npoepeccupyoujeo HapyuieHus AB-
npPoBOOUMOCHU UTU NOTUMOPGHOU, NOIUMONHOU HCENYOOUKOBOU IKCMPACUCTNONUU U UHBIX HPUSHAKOS
nepeoo3uposKu Oucokcuna**,

[Ipemapatsl, pekomenaoBanueie ans nedenus XCH u ux no3el mpencraBieHbl B mabnuye 1

Ilpunoosicenusn A3.

3.2 Jledyenue HApYHIEHUHA puTMAa cepaua v nammeHTos ¢ JJKMII

JAKMII xapakrepusyercs MEpBUYHBIM MOBPEKIECHUEM CEPACUHON MBIIIIBI U BBICOKUM PUCKOM
paszButus HPC, ocob6enno KA u BCC, uto cBsizaHo ¢ ¢pubpo3oM MHOKapAa M PeMOAECTUPOBAHUEM

HMOHHBIX KaHaJIOB, BJIIMAIOIIHNX Ha BHGKTpO(I)I/ISI/IOJ'IOFI/ILIeCKI/IC CBOMCTBA KapJAUOMHUOIIUTOB [171]

3.2.1 JleyeHue skeJYI0YKOBBIX apUTMUii 1 npoduiaakruka BCC
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B unccnenoBanusix nokaszano, yto npsimoi npuunHo BCC y nanuentoB ¢ XCHH®B sBustorcs
pemoenupoBanue u GUOPO3 KEITyT0UYKOB, MIPUBOAIINE K OCTPOH IMEKTPUUSCKON U MEXaHHYECKOU
HEI0CTaTOYHOCTH. B cBs13u ¢ 3TM ocHOBo# npodunaktiuka BCC npu JIKMII saBnstoTcst 1eKkapcTBEHHBIE
mpernapaTsl, 00JIaJar0IIHe AHTHPEMOISTUPYIOIIUM B aHTHPHOpo3HBIM 3P dekTamu, a Takke CPT. B PKU
IIPOJIEMOHCTPUPOBAHO, YTO PErPECC PEMOJEIIMPOBAHUA cepala Ha ¢poHe npuMeHeHust bb, antaronucros
aJIBJIOCTePOHA, BanicapraHatcakyourpmwia**, uHI'JIT2, a takke CPT cHmkaeT puCK BO3HUKHOBCHHS
ycroitunBoit KT u conpoBoskaaeTcs 3HaYMTEIbHBIM CHIDKeHUEeM pucka BCC [172-178].

C npyro#t CTOpOHBI, HEIaBHUE HCCIECIOBAHMS TMOKa3biBalOT, 4Tto (penotun [AKMII wurpaer
onpeneneHuyo poib B pucke BCC. Ilammentsi, kotopsie nMeroT reHerudeckue dopmbl JIKMIT ¢
BapuanTamu PLN, DSP, LMNA, FLNC, TMEM43 u RBM20, umeroT cymiecTBeHHO 00Jjiee BBICOKYIO
4acTOTY cepbe3HbIX apuTMuueckux coobiTuil 1 BCC HezaBucumo ot @B JIXK, yem manueHTs! ¢ ApyrumMu
npuunHamu JIKMII. T'enbl, cBs3aHHBIE ¢ 00JI€€ BHICOKUM PUCKOM apUTMHM, MPECTaBICHB B OCHOBHOM
reHaMH, KoaupyromuMu saepayio 06oouky (LMNA, EMD, TMEMA43), necMocoMalbHbBIMH T€HAMH
(DSP, DSG2, DSC2, PKP2) 1 HEeKOTOphIMU I'eHaMH UTOCKeneTa [2].

Ycuenrne apuTMUYECKOr0 PUCKa — cephe3Hble TOOOUHBIE APPEKTHI HEKOTOPBIX MTPEMapaToB s
nedeHus 3abosieBanuii cepamna. B psge PKU nokazano, 4To CTpYKTYpHBIE H3MEHEHUS CEP/Ila C HATHYHEM
AIIEKTPUYECKON HECTAOMIBHOCTH SIBIISIFOTCSI OCHOBHBIM (DAaKTOPOM pHCKa Pa3BUTHS MPOAPUTMHUECKUX
3¢ GEeKTOB TaKKUX MPEMapaToB I JcucHus 3a00JeBaHM cep/ia, Kak cotanor™* u ap. [179, 180].

. [Tammentam ¢ JIKMII pekomenmyetrcss Koppekiusi (HakTOpoB, MPOBOIUPYIOMIUX HIIH
yxynmaromux TeueHue JKA (Koppekuus HapyLIeHUH SJIEKTPOJUTOB U AUCHYHKIUU IIUTOBUIHOMN
’KeJe3bl, OTMEHA JIEKapCTB, MpoBoLUpyromux JKA), ¢ 1enbio ieueHus U npoduIaKTuKu aputMuii [46,
148].

EOK IIaC (YYP C, Y1 5)

= [laumentam ¢ JJKMII pekomennyercs HazHauenue bb ¢ nenpro gedenus cumntoMHon KO
[1].

KommenTapuii: 55 Heobxooumo paccmampusams 8 Kauyecmee OCHOB8bI AHMUAPUMMUYECKOU

mepanuu /KA y nayuenmoe c JIKMIT u XCH.
EOK IA (YYP C, YU 5)

. [Marmentam ¢ JIKMIT u XCH MoeT ObITh peKOMEHJOBAaHO Ha3HAYEHHE aMUOJapoHa™*

JUISL JICUCHUST 9acThiX cuMOTOMHBIX JKD mimu Heycroiunssix KT [2, 148, 181].

EOK IIbB (YYP C, YA/ 5)

. Amuomapor™** He pekoMeHAyeTcs i JICYEHUS acUMNTOMHBIX HeycTonumBbIX KT y
narueHToB ¢ XCH mo cooOpaxkenusim 6ezonacHoctu (nexomnencanus XCH, mpoaputMoreHHbIi d3PPeKT
i cMepTh) [46, 182].

EOK Il A(YYPC, YA/ 5)
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KommenTapuu: Credyem yuumwviéame, 4mo npumeHeHue amuooapoHa™> mooxcem yxyouiamo
npoeno3 y nayuenmos ¢ XCHu®B 1-1V @K. B uccredosanusx noxazano, umo Amuodapon** cnusicaem
yacmomy peyuougos KT, no modxxcem yxyouams cepoeyrHo-cocyoucmule ucxoowt y nayuenmos ¢ XCH. V'
nayuenmos ¢ npucmynamu ycmouuusou KT u onoxaoou JIHIII', y komopwix Oviia nposedena 3amena
o06biunoco KB/[*** na KB/[-T*** (kapouosepmep-0epubpuiisimop umnianmupyemviii mpexKamepHulil

(busenmpurynapHulil))***

, CONymcmeylowee npumeHeHue amuooapoHa™> Ovlio C8A3aHO C MEHbULUM
cyorcenuem QRS, menvuum nosviuenuem @B JDK, bonbuium puckom cmepmu, mpancnianmayuu cepoyd,
a makaice puckom noemoprozo npucmyna ycmotuusou KT [182].

» Icionp30Banne  aHTHapuUTMHYecknx mpenapaTtoB, kimaccel |A, IC wu IV kmaccos
(HeIUruApONUPUANHOBEIE OnoKaTtopbl KanblMeBblx KkaHaoB (ATX CenexkTuBHble OJOKAaTOpPHI
KaJIbIIUEBBIX KAHAJIOB C MpPSIMBIM JEHCTBHEM Ha cepjle)) He pekoMeHayercs y nauureHToB ¢ JJKMII u
XCHH®OB mnpu wHammuuu XA mno cooOpaxkenusm ©Oe3omacHoctu  (mexommencanus XCH,
MpoapuUTMOTeHHBIN 3 ekt nu cmepts) [46, 148, 180].

EOK I A(YYPC, Y/ 5)

. [Tpu pedpakTepHOCTH aPUTMUU K MEIUKAMEHTO3HON TEparuy OTACIHHBIM IMAIleHTaM C
JKMIT u XCH moxer ObITh pEeKOMEHIOBaHA PaaIlOYacTOTHAs aOJsIIUs apUTMOTEHHBIX 30H C IEJBIO
MOJIyYEHUSI KOHTPOJISI HaJ[ )KeTYA0YKOBBIMH TaXUKapIUSIMU WIH MPEIOTBPALIEHUS TOBTOPHBIX Pa3psI0B
KBI*** [46, 148].

EOK IIbB (YYP C, Y]] 5)

IlepBuunas npopuiaakTuka BCC

. [Tarmmentam ¢ JKMII 1 XCHH®B npu Hamuuuy KeayJIO04YKOBBIX HAPYIICHUW pUTMa
pekoMmenayetrcss ontumm3anus 103 MAIld/Bancapranatcakyoutpuna**/APA, bb, anraronucror
albJI0CTEPOHA C IeIbio cCHmkeHus pucka BCC [2, 46, 148].

EOK IA (YYP C, Y 5)

Kommentapuu: Eciu nayuenm wnaxooumcs na mepanuu HAII® unu APA, nanuuue
arcenyooukosvix HPC sensemcs 0OnoiHumenvHulM n08000M nepegooa Ha eancapmar+caxyoumpun™*,
mak kax ¢ PKH PARADIGM-HF sancapman+caxybumpun** 6onee snauumo cnusican puck BCC (na
20%) no cpasmenuio ¢ 6bICOKUMU O03aMU IHALANPULA™™ y nayuenmos, yoce noayuasuux BB u
anmaezonucmol anvoocmepona (OL = 0,80 (95% /IH: 0,68-0,94) p=0,008). Beruuuna cnuxcenuss BCC
npu uneubuposanuu Henpuiusuna oviia makcumanvrou (50%) y nayuenmos ¢ KB/[*** [183, 184].

= [ManmenTtam ¢ IKMII, nmeromnm Boicokuil puck BCC u HyxaaromumMes B €€ NEPBUUHON
npoduakTrke, pekoMeH1yercsi Ha3HaueHue bb ¢ nenbio cHkenus pucka BCC [1].

EOKIA (YYPC,YAA5)

KommenTapuu: donoicnol naznavamocs BB, pexomenoosannvie 013 nevenuss XCHuDB, ¢ yuemom

npomueonOKasaHuzZ U BO3MOINCHBIX NOOOYHBIX aqbqbelcmoe.
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= [Ipumenenue Jpyrux aHTHAPUTMHUYECKUX IpenaparoB (3a uckiaodeHueM bb) He
pekomenayercs s npodmiaktuka BCC y nmarmentos ¢ JIKMIT [1].

EOKIIA (YYPC, YA 5)

KommeHnTapuu: ucnonvzosanue anmuapummuveckux npenapamos | xnacca (ATX CO01B
Anmuapummuueckue npenapamsi, knaccol | u 1) u IV xknacca (neoueuoponupuounoswie droxamopwvi
kanvyuesvlx kananos (ATX « CenekmusHvie 0.10Kamopuvl KATbYUEBbIX KAHAN08 C NPAMbIM Oelicmeuem Ha
cepoye»)) Y RAyueHmos co CMpPYKmMypHoU namosiozuetl cepoyd uiu CUCIOIUYeCKOU Ouc@yHKyuel
Mmodxcem npusooums K yeeauvenuto pucka BCC u k npoepeccuposanuio CH,;, a npumenenue
Amuoodapona** y makux nayuenmos ne ynyuuiaem npoehos [1].

. [Mammmentam ¢ JIKMIT m CH ¢ ®B JDK <35%, HaxomsamuMcs Ha ONTHMAaJbHOU
MEMKAaMEHTO3HOU Teparuy, ¢ MPe/nojiaraeMoi MpoJ0HKUTEIFHOCTRIO KU3HA KaKk MUHUMYM 1 roj B
YIOBJIETBOPUTEIHHOM (YHKIIMOHATIBHOM cTaTyce pekoMeHnayercst ycraHoBka KBJ[*** ynu KBJ[-T*** ¢
nensio npodunaktuku BCC [2, 46, 148].

EOK lla (YYP C, Y1 5)

KommenTapuu: Pesyromamer uccredosanus DANISH, ¢ xomopom 6onee 50% nayuenmos
nonyuaru CPT 6 donoanenue x onmumanvrou meouxamernmosnou mepanuu (OMT), nokazanu, umo
KBI*** cuuscaem puck BCC na 50%, Ho He oxa3zvieaem 3HAUUMO20 8IUAHUSL HA CMEPMHOCTb OM 8CEX
npuuun [185], oonako cybananuz smoeo ucciedosanus npodemoncmpuposan, umo KBI[*** cnuoican
o00wyro cmepmuocms y nayuenmos monodice 10 nem [186]. Bonee svipadicennoe crhudicenue cmepmuocmu
om ecex npuyut y nayuenmos ¢ /[KMII, yem y nayuenmos ¢ uwemuueckou smuonocuei XCHu®B, 6
pezyiomame 0obaesnenus @Gynkyuu Oepuopuriayuu x CPT Ovlio nokazano u 8 ucciedo8aHuu
COMPANION [187].

. Nmvmmantanms KB *** onno- winm aeyxkamepnoro, wi KBJ[-T*** pekomenmyercs st
npodunaktukn BCC mamuentam ¢ JIKMII, oxuparomuMm TpaHCILIATAIlMIO CepJlla BHE JIe4eOHOTO
yupexaenus [1].

EOK A (YYP C, YA 5)

Bropuunas npodpuiaakruxka BCC

. [MTaunentam ¢ JJKMII, umeromum nossimieHHbil puck BCC u Hyxkparomumcs B ee
BTOPHYHOM MpoHIaKTHKE, peKOMeHIyeTcst HasHadenue bb s camxenus pucka BCC [1].

EOKIA (YYP C, YO/ 5)

KommenTtapun: BB, pexomendosannvie npu XCHH®B (6uconponon™*, memonponon**,
Kapeeounon™*, Hebusonon), ciedyem paccmampueéams 6 Kadecmee OCHO8bl AHMUAPUMMUYECKOU
mepanuu y nayuenmos ¢ J{KMII u evicokum puckom BCC.

= [Manmentam ¢ JKMII, nepenecminm snuzon KA, npuBenmmid K HeCTaOMIBHOCTH
Mokasaresiell reMoJMHaAaMUKU (BO3HUKIIEH He B mepBble 48 u mocie octporo M u He cBs3aHHOU C
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0oOpaTHMBIMU MPUYMHAMH), peKOMEeHIyeTcss uMIutantanus KBJ[*** ogHokaMepHOTo mim ABYXMEpHOTO
wm KBJI-T*** B Tex cmy4asx, Korja oxxugaemast mpoJI0JDKUTETbHOCTh JKU3HU cocTaBiseT >1 roga npu
xopoieM (QyHKIIMOHAIBHOM cTatyce, uisi cHikenus pucka BCC u cmeprtu ot Beex npuuns [1, 185].

EOK IA(YYPC, YA15)

KommenTapuu: Pewenue 006 umnianmayuu ycmpoucmea OOAHCHO NPUHUMAMBCSA UCXO00s U3
Kkauecmea scuznu nayuenma, @B JDK (ne ycmanosneno, ecmuv au yayuuienue swicusaemocmu npu OB
JDK >35%) u npu omcymemeuu y nayuenma opyaux 3a0601e6anutl, KOmopble MO2ym Npusecmu K cMmepmu
6 meueHue Onudxcaiuwezo e2ooa. Illayuenmvr ¢ XCHu®DB OondcHbl nonyuams  OnmMuMAaibHyiO
meouxkamenmosuyro mepanuto UAIID/eancapmanom+caxkyoumpunom™*/APA, BB, ammaconucmamu
anvoocmepona, uHIJIT2 (0Oanaznugnosun™*, smnaznugpnozun™*) [1, 46].

. Nmnnanranus KB *** ogno- wim aAByxkamepHoro pekomenayercs naurentam ¢ JJKMII
n ycroiuuBoil KT npu ymepenHo BblpakeHHOW auc@ynkuumu JDK u cHmxennun OB <45% BHe
3aBHCHMOCTH OT BO3MOKHOCTH BBITIONHEHUSI PAAMOYaCTOTHOW aONSAIMHM apUTMOTCHHBIX 30H U
PEe3yJIbTaTOB MPOIETYPhI T CHIXKESHHUS pucka cmeptu [2, 148, 183].

EOK I C (YYPC, Y1 5)

KommenTapuu: Hunianmayus KB/[*** oono- unu osyxkameproeo, unu ycmpovicmea KB/[-T***
nayuenmam ¢ ycmouuusou KT conpogodxcoaemcs ygenuyeHuem BblHCU8aeMocmuy Ho CPABHEeHUI0 ¢
npuMeHenuemM npenapamos 0 jedenus zabonesanutl cepoya [1].

. Haznauenune amumomapona™** wim komOuHanmu amuonapona** ¢ bb pexomenayercs mpu
Hanmmuun npuctynoB JKT/pubpummsaiun kenynoukoB (PXK) y mamuentoB ¢ JIKMII, eciu oHu
oTKa3bIBatoTcs OT umIutantanuu KBA***, nubo sta onepainns He MOXKET ObITh BBITIOJHEHA [0 KaKUM-
aubo0 mpuunHaMm, it cHmkeHns prcka BCC [1].

EOK IA(YYP C, YA/ 5)

KommenTapuu: V nayenmos, Hyscoarowuxcas 60 emopuynoi npoguirakmuxe BCC,
amuooapor™*  umu  eco  KoMOuHuposannoe npumeneHue ¢ BB aensiomcs  eOuHcmeeHHOU

***, cnocobnoti npedynpedsxcamo KT/PXK u yseruuusamo

Meouxkamenmosnou arvmepuamueot. KB
NPOOONIAHCUMENbHOCTb JHCUZHU NAYUECHMOB.
- Pexomennyercs mpoBoauTh Nedenue nanuveHtoB ¢ JIKMII u mapokxcusmamu XT/DXK
napajuielbHO C BBIBICHHEM U YCTPAaHEHHEM WHAMBHUAYaJIbHBIX MMAaTOTCHETUYECKHX (PAKTOPOB,
MOTEHIHALHO TPOBOIUPYIOIIMX JKU3HEYTOPOKAMOIIYI0 apuT™MuIo [1].
EOK IC (YYP C, Y/ 5)

Kommenrapumn: Takumu gakmopamu mocym Ovbimb apummozeHHoe 6lusHue HeKomopbix

J1eKapCcneeHHblX npenapamoe u AaJIKO2O0JiA, JJIEKMpOoJIumHnbsle Hapywernus (ZUHOKCIJZUQMM}Z,

ZMI’ZOMGZHueMWZ), umemus MMOdead.
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3.2.2 Ocodennoctr JeyeHus nanuearos ¢ JIKMII u pudpuasumeii npeacepaui

[To manHBIM psina uccnenoBanui, y 6oapmuHcTBa nanueHToB ¢ JIKMII u conyrerBytomei OI1
HaOII0JaeTCsl 3HAUMTENbHOE 1 ObIcTpoe yinyunienne @B JIXK mociie BoccTaHOBICHUSI CHAHYCOBOTO PUTMA.
[TombITKa BOCCTAaHOBIICHUSI CHHYCOBOTO PUTMa U MEPEOIeHKa HeoOXoauMocTH umIutanTamuun KBJI***
yepes 40 aHeit mocie 3Toro MoXKeT ObITh OTpaB/iaHa Jyis Takux nanueHtos [188].

. DKCTpeHHasi Hapy»KHasl AJIEKTPUUECKasi KapJMOBEPCUsl PEKOMEHIYETCsl BCEM ITAllUEHTaM C
XCH, ecnu @Il mpuBena K reMOJMHAMHUYECKON HECTaOWIBHOCTH, JUISl YIYYIIEHUS KIMHUYECKOTO
cocTosiHus nanueHra [46, 148, 189].

EOK IC (YYPC, YA/ 5)

. [Ipn HeoOxomumocTu (hapmakosorndeckoil kapanoBepcuu nanuentam ¢ JKMII u ®II
PEKOMEHyeTCsl HCIIOJIb30BaHue amuoapona** [189].

EOK llaC (YYP C, YI 5)

= [ManmenTtam ¢ JIKMII npuMmenenre amuoaapoHa™* pekoMeH1yeTcs pu NapoKCU3MallbHOM
dopme DI B cyuae HeapdexktuBHOCcTH Tepanuu bb s koHTposs putma [2, 189-191].

EOK llaC (YYP C, Y1 4)

. Jns mammentoB ¢ JIKMII, XCHu®B u nocrosuuoit dopmoii PII Haznauenue bb
PEKOMEHAYETCsI B KaueCcTBE NMEPBON JIMHUU TEPaIuy AJIsl KOHTPOJIA YacTOThl COKPALICHUS KETyI0YKOB
(UCXK) [2, 189].

EOK I A(YYPC, YI15)

KommenTapuu: Onmumansvnwiti konmpoas YCXK npu nocmosinnoti popme ®DII y nayuenmos ¢
XCHH®DB noopazymesaem uwacmomy noxos 6 ouanazone 10-90 yo/mun. Chuocenue YCIK menee 70
VO/mun ceszano ¢ bonee nioxum npoernozom [191].

. Jlist marmenToB ¢ XCHHOB 1-111 ®K u ®IT pekomenayeTcs MpUMEHEHHE TUTOKCHHA™ * B
Tex ciydasax, korga YCXK ocrtaeTcs BbICOKOM, HECMOTPS Ha NpuMeHeHue bb, win npu HEBO3MOXXKHOCTH
Hasnauenus bb s kontposns YCK [46, 189, 190, 192, 193].

EOK Il1aB (YYP C, Y/ 5)

- [Tanmmentam c JAKMII PEKOMEHYETCS Tepanus
NAIId/Bancapranom+cakyoutpuiom**/APA, BB, aHTaroHucraMu aibI0CTEpPOHA ISl CHUXKCHHS
YJacTOTHI BOSHUKHOBEHHS U penuauBuposanus OIT [2, 148, 189].

EOK IA (YYP C, Y1 5)

. PagnouacrorHas aOnsiuus apUTMOTEHHBIX 30H pekoMenayercs mnanueHtam ¢ XCH u
CUMIITOMHOM napokcusmansHoit popmoit DI, kotopas coxpansiercs, HecmMoTpst Ha OMT u neuenne XCH
C TOMOIIBI0 HMMIUTAHTHPYEMbIX yCTpoucTB (kapauoctumynsunu, CPT), ¢ 1menpio ycTpaHeHHS
napokcusmoB DIT [52, 189, 194].

EOK I A (YYPC, Y1 5)
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. PagnovacrorHas abnsiusi aputMoreHHbIX 30H @II B kauecTBe MEpBOM JIMHUM JICUCHUS
pexkomenayetcs: nanueHTam ¢ XCH, He3aBHCHMMO OT BBIPAKEHHOCTH KIMHUYECKUX CHUMIITOMOB, IS
ymenblnenus auchynkmuun JIK, koraa KMIT BeICOKOBEPOSTHO acCOIMMpoBaHa ¢ Taxukapaueit [195].

EOK I B (YYPB, Y] 2)

. Pannouactornast abnsiuus aputmoreHHbix 30H DIl pekoMeHmyercss mamueHTaMm C
XCHu®B 1t cHUKEeHHS 9acTOThI rocnuTaiu3anuii no npuarae CH u pucka cmeptu [194, 196].

EOK IlaB (YYP B, Y1 2)

KommenTapuu: pewenue o nposedenuu paguovdacTOTHOM aONMsAUM apUTMOTEHHBIX 30H @1
NPUHUMAEMCS KOJLe2UANbHO C YUACUEeM CNeyualucmos no Meoukamemo3Homy U UHmep8eHYUOHHOM)
nevenuro DII, koe0a ecmv npedcmasienue 0 603MONCHOU dhpexmusnocmu adIayuLl, ¢ Y4emom Hceranusl
nayuenma [194, 196].

. Pannouactotrnas abnsaums AB y3ma, vamie ¢ mociemayromieii OMBEHTPUKYISIPHOW, a He
MPaBOKEIIYJOUYKOBOM CTUMYIIsiMen, pekomenayercss manuentam ¢ JIKMII, ecnmu mapokcusmber PIT
MPOBOIUPYIOT TSDKEIbIE CHMIITOMBI, @ PauOvYacTOTHAs abisuusi apuTMoreHHbIX 30H DI okazamach
HEYCIENTHOMW Wi HeBo3MOokHa [194-196].

PKO llaB (YYP B, Y/ 2)

= Kommenmapuu: Hzonayus necounvix een npu nepcucmupyiower DI mooxcem 6Ovimo
pexomenoosana nayuenmam ¢ XCHu®DB, y Komopvlx ecmb UMNIAHMUPOBAHHOE YCMPOUCMBEO
(onexmporapouocmumynsmop umnianmupyemviti ***, KB/[*** unu ons CPT), eciu docmudicenue u
noooepicanue CUHYCo8020 PUMMA CHUMAENICsl 8ePOSMHBIM, 0cobenHo eciu dedrom PII accoyuuposan ¢
yxyouenuem cumnmomos CH unu nayuenm umeem CPT (unu sensemcs kanouoamom 05 weé). Mzonayus
JIE20UHBIX BEH C MEHbUel 8ePOMHOCMbIO0 Oy0em YCHnewHou y nayuenmos ¢ onumenvtou gopmou PIT u
BbLPAICEHHOU Ounamayueil npaso2o uiu 1eeo2o npeocepous: [194-196].

VY nauuenTtoB ¢ JJKMII Bo3M0OXHO pa3BUTHE APYTrUX HAHKEITYJOUYKOBBIX U kKemyaoukoBeix HPC
Y HapylIeHU! MPOBOJMMOCTH, KOTOpbIE HE MPEICTaBICHbI B IaHHOM paszjelne. JledueHue aTuX apuTtMuit

AOJDKHO ITPOBOIUTHCA B COOTBCTCTBUM C KIMHHUYCCKHUMHU PCKOMCHIAAIHMAMHA M3 P® mo KOHerTHOﬁ

nozojoruu [1, 189, 197].

3.2.3 UuTepBEeHIIMOHHOE ¥ XUPYPruYecKoe JedeHne HAPVIICHUH PUTMA CepaLa v

OTAEJLHLIX rpyon nanuenTos ¢ JIKMII

OcHoOBHBIE MOKa3aHUSA K WHTCPBCHIOUOHHOMY W XUPYPIrUUCCKOMY JICHCHUIO TaXI/IapI/ITMI/Iﬁ y
IalfMCHTOB C XCH, B TOM 4YHCJIC Ha (1)OH€ I[KMH, H3JIOKCHBI B COOTBCTCTBYROIIUX KIIMHUYCCKHUX
PCKOMCHAAIUAX, YTBCPKIACHHBIX MI/IHI/ICTCpCTBOM 3APaBOOXPAHCHUA Poccutickoit (I)eﬂepam/m
((()Keﬂy,[[OI-IKOBBIC HapyloicHud puTMma. )KGJ'IYJIO‘-IKOBLIG TaxXyukKapauu MU BHE3aAllHAA CCpACHHaAsA CMCPTH»

2020 r [1]; «@ubpuutsanus u tpeneranue npeacepauin» 2020 r [189]; «Hamkenyn04koBbie TaXUKap ANy
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2025 r [198]. B HacrosiieM JOKYMEHTE MPEICTABICHBI OTACIbHBIC MMO3MINH, KACAIOIINECS ACIIEKTOB

BeaeHus nanueHtos ¢ JJKMII.

HHoka3zanusa k IKC u KBI*** B oraeapnsbix rpynnax JKMII
Jlamunonamuu

. VY nammentoB ¢ myramueir LMNA (¢ muctpodusmu Dmepu-Lpeiidyca u NMOSCHHYHO-
KOHEYHOCTHBIMH ), UMEIOIINX CTAaHAAPTHBIC MMOKA3AHUS, FIIA Y KOTOPBIX UMEETCS COUYCTAHHUE YITUHCHUS
untepBana PR ¢ Onokanoi JIHIIL, moka3zana ummantamus KBJ[*** omHo- mnm nByxkamMepHOTO C
BO3MOJKHOCTBIO  DJIIEKTPOKAPAUOCTUMYISIIIUN (B Clydae, €CIIM TpeAroJiaraeMasi BbDKUBAEMOCTb
cocraisier >1 rona), mubdo ycrpoiictea KBJI-T*** [199].

EOK llaC (YYP C, Y1 4)

KommenTapuu: B 08yx uccredosanusx y nayuenmos, umesuwiux mymayuu LMNA u noxazanus x
KapOuoCmumyisayuu, npooemMoHcmpuposano, yumo cpabamoiganus KB/*** uz-3a KA ¢ meuenue 3 u 5
nem nabmooanucy y 42% u 52% nayuenmos coomeemcmeenno [200], umo nossonsem npu LMNA-
accoyuUpOBaAHHbIX HAPYULEHUAX NPOBOOUMOCHU 0mOasamsb npeonoymenue umnianmayuu KB/***, a ne
INEKMPOKAPOUOCTNUMYTISIMOPA OOHOKAMEPHO20 UNU 08YXKAMEPHO20 *** (DK C***),

Jlononnumenvuoie hakmopwi pucxa pazsumus KT u BCC y nayuenmos ¢ JIKMII, accoyuuposannotl
c mymayusmu LMNA, xomopwvie mozcym 6Ovimv npunamvl 60 6HUMAHUE NPU HAMUYUU NOKA3AHUU K

umnianmayuu kapouocmumynsmopa [201]:

. Myoacckoit non, @B JDK <45%, neycmoiiuusovie JKT, e muccenc-mymayus,
- Mpyoaicckoti non, @B JDK <50%, ne muccenc-mymayus,
. Jlpyeue nomenyuanvHvle hakmopvl pucka: mymayuu cauma CniaucuHea u ywacmue 6

copesHosamenvuvix eudax cnopma, PR unmepean >230 mc, nozowee ycunenue cadobymponom™*
cpeoneco omoena medwrcoceny0ouxkosol nepecopooxku npu MPT, cuudicennas degpopmayus nepecopooxu
(strain) [199]; naruuue AB-6n0xaovl u @B JDK <45%.

Hmnnanmayus ycmpoiicmea CPT yenecoobpaszna y nayuenmos c¢ mymayusmu LMNA npu
Hanuyuu AB-6nokadvt u @B JDK <50%, ecau oscudaemcs 8bicokuii npoyeHm Cmumyisasyuu Hceayo0ouKos.

Heupomvlueunsvie 3aboneeamnus

ITpu Mmpimeunsix guctpodusax /lromenHa, bekkepa u nosicinunbix THnoB 2C, 2F u 21 ywacto
BcTpeuaercs JIKMII, mHorma B Buae mpeoOmamaroriero 3aboseBanust [202]. YV Takux MalMeHTOB
nokazanust s umroiantaiuun OKC*** umun KB/[***  paccmarpuBaroTcs Ha OCHOBAaHMM OOIIMX
pekomenpanuii [1, 46, 197]. Auctpodun muoronndeckas 1 u 2 tunos, Imepu-/lpeiidyca 1 KOHEHHOCTHO-

nosicHnyHasi 1B Tuma yacto conpoBoKIa0TCs HAPYIISHUIMHU IPOBOAUMOCTH, TaxuaputMusmu 1 JIKMIT
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[202]. Huxe mpeacraBiieHbl PEKOMEHAAIIMH 0 KAPIUOCTHUMYJISIIUU JIMIIb JUIS CIy4aeB, KOTJa OHU
OTJINYAIOTCS OT CTAHJAPTOB, MPEUIOKEHHBIX APYTUM MalMEeHTaM ¢ OpaguKapaue.

. [Manmentam ¢ mMuoToHm4eckoi mucrpodueit 1 tuna nu AB-Gnokanoit 1-2 cremeHu uiam
MHTEPBAJIOM MEX1y 3yOlamu Jenoiisipusaimu nydka ['uca u xenynoukos (HV) >70 mc pekomenyercs
MOCTOSIHHASL KAPAMOCTUMYJISILINS, HE 3aBUCHMO OT HaJIM4YHsI CAMITOMOB, ISl CHIDKCHUS pUCKa cMepTH [1,
203].

EOKIC (YYPC,¥YIa4)

KommenrTapuu: /[ns npouux Hetipomvluteynvlx  3a001e8aHuti  0okazamenvHas  0Oaza

Hedocmamowa, nosmomy npe()ﬂaeaemcg NPUMEHAMb MAaKue sice NOKaA3aHusl.

. VY naumeHToB ¢ MUOTOHMYecKoW aucTtpodueit 1 tuna c¢ mHTepBasom PR >240 mc nnu
mmutensHOCTRIO QRS >120  mMc  Moker OBITh  PEKOMEHIOBaHAa BO3MOXHOCTH — ITOCTOSTHHOM
KapIHOCTUMYJISIIUY [Tl CHIXKECHHUs pucka cmeptu [1, 2, 204].

EOK IIb C (YYPC, YA/ 5)

Mumoxonopuanvhble yumonamuu

= VY mamuentoB ¢ curapomom Kupnc-Ceiipa ¢ ymanmuHeHuem uHTepBania PR, mro6oit
creneHblo AB-Omokazpl, O6mokamoit HOXKkM 1. ['mca wnm pacuukyasspHON OJOKaIoW PEKOMEHAYETCS
MMOCTOSTHHAS KapIHOCTUMYIISAIINSA C IEIbI0 yIydlneHus mporuosa [205].

EOK llaC (YYP C, Y 5)

= VY nanuentoB ¢ cunapomoM Kuprc-Celipa 6e3 HapymeHus: TPOBOIMMOCTH CEP/IIa MOMKET
OBITh PEKOMEH/IOBAaHA BO3MOXKHOCThH TTOCTOSTHHOM NMPOMUIAKTUYECKONH KapIUOCTHUMYIISIUN C IEIBI0
yaydiienus nporuosa [205].

EOK IIb C (YYP C, YA/ 5)

Cucrema 11t MOAYJISAIMHM COKPATUTEJIbHOM CIIOCOOHOCTH Cepaua

Moynsiiiisi COKpaTUTENBHOM CIIOCOOHOCTH Cepjlla M3ydanach y MalMeHTOB C CUCTOJIMYECKOU
mucynkuueit JOK, @B JDK 25-45%, XCH -1l ®K, y3kum xomminekcom QRS (mMenee 130 mc) u Obina
aCCOIMMPOBAHA C HEOOJIBIIUM, HO CTATUCTUYCCKU 3HAYUMBIM YIYUIIIEHUEM TOJICPATHOCTH K PU3HUECKOU
Harpy3Kke W KadecTBa Xu3HU. J{ns ompeneneHus ee mecta B jeueHue manueHtoB XCH TpeOyetcs
nposezeHue kpynubix PKU ¢ TBepapiMu koHeuHbIMU Toukamu [206 — 208].

IToka3aHus k KaTeTepHo# adjiauuu B oTAeaAbHBIX rpynmax JKMII

Jlamunonamuu
. V mnammentoB ¢ JIKMII, acconumpoBannoit ¢ myrammsmu jnamuaa A/C (LMNA) u
peunauBupyrommMu KT, pedpakTepHbIME K aHTHAPUTMHUYIECKOH TEPaITiK, MOKET ObITh pEKOMEHJOBaHa
paarovYacTOTHAsT aOJSAIMsS apUTMOTEHHBIX 30H B KaueCTBE MAJUTMATHBHOW CTPATETHH JUI BPEMEHHOTO

KynupoBanus apurmuu [189, 199].
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EOK IIb B (YYP C, YA 4)

Hexomnaxmmuwiii muokapo neeoco scenyoouxa

. VY nauuentoB ¢ JIKMII, accounnpoBaHHON ¢ HEKOMMNAKTHBIM Muokapaom JDK, moxer
OBITh PEKOMEHOBAaHA PAIUOYACTOTHAs aOJSAIUs ApUTMOTEHHBIX 30H CyOCTpaTa >KeIyJOYKOBOMN
TaXUKapauu IS MPOGUIAKTHKY MTOCISAYIONUX penuaiuBoB aputmun [209].

EOK - ner (YYP C, Y 4)

KommenTapuu: Onucana 3nauumenvras cemepocennocms cyocmpama KA. Puenmpu KA uawe
JIOKANUZYIOMCA 8 001ACMAX HEKOMNAKMHO20 MUOKApOa 6 cpednell anuxanvhou yacmu JDK. ¥V nayuenmos
MOJHCEm OmMMeuamuvCs YHUKAAbHOe pacnpedeienue apummo2eHHo20 cyocmpama no CPAGHEHUI0 ¢
opyeumu gopmamu JIKMII: uzonuposannoe nopaxceHue om cpeOHux 00 anukaibHwvix ceemenmos JUK u
coxpaneHue b6asanvrulx oonracmeii. Pexomenoyemcs muamenbHas npeodonepayuoHtas 8U3yaiusayus oJisl
UCKTIOYeHUs. 6HYMPUNOIOCMHBIX mMpom0os. Llenecoobpasno nanpasnsims nayueHmos Ois KamemepHou

abnayuu 6 meouyuHcKue yupesxicoeHus: ¢ Hauboavuum onvimom aeverus KT [209].
JIKMII, unoyyuposanuas maxukapoueu Uil Hceiy00uKo8ol IKCmMpacucmoauetl

u PannouactoTHast abnsanmsi apUTMOTEHHBIX 30H peKoMeHayeTrcs manuentam ¢ JIKMII,
MHIYIUPOBAHHON HA/KETYAOYKOBOM TaXuKapAueu, Ui YMEHbBIICHHUS BBIPAXKEHHOCTH AUCHYHKIIUU
MHOKapa, KOTopast MOXKeT ObITh 0OpaTHMa TocIIe JIMKBU Ay taxuaputvun [210, 211].

EOK IB (YYP C, Y 4)

L] PagnouacrorHas a0 AB y371a C W (D14% 011 (97 UMIUIaHTaALuEN
AIEKTPOKAPIUOCTUMYJISITOPA TpexkaMmepHoro (OMBEeHTpUKYIsApHOTO)*** s CPT wiam cTumynsiuei
nyyka I'mca pexkomenayercs mnamuentam ¢ JKMII, eciu HamkKenylnoyKOBYHO TaxXWUKapulo,
OTBETCTBEHHYIO 3a Hanuuue win nporpeccupoanue JKMII, He ymaercs ycTpaHUTh WIH
KOHTPOJIUPOBATh MEANKAMEHTO3HO MJIH C TIOMOIIBIO abianuu cyocrpara [210].

EOK IC (YYP C, YO/ 4)

. PanuouactoTHas aOmsiiusi apUTMOTEHHBIX 30H ouara JKO pekoMeHayeTcs MalleHTaM C
JKMII, uHAyuupOBaHHOW JKEIIYAOYKOBOW HKCTPACUCTOJIMEH, MJI1 YMEHBIICHHS BBIPAXKEHHOCTH
auchYHKIME MHOKap/1a, KOTOpasi MOKET ObITh 0OpaThMa Mmociie ycTpaHeHus skcTpacucTosmu [211].

EOK — ner (YYP C, Y1 4)

Kommenrapun: Munumanvuaa naepyska KO3, xkomopas moocem npusooume k JKMII,
cocmasnsiem 10%. Jlona KO >24% om ecex coxpawenuti cepoya He3a8UCUMO ACCOYUUPOBAHA C
passumuem CH [211]. B nonynayuu nayuenmoe ¢ XCH, komopoie 6viiu Hanpaenenst na nevenue KMII,
8bi36anHAss maxuapummuell, evisgniiacy y 6,8% nayuenmos. Jonsa KO >16% 3a cymxu nozeonsem
yeepenno npeonoaazamo JJKMII, ceészannyio ¢ K3 (uyecmeumensnocms 100% u cneyughuunocmo 87%)
[211]. JKO 6 xauecmee npuuunvt JJKMII 06biuno umeem credyiowjue OmaudumenvHvle NPUHAKU:

MOn0001U 8o3pacm nayuenma, KaKk npasuio, MydicHuHa, be3 CUMNMOMOS, be3 Kapduwzozuqecxozo uiau
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cemetinozo anamuesa, pecucmpupyemca >10 000 JK3 6 cymxu,; mopghonozus KD — evixooHou mpaxm
arcenyoouxa unu gpacyuxynsapnasn K3, nocne nooasnenusn K3 yayuwaemcea pynkyus JDK; nocre abrayuu
KO 6occmanasniusaemces ¢pynkyus JDK [211].

Heiipomoayasinus npu sKe1y104KOBbIX apuTMHAX y nanueHTos ¢ JIKMII

Cumnaruyeckas JeHepBalus cepana (CHMOATIKTOMHS TpyaHas WIA — CHMITATIKTOMUS
TOPAKOCKONMYECKast) UMEET JJ0Ka3aHHYI0 3()(HEKTUBHOCTD MPHU CUHIPOME YUIMHEHHOTO HHTepBaia QT,
KarexoJamMmuHeprudeckoi moymmopduoit XKT, Ho s nanuenToB ¢ XKA u ¢ nenbro npodmiaktukn BCC
JoKa3aTenbcTBa  3(PPEKTUBHOCTH TAKUX METOJOB HEUPOMOIYNIALMM  (BKIHOYAs CTHUMYJISIIHIO
OJTy)KJaroIIero HepBa M CIIMHHOTO MO3ra) OrpaHuyeHsl [212].

= VY NMaIueHToB ¢ AMEKTPHIECKIM IITOPMOM, TIPH HEI(D(HEKTUBHOCTH WITH HETIEPEHOCUMOCTH
BB, npyrux aHTHapUTMHYECKHX IMPENapaToOB U PaIAOYACTOTHON aOJIAIMA apUTMOTCHHBIX 30H, MOXET
OBITh PEKOMEH/IOBAHO BBIITOJTHCHUE CUMITATIKTOMHUH TPYAHON WIIH CUMIIATIKTOMUN TOPAKOCKOITHYECKOH
(cuMmaTHUYECKOM IeHEPBAIMK CEP/INIa) /IS KYITUPOBAHUS apUTMHUU M CHUYKEHHUS BEPOSITHOCTH PELIUIMBOB
KT [213].

EOK IIb C (YYP C, YA/ 4)

3.3 IpoduaakTuka TPOMOOIMOOIUIECKHX OCT0NKHECHHUI

. Ha3znauenne antutpoMOoTHueckux cpeactB mamueHTam C JIKMII, XCHH®B wu
CUHYCOBBIM PHUTMOM, €CJIM HET JIPYTruX IOKa3aHWi, HE PEKOMEHJIYeTCS B CBSI3U C OTCYTCTBHEM HX
BJIMSIHHS HA CHHKEHHE cMepTHOCTH [214-216].

EOK IHA (YYP A, YO 1)

KommenTapuu: Memaananuz 3 PKHU, 6 komopuuii dvino exnrouerno 5498 nayuenmos ¢ XCHn®B
U CUHYCOBBIM PUMMOM, 8 mom uucie 00Ho PKU c exntouenuem nayuenmos c¢ JIKMII, nokazan, umo
anmumpombomuueckue cpeocmea (awmazonucmol eumamuna K, pusapoxcaban™*) ne monvko ne
CHUMICAIOM  CMAMUCMUYECKU 3HAYUMO OMHOCUMENbHBIU PUCK CMepmu Nno 00U npuduHe, HO U
yeenuuusarom puck bonvuiux kposomeuenutl [216].

. Mammentam ¢ JAKMII u OJICH, He mosyyaromuM Tepamuio aHTUTPOMOOTHYECKUMHU
CpeICTBaMH MO JAPYrMM T[OKa3aHUSIM U HE HMEIOUIUM TMPOTUBOINOKA3aHUNH K TaKOMY JICUCHHUIO,
pEKOMEHAyeTCsl TMPUMEHEHHe TemapuHa HaTpus™*, Jpyrux MpernapaToB TPYINbl TeMapuHa WId
CUHTETHUYECKOTO Tonmcaxapuaa (GoHAamapuHykca HaTpus Ui TPOPUIAKTUKH TPOMOOIMOOTHUECKUX
ocnoxuenunit (TDO) [2, 46, 148].

EOK IB (YYP C, Y] 5)

. Tepamnus aHTUTPOMOOTHYECKUMHE CpeACTBaMHU JUIs mpoduiaktuk TOO pekoMeHayeTcs

naruentam ¢ JIKMII npu Hanuuuu napoKCU3MalbHOW MITH EPCUCTUPYIOLIEH WM MOCTOSHHON (hopMBbI
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®II, Tpombo3a riy0OKMX BeH WM TpomOo3IMOonmu JsierouHoit aprepuu (TDJIA) B cooTBeTcTBHH C
KJIMHUYECKUMH PEKOMEHIAIMSIMHU TIPU OTCYTCTBHHU MPOTUBONOKa3anuii [54, 189, 217].

EOKIA(YYPC,YAA5)

Kommenrapuu: Coenacno Eeponetickomy peeucmpy (EURObservational Research Programme
Cardiomyopathy/Myocarditis Registry) cpeou 3208 6oabnbix ¢ Kapouomuonamusimu uacmoma
ecmpeuaemocmu @I cpeou  oOonvnvix ¢ JKMII  cocmasuna 29,4%, yeenuuusas puck
uncynoma/mpanzumopnou uwemuyecxkou amaxu (THA) 6 2,8 paza [218].

. Anraronuctsl BuTamuHa K (MHO 2-3) moryr ObITh PEKOMEHIOBAHBI MAIMEHTaM C
JIKMII, BHyTpUCEpACYHBIMU TPOMOAMHU M CHHYCOBBIM puTMOM [219-223].

EOK IIb C (YYPB, Y1 2)

KommenTapuu: Cpeou nayuenmos c JIKMII wvacmoma mpombozos JIK ecmpeuaemcs y 14,4%,
IDK - y 12,8%, oboux scenyoouxos — y 12,8% nayuenmos [224]. 3a 2021-2022 200wt evinoaneno 9
Memaananu306 HabIo0amenbHvlx uUcciedosanuil uiu 6 komounayuu ¢ PKHU u 3 pempocnekmuenvix
HabM00amenbHbIX UCCIe008AHUS, 8 KOMOPbIX CPABHUBANACL IPPEKMUSHOCMb U OE30NACHOCHb NPAMbBLX
nepopanvhulx anmuxoa2yisanmos (II0AK) ¢ sappapurom™* y bonvhvix ¢ mpombamu 6 noiocmsx cepoya
U CUHYCO8bIM pummom. Jlannvle smux memaananuzos noxkasau, umo IHOAK 6vinu 1ubo conocmagumvl
no sghgpexmusnocmu u bezonacHocmu ¢ aumazoHucmamu eumamuna K, 1mubo umerom cmamucmuvecku
3HaAUUMble npeumyuecmsa no dsmum nozuyusim. Tax 6 memaananuze 16 nabrrooamenvhvix ucciedosanuii
u 2 PKU (n=2666) 6b110 onpedeneno, umo y 6onvHulx ¢ mpombozom JDK u cunycosvim pummom IOAK
ObLIU CBA3AHBL CO CMAMUCTNUYECKU 3HAYUMBIM CHUdIceHuem yacmomul uncyabma (OP 0,63, 95%/[H1 0,42-
0,96; p = 0,03), 1o re bbL10 paznuuuil 8 yacmome kposomeuenuti (OP 0,72, 95% /71 0,50-1,02; p = 0,07),
cucmemnou smbonuu (OP 0,77, 95% /{1 0,41-1,44; p = 0,41), uncyrome unu cucmemnoii smoonuu (OP
0,83, 95% /[1 0,53-1,33; p = 0,45), cmepmuocmu (OP 1,01, 95% JH 0,64-1,57; p = 0,98) wmu
paspewenuu mpomoba JDK (OP 1,29, 95% /1M 0,83-1,99; p = 0,26) [225]. B memaananuze 20
nabooamensuvix uccieoosanutl (N=2925) npumenenue IIOAK 6 cpasnenuu ¢ eapghapurnom™* y 6oivHbix
¢ mpombozom JDK u cumyco8blM pummom accoyuuposanoch CO CHUNCCHUEM DPUCKA UUEeMUYECKO20
uncynema (OP 0,67, 95% J{H, 0,45-0,98, p = 0,048) u aro6020 kposomeuenus (OP 0,64, 95% /{1 0,46-
0,89, p = 0,009). Cmamucmuuecku 3nauumon pasHuybl MexHcoy cpynnamu jedeHust Oisi 6MOPUUHbIX
KOHEUHbIX MOYeK, MAKUX KAk paspeulenue mpomoa, cucmemHvle mpomoosmboruu, 6oavuiue
KPOBOMEUEHUS, 2eMOPPASULECKULL UHCYIbIM, 00Was cMepmHocms He Habodarocs [226]. Heobxooumbi
PKU, xomopwie noszsonsim oyenumsv s¢ppexmusnocms u 6ezonachocmv [1OAK 6 neuenuu 601vHbIx ¢

BHYMPUCEPOSUHBIMU MPOMOAMU.

3.4 Jleuenne oraeabHbIX hopm JTKMII

3.4.1 Jleuenne NePUNAPTAJIbLHON KAPAMOMHONATHHI
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Jleuenne IIKMII ananorunyno nedenuto CH, Bbi3BaHHO# cuctonmmueckoi auchynkuueii JOK na

¢done npyrux 3a001eBaHUM, U JOIHKHO MPOBOJUTHCS MYIbTHIUCIUIIMHAPHON KOMaHA0H CHEUaINCTOB.
JIOTIOTHUTENHHO JICYCHUE MOYKET BKIIIOYATh AHTUAPUTMHUYECKYIO U aHTUKOATYISHTHYIO Tepanuto, MITK
(MMIUTaHTAIIMIO CHCTEMBI JKETYI0YKOBOM BCIIOMOTATeIbHON MMIUTAHTHpyeMoi***) [116, 117]. Oanako
nedenue [IKMII umeet psax ocobeHHOCTEN, CBA3aHHBIX ¢ HEOOXOUMOCTBIO 0OeciedeH s 0€3011acCHOCTH
MaTepH | IUI0a WIH HOBOPOKJICHHOTO, U CIeNN(UKOM maTorenesa 3a00IeBaHMUs.
. Benenne mamuentok ¢ IIKMII  pekomenayercs  OCyIIECTBIIATH  IIOJ  KOHTPOJIEM
MYJIbTUAUCIMIUVIMHAPHOM IPYIIIBI, BKIIOYAIOIIEH Bpauyel-KapAru0JIOrOB, Bpaye-aKylepoB-THHEKOJIOT OB
U Bpayeii-HEOHATOJIOTOB, a TakKXe IpPH HEOOXOIUMMOCTH Bpayeii-aHEeCTE3MOJIOI0OB-PEAHUMATOJIOTOB,
Bpayeli-ceplIeuHO-COCYAUCTBIX XUPYProB U Bpaue-neauatpos [52, 53, 111, 118,119].

PKO IlaB (YYP C, Y11 5)

KommenTapuu: Bo scex ciyuasx eedenue nayuenmoxk ¢ [IKMIT mpebyem yuacmus s3KcnepmHoul
MeAHCOUCYUNTUHAPHOL KOMAHObL 8payell, ¢ NOCMOSHHbIM KOHMPONEM IHCUSHEHHO BANCHLIX (DYHKYUL
mamepu u niooa/pedenka 0 C60e8pPeMeHH020 NPOBeOeHUs JleYeHUs, ObLCMPOl OUACHOCMUKU U OKA3AHUS
cneyuanu3supo8aHHOU NOMOWY NPU B03HUKHOBEHUU OCTIOHNCHEHULL.

. [Tammentkam ¢ [IKMII megumkamento3nass tepanuss CH pekomeHayeTcss ¢ ydeTom
OepeMEHHOCTH U KOPMJICHHSI TPY/IbIO, MOCKOJIBKY HEKOTOPbIE KIIACChl JIEKApCTB U JaKe JIEKapCTBEHHbIE
mpernaparsl BHYTPH OHOTO KJIacca MOTYT ObITh HEOE30MaCHBIMU JIJIS TIJI0a K HOBOPOKAeHHOTO [52, 53,
111, 118, 119, 227].

EOKIC (YYPC, Y1 5)

KommenTapuu: Jleuenue nayuenmox ¢ IIKMII nposooumcs 6 coomeemcmeuu ¢
pexomenoayusimu no aeveruro CH ¢ cucmonuueckoil ouc@ynxyueti ¢ y4emom npomuBonoKa3aHull no
HA3HAYEHUIO NPenapamos 60 8pems bepemMeHHOCmU U KopMaeHus epyovio (mabauya 2 Ilpunoscenue A3).
Abcontomno npomusonoxazanvl 80 epems depemennocmu HAIID, APA, sancapman+caxyoumpun™*,
uHIJIT2 u3-3a 3nawumenvrozo pucka 01 niooa. Mcnonvzosanue BB 60 epems bepemennocmu modicem
nosausams Ha pacmywuii nioo, 3ameonsin YCC nnooda, cHudcasn yposeHs 2noko3vl 8 kposu u A/l nioda, 6
cesa3u ¢ yem npu npumenenuu BB pexomenoosan monumopure YCC u pocma nnoda. /[ns neuenus
nepezpy3ku 00beMoM NOKA3AHO HA3HAYEHUe <Nemiesbix» OUYPemuKos, Ho ux ciedyem Ucnoib306amsy ¢
OCTOPOACHOCINBIO, UMODOBL U30ENHCAMb CHUNCEHUS MAMOYHO-NIAYeHmapHo2o Kposomoka. CeedeHull o
npumMeHenuu dnjiepeHoHa y bepemenHvlx Hem. Ilpenapam ciredyem npumensms ¢ 0CMOPOI’CHOCMBIO U
MOJILKO 8 MeX CAYYasx, K020a 0A4cudaemas nouvsa 0l Mamepu 3HAYUmMenbHo NPesulidaenm 803MONCHbI
puck ons nnooalpebenka. Ipumenenue cnupoHOIAKMOHA™ ™ RPOMUBONOKA3aHO 60 8pems 6EpeMeHHOCMU.
C yenvlo CHUdICEHU NOCMHAZPY3KU MO2YM NPUMEHAMbCA Op2aHudeckue Humpamol. [ UuHOMponHou
NO00EPIHCKU UCNONB3YIOM OONAMUH™™ U 1e8ocUMeHOan™ ™, npumeHeHue KOMopbiX 603MONCHO MOJILKO 8

CYUasx, Koeoa odcuoaemas nouv3a Ojisi Mamepu npegocxooum nomeHyudIbHsli puck 01a niooa. Ipu
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HeoOX00uMocmu mepanuu 8 nepuod JaKmayuu ciedyem peuwums 80npoc O NPeKpaujeHuu 2pyoHo2o
BCKAPMAUBAHUSL.

= YV  nanmentok ¢ IIKMII Moxxer ObITh pEKOMEHIOBAaHAa MHULMALUSA TEpPANUU
H#OPOMOKPHUIITHHOM*™* ¢ 1IEJIbI0 CHIDKEHUS prcKa nporpeccupoBanns XCH u yimydieHust CHCTONYECKOH
bynxmu JIXK [52, 118, 119, 228, 229].

EOK 1IbB (YYP B, Y11 2)

. Kommentapuu: C yenvio 0610Kkadvl cekpeyuu NPOAAKMUHA U YCMPAHEHUS €20
HeOa2onpusmno20 GuuAHUsA npumeHsom Hopomokpunmun™*. Ilpucoeounenue #opomoxkpunmuna™* x
cmanoapmuou mepanuu CH cnocobecmayem ynyyuenuro @B JDK u kiunuueckomy 60ccmano8ieHuio npu
IIKMII. Pexomenoyemcs npumernenue #opomokpunmuna™* ¢ doze 2,5 me 1 paz 6 cymku 6 meuenue no
MmeHbutell mepe 1 nedenu 6 HeocnodcHenuvix cayuasx. Ipu mascenom mevenuu, co chudxcenuem @B <25%
U/Unu npu Kapouo2eHHoOM uloKe npo8oosm OIUMENbHYI0 mepanuio no 2,5 me 2 paza 6 cymxu 6 meyetue 2
Hedenv, a 3amem 2,5 me 1 pas 6 cymxu 6 meuenue 6 nedenv. I[Ipenapam ocmanasnusaem vipabomxy
2PYOHO20 MONOKA, Oelldst 2pyOHOe 6CKapMausanue neso3modchoim [119, 228, 229].

. [Manmentkam ¢ [IKMII Ttepanuto #OpOMOKPUNTHHOM™* peKOMEHAYeTCs COYeTaTh C
Ha3HAYCHHEM aHTHUTPOMOOTHUYECKHUX CPEJICTB B MPOPMIAKTUYCCKUX (TEPANeBTUUECKHUX) J103aX C LEIbIO
cHmkeHus pucka TOO [52, 53, 118, 119].

EOK IIaC (YYP C, Y1 5)

KommenTapuu: Jleuenue #OpomMoKpunmumom™™ OO0NNCHO CONPOBOHCOAMBCA HAZHAYEHUEM
AHMUMpPOMOOMUYECKUX Cpeocms 6 ceasu ¢ umeowumucs coobweHuamu o TOO na ¢hone npuema
npenapama (8Km0YAsL UHCYIbIM U UHDAPKM MUOKAPOQ).

. Tepamnus npenapataMu IpyIIbl rernapuHa (SHOKCAapuH HaTPUS**) B PO QUITAKTHUSCKUX
7103aX MOXET ObITh pekoMeHoBaHa s nanueHTok ¢ ITIKMII u tsokenoi muchynkuuein JOK (OB JDK
<40%) ans mpeAoTBpaIeHUs: 00pa30BaHKs TPOMOA, YUUTHIBAsE PUCK THIIEPKOATY/ISIIIMOHHOTO CTAaTyca BO
Bpems O6epemennocta [53, 218, 299].

EOK IIbC (YYP C, Y 5)

Kommenrtapuu: Cpeou scex ¢popm JKMII umenno npu IIKMII naubonee gvicoxa uacmoma
BEHO3HBIX U APMEPUATLHBIX MPOMO0IMOONULL, cocmasusuias 6 nepsvle 30 Oneil nocie pooos 6,8% [229-
231]. Ilpu omcymcmeuu nokazanuii 0 anmumpombomuyecxkou mepanuu (@II, snympucepoeunoiii
MpomMO, NPUZHAKU CUCMEMHOU 9MOoaUU) ee npogedenue He pexomenoyemcs. OOHAKO BO3MONCHO
HA3HAYeHue aHmumpomoomudeckux cpeocms (npeonoumumenvhee HMI (epynna eenapuna)) 6
npogunaxmuueckux 0ozax nayuenmxam ¢ IIKIIM npu xpaiine nuskou @B (menee 40%), xocoa amo
CMAHOBUMCS HEOOXOOUMBIM, YUUMBIBAS BbICOKULL PUCK PA3BUMUS NepUpepuieckux mpomooImooaull, 8

MOM HUCie 8 cOCyobl 20106H020 MO32d, U obpazosanus mpomba ¢ JIK [118, 119, 231, 299].
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= AnTHKOAryNIsHTHas Tepanus pekomenayercs naureHtkam ¢ [IKMII ¢ BHyTpucepaeunsim

TPOMOOM, OOHAPYKEHHBIM MPU BU3YATU3AlUN, WIM MPU3HAKAMH CHCTEMHOU 3MOo0ymu, a Takke ¢ OI1
WM TpereTanueM npeacepaui [2, 218].

EOK IC (YYPC, YA/ 5)

KommenTapuu: Bwibop ammukoacynaumuon mepanuu npu IIKMII ¢ enympucepOoeunvim
MpPOMOOM, OOHAPYIHCEHHbIM NPU BUZVATUZAYUU, UIU NPUSHAKAMU CUCMEMHOU IMOOIUU, a Mmaxdice
Pubpuniayuei/mpenemanuem npedcepoutl 3agucum om cmamyca bepemennocmu u rakmayuu (madiuya
2 [lpunoswcenue A3).

. Wmnnantauus ogHo- win apyxkamepHoro KBJ*** DOKC-T*** ynu KB/I-T*** moxer
ObITh pekoMeHsioBaHa mnanueHTtkam ¢ [IKMII, ecou dyHKIUs KemyT0YKOB HE HOPMAJU3YETCS TOCIe
O0epeMeHHOCTH, B COOTBETCTBHH C JICHCTBYIOIIMMH pekomMeHmarusvu [52, 53, 118, 119, 232, 233].

PKO 11bB (YYP C, Y11 4)

Kommenrtapuu: Eciu y owcenwunvt, nHecmompsa na OMT, coxpausiomcs cumnmomvr CH u
mscenas oucynukyus JDK uepes 6 mecsiyes nocie ycmanosnenusi ouasnosa, umeemcs oroxaoa JIHIIT
u onumenvrnocmo komniekca QRS>130 mc, pexomendyemcs nposedenue CPT, xoms Ookazamenvhast
baza oannozo memooa nevenusi npu IIKMII ouenv oepanuuena. Konkpemuuolx nokazanuii K npumeHeHuro
KBI*** npu IIKMII ne ycmano8ieHo 8 c8s13u ¢ MAIbiM KOJUYECMBOM UCCIe008AHUL 8 DMOU NONYAAYUU
nayuenmos. Yuumovisas Ovicmpvie memnsl 8occmanosneHus Qyukyuu JDK  npu  Hasmauenuu
cmanoapmuou  mepanuu CH, pannas umnnawmayus KBA*** y  nayuemmox ¢ HedagHo
sepughuyuposannoti IIKMII ne dondicna obcyscoamovcsi.

. VYV mnamuentok ¢ I[IKMII npu nHeapdextuBHOCTH MemukameHTo3HOW Teparmu CH u
HEO0OXOIMMOCTH TPOBEJCHHS MOCTOSTHHON MHOTPOIHOW Tepanuu MOXKeT ObITh pexomenmoBaHa MIIK
(cucrema skenmymouKoBasi BCIIOMOTATEIbHAS UMILIAHTHPYeMas***), kak BpeMeHHas, TaKk U B KaueCTBE
MOCTa K TpaHCILIAaHTAIlMK, WK TpaHCIUIaHTanus cepana [53, 118, 119].

PKO 11bB (YYP C, Y11 5)

KommenTapuu: Tpancnianmayus cepoya noxazana nayueHmkam, y KOMOpvlX UCHOIb308AHUE
MEXAHUYECKUX BCNOMO2AMENbHBIX VYCMPOUCME HEBO3MONCHO UIU HENCelamenbHo, a makdice, eciu
cocmosiHue He yinyduiaemcs 8 meueHue 6-12 mecayes. [na onpedeneHus/ucknoueHuss nOKA3AHUll K
MPAHCNAAHMAYUU cepoya HeoOX00UMO NPOBeOeHUe MeNCOUCYUNTUHAPHO20 KOHCUTUYMA C yYyacmuem
8PAueli-Kapouonio208,  8paveli-aKkyuepos-2UHeKon10208,  8payeli-aHecme3uoi0208-peaHumamoinoos,
8paueli-cepoeuHo-coCyOUCmblX ~ XUPYpeo8, 6padell-HeoHamono2os. B ceazu ¢ mem, umo @ce
UMMYHOOenpeccanmsvl nOnaoarm 8 2pyoHoe MOJIOKO, HeoOX00UM OmKa3 om 2pyOH020 8CKAPMIUBAHUSL
[118, 119].

= Cpounoe pogopaszpemieHue pexomenmyercss >xkeHmuHam ¢ [IKMII u HectabunbHON

reMOJIMHAMHUKON MJIH IIPU BBICOKOM MaTepHHCKOM pricke [53, 118, 120].
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PKO IB (YYP C, Y 5)

KommenTapuu: JKenwunam c evipasxcennou CH u necmabunvHot 2eMOOUHAMUKOU NOKA3AHO
HEOMI0IHCHOE POOopa3peulerie He3asucumo om cpoka cecmayuu. B makux cayuasx pexomenoyemcs
Kecapego ceuenue 00 KOMOUHUPOBAHHOU CRUHATILHOLU U INUOYPATbHOU aHecme3uell.

" VY nanuentok ¢ [IKMII u Tsxenoit CH MoxeT ObITh peKOMEHJIOBAH OTKa3 OT IPYJHOTO
BCKapMJIMBAHUS B CBSI3M C BBICOKUMH METa0O0JIMYECKUMU 3aTpaTaMH Ha JakTtamuio [53, 118, 228].

EOK 1IbB (YYP C, Y1 5)

KommenTapuu: [looaénenue nakmayuu modxcem paccmampueamovcs y RAYUEHMOK ¢ MAHCENO0U
CH u Husxou @B uz-3a nomenyuanvHvlx 3¢)pexmos cyoghpasmenmos nporakmuHa, 6blCOKUX
Memabonuueckux nompeOHOCmel, CEA3AHHbIX C JaKkmayuel U KOpMIeHueMm 2pyovlo, a makdice OJisl
CO30aHUsL 803MONHCHOCMU Nposedenus onmumanvrou mepanuu XCH.

. Bcem mamumentkam ¢ IIKMII pexoMeHmyeTcs KOHCYJIbTUPOBAHME MO MOBOAY pPHUCKA
BO3MOYKHOTO PEIMJIMBA BO BpPEeMs MOCIEAYIONINX OCpEeMEHHOCTEH, JaKe TIPH MTOJTHOM BOCCTAaHOBIICHUU
¢yakmum JIK, mockonbKy OHH COTPSHKEHBI CO 3HAYUTEIILHBIM PUCKOM 3a00JI€BAEMOCTH M CMEPTHOCTH
[2, 53, 118, 119].

EOKIC (YYPC, YIAS)

KommenTapuu: npu nosmopuuix 6epemennocmsax puck peyuousa I[IKMII cocmasnsem 30-50%.
HKenwunot ¢ IIKMIT unu anamuezom IIKMII 0ondicHbl nomyuumes KOHCYIbMayuio OMHOCUMENTbHO PUCKA
peyuousa, niaHuposaHus cemvlu U 8apuUaHmo8 KOHMpayenyuu.

JlanHble 0 0€30MacHOCTH Ha3HAUEHHUS JICKAPCTBEHHBIX IPENapaToB BO BpeMs OepeMEHHOCTU

NpeACTaBICHBI B mabauye 2 Ilpunosicenus A3.

3.4.2 Oco0CHHOCTH JICUCHU ST KAPAUOMHUONATHA, CBA3AHHBIX C JeHiCTBHEM

KapANMOTOKCHYHBIX BCIIECCTB

Ocobennocmu 1e4eHus aaKo201bHOu KapOuomuonamuu

Jleyenue marueHToB ¢ ankorojbHoH KMII M0/DKHO HaYMHATHCS C TOJHOTO BO3JEPIKAHUSA OT
[preMa aJIKoToJIs B JIOMOJHEHHE K TpaauiinoHHOMY JieueHuio CH.

" [Manuentam ¢ ankorosbHo KMII pexoMeHayeTcsl MOJIHOE BO3JACp)KaHHE OT MpHeMa
AJIKOTOJIS ISl YMEHBIIIEHUST BBIPAKEHHOCTH cucTonuueckoi auchynkiuu JOK, kotopas MoxeT ObITh
obpatuma [124, 125, 128, 135].

PKO IB (YYP C, VI 5)

KomMMmeHTapuii: B MHO20UUCIEHHbIX HAOMIOOCHUSX OMMeYeHd OOPAMUMOCMb HAPYUWEHHOU
pyuxyuu JDK nocne npexpawjenus ynompebienust anko2ois 6110ms 00 NOIHO20 ee 80CCMAHOGICHUS NPU
paunel abcmunenyuu. Jlasice eciu chudicennas yukyus JDK He Hopmanusyemcs noaHocmwio,

CUMNMOMbL U NPUSHAKU CHymeHbmaiomC}z nocne omkasa om ynompe@zemm anxoeons. Ecau nayuerm
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He OMKA3b18Aemcsi OM AIK020J, 00WUL RPOCHO3 OCMAEMCs NIOXUM U YPOBEHb CMEPMHOCIU 00Cmu2aem
40-50% 6 meuenue 3-6 nem [124, 125, 128, 135].

Iayuenmsi ¢ XpoHUUECKUM QIKO2ONUBMOM MO2YM OblMb NPeopacnoNoNCeHbl K Oeuyumy
muamuna, Komopwli moxcem npueooums k KMII unu cnocobcmeosamv ee pazgumuio, nod3momy
DPEKOMEHOYemcs. HA3HaA4amsv Maxkum HnayueHmam OuonocuyecKu axmusHvle 000asKu, coodepicaujue
muamun u goauesyio kucromy (1 me 6 cymrxu 6 meuenue 20-30 oneur) [128, 135].

Jleuenue KapOutmuonamuu, CBA3AHHOI C KOKAUHOM

= Jleuenue nanueHToB ¢ kokanHoBoi JJKMII mMoxkeT ObITh-paccCMOTPEHO B COOTBETCTBUU C
pexomenganusmu s jgeueHnss XCHa®B n XCHyn®B npu ycioBuu Bo3aepkanust OT KokauHa [53,
123].

PKO IIbC (YYP C, Y11 5)

KommenTapuu: Onucaner cayuau oopamumocmu cepoeyHou OUCHYHKYUU nocie npekpauets
ynompebaenusa Hapkomuxos. llayuenmam, AIAI0UWUMCA AKMUBHBIMU NOMPeOUMensamMu KOKAuHa uiu
UMEIoWUM UHYIO HAPKOMUYECKYIO 3A8UCUMOCMb, Npomusonokazana mpancniaumayus cepoya u MIIK
(umnnanmayus  cucmemvl  HcENYOOUKOBOU BCNOMOSAMENLHOU  UMNIAHMUPYEMOU™**) Kkak mocm K
MPAUCHAAHMAYUU, HA YO YKA3AHO 8 pa3delle, NOCBAUeHHOM nepecalke cepoyd.

. VY mamuenTtoB ¢ kokanHoBo JIKMII u puckom peruauBa 370ynoTpeOIeHUST KOKAHHOM
MOXeT ObITh pekoMmeHmoBaHo JedeHne XCH ampda- u Oera-aapeHOOSIOKATOpaAaMU C  IEJBIO
MOTEHIMAIBLHOM 3aIlUThI OT (i-arOHK3Ma KokanHa ¢ 1-perenropom [53, 123].

PKO 11bC (YYP C, Y1 5)

KommenTapuu: bezonacnocmov u sgppexmusnocmo BB y nayuenmos ¢ J[KMII, cesazannotl ¢
Kokaunom, Heussecmua. BB ¢ a-6nokupyrowumu céoticmeamu, wanpumep, kapseounon™* (ol-, pfl-, u
anmazoHucm f2-peyenmopos) modxcem He UMemb BbIPAN’CEHHO20 O-A20HUSMA C KOKAUHOM U Oblmb
noie3HblM Yy nayueHmog ¢ Kokaun-accoyuuposaurou J[KMII, ocobenno nocie 6o30epoicanus om
ynompebnenus — Kokauua.  IlpeonoumumenvuvivMu — npenapamamu  AGNAIOMCA  NPOU3BOOHbLIE

Oen300uasenuna, NOCKOIbKYy OHU NPOMUBOOEUCmEYIOm adpeHepauieckum 3¢ gexmam, HadbI0OaeMbim

npu ynompeoieHuu KOKauHa.

3.5 JleyeHune ¥ NAJJIMATHUBHAS NOMOIIL NP Tskea0i (TepmuHaabHoil) XCH

3.5.1 Jleuenue tsxeaoin (tepmunaabHoii) XCH v nanuenTos ¢ JIKMIT

Kpurepuu pauarHoza Tsokenoi (TepmuHanbHO#M) cramuun XCH  BKIIOYAarOT — ClieAyrolue
KIIMHUYECKHE CUTYyallud, COXpaHsmomuecs Ha ¢GOHE ONTHUMAIbHOM  MEIUKaMEHTO3HOW U
ANIEKTPO(HU3UOJIOTHUECKOM TEpaIny 10 MoKa3aHusM [234]:

1. XCH I - 1V ®©K co cToiikoi TsKeno CHMITOMATHKOM.

2. Tsoxenas qucyHKIMS MUOKap/a BCIEICTBHE:
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. cumkenus OBIIK <30%,

. HeonepadebHOM KITaaHHOM MaTOJIOTHH,

. BPOXKJICHHBIX aHOMAJIMN cepALa,

. MIOCTOSIHHO BBICOKOTO (1iu HapacTaromiero) ypoHs BNP unu NT-proBNP,

. TSDKETIOW  JIMACTOJIMYECKOW JTUCQYHKIMHM WM CTpYKTypHOW matonorun JDK B

cooTBeTcTBUU C onpenenenneM XCH s ymepenHo cHukenHot @B JDK.

3. Bonee 1 HezaruraHnpOBAaHHOTO BU3HTA WIIH TOCTIMTAITU3AIINH 32 TTOCIIeAHNE 12 MecsIeB 13-
3a:

= oobemHol neperpysku JOK wnu IDK, TpeOyromux BHYTPUBEHHOTO BBEIEHHUS BBICOKHX J103
JTMYPETUKOB (MJIM KOMOWHHUPOBAHHOMN INYpPETHUECKOM Tepanun),

" HU3KOTO CEPJICYHOTO BHIOpOCA, TPEOYIOIMIET0 HHOTPOITHOM TOIIEPIKKH,

® 3JJ0KaYECTBEHHBIX apUTMHUU.

4. Tsokenoe HapyleHHe TOJEpaHTHOCTH K (usmueckord Harpyszke: TOMX <300 m wmm
VO2zpeak <12—14 mi1/Kr/MUH 10 TPUYHUHE KAPIUATHHOM MaTOJOTHH.

Hanmnume nucdynkmuum apyrux opraHoB u TkaHed BcnenctBue XCH (Hampumep, cepiuedHas
KaxeKcHs, TUCPYHKIUSA MECUEHH, MOYEK M T.J.) WIH NOCTKAIMUIpHAS JISTOYHAs THIepTeH3us (2 Thim)
JOTOJIHSIOT MOHSATHE 0 TepMuHanbHONH XCH, HO He SBISAIOTCS 00sM3aTEIbHBIM e¢ KpuTepuem [234].

. [MarentoB ¢ Tsmkenoir  (trepmuuanpHoi) XCH pekomeHayercss HampaBisiTh B
CHelHaTM3UPOBAHHOE OTAENECHUE WIM aMOylaTOpPHBIM IIEHTp, 00JaJaolue ONBITOM JICUEHHUS TaKUX
OOJIbHBIX, C IIeJIbI0 CHIPKEHUS YHCIla TOCIUTANN3aIuil, ynyumenus kadectsa >xu3nu (KXK) u mpornosa
[148, 234].

EOK IA (YYP C, Y/ 5)

Kommenrapumn: Haruuue y nayuenma mscenou (mepmunanvnoi) XCH npeonorazaem mpu
gapuanma JneveHus: mpancnianmayuio cepoya, umnianmayuio MIIK (umnianmayuio cucmemol
AHCENYOOUKOBOU BCNOMOCAMENbHOU UMNIAHMUPYEeMOU***) u naniuamusnyio nomowp (Nocieousisi He
ucknouaem npoooicenue cmanoapmuoul mepanuu CH). Taoicecms nayuenmos, mpyoHocms 8 noobope
MEOUKAMEHMO3HOU mepanuyu  mpeoyom KOHCYIbmayuu Uiy O00A20CPOYHO20 JedeHus 8pavamu-
Kapouono2amu, umeruwumu onvlm maxot pabomovl. Cneyuanu3zuposanHas MeOUYUHCKAs NOMOUb
bonbHLIM ¢ mepmunanvHou cmaouett CH cnocobHa nosvicumv Ux 6bl#CUBAEMOCb, CHU3UMb YUCIO
2ocnumanuzayuil u nosvicums KK [235].

= [ManmenToB ¢ pedpakrepHOi TsoKenoi (TepmunansHoi) XCH pexoMeHTyeTcs HanpaBisiTh
Ha TPAHCIIAHTAIMIO Cep/ilia MPH OTCYTCTBUU OYCBHIHBIX TPOTUBOIIOKa3aHuii K Heil [51, 148, 234, 236].

EOK IC (YYP C, YU 5)
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. PexomeHtyeTcsi pacCMOTPETh MMIUIAHTALMIO JICBOXKEIYJOYKOBOTO 00X0/a B KadecTBE
«MOCTa» K TPaHCIUIAHTALUU Ceplla UM NOCTOSTHHOTO («1EJ€BOro») JIEYEHU y TIIATEIbHO OTOOPaHHBIX
nanueHToB ¢ Tsokenoi (TepmuHanbHoi) XCHH®B 1 npeanonaraemoil roandHoit cMepTHOCThIO >50%
[46, 51, 148, 236].

EOK l1aB (YYP C, YA/ 5)

= VY nanueHToB ¢ Tsbkeno (TepmuHanbHoi) XCH pekomenayeTcs TiaTenbHOE BbISBICHUE
U KOHTPOJIb 33J€PKKHU JKUJIKOCTH B COOTBETCTBUH C JIEHCTBYIOIIUMH KIMHUYECKUMH PEKOMEHIAUIMU
(KOHTpOJIb Beca, CyTOUHOTO auypesa) [46, 51, 148].

EOK IB (YYP C, Y 5)

KommenTapuu: B 3asucumocmu om msaxjcecmu cOCMOAHUS RAYUEHMA APU pephpakmepHom
OMeUYHOM CUHOPOME NPOBOOUMC KOMOUHUPOBAHHAS OUYPEMUYEcKds mepanus Uil HenpepbleHasl
unghysus pypocemuoa™*, umerowan npeumyuecmaa neped OONIOCHLIM 88e0eHUEM IMO20 npenapama y
bonvHblx ¢ maxcenou (mepmunanvroi) XCH, 0ns xkomopwvix xapaxmepHno couyemanue 3acmos U
eunomenzuu [237, 238].

. PekoMeHayeTcss y MalMeHTOB, MOJYyYarolIMX TEpanuio AUYPETUKaMHU BHYTPUBEHHO, a
TaKKe Tepamuio aHTarOHHUCTaMH  ajlbJOCTEPOHA, CpPEIACTBAMH, JCHCTBYIOIIMMU Ha PEHHH-
AHTMOTEH3UHOBYIO CCTEMY, OILICHUBATH (B CTAllMOHApE — €XKEeTHEBHO, B aMOyJIaTOPHBIX yCIOBUAX — 1 pa3
B HEJIEITI0) COJICPIKaHKE DIICKTPOJIUTOB KPOBH (HCCIIE0BaHUE YPOBHSI Kajvsi, HATPHS, OOIIETO KaJIbIUs B
KpoBH), QYHKIMIO MOYEK (MCCIeI0OBaHHE YPOBHS MOYCBHHBI, KpeaTHHHUHA B KpoBH C pacueTrom CKD),
nedeHn (MCCIeOBaHWE YPOBHS 0O0mero OwiMpyOMHa B KpPOBH, OINpPEICICHHE aKTUBHOCTH
anaHnHaMuHOTpaHcgepassl B kpoBu (AJIT), onmpenenenne akTUBHOCTH aclapTaTaMUHOTpaHc(epassl B
kpoBu (ACT)), reMOKOHIIEHTpaIMIO (MCCICIOBAHKE YPOBHS OOINEro reMorjoOnHa B KPOBH, OLCHKA
reMaTOKPHUTA), a TAKXKE COJIepKaHue B KpoBH MccienoBanue ypoBHs ailbOyMUHA B KPOBHU (€KEHECTHHO)
U OJHOKpAaTHO - ToOKaszareneil oOMeHa jkene3a (MccCiieoBaHHE YPOBHS JKejle3a ChIBOPOTKH KPOBH,
UCCIIeIOBaHUE YpOBHS (eppuTHHA B KPOBH, HCCIEIOBAHUE >KEIE30CBS3BIBAIONICH CIOCOOHOCTH
CBIBOPOTKH, HCCIICJIOBAHNE HACBIIICHUS TpaHcheppruHa jKene30M) Ui OLEHKH (YHKIIMH OpraHoOB-
MHUILIEHEW, KOHTPOJIS TEPANIMU U KOPPEKLIUU COCTOSTHUM, Biusitonux Ha nporuo3 u KK narmentos ¢ XCH
[46, 239, 240].

EOK IC (YYP C, Y1 5)

Kommenrapun: [‘unepxaruemuss na ¢one mepanuu anmazonucmamu aivoocmepona, UAIID,
APA, sancapmanom+caxyoumpuniom™* nogviuiaem puck cmepmu nayueHmos u mpeodyem pezyisipHozo
KoHmpona. Pazeumue eunoxanuemuu, eunonampuemuu, UNOKATbYUEMUU, 2EMOKOHYEHMPAYUU -
OCNONCHEHUSI UHMEHCUBHOU OUuypemudeckoll mepanuy, mpeodyiowjue peyiapHo20 KOHMPOAs O
npeoomepawjenus pazeumus pesucmenmuocmu K nemuegoim ouypemukam, 130, HPC. [{na oyenku

OUCHYHKYUU OpeaHO8-MunLeHel HeoOX00UM KOHmMpob hyHkyuu nowex u neyenu [240].
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. HenpepoiBHast BHyTpuBEeHHAs WHQY3US KapJHOTOHUYECKUX CPEACTB, KPOME CEpIEUHBIX
TJIMKO3UI0B, MOXET OBITb PEKOMEHIOBaHAa Uil OOJEeryeHus: CUMITOMOB Y MAlMEHTOB C TSDKEIOH
(repmunHanbHoit) XCH [46, 148].

EOK IIbC (YYP C, YA 5)

. BBenenune  neBocumenmaHa**  MokeT  ObITh  PEKOMEHIOBAHO  TAIlMEHTaM  C
nexomneHcauuen Tsxenol (repmuHaibHoi) XCH, nosyyatonum tepanuto bb, ¢ nenbio yMeHbLIeHUS
cumnromoB XCH [46, 148, 52, 103].

EOK IIbC (YYP C, Y] 5).

Kommenrtapuu: Huomponnas mepanus ne ynyyuwiaem 00120CPOUHbBIN NPOSHO3 ) NAYUEHMO8 C
msrcenou (mepmunanvrou) XCH, no ymenvuwaem cumnmomor CH u ynyyuwaem KK nayuenmog 6 nepuoo
0AHCUOAHUSL MPAHCNAAHMAYUU CePOYA, UMNIAHMAYUU CUCHEMbL JHCETYOO0UKOBOU BCHOMO2AMENbHOL

UMNIAHMUPYEMOU***

unu nposedenus namruamusnou mepanuu [234]. Iocreonue memaananusul,
NoCesUeHHble U3YYeHUIO dhhekmusHocmu mepanuu 1e80CUMEHOAHOM™ ™ | nokasaiu, Yymo npenapam, no
cpasHeruio ¢ naayedo u 000ymamuHom™™, ne moavko bonee 3¢ghghexmusen 8 ymeHvUIEHUU CUMNIOMOB
XCH, Ho u 6 Oonvwel cmeneHu yayyuiaem 2eMOOUHAMUYECKUe NOKA3amenu Manoeo Kpyed
KPOBOOOpaueHus, Nno4eyHo2o KpoBoOmMoKda, U cnocoocmseyem cHudcenuro oowetl cmepmuocmu. Tepanus
JI€BOCUMEHOAHOM™ ™ accoyuuposana ¢ IKCMpacucmonuetl, 20J108HbIMU OOIAMU U C 2UNOMEH3UEl 8 NEPUOO
86€0eHUsl npenapama, NocieoHee Modcem OblmMb KOMNEHCUPOBAHO UH@Y3uell KapOuomoHU4eCKux
cpeocms, Kpome cepoednbix 2IUKO3UO08 (HOpINuHeppun™* ¢ munumanvuvix 0ozax) [241-243). Tepanus
J1€BOCUMEHOAHOM™ ™ He mpebyem ommenvt BB. Dmu epynnvl npenapamoé o61a0aom CUHepeusMom 6
VeenuueHuu cepoeuHo20 8blOpOCa U CHUICEHUU OasleHUs 3aKIUHU8aHusi necounol apmepuu (3J1A4)
[244].

. Perynspubie nepuoaundeckue HHPY3UU aIpeHEPTHUECKUX U 10(aMUHEPTHIECKUX CPEIICTB
HE PEKOMEHIYIOTCS MMalMeHTaM ¢ TspKenoi (TepmunansHoil) XCH mis ymyumenus nmporaosa [245].

EOK IIIC (YPP C, Y/ 5)

KommenTapuu: Ilpepvisucmas cxema 66edenus oOonamuHa™*/0obymamuna™®* y unompon-
3A6UCUMBIX NAYUEHMOB8 NPUBOOUM K BDEMEHHOU KOMNEHCAyuu 2emMoOUHAMUYEeCKUX napamempos u
80CCMAHOBNIEHUIO DYHKYUU OP2AHO8-MUULeHell, KOmopas OblCmpo HUBEIUPYemcs Ha oue ux ommeHul,
NnO3MOMY Ol YMEHbUIEHUSI CUMNMOMO8 Clledyem UCHONb308amb ONIUMelbHOe HenpepbléHoe 88e0eHUe
IMUX NPenapamos.

= v MalMEHTOB c TSKEIION (TepMHUHAIIBHOI) XCH, AMEIOIIUX
MPOTHUBOMOKA3aHUA/HEBO3MOXKHOCTh mpoBeneHnss MIIK  (MMIUTaHTaIMl  CHCTEMBI  KEIYI0YKOBOM
BCIIOMOTATEJIbHOW HMMIUTAHTUPYEMOW***) WM TpaHCIUIAHTAIlMK CEpIIla, B KAueCTBE MaJUIMATHBHOMN
Tepanmuu B aMOYIaTOPHBIX YCIOBHUSIX MOKET OBITh PEKOMEHIOBAHO BBEJCHHE KapIUOTOHHMYECKUX
CPEICTB, KPOME CEPJICYHBIX TIMKO3HUIOB, JJIsl YMEHBIIICHHS] CUMIITOMOB 3a00eBanust 1 nosbieHust KK
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[245].
PKO IIbC (YPP C, Y1 5)
KommenTapuu: C yervio unomponHou mepanuu HaA OOMYy Ccledyem paccmMampusams
JI€BOCUMEHOAN™™,  MUHUMANbHbIE 003bl  O0ONAMUHA™™ uiu oodymamuna™*. [{nsa npoodonscenus
UHOMPONHOU mepanuu  amoyiamopuno (Ha O0omy) ciedyem pPYKOBOOCMBOBAMbCS — CLeOYIOUUMU

kpumepusimu [245]:

" Hanuyue 2emMOOUHAMUYECKOU U CUMNMOMAMUYECKOU NONAb3bl OM LlquyS’Z/lZ/l npenapama

(veenuuenue CH na 20% wnu cnudicenue oasnenus 3aKIUHUBAHUSL 1€20UHbIX KANULISPOS);

" omcymcmeue 3qbqbe1<ma npu nonvlmkax yJiayd4uierus COCmoOsAHUA 3a cuem NnpuUMeHeHUsl

nepughepuyeckux 6azoounamamopos O JedeHus 3a001e6aHull cepoya u ONMuUMU3AyUU 00bEMHO20

cmamyca,
. VXyouieHue CUMNMOMO8 Npu OmmeHe UHOMPONHOU mepanuu;
. peuienue KOHCUTUYMA O MOM, UMO UHQDY3Us KAPOUOMOHUYECKUX CPeoCcms, Kpome

cep()elmblx 2]2141('0314006, 6ydem NPUMEHAMbCAL He OJ151 NOBLLULEHUS, BLIXHCUBAECMOCTIU nayuerma, Ho juuilb 6
Kadecmee cpedcmea, O5€Cl’l€'-lu6a101/1/;620 6bINUCKY U3 cmayuoHapa, a 6 aM6yﬂam0prlx YCioeusix — onst

VAyuuleHus: pyHKYUOHaIbHO20 cmamyca,

. aghghexmuenocms 8 OMHOUEHUU CUMNIMOMOB MOXNCEM OblMb onpedesieHd KaK YMeHbUleHUe
cumnmomos CH 6 sude mopmanuzayuu memna ouypesa, pecpeccuu OmMeyHo20 CUHOPOMA, CHUMCEHUS
8bIPANHCEHHOCTNU OOBIUUKU, MOJCEM CONPOBOAHCOAMBC YMEHbUICHUEM IHMEPANbHOL He00CMAmMOoYHOCU,
sHYyegparonamuu.

. MenukaMeHTO3HYI0 TEepanuio y MalueHTOB, HUMEIOIUX THKEIylo (TEpMHUHAILHYIO)
XCHu®B, pekoMeHayeTcss  IPOBOJUTH,  COONIOMass  OOBIYHBIE  MPUHIUIBI  KOMOWHAIMH
HNAIl®/Bancapranatcakyourpmia**/APA, Bb, anrtaronucroB  ampgoctepoHa u  uHIJIT2
(mamarmudiosuna**/amuariudio3uHa**) i CHIDKEHHs 4Kcia rocruranu3aiuid u3-3a CH u cmeptu
[46, 148, 234, 246].

EOK IB (YYP C, Y/ 5)

Kommentapun: Cocnacno onpedenenuto msaxcenon (mepmunanrvrou) XCH, uma momenm
NOCMAHOBKU MAKO20 OUASHO3A NayueHm yxce OO0jdceH umemsv onmumanrvhyilo mepanuto CH.
Koncmamayus mepmunanvrnoi cmaouu XCH mpebyem e6vibopa credyrowux onyuii. npogeoeHue
mpancnianmayuu  cepoya, MIIK (umnianmayuu — cucmemvt  H#CeryOOUKOBOU  6CHOMO2AMENbHOU
UMRAAHMUPYEMOU™**) unu naiiuamuerol mepanuu, Ho He NOOpPa3ymesaenm OmmeHy MeOUKameHmo3HOU
mepanuu, KOmopas Mmodicem Oblmb NepecmMompena Iullb Npu HATUYUU COCMOAHUL, 02PAHUYUBAIOUWUX

npumeHenue 6a308blX Npenapamos (bpaouxapous, 2unepraiuemuss, 2unomeH3us u m.n.). Bcezoa ciedyem
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no00epICUBAMsb NpUMeHeHUe UHOUBUOYATbHO NOOOOPAHHOU, MAKCUMATbHO NEPEHOCUMOU 003bl CPEOCMS,
0elicmeyrowux Ha pPeHUH-AHUOMEH3UHOBYIO CUCIEMY, AHMALOHUCMA albOOCMEPOHA U MUHUMATLHO
aghghexmuesnoll 00361 duypemura, obecneuusaioweli cocmosnue sygoaemuu. Ha oannoi cmaouu XCH
cnedyem UHOUBUOYANUZUPPOBANMb NOOOOP pUumMypexcarowet. mepanuu ¢ y4emom HU3Ko20 yOapHo20
obvema, 6 MOM yucie U Npu MAXCENOU MUMPATLHOU ULU MPUKYCRUOATbHOU pecypeumayii.
HUccneoosanus s¢hghexmos usabpaouna™™ 6 smou kocopme OO0IbHLIX He NPOBOOUNUCH, d Yellesble
noxazamenu YCC ne onpedenenui.

= v MMalUEHTOB c TEpPMHUHATBHON XCH HACTIOJIb30BaHNE
yIbTpauIbTpaluu/ yabTpareMoPmibTpallid KPOBU MOXKET OBITh PEKOMEHIOBAHO TOJBKO B CIydasx
OTCYTCTBUS OTBETa Ha TIOJIHOIICHHYIO TUYpeTUIeCKyto Tepanuto [52, 51, 246].

EOK IIbB (YYP C, Y1 5)

KommenTapuu: 3amecmumenvhas noueunas mepanus no cpagHeHuio ¢ mepanuei nemiesvimu
OuypemuKkamu He umeem NpeuMywecms, nodmomy OAHHbIl MemoO He MOJCem paccMampueamscs 8
Kauecmee mepanuu nepeou TuHuu y nayuenmos c¢ oekomnencuposannou CH. Kpumepusamu ona navana
3amMecmumenbHol NOYeyHoUu mepanuu y NAyueHmo8 ¢ nepecpyskou 00vbemMom, pegpaxmepHol K

ouypemuuecko mepanuu, seistomes [51, 246]:

. onU2ypUsl, He OMEeyawas Ha 60CCMAHOBIEHUE BHYMPUCOCYOUCO20 00beMa,

. eunepkanuemus (cooepocanue K™ >6,5 mmons/1 6 coisopomre kposu,),

. ayuoos (PH apmepuansno/yenmpanvhoii éenosnou kposu <7,2),

= VPOBEHb MOUeBUHbL 8 CbleopomKe Kposu >0,25 mmonv/n, yposenv kpeamununa >300
MKMOJIL/TL.

3.5.2 NaaauaTuBHas noMomb nanuenram npu JTKMII

Henpto mammaruBHo nomom npu XCH sBisieTcs mnpenoTBpaiieHue Wid oOJerdyeHue
(bu3nUYeCKUX, MCUXOCOIHMANBHBIX, AYXOBHBIX CTpagaHuii u nosbimieHre KK manueHToB W 4jIeHOB UX
cemeit [247]. Jumb okono 34% manuentoB ¢ XCH B mocneanue 3 Mecsiiia cBOCH JKH3HH MOJYYarOT
naJUTMATHBHYIO ToMollb [245, 248]. Havano namwmmatuBao# nomorry nammeHtam ¢ XCH He o3Hayaer
OTCYTCTBHE IIAHCOB HAa CTAOMIM3ALMIO W/WIM YIy4llIEeHWE MX COCTOSIHUS U OTKa3 OT CTaHAAPTHBIX
METOI0B JieucHus [248].

= Ha srame mannuatuBHOW MOMOIIM peKoMeHayeTcs npojaonkeHue ynedeHus XCH u ee
OCIIO’)KHEHUH B COOTBETCTBUHU C JCHCTBYIOIIMMH KIMHUYECKUMHU PEKOMEHAANMSIMU, B TOM YHUCHE IS
yMEHbIIICHUsT cuMITOMOB [236, 248, 249].

EOK IC (YYP C, Y1 5)

= [MannmuaTuBHYIO TOMOIITH ManMeHTam ¢ TepmuHanbHo XCH pexoMeHnayercs miaHupoBaTh

IIpU TOCIIUTAJIN3AIUNU WA TIPU HepBOM/ MOCJICAYIOIIIUX aM6y.IIaTOpHBIX 06paIJ_ICHI/I$IX IIOCJIC BBIIIMCKH M3
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CTaloHapa, a MpH MPOTHO3UPYEMO# IIPOJODKUTEILHOCTH )KU3HU MallMeHTa <6 MecsI1eB peKOMEHyeTC sl
pacCMOTPETh €ro HampaBICHHE B XOCIHC C IENbI0 YIYYHICHUS KAuyecTBAa J>KU3HU U OOJCrdeHHs
cuMnToMoB [236, 247].

EOK IB (YYP C, Y 5)

= [Ipu oxazaHuu nanIMaTUBHON Momoly 00JbHBIM ¢ TepMuHaIbHOU XCH pexomenayercs
MYJIbTHANCIMIUIMHAPHBIN TIOAX0J C YacTOW MEPEOICHKON (U3MYECKUX, YMCTBEHHBIX M JIyXOBHBIX
notpedHocTel maruenTa [236, 249].

EOK llaC (YYP C, Y]] 5)

Kommenrapuu: [Jenu neyenus moeym usmeHamMovCs 8 3A6UCUMOCIU OM CMaouu 3a00e8anus,
msidcecmu  COnymcmeyiowell namonocuu u peuwienuss nayuenma. Heobxooumo ungopmuposamo
nayueHma u e20 poOCMEEHHUKO8 O MeyeHUU 3a001e6aHus, NPOSHO3e, BO3MONCHOCMAX JNeYeHUs U
cosmecmno onpedensimy yeau u 3a0avu mepanuu [249). Taoxcecmov 3a60ne8anus, NCUX0-KOSHUMUBHbIE
ocobennocmu nayuenma ¢ XCH, uapywenue eco coyuanbHoeo GYHKYUOHUPOBAHUS ONpPeOesiom
HeoOX00UMOCMb NpugedeHUs O OKA3aHUS NALTUAMUBHOU NOMOWU MYTbMUOUCYUNTUHAPHOU KOMAHObL
[236, 249], komopas Oondxcna exmoOuamb Jeuawe2o 6paud, meocecmep, BPAUA-KIUHUYECKO20
Gapmakonoea, MeOUYUHCKO20 NCUXON02A UW/UMU 8pAYa-NCUXOmMepanesmd, 6pavd no J1eyeOHOl
QusKkyremype,  6paua-ouemonozd, COYUudaIbHo20 PpAbOMHUKA U  Opyeux  CReyualucmos npu

Heobxooumocmu.
Omanwt okazanusa nanauamuenou nomowiu nayuenmam ¢ CH.

a) IManumentam ¢ repmuHanbHOl cragueit XCH pekoMenayercs paspaboTKa IUIaHa NaUIHaTHBHOMI
MOMOIIY U ero (UKCUPOBAHKUE B METUIIMHCKOM JOKYMEHTALUU C YKa3aHUEM MPEANOYTeHUN MalueHTa B
OTHOIIICHUH BapHaHTOB jieucHus [52, 236, 57, 269].

EOK IB (YYP C, Y 5)

0) IMammentam ¢ XCH pekomeHayroTcsi OOy4eHHE M KOHCYIBTALMH II0 ONTHMAILHOMY
CaMOKOHTPOJIIO C II€IbI0 ONTUMH3AIIMK TAKTUKU BeaeHus [236].

EOK IA(YYP C, YO/ 5)

B) Jlna mauueHtoB ¢ TepMuHanbHOM cramueii XCH pekomeHayercs —opraHusaius
MYJTbTHANCIUIUTMHAPHONR KOMAH/IBI C IENIbI0 OKa3aHUs MOMOIIIM KaK MallMeHTy, Tak u ero cembe [236,
249].

EOK IA (YYP C, Y1 5)

') PekoMeHayeTcst IEpECMOTP HEOOXOAMMOCTH OCHOBHOM (IoKasasuieii mosb3y) Tepanun XCH,
BKtouas ¢pyakimonupoBanue MKJ***, npu noctmkennn 00mpHBIM TepMHUHANBHON cTtaanun XCH unu
NPy yIIy4IeHHH ero craryca [236, 249].

EOK llaC (YYP C, Y1 5)
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1) Tanuentam ¢ TepmunanbHoii cramueii XCH pekoMenyeTcss Koppekuus 6a30BOi Tepanuu U
CHUMIITOMAaTHYECKOTO JICYCHUS B KOHIIE ero ku3uu [236].
EOK IC (YYPC,YAA5)
€) PexkomeHayercs NepecMOTp IUIaHA NAUIMATUBHON IOMOIIM IIPU H3MEHEHHMH COCTOSHHMS

MaIMeHTa Wik P U3MEHEHUH €ro OTHOIICHHUS K 3a0oseBanuio [52, 236].

EOK llaC (YYP C, Y]] 5)

IManauaTuBHAsI IOMOIIb B JIeYeHUH OTAeJdbHbIX cumMnToMoB XCH

Oapbilmika MOXeT OBbITh BBI3BaHA BEHO3HBIM TIOJHOKPOBHUEM JIETKHX, THIPOTOPAKCOM,
METa0OIMYECKUMH HAPYIICHUSMH, JKele30JAe(UIIUTOM, TPEBOTOW WM JCTPECCHEH, MBIIICYHON
ciabocteio. B tepmunanbHoil cragun CH oppliika pegpakrepHa K CTaHIApTHOM Tepanuu, U JJis ee
KOPPEKIMH HE0OXO0 UMbl METO/IbI TAIUTMATHBHOTO Toax01a [52, 249].

= VY naunuentoB ¢ tepmuHanbHOM XCH 1 ymeHbIIeHHs] O€CIIOKONCTBA, CBS3aHHOTO C
OJIBIIIIKOM, MOYET OBITh PACCMOTPEHO MCIIOJIb30BaHKE MPOU3BOAHBIX OeH30aua3enuna [250].

PKO 11bB (YYP C, Y1 5)

. Y nmnamuentoB ¢ TepmMuHanbHOM XCH 11 CHWKEHUST BBIP@KEHHOCTH  OJBIIIKH
pEKOMEHAYETCsI MPOBEACHUE  JbIXaT€IbHOM T'MMHACTHKH, HEPBHO-MBIIIEYHONW AIIEKTPUYECKON
crumyssiiun [250, 251], mcnosp3oBaHHEe BCIIOMOTATENbHBIX CPEACTB I MEPEABMKEHUS (XOMYHKH,
KpeclI0-KoJIsIcKa MeXaHN4ecKas U KPEecI0-KOJISICKa C 3JIEKTPOTIPUBOJIOM).

PKO l1aB (YYP B, YJ111 1)

Kommenrtapuu: Illpeumywecmesa, ceazanHvle ¢ 68e0eHUeM ONUOUOO8 U NPOU3BOOHBIX
benzoouasenuna OJisl NAYUEHMO8, KOMOopble NPUOIUNCAIOMCS K KOHYY HCUSHU UILU YMUPAIOM, MO2Ym
nepeseuusans pucku, NOCKOJIbKY NAIUAMUBHAS NOMOUb COCPEOOMOYeHa HA CO30AHUU MAKCUMATbHO20
kompopma u ynyuwenuu KXK. Ha ocHosanuu neOONbUWUX OOHOYEHMPOBLIX UCCIEO08AHUL U
cucmemamuyeckux 0630po8 noKazauna 3¢gexmusHocms 1 6e30naACHOCHb NPenapamos U3 IMux 2pynn y
nayuenmos ¢ XCH [252].

. [Manmentam ¢ TepmunanbHoi XCH mist ycTpaneHus 0014 B KauecTBE MEPBOW JTUHHUH
Tepanuu pekoMerayercs mapareramona** (500 mr mo TpeboBaHm0), IPpU HEIPHEKTUBHOCTH K TEPATHH
PEKOMEH/I0BAaHO J00aBUTH OO IbI [236].

EOK l1aB (YYP C, Y1 5)

= [TanmenTtam ¢ TepmuHanbHOi XCH ¢ 11€51b10 yMEHBILIEHUS OLIYILICHHs 001Iell ciadocTn
peKOMEHAYIOTCS  u3nyeckas peaOWIuTalds W METOIbl dHeprocOepexeHus (KMCMOJIb30BaHUE
BCIIOMOTATENBHBIX YCTPOUCTB I MEPEABMKECHUS B BUIEC XOAYHKOB, Kpecia-KOJSCKA MEXaHHMUECKOU
WM KPECIIa-KOJSICKU C AIIEKTPOTIpuBoIoM) [236].

PKO I1aC (YVYP C, Y] 5)
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KommenTapuu: Buwipadcennocmv obwetl ciabocmu coomuocumces ¢ msicecmoto XCH u
accoyuuposana ¢ nouMopouonvim ¢honom. Cnocoocmsyrom pazeumuio ciabocmu HU3KUL cepoednbill
8bl0poC, Oenpeccus, OUCINEKMPOIUMEMUS, CUHOPOM HOYHO20 ANHOI, HANUYUE XPOHUYECKUX 04a208
ungpexyuu, oacenezodepuyum u Op. Cneyugpuyeckux Gapmakoiocuseckux nooxo008 Os JeyeHusl
cnabocmu He cywjecmgyem, cmanoapmuas mepanusi XCH 6 omHowieHuu 3moz2o CUHOpOMA Maio
aghghexmusna.

= Pexomenayercs MpoBOAUTH JUArHOCTUKY TPEBOI'W U Aenpeccuu y nanueHtos ¢ JIKMII n
tepmuHaibHoM cragueit XCH [52, 253].

EOK IA (YYP B, Y 3)

. [Ipy BBISBICHUU TPEBOTH W/WIU JIEPECCHU PEKOMEHJIOBAaHbBI TMpHeM (TeCTUpPOBAHUE,
KOHCYJIBTAIIMS1) MEIUIIMHCKOTO TICUXOJIOTa TIEPBUYHBINA U JICUEHUE Y MEIUIIMHCKOTO TICUXOJIOTa /WK
npueM (OCMOTp, KOHCYJIBTAIIHS) Bpada-TICHXOTepaneBTa MePBUYHbBIN, MYJIbTUIMCIIUTUIMHAPHBIN TTOIX0T
C HCIOJIB30BAHUEM HEMEIMKAMEHTO3HBIX M (DapMaKoJIOTHYeCKHX METOJ0B JsiedeHus [253], Bkmouas
KOTHUTHBHO-TIOBEJCHUYECKYIO Tepanuio u pusnueckue Tpenuposku (EOK IA (YYP B, VI 3).

= VY 6onpubix XCH mpousBoiHbIe OeH30/1Ma3eNHa PEKOMEHI0BaHbl KaK CPEJICTBA MEPBO
JUHHUH TIPUA TPEBOKHBIX paccTpoiicTBax [254].

PKO l1aA (YYP C, Y/ 5)

. VY nmanmentoB ¢ tepmuHanbHO XCH 11 JieyeHus 3nu30/10B AENPECCUBHBIX PACCTPOMCTB
MOJKET OBITH PACCMOTPEHO Ha3HAYEHHE cepTpanuHa™* u scuurtanonpama [46].

EOK IIbB (YYP C, Y]] 5)

. Y nanuentoB ¢ TepmuHaibHOM XCH nmd JedeHusT AENPECCUBHBIX SIHM30J/I0B HE
pPEKOMEHAYEeTCSI MPUMEHEHHE HECEJIEKTUBHBIX HMHTUOMTOPOB OOpAaTHOrO 3axBaTa MOHOAMHUHOB U
AHTUIICUXOTHYECKUX CPEJICTB M3-32 UX BBICOKOW KapHOTOKCHUHOCTH [46].

EOK A (YYP C, Y 5)

Capkonenusi — 3TO COCTOSIHME, CBS3aHHOE CO CTapeHHEM OpraHu3Ma WM C XPOHUYECKUM
3a00JIeBaHUEM, TPUBOJAIIEE K MOTEPE MBIIICYHON MacChl, CHIDKEHUIO CUJIbl U MPOU3BOAUTEIHLHOCTH
Mbli. Kaxekenst — 3To renepanu3oBaHHBIN MPOLIECC TOTEPU MBIIICUHOM, KUPOBOM U KOCTHOH TKaHu. B

HacToAlee BpEMA HE CYHICCTBYCT JICKAPCTBCHHBIX IIPCIAPATOB, 3aPCTUCTPUPOBAHHBIX JIA JICHCHUA
CapKOIICHUH.

. bonbubiM ¢ TepmuHambHOM XCH wu capkomeHueld peKkOMeHJIOBaHbI (HU3NUYECKUe
TPEHUPOBKH, HAMIPABJICHHBIC HA YBEIMUCHUE CUITBI MbImiI [255, 256].

EOK IB (YYP C, Y 5)

. VY mnamuentoB ¢ tepmuHanbHOM XCH M kaxekcueidl MoKeT OBITh PEKOMEHI0BaHO
BKJIIOYEHHE B CXEMY JICUEHUS! CTHUMYJISATOPOB amIeTHTa, (PU3NYECKUX TPEHUPOBOK, MUILEBBIX T00aBOK

(mMTaTeNBHBIE CMECH, MOJIMBUTAMKHBI) [255, 257].
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EOK 11b B (YYP C, V]I 5)
KOMMCHTapHH: bonee BbIPAJICEHHbLE PE3)YIbMAMbl Oocmueaiomc;l npu COBMeCntHoM HA3Ha4verHuu

PuzuuecKkux mpeHuposoK u Hympumuenou nodoepicku [257, 258].

Hpquﬂlnbl 66e0eHUA IHMEPAIbHO20 RUMAHUA 6 DAUUOH:

- Hauunamo nympumuenyio noooepcky c¢ manvix 003 (5 — 10% om ypoews ucmunnoi
nompebrocmu 6 sHepauu), 00veM IHeP2OBOCNONIHEHUS YEeIUNUBANb KadcOble 5 — T Onell.

- Obs13amenvHo 0006asIMb (hepMmenmHbvle NPenapamai.

- Konmpone sghghexmusnocmu nympumuenoii noooepicku 6Kuouaem OYeHKY UHOEKCad MACChl
mena (MMT), moweii maccol mena, OKpY#CHOCMU MblUY Niedd, KOHMPOIb COOEPHCAHUS AlbOYMUHA 8
KPOBU U OYEHK)Y NePeHOCUMOCU NUMAMENTbHOU CMECU.

- Ilayuenmam ¢ XCH 6 cmaouu oOexomneHcayuu ONMUMATbHbIM ABIAEMCA NpPUMEHeHUe
OIUCOMEPHBIX NUMAMENbHBIX CMecell.

- B nepuoo cmabunuzayuu cocmosnus 0 ex4ceOHe8H020 NPUema peKoOMeHO08AHO UCNOIb308AMb
8bICOKOMONEKYIAPHBLE COANAHCUPOBAHHBIE CMeCU 0TI IHMEPATbHO20 numanus 8 Konuvecmeae 25-50% om
CYMOUHOU dHEP2ONOMpPeOHOCMU.

- [lpu evipascenHoll cepoeuHoll KaxeKkcuu, Ko20a NpUMEHEHUe OSHMEPAIbHO20 NUMAHUs
HEBO3MOMNCHO — WIU  HeOOCMAMO4YHO  3PDEeKMUBHO,  B03MONCHO — COYEMAHUEe IHMEPAILHO2O U

napenmepanvro2o numanus [259].

JleakTHBAIIMSA MEeIUIIMHCKHUX YCTPOHMCTB

***  (OTKIIOYEHHUE

. Pexomennmyercss orBeneHue aeuOpWILIATOpPA  AHIOKAPIHAIBLHOE
nerOPHUILTUPYIOIIETrO 3JEKTPO1a HOCUMBIX yeTpoiicTB KBJI*** unu KB/I-T***) maruenram, HMEOIHM
TepMuHaNbHY0 ctaanio XCH, s yMeHbIIEHHS CTpaJaHuii U MOBBIIICHHS KadecTBa »u3Hu [52, 260,
261].

EOK IC (YYP C, YO/ 4)

KommenTapuu: /s npunsamus pewerust 06 omeedeHuu 0euopuiisimopa SHOOKapOUaIbHOM™**
HeobX00UMO Hanuuue ciedyiouux Kpumepues:

1. ouaecnoz mepmunanvro cmaouu XCH, ycmanoeieHHblil COBMECHHO CO CReYUATUCTOM NO
nevenuro CH;

2. nposedenue  mpancnaanmayuu  cepoya unu  MIIK  (umnianmayuu — cucmemoi
AHCENYOOUKOBOU BCNOMO2AMENbHOU UMNIAHMUPYEMOU***) ne npedononazaemcsi;

3. 8 cyuae eMeHseMOCmuU NAYUeHmad, y He2o UMeemcsi COOMeemcmeywee dcelanue (e2o
8b100p opuenmupogar Ha KK u oowuil xomghopm).

Pewenue 06 ypeenmnom omeedenuu Oeuobpuriamopa 3HOOKAPOUATLHOM™ ™™  (nanpumep,

HanodiceHueM masHuma Ha oonacme KB/[*** ona npedomepawenus e2o nenpepvieHo2o cpabamuvlearus)

Moaicem NPpUuHAmMsd KOHCUIUYM epaqed.
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Pewenue 06 omeedenuu Odegpubpuniamopa 3HOOKaApOUATLHOM™ ™™ hukcupyemcesi 6 ucmopuu
oonesHu unu ambyramopHol Kapme OONbHO20, U NPU CO2NACUU NAYUEHMA, 00 dMOM peuleHuu
ungopmupyiomes e2o poocmeennuky. Omeedenue O0epuodpuiIimopa 3HO0KaApOUaAIbHOe™***  ymodcem
npoBOOUMbCsL 6 AMOYIAMOPHBIX, CMAYUOHAPHBIX Yclosusx uiu 6 xocnuce [260, 262].

Coenacno onyboiukoganuvim OanHviM, 6 meuenue nocieonux 30 Ouell JHCUBHU DNEKMPOULIOK
noayuanu 21-27% nayuenmos, umerowux KB*** umu KB/-T*** a 6 nocreonue 24 waca scusnu
anekmpoutok nepenecau 31%: 55% nayuenmos uz nux noayuunu 3 paspsioa, 32% - 6onee 10 paspsoos.
Ipu 5mom meOUYuHCKUL NePCoOHAN U YeHbl CeMbU OMMEUAIU Y YMUParwux cmpecc, 6016 U CHUNCeHue
KK [261], a oorcudanue e2o nosmopenusi 6bl3bl6AN0 MPEBONHCHOE COCMOAHUE Y NAYUEHMO8 U
nepedsicusanus éceil cemvu [261, 263].

. [TanmenTtam ¢ TepmunanbHoit XCH pekoMeHyeTcsi OKCUTreHoTepanus Py HachbIeHUH
KpoBu kucjaopoaom <90% (1o JaHHBIM TYTECOBON OKCHUMETPHH U ITPH OTIPEICTICHUH B apTePHATBHO N
KPOBH) JIUIS YITYUIIIEHHS KIMHHYECKHX UCX010B [46, 52, 263].

EOK IB (YPP C, YI/I 5)

3.6 Xupypruiueckoe Jedyenue. Q0e3001uBaHue

3.6.1 Xupypruueckoe jje4yeHHe HeJOCTATOYHOCTH MUTPAJILHOI0 H

TPUKYCHUAAJIBLHOT0 KJaananoB npu JIKMII

OcHOBHBIE TIOKa3aHHsS K KOPPEKIMH BTOPHYHOW MHTpanbHOM Hemocratounoct (MH)
npeacTtaBiacHbl B KIMHHUYECKHX peKoMeHmausx «MuTpaibHas HeI0CTaTo4yHoCcTh» M3 PO [264],
pexkomenganusax EOK [52, 265] u pexoMeHmanusax AMEpUKaHCKON accommanuu cepana [266].
OynkuoHanbHas (Bropuunas) MH BeisBisercs y 75% mammentoB ¢ JIKMII, nmpu stom y 30% GosibHBIX
JKMII peructpupyercs MH >2 crenenn [264]. MH 3-4 crenienu cyiieCTBEHHO CHIDKACT BBDKUBAEMOCTD
narrenToB u yxyamaer teuenne XCH [264, 265, 267].

Koppekuust mutpansHoii peryprutaiuun (MP) mo3BosisieT yMmMeHbHIINTH BbIpakeHHOCTh CH,
yAYUIIUTh Ka4eCTBO W YBENUYHUTh MPOJOJDKUTENBHOCTh JKU3HM OosibHbIX JIKMII u  moxer
paccMaTpuBaThCs KaK «MOCT» K MOCIEAYIOIIeH TpaHCIUIaHTAIlUU Ceplia.

. Pemenune Bompoca o uenecooOpasHoctu koppekiuu MH y mnanmenta ¢ JIKMII
pEKOMEHAyeTCsl MPUHUMATh KOMaH/IOM CIEUAINCTOB, BKIIOYAIONIEH Bpada-KapAHOJora-crennaiincTa
Mo BeACHUIO manueHToB ¢ Tsokenoit XCH, u Bpaua-cepaeyHO-COCYIUCTOTO XUPYpPra, UMEIOIIero OMbIT
koppekuuu BropuuHoit MH y 601pHb1x XCHH®B [46, 52].

EOK IB (YYP C, Y] 5)

Kommenrapuun: Cosmecmmoe pewenue o nepcneKmugHOCmuy Xupypeuieckoeo iedetus O0JIHCHO
Oblmb ~ OCHOBAHO ~ HA ~ OYEHKAX  PUCKA  NEePUONEPAYUOHHBIX — OCNONCHEHUL,  0AHCUOAeMoll

NPOOOIANCUMETLHOCIU HCUSHU U BO3ZMONCHOCIU MPaHChianmayuu cepoya 6 6yoywem [52].
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. [ManenTtam ¢ xpoHndeckoil Tspkenoit Bropuunoii MH, nmeronum @B JIK <50% u kiuHUKY
CH HI-1V ©K, coxpaHSIOIIYIOCs, HECMOTPSI Ha ONITUMAJIbHYIO MeTMKaMeHTO3HYt0 Tepanuio (OMT), npu
HAJIMYUHM HU3KOTO PUCKA BMEIIATEIILCTBA PEKOMEHIyeTCsl Xupyprudeckas koppekiwst MK [265].

EOK ner (YYP C, YI 5)

® [Tarmmentam ¢ BropuuHod MH II-1V crenern u ®B JIDK >30%, y KOTOPBIX COXpaHSETCS
cumntoMHas CH, necmotps Ha OMT (Bxitouass CPT no nokaszanusim), a no gaHHbsiM OxoKI' nmeercs
YMEpPEHHOE paciiupeHue (GHOPO3HOTO KOJbla, TPU HAJHMYUU BBICOKOTO PHUCKA XUPYPTHUECKOTO
BMEIIATEIbCTBA PEKOMEH/YETCSl UPECKOKHasl Mpolielypa IUIACTUKM MHUTPAJIbHOIO KiamaHa “‘Kpal-B-
Kpail” s yimydiieHus: GyHKIIMOHATBHOTO COCTOSIHUSI M CHUDKEHUS YKCIIa TOCIUTAIU3AIUHN 110 TPUYHHE
CH [52, 268, 269].

EOK IIA (YYP B, Y] 2)

KommenTapuu: Pezynomamul npomesuposanus u niacmuku MK ue pasnuuaromces, nosmomy
80ONPOC 0 B8blOOpEe Memooa Xupypeuueckou koppekyuu @yuxkyuonanvrou MP npu JKMII ocmaemcs
omxpvimuiM. Ilpu npome3suposanuu MK 6axcno mMakcumanioHo coxpanumos NOOKIANAHHbIE CHLYKIMYPbL U
UCNONIb308aMb NIACMUKY NOOKIANAHHO20 annapama oas ymeHvutenusi norocmu JIK [270].

" [MTanmentam, umeromum CH -1V ®K na done @B JDK <30% B coueranum ¢
TsDKeno BTopuuHOM MP, coxpansmooniencs, HECMOTpPsS Ha ONTUMAJIbHYI0 MEAUKAMEHTO3HYIO U
ANIEKTPOU3UOIOTHUECKYI0/ PECUHXPOHU3UPYIOIIYIO TEparvio, IpU HEBO3MOXKHOCTH XHUPYPrUYecKOM
Koppekunu MP pekomeHayeTcst pacCMOTPETh BOMPOC O BKIIOYEHHUH B JIUCT OKUJAHUS TPAHCIUIAHTAUU
cepaua [264, 265].

PKO l1aB (YYP C, Y/ 5)

. VY mamuentoB ¢ JAKMII koppekmust tpukycnugaibHoi peryprutamuu (TP) HI-1V
CTETNIEHH PEKOMEHAYETCsI OJHOMOMEHTHO ¢ Koppekuueil MH ans ynydmeHuss (yHKIHOHAIBHOTO
COCTOSHUSI M CHW)XKEHHUS pucka nekomneHcarmu CH, mpu 3TOM HOpUOPUTETHO MCHOIB30BAHHE
KJIAaIaHOCOXPAHSIONINX METOAMK (aHHYJIOIUIACTUKA) XUPYPTUUYECKON KOPPEKUUU TPUKYCHUAATbHON

uwepocrarounoct (TH) [265].
EOK IB (YYP C, Y 5)

= VY nanuentoB co BropuuHoii TH I-ll cremenn onepatnBHas KOPPEKIUS MOXKET OBITH
pekoMeHI0BaHa npu Jeroynoi runeprensun (JIIN), munaranum ¢uOpO3HOTO KOJbIa TPUKYCIUAATEHOTO
wianaHa >40 MM, nmpusHakax neperpysku [DK nms camxenus pucka aexomnencannu CH [265].

EOK IIB (YYP C, YA/ 5)

Kommenrapmii: [lpu JJKMII ¢pyukyuonarvnas TP ecmpeuaemcs y 20% nayuenmos [270]
gcreocmeue ounamayuu norocmu IDK npu e2o o6vemnou nepezpyske u JII'. Ee evipasicennocms modicem
usmenamocsa 6 3asucumocmu om Gyuxyuu IDK, cmenenu JII' u oucpynkyuu JDK, nosmomy 6 xooe

mepanuu OO0NNHCHbL OblMb NPEONPUHAMbL YCUIUSA NO MAKCUMALbHOU KOPpeKyuu 3mux Gaxmopos, a
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npunsmue peuieHus o Koppekyuu TP mMyromuoucyuniunapHou KOMaHoou OOJIHCHO OblMb OCHOBAHO HA

npeocmasienuu o pesucmenmuou k mepanuu XCH y nayuenmog ¢ ounamayueii pubposnoeo koavya TK

>40 am [271].

3.6.2 Mexann4yeckast MOICP/KKA KPOBOOOPAINECHUS M NMepecajaKa cepaia npu

JAKMII

OcHOBHBIC TOKa3aHUSA IJI1 TIPOBCACHUA MIIK m3im0XeHBI B COOTBCTCTBYIOIINX KIMHHUYCCKHUX

PEKOMEHIANHUAX, YTBEPKICHHBIX MUHUCTEPCTBOM 31paBooxpanenus Poccuiickoit ®eneparuu [272]. B
HACTOSIIIEM JIOKYMEHTE MPECTABIICHBI OT/ICTbHBIE MTO3UIINH, KACAIOIIUECS ACTIEKTOB BE/ICHUS TTAIIHCHTOB
¢ IKMII, u no3unuu, chopMyaupoBaHHbIE TIOCIIE MyOIHKAIIUN TAHHBIX PEKOMEHIallhii.

= MIIK pexomenayercs namueHtam ¢ XCH u cHmxennoit @B JIK, coxpansromeiics
HecMoTpss Ha OMT, a Taxke TeM, KOMy TOKa3aHa TPAHCIUTAHTAIUS cepAmna (HaXOISIUMCS B CITUCKE
OKUIaHUSl TPAHCIIAHTAIlMKM CEp/Iia) I YMEHbIICHHWs pHCKa rocnutanmsanuu us-3a CH u pucka
MIPEXAEBPEMEHHOM CMEPTH («MOCT» K TpaHCILIAaHTaIK cepara) [52].

EOK IIaC (YYP C; Y 5)

KommenTapuu: Omuem INTERMACS noxazan, umo 6 2014 2. 51% umnnanmayuii cucmem MIIK
NPUXOOUTIOCH HA 000 «MOocmay K mpancnianmayuu cepoya [272]. Hccrneoosanue, nposedennoe ¢ 2013
2. ¢ yuacmuem 332 nayuenmos, nNpoOeMOHCMPUPOBANo, ymo umniauwmayus cucmemst HeartWare
npusena k svloicusanuio 91% nayuenmos 6 meuenue 180 onetr u 84% - 6 meuenue 1 200a [273], a ananus
bazer oannvix United Network of Organ Sharing (UNOS) nokaszan, umo nayuenmsi, nepenecuiue
umnianmayuro  mexaunuyeckou nooodepycku (MII) JDK 0o exiouenus 6 Cnucoxk 0xicuoanus
mpaucniaumayuyu cepoya, umenu 0oiee BblCOKVIO BbIICUBAEMOCMb NO CPABHEHUI0 ¢ MmeMu, y K020
NPUMEHANACL UCKTIOYUMETbHO MeOUKameHmo3nas mepanus. Ananocuunou ovina s¢pgexmusnocmo MI1
JDK, umnianmuposannotl 60 épems npedvbléanuusi 8 CHUCKe 0XCUOaHUs mpancnianmayuu cepoya [274,
275].

. MIT JDK pexomennyercs mauueHtam c Tspkenoit CH nHa ¢one nuskoit ©B JIK,
coxpansmomencs, HecMoTps Ha OMT, 1 yMeHbIIEHUS pUCKa MPEKIECBPEMEHHON CMEPTH y TeX, KTO HE
MOYeT ObITh KaHIUJIATOM Ha TPaHCIUIAHTAIMIO cepra [52].

EOK l1aB (YYP C, Y1 5)

KommenTapuii: Yyumvieas ocmpylo Hexsamky OOHOPCKUX Op2aHO8 U  NOBGLIULEHHYIO
ooicoseuHocmy  cogpemennblx yempoiicme 0 MITK (cucmemvr 2iceny0ourkos8oll 6CnoMo2amenvbHoll
umnaanmupyemou*** (CmpumKapouo unu HeartMate)), sce bonvuiee ux konuuecmseo umnianmupyemcsi
8 Kauecmee ONUMeNbHOU mepanuu. dmu nayueHmvl 00bIYHO UMEIOM NPOMUBONOKA3AHUS Ol NPOGEOEeHUs
MPAHCNIAHMAYUU CepOYyd U3-3a NPEKIOHHO20 803PACMA, NPOZPECCUPYIOUe0 NOPANCEeHUs NeYeHU Ul

NOY€eK, OAHCUPEHUA, msicenou JII' unu 310xauecmeennvix H06006pa306dH1/l12. Bozmooicnocms I’lpOG@d@Huﬂ
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mpaucniaumayuu cepoya noasunacs ecieocmeue umnianmayuu MI1 JDK y vacmu nayuenmos ¢ UMT
>30 xe/M® 6 pesylbmame CHUdICCHUS 6ecd, y yYacmi nayuenmos co smopuunoii JII' — eécnredcmeue
cHudicenust yposus dasnenus 6 MKK, u 6 yenom - noumu y 15% nayuenmos ¢ msacenot CH uepes 1 200
nocne npumenenuss MITK ons onumenvroii mepanuu [272].

. DkcrpakoprnopaiibHas memOpanHasi okcureHauus (OKMO) pekomeHayeTrcs B KOPOTKHE
CPOKH MaIMeHTaM € KapJUOTEHHBIM IIOKOM, COCTOSIHUE KOTOPBIX HE CTA0OMIN3UPYETCS WU MPOJI0IHKAET
YXYIIIAThCSl, HECMOTPSI Ha TIPOBOIMMYIO Tepamnuio [276-279].

EOK IB (YYP B, Y11 2)

= [Ipumenenne OKMO pexkoMmeHIyeTcss MalMEeHTaM C CHHAPOMOM IOJHOPraHHOM
HEJO0CTATOYHOCTHU JUIsl CTAOMIIM3AallMK KIIMHUYECKOTO COCTOSIHUS U OLIEHKH HEBPOJIOTMYECKOTO cTaryca
nepes] ycraHoBKko# qonrospemernoit MITK wnu tpancmmantanueit cepana. [276, 277].

EOK IIC (YYP C, Y 5)

= [Ipu BenoaprepuanbHOi OKMO pekoMEHIOBAaHO MO MOKa3aHHUSM HCIOJIb30BaTh
pasrpy3Ky JIEBOTO Keayaouka ((hapMaKkoJIOTHIECKYIO HIIH MEXaHHYECKYI0). [276-278].

EOK IIB (YYP B, Y1 2)

KommenTapuu: Hcnoavzosanue senoapmepuanvrou IKMO credyem paccmampusams 0151 RAyuUeHmo8
¢ AKMII npu ocmpoii unu npoepeccupyrowei CH ¢ yenvio cmabuiuzayuu coCmosuus U «Mocmay» K
80CCMAHOBNIEHUIO UMY UMnIaHmayuu ooneocpounou MIIK, mpancnianmayuu cepoya. IKMO oonicro
paccmampusamscsi ¢ y4emom NpOMU8ONOKA3AHUL, MeKyujeeo UHGeKyuonHo2o cmamyca U
BO3MONCHOCMU BbINOJIHEHUST nocaedyiowell umnianmayuu ooneocpounou MIIK unu mpancnianmayuu
cepoya. Paszepyska (Oexomnpeccus) nevbix Kamep cepoya OOANCHA NPOBOOUMBCS NAYUESHMAM Npu
Ppassumuy 3acmos 8 Majiom Kpyee KposooOpaujeHus, omeke NecKUX Ulu NpeseHmMusHo y OO0NbHbIX C
8bICOKUM puckom e2o0 pazeumusi Ha ¢one OKMO ¢ yenvio yeenuueHus 8bloCUBAEMOCTIU.
IIpeopacnonacarowue hakmopwi: pezkoe cHudiceHue gpparyuu eviopoca JIK no oannvim OxoKI unu MPT
cepoya, BvIpadiCeHHas mumpanvHas pecypeumayus 3-4 cmenenu. Xupypeuueckas pasepy3Ka
ocywecmeisiemcs uepe3 OONOJIHUMENbHYIO KAHIONI0, YCMAHOGIEHHYIO 6 Jlesoe npedcepoue [276-278].

. IIpu paccmoTpennn wummnantanuu cucreMsl MIIK  pekomenmyercs mnpoBeneHue
KOHCYJIbTAI[MH MAIlUEHTa ¥ YWICHOB €r0 CEMbH 110 aJUTHATUBHOMN romoInu [236].

EOK Il1aC (YYP C, Y1 5)

. Jlis OLleHKM BEPOSATHOCTH BBDKUBAHUS MpH OTOOpe aMOylTaTOpHBIX MAI[MEHTOB Ha
TPAHCIUIAHTAIIMIO CEpAlla MOKET OBITh PEKOMEHJIOBAHO MPOBEICHHE SPrOCIUPOMETPUH, KOTOpas
SIBJISIETCSI OCHOBOM OIICHKHU TporHo3a [52, 234].

EOK I1b C (YYP C, VI 5).
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KommenTapun: Pacuemnas 2oouunas svidcusaemocms, onpedeiennas no Heart Failure Survival Score
(HFSS) 6 ouanazone om svicoxko2o 00 cpedne2o pucka, 00INCHA PACCMAMPUBAMBbCS KAK PA3YMHAS MOYKA
omceyeHus: 015 BKII0UEHUS 8 TUC OHCUOAHUSL.

" [Ipy HEZOCTYMHOCTH TPOBENCHHUS OSPrOCIUPOMETPHH OPUEHTHPOM Ui OTOOpa Ha
TPAHCIUIAHTAIIMIO Cepla y TalUeHTa C Mpu3HakamMu TepMuHAIbHOW cramuu XCH wMoxer ObITh
PEKOMEH/IOBaHa UCTaHIM, poxoqumMas 3a 6 MunyT, coctapistomas <300 m [46].

PKO IIbC (YYP C, Y1 3).

KommenTapuu: Banuoayusa cywecmsyrowux wxai oyeHku npoenosa y 6onvHvix XCH ¢ P® ne
nposoounacy. UNOS ¢ 2013 2. npeonooicuna aneopumm pacnpeoeneruss OOHOPCKUX OPeaHO8 Cpeou

nayueHmaoe, HaXO()}lWUXC}l 8 aucme OMNCUOAHUS mpancniasmayuu cepdua no cmeneHu ux miascecmu

(ITpunoorcenue bS) [275].

3.6.3 O0e3001MBAHNE IIPH XUPYPTHICCKOM JEYCHUU

[Ipn xupypruueckom nedenun mnanueHtam ¢ JIKMII m XCH pexomenayercss mpoBOIUTH
MIPEIBAPUTEIIbHYIO (hapMaKOJIOTHUYECKYIO ITOJITOTOBKY B BHJIE TTPEMEIUKAIIHH.

. C nenpro ceanuy U 00ECTICUSHHSI TICHX0AMOITMOHAIEHOTO KOM(OpTa Be4epoM HaKaHYHE
oTiepanuy PeKOMEHIYeTCs Ha3HAYCHUE CHOTBOPHBIX M CEIATUBHBIX CPEICTB, B JICHb OINEPALlUU TIepe.
JOCTaBKOW TAIMEHTa B OINEPAIMOHHYI0 PEKOMEHIYeTCSl MPUMEHEHUE OIMHMOMIOB W/WIIH TPOHM3BOIHBIX
Oensoauasenuna [52, 279, 280].

PKO l1aB (YYP C, Y/ 5)

KommenTapuu: Cedayus neped nocmynienuem 6 OnepayuoHHyr0 O0NHCHA OblMb MUHUMANbHO
00CMamounou, 4mobvl He 00nycmumov eazoouramayuu u cunomensuu. M3z npemeoukayuu cieoyem
UCKIIOYUMb npenapamol Oella00HHbl, KaK U 1todble Opyaue npenapamol, yeeauuusarowue YCC [280].

. Pexomennayercs nmanuentam ¢ JJKMIIT u XCH nns mHAyKUMKM aHECTE3UHM HMCIOJIb30BATh
#bentanun™**, npornodon**, mpom3BOAHBIC OCH30/1MA3eNUHA, a I TOJJACP)KAHUS AHECTE3WH -
#derntanun®*, mponodoa™**, mpousBoaHble OeH30Ma3ENNHA U raJOreHUPOBAaHHbBIE YIiIeBO10poabl. [Ipu
KapJIMOXUPYPTHYECKUX ONEpaIMsIX PEKOMEHAYETCsS HCIOJIb30BaTh KaK TOTAJBHYIHO BHYTPUBEHHYIO
aHecTe3Ml0 Ha ocHoBe mpomnodona** u #Ppenranuwna**, Tak U KOMOMHHMPOBAHHYIO AHECTE3UIO C
NPUMEHEHUEM rajloreHUPOBAHHBIX YIIIEBOJOPOIOB 1 #PeHTaHuna** Ha Bcex dtamnax onepanu [52, 280,
281].

PKO llaB (YYP C, YO 5)

Kommenrapun: [lpenapamei, ucnonvsyemvie 01 UHOYKYuu amecmesuu: #Hmuoasonam™*,
ouasenam™*, nponogon™* u #penmanun™* 6/6 6 pacuemnuvix 0o3uposrax. Beuoy Hanuuus eblpaiceHHo2o
Kapouoo0enpeccusHo20 U Ba30NJecutecko2o 3¢@h@exmos He ciledyem UCNONb3086amb OJisi UHOVKYUU

anecmesuu muonermai Hampuﬂ**. Bozmoorcnas cxema uHc)yKuuu anecme3uu, 0666‘1’1811148617011461}1
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00CMAMOUHYIO 2eMOOUHAMUYECKYIO CMAOUIbHOCIb . MedleHHoe mumposanue #muoazonam™* ¢ 0oze 50
— 150 mxe/xe 6 kombunayuu ¢ #ghpenmanunom™* 6 doze 3 — 5 mxe/ke. ArbmepHamugHblil Memoo UHOYKYUU:
MmeonenHoe e8edenue nponogpona** ¢ ooze 0,8-1,5 me/ke ¢ npedsapumenvuvim ucnorvzosamuem
#Hpenmanuna®* ¢ 0oze 3 —5 mre/xe [280]. V nayuenmos ¢ évipasicennvimu napyuenusimu 2emMoOuHAMUKU
07151 UHOYKYUU aHecme3uu Modxcem Oblmb UCNONb308AH KEMAMUH™™ .

Bce npenapamul, ucnonvzyemvie 015 noodeparcanus oouell 6HYmMpPUBEHHOU aHecme3ul, 8 mou Uiu
UHOU CMmeneHu YeHemarom COKpAmumenbHyo cnocobnocms muoxapoa. Ilponogon™*  evizvisaem
8A300UNAMAYUIO U OKA3BIBACT YMEPEHHOEe ompuyamenvbHoe unompontoe oeticmeaue [282].

. Pexomennyercs mnaumentam ¢ JAKMII u XCH ngns o6e30onuBaHust B paHHEM
MOCJICOTIEPAIMOHHOM IEPUO/IC UCTIOJIL30BATh OIIMOMIBI B BO3PACTHBIX JI03UpOBKax [52, 279, 280, 281].

PKO llaB (YYP C, Y1 5)

Kommenrapumu: B nepsvie cymku nocie onepayuu mo2ym Oblms UCHOIb308AHbI MPUMENnePUOUH™™*
aubo mop@un™*. Ilpu uanuyuu cneyuanrbHviX 003amMopo8 3PheKkmusHvim A611emcs NnpuMeHeHue
nayueHm-KoOHmpoIupyemol ananiveesuu genmanunom™*. Ilpu coxpamenuu 6vlpadceHHo2o 601e8020
CUHOpoMAa 6 OanvHeliuem Mo2ym Oblmb UCNONIL308AHbL MPUMENEePUOUH™ ™, mopun™*, penmanun™* no
NOKA3AHUSM.

. He pexomenayercs mnarmuentam c¢ JIKMII u XCH pmns o6Ge3bonuBaHus B paHHEM
MOCJICOIEPAIHOHHOM IEPUOJIC B KAUECTBE MPENapaToB MepBoi tuHuu paccmatpuBats HIIBIT [52, 282].

EOK B (YYP C, Y]] 5)

KommenTapuu: HIIBII ysenuuusarom puck cepoedHo-coCyOUCbIX OCIONCHEHUL, d MaKice

yacmomy oexomnencayuu XCH, pazsumust noueunotl nedocmamounocmu u T30 [282].

3.7 HeMeaMKaMEHTO3HAS Tepanusi, INeTOTEePAIHS

= Bcem mammentam ¢ mogo3penuem Ha JIKMII pekomenmyercss oTKa3 OT ymoTpeOIeHHs
QJIKOTOJISI, OTKa3 OT KypeHHs, OTMEHA KapIUOTOKCHYECKUX JICKAPCTBEHHBIX IpPENapaToB IpU
BO3MOYKHOCTH, YCTPAHEHHE MTPOU3BOICTBEHHBIX M OBITOBBIX BpeaHOCTEH [52].

EOK IA (YYP C, Y/ 5)

" [Manuentam ¢ JIKMIT u XCH pekoMeHayeTcsl KOHTPOJIb BOJAHO-COJIeBOT0 oOMeHa [52].

EOK IA (YYP C, Y/ 5)

Kommenrtapuii: O6vem ynompebasiemou scuokocmu doadxcer cocmasasims 1,5 — 2 n/cymxu, eciu
bonvbHOU Haxooumces 6 cmaouu cmabunvrou komnencayuu XCH. Hccnedosanus nocieonux nem He
noOmeepount HeoObX00UMOCHb HCECMKO20 OZPAHUYEHUs. NOMPeDIeHUs. CONU, XOMsl 8 KIUHUYECKUX
pekomeHoayuax ykazawo, umo nayuenmam c¢ CH credyem Konmpoaupoeams Koauuecmeo
nompebnsiemoii conu (ne 6onee 6 e 6 cymku) [46]. Heoasnee mesxcoynapoonoe PKHU SODIUM-HF, ¢

KOMOPOM U3Y4aoCh CHUMCeHue nuueso2o nampus 0o yposts meree 100 mmons (m.e. <1500 me/oenv)
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npu XCH, noxazano, umo y amoOyi1amopHuiX Nayuenmos CHUdCeHue nompe0bieHus Hampus He NpuUeeio
K YMEHbUEHUIO 4acmomyvl KIUHUYECKUX cOObImuULl (20Cnumanu3ayutl u oopawjeHuli 8 omaoenenue
HeomodcHou nomowu no noeody CC3 unu cmepmu om ecex npuyun) [283].

. Bcem OonpubiM ¢ JAKMII u xnuauueckumu mnposisaeHussmu CH pexomeHyercs
CaMOCTOSITCIIGHBIA  €KETHEBHBI MOHUTOPHHI BeCa JUIS CHUKCHUS BEPOATHOCTH 3acToOsl M
npenoTBpainenus odocrpenus XCH [52].

EOK IA(YYPC,YAA5)

KommenTapmii: V' nayuenmos ¢ JKMII cnedyem  nodoepicueamv  HOPMATbHBLU
mpoghonoauueckuti cmamyc (MMT om 18,5 0o 24,9 xa/m?) [46].

= Tsoxenple pu3nveckue Harpy3KH U COPEBHOBATENBHBIC BUJIBI CTIOPTA HE PEKOMEH/IOBAHBI
nanuertam ¢ JIKMII [2, 52].

EOK HHIC (YYP C, Y 5)

4, MeauuuHcKas Deaﬁl/IJ'II/ITaIII/Iﬂ H CAHATOPHO-KYPOPTHOC JICUCHUEC, MCANIINHCKHC

NNOKAa3aHUA U IIPOTHUBOIIOKA3AHUA K IPDUMCECHCHNIO MECTO10B peaﬁnnHTaan, B TOM

YHuCJIi€ OCHOBAHHBIX HA HNCII0JIH30BAHUMU ITPUPOAHBIX JeueOHbIX dakTopoB

Ha mammenToB ¢ JIKMII moryr ObITh pacmpocTpaHEHBI OOIIUE TOJIOXKEHHUs (IeH, 3aayH,
MPHUHIIUIIBI, MOTYJIH) M PEKOMEHIAIMH 110 MEAUIIMHCKOM peadbunutaruu (MeaP) 6onsabix XCH [52, 284,
285]. Lens MenP - ynmyudiieHue KavyecTBa W yBEJIMYCHHE MPOIODKMTEILHOCTH KH3HU TAIMEHTOB C
JKMII. OcHOBHBIE KOMIIOHEHTHI KOMIUIEKCHOW mporpamMmbl MenP Moryr ObITh 0OBEIWHEHBI B
cnenyromue moayau: 1) OMT, nonosnHeHHas1, IPU HEOOXOAUMOCTH, MHBA3UBHBIMU, HHTEPBEHI[HOHHBIMU
BMelIaTrenbcTBaMu; 2) (usnyeckas peabunuranus; 3) ICHXOJOrHYecKas peabwiutanus; 4)
00pa3oBaTesIbHBIN MOTYJIb; 5) THHAMUYECKOE HAOII0CHHE.

. [TarmentoB ¢ JIKMII pexoMmeHnayeTcs BKIOYaTh B IMPOrpaMMbl KOMILIEKCHONH MenP c
neneio ynyumnenus ux KX u nporunosa [52, 284, 285].

EOK IA (YYP C, Y/ 5)

Kommentapum: Yuacmue ¢ npocpammax xomnnexcroni MeoP cnocobcmeyem nosguviuenuto KK
(3a cuem ymeHbUIeHUS MANCECMU CUMNINOMOS, Y8eludeHUs MOJePaAHMHOCIU K Ha2py3Ke, HOPMAIu3ayuu
NCUXOIMOYUOHAILHO20 CMAmMyca), VIVYUEHUI) HPUBEPIHCEHHOCMU JledeHUuio U npozcHo3a (3a cyem
CHUMICEHUS YACTNOMbl 20CNUMATU3AYUL, KAPOUATbHOU U 00uell CMepmMHOCU).

= V¥ nanuenTos ¢ JIKMII pekomentyeTcst paHHee Hayano peabuINTalMOHHBIX MEPOTIPUATUH
115 obecrieueHus OoJice GIArONMPUATHOTO TEUEHHS U MCXo/1a 3aboseBanus [284].

PKO IC (YYP C, YA 5)

KomMmenTapuu: B ciyuae cmabunvroco meuenus 3a001e6anus, «paHuee Ha4aio» npeononazaen

uHuyuayuro pea6wzumaz4uu cpasy nocie yCmaHno8JeHUA ouaznosa /npu nepeomM KOkmaxkme ¢ nayueHmom,
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8 cayuae npozpeccuposanus 3a001e8aHUA UIU XUPYPSULECKO20 JledeHUs — cpa3y nocie cmabduiuzayuu
BUMANILHBIX DYHKYUU.

= Pexomennyercst Bcex manuentoB ¢ JIKMII undopmupoBats 1o Bompocam, CBSI3aHHBIM C
3a00JIeBaHUEM, €T0 JICYCHUEM U TTPO(UIAKTHKON, 00ydaTh METOIaM CAaMOKOHTPOJISI U CAMOIIOMOIIIH ISt
MOBBIIICHUS TIPUBEPKEHHOCTH JICYCHHUIO, €T0 Oe30nacHOCTH U dpdexTuBHOCTH [52, 284, 285].

EOKIA (YYPC, YA/ 5)

Kommenrapumn: layuenmuot ¢ JIKMII 0onocrvl 6vims 06yuensvt npuznaxam, cumnmomam XCH u
HPC. Bce nayuenmbvi 00I%#CHbI NOAYYUMb peKOMeHOayuu no donycmumoul (bezonachoil) guzuueckou
akmusHocmu (6blmogot, NpogeccUoOHANbHOU, PEKPEAYUOHHOU, CEKCYAIbHOU) U NUMAHUI0 (nompebienue
Conu, HCUOKOCMU, OeNKa), OMmKaA3amvcsi om KypeHusi u/uiu uzoe2ams nacCUBHO20 KypeHusi, OONHCHbL
ObIMb 00yUenbl Memooam CaAMOKOHMPOIs, 3HAMb Yelleble 3HAUEHUs KOHMPOIUPYeMblX napamempos
(nynvc, A, macca mena, 600HbIl banranc) u ux oonycmumvie konebanus. Ilayuenmam 0ondxcern Obimb
00vsICHeH aneopumm Oeticmeutl 6 cayuae yxyoutenus camouyecmeus [52, 284, 285]. INayuenmeor ¢ JJKMIT
OQO0NHCHBL ObIMb UHDOPMUPOBAHBL O HEOONYCIMUMOCMU YNOMPeONeHUsL 8euecms, CNOCOOHBIX YXYOUlUmb
meueHue 3ab601e6anust (AIKo201b, aHAbOIUYecKUe Cmepouosl, KOKaux, memamgpemamunvt u opyeue) [51,
53].

. [Tarmentam ¢ JIKMII pexoMenayeTcs NpoBeACHUE MCUXO0IUArHOCTUYECKOTO CKPUHUHTA U
BBISIBJICHHE TICUXOCOIUAIBHBIX (DAKTOPOB pUCKA VIS ONpe/IeleHHs] MOKa3aHU K X KOPPEKINH C LIETbI0
MOBBIIIEHHUS TPUBEPKEHHOCTH JICUCHHIO, KauecTBa caMOKOHTPoJIst, yiyutienus KXK u mpornosa [52, 286,
287].

EOK llaC (YYP C, Y1 4)

KommenTapuu: K ncuxocoyuanvhviv axkmopam pucka, o06aaoaromyum  OOKA3AHHbIM
He2amuBHbIM GIUAHUEM HA NPUBEPIHCEHHOCb JIeYeHUI0, KA4ecmeo CAMOKOHMPOJs, 8081eKAeMOCMb 8
npoepammvl  MeoP, npooykmusHocms 63aumMoO0elicmsus ¢ 6paiom, Kaiecmeo IHCUSHU U NPOSHO3
OMHOCAMCS Oenpeccusi, mpesoea, XPOHUYECKUU Cmpecc, KOSHUMUBHble OUCEHYHKYUU, COYUATbHASL
uzonayus U Huskas coyuanvuas noodepicka. Ilpu XCH Oenpeccus sensiemcs He3A8UCUMbBIM
npeouxmopom obwell 1emaibHoCmu, a ee pacnpocmpanennocms cocmasisem 20% [286, 287].

. VY manuentoB ¢ JIKMII MokeT ObITh PEKOMEHIOBAaHO MPOBEACHNUE CKPUHUHTOBOM OLICHKHU
KOTHUTUBHBIX (YHKIUI Ui WHAMBHIyalW3aluud mnporpaMMm MeaP ¢ 1edbl0 TMOBBIMICHUS UX
s dextuBHOCTH U Oe3omacHocTH [283, 286, 288].

EOK IIbC (YYP B, Y1 3)

Kommentapuu: Pacnpocmpanennocms KOSHUMUBHBIX HapywieHutl Yy nayuenmos c¢ XCH
oocmucaem 73% [288]. Vxyowenue namamu, 6Humanus, KOHYEHMpayuu, MouIULIEHUs, peyl,
UCNOTHUMENbHBIX  (QYHKYUL, HAPYWEHUs 2HO3UCA U NpaKkcuca OmpuyameibHO CKA3bI8AIOMCA HA

06)/1{(16]!/10677’114 nayuermoes, ux npueepsHCeHHocCmu jp1e4eruro, Kaivecmee CaMOKOHmMpOJi, cnocobrnocmu K
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NPUHATMUIO PeuleHUll, 3ampyOHAION COMPYOHUUECMB0 C 8PAYOM, NOGLLULAION PUCK COYUATLHOU UZOTAYUL,
cHudicatom 6e3onacHocmo u dpekmusnocmyv aevenus [288]. Yuacmue 6 xomniekcHvlx npozpammax
MeOoP, ocobenno 6 npoepamme uzuueckoi peaburumayuu, cnocoocmeyem YiyuueHulo KOZHUMUEH020
npoguns nayuenmos [286, 288].

" [TanmentoB ¢ JKMII, uMenomux ncuxoconuanbHbie (AaKTOPhl PUCKA, PEKOMEHIYETCS
HaNpaBJIATh HA TpHEeM (TECTHPOBAHHE, KOHCYJIbTAIHS) MEIUIIMHCKOTO TICHXO0JIOTA MEPBUYHBIN H/HITU
npueM  (OCMOTp, KOHCYJIbTAaIlMsl) Bpayda-TICUXOTEpaneBTa MEPBUYHBIA I YIIIYOJIGHHOTO
MICUXOIUATHOCTUYECKOTO OOCJICIOBAaHUSI M TICUXOKOPPEKIIUU C IIEJIbIO MOBBIIICHUS MPUBEPKEHHOCTH
JICYCHUIO, KauecTBa caMOKOHTpouis, ynydmenus KX u nporuosa [2, 284, 286].

EOK I1aC (YYP C, Y1 5).

= Bcem nmanmentam ¢ HacnenctseHHoM JIKMII, B OTHOIEHHM KOTOPBIX MPHUHATO PEIICHUE

00 MMIUTaHTaIlMKA KapauoBepTepa-nepudpumstopa***

, @ TaKXKe JUIaM, MEepeHECIIUM CMEpPTh WIeHa
CEeMbH, OOYCIIOBJICHHYIO KapJUOMHOIIATHEH, PEKOMEHIyeTCs NpPOBEJCHHE NpHeMa (TeCTHPOBAHMUS,
KOHCYJIbTAI[MH) MEAUIIMHCKOTO TICHX0JIOTa MepBHYHOTO [2].

EOK IC (YYP C, Y1 5)

. VY mamuenTos ¢ JIKMII B Bo3pacte >60 jeT MOKeT OBITh PEKOMEHIOBAHO MPOBOJCHUE
CKPUHHMHTA JUIS BBISBICHUSI CUHIpPOMA CTapUYECKOW aCTEHUH C ENbI0 MHAWBUyaTU3alluu MPOrPAMMBI
MenP u onpenencHust MoKa3aHUi K KOMIUIEKCHOMY repuaTpudeckomy oocienoBanuio [284, 289].

EOK IIbC (YYP C, YO 4).

KommenTapuu: /[na ckpununea pekomenoyemcs ucnoib308ams ONpocHuK « Bospacm ne nomexa»
(IIpunooicenue 12). [layuenmos c pezyromamom > 5 6annos ciedyem HANPAsIamv 6 2epuampuieckull
KabuHem Ol 8bINOJIHEHUs KOMNJIEKCHOU 2epuampudeckou oyenku. Pacnpocmpanennocms cunopoma
cmapyeckoll acmenuu yeeaudusaemcs ¢ sozpacmom, y nayuenmos ¢ XCH cocmasnsem 15 — 74% [289].

. Pexomennyercs nuHamuveckoe HaOmoaeHue 3a namueHTamu ¢ JJKMII, B Tom uucie, ¢
WCIOJIb30BAHUEM TEJIEMEIUIIMHCKUX TEXHOJOTUH, AN OLEHKH JPPEKTUBHOCTH H OE30MaCHOCTH
JICYEHHUs, CBOCBPEMEHHOW KOppEeKIuu MporpaMMbl MenP, MOBBIIIEHNS TPUBEPKEHHOCTH MAIIEHTOB
neuenwuro [52, 284, 285].

EOK IA (YYP C, YIA 5).

= [TanmenTos ¢ JJKMII, npu oTCyTCTBHMM NPOTUBONOKA3aHUMN, PEKOMEHYETCSl BKIIIOUATh B
mporpaMMmbl  (PU3HUECKON peadWINTallud C IeNbI0 TMOBBIIMIEHUS (PU3NYECKO paboTOCIOCOOHOCTH,
yayurienus: KK, cHmkenus yactoTsl rocnuTanusaiuii mo nosoay CH [52, 284, 285].

EOK IA(YYP C, Y/ 5)

. [Marmentam ¢ AKMII mepen BkirodueHHeM B mporpamMmy (U3HYECKON peabHIuTaIiH

PECKOMCHAYCTCA NPOBOAUTD THIATCIIBHYIO KIIMHUYCCKYIO OLICHKY C CJIBIO BBISIBJICHUS HpOTI/IBOHOKaSaHI/Iﬁ
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K MPOBEACHUIO TecTa ¢ (PU3MUECKON HATPy3KOW M (U3UYECKUM TPESHUPOBKAM I MPEAOTBPALICHUS
STPOTCHHBIX OCJIOKHEHHH BMerarenberBa [284, 290].

EOK IC (YYPC,YAA5)

Kommentapuu: A6conomuvie npomugonokazanusi K HPOGeOeHur0 mecma ¢ usuieckol
Hazpyskou u Kk @usuveckum mpenuposkam npu JJKMIT u cmabunvnou XCH: nexonmponupyemole
ecemoounamuvecku 3navumvle HPC; ocmpoie cocmosinusi (9nookapoum, nepukapoum, TOJIA, smbonuu
UHOU JOKAIU3ayuY, mpomoo3 2nyOOKUX 6eH HUJNCHUX KOHeYHOCmell, OUCCEeKYUs aAOopmbl); AHeMus.
madcenou cmenenu; YCC =120 yo/mun., CAL <90 mm pm. cm., 8vipasicenHvle KOCHUMUBHbLE HAPYUEHU;
omcymcmeue npoOyKmMueH020 KOHMAaKma ¢ OOJbHbIM; OMKA3 NAyUeHma.

= [Tarmentam ¢ JIKMII, npu oTCyTCTBUM NPOTHBONIOKA3aHHI, PEKOMEHAYETCSI TPOBEICHUE
Tecta ¢ (u3Myeckod Harpy3kol I oOmpeneneHus Kiacca (YHKIMOHAIBHOTO COCTOSIHUSL U
CTpaTU(UKAMA pPUCKA OOJBHBIX C TIENIbI0 (OPMUPOBAHUS WHIWBUIYATH3UPOBAHHON IMPOTPaMMBbI
busnueckoit peadbunuranum [52, 284, 290].

EOK Il1aC (YYP C, Y11 5).

Kommenrapuu: /IpeonoumumenvHo 6 kauvecmsee mecma ¢ (pu3uieckoli Hazpy3Kou y nayueHmos
¢ JIKMII ucnonv3osams speocnupomempuio, 0OHAKO, MO2Ym OblMb UCHONb308AHbL 8EL0IPSOMEMPUSL,
mecm ¢ 6-MuHymHou x006001l. Y nayuenmos ¢ CUHOPOMOM CMApPHecKoll ACMeHUU OYeHKA Pu3uLecKo2o
COCMOSAHUSL MOHCEM ObIMb BLINOIHEHA C UCNOTIL308AHUEM MECHA «BCAHb U UOUY C KOHMPOJIeM 8PeMeHU
8bINOIHEHUs. B 3aeucumocmu om pe3yibmamos KIuHUYecKol OYeHKU U mecma ¢ (ou3udeckoll Hazpy3Kou
nayuenmy Hazwauaiomcs. 1) epynnosvie unu  uHOUSUOYANbHbIE 3AHAMUS, 2) KOHMPOIUpYyeMmble
Qusuueckue mpenuposku (Ha daze j1eueOHO-NPOPGUIAKMULECKO2O VUPEHCOeHUs, NOO PYKOBOOCIEOM U
HAOI00eHUeM  MeOUYUHCKO20 NEePCOHANA), UIU  HEKOHMpOaupyemvle  (CAMOKOHMPOIUpyemble)
Qusuueckue MpeHUposKu (nayuenm OO0adCeH Oblmb 00YYeH Memooam KOHMPOJs), UIU YACMUYHO
KOHmMpoaupyemvle (¢ KOMOUHUPOBAHHBIM KOHMPOLEM — MEOUYUHCKUM U CAMOCMOSMENbHbIM), 3)
onpeoestomcs UHMeHCUBHOCMb Hazpy3ku (¢ ucnonvsoganuem % YCC maxc. u/unu % pesepsa YCC, %
peakVO,, wxanrer Borg (Ilpunosicenue I'3), npodondicumenvHocms u nepuoouyrocmo samsmuil. Ilpu
UCXOOHO HU3KOU monepanmuocmu Kk usuueckou naepyske (<3 MET) npooonscumenvrocms 1 3ansmust
cocmaensiem He oonee 15 mun, nepuoouunocms — exnceoHesHo, He MeHee 3 pa3 6 OeHb, NPU UCXOOHO
cpeoneti monepawmuocmu K gusuueckou naepyske (3-5 MET) npoodondxicumenshocms  3aHsmuil
cocmasnsiem 15-30 mun, nepuoouunocms — esxceonesno, 1-2 paz 6 Oewvp, npu UCX0OHO BbICOKOU
moaepanmuocmu K uzuueckou naepyske (>5 MET) npooonoxcumenvrocms 1 zansamus — 30-60 mum,
yenesas nepuoouurHocms —5-1 oueil 6 nedento [284].

. [Marmentam ¢ JIKMII pekoMeHIyI0TCS peryasipHble adpoOHbIe GU3NYECKHE TPEHUPOBKH
KapAMOPECTIUPATOPHOM  BBIHOCIMBOCTH [ YBEIWYEHHS U TOJAEpKaHus  (pu3HdecKoi

pabotocnocoOHOocTH, yayuinenus: KK u cHwkenust pucka rocrimtanusanuu [52, 284, 289].
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EOK IA (YYP C, YA 5).

Kommenrapuu: /{11 mpeHuposku KapouopecnupamopHou — 8bIHOCIUBOCIU — UCHONb3YION
OuHamudeckue (pummuyecKue) aspoonvie Ha2py3Ku ¢ 8061eYeHUeM DOTLULUX MbIUEYHBIX 2DYRN (X00b0a,
niaganue, e30a Ha eerocuneoe). MHmencusHOCmy U NPOOOIHCUMENbHOCIb HASPY3KU, NEPUOOULHOCHIDb
sausamuil onpeoensiom unousudyavho [284]; aspobromy ypoemio snepeoobecneyenuss coomeemcmeyiom
Haepysku Huzkou u cpeoueu ummencusnocmu [284, 290]. V nayuenmos ¢ XCH pecynspuoie
OuHamuveckue a3poobHvle HaA2PY3KU CHOCOOCMBYIOM YMEHbULEHUIO MAXCECTNU CUMNIOMO8, VIIYYUEHUIO
DYHKYUOHANBbHO20 CMAMYCA, CHUNCEHUI0 pucka 2ocnumanuzayuu no nosody XCH [52, 284].
Dppexmusnocmv npocpammel GuuvecKol peadUIUMayuy 8viile NpU COYEMAHUU OUHAMUYECKUX
AIPOOHBIX MPEHUPOBOK C PE3UCTNUSHBIMU U MPEHUPOSKAMU ObixamenbHou myckyiamypsi [291].

= [Tammentam ¢ JKMII pexkoMEHOYIOTCS PpE3UCTUBHBIE TPEHUPOBKH C  IIEJIBIO
MPEIOTBPAIICHUST TTOTEPH MBIIICYHOW MACChl, YBEIMYCHUS W/WIU TOJJICPKAHUS MBIIMICYHOW CHIIBI,
CHIYKCHUS PUCKa TaJICHUI U yBen4eHusl pusndeckoi pabotocnocodHoctu [284, 291].

PKO llaB (YYP B, Y]] 2)

Kommenrapuu: Pesucmugnvie (cunosvie) mMpeHUpOSKU HAZHAYAIOMCA  OONOIHUMENLHO K
MPEHUPOBKAM KAPOUOPECNUPAMOPHOU BbIHOCIUBOCIU C NepuooudyHocmvlo 2-3 paza 6 Hedenr. Y
nayuenmos ¢ XCH 11-1V @K, ne cnocobnvix k mpenuposkam KapouopecnupamopHol 8bIHOCIUBOCMU,
OCHOBY u3uyecKoll peaburumayuu Mo2ym cocmagums HUSKOUHMEHCUBHbIE Pe3UCMUBHbLE HAZPY3KU U
MPEHUPOBKU ObIXAMENLHOU MYCKYAAMYPbl, 8bINOIHAeMble D — [ OHell 8 Hedelo.

. [Tammentam ¢ JKMII u XCH pekoMeHIyrOTCS JbIXaTelbHbIC YIPAKHEHUS IS
YBEIMYEHUSI H TOJUICPKAHUS CHJIBI  JIBIXaTeJIbHOH MYCKYJIaTypbl, OOJETr4eHUsI CHMIITOMOB,
po(UITaKTHKH BO3MOXKHBIX ocnoxaenuit XCH [291].

EOK llaB (YYP B, Y1/ 2)

. PexomentyeTcsi mpoBeZicHHE KOHTPOJIUPYEMbIX (PU3UUYECKUX TPEHHUPOBOK Yy MAIUEHTOB C
JKMIT u XCH -1V ®K, cungpomMoM crapueckoil acTeHHMH, COMYTCTBYIOUIUMHU 3a00JI€BaHUSMHU,
CHIDKAIOIIMMHU TOJIEPAHTHOCTh K (DU3MUYECKOW HArpy3Ke W/MJIH MOBBIIIAIONIMMHA PUCK OCIOXHEHUH TIpH
BBIMOJHCHUH (pU3NUECKUX ynpakHenuit [52, 284].

EOK IIaC (YYP C, Y] 5)

5. lIpodbuaakTka M TMCHAHCEPHOE HAOJII0IeHHEe, MeAUIMHCKHAE MOKA3AHUA U

NMPOTHUBOMOKA3aHMA K IPMMEHEHHUI0O METOA0B NPOPUIAKTHKH

Iepsuunas npogunaxmuxa JKMII xapaxmepuzyemcs credyiowumu meponpusmusmu [53, 292-
294]:
. MOJIHOLIEHHOE JICYCHHE Pa3IMYHbIX MH(EKIMOHHBIX (BUPYCHBIX, OAKTEpPHATIBHBIX H JIp.)

3a00JIEBaHHI C HOCJ’IG,I[yIOH.[CfI pCaGHHHTaHHCﬁ ManuEeHTOB U JUCITAHCCPHBIM Ha6J'IIOIIeHI/ICM;
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- paHHss AMArHOCTHKA, ONTUMAJIHOE JIEYEHUE U peadMInTalis alluEeHTOB C Pa3IM4YHbIMU

(hopMaMu MHOKapPIUTOB;

. OTKa3 OT 3JI0YIOTPEOICHUS aJIKOT0JIEM;
. OTKa3 OoT YHOTpe6JIeHI/I$I HAapPKOTHUKOB U APYIrUX MMCUXOAKTUBHBIX BCHICCTB,
. npo(uITakTuKa IpoecCHOHATBHBIX OTPABIICHHUH U oOecrieueHne 0e30macHOCTH pabodero

MecTa JUIsi pabOTaIOUIUX C MECTUIIMAAMH U TSDKEITBIMU METAJNIAMU;
= JedeHue oxxupenus, ocooenno npu UMT >40 KT/M?;
= paHHSASI TUAarHOCTHUKAa U ONTHUMAIBHOE JIEYCHUE SHJIOKPUHHBIX 3a00JIeBaHM: 0O0JIE3HU

IIMTOBUHOM JKEJIe3bl, CaXapHbIil AualdeT, akpoMeraius u JIp.;

. BaKIMHALMSI TPOTUB KOpPH, MApOTUTa, NOJUOMUEINTA, TpPUIIA, THEBMOKOKKOBOU
MH(pEKINH;
. KOMIUIEKCHOE 00C/Ie/JOBaHNEe M HAOIIOAECHUE 3a MalUeHTaMH, KOTOPBIM IUIAHUPYETCs

npoBeneHue xumuotepanuu [121, 293, 294];

. TIIATEeNbHAS MpeArpaBujiapHas W MPenpoJoBas IMOArOTOBKAa M KOHCYJIbTHPOBaHHE
MalMEeHTOK M3 rpynnbl Bbicokoro pucka passutus [IKMII, omeHka pucka MOBTOPHOTO COOBITHS Y
eHmuH, nepenecmux [TKMIT [119].

Bmopuunas npogunaxmuxa J[IKMII exntouaem:

. MIPUMEHEHHE COBPEMEHHBIX MEIMKaMEHTO3HBIX U HEMEIUKAMEHTO3HBIX METOJIOB JICUEHHUS
¢ nenbio npodunaktuku nporpeccuposanus XCH, HPC, TOO;

. nucrnancepHoe Habmogenue 3a naureHtamu ¢ JIKMII B cooTBeTCTBHM ¢ HOPMAaTUBHBIMU
nokymeHnTamu (IIpukaz M3 P® ot 15 mapra 2022 r. Nel168H «OO0 yTBEp)KISHUHU TOPSIAKA TPOBEICHUS

JUCIIAaHCCPHOI'O Ha6J'IIO,[[eHI/I5[ 3a B3pOCJ'IBIMI/I»).

5.1 IucnancepHoe Ha0 oaeHue 32 nanmmesramu ¢ JIKMII u cocTosHusiMm,

KOTOpPbIe MOI'VT NIPUBECTH K PA3BUTHIO JIAHHOI'O 3a001€BaHUSI

Meponpustis aucnaHcepHoro HabOmroneHus 3a nanumeHtamu ¢ JIKMII 3aBucar oT cremeHu
BolpaxkeHHOCTH XCH, HPC n Hanuuus pucka TOO. Cnenyer BKIIOYATh B CHUCOK JIML, MOIJIEKAIIUX
JMCIIAaHCEPHOMY HAONIOCHUIO, OJIMKANIIUX POJICTBEHHUKOB MAIIMEHTOB B CBSI3U C PUCKOM Pa3BUTH
JIKMIL.

JlucancepHoe HaOmoJieHHWE 3a TalueHTaMu pernameHTupyercs [Ipukazom MuHucTtepcTBa
3npaBooxpaHeHuss P® ot 15 mapra 2022 r. Nel68H «OO yTBep)KIACHUU MOPSJKA IMPOBEICHUS
JMCIIAHCEPHOTO HAOMIOACHUSI 32 B3POCIBIMU», COTJIACHO KOTOPOMY JUCHaHCepHOe HabOmofeHHue 3a
MAlMEeHTaMH C KapJHOMUOTATUSIMH JOJKHO OCYIIECTBISATHCS BPadyOM-KapIHOJIOTOM, MPU OTCYTCTBUU
TAaKOH BO3MOXKHOCTH — BpadOM-TEpalieBTOM WM BpadoM OOIIeH NpakTHKH TpHU 00s3aTeNbHON

HepHOﬂquCKOﬁ KOHCYJIbTAlIUXN BPA4YOM-KapAnOJIOTOM.
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VYuuteiBas, uto B [Ipunoxenne Ne 2 x [Ipukasy Munznpasa P® ot 15 mapra 2022 r. Nel168H He
0003HaYCH TOPSAAOK TUCIIAHCEPHOTO HaOMroAeHus 3a manueHtamu umeHHo ¢ JIKMII, nenecoobpa3Ho
o0ecreynThb IUcIaHcepHOE HAOII0IEHHE, OCHOBAHHOE Ha BBIJICTICHUH T'PYIIIT C Pa3HOM CTENICHBIO TSHKECTH
XCH.

1 epynna - amments! ¢ AKMII u XCHyn®B, 1 craguu, I-1I ®K. Habmonenue e pexe 2 pas B
roJi, BHEIJIAHOBO - P NOsIBIeHNU ipu3HaKoB nporpeccupoanust XCH, HPC u npyrux ocnoxHeHuH.

2 epynna. [lammentsl ¢ IKMIT u XCHu®B, 2 cranuu, |11-1V K. Habnronenue He pexe 2 pa3 B
roJi, IpU BO3MOXHOCTHU - 4 pa3za B T'0Jl, BHEIJIAHOBO - MPH TMOSBJIEHUHN MPU3HAKOB IPOTPECCUPOBAHUS
XCH, HPC u npyrux ocnoxknenuid. [lo mokazaHusiM — KOHCYJAbTallUM Bpava-cepACUHO-COCYAUCTOTO
XUpypra 1 Ipyrux CrenuagIucToB.

3 epynna. IlanmeHTdl, y KOTOPBIX UMeeTcs pruck passutus JKMIL.

PoncrBennuku nanmentos ¢ JJKMIT nepBoii creneHu poacTBa (qMarHOCTUYECKUE KPUTEPUH TS
POJICTBEHHUKOB TIPE/ICTABIICHBI B pazdelie 2, PEKOMEHIAINHN 110 JHHAMUYECKOMY HaOIIIOICHHIO — B
pazoene 2.5.1). PekoMeHI0BaHO OJHOKPATHOE 00CIIEI0BaHNUE, qajiee HAOIIOAeHNE B 3aBUCHMOCTH OT
pe3yabTaToOB.

[TanmenTsl, uMeromue puck pazsutus JJKMII B cBs3u ¢ Hanmurem 3a00sieBaHmi, 0003HAYECHHBIX
6 pazoere 1.2. u ¢ I[lpunoscenuu b2, HaOMIOMAIOTCS Y COOTBETCTBYIOIIMX CIEIUATUCTOB, IPHU
HEO0OXO0IMMOCTH HAIPABJISIOTCS K Bpayy-KapAUOJIOTYy.

AnropuT™M aucnaHcepHoro HaOmrogeHus 3a marnueHtamMu ¢ JIKMII m rpynmamu  pucka

npeacTaBieH B [Ipunoocenuu b6.

5.2 BaknuHauus NPOTHB I'PUIINA ¥ MHEBMOKOKKA

Baknunanusi npoTUB rpunmna.
= Bcem nanuentam ¢ JIKMII npu oTCyTCTBMM HNPOTHBONOKA3aHU PEKOMEHJIOBAHA BaKIIMHALIMS
MIPOTHUB TPUIIINA AJISl CHIKEHUS prcKa 3a00JIeBaHUS, Pa3BUTHSI OCTIOKHEHUI HH(EKIIUY U JEKOMIICHCAIIUU
XCH [52, 295].

EOK IlaB (YYP C, Y11 5)

KommenTapuii: Munucmepcmeo 30pagooxpanenus PD pexomendyem exce200Hy0 8aKYUHAYUIO
npomue 2punnda, Kak Hauboiee BaxdCHOe 3awumuoe Meponpusmue 6 OMHOWEHUU CPUNna U e20
ocnodcHeHull. B pamkax HayuonanvHozo Kanenoaps npueusox Pd nnanoso npueusaromcs auya c
XpoHuueckumu 3abonesanusimu, 8 mom yucie ¢ CC3.

BaknuHanusi npoTuB MHEBMOKOKKA.

Streptococcus pneumoniae  Mo-mpeXHEMY OCTAaeTCs OCHOBHOW TMPHUYMHOW  CEPhE3HBIX
3a00JIeBaHMUIA, B T. 4. THEBMOHUH, OaKTepUEeMHH, MEHUHTHUTA. [10 TaHHBIM 3apyOeKHBIX M OT€UECTBEHHBIX

aBTOPOB, 3TOT BO30YAUTENb SABIsETCA NpUUMHON 25—-35% Bcex BHEOOIBHUYHBIX U 3—-5 % rocnuranbHbIX
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nHeBMOHUHM [296]. Bakuunamus npusHaHa HaumOosiee 3()QEKTHBHBIM METOJIOM TPEIYNPEKICHHS
ITHEBMOKOKKOBOW ~MH(eKIuHu. BaknuHauus BakUMHOW A NpO(QUIAKTUKA ITHEBMOKOKKOBBIX
UHOPEKIUIT** peKoOMEeHyeTCsl JIMLAM C BBICOKHM PHCKOM pa3BUTHS HHBA3HMBHOM IMTHEBMOKOKKOBOMU
MHQEKINH, K KOTOPBIM OoTHOCsATCs 1 narmeHTsl ¢ CC3, B ToMm uucie ¢ kapaunomuonatusmu 1 XCH.
. Bakuunanust BakIMHON Ui NMPO(MIAKTUKHA MTHEBMOKOKKOBBIX HH(EKIHUA™* pekoMeHmoBaHa
nanueHTam ¢ JIKMII B cBsi3u ¢ BBICOKMM PUCKOM pa3BUTHS MTHEBMOKOKKOBOW MH(EKIIMHU U HaIpaBJieHa
Ha TpeaynpexaeHHe BO3HHKHOBEHUS 3a0oneBanus, aekomnencammn XCH wu pasButus apyrux
ocnoxuenui [52, 295, 296].

EOK IlaB (YYP C, Y11 5)

Kommentapuu: Cmandapmmuas cxema 8akyuHayuu. nepeoHA4aiIbHO peKoOMeHOyemcs 6600ums 1
003y 6aKyumvl Olisl NPOPUIAKMUKU NHEEMOKOKK060U uHgexyuu noaucaxapuonou (13-sarenmmnoi,
aocopbuposannoir) **, samem, ne panee uem uepes 1 200 — 1 0osy (0,5 mn) saxyunwvl ons npoghuraxmuxu
nHesmMokokkoswix ungexyuil** (TIT11B-23) ¢ nocredyiowell pesakyunayueli 8aKkyuHot 0is nPOOUIAKIMUKU
nuesmokokkoswix ungpexyuu** (I111B-2)3 uepez 5 nem [296]. Ocnosnvimu npomusonoxazanusimu OJis
BAKYUHAYUU NPOMUE NHEBMOKOKKOBOU UHDeKYUulU SGIAI0MCA: BbIPANXCEHHbIe, MAMCENble CUCHEMHbLe
peaxkyuu Ha npeovloyuee 6gedeHUe BaKYUuHbl (AHagulIaKmuyecKue peakyuu), cunepyy8cmeumenbHoCmy
K 11000MY KOMNOHEHM) 8aKYUHbL; OCMpble UHDeEKYUOHHble 3a001e8anUsl Ul 000CMpPeHUe XPOHULECKO20
npoyecca (0cHo8Ho20 3abonesanus). llepenecennas panee NHEBMOKOKKO8AA UHDeKyus He A6IAencsl

npomueonokasanuem K npoeedeﬂuio UMMYHUZAYUU.

6. Opranusanug MeITUIIMHCKOW ITOMOIIH

Bce mamumenter ¢ JIKMII npu cTtaOmiibBHOM KIMHUYECKOM TEUYEHUHW JIODKHBI HAXOJIUTHCS HaA
JTUCTIAHCEPHOM HAOJIIOJICHUH Y Bpada-KapauoJjora, a Ipu OTCYTCTBUU TaKOW BO3MOXKHOCTH — Yy Bpada-
TepameBTa WIM Bpada OOIIEH NPAaKTUKH (CEMEHHOro Bpaya) MpU O0A3aTEIbHOW TMEPHOIUYECKOM
KOHCYJIbTAIlMM BpadoM-KapauojioroM. I[IpodunbHble chenuanucTsl OOKHBI OBITh MPHUBICYEHBI K
nucrnancepHomy HaOmoaenuto mamueHta ¢ JKMII B 3aBucumoctu oT mpoduias COMYTCTBYIOIIHMX
3a00JieBaHU U OCJIO)KHEHUU. [TopsAaoK M MepuOIUYHOCTh KOHCYIbTAIUU MPOGUIBHBIX CIEIUATHCTOB
OTIpeJIeNIIeTCSl BpauoM, OCYIIECTBISIONUIUM TUCHaHCepHOe HalmoaeHue. B ciyuasx TeppuTOopHalbHON
YIAIEHHOCTH OT BeAymMX ILeHTpoB, rae mnamueHT ¢ JKMII Moxer noayuyuTh KOHCYJIbTallUH
CHEIUAJTUCTOB, BOBMOYKHO ITPOBEICHUE KOHCYAbTALUM C IPUMEHEHUEM TEIEMEIUIUHCKUX TEXHOJIOTHI.
[Topsigok mnpoBeneHHS TENEMEOUUMHCKUX KOHCYJIbTAallMd M KOHCUIMYMOB ompenened [lpukazom
MunucrepctBa 3apaBooxpaneHust PO ot 30 Hos0ps 2017 1. Ne 965H.

[Ipn HecTaOUIBPHOM KIMHUYECKOM TEUYEHUU WM PA3BUTUH OCIOXHEHHUN pPacCMaTpPHUBAIOTCS
MOKa3aHusd JUIs TocuTanu3auu B craunoHap. s nauuenros ¢ JJIKMII npropuTeTHa rocnutanu3amnus
B KapAMOJIOTUYECKHUE OTICICHUS WK NTPO(QUIbHBIC OTIENEHUS OKa3aHUsl CeUaTIn3uPOBAHHOM MOMOIIU
naupentam ¢ XCH, HPC, T30O. Ilpu OTCyTrcCTBUH BO3MOXHOCTH TOCHHUTAJIM3AllUM B
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CHELMAIM3UPOBAHHBIN CTAllMOHAP WM KapIUOJIOTUYECKOE OT/EICHHE BO3MOYKHA TOCHUTAIM3ALUs B
CTaLlMOHAP TEPANEBTUUECKOTO MPODHUIISL.

Tlokazanus onsa cocnumanuzayuu nayuenmos c JIKMII:

* gecrabuipHOe KiuHHUYeckoe TedeHune JIKMII ¢ menbio yCTaHOBJICHHS NPUYMHBI YXYIIMICHUS

TEUYEHMsI TP HEBO3MOXKHOCTH MPOBE/IEHUS 00CiIe0BaHMsI B aMOyJIaTOPHBIX YCIOBMSIX, a TaKkKe

JUISl PEILIEHHUS CJIOKHBIX BOIIPOCOB HAa3HAYEHMSI METUKaMEHTO3HOTO JICUEHMUS,

» nexommencanus XCH [46];

= HPC BbIcOKMX Tpagauuii, TpeOyoomue noadopa W Hayaja aHTHAPUTMHUECKOW Tepanuu B
CTAllMOHAPHBIX YCIOBUAX WM HAPY>KHOM 3JIEKTPUUECKOM KapanoBepcuu (aepuOpuiuismm);

® MpPOBEJIEHNE WHBA3UBHBIX METOJOB 0O0CieNoBaHUs OOJIbHBIX, 0TOOp manueHtoB ¢ JIKMII Ha

BBICOKOTEXHOJIOTHYHOE U XUpypruueckoe jedenue, otoop nauuentoB Ha MIIK, tpancruiantanuto

cepaua 1 oocne0BaHNe Nepel STUMU BUJIAaMU JICUEHHUSL.

[Ipumeuanue:  TpaHCIUIaHTalMsl — CepAlla,  MMIUIAHTAIUS ~ CUCTEMBI  IKEJIyJI0YKOBOM
BCIIOMOTATENBHON***, KapInoBepTEepOB-1ePUOPUILIATOPOB UMILTAHTHPYEMBIX™**, ycTpoiicts g CPT
u nedenuss HPC ocymectBnsieTcs B crenuanu3upOBAaHHBIX KapIUOXUPYPTUUYECKUX OTICIECHUSAX MPHU
HaJIMYUU COOTBETCTBYIOIUX IMOKA3aHUM.

Toxazanus ons eocnumanuzayuu 8 omoejeHue peanumayuu u unmercusnou mepanuu (OPUT):

. JAKMII ¢ pexkomnencamumein XCH, conmpoBOXKAAIOMIEHCS KapAUOTEHHBIM IIOKOM,

HEKYIMUPYIOMIMMCS OTEKOM JIETKHX HITH BBIPAKCHHOM (ITpOorpeccupyroleii) oapIkoii [46].

. JOKMIT ¢ sxwusheyrpoxkatonumu  HPC  w/mmu TOO,  conmpoBOXIarOMMUMHUCS

HECTAOMJIbHOCTBIO I'¢MOJHMHAMHUKU.

. JOKMII u npyrue skum3neyrpoxkatoniue cocrosiHus (OKC, ocTtpas HeIoCTaTOYHOCTh

KJIaIlaHOB CEP/Ia U IIp.).

. PedpakrepHblii  OTEYHBI CHHIPOM, CHHIPOM IIOJHOPTaHHOW HEIOCTAaTOYHOCTH,
HE00XOIMMOCTh TIPOBEICHUSI HHOTPOITHOW MO IICPIKKH.

OPUT nosmkHBI OBITH OCHAIICHBI anmapaTypod sl MPOBEICHUS MUCKYCCTBCHHON BEHTWIISLIUU
JIETKUX, SKCTPAKOPIOPATBLHON MEMOpaHHON OKCUTEHAIIMHM KPOBH, BCTIOMOTATEILHOTO KPOBOOOpaIeHus
(ITpukaz M3 P® ot 14.09.2018 Ne625u «llopsimok oxa3zaHuss MEAWULMHCKON IMOMOIIU B3POCIOMY
HACEJICHUI0 TO0 TPO(MUII0 «aHECTe3HOJOTUS U PEeaHUMATONOTHA»). JlaHHBIE MEpPOTPUATUS CIIEAYyeT

IpoBOAUTH 1O CTa6I/IJ'II/ISaI_[I/II/I TeMOJUMHAMHUKH 1100 A0 OCYHICCTBJICHUA TPaHCIUJIAaHTAlIUU CEepLa.

7. JonoaHuTeJbLHAss MHPopManuda (B ToM Yucjae bakTopbl, BAUAIOIINE HA HCXOJT

3200J1€BAHUS WJIHU COCTOSTHVS)
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dakTopbl, OMpeAeNsIomue HeONaronpuaTHBIA HCX0J] 3a00JIeBaHUS, CBA3aHBI C HAJIMYHAEM

ousentpukyispaoit JIKMII, ®B <25%, gactoii OJICH ¢ rocnuranu3anueil, BEIpaKECHHOCTHIO CTOHKUX

HPC u mpoBogumoctu ¢ yBenumuenueM anutenbHocTH QRS >120 mc, Hammauem TDO, Beicokoit JIT.

Oco6eHHO HEOIAroNPHUSITHOM SBIISIETCS CUTYAIHSI, KOT/1a HA0II0JaeTCsl COUETAaHUE BCEX BhIIICYKAa3aHHBIX

cocroauuii. [Tarment ¢ qunaramueit JDK no 6,5 cMm u camxkennem @B 1o 35% MokeT UMETh TOCTATOUYHO
OIaronpUATHBIN MPOTHO3, 0COOEHHO MPU COOIOICHNN MEpP BTOPHUYHON MPOPHUIAKTHKH.

JlexomnieHcanusi COCTOSIHUSL OOJIBHOTO 4acTo OOYyCJIOBJIEHA IEPEHECEHHOM pecnupaTOpHOn
nH(]EKIen, B CBSA3M C YeM HEOOXOIMMO MPOBOAUTH JU(PGEPEHIIUATBHBIN JUArHO3 ¢ MUOKAPIUTOM.
HenpuBepkeHHOCTh  MEIUKAaMEHTO3HOW  TEpanuu, HECOONII0JIEHUE  BOJHO-COJIEBOIO  PEXHUMA,
3noynoTpebiienue ankorosuem, yactelii npuém HIIBII, mosoBsIXx rOpMOHOB U MOAYNIATOPOB (DYHKIUU
MIOJIOBBIX OPraHOB, a[peHOMUMETUKOB U MPEnapaToB, 00JaAa0NNX KapIUOTOKCUYHOCTBIO, YXY/IIAt0T
porHo3 nanueHtos ¢ JJKMIIL.

Crnenyetr MOMHUTH O HEOOXOAUMOCTH YacToro MoHutopupoBanus Takux JKI -nokazareneil kak
JuATeNbHOCTh HHTEpBATOB PQ, QRS, QT, xoTOpBIE ABIAIOTCS NPEIUKTOPAMHU HEKETATENbHBIX SIBIICHUN
IIpUMEHEHHs JiekapcTBeHHOM Tepanuu, HPC u mpoBoanmocTy, a Takke BCC. CyniecTBeHHOE 3Ha4eHUE
MMEET KOJUICTHATBHOCTh B BeAeHUH O0onbHBIX JIKMII, mpoBeneHne KOHCHIMYMOB C ydacTHEM Bpada-
KapAHOJIora, Bpada-CepIedYHO-COCYAUCTOTO XHUpPYypra, Bpada-aHECTEe3HOJIOra-peaHuMarosora, Bpada-

KJIIMHAYECKOTOo (hapMakosiora.

KpuTepuu OieHKH KayecTBa MeAMIUHCKON nomoumu npu JAKMII
Kpurepun ouneHKH KayecTBa NMEPBUYHONH MeIUKO-CAHMTAPHOW MOMOIM B3POCJIbIM NPH

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

Ne Onenka
Kpurepun oueHku kayecrsa
n/n BbITIOJIHCHH S
1 BrimonHen oOnuit (KIMHUYECKUI) aHAIM3 KPOBU Pa3BEPHYTHIN, MPH Ja/Her
oOpaiennu He MeHee | pa3a B roJ U mpu ocTpoil nekommeHcaru XCH
5 BrimonHeH oOnuit (KITMHUYECKUH ) aHAJIM3 MOYH MPU 0OpaIieHuu He Ha/Her
MeHee 1 pa3a B rog u mpu octpoi fekomnencamnuu XCH
BrinosiHeHs! nccie1oBaHEe MOYEBUHBI B KPOBH, UCCIIEIOBAHUE Ha/Het

KpeaTHHUHA B KPOBH, OIpeJIeNIeHNEe CKOPOCTH KIyOOUKOBOM (HUIBTpaIK
10 YPOBHIO KpEaTUHNHA KPOBU PACUETHBIM METOJIOM, UCCIIEIOBAHUE
KaJIusl B KPOBH, UCCIIEJOBAHNE HATPHS B KPOBHU, UCCIIEOBAHNE KaJbIVs B
KpOBH, HccienoBaHue Gpochopa B KpoBH, UCCIIEOBaHKUE albOyMUHa B

3 | KpOBH, HCCIIEJOBAHUE TIIIOKO3bI B KPOBH, UCCIIEOBaHUE OMIIMpyOrHa B
KPOBH, HCCIIeI0BaHNE aKTUBHOCTH aJlaHWHAMHMHOTpaHcdepas3sl B KPOBH,
UCCIIeIOBaHUE aKTUBHOCTH aclapTaTaMMHOTpaHc(epassl B KPOBH,
UcCclieIoBaHUE raMMa-TII0TaMUITpaHc(epassl B KPOBHU, HCCIEIOBAHNE
TPUTIHULEPUIOB B KPOBH, UCCIIEIOBAHUE XOJIECTEPUHA B KPOBH,
HCCIIEI0OBAHUE JIMIIONPOTEUHOB B KPOBU, UCCIIEJOBAHUE TUPEOTPOITHOTO
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n/n

KpuTeplm OIICHKH KadeCTBa

Ounenka
BBINOJIHEHUS

rOpMOHa B KPOBH, HcciefoBaHuEe (PepPPUTHHA B KPOBH M HACHIILICHUS
TpaHcdepprHa KeIe30M Ipu 0OpalieHnu He MeHee | pas3a B Toj U Ipu
octpoit gexomnencanuu XCH

BoinosiHeHO HccnenoBaHue YpOBHSI MO3TOBOIO HATPUMYPETUUYECKOTO
nentuga (BNP) wnu N-tepmunansHOTO (hparmenrta
HaTpuiiypeTudeckoro nponentuaa Mmo3rororo (NT-proBNP) B kposu
IIpY IEPBUYHON ITOCTAHOBKE IMAarHO3a U IIPU OCTPOU JEKOMIICHCALIU
XCH

Ja/Her

BeInonHeHo onpezeeHne akTUBHOCTH KPEaTUHKHUHA3BI U €€
1n30(hepMEHTOB B KPOBH, HCCII€I0BaHUE YPOBHS TponoHUHOB I, T B kpoBHU

Ja/Het

Brinosinena perucrpanus 3JeKTpoKapAUOrpaMMbl B 12 OTBEACHUSIX ITPU
oOpaiieHnu He MeHee | pa3a B roJ U mpu ocTpoil nekommneHcaru XCH

Ja/Het

Brinonnena pentrenorpadus rpyiHON KIETKH NMpUIleNibHAs IPU
oOpaiieHny He MeHee | pa3a B roj U mpu ocTpoil nekommneHcaru XCH

Ja/Her

Brinonnena sxokapauorpadus TpaHCTOpaKaibHas pu 0OpallleHuu He
MeHee 1 pa3a B rog u mpu octpoi nekomnencanuu XCH

Ja/Her

Brinosinena MmarHuTo-pe3oHaHCcHas ToMorpadus cepaua ¢
KOHTPAaCTUPOBAHUEM

Ja/Het

10

Haznaueno neuenne XCH (MAIID u (umn)
BaJICapTaHOM+CaKyOuTpriIoM™**/ Gera-apeHo0I0KaTOpaMH,
aHTaronucramu anpaoctepona, UHI'JIT2 (mamarmudnoznnom™™* nam
sMIarIu(I03MHOM™**)), Wil IPOBEAeHA KOPPEKIKSA UX 035l (IIpH
OTCYTCTBUHM MEJUIIMHCKUX MPOTHUBOMOKA3AHHIA)

Ja/Het

11

HaznaueHno nedeHue nepopaabHbIMU JUYPETUKAMHU MPU MPU3HAKAX
3aJIeP>KKH KUJIKOCTU (IIPU OTCYTCTBUU MEIULIMHCKUX
MIPOTUBOTNIOKA3aHUIN)

Ja/Het

12

[TarmenTtam ¢ JIKMII naznauena npodunaktuka TOO npu HATHIUH
cnenyromux nokazanuit: OJJCH, @I (npu mapokcu3zManbHOH,
MIEPCUCTUPYIOLIEH WK MOCTOSHHON (hopMax), HATUYUN
BHYTPHUCEPJICYHBIX TPOMOOB

Ja/Het

Kpurtepun oneHKr KayecTBa CNENMATM3MPOBAHHON MEULMHCKOH IIOMOIIM B3POCJIbLIM NPH

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

Ne Ounenka
Kpurepnn onenkun kadecrsa
n/n BbIIOJTHEHHU S
1 BrinosnHen o0muit (KITMHUYECKH) aHATN3 KPOBU Pa3BepHYTHIHN, PU Ja/Her
oOpaiiennu He MeHee | pa3a B roj u npu ocTpoit aekommencanmu XCH
2 BeimonHen oOmwii (KIMHIYECKUN) aHATTU3 MOYU TIPpU 00paIleHny He Ha/Het
MeHee 1 pa3a B ron u npu octpoid aekommencannn XCH
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n/n

KpuTeplm OIICHKH KavYeCTBa

OuneHka
BBINOJIHEHUS

BrinosnHeHO uccaen0BaHUE YPOBHS MO3rOBOIO HATPUINYPETHUECKOTO
nentuga (BNP) wnu N-tepmunansHOTO (hparmenrta
HaTpuilypeTuueckoro nporentuaa Mmo3rooro (NT-proBNP) B kposu
IIpY IEPBUYHON ITOCTAHOBKE IMAarHO3a U IIPU OCTPOU JEKOMIICHCALINU
XCH
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Ipunoxkenue A2. MeronoJiorusi pa3padoTKu KIMHUYECKHX PeKOMEeHIAIUil
[IpencraBnennsie Pexomenmamuu pa3paboTaHbl Ha OCHOBE aHAJM3a MHOTOJIETHETO OTIBITA
Pa3IMYHBIX MO IEJISIM, TPOTOKOJIaM U 00beMaM KPYIHBIX UCCIEIOBAHUN POCCUHUCKHX M €BPOMEHCKUX
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TEUEHUS, METO/Ibl TUArHOCTUKH W NMPUHIIUIIBI ieueHus maiueHToB ¢ JJIKMII ¢ yuetoMm MHIUBHAYaTbHBIX
0COOEHHOCTEH IMareHTa.

ue.neBaﬂ AVIMTOPUSA NAHHBIX KIMHHYCCKHUX QCKOMCHZ!a!!I/Iﬁ:

Bpau-kapauouior.
Bpau-teparnesr.
Bpau o0mieli mpakTuku (CeMeHHBIN Bpay).

Bpau ceprieuHo-cocyaucThIil XUpypr

ok~ 0bd e

Bpau pyHKIIMOHATBHON AMATHOCTUKH
6. Bpau-pentrenosor.

Ta6auna 1. Kitaccel mokasanmii corjiacHo pekomeHaanusM EBpomneiickoro Obmiectsa Kapauooros

(EOK).

Kiacc IIpennaraemas
peKoMeHaanui Onpenenenue dbopmynupoBKa Jyis
(EOK) MCII0JIb30BaHUS

JlokazaHo Wiy 00IIeNPU3HAHHO, YTO
JMarHOCTHYECKas MpoLeaypa, BMemaTenbcTBo / | PexkomenmoBano/

JeYeHHe ABISAI0TCA PPEKTUBHBIMU U MOKa3aHo
10JIE3HBIMU

Ila BoAbIIMHCTBO TaHHBIX / MHEHUH B MOJIB3Y [{enecoobpazHo
3pPEKTUBHOCTH / MOJIB3bI TUATHOCTHYECKOM IPUMEHSTh

nponecaypsl, BMCHIATCIILCTBA, JICUCHU

116



ITPOEKT

b
D dexTHBHOCTD / M0JIb3a TUATHOCTHYECKON
MPOLEIYpbl, BMEIIATEIbCTBA, JICUCHUS MoxHo
YCTaHOBJICHBI MEHEE YO TUTEIIBEHO MIPUMEHSATH
JlaHHbBIE WJIM €IMHOE€ MHEHHUE, YTO He pexomennyercs

ANAarHoCTUYCCKasA npoucaypa, BMCIIATCIbCTBO, MNPUMCHATH
neyeHne Oecrosie3Hbl/He 2PPEKTUBHEL, a B psije
ClIy4aeB MOT'YT IPUHOCHUTD BPE/I

Ta6aunma 2. YpoBHM JOCTOBEPHOCTH JIOKA3aTENbCTB COTJIACHO pPEeKOMEHIauusM EBpomeiickoro

OobuectBa Kapanonoros (EOK).

YpoBHHE 10cTOBepHOCTH J0Ka3aTebeTB (EOK)

HaHHLIG MHOTOYHCJIICHHBIX PAaHAOMU3UPOBAHHBIX KIIMHUYCCKUX I/ICCJ'IGI[OB&HI/Iﬁ
NI METaaHaJINn30B

IlaHHI)Ie IMOJIYYCHBI IO pE3yjibTaTaM OJHOT'O paHAOMU3HUPOBAHHOTO KIIMHUYCCKOT'O
HUCCICA0BaHWA UJIN KPYITHBIX HCPAHAOMU3SUPOBAHHBIX I/ICCHeHOBaHI/Iﬁ

c CoriacoBaHHOE MHEHHE KCIIEPTOB W/UJIN Pe3ybTaThl HEOOIBIITNX
HCCIEA0BaHUM, PETPOCIIEKTUBHBIX UCCIIEIOBAHNUN, PETUCTPOB

Ta6mmna 3. Illkana omeHKW ypoBHEHW mocTtoBepHOCTH JokaszareiabcTB (Y1) mis mertonoB

JAUarHoCTuKu ()II/Ial"HO CTHYCCKUX BMeIHaTeJ'H)CTB)

Y1 Pacumdposka

CucremaTnueckue 0030pbl MCCIEIOBAaHUM C KOHTPOJIEM pedepeHCHBIM METOI0M
1 WM CUCTEMAaTUYEeCKU 0030p paHJI0MU3UPOBAHHBIX KIIMHUYECKUX HCCIEIOBAHUM C
MPUMEHEHHEM MeTaaHalln3a

OTI[CJ'IBHBIG HCCIICA0OBAHUA C KOHTPOJIEM pe(l)epeHCHBIM METOJ0M HJIN OTHACIIBHBIC
PAaHAOMHU3HUPOBAHHBIC KIIMHHUYCCKUC HMCCICAOBAHHUA M CHCTECMATHYCCKHUC O630pBI

2 . .
HCCICOOBAaHNU JIF000TO Au3arHa, 3a HCKIYCHHEM  PpaHIOMH3HPOBAHHBIX
KIIMHUYCCKHX HCCHeﬂOBaHHﬁ, C IPUMCHCHUECM MC€TaaHaJIn3a
HccnenoBanus 0e3 IMOCJICAOBATCIIbHOI'O KOHTPOJIA pe(bepeHCHBIM MCTOAOM HIIN

3 HCCICAOBaHHUA C pe(bepeHCHBIM MCTOAOM, HEC ABAIOIIMMCA HC3aBUCHUMBIM OT
HuceiaeayemMoro Metola il HEpaHA0OMU3UPOBAHHBIC CPABHUTECIIbHBIC NCCIICIOBAHUAA,
B TOM YHCJIC KOTOPTHBIC HCCIICIOBAHUS

4 HeCpaBHI/ITCHLHHC HCCIICA0BAaHNA, OITMCAHNUEC KIIMHUYCCKOTO CIydasd

5 Hmeercs muimb 000CHOBaHUE MEXaHU3Ma JIENCTBUS UJIM MHEHHE 9KCIIEPTOB

Taoéauna 4. Illkana oueHKH ypOBHEW I0CTOBEpHOCTH nokazaTenscTB (YJ) mnst meromos

NpoQUIaKTUKH, JIedeHHs] U peadunutanuu (MpoUIaKTUYECKHX, Je4eOHBIX, PeadUIMTAIMOHHBIX

BMEIIIATENIbCTB)
YA Pacuugpposka
1 Cucremaruueckuit 0030p PKU ¢ mpuMmenenreM MeTaananmsa
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5 Otnenvabie PKU u cuctemarnyeckue 0030pbl HCCIENOBAHUUN JTHOOOTO NW3aifHA, 3a
nckiouenneMm PKH, ¢ npuMenennem Meraanaimsa

3 HepannomusupoBaHHblE  CpaBHHUTENbHBIE  HUCCIEAOBAHMS, B T.4. KOTOPTHBIE
HCCIIEI0OBAaHUS

4 HecpaBHuTenpHble HCCIEN0BAHUS, ONMCAHME KIMHUYECKOTO Cilydas WM CEpHUH
CJIy4aeB, UCCJIEI0BAHUS «CIy4aii-KOHTPOJIbY

5 Nwmeercs nunib 000CHOBaHME MEXaHM3Ma JICHCTBUS BMEIIATEIbCTBA (JOKINHUYECKHE
HCCIIEIOBAHUS) UJIM MHEHHE SKCIIEPTOB

Tabmmua 5. Illkana oueHku ypoBHeH yOemuTenbHOCTH pekomeHnauui (YVYP) mis meronos
NpOQUIAKTUKH, JUArHOCTHKHU, JI€UEeHUs U peadbunuTtanuu (MpoQUIAKTUYECKUX, IUArHOCTUYECKHX,

Je4eOHBIX, peaOUITUTAIIMIOHHBIX BMEIIATENIbCTB)

YYP Pacuugposka
CunbHas pekoMeHalus (Bce paccMaTpuBaeMble KpuTepun 3((HEeKTHBHOCTH (MCXOIbI)
A SBIIIOTCS BaXHBIMHU, BCE€ UCCIIEJIOBAHHS MMEIOT BBICOKOE WJIM YJIOBJIETBOPUTEIILHOE
METO/I0JIOTMYECKOE KAaueCTBO, MX BBIBOJBI MO HMHTEPECYIOIIMM HCXOJaM SBIISIFOTCS
COTJIAaCOBAHHBIMH)

VYcnoBHas pekomeHAanus (HE Bce paccMaTpuBaeMble KpuTepun 3G(HEKTHBHOCTH
B (Mcxopl) SBISIOTCS BaKHBIMH, HE BCE HCCICIOBAHUS HWMEIOT BBICOKOC HIIH
YIOBIIETBOPUTEIFHOE  METOJIOJIOTHUECKOE KAayeCTBO W/MIIM WX  BBIBOIBI  IIO
WHTEPECYIOIIUM HUCXO0/IaM He SBIISIOTCS COTIIACOBAaHHBIMH)

Cnabas pexoMeHmaius (OTCYTCTBHE JO0KAa3aTeIbCTB HAJICXKAIIero KadecTBa (Bce
c paccMarpuBaeMble KpUTEpHH PPEKTUBHOCTH (MCXOJIbI) SBJISIOTCS HEBAKHBIMH, BCE
HCCIIEIOBAHUS HMEIOT HH3KOE METOJ0JOTMYECKOE KauyeCTBO M HX BBIBOJBI IO
WHTEPECYIOIIUM HCX0JIaM HE SBJISIFOTCS COTJIACOBAHHBIMHU )

IMopsinok 00HOBJIEHHSI KIMHUYECKNX PEKOMEH A,

MexaHu3M OOHOBJICHHS KJIMHUYECKUX PEKOMEHIALMN MPeaycCMaTpuBaeT UX CUCTEMaTHYECKYHO
aKTyaJIM3alllIo — He peke YeM OJIMH pa3 B TPU I'0/1a WIK IpU NOSABICHUN HOBOM MH(OpPMAIMK O TAKTUKE
BEJICHUS MAI[MEHTOB C JJaHHBIM 3a0o0JsieBaHueM. Pemenue 06 o6HoBieHnn npuHuMaer M3 PO Ha ocHoBe
IPEUIOKEHUH,  MPEeACTaBIEHHBIX  MEAMLUMHCKMMHM  HEKOMMEPUYECKMMHM  Npo(ecCHOHATbHBIMU
opranuzaiusaMu. ChopMUpOBaHHbIE TMPEUIOKEHUS JIOJDKHBI YYUTBIBATh PE3YNbTaThl KOMILIEKCHOM
OLICHKM JIEKapCTBEHHBIX IPENAapaToB, MEOUIMHCKUX H3JENINN, a TaKK€ pe3ylbTaTbl KIMHUUYECKON
anpooanuu.

Bcenencreue toro, uro Poccuiickoe kapamonoruueckoe obmectso (PKO) Bxoautr B cocraB
EBponeiickoro obmectBa kapauosnoroB (EOK), u unenst PKO Takxke sasnstorcs wienamu EOK, Bce
eBpoNelickue peKOMeHIaluu GOPMHUPYIOTCS C Y4aCTHEM POCCHMCKHUX SKCHEpPTOB, KOTOPBIE SBIIAIOTCS
coaBTopamMu pekoMmenaanuii. Takum obpazom, cymectByomue pekomenganuu EOK otpaxaror oOree

MHCHUC BCAYLIUX pOCCHﬁCKHX n eBpOHeﬁCKHX KapauoJIOoroB.
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B cBs3u ¢ atMM, (GOpMHpOBaHME HAIMOHAIBHBIX PEKOMEHIALWN MPOBOAMIOCH HAa OCHOBE
pexomenpanuii EOK ¢ ydeTtom HammoHanbHOU crienuuku, ocoOeHHOCTEH 00CIEeIOBaHUS, JICUCHUS,
JOCTYITHOCTH TOW WM MHOM MeAULMHCKOM nomon. [1o 3Toi npuunHe B X04€ pa3pabOoTKU POCCUHCKUX
KkiuHu4eckux pekomenaanuii PKO ncnonp30BaHbl MeXIyHapOAHbBIE KIacChl IOKa3aHUI peKOMEeHAalui,
MIO3BOJISIFOIIME OLIEHUTh HEOOXOAMMOCTD BBIIIOJIHEHUS T€3HMCAa PEKOMEHAALUN U YPOBHHU JIOCTOBEPHOCTH
JI0Ka3aTebCTB AaHHbIX KiiaccoB (Tabmuip 1 u 2).

B Tex cnydasx, xorja B €BpONEHCKUX PEKOMEHJALHUAX OTCYTCTBOBAIM KJIACChl M YPOBHU
JTI0Ka3aTeIbHOCTH, HO TI0 MHeHHUI0 3kcniepToB PKO naHHbIe TE3UCHI SBISUTHCH KpaiiHEe HEOOXOIUMBIMHU
JUIS BBIMOJHEHUS WM, HA00OpOT, abCOJIIOTHO HE PEKOMEHJIOBaHbl K IpHMeHeHuto, skcrepTtsl PKO,
OCHOBBIBAsICb Ha MpaBuiax (OPMUPOBAHMS KJIACCOB IMOKA3aHUW COIJIACHO PEKOMEHJAIUSIM
EBpomnelickoro ooOiecTBa KapAMOJIOroB, caMU IPOCTAaBJIsUIM KJIAcChl U ypOBHHU. B naHHOM cuTyaruu
o6o3nauenne EOK 3ameneno na PKO-kmnacchl 1 ypoBHHU, IpocTaBieHHble skcniepramu PKO.

Kpowme toro, no6asiena HoBas cucteMa mkan Y Jl u YVYP mist neueOHbIX, peabUInTalluOHHBIX,
npo(QUITAKTHYECKUX BMEIIATEILCTB U JUArHOCTHYCCKUX BMerrarenbeTB (Tabmuis! 3, 4 u 5), BBeIeHHAS
B 2018 r. ®I'BY IIDKKMII Munzapaa P®. Takum oOpa3om, B TeKCTe KIMHHYCSCKUX PEKOMEHIAINMN,

paspabarbiBacMbIX 3kcriepramMmu PKO, 0THOBpEMEHHO HCIOIb30BaHb! B¢ mikaisl (Tabmuis! 1, 2, 3, 4, 5).

Ipuiaoxenue A3. CipaBo4yHbIe MATEPHUAJIbI, BKJIIOYAas COOTBETCTBHE MOKA3AHUU K
NPUMEHEHHNIO U POTUBONOKA3AHUI, CIIOCO00B NIPMMEHEHHS U 103 JIEKAPCTBEHHBIX

NpenapaToB, HHCTPYKIUM N0 NPUMEHEHHIO JIEKAPCTBEHHOTI 0 NMpenapaTa

1. [Ipuka3z MunuctepcTBa 31paBooxpaneHus: Poccuiickoit @enepanuu ot 15 Hos10ps 2012r.
No 9181 "OOG yrBepkaenuu Ilopsigka okazaHWs MEIMIIMHCKOW IOMOIIM OOJIBHBIM C CEpIACYHO-
COCYJTUCTBIMH 3a00JIeBaHUSMU".

2. [Ipuka3z MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 10 mas 2017 r. Ne
2031 «O0 yTBep»)ACHUH KPUTEPHEB OLIEHKHU KauyeCTBa MEIULIMHCKON TOMOIIINY.

3. [Ipukaz MunucrepctBa 3apaBooxpanenusi Poccuiickoit denepanuu ot 28.02.2019 Ne
1031 "O6 yTBepk)ACHUU MOPSAIKA U CPOKOB pa3pabOTKU KIMHUYECKUX PEKOMEHIAIHH, UX MepecMoTpa,
TUTIOBOM (OPMBI KIIMHUYECKUX PEKOMEHAAlUN W TpeOOBaHUN K HX CTPYKType, COCTaBy M HaydyHOU
000CHOBAaHHOCTH BKIIIOYaeMOW B KIMHMYECKHWE peKkoMeHaanuu wuHpopmamuu" (3apeructpupoBan
08.05.2019 Ne 54588).

4. IIpuka3 MunznpaBa Poccun ot 13 oktabps 2017 r. Ne 804n «OO0 yrBepkaeHUU
HOMEHKJIATYPhl MEIUIIUHCKUX YCITYT.

S. [Ipuxa3z MunzapaBa Poccun ot 24 mas 2006 r. Ne 381 «OO0 yrBepxaeHUM CTaHAapTa

MEIUIIMHCKOM ITOMOIIU OOJIBHBIM C KapaAnOMHUOIIaTUAIMUD .
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6. [Tpuka3 Munznpasa Poccun ot 15 mapra 2022 1. Ne 168H «O0 yTBEep)KIeHHH MOPSAIKA

IMPOBCACHUA JUCITAHCCPHOT'O Ha6JIIOI[eHI/I$I 3a B3pPOCIIBIMWY.

Tabauna 1/A3. [Ipenapatsl, pekoMeHa0BaHHbIe A5 JeyeHnuss XCH,
u 10361 UAII®, pekomennoBannbie s JeyeHuss XCH

cpyuoa TUTpauuu

Hauannuasg nosa

MakcumaipHad q1o3a

NATID
Kanronpun™* 6,25 mr 3 pasa B JieHb 50 mr 3 pasa B JieHb
OHananpuin™* 2,5 mr 1-2 paza B 1eHb 10-20 mr 2 pa3a B 1eHb
JInzunonpuin™** 2.5-5 Mr 0/THOKpaTHO 20 MT OZTHOKPATHO
Pamunpmr™* 1,25 Mr oTHOKpaTHO 3 Mr 2 pasa B JeH, wim 10

MT OJIHOKPATHO

[lepunonpun™* 2,5 MI OIHOKpPaTHO 10 Mr ogHOKpaTHO
XuHanpui 5 mr 1-2 pa3a B AeHb 20 mr 2 pa3za B IcHb
do3nHONPUII 5 wmr 1-2 pa3a B n1eHp 10-40 mr oTHOKpATHO

Bascapran+cakyouTpuia** u noaxoabl K BLIOOPY 103

[Tepuon Tutpanmu
['pynnel nanmeHToB

Havanrnag nosa

[lenesas mo3a

J1J1s1 GOJIBHBIX, MOTYYaBIINX paHee
NAIID/APA B nenesoit nose

100 mr (49+51 mr) 2 pa3a B
JICHb

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

J1i1st GOJIBHBIX, HE TTOTy4aBIIHX
panee UAIID/APA, nnmn
MOJTyYaBIIUX TIPEnapaThl B HU3KOM

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

Io3e

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

APA, pek

oMeHaOBaHHBIe 114 Jedennss XCH

€PHOJT TUTPALTHH

HavannHas nosa

Llenesas mo3a

APA
Kanpnecapran 4 Mr 0THOKpaTHO 32 MTI OJJTHOKpPATHO
Basicapran 40 mr 2 pa3a B JicHb 160 mr 2 pasa B 1cHb
Jlozapran™* 12,5 Mr 0JHOKpaTHO 150 mMr ogHOKpATHO

Bera-aapeno610kaTopbl, pekOMeH10BaHHbIE 114 Jeyennss XCH

WO/ TUTPALlUU
bera-agpenobiokarop

HauanrnHag noza

LleneBas mo3a

buconponon™** 1,25 Mr oJHOKpaTHO 10 Mr ogHOKpaTHO
Kapsemmnon™* 3,125 mr 2 pasa B 1eHb 25-50 mr 2 pa3a B eHb
Mertonposon** 12,5-25 mMr otTHOKpaTHO 200 Mr o1THOKpaTHO
Hebugonon 1,25 Mr o JHOKpaTHO 10 Mr ogHOKpaTHO

AHTaroHHUCTHI AJIBJOCTEPOHA, PeKOMeHI0BaHHbIe s Jedyenns XCH

WO/ TUTPALIUU
IIpenapar

Hauanbnas nosza

IleneBas mo3a

MakcumainbHas 103a
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25-50 mr 200 mr/cyt (mpu OACH
**
CrupoHOJIaKTOH 25 MTr OJTHOKpPATHO OHOKPATHO 300 — 400 Mr/cyT)
OnepeHoH 25 MI OJJHOKpaTHO 50 MTr OJTHOKpPATHO 50 mr/cyt

I/IHFI/IﬁPITOpI)I HanHﬁ3aBHCHMOFO MEPEHOCUYMNKA I'NTIOKO3bI 2 THIIA, PEKOMEHI0BAHHBIC JIJIsA

Jedenust XCH, u mo3n1

[Tepuon Turpauuun

Hauannuag nosa

[lenesas no3a

IIpenapar
Hanarnuguozna™** 10 Mr oJHOKpaTHO 10 Mr ogHOKpaTHO
OMnarnu@uo3ua™** 10 Mr oJHOKpaTHO 10 Mr orHOKpaTHO

Jnypernku, pekomeHaoBaHHbIe 175 JedyeHnss XCH: nokazanus, Heo0X0AMMbIii YPOBEHb
CKOPOCTH KJIY004KOBOH (UIbTPALMH, PEKUM J103UPOBAHUSA

HWOJI TUTPALINY CKD, MaxkcuMannHas
TToxazauue CraproBast 103a
[Ipenapat MJI/MUH J103a
dypocemua** -1V ®K >5 20 mr 1-2 pasa B 600 mr/cyr
JICHb
Topacemun -1V ®K >5 10 mr 200 mr/cyt
OJTHOKPAaTHO
FHHpO)iJlOpO- -1V DK >30 25 mr 1-2 paza B 200 Mr/cyT
THA3H]T JICHb
x Hexomnencanus XCH, 50 mr 2 paza B
CnupoHOIaKTOH PK 111V >10 1eHb 300 mr/cyt
B cocraBe xomOuHM- 250 mr 1-2 paza
POBaHHOM TEpanuu Mpu B JICHb B TE€UEHUE
ArnerazonamMug** nmexomnencanuu XCH, >10 1-3 nmHeii ¢ 750 mr/cyt
PE3UCTEHTHOCTH K nepepeiBaMu
TUypeTHKaM (aJIKayio3) (10-14 nueir)

Tabauna 2/A3. OcobeHHOCTH PUMEHEHUs JTIeKapCTBEeHHbIX cpeacTs AJs Jeyenuss CH Bo
BpeMsi 0epeMeHHOCTH M JIAKTAIMHU

JlexapcTBEHHBIE TpenapaThl

Hcnonws3oBanue BO BpeMst
OCpEeMEHHOCTH

Hcnosib30BaHKEe BO BpeMsI
Jlakranuu”

HpOTI/IBOHOKaSaHLI BO BpCMA

HenocraroyHo JaHHBIX.

HNAIID [IpoTuBOMOKa3aHBI BO BpeMS
OCpEeMEHHOCTH.

JaKTaIIH.

APA [IpoTuBOMIOKa3aHBI BO BpEMs [IpoTrBOTIOKAa3aHBI BO BpEMSs
OepeMEHHOCTH. JIAKTALIUU.

Bancapran+ [IpoTuBOMIOKa3aHBI BO BpeMs [TpoTrBOTIOKa3aHBI BO BpEMSI
cakyouTpun** OepeMEHHOCTH. JAKTalluH.

WHLIIT? [IpoTuBOMIOKa3aHBI BO BpeMs [TpoTrBOTIOKa3aHBI BO BpEMSI

OepeMEHHOCTH.

JJaKTalluu.

bera-anpeno0nokaTopbl

Bce npenapatsl npoxoaart uepes
maaneHTy. Bo3MoxkHO CHIKEeHHE
UCC, runokivkemMus y mioja u
3a/IepKKa Pa3BUTHUAL.

Bo3moxno canxenne UCC u ALl 'y
HOBOPOJKJIEHHOTO.
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[Ipenapar BeIOOpa U3 Kiacca Gera-
aapeHobIokaTopoB. Moxker

Mo0HO IpUHUMATH NIPU IPYAHOM

Meronposnon™*
BBI3BATh OpaJUKapAUIO IJI0/Ia, BCKapMJIIBAaHUU.
3aJIepKKY POCTA, THIIOTIMKEMHIO.
Kapseamion™* Bo Bpemst 6epeMeHHOCTH U3y4YeH Henp3s UCKITIOYUTH PUCK TIPH
P HEIOCTATOYHO. TPYZHOM BCKapMIITBAHUH.
T — Bo Bpemst 6epeMeHHOCTH U3y4YeH Henp3s UCKITIOYUTH PUCK TIPH
P HEIOCTATOYHO. TPYZHOM BCKapMIITBAHUH.
C rpyHBIM MOJIOKOM BBIJICIISICTCS
MeTa0O0JIUT CIIUPOHOJIAKTOHA™*
KaHpeHOH. Hemnb3s NCKII0YnTh
[IpoTrBoTIOKAa3aH BO BpeMsI UCK TIPY TPYIHOM
CrnimpoHonakToH™* p p p PH TPy
OepeMEHHOCTH. BCcKapMminBaHuu. [Ipu
HEOOXOUMOCTH MPUMEHEHHS
TPyIHOE BCKAPMIIMBAHHE CIIETyeT
MIPEKPATHUTD.
Cenennit 0 MIPUMEHEHUU
3HAYUTEIIHEHO TIPOHUKAET B
SIJIEPEHOHA y OepeMEeHHBIX HeT.
TPYAHOE MOJIOKO: HEJb34
[Ipenapar cnegyer npUMEHATH C
UCKJTIOYHUTH PUCK ITPH TPYIHOM
OCTOPOXHOCTBIO M TOJBKO B TEX
OIIepeHoH BcKapmuMBaHuu. [Ipu
Cllydasix, KOrja o)Kujaemas moJb3a
HE0OX0IMMOCTH TPUMEHEHUS
TUISt MaTepu 3HAYUTEJIHHO
. Ipy/ZIHOE BCKapMIIMBAHHE CIIEAYET
MPEBBIILIAET BO3MOXKHBIA PUCK IS
MIPEKPATUTD.
mioaa/pedeHka.
Moryt BbI3BaTh CHHYKEHUE
MaTOYHO-TIALEHTApPHOTO Henb3s UCKITIOYUTH PUCK MTPH
TnypeTixu KPOBOTOKA U KOJIMYECTBO rpyAHOM BckapmiuBaHuu. [Ipu
P AMHUOTHUYECKOM KUIKOCTH. MOTYT | IPUMEHEHHUU B BHICOKHX JI03aX
OBITh TPUUUHON AIMEKTPOJIUTHBIX MOJKET MOJIaBJIATh JIAKTALIUIO.
HapyUIeHUH.
Bo3moxHO npuMeHeHne Ha Henb3s UCKITIOYUTH PUCK MTPH
dypocemug** KOPOTKOE BpeMsl, €CJIH M0JIb3a ISl | TPyIHOM BCKapmiiiBanuu. [1pu
MaTepu MPEBBIIIAET PUCK IS MPUMEHEHHUH B BHICOKHX JI03aX
io/a. MOJKET MOJIaBJISATh JIAKTAIIHIO.
He cnenyer nmpumensTs Bo Bpemsi | Henb3s HCKITIOUUTH pUCK TIPH
Topacemu 6epemeHHOCTH. BO3MOXKHBI rpyaHOM BckapmiuBaHuu. [Ipu
p ANEKTPOJIUTHBIE HAPYIICHUS U MPUMEHEHHUH B BHICOKHX J03aX
TPOMOOIIUTOTICHHS Y TIITIOA. MOJKET MOJIABJIATh JIAKTALIUIO.
Henp3s Ha3HauaTh BO Bpems Henb3s uCKIIOUUTH PUCK
Hutponpyccun** O6epemeHHOCTU. BBICOKHMIT prCK OTpaBIEHUS [IMAHU]IOM TIPU
OTpaBIEHUS [IMAHUJIOM. TPYZAHOM BCKapMIIMBAHUH.
He cnenyer mpuMeHsTh BO Bpems
ToGyrammir* 6epemMeHHOCTH. Bo3MOXXHO Henb3s UCKITIOYUTH PUCK TTPH
yr MIPUMEHEHHE TOJIBKO TI0 TPYZAHOM BCKapMIIBAHUH.
YKU3HEHHBIM TTOKa3aHHSIM.
Tomavm** He cnenyer mpumeHsTh BO BpeMsi | MOKeT U3MEHUTH TIPOIECCHI

o6epemeHHOCTH. BO3MOXKHO

CUHTE3a/COCTaB MOJIOKA.
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MNPUMCHCHUC TOJILKO I10
KU3HCHHBIM ITOKAa3aHUAM.

He cnenyer npuMeHATH BO BpeMs
O6epemeHHOCTH. HeT KIIMHHYECKUX
naHHBIX. [I[puMeHeHne BO3MOXKHO

He cnenyer npuMeHsTs BO Bpems

JleBocumengag™* TOJILKO II0 KU3HEHHBLIM JaKTauuu. Beicokuii puck
IIOKa3aHUsM, €CJIM 0JIb3a IS OCJIO’)KHEHUH 17151 peOeHKa.
MaTepy MPEBBILIAET PUCK IS
1013,
AHTaroHuCTHI Bropoii/Tpetnii Tpumectp — Moryt ObITH UCIIOJI30BAHBI BO

Butamuaa K

HCIIOJIb30BAHNUE C YPE3BBIYANHOMN
OCTOPOYKHOCTBIO (Hedocmamouno
OaHHbIX), TOJBKO B CIydae 0COOBIX
nokazaHui. I'nbenp uia nopoku
pa3BUTHUSA 110712 / HOBOPOXKJICHHOTO
oTMeueHbI B 16% cnyvaes
HCIOJIb30BaHUS BO BTOPOM
TpuMecTpe U B 27% cirydaes
WCIIOJIb30BAHUS B TPEThEM
TpuMecTpe. Puck s mmoaa
I0303aBUCUMBIH, 1036l >5 Mr/aeHn
ACCOIMHUPYIOTCS C YXYIIICHHEM
nucxona.

[Tocne nHAMBUTyaIbHOM OLIEHKH
TPOMOOTHUYECKOTO PUCKA MaTepH,
HeoOxoaumon no3sl ABK,
MOKa3aHUM K Tepanuu
AHTUTPOMOOTHYECKUMHU
CpEICTBaMHU, ClIeJIyeT pacCMOTPETh
Ipernaparhbl IPYIIbI TenapruHa Kak
HNOTEHLUAIBHYIO aTbTEPHATHUBY.
Hanaxennass KOMMyHHUKaIUs C
HAIMEHTKON U e€ ydyacTue B
OPUHSITUU PEIICHUH KU3HEHHO
Ba)KHBIL.

BpeMs IPyJHOTO BCKapMJINBaHUS
TOJIBKO MTPHU HAJTMYUU aOCOTIOTHBIX
MIOKa3aHUM, HaIpuMep, Ipu
HaJIM4YMHU MEXaHUYECKOI0 MpoTe3a
KJIallaHa cepAaua u ap.

AHTUTpOMOOTHYECKHE
CpeacTBa

N36eraTh Ha3HAUCHHUS
(IPOTHBOITOKA3aHBI).

W36eraTh Ha3HAYCHUSI.
Hwuskast koHIIeHTpaIus
puBapokcabaHa** B rpyqHOM
MOJIOKE B WH/IUBUYAJIbHBIX
cirydasix.

#I'emapun HaTpus™*

Hcnonbs3oBaHue ¢ OCTOPOKHOCTBIO
(He0OCMamouHo OAHHBIX).
[Ipumenenne npu 6epeMEHHOCTH
BO3MOKHO TOJIBKO B TE€X CIydasx,
KOT/Ia O’KHJaeMast 1moJjb3a s
MaTepH MPEBBINIAET
MOTEHIMATBHBIA PUCK TS TUIO/A.

Hcnonb30BaHuE ¢ OCTOPOKHOCTHIO
(HE0OCMamouHo OAHHDBIX).

B cBsA31 ¢ 04eHb BBICOKOM
MOJIEKYJIIPHON Maccou, HE
0XKUJAETCS IPUCYTCTBUE
rpernapara B TpyAHOM MOJIOKE.
Taxxe BbICOKAa BEPOSITHOCTD
OBICTPOTO pa3pylleHus Mpenapara
B JKEJIYZJOYHO-KHUIIEYHOM TPAKTE
HOBOPOXIEHHOTO.
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I'pynna renapuna

Hcnonbs3oBaHue ¢ OCTOPOKHOCTHIO
(HedoCmamouHo OAHHBIX).

Hcnonap30BaHue C OCTOPOKHOCTBIO
(HedoCmamouHo OAHHYBIX).

He oGnapyxwuBarorcs, 1160
00HApPY)KUBAIOTCSA B HUZKUX
KOHIICHTPALUSAX B TPYJTHOM
MoJioke. AOcopO1usi B pOTOBOM
MOJIOCTH MAJIOBEPOSATHA. Y
HOBOPOJK/ICHHBIX, HAXOISIINXCS Ha
TPY/JHOM BCKapMIIMBaHUH, HE
00HApPYKUBAETCSl aKTUBHOCTh
npoTuB Xa (aKkTopa KOaryJIsiHH.
IIpenapamol ¢ umerowumucs
OaHHbIMU NO 6e3onacHocmu

6 nepuoo naxmayuu: /laimenapun
Hampus, IHoKcanapun Hampus™**

CuHTEeTHYCCKHE
TIEHTaCaXapU/IbI
(ponnanapuHyKc HaTpuUs)

N30eratb Ha3HaueHUs
(HedoCmamoyuHo OaHHbIX), TaXKe B
cllydae aJulepruu W
HEXKEaTeNbHbIX PEAKIUN Ha
MperapaTsl TPYIIIBI TemaprHa.

W36eraTh Ha3HAYCHUS (Hem
ONnyOIUKOBAHHBIX OAHHBIX) V/AIN
paccMOTPETh BaAPHAHT Ha3HAUCHHSI
IpernapaToB TPYIIIEI renapuHa
(ycranoBiieH Ooiee
OnaronpusTHBINA PodUIH
0€30MacHOCTH).

[Tpumevanus:

mo00i m3 00CYKJIaeMbIX JIEKAPCTBEHHBIX IPEMapaToB BO3MOXKHO HA3HAYUTh Ha OOIIUX

OCHOBAHMAX IIOCJIC IMMOAABJICHUA JIaKTAllUXU U ITPU MMOJITHOM IIEPEXOAC HA HCKYCCTBECHHOC BCKaAPMIIMBAHHC.
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Ipunoxkenue b. Airoput™Mmsbl aeiicTBUil Bpaya
Ipuioxenue b1. ITtuosornyeckasi KiaccuPpukanus TWIATANMOHHOW KAPAUOMHONIATHH

Cesi3aHHas ¢ BO3/IeiicTBMEM CesizaHnble ¢ nHexueii uim ¢ Cesisannasn ¢ CHCTEMEBIMH
TI'eHeTnyeckasn N HMMYHOONOCPEI0BAHHBIMHI
BHEITHUX (AKTOPOB HHBa3M e
3200J1eBAHUSIMU
MyTanuu B reHax, TokcHHBI: aKOroJb, aMpeTaMHUHBL, | BHPYCBI: ceMelCTB: aneHo-, KOpoHa-, SHTEPO- | AYTOMMMYHHbIE: PEBMATOMIHBIM apTPUT,
KOJAUPYIOIIUX OeTKHU JKCTa3H, KAHHAOMOUIbI, KOKAHH, (rxokcaku- Tpynn A u B), iuromeraro-, CHCTEMHAs KpacHas BOJYaHKA, CUCTEMHas
KapaAuoOMHOUMTOB: aHA0OJIMYECKUE CTEPOUIbI, MBIIIbSK,| 3XOBUPYCHI, JICHTE, Omnuirreiina-bappa, CKICpOACpMHUsl, 1EPMATOMHUO3HT,
TTN, LMNA, MYH7, RBM20, TSDKEITBIC METAILTBI (PTYTh, OJOBO, renatuta B, C, BUpyCHI pocToro repmeca, MIOJIMMHUO3UT, CAPKOMI03, CUHAPOM
FLNC, BAG3, SCN5A, PLN, KOGAILT), yrapHbiii ras reprieca 6 tuna, rpunmna A u B, Jpecciiepa, mocTHHPEKIMOHHAS
TPM1, TNNI3, TNNT2 u apyrue SMUJAEMHUYECKOr 0 IIApOTUTA, ayTOMMMyHHas 60J163HI:, LEJIMAKHYs,
pyOyliaBUpyC, KpacHyxH, mapBoBupyc B19, TIEPBUYHBIN OMITHAPHBIN IIUPPO3,
MOJIMOMHEINTA, OCIICHCTBA, HEKOTOpbIE BAaCKYJIHTHI, Myasthenia gravis,
pecnMpaToOpHO-CHHIUTHANIBHBII BUPYC, KOpH, | memduryc, nempurons
BeTpsiHOM ocnbl, BUY
MyTanuu B remax, IIpoTuBoomyxoeBbie mpenaparhbl | Bakrepuu: B-remonuruueckue AyToBocnaauTeabHble: 001e3Hb Kpona,
acCONMMPOBAHHBIX C U Ipyrue JIeKapcTBa: crpentokokky, Borrelia burgdorferi, Brucella | mecrimmeduueckuii sSI3BEHHBIN KOJIUT,
Pa3BUTHEM HeHPOMBIIIEYHBIX | AHTPALUKINHBI U POJCTBEHHBIE spp., Qampylobacterjejuni, Chlamydia spp., PEaKTUBHBINA apTPHT, ITOAATPa, PEAKHIE
3200JIeBAHUI ¢ KAPAMAILHBIM | COCIUHEHUS, TPaCTy3yMao™>, Clostridium spp., _ o MOHOT'EHHBIE 3a00JICBAHNS
¢deHoTUmOM: MHOTUCTPODUS AHTUMETA0OIUTHI, ATKHIHPYIOIINE Corynebacterium diphtheriae, Neisseria spp.,
Haemophilus influenza, Legionella
Hromenna u bekkepa, CpeACTBa, MOHOKJIOHAJIbHBIE . L
x pneumophila, Listeria monocytogenes,
MOSICHUYHO-KOHEYHOCTHBIE aHTuTena, Gropypammr, Mycoplasma pneumoniae, Neisseria
MHOAUCTPODHH, HHTHOUTOPHI IPOTEHHKUHA3HI, meningitidis, Salmonella (Berta u Typhi),
MHOQHOPHIIIAPHBIC MUOTIATHH, | MMMYHOMOZYJISTOPBI. Streptococcus pneumoniae, Staphylococcus
MHUOTOHHYECKAs qucTpodust spp., Treponema palidum
MuToxoHapuaibHble 6o1e3nH, ITpocreitmue: Entamoeba histolytica, Ces3aHHa ¢
B PEAKNX CyHasX — Leishmania spp., Plasmodium vivax, HI0KPHHHBIMH/META00, 114 eCKUMH
Bpomﬁﬂe“m"e e Plasmodium falciparum, Toxoplasma paccTpoiicTBaMu: caxapHslii auater,
MeTab0.M3Ma H 601e3HH gondii, Trypanosoma cruzi aKpoMeranus, (GeoXpOMOLHTOMA,
HAKOTLTCHHS I'pu6wi: Actinomyces spp., Aspergillus TUPEONTHAS TUCPYHKINS, XPOHUIECKas
spp., Candida spp., Coccidioides immitis, | runokanasunemus, runodocharemust
Cryptococcus neoformans
TepunapTaabHas KaPTHOMHOMATHS I'eJIbMHHTBI: JICHTCIIBI, 9XOHOKOKKH,
(koMOVHAIMSI TEHETUYECKUX U BHEITHUX (haKTOPOB) [HHCTOCTOMBI, TPHXHHCILIEL, TOKCOKAPBI
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Hpuinoxkenue b2. Knaccnpuxanus IKMII n konupoBanue nuarnosza no MKB10
VeTaHOBICHHEII l'eneTHuecKkn C yeranosaenHoii Heyrounennan* Hauonarnueckaa®*
reHeTHYeCKHH aedeKT ‘ obycioBiennas / < ITHOJIOTHeil (142.9) (142.0)
ceMeiinan / necemeiinan — -
(142.0) -
. | —_ f x\:"‘a Jlpyrue
e | -_\""-\-\..___
HeycTanoB/IeHHEI o / / “\\ ~—_ KAPAHOMHONATHH
reHeTHYeCKHil ae — / . — (142.8)
nediekt _ / | ~ ~—
— | -\-\-\-\-\--"
— [ \\x T
.f.-""f 1‘I|/ K'\}. R-"“Q‘L
JIKMIT npu JKMII npn [lepunapraabnas
CHCTEMHBIX KAPIHOMHONATHHA
HMMYHHO- (090.3, 099.4)

JKMIIL, obvcnoBnennas

JIKMIIL, ceazannan

¢ HHperuHeii
HJIH HHBA3Hell

(143.0)

* HpI/I HCBO3MOXHOCTHU O6CJ'I6,I[OBaHI/I$I Il YTOUHCHU S OTUOJIOTUN

akTopos

BO3AeiicTBHEM BHEIIHHX

IHAOKPHHHEIX
H MeTADOIHYECKHX

paccrpoiicreax

ONOCpeNoBAHHBIX
3ad0oIeBAHNAX

(142.6)

Aaxoroasnas JIKMII

143.1 -

ANeHTOR
(142.7)

JKMII, obycnoBnennas
TOKCHYHOCTLIO
NPOTHBOONYX0/1eBOii
TepanuH, JPyrux
NEeKAPCTE H XHMHYECKHX

KapIHOMHOIATHA MpPH MeTaboIHIe CKHX

OCIOKHEHHAX
[43.8 — kapaHOMHONATHA NPH APYTHX DONE3HAX,

KNacCHPHIHPOBAHHEIX B APYIHX pyOpHEax

Kapanomuonarus
npH paccrpoiicTBax

INHTAHHA
(143.2)
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Ipunioxenne b3. UncrpymenTanbHas auarnoctuka JJKMIT

ITPOEKT

Pexomenpanus

EOK

YYP

YA

Ixoxapauorpapus

Bcem nanmenTtam ¢ nonospenuem Ha JKMII ans Bepudukanmm
nuarHos3a u ycranoieHus penoruna JKMII (onenka cTpykTypsl U
GbyHKIMY cepaua).

IC

[Tatmentam ¢ yxe ycraHoBieHHbIM auarHo3om JKMII s
OIICHKH JWHAMHKH CTPYKTYPHO-(QYHKIIMOHAIBHBIX TTapaMEeTpPOB,
COCTOSTHUS KJIallaHHOTO amnmapara cepaua, pyaknuu DK, maBmenus
B JIETOYHOM apTepuH, a TAKKE JUISl BBIABJICHUSA JIMI C KJIATAHHBIMU
HapyIIEHUSIMH, TOAXOISAIMIUMHU [UISI XUPYPTUUECKOW/MHBAa3UBHOM
KOPPEKIMH WIH TPAHCIUIAHTAIlUH CePJILA.

IC

[Mamentam ¢ JKMII npu  muiaHupoBaHMH/TIPOBENEHUU
BMEILATENIbCTB/JICYEHNUS C TOTEHIUAIBHBIM KapIUOTOKCHUUYECKUM
JEMCTBUEM JUIsl OLEHKU CTPYKTYPBI U (QYHKIIUMU ceplia.

IC

Hns pacuera ®B JIXK y nanuentoB ¢ JIKMII pekomenayercs
MCI0JIb30BATh YIABTPA3BYKOBOM MeTo1 UCKOB (MeTo1 CHUMIICOHA).

IC

[Tanmentam, y kotopeix KkagectBO OxOKI'  okaszanocek
HEYIOBIIETBOPUTENbHBIM (Bu3yanm3aruss <80% nsuaokapaa JDK),
pekomenayerca  mpoBeneHue  OxoKIT ¢ Hcmosb3oBaHUEM
KOHTPACTHBIX CPEJICTB, YTO IO3BOJIAET JIYYIIe OIEHWUTH T'PAHUIIBI
sHAo0Kapaa u 0obémbl JDK.

IC

C menpio BBISBICHUS paHHUX (CYOKIMHMYECKHX) W3MEHEHUU
cokparumoctu JIDK y mamwentoB ¢ mnopo3penreM Ha JIKMII
peKoMeHayeTCsl OlleHKa mokazaTtens nedopMmandd MUOKapaa —
npojaoiasHOro cuctonuueckoro cxarus JIXK (global longitudinal
strain, GLS), a TakKe CKOPOCTH CHCTOJMYECKOTO JBHKCHUS
ocHoBanus JDK, wu3mepsemoil mnpu TKaHEBOM JOMILIEPOBCKOM
uccinempoBanuu (tissue doppler imaging, TDI).

IC

Bcem nanuentam ¢ mopo3penuem Ha JIKMII pexomenmyercs
orneHka auacroinnyeckoil ¢ynkuuu JDK ¢ wmenbto omnpeneneHus
TSYKECTH  CTPYKTYpHO-(YHKIMOHAJIBHBIX ~ HApYIICHUH, OLIEHKU
MIPOTHO3a U BHIOOPA TAKTUKY JICUCHHUSI.

IC

Bcem mnaunmentam c¢ nopo3pennem Ha JIKMII pekomenayercs
oreHka cTpykTypsl U pyakuu [DXK c nienbio onpenenenus TssKectu
CTPYKTYPHO-()YHKIIMOHAIBHBIX HAPYIICHUN.

IC

YpecnumeBognas IxoKI'

[Tarmentam ¢ JAKMII nposeaenue upecnuiieBogHol IxoKI
PEKOMEHAyeTCsl Ul YTOUHEHMSI DIIEMEHTOB CTPYKTYPHOTO U
(G YHKIIMOHATBHOTO PEMOIETMPOBOAHHS, HEJIOCTOBEPHO
onpeeNsieMbIX Npu TpaHcTopakaabHOU DX0KIT'.

PKO
laC

[Maumenrtam ¢  JKMII wu @I, kortopsiM mIaHUpYyeETCs
BOCCTAaHOBJICHHE CHHYCOBOI'O PUTMA, PEKOMEHIYETCS MPOBEICHUE
ypecnuiieBogHoM IXoKI s uckimroueHus TpoMO03a yIka JIeBOro
IpeAcepausl.

IC

C

IxoKT ¢ puznueckoii niau papmakonornyeck

01 HATPY3KOH

[Tanmentam ¢ nonpo3penneM Ha JKMII npu ymepenHol wumm
Hu3kol npearectoBoil BepoaTHocTH MbC pexomenayercs OxoKI ¢

IC

C
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¢busnueckoit WIH (apMaKoJIOTHIECKOit Harpy3koun
(mpenmynecTBeHHO — f00yTaMuHOM™*) i1t nckirouenust UBC.

JuiekTpokapauorpagus

Becem manmentam ¢ AKMII pekomenayercss peructparmst 12-
KaHabHOM anekTpokapauorpammel (OKI') ¢ ouenkoit purma, UCC,
UHTEpBAJIOB U aMIUIUTYZ 31eMeHTOB OKI' ¢ 1enpio JuarHoCTHKU
HApYIIEHUA pPUTMA, MPOBOJUMOCTH M OLEHKM IIOKa3aHUM K
pecuHxpoHu3upytomniei trepanuu win uMmruiantanuu JKC.

IC

Xo0JITepoOBCKOE MOHUTOPUPOBAHUE CEPIEYHOr0 PUTMA

[MTammenram ¢ JIKMII  pekomeHayeTcs  BBINIOJIHEHHUE
XOJTEPOBCKOTO MOHHUTOPUPOBAHMSI CEPACYHOTO PUTMA C LEJBIO
oneHku putma, YCC, npexonsuux HapyuleHUH puTMa HW/HUIU
MPOBOJAUMOCTUA  cepana, dPpPexkTuBHOCTM U OE30MaCHOCTH
aHTHAPUTMUYECKON TEpaInu.

IIaC

Harpy3ounbie KT TecTbl

[ManmenTtam ¢ JIKMII pexomeHayroTcst TeCThl ¢ GU3UYECKOIN MIIH
(hapmMakoJIOTHUECKOW HArpy3KoW i BepudUKAIMH M3MEHEHUN Ha
OKI' ¢ uenpl0 WCKIIOYEHHS HIIEMUUM MHUOKapaa, CcTpecc-
WHIYLIMPYEMBIX  HapylmI€HUH pUTMa  CepAua, OINpEIeIICHUs
TOJIEPAHTHOCTH K (PU3NYECKOI Harpy3Ke.

MaC

MPT cepaua u MarucTpajbHbIX COCYA0B

MPT cepania ¢ KOHTpaCTUPOBAHUEM PEKOMEHIYETCS MAIlUEHTAM
¢ JAKMII npu mepBoHa4aqbHOM OOCJIEIOBAHHH C IIENIBIO OIICHKH
MOP(OJIOrMUEeCKUX U (PYHKIIMOHAIBHBIX XapaKTEPUCTUK cepaua u
i quddepeHInaabHON TUarHOCTUKY NPUYUH KapIMOMHONIATHI

IB

MPT cepana ¢ KOHTpaCTUPOBAHUEM PEKOMEHYETCS MAIlUEHTAM
¢ JAKMII B nuHamuke Ui MOHHMTOPHUHIA MPOrPECCUPOBAHUS
3a00J1eBaHUs

IMaC

Koponaporpadus

KAI pexomennyercsa nanuentam ¢ JIKMII ¢ nenpro uCkimtoueHus
MBC npu Beicokoi npearectoBoid BepositHoctu UBC.

1A

KoMmnbrorepHo-Tromorpaguyeckasi KOpoHa

porpadus

Brimonnenue KOMIThIOTEPHO-TOMOTpapraecKoi KAT
pexomeHayeTcs nanueHTam ¢ npeamnoiaraemoit JJIKMIT npu Huzkoi
win  npomexyrouHod  BepostHoctn MBC, HeBo3MOXXHOCTU
MpPOBENICHUS  WJIM  Mallol  yOeIUTENbHOCTH  pPe3ylbTaToOB
HEHMHBA3UBHBIX MeTON0B BeIsgBiIeHUS MBC.

I1aB

PagnonykJanIHasi AMArHOCTHKA

O,Z[HO(l)OTOHHaH OMHUCCHUOHHAA KOMIIBIOTCpHAasA TOMOFpa(I)I/IH
MHOKapJia MOXET OBITh PCKOMCHIOBAHA IMAIIUCHTaAM C I[KMH JIIA
HNCKIIOYCHUA HpI/I‘-II/IHHOI\/'I 50058 COHYTCTBYIOH_[eﬁ HIIEMHWHU MHUOKapaa.

IbB

IIpoBeneHne Mmo3UTPOHHO-3MUCCHOHHON TOoMorpaduu (I19T) ¢
¢bnynezokcurmrokosoir [18F] pexomenayercs mammentam ¢ KMIT
IIPU MOJI03PEHUH Ha CAPKOUJI03 Ceplia C IebIo AU(epeHInanbHOMI
JIMarHOCTHKH

11aC

Pentrenorpagus / koMnbrTepHas ToMOrpagusi OpraHoB I'PyAHON KJIETKH
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Pentrenorpadus opraHoB rpyaHON KJIETKH WM KOMITBIOTEpHAs
Tomorpadust opraHoB TpymHOW monoctu mnamweHtam ¢ JKMII
pPEKOMEHAYETCSl Ui BBISIBICHUS CONYTCTBYIOIIMX 3a00JIeBaHMA
JIETKUX, HAPYILIEHWUH JISTOYHON T€MOIMHAMHUKHU.

IC

KaTeTepu3auHﬂ noJiocTen cepana

Karerepuszanuss  mpaBbIX  OTAENOB  cepaua  (Ype3BEHO3HAas
KaTreTepusalus cepila) peKOMEHIYeTCsl y MallMeHTOB C TSDKEJIOH
XCH B xadecTBe dTara OIECHKH IS TPAHCIUTAHTAIIUU CEepla U/Win
MIIK (MMIUTaHTAUH CHUCTEMBI JKEITyTOUKOBOMN

BCIIOMOTaTeIbHON***).

IC

VHBa3uBHAs OLICHKAa BHYTPUCEPACHYHOW IE€MOJMHAMHMKUA MOXKET
OBITh pacCCMOTpPEHa y FeMOJAMHAMMYECKH HECTAOMJIbHBIX MAallUeHTOB
IIpy HEOOXOIMMOCTH BBISIBJICHUS] MeXaHH3Ma nexomnencanuu CH.

IbC

C

YabTpa3BykoBOe MCC/IeI0BaHUE JIETKUX (M IUIeBPAJbHBIX MOJ0CTEN)

TpaHcTOpaKkanpHOE  yIBTPAa3BYKOBOE HCCICIOBAHUE  JIETKHUX
pexomenayercs nanuentam ¢ JIKMII npu pazsuruu octpoii CH nnu
JNEKOMIICHCAIUU XCH, JUIst BBISIBJICHUS IIPU3HAKOB
WHTEPCTUIIMATIBHOIO OTEKa.

ITaC

TpaHcTOpakalbHOE YIBTPAa3BYKOBOE HCCIENOBAHUE JIETKUX H
IJIEBPAJIBHBIX MOJIOCTEW pekoMeHayercs mamuentam ¢ JJKMIT mis
BBISIBJICHHSI/YTOUHEHUST HATTUYHS B 00BheMa THIPOTOpaKca.

MaC

KapanopecnupatopHblii TecT

[TpoBenenne KPT MokeT OBITH pacCMOTPEHO Y TAIMEHTOB C
JKMII mist oneHku mporHo3a (Tepen W Tocie TpaHCIUIaHTaIluu
cepllia): BEPOSTHOCTU TMOBTOPHBIX TOCHUTAIM3AINN U CMEPTH,
KpPaTKOCPOYHOM M JIOJITOCPOYHOM  BBDKMBAEMOCTH,  OIEHKHU
MePUOTIEPAITMOHHBIX PHUCKOB, s dexTuBHOCTH 00JIe3Hb
Moauduumpyromei tepanuu CH u 1715 onTUMU3aluu 103UpOBaHUs
(bu3NYECKUX TPEHUPOBOK.

IbC

Harpy3ouHble HEeMHCTPYMEHTAJIbHbIE TECThI

[Tarmmentam ¢ JIKMII pekoMeHayeTcs mpoBEIEHUE HArPy30YHBIX
TECTOB JJISl OLIEHKH (PYHKIHMOHAJIBHOTO cTaryca, 3ddekTuBHOCTU
JICYCHUS U OLICHKH MPOTHO3a.

IMaC
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Ipuinoxkenue b4. Anropurm quddepeHunaNIbHOH TMATHOCTUKH (PEHOTHIIA

JKMII B 3aBUCHMMOCTH OT OTHOCUTEJIbHOM TOJIIMHBI CTeHOK JIZK

JKMII, tonmuna cresok JIZK Hopmanbaas

Onenate OTC JIJK

OTC JIXK <0,30

OTC JIIK 0,30 — 0,35 OTC JIK >0,35

JIKMIT
KJaCcCHUYeCKan

Cepas 30Ha
(AT + o:xupeHHe
+ CII 2 Tuna)

Annarannonnas gasa
I'KMII — Goe3HH

CaApKoOMepa

l

bomnesns Mmogndumupyomas tepanna CHa®B + koppexknus

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

nIaTanuonnag gasa
« ¢enoxonmii I'KMII

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

Ipuioxenune b5. I'paganuu (cTaTychl) HEOTI0KHOCTH MAIMEHTOB, HAXOISIIIIUXCS B JIUCTE

OKH/IAHMS TPAHCILUIAHTAIMM CepPAla, B COOTBeTcTBHM ¢ pekomengamusvu United Network for
Organ Sharing (UNOS) [276]

Craryc
Omnwucanue (KpUTEPUH CTATyCa)
UNOS
1A . ITanmenTs!, HaXOIAIIHECS Ha MIIK (;reBo- A/
NpaBOXKENyAOYKOBBIM  00xon <30  nmHeH, HCKYCCTBEHHOE  Ccepjle,
BHyTpHaopTalibHasg  OauioHHas  KoHTpmynbcanus, OKMO),  koropas

COIIPOBOKAACTCAH T30, I/IH(1)6KI_II/IOHHLIMI/I OCJIOKHCHUSAMHU, YI'POKAOIIUMU
JKU3HU KCITYJOUKOBBIMH ApUTMUAMU U TCXHUYCCKHUMU NTOBPCIKACHUAMU CUCTEM

MIIK.

. [TarmenTsl, HaxosIIMeCs Ha MCKYCCTBEHHOW BEHTHIIALIUU
JeTKUX, TpeOylone TMPUMEHEHHs] BHYTPUBEHHBIX aJIpCHEPTHUECKUX U
noGaMHHEPTHYEeCKUX  CPEIACTB B BBICOKMX  J03ax  (moOyramuH**

>7,5MKI/Kr/MHH), 1100 TPUMEHEHHs] HECKOJIBKUX KapAUOTOHUYECKUX CPEICTB.
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. [TanmenTsl, TpeOyromue B TeueHHEe >7 JHEW HENPEpbIBHOIO
reéMOJIMHAMUYECKOI0 MOHUTOPHUHIA, U UMEIOIIME MTPEAIIOIATaeMbIi CPOK JKU3HU

<7 nHEH, Ipu PEryIsIpHOM NIEPEOCBUIECTENBCTBOBAHNN BpauaMu Kaxk/iple / JHEH.

1B . IMammentsr, Gonee 30 nHell HaxomdImMecs Ha JIEBO- H/WIA
npasoxenynoukoBoir MIIK 6e3 ocnoxHeHMi, Wi TpeOyrolue HEeNpepbIBHOM
UH(Y3UU HETJIMKO3UAHBIX MHOTPOITHBIX NpenapaToB (ATX «KapanoTonndeckue
CpPENCTBa KPOME CEPCYHBIX TIIMKO3UI0B») B TEPANIEBTUYCCKHX J103aX.

2 . Bce ocranpHBIE TAMEHTHI, HAXOJSIIIMECS B JIMCTE OKUIAHUS

TpaHCIIaHTALlUK cepaLa
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Ipunoxkenue B6. AaropurMm aucnaHcepHoro Had/oaenus 3a nanuenramu ¢ JJKMIT*

ITpomomxu-
KoHTponupyemsle nokazarenu
[TeppoguuHOCTH TEIBbHOCTH
COCTOSIHMS 3I0POBbS B paAMKax
I'pynma JIUCIIAaHCEPHOTO Koncynpranuu TUCIIaHCED
MIPOBEACHUS IUCIIAHCESPHOT'O
IIaIfUE€HTOB OCMOTpa CIICIINAaJINCTOB HOTO
HaAOJII0ICHUS
(KOHCYJIBTAIIUN) HaOJI0ACHU
s
I'pynma 1 JIH y Bpaua-kapauoJsiora [To nokazanusam N3mepenue A/l Ha nepudeprueckux IToxu3HEHHO
HE pexe 2 pa3 B roJ| Ipu apTepusX, 4acTOThI CpALIeONEeHH s ; Beca
[ManmeHTs! ¢ CTaOUIIBHOM (Macchl Tena), onpejieNieHHe CTaTyca KypeHHs;
JAKMII n KIMHUYECKOM TE€YEHUHU OO0mwmit (KTUHUYECKUI) aHaIN3 KPOBU HE
XCHyn®B, 1 XCH u BHeMmIaHOBO IIpH pexe 1 pasa B rof;
cTajuu, MOSIBJICHUH MTPU3HAKOB AHanu3 KpoBU OMOXUMUYECKHM
I-11 DK nporpeccupoBanus XCH, ob6merepaneBTuueckuii (¢ pacuetom CK®D) He
HPC u npyrux pexe 1 pasza B ron;
OCJIOKHEHUH Uccnenosanus yposas NT-proBNP B kpoBu
He pexxe 1 paza B 2 roza,
Perucrpamus OKI He pexxe 2 pa3 B rox;
Pentrenorpadus opraHoB rpyiHOM KJIETKH HE
pexe 1 pasza B ron;
Ox0KI He pexe 2 pa3 B 1o1;
X0ATepOBCKOE MOHUTOPUPOBAHUE
ceplieuHoro puT™Ma He pexke 1 pasza B roa.
I'pymnmna 2 JIH y Bpaua-kapauoJsora Bpau-cepnieuno- N3mepenne AJl Ha nepudepruyeckux [Toku3zHeHHO
HE pexke 2 pa3 B TOM, P | COCYTUCTBIA XUPYPT apTepusixX, 4acTOThI CepIeOueHus; Beca
[TanmenTs! BO3MOJKHOCTH - 4 pa3a B (mepuoMYHOCTh (Macchl Tena), omnpe/eneHne craryca KypeHus;
¢ AKMII roj, BHEIJIAHOBO - IIpU YCTaHaBIIMBAETCS 110 OO0t (KITMHUYECKHii) aHaJIM3 KPOBU HE
u XCHHDB, 2 TOSIBJIEHUU OCJIOKHEHUN MOKa3aHUsAM, IIpU pexe 2 pa3 B rof;
CTaJluy, (mporpeccupoBanue IIPOrPEeCCUPOBAHNNU AHanu3 KpoBH OMOXUMHUYECKUH
-1V ®K XCH, HPC u np.) cumntomMoB XCH u nipu obmierepaneBtuueckuii (¢ pacuerom CK®D) ne

XCH, pedpakrepHoit k
TEpanuu, ¢ OLIEHKOM

pexe 2 pa3 B ToJ;
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MOKa3aHM K
BBICOKOTEXHOJIOTHUYHOM
MEUITMHCKOM TTOMOIIIH
(KB***, CPT,
TpPaHCILUIAHTalUs CEPLA,
MIIK (uMmrutanTarst
CHUCTEMBI JKEITYJ0YKOBOU
BCIIOMOTaTeIbHON***) 1

T.11.)).

Uccnenosanus yposHst NT-proBNP B kpoBu
He pexe 1 pasa B 2 roja;

Perucrpanus OKI He pexe 2 pa3 B rox;
Pentrenorpadus opranoB rpyIHOM KJIETKH HE
pexe 1 pasza B rog;

OxoKI" He pexe 2 pa3 B 107,

XO0ATEPOBCKOE MOHUTOPUPOBAHKE
cepJIeYHoro puT™Ma He pexe 1 pasza B roa.

Hpyrue npoduibHbie
CHEIHAJIUCTHI - TIO
MTOKa3aHMSIM
I'pymma 3 JIH y Bpaua-kapauosiora. | Ilo mokazanusm YacroTa 00cneaoBaHusI 3aBUCUT OT BO3pacTa OpnHoxpaTHO,
Jist poycTBeHHUKOB 1 (mo 19 et — oaun pa3 B 1-3 roxa, 20-50 ner — | manee mo
[TarueHTs! U3 CTETEeHU POJICTBA onuH pa3 B 2-3 rofa, crapie 50 ner - oauH MOKa3aHUAM

TPYIIIBI PHCKa (reHoTwHIT- pa3 B 5 JIeT) U BKJIFOYACT:
pazButus JIKMII | mosioxKUTENbHBIX * OKT;
- ¢dbenotumn- * X0ATepOBCKOE MOHUTOPUPOBAHUE
POJICTBEHHUKH OTpULIATENIbHBIX) CEpJICYHOTO PUTMA;
MEepPBOU CTENECHU MEePUOIUYHOCTh 3aBUCUT * OxoKT;
pojcTBa OT BO3pacTa: sreHeTH4ecKoe 00cie10BaHre OJHOKPATHO 110
(reroTwHIT- 1o 19 et — oxuH pa3 B 1- [MOKa3aHUsM.
MOJIOKUTENb-HBIE | 3 TOJa,
dbenorur- 20-50 net — ouH pa3 B 2-
oTpulaTenb-Hble | 3 roja,
MAI[MEHTHI) crapmre 50 net - ouH pa3
B 5 ser
ITpumeuanwus:

* - AnroputM coctaBiieH Ha ocHoBaHuM IIpukaza M3 P® Nel68u ot 15.03.2022 «O6 yTBepXkA€HUU MOpsAKA MPOBEICHHS JUCIAHCEPHOTO
HaOJI0IEHUS 3@ B3POCIBIMUY.

JH - nucnancepnoe HaOmonenue, JJKMII — nunaranumonnas kapauomuonarusi, AJl - aprepuansHoe nasieHue, YCC - yacToTa cepAeyHbIX
cokpamenuii, CK® - ckopocte kiyOoukoBoil ¢unbrpauuu, KBI*** - umnnantupyemsiii kapauoseprep aepubpmistop, CPT - cepneunas
pecunxponusupyromas tepamusi, NT-proBNP - N-koHI11eBoi1 ¢parMeHT mpeAniecTBeHHUKA MO3TOBOTO HATPUHYPETHUUECKOTO MENTH A,
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Mpuaoxenne B. Undgopmanus 11 manueHTa

JAunaraunonnas kapauomuonatus (JJKMII) — 3a6oneBanue cep/iia B OCHOBE KOTOPOTO JICKHUT
TCHETHUYECKOE MITH MPUOOPETCHHOE N3MEHEHHUE MBIIIIIBI CEPIIIa, YTO IPUBOINT K YBEIUICHHIO Pa3MEPOB
cep/Iia ¥ CHIDKCHHIO €r0 HAaCOCHOW (yHKIMH. DTO 3a00JICBaHUE HE CBSI3aHO C HIIEMUYECKON 0OJIE3HBIO
Cep/illa UK TIOBBIIICHHBIM apTEPHAILHBIM JJaBJICHUEM.

Yame BCTpeYarOTCs TaKUe MPUYMHBI KaK, BUPYCHBIE WH(EKIMH, ayTOMMMYHHbBIC 3a00J1CBaHMS,
BO3/ICHICTBHE TOKCUHOB (HAaNlpUMep, aJIKOTOJIs, HAPKOTUKOB) win 6epeMeHHocTh. [IpumepHo B 30% (1 u3
3) cnyuaeB npu JIKMII umeercs sBHBINM CeMEHHBIN aHaMHE3 M T€HETHYECKas MPUYMHA. DTO O3HAYAET,
yro JIKMII BeI3BaHa nedekroM (MyTamueil) B OJHOM WM HECKOJIBKMX T'€HaX, KOTOPBIH MOXET
nepeaaBaThCs B CEMbBE.

JKMIT — »T0 cepwre3Hoe 3aboJieBaHHE, KOTOpPO€ TpeOyeT 00s3aTeTbHOTO PETyIsSIpHOTO
HaOmogaeHuss u JyedeHus. Hammume JIKMII o3mawaer, uro neBbId xemygouek (wim wHorga obOa
KETy04UKa) cep/ia pacmupsercs (YBETUINUBACTCS), IPY ATOM CEepIie OOJIbIIE HE MOXKET IMepeKaunBaTh
KpoBb 3(h(EKTUBHO MO BCEMYy TENy W K JIETKUM, OpPraHbl M CHUCTEMBI HCIBITBIBAIOT XPOHHUYECKOE
KHCJIOPOJIHOE TOJI0IaHUE.

B pesynbrare cHmxeHus 3¢pGeKTUBHOCTH pabOThI cep/iia pa3BUBAIOTCS CUMIITOMBI CEplIEUHON
HegocratouyHoctd (CH), koTopas MOXKeT HMPUBOAUTH K CKOIJICHHIO >KUJIKOCTH B JIETKHX, MOSBICHHIO
cepaneOneHnid, OMIbIIIKH, 00Imel c1ad0CTH W OTEKOB JIOJBDKEK W TOJICHEH. B HEKOTOpBIX ciaydasx Ha
(hoHe BBIPAXKEHHOTO U3MEHEHHS Cep/illa MOTYT BO3HUKATh YrpOXKaloIIie )KU3HU HapyIIeHUs pUTMa.

Junarnocruxka JJKMII

Jlnst mocranoBku auartos3a JIKMIT HeoOXoquMbl MEAMIIMHCKAM B CEMEHHBIMN aHamMHe3 (OIleHKa
CUMIITOMOB M CEMEHHOW HCTOpUHU 3a0ojeBaHus), (U3MKAIbHOE oOciaeaoBaHUE, Ja0OpaTOPHBIE W
MHCTPYMEHTAJIbHBIE METO/IbI UCCIIEOBAHUSI.

OcHoBubiMu cumnTomamu JIKMIT u CH sBastoTcs: opliliKa, MPUCTYHNOOOpa3Has HOYHAas
OJIbIIIIKA, CHIDKEHUE MEePEeHOCUMOCTH (U3NYECKUX HArpy30K, MOBBIIIEHHAS YTOMIIAEMOCTb, OTEKU
nonapbkek. Muorna mpu JJKMIT otexku MOryT ObITh OYEHB BBIPRKEHHBIMH, YTO TPEOYET TOCHUTAIN3ALNN
B crauuoHap. JlononautensubiMu cumnromamu npu JKMII, koTopeie BcTpedaroTcsi pexke, SBISIOTCA
00onMM B TPYIHON KIETKe, cepaieOueHus, OUlylieHHs ‘3amupaHus’ cepaua. Tak ke MOryT OBITh
JIOTIOTHUTEIbHBIE CUMIITOMBI, CBSI3aHHBIE C OCHOBHBIM 3a00jeBaHHeM, KoTopoe npuseio k JIKMII, uro
HE00X0IMMO 0OCYAUTH C BAIIIMM JIEYAI[UM BPAuOM.

CrangaptHoe obOcnemnoBanue ansi BeisiBieHus JIKMII, momumo cOGopa aHamHe3a U OCMOTpa,
BKJIIOYAET: PETUCTPAIMIO AJICKTPOKAPIUOTPAMMBI; aHAIMU3bl KPOBH (0OIIMI (KIMHHYCSCKHIA) aHAIIU3
KPOBH M aHAJIW3 KPOBH OHMOXMMHYECKHI OOIETeparieBTUYCCKHIi); HArpy304HbIe MPOOBI; TecT 6-

MUHYTHOH  XOAbOBI;  pEHTreHorpaduio  OpraHoB  TpyAHOM  KIETKH;  3XOKapauorpaduio;
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MarHuTope30oHaHCHYI0 ToMorpadmuio cepaua (MPT); XonrepoBckoe MOHHUTOPUPOBAHHE CEPIEUYHOTO

pUTMa; TEHETHUYECKHE HCCIEeIOBaHUs; o0cienoBane poacTBeHHUKOB. [IpumepHo y 30-40% cemeii B

OJIHOM U3 T€HOB MOKHO OOHAPYKHUTh MyTaiuio, Bei3biBaronryo JJKMII. Ob6ciaenoBanue poaCcTBEHHHKOB
urpaet 0oJbIIoe 3HaYeHue npu auarHoctuke JJKMIL.

[TaneHTy HEOOXOIMMO Y3HATh Y JIEHaIero Bpaya Kak MOKHO OOJIbIIE O IPUYMHAX U BO3MOMXKHBIX

IOCICACTBUAX 336OJIGB21HI/I$I, a TaKXKE O METOJaX JICUCHMUA.

Jleuenue JIKMII
Jleuenue JIKMII coctouTt u3 4 OCHOBHBIX KOMITOHCHTOB:
1. MenukaMeHTO3HOE JIeueHNE U HEMEMKAaMEHTO3HBIE METO/IbI JICUCHHS.
2. CaMOKOHTPOJIb U NOJIIEpKaHHE PEKOMEHI0BAaHHOTO 00pa3a KU3HU.
3. Jluera v BOJHO-COJIEBOM PEIKUM.
4. Perynspuas ¢usnueckast akTHBHOCTb.

Menukamentosnoe seuenne JJKMII manpasieno Ha npodunaktuky u edenue CH.

[Tpu neuennn JTKMII u XCH npumensrorcss uHruOnTOpsl AII® unu Bancapran+cakyouTpur™**
WIM aHTaroHUCTHl pEleNnTopoB aHruotreHsnHa |l B komOuHanmu c Oera-aApeHOOIOKATOPAMU,
AHTarOHUCTAMHU AJBJOCTEPOHA U MHTHOMTOpAMHM HAaTPUH3aBUCUMOIO MEPEHOCYMKA TJIFOKO3bl 2 THIIA,
KOTOpBIE MOTYT 3aMeAATh pa3sutue CH u mpenorBpamars yxyaiieHue TedeHus 3abosesanus. Jpyrue
JIEKapCTBEHHbIE MIPENapaTthl, HAIPUMEpP, AUYPETHKH TOMOTAIOT CIPABIATHCS ¢ CUMITOMaMu. B nepron
CMEHbI WM YBEIMYEHUs J03bl JIEKAPCTBEHHOI'O Ipernapara HEOOXOOUMO CIEAUTh 3a apTepUabHbIM
JABJICHHEM, YaCTOTOM CepJeUHbIX COKPALICHUN U pe3ybTaTaMH aHAIN30B, KOTOPbIe HA3HAYUT Bpad.

Ecnu Bpau BbINMCa HECKOJIBKO JIEKAPCTB, TO HEOOXOMMO COCTAaBUTh pacliiCaHUe UX IIpUeMa Ha
BECh JIEHb C Yy4Y€TOM J03 M KpaTHOCTH mpuMeHeHHsa. HeoOxoaumo 3apaHee MONOJHATH 3amac
JICKapCTBEHHBIX IIpenapaToB, 0COOEHHO €CIM BaM IMPEACTOUT IyTELIECTBHE WM IOE37Ka Ha Jady.
[Tone3Ho cocTaBUTh BU3yallbHBIN IUIaH NPUEMA JIEKAPCTB U IIOMECTUTh €r0 Ha BUJHOE MECTO, a TaKXKe
BOCIIOJIb30BaThCSI MOOMJIBHBIM IIPUJIOKEHUEM, KOTOpoe Oy/leT HalloMUHATh O IpUEME JIEKAPCTBEHHBIX
CPEZCTB B YCTAHOBJICHHOE BpeMs.

Ecimn nammentsl ¢ JIKMII umeroT BBICOKMI pHCK BHE3almHOM CMepTH (Hampumep, Hocie
IpeablIayIiell OCTAaHOBKU CEpAlld) WIM €CIM CHUMIITOMbI HEBO3MOXHO KOHTPOJIMPOBATh C MOMOILBIO
JeKapcTB, TO  NPOM3BOJIUTCS  UMIUIAHTauus  (ycTaHOBKAa)  KapauoBepTepa-aepuoOpuiisTopa
UMIUTAaHTUPYEMOTO OJHOKAMEPHOTO*** MM AByXKaMepHOTOo***, KOTOpBI MOKET NpPeIOTBPATUTH
OOJIBIIMHCTBO OMACHBIX JUIS *KU3HU apuTMuil. Ecinu y nmanuenTa pasiavyHble OTAENbI ceplua paboTaroT
HECHUHXPOHHO, TO MOXXET OBITh IMPE/UI0KEeHA MMIUIAHTALMS CIEHUAIbHBIX YCTPONCTB, KOTOphIe OyIyT
MPeJOTBpaIlaTh BOSHUKHOBEHHE YIPOKAIOUINX JKU3HU apUTMHUM W/WIM BHE3AITHBIX OCTAHOBOK CEpILa.
OTH npubOpPHl UMILIAHTUPYIOTCS TOJ] KOKY. YCTPOMCTBA MOCTOSIHHO COBEPLICHCTBYIOTCS: CTAHOBSATCS

MCHBIIC, 3(1)(1)6KTI/IBHCC, 6aTapeﬁ XBaTaeT Ha Ooiee JOJITuit CpOoK (Ha HCCKOJIBKO JIET B 3aBUCUMOCTHU OT
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TUNa ycTporcTBa). OOBIYHO 3TH MPUOOPHI BBOIAT MOJ MECTHOW aHecTesned. VX momemaroT moj
KJIIOUMIIEH, TaK YTO OHU COBEPILIEHHO HE 3aMEeTHBI. BONBIIMHCTBO MPHOOPOB TPEOYIOT MEPHUOTUIECKOTO
(06bryHO pa3z B ToA) OOCIYKMBaHHUS (IIPOBEpPKH) B aMOyJaTOpHBIX yciaOBHAX. Eciu mammeHTy
MUMIUTaHTHPOBAIN MPUOOP JJISI CTUMYIISLIAN CEpPALa, 3TO HE OTMEHSET IPHEM JICKapCTB.
CaMOKOHTPOJIb M MO//Iep:KaHNe PEKOMEHI0BAHHOI0 00pa3a KU3HH

BaxHoli yacteto caMOKOHTpoJsl manueHToB ¢ JIKMII sBnsiercs exenHeBHOE B3BEIIMBAHUE U
BEJICHUE JHEBHMKA Beca. HacTo MOCTENEHHOE HapacTaHUE Beca, CBSI3aHHOE C HAKOIIJICHUEM >KUJKOCTHU B
MOJAKOYKHO-KUPOBOM KJIeTYaTKe M OpIOIIHOM TMOJOCTH, SBJISETCS NEPBBIM MPU3HAKOM YXYIIICHUS
TedeHHsl 3a0osieBaHus. EjkeHEBHbIE B3BEIIMBAHUS TIOMOTYT BOBpPEMS OTCIEIUTh HEraTHBHbBIE
M3MEHEHHS, 0 KOTOPBIX HEOOX0IMMO COOOITUTS JIeHalleMy Bpady, YT0Obl OH BPEMEHHO YCHIIHII TEPAITUIo.
[TomHuTE, HapacTaHue Beca Ha 1 KT B JIeHb WM Ha 2-3 KT B TEYCHUE HEJETTH MOXKET OBITh CBS3aHO TOJBKO
¢ 3a7epKKoH xuakocT. HemeieHHo cooOmiuTe 06 3TOM BallleMy JieyallieMy Bpayy.

CaMocTOATENbHBIH KOHTPOJIb apTepUalbHOIO JABJIEHUS U MyJIbca IOMOXET B OLEHKE
3¢ (HEeKTUBHOCTH TPOBOJIMMOTO JiedeHUs (BeneHue maHeBHUKA). [IpocThiM crocoOoMm ompeseseHust
apTepHalIbHOTO JABJICHUS U MyJbCa B IOMAIIHUX YCIOBUAX SBJISETCS UCIOJIb30BAaHUE aBTOMATUYECKOTO
anmapara JJis U3MEPEHHs apTepUaIbHOrO JaBICHUS OCHMIOMETPUYECKUM MeToA0M. [IpocThiM MeTo1OM
CaMOKOHTPOJISl IMyJIbCa SBJISIETCS UCIOJIb30BAHNE CMApT-4acoB U GUTHECC OpacIeToB.

Upes3BblyailHO Ba)XHOM YaCThIO CAaMOKOHTPOJIA SIBJISETCS 3HAHUE OMNACHBIX CHMITOMOB M
CHOCOOHOCTh K MPaBUILHOMY pEarupoBaHUIO B clyyae MX MOSBICHUA. Bam cieayeT Hemea1eHHO
BbI3BaTh CKOPYH MEAUIUHCKYIO IOMOIIb, €CIM Y BaC UMEIOTCS CIEAYIOIINE CUMITOMBI: JUIUTEIIbHAS
00Jb B TPYyIH; TsDKENas U MPOJOJDKUTENbHAs OJbIIIKA; 0OMOPOK; MOSIBJICHHE OTeKa Ha OJHOW HOre,
COIMPOBOXKIAOIIEecs MOKPACHEHHWEM U 00JIbI0 B HOT'€; BHE3aIHasl cl1ab0CTh B pyKe WJIM HOT'e, Yallle BCEro
Ha OJHOW CTOPOHE Teja; BHE3alHOE MOMYTHEHHUE CO3HAHHS, MPOOJIEMBbl C PEUbl0 WM C TOHUMaHUEM
peun; BHE3aIHble MpoOJIeMBbl CO 3pEHUEM B OJHOM UM 000MX IJ1a3aX; BHE3AHOE HApPYIICHHE MOXOIKH,
TOJIOBOKPYKEHHUE, TOTEPS] PABHOBECUS WM KOOPAMHALMH.

Kak MoxkHO ckopee mnpouHpopMHpyliTe Bpadya WJIM MEICECTPY, €CIHM Bbl HCIBITHIBACTE
CIIeIyIOLIME CHUMITOMBI: YCWJIMBAIOUIAsICA OJBIIIKA; OJBIIIKA, 3aCTaBIJIAIONIAsS 4YacTO IPOCHINATHCS;
HEO0OXOIUMOCTh JIOTIOJTHUTEIBHBIX MOIYIIEK sl KOMGOPTHOTO CHA WMIU COH BO3MOXKEH TOJBKO B
MIOJIOKEHUH CUJS; yJallleHHoe cep/redruenre wim nepedou B padore cepaua. Taixke BaM cieayer, He
OTKJIa/IbIBasi, 00CYMThb JIOOblEe CUMIITOMBI, YKQ3aHHBIE HMXKE, C BPAayOM WJIM MEIUIMHCKON CecTpOi:
ObICTpBII HAOOP Beca; HApPACTAIOIIUI OTEK UM OO0JIb B AKUBOTE; HApACTAaHHE OTEKOB I'OJICHEN U JIOIBIKEK;
MoTeps alleTUTa/TOIIHOTA; HapacTalolllee YTOMJICHNE; YCHUIIMBAIOIIMICS Kalllelb.

ITomuMo veTkoro coOo/IeHHsI Ha3HAUEHHOTO BpauyoM JICUYeHHs, HeOOXOIUMO U3MEHUTD ApYyrue

ACIICKTbI CBOCTO o6pasa KHN3HHU (HI/ITaHI/Ie, YPOBCHb (I)HSH‘-IGCKOﬁ AKTUBHOCTH, OTKa3 OT KYPCHHA U
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NOTPEOICHHUS aJIKOTOJIs), YTOOBI JIeueHHe ObIJI0 MakcuMalIbHO 3 ekTuBHbIM. Becem manmentam ¢ JIKMII
CIIEYeT OTKA3aThCs OT KYpEHUs, B TOM 4YHClie H30eratb NacCUBHOTO KypEHHUSI.

3abora o cebe mpu JIKMII npesxie Bcero HampasieHa Ha IO/Iep>KaHHe XOPOIIETO CaMOYyBCTBHSL.
OnuH U3 crnocoO0B MOIEPKAHHUS XOPOLIETO CAMOYYBCTBUSI — 3TO CHIDKEHHE PHCKAa PECHHPATOPHBIX
MHQPEKIUA, TaKuX KaKk TPUNI WM TTHEBMOHHs. PecrnuparopHbie 3a00JIeBaHUS MOTYT YXYALIUTH
COCTOSIHUE 3/10pOBbs. JlOCTYmHBI O€30MacHble BaKLMHbBI, 00ECIEUMBAIOIINE MMMYHUTET K TpHIILY,
[THEBMOHUH.

Ecnu ecTh noBblIeHHAs Macca Tella, TO €€ CHUKEHUE YMEHBUIUT HAarpy3Ky Ha CEpALe U CAENIAeT
Bac 0oJiee MOABMKHBIM M aKTUBHBIM.

Jluera u BOJHO-COJIEBOH PeKUM

[TonHOUEHHBINH panoH oueHb BaxkeH s mamueHToB ¢ JIKMII npu wammunu CH. OOcynute ¢
BpavyoOM Ballld OObIYHBIE IPUBBIYKY MUTAHUS U HAMETHTE IJIaH 110 UX U3MEHEHUIO, €CIIU 3TO MOTpedyeTcs.
Oco060ro BHUMaHHMS 3aCITy>KUBAET MOTpeOIeHue moBapeHHo# coyn. CiaeayiTe peKOMEH IAIMsIM JIeUaIero
Bpaya 10 OrPaHUYECHHIO COJIM, €CIU 3TO MOKa3aHo. I onpenesenns KOJIMYeCcTBA HaTPHs B IPOTYKTax
CIelyeT WCIIOIb30BaTh MAapKUPOBKY Ha ymakoBke. Crenyromue NpocThle IpaBHja IMOMOTYT BaM
YMEHBUIUTb NOTPEOIEHUE COJIN:

. He nepxwure coIOHKY Ha CTOJIE U HE I0CATIMBANTE THIILY.

. Heo0x0a1M0 yMEHBIINTH B pallMOHE KOJUYECTBO IPOMBIIIUIEHHO IPUTOTOBJIEHHBIX OO,
BKJIIOYasl KOHCEPBUPOBAHHBIEC U 3aMOPOKCHHBIE IIPOTYKTHI.

. Crnenyer MMHUMU3UPOBATh WIM COBCEM MCKIIIOYUThH KOJIOACHBIE M3/ENHs, KOITYEHOCTH,
MULILY ¥ pa3IyHble cOyChl (MailoHe3, KeTuyn, ajkuka). [10JIHOCThIO CKITIOUUTE TIOMALIHUE COJICHbS U
COJICHbBIE CHEKH (UUIICHI, COJICHBIE OPELIKU U CyXapUKH)

[Tnma noymkHa OBITH JIETKOYCBOSIEMOH, coJepKaTh OOJIbIIOE KOJMYECTBO 3€JIEHU M OBOLIEH, a
TaKXe JIerkoycBosieMoro Oenka (TBopor, siiiua, peida, ntuna). [IpeanodrurensHell NpUHUMATh MUILY
HEOOJIBIIMMH MOPIUsAMHU 4-5 pa3 B JIcHb.

OrpaHuyeHHe XKUIKOCTH OOBIYHO HE TpeOyeTcs, HO B HEKOTOPBIX CIy4asX NPH BBIPAXKEHHBIX
OTEKax Bpad MO>KET PEKOMEHI0BaTh OIPaHUYCHHUE HA HEKOTOPBIN IIEPUOI.

YnorpedaeHue TOKCHYECKHX BeIEeCTB

IIpu JKMII crnexgyer MOMHOCTBIO MCKIIOYMTH MOTpebieHue ankorois. Henomyctumo
yIoTpeOJeHHEe BEeIECTB, CIIOCOOHBIX YXYIIINUTh TeueHHe 3abosieBaHus (aHAOOJIMUYECKUE CTEPOUJBI,
KOKauH, MeTaM(peTaMUHbI U Jpyrue, KOTopble MOTyT ObITh puunHoi JIKMII).

PerynspHas ¢pusnyeckas akTHBHOCTb

OcnoBHoii Bua pusznueckoit Harpysku npu JJKMIT u CH — 310 a3po6Hble pu3ndeckrue Harpy3Ku:

Xoab0a, 3aHATUS Ha BEJIOTPEHaXKepe. DTOT TUN YNPAKHEHUH YKpEIUIIeT CepAle M JerKue U ylnydlaer

CIIOCOOHOCTH opraHu3Ma HUCNOJIb30BaATb KHUCJIOPO. Hepez( HayaJIOM a3p06HBIX pra)KHCHI/Iﬁ U B KOHIIC
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3aHSTHS TPUMCHSIFOTCS YIIPAXKHEHUS Ha THOKOCTh, KOTOPBIC BKIIOYAIOT MEICHHOE PACTATUBAHUE MBIIIII]
U JBWXKEHHUS B CycTaBaX. PacTsikka 70 W MOCI€ TPEHUPOBKU IMOMOTAET MOJATOTOBUTH MBIIIIBI U
MPEeAOTBPATUTh TPaBMbl U PACTSHKEHUA. Takke MNPUMEHSIOTCS JbIXaTeNbHbIC YIPaKHEHUs JUIs
TPEHUPOBKHU ABIXATECIIbHBIX MBI, DTH YIIPAXHEHUS IOMOTAIOT pa3padoTaTh MEKpPEOEpPHbIE MBIl U
MBIIIIEI quadparMbl. BKIIIOYUTE B CBOM PEXHUM JHS PETYISPHBIC TPOTYIIKH, MTPOIOJDKUTSIIEHOCTHIO OT
30 MuHYT 10 Yaca B OTHOCHTEIHHO KOM(OPTHOM JUIsl BaC TEMIIE, KOTOPBIA BBI3BIBAECT HEOOJBIIYIO
ycTanoctb. Bo BpeMs TakuX MPOTYJIOK BBl HE JIOJDKHBI HCIIBITHIBATH CUIIBHYIO OJIBIIIKY U JTOJDKHBI OBITH
CIOCOOHBI MOJIEP)KMBATh Pa3roBOp BO BpeMs XoAbObl. Heckonbko MpocThIX MpaBuil, COOJIOJEHUE
KOTOPBIX CAETAIOT BaIIK 3aHATHs 0€30IaCHBIMU:

. Bcerna mepen HauanoM 3aHATHH ciieyeT M3MEpPUTh YacTOTy IyJbCa U apTepUalbHOE
nasienue. He nmpucrtynaiite K TpeHUPOBKaM IIPU BEICOKOM apTepUaIbHOM JaBiIeHUU (cuctonanueckoe AJl
BhITIIe 160 MM PT. CT.), YCHJICHUH OJIBIIIKH, YaCTOM H/HITH HEPETYIISIPHOM PHTME Cep/Iia.

. Ecnu npousoren pe3kuit Habop Beca (1-3 Kr 3a mociaeauue 1-2 qHst), 3T0 MOXKET TOBOPHUTH
0 3a/IepKKe JKUJKOCTH, Takas CUTyalus Tpedyer oOpallleHus K Bpady.

. [Ipn nnuTensHOM mepepbiBe B TPEHUPOBKAX HYKHO HAYMHATH C 00Jiee HU3KOTO YPOBHS
Harpy3Kd U MOBBIIIATh HHTEHCUBHOCTh HAarpy30K MOCTETIEHHO.

. Brl MoskeTe omryaTth 4yBCTBO YCTAJIOCTH B T€UEHHE U MOCJIE TPEHUPOBOK, OJIHAKO BbI HE
JOJIKHBI TIPU 3TOM OIIYIIATh PE3KYIO CIa00CTh U TOJIOBOKPYKEHHE.

Baxno! Crenyer HeMelJIeHHO NPEKPATHTh TPCHHUPOBKY B CIEIYIONIUX Clydasx: O0Jib,
JIaBJICHUE WITU #OKEHHE B TPYTHOM KJIETKE, JIEBOM PyKe UITU YeIIOCTH, pe3Kas cllaboCTh, FOJIOBOKPYKEHHE,
a TaKKe MPU BO3HUKHOBEHUH JIPYTUX CUMIITOMOB, BBI3BIBAIOIIUX CUIIBHBIA JTUCKOMQOPT.

Cemeiinbiii ckpuHuHr Ha JIKMIL.

Ecmn y mammenta ¢ JAKMII oOnapyxena Mytanus B TeHE (pe3yslbTaT T'€HETHYECKOTO
TECTUPOBAHUS), YWIECHBl CEMbU ITOTO MalleHTa (MaTh, OTEll, OpaThs, CECTPbI U JIE€TH) JOJDKHBI MPOUTH
TeHEeTUYECKOE TECTUPOBAHME y Bpada-reHeTHKa. UNeHbl ceMbH, y KOTOpPHIX OOHapy)KeHa Takas >Ke
MyTanus (cemeiiHas ), Ha3bIBalOTCS HOCUTENSIMU MyTaliil ¥ uX OyAeT HaOto1aTh Bpau-KapAUOJIOT Jaxe
B OTCYTCBHE CUMIITOMOB 3a00sieBaHUs. UJIEeHBI CEMbU, Y KOTOPBIX CeMeliHas MyTalusi He 0OHapy»X eHa,
MOTYT OBITh YBEPEHHBIMHU, UTO OHH OYIYT 3710poBHI B Oynyiiem. Ecnu y nanuenta ¢ JIKMII He BoisBIIeHa
MyTallus B T€He, TO YIeHaM CEMbH 3TOTO MalleHTa (HaurWHas C YWICHOB CEMbH MEePBOil CTENEHU POICTBA)
pEKOMEHIyeTCs TOCETUTh Kapauoiora s obcnenoBanus cepamna. JJKMII oO6br4HO pazBuBaeTcs mocie
IIOJIOBOTO CO3PEBAHUS U Y IETEN B MTOJAPOCTKOBOM BO3PACTE.

JAKMII u 6epeMeHHOCTb.

[Tpu nnanupoBaHuy 6EPEMEHHOCTH BaXKHO 0OCYIUTH C JICUallM BpaduoM JOObIe MOTEHIIATbHBIC

PUCKH, U3MEHEHHS B JIEKAPCTBAaX M YXOJ BO BpeMsi OEpEMEHHOCTH, IOTOMY 4YTO OEpEMEHHOCTh MOKET

npuBecTd K oboctpenuto cumntoMoB JIKMII u pa3Butuio cepaeuyHol HeT0OCTaTOYHOCTH.
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Hpuioxenue I'. lIIkajabl OeHKH, BONPOCHUKH U APYrue OLeHOYHbIe HHCTPYMEHThI

COCTOSTHUA MAINUECHTA, IPUBECJICHHLIC B KITMHHYC€CKUX PEKOMECHIAIMUAX

Hpuaoxkenue I'l. TecT ¢ mIeCTUMUHYTHOM X0ab00i1 [46]

OynknmonaabHbIN Ki1acc XCH Juctanuus 6-MUHYTHOU XOJIbOBI, M
0 551

I 426-550

I 301-425

11 151-300

v <150

Ipuaoxenue ['2. Onpocuuk «Bo3pact He moMexa» A CKPUHUHIa CHHAPOMA CTAPYECKO

acrenun [288]

HazBanue Ha pycckom sizbike: «Bo3pact He momexay

OpurunanbHOe Ha3zBaHue (ecnu ecThb): «Bo3pact He momexa»

NcTounuk (opuimanbHelil callT pa3paboTYMKOB, MyOIMKALKs ¢ BaTUuAaLuen):

Pa3zpabotunk ®I'AOY BO PHUMY um. H.U. ITuporosa Munznpasa Poccun — OCII Poccuiickuit

TePOHTOJIOTHUSCKUI HAyYHO-KJIMHUYECKHH 1eHTp, Www.rgnkc.ru Tkauesa O.H., Pynuxuna H.K.,

Ocranenko B.C., lllapamkuna H.B., Mxutapsu 2.A., Onyunna lO.C., JIsicenkoB C.H. Banumpanus

OTPOCHMUKA JJIsl CKPUHMHTAa CHHJIpPOMa CTapyecKOdl acTeHWH B aMOYIaTOpPHOM MpakTHKe. YcClexu

repontosioruu. 2017. T. 30. Ne 2. C. 236-242.

Tumn: onpocHUK

Haznauenwme: CKPUHHUHI' CHHAPOMaA CTapquKOfI aCTCHUU

Coneprxanue (11adJIoH):

1 [Toxynenu nmu Bel Ha 5 kr 1 OoJiee 3a mocneaHue 6 Mecsen? Jla/aet
2 HCIIBIThIBaeTE M Bl Kakue-mu00 orpaHWyYeHUsI B MIOBCEIHEBHOM KU3HM H3-3a Jla/net
CHIDKEHHUS 3peHusl i ciyxa?
3 bounn i y Bac B TedeHue nmocaeHero roja TpaBMbl, CBS3aHHBIE C MM eHHEeM? Jla/aet
4 UyscTtByete a1 Bbl ceOs moJaBiIeHHBIM, TPYCTHBIM WIIM BCTPEBOKEHHBIM Ha JTla/uer
MPOTSHKCHUU TIOCIISTHUX Helleab? (HaCTpOSHNUE)
5 Ecte mu y Bac mpoGneMbl ¢ maMsaThio, NOHMMaHUEM, OpPHEHTAlMed WIn Jla/uet
CIOCOOHOCTBIO IITAHUPOBATH?
6 Crpanaete nu Brl Henep:kanueM Mouu? Jla/aet
5 UcneiTeiBaeTe i Bbl TpyaHOCTH B MepeMelIeHUWd 1O JOMY WU Ha ynuie? /
N a/Her
(Xonwpba o 100 M/, mogbem Ha 1 TE€CTHUYHBIN TIPOJIET) Ha/ne
Kitou (uHTEpnpeTanus): 3a Kaxk/Iplii MOJIOKUTEIBHBINA OTBET Hauucnsgercs 1 6amn. PesynpraT 2 Oanna
U MEHee — HeT CTapuecKol acTeHuH, 3-4 Oanna — BeposATHas MpeacTeHus, 5-7 0aljioB — BepOsITHAS
CTapyecKasi aCTeHUSI.
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Hpuaoxkenue I'3. Opurnnaasnas mkajaa bopra (Borg RPF, Rating of Perceived Exertion)

283

HazBanue Ha pycckoMm si3bike: OpurnHaibHas mkana bopra

OpuruHanbHOe Ha3BaHue (eciu ecth): Borg Rating of Perceived Exertion

Hctounnk (oduumanbHelii calT pa3paboTyMkoB, mybOnumkanus ¢ Bamupanueit): Borg GA.
Psychophysical bases of perceived exertion. Med Sci Sports Exerc. 1982;14:377-381. Borg G.
Psychophysical scaling with applications in physical work and the perception of exertion. Scand J Work
Environ Health. 1990;16(Suppl 1):55-58.

Tun: mkana oleHKU

Haznauenue: cyObeKTHBHAs OLIEHKA MEPEHOCUMOCTH (PU3NYECKOTO HANpSKEHUS/TPEHUPYIOIIeH

Harpy3Ku
bannel no mkane Borg RPF VHTEHCHBHOCTH HArpy3KH

6 OueHb - 0OY€Hb JIETKO
7 W CcKI09nTeIbHO JIETKO
8 HCKIIOUHUTENBHO JIETKO
9 OueHb JIETKO
10 OueHs JIETKO
11 JloBOJILHO JIETKO
12 Jlerko (kombopTHO)
13 Hemnoro tspxeno
14 JIOBOJILHO TSDKEITO
15 TpynHo/TsKEN0
16 TpynHo/TsKEN0
17 OueHb TAKEIO
18 OueHb TSKEI0
19 OueHb, 0YEHb TOKEIO
20 MaxkcHUMaJIbHO TSKENO
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