MUHUCTEPCTBO
30PABOOXPAHEHWA
POCCUMCKOU ®EOEPALWU

Knmanuyeckue peKOMeHOalnmn

CeMeiiHast runepxojieCTepmMHeMuUsI

KonupoBaHue no MexxayHapOoaHOM CTaTUCTUYECKO
Ka1accudukanyuy 6omaesHet u mpobiaem, CBSI3aHHbIX co 370poBbeM:E78.0/E78.2

T'op yTBepkmeHus (4actora nepecmotpa):2018
BospacrtHas kateropus:B3pociasie,deTn

I'on, okoHuaHus gencteusi:2020

[D:612

Pa3paboTunK KIMHUUECKO PEKOMEHIALINN

e HaumoHa/sbHOE O6GIIECTBO 110 M3YYEHMIO aTePOCKIepo3a



Ornas/jeHue

KiroueBbie cioBa

CIMCOK COKpallleHU

TepMUHBI U OTIpeneeHs

1. Kparkast unpopmariys

2. JInarHocTuka

3. Jleuenune

4. Peabunuranus

5. IIpodunakrmka

6. [lormoHMUTEeIbHAS MHOOPMALVS, BIUSIONIAs Ha TeUeHMe U UCXo/, 3a001eBaHMs
Kputepnun orlieHKM KauecTBa MeAULIMHCKOM ITOMOILM

CIIMCOK InuTepaTyphl

[Tpunoxenue Al. CocraB paboueii IpyIIIbl

[Tpunoxkenne A2. MeTomosorusi pa3padoTKy KAMHUIECKMUX PEKOMEH AL
[Tpunoxenne A3. CBsA3aHHbIE JOKYMEHTDI

[Tpunoxenne b. AJIrOpUTMBI BeleHMS NTallMeHTa

[Tpunoxenne B. THdopmaiius aj1s1 MalyeHTOB

[Ipunoxxenne TI.



KiiroueBbie CJioBa

CemeitHas rurnepxojiecTeprMHeMms
Atepockiiepo3

Wimemnueckast 60j1e3Hb cepplia

XoJiecTepyuH JIUIIOIIPOTEUI0B HU3KOM IIJIOTHOCTU
KcaHnToMbI



CIMcoxk coxkpalueHun

AT — apTepuasibHasi TUIIEPTEH3US

arnoB - 6eJioK arnoauIoInpoTenHa B

ACB - aTepockieporuueckast OysiKka

reCI'XC — reTepo3urotTHas ceMeiHasi rurepxojiecTepuHeMus
roCI'’XC — roMm0O3UroTHasi ceMeiHas rurepxoiecTepuHeMust
['XC — runepxonecTrepuHeMus

MBC - umemMmuueckasi 60e3Hb cepaia

M - undapkT Muoxkapzaa

KAT - kopoHapoaHruorpadums

JITI1(a) - nunonporens(a)

JIHII-peuenTop - peLenTop JUIIOIIPOTEU0B HU3KOM IVIOTHOCTU
MCKT - mynbTUcnupaabHasi KOMIIblIOTepHas ToMmorpadust
OXC - 0bmmit XonecTepuH

CI'XC — cemeiiHas1 runepxouecTepuHeMusI

CII, — caxapHbIii guabeT

CC - cepeuyHO-COCYyaUCThIN

CC3 - cepmeuyHO-COCyAMCThIe 3a00/1eBaHMS

TT — Tpurmuuepuabl

TUA — TpaH3UTOpHAas UllleMUUYeCKas aTaka

XC-JIBII — xXonecTepuH IUNONPOTEULO0B BBICOKOM IJIOTHOCTU
XC-JIHIT - xosnecTepuH JIUMONPOTEUIOB HU3KOM MJIOTHOCTU
OKI' - sjiekTpoKapamorpamma

Ox0KTI' - sxokapauorpadusi



APOB - reH anonuronporenHa B

DLCN - Dutch Lipid Clinic Network

HOA- HatioHanbHOe 00111eCTBO 110 M3yUeHUIO aTepoCcKiepo3a

PKO - Poccuiickoe KapayoJIornyeckoe o01mecTBo

EAS — European atherosclerosis society (EBporieiickoe 006111eCTBO aTepOoCK/Iepo3a)
ESC - European Society of Cardiology (EBpomneiickoe 0011ecTBO KapayoJIOroB)

PCSK9 - nmporpoTerHKOHBepTa3a CyOTMIM3UH/KeKCHUH T1Ia 9



TepMMUHBI U OIIpeae/iIeHUS

T'ereposuroraas CI'XC - CI'XC, nmpu kotopoit medekTHbiii reH JIHII-penenTopa nepemaeTcst
OT OHOTO U3 POAUTENEN.

TomosurorHas CI'XC - CI'XC, mpu koTopoit nedekTHbIl red JIHII-peliernTopa nepenaeTcst OT
000X poauTese.

CC3 aTepoCKIePOTUUYECKOTO reHesa (ot aHIJIL. ASCVD
(Arteriosclerotic cardiovascular diseases); cMHOHMMBI: aTepockiepoTuueckue CC3; CC3,
00yC/I0B/IeHHbIE aTepoCKIepo30M) - CepaeyHO-COoCyAUCThIe 3a60/1eBaHMS

aTepOCKJIepOTUUECKOTO TeHe3a, K KOTopbiM oTHocsaTcs WMBC, arepoTpoMOOTMuecKuii
uieMmuyeckuit uHcynbt, TUA, niepudepudecknuit aTepockyiepo3 ¢ aTepoCKIepOTUYeCKUMU
O/s1IKaMM, CTEHO3UPYIOLMMM IIPOCBeT cocynaa > 50%.

Panee pasButue CC3 - pazsumue CC3 amepockiepomuuecko2o 2eHe3d y My>KUMH B BO3pacTe
<55 51eT, y >keHIIMH - <60 JieT.

IToapoCTKOBBIN BO3PACT - IePUOM, pOCTa M Pa3BUTHUSI UeJIOBEKa, KOTOPBI C/IemyeT II0cye
IeTCTBA U IJIMTCS IO JOCTVDKEHMS 3peJioro Bo3pacra, To ecTh ¢ 10 mo 19 ser.

IIpoGana — 1epBOe JMI0O B CeMbe, Y KOTOPOTO BBICTABJIEH AMArHO3 HACAEICTBEHHOTO
3abosieBaHMs, B JanHoM crydae CI'XC.

KackagHbpllii CKpMHMHT — TO3TamnHast uaeHTudukanusa nauyeHToB ¢ CI'XC cpeny uieHOB
cemby 1pobanaa. [To Mmepe BoIsBIeHMs HOBBIX IanyeHToOB ¢ CI'XC, X pomCcTBeHHUKM TaKKe
006c/IeayIoTCS.



1. KpaTtkas mHpOpMaL M

1.1 Onpenenenue

CemeitHasgs runepxonecrepuHemusi (CI'XC) —  MoHOreHHoe 3abojeBaHue C
[IPeUMYIIeCTBEHHO ayTOCOMHO-IOMMWHAHTHBIM TUIIOM HacC/IeJOBaHMs, COTPOBOXAAIOLIEeCs
3HAUMTEJIbHBIM IOBBIIIEHMEM YPOBHS XOjeCTepuHa JIUIIOMPOTEUAOB HU3KON TMJIOTHOCTU
(XC-JIHIT) B KpoBHU, U KakK C/1eCTBUE, IPEXIEeBPEMEHHBIM Pa3BUTUEM U IIPOTPECCUPYIOIIUM
TeyeHMeM aTepoCK/Iepo3a, Kak MpaBuiio, B MOJIOLOM Bo3pacTe [1].

1.2 OTHoOIoOrUS U IIaTOoreHes

PasButne CIXC o6ycwioBiaeHO AedekTaMyu IeHOB O€IKOB, YUaCTBYIOIIMX B MeTaboIu3Me
JIMIIOTIPOTENOB, B pe3y/ibTaTe KOTOPbIX HapyuaeTcsd 3axBaT kietkamu JIHII-yactun u B
KpOBM moBbIIIaeTcs: ypoBeHb XC-JIHII [4, 5].

Camag yvacrag reHetudeckas npuunHa CI'’XC — myTanus B reHe pelernTopa JUIIOIIPOTEeUI0B
HM3KoM 1wiotTHocTu (JIHII-penieriTopa), KOTOpPBI pacHoiOKeH IJIaBHBIM 00pa3omM Ha
TIOBEPXHOCTU TeIaTOLMTOB M MUrpaeT KIKUYEBYI) POJb B CBS3bIBAHUMM U BbIBEOEHUM U3
KpOBOTOKa IMpKyaupytomux JIHII-uactui, [100,6]. Ha ceromHsHMit AeHb U3BEeCTHO Oonee
1600 myramuit LDLR, CITOCOOHBIX HAPYIIUTb (PYHKIMIO PelenTopa M BbI3bIBATH Pa3BUTHUE
CI'XC. MyTtauuu B reHe LDLR obycnaBauBaioT ot 85 1o 90% ciyuaeB CI'XC [7].

BTopas 1o yacTtoTe npuuMHa — MyTalus B reHe amnouunorporenta B (APOB), KOOMPYIOIIEro
ano6eynok B100 (armoB), Bxopstiumii B coctaB JIHII-yacTuil 1 OTBETCTBEHHBIN 3a CBSI3bIBAHME
JIHIT ¢ peuierrtopoM. B pesynbTaTe n3aMeHeHMit B reHe rojoBuHa JIHII-yacTuil He criocoOHa
cBs3atbces ¢ JIHIT-penentopom [8]. MyTtaiiuu reHa APOB ob6ecrieunBaloT ot 5 10 10% ciyuyaeB
CI'XC [9]. BoigBiaeHO HeCKO/NIbKO maToreHHbix myrtanuit reHa APOB [10]. [IokazaHo, 4TO
HocuTenyu myTanuii reHa LDLR vmeloT 6ojee BbicOKMiI ypoBeHb OXC u XC-JIHIT u Gonee
BbIpa’KeHHbIEe TMPOSIBJIEHUS aTepoCKiepo3a apTrepuit, yeM Hocuteau myrtauuin reHa APOB
[18].

TpeTuit reH, MyTalu B KOTOPOM CITOCOOHBI MpMUBOAUTD K pa3BuTuio CI'XC, — ato reH PCSK9,
KOJIMPYIOIIMII MPOIPOTEMHKOHBEPTA3y CYOTUMIM3UH/KEKCUH TUIT 9 - CepMHOBYIO IIPOTeasy,
ydyacTBywInyo B paspymienuu JIHII-penenrtopa [11, 12, 56]. Mytauuu, npuBOAslnve K
ycuneHMio  (QyHKIMOHA/NbHOM  akTuBHOCTM PCSK9  (MucceHC-MyTaliuu), BbI3bIBAIOT
MOBbIlIeHHOe pa3pylueHue JIHII-penenTopoB, B pe3yabTaTe 4ero YyMeHbIIAaeTCsI KOJIMYEeCTBO
pelLenTopoB Ha IOBEPXHOCTU KIeTKuM U pasBuBaetrcs ['XC [13]. Kpome Toro, myrauuu,
ycuauBamwIe (QyHKIMOHAJbHYIO akTMBHOCTb PCSK9, cmocoOHBI CTMMYIMPOBATh CUHTE3
IIeYeHbI0 JINTIONIPOTENU0B, comepKalux anoB, uto Takke npuBogut K ['XC [14]. MyTauun
reHa PCSK9 o6ecneunBaioT MeHbIlne 5% ciydaeB CIXC [7]. YpoBuu XC-JIHIT y HOCUTenei



MmucceHc-mytanuit PCSK9 oudeHb BapbupylOT OT OTHOCUTEIBHO YMEPEHHBIX [0 OYeHb
BBICOKUX [16].

Mytauunu B reHax LDLRAPI, ABCG5, ABCG8, CYP7Al wuMeOT pelLecCUBHBIN TUII
Hacaeq0BaHMS Y KIMHUYECKU MTPOSIBISIIOTCS TOMBKO Kak romo3urotrHas ¢popma CI'XC [5].

B mocnemHee BpeMsi B KadeCTBe T'e€HOB-KAaHAMIATOB, MYyTallMyM B KOTOPBIX BBI3HIBAKOT
pasButiue CI'XC, paccmarpuBawTcs Takke STAP1, LIPA u PNPLAS [17].

CornacHO COBpeMeHHO KOHLeNuM pa3BUTKS aTepoCKIepo3a, B COOTBETCTBUM C JTUIIUIHO-
MHWIBTPALIMOHHO Teopueit, GopMUpOBaHe aTePOCKIEPOTUUECKOI OJISIIKM 00YC/IOBIEHO
MOCTYIUIEHeM B CyO9HIOTe/NnaJbHOe MPOCTPAHCTBO KaK HATUBHBIX, TaK U OKMUCIEHHbBIX
(moguduimpoBanHbix) JIHII. Yem Bbillle ypoBeHb MNOCIEOHMX B IJla3Me KpPOBU, TEM
MHTEHCUBHee IpoTeKaeT 3ToT npouecc [19]. bonee Toro, npu gnurenbHoM HaxoxaeHuu JIHIT
B KpOBM BEpPOSITHOCTb OKMUUIeHMs yvactul, Bo3pacraeT [6]. Ilauuentst ¢ CIXC
XapaKTepU3YIOTCS OJIUTENbHOM 3KCIo3uLmen BbicOKoro ypoBHs XC-JIHII B KpoBOTOKe, UTO 1
00yC/IOBAMBAET paHHee U IIporpeccupyloliiee pa3BUTHe aTepoCcKieposa.

Ha pasButue atepockieposa, B yacTHOCTU MBC, y manuyeHTOB ¢ CI'XC 0KasbIBalOT BAMSHUE
Te Xe (akTopsl pucka, uro u y jui 6e3 CI'XC [20]: momudbuiumpyemble (apTepuajibHast
rurniepreHsust (AT), caxapubiit nuabet (CI), KypeHue, HU3Kast (dusMueckasi aKTUMBHOCTD,
OXupeHue) u Hemoaubuimpyembie GakTOpbl (MY)KCKOV ITI0J, BO3PacT, OTSTOII€HHOCTb
CceMeifHOro aHaMHe3a MO0 CepAeyHO-coCcynucTbiM 3aboneBaHusIM (CC3)). [lononHUTeIbHbIe
dakTophbl prcka aTepockieposa, momumo ['XC, ysenmunusaioT cMepTHOCTD Tipu CI'XC [21].

1.3 dnuaemuojaorusa

CormacHo Meta-aHanmu3dy 2017 1., pacmpocTpaHeHHOCTb retepo3urotHon CIXC B mupe
coctaBiasgeT 1 Ha 250 uyenoBek [153]. Ilo maHHBIM HemaBHEro 3SMUIEMMOJIOTNYECKOTO
UCCIIefOBaHMs,  TMPOBEOEHHOro B  OBYX  peruvoHax  Poccuiickoit ~ depepauun,
pacrnipocrpadeHHOCTb CI'XC cocraBisier 1 Ha 108 yenosek [23]. PacipocTpaneHHOCTb TOCI'XC
— 3HauurtenbHO MeHblle (1 Ha 300 TeIC. - 1 MuH. 4enoBek) [l]. Cpemu naui ¢
ruriepxonectepuHemueii CI'’XC BcTpeuaeTcs 3HaUNTeNbHO Yalie — B 5-10% ciyyaes [1].

CI'XC siBnsietcs npuumHoil pa3sutus M go 45 net B 20% ciyuaes [7]. [TaumenTtst ¢ CI'XC
MMEIOT TaK)Ke IMOBBILIeHHBI PUCK Pa3BUTUS TpeXOeBpeMeHHOM cMeptu [7]. Y MyK4uH,
6onpHbIX TeCI'XC, B ciryuae orcyTcTBust ieueHnst MUBC pasuBaetcst K 30 romam y 5,4%, K 50
rogam — 51,4%, k 60 romam - 85,4%, a y xeHuuH K 60 rogam — y 53,3% [24]. CornacHo
nokiany BO3 (1997), 50% myskunH ¢ reCI'XC ymupaioT B Bo3pacte Ao 60 et u3-3a UUBC [25].
B Poccuyt npomo/sKuTe/NbHOCTD XKU3HM y My>kuH ¢ reCI'’XC - 53 roga, y skeHIIMH 62 romaa
[26].



V HejnedeHHBIX MaryeHToB ¢ TOCI'XC aTrepockiaepo3 pasBuBaeTcsl B Bo3pacte no 20 jerT, u
MIPOAOJIKUTEIbHOCTD XKM3HU cocTaBiisieT He 6oiee 30 et [15].

1.4 KogupoBanue mo MKb10

HapymeHust oOMeHa JIUIIONPOTEN0B U Apyrue aunmuaemuun (E78):
E78.0 — Unucras runepxosiecrepmHeMms

E78.2 — CMmelllaHHasI TUIIE PAUIIUAEMUST

1.5 Knaccudpuranms

PasnimMyaror reTepo3uroTHyI0 1 roMmo3uroTHyro CI'XC. B 3aBUCHMMOCTM OT TUIIA HAC/IeOBaHUS
BbIZIENSIOT cienytoiiue hopmbl CI'XC:

- reteposurotrHas CI'XC;
- romo3urotHasg CI'XC.

VpoBenb obmero xojecrepuHa (OXC) y ImaumeHTOB ¢ rerepo3surotHoit ¢opmoit CIXC
(reCI'XC), korma reHeTuuyeckuiti medeKT yHacIegoBaH OT OJHOrO M3 pOAUTeNeil, 0ObIUHO
cocrapasier 7,5-14 wmmonb/n. Ilpu romosurotHoit CIXC (roCI'XC), mpu KOTOpOIii
reHeTuMueckuii gedekT yHaciemoBaH OT oboux poputeneit - 14-26 mmonb/a [1]. Ocoboro
BHUMaHUS 3acaykuBatoT Hocutean roCI'XC, y KOTOPBIX TsDKenas TUIlepxoyieCTepuHeMUs
(I'XC) npuBOOUT K CepleuHOo-cocyaucTbiM 3aboneBanusim (CC3) yke B IE€TCTBe U IOHOCTH [3].

B cooTtBeTcTBUM ¢ ayarHocTuueckumu kputepusmu Dutch Lipid Clinic Network (DLCN) o
BeposiTHOCTU Hanmunsi reCI'XC BbIIeNsIOT:

- orpenenenHas CI'’XC;
- BeposiTHast CI'XC:
- Bo3moxkHas CI'XC.

B coorBercTBUM ¢ KpuTepusmu CaiiMmoHa bpyma (Simon Broome) 110 BepOSITHOCTU HaIUYMS
reCI'’XC BbIge/ISIIOT:

- oripenenieHHast CI'XC;

- BeposiTHas CI'XC.



1.6 Knnunyeckas KapTuHa

[Tockonbky CI'XC sIB/ISIETCSI pe3y/IbTaTOM I'eHeTMYeCKOTO HapylleHus uiu HapyueHnuit, I'XC
pa3BMBaeTCsI YyKe C pOXIOEeHUS U IMPUBOOUT K PpaHHEMy pa3sBUTUIO, IMpexae BCero,
uiemuueckoii 6omesuu cepaiia (MBC) [2]. B cBsi3u ¢ Tem, uto ['XC cama 1o ce6e He BbI3bIBAET
HUKAKUX K00, 3a00/eBaHye OJINTebHbIE TOAbl MpOTeKaeT O0eCCMMIITOMHO M 3ayacTylo
Mmauudectupyet B Bume MBC, B uacTHocTH, MHGpapKTa Muokapgaa (MM) uayu BHe3amHO
CMepTH.

V 30-55% mnauyeHToB ¢ CI'XC BBISBJSIOTCS CYXOXMJIbHbIe KCAHTOMbBI, KOTOpPbI€ MOYKHO
00HapykuUTh B JItoO0OM Bo3pacTte [22]. [TaTorHOMOHMYHBIM Tpu3HakoM st CIXC sBisercs
JIUIIOMIHAsI Iyra pOroBUIIbI, BbIsIBAsieMast B Bo3pacTe a0 45 jnet. Iy nammueHToB ¢ roCI'XC
XapaKTepHbI TAK)Ke KOKHbIe KCAHTOMBI [7].

[TaumenTsl ¢ CI'XC, maxe ripu orcyTcTBuM CC3 aTepOoCKIepOTUUECKOTO reHesa, OTHOCSATCS K
rpyIne BbICOKOTO PUCKA, @ MPU UX HAJIMUMU — K TPYIIIe OYeHb BbICOKOTO PUCKA Pa3BUTUS
cepreuHo-cocyaucToix (CC) ocsiosxkHeHu [1].



2. IluarHoCTHUKA

Hamnbonee 1ieiecoo6pa3HbIM IIOXOIOM [IJisI BbISIBJIeHMS HOBBIX ciayuaeB CI'XC siBisieTcs
MpoBeJleHNe 11eJIeBOT0 CKPMHMHTIA, HAIIpaBJI€HHOT0 Ha JMAarHOCTMKY JaHHOTO 3a001eBaHus
cpenu cnenyouux KaTeropmm Janii:

* C MHAMBUIOYAJbHBIM U/ ceMeiiHbIM aHamHe3oM I'XC (OXC> 7,5 mmonb/n uian XC-JIHIT>
4,9 MmMob/1 y B3pocabix uayu OXC> 6,7 mmosnb/n unu XC-JIHIT> 3,5 MMoinb/n y neteii);

* C MHAMBUAYAJbHBIM aHAMHE30M paHHero (y MyXUMH <55 jeT; y KeHIIMH <60 jeT)
pazButusa CC3 aTepoCKIepOTUYECKOro reHesa;

® C KOXXHBIMM/CYXOXUJIbHBIMM KCAHTOMAaMM WIM MepuopOMUTaIbHBIMM KCaHTelmasMaMu [1,
27, 51].

Cama mmuarHoctuka CI'XC ocHOBbIBAeTCsS Ha IPUMEHEHUM KpPUTepueB, pa3pabOTaHHBIX s
B3pocabix U mereit ¢ reCI'CX m mas manmeHToB ¢ roCI'CX (cm. Hmske). Heobxommmast
uHpopmauus js1 OpUMeHeHUs] JaHHbIX KpUTepueB Io/KHA ObITh ITOAydyeHa B Xofe
IMAarHOCTUYECKOro ob6cieqoBaHust cormacHo mm.2.1-2.4. CaMy KpUTepUM U MeTOIOJIOTUS
paboThI ¢ HUMM TIpuBeneHbI B [Ipunoskennsix I'l, I'3-T'5.

e PexomeHnyeTcsl mpoBeldeHMue oOciaefoBaHMS, HAMpPaBJeHHOTO Ha MCKIIOUEHMe TPUYUH
BTOPUYHBIX IUIIePIAUIINIEMNUIA, y Bcex ull ¢ rogo3peHuem Ha CI'XC [1, 29, 30].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
C)

KommenTapum: B [Ipunoxceruu I'6 npusedeHsl 0CHOBHble 3a001€8aAHUSI/COCMOSIHUS, A MAKXE
JIEKAPCMBEHHbIE Npenapamel, Komopwvle Mo2y 00ycaasiueams pas3eumue 8MmMOPUUHbBIX
2unepaunudemuti. Ilpu 3mom Hanuuue y nayueHma 3mux (akmopos He UCKauaem oudzHo3
CI'’XC. Bo3moxHo couemarue CI'XC u 8mopuuHbsiX HapyweHuti 1unudHozo ooMena.

Ycmanoenenue duazvo3sa 2eCIrxXc

e PekomeHpnyetcs s ycraHoB/ieHUs AuarHosa reCI'’XC y B3poC/bIX MalyeHToB crapiie 17
JIleT UCnonb30BaTh AuarHoctuyeckue Kputepum Dutch Lipid Clinic Network (DLCN) (cm.
[Mpunoxenne I'l) [1, 27, 28, 29].

VYpoBeHb yOeaAUTETbHOCTU peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
0)

KommenTapum: /[na onpedeneHus 95-20 nepuenmuns yposHs JIHII 8 3asucumocmu om noaa u
go3pacma ciedyem ucnovb308ams 3HaueHus, npusedeHHvle 8 IpunoxceHuu I'2 (TTonynauuoHHsle
noxazamenu XC-JIHII 8 3asucumocmu om noJja u 8o3pacma, no davHsim uccnedosavuss ICCE-
P®) [52].



e PexromeHayeTcs Mcnonb3oBaTh kputepuu CarimoHa bpyma (Simon Broome Registry) mist
ycraHoBieHMsl auarHosa reCl'’XC y B3poCIbIX NMalMeHTOB TOJILKO B CJIy4asX OTCYTCTBUS
BO3MOXHOCTU omnpenenenus: XC-JIHII (cm. Ilpunoxkenue I'3) [1, 27, 29, 30].

VpOBEHb YGE,Z[I/ITEJIBHOCTM pexomen,uaum‘/i I (YpOBEHI) JOCTOBEPHOCTHU A0Ka3aTeJIbCTB
€

e PekomeHnyeTcs [Jisl ycTaHOBJeHMs puarHosa reCI'XC y pgereir M IOZPOCTKOB B
BO3pacrte 10 16 aet ucnonb3oBatb Kputepum CaiimoHa bpyma (Simon Broome Registry,
cM. IIpunosxkenue I'3) u/mnm Moau@puUIMpOBaHHbIE KPUTEPUM SKCIIEPTOB €BPOIeiiCKOro
obmrectBa 1o artepockieposy (EAS, 2015, cm. TIpunoxkennue I'4), KOTOpble MOIYT OBITh
MCIIO/Ib30BaHbl y AeTel ¥ MoapPocTKOB 1o 19 ner [1, 29, 30, 51].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTHU JOKa3aTe/IbCTB
)

Ycmanoenenue ouazrosa 20CIrxXc

e PekOMEHIyeTCS MCII0JIb30BaTh KPUTEPUM, MPEIJIOKEHHbIE SKCIepTaMy eBPOIeiiCKOro
obmiectBa 1Mo atepockiaeposy, (EAS, 2014, cm. IIpunoxkenue I'5) a8 ycTaHOBIEHMUS
nuarHo3sa roCI'’XC y Bcex mauyeHToB [31].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
0)

2.1. ) Kamo0spI 1 aHaAaMHe3

e PexkoMmeHyeTcsl BO BpeMs cOopa kaja006 ¥ aHaMHe3a Y Bcex JInI ¢ momo3pennem Ha CI'XC
BbISICHUTh Hasimune y HuX CC3 aTepoCKIepoTHMYeCcKOro reHe3a (Cm. rnaBy «TepmMuHbI U
ornpenenenus») [1, 27, 29, 30].

VpoBeHb YOeaUTEIBHOCTM peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB
C)

Kommentapum: OcHogHuoim ocnoxcHeHuem CIXC sensemcs passumue amepockaeposd u
accoyuupo8aHHvIX ¢ HUM 3abonesarnuti. [loamomy npu paccnpoce Heo6X00uMo OyeHUMyb Haauuue
Hcanoo, xapakmepHoix 01 U6C, amepockiepo3a apmepuii 20108H020 M032a U nepugepuyeckux
apmeputi. Cmoum ommemumsp, umo auya ¢ CIXC Ha doxknuHuueckoli cmaduu 3ab6oe8aHus
Mo2ym U He npedsa6éasmov Hukakux xano6. Ilpu Hanuuuu 6 aHamuede nayuenma CC3
amepocKJ1epomuiecko2o 2eHe3a 8aicHO YCmMaHo8Umo 803pacm nocmavosku duazuosa. /na CI’XC
xapakmepHo pauHee (Y MywuuH <55 gqem; y xneHwuH <60 nem) passumue CC3
amepoCcKiepomu4ecKo20 2eHe3d.



e PexkoMeHnyeTcsI BO BpeMs c6opa aHaMHe3a YTOYHUTb HajauMuue aTepoCKIepOTUYeCKUX
M3MeHeHMli KOpPOHApHbLIX, COHHBIX U Tepudepudyeckux apTepuii II0 pe3yabTaTaM
IIPOBOAMBIIMXCS paHee ucciaenoBanui [1, 27, 29, 30].

VpOBEHb YGE,Z[I/ITEJIBHOCTM pexomen,uaum‘/i I (YpOBEHI) JOCTOBEPHOCTHU A0Ka3aTeJIbCTB
€

Kommentapum: /[na CIXC xapakmepHo paHHee (y MYXUMH <55 seT; y skeHIIuH <60 Jer)
nosigjieHue amepockaepomuueckoz0 nopaxceHusi KOPOHAPHbIX, COHHBbIX U nepugpepuueckux
apmeputi.

e PexkoMeHIyeTcsI BO Bpems cOopa aHaMHe3a BbISICHUTb JaTy U pe3ylabTaTbl IIepBOTO B
TeueHne kusuu ompenenenus OXC u/unmu XC-JIHII, a Takke Haubosee BbICOKME U3
3aperucTpUPOBaHHBIX 3HAUEHMI 3TUX ITapamMmeTpoB [30].

VYpoBeHb YOeAUTETbHOCTU peKoMeHaanui I (YypoBeHb JOCTOBEPHOCTHU JOKa3aTe/IbCTB
0

KommenTapum: IIpu CI'’XC yposeHb OXC u/unu XC-JIHIT 6ydem cmabuibHO NOB8bIUIEH, HAUUHAS
¢ demcko20 803pacma, 8 meuexue ceti ¥u3Hu. Kpome mozo, Hy*#Ho ymouHumes pakm npuema u
003UpPOBKY 2unoaunudeMudeckux npenapamos Ha MOMEHM Kaucd020 onpedesieHuss Junudos
KpOo8U.

e PexkoMeHyeTcsl BO BpeMsl cOopa aHaMHe3a PacCIIPOCUTh O HATMUMM paHHero (Y MY>KUMH <
55 net; y skeH1iuH < 60 yet) Hauasa CC3 aTepoCcKIepoTUUYECKOro TeHe3a Y POACTBEHHIKOB
naiiyeHTa Kak MMHMMYM I1epBO¥i cTereH poACcTBa (OTell, MaTbh, POIHbIe OPAaThs U CECTPHI)
[1, 27, 29, 30].

VpoBeHb yoeauTeabHOCTH pekoMeHganuii I (YpoBeHb JOCTOBEPHOCTU JOKAa3aTeIbCTB
C)

e PexomeHmyeTcsl BO BpeMs cOopa aHaMHe3a PacCIpOCUTh O HaJIMUMU 8bICOKUX 3HAUEHULI
OXC (y B3poCIbIX > 7,5 MMOJb/J, y AeTei > 6,5 mmoinb/n) u/unu XC-JIHIT (y B3pocabix > 5
MMOJIb/J, Y neTeit > 3,5 MMoJb//T) Y pOACTBEHHUKOB IalleHTa KaK MMHMMYM IepBOii
CTeIleHM poACTBa (0Tell, MaTh, IeTH, POIHbIe 6paThs U cecTphl) [1, 27, 29, 30].

VpoBeHb yoeauTeabHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTe/IbCTB
)

KommenTapum: OcobeHHO 8axcHbl OaHHble ceMeliHo20 aHamHe3a npu obcnedosaruu demeti u
nodpocmkog ¢ nodosperuem Ha CI'XC, mak Kak y HUX Kpome nosviuieHH020 ypoeHs XC-JIHII
3auacmyrn, ocobeHHo 8 cnyuae 2eCI'XC, He ydaemcs 8visi8umov Opy2ux (QeHomunuuecKux
nposieneHuti I'’XC: kcanmom, aunoudHoti dy2u poz2o8uybl, amepockaepomuyeckux usmeHeHull 8
apmepusix.



2.2. dDusukajabHOE 00C/IeJOBaHNe

e PekoMeHIyeTCsI IPOBECTU OCMOTD M MHaJbIALMIO CIeOYIOUMX CYXOXUIUI: axUJIIOBbIX,
pasrubaresieit masnblieB PyK, TPULIENICOB M KOJEHHBIX CYCTAaBOB C 1IeJIbI0 JMArHOCTUKMU
HaJINYUS CYXOXUJIbHBIX KCaHTOM [1, 29, 30].

VYpoBeHb yoeauTenabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEpPHOCTH OOKa3aTeIbCTB
0

KommeHTapum: BoissieHue CYXOMUNbHbIX KCAHMOM S1811emcsl NAmMOo2HOMOHUUHBIM NPU3HAKOM
CI'’XC, o0Hako omcymcmeue KcaHmom He uckaiouaem duazvosa CI’XC.

e PexOMeHIyeTCs IMPOBECTU OCMOTP KOXHBIX MOKPOBOB C Le/IbI0 OVMArHOCTUKM HaaN4us
TyOepO3HbIX KCAaHTOM Ha Koxe [1, 29, 30].

VYpoBeHnsn yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH HOKa3aTeIbCTB
0)

KoMmmenTapum: Hanuuue KoxcHblX myOepo3HbIX KCAHMOM 8 M0J1I000M 803pacme XapakmepHo 8
oonvuteii cmenevu 0asi 20CI'XC. O0Hako ux omcymcmeue He uckiawuaem oduazvoda CIXC.
KoscHoble kcaHmenasmol He S187151I0MCsl NAMO2ZHOMOHUUHbIM npu3Hakom CIXC.

e PekoMeHIyeTCSI ITPOBECTM OCMOTP PpOrOBMIIBI 00OMX IJ1a3 C IeJbI0 AMArHOCTUKU
JIUIIOUIHON Iyru poroBuusl [1, 29, 30].

VYpoBeHb yoeauTeabHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEpPHOCTH HOKa3aTeIbCTB
0

KommenTapuu: Hanuuue naunoudHoii dyzu pozosuysl S6a8emcs NamozHOMOHUUYHBIM
npusHaxom CI'’XC monwKko 8 cyuae ee 00OHapyxeHus 8 8o3pacme do 45 nem.

2.3. JlaGopaTopHasi AMAarHOCTUKA

e Pexkomenpnyetcs onpenensats ypoBeHb XC-JIHII Bcem muuam ¢ nmomospenuem Ha CI'XC [1,
29, 30, 80, 83, 86 |.

VYpoBeHb yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEpPHOCTH JOKa3aTeIbCTB
0

Kommentapumu: OnpedeneHue yposHss XC-JIHII 0onxHO npogooumscs UCXOOHO B8CeM
nayueHmam c zunepxonecmepuHemueil. Ecnu ypoeeHv mpueauyepudos < 4.5 mMmonwv/n, mo
pacuem XC-JIHII Hyx#HO npogodumb no ¢opmyne @pudsanvda (cm. Huxce). SppekmusHocms
eunoaunudemuueckoti mepanuu 8 naaHe cHuxceHust CC pucko8 makie Hanpsamyr Ces3aHa co
cHuxceHuem yposHsi XC-JIHII. Kaxcowiii 1 mmonwv/n cHuxcenus XC-JIHIT accouuupyemcs co



yMeHblleHUeM 0mHocumensHoz2o pucka paseumus UBC Ha 20%, noamomy Heobxo0uma oyeHKa
OUHAMUuKu 3mozo nokasamens Ha ¢oHe neuerus [80, 83, 86].

Vposenv XC-JIHIT> 4,9 mmonw/n y nayueHmos cmapuie 16 nem unu > 3,5 mmonwv/n y demeii u
nodpocmxos 0o 15 nem s8asemcs 0CHO8HbIM peHomunuueckum npusHakom CIXC.

V demeti ¢ yposHem XC-JIHIT 6onee 11 mmons/n mpebyemcs nhpogodums duazrocmuky 20CIXC.
H3mepsimb yposeHb xoecmepuHa y demeli ciedyem HauuHas ¢ 08yxJiemHezo 803pacma, ecau y
podumeneti umeemcsi CI'’XC, kcaHmomamo3 uiu paHHee Hauano MBC. B makux cemvsx 8ce quya
001#cHBL ObIMBb 00CNed08aHbl 01 uckaroueHust CI'XC kak moxcHo paHvwe [30].

e PexkoMeHyeTCs IPOBOAUTH IpsiMoe onpenenenue ypoBHs XC-JIHII B wiydae, Korga ero
HeJIb3s1 paccunTaTh 1o popmyiie @puasanbiaa [28].

VpoBeHb yoeauTeaIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTe/IbCTB
C)

Kommentapum: Ilpu yposHe mpuznuuepudos > 4,5 mmons/n odaHHas Gopmyna daem
HeKOppeKmHble pe3yibmdampl, NOIMOMY 8 IMOoM cayuae hpumeHsmos popmyny dpudsanvda
HeJb3s, U HeoOx00uMOo nposodums npsimoe buoxumuyeckoe onpedenerue yposHs XC-JIHII.

e PexkomMmeHayeTCs B ciaydae BbisBiaeHMe ToBbieHus XC-JIHIT > 4,9 MMoib//1 y allMeHTOB
cmapwe 16 nem wiu > 3,5 MMOJb/J1 y JeTeit u nodpocmkod 0o 15 nem TPOBOAUTH €ro
IIOBTOPHOE M3MepeHMe He MOo3LHee yeM uepe3 3 Mecsla C Le/bl0 UCKII0UYEeHUS BIVSHUS
MHAVBUIYATbHON U JIabopaTOpHOJ BapuabeabHOCTM Ha MaHHbBIN MokasaTenb [1, 28, 29,
30].

VYpoBeHsb yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH HOKa3aTeIbCTB
0)

e PexkomenHpnyetcs onpeneinsatb ypoBeHb OXC Bcem yimiaMm ¢ nogo3pennem Ha CI'XC ¢ nesnbio
pacueTta ypoBHS XC-JIHIT no ¢popmyne @puaBanbaa 1 Ajs NocTaHOBKM auarHosa reCIXC
1o kputepusam CaiimoHa bpyma B citydae HeBO3MOXHOCTU onipenenenns XC-JIHII [1, 28].

VYpoBeHsn yoeautreabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH HOKA3aTeIbCTB
0

KommenTapumn: @opmyna ®@pudasanvda nossonsiem, 3uas 3uHaueHuss OX, XC-JIBII u
mpuzauyepudos, paccuumams kKoHueHmpauuio XC-JIHII:

Konyenmpayus XC-JIHIT (mmons/n)= OX — (XC-JIBII + TT/2,2).

Ecau konuyenmpauus. OX, XC-JIBII u mpuzauuepudos evipaxeHa 8 mz/011, mo 0aHHas (opmyna
umeem caedyrouuti 8uo:

Konuenmpauus XC-JIHII (mz/on)= OX — (XC-JIBII + TT/5)



e PexkomeHpayeTcs ornpenensaTb ypoBeHb XC-JIBII Bcem muuam ¢ nogospeHnem Ha CI'XC ¢
11esibi0 pacueTa ypoBHs XC-JIHIT o ¢popmyne @puasanbaa [1,28].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTEe/IbCTB
C)

e PekomMeHIyeTCsl onpenensTb YPOBEHb TPUINIULIEPUAOB BCEM JIMIIAM C IOAO3PEHMEM Ha
CI'XC ¢ uenpio pacuera ypoBHs1 XC-JIHII mo dopmyne ®dpupaBanbaa U MCKIIOUEHUS
HaJIMYMS COMYTCTBYIOLIeN runeprpuranuepugemun [1,28].

VYpoBeHsb yoeauTeabHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEPHOCTH JOKa3aTeIbCTB
C)

e PekomeHnyeTcs C 1e/iblo nmoaTBepxkaeHns auarHosda roClr'’XC mposeneHne MOJIEKYJISIPHO-
reHeTUYEeCKOTO MCCIeNOBaHNs, HallPaBJIeHHOTO Ha BbISBJIEHME [AaTOTeHHbIX WU
BEpPOSITHO IaTOT€HHbIX BAPMAHTOB HYKJIEOTUIHONM IOCAef0BaTeIbHOCTM B reHax LDLR,
APOB, PCSK9, LDLRAP1, ABCG5, ABCGS8, CYP7A1 [30].

VpoBeHb yoeauTeabHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTeIbCTB
C)

e PekoMeHIyeTCs C 11e/ibl0 MoATBepXkaeHus auarHosa reCI'XC mpoBegeHre MOJEKYISIPHO-
reHeTUMYECKOTO MCCIeNOBaHMS, HaIlPaBJI€HHOTO Ha IIaTOT€HHble WM BEPOSITHO
IaTOreHHble BapMAHTbhI HYKJIEOTUSHOM ITOC/IeoBaTe/IbHOCTU B reHax LDLR, APOB, PCSK9,
y JIMII, C CYMMOJ 6ajioB 6 1 6osee cornacHo KiauHudyeckuMm kputepusm DLCN wim mpu
nocraHoBke nuarHo3a reCI'’XC cornacHo kputepusim Caiimona bpyma [30, 175, 176].

VYpoBeHsb yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH HOKa3aTeIbCTB
0)

KommeHTapum: Ilocmanoska duazHo3a 2eCI’XC 803MoxHa 0e3 8blNOJHEHUS MOJEKYNSIPHO-
2eHeMuYecK020 Ucciedo8aHus No KJAUHUYECKUM KpumepusM, 0OHAKO 8bislejleHUe KOHKPEMmHOU
2€HHOLl Mymayuu cyuiecmeeHHo o0nezuaem nocmavosky ouazxHo3a CIXC u nocnedyrwuiee
nposedeHue KackadHozo CKpuHuHza, ymouHsiem puck paszeumus CC3, a makie moxcem Obimo
nosie3HbIM NpuU NaaHuposaHuu cemou. Kpome mozo, eviseneHue mymayuu Hepedko ygeauuugaem
npusepxeHHocms nayueHma k mepanuu. C021ACHO PAHOOMU3UPOBAHHOMY UCCTE008AHUID,
2eHemuueckoe noomeepxideHue OduazHoza CIXC ycunusaem 8epy 8 3ppekmusHocmp
MeOUKAMEHMO3H020 CHUMEHUS YPOBHSL xoslecmepuHa [45].

2.4. UHCTpyMeHTa/IbHAsI JMarHoCTUKa

e PekomMeHayeTcsl BCeM B3powibIM manyeHTaM 30 jieT u crapiie ¢ rnogospenmem Ha CI'XC,
He wuMewmuM auarHosa KbBbC, nOpoBoauTh OLIEHKY NOpeaTecTOoBOM (arpuOpPHOIN)
BeposiTHocTu MBC ¢ pemreHneM BoIpoca O HeOOXOAMMOCTM U BbiOOpe MeToma



manbHenmeit puarHoctTuku WBC, ¢ mocnenymwomieir  crpatudukamnmein  pucka CC
OCJIOXKHEHUI A ¥ BbIOOPOM TaKTUKM JIeUeHUSI COIJIaCHO [IeVCTBYIOIIMM KIAMHUYECKUM
pekomeHpanysm «CrabuabHas uireMmmyeckas 6onesHb cepata» (KP155) [1, 33, 120, 130].

VpOBEHb YGE,Z[I/ITEJIBHOCTM pexomen,uaum‘/i I (YpOBEHI) JOCTOBEPHOCTHU A0Ka3aTeJIbCTB
€

e PexkomeHnyeTcs y mauueHToB miafuie 30 jet ¢ nomo3peHueM Ha CIXC, He MMerOIMM
nuar"o3a MBC, peleHue Borpoca 0 Heob6xomumocTu auarHoctuku MBC mpoBoauTh C
YUeTOM KJIIMHUYECKOM KapTUHBI NanueHTa, aHHbix JKI, CHITO B ITOKOe, MHEHMS Bpava-
Kapamuosiora, MpUMEHUMMOCTU U AOCTYITHOCTU MMEIIIUXCS MeToAoB auarHocTuku MBC
[33].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTHU JOKa3aTe/IbCTB
)

Kommenmapuu: Panee pazsumue UBC si8155emcs 00HUM U3 Kpumepues NocmaHo8Kku ouazo3a
2eCTI'’XC no KnuHu4eckuM Kpumepusim.

e PekomMeHIyeTCsl MPOBOAUTH AMATHOCTUKY HAJIUUMSA ATEPOCKIEPOTUYECKOTrO ITOpakeHUs
COHHBIX apTepuit U apTepuil HMKHUX KOHEYHOCTEN Y B3POC/IbIX JIUII C TOO03PEHNEM Ha
CI'’XC mpu nmomomiu Y3U BO Bcex crydasiX, KOrma Takoe o6c/ieloBaHMe He ITPOBOIMIOCH
paHee B TeyeHMe nowienHux 12 mecsues [1, 28, 50, 51, 149, 151].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanmuii I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
0)

KommenTapum: OueHKa HAAUUUsi amepockiepo3d COHHbIX apmeputi u apmepuili HUMCHUX
KOHeuHocmetll y 83pociblx Heobxoduma Kak 075 nocmaHosku duazHo3a CIXC coenacHo
duazHocmuueckum Kpumepusam, maxk u cmpamuguxkauuu pucka CC oc10xHeHUTi U onpedeneHust
maxkmuxu jieueHusl.

2.5. KackagHbIli CKpUHVHT

e PekoMeHIyeTCs C 1IeJIbI0 UCKIIOUeHMs/oaTBepxxaeHust 3aboneBanuss CI'XC obciemoBaTh
POJICTBEHHMKOB I1€PBOI1, BTOPOI1, U, €C/Ii BO3MOKHO, TPEThE CTeIlleHM POACTBA MaljieHTa
c ycTaHOBJIeHHbIM AuarHo3om CI'XC (kackamHblii ckpuHMHT) [1, 29, 30, 55].

VYpoBeHb YOeAUTETbHOCTU peKoMeHaanui I (YypoBeHb JOCTOBEPHOCTHU JOKa3aTe/IbCTB
0

KommenTapum: KackaoHslli CKpuHUHz — nosmanHas udenmuguxayus nayueHmos ¢ CIXC
cpedu uneHo8 cembU npobaHoa (nepeozo Juya 8 cemve ¢ ycmaHosaeHHviM duazHo3om 2eCI'XC),
m.e. nepe8ozo auya 6 cemve, y Komopozo évicmasneH duazHo3 CI'XC. I1o mepe 8bis18/1€HUSL HOBbLX



nauuermos ¢ CI'XC, ux podcmeeHHUKuU makxce oo6cnedyromes. KackaoHulii ckpuHuHe - Haubosee
uenecoobpasHslli chocod duazHocmuku padee He duazHocmuposauHoli CI'XC, mak Kak oH
noseojisiem @wvisseumos nayueHmos ¢ CI'XC, 8 mom uucie Ha OOKJAUHUYECKOU cmaduu. Smo
nomozaem npos8odums npoguiakmuueckue meponpusimus, 8kJawUarwue uMeHeHue obpasa
JU3HU, Koppekyuw ¢akmopos pucka CC3 u adekeamuyr JeKapCmeeHHyw mepanuio,
CHUMCAIOWYI0 YpOBeHb XoJleCmepuHa 8 Kposu U npedomepawarniyrw passumue cepoeuHo-
cocyoucmslx ocnoxcHeHuli. PoocmeeHHuKu nepeoii cmeneHu podcmea: pooumenu (Mams, omeu,)
u demu (covlH, dous), bpam u cecmpa; emopoii: 6adbyuwika, dedywika u 8HyKu, 8HYUKU, 05105, mems
U NIAeMAHHUKU, NIeMsSHHUUbl; mpembveli: npaded, npababywka u npasHyku, NpasHyuxu;
08010p0o0Hble Opam u cecmpa.

e PekoMeHIyeTCs pa3bsICHATH MMALMEHTy BaXKHOCTb IIPOBeeHMs] KaCKaJHOIO CKpUHMHTA U
MpUITIAllleHUs] ero POACTBEHHMKOB Ha 00ciemoBaHMe, MOCKOJIbKY paHHee BbISIBIIeHUE
cpenyt HUX HOBbIX ciayyaeB CI'XC mo3BOMUT HayaTh NPOQWIAKTUUYECKME MEPOIPUSITUS U
JIeKapCTBEHHYI0 Tepaluio, HallpaB/JieHHble Ha IIpefoTBpalleHyue pa3sBUTUS CepHeyHo-
COCYIOMCTBIX OCJIOKHeHu [29, 30].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanui I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
C)

e PekoMeHyeTCs B CJTy4yae, ecii y IpobaHaa ObLIO IMIPOBEIEHO MOJIEKY/ISIPHO-TeHeTUUECKOe
obciieqoBaHMe ¥ BBISIBJIEH TIIATOT€HHbII WMAM  BEpPOSITHO-TIATOT€HHBIVi  BapuaHT
HYKJIEOTUAHON mnociaenoBatenbHocT TreHoB LDLR, APOB, PCSK9, mnposeneHue
reHeTUYEeCKOT0 KaCKaJHOTO CKPMHMHIA Y POACTBEHHMKOB IIpobGaHIa C IIeJIblo
orpeneneHus y HUX HaJIUuUsg WIN OTCYTCTBUS JAHHOIO reHeTu4YecKoro Bapuanra [1, 29,
30].

VYpoBeHb yOeaUTeIbHOCTM peKoMeHaanui I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
)

e PekoMeHIyeTCs MPU MOATBEPXKAEHUN HAJNUYMS ITaTOT€HHBIX MM BEPOSITHO-IIATOTE€HHbBIX
BapMaHTOB Y POACTBEHHMKA IMOCTaBUTb eMy amuarHos CI'XC, naxke ecin ypoBeHb XC-JIHIT y
Hero HIKe IMarHoCTUUYeCKUX 3HaUeHMI, XapaKTepHbIX AJ151 JaHHOTO 3a6omeBanus [30].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
)

e PekoMeHIyeTCsl IPM OTCYTCTBUM ITAHHBIX MOJIEKY/ISPHO-T€HETUYECKOTO 00c/eIoBaHMs
npobaHga IPOBOAUTH  (EHOTUIIMUECKMIA  KacKaAgHbIA  CKPUMHMHI  Cpedu  €ro
POOCTBEHHMKOB, OCHOBAHHbIII Ha TIIpUMeHeHuM KpurtepueB nauarHoctuku CI'XC
poIicTBeHHMKOB Mpobanpa (cm. [Ipunoskenue I'7) [1, 18, 29, 30].

VpoBeHb YOeaUTENIBbHOCTM peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB
C)



KommenTapum: Yuumosisas Oonee 8vicoOKyo 8eposimHocmb Haauuus CIXC y podcmeeHHUKo8
npobavda (seposmHocms 50% Ons podcmeeHHuxos 1 cmeneHu podcmea u 25% ona 2-oti
cmeneHu) NO CpasHeHurd ¢ oOwlenonyaayuoHHoli (opuenmuposouHo 1/200), npumeHeHue
omadenbHblx Kpumepues 01 poOCMBEHHUKO8 N08bluldem Hy8CMeumelbHOCms npu doCmMamouHoli
cneyuguuHocmu Nno CpasHeHuil0 ¢ KpumepusimMu, NpumeHsiemviMu Yy npobaHod. Beicokas
yygcmeumenvHocmes (93%) u cneuuguunocmes (82%) amux xkpumepues 8 duazHocmuxe CIXC
ObL1a NPOOeMOHCMpUpPOo8aHa u 011 poccutickoti nonyasiyuu [53].

e PekoMeHIyeTCsI OTCIeKMBATD MO0 00C/Ieq0BaHHbIX POJICTBEHHMKOB ITPoOaHIa B paMKax
KaCKaJHOro TecTMpoBaHMs. Ecium ocraloTrcsi HeoOc/liemoBaHHbIE  POACTBEHHUKM,
HeoOX0oAMMO 06CYIUTh BO3MOKHOCTM MX 00C/Ieg0BaHMS C IMTPOOAHAOM WIM €ro 3aKOHHBIM
npefcraBuTeneM (ecau npobann muagiie 18 net) [30].

VYpoBeHs yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH HOKa3aTeIbCTB
0)

2.6 OueHKa cepaeuyHO-COCYyAMUCTOr0 pUCKa

e He pekomeHAyeTcs MPUMEHSITh 00IIepacIIpoCTpaHeHHbIe IIKajbl Ay omeHku CC pucka
(®pemuHremMmckas mkana, mkaaa SCORE) y mauuenTos ¢ CI'XC [126].

VYpoBeHb yoeauTeabHOCTH pekomeHaannii I (YpoBeHb 1OCTOBEpPHOCTH HOKA3aTeIbCTB
0)

e PexkomeHnnyetcst Bcex yinil ¢ CI'XC 6e3 CC3 aTepoCK/IepOTUUYECKOTO reHe3a OTHOCUTH K
KaTeropumn juil Bbicokoro CC pucka, npu Hanmumum CC3 - K KaTeropum oueHb BbICOKOTO CC
pucka [28, 127].

VYpoBeHb yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH HOKa3aTeIbCTB
0)

e PekomeHnyercss g yTouHeHus1 uMHAMBUAyainbHOro CC pucka M ero agajabHenInen
Moaudukanumu oeHnBaTh y Kakgoro nauyenTta ¢ CI'XC Hanmnume Takux (pakTOpPOB pyucka
aTepockieposa, kKak Al, kypenne, CII, noBblillieHHbI ypoBeHb TT' (>1,7 MMO/b/JT), HU3KNUA
ypoBeHb XC-JIBITI (<1,0 Mmonb/ny My>kunH u <1,2 MMosib/n y keHIIuH) [20, 47, 128].

VYpoBeHnsn yoeauTeabHOCTH pekomeHaanuuii I (YpoBeHb 1OCTOBEPHOCTH JOKa3aTeIbCTB
0)

e PekomeHnnyercss g yTouHeHusi uHAMBUAyanbHOro CC pucka M ero gajbHeninen
MoaubuKaluM olleHUBaTh y Kaxkmoro mainueHta ¢ CI'XC ypoBeHb JMITONIpoTenaa(a)
(maToMOrMYeCcKM  3HAUYMMBIM  CJiefyeT  pacCMaTpuBaTb  [OBBILIEHME  YPOBHS
nunonpoTenaa(a) > 50 mr/on) [20, 128].



YpoBeHb yoOemuTelabHOCTM  pekomMeHzmaumii Ila (YpoBeHb  JOCTOBEPHOCTU
Joka3saTenbCcTB C)

e PexkoMeHyeTCs BCeM MalueHTaM, BKiatodas aeteit, ¢ roCI'XC mocie noCcTaHOBKYM IMarHo3a
TpoBeJleHNe  KOpoHapoaHruorpabum  WIM  MYJbTUCOUPATbHON  KOMIIbIOTEPHOI
tomorpadunu (MCKT) KopoHapHBIX apTepuii ¢ KOHTPACTUPOBAHMEM [IJISI OLIEHKU CTeleHU
aTepOCKIepPOTUYECKOr0 IOpakeHusI KOPOHAPHbBIX apTepuii [1, 33].

VYpoBeHb YOeAUTETbHOCTU peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTHU JOKa3aTe/IbCTB
0



3. JleueHHE

e PekomeHnyeTcsl HAmpaBasATh UL C BbigBaeHHOM CI'XC B LleHTPBHI, CrieuMaan3upyroimecs
Ha JIeYeHUM HapyIIeHui JIUIIMIHOTO OOMeHa C IIe/ibl0 IIOATBEPXKIEHMS MarHosa,
ornpeneseHus] TaKTUKU JiedeHUsI, IPOBeIeHNs KaCKaaHOTO CKPMHMHTrA ¥ OUCIIAaHCEPHO-
OMHaMMU4ecKoro HabmogeHus [29, 32].

VYpoBeHb yOeaAUTEIbHOCTM peKoMeHaanui I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
9

3.1. HemeaukamMeHTO3HOe JjieueHle (BCe MalMeHTbl)

e Pekomennyercs BceM mnauyeHTam ¢ CIXC BHe 3aBUCMMOCTM OT MX BO3pacra B
00s13aTeJIbHOM TIOpSIAKE IPOBOAUTH KOHCYJABTMPOBAHME II0 BOIIpOCAaM  JIMETHI,
dbusmueckoit akTMBHOCTH, 0Opa3a >xkxu3Hu [1, 29, 30, 118, 119].

VpoBeHb yOeaUTENIBbHOCTM peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
0)

e PekoMeHIyeTCS [AaBaTb pPeKOMEHJAlMM MO 3A0POBOMY MUTAaHUIO U (U3MUECKO
akTuBHOCTU nauueHTy ¢ CI'XC nipu kaxkaom BusuTe K Bpauy [30, 118, 119].

VYpoBeHb yoeauTeabHOCTH pekomeHaanuii I (YpoBeHb JOCTOBEpPHOCTH IOKA3aTeIbCTB
0)

KommenTapum: ITayuenmot ¢ CI’XC M02ym ucnslmol8ams 4y8CmMe0 8UHbI UL CMblOd, el OHU
Hapywarnm duemuueckue peKomeHOayuu uiu eciu NoJyueH aHaiu3 ¢ HeHaoaexcawum ypoeHem
xonecmepura. HpasoyuumenwvHslli n00X00 npu KOHCYJbMUPOBAHUU NO 80NPOCAM KOppeKyuu
obpasa xu3Hu u duemsl MOXem YCUIU8AMb BblUleyKA3aHHble HYy8Ccmed y NauueHmos, umo
Heobx00UMO yuumsl8ams NpU KOHCYJbMUpo8aHuu nayueHmos [41].

3.1.1 Inerta

e Pexkomenpayetcs BceM rnanyeHTam ¢ CI'XC ¢ uenbto cHukeHns ypoBHs OXC u XC-JIHIT u
pucka pasButusi CC3 cobmofgeHne aueThbl ¢ OrpaHMUYEHMEM ITOTpebeHMsT HaChIIeHHbIX
XUPOB (<7% OT TOTpebisieMbIX KaJl/IeHb) UM TpPaHC-KUPOB (< 1% Kajna/meHb) 3a CUET
BBeJleHUsST B  pallMOH MOHO- (HepadMHMpPOBAHHOe  OJMBKOBOE Macjiao) U
MOJMHEHAChIIIeHHbIX (HeNaJbMOBble PpaCTUTEJbHbIEe Macjaa) >KUPHBIX KUCJIOT B
KOJIuecTBe, obecrieunBaloiiem 10 30% CyTOUHOTO Kajiopaska [63, 64, 65].

VYpoBeHb yOeguTeNbHOCTM  pekoMeHpanuii Ila  (YypoBeHb  JOCTOBEPHOCTU
JOoKa3aTeabCTB B)



e Pexkomenpnyetcs Bcem mnanueHtam ¢ CI'XC ¢ uenbto cHmkeHus1 ypoBHs1 OXC m XC-JIHIT
OTpaHMUNUTh TTOTpebiieHKe xonectepuHa 1o 200 mr/neHs [1, 29, 66].

VpoBeHb YOeAUTEIBHOCTM peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB
C)

e Pexkomenpnyetcs BceM mnauyeHtam ¢ CI'XC ¢ nenbio cHukeHus:t ypoBHS OXC u XC-JIHII
perynsipHoe ToTpebeHMe MUK, 60raToit pacTUTENbHON KaeTuaTKol (Mo KpaiiHeit mepe,
5 mopuuii oBoiieit 1 GpyKTOB B IeHb) [67, 68].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
A)

e Pekomennyercs Bcem rnanueHtam ¢ CI'XC c¢ uenbro cHukeHus ypoBHS OXC m XC-JIHII
peryisipHoe MoTpeb/ieHNre MUIEeBbIX MTPOAYKTOB, 000TallleHHbIX CTAHOJAMM U CTepoIaMu
[69, 70].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
A)

e PexkoMeHIyeTCs KOHCYJIbTUpOBaHMe poxputesneit mauueHta ¢ CI'XC BpayoMm-aueTosorom
10 BOIIPOCaM 3J0pOBOTO MUTaHMUS pebeHKa, HAUMHAs C Bo3pacTa 2 JieT. JlueTuueckue
pekoOMeHJaluy aHaJIOTMYHbI peKoMeHIauusaM i B3pocibix ¢ CIXC, opHako
HEeoOXOIMIMO COOMIOAATh 0COOYI0 OCTOPOSKHOCTH, UTOOBI 1M30€KaTh HEAOCTATKa KaJIOPUIii
(e BeC HOPMAJIBHBIN), M KOHTPOIUPOBATh KpUBYIO pocta [20, 129].

VYpoBeHb yoeauTeabHOCTH pekomeHaanuii I (YpoBeHb JOCTOBEpPHOCTH IOKA3aTeIbCTB
0

3.1.2 ®usnueckKkass aKTUBHOCTbD

e Pekomennyercs Bcem mnaumeHtam ¢ CI'XC ¢ penbio cHmkeHus ypoBHs OXC, XC-JIHII,
TpurnuiepuaoB u rnosbiieHuss XC-JIBIT aspobHast pusnueckasi akKTUBHOCTb YMepPEeHHO
MHTEHCUBHOCTU (MJIM BbIIIE I10 COIJIACOBAHMIO C BpAuoOM) I10 MeHbleil Mepe 30 MUHYT B
IleHb B TeueHMe He MeHee ueM 5 mHeli B Helesio. JIuil, KOTopble IO COCTOSIHMIO 3[0POBbS,
He MOTYT BBINOJHITh YMEPEHHO MHTEHCUMBHYIO (PM3MUECKYI0 HarpysKy, HeoOXomumo
MOTUBMPOBATb K BBIITOJHEHUI0O MAaKCMMaJbHO II€PEeHOCUMMOI O HUX (U3NIecKoit
akTuBHOCTU [71, 72, 73].

VYpoBeHb yOeaAUTEIbHOCTM peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
A)

e PexkoMmeHnyeTcs mpu BbiOOpe (u3MUeckoii aKTMBHOCTM OTHAaBaThb IIPeAIIOUTEHME TOii,
KoTopast Obljla ObI MaKCHMMAaJbHO [OCTYITHA IJIS TalieHTa B €KeJHEeBHOM pekMMe, K



npuMepy, 6bICTpast XoAp0a, MoAbeM I10 JIeCTHUIIe, e3/1a Ha Beiocutieze [30].

VYpoBeHb yOeaAUTEeIbHOCTM peKoMeHaanui I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
0

3.1.3 OTKas oT KypeHus

e PekoMeHIyeTCSI OOBOAUTH A0 CBedEeHMS BCeX KypSIIMX MalMeHTOB C YCTAaHOBJIEHHBIM
auarHosom CI'XC wuHbopmannuio O HeoOXOAMMOCTM IIOJTHOTO OTKa3a OT KypeHud,
MTOCKOJIbKY OHU y3Ke MMeIOT BbICOKMIi pucK pa3Butusi CC ocnoxkHenuii [74, 75, 76].

VYpoBeHb yOeaUTEeIbHOCTM peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
A)

e PexOMeHIyeTCs LOBOAUTH [0 CBeLeHMs BCeX HeKypAIMX MalyeHTOB C YCTAaHOBJIIEHHbIM
nuarHo3oMm CI'XC, B TOM umcie MOAPOCTKOB, MH(OpPMAIMI0O 0 HEOOXOOMMOCTH KU3beraThb
KaK aKTMBHOI'O, TaK M MAaCCUBHOIO KypeHMs, IIOCKOJIbKY OHU YXKe MMEIOT BBICOKUII PUCK
passutus CC owtosxkHeHnui [77, 78].

VpoBeHb yOeAUTENIBbHOCTM peKoMeHAanui I (ypoBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB
A)

e PexomeHIyeTCs C 1e/ibl0 MOBbIIeHMsT 3(GEKTUBHOCTM OTKasza OT KypeHMs] aKTUMBHO
MpUMeHSTh hapMaKoiIoruuecKkye moaxonbl [79].

VYpoBeHb yOeaAUTEIbHOCTM peKoMeHaanmui I (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
B)

3.2. MeaguKaMeHTO3HOeE JieueHle B3POC/IbIX MMAallM€eHTOB

3.2.1 O6mIMe mMoI0KeHU JJIsl reTepo- 1 roMo3urotHor CI'XC

e PekomeHnyercsi  MHbopmupoBaTh  mauyeHToB ¢ CIXC o  HeoOGXOOAMMOCTU
TUMIOJIMIIUIEMUYECKOI Tepanuy B TeuyeHMe BCeil KU3HM C ILeJdbl0 MTPOPUIAKTUKU
passutus CC owtoxkHenni [80, 81, 84].

VYpoBeHb yOeAUTETbHOCTM peKoMeHaanui I (YypoBeHb JOCTOBEPHOCTHU JOKa3aTe/IbCTB
B)

e PekomeHnmoBaHHbIM 1eneBoii ypoBeHb XC-JIHIT pas B3pociabix mnanueHToB ¢ CI'XC,
uMeromux xoTs1 6s1 ogHO CC3 aTepocKIepoTUMYECKOro reHesa, COCTaBjsgeT MeHee 1,5
MMOJb/J [82, 83, 87].



VpOBEHb YGE,Z[I/ITEJIBHOCTM pEKOMEH,Z[aI.II/Iﬁ I (YpOBeHb JOCTOBEPHOCTHU A0Ka3aTeJIbCTB
B)

e PekomeHnoBaHHbINM 1eneBOM ypoBeHb XC-JIHIT gjist B3pociabix nainyeHTOB ¢ CI'XC, He
uMeromux B aHaMHe3e CC3 aTepocK/IepoTUUecKoro reHesa, COCTaBsieT MeHee 2,5 MMob/
1 [84, 86].

VpoBeHb YOeAUTEIBHOCTM peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeIbCTB
B)

e PekoMeHIyeTCSI BCeM B3pPOCIbIM IIallMeHTaM C YCTaHOBJeHHbIM AuarHozom CIXC
HA3HAUYMTh Tepanui CTaTMHAMM B BBICOKOMHTEHCUBHOM peXUME C LeJIbI0 JOCTVMXKeHMUS
uenesoro ypoBHsi XC-JIHIT [83, 85].

VpoBeHb yOeaUTENIBHOCTM peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTU JOKAa3aTe/IbCTB
B)

KomMmeHTapum: BbICOKOMHTEHCHBHAs Tepanus CTaTMHAMM MOJpa3yMeBaeT Ha3HaueHMe
atopBactaTuHa** B mo3e 40-80 mr/cyTku miamu posyBacratuHa™* - 20-40 m/CyTKu.

e Pexkomenpnyetrcss y B3powibix jini, ¢ CI'XC cTpeMuUTbCS K Ha3HAUEHMIO MaKCUMaJbHO
PEeKOMEHOBAHHbIX (COIJIACHO MHCTPYKUUM 10 TPUMEHEHUI0) WIM MaKCUMalbHO
MepeHOCUMBbIX 03 CTaTUHOB [83, 85].

VYpoBeHb yoOeauTeIbHOCTU peKoMeHaarnuii I (YpoBeHb IOCTOBEPHOCTM IOKA3aTe/NbCTB B)

3.2.2 [Ionmo/iIHeHUe K JiedeHUI0 B3pocibIx juil ¢ reCI'’XC

e PexkoMeHIyeTCs Ha3HAUUTDH 33eTUMMUO™* 10 mr/cyT u/mamu uHrubutop PCSK9 B3pocibim
nanuenTtam ¢ CI'XC B aiyyae, ecji Ha3Ha4Ye€HME CTaTMHOB POTUBOIIOKA3aHO MUJIV UMEETCS
IlOKa3aHHas HellepeHOCUMOCTb cTaTuHOB [179, 180, 181, 182, 183].

VYpoBenbr yOeauTeabHOCTM pekoMeHzanuii Ila  (YypoBeHb  JOCTOBEPHOCTU
JOKa3aTejabCTB B)

KommeHTapumu: OnpedeneHue  HenepeHOCUMOCMU  CMAMUHO8  (8bINONIHEHUE — BCeX
nepeuucieHHslx ycnosuil [184]):

1. HenepeHocumocms KAk MUHUMYM 2-X CMAamMuHo8, OO0UH U3 KOMOPbIX 8 MUHUMAIbHOLL
cmapmosoti dose, 8mopoli - 8 1100601 do3e.

2. HenepeHocumocmo 8vlpax;caemcs 8 passumuiul N00meepHOeHHbIX, HeNnepeHoCUMblX NOOOUHBIX
a(hpekmos, accouuupo8aHHslx ¢ NPUEMOM CMAMUHO8, UIU 3HAYUMOM OMKJIOHEHUU
1abopamopHbsIX noxasamereli.

3. Hcue3HoseHue uau ymeHvuUleHUe hposieJieHuli noOouUHbIX I(Gekmos Ha (oHe yMeHbUleHUs
003bl CMAMUHA WU NPEKPAUIEHUS €20 NpUuema



4. Pazgumue nobouHvix 3I(ppekmos He 00awHO Obimb 00YCN08/1EHO JIeKAPCMBEeHHbIMU
g3aumodeticmeusimu uau Opy2umu COCMOSIHUSIMU, NOBbILIAWUMU PUCK HenepeHocuMocmu
CMamuHos

e PekoMeHnyeTcsl HasHauuTh 233eTumMuob™* 10 wMr/cyr wu/uam uHruomrop PCSK9 B
KOMOMHAIIMM CO CTaTMHAMM B3powibiM mnamueHTam ¢ CI'XC B cryuae, ecinm Ha ¢oHe
rpueMa MaKCMMaJbHO PEKOMEHIOBAHHBIX (COTJIACHO MHCTPYKIIMHU 10 TPUMEHEHUIO) WU
MaKC/MaJbHO II€peHOCUMMBIX MalMeHTOM 03 cTaTMHOB ypoBeHb XC-JIHIT ocraercs
BbIllle 2,5 MMOJIb/J TIPU OTCYTCTBMM Wau Bbime 1,5 Mmonb/n npu Hamumuuu CC3
aTepoCK/IepoTHnIecKoro reHesa [88, 91,92, 93, 94, 95].

VpoBeHb yOeguTeNbHOCTM pekoMeHgauuii Ila (ypoBeHb JOCTOBEPHOCTU
JoKa3aTeabCTB B)

KommenTtapum: Bwoibop mexcdy 33emumubom unu uHeubumopamu PCSK9 donxcer
nposooumubCs, Ucxo0s U3 Heobxo0uMoli 0ss doCMuMceHUs Ue1e8020 YPOBHS CMENeHU CHUMCEHUS]
XC-JIHII, npuHumas 80 8HUMaHue, 4umo 3zemumubd ymeusuiaem yposeHv XC-JIHII npumepHo Ha
20%, a uneubumopwst PCSK9 - Ha 60%. Unzubumopwst PCSK9: 26onoxkyma6b™* 140 mz n/x 1 pa3 8 2
Hedenu unu anupoxkymab** 75-150 me n/k 1 pa3 6 2 Hedenu. [laHHas cxema 000OCHOBAHA K
NpUMeHeHUI0 makie 8 amOyaamopHbviX YCII08USX, YCI08USX cmayuoHapa, 0HegH020 cmayuoHapa
(8K1I0UAS1 NAUUEHMO08, HyHOarWUuxcsl 8 npumeHeHuu memoda agepesa. Cm. Huxe pasden 3.5).

3.2.3 [lormosiIHeHMe K JiedeHUI0 B3pOocibIx juill ¢ roCI'XC

e PekoMeHyeTCs HA3HAUUTh 33eTUMMO™* 10 Mr/cyT u/mau sBosiokymao™* 420 mr n/k 1 pas
B Mecsl namueHTaM ¢ roCI'XC>12 net, He nonyvatwimum JIIT adepes, NOMOTHUTEIBHO K
MaKCMMaJIbHO MOJO0OpaHHOM Tepanmy CTaTMHAMM B CJiydae, eciu Ha (GoHe UX Ipuema
ypoBeHb XC-JIHIT ocraeTcsi Bblmie 2,5 MMOJIb/T IpM OTCYTCTBUM WiM Bbime 1,5
MMOJIb/J1 ipy Hannuuy CC3 aTepockiepoTMueckoro reHesa [96, 115].

VYpoBeHb yOeguTeNbHOCTM  pekoMeHpamuii Ila  (ypoBeHb  JOCTOBEpPHOCTU
JOoKa3aTe/abCTB B)

Kommenmapuii: B nacmoawuti momenm cpedu uHzubumopog PCSK9 moabko 380710KymMad
umeem nokasaue 015 neuerus 20CI'’XC ¢ 12 nem.

e PexomeHayeTcsl HA3HAUYUTh 33eTUMMO™** 10 Mr/cyT u/mau sBosokymab** 420 mr /K 2 pas
B Mecsil], B cooTBeTcTBUMU C Tpadukom JIIT adepesa maiimeHtam ¢ roCI'XC, monyyawmonmm
JITI adepes, MOMOJHUTETbHO K MaKCUMMaJIbHO II0JOOpaHHON TepamnuMu CcTaTUHAMMU B
caiyyae, eciy Ha QoHe ee mpuema ypoBeHb XC-JIHIT ocraetcst Bbimie 2,5 MMOJIb//I TIpU
OTCYTCTBUM wWiu Bbiie 1,5 Mmonb/n npu Haamumm CC3 aTepoCK/IepoOTHUUEeCKOro
reHesa [96, 177].



VYpoBeHb yOeguTeNbHOCTM  pekoMeHpanuii Ila  (YypoBeHb  JOCTOBEPHOCTU
JOKa3aTeabCTB B)

KommenTapumu: bosnee nodpobHo nokasaHusi 051 nposedeHus JIII agepe3a npusedeHsl 8
coomeemcmayruiem pasodese 0aHHbIX peKoMeHIauuli.

3.3. MegukaMeHTO3HOe JIeueHle IalMeHTOB JeTCKOro Bo3pacra

3.3.1 O0O1Iee 1oJI0KeHUS ISl TeTepo- 1 romo3urotuoi CI'’XC

e PekomeHnoBaHHbIM 1eneBoil ypoBeHb XC-JIHIT y manpumkoB u neBouek ¢ CIXC B
Bo3pacrte 1o 10 et cocrasiset <4,0 mmonb/i [1, 29, 30, 97, 98].

VYpoBeHb yOeguTeNbHOCTM  pekoMeHpanuii Ila  (ypoBeHb  JOCTOBEpPHOCTU
JokasartenbcTB C)

e PexkoMmeHI0OBaHHbIV LieneBoi ypoBeHb XC-JIHII y manbunmkoB u neBouek ¢ CI'XC B
Bo3pacte crapiie 10 seT coctaBisieT < 3,5 MMonb/n [1, 29, 30].

VYpoBeHb yOeguUTeNbHOCTM  pekoMeHpanuii Ila  (YypoBeHb  JOCTOBEPHOCTU
JokasaTeabCcTB C)

e PexomeHgoBaHHbIV 1eneBoit ypoBeHb XC-JIHIT y meteit ¢ CI'XC npu Hammunm CC3
aTepoCKIepOTUYECKOro reHe3a cocrasiisieT < 1,8 mmonb/i [31].

VYpoBenbr yoOeauTenbHOCTM  pekoMeHpanuii IIb  (ypoBeHb  IOCTOBEpHOCTH
JokasaTenbcTB C)

e PekoMeHIyeTCsl B KauecTBe MmpenaparoB IiepBoy amHumu njs JjedeHus CIXC y nperen
Ha3HayvaThb CTATUHBI, OMOOPEHHbBIE AJIS1 KIMHUYECKOTO ITpUMeHeHMs B JeTCKOM BO3pacTe
[99 -107 ].

VYpoBenbr yOeguTebHOCTM  pekoMeHpanuii Ila  (YypoBeHb  IOCTOBEpPHOCTU
JOoKa3aTe/abCTB B)

KommeHTapum: B Hacmosiwjuti momenm 8 P® Ons neueHust zunepxonecmepuHemuu y demeii ¢
2eCI’XC 3apezucmpuposaHsl amopsacmamud ¢ 10 nem, cumeacmamud ¢ 10 nem u
grysacmamur ¢ 9 niem. OOHAKO 6 danvHeliwem Opyzue CmamuHsl MO2ym NOJYy4ums NOKa3aHus
011 Ha3HaueHus1 8 demckom so3pacme. Tak, 8 CIIIA u EC dna neueHus demeti ¢ CI'XC 10 nem
0000peHbl  CUMBACMAMuUH, J08acmamuH, amopsacmamuH, ¢aysacmamur. Kpome moeo,
npasacmamuH odobpen 8 CIIIA ¢ 8 nem, a podysacmamuH - 8 EC ¢ 6 niem [51].

e PexkoMeHIyeTCs HA3HAUUTh 33eTUMMO™* 10 MI/CyT B KOMOMHAIIMM CO CTATMHAMMU IETSIM C
CI'XC, ecin Ha oHe IpueMa MaKCMMaJbHO PEKOMEHOBAHHBIX (COIVIACHO MHCTPYKLIMM



I10 IIPMMEeHEeHMI0) MJIY MaKCUMaJIbHO ITIePeHOCUMBIX [TallieHTOM 03 CTaTMHOB He yaaeTcs
IOCTMYb 0003HAUEHHBIX BbIIIIe LieseBbIX ypoBHeit XC-JIHII [1, 29, 30].

VpoBeHb YOeAUTENIBHOCTM peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTHU A0Ka3aTe/IbCTB
C)

KommenTapum: B Hacmoswuii momeHm 8 PD 3zemumub™* 10 mz/cym 3apezucmpupo8aH ons
Jleuerus 2unepxonecmepuremuu 'y demeii ¢ 2eCI'’XC ¢ 10 nem.

e PexkoMeHyeTCsl Ha3HAUUTh 33eTUMMO6™* 10 Mr/cyT B Buae MoHOTeparmu aeTsm ¢ 10 et ¢
CI'XC B cryyae, eciiM Ha3HaUe€HME CTATMHOB IMPOTMBOIIOKA3aHO UJIM MMeEETCS JOKa3aHHas
HeIepeHoCUMOCTb CTaTUHOB [30].

VYpoBeHb yOeaUTEeIbHOCTM peKoMeHaanuii I (ypoBeHb JOCTOBEpPHOCTH /I0KA3aTeIbCTB
)

e PexomeHayeTcss MHQOPMMUPOBATH [HeTeii C ycTaHOBAeHHbIM nauarHosom CIXC u wux
ponuTeseii 0 HeOOXOAMMOCTY TUITOIUIIMUIEMMUUECKO Tepanuy B TeUeHye BCeil JXKU3HU C
1enbio mpodmiakTuky pa3sutusi CC ocnoxkHennii [30, 84, 99].

VYpoBeHb yOeaUTEeIbHOCTM peKoMeHaanmui I (YypoBeHb JOCTOBEPHOCTHU JOKa3aTe/IbCTB
9

e PekoMeHIyeTCsI MPOBOAMUTb PEryJIsIpHbI MOHUTOPMHT pa3BuTus pebernka c¢ CIXC c
yuyacTueM Bpava-Iieguarpa U Bpadya-AeTCcKoro kapauosora [1].

VYpoBeHb yOeaAUTETbHOCTM peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTH IOKA3aTeIbCTB
0)

3.3.2 JIonmosiHeHMe K jieueHU10 gerei reCI'XcC

e PekOMeHIyeTCd MHULUMMPOBATH TEPAIMI0 CTAaTMHAMMU, HAUYMHASA C HU3KUX O03, KaK Y
MaJIbYMKOB, TaK 1 y IeBOYeK C YCTaHOBJeHHbIM AuarHo3oM reCI'’XC c Bospacra 8 et u
cTapuie B ¢jiydyae, eci Ha (pOHe KOppeKUUM OMeTbl U YPOBHS (PU3MUECKOVi aKTUBHOCTU
XC-JIHIT ocraercsl BbIllle YKa3aHHBIX LlejIeBbIX 3HA4YeHMI, KaK MUHMMYM IIpU [OBYX
10C/Ie0BaTe/IbHbIX M3MepeHusx [1, 29, 100].

VpoBeHb YOeAUTEIBHOCTM peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTHU A0Ka3aTe/IbCTB
C)

3.2.3 lonmonHeHMe K jJedeHnio gerei ¢ roCI'XcC



e PexkomeHnyeTcsi HabmiogeHue meteit ¢ roCI'XC B ILieHTpax, CIeLMaJIU3UPYIOLIINXCS Ha
JleueHUM HapylleHui JUIIMAHOTO oOMeHa, Tak Kak feTu ¢ roCI'XC OTHOCATCS K I'pyIie
O4YeHb BBICOKOTO puckKa pa3BuTtus paHHux (o 20 net), B TomM umcie @aranbHbix, CC
OUJIOKHeHU [29,32].

VYpoBeHb yOeaAUTEIbHOCTM peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTH I0KA3aTeIbCTB
0)

e PekoMeHIyeTCsl HauaThb TUINIOAUIIMOEeMUYeCcKy Tepanuio Aeteii ¢ roCI'’XC Kak MOKHO
paHbllle oc/Ie IMTOCTaHOBKM AuarHosa [29, 109].

VpOBEHb YGEI[MTEJIBHOCTM DEKOMeHﬂaHPlﬁ I (YI)OBEHI) JOCTOBEPHOCTHU A0Ka3aTeJIbCTB
€

e PekoMeHIyeTCSI HAa3HAUUThb MAKCUMMAaJbHO II€PEHOCMMYI0 Tepamnuio CTaTUHAMM B
coueTaHUM C 33eTUMMUO0M** 10 MI/CYT C 11eJ1bI0 IOTIOTHUTENbHOTO CHIsKeHMs XC-JIHIT [29,
109-115].

VpoBeHb yOeguTeNbHOCTM pekoMeHgauuii Ila (ypoBeHb JOCTOBEpPHOCTU
JOoKa3aTeabCTB B)

e Pexkomenpnyetcs y gerteit ¢ roCI'’XC B Bo3pacTe >12 jieT B ciydyae HeJOCTUXKEHUS 11€JIeBOT0
ypoBHs1 XC-JIHIT 706aBUTh K KOMIUIEKCHO} MeAMKaMeHTO3HOV Tepalnuy 3BOJOKyMab™*
420 mr 11/K 1 pa3 B MecsIl Ipu OTCYTCTBUM MM 3BOJIOKYyMab6™™ 420 mr 11/K 2 pa3a B MecsI]
Npu HaJimuuu conytcrytoiiero JIIT adepesa [96, 177].

VpoBeHbp yoOeguTenbHOCTM  pekoMeHpanuii IIb  (ypoBeHb  JIOCTOBEpPHOCTH
JoKa3aTeabCTB B)

Kommenmapuii: B Hacmoswuti momeHm cpedu uHeubumopos PCSK9 moavko 38010KymMad
umeem nokasaue 05 neuerus 20CI'’XC ¢ 12 nem.

3.4 Adepe3 mUIonNpoTensoB

Adgpepe3 nunonpomeudos (JII1 agepe3) — zpynna ceseKmMueHvlX Memoo08 IKCMpPakopnopanbHoli
2eMoKoppeKyuu, obecneuusarujux ceaekmueHoe u 3pgekmusHoe yoaneHue U3 Kposu
X0J1leCmepuHa u amepoz2eHHbslX AUNONPOMeudos.

Cywiecmeyem 6 memodos JIII acgpepe3a, ucnonws3yrouwux pasiudHsle C0LICMBa amepo2eHHbIX
Jqunonpomeudos 071 ux yoaneHust u OA3UPYIOWUXCS HA PA3HbIX MEXHOJI02USX: KACKAOHAS
naasmounempayusi, JaunudHas Qguavmpayusi, 2enapuH-uHOyyupo8aHHasi npeyunumayus
Junonpomeudos, agp@uHHas nnazmo- u 2emocopouus aunonpomeudos, UMMYHOCOPOYUS
Jlunonpomeudos.



B ocHose ydaneuus snunonpomeudos npu KACKAOHOU U JUNUOHOL Guipmpauuu Jaexcum ux
pasmep, npu 2enapuH-uHOyYuposaHHoll npeyunumayuu Jaunonpomeudos - CcNOCoOHOCMb
Jlunonpomeudos K ocaxcoeHuio 8 npucymcmeuu zenapuHa npu docmuxceHuu pH naasmol yposHs
5,2, npu agpdpunnoii u ummyHHOU copbyuu — Qu3uKo-xXumuueckue u buoxumuueckue ceoticmeda
ano0enkos, 8xo0auiux 8 cOCMas AUunonpomeudos.

Buvi6op npednoumumenstozo memooda JIII agpepesza onpedensiemcs 0C06EHHOCMAMU KOHKPEMHO20
nayueHmMa u 603MOXCHOCMSAMU JleueOH020 yupexcdeHus. JIII agepe3 si81semcs «30710Mblm»
cmaHoapmom seuerus 20mo3uzomoii CI'’XC.

e Pexomenpayetcs rnmpoBenenue JIIT adepesa nanmenTam ¢ amuardosom roCI'’XC, HaumHas ¢ 7
JIET, PEryasipHO IOJUTEJIbHO C MEepUOAMYHOCTBhIO 1 pa3 B 1-2 Hedenu B Ciydae, eCyiv He
ymaeTcst moouTbces 1eaeBoro ypoHsi XC-JIHII (1ieneBoit ypoBeHb s maiyeHToB roCI'XC
6e3 CC3 aTepoCKIepOTUYECKOTO IeHe3a COCTaB/sIET MeHee 2,5 MMOJIb/JI, TIpU HaJIMdum
CC3 aTepocK/epoTHMUeCKOro reHesa - MmeHee 1,5 mmonb/n) [54, 154-158].

VYpoBeHb yoeaguTeabHOCTU peKoMmeHaanmuii GPP

e PexkomeHnyetcsi mpoBefeHue JII1 adepesa nuiam ¢ reCIXC npu Hamumumum y Hux CC3,
00yC/IOBJIEHHBIMM aTepOCKIepO30M, IIPM HEZOCTATOUHOM 3S(PADEeKTUBHOCTU U/ WIN
HeIrepeHOoCMMOCTM MAaKCUMaJIbHO BO3MOKHOI MeIVMKAMEHTO3HOM JIUTIUACHUKAIOIIEN
Tepanuy B COYETAHUM C AUETONM. JledeHMe [O/DKHO OCYIIECTBJISITBCS MPOTPaMMHO
IOJUTENbHO C epUOAMYHOCTBIO 1 pa3 B 2-4 Hepenu [54, 154, 157, 159-164].

VYpoBeHb yOeauTeIbHOCTM peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
A)

KommeHTapumu: IToo HedocmamouHoli a¢pekmusHocmuoio MeOUKamMeHmo3Holi
JUNUdCHUXcaroweli mepanuu NOHUMAKmM CIyuau:

e xozda y nayueHmos ¢ CC3, 00ycn08/1eHHbIMU amepocKiepo3om, yposeHv XC-JIHIT ocmaemcs
gviile 4,1 mmons/n nocne 6 Mecaue8 MAKCUMANBHO B03MOMCHOU MeOUuKamMeHmo3Hol
JIUnuOCHUMcarouleti mepanuu 8 couemanuu ¢ duemoti;

® Ko0z2da cyujecmeyiom o00seKmueHble 00KA3AMEIbCMBA NpPOoZpeccupos8aHusi amepocKaeposd,
Jdaxce HecmMompsi Ha docmudceHue Oonee HU3Kux yposteti XC-JIHII, a maxice umeiom mecmo
pecmeHo3sl Nocjlie pesackyIspu3uUpyrwux onepayuli Ha cocyodax uiu pesackyaspusupyoujue
onepauuu Ha cocydax npomueonoKa3aHs! Uiu He803MOMCHbI.

e JIIT agpepe3 pekomendyemcs 83pocivim nayueHmam ¢ CC3, 00yc108/1eHHbIMU AMePOCKAePO30M
npu 2eCI'XC 8 couemaHuu 8bsICOKUM Ypo8HeM aunonpomeuda(a) [/In(a)] > 60 m2/on & ciyuae,
eciu He yoaemcs: dobumoucs yposHs JIn(a) < 60 mz/0n. JleueHue OONHCHO OCYUIECMBSAMbCS
Npo2pamMmHoO OnUmebHo ¢ nepuoduuHocmsio 1 pas e 2 Hedenu [157, 165-170.

VpoBeHb YOeaUTEIBbHOCTM peKoMeHaanui I (ypoBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB
B)



e JIIT adepe3s pexomenmoBaH T1ipu reCI'XC mnpu oOTMeHe MeIUMKaMEHTO3HO
TUNUACHIOKAIONIEM Tepanmuyu B CBSI3M C OepeMeHHOCTbIO IpM BbICOKOM pucke CC
OC/IOKHeHmI [54, 171-174].

VpOBEHb YGE,Z[I/ITEJIBHOCTM pexomen,uaum‘/i I (YpOBEHI) JOCTOBEPHOCTHU A0Ka3aTeJIbCTB
€

3.5 OcO0eHHOCTH JIeYeHMS JKeHIIVH PelpPoayKTUBHOIo BO3pacTa

e PexkomeHayeTcsi MHGOPMUPOBATh KeHIIUHY, 60/bHYI0 CI'XC, uTO Hajmnuue 3aboaeBaHMS
CI'XC camo 110 cebe He SIB/ISIETCS TPOTMBOIIOKA3aHMEM 151 6epeMeHHOCT MUJIU IPYIHOTO
BCKapMmimBaHus [30, 133].

VYpoBeHb yoeauTenabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH JOKa3aTeIbCTB
0)

KommenTtapum: JKenwuHsl ¢ CI’XC, komopvle naaHupyom OepemMeHHOCMb Ulu OepeMeHHbl,
00/KHBL  hpolimu 3KkcnepmHoe 00cnedosaHue Kaxk y 2uHekosnoza, mak u y Kapouosoea.
Heobxoduma oueHKa pucka uuiemuueckoli 0oie3Hu cepoya, a makxxe UCKJIIUeHue CMmeHo3d
aopmeot, Umo 0co6eHHO 8axcHO 0151 #eHwuH ¢ 20CI'’XC. Bonpocsl omMeHsl 2unoaunudemuueckot
mepanuu neped naaHupyemoti bepemeHHOCMbI0 npedcmasjieHsl 8 pasdene «/leueHue».

e PekOMeHIyeTCS J>KeHIMHAM PpPemnpomyKTMBHOrO Bo3pacra ¢ pauarHosom CI'XC
M0JIb30BaTbCsl HAaAEKHBIMM MeTOJaMM KOHTpalenuuu (KOMOMHMPOBAHHbIE OpajbHbIE
KOHTpalleNTUBbI, BHYTPUMAaTOUYHbIEe YCTPOICTBA, OapbepHble MeTOoabl) Ha (oHe Ipuema
TUIIONUIIMAeMUYecKoi Tepanuu [1, 29, 116].

VpOBEHb YGE,Z[I/ITEJIBHOCTM pexomen,uaum‘/i I (YI)OBEHI) JOCTOBEPHOCTHU A0Ka3aTeJIbCTB
©)

e PekoMeHIyeTCsl KeHIMHaM pelpOAyKTUBHOrO Bo3pacTta ¢ AmarHo3om CI'XC oTMeHUThb
M00YI0 TUTIONUITUIEMUYECKYI0 Tepanuio He Mo3aHee, YeM 3a 3 Mecsiia IO MpeKpalleHus
TpeloXpaHeHMsT OT 6epeMeHHOCTH ¥ He BO30OHOBJISTD ee IMPYeM 10 OKOHYaHMSI TPYIHOTO
BCKapMmimBaHus [29, 30, 116].

VpoBeHb yoeaUTEeNIbHOCTM peKoMeHaauui I (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/lIbCTB
0

e PexoMeHnyeTcs B Cjlyuae He3alVIaHUMPOBAaHHOV OepeMeHHOCTH >KeHlyMHe ¢ CI'XC
He3aMeJIUTeNbHO MPEeKPaTUTh MPUeM JI0ObIX TMIOAUNUIEMUYECKUX CPEICTB U CPOUYHO
IIPOKOHCYIbTUPOBATHCS CO CBOUM JieyaluM Bpauom [1, 29,116].

VYpoBeHbr yOeauTenbHOCTM pekoMeHzanuii Ila  (YypoBeHb  JOCTOBEPHOCTU
JokasartenbcTB C)



e PekoMeHIyeTCcsI B (jlydyae HaCTyIUIeHUSI OepeMeHHOCTM Yy >kKeHIIMHBI ¢ reCI'XC u
conycTByromum CC3 artepokinepormuyeckoro reHesa wmiam ¢ roCI'’XC nposemenne JIIT
aepesa Bo BpeMs Bcero nepuoaa 6epeMeHHOCTH U IPYAHOTrO BcKapMinBaHus [29, 31, 54,
116, 117,171-174].

VYpoBeHbr yOeguTenbHOCTM  pekoMeHzanuii Ila  (ypoBeHb  JOCTOBEpPHOCTU
Joka3aTeabCTB C)

Kommenrapum: JKenwjuHam ¢ 20CIXC, xcenarowjum 3abepemerems, OONHCHO Oblmb
pekomeHdo8aHO muamenvHoe 00cnedosaHue ¢ NOCAedylWuUM peweHuem 8onpoca o
NOMeHYUabHbiX puckax onsa oyoyuieti mamepu u niaoda.

3.6 [IpodpmnakTHKa pasBUTHUS aTEPOCKIEPO3a M ero OCI0KHEeHUI

e Pexomenpnyercs namuentaMm ¢ CI'’XC BHe 3aBUCUMMOCTU OT Hanmumus mian orcyrcreus CC3
aTepOCKIepOTUUECKOTO TeHe3a KOPPEeKTMPOBaThb BO3AeiCTBMe TakuxX (haKTOpPOB puckKa
aTepockieposa, Kak Al, kypenne, CII, nmoBblilieHHbIV ypoBeHb TT' (>1,7 MMOb/JT), HU3KUA
ypoBeHb XC-JIBII (<1,0 MMoJIb/11 y MYy>KUMH U <1,2 MMOJIB/JT Y SKeHIIUH), oxkupeHue [20, 47,
128].

VYpoBeHb yoeauTenabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH JOKa3aTeIbCTB
0)

KommeHnTapum: Bonpocsl duemot, uduueckoli akmueHoCmu U 8030epHcaHusi om KypeHus y
nauyueHmos ¢ CI'XC nodpobHo npedcmasnersvt 8 paszdenax «HemedukameHmo3Hoe jeueHue» U
«Peabunuamuyusi» 0aHHbIX peKoMmeHIayuti.

e Pekomennyercs neuenue AI' u C y maumeHToB ¢ CI'’XC mpoBOOUTH B COOTBETCTBUU C
YTBEePXXIEeHHbIMU KIIMHUYEeCKUMU peKoMeHaauusamu [29, 128].

VpoBeHb yoeauTeabHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTEe/IbCTB
C)

e PekomMeHnyeTcsi KOHCyAbTMpoOBaThb IanueHTOB ¢ CIXC ¥  OXupeHMEeM U/UInN
VHCYJIMHOPE3UCTEHTHOCTBbIO II0 BOIIPOCAM CHMKEHMSI MacChl Tejla U pacCliMpeHus
aspobHoIi pu3nueckoii akTuBHOCTH [29, 128, 131].

YpoBeHb yoeauTeabHOCTU pekomenaanuii I (YpoBeHb JOCTOBEPHOCTH J0Ka3aTenabCTB C)

e PekoMeHIyeTCs Ha3HaueHMe aueTwicaaunmioBom kucaorel nauuentam ¢ CIXC ¢ CC3
aTepOCKJIIEPOTUYECKOTO TeHe3a C 1e/bl0 CHUMKeHUSI pPUCKA CepaeyHO-COCYOUCTBIX
outoXkHeHuM [132].

VYpoBeHb yoeauTeabHOCTU peKoMeHaanmuii I (YpoBeHb IOCTOBEPHOCTM IOKA3aTe/IbCTB A)



Kommentapumu: I[lamozeHe3 CC3 amepockiepomuueckozo zeve3da y 0oabHboix CIXC He
omauuaemcss om namozeHeza CC3 amepockiepomuueckozo 2eHesa y auu 6e3 CI'XC, 8 ces3u ¢
uem pe3yabmamaol UCC1e008AHULL, 00KA3A8WUX IPPeKmUBHOCMb auemuacaltuyulo8oll KUuciomaol
07151 CHUMCEeHUs1 pucka cepdeuHo-cocyoucmoix ocnoxcHeHuti y auy ¢ CC3 amepockiepomuueckozo
2eHe3a, mozym Oblms IKcmpanoauposaust Ha uy ¢ CC3 amepockaepomuueckozo 2eHesa u CI’XC.



4. PeaOmnrauusa

e PekomeHnyeTcs BCEM ranyeHTam C YCTaHOBJIEHHBIM JMarHo30M CIrxc
KOHCY/JIbTMPOBaHMe II0 BOITPOCaM MaToreHesa 3abojeBaHusl, mocaenctsuii Hamnmumsi CI'XC
IJI TalyeHTa U ero ceMby (MHAMBUAYyanbHbIM CC pucCK, HaclemoBaHMe 3a00JIeBaHMS
netbMu 60mbHBIX CI'XC 1 1p.), MeTomoB yieueHust CI'XC, ¢pakTOpoB pucka aTepocKieposa,
00513aTeIbHOI MOTPEOHOCTM B TUITOJMUIIMIEMUYECKON Tepanmy KakK MeOuKaMeHTO3HOI,
TaKk U HeMeIuKaMeHTo3HoMu [1, 30, 118, 119].

VpoBeHb yoeauTeabHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTU OKA3aTe/IbCTB
C)

KommeHnTapum: [lokasaHo, umo 0711 docmuxceHust ycnexa 6 peanudayuu meponpusmuii no
peabunumavuuu nauueima ¢ CIXC (Qu3uueckas axkmueHocmu, 300po8oe numadue u
NpusepMeHHOCMb K JIeUeHUK) KAKUEBYI0 POJlb U2paiwm couuaibHvle YCMaHo8Ku JUMHOCMU, d He
0CO3HaHue cepve3Hocmu 3abonesarus [42].

e PexkomeHnyeTcst Kapauopeabunutaiius nauyedtaM ¢ CI'XC ¢ mepeHeceHHBIM CepIeuHO-
cocyaucteiM cobbiTreM (MM, OHMK, oniepariust peBacKyasipusanuu u mp.) [37].

VYpoBeHb yoeauTenbHOCTH pekomeHaanuuii I (YpoBeHb 1OCTOBEPHOCTH HOKA3aTeIbCTB
0

KommenTapumu: Kapoduopeabunumauyus - M0  CKOOPOUHUPOBAHHOE  MHO202PAHHOE
8MeulamenbCmeo, HANPAaejeHHOe HA ONMUMU3AYUK (PU3UUEeCK020, NCUXO002UUECKO20 U
coyuanvbHoz20 (pyHKyuoHuposavus nayueHmos ¢ CC3, donoiHumenvHo K cmabunusayuu,
3ameoneHul0 npozpeccuposarus u daxe 00pAMHOMY paA38UMUI0 AMepPOCKIePOMUUECKO20
npouecca, u 8cinedcmeue 3mozo, CHuxcaiouiee 3a601e8aemMocms U cmepmuocms. Heomsemaemoti
uacmoelo peabunumauuu 8J11emcst 8MopuuHas NPoGuUIaKmuKa.

Bmecme oHu exnouaiom 8 cebsl azpeccusHoe ynpasJjeHue akmopamu pucka (2unepaunudemus,
AI, u3bvimounsili 8ec u oxupeHue, CI, KypeHue u 0p.), Qu3auueckyrw peabunrumayuro,
ncuxonozuueckyro adanmayuilo K HAJAU4ul XPOHUUECK020 3a00/e8aHuss U KOHMpOJIb 3d
Haonexcawjum nNpuemMom  KapouonpomekmueHslX Npenapamos,  yayduarnujux npozHo3
nayuenmos [35, 36].

e PekomeHAayeTcs peadbMIUTAIIMOHHbIE MEPONPUATUS TPOBOAUTb B COOTBETCTBUU C
Ie/CTBYIOLMMM DPEKOMEHIALMIMM II0 peabuauTaluy MalyeHTOB C COOTBeTCTBYIOLIEN
CepIeuyHo-CoCyaucToi Hosomorment [121, 122].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTEe/IbCTB
C)

e Pexkomenpayetcst y nanyeHToB ¢ CI'XC mepen HavyajoM BBITIOJTHEHMS 11000 ITPOrpaMMbl
dbusnyeckux yrpaxxHeHUi OlleHKa KapauaabHOi GyHKIINMK (31eKTpokapauorpamma (KT,



axokapauorpadus (3xoKI'), Harpy30uHbIit TeCT) C 1ebl0 UCKIIUEHMs CKPbITOI UIIeMUN
MMOKapaa, aopTajJbHOro creHosa [20, 29, 120, 130].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmuii I (YpoBeHb OCTOBEPHOCTH JTOKa3aTelbCTB C)

e Pekomennyercs mnauueHtam ¢ CI'XC ricmxocouyasibHOE KOHCYJIbTUMPOBAHME TICUXO0JIOTa
WIM Bpava-ncuxorepanesTa [31, 38, 39, 40, 46].

VYpoBeHb yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEpPHOCTH HOKa3aTeIbCTB
0

KommenTtapum: IlocmaHoska ouazHo3a CIXC moxem noeausmes HA NCUXOCOYUATbHOE
COCMOsIHUe U Kauecmeo MU3HU uYeno8eKd, 8 CB53U C uUeM NCUXosoz2udeckas noodepicka
nayuermos ¢ CIXC domicHa Obimb uacmoio pymuHHol nomowiu nauueHmam c¢ CIXC [31].
OcobenHo 3mo omHocumcsi kK nayueHmam ¢ 20CIXC, ¢ msxensim meueHuem 2eCIXC,
navuueHmam, NOJY4ArWUM jeueHue mepanesmuueckum agepe3om.

ITauuenmot ¢ CI'XC, nonyuarowjue pezynsipHoe JieueHue dgepe3om, coodbujaom, umo ux 601e3Hb
NOBAUSIA HA UX CeMELHYI0 U COUUAIbHYI0 HU3Hb, 8 UACMHOCMU, 00J1e3Hb 02PAHUYULA UX 8
nojiyueHuu NONHOYEHH020 00pa3osaHus, 6 evlbope npogeccuu. OHu uyscmeyiom cebs
OMJIUYHBIMU OM OpYeux, «HOPMAJIbHbLX», JH00ell, a HeKomopwle cmvldamcsi ceoeli 00JIe3HU U
NeIMArmcst CKpvlmo ee.

IIpobnemsl 3cmemuueckozo xapakmepd, HeonpedeieHHOCMb OMHOCUMENbHO OJanbHeliulezo
paseumusi  3a0071€6aHUsL  NPOBOYUPYIOM  IMOYUOHANBHYH — U307AYUl0 U ycyeybasiom
ncuxosozuieckue npobaemst nayueHmos ¢ msyceavim meueruem CI’XC [38].

ITayuenmst ¢ 2eCI’XC, He cmpadawujue Kakumu-au6o oJpyzumu 3a0oaesaHusimu, 00bIUHO
cuumairom cebs 300po8viMU NH00bMU, 00OHAKO 8 pside Cyuaes Mozym UChblmvléamos npoobyaemoi,
CBS13aHHble C pezyAPHbIM NPUEeMOM Npenapamos, u yy8cmeo 8uUHbsl, K020a OHU He cobairodanom
pekomeHdayuu no saeueHuio [39], npu 3mom, coenacHo paHooOMu3upoO8aHHOMY UCCIE008aHUIO,
ypo8eHb MpesoXHOCMuU U denpeccuu y Hux He omauuaemcsi om auy 6e3 CIXC [46].
ITodasnswujee uucno nayueimos ¢ CI’XC npednouumarom 3Hame o céoem duazuo3se [39, 40].



5. ITpodpunakTuka

5.1 PanHee BbIsgiBJIeHMe nanneHToB ¢ CI'XC

e PekomMeHIyeTcCs MpoBeIeHNe MepPONIpUITUI, HAallpaBJIeHHbIX HA paHHee BbisiB/ieHne CI'XC:

- AKTMBHBI/ CKPUHUHI B3POCAOr0 U [OETCKOrO HacCeJlieHUSI C 1e/Ibl0 BbISIBJIEHUS JIULL C
BpIpakeHHOV [XC, B T.4. mpu IpoBefeHUM AUCIIaHCepuU3aluu, W/WIU JUL, C PaHHUM
UHIVBUOYQJIbHBIM MM ceMeliHbIM aHamHe30M CC3 aTepocK/JIepoTHMUecKoro reHesa (o 55
JIeT y My>kuMH U 60 JIeT y >KeHIMH), KCAHTOMAaTO30M U JaJbHEMIINM UX HallpaBJIeHUeM K
CIIeLaanCcTaM, MMEeIOIIMM OITBIT paboThl ¢ manyenTamu ¢ CI'XC;

- TIpoBeJleHMe KacKaJHOTO CKpPMHMHIAa poacTBeHHMKOB naimueHta ¢ CI'XC [123, 124, 125,
134].

VYpoBeHs yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEpPHOCTH HOKa3aTeIbCTB
0)

KommenTapumu: Yuumsieas mom ¢akm, umo 8 ocHose 3abonesavus CIXC nexcum
2eHemuueckoe HapyuwleHue, Ha Ce200HAWHULl OeHb He cyujecmsyem npo@Quiakmuueckux Mmep,
cnocobHbix npedomepamums pazsumue CIXC. O0Hako, npuHuUMAas 80 8HUMAHUe, OUMeNlbHOe
beccumnmomuoe meuerue CI'XC saxcHoiM npedcmasisiemcs: pamvHee 8visgjeHue 3a001e8amus ¢
uenvto koppexuuu yposHs XC-JIHIT u npopunaxmuxu pazeumus CC3.

5.2 InHaMmu4decKkoe HaOI0aeHne

e PekoMeHIyeTCsl IMHaAMMuUecKoe HabswomeHue maiyueHToB ¢ CI'XC Bpauom-TeparieBTOM/
neaMaTpoOM UM BpauoM-Kapayuonorom [135, 136, 137].

VpoBeHb yoeauTeabHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTU TOKA3aTe/IbCTB
C)

e Pexkomenpayetcs mnanyeHTy ¢ CI'’XC Kak MMHMMYM [IB€ KOHCY/IbTal[M Bpaya-Kapauosaora
(1 mepBuuHasg u 1 MOBTOpHAs KOHCY/IbTALMS Bpada-KapAMOJora) B rOf C 1ieJIbI0 OLeHKU
cocrosiius CC cucrembl M KOHTposis pasButusi CC3. Ilpu mombope miam KOppeKIUu
TUTTOIUTIMAEMUUECKOI Teparnuy KOJUUYECTBO KOHCY/IbTAllMii MOXKET ObITh YBeJudeHo [1,
135, 140-141].

VYpoBeHsp yoeauTeabHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEPHOCTH JOKa3aTeIbCTB
0)



KommeHnTapum: Koncynemauus spaua-kapouosioza skawuaem 6 cebs onpoc, coop cemetiHozo
aHamue3a, (Gu3uUKaabHulli ocmomp, usmepeHue All, onpedeneHue UHOEKCA MdAcCCyl meJda,
usMepeHue OKPY#HOCMU manuu, KOHCYJbMUpOB8aHue No B80Npocam KypeHus, xapakmepa
numadusi U Qusuueckoli axmueHocmu. IIpu noemMoOpHOL KOHCyIbMauuu npo8oouUmcs
uHmepnpemauusi pe3yibsmamos 00cn1e008aHusl, OUeHKa NnposoouMoli mepanuu, Ha3HayeHue/
Koppexyus (npu Heobxodumocmu,) 2unoaunudemuyeckoli mepanuul.

e PekoMeHIyeTCsI C I1efbl0 OLeHKM 3(PADEeKTUBHOCTM TUMOIUIINAEMUIECKO Tepanumn
nanyuentam ¢ CI'XC onpepenenne ypoBHs OXC, XC-JIHII, XC-JIBII 1 TT nipoBoguTh yepes
8+4 Hemenu moc/jie Ha3HAUYEHUSI/KOPPEKIUNMM Tepanuu, gajee, rmocjie mnomoopa tepanuu, 1
pa3 Brop [1, 28, 142, 143, 144].

VYpoBeHb yoeauTenbHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEPHOCTH JOKa3aTeIbCTB
9]

KoMmMmenTapum: YposeHb JaunuodHslx nokasameneli HeoOXo0uMO OueHUBAMb C  Uelbk
a¢pekmusHocmu nposodumoti Kak MeOUKAMEHMO3HOU, makK U HeMeouKaMeHMO3HOll
2unoaiunudemuueckoti mepanuu.

e PexOMeHIyeTCS C Lejbl0 OLIeHKM [IePeHOCUMOCTU TUIONUIINAEMUYEeCKOM Tepanuu
nauyenTam ¢ CI'XC onennBats ypoBeHb AJIT 1 pa3s B rop, [28, 138-141].

VYpoBeHb yoeauTenbHOCTH pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTH JOKa3aTeIbCTB
0)

Kommenrapuu: Eciu yposeHs AJIT npesviuiaem HOPMY, HO MeHblIE 3 8ePXHUX 2PAHUL HOPMbl,
mo cnedyem npodosxums NposoouMyro 2unoaunudemuueckyro mepanur u uepe3 4-6 Heo.
nposecmu nosmopHoe uccnedosarue yposHs AJIT. Eciu yposenv AJIT npesoviiiaem 6epxXHiOW
2pauvuuy Hopmsl 8 3 pasza, mo HeoOXo0UMO npekpamumes npuem CmamuHa (UIU 0pyz020
2UNOIUNUOEMUUECK020 npenapama, HAd YCMOMpeHUe 8paua) uiu CHU3Uumos 003y NPpUHUMAEMbIX
2unoaUNuUdeMuYeckux npenapamos, NPoKOHmMpoauposas yposeuv AJIT uepe3 4-6 Hed. ITocne
go3spaujeHus yposHs AJIT Kk Hopme ciiedyem nonpo608ame C 0CIMOPOHCHOCbIO 8ePHYMbCS K
npexcHemy pexcumy Jneuenus. Ecnu yposens AJIT ocmaemcs nosvluieHHbIM, Nposepums opyzue
803MOMCHbIE NPUUUHBL.

e Pexomenpyetcs mnauyeHtam ¢ CI'XC, mpyMHMMAKOIIVM TUMIOIUIINIEMUUYECKYIO0 Tepamnulo,
TIpY BO3HUMKHOBEHMM MBIIIIEYHBIX CMMIITOMOB OlleHKa ypoBHS K@K [1, 28, 145].

VYpoBeHsn yoeauTeabHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEpPHOCTH HOKa3aTeIbCTB
0)

e PexkomeHnpayetcst npu HabmogeHuy 3a mauyeHTamMyu ¢ CIXC eskerogHO mpy IIePBUYHOM
OCMOTpe pacchpaliuBaTh O [OMAaTHOCTMPOBAHHBIX C MOMeEHTa IIOCJAeqHero BU3UTA
COMYTCTBYIOIIUX 3a007I€BaHMUSIX M COCTOSTHUSIX, IOTEHIMATbHO BbI3bIBAIOIIMX BTOPUUYHYIO



runepaunugeMuio (cm. Ilpunoskenue I'6), a Takke MCKIIOUATh JaHHbIE COCTOSHUS MPU
cbope xkanob, aHamHe3a 1 GusMkagIbHOM ocMoTpe [1, 30].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmuii I (YpoBeHb OCTOBEPHOCTH JTOKa3aTelbCTB C)

e PexomeHnyeTcsl C 1IeJibl0 OLIEHKM [Opyrux Ouoxumuueckux ¢akropoB CC pucka
namueHTaM ¢ CI'XC eskeroHo OIpenesisiTh YPOBEHb IVIIOKO3bl ¥ KpeaTUMHMHA C PaCUeTOM
CKOPOCTU KiTyooukoit punbrpanyn [1, 128].

VYpoBeHb yoeauTeabHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEPHOCTH JOKA3aTeIbCTB
0)

e Pexkomennyetcst nmaiumeHtam ¢ CI'XC mpoBenenne IxoKI' 1 pa3 B 5 jeT mpu OTCYTCTBUM
AOPTAJILHOTO CTEeHO3a WIM HAYaJIbHOM aopTajJbHOM CTeHo3e, 1 pa3 B rom - Iipu
yMepeHHOM CTeHOo3e, 1 pas B 6 MeC. - IIPU TSIKEJIOM aOpTaJbHOM CTEeHO3€e C IeJbl0
KOHTpOJISI CTeleHM CTeHO3a B [AMHAMMKe U, IIpUM HeoOXOAMMOCTH, OIpeneaeHns
TOKa3aHUM K XUPypruyeckomy jgeueHuto [49, 146, 147].

VYpoBeHb yoeaguTeIbHOCTU peKoMeHaanmi I (YpoBeHb JOCTOBEPHOCTH T0Ka3aTenabCTB C)

e PexkomeHnpayetcst 1 pa3 B rog BceM B3pociabiM IanyeHTaM ¢ CI'XC 6e3 ycranoBiaeHHo VIBC
IIPOBOIUTH OLIEHKY MpeaTecToBoOin BepositHoctu WMBC ¢ pelleHneM Bompoca o
HeoOXOAMMOCTH TPOBeAeHMsI U MeTOojle Harpy30YHOTo TecTupoBaHus [1, 33, 120, 130].

VYpoBeHb yOeauTeIbHOCTU peKoMeHaarnuii I (ypoBeHb JOCTOBEPHOCTH A0Ka3aTeabCTB C)

Kommenmapuu: Memod uccredosamus (OKI-Hazpy30ouHsili mecm, 6u3yanusupyroujuli
Hazpy3ouHplli mecm, cuunmuepagus ¢ Haepy3koii, MCKT kopoHapHsix apmepuili u 0Jp.)
onpedesnsiemcsi Ucxo0sl U3 NOKA3aHUlli (C yuyemom KAUHUUECKOU KapmuHsl U pe3ylbmamos
npedmecmosoti sepossmHocmu MIBC) u 803moxcHocmeli yeHmpa.

e PekomeHnyercss B3powibiM  rauueHtam ¢ CIXC  #gymiekCcHOe  CKaHMpOBaHMe
o6paxuonedanbHbIX apTepuit 1 pas B 2 roga npu creHose MeHee 50%, 1 pas B rop - mpu
creHo3e 50% wu Oomee, 1 pa3 B 6 MecsdleB - MpU HaIUUUM HECTAOMIbHBIX
aTepockiaepoTuueckux omsiiex [50, 135].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTU JOKa3aTeIbCTB
C)

KomMmeHTapum: npu Hanuuuu amepockiaepomuueckoli oOaswku (ACB), cmeHo3upyouieti
npocgem couHolli apmepuu Ha 50% u 6onee, unu HecmabunvHoli ACE Heob6xodumo oueHumso
Haluuue nNOKA3amuil Ons Xupypeuueckozo JieueHus, npu HeobXxoodumocmu pekoMeHO08amsb
KOHCYbmayuro cepoeuHo-cocyoucmozo xupypaa [57].

e Pekomennyercsa pgeraMm ¢ rereposurotHoin CI'XC  nmyriekCHOe  CKaHMpOBaHMe
o6paxmoriedaabHbIX apTePMii IJisl OIeHKU CYOKIMHMYECKOTO aTepockieposa ¢ Bo3pacra 10



geT ucxonHo Tipu BoisBieHuM CI'XC u panee kKaxable 4 roma (MIpU MPOBeOEeHUU
TUTIONIUITUIEMUYECKON Tepanum) Win Kaxiable 2 roga (IpyU OTCYTCTBUM IO KaKMUM-JIMOO
IIPUUYMHAM TUTIONUIIUAEMUYECKON Tepaliuy WIM BbISIBJIEHM aTepPOCKIepo3a IIpU MepBOM
uccnegoBanuy aptepuii) [51, 149].

VYpoBeHb yoeauTenbHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEPHOCTH HOKa3aTeIbCTB
O

e PekomeHnpnyercss petsm ¢ romosurotHoin CI'XC exxeromHoe IpoBefeHMue OYIIJIEKCHOTO
CKaHMUPOBaHMI OpaxmouedaJbHBIX apTepuii C I1eJbI0 BBISIBJIEHUS U OILEHKU
IIPOrPeCcCUPOBAHMSI aTEPOCK/IePOo3a, P HAIMUNUM HEeCTaOMIbHBIX aTepPOCKIePOTUUECKIUX
onsiex — 1 pa3 B 6 mec [150].

VpoBeHb yoOemutTenbHOCTHM  pekomeHpmanuii IIb  (YpoBeHb  [JOCTOBEpPHOCTU
nokasarteabCTB C)

e PexomeHdyemcs ecem Kypawium nayueHmam ¢ CIXC u nayuenmam c¢ CIXC, umewwum
Hanobsl HA NePeMeIcaroulyiocsi Xpomomy, excezo0Hoe onpedesieHue JI00bIHEUHO-NIeUe8020
urnoekca. Ilpu JITIN <0,9 pekomeHdyemcs: npogederue OYynjaekcH020 CKAHUPOBAHUS apmepuli
HUMXHUX KOHeuHocmell [151].

VpoBeHb yoeauTeaIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTe/IbCTB
C)

e PexomeHdyemcs ecem nayueHmam ¢ CIXC dynnekcHoe CKAHUpoB8aHue apmepull HUMCHUX
koHeuHocmeli 1 pa3 8 2 200a npu cmeHo3e meHee 50%, 1 pa3 6 200 - npu cmeHo3e 50% u Gonee,
1 pa3s 8 6 mecauyes - npu Haaruuuu HecmaobuibHbslx amepockaepomuueckux ACB [50, 151].

VpoBeHb yoeauTeabHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTe/IbCTB
C)

e PekomeHdyemcs KoHCynbmuposarue nayueHma ¢ CI’XC cepdeuHo-cocyoucmoim xupyp2om npu
HAIUYUU NOKA3AHUT (3HAUUMble CMeHO03bl apmeputl, aopmavHblli cmeHo3) [152]

VYpoBeHb yoeguTeabHOCTH pekomeHganuii I (YpoBeHb JOCTOBEPHOCTH IOKA3aTeIbCTB
0

e PekoMeHAyeTCsl He pexke ONHOrO pas3a B rof, 00CYyXAaTb C >KeHUIMHAMMU JEeTOPOSHOTO
BO3pacTa pPUCKM MJig IUIofa Ipu OepeMeHHOCTM Ha (QOHe TUIIONIUIULEeMUYECKOi
JIeKapCTBeHHOV Tepannu [148].

VYpoBeHb yoeauTeabHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEPHOCTH HOKa3aTeIbCTB
0

e PekoMeHAyeTCSI UCIIOIb30BaHMe HAJAEKHbIX METOAOB KOHTpaLemIMM >XeHIMHAMMU
IeTOPOJHOTO BO3pacTa, MOJyYaloMMM TUTTOJIUIINUIe MUUYECKYIO JIEKapCTBEHHYIO Teparuio



[30, 148].

VYpoBeHb yoeguTeabHOCTH pekomeHganuii I (YpoBeHb JOCTOBEPHOCTH IOKA3aTeIbCTB
0)



6. lonosmHuTeabHast MH(GoOpMaIusi, BAUSIONIAsT
Ha TeueHMe U MCXO0]1 3a00/IeBaHNA

6.1 OpranmusanyiOHHbIE acCIeKThbl OKa3aHUsI MeAUIIVTHCKOM ITOMOIIU

L PeKOMeH,U,yeTCH IIpoBeaeHme O6C)'I€,U,OB3HI/IH IMalilMeHTOB C IIOAO3PpEeHMEM Ha HaJInumne
CI'XC B MEINIMHCKMUX OPraHM3aliaX, OKa3bIBAOMMX ITIEPBUUYHYIO CIIEMA/IM3MPOBAHHYIO
MEeINMKO-CaHUTAPHYIO IIOMOIIb B aM6YJIaTOprIX YUIOBMAX, MMEKIINX MaTepHraIbHO-
TeXHM4YeCKMe 1M KagpoBble BO3MOXHOCTA OJid ITPOBEOEHMS HGO6XO,H,I/IMOI‘O O6CJ'I€,U,OB3HI/I$I
[178].

VpoBeHb yoenuTeabHOCTH peKoMmeHganuii I (YpoBeHb IOCTOBEpPHOCTH JOKAa3aTe/IbCTB
0

e PexomeHnyeTcsl IpoBeleHMe Tiofbopa Tepanuu U JieueHKUe TMalUeHTOB C
nuarHoctupoBaHHol CI'XC B MeOMIIMHCKMX OPraHM3alysIX, OKa3bIBAKIIMX MEPBUYHYIO
CIelMa/IM3MPOBAHHYI0 MeIMKO-CaHUTAPHYI0 MOMOIb B aMOyJaTOPHBIX YCIOBUSI UIU B
YUIOBUSIX [HEBHOIO CTallOHapa WM B MEeOULMHCKUX OpraHm3alusiX, OKa3bIBAOIIUX
CIIEeNMAIM3UPOBAHHYI0 MEOUIMHCKYIO MOMOIIb B YUIOBUSX THEBHOrO CTAallMOHapa Wi
crauyuoHapa [178].

VYpoBeHb yoeauTenbHOCTH pekomeHaanuii I (YpoBeHb 1OCTOBEPHOCTH HOKa3aTeIbCTB
0

e PekoMeHyeTcsl TIpOBefleHMe JiedeHMsI C MCIOoJb30BaHMeM adepes3a JUIIONPOTEUIOB B
MEeOULMHCKUX OpraHu3alMaxX, OKa3bIBAKIIUX CIEeNUAIU3UPOBAHHYI0O MeOULIVHCKYIO
TIOMOIIb B YUIOBUSX CTAllMOHApa M/UN JHEBHOIO CTalMOHapa (LeHTpaxX UK OTOeTeHUIX
SKCTPaKOPIIOPAJIbHO reMOKOpPpeKLUH, 3KCTPaKOPIIOPAIbHOM IeTOKCUKALIVN,
IPaBUTALMMOHHOM XUPYPTUU KPOBU U p.) [178].

VpoBeHb yoeauTeabHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTe/IbCTB
C)

e PekoMeHAyeTCsl TpOBeeHMe AVCITaHCePHO-AMHAMMYeCKOro Hab/oAeHs 3a NalieHTaMu
¢ CI'XC B MegMUMHCKMX OpraHn3alysaX, OKa3blBalOIIMX [IEPBUUHYI0 MeAMKO-CaHUTAPHYIO
romo1us [178].

VpoBeHb yoeauTeabHOCTH pekomeHaanuii [ (YpoBeHb JOCTOBEPHOCTHU OKA3aTe/IbCTB
C)

e PekoMeHnyeTcs co3maHMe ¥ MonadepskaHume paborel perucrpa mauyeHToB ¢ CIXC,
MO3BOJISIIOILEr0 OLIEHUMBATh KIMHUMYECKMe XapaKTepucTukyu mnaumeHToB CIXC wu
3bPeKTUBHOCTD X JieueHMsI B peaJibHOM KIMHUYECKOI MpakTuke [43, 44].



VpoBeHb yoeauTeabHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU OKA3aTEe/IbCTB
C)

KommenTapum: Pezucmp nayuenmos ¢ CI'XC npedcmasnsiem coboli deticmeeHHblli pabouuii
UHcmpymenm Ons 8visi8/1eHUsl npobaem okaszanuss nomowu nayueHmam ¢ CI'XC u danvHetiwieti
paspabomku npozpamm peaburumayuu navuermos ¢ CI’XC.



Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM
ITOMOII

Kputepun olieHKM KayeCcTBa MeIMIIMHCKOM ITOMOILYM B3pocabiM rnauyeHTam ¢ CI'XC:

Neo

Kputepun KkauectBa nepBuuHOro o6cnefoBaHuMsas Ans

nocraHoBku agnarHo3sa CIrxXc

YpoBeHb
ybeauTenbHoCTHM
pekoMeHaauunn

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTeNbCTB

BbinonHeH cb6op v oueHka MHAMBMAYANbHOrO M CEMENHOr0 aHaMHe3a
no Hanuumio CC3 aTepoCKIepOTUYECKOro reHes3a W MOBbIWEHHOMO
ypoBHa OXC, TI', XC-JIHM, XC-NBMN

C

MpoBeneHo du3MKanbHoe o06cCneAoBaHMe Ha MpeaMeT BbisAB/IEHUSA
KOXHbIX M CYXOXWSIbHbIX KCAHTOM, KCaHTeNasM W JIMMOUAHON Ayru
pOroBuLbI

BbinonHeH aHanuM3 nokasaTtenen nunuaHoro crnektpa kposu (OXC,
Tr, XC-NTHM, XC-NBM)

BbinonHeHo obcnepnoBaHue Ha Hanuume CC3 aTepoCKIepoTUYEeCcKoro
reHesa: AynjeKCHOe CKaHWpOBaHWE 3KCTpPakpaHWanbHOro oTtaena
6paxuouedanbHbiX apTepUin U apTepuint HUXHUX KOHeyHocTen (npwm
OTCYTCTBMM MNpoOBeAeHns B rnocnegHne 12 MecsueB), npoBeneHa
oueHka npeartectoBor BeposaTHOoCcTM WUBC M npu HeobxoamMocTu
NpoBeAeHbl HarpysouHble W/Wauv BuU3yanusupylowmne TecTbl AN
anarHoctmkn UBC

Kputepun kauecTBa p[AononHUTeNbHOro o6cnegoBaHusa W
JNle4YeHus NaluueHTa C YCTaHOBJIEHHbIM AnarHosom Crxc

YpoBeHb
ybeautenbHoCTH
pekomezauum

YpoBeHb
AOCTOBEPHOCTU
AOKa3aTesibCTB

MpoBeaeH KackKafHbIA CKPUHUMHI Ha Hanuume CIXC y Bcex
pPOACTBEHHMKOB 1 W 2 cTeneHuM poacTBa C obsA3aTesibHbIM
onpeaeneHnem XC-JTHM

C

MaumeHTam 18 neT M cTaplwe Ha3HayeHa Tepanusi cTaTUHaMu B
BbICOKOMHTEHCMBHOM pexuMme (aTtopBacTaTuH 40 Mr/cyT u 6onee nam
po3syBacTtaTuH 20 Mr/cyT u 6onee

BbimonHeH aHanuM3 KpoBM Ana  oueHkuM 3dEDEeKTUBHOCTM U
6e30MacHOCTM  MNPOBOAMMONM  TUMOJMMUAEMUYECKON Tepanum B
nepuos 8+4 Hen.: AJIT n nokasaTenem NUMNUAHOIO CrekTpa KpOBMU
(OXC, Tr, XC-11HN, XC-NBMmn)

MaumeHTam 18 neT 1 cTapwe Npu HEeAOCTMXKEHUWN LESIEBOr0 YPOBHS
XC-JIHMN (meHee 2,5 mMonb/n y nny ¢ CMXC 6e3 UBC wnm ee
3KBMBaNEeHTOB mnm MeHee 1,5 Mmonb/n y nuy ¢ CIHXC 1 Hanuyumem
MBC wnn ee skBMBaNeHToB) Ha (hoHE MaKCUMMasibHO MEPEHOCUMbIX
[03 CTaTUHOB AOMOJIHUTENIbHO Ha3HayeHa Tepanusa 33eTumMnbom** B
nose 10 Mr/cyt wnm sBonokymabom** B nose 140 mr 1 pas B 2
Hegenu unu anupokymabom** 75-150 mr 1 pas B 2 Hegenu.

MNaumeHTam 18 neT u cTapwe npy HEAOCTMXKEHUU LeleBOro ypoBHS
XC-JIHN (meHee 2,5 mMonb/n y numy ¢ CMXC 6e3 UBC wnun ee
3KBMBaNeHTOB mnm MeHee 1,5 mMmonb/n y nuy ¢ CFXC u Hanuuumem
MBC wnn ee sKkBMBanNeHToB) Ha doHe [BYXKOMMOHEHTHOM
rMNONUNUAEMUYECKON Tepanuu npoBeAeHa TPEXKOMMOHEHTHas
rmnonvnuaemMuyeckas tepanus (CTaTuH+33eTeMnb+3B0OIOKYMab**/
anupokymMab**) unm nposedeHbl npoueaypbl JiM-adepesa (npu
HaIM4YMKn NoKasaHuin)

10

[py HenepeHOCMMOCTW CTaTWHa Yy nauuMeHToB 18 netr u crapuwe
CHWXEeHa ero A03a WAW NpoBeAeHa 3aMeHa Ha APYron cTtaTuH, npu
MOSIHOM HenepeHoCMMOCTM 2-X U bonee CTaTUHOB MNpoBeAeHa
Tepanusa azeteMnbom B go3e 10 Mr/cyT n/vnmn nirmnbmutopamm PCSK9
3BOSIOKyMabom** B pose 140 mMr 1 pa3 B 2 Hegenn wam
annpokymabom** 75-150 mr 1 pas B 2 Hegenu

IIa

Kputepun kauectBa AMHaAMMUUYECKOro HabnwogeHusa naumeHrta
c reCrxc

YpoBeHb
ybeanTenbHoCTH
pekomezauunm

YpoBeHb
AOCTOBEPHOCTU
AoKasaTeNbCTB

He pexe 1 pasa B rog rnposeaeHa 1 nepBuyHas u 1 noBTOopHas
KOHCY/NbTauusa kapauonora c nposeaeHnemMm 6MoXnMMMYecKoro aHanms

C




KpOBW Ha onpeaeneHune ANT n nokasaTtenen NMNNMAHOIro CcnekTpa
(OX, TT, XC-JTH, XC-NBM),

12

MpoBepeHo  obcnepoBaHue Ha  BbisBeHMe  Hanumume  CC3
aTepOCKNEepPOTUYECKOrO reHesa: BbIMNOSIHEHO AynnekcHoe
CKaHupoBaHue 6paxuouedanbHbix apTepuin 1 pas B 2 roga npwu
cteHo3e MeHee 50%, nNo AaHHbIM Mpeablaywero uccnefosaHus, 1
pa3 B roa - npu crteHo3e 50% wn 6onee, 1 pa3 B 6 Mecaues - nNpu
HannuMn HecTabusbHbIX aTepPOCKNEpOTUYECKNX bnsleKk; a Takxe
BbIMosIHEHO 3xoKI 1 pa3 B 5 netr npum OTCYTCTBUM aopTasibHOro
CTEHO3a WM Ha4yanbHOM aopTaslbHOM CTEHO3e, MO AaHHbIM
npeablayuiero uccnegosaHus, 1 pas B rog - nNpu yMepeHHOM
CcTeHo3e, 1 pa3 B 6 MeC. - Mpu TAXeNOM aopTasibHOM CTeHOo3e, a
Takxe He pexe yem 1 pa3 B roa npoeefeHa OLEHKa NpeaTecToBOMN
BeposATHocTU UBC n npu HeobXOAMMOCTU MpPOBEAEHbl Harpy3ouyHble
n/nnu BU3yanuampytowime TecTbl Ans anarHoctukun UBC

13

MaumeHTam 18 neT v cTaple Npu HEeAOCTMDKEHUWN LEesIeBOro YPOBHS
XC-NHN (mMeHee 2,5 mMmonb/n y nuy ¢ CrXC 6e3 UBC unn ee
3KBMBaNeHTOB mnm MeHee 1,5 Mmonb/n y nuy ¢ CHXC v Hanuuumem
MBC unn ee 3KBMBANEHTOB) Ha (POHE MaKCMMasbHO MEpPeHOCUMbIX
[03 CTaTUHOB AOMOJSIHUTENIbHO Ha3HavyeHa Tepanusa 33eTuMnbom** B
nose 10 Mr/cyT wunm sBonokymabom** B nose 140 mr 1 pas B 2
Heaenu wnm anupokyMabom** 75-150 mr 1 pa3 B 2 Hegenu.

14

MNaumeHTam 18 neT v cTapwe npy HEAOCTMXKEHUU LENeBOro ypoBHS
XC-JIHN (meHee 2,5 mMonb/n y nuny ¢ CMXC 6e3 UBC wnun ee
3KBMBANIEHTOB mnn MeHee 1,5 mmonb/n y nuy ¢ CIXC 1 Hannyumem
MBC wnn ee 3kBMBaNeHToB) Ha GOHe [ABYXKOMMOHEHTHOMN
TMNONUNUAEMUYECKON Tepanuu npoBeAeHa TPEXKOMMOHEHTHas
runonvnuaemMuyeckas tepanus (CTaTuH+33eTeMnb+3B0SI0OKYMab**/
anupokymMab**) unu nposedeHbl npoueaypbl JlM-adepesa (npu
HaIM4yMKn NoKasaHunin)
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Bce wiensl Paboueit rpynrbl IOATBEPAWIM OTCYTCTBME (MHAHCOBON MOAJEPKKU /
KOH(IMKTA MHTEPECOB, O KOTOPhIX HEOOXOAMMO COOOIINTh.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

KinmHnueckue peKOMeHIALMy pa3paboTaHbl ClienyaaucTaMmu-sKcnepraMm HaiyoHaabHOTO
obmecTBa IO M3YUYEHMIO aTepockiaeposa. IIpyu moaroroBke peKOMeHAAIMI YUMTHIBAINUCH
rocjaeqHe MOCTUMKeHUSI AoKasaTelbHOM MeOUIVMHbI, OTeYeCTBeHHbII U 3apyOesKHbIN
KJIMHMYeCKNii OIbIT B o6actu nsyuenus CI'’XC, aTepockiiepo3a 1 ero ocjaoxkHeHuit. OCHOBO
HACTOSIIIIEMi BepCUM KIMHUMUYECKMX PEeKOMEeHOAIMii CTaau PpOCCUICKME ¥ 3apyOesKHbIe
dbyHIaMeHTa/lbHbIe PYKOBOJCTBA, MOHOrpaduy 10 KapAMOIOTUM Y BHYTPEHHMUM OOJIe3HSIM,
pe3yJbTaThl KPYITHBIX MEXIAYHAPOOHBIX MEOULMHCKUX PEruMCTPOB M PaHAOMMU3UPOBAHHBIX
MUCCIeNOBAaHMIM, TOCIegHME BepCUM MEXIYHAPOAHbIX METOAUYECKUX PYKOBOACTB [OJIs
CITeIMaTIMCTOB-KapAMOJIOrOB M Bpaueil o0Ieil IpakTMKK. VICTOUHMKaMM COBPeMEeHHBIX
00HOBJIEHUII ObLIM >XYpHajbHble MyOGAMKAIMM B peleH3UPYyeMbIX KypHaliax, BXOASIINX B
poccuiicKue 1 3apyoeskHble MHIeKChl HAYUYHOT'O LIUTUPOBAHMSL.

IIEUIEHBEISIiiyﬂlllTT)[)IlillIElIl}IhJ}( KIIMHUYEeCKUX I)Eﬂ(()hﬂ(}llllélllllii:

1. Bpau-kapamonor MeguIIMHCKMX OpraHM3alinii, OKa3bIBAIOIINMIi TTIOMOIIb B aMOy/IaTOPHBIX
Y CTALIMIOHAPHbBIX YCTIOBUSIX.

2. Bpau-TepareBT MeIULIMHCKUX OpraHu3aluii, 0OKa3bIBaIOIMii TOMOIIb B aMOy/IaTOPHBIX U
CTALMOHAPHBIX YCIIOBUSIX.

3. Bpau o011ei1 mpakTuKy (CeMeiHbIi Bpay).
4. Bpau-Tpacdy31oaor MeauIMHCKUX OpraHu3alnii, MIpoBoasIIMX mpoienypsl JIIT-adepesa.

B xome pa3paboTKM MCIIOIb30BaHbl YPOBHUM YOeIUTEeNbHOCTM peKOMeHIaluii U ypOBHMU
IOCTOBEPHOCTY 10Ka3aTeabCTB (Taoi. 1 u Tadir. 2).

Ta6mmua 1 YpoBHM yoeIUTeTbHOCTY PeKOMeHJalit

YpoBeHb OnpepeneHune dopMmynumpoBka
y6eantenbHoOCTH

pekoMeHaaunm

I JokasaHo nnu obLlenpusHaHHO, YTO MeToA WUCCefoBaHUs PekomeHayeTcsa / nokasaHo

/ neyeHus noneseH, apdeKTUBEH, UMEET NpPenMyLLecTBa

II MpoTnBOpeYnBbIE AaHHblE WU/UNKU PacXoXAeHWe MHEHUN O
nonbse U 3PdEKTUBHOCTM MeTohda wuccnenoBaHusa /
neyeHus

IIa BoNbWWHCTBO AaHHbIX / MHEHUI B MOJb3y MeToAa MpumeHeHWe LenecoobpasHo
IIb [aHHble / MHEHUS O Nofib3e MeToAa He CToNb ybeauTenbHbl [MpMeHeHne BO3MOXHO
III [okaszaHo unn oblwenpmnsHaHHO, YTO MeToAd UCCnefoBaHus He PekomeHpyeTcs

/ neyeHus He rofie3eH, He 3 deKTUBEH, MOXET MPUHOCUTL
Bpen

Tao6aura 2 - YpoBHM JOCTOBEPHOCTM JIOKAa3aTe/IbCTB

YpoBeHb [OCTOBEPHOCTHU [JaHHble HECKOIbKNX PaHAOMU3NPOBAHHbBIX KIMHUYECKNX UCMbITAHUA WA MeTa-aHan3oB
AoKasaTenbcTB A




YpoBeHb OOCTOBEPHOCTHU [aHHble 04HOr0 PaHAOMU3NPOBAHHOIO MU HECKOJIbKUX HEPAHAOMU3NPOBAHHbIX KITMHUYECKUX
[okasaTenbcts B UCnblTaHNN

YpoBeHb [OCTOBEPHOCTU CornacoBaHHOE MHEHWE 3KCNEepPTOB W/WUNW  pe3ynbTaTbl  HebGOoMbWUX  UCCNeaoBaHUN,
fokasaTtenbcts C PETPOCMNEKTMBHbIN UCCIEeA0BAHNIN, PerMcTpoB

[Topsimok 0OHOBJIEHMST KIMHMUUECKUX peKoMeHIaInii
YpoBeHb GPP — (10kMBIIasICS KIMHMYECKAs MPaKTUKaA

Kinuanueckue peKOMeHOalnmn 0o6HOBJIsTIOTCS 1 pa3 B 3 roga C YUYE€TOM HOBBIX pOCCMﬁCKMX 41
MEXIYHAPOAHBIX MOAHHLIX ITIO 3IINAEMMOJIOINNA (l)OpM 3&6OJIEB8HI/I$[, MeTOdaM M TaKTUKe
OVNArHOCTUKMH, criocobam MEIVMKAMEHTO3HOrO JIeueHIs M IIOKAa3aHWAM OJId HaIllpaBJI€HMS Ha
Xmpyprnueckye BMemaTe/JIbCTBa.



IIpunoxenue A3. CBsI3aHHBbIE JOKYMEHTDI

KP400. Xpounuyeckuit 6oneBoii cuaapom (XBC)_y B3pOCIbIX MaIllMEHTOB, HYKIAIOIIYXCS B

HaJUIMATUBHOMN MG,IU/LU/IHCKOIZ ITIoMoIin

IIOMOIIY



http://cr.rosminzdrav.ru/#!/schema/708
http://cr.rosminzdrav.ru/#!/schema/886

IIpunokenue b. Aaropurmbl BeaeHus MalyieHTa

1. Anroputm guarHoctuku CI'Xc

unepxonecTepuHemia (yposexs OX
= 6,7 Mmons/n nam XC-TIHM = 3.5
mMMone/n y nuy monce 18 nety nuy
monoxe 18 net, ypoeers OX >
7.5Mmone/n unu XC-NHM > 4,9
MMonb/M y ndy 18 net m cTapwe

Oa

MCNaHCepu3aUmA,

yxon
1 peabunuraumus

MoeTopHoe
cripefensHite NMNUgoe

YeTpaHeHne BTOPUUHEIX
npuymnH [XC

KPOBM

)

Het

QX = 13 Mmonb/n uK
KC-NMHM = 11 mmonein

fla Kputepun roCIXC EAS,
2014

[uarHos cooTESTCTEYET
Bozpact roCrXGC?

t

roCrxc

‘ MauymenT cTapwe 17 net?

nHI'IIr‘I,EI,bI KpoBEW

o = 6.7 mmonel/n u
XN-NHN = 3.5
MMOnbIA?

Ouarnoz CIXC
ManoBEpoATEH

Kputepun EAS, 2015

/

nHI'IIr‘I,ELbI KpOEH

s = 7.5 mmone/n
FC-NHN =4.9
MMOnb/A?

Mr

Na

unu CaimoHa bpyma 1 [

Het Het
[lMarHos COOTESTCTEYST [uardos ¢
roCrxG? ol

reCIrxc
CexeeHvpoeaHWe reHos LDRL,
APOE? PCSKSY ¢ uenbio
AansHelLUero NPOBEAEHUA
KACK3AHOTO CKPUHWHIA CPeau
POACTEEHHUKOE

2. Anroputm neueHusi reCI'XC y B3pocjibIxX

OOTBETCTEYET
IXc?

Oa

Kputepumn EAS, 2015
unu Cafmona bpyma

l

reCrxC




HEME,.'J,HKS MEHTO3HOE NeYeHWe:
OVETa, dJHSHHECKaH AKTUBHOC TE,
OTKa3 OT KypeHWA

HazHauute BEICOKOWHTEHCMBHYHD, &
NpyY HEBOZIMOMHOCTH - MaAKCUMankHO
NepeHOCHMYD Tepanui CTETUHaAMK

Na

MmeetcA nu H enepeHoOCHMOC T CTATHHOE 7 n POOON*WTE CTATHHEI

—

HasHaunTk 32eTuMub unu MHMouTop Her Oa Mpopom#uTe NeueHue,
PCSRY gononHUTENEHD WNK KaK [OCTHIHYT NI UENEE0R YPOBSHE OWCnaHcepHoe
MOHOTEPAMNUE MPW HENEPEHOCUMOCTH XC-NHMN*? HabnogeHe n
CTATUHOE peabunutauymo

!

Het

JOCTHrHYT N UENEBod yposeHs
KC-NHM*?

MpUCOSAUHNTE AOMOMHUTENBHEIR
KMACC TUMONUITUAEMUYEC KOl
Teganuu: A33eTUMKMD MK MHMMBUTOP
PCSK9Y & 32BMCUMOCTH OT TOMD, YTO
BLIND HAZHAUEHD paHee, UMK
NMN-athepes#

Het

Oa

DOCTHIHYT NK UENEE0A ypoBsHs
KC-NHM*?

HazHaunTe TDEXKOMIOHEHTHYK
Tepanuk (CTATHH (MpK OTCYTETEMM
HEMEPEHOCMMOCTH) + 33eThMub +
wHMBuTop PCSKY) u IM-adepes#

T HemepeHOCHMOCTb CTaTHMHOB OIMpefeNsieTcsl Kak HeBO3MOKHOCTb IPUHMMATD >2 CTaTUHOB
B MMUHMMAJIbHOM 3aperucTpMpoOBaHHON CYTOUHON [03e, 13-3a IIOSIBJI€HUSI CMMIITOMOB CO
CTOPOHbI MBIIIIEYHO CUCTEMBI, B YaCTHOCTH 00Jieit, c1aboCTy MM CYTOPOSKHBIX CTSITMBAHMIA,
HAUMHAIOIIMXCS MM HapacTalolmux Ha QoHe TepallMy U IpeKpallaliuXcs Mocjie OTMeHbI
CTaTUHA.

" Llenesoit yposeHb XC-JIHII 15t manmenTos reCI'’XC 6e3 CC3 aTepocKIepoTUYeCcKOro reHesa
cocTaBjisieT MeHee 2,5 MMoJib/J1, ipu Hasmunuy CC3 aTepoCcK/IepoTUUEeCcKOTo reHe3a - MeHee
1,5 MMOJIB/1.

~ Boibop mexkay a3etumumbom 10 mr/cyT mim marmbmuropamyu PCSK9 momkeH IMpoBOOUTHCS,
MCXOISI U3 HeOOXOOMMOJ ISl JOCTVDKEHMS 11eJIeBOr0 YPOBHS crereHy cHyokeHus XC-JIHII,



MIpUHMMAasl BO BHMMaHMe, UYTO 33eTMMO ymeHbiaeT ypoBeHb XC-JIHIT mpumepHo Ha 20%, a
mHrn6mTOpPHI PCSK9 - Ha 60%.

# Adepe3 TUIIOIPOTEUIOB MOXKET ObITh Ha3HAUEH M paHbIle MPU TOCTUKEHUM IIeIeBbIX
ypoBHeii XC-JIHIT Ha ¢oHe MeauKaMeHTO3HOI Tepanyuu: KOrja CyIlecTBYIOT 0O0beKTUBHbIE
IOKAa3aTe/JbCTBA I[IPOTPECCUPOBAHMS aATEpPOCKIepo3a, [ake HeCMOTPS Ha [OOCTUKeHMe
ueneBbix ypoBHeit XC-JIITHII, korma noBelllieH YpoBeHb aurionpoTrenga(a) [Jr(a)] > 60 mr/m,
KOTZ[a MUMEIOT MeCTO peCcTeHO3bl, IT0C/Ie PeBacCKyISIpUIUPYIOLIMX Olepalyii Ha COCyaax Win,
eC/I PeBaCKYISIPU3UPYIOLLYe Olepaluy Ha COCyLax MPOTUBOMOKA3aHbl MJIM HEBO3MOSKHBI.
Kpome Toro, adepes aumnomnporeumoB IOKa3aH, Korma HeobxoAyma  OTMeHa
MeaKaMeHTO3HO JUIIMACHWKAIOIIel Tepaliuu B CBSI3U C 6epeMeHHOCTbIO MPU BbICOKOM
pucke CC oC1O)KHEeHU.

3. Anroputm neuenust reCI'XC y gerein



MaumenT < 18 net ¢
reCrxc

HemeguramenToaHoe nevexne:
OWETa, hM3NUECKaA BKTMEHOCTE,
NpenoTEpalleHNE KypEHUA

BoapacT pebexra

KC-IHI Ha doke Na Het MpOACA#UTE HEMEAWKAMEHTOIHOE
HEMELNKAMEHTOIHOD

Pefasor cTapwe 8 net? . J NeveHWe, gMCnaHcepHoe
NEYeHHA v Habnioaetue

eT J:la npO,EI,DJ'IPKHTb HeEMEOWKAMEHTO2HOE

neusHue, JUCNaHcepHoe —
HabrmiogeHue W peabunuTaumo

NocTurayT nu uenesoi ypoeers XC-NHMT?

Hauats
MMNOMUMMAEMMYECKYHO
TEPANUK CTATUHAMMN

Wmeetca nu Her
HEMEPEHOCUMOC T

MpoAC#*MTE CTATHHEI
CTaTWHOE 7

)

JocTurHyT nu Leneeoi ypoeeds XC-NHMT?

HazHauuTe 33eTHMME JoNCNHUTENEHD
MW K3K MOHOTEDaNMAKD NpK L .
HENEepeHCCUMOLTH CTATUHOE

T HemepeHOCHMMOCTb CTATMHOB OIpe/ie/isieTcs KaK HeBO3MOKHOCTb IPUHMMATD >2 CTaTUHOB
B MMHMMAJIbHOV 3aperMcTpMpPOBAHHON CYTOYHON [103€e, M3-3a IOSIBJEHUS CHMMIITOMOB CO
CTOPOHBI MBIIIIEYHOM CUCTEMBI, B YACTHOCTU 60JIei, CIabOCTY MU CYIOPOSKHBIX CTATMBAHUIA,
HaUMHAIONIMXCST WJIM HapacTaluxX Ha doHe Tepanuy U MpeKpallalimuxcsl mocjae OTMeHbI
CTaTHHA.

" IleneBoit ypoBeHb XC-JIHII mast geteit reCIXC 6e3 CC3 aTepocKIepoTUUYeCcKOro reHesa B
Bo3pacte 8-10 et meHee 4,0 mmob/J1, ctapiie 10 et — MmeHee 3,5 MMOJIb/JI, a TIPY HAJIMYUUA
X0Ts 661 ogHOro CC3 aTepoCK/IepoTMUEeCKOro reHesa - MmeHee 1,8 MMOJIb/J.

Anroputm neuyenust roCI'xc



HemegukaMeHTozHOE
NEYeHNe: OMeTa, HazHauuTh BEICOKOMHTEHCHMEHYID, 3
P13Ndeckan MPW HEBO3MOXHOCTH - MaKCHMAankHO
aKTWBHOCTh, OTKA3 OT NepeHoCMMYHD TEPANUI CTATUHAMMK
KypeHUA

Oa

VIMEETCA MM HEMEPEHOCMMOCTE
CTaTMHOB?

n POOOMTENTE CTATHHGI

)

Hazraunte 33eTUMUD 1nn
3eonokymab® unu NM-adepes# Her
AONONHATENEHO MK KaK
MOHOTEDAMUHD MPY HEMEPEHOCUMOCTH
CTATUHOB

(

LOOCTUTHYT 1A UENEE0i ypoBeHs
XC-I#IEI-I'I*'?

Het Oa Mpogom#uTe NeyeHne,
AWCpaHCepHoe HaBmwogeHwe W

peabunuTauuo

LOCTUHYT N UENEEOI YPOBEHE
XE-PHT

Mpucceaunus JM-adpepes# unu
AONPAHUTENEHOLIA KNace
THMCTHMHAEMUYECKOR TEPaNMA:
336TUMKE UnK 3s0noKyMab” B
3ABMCUMCTH OT Tore, uTo Geino
H3ZHSUEHO paHee

Het

Na

DOCTUIHYT NK UENEE0H YpOBEHE
" i

Haznauute NMN-adepes# u
TPEXKOMMNOHEHTHYK TEPaNUKD (CTaTWH
MpK OTCYTCTEMW HENEPEHOCUMOCTH)

JazeTumub +asonokymab™)

T HerepeHoCHMMOCTb CTATMHOB OIpejiesieTcs KaK HeBO3MOKHOCTb TPUHMMATD >2 CTaTUHOB
B MMHMMAaJbHOM 3aperucTpMpOBAHHONM CYTOYHON [103€ M3-3a IOSIBJI€HUSI CMMIITOMOB CO
CTOPOHBI MBIIIIEYHOM CUCTEMBI, B YACTHOCTU 60JIei, CIabOCTY MU CYIOPOSKHBIX CTATMBAHUINA,
HaUMHAIONIMXCST WJIM HapacTaluxX Ha doHe Tepanuy U IMpeKpallarimuxcsl mocjae OTMeHbI
CTaTHHA.

" Llenesoit ypoBenb XC-JIHII a5t manyenToB roCTXC 6e3 CC3 aTepocKIepoTUYecKoro reHesa
cocTaBjsieT MeHee 2,5 MMoJib/J1, ipu Hasmuuy CC3 aTepoCcK/IepoTMUEeCcKOTo reHe3a - MeHee
1,5 MMOJIB/ .

A

B HacTrosmuii MOMeHT cpenu wuHrMouTopoB PCSK9 TOMbKO 2BOOKYMab uMeeT
3aperucTpupoBaHHOe rokasaHue st jeyenmsi roCI'XC.

* JIlI-adepes Ha3HAuaeTCs peryasipHO, IJIUTENLHO C TepUOSMYHOCTLIO 1 pa3 B 1-2 Hemenn
nanyeHTam ¢ roCI'’XC, HaumHas ¢ 7 J1er.

JITT-adepe3 MoskeT ObITh HA3HAUEH M paHblile, TPU AOCTMKeHUM 11e/ieBbIx ypoBHeli XC-JIHII
Ha (QoHe MeIMKaMEHTO3HOJ Tepaluyu: KOIfa CYIIEeCTBYIOT OObeKTMBHbIE TOKa3aTe/bCTBa
[IPOrpeccUpPoOBaHUS aTEPOCKIIEPO3a, NaKe HECMOTPS Ha JOCTUXKeHMe 1e/ieBbIX ypoBHel XC-



JITTHII, xorpa mosbllieH ypoBeHb umnomnporenna(a) [Jirn(a)] > 60 mr/mi, korga MMerT MeCcTo
pecTeHO3bl, IIOC/Ie  PeBaCKy/ISIPU3UPYIOILIMX  Ollepaluii Ha  CcoCcymax WM, eciau
peBacCKy/ISIpU3UPYIOLIMe Oepaluy Ha COCyLaxX MPOTUBOIIOKA3aHbl UM HEBO3MOXKHBI, KOrAa
HeoOXooMMa OTMeHa MeAMKAMEHTO3HONM JUIUACHVDKAIONIe Tepamuu B CBSISUM  C
6epeMeHHOCTbIO ITpU BbICOKOM prcke CC OCIOSKHEHMIA.

1. Anroputm auarHoctTuku CI'XC

IvnepxonecrepuHemusi (ypoBerb OX
> 6,7 mmonb/n unu XC-NHM > 3,5
MMOITB/I Y UL, Mosioxe 18 neTy nuu
monoxe 18 neT, yposeHb OX >
7,5mmone/n unn XC-NHM > 4,9
MMOMb/N 'y v 18 NeT m crapLie

A

HIET LAcHapceDitzanay i p| Yetparerme BTopiHeix
1 peabunurauvs BRI 24
A
\ 4
MosTOpHOE
onpeqerneHne NMNaos @
KpoBu
HET - p| Kpurepun roCTXC EAS,
XC-THM > 11 mmons/n 2014

\ 4

Bospact < » roCrxXc

Oa Het
MauwneHT cTape 17 net?

Jnnuasl Kposu JNvnuael kpoBu

v Yy
Be ™ st NGl pamoscne | T i TN
Mmons/n?” MarioBeponTeH Mmonb/n?’
\ 4 4 i
Kputepum EAS, 2015 Kputepun EAS, 2015
nnu Cainmvona bpyma 4

nnu Carimona bpyma

h 4 o
reCrXc 'Y > reCrXc
CekseHupoBanne reHos LDRL,
APOB? PCSKS9 ¢ uenbto
> [arnbHelLLero NpoBeaeHNs [
KackaHoro CKpUHUHIa cpeau
pOOCTBEHHNKOB

3. Anroputm neuenus reCI'XC y gerei



MauueHT < 18 net ¢
reCrxc

A

HemMeaVKaMeHTO3HOro ¢

XC-JTHI Ha dhoHe

ne4yeHna

[OCTUIHYT N LIeNeBon Y|

o0BeHb XC-JTHIM*?

HeMeOvkaMeHTo3HOe neyeHe:
[veTa, hrsuHeckast akTIBHOCTb,
NpefoTBpaLleHie KypeHus

v

BospacTt pebenka

Het
PebeHok craplie 8 net?

MpoaoMKNUTb HEMEeAKaMEHTO3HOE
neyeHre, AMCNaHcepHoe
HabnoaeHne

MponormknTb HEMeanKaMeHTo3Hoe

Havatb

rMnonuNAEMnU4eCcKyo |
Tepanu cTatHaMmun

Oa

nevyeHue, avcnaHcepHoe
HabnoaeHre U peabunuTaumnio

Vimeetca nn Het
HenepeHocUMOoCTb

CTaTUHOB ?

MpogomkuTh cTaTvHbI

HasHayuTb 33eTMUG [OMNONHUTENBHO
N1 Kak MoHOTEpanuio npu

[octurHyT nu uenesoii yposeHb XC-JTHMT*?

HenepeHoCMMOCTH CTaTUHOB

2. Anroputm j1eueHus reCI'’XC y B3pocCibIxX




HemenukameHTO3HoE neveHue:
AneTa, hr3nyeckas aKTMBHOCTb,
OTKa3 OT KypeHus

v

HasHaunTb BEICOKOMHTEHCUBHYIO, @
NP1 HEBO3MOXHOCTU - MaKCUMarnbHO
NepeHoCNMYH Tepanuio ctaTuHaMmu

Oa Hetr

MmeeTcsa nn HenepeHocMOoCTb CTaTMHOB' ? p MpoaomKUTb CTaThHBI

HasHaunTb 93eTMMIUE 1NN MHTMBUTOP Her La MponomKknTL nevexune,
PCSR9 fononHuTensbHo UM Kak o JloCTUIHYT 1V LIENEBOI YPOBEHD > ancnaHcepHoe
MOHOTEPANMIO NMPU HEMEPEHOCUMOCTN [T XC-NHM*? « HabnioneHure u
CTaTUHOB peabunuraumio
A

)

[OCTUTHYT N LIENeBoii ypoBEHb
XC-NHM*?

pricoeanHUTL AOMONHUTENbHEIA
KNacc r1nonmMnuaeMu4eckon
Tepanuu: ~a3eTumnb unn naméutop | ¢
PCSK9 B 3aBMCHMOCTH OT TOTO, YTO |
6bINo HasHaveHo paHee, Unn
NM-adepes#

Het Ha

[OCTUTHYT N LieneBoii ypoBeHb
XC-NHM*?

HasHaunTb TPEXKOMIMOHEHTHYIO
Tepanuio (CTaTiH (Npu OTGYTGTBIN
HernepeHocUMMOCTH) + 33eTUMNG +
WHrMobuTop PCSK9) un JM-adepes#

4. Anroputm neuyeHust roCI'’XC



He MeUKaMeHTO3Hoe
neyenue: aneTa,

HasHaunTb BLICOKOMHTEHCVBHYIO, a

ranyeckasn »
AKTMBHOCTb, OTKa3 oT
KypeHns
Oa
v

HasHaunTtb 33eTUMMG nnmn
3Bornokymat” unu JM-acpepes#
[OMOMHUTENBHO UMK Kak
MOHOTEpanuio Npu HenepeHoCcUMocTuU
CTaTUHOB

NP1 HEBO3MOXHOCTK - MakCUMallbHO
NEPEHOCMMYIO Tepanuio CTaTuHamm

MMeeTcs N HenepeHoCMOCTb
cTatuHoB?

Her

T

Mpuicoeaunnts NM-acpepes# unn
[OMNPIHNTENbHOBIA KIace
rUNONUNIWAEMNYECKOR Tepaniu:
93eTuMnb unun aeonokymat” B
3aBUCUMCTH OT TOTO, YTO 6bINo
HasHa4eHo paHee

JOCTUrHYT N LeneBoii YpoBEHb
XC-NHM*?

MpoaomKk1TL CTaTWHbI

[OoCTUrHyT Ny LENeBoii ypoBEHb
XC-NHM*?

\ 4

MpoAomKUTL NeveHme,
[JmMcpaHcepHoe HabnoneHve n
peabunutauunio

Het

Hasnauutb JM-adpepes# n
TPEXKOMIMOHEHTHYH0 Tepaniio (CTaTnH
(Npw OTCYTCTBUM HENEPEHOGUMOCTH)

)33eTMmnG +3BOMoKyMatd™)

JocTUrHyT nu UeneBoii ypoBeHb
XC-NH*?




IIpunokenue B. Undopmaiius 151 malMeHTOB
CEMEMNHAS TUITEPXOJIECTEPUHEMUS

Ymo maxoe 2unepxoiecmepuremus?

CemeliHasi TullepxojecTepuHeMMsi — 3TO HaC/lIeICTBeHHOe 3abosieBaHMe, MPU KOTOPOM
reHeTuYecKoe MOBpeXAeHMe SBJISIeTCS IIPUUYMHON BBICOKOTO YPOBHS XOJIeCTepUHA KPOBU U
repenaeTcsl U3 MOKOJEHMST B IOKOJIEHMe, MHOIIa BO3MOXKHA Tepefaua 3abojeBaHusT yepes
rnokoneHue. I'urepxonectrepHeMuss O3HAYaeT BBICOKUIM XOJeCTepUH KpOBU. Tur
X0JIeCTepMHa, KOTOPbIN CIiel(UYHO MOBbIIIAETCS IIPY CEMEHOM IuepxoiecTepuHeMUn —
X0JIeCTEPUH JIMIIONPOTEUL0B HU3KOM IoTHOCTU (XC-JIHII).

CemeitHas  rumnepxojiecTepMHeMusi - OOHO M3  Hauboliee  pacIIpOCTPaHEHHbIX
HaC/IeICTBEHHbIX 3aboneBaumii. [Ipubmmusurensuo 1 u3 200 4venmoBeK B Mupe MMeeT
reHeTU4YeCKue IOBPEXIEeHMS, SBJISIONMECs MPUUMHOM CeMEeHOM TUIlepXojieCTepUHEMUN.
Eciu onyiH U3 poauTesieit MuMeeT ceMeliHyI0 rumepxoiecTepuHeMuio, To B 50% ciyyaeB oHa
OymeT y ero cbiHa UM IOUEP.

CemejiHast TUIepPXoaeCcTepUMHEMMS CBSI3aHa C MOBBIIIEHHBIM PUCKOM CEPIEeUYHO-COCYIMUCThIX
3a001eBaHMii. PUCK pas3jamuaeTcss OT CeMbM K CEMbe M 3aBMCUT OT YPOBHSI XOJIeCTEPMHA,
OPYIUX HaCIeACTBEHHbBIX (haKTOpPOB, (haKTOPOB 06pasa sKM3HM, TAKMX KaK MUTaHNMe, KypeHue,
ypOBeHb (P13MUeCcKoii aKTUBHOCTHM, ¥ Jaske OT TOr0, MY>KUMHA Bbl MM KeHIIMHA. JKeHIIMHBI
C ceMeliHOi rurepxosiecTepuHeMueii 3a60/IeBal0T CepaeuHO-COCYIMUCTHIMM 3a00/IeBaHMUSIMMU
B Bo3pacTe 55-60 sieT, a My>kuMHbI - 45-50 jieT. Ba)kHO KaK MOKHO paHbllle (MaeaabHO B
IEeTCKOM BO3PacTe) BBISIBJISITh U MMPABUIbHO JIEUUTh CEMEIHYIO TUIIePX0eCTePUHEMMIO, TaK
KaK 9TO 3HAUYMTEIbHO CHUKAET PUCK Pa3BUTHS CEPAEUHO-COCYAMUCTHIX 3a60/1eBaHMIA.

BAJXHO

CemeliHas ezunepxonecmepuHemusi Haciedyemcss u nepedaemcsi 8 cemve. Hanuuue 8v1COK020
xoJjlecmepuHa Kposu, 0co0eHHo 8bicok020 XC-JIHII, nosviuiaem puck paHHezo Hauauia cepoeuHo-
cocyoucmslx 3a60,1e8aHULL.

YTo TaKkoe Xo/IeCTepyH JIUIIONPOTENJ0B HU3KOM IVIOTHOCTU?

XosecTepuH — 3TO XMPOBasi CyOCTaHIMSI, KOTOpass HeoOXoauMa HalleMy OpraHu3My [JIst
IIOCTPOEHMSI KJIETOK, CMHTEe3a TOPMOHOB M IIPOM3BOMACTBA >KEJIUYHBIX KUCJIOT B IE€UYEHMU.
OpHako BBICOKMI YPOBEHb XOJeCTepUHA B KPOBU MOMKET IPUBOAUTH K TOMY, YTO JIUIIHUNA
XOJIeCTepyH HaKaruIMBaeTCsl B CTEHKAaX KPOBEHOCHBIX COCYHOB, UTO BeleT K 00pa30BaHMIO
aTepPOCKIEePOTUUECKMUX OJISIIIIEK, CYsKAIOIIMX ITPOCBET cocymaa. YacTo aTepocKIepoTUIecKyue
OJISIIIIKM  CY>KMBAIOT IIPOCBET apTepuii, KPOBOCHAGXKAIOIIMX >KM3HEHHO BaskHble OpTaHbI
Halllero opraHuMsma: cepple, TOJOBHOM MOS3T, IOYKM M [Op., YTO MOXKEeT MNPUBOIUTH K
PasBUTUIO CEePHE3HBIX CEPHEeUHO-COCYAMUCThIX 3aboneBanuit. XC-JIHII — 3TO dacTuilbl,
KOTOpbIe COAepKaTCs B KPOBU U SBJISIIOTCSI TPAHCIIOPTHOM CUCTEMOV, KOTOpasi IepeHOCUT
XO0JIeCTepUH OT OOHMX KJIeTOK Haulero opraHmiama K apyrum. Yactuuel XC-JIHII umeror



CrielManbHblii  TIPUCOeNMHEHHBI  0eJ0K, Ha3bIBAIOIIMIICS  aIlloauUIIONpoTeMH  B.
AnonunonporenH B HamomoOmue mocrta cBsi3piBaeT yacTtuibl XC-JIHIT ¢ KjieTkaMy Balllero
opraHusma, Kotopble umeroT JIHII-penernTop. PelienTop mnomoraeTr KjieTKaM «y3HAaBaTb»
vactuubl XC-JIHII. Ecmu penenTtop mim 6eIOK amoJUIIONPOTeMH B «paboTarmT» IIJIOXO, TO
YpOBEHb XOJieCTepyHa B Ballleil KPOBU IIOBBLILIAETCS. OTO SBJISETCS IMPUUYMHON CeMeMHOM
rUIepxojecTepyuHeMU.

BAJXKHO

JlunonpomeuHsl HU3KOU NJIOMHOCMU mMpAHcnopmupylom xojieCmepuH 6 edauleli Kposu K
kaemxkam. XojnecmepuH HYx#eH O7is CMpoumenbcmea KJAemok, npou3soocmeda 20PMOHO8 U
npouseoocmea xeauHoix kuciom. Oovako, ecnu XC-JIHIT ciuiukom MHO20, OH HAKANJIUBAEMCS 8
CMeHKax KPoB8EeHOCHbIX cOCYyd08 8 8ude amepocKaepomuueckux Onsiex.

IIpuuuHsl cemeliHoli 2unepxonecmepuHemuu

OcobGeHHOCTHM, KOTOpble MbI HacjaegyeM OT pOINUTesIel, OIpenensioTcss uHbopmalueii,
xpansmieiics B JTHK. THK comepsKUT reHbl, B KOTOPbIX HaxXOAUTCSI MHGOpMAaLMsI O BCeX
XapaKTepuCTUKax opraHmsma. MiameHeHMs1 B reHax MOTYT ObITh IPUUYMHOI HACaeICTBEHHbBIX
3abosieBaHMii. B OONBIIMHCTBE CayyaeB, IIpU CeMEeHON TuiepxojiecTepuHeMUN 3STU
U3MEHEeHMSI HaxoAsiTCd B TeHe, KOTOpblin Kkomupyer JIHII-peuentop. ITOT peLernTop
pPacCIIoIOKeH Ha MOBEPXHOCTU KJIeTOK U yaasnsieT yactuilbl XC-JIHIT u3 kpoBu. VIsMeHeHUs B
redHe JIHII-penentopa IpUBOASIT K TOMY, YTO OH TepseT CHOCOOHOCTh K YAaJeHMUIo
X0JIeCTepUH-COoAePsKallUX YaCTULL U3 KPOBMU.

BONbIIMHCTBO JIIOAEH C CeMeitHO runepxoiecTepyuHeMeli HacaeayoT OauH JedeKTHbIi TeH
JIHII-peuennTopa OT OJHOIO M3 poauTesei, U OOUH HOpMaJibHbIN reH JIHII-peuernitopa ot
npyroro poautesisi. CieqoBaTe/bHO, OHM MMEIOT TOJIbKO 50% HopMmanbHO paboTratomyx JIHIT-
pelernToOpoOB Ha MOBEPXHOCTU KJIETOK. JTO BeeT K TOMY, UTO y HuxX ypoBeHb XC-JIHII B
KPOBM 3HAUMTEIbHO ITOBBIIIEH C CAMOI'0 POKIEHMS IO CpaBHEHMIO C JIIAbMIU 0e3 ceMeitHOM
rurepxonecrepuHemun. TakuMm obOpa3oM, y JIOfeil C ceMeliHOl rumepxojiecTepuHeMment
BbIIIIE€ PUCK PA3BUTHS aT€POCKIEPOTUUECKIUX OJISIIIIEK U CepAeUHO-COCYAUCTBIX OCIOKHEHNIA,
KOTOpbIe MOTY pa3BUBATbCSI B MOJIOAOM BO3pacTe.

BAJXHO

TIpuuuHoli cemetiHotll 2unepxosiecmepuHeMuu s187110MCS1 U3MeHeHUsl 8 2eHe, Komopbllli Kodupyem
JIHIT-peuenmop. lepexmmuoiti JIHII-peuenmop He moxcem ydanrame XC-JIHII u3 Kposu.
H36b61mok xonecmepuHa HaKanu8aemcs 8 CMeHKax KPo8eHOCHblX cOCY008, Npusodst K pa3eumuio
cepdeuro-cocyoducmoix 3a001€8aHULIL.

Kak moxcHO 3anodo3pump cemetliHylo 2unepxoJiecmepuHemuiro?

CeMelHYI0 TUMEPXOJIeCTePUHEMUIO MOXKHO 3alof03pUTh, KOrJa B CeMbe eCTb Ciaydyau
paHHero Havaja CepaeuHO-COCYAMCThIX 3abojeBaHuit. Tak, ecaM KTO-TO U3 UJI€HOB C€MbU



repeHec MH@apKT MMuoOKapaa (CepoeuHblii MPUCTYIT) MM MO3TOBOI MHCYJIbT B BO3pacTe
paHee 50-60 jeT, 3T0 MOXeT ObITb CAeICTBMEM BBICOKOTO YPOBHS XojecTepuHa. B Takux
CIyJyasix PeKOMEeHIyeTcCs ONpeleNuThb IoKas3aTeau JUIUIHOTO MPOodus KPOBU Yy UIEHOB
CeMbM MaleHTa:

- IUMIUOHBIV TPOPUIIb OTpenessieT pasjinyHble TUIIbI JTUIIONPOTEUA0B B KPOBU, TaKMe KaK
0o0IIMit  XOJMecTepuH, XOJeCcTepuH JUMONMPOTeUaAOB HM3KoM rmioTHoctu  (XC-JIHID),
X0JIeCTePUH JIMIIONIPOTENIOB BbICOKOI INIOTHOCTU (XC-JIBII) U Tpurnniiepmabl.

- IMAarHOCTUPOBATb U JIEUUTh CEMEIHYI0 TUIIEPXOJeCTePMHEMUIO BaXKHO YK€ B HETCKOM
Bo3pacre. JleueHne 6Gosee 3(DGeKTUMBHO, KOrJa OHO HAYMHAETCSl paHO M OO0 TOro, Kak
HaKoIlJIeHMe  XojlecTepyMHa B  CTE€HKaX COCYdOB  IPUMBOAUT K  0OpasoBaHUIO
aTepOCKIEPOTUUYECKUX OJISIIeK, CUMJIbHO CYKMBAIOIIMX ITPOCBET KPOBEHOCHBIX COCYIOB, U
MIPUBOASIINX K Pa3BUTUIO CEPIIEYHO-COCYAMCTHIX KaTacTpod — MHGPAPKTOB U MHCYJIbTOB.

ECThb HECKOJIbKO BHEUIHMX IIPM3HAKOB, KOTOpPble MOTYT ONpenensTbCs MPU CeMENHON
TUIIEPXOIeCTEPUMHEMUM: YTOMIIEHME CYXOXKWUJIMI WM JKeJITOBAaThble OJSIIKM BOKPYT IJIa3
(KcaHTenma3Mbl), HO OHM He Bcerma ObIBAIOT Y  IAllMEHTOB C  CeMEeIHOI
ruriepxonecrepuHeMuent. MiHorma xonecTepuH OTK/IALbIBAETCS B pagykKe (LBETHOM 4acCTH)
1yiasa B BUJe apKu (JIMIIMOHAS Oyra pOrOBUILLI).

BAJKHO

CemeliHas zunepxojiecmepuHemuss Moxcem Oblmb 3anodo3peHa y Ji00ell, Komoposle umewm
paHHee HAUAI0 cepOeuHO-coCyoucmolx 3a60e8aHuUli 8 meueHue HU3HU 8 COUeMAaHuu ¢ 8bICOKUM
YpOo8HeM XoJiecepuHa 8 Kposu. POOCmeeHHUKU MaKux nauueHmos 00JxcHbl onpedenums y cebs
nokasameJu JUNUOHO20 NPOPUIA.

Kak duaznocmupyiom cemeiiHyto zunepxojiecmepuxHemuio ?

CeMeiiHYI0 TUIIEpXOJeCTEPUHEMUIO [OUArHOCTUPYET Bpady, IIPUMMEHSSI CIle[MaJbHO
paspaboTaHHble  OMATHOCTUYECKME  KPUTEepUM, YUUTHIBAIOIIME  IIeJIblii  KOMILJIEKC
KIMHNYEeCKUX (YpPOBeHb XOjecTepuHa, Hajluuue CYXOKWJIbHBIX KCAaHTOM, 3abojeBaHMUiA,
00YyCJIOBJIEHHBIX aTePOCK/IepPO30M y MallMeHTa U UJeHOB €ro CeMby U Ip.) U TeHeTUUEeCKUM
dakTopoB. [l reHeTMUECKOro obcaemoBaHusl uconb3yioT JHK, BeIgeneHHYI0 U3 KJIETOK
KpoBu. CeMeiHYyI0 TUIIEPXOJecCTePMHEMMIO IMATHOCTUPYIOT, Haxonasi medeKkT TIeHOB,
HaripuMep, reHa JIHII-penienTopa. Banskue poacTBeHHUKY, TaKMe KaK POAUTENN, 6paThs U
CecTpbl U IeTH IallMeHTa C CEeMeIHOI TuilepxojecTepuHemueii, umeoT 50% puck Takke
UMeTh 3TO 3aboneBaHue. O6C/IemOBaHNMEe UYJIEHOB CEMbU SIBISETCS K/IIOUEBBIM IJIS paHHEn
IVMarHOCTUKY CeMeHOM IUIlepxoieCTepuHeMUN.

BAJXHO

CemeliHas 2unepxojecmepuHemuss OUAZHOCMUPYeMcs HA OCHOB8AHUU KAUHUYECKUX OAaHHbIX U
2eHemuueckozo o00cnedosaHus. BeiseneHue onpedeneHHblX Mymauuii 8 psade  2eHO08,



0MBemMCmMeeHHbIX 3a passumue cemeliHOl 2unepxojecmepuHemull, Nn0360Jsem He MmMoJIbKO
noomeepoums duazHo3 y 00cnedyemoz0 uenosekd, HO U hposecmu mecmuposaHue OaU3KUX
UJIeH08 €20 Cembll C Yenblo paHHell OudzHOCMUKU 3mo2o 3a601e8aHusl.

B kakom 8o3pacme Hy»#HO OUZHOCIMUPOB8AMs ceMeliHyio 2unepxojiecinepuHemuro ?

JItomy ¢ ceMeifHO rUmnepxojiecTepyuHeMyei 0ObIYHO MMEIOT BhICOKMIA OOIIMII XOJIeCTEPUH U
BbiCOKMIT XC-JIHII ¢ poxneHus. PekomMeHIyeTCSI POOUTENSIM, MMEKOIIMM CeMEeHYIO
rUIepxojecTepMHeMMio, obpalllaTbCsl K Bpauy s 00caeloBaHMUSI CBOMX JeTeil M0
OOCTVKEHMSI MMM IIKOJIBHOTO BO3pacTta. IloaTBepkaeHMe OMarHosa BaXHO B I€TCKOM U
IOHOIIIECKOM BoO3pacTte. YeMm paHbllle M3MEHUTb AUETY, MUILEeBble MPUBBIYKM U HaA4aTh
JeyeHue, TeM MeHbIllle OymeT PUCK PasBUTUS aTepocKiepo3a U CBSI3aHHBIX C HUM
OCJIOKHEHUN.

BAJKHO

B cembssix ¢ OuazHOCMUpOBAHHOU CeMeliHOU  2unepxojiecmepuHemueli pekomeHoyemcs
mecmuposarue demeii 071 JuazHOCMUKU 3moz20 3aboziesaHus 00 80CbMUJIEMHez0 803pacma.
Dmo no3eo/is.em nposecmu HeoOX00UMY KOppeKuuio numaHusi u obpasa xu3Hu pebeHKa, a
makce npu Heo6xodUMOCMU HA3HAUUMb eMy P pekmusHoe neueHue.

Kak moxcno ymenvuuums XC-JIHIT?

CHM3UTb XOJIeCTePUH MOYKHO ITPM IOMOIIM AMETbl, PeryasspHoi (u3mueckoii aKTMBHOCTH,
0TKa3a OT KypeHMsI U IIpUMeHeHUs CIellMa/IbHbIX JIeKAaPCTBEHHbBIX ITPernapaToB.

Vi3MeHeHMsI B IIMTAHUM — TIEPBbIN LIAr B CHMYKEHUM YPOBHS XOJIeCTepuHa IJisl BCeX JIIoei C
ceMelHOM rumnepxonecrepuHeMuein. IsmeHeHus B IyeTe MOI'YT CHU3UTD XOjecTepuH Ha 10-
15%.

Iist momeii ceMeiHOM TuUIepxojaecTepyuHeMMeil 3TOr0 CHMKeHMsI ObIBaeT HeJOCTaTOYHO,
[I03TOMY HA3HAYalOTCSI XOJIeCTepMHCHIOKAwIIMe 1pernaparbl. llenp nedeHus (oueTsl U
JIeKapCTBEHHBIX MperapaToB) - CHU3UTD ypoBeHb XC-JIHIT HMske 2,5 MMOJIb/JT Y B3POCIBIX U
HIDKe 3,5 Mmoinb/n y neteit. JIns Tex meteit u B3pocibix ¢ CIXC, KTo yke uMeeT 3abojieBaHue
cepaua u cocynoB, XC-JIHIT momkeH ObITh HUKe 1,8 MMOJIb/JI.

Korma uesnoBek HacienyeT nedeKkTHBI reH OT 06oux poautesneit, JIHII-peliennTop MoOXXeT
TIOJIHOCTBI0 OTCYTCTBOBAaThb B KJeTKax. B 3TOM ciayyae uMMeeTCsI MeCTO 3SKCTPeMalbHO
BbicOKOe TmoBbilieHne XC-JIHII, mjasi CcHUKeHus KOTOPOTO Hapsany C [OUeTOM U
JIeKapCTBEHHbIMM IIpernapaTaMy HeOoOXOOMMO IIpoBefeHMre peryaspHoi (Kaxabple 1-2
Helenu) Tpoliedypbl, HalpaBIeHHOI Ha MexXaHMUyeckoe yrajeHue U3 KpOBU U30bITKA
xojiectepuHa. Takas nmpolenypa nomxyunnaa Ha3BaHue JIII-agepes.

BAJXXHO



H3smeHeHUuss 8 numaHuu moz2ym cHu3ume xoaecmepur JIHII Ha 10-15%. [lna nauuenmos c
cemeliHoll eunepxosecmepuHemueli 3mozo moxcem Oblmb HedoCMAamouHo, noamomy oduemy
cedyem KOMOUHUPOBAMb C NPUEMOM MeOUKAMEHIMO08, CHUMAWUX YPOB8eHb Xo/lecmepuHa. s
msi#ceNvlx (popm cemetiHoll 2unepxosecmepuHemuul 0ONOJHUMENbHO Moxcem Oblmb NPpUMEHEHA
mexHoJi02usl ouuuleHus Kposu om u3bsimka xonecmepuxa (/IHIT-agepes).

Kaxk duema deticmeyem na xonecmepus JIHIT?

Bce Xupbl B mulle SIBIASIOTCS CMECbI0 HACBILIEHHBIX Y HEHACBIIEHHBIX XUPHBIX KUCIOT.
HacplillleHHbIE >KMPHBbIE KUCIOTbl HAXOOSATCS B MPOAYKTAX >XMBOTHOTO ITPOUCXOKIEHUS
(MOJIOUHbBIE U MSICHBIE), TBEPAIX MaprapMHax U B OO/IbIINHCTBE BUIOB IeUeHbsl, 6MICKBUTOB,
KeKCOB, dacT-dye. DTU HaChIllleHHbIE KMPHbIE KUCIOThI MOBBILIAIOT X0JIeCTepUH, B OTIAUYUN
OT HEHACBIIIEHHBIX KMPOB M3 PaCTeHMil U PbIObI, KOTOpble CHMXKAIOT UM OEiCTBYIOT
HeiTpanbHOo Ha XC-JIHIIL.

Huskoe 1morpebaeHne XolecTepuHa PEKOMEHIOBAHO JIIOASIM C BBICOKMM YPOBHEM
XojecTepuHa B KpoBuU. Hambosblllee KOJMYECTBA XOJIECTepUMHA B IIMUINE COHEPSKUTCS B
MIPOIYKTAaX >XMBOTHOTO ITPOMCXOXKIEHMS, TaKMX KaK SMUHBbIE KEJITKM, IOTPOXa, MSICO U
SKMPHBIE MOJIOUHbBIE ITPOIYKThI, HAIIPUMEP, ChIP, CJIMBKU ¥ MacJIo.

JKupHas pei6a u pbiOMit KUP HACBIIEHbI OMera-3 >XMPHBIMM KMUC/IOTaMM, KOTOPbIE MMEIOT
omaronpusiTHeIN 3Pderr. Omera-3 TakKe CHIKAIOT YpPOBEHb TPUIIMLEPUIOB. s
obecrieueHMs JOCTAaTOUHOIO MoTpebeHnst OMera-3 peKOMeHIyeTCsI eCTh SKMPHYI0 MOPCKYIO
pBIOY He peske ABYX pa3 B HEIEeo.

biaronpusTHoe BO3[EICTBME HA YPOBEHb XOJeCcTepMHa OKa3bIBAalOT  BOJIOKHA,
cofepsKalyecss B KpyIHO3ePHUCTBIX KYKYPY3HbIX U 11€IbHO3€PHOBBIX 3/IaKOBbIX MPOAYKTAX,
6000BbIX, rOpoxe, (PpyKTax, Arogax ¥ OBoOIIaxX. PacTuTenbHbIe BOJIOKHA, IOTPEOIISIEMbIE C
MMIIeN, CBSI3bIBAIOT B KMILIEYHMKE MOCTYIIMBIINIA C €0i1 X0JeCcTepuH. DTO IIPUBOIUT K TOMY,
UTO yMeHbIlIaeTCs BcacbiBaHMe XOjieCTepMHa M3 KUIleYyHMKa, a, CJefoBaTelbHO, U €ro
KOHIIeHTpalusi B KpoBU. Kpome TOro, mpomyKThl C BBICOKMM COJepKaHMeM KIeTU4aTKU
SIBJISTFOTCSI BQ&YKHBIM MCTOYHMKOM BUTAaMMUHOB, MMHEPAJIOB ¥ aHTUOKCUIAHTOB.

Kakas duema pekomeHndosaHa npo cemeliHoli zunepxoJiecepuHemuu?

[IuTanue AJjIs1 UL, C CeMEeHOM TUIlepxojgecTepMHeMMeil JODKHO ObITh Pa3sHOOOPA3HBIM U
cbanmaHcHMpoBaHHBIM. [IjIs1 meTeli ¢ ceMeliHON TuIlepxojecTepuHeMueii cobioieHne aMeThbl
OO/DKHO TIOAKPEIUISIThCSI M3MEHEHMeM IIMTaHMS IJis BCeX UJeHOB CeMbM. BaskHO, UTOOBI
MIPUBBIUKYM 300POBOTO MUTAHMS YCTAHABIMBAIMCH KaK MOKHO paHbliie. FI3sMeHeHMe OUeThl
TpeOyeT BpeMeHM, YaCTO MecsileB WiM JieT, U TpebyeT peryaspHOro HabmoaeHNs
KIVMHUYECKUM [UETOJIOTOM Wi Bpadyom. To, UTO BBl eOuTe peryasipHO, O4eHb Ba>KHO!
Cny4yaiiHble OTKJIOHEHMSI OT PEeKOMEHAYyeMOW OMeTbl He MPUBOMAT K ITOBBILIEHUIO YPOBHS
X0JieCTepuHa B KPOBMU.

BAJXHO



ITamb 8axcHbIX pekomeHdayuti Ons cOANaHCUpPOB8aHH020 NUMAHUSA:

* ynompebstime MeHblle HUpd, 0COOEHHO MeHblULE HACbIUEHHO20 HUPQ,

® 3aMeHUmMe HACbIUEeHHDBIE HCUPbl HEHACHILWEHHbIMU HUPAMLU,

* euwibme 6oJblie NPOJYKMO8, codepicaijux Kaemuamky, 080w U ppyKmol Kaxoblii OeHb,

e ynompe0stime MeHblle NPOOYKMO8 C 8bICOKUM COOEPHCAHUEM XOleCMepPUHQ,

® 02pauubme KoaUUeCMa80 NUWU U HaNUMKO8 C 8bICOKUM COOEPHAHUEM Caxapd Uil aako2osl.

Kak smekapcrBeHHble npenaparsl BausiioT Ha XC-JIHII?

JlekapcTBa, KoTopble MOryT CHU3UTh XC-JIHII, yBenmnumBatoT konmuectso JIHII-peuentopos,
yTOoObI Jyuiiie noriomath XC-JIHII m3 Baineit KpoBu. ViaMeHeHUSI B NUTAHUM TOJIKHbI
coueTaTbCsd C MeIMKAMEHTO3HBIM JiedeHMeM, YTOObl CHM3UTb YPOBEHb XOJiecTepuHa 0
HEeOXOIMMOI'0 YpOBHS. JleKapCTBeHHas Tepanus OJs CeMEeNHON TUIlepXojecTepuHEMUN
TIPUMEHSIETCSI He TOJIbKO Y B3POC/bIX, HO U Y JIeTel. Y neTel C MOATBePXKIeHHOM CeMeiHOM
ruUIepxojecTepuHeMueil peKOMeHAyeTCsl HauMHaTh MeauKaMeHTO3Hoe jieueHue ¢ 10 ser.
JleueHne [O/DKHO OBITH [JIMTEIbHBIM, OHO IIOMOXKET M30eKaTb pPa3BUTHUS CepPIeYHO-
COCYAMCTBIX 3a00/I€BaHMIA.

Kakue nekapcmeenHole npenapamot cHuxcarom XC-JIHIT?

JlekapcTBeHHbIe cpencTBa, cHkawmnye XC-JIHII, BKIOUAIOT CTaTMHBI, MHIMOUTOPHI
TIOTJIONeHNsT XojecTepuHa u MHrMbuTopbl PCSK9. Bail Bpau MOXKeT J1eUMUTh Bac OOHUM WU
HECKOJIbKMMM U3 9TUX TUIIOB JieKapcTB. Eciyu XC-JIHIT cHMskaeTcs 10 He0OX0aMMOT0 YPOBHS,
OTJIOKEHMEe XoJieCTepMHAa B KPOBEHOCHBIX COCyHax M BOKPYr IVIa3 WM CYXOXWINM
YMEHBIINUTCS.

IIouerzy 8JiCHOE 3HAUYEeHUe uMmeem JledeHue 8 meueHue OnumeabHOz0 epemeuu?

OpranuMsm MpOU3BOOUT XOJIeCTEPUH TIIOCTOSIHHO. OmHako Yy Jogein ¢ ceMeiHoun
TUIIepXoecTepMHEeMMEN 13-3a TeHETUUYEeCKOTo JedeKTa HapylleHa ClIOCOOHOCTh OpraHmu3Ma
K yIOaJIeHuI0 M30bITOYHOTO XojiecTepuHa. JleKapCTBEHHbIE IIpernapaThl CIIOCOOCTBYIOT
BOCCTAHOBJIEHMIO 3TOi criocobHocTu. Kak Tonbko XC-JIHIT ymeHbIIMICSI B pes3yibTaTe
JeueHus, BAXKHO IPeIOTBPaTUTh €ro MOBTOPHOE MOBbIIIEHNEe, KOTOpoe OymeT Hen30eXHbIM
IIpy OTMeEHe IperapatoB. IloaToMy JIF00607 UeI0BEK C CeMENHOJ TuUIepxojiecTepuHeMuent
IOJDKeH IIOCTOSIHHO IIPUIEPKUBATHCS AMETHI, 340POBOro oOpasa >KM3HU ¥ IIPUHMMATh
rpernaparbl, CHMKaI/e YPOBeHb X0JeCTepuHa.

Ymo makoe cepdeuHo-cocyoucmeie 3a001e8aHUs?

3abosieBaHMsI cepAlia ¥ KPOBEHOCHBIX COCYIOB, BbI3BaHHbIE aTE€POCKIEPO30M, OTHOCSITCS K
CepaevYHO-COCYIMUCThIM 3a00/1eBaHMSIM. ATEpPOCKIEPO3 COIIPOBOXKIAETCSI HAKOIIEHMEM KMpa
(BKJIIOUASI XOJIECTEPUH) B aTepPOCKIEPOTUUYECUKMX OJISIIIKaX, KOTOpbIe CYKMBAIOT ITPOCBET
KPOBEHOCHBIX COCYIOB, UTO MOXET MPUBECTU K HAPYIIEHUI0 KPOBOCHAOKEHMS KM3HEHHO
Ba)KHBIX OPTaHOB: cep/ilia, FOJIOBHOTO MO3Ta, Movek 1 ap. Ecin aTepockiepos pa3BUBaeTCs B



KPOBEHOCHOM COCY/Ie, AOCTABJISIIONIEM KPOBb K CEPJITY, TO BO3HUKAET UIlleMuuecKkasi 601e3Hb
cepniia, Haubosee TPO3HBIM IPOSIBJIEHMEM KOTOPOil sBisgeTcs MH@apKT Muokappa. Ecim
aTepPOoCKIepPO30M MOPaKAeTCsI KPOBEHOCHbI COCY/I, KPOBOCHAGXKAIOIIMIT TOJIOBHOI MO3T, TO
BO3HMKAeT HapylleHue MO3[OBOIO KpOBOOOpalleHMsI, IMPOSBISIONeecss B  BUJIE
TPAH3UTOPHON UIIeMUUECKOI aTaKy UM MHCYIbTA.

BAJXXHO

CepdeuHplil npucmyn u UHCYJbM S6J10MC  KOHEUHbIM pe3yJbmamom amepocKjepo3d.
Amepockiepo3 - 3mo Cyx#eHue KPOBEHOCHbIX COCYy008, 8bI36AHHOE HAKONJIEHUEM X0JleCepuHa u
gocnajieHuem, ¢ obpaszosaquem oaawku. baswka ymeHsuiaem pasmep npoceéema Kpo8eHOCH020
cocyoa. ITospexcoeHHas OAAUIKA MOXem 8bl386amb 00pA308aHUe C2YCMKA KPosu, hpusodsiee K
0ueHb ObICMPOMY CYyHEHUI UTU 3aKYNOpKe KPOBEHOCHO20 COCyOa.

Kakue cyuwiecmeyrom ¢akmopet pucka?

dakToppl pUcKa - ITO 0coOeHHOCTM (OMOJOrMUecKue, IICMXOJOTMUYecKue  WIn
JKOJIOTUYECKME), KOTOPbIE TOBBINIAIOT BEPOSITHOCTh PAa3BUTUS aT€POCKIEpPO3a U CEpAEeUYHO-
COCYOMCTBIX 3abosieBaHMii y uenoBeka. OgHMM 13 Hambosjee BaskHBIX (AKTOPOB pucKa
CepaevyHO-COCYIMUCThIX 3aboyieBaHMii SIBSIETCSI BbICOKMIA ypoBeHb XC-JIHII. K ppyrum
dakTopaM pucKa OTHOCSITCSI caxapHbIii OuabeT M BBICOKOE apTepuaabHOe [1aBlieHNeE,
KOTOpble B CBOI0 oOuepelb MOILYT ObITb pe3yJIbTaTOM M30BITOYHOI MacChl Tea,
HeIOCTaTOYHOTO TMOTpebseHMsT (GPYKTOB U OBOINEl, HMU3KOI (Pu3nueckoii akKTUBHOCTMA.
PerynsipHbie husmueckue yrpaxkxHeHMs CIIOCOOCTBYIOT He TObKO CHIKEHMIO MacChl Tejia, HO
“ O6JIaTOTBOPHO BIMSIIOT Ha JIMIOMAHBIN Tpoduab, cHmwKasi ypoBeHb XC-JIHIT u
TPUITINLIEPULOB, U NOBLILIAS YPOBeHb xonecTepuHa JIBII ("xopoiunit xonectepun").

KypeHne yBenuumBaeT PUCK Pa3BUTUSI CEePIEUHO-COCYAMCTHIX 3aboseBaHMM, Oaske ecin
ypOBEeHb XOjlecTepuHa B KPOBM HOpPMajbHbI. Tem 6ojiee OHO OMACHO MJISI MALIMEHTOB C
ceMeinHON rumnepxonecrepuHemuein. KypeHue BbI3bIBaeT OOMOJIHUTEIbHOE MOBpPEXIeHNe
KPOBEHOCHBIX COCYIOB ¥ CHMWXaeT B KpOBU YypoBeHb XojectepuHa JIBII ("xopornii
xoniectepun”). IlaliMeHThI ¢ cCeMelHOM rurepxonecTepuHeMueit, He ToayJalolle jJjeueHune,
UMeloT B 25 pa3 6osee BBICOKMIT PUCK PasBUTUSI CepAEUHO-COCYAMCThIX 3aboseBaHMil T10
CpaBHEHMIO C JIIOAbMMU, HE UMEKIIMMM CeMEeNHON IuIepxonecTepuHeMui. Y He Jle4eHHbIX
OOJIbHBIX C CEMEIHOI TUIIepXoIeCcTepUHEMIEN, KOTOPbIe TAKXKe KyPST, PUCK YBEJIMUMBAETCS
B 75 pas!

Kpome TOro, cepmeyHO-COCYOMCTbie 3abojieBaHMSI pPa3BMBAIOTCS dalle C BO3PacTOM, U
MY>KUMHBI 3a60/1€BaIOT MMM IIpUMepHO Ha 10 jieT paHblile, yeM KeHIIMHbI. Ecn y yenoBeka
€CThb HEeCKOJIbKO M3 MepeurcieHHbIX (PaKTOPOB PHUCKA, TO BEPOSITHOCTb Pa3BUTUS CEPAEUHO-
COCYIMCTOTO 3a00/1eBaHMs y HET'O ellle BbIIIe.

MoxHo U CHU3UMb puck cepoeuHO-cocyoucmelX 3abosiesaHuii npu cemetiHOl
2unepxoyiecmepuHemuu?



HOA! UccnemoBaHus IMTOKa3bIBAKOT, UTO CHMKeHMe ypoBHS XC-JIHII cHusKaeT pucK cepaedyHo-
COCYIMCTBIX 3aboseBaHMii. BepoSTHOCTb BO3HMKHOBEHME aTepOCKIepOTUUeCKMX OJsiiiex
3aBucut ot ypoBHs XC-JIHII 1 nauTeibHOCTY ero BO34eCTBUS Ha CTeHKY CoCyaa. YeM Bbile
o6a aTuX ¢akTopa, TeM paHbllle pa30BbeTcsl arepockiaepo3. IToHmwkass ypoBHu XC-JIHII,
MOXHO 3HAUMTEJIbHO CHU3UTH PUCK Pa3sBUTUSI CePIeYHO-COCYAMCThIX 3aboeBaHUiA,
CBSI3aHHBIX C aTepoCKIepo30M. BakHO Kak MOXHO paHblile HauaTb cHukeHue XC-JTHII.
[IpekpailleHne KypeHMsI U KOppeKuus Apyrux (pakTOpPOB PUCKA, O KOTOPBIX TOBOPUIOCH
BbIIlIe, MMeeT pellarllee 3HAuUeHue OJis1 OOTOJHUTENbHOrO CHVKEHUS PUCKA Pa3sBUTUS
CepaevuHOo-COCYOMUCThIX 3a001eBaHMIA.

TAKHUM OBPA30OM:

e CeMeitHasti  TUIIEpXOJeCTepMHEMMUSI  SBASETCS  HacJleICTBEHHBIM  3a00jieBaHUEM,
BBI3BAHHBIM Uallle BCEro HapylleHueM paborsl rena JIHII-pemenropa.

e HapyuieHue pa6oTsl reHa JIHII-pelienTopa MOXeT NIPUBECTU K YBEIMUYEHUIO COepKaHMUs
XC-JIHIT B KpoBM, M30BITOK KOTOPOTO BbI3bIBA€T Pa3BUTHME aTepoCKIepo3a U TaKUxX
I'PO3HBIX CEPIEUHO-COCYAMCTHIX 3a00/IeBaHMii, KaK MHGAPKT MMUOKapIa ¥ MHCYJIBT.

e il nodein C CeMeiHOW TIumepxojecTepyMHeMuell XapakTepHO pas3sBUTHE CeplaevyHo-
COCYAMCTBIX 3a00/IeBaHMIi y3Ke B MOJIOIOM BO3pacTe.

e BaKHO BBISIBJISITb CEMEIHYI0 TUIIEPXOIeCTePMHEMUIO KaK MOKHO paHbllle, [TI03TOMY, eC/In
y Bac mmarHoctupoBaHO 3TO 3abojeBaHMe, HEOOXOOMMO O00sI3aTeNbHO 00c/IemoBaTh
Yyj1eHOB Baleir cemby, BKIIOYas JeTeN.

e (CBOeBpeMeHHO (KeJaTe/IbHO C JETCKOTO BO3pacTa) HauaTble MEPONPUSITUS 10 BeAEeHUIO
300pOBOro  obpasa, coOmogeHue — cOaJaHCUMPOBAHHOM  OMeTbI U TIpUeM
XO0JIECTEPUHCHIDKAKIIMX IIpernapaToB MOIYT 3HAUUTEJIbHO CHU3UTh PUCK Pa3BUTUS
cepaeyHO-COCYIMCThIX 3a001eBaHMil y JItofleli ¢ ceMeliHOoi rumepxoiecTepuHeMueii.



IIpunoskenue I.

IIpunoxenue I'l. Kpurepuu DLCN (Kputepun
P Dutch Liplpd Cli?lic Networi()p P

Kputepunu DLCN a5 auarHoctuku reCI'’XC y B3pocibix (18 et u crapure).

Kputepumu DLCN yuuTHIBAIOT [aHHbIe HACAeNCTBEHHOrO0 aHaMHe3a, MHAUBUAYAJIbHOTO
a"HaMHe3a, (pusuKaabHOro obciegoBaums, ypoBeHb XC-JIHIT 1 pe3ynbTaTbl MOJIEKYJISIPHO-
reHeTUYeCcKoro rectupoBanus (aHanm3a JIHK).

Jlnar{o3 ycraHaB/MBaeTCsl HA OCHOBaHMM CYMMbl OaJIJIOB, MOTYUYEHHBIX B KaskKIO¥ TpyIIIIe.
BHyTpyu rpymniibl 6a/ibl He CYMMMUPYIOTCSI, YUUMTbIBA€TCSI TOJAbKO OOMH MpM3HAK, OAIONINiA
MaKCMMaJbHOE KOJIMYEeCTBO Oa/yIoB BHYTPM Kaxkpoi wu3 rpynmn. K mnpumepy, ewm y
obcemyeMOro ecTb M JMIOMIHAsL Ayra poroBullbl (4 Oa/l) M KCAHTOMBI CYXOXWIMA (6
6a/1710B), TO AJ1s1 IPyIIbl «@U3MKaIbHOE 00CIeq0BaHNe» HY;KHO YUUTHIBATh TOJIBKO 6 6aJIIOB.
B cooTBeTCcTBUM ¢ HA6paHHOI cyMMoii 6amoB CI'XC MOXKeT ObITh OIlpeieieHHO, BepOSITHOM
mnu BO3MOXHON. IIpum srom pmarHo3d CI'XC BbBICTABASETCS TOJABKO MPU HaIUUYUMN
orpenesieHHO UM BepPOSITHOM (POPMBI.

Kputepuin Bannbi

1. CemeHHbI aHaMHe3

PoACTBEHHWMK MNEPBOW CTeMeHWM PpOACTBA C paHHUM (y MyxuumH <55 nieT; y >xeHwwH <60 net) CC3 1
atepockniepoTnyeckoro reHesa (MBC, aTtepoTpoMOOTUYECKUI MWEMUYECKUA WHCYNbT, TUA, nepudepuyecknii
aTepoCK/Iepo3 C aTePOCKIEPOTUYECKUMM BNSLLIKAMN, CTEHO3MPYHOLWMMKM NPOCBET cocyaa = 50%)

nimn

PoacteeHHuK 1-1 cteneHn poactea ¢ XC-JIHM>95-ro npoueHTMns

PoactBeHHMK 1-1 cTeneHn poACTBa C KCAHTOMaMU CYXOXWAUKA U/ NUNONAHOM AYTrOA pOrosuLbl 2
nm
Oetn monoxe 18 net ¢ XC-JIHM >95-ro npoueHTUNSa

2. MlHgnBuayanbHbI aHaMHe3

Y naumeHTa paHHAA (y My>X4umH <55 neT; y xeHwmH <60 net) UBC 2

Y naumeHTa paHHee (y My>X4uH <55 neT; y xeHwmH <60 neT) pa3BuTMe aTepOTPOMOOTMHECKOrO MLLEMMYECKOro 1
nHcyneta, TUA nnu nepudepunyeckuii aTepockiepo3 C aTepOCKIEpPOTUYECKMMU OnsKaMn, CTEHO3MPYOLWUMHU
npocseT cocyaa = 50%

3. dusukaibHoe obcnegosaHne

CyX0XW/IbHblE KCAHTOMbI 6

NinnnaHas ayra porosuubl B Bo3pacTte <45 net 4

4. YposeHb XC-JIHI

> 8,5 mMMonb/n 8
6,5-8,4 mmonb/n 5
5,0-6,4 mmonb/n 3

4,0-4,9 mmonb/n 1




5. AHannz HK

Hanuume naToreHHOro MAM BEpPOATHO MATOMEHHOr0 BapwaHTa HyKIeoTMAHOW nocneposaTenbHoctn LDLR, APOB 8
nnun PCSK9

AnarHos ctaBuTCA Ha OCHOBaHUU CyMMbl 6annoB:
«onpeaeneHHasa» CrXC - >8 6annos
«BeposATHaa» CrXC - 6-8 6annos
«BO3MOX>Haa>» CIrXC - 3-5 6annos

ITpunoxkenue I'2. IlonyasaiMoHHbBIE ITOKa3aTeIn
C-JIHII B 3aBMCHMMOCTM OT I10/Ia M BO3pacTa
njas1 P®

Mon Bospact XC-THN (Monb/n) 95 nepueHTU/b
My>xckomn 25-34 4,56

35-44 5,04

45-54 531

55-64 5,16
XeHckum 25-34 4,24

35-44 4,68

45-54 5,29

55-64 5,56

IIpunoxenue I'3. Kpurepun Caitmona bpyma
(Simon Broome Registry)

Kputepun Carimona Bpyma (Simon Broome Registry) npumeHstoT 1jist auarHOCTUKY reCI'XC
Y B3POCJIBIX, a TAKXKe Y ieTeil U IMOAPOCTOB B BO3pacTe 10 16 JierT.

OuarHo3 reCIXC BbICTAaBISIEeTCSI B Clyyae COOTBETCTBMSI IIallMEHTA KPUTEPUSIM
«OIIpeneIeHHOTO» WU «BepOosITHOTO» nuardosa CI'XC

OnpepeneHHblt anarHo3s reCrxc craemrca, ecau:

OXC > 6,7 mmonb/n nnn XC-JIHIM > 4,0 MmMonb/Nn y nauneHTa mnaawe 16 net, nam
OXC > 7,5 mmonb/n vnan XC-JIHM > 4,9 mMonb/n y nauneHTa ctapwe 16 net
Mnroc 0gHO M3 HUXKENEPEUYNCTEHHOrO:

e Hanunume CyxoXuNbHbIX KCAHTOM Yy MauMeHTa WivM poACTBEHHMKA MepPBOI CTeneHu poacTBa (poauTtenu, Aetu, 6paTbs, CecTpbl),

WAN Y POACTBEHHMKA 2-01 CTeneHn poacTtea (Aenywkn, 6abywkn, osam nam Tetm);

n/vnnmn

Mo3ntmBHbIN TecT [AHK-anarHoCTMKW, MOATBEPXAAWWIA Hannynme naToreHHOro WM BeposTHO NaTOreHHOro BapuaHTa
HYK/1€0TUAHON nocnenoBaTesibHOCTU B reHax LDLR, APOB wau PCSK9

BepoaTHbil AnarHos reCrxc craBurca, ecnu:

OXC > 6,7 mmonb/n nnn XC-JIHM > 4,0 mMonb/n y nauneHTa mnagwe 16 ner,

wnun




OXC > 7,5 mmonb/n nnn XC-JIHM > 4,9 mMonb/n y naumeHTa ctapwe 16 net

Mnroc 04HO U3 HUXKENepeUYNCIeHHOro:
e Hanuume UM B aHaMHe3e poACTBEHHMKA 2-1 CcTeneHn poacTBa Ao 50 neT, poacTBeHHMKa 1-i cTteneHn poacTtea — Ao 60 neT;

n/vnu
OXC > 7,5 MMonb/n y naumeHTa ctapwe 16 net 1-n unu 2-i cteneHn poacTtea mam nosbiweHne OXC > 6,7 MMOMb/N y NaumeHTa
WIWN poACTBEHHMKA 1-1 cTeneHu poAcTBa B BO3pacTe MeHee 16 nert.

IIpunoxeuue I'4. Kpurepuu oyarHoCTUKU
reCI'CX y meTei U mogpoCTKOB

MopuduiiupoBaHHble KpUTEPUM SKCIIEPTOB €BPOIIeiCKOro 00IlecTBa 10 aTepoCKIepo3y I
nviarHocTuku reCI'’XC y meteit u mogpocTKoB <19 nert:

CornacHO JaHHBIM KpuUTepusiM, nuardo3 reCI'’XC BbICTaB/ISIETCS IETSIM UM HoapocTKaM (19
JIeT) TP HAJIMUUM XOTSI Obl OTHOTO U3 YeThIpeXx YCIOBUIA.

1. YpoBeHb XCJIHIM>=4,9 MMonb/n B ABYX NocC/eAoBaTeNbHbIX aHanusax Ha oHe cobnoaeHns rmnoannuaeMmM4Yeckon AMeTsbl B

TeyeHue 3 MecsLueB.

2. YpoBeHb XC-JIHM=4 MMonb/n B coyeTaHun c paHHUM CC3 (y MyX4umH B Bo3pacTe <55 net, y xeHwumH <60 net) n/unm

BbICOKMM ypoBHeM XC-JIHI (=4,9 mMonb/n) y poaCTBEHHMKA NepBOl CTeneHn poacTBa.

3. YpoBeHb XC-JIHM=3,5 MMO/ib/N B COYETaHMN C FreHEeTUYECKN NOATBEPXAEHHbIM AnarHo3oM CIMXC y ogHOro U3 poauTtenen.

4. JTtobon yposeHb XC-JIHIT npu noaTBepXAeHuun Hanuumsa y pebeHka naTOreHHOro WM BEpPOSATHO MaTOreHHOro BapuaHTa
HYK/1€0TUAHON rnocnefoBaTtenbHOCTM B reHax LDLR, APOB wunm PCSK9, BbIIBNE€HHbIX Y OAHOrO M3 poauTenen c

yCTaHOBMEeHHbIM gnarHo3om reCrxc.

ITpunosxkenune I'5. Kpurepum amarHoCTUKA
roCrx

Kputepuu, rnpenjoskeHHbIe 3KCIIEPTaMM €BpOIIeiiCKOro 00IecTBa MO aTepOCKIepo3y, MJIs
nvarHoctuky roCI'’XC y B3pOCIbIX U IeTe.

CornmacHO maHHbIM KputepusiM, nuarHo3 roCI'’XC BBICTaBASIETCS YV AeTeil U B3POUIbIX IIPU
HaJIMUUM OJJHOTO U3 IBYX YCJIOBUIA:



1. Hannume 2 MyTaHTHbIX annenen B reHax LDLR, APOB, PCSK9 uan LDLRAP1

nwin

2. YpoBeHb XC-JIHIN 6onee 13 mmonb/n (500 mr/an) 6e3
runonunuaeMmmyeckon tepanum nnm XC-J1HMN 6onee 8 MmMonb/n Ha oHe runonnnuaemmyeckon Tepanum U:
o [losiBIEHME CYXOXMIIbHbBIX UM KOXHbIX KCAHTOM B Bo3pacTte A0 10 net
nn
e YpoBeHb XC-JIHM 6e3 runonunuaemmyeckon Tepanum, coorsetcreytowmn reCrXc, y obomx poautenemn

IIpunoxxkeumue I'6. OcHOBHBIE 3a00/1eBaHMs1/
COCTOSIHMS, @ TaK)Ke JIeKapCTBeHHbIe
Impenaparbl, KOTOpbI€ MOT'YT O0YC/IOBJIMBATh
BTOpUYHOe noBbiineHne XC-JIHII

HapyweHune amnertbl HacblWweHHbIe Xupbl
TpaHc-Xupsbl
AHoOpekcus

JlekapcTBeHHbIe npenapaTbl LnknocnopuH**

AnypeTunkun

[NIOKOKOpTUKOUAbI

AMunomapoH**

MMMyHOAEenpeccaHTbl

KoMOWHMpoBaHHbIe OpalfibHble KOHTPaLenTuBbI
BbicOkOakTMBHas aHTUBMPYCHasa Tepanusa npu BUY

3a6oneBaHun Xonecras

HedpoTnyeckmnin cMHapOM
XpoHunyeckas 60ne3Hb novek
CaxapHblili gnabet

HapyweHusa metabonunsma 'mnotnpeos
OxupeHune
CuHapoM KywuHra

®uU3nosiormyecKkne CocCTosiHuA BepemMeHHOCTb

IIpunoxeuue I'7. Kpurepun nuarHoctuku CI'XC
Y POACTBEHHMKOB IIPOOaHaa

[Ipy oTpuilaTeIbHOM pe3yjbTaTe T'eHEeTMUEeCKOro TeCTUPOBaHUS IIpobaHma WA MpuU
OTCYTCTBUM BO3MOXHOCTM €ro mpoBemeHusi pauarHoctTuky CIXC vy  O6mokaimmx
POIICTBEHHMKOB CJieyeT MPOBOAUTbL HAa ocHOBaHuM ypoBHel XC-JIHII B ruiasme ¢ yuyeToMm
Toj1a 1 Bo3pacTta obcaemryeMoro auiia. [Ijis MoCTaHOBKYM IMarHo3a PoJICTBEHHMKAM MaliieHTa
¢ CI'XC BO3MOXHO IIpMMeHeHue KpurtepueB (puc. 1), paspaboTaHHBIX IJIS IMArHOCTUKU
CI'XC y poAacTBEHHMKOB ITpo0OaHAa, BbICOKAsi YYBCTBUTENbHOCTb (93%) U crieuupUIHOCTD



(82%) xoropeix B auarHoctuke CIXC 6bu1a HpoOmeMOHCTPMpPOBAHA U [OJISI POCCUICKOI
nomnynsuun [53]. ComiacHO 3TUM KpPUTePUSIM, Hallpumep, Y JKeHIMHbI, Jouepy MalyeHTa C
nuarHo3om reCI'XC, B Bo3pacrte 25 net nipu ypoBHe XC-JIHIT >4.3 mmonb/n guarHos CIXC
oymeT moaTBepxkaeH, a npu ypoBHe XC-JIHIT <3.6 mmonb/a nuarHo3 CIXC moxkeT ObITh
ucknwueH. Ecain XC-JIHII HaxoauTcsl B rpaHuiax 3,6-4,29 MMOJib//, B HACTOSIIIMIT MOMEHT

HEBO3MOXXHO TOYHO YCTAaHOBUTb WIM UCKIIOUNTL auarHo3d CI'XC,

IaJibHeIIeM IMPOBECTY TOBTOPHOE M3MepeHNE.

M HeoOXoOouMO B

XKeHLWwmnHbI

My>X4YMHBbI

Pucynok 1. Kpurepun nuarsoctuky CI'XC y poacTBeHHMKOB ITpobaHia

XC-JIHN o
(MmMonb/ e
n)

L

CI'XC BeposiTHa

CI'XC coMHuUTEnNbHa

CIrXC manoseposTHa




