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CIIMCOK COKpalleHUuMm

AT - aprepuanbHasi TUTIEPTEH3US

arnoB - 6e/10K anmoaMIIoNpoTenHa B

ACB - aTepockiepoTuueckas 6/sIIKa

reCI'’XC - reTepo3uUroTHas cemeifHasi TuriepxoiecTepuHeMus
roCI'XC — roMO3UTOTHas ceMeliHasi TuIepxonecTepuHeMust

I'XC - rumepxonecTepuHeMuUs

WBC - nieMuyeckas 601e3Hb cepaia

UM - undapkT Mmuoxapia

KAT - kopoHapoaHruorpadmst

JITI(a) - nunonpoTren(a)

JIHII-penieniTop - penenTop JUIIOIPOTEUIOB HU3KOI TIJIOTHOCTU
MCKT - myapTUCIMpaIbHasl KOMIIbIOTEpHAsI TOMOTpadus

OXC - 061mit XoaecTepuH

CI'XC - cemeiltHas rumepxoyieCTepuHeMUS

CIl — caxapHbIit 1yabeT

CC - cepme4yHOo-COCYAUCThIN

CC3 - cepaeyHo-CcoCyAUCTbIe 3a00IeBaHNS

Tl — Tpurnuepuabl

THUA - TpaH3UTOpHAs UIIeMMUecKasi aTaka

XC-JIBII - xonecTepuH JUIOMPOTENUIOB BLICOKOI TIIIOTHOCTU
XC-JIHIT — xonecTepuH JUITOMIPOTEUAOB HMU3KOM IVIOTHOCTU
JKT - snekTpokapauorpamma

Ix0KT - sxokapayorpadust

APOB - reH anonumnornpoTrenHa B

DLCN - Dutch Lipid Clinic Network

HOA- HaioHaibHOe 06IIeCTBO 10 M3YUYEeHMIO aTePOCKIepo3a
PKO - Poccuiickoe Kapamoaornyeckoe o6IecTBo

EAS - European atherosclerosis society (EBpomeiickoe 06111eCTBO aTepOCKIePO3a)
ESC - European Society of Cardiology (EBpomeiickoe 06111eCTBO KapoIOroB)

PCSK9 — mpoInpoTeMHKOHBEPTa3a CyOTMIM3MH/KEKCUH THUTIa 9



TepMMHBI U onIpeaeleHUs

TereposurorHas CI'’XC - CI'XC, npu KoTopoit nedekTHbI reH JIHII-pelnientopa rnepeaaeTcsi OT OGHOTO U3 POAMTENE.
Tomosuroruas CI'XC - CTXC, npu KoTopoit medekTHbIi reH JIHII-perentopa mepemaeTcss OT 060MX POAUTENe.

CC3 arepockiaepoTnueckoro reHesa (or aHmi. ASCVD (Arteriosclerotic cardiovascular diseases); CMHOHMMBI:
arepockiaepotuyeckue CC3; CC3, o6yclIoBIeHHbIe aTEPOCKIEPO30M) — CepIeYHO-COCYIMCTbie 3a6o/eBaHMs
aTepOoCKIEePOTUUYECKOTO TeHes3a, K KOTOphIM OTHOcsATCs VMIBC, aTepoTpoMOBOTHUECKMIT UIIeMUUeCKMit MHCYIbT, TUA,
nepudepudeckuit aTepockiepos ¢ aTePOCKIePOTUUECKUMY OIISIIIKaMM, CTEHO3MPYIOLIMMM ITPOCBET cocyzaa > 50%.

Panee pasBurue CC3 - pazsumue CC3 amepockiepomuueckozo 2eHe3d y My>KUMH B Bo3pacTte <55 JieT, y skeHIIUH - <60
JIeT.

ITogpocTKOBBIT BO3pacT - MEPUOJ POCTa ¥ pa3BUTUSI 4YeoBeKa, KOTODBIN CaeAyeT MOocie AeTCTBAa M JIIUTCS 0
IOCTMKEHMS 3pesioro Bo3pacTa, To ecTh ¢ 10 1o 19 ser.

Hpoﬁaﬂn — IMepBoe JMLOo B CeéMbe, Y KOTOPOr'0 BbICTAaBJIEH OMArHO3 HAC/IE€ACTBEHHOIO 3360)'IEB8.HI/IH, B IAHHOM (C/iy4yae
CIXC.

KackamHblit CKpUHUHT — TI03TanHas uaeHTudukanms nauuentoB ¢ CIXC cpenu wieHOB ceMby MpobaHzga. ITo mepe
BbISIBJIEHMSI HOBBIX MaineHToB ¢ CI'XC, ux pocTBeHHUKM TaKke 06CIeLyI0TCSI.



1. KpaTkasa nadopmauus

1.1 Onpenenenue

CemeitHas runepxosecrepuHemusi (CI'’XC) — MoHOTreHHOe 3ab6o0jeBaHMe C MPEUMYIECTBEHHO ayTOCOMHO-
JOMMHAHTHBIM TUIIOM Hac/ieJOBaHUsl, COMPOBOXZAIOIIeecss 3HAUMTEIbHbIM IIOBBIIIEHMEM YPOBHSI XOJecTepyuHa
qunonporennoB Hu3koi mnotHoctu (XC-JIHII) B KpoBM, M Kak CJIeACTBME, IPEXIEBPEMEHHBIM Da3BUTUEM U
MIPOTpeccUpyrIMM TeUeHVeM aTepOoCKIepo3a, Kak IIpaBuiIo, B MOJIOAOM Bo3pacre [1].

1.2 9THosIOorUAa U nNaToreHes

PasButne CI'’XC o6ycioBieHo gedheKkTaMy reHOB 6e/TKOB, YUaCTBYIOIIMX B MeTab0M3Me JIMTIONIPOTEUIOB, B Pe3y/bTaTe
KOTOPBIX HapyIaeTcs 3axBaT kieTkamu JIHIT-yacTuil 1 B KpOBU MoBbIaeTcst ypoBeHb XC-JIHII [4, 5].

Camas vactas reHetudeckasi mpuumuHa CI'XC — MyTanus B reHe peLieliTopa JUIMONPOTEUA0B HM3KOI oTHOCTH (JIHIT-
pelenTopa), KOTOPbIil PacHoNOkKeH IMTaBHBIM 00pa3soM Ha MOBEPXHOCTM TEMaTOLUTOB UM MUIPAET KIIOUEBYIO DOIb B
CBSI3bIBAHMM U BBIBEEHMM U3 KPOBOTOKa LypKynupylomux JIHIT-yactuy [100,6]. Ha cerogHsIIHMIT NeHb M3BECTHO
6onee 1600 myTaunit LDLR, criIoCOOHBIX HApPYIIUTh (QYHKIMIO peLienTopa U Bbi3biBaTh pa3BuTue CI'XC. MyTraiuu B reHe
LDLR o6ycnasnuBaioT ot 85 1o 90% ciyuaeB CI'XC [7].

BTOpas mo yacToTe MpuYMHA — MyTallusl B TeHe amonumnonporenHa B (APOB), kogupyioinero ano6enok B100 (aroB),
Bxopsmuii B cocras JIHII-uactui, 1 oTBeTcTBeHHBIN 3a cBsi3biBaHMe JIHII ¢ penentopoM. B pe3ynbraTe nsmeHeHuii B
reHe nionoByHa JIHIT-yactuiy He crioco6Ha cBsizatbest ¢ JIHII-peneriropom [8]. Mytauum rena APOB o6ecriednBaloT OT 5
Io 10% cnyuaeB CIXC [9]. BpisiBleHO HeCKO/NbKO maToreHHbIXx myTrauuii reHa APOB [10]. [loka3aHO, UTO HOCUTeN
myTanuit reHa LDLR wumelor 6onee BbicOKMii ypoBeHb OXC u XC-JIHII u 6osee BbIpa)keHHbIe ITPOSIBJIEHUS
aTepocKiepo3a apTepuii, uem HocuTenu Mmyrauuii rena APOB [18].

Tpetuit reH, MyTalMy B KOTOPOM CIIOCOOHBI NMpuBOAUTH K pasButuio CI'XC, — sro ren PCSK9, komupyoumii
MPOIPOTEMHKOHBEPTA3Y CYOTMIM3MH/KEKCMH TUI 9 - CEpMHOBYIO IIpOTeasy, YJYacCTBYIOLIYI0 B paspyiieHun JIHII-
peneritopa [11, 12, 56]. Mytaiuu, npuBOAsAIIME K YyCWieHMI0O (GYHKIMOHAAbHOM akTuBHOCTM PCSK9 (MucceHc-
MyTaluy), BbI3bIBAIOT MOBbILIeHHOe paspyuieHue JIHII-pelnenTopoB, B pe3y/ibTaTe Yero yMeHbIIAeTCsI KOIMYeCTBO
peLeNTOpPOB Ha MOBEPXHOCTH Ki1eTKku U pa3BuBaetcsi IXC [13]. Kpome Toro, MmyTauuy, ycuinupamue GyHKIMOHAIbHYIO
akTuBHOCTb PCSK9, croco6HbI CTMMYIMPOBATh CUHTE3 IeYeHbIO JUIMONPOTEUIOB, COLepKallMX aroB, uTo Takke
npuBoautT K I'XC [14]. Myrauuu reHa PCSK9 o6GecmeunBaior MeHblne 5% ciaydaeB CI'XC [7]. VpoBuu XC-JIHIT y
HocuTenel mucceHc-myTtanuii PCSK9 oueHp BapbUpyIOT OT OTHOCUTEIBHO YMEPEHHBIX 1O OUeHb BBICOKMX [16].

Myranuu B reHax LDLRAPI, ABCG5, ABCGS8, CYP7Al uMeKOT peleCcCUBHbIN TUIT HACTeOOBAHUSI U KIMHUYECKU
TIPOSIBJISTIOTCST TOJIBKO Kak romosurotHas dopma CI'XC [5].

B nmociegHee BpeMs B KaueCTBe reHOB-KaHAUIATOB, MyTallMM B KOTOPBIX BbI3bIBAIOT pa3BuTue CI'XC, paccMaTpuUBarOTCS
takke STAPI, LIPA v PNPLA5 [17].

CoriacHO COBpPEMEHHOJ KOHILIENIMM pa3BUTUSI aTE€POCKIEPO3a, B COOTBETCTBUU C JIUMUIHO-MHOWIBTPALVOHHONM
Teopueit, GopMMpOBaHME ATEPOCKIEPOTUUECKON OJISIIKM OOYCIOBJIEHO TIOCTYIUIEHMEM B CyO63HAOTEIMATbHOE
MPOCTPAHCTBO KaK HATUBHBIX, TaK M OKMUCIEHHbIX (MoaudbwuimpoBanHbix) JIHII. Uem Bbillle ypOBeHb MOCIEOHUX B
IJ1a3Me KpoBM, TeM MHTEHCMBHee IIpoTeKaeT 3TOT mpolecc [19]. Bonee Toro, mpu mautenbHoM Haxoxknenuu JIHIT B
KDOBM BEpOSITHOCTb OKMC/IeHUs vactul, BospacraeT [6]. ITaumeHtsl ¢ CIXC xapakTepusylTCS [IJUTENbHOM
9KCITO3uIMeli BbicoOKoro ypoBHSI XC-JIHIT B KpOBOTOKe, UTO ¥ OOYCJIOBIMBAET paHHEE U MPOTpeCccUpylollee pa3BUTHE
aTepockiaeposa.

Ha pasBuTie aTepockieposa, B uactHocTy VIBC, y manyeHToB ¢ CI'XC 0Ka3bIBaIOT BIMSIHME Te XKe (PaKTOPbI PUCKA, UTO U
y siuti, 6e3 CTXC [20]: momuduimpyemsbie (apTepuanbHas runepteHsus (Al), caxapHsiit nuabet (CII), KypeHue, HU3Kas
dusnyeckass aKTMBHOCTb, OXMpeHMe) U Hemoguduuupyembie (akTOpbl (MYKCKOI IIOJ, BO3pacT, OTSITOLIEHHOCTH
CeMeifHOro aHaMHe3a II0 CepAevYHO-COCYOUCThIM 3aboneBaHusM (CC3)). [domonHutenbHble (aKTOPbl pUCKA
atepockieposa, nomumo I['XC, ysenmumpaloT cMeptHocTb pu CI'XC [21].

1.3 dnuagemMmuosiorust

CornacHo mMeTra-aHanu3y 2017 r., pacrpocTpaHeHHOCTb retepo3suroTHoit CI'’XC B mupe cocraBisgeT 1 Ha 250 yesoBek
[153]. Tlo maHHBIM HeJABHETO 3MUAEMMUOIOTMYECKOTO MCC/IeAOBaHMS, TPOBENEHHOTO B JIBYX pernoHax Poccuiickoit
@enepauny, pacrnpocrpaHeHHOCTb CI'XC cocraBiser 1 Ha 108 uenosek [23]. PacmpoctpaHeHHOcTh roCIXC -



3HauuTenbHO MeHblIle (1 Ha 300 Tbic. - 1 MiH. yenoBek) [1]. Cpenu nun, ¢ runepxonectepuHemueii CI'XC BcTpedaeTcst
3HAUMTENbHO Yalle — B 5-10% ciaydaes [1].

CTXC sBnsiercst npuumHoii passutus UM no 45 net B 20% ciryuaes [7]. [TauuenTsl ¢ CIXC MMeIOT TakKe MOBBILIIEHHbIN
DPUCK pa3BUTUS NpPeXAeBpeMeHHO! cMeptu [7]. Y myxkumH, 60mbHbIXx reCIXC, B cimyyae oTcyTcTBust jedeHus: UBC
pa3BuBaetcs K 30 rogam y 5,4%, k 50 rogam - 51,4%, k 60 rogam - 85,4%, a y skeHIIMH K 60 rogam — y 53,3% [24].
CornacHo mokinany BO3 (1997), 50% myxxumH ¢ reCIXC ymupawoT B Bo3pacte fo 60 jieT u3-3a UBC [25]. B Poccun
MIPOIOKUTENBHOCTD XXMU3HM ¥ MyskumH ¢ reCT'XC — 53 roma, y >keHIIuH 62 roga [26].

VY HeneueHHbIX NanyeHTOB ¢ ToCI'XC aTepockiepo3 pa3BuBaeTcs B Bo3pacte 0o 20 jieT, ¥ MPOAOKUTENbHOCTD KU3HU
cocrasiisieT He 6omee 30 net [15].

1.4 KogupoBaumue mo MKB10

HapyumieHuss o6MeHa JIMIIONpPoTenAoB U apyrue aunumevun (E78):
E78.0 — Uncras runepxonecTepuHeMuUs

E78.2 — CmeniaHHasi TUTIe pAUTIUIEMUS

1.5 Knaccupukanus

Paznuualor reteposuroTHyo u romo3urotHyo CI'XC. B 3aBUCMMOCTM OT TUIIa HaclaeLOBAaHMS BBIOEISIOT CleLyloliye
dbopmbr CI'XC:

- reteposurotHas CI'XC;
- romosurotHasi CI'XC.

VpoBeHb 0611ero xonecreprua (OXC) y mauyeHToB ¢ retepo3urotHoii popmoit CIXC (reCr'’XC), Korma TeHeTUYecKuit
medekT yHacjemoBaH OT OJHOTO M3 POOMUTENEel, 0ObIYHO cocTaBiseT 7,5-14 mmonb/na. IIpu romosurorHoit CI'XC
(roCT'XC), mpu KOTOpOii reHeTMueckuii medekT yHacremoBaH OT o6oux pomureneit - 14-26 mmonb/n [1]. Ocoboro
BHMUMaHU 3acaykuBatoT Hocutenu roCI'XC, y KoTopeix Tspkenasi runepxonecrepueMust (IXC) NpuBOAUT K cepIevyHo-
cocynucTeiM 3abomeBanusim (CC3) yxke B IeTCTBe U IOHOCTH [3].

B coorBeTcTBMM € AuarHoctuueckumu kpurtepusmu Dutch Lipid Clinic Network (DLCN) 1Mo BepOSITHOCTM HaauMuus
reCI'XC BbIJIeNSIOT:

- onipenenenHas CI'XC;

- BeposiTHas CI'XC:

- Bo3moskHas CI'’XC.

B coorBetcTBUM ¢ Kputepusimu Caiimona bpyma (Simon Broome) o BepositHocTy Hannuust reCI'’XC BpIIensiioT:
- onipenenenHas CI'XC;

- BeposiTHast CI'XC.

1.6 KnuHn4yeckasi KapTuHa

ITockonbky CI'XC gBisieTcs pe3ylbTaTOM TeHEeTMYEeCKOro HapyueHus win HapyueHuii, I'XC pa3BuBaeTcs yxe C
POKIEHVS ¥ IPUBOAUT K PaHHEMY Pa3BUTHUIO, TIPEKIIE BCero, uimemmuueckoir 6omesun cepaua (MBC) [2]. B cBsi3u ¢ TeM,
yto I'XC cama 1o ceGe He BbI3bIBAET HUKAKUX JKaa00, 3a6oeBaHMe JIUTENbHbIE TOMbI TPOTEKAET GECCHMIITOMHO U
3ayactyio manudectupyert B Buge MBC, B uacTHOCTH, MHGapKTa Myokapaa (M) miv BHe3amHO CMepTH.

V 30-55% manneHToB ¢ CI'’XC BBISIB/ISIIOTCSI CYXOKMIbHBIE KCAHTOMBI, KOTOPbIE MOSKHO OOHApPYKUTh B JTIO60M BO3pacTe
[22]. IlaTorHOMOHMYHBIM npu3HaKkoM st CI'XC sBiseTcss IMIIOMAHAS Lyra pOTOBUIIBL, BbIsIB/IsIeMasl B Bo3pacTe 1o 45
set. [Ins nauneHToB ¢ roCI'XC xapakTepHbI TakKe KOXKHble KCAaHTOMBI [7].

IMaumenTsl ¢ CI'XC, naske npu orcyTcTBUM CC3 aTepOCKIEPOTUYECKOTO TeHe3a, OTHOCSTCS K IPYIINe BHICOKOTO PUCKA, a
MIPY UX HAJMYUU — K TPYIIIe OUeHb BLICOKOTO PUCKa pa3BUTHS cepaeuHo-cocynucThix (CC) octoskHeHwMit [1].



2. InarHoCTHUKa

Haubosee menecoo6pasHbIM IOAXOOOM [JIsl BbIsBIeHMS HOBbIX crydaeB CIXC gBisieTcsl MpoBeneHye 1ieJeBOro
CKPMHMHTA, HATIPaBJIeHHOr0 Ha JMarHOCTUKY JaHHOTO 3a60IeBaHmMsI Cpeay CIeAYIOUMX KaTeropuit JInil:

® C MHAMBUAYATbHBIM U/Wiu ceMmeiiHbiM aHamHe3oM I'XC (OXC> 7,5 mmonb/n viin XC-JIHIT> 4,9 MMOJIb/MT Y B3pOCIBIX
mmu OXC> 6,7 mmob/n uau XC-JIHIT> 3,5 MMoJIb/N Y IeTeit);

* ¢ WHOMBUAYQJIbHBIM aHAMHE30M paHHero (y MyKuuMH <55 ser; y skeHmmH <60 jet) pasButusi CC3
aTepOCKIePOTUUECKOTO reHe3a;

® C KOKHBIMU/CYXOXKMUIbHBIMY KCAHTOMAaMM WJIM TIepUOPOUTATbHBIMY KcaHTenasmamu [1, 27, 51].

Cama mmarHoctuka CI'XC OCHOBBIBaeTCs Ha NMPUMEHEHUM KPUTepueB, pa3paboTaHHBIX AJIST B3POCIBIX U JeTeil C
reCI'CX u s manueHTOB ¢ ToCI'CX (cm. Huoke). Heobxopumast uHbOpMAaIus st IPYMeHeHMs. TaHHbIX KPUTEepUEB
IOJDKHA OBbITh TIOJIyUeHa B XO[e€ OMAarHOCTMYECKOro obciemoBaHust comtacHo mi.2.1-2.4. Camu Kputepum u
MeTOHOJIOTHSI paboThl ¢ HUMM IIpuBeneHbl B [Ipunokenusx I'1, T3-T'5.

e PexomeHyeTcsl TpoBeleHMe OOCIAeIOBaHMS, HAIMpaBAeHHOTO Ha  MUCKIIOUEHMe TPUYMH  BTOPUUYHBIX
ITUIepAUIUIeMuil, y Bcex i ¢ nogospennem Ha CI'XC [1, 29, 30].

VpoBeHs yoeauTeIbHOCTH peKoMeHaanmuii [ (ypoBeHb JOCTOBEPHOCTH HOKa3aTelbCcTB C)

KommenTtapumu: B IIpunoxienuu I'6 npusedeHbl OCHOBHble 3A00N€8AHUSL/COCMOAHUS, a MAKXe JeKapCmeeHHble
npenapamel, Komopsle M02y 00yC1asnu8ams pazgumue 8mopuuHslx eunepaunudemuil. Ilpu 3mom Haauyue y nayueHma
amux akmopos He uckaiouaem duazio3 CIXC. BozmoxcHo couemarue CIXC u 8mopuuHsiXx HapyweHuti JunudHozo
obMmeHa.

Yemanoenenue duaznosa 2eCI'’Xc

e PekomeHpyeTcs Ojisl ycTaHOBAeHMs auarHosa reCI'XC y B3powIbIX MalMEHTOB cTapiie 17 jeT MCHo/ib30BaTh
nuarHoctuveckue kputepuu Dutch Lipid Clinic Network (DLCN) (cm. IMpunoskenne I'l) [1, 27, 28, 29].

VYpoBeHb yoeauTeIbHOCTY peKoMeHAauuii I (YypoBeHb JOCTOBEPHOCTH OKa3aTeabCcTB C)

KommenTtapuu: /ns onpedenexus 95-20 nepyenmuns ypoeHs JIHII @ 3agucumocmu om nona u eospacma ciedyem
ucnonb308ams 3HaueHus,, npusederHsle 8 Ipunoxcenuu I'2 (TlonyasayuoxHsie nokazamenu XC-JIHIT 6 3asucumocmu om
noJa u eo3pacma, no daHHsim uccnedogarusi SCCE-PD) [52].

e PexomeHnyeTcs uconb3oBaTh Kputepuu CaiimoHa Bpyma (Simon Broome Registry) nss ycraHoB/ieHUsI AMarHosa
reCl'XC y B3pOCABIX MAlMEHTOB TOJBKO B CJIy4asx OTCYTCTBMUSI BO3MOXHOCTM ompenenenus XC-JIHIT (cm.
[Mpunosxxenne I'3) 1, 27, 29, 30].

YpoBeHb yoeauUTeIbHOCTY peKoMeHAanmii I (ypoBeHb JOCTOBEPHOCTH OKa3aTeabCcTB C)

e PekomeHayeTcs [Jig ycTraHOoB/eHUs AuarHo3a reCI'’XC y meTeii M MOAPOCTKOB B Bo3pacTe A0 16 jeT 1CH0ab30BaTh
kputepuu Caiimona Bpyma (Simon Broome Registry, cm. ITpunoskenue I'3) u/uny mogubuuMpoBaHHbIe KPUTEPUN
9KCIIEPTOB €eBporeiickoro obimectsa mo atepockieposy (EAS, 2015, cm. IIpwiokenue I'4), KOTOpble MOTYT OBITb
MCIIOb30BaHbI Y A€Tel U MOAPOCTKOB 10 19 ner [1, 29, 30, 51].

VpoBeHb yoeauTeIbHOCTH PeKoMeHAanuii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCcTB C)

Ycmanoenenue duaznosa 20CI'Xc

e PexkoMeHZyeTCs MCIIONb30BaTh KPUTEPUY, TIPeJIOKeHHbIe SKCIIepTaMy eBPOIeiickoro ob1iecTBa 0 aTepPOCKIEPO3y,
(EAS, 2014, cm. TIpwioskenue I'5) mst ycraHoBienus auardosa roCI'XC y Bcex maimeHToB [31].

VYpoBeHb yoeauUTeIbHOCTY peKoMeHAaumii I (ypoBeHb JOCTOBEPHOCTH TOKa3aTeabCcTB C)

2.1. )Kanoob1 1 aHaMHe3

o PekomeHyeTCsl BO BpeMs c60pa kajnob 1 aHaMHe3a y BceX Jull ¢ nogo3perneM Ha CIXC BbISICHUTh HaJIMUMe y HUX
CC3 aTepoCK/IepOTUYECKOrO reHesa (CM. 1aBy «TepMyHbI U onipenenenus») [1, 27, 29, 30].

VpoBeHb yoeauTeIbHOCTH PeKOMeHJanmii I (YypoBeHb JOCTOBEPHOCTH J0Ka3aTeabCTB C)



KommeHnTapumn: OcHogHbiM ocnoxHeHuem CIXC gensemcsi passumue amepockiepo3a U acCoyuupo8aHHulX C HUM
3abonesanuti. [Toamomy npu paccnpoce HeoOX00UMO OYeHUMb Haauuue xanob, xapakmepHoix ona UBC, amepocknepo3a
apmepulii 207108H020 Mo032a U nepugepuueckux apmeputi. Cmoum ommemums, umo auya ¢ CIXC Ha 0OKAUHUYEeCKOU
cmaduu 3abonesanuss mozym u He npedsaéasme HUKAKUX xanob. Ilpu Hanuuuu 6 avamuese nayuenma CC3
amepocKiepomu4eckoz0 2eHe3d 8axiHO YCMAaHo8UmMs 803pacm nocmanoeku ouazvosa. Ins CI’XC xapakmepHo paHHee (y
MyxcuuH <55 nem; y senuwur <60 iem) pazsumue CC3 amepockiepomuueckozo zeHesd.

e PexomeHayeTcsl BO BpeMsi c6opa aHaMHe3a YTOUHWUTh HAIMYME ATEPOCKIEPOTUYECKUX M3MEHEHMIT KOPOHAPHBIX,
COHHBIX ¥ TIepudepruIecKuX apTepuil 1Mo pe3yabTaTaM IPOBOAMBIIMXCS paHee ucciaeqoBanmii [1, 27, 29, 30].

YpoBeHb yoeauUTeIbHOCTY peKoMeHaanmii I (ypoBeHb JOCTOBEPHOCTH TOKa3aTeabCcTB C)

KommenTtapun: /Ins CIXC xapakmepHo paHHee (Y MYXYMH <55 JieT; y >KeHIIMH <60 JieT) noseseHue
amepocKnepomuuecko20 NopaxeHus KOPOHApPHoLX, COHHbIX U nepugepureckux apmeputi.

e PexkomeHyeTCs] BO BpeMsl cO0pa aHaMHe3a BbISICHUTb ATy M Pe3y/bTaThl IEPBOTO B T€UEHME XKU3HU OTpeneIeHuns
OXC m/mnm XC-JIHII, a Taxke Haubosee BbICOKME U3 3apeTUCTPUPOBAHHbBIX 3HAUEHMIT ITUX MapaMeTpoB [30].

VpoBeHs yoeauTeIbHOCTH peKoMeHaanmuii I (ypoBeHb JOCTOBEPHOCTH HOKa3aTelbCcTB C)

KommenTtapun: ITIpu CI'’XC yposers OXC u/unu XC-JIHII 6ydem cmabunsHo nossllueH, HaUuHas ¢ 0emckoeo 803pacmad, 8
meueHue eceli #u3Hu. Kpome mozo, Hy*#H0 ymouHume pakm npuema u 003uposKy 2unoaunudemuueckux npenapamos Ha
MoMeHm Kaxcdozo onpedesieHus IUNUA08 KPOosU.

e PexkomeHmyeTcst BO BpeMsl c60pa aHaMHe3a PacCIIpOCUTb O HAJMUYMM PaHHEro (Y MYXUMH < 55 jieT; y skeHIuH < 60
jiet) Hauasia CC3 aTepoCK/IepOTUMYECKOrOo reHe3a y POACTBEHHUKOB IMalMieHTa KakK MUHMMYM IIepBOii CTereHu
poxactBa (oTel, MaTh, pOgHbIe 6paThs U cecTpsl) [1, 27, 29, 30].

VYpoBeHb yoenuTeabHOCT pekoMmeHaanuii I (YpoBeHb JOCTOBEpPHOCTH HO0Ka3aTeabCTB C)

¢ PexomeHayeTcs BO BpeMsl c6opa aHamMHe3a PAaCCIPOCUTL O HaaMuuM 8sicokux 3HaueHuti OXC (y B3powIbIX > 7,5
MMOJIb/, Y pAeteit > 6,5 mmonb/n) u/wim XC-JIHIT (y B3pociablx > 5 MMOJb/A, y AeTeir > 3,5 MMOIb/1) Y
POICTBEHHMKOB MallMeHTa KaK MMHMMYM I1€pBOJ CTeIeHM POACTBA (OTell, MaTb, AETH, POJIHbIE 6paThs U cecTpsl) [1,
27, 29, 30].

VYpoBeHb yoenuTenbHOCTH pekoMmeHaauuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)

KommenTapum: OcobeHHO 8axcHbl OdHHble ceMeliH020 aHamHe3a npu o0cnedosaHuu demell u noOpocmMKos ¢
nodo3peruem Ha CI'XC, mak Kak y HUX Kpome nosviuieHHo20 yposHs XC-JIHIT 3auacmyio, ocobeHHo 8 ciyuae 2eCI'XC, He
yoaemcs  ewisisumes  Opyeux  peHomunuueckux nposeaeHuti I'XC: kcaHmom, JAunoudHoii dyeu  pozosuypbl,
amepockiepomuueckux UsMeHeHull 8 apmepusix.

2.2. ®usuKajIbHOE 00C/IefOBaHue

¢ PeroMeHIyeTCs MIPOBECTM OCMOTP ¥ IMaIbIAIMIO CIeTYIOMMX CYXOKWINIA: aXU/UTOBBIX, pa3rubaresneil maableB PyK,
TPULLEIICOB ¥ KOJIEHHBIX CyCTaBOB C LIeJIbI0 AMArHOCTUKM HaIM4us CYXOKMUIbHBIX KCaHTOM [1, 29, 30].

VYpoBeHb yoeguTenbHOCTH pekoMeHpanuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

KommeHTapumu: BbisgneHue CyXOMCUNbHBIX KCAHMOM 5875emcsi NAamozHOMOHUUHbIM npusHakom CIXC, odHako
omcymcmeue KCaHmom He uckarouaem ouazvoza CIXC.

L4 PEKOMEH,U,YETCH IIPpOBECTU OCMOTP KOXXHBIX ITOKPOBOB C HEJIbI0 AMAaTrHOCTUKU HaJIMUUS TYGepO3HbIX KCAaHTOM Ha KOXe
[1, 29, 30].

VpoBeHb yoenuTenbHOCTY pekoMeHaauuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)

KommenTapum: Hanuuue KOMHbIX mybepo3HbIX KCAHMOM 8 MON000OM 803pdcie xapakmepHo 6 Oonvuieli cmeneHu 071
20CI'’XC. Oo0Hako ux omcymcmeue He uckawouaem OJuaeHosa CIXC. KoxcHble KcaHmenasmol He S6ASH0MCA
namozHoMoHu4HsiM hpusHakom CI’XC.

e PexoMeHyeTCs TPOBECTM OCMOTP POTOBUIIbI 060X IVIa3 C 1e/Ibl0 IMarHOCTUKM JIMITOMIHOM AyTu porouiisl [1, 29,
30].

VpoBeHb yoenuTeIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEpPHOCTHU JOKa3aTeabCcTB C)

KommenTapum: Hanuuue nunoudHoii dyzu po2o8uyst 61semcsi namozHOMOHUUHbIM npusHakom CIXC monvko 8 cnyuae
ee 00HapyxceHus 6 so3pacme 0o 45 nem.



2.3. JlabopaTopHasi AMAarHOCTUKA

¢ PexomeHpnyeTcs onpenensTs ypoBeHb XC-JIHIT Bcem sinniam ¢ nogospenuem Ha CI'XC [1, 29, 30, 80, 83, 86 ].
VYpoBens yoeauTenbHOCTH pekoMmeHganuii [ (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

KommenTapum: OnpedeneHue ypoeHs XC-JIHIT 0OonxcHO npoeodumscs  UCXO0HO 8CeM  hayueHmam ¢
eunepxonecmepuremueli. Ecnu yposeHv mpuaauyepudos < 4.5 mmons/n, mo pacuem XC-JIHII Hy#cHO nposodums no
dopmyne @pudsanvda (cm. Huxce). IppexkmusHocms zunonunudemuueckoli mepanuu 68 niaaue cHuxceHuss CC puckos
makxe Hanpamy ces3ama co cHuxceHuem yposHs XC-JIHII. Kaxcdwiti 1 mmons/n cHuxcerus XC-JIHIT accoyuupyemcs co
YMeHblUleHUeM OMHOCUMenvHozo pucka paszeumus HBC Ha 20%, noamomy Heobxo0uma oOyeHKa OUHAMUKU 3MO020
noxazamess Ha ¢oue neuerus [80, 83, 86].

VYpoeerv XC-JIHIT> 4,9 mmonv/21 'y nayueHmos cmapuie 16 sem uau > 3,5 mmonv/n y demeii u nodpocmkos 0o 15 nem
A87151€Mcsl 0OCHOBHbIM (hpeHomunuueckum npusHakom CI'XC.

YV Oemeli ¢ yposnem XC-JIHII 6onee 11 mmonv/n mpebyemcsa npogodums duazHocmuky 20CIXC. H3mepsams ypoeeHs
XonecmepuHa y demeti ciedyem HauuHas ¢ 08yxaemHezo 8o3pacma, eciu 'y pooumeneti umeemcst CI’XC, kcanmomamo3s unu
paHHee Hauano UBC. B makux cemusx eéce auya 0onxcHsl 6bimsb 06cnedosamst 01 uckatouerus CIXC Kak MOXCHO paHblie
[30].

e PexkomeHayeTcss MPOBOAUTHL mpsimoe omnpenenenue ypoBHs1 XC-JIHII B wiydae, kKorga ero Hemb3sl pacCUUTaTh IO
dopmyne ®puapanpia [28].

VYpoBeHb yoeauTenbHOCTH pekoMmeHganmii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

KommenTtapum: IIpu yposHe mpuzauyepudos > 4,5 mmons/n 0aHHas ¢opmyna daem HeKOppeKmHble pe3y/ibmamel,
n03Momy 8 3mom ciyuae npumeHams gopmyny Opudsansda Henv3s, U He06X00uMo nposodums npsimoe OUOXUMUUECKOE
onpedeneHue yposus XC-JIHII.

¢ PexomeHayeTcs B CJiyyae BbisBieHMe moBbinieHuss XC-JIHIT > 4,9 MMoJb// Y AliMeHToOB cmapute 16 nem v > 3.5
MMOJIb/ Y JieTelt u nodpocmkos 0o 15 jiem TIPOBOAUTH €ro MOBTOPHOE M3MepeHye He TI03Hee YeM uepe3 3 mecsiiia ¢
LIE/TbI0 UCKITIOUEeHMSI BIUSIHYUSI MHOVBUAYAIbHOM 1 J1ab0paTOPHOI BapuabeTbHOCTY Ha JaHHbIN MoKasartens [1, 28, 29,
30].

VpoBeHb yoenuTeaIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEpHOCTHU JOKa3aTeabCcTB C)

e PexkomeHpnyertcs onpenensitb ypoBeHb OXC Bcem nuiam ¢ nogospenuem Ha CI'XC c uenbio pacuera ypoBHs1 XC-JIHIT
no dopmyne @pupBanbga M s moctaHoBKM auarHo3za reCI'XC mo kputepusim CaiimoHa Bbpyma B wryuae
HeBO3MOXXHOCTU onpenenenus XC-JIHII 1, 28].

VYpoBeHus yoeauTeabHOCTH pekoMmeHganuii [ (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

KommenTtapumn: @opmyna dpudasanvda noseonsem, 3Has 3Hauerus OX, XC-JIBII u mpuenuyepudos, paccuumams
koHyenmpauuto XC-JIHII:

Konyenmpayus XC-JIHIT (mmons/n)= OX — (XC-JIBII + TI/2,2).
Ecnu xoHyenmpayus. OX, XC-JIBIT u mpuzauyepudos evipaxeHa 6 Mz/dn, mo 0aHHas opmyna umeem cnedyowuti 6uo:
Konyenmpayus XC-JIHIT (m2/on)= OX — (XC-JIBII + TI/5)

e PexkomeHpayerTcs onpenensaTh ypoBeHb XC-JIBII Bcem nuiiam ¢ nogo3peHneM Ha CI'XC ¢ menbio pacuetra ypoBHS XC-
JIHII o dopmyine @punsanbia [1,28].

VYpoBeHsb yoeauTenbHOCTH pekoMmeHaanuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

e PekomeHIyeTCs OIpelessiTh YPOBEHb TPUIMMLEPUIOB BceM juiam c nogospeHneMm Ha CIXC ¢ menpio pacuera
ypoBHs1 XC-JIHIT no ¢opmyne dpuapanbpia M UCKIIOYEHUS HAIUUUS COIMYTCTBYIOIIEN TUIIEPTPUTTULIEPUAEMUN
[1,28].

VYpoBeHb yoeauTenbHOCTH pekoMmeHganmii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

e PekOoMeHAyeTCS C 1enbl0 IOATBepXIeHus nauarHo3a roCIXC 1mpoBengeHMe MOJIEKY/ISIPHO-TEHETUUYECKOTO
MUCC/IeN0BaHMsl, HAIPaBJIeHHOTO Ha BBISIBJIEHME MMaTOTe€HHBIX MM BEPOSITHO MATOTeHHBIX BAPUAHTOB HYK/IEOTUIHOM
roc/aenoBaTenbHOCTU B reHax LDLR, APOB, PCSK9, LDLRAPI1, ABCG5, ABCGS8, CYP7A1 [30].

VYpoBeHb yoeauTenbHOCTH pekoMmeHganuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

e PekoMeHAyeTCsS C 1elbl0 TMOATBepXKAeHUs pAumarHosda TreCIXC 1mpoBefeHMe MOJIEKYISIDHO-TEHETUUYECKOro
MUCC/IeNOBaHMs, HAaIpaBJIe€HHOTO Ha T[ATOTeHHble WIM BepOSITHO IlaTOreHHble BapMaHThl HYKJIEOTUIHOM



ToC/IeIoBaTeNbHOCTY B reHax LDLR, APOB, PCSK9, y nui ¢ cymMoit 6a1oB 6 ¥ 6ojiee COTMIAaCHO KIMHUYECKUM
kputepusam DLCN mnu npu nocranoske auarsosa reCI'XC cornacHo kputepusim Caiimona Bpyma [30, 175, 176].

VYpoBeHb yoeguTenbHOCTH pekoMeHganuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

KommenTtapuu: ITocmaroska duazio3a 2eCI’XC 803M0x#cHA 6e3 8bNOSIHEHUS. MONEKYIAPHO-2€HEMUUECK020 UCCNed08aHUSL
N0 KJIUHUYECKUM KpUumepusm, 00HAKO 8blsieJleHUe KOHKPEMHOU 2eHHOL Mymayuu cyujecmeeHHo obnezuaem nocmaHosKy
duaerosa CI'XC u nocnedyroujee npogedeHue KackadHozo cKpuHuHeaa, ymoutsem puck pazeumust CC3, a makice mMoxcem
0blMb NONE3HBIM NPU NIIAHUPOBAHUU ceMbU. Kpome moeo, ebisielieHue Mymayuu Hepedko yeeauuusaem npueepieHHocms
nayuesma x mepanuu. CoenacHo paHooMu3upoB8aHHoOMy UCCIe008aHUI0, 2eHemuueckoe noomeepxcdeHue duazvoza CIXC
ycunusaem eepy 8 3¢ pekmusHoCmb MEOUKAMEHMO3HO020 CHUMCEHUS YPOBHS xonecmepuHa [45].

2.4. I'HCTpyMeHTaJIbHasi AMarHoCTuKa

e PekoMeHAyeTCs BCeM B3pOCibIM IaiyeHTam 30 JieT u crapuie c rnogo3peHnem Ha CI'XC, He MMeWIIMM AMarHosa
VBC, MpoBOAUTH OIIEHKY MPENTECTOBON (ampuopHoii) BeposiTHocTy UBC ¢ pelieHreM BOIIpoca 0 HEOOXOAMMOCTH U
BbIOOpPEe MeTofa HanbHelmieii auarHoctuku WMBC, ¢ mocnenmymomieit crpatudukanyeit pucka CC oCIoKHEHU U
BBIOOPOM TAKTUKM JIEUEHMSI COTVIACHO JEMCTBYIOIIMM KIMHUYECKUM pekoMeHfauusiMm «CTabuiabHash MieMyuveckast
6onesHb cepaua» (KP155) [1, 33, 120, 130].

VpoBeHb yoeauTeIbHOCTH PeKoOMeHIaIuii I (YypoBeHb JOCTOBEPHOCTH TOKa3aTenbeTB C)

e PexomeHpnyeTcs y nanueHToB miaguie 30 snet ¢ nogo3peHueM Ha CI'XC, He umeromum nuarHosa UBC, pemeHnne
BOIIPOCa 0 HEOGXOIMMOCTH AUarHoCTyKy UBC MpoBOAUTD C yUYETOM KIMHUYECKOM KapTUHbI MallMeHTa, AaHHbIX DK,
CHSITOV B MOKOe, MHEHUSI Bpaua-Kapauosora, IpUMeHUMOCTY U JTOCTYITHOCTU MMEIOIIUXCS MEeTOAO0B AMAarHOCTUKU
UBC [33].

VpoBeHb yoeauTeIbHOCTY PeKOMeHIaluii I (YypoBeHb JOCTOBEPHOCTH TOKa3aTenabeTB C)

Kommenmapuu: Panee pazeumue UBC aensemca 00HUM U3 Kpumepues nocmaHoeku duazosza 2eCI'’XC no KauHuueckum
Kpumepusim.

e PexomeHyeTCsSI TPOBOAUTH AMATrHOCTUKY HAIMUMS aTEPOCKIEPOTUYUECKOTO MOPaskeHMsI COHHBIX apTepuit U apTepuit
HIWKHMUX KOHEUHOCTell y B3powibix ull ¢ nogo3peHuem Ha CIXC mpu nmomommu Y3U Bo Bcex ciydyasix, KOTAA Takoe
obciieoBaHMe He ITPOBOAMIIOCH PaHee B TeueHMe nocinegHux 12 mecsites [1, 28, 50, 51, 149, 151].

VpoBeHb yoeauTeIbHOCTY PeKOMeHIaIuii I (YypoBeHb JOCTOBEPHOCTH NOKa3aTenabeTB C)

KommenTapumn: OyeHka Hanuuusi amepockaepo3a COHHbIX apmepull u apmeputi HUMCHUX KOHeuHocmell y 83pOCibiX
Heobxoduma Kak ona nocmamosku duaznoda CI’XC coenacHo ouazHoCMuuecKum KpumepusiM, max u cmpamugurayuu
pucka CC ocnoxcHeHuti u onpedeneHust MakmuKu JiedeHus.

2.5. KackagHbI CKpUHUHT

¢ PexoMeHOyeTCs C I[ebI0 UCKIIOUeHNs/TIOATBepkaeHus: 3a6oneBanust CIXC o6ciemnoBaTh pOACTBEHHUKOB TEPBOIA,
BTOPOI4, U, eC/ii BO3MOXKHO, TpeTheli CTeleHy POACTBA MalleHTa C yCTaHOBJAeHHbIM AuarHozoMm CIXC (kacKagHbIi
ckpuHUHT) [1, 29, 30, 55].

VYpoBeHb yoeauUTeIbHOCTY peKoMeHAauuii I (ypoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

KommenTtapum: Kackadusili ckpuHuHe — hosamanHas udenmuguxayus nayuermos ¢ CIXC cpedu uneHoe cembl
npobamoa (nepeozo uya 8 cemve ¢ YCMaHosneHHviM duazHo3om 2eCIXC), m.e. nepgozo Juya 6 cemve, y KOmopozo
evicmassieH duazHo3 CIXC. ITo mepe 8bisisneHus Ho8vlx nayueHmos ¢ CIXC, ux poocmeeHHUKU makxce o6cnedyiomcs.
Kackaousiii ckpuHuHz - Haubonee yenecoobpasHslii cnocod duazHocmuku paHee He duazHocmupogauHoii CIXC, mak kax
OH no3e0/islem eviaéums nauueHmos ¢ CIXC, 8 mom uucie Ha OOKAUHUYECKOU cmaduu. Dmo nomozaem nposooums
npogunakmuueckue Meponpusimus, 6KIUAWUe U3MeHeHUue 00pasa MU3Hu, Koppekyuio ¢akmopos pucka CC3 u
adekeamHyt 1eKapCmeeHHyl0 mepanuio, CHUMAIOWY YposeHsb X0JleCmepuHa 6 Kposu u npedomepaujarowyo passumue
cepoeuHo-cocyoucmslx ocnoxcHeHuil. PodcmeeHHuku nepeoii cmeneHu poocmea: podumenu (Mame, omey) u demu (CoiH,
dous), 6Bpam u cecmpa; emopoti: 6abywika, 0edywika u 8HYKU, 6HYUKU, 0504, mems U NAEMSHHUKU, NJAeMSHHUUbL;
mpempeti: npaded, npababyuwika u NpasHyKu, NpasHyuku; 08010pooHbvle 6pam u cecmpa.

e PekomeHIyeTCSI pa3bsICHITh TAUMEHTY Ba’KHOCTb IIPOBENEeHMsT KacKaJHOrO CKPMHMHTA U TpPUIVIALIEHUS] ero
POICTBEHHMKOB Ha 06C/IeoBaHe, ITOCKOIbKY PAHHEE BBISIBJIEHME CPey HUX HOBbIX cimyuaeB CI'XC MO3BONINUT HAYaTh
podWIakTUYECKKe MEepOTPUSITUSI U JIEKAPCTBEHHYIO Teparuio, HalpaBjeHHble Ha TpefoTBpalleHue pas3BUTUS
CceprevyHO-COCYIMUCThIX OCIOKHEeHMIA [29, 30].



VYpoBeHb yoeauTeIbHOCTH peKoMeHAalmii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCcTB C)

e PexkoMeHAyeTcs B CJTydae, ey y pobaHa 6bUI0 ITPOBEEHO MOJIEKYISIPHO-TeHeTYecKoe 00c/ieloBaHye U BbISIBIEH
TaTOTeHHBIN UM BePOSITHO-TIATOTeHHbIV BapMaHT HYKJIeOTUIHOM nocnenoBatenbHOCTy reHOB LDLR, APOB, PCSK9,
MIpoBeieHNe TeHeTHYECKOr0 KaCKaJHOTO CKPUMHUHTA y POLCTBEHHMKOB MPOOaHZA C LEebI0 OMpeneneHus] y HUX
HaJIMYMS WIK OTCYTCTBUSI JAHHOTO TeHeTMYEeCKOro BapuaHTa [1, 29, 30].

VYpoBeHb yoeaUTeTbHOCTH peKOMeHAalmii I (ypoBeHb JOCTOBEPHOCTH JOKa3aTelbCcTB C)

e PexkomeHAyeTCsl IPU MOATBEPKAEHUM HAJIMUMS [TaTOTEHHBIX MM BEPOSITHO-TTATOTeHHBIX BAPMAHTOB Y POLCTBEHHMKA
noctaBuTb eMmy auariHo3 CI'’XC, naxe ecnu ypoBeHb XC-JIHII y Hero Huske AMarHOCTUYECKUX 3HAUEHMI, XapaKTepPHBIX
I71 gaHHoro 3abonesanus [30].

VYpoBeHb yoeauTeIbHOCTH peKoMeHaanmii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCcTB C)

e PekOMeHIyeTCsl TMpM OTCYTCTBUM JAHHBIX MOJEKYISIPHO-TeHEeTUYEeCKOro 06c/ienoBaHusl MpobaHaa IMPOBOAUTH
(dbeHOTUIIMYECKMIT KAaCKaJHbI/I CKPUHMHT CPEAy €ro POACTBEHHMKOB, OCHOBAHHbBII Ha TMPUMEHEHUM KPUTEPUEB
nmuarHoctuky CIXC poncTBeHHMKOB po6anza (cm. Ipunoskenue I'7) [1, 18, 29, 30].

VpoBeHb yoeauUTeIbHOCTH peKoMeHaalmii I (YypoBeHb JOCTOBEPHOCTU JOKa3aTeabCTB C)

KommeHnTapum: Yuumsisas 6oJee 8biCOKy0 eepossmHocmy Hanuuus CIXC y podcmeeHHUK08 npobaHoa (8eposmHoCcmsb
50% o0na podcmeenHuxos 1 cmeneHu poocmea u 25% Ona 2-oii cmeneHu) no CpasHeHUuw ¢ 00WENoNnyaAYUOHHOT
(opuenmuposouxo 1/200), npumeHeHue omoeibHbIX Kpumepues 01 podCmMBeHHUK08 NO8bIULdem UY8CMBUMENbHOCb NPU
docmamouHoli  cneyuguuHocmu NO  CPABHEHUN C Kpumepusimu, NpumeHsieMsiMu y npobauda. Beicokas
uyscmeumenvHocmo (93%) u cneyuguunocms (82%) amux kpumepues 8 duazHocmuke CI’XC 6bL1a npodemMoHcmpuposaa
u ons poccutickoti nonynayuu [53].

e PekomMeHIyeTCSI OTCIEXMBATh OO OOCIeNOBAaHHBIX POJCTBEHHMKOB IpobaHAa B paMKaxX KacKaJHOTO
TecTupoBaHusl. Ewim ocralorcs Heob6CIeqOBaHHbIE POACTBEHHMKM, HEOOXOOAMMO OOGCYAUTb BO3MOXKHOCTM UX
o6cemoBanms ¢ Mpo6aHIOM MM €ro 3aKOHHBIM ITpeficTaBuTeneM (eciv mpobaua miaaie 18 net) [30].

VYpoBeHb yoenuTenbHOCTH pekoMmeHaanuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)

2.6 OieHKa cepaedyHO-COCYOMUCTOr0 pUCKa

¢ He pekoMeHIyeTcsl MPUMEHSITh 00IepacpocTpaHeHHble HIKaabl 1jist oleHku CC pucka (PpeMmHreMcKas LIKasa,
nikasiia SCORE) y manmenTos ¢ CI'XC [126].

VYpoBeHb yoenuTenbHOCTY pekoMeHaauuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)

¢ PexkomeHpyetcst Bcex yiui ¢ CTXC 6e3 CC3 aTepoCKIepOTUYECKOTO reHe3a OTHOCUTDb K KaTeropuu jui, BeicoKoro CC
pucka, npu Hanmumm CC3 - K KaTeropuu oueHb Boicokoro CC pucka [28, 127].

VpoBeHnsb yoeauTeabHOCTH pekoMmeHganuii [ (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

e PexomeHayeTcs ISl YTOUHeHUS MHAMBUAyanbHoro CC pucka M ero gajbHeimieii Momudukauuy OIEeHUBATh Y
kaxmgoro nanyeHTta ¢ CI'XC HammMume Takux (GaKTOPOB pUCKA aTepockieposa, Kak Al, kypenue, ClI, MOBBINIEHHBI
yposeHb TT (>1,7 mmonb/n), Hu3kuii ypoBeHb XC-JIBIT (<1,0 MMOnb/a Yy My>KUMH 1 <1,2 MMoOsb/n y XeHIIuH) [20, 47,
128].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEpPHOCTHU JOKa3aTeabCcTB C)

e PexkoMmeHpyeTcsl ISl YTOYHeHMs] MHAMBUAyaabHoro CC pucKa M ero JaabHeiimeil Mopu@ukanuy OIeHUBAaTb Y
kaxporo nanyeHta ¢ CIXC ypoBeHb aumornpoTenuja(a) (MaToMOTMUecKy 3HAUYMMBIM C/IefyeT paccMaTpuUBaTh
TOBBIILIEHMEe YPOBHSI unonpotensa(a) > 50 mr/mi) [20, 128].

VpoBeHb yoenuTeaIbHOCTH pekoMeHanuii Ila (YpoBeHb JOCTOBEpHOCTH JOKa3aTeabcTB C)

e PexkomeHnyeTcs BCeM IalMeHTaM, BKao4yas pereir, ¢ roCI'’XC mnocime MNOCTaHOBKM [MarHosa IIpOBeAeHue
KOopoHapoaHruorpabum WM MyJbTUCIIMPAIbHOM KommbloTepHoi Tomorpadgum (MCKT) KopoHapHbBIX apTepuit
KOHTDPACTUPOBaHMeEM [JI51 OLLeHKM CTelleH!M aTepPOCKIepOTUUYECKOTO TOopaXkeHs KOpOHAPHBIX apTepwii [1, 33].

VYpoBeHb yoeauTeIbHOCTH peKoMeHAaImii I (ypoBeHb JOCTOBEPHOCTH JOKa3aTelbCcTB C)



3. JleueHue

PexoMeHyeTcsl HaTIpaBsiTh NI ¢ BbisgBaeHHOI CI'XC B LeHTpPBHI, CIIelMaTIU3UPYIOLMecs] Ha JieueHUM HapyllieHui
JIMIIUAHOTO OOMEHa C LIeJIbI0 TTOATBEPKIEHMS IMarHo3a, ONpeaeeHust TaKTUKY JIeUeHMs], TPOBEIEeHNST KaCKaJHOTO
CKPMHUMHTA U TUCITAHCEPHO-IMHAMMYECKOTO HabmoaeHns [29, 32].

VYpoBeHb yoeauTeIbHOCTY peKoMeHAanmii I (ypoBeHb JOCTOBEPHOCTH TOKa3aTeabCcTB C)

3.1. HemeguKaMeHTO3HOe JieueHNe (Bce ManMeHThl)

PekomeHnpayetcs Bcem manyeHTam ¢ CIXC BHe 3aBUMCMMOCTM OT MX BO3pacTa B 00S13aTe€IbHOM ITOPSIIKE TTPOBOIUTD
KOHCYJbTMPOBaHMe M0 BOITPOCcaM AMeThl, Pr3nueckoit akTMBHOCTH, obpasa xkusum [1, 29, 30, 118, 119].

VpoBeHb yoeauTeIbHOCTH PeKOMeHganmii I (YypoBeHb JOCTOBEpPHOCTH J0Ka3aTeabCTB C)

PexoMeHyeTCsl JaBaTh PEKOMEHZAINY 0 3L0POBOMY IIUTaHMIO U HU3MUeCKoil akTuBHOCTK mauueHTy ¢ CIXC npu
KaXXIoM Bu3uTe K Bpauy [30, 118, 119].

VpoBeHb yoenuTeabHOCTH pekoMeHanuii I (YpoBeHb JOCTOBEpHOCTH JOKa3aTeabCcTB C)

KommenTtapun: ITayuermst ¢ CTXC mMozym ucnstmsléams uy8cimeo 8UHbl UIU CMoldd, eciu OHU Hapywaiom ouemuueckue
pekomeHdayuu unu eciu NoJyueH aHaau3 ¢ HeHaoneuaujum ypoeHem XojiecmepuHa. HpasoyuumensHouili nodxod npu
KOHCYNbMUpo8aHuu no 60Npocam Koppekyuu o0pasa HusHu u duemsl Moxem ycunueams bluleyKa3aHHvle uyecmea y
nayueHmos, umo Heo6Xo0UMO yuumsleams npu KOHCY1bMuposaHuu nayueHmos [41].

3.1.1 Iueta

PexomeHnpyetcs BceM naumeHTam ¢ CIXC c penbio cHukeHus ypoBHs OXC m XC-JIHIT u pucka passutus CC3
COOIOfieHME IMEThI C OTPaHMYEHMEM TTOTPeOIeHMST HACBIIIEHHBIX JKUPOB (<7% OT MOTpebIisieMbIX KaJl/IeHb) U TPAHC-
KUpOB (< 1% Kaj/meHb) 3a CUYeT BBEOEeHMSI B palyoH MOHO- (HepadMHMPOBAHHOE OJMBKOBOE Macio) U
TTOJITHEHACBINIEHHBIX (HelaaIbMOBble PACTUTeNTbHbIE Maciaa) JXMPHBIX KUCIOT B KOIMYECTBe, 0OeCIeyyBaomeM a0
30% cyTouHOTO Kajaopaxa [63, 64, 65].

VpoBeHb yoeauTeTbHOCTH pekoMeHganmii Ila (ypoBeHb JOCTOBEPHOCTU OKa3aTeIbCTB B)

PerkomeHnpayetcst BceM nanueHTam ¢ CIXC ¢ menbio cHokeHMs ypoBHS OXC mu XC-JIHIT orpaHMunTh NOTpebieHue
xosnectepuHa 1o 200 mr/meHs [1, 29, 66].

VpoBeHb yoeauTeIbHOCTH PeKOMeHAanmii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCTB C)

Pekomenpgyetcs Bcem maiyeHTaM ¢ CI'XC c nenbio cHiskenust ypoBHsi OXC u XC-JIHII perynspHoe moTpebieHue
MUY, 60TaToi pacTUTENbHOM KIeTYATKO (10 KpaltHeit Mmepe, 5 mopliuii oBoiei u GpyKToB B AeHb) [67, 68].

VpoBeHb yoeauTeIbHOCTY peKoMeHAanuii I (ypoBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB A)

Pexomenpgyetcst Bcem mnanyentam ¢ CIXC c nenbio cHwkeHus: yposHs OXC u XC-JIHII perynsipHoe moTpebieHue
MUIEBbIX MPOIYKTOB, 060TaleHHbIX CTAHOIaMM U cTeposiamu [69, 70].

VpoBeHb yoeauTeIbHOCTH peKoMeHAaIuii [ (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB A)

PexomeHnyeTcs KOHCYnbTMpOBaHue poxauteneli nauyeHTta ¢ CI'XC BpauyOM-AMeTOIOTOM IO BOIPOCaM 340POBOTO
nmuTaHusl pebeHKa, HauMHAs C Bo3pacta 2 JjeT. [lMeTuyeckue peKoMeHAAlMy aHaJOTMYHbI PEKOMEHJAlysIM [Jist
B3pocibix ¢ CI'XC, ogHAaKO HEO6XOMMMO CO6JTI0NaTh 0COGYI0 OCTOPOKHOCTh, YTOOBI M36€KaTh HEeNOCTAaTKa KaJopuii
(eciy BeC HOPMAJIBHBIN), ¥ KOHTPOIMPOBATh KpUBYIO pocTa [20, 129].

VpoBeHb yoenuTeaIbHOCTH pekoMeHaiuii I (YpoBeHb JOCTOBEpHOCTH JOKa3aTeabCcTB C)

3.1.2 ®dusmnuyeckass aKTUBHOCTD

Pexomenpgyetcst Bcem nauyenTam ¢ CI'XC ¢ menbio cHkeHus ypoBHs1 OXC, XC-JIHII, TpurauiepuioB U MOBBIIIEHUS
XC-JIBIT aspo6Hast pusmuyeckast aKTUBHOCTb YMEPEHHO MHTEHCUBHOCTH (MJIM BBIIIE [0 COMIACOBAHUIO C BpauoM) IO
MeHbIeit Mepe 30 MMHYT B IEHb B TEUEHME HE MeHee YeM 5 JHeil B Hemeto. JInil, KOTOpbIe TI0 COCTOSTHUIO 30POBbS,



He MOTYT BBITIOJIHSITh YMEPEHHO MHTEHCUBHYIO0 (PU3MUECKYI0 Harpy3Ky, He06X0OMMO MOTUMBMPOBATH K BBIITOTHEHUIO
MaKCUMMaabHO IIepeHOCMMOIt 7151 HUX Gu3nyeckoit akTuBHoCTH [71, 72, 73].

VYpoBeHb yoeauTeTbHOCTH peKoMeHaaImii I (YypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB A)

e PekomeHayeTCcsl TIpu BbiOOpe (HU3NYECKOl aKTMBHOCTM OTHABaTh IIPEATIOUTEHME TOM, KOTopas Obuia Obl
MaKCYMAaTbHO JOCTYITHA IS MAIMEHTA B €XKeTHEBHOM peskuMe, K MpuMepy, 6bICcTpast Xoab6a, obeM IO JIECTHUIIE,
e3fa Ha Besnocunepe [30].

VpoBeHb yoeauTeIbHOCTH peKoMeHAalmii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCcTB C)

3.1.3 OTKas3s oT KypeHus

e PekoMeHAyeTCsS OOBOOUTH [0 CBeAeHMS BCeX KypslMX TMalMeHTOB C YCTaHOBAeHHbIM pAmarHozom CIXC
MHGOPMALIMIO O HEO6XOAMMOCTY TIOTHOTO OTKAa3a OT KypeHMsl, TOCKOJIbKY OHM Y3Ke MMEIOT BbICOKMIi PUCK Pa3BUTHUS
CC ocnoxxueHnuit [74, 75, 76].

VYpoBeHb yoeauTeTbHOCTH peKoMeHaaluii I (YypoBeHb JOCTOBEPHOCTH OKA3aTeIbCTB A)

e PekOMeHAYyeTCs OOBOAUTDL A0 CBeOEeHMS BCeX HEKYpPSIIMX MalMeHTOB C YCTAHOBJEeHHBbIM AuarHosom CI'XC, B ToMm
Yyic/le TIOAPOCTKOB, MHGOPMAIMI0 O HEoOXOOMMOCTM u30eraTb KaK aKTMBHOTO, TaK ¥ IACCHMBHOTO KypeHWs,
TIOCKOJIBKY OHM y3Ke MMEeIOT BhICOKMIT pucK pa3Butusi CC ocnoskHeHwuix [77, 78].

VpoBeHb yoeauTeTbHOCTH peKoMeHAaluii I (YypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB A)

e PekomeHIyeTCSI C 1ieJbl0 TIOBbIIEHUST 3((EKTMBHOCTM OTKasa OT KypeHMs aKTUMBHO IIPUMEHSITh
dbapmakonornueckne mogxomsl [79].

VpoBeHb yoeguTeIbHOCTY peKoMeHAanuii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTelbCTB B)

3.2. MegukaMeHTO3HOe€ JieueHVe B3POC/IbIX MallMeHTOB

3.2.1 O6mue MOJIOKEeHUS IJIsI reTepo- U romosurotHor CI'’XC

o PexkomeHayeTcst MHGOPMMPOBaATh ManyeHToB ¢ CI'XC 0 Heo6XOAMMOCTY IUITOIUITUAEMUYECKOI Tepanuy B TeUeHue
BCelt KM3HM ¢ 1enbio mpodunakTrky pazsutus CC ocinoxkuenui [80, 81, 84].

VpoBeHb yoeauTeIbHOCTH peKoMeHAanuii I (ypoBeHb JOCTOBEPHOCTU TOKa3aTelbCcTB B)

¢ PexoMeHIOBaHHbIN 1eneBoii ypoBeHb XC-JIHIT mjis B3powibix manueHToB ¢ CI'XC, umelomux xoTs 6b1 omHo CC3
aTepoCKIepOTUYECKOTO reHe3a, CocTaBiseT MeHee 1,5 Mmonb/n [82, 83, 87].

VYpoBeHb yoeauTeTIbHOCTH peKoMeHaalmii I (YypoBeHb JOCTOBEPHOCTH SOKa3aTelbCTB B)

e PexkomeHnmoBaHHBIN 1eneBoii ypoBeHb XC-JIHIT gns B3pocinbix nauyenToB ¢ CI'XC, He nmenmux B aHamHe3e CC3
aTepoCKIepPOTUUYECKOTO reHe3a, COCTaBasgeT MeHee 2,5 MMOIb/1 [84, 86].

VYpoBeHb yoeauTeTbHOCTH PeKOoMeHAalmii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeIbCTB B)

e PekoMeHAyeTCs BCeM B3POC/BIM IMallMeHTaM C YCTaHOBJIEHHBIM AuarHo3om CI'XC HasHAuuTh Tepanuio CTaTUHAMU B
BBICOKOMHTEHCUBHOM PEXMME C IIeJIbI0 JOCTMReHMs LieneBoro ypoBHs XC-JIHIT [83, 85].

VpoBeHb y6eqUTEeIbHOCTY peKOMeHaAauuii I (ypoBeHb AOCTOBEPHOCTH JOKAa3aTeNbCTB B)

KommeHTapuu: BbICOKOMHTEHCHMBHAs Tepamnusi CTaTMHAMM IOApasyMeBaeT HazHaueHMe aTopBacTaTuMHa™* B mo3e
40-80 mr/cyTKM U posyBactatuHa** - 20-40 m/CyTKu.

e PexomeHpayeTcs: Y B3powibix ni, ¢ CI’XC cTpeMUTbCSI K Ha3HAUeHUI0 MaKCMMaJbHO PeKOMEHIOBaHHbBIX (COIIACHO
MHCTPYKIMU TI0 IPUMEHEHMIO) MY MaKCUMalbHO IIepeHOCUMBIX 103 CTaTUHOB [83, 85].

VpoBeHb yoenuTeIbHOCTH peKoMeHaaIuii I (YpoBeHb OCTOBEPHOCTHM 10KA3aTelbCTB B)

3.2.2 Jlonio/iHeHMeE K JIeUeHUI0 B3PpOouIbIX aull ¢ reCI'’XC

¢ PexomMeHayeTcs HA3HAUMUTD 33eTUMM6™* 10 Mr/cyT u/munu uurubutop PCSK9 B3pocnbim natuentTam ¢ CIXC B ciydae,
eIy Ha3HayeHMe CTaTMHOB NPOTMBOIIOKA3aHO MM MMeeTCsl JOoKa3aHHas HelmepeHOCHMMOCTb cTaTuMHOB [179, 180,



181, 182, 183].
VYpoBeHb yoenuTeabHOCTY pekoMeHaanuii Ila (ypoBeHb OCTOBEpPHOCTY JOKAa3aTeIbCTB B)
KommeHTapuu: OnpedenieHue HenepeHoCUMOCMuU CmamuHo8 (8blnoJIHeHUe 8cex nepeducieHHbIx ycnosull [184]):

1. HenepeHocumocmp KaK MUHUMYM 2-X CMAmuHo8, 00UH U3 KOmopbix 8 MUHUMAIbHOL cmapmogoti 0o3e, 8mopoli - 6 6ol
do3e.

2. HenepeHocumocms  8blpaxcaemcss 8  pazeumuu  N0OMBEepHOeHHbIX, HENepeHOCUMbIX  NoOouHblX  3ddexmos,
aACCOUUUPOBAHHBIX C NPUEMOM CMAMUHO8, UIU 3HAUUMOM OMKIOHEHUU J1A00paAmopHblx noxasarmeJeti.

3. Hcue3HogeHue UaU yMeHblueHUue NposieneHuli nobouHslx 3(dexmoe Ha (GoHe yMmeHvlueHuss 003bl CMAMUHA UIU
npekpauieHus ezo npuema

4. Pazeumue no6ouHsix 3pexmos He 00nHHO Oblmb 00YC/I08/1€HO JEKAPCMBEHHBIMU B83aumodeticmeusmu uiu opyzumu
COCMOSIHUSIMU, NOBBIUAWUMU PUCK HENEPEHOCUMOCMU CMAMUHO08

e PexkomeHmyeTCs] HA3HAYMTD 33eTUMMO** 10 Mr/cyT u/mnu narn6utTop PCSK9 B KOMOGMHAIMM CO CTATMHAMM B3POCTBIM
nanyeHntam ¢ CI'XC B crydae, eciu Ha (oHe MpreMa MaKCMMaJIbHO PEKOMEHIOBaHHBIX (COTVIACHO MHCTPYKIVUU T10
MPUMEHEHMIO) MY MaKCMMaIbHO IePeHOCHMBIX MAlYIEHTOM 103 CTaTMHOB ypoBeHb XC-JIHII ocraeTcs Bbime 2,5
MMOJIb/J TIPU OTCYTCTBUM WU BbIlIe 1,5 MMosb/a npy Hamuuuy CC3 aTepockiaepoTudeckoro renesa [88, 91, 92,
93, 94, 95].

VYpoBeHb yoeauTeabHOCTH pekoMeHganmii Ila (ypoBeHb JOCTOBEPHOCTU OKa3aTeIbCTB B)

KommeHnTapum: Boi6op mexcdy 33emumubom unu uHeubumopamu PCSK9 donxcen nposodumocs, ucxods u3 Heo6xooumoli
0na docmudeHUs yese80z20 YyposHs cmeneHu cHuxceHust XC-JIHII, npuHumas 60 8HUMAHue, ymo 33emumuld ymeHvuiaem
yposens XC-JIHIT npumepHo Ha 20%, a uneubumopst PCSK9 - na 60%. Hneubumopsi PCSK9: s8on0kymad™** 140 me n/x 1
pas 6 2 Hedeau uau anupokymad™* 75-150 mz n/x 1 pas 8 2 nedenu. JlaHHas cxema 000CHOBAHA K NPUMEHEHUI MaK#ce 8
ambynamopHblx YCN08USIX, YCI08USX CMAYUOHAPA, OHEBHO20 CMAYUOHAPA (8KIIOUASL NAYUEHMO08, HYHOarowuxcs 8
npumeHeHuu memoda agepesa. Cm. Huxe pasden 3.5).

3.2.3 Jlonio/IHeHME K JIeUeHUI0 B3pOouIbIix ull ¢ ToCI'’XC

¢ PekomeHIyeTCs Ha3sHAUYUTH 33eTUMM6** 10 Mr/cyT u/mam 3Boaokyma6™* 420 mr 1/K 1 pas B Mecsi] MmaiyeHTaM C
roCI'XC>12 net, He nonyvatomum JIIT adepes, JOTTOTHUTETHLHO K MAaKCMMAaIbHO MTO0OPAaHHON Tepanuy CTaTUHAMY B
ciydae, eciv Ha GhoHe ux npuema ypoBeHb XC-JIHIT ocTaeTcs Bbiie 2,5 MMOJIb/J TIPU OTCYTCTBUY WIM Bbile 1,5
MMob/n mpy Hasmmumny CC3 aTepockiiepoTuyeckoro reHesa [96, 115].

VYpoBeHb yoeauTeIbHOCTH pekoMmeHganmii Ila (ypoBeHb J0OCTOBEPHOCTH JOKA3aTelIbCTB B)

Kommenmapuii: B Hacmosawuti MmomeHm cpedu uHzubumopos PCSK9 monwko 38010kymab umeem noxkasaHue 071s jieueHus
20CT'’XC ¢ 12 nem.

¢ PeromMeHAyeTCs HAa3HAUUTD 33eTUMUOG** 10 MI/CYT U/Mau 3BOTOKYMa6™* 420 MT 11/K 2 pa3 B MeCSII B COOTBETCTBUM C
rpadukom JIIT adepesa manueHtam ¢ roCrXC, momyuaromum JIII adepes, MOMOTHUTENBHO K MaKCUMAaTbHO
Tomo6paHHOM Tepamuu CTaTMHAMM B Ciiydae, eciv Ha (oHe ee mpuema ypoBeHb XC-JIHII ocraercs Bbimie 2,5
MMOJIb//I IPU OTCYTCTBUM MM Bbimie 1,5 Mmoins/n nipu Hamyuumuyu CC3 aTepockaepoTudyeckoro reHesa [96, 177].

VYpoBeHb yoeauTeIbHOCTH pekoMeHganuii Ila (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB B)

KommenTtapum: bosee nodpo6Ho nokasaxusi ons nposederus JIIT agepesa npusedeHst 8 coomeemcmaywoujem pasoene
JaHHbIX pekomeHOauuii.

3.3. MegukaMeHTO3HOe JieueHHe MalMeHTOB IeTCKOTo BO3pacTa

3.3.1 OG1ee MOJIOKEHMS IJIS1 TeTepo- u romo3urotTHoi CI'’XC

e PexkomeHnoBaHHbI LleneBoit ypoBeHb XC-JIHIT y manbumkoB u geBouek ¢ CI'’XC B Bo3pacte o 10 net cocrasnsiet <4,0
mMmonb/n [1, 29, 30, 97, 98].

VYpoBeHb yoeauTeIbHOCTH pekoMmeHganmii Ila (ypoBeHb J0OCTOBEPHOCTH AOKa3aTeabCTB C)

e PexomeHpmoBaHHbI 1eneBoit ypoBeHb XC-JIHIT y manpumkoB m pgeBouek ¢ CI'XC B Bospacre crapuie 10 ner
cocrasisieT < 3,5 mmons/n [1, 29, 30].

VYpoBeHb yoeguTeabHOCTH pekoMeHganuii Ila (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCTB C)



e PexomeHpmoBaHHbIN LeneBoii ypoBeHb XC-JIHIT y geteit ¢ CI'XC npu Hanmmuny CC3 aTepOCKIepOTUUECKOTO reHesa
cocrasisieT < 1,8 Mmmonb/n [31].

VYpoBeHb yoeguTeabHOCTH pekoMmeHganmii IIb (ypoBeHb OCTOBEPHOCTH JOKa3aTeabCTB C)

e PekoMeHAyeTCsS B KayecTBe IpernapaToB IMepBoi aumHum s jedeHus CIXC y Jereit Ha3HavyaTh CTaTUHBI,
0I06peHHbIe AJIST KITMHUYECKOTO MPUMeHEHMS B IETCKOM Bo3pacte [99 -107 ].

VYpoBeHb yoenuTeabHOCT pekoMmeHaanuii Ila (ypoBeHb IOCTOBEPHOCTY JOKAa3aTe/IbCTB B)

KommeHTapum: B Hacmoswuili mMomenm 6 P® 0na JeueHus eunepxonecmepuHemuu y Odemeti ¢ 2eCIXC
3apezucmpuposamst amopsacmamut ¢ 10 1em, cumeacmamut ¢ 10 1em u parysacmamun ¢ 9 iem. O0Hako 6 danvHetiuem
dpyzue cmamuMsl MO2ym NOJYYUMb NOKA3AHUA Ol Ha3HaueHus 8 demckom so3pacme. Tax, 8 CIIIA u EC 0nsa neueHus
demeti ¢ CIXC 10 nem o00obpeHsl cumacmamuH, J08acmamuH, amopsacmamud, ¢aysacmamud. Kpome moeo,
npasacmamun 00o6peH 6 CIIA c 8 nem, a posysacmamut - 8 EC ¢ 6 nem [51].

¢ PeromeHayeTcs Ha3HAUYMUTh 33eTuMu6** 10 Mr/cyT B KOMOWHAIMM co ctaTuHamu Jetsam c¢ CI'XC, eciu Ha ¢oHe
npreMa MaKCUMaJbHO PEKOMEHAOBAHHBIX (COIJIACHO WHCTPYKUMM 10 TPUMEHEHUI0) WIM MaKCMMAaJIbHO
MePEHOCUMbIX MMallMEHTOM 03 CTATUHOB He YIaeTcs NOCTUYb 0603HAUEHHBIX BBIIIE 11e/eBbIX ypoBHeit XC-JIHII [1,
29, 30].

VpoBeHb yoenuTeIbHOCTH peKoMeHaaIuii I (ypoBeHb JOCTOBEpPHOCTH HOKa3aTeabCeTB C)

KommenTapum: B Hacmoswuii momenm 6 P® 33emumu6™* 10 me/cym 3apezucmpupo8an 01 JieueHus
2unepxonecmepuremuu y demeti ¢ 2eCI'’XC c 10 nem.

¢ PexkoMeHayeTcsl HasHAUUTh 33eTMMMU6** 10 Mr/cyT B Bume MoHoTepamuu Jaetsam ¢ 10 net ¢ CTXC B ciydae, eciu
Ha3HayeHMe CTaTMHOB IIPOTMBOIIOKA3aHO MUY MMeeTCs JoKa3aHHas HellepeHOCMMOCTb CTaTUHOB [30].

VYpoBeHb yoeauTeTbHOCTH peKoMeHAalmii I (ypoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

¢ PekomeHayeTcss MHGQOPMUPOBATh JIeTeil C yCcTaHOBJIEHHbIM AuarHo3oMm CI'XC u ux popuTeseit 0 HeOOXOOMMOCTU
TUTIONUIIMAEMUYECKOIi Tepanuu B TeUEeHME BCeli KU3HM C 1eblo mpoduaakTuky passutus CC ocmoskHeHuit [30, 84,
99].

VYpoBeHb yoeauTeIbHOCTH peKoMeHAalmii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCTB C)

¢ PeroMeHIyeTCsl MPOBOAUTDL PErySIpHbIi MOHUTOPUMHT pa3BuTusi peberHka ¢ CI'XC ¢ yuacTuem Bpaua-reguatpa u
Bpayva-ZeTCKOro Kapauosnora [1].

VYpoBeHb yOeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTH A0Ka3aTeabCcTB C)

3.3.2 lonnoHeHMe K j1eueHnIo geteii reCI'’XC

¢ PexomeHIyeTCS MHMIMMPOBATh TePaNyI0 CTaTMHAMM, HauMHAs C HU3KMUX 103, KaK Y MaJIbYMKOB, TaK U y AEBOYEK C
ycTaHOBJIEHHBIM auarHo3oM reCI'’XC c¢ Bospacra 8 jieT u crapiie B clydae, e Ha (OHE KOPPEKUUU OUEThI U
ypoBHS Gusudeckoit akruBHocTY XC-JIHIT ocTaeTcs Bbillle YKa3aHHbIX IIeJ€BbIX 3HAUEHMIT, KAK MMHUMYM IIPU IBYX
Toc/IefoBaTeNbHbIX M3MepeHusx [1, 29, 100].

VYpoBeHb yoeauTeIbHOCTH peKOMeHAalmii I (ypoBeHb JOCTOBEPHOCTH JOKa3aTenabCcTB C)

3.2.3 JlonnonHeHMe K JiedyeHUIo aereii ¢ roCI'’XC

o PekomeHayeTcss Habmwomenue pneteit ¢ roCI'XC B ILeHTpax, CHeUMAJIM3UPYIOIIMXCS Ha JeYeHUM HapylleHuit
JIUTTMIHOTO 06MeHa, Tak Kak ety ¢ ToCIXC OTHOCATCS K TPYIIe OYeHb BHICOKOTO PUCKA PasBUTHUS paHHMX (mo 20
JIeT), B TOM unciie daTtanbHbiX, CC ocmoskHeHuit [29,32].

VYpoBeHb yoeauUTeTbHOCTH peKoMeHAaluii I (ypoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

e PexkoMeHIyeTCs HayaTh IUIOAUNMIeMMUUecKylo Tepanuio geteit ¢ roCI'’XC Kak MOXXHO paHbllle IT0C/Ie ITOCTaHOBKU
nuarHosa [29, 109].

VYpoBeHb yoeauTeIbHOCTY peKoMeHaaumii I (ypoBeHb JOCTOBEPHOCTH TOKa3aTeabCcTB C)

e PexkomeHyeTCS] HAa3HAYUTh MAaKCYMMaJIbHO ITEPEHOCUMYIO TepPAIMIo CTATMHAMM B COUeTaHMM C 33eTuMubom™** 10 mr/
CYT C LieJTbIO AOTMOMHUTETbHOTO cHYskKeHMst XC-JIHII [29, 109-115].

VpoBeHb yoenuTeIbHOCTH peKoMeHaaluii Ila (ypoBeHb JOCTOBEPHOCTHU JOKa3aTelbeTB B)



e PexomeHpayetcs y meteii ¢ roCTXC B Bo3pacTe >12 yieT B cJiyyae HeIOCTVSKeHUS 1ieneBoro ypoBHs1 XC-JIHIT mo6aBuTh
K KOMIUIEKCHO MeIMKaMEHTO3HOi Tepamuy 3BOJOKyMa6™ ™ 420 Mr m/k 1 pa3 B Mecsl MpY OTCYTCTBUM WIU
9BOIOKYMa6™* 420 Mr I/K 2 pa3a B MecsiL, TPy HaJauuuu conytcTyioiiero JIIT adepesa [96, 177].

ok

VYpoBeHb yoeauTeabHOCTH pekomeHgaimii IIb (ypoBeHb J0CTOBEPHOCTH JOKA3aTe/lIbCTB B)

Kommenmapuii: B Hacmosawuti MmomeHm cpedu uHzubumopos PCSK9 monwko 38010kymab umeem noxkasaHue 071s ieueHus
20CTI'’XC ¢ 12 nem.

3.4 Adepes munonporengon

Acgepes nunonpomeudos (JIII agepe3) — zpynna CenekmueHslx Memooos 3KCMPAKOPNOPAIbHOL 2eMOKOPPeKYUL,
obecneuusarux celekmugHoe u 3 ekmueroe yoaneHue u3 Kposu XoAeCmepuHa U amepozeHHsIX IUNOnpomeudos.

Cywecmeyem 6 memodos JIII agepe3a, ucnonv3yrowux pasiuuHsle C80LICMBA amepozeHHslX AUNONPOMeUdos 01 ux
yoaneHus u 6a3upyowuxcss Ha pasHsiX MeXHON02UAX: KACKAOHAsl NAasMopuibmpayus, IunuoHas guismpayus, 2enaput-
UHOYYUPOBAHHAS npeyunumayus aunonpomeudos, apuHHas niasmo- u 2eMocopoyus AUNONPomMeudos, UMMYHOCOPOYUS
JUNonpomeudos.

B ocHose yoaneHus nunonpomeudo8 npu KACKAOHOU U JUNUOHOU Quiasmpayuu Jjexcum ux pasmep, nNpu 2enapuH-
UHOYYUPOBAHHOU npeyunumayuu aunonpomeudos — ChOCOOHOCMb JUNONPOMEUOO8 K OCAMOEHUl 8 npucymcmeuu
zenapuxa npu docmuxceHuu pH nnasmel yposHs 5,2, npu agguuHoli u ummyHHOU copbyuu — uauxko-xumuueckue u
Ouoxumuueckue ceoticmea anobesnkos, 8X00AWUX 8 COCMAs AUNONPomeudos.

Boibop npednoumumensHozo memoda JIII agepeza onpedensemcss 0COOEHHOCMAMU KOHKPEMH020 hauyueHma u
803MONCHOCMAMU JleueOH020 YupexcoeHus. JIIT agepe3 261emcst «3010MblM» CMAHOAPMOM JieueHust 20mo3uzomuoti CIXC.

¢ PekomeHpayetcs npoBenenue JIIT adepesa mairyeHTam ¢ auario3om roCI'’XC, HaumHas ¢ 7 JIeT, peryaspHO AJIUTETbHO
C MepMOAMYHOCTbIO 1 pa3 B 1-2 Hemenu B cyiydyae, ecyiv He yaaeTcs nob6uthbes meneBoro ypoBHst XC-JIHIT (1eneBoit
ypoBeHb st maiueHToB TOCIXC 6e3 CC3 aTepoCK/IepOTMUECKOTO TeHe3a COCTABsSeT MeHee 2,5 MMOJb/M, TIpu
Hanuuy CC3 aTepoCKIepoTMUeCcKoro revesa - MmeHee 1,5 mmonb/m) [54, 154-158].

VYpoBeHb yoeauTeIbHOCTH peKoMeHgamnit GPP

e PexomeHnpgyercsi mnpoBezenue JIIT adepesa mumam c¢ reCTXC npu Hammumu y Hux CC3, 06YyCIOBIEHHBIMU
aTepoCKIepo30M, MpU HEAOCTAaTOYHOV 3(M(MEKTUBHOCTM /WM HENEePEeHOCHMMOCTYM MaKCUMAaTbHO BO3MOXKHOI
MeIVKAMEHTO3HO! JIMIMUICHMKAIOIIEe! TepanuMu B COYETAHMM C [AMEeTON. JledeHMe IOMKHO OCYIIECTBIISITHCS
MPOTPAMMHO JJIUTENBHO C IepUOIMYHOCThIO 1 pa3 B 2-4 Henenu [54, 154, 157, 159-164].

VYpoBeHb yoeauTeTbHOCTH peKoMeHAaIuii [ (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB A)

KommenTapum: I1od HedocmamouHoli 3¢p¢ekmusHoCmvi0 MeOUKAMEHMO3HOL AUNUICHUMXaoweli mepanuu NOHUMAw0m
cyuau:

e Kko020a y nauueHmos ¢ CC3, 06ycnosneHHbIMU amepocKaepo3om, yposeHs XC-JIHIT ocmaemcs eviiie 4,1 MMOb/1 nocie 6
Mecayes MakCUManbHO 803MOMCHOLE MeOUKAMEHMO3HOU IUNUOCHUMCalouleli mepanuu 8 couemanuu ¢ ouemoti;

e ko020a cyujecmgywm 00BeKmMugHble 00KA3AMENbCMBA NPOZPECCUPOBAHUSL AMEPOCKAEepP03d, 0axe HecMomps Ha
docmudceHue Oonee Huskux ypoeueii XC-JIHII, a maxxe umerwm Mecmo pecmeHo3bl Nocjie pPesacKyspusupyrouux
onepayuti Ha cocy0ax unu pesackyasapusupyroujue onepayuu Ha cocyoax npomueonoKa3aHsl Unu He803MOMCHbL.

o JIIT agepe3 pekomeHdyemcs 83pocasim nayueHmam ¢ CC3, 06ycnosneHHsIMU amepockaepo3om npu 2eCIXC 8 couemanuu
8bICOKUM YpogHeMm Junonpomeuda(a) [/In(a)] > 60 me/0n 8 cnyuae, ecnu He yoaemcs dobumocsi yposHs JIn(a) < 60 mz/on.
Jleuenue 00JI#HO 0CYUleCmensimsCsl NPOPAMMHO ONUMeNsHO ¢ nepuoduuHocmoto 1 pas 6 2 Hedenu [157, 165-170].

VYpoBeHb yoeaUTeTbHOCTH peKOMeHAalmii I (YypoBeHb JOCTOBEPHOCTH TOKa3aTelbCTB B)

o JIIT adepe3 pexomenmoBaH mpu reCr'’XC rpu oTMeHe MeOMKAaMEHTO3HO JUMUACHMKAIIIEH Tepanmuu B CBSI3U C
6epeMeHHOCThIO Py BbICOKOM pucke CC ocioxkHeHuit [54, 171-174].

VpoBeHb yoeauTeIbHOCTH peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCcTB C)

3.5 Oco6eHHOCTH JIeueHMS JKEHIIMH PEMPOSYKTUMBHOTO BO3pacTa

¢ PeromeHpayeTcs: MHGOPMUPOBATh KeHIIMHY, 60mbHYI0 CI'XC, yTo Hanmuume 3aboneBaHusi CIXC camo mo cebe He
SIBJISIETCSI IPOTUBOITOKA3aHMEM JJIsl 6epeMeHHOCTH VITY TPYIHOTO BcKapMauBauus [30, 133].

VYpoBeHb yoenuTenbHOCTH pekomeHaanuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)



KommenTtapumn: JKenwjunot ¢ CIXC, xomopsle niaaHupyiom 6epemeHHOCMb unu OepeMeHHbl, O00JHCHbL npotimu
JKcnepmHoe 00cnedosanue KAk y euHekonozd, mak u y kapouonoza. Heobxoduma oyeHka pucka uilemMmuueckoli 6one3Hu
cepoya, a makxie UCKIIOYeHUEe CMeHO03d aopmbl, Umo 0COOEHHO B8axcHO O yeHujuH ¢ 20CI’XC. Bonpocsl ommeHsl
eunonunudemuueckoti mepanuu neped niaHupyemoti 6epemeHHOCMbi0 npedcmasneHsl 8 pasdesie «JleueHue.

PexoMeHyeTCs JKeHIIMHAM PelpOLYKTUBHOTO Bo3pacTa ¢ auarHo3oM CI'XC mosnb30BaThCsS HaJeKHbBIMU METOLaMU
KOHTpauenuuy (KOMOMHMPOBAHHbIE Opa/ibHble KOHTPALIENTUBBI, BHYTPMMATOUHbIE YCTPOICTBA, OapbepHbIE
MeTOAbl) Ha GOHe IpyuemMa TUITOUTIMIEeMUYeCKOoi Tepanuu [1, 29, 116].

VpoBeHb yoeauTeIbHOCTH PeKOMeHganmii I (YypoBeHb JOCTOBEPHOCTH J0Ka3aTeabCTB C)

PekoMeHIyeTcsl  JKEHIIMHAM  perpogyKTMBHOTO  Bo3pacta ¢ auarHo3om CIXC  OTMEHUTb  JIIOOYIO
TUTTOJIUIINAEMUYECKYIO TepAINIO He TTO3IHee, YeM 3a 3 Mecsia J0 IIpeKpalieHus peIoXxpaHeHusl OT 6epeMeHHOCTH
" He BO30OHOBJISITD €€ MpMeM A0 OKOHYAHUS TPYIHOTO BcKapmimBauus [29, 30, 116].

VpoBeus yoeauTeIbHOCTH peKoMeHaauii [ (ypoBeHb JOCTOBEPHOCTH HOKa3aTeabCcTB C)

PEKOMEH,ELYETCH B Ci1y4dae HESHHHHHV[I)OBaHHOﬁ 6epeMeHHOCTI/I JKeHlIHe C CI'XC He3aMeIJIUTEJIbHO IMPEeKPATUTb
nmpuem )'I}O6I)IX TUIIOINTINAEMUYECKUX CPencTB M CPOUYHO ITPOKOHCYJIbTMPOBATHCS CO CBOMM JieHYalllMM BpadyOM [1,
29,116].

VYpoBeHsb yoeauTeIbHOCTH pekoMeHaanuii [la (ypoBeHb JOCTOBEPHOCTH TOKa3aTeabCcTB C)

PekoMeHIyeTcs B CIydyae HaCTyIuleHuss OepeMeHHoCcTM Yy skeHImMHBI ¢ reCIXC wu comycrBylomum CC3
aTepokiepoTuyeckoro renesa wim ¢ roCIXC nposenenue JIII adepesa Bo BpeMsi BCero nepuona 6epeMeHHOCTH U
rpynHOro BckapmuimBaHus [29, 31, 54, 116, 117, 171-174].

VpoBeHb yoenuTeIbHOCTH pekoMeHaanuii Ila (ypoBeHb JOCTOBEPHOCTH JOKa3aTenbCTB C)

KommenTapum: JKenwuHam ¢ 20CIXC, xenawowum 3abepeMeHembn, OONMHO Oblmb PEKOMEHO08AHO MUYAMenbHOe
o0cnedosatue ¢ NOCAedyOUUM pelieHueM 60npoca 0 NOMeHYUANbHBIX pUCKax 01 6yoyujeli mamepu u naoda.

3.6 IIpodminakTuKa pa3sBUTUSA aTEPOCKIEPO3a U ero OCI0KHEeHUI

Pexomenpyetcst manueHTaM ¢ CI'XC BHe 3aBUCMMOCTM OT Hanmmuusi win otcyTcTBusi CC3 aTepocKkiaepoTUYecKoro
reHe3a KOPPeKTUPOBaTh BO3eiCTBME TaKuX (paKTOPOB puUCKa aTepockieposa, Kak Al, kypeuue, CJI, MOBBILIIEHHbIN
ypoBeHb TT (>1,7 mmonb/m), Hu3kuit ypoBeHb XC-JIBII (<1,0 MMOJb/T y MYy>XYMH U <1,2 MMOJb/T Yy KEHIIUH),
oxxupeHue [20, 47, 128].

VYpoBeHb yoenuTenbHOCTY pekoMeHaauuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)

KommenTapum: Bonpoce: duemsl, (u3uueckoii akmugsHocmu u 6030epxcaHus om KypeHust y nayueHmos ¢ CIXC
nodpo6Ho npedcmasJieHsl 8 pazdenax «HemedukameHmosHoe seueHue» u «Peabunuamyus» daHHvlx peKoMeHOayuii.

Pexomengyetcs neueHue AI' m CII y mnanueHToB ¢ CIXC npoBOAMTb B COOTBETCTBUM C YTBEPXKAEHHBIMU
K/IVHUYeCKMMM peKoMeHpauusamu [29, 128].

VYpoBens yoeauTeabHOCTH pekoMmeHaanuii [ (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

PexomeHpnyeTcsi KOHCy/nbTMpOBaTh nanyeHToB ¢ CIXC M OXMpeHMeM W/WiM MHCYIMHODPE3UCTEHTHOCTBIO IO
BOIIPOCaM CHMKEHMSI MAcChl Tejla ¥ pacliupeHust a3po6Hoi husmdeckoit aktuBHOCTY [29, 128, 131].

VYpoBeHb yoeguTeabHOCTH pekoMeHganmii I (YpoBeHb JOCTOBEPHOCTH AoKa3aTeabCTB C)

PexomeHayeTcss Ha3HaueHMe aLeTWICATULMIOBOM KuUCIOThl mauueHTaM ¢ CI'XC ¢ CC3 aTtepoCK/IepoTUYeCKOTO
reHesa C LieJIbI0 CHVDKeHMSI pPUCKaA CepAeyHO-COCYAMCThIX OCIOKHeHu i [132].

VpoBeHb yoeguTeIbHOCTH pekoMeHaanmit I (YpoBeHb JOCTOBEPHOCTU JOKA3aTENbCTB A)

KommenTtapum: [Tamozenez CC3 amepocknepomuueckozo zeHe3a y 60auHbix CIXC He omauuaemcs om namozeHeza CC3
amepockiepomuueckozo eemesa y Juy 06e3 CIXC, 6 cesa3u ¢ uem pe3ynsmamosl UCCIE008aHUL, 00KA3ABUIUX
3 pexmusHocmy ayemuacanuyunosoli KUCa0msl Onsl CHUMNEHUS pucka cepdeuHo-cocyoucmsix ocnoxHeHuti y auy ¢ CC3
amepocKnepomuueckoz0 2eHe3a, Mozym 6uims sKkcmpanoauposatst Ha auy ¢ CC3 amepockaepomuueckozo zeHe3a u CIXC.



4. Peabunuranusa

e PekomeHyeTCs BCeM MallMeHTaM C YCTaHOBJIeHHbIM AuarHo3oM CI'’XC KOHCY/IbTHMPOBaHMe 10 BOIIPOCaM IaToreHesa
3aboneBanust, moctencTBuit Hanmuuuss CIXC [ojis mauyeHTa U ero ceMby (MHAMBUAYanbHbI CC puUCK, HacjaeIoBaHue
3aboneBanust geTbMu OonbHbIXx CIXC u 1p.), meromoB jeuenust CIXC, ¢akTOpoB pucCKa aTepocKIeposa,
00s13aTe/IbHO MTOTPE6HOCTY B TUIIOIUITMAEMUUECKOI Tepanuy Kak MeqKaMeHTO3HO, TaK ¥ HeMeAMKaMeHTO3HOI
[1, 30, 118, 119].

VYpoBeHsb yoeauTenbHOCTH pekoMmeHaanuii [ (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

KommenTtapun: ITokaszaxo, umo o1t 00CMUXCeHUs ycnexa 6 peanudayuu meponpusmuii no peaburumayuu nayueHma ¢
CIrXC (¢usuueckas akmueHocmu, 300p080e NUMAHUE U NPUBEPHEHHOCMb K JIeueHUI0) KJI0Uesylo pojb uzparnm
COYUAnbHble YCMAHOB8KU JUUHOCMU, d He 0CO3HAHUe cepbe3HOCmU 3abonesanus [42).

¢ PexomeHpayeTcs KapauopeabuauTaiys namyueHTam ¢ CIXC ¢ mepeHeceHHbIM CepAeYHO-COCYAMCTHIM cOObITHEM (VIM,
OHMK, onepanus peBacKynsipusanum u mp.) [37].

VYpoBeHb yoeauTenbHOCTH pekoMeHgauii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

KommenTtapum: Kapduopeabuiumayus - 3mo cKoOOpOUHUPOBAHHOE MHO202PAHHOE 8MEWAMebCME0, HANPAsieHHOe HA
ONMUMU3AYUI PU3UUECK020, NCUXON02UUECKO20 U COYUANbHO20 (DYHKYUOHUPOBaHUs nayueHmos ¢ CC3, 00noHUMensHo K
cmabunuzayuu, 3amedyieHuI0 NPozpeccuposanus u 0axe o6pamHoMy paseumuio amepockiepomuueckozo npoyeccd, u
ecnedcmeue amozo, CHUMawujee 3a001e8aemMocms U cMepmuocms. Heomsemnemolli uacmeio peabuiumayuu A6asemcs
8MOpUUHAS NPOPUNAKMUKA.

Bmecme oHu ektouarom 6 cebsi azpeccusHoe ynpasietue pakmopamu pucka (zunepaunudemust, AI, uzbsimoyHslii eec u
oxcuperue, CI, xypeHue u 0p.), ¢usuueckylo peabunumayuio, nNcuxoi02u4eckylo adanmayuro K Haauyul XpoHUueckozo
3a6071e8aHUsl U KOHMPOAb 3a HAONEHAWUM NpuemMom KapOuonpomekmueHslX npenapamos, YAYyUWAWUX NpozHO3
nayueHmos [35, 36].

e PekomeHayeTCsl  peabUMIMTALIMOHHbIE  MEpOIPUATHUSI  TMPOBOAUTH B  COOTBETCTBUM C  JEICTBYIOIIMMMU
PEKOMEHIAIMSIMY TI0 PeabMINTAIIVY MTAIIEHTOB C COOTBETCTBYIOIIEN CepIeYHO-COCYAMUCTON Ho3omoruel [121, 122].

VYpoBeHb yoenuTenbHOCTH pekomeHaanuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)

e PexomeHpayetcs y nanueHToB ¢ CI'XC mepen HauaJaoM BBIIIOJIHEHMSI 0007 MporpamMMbl GU3MUECKUX YIpaskHEeHU
OlleHKa KapauaibHOi GyHKUMM (anekTpokapauorpamma (IKT), sxoxapayorpadust (9xoKT), Harpy3ouHblit TecT) C
LIeJIbI0 MCKIIIOUEHMSI CKPBITON MIIeMUM MMOKapaa, a0pTajlbHOIO cTeHo3a [20, 29, 120, 130].

VYpoBeHb yoeguTenbHOCTH pekoMeHaanmit I (YpoBeHb JOCTOBEPHOCTU AoKa3aTeabCcTB C)

L4 PeKOMEH,ELyeTCH InaneHTam C CI'XC IICMXoCoIMa/ibHOE KOHCYJIbTMPOBaHME ICUXOJI0ra Mjian Bpada-IICuxoTeparieBTa
[31, 38, 39, 40, 46].

VpoBeHb yoenuTeIbHOCTH pekoMeHaanuii I (YpoBeHb JOCTOBEpHOCTHU JOKa3aTeabCcTB C)

KommenTapum: ITocmanoska duazno3a CI’XC moxcem noeusms HaA NCUXOCOUUAILHOE COCMOSIHUE U KAYecmso MCU3HU
yesi08eKa, 8 Ces13U C uem ncuxonozuveckas noddepyika nayuenmos ¢ CIXC donmcHa 6bimp uacmeio pymuHHoOU nomouju
nayuenmam ¢ CIXC [31]. OcobenHo 3mo omuocumcs K nayuenmam ¢ 20CIXC, ¢ msicensim meueHuem 2eCIXC,
nayueHmam, NOAYHawum aedeHue mepanesmuieckum agpepesom.

IMayuenmst ¢ CIXC, nonyuarwujue pezynspHoe JeueHue agepe3om, coo0warnm, umo ux 601e3Hy NOGAUSLNA HA UX CEMELiHYI0
U COYUANBHYIO HCU3Hb, 8 UACMHOCMU, 00Ne3Hb 02PAHUMUNA UX 68 NOJNY4eHUU NOJIHOYeHHO20 00pa308aHus, 8 8vloope
npogeccuu. OHU uyscmeyrwm cefsi OMAUUHBIMU OM OpY2UX, «HOPMAJIbHBIX», Ji00eli, a HeKomopwsle CmblOAmca ceoeti
60/1€3HU U NBIMAIOMCS CKPbIMB €e.

HpO6/l€Mbl acmemu4ecko2o xapakmepa, HeonpeaeﬂeHHocmb OMHOCUMENbHO OdibHeliulezo passumus 3a6o0nesaHus
nposoyupyrom mouyUuUOHaIbHY0 U30is1yuro u ycyzy6fz;nom ncuxoJjioeuueckue I’lp06]1€Mbl nayueHmos ¢ msaxcejvbim meueHuem
CIXC [38].

ITayuenmst ¢ 2eCI'’XC, He cmpadarowue Kakumu-1u6o opyeumu 3a601e6aHusmu, 00blHO cuumaiom ceb6s 300p08bIMU
J100bMU, 00HAKO 8 psde Cyuaes mMozym Uchblmsl8ams npooiembl, C853aHHbIE C Pe2YNAPHbIM NPUEMOM Npenapamos, u
uygcmeo 8uHsl, K020a OHU He cobaodarm pexomeHdayuu no aeveHuio [39], npu 3mom, C021acHO PaHOOMU3UPOBAHHOMY
uccnedosaHuio, yposeHs mpesorcHoCcCmu u denpeccuu y Hux He omauuaemcs om auy 6e3 CIXC [46]. ITodasnstoujee Huco
nayueumos ¢ CI'XC npednouumarom 3Hame o ceoem duazHose [39, 40].



5. IIpodbunakTuka

5.1 Panuee BoIsgBIeHMe nanneHToB ¢ CI'XC

e PekomeHAyeTCs IPOBeLeHYe MePONIPUITUIL, HAalIpaBIeHHbIX Ha paHHee BblsBieHne CI'XC:

- aKTUBHBIV CKPMHUHT B3POCJIOTO U IETCKOTO HacelleHMUs C 11e/ibl0 BbIIBAeHUs Jiull ¢ BeipaxkeHHOoi ['XC, B T.u. mpu
MpOBeleHUM AUCIIaHCepU3aluM, W/WUIU JIUI C paHHUM WMHAMBUIyAJIbHBIM WIM ceMeiiHbIM aHamHe3om CC3
aTepOCKIEePOTUYECKOTO TeHe3a (Oo 55 yeT y My>kurH M 60 JIeT Yy SKeHIIMH), KCAHTOMAaTO30M M HAJbHEIINM UX
HaIpaB/jeHMeM K CIelMaliCTaM, MMEIOLIMM OIbIT paboThl ¢ mauueHtamu ¢ CI'XC;

- MpOBeieHNe KAaCKaJHOTO CKPMHYHTA POICTBEHHMKOB nanuenTa ¢ CI'XC [123, 124, 125, 134].
VYpoBeHb yoenuTenbHOCTH pekoMmeHaauuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)

KommeHnTapum: Yuumsieas mom ¢axkm, umo 6 ocHoge 3abonesanus CIXC nexcum zeHemuueckoe HapyuleHue, Hd
cez00HAWH ULl OeHb He cyujecmeyem npouiakmuueckux mep, chocoOHslx npedomepamumes passumue CIXC. OdHako,
npuHuMas 80 8HuMadue, oaumesnvHoe 6eccumnmomHoe meueHue CI'XC saxcHboiM npedcmagnsiemcst paHHee 6vlsigeHue
3abonesausl ¢ yeavko Koppekyuu yposHsa XC-JIHIT u npogunakmuku pazeumus CC3.

5.2 IMHaMH4ecKoe HaoO/IoaeHne

o PekomeHIyeTcs AMHaMuueckoe HabmomeHue naineHToB ¢ CI'XC BpauoM-TeparieBTOM/TeAMaTpPOM WM BpPauyoM-
Kapauosorom [135, 136, 137].

VYpoBeHb yoenuTenbHOCTH pekomeHaanuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCTB C)

e Pexkomenayercs maiueHTy ¢ CIXC Kak MMHMMYM J[ABe KOHCY/IbTalluM Bpaua-kKapauosora (1 mepBuuHast u 1
MOBTOpHAs KOHCY/IbTallusl Bpava-KapAuoiiora) B rof, ¢ 1eybto oueHKM coctossHust CC cucTeMbl M KOHTPOIS pa3BUTUS
CC3. Tlpu mombope MAM KOPPEKIMU TUMOIUIUAEMUYECKON Tepanuy KOAMYEeCTBO KOHCYIbTAIMI MOXET ObITh
yBenuueHo [1, 135, 140-141].

VpoBeHb yoeguTenbHOCTH pekoMeHganmii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

KommenTapum: KoHcyrismayus epaua-kapouonoza skaioudem 6 cefs onpoc, cOop cemeliHozo aHamHe3d, (uuKaibHbli
ocmomp, usmeperue AZl, onpedeneHue UHOEKCA MACChl Mead, UMepeHue OKPYHHOCMU MAuu, KOHCYIbMuposauue no
80npocam KypeHus, xapakmepa numdaHus u gusuueckoli akmusHocmu. ITpu noemopHoli KoHCynbmayuu npoeooumcs
uUHmepnpemayusi - pesyibmamos 00cned08aHus, OUeHKa nposodumoli mepanuu, HasHaueHue/Koppekyus (npu
Heob6xodumocmu) zunonunudemuyeckoli mepanuu.

e PekomeHayeTCcsI C 1Leabl0 OLEHKM 3(PGEKTUBHOCTU TUIOAUIINMAEMUUYecKoi Tepanuu mnamyeHtam ¢ CIXC
onpenenenue ypoBHsi OXC, XC-JIHII, XC-JIBII u TT mpoBoauUTh yepe3 84 Henenu mocjie HasHaYeHUsI/KOPPEeKLUUU
Tepanuu, najee, ocjie noxoopa tepanuu, 1 pas B rof [1, 28, 142, 143, 144].

VYpoBeus yoeauTenbHOCTH pekomeHaanuii [ (YpoBeHb JOCTOBEPHOCTH JoKa3aTeabcTB C)

KommeHTapum: YposeHs JUNUOHbIX nokazameseli He0OX00UMO OYeHU8amso ¢ yeavto ppexmusHocmu nposoouMoti kaxk
MeJuKameHmo3Hotl, max u HemeOuKameHmo3Holl zunonunudemuyeckoti mepanuu.

e PexkomeH[yeTCs C 1IeJIbI0 OI[@HKM MePeHOCUMOCTH TUIIOIUIuIeMmuyeckoit Tepanuu namuentam ¢ CI'XC oneHuBaTh
yposeHb AJIT 1 pa3s B rog, [28, 138-141].

VYpoBeHb yoeauTeabHOCTH pekoMeHganmii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

KommenTtapun: Eciu yposeHs AJIT npesviuiaem HOpMY, HO MeHbUle 3 8ePXHUX 2PAHUL HOPMbL, MO cledyem npodosiHcume
npoeoouMyl 2unoaunudeMuueckyio mepanuio u uepe3 4-6 Hed. nposecmu nosmopHoe ucciedosarue yposa AJIT. Ecnu
yposensv AJIT npeeviiiaem 6epxHiO0 zpaHuyy Hopmsl 8 3 pasa, mo HeoO6Xo0uMo npekpamumos npuem cmamuHa (Uiu
dpyz20e0 eunonunudemuueckoz0 npenapamd, HA YCMOMpeHue 6paua) UAU CHU3UMb 003y NPUHUMAEMDbIX
2unoaunudemuueckux npenapamos, NPOKOHmMpoauposas yposero AJIT uepe3 4-6 Hed. ITocne 8o3spauieHus yposHs AJIT K
HopMme cnedyem nonpo6o8ams C OCMOPONCHOCMBIO BEPHYMbCA K NpexcHemy pexwcumy Jaedeus. Eciu yposemv AJIT
0Ccmaemcst N0BbIUWEHHbIM, NPOBEPUMB Opy2ue 803MONCHblE NPUUUHBL.

e Pexomenpyercs mnanueHtam ¢ CIXC, npyMHMMAaKOMMM TUMNONUNULAEMUUYECKYI0 Tepamnuio, NPy BO3HUMKHOBEHUM
MBIIIEYHBIX CMMITTOMOB OIleHKa ypoBHSI KOK [1, 28, 145].



VpoBeHb yoeauTenbHOCTH pekoMeHgaimii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

PekomeHayeTcs mpyu HabmogeHuu 3a nauyeHtamyu ¢ CIXC eXerogHo IMpyu MepBMYHOM OCMOTpPE PacCIpaliMBaTh O
JIMarHOCTMPOBAHHBIX C MOMEHTA TTOC/IeJHETO BU3UTA COMYTCTBYIONIMX 3a00/I€BAHMSIX M COCTOSTHUSAX, TIOTEHIIMATLHO
BBI3bIBAIONIMX BTOPUYHYIO rumepiaunuaemuio (cMm. [Ipuioxkenue I'6), a Takske MCKIIOYATh JTaHHbIE COCTOSTHUS TIPU
cbope xanob, aHaMHe3a U GpusnKkaabHOM ocMoTpe [1, 30].

VYpoBeHb yoeauTeIbHOCTH pekoMmeHganmii I (YpoBeHb JOCTOBEPHOCTH AoKa3aTeabCcTB C)

PekoMeHIyeTCsI C 1e/Ibl0 OLIEHKM Apyrux 6moxummyeckux ¢dakropoB CC pucka manmeHTam ¢ CIXC exxeromHo
OTIPeIeNIATh YPOBEHbD ITIOKO3bI ¥ KpeaTUHMHA C PaCUeTOM CKOPOCTH KiTy60uKoit dumbTpanyu [1, 128].

VpoBeHb yoeguTenbHOCTH pekoMeHpanuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

Pekomenpgyetcs naiueHTam ¢ CI'XC mpoBegenne IxoKI' 1 pa3 B 5 jieT mpu OTCYTCTBMM aOPTaJIbHOTO CTEHO3a WK
HayaJbHOM aOPTaJIbHOM CTeHO3e, 1 pa3 B rof, - IpM yMepeHHOM CTeHO03e, 1 pa3 B 6 Mec. - IIPU TSKeJIOM a0opTaabHOM
CTEHO3€e C I[eIbI0 KOHTPOJIS CTEMeHM CTeHO3a B AMHAMMKE Y, TIPY HEOoOXOAMMOCTH, ONpedeseHus TMOKa3aHui K
XUPYPIUUeCKOMY jedeHuIo [49, 146, 147].

VYpoBeHb yoeguTeabHOCTH pekoMeHganmii I (YpoBeHb TOCTOBEPHOCTY OKa3aTeabCTB C)

Pekomenpgyetcss 1 pas B rog BceM B3pocibiM manyeHtam ¢ CIXC 6e3 ycraHoBjaeHHOV MBC MpoBOAUTH OIIEHKY
MpeATecToBoil BeposiTHOCTM MIBC ¢ pelieHyueM BOIMpPOca O HEOOGXOAMMOCTY TPOBEIEHUSI Y METOMAE Harpy30YyHOTO
TectupoBanu [1, 33, 120, 130].

VYpoBeHb yOeauTeIbHOCTH PeKOMeHAanmii I (ypoBeHb 10CTOBEPHOCTH T0Ka3aTenbCTB C)

Kommenmapuu: Memod uccnedosavuss (IKI-Hazpy3ouHsili mecm, 8U3YAIUSUPYROWULl  HAzpy30uHblii  mecm,
cuuHmuzpagus ¢ Hazpyskoli, MCKT kopoHapHbsix apmepuli u 0p.) onpedensemcs Ucxo0s u3 nokasamuii (c yuemom
KAUHUYECKOTl KapmuHbl U pe3ynsmamos npedmecmogoti eeposmuocmu MUBC) u 803moxcHocmeti yeHmpa.

PekomeHnayeTcst B3powibiM mauyeHtaMm ¢ CI'XC myriekcHoe CKaHMpoBaHMe OpaxuolnedasbHbIX apTepuii 1 pas B 2
roga Impu creHose meHee 50%, 1 pa3 B rom - mpu creHose 50% u 6Gonmee, 1 pas B 6 MecsieB - NPU HaIUUUK
HeCTabWIbHBIX aTepOCKIepoTUIecKux Osmrek [50, 135].

VYpoBeHb yoeguTeabHOCTH pekoMmeHganmii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

KommeHTapum: npu Hanuuuu amepockaepomuueckoti 6asuxu (ACE), cmeHo3upyloweli npocgem COHHOLU apmepuu Ha
50% u 6onee, unu HecmabunvHoli ACE Heo6x00umo oyeHUms Haaudue NOKA3aHuil 07 XUpPypeuueckozo JeueHus, npu
Heo6X00uMOoCmu peKomMeH008ams KOHCYAbmayur cepoeuHo-cocyoucmozo xupypea [57].

PeromeHayeTcs IeTsIM ¢ reTepo3uroTHoi CI'XC ayruieKcHOe CKaHMpoBaHye 6paxyolieanbHbIX apTePUit 11l OI[eHKN
CYOKIMHMYECKOTO aTepocKiaeposa ¢ Bo3pacta 10 et mcxomgHo mpu BeisiBieHunu CI'XC u manee Kaxzabie 4 romga (Mpu
MPOBEeIEeHUN TUTIOIUTIMIEMUUECKO! Tepanunu) Win Kakabie 2 rofga (MpY OTCYTCTBUM IO KaKMM-IMO0 MpUUMHAM
TUTIOUIINAEMUYECKOi Teparuy U BbIIBI€HUM aTepoCcKaepo3a Ipy IepBoM ucciefoBaHuu aptepuit) [51, 149].

VpoBens yoeauTeabHOCTH pekoMmeHaanuii [ (YpoBeHb JOCTOBEPHOCTH JoKa3aTeabCTB C)

Pexomengyercsi persm ¢ romo3urorHoit CIXC exerogHoe mpoBefeHMe IYIUIEKCHOTO CKaHMPOBAHMUS
OpaxuoledaJbHbIX apTepuii C I1[ebI0 BBISIBJIEHMUSI M OLIEHKM IPOrpecCHpOBaHMsI aTepOCKIepo3a, MpM HaIUUUU
HeCTaGUIbHBIX aTePOCKIepOTHYECKMX Oisiiek — 1 pas B 6 mec [150].

VYpoBens yoeguTenbHOCTH pekomeHgaiuii [Ib (YpoBeHb JOCTOBEpHOCTH AOKa3aTeabcTB C)

Pexomendyemcs ecem Kypawum nauueHmam ¢ CI'XC u nayuenmam ¢ CI'’XC, umernuum »anodsl Ha nepemercarnuiyrcs
Xpomomy, excezo0Hoe onpedeneHue Ji00bixeuHO-naeueso20 uxdekca. Ilpu JIIIA <0,9 pexomeHndyemcs npoeedeHue
OYNJIeKCHO20 CKaHUPO8aHusl apmepuil HUXCHUX KoHeuHocmeti [151].

VYpoBeHs yoeauTenbHOCTH pekoMmeHganmii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

Pexomendyemcs scem nayuenmam ¢ CI'XC dynnekcHoe CKaHUpos8aHue apmeputi HUMCHUX KoHeuHocmeli 1 pa3 8 2 200a npu
cmeHo3e meHee 50%, 1 pa3 e 200 - npu cmeHoze 50% u Gonee, 1 paz 8 6 mecaues - Npu HAAUYUU HECMAOUNBHBIX
amepocknepomuueckux ACB [50, 151].

VYpoBeHb yoeguTenbHOCTH pekoMeHganuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

Pexomendyemcs KoHcyavmuposanue nayuenma ¢ CIXC cepdeuHo-cocyoucmsim Xupypeom Npu HAIU4uu NOKA3AHULL
(3HauuMmsle cmeHo3bl apmeputi, aopmansHolii cmeHo3) [152]

VYpoBeHb yoenuTeabHOCT pekomeHaanuii I (YpoBeHb JOCTOBEpHOCTH H0Ka3aTeabCTB C)



¢ PeroMeHIyeTCs He peke OJHOTO pa3a B IOl 06CYKAATH C JKEHIIMHAMM J€TOPOTHOTO BO3PACTa PUCKY IS II0AA TIPU
6epeMeHHOCTM Ha (hOHE TUITOIUINIEMUYECKOI IeKapCTBeHHO Teparnyu [148].

VYpoBeHb yoeguTenbHOCTH pekoMeHganuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

¢ PekomeHayeTCsl MCIO/Ab30BaHMe HaJeKHBIX METOJOB KOHTpaUeNmUMM >KeHUIVHaMM JeTOPOLHOrO BO3pacTa,
MOTYYarIIVMY TUIIOTUIMIEMUYECKYIO JIeKapCTBeHHYIO Tepanuio [30, 148].

YpoBeHb yoenuTeabHOCTH pekomeHaanuii I (YpoBeHb JOCTOBEpPHOCTH TO0Ka3aTeabCTB C)



6. lonnosmauTeNbHaA MH@GOpMaIs, BIAMIIONIAs Ha TeUeHue U
¥ICXO0Z, 3a00/IeBaHuA

6.1 OpraHusanMOHHbIE ACIIEeKTbI OKa3aHMSI MeIUIIMHCKO IMTOMOIIM

e PekoMeHZyeTcsl TpPOBeIeHMEe OOCIeNOBaHMSI MAIMEHTOB C mozo3penueMm Ha Hamuume CIXC B MeOUIIMHCKUX
OpraHM3alysaX, OKas3bIBAIOIIMX MEPBUUHYIO CIIEIMATU3UPOBAHHYIO MEAMKO-CAHUTAPHYIO MOMOIIb B aMGY/IaTOPHBIX
YCIOBUSIX, MMEOIMX MaTepUabHO-TEXHUUYECKMEe ¥ KaJpPOBble BO3MOXKHOCTM [Jisl TPOBENEHUS HeOOXOOVMOTro
obcnemoBanms [178].

VpoBeHb yoeauTeabHOCTH pekoMmeHaanuii I (YpoBeHb JOCTOBEPHOCTH HOKa3aTeabCcTB C)

¢ PekomeHyeTCs IpOBeeHMe roabopa Tepanuy 1 JiedeHMe MalMeHToB ¢ quarHoctupoBaHHoii CI'XC B MeAUMUIMHCKAX
OpraHM3aIysIX, OKa3bIBAIOIIMX MEPBUYUHYIO CITEIMAIM3MPOBAHHYI0 MEIMKO-CAaHMTAPHYIO ITOMOIIb B aMOY/IaTOPHbIX
YOIOBMST WIM B YCOIOBMSX [JHEBHOTO CTalMOHapa WIM B MEAUIMHCKUX OPTaHM3alMsIX, OKa3bIBAIOIINX
CrenMaa3UPOBaHHYI0 MeJUIIMHCKYIO IOMOIIb B YCIOBUSIX THEBHOTO CTAI[MOHApA MM cTalMoHapa [178].

VYpoBeHb yoeguTeabHOCTH pekoMeHgannii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB C)

¢ PexoMeHAyeTcs IIpOBeJleHNe JIeueHNs C UCTI0/b30BaHKeM adepesa IUIONPOTEUOB B MEIMUILIMHCKUX OPraHM3alMsIX,
OKa3bIBAIOLIVX CIIeValM3VPOBAaHHYI0 MeIMUIIVHCKYIO IOMOILb B YCIOBMSIX CTAl[MOHapa M/Win JHEBHOTO CTalliOHapa
(ueHTpax WM OTHENeHMSIX OSKCTPAaKOpIOPaIbHO)M TIeMOKOPPEeKIMM, 9SKCTPaKOPIIOPaabHO! IeTOKCUKALMM,
rPaBUTALMOHHONM XUPYpruy KpoBu u 1p.) [178].

VYpoBeHb yoeguTeIbHOCTH pekoMeHgainii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

¢ PekoMeHIyeTCsl IPOBeIEeHMEe OUCIIaHCEPHO-IMHAMMUUECKOro HabmomeHus 3a namyeHnTamu ¢ CIXC B MeAMIIMHCKUX
OpraHM3aMsIX, OKa3bIBAOIINX ITEPBUYHYIO MeIVMKO-CaHUTAPHYI0 oMoLIb [178].

VYpoBeHb yoeauTeabHOCTH pekoMmeHaanuii I (YpoBeHb JOCTOBEPHOCTH A0Ka3aTeabCTB C)

e PexomeHpyeTcs co3jaHyue M IopjepxkaHue paborsl perucrpa naumeHToB ¢ CI'XC, MO3BOJSIOIIETO OLIEHMBATh
KIMHMYEeCcKue xapakTepucTuky nanyeHToB CIXC 1 3¢dbeKTUBHOCTD UX JIeUeHMsI B peasIbHOM KIMHNYIEeCKOi ITPaKTUKe
[43, 44].

VpoBeHb yoeauTeabHOCTH pekoMeHaauuii I (YpoBeHb JOCTOBEPHOCTH A0Ka3aTeabCcTB C)

KommenTapum: Pezucmp nayuenmos ¢ CI’XC npedcmasnisiem co0oii deticmeeHHblli pabouutli uHcmpymeHm Ons 8bl8aeHUs
npobnem okazaxus nomowu nayueHmam ¢ CI’XC u danvHetiweli pazpabomku npozpamm peabunumayuu hayuermos ¢ CI’XC.



Kpurepuu orieHKM KaueCcTBa MeIUIIVMHCKONM ITOMOIIM

Kputepun olieHKM KayecTBa MeOUIIMHCKOM ITOMOIIM B3pOCIbIM nanyeHTam ¢ CIXC:

Kputepumn kauecTtsa nepBuyHOro o6cnenosaHusa AnsA NocTtaHoOBKKM anarHosa CrXc

YpoBeHb
pekomeHaaumnin

\/GG,CLMTGTI bHOCTK

YPOBeHb AOCTOBEPHOCTH
AOKa3aTeNbCTB

BbinosiHeH c60p U OLeHKa WHAMBWAYasbHOrO M CEMeHOro aHaMHesa Mo Hanauuuio CC3
aTepoCKNepOTUYECKOro reHesa 1 noBblWeHHoro ypoBHa OXC, T, XC-J1HM, XC-NBMN

C

I'IpoBeLLeHo ¢|43V|Kal'|bHOe obcnenoBaHue Ha npeaMeT BbISIBIEHNST KOXHbIX U CYXOXUNbHbIX
KCaHTOM, KCaHTenasm u unonaHomn Ayrn porosuubl

BbinonHeH aHanus nokasartenen nunuaHoro cnektpa kposun (OXC, T, XC-JIHM, XC-N1BM)

BbinonHeHo obcnefoBaHue Ha Hanuume CC3 aTepocKNepoTUHECKOro reHesa: AyrieKCHoe
CKaHWpoBaHWe >SKCTpaKpaHWanbHOro oTAena 6paxuouedansHbiX apTepuit W apTepuit
HWXKHUX KOHEeYHOCTel (Mpu OTCYTCTBUW MPOBEAEHMs B MocneaHne 12 Mecsues),
rpoBejeHa OLeHKa MPeATecToBONM BeposiTHOCTU WUBC M npu HEO6XOAMMOCTU MpOBeAeHbI
Harpy3ouHble U/uUin BU3yanusupyoLme TecTbl ANs AnarHoCcTku MBC

Kputepun kauecrtBa Ao TEeNIbHOro 06¢ [
yCTaHOB/IEHHbIM AnarHosom CrXcC

nauyuveHTa c

YpoBeHb
pekomeaauni

yﬁenMTen bHOCTU

Yp A[OoCT
AOoKa3aTesibCTB

MpoBeaeH kackaaHbIM CKPUHWMHI Ha Hanuume CIMXC y BCeX pPOACTBEHHWMKOB 1 U 2 cTeneHu
poacTBa ¢ obs3aTenbHbIM onpeaeneHnem XC-JIHM

C

MauneHtam 18 net u cTapuwe Ha3HayeHa Tepanusa CTaTMHaMuM B BbICOKOMHTEHCUMBHOM
pexume (atopsactatuH 40 mr/cyT n 6onee unu posysactatvH 20 Mr/cyT u 6onee

BbinonHeH aHanu3 Kpoeu ANA OuUeHKU 3DPEeKTUBHOCTM 1 6e30nmacHOCTU NpOBOAMMON
rMnonunuaeMUYeckoi Tepanuu B nepuos 8%4 Hea.: ANT v nokasaTenei AUNUAHOMO
cnekTpa kposu (OXC, TI, XC-JTHM, XC-NBIM)

MNauveHTam 18 neT ¥ cTapwe npu HEeAOCTMXKEHUU LeneBoro yposHs XC-JIHM (MeHee 2,5
MMonb/n y nuy ¢ CMXC 6e3 UBC unu ee 3KBUBANEHTOB WM MeHee 1,5 MMonb/n y vy c
CIrXC v Hanuunem UBC wnu ee 3KBUBANEHTOB) Ha (POHE MaKCMMaNbHO MEPEHOCUMbIX 403
CTaTMHOB [OMOJIHUTENIbHO Ha3HayeHa Tepanus 33eTumnbom** B fgose 10 Mr/cyT wnm
3BONIOKyMabomM** B fo3e 140 mr 1 pa3 B 2 Hegenu unu annpokymabom** 75-150 mr 1 pa3s
B 2 Hepenu.

MNauveHTam 18 neT u crapwe nNpu HeaoCTUXeHun uenesoro ypoBHs XC-JIHM (MeHee 2,5
MMonb/Nn y nuy ¢ CMXC 6e3 UBC unu ee aKBMBANEHTOB MM MeHee 1,5 MMonb/n y nuu C
CrXC wu Hanuuvem WBC wnM ee 3KBMBaNEHTOB) Ha (oHe [ABYXKOMMOHEHTHOMN
rMNOMIMNUAEMUYECKON Tepanuu npoBejeHa TPEXKOMMOHEHTHasi runoavnuaeMuyeckas
Tepanua (CTaTuH+33eTeMM6+3B0NOKYMab**/anupokymMab**) unu nposeseHbl npoueaypbl
JM-adepesa (Npy HaNUMYMM NokKasaHUn)

10

|-|pI/I HEeNepeHoCUMOCTN CTaTuHa Yy NauuneHToB 18 net un CTapwe CHMXeHa ero Aosa vwiu
nposefeHa 3aMeHa Ha [Apyrov CTaTUH, MpW MOMHOW HenepeHocumocTn 2-X u 6bonee
CTaTUHOB npoBefeHa Tepanus 33etemMnbom B fose 10 Mr/cyT u/unu nHrnébutopamm PCSK9
3BONIOKyMaboM** B fo3e 140 mr 1 pa3 B 2 Heaenu unu annpokymabom** 75-150 mr 1 pa3s
B 2 Hejenu

IIa

Kputepun kauecTBa AMHaAMUYECKOro HabnoaeHusa nayneHTa c reCrxc

YpoBeHb
pekomeaaumi

yﬁe,ClMTEJ'I bHOCTH

OCT!

Yp A ™
AOKa3saTeNbCTB

He pexe 1 pasa B roa nposeaeHa 1 nepsuyHas v 1 NOBTOPHas KOHCY/AbTauus Kapauonora
C nposeaeHneM 6MOXMMUYECKOro aHanus KpoBW Ha onpeaenexdne AJIT u nokasatenen
nunuaHoro cnekTpa (OX, TI, XC-JIHN, XC-NBIM),

C

12

MpoBeneHo obcnesoBaHue Ha BbisiBNeHue Hanuume CC3 aTepOCK/IEPOTMYECKOro reHesa:
BbINOJIHEHO JlyNJIEKCHOe CKaHupoBaHue GpaxuoledansHbix apTepuit 1 pas B 2 roga npu
cTeHo3e MeHee 50%, No JaHHbIM NpeablayLllero uccnefosaHnsa, 1 pas B roa - npu cteHose
50% wu 6onee, 1 pa3s B 6 MecsuUeB - NPWU HalUUYUU HECTabUNIbHLIX aTEPOCKIEPOTUYECKMX
6nsiwek; a Takxe BbiMoNHeHo 3xXoKI 1 pa3 B 5 neT nNpu OTCYTCTBUM aopTasibHOrO CTeHO3a
WM HayalbHOM aopTasibHOM CTeHO3e, MO [aHHbIM NpeaAblayllero uccneaosaHus, 1 pas B
roj - Mpy yMEepeHHOM CTeHo3e, 1 pa3 B 6 MecC. - Mpu TAXENOM aopTa/bHOM CTEHO3e, a
TaKxe He pexe uyeM 1 pa3s B roi Mpose/eHa OLEHKa NMpeaTecTtoBoi BepoAaTHocTn UBC u
npu Heo6X0AMMOCTV MPOBEAEHbl Harpy3ouHble W/WAn BU3yanusupylowmne TecTbl ANns
AvarHoctukn MBC

13

MNauneHtam 18 neTt M cTapwe nNpu HeAOCTMXEHUKU uenesoro yposHs XC-JIHM (MeHee 2,5
mmonb/n y nuuy ¢ CFXC 6e3 UBC unu ee 3KBUBaNeHToB unnm MeHee 1,5 MMonb/n y nuu c
CIrXC u Hanuunem UBC nnn ee 3KBUMBANEHTOB) Ha (POHE MaKCMMasbHO MEPEHOCUMbIX A03
CTaTMHOB JOMOJIHUTENbHO HasHauyeHa Tepanusi 33eTuMubom** B fo3e 10 Mr/cyT unu
3BONOKymabomM** B fo3e 140 Mr 1 pa3 B 2 HeAenn unum anupokymabom** 75-150 mr 1 pas
B 2 Heaenwu.

14

NauveHTam 18 neT v cTaplwe npu HeAOCTUXEHUU LeneBoro ypoBHs XC-JIHM (MeHee 2,5
MMonb/n y nuy ¢ CMXC 6e3 UBC unu ee 3KBUBANEHTOB WM MeHee 1,5 MMonb/n y vy C
CrXC w»n Hannuvem WBC wunum ee 3KBMBaNEHToB) Ha (OHE [BYXKOMMOHEHTHON
FMHOHMHMAEMMHGCKOﬁ Tepanuu npoBegeHa TPEexXKOMMNOHEHTHas runonvnuaeMmyeckas
Tepanusa (CTaTuH+33eTeMnb+3B0N0KyMab**/anupokymMab**) unu nposeaeHbl npoueaypbl
NMN-adepesa (Npn HannynM NokasaHwin)
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IIpunoskenue Al. CocrtaB padboueri rpyIbl

Baxkan C.C. KaHAMZAT MeOUIIMHCKUX HayK, 3aM. pPyKOBOAuTeNs HayuHO-KIMHMYECKOTO IIeHTpa JUMIULO0IOTUN
HUWTIIM - ¢punman ULl CO PAH, wied HOA.

EpmoBa A.M. KaHIUIAT MeOUUMHCKUX HAyK, CTApIIMii HAYYHbI COTPYIHMK J1ab0OpaTOPUM MOJIEKY/ISIPHON T€HEeTUKU
OoTAena KIMHUYECKON KapauoaorMum U MONeKynsipHOov reHeTuku DIBY «HauuoHanbHBI —~ MeOULIMHCKUIA
MCCIeN0BATeIbCKIUI LIeHTP MpoduIakTMUYecKoi meauuyuHbe» M3 PO, uied PKO, ESC, EAS.

MemkoB A.H. KaHAMAAT MEOUIVMHCKUX HAyK, DPYKOBOAMUTENb JabopaToOpuy MOJIEKYISIpHOI reHeTuku OIBY
"HalyoHanbHbI MeIUIIMHCKII MCCIeI0BaTeIbCKUI LEHTp MpoduiakTuyeckoit meauiuael’ M3 P®; unen PKO, HOA,
EAS, ESHG.

Coxko/0B A.A. JOKTOp MeIMUIMHCKMX HayK, AOLEHT, mpodeccop kadenpsl Hedpomoruu u sdhdepeHTHO! Tepanumn
BMenA, npodeccop Kadeapbl aHECTe3UOIOTMK U peaHMMmaToaoruu um. B.JI.BaneBckoro C3IMY um. M.M.MeuHuKoBa
VCTIOMHUTENbHBIN aupekTop HIT «HalMoHa/JbHBI COBET 9SKCIIEPTOB II0 PeIKUM G6GOJe3HSIM», MCIIOTHUTETbHbIN
nupektop HII «HauuoHanbHOe OOLIECTBO CIIELIMATUCTOB B o06JacTu remadepesa U IKCTPaKOPIOpanIbHOI
reMoKoppexuuy, uneH npasineHus HOA.

E>xoB M.B. IOKTOp MeOUIIMHCKUX HAyK, Tpodeccop, BeAyIINii HayUHbIil COTPYAHUK OTHAeNa MpobieM aTepocKaeposa
OI'BY "HMUL, Kapguonorun" M3 PO, npesnuenTt HOA, unen EAS, ESC.

Kyxapuyk B.B. mOKTOp MeIMIIMHCKMX HayK, Mmpodeccop, wieH-KoppecnoHaeHT PAH. PykoBoauTenb oTaena mpobaem
arepockieposa ®I'bBY «<HMMUL] kapauonorun» M3 PO. Unen nipaBinennst HOA, PKO, MTHOK, PMOAT.

I'ypeBuu B.C. okTOp MeIMUMHCKUX HAyK, podeccop, 3aBedyIolinii OTAeI0M aTepockiaepo3a HayuHo-KIMHUYECKOTO
1 obpa3oBaTenbHOro LeHTpa «Kapauonorus» meguuyHckoro ¢akynbrera CaHKT-IIeTepOyprckoro rocyaapcTBEHHOTO
yHUBepcuTeTa, mpodeccop Kadeopsl TOCIUTANbHON Tepanmuu M Kapauonoruu mm. M.C. KymakoBckoro CeBepo-
3aMagHOrO0 TrOCYZApCTBEHHOIO0 MeOUIIMHCKOrO yHuBepcutera wum. W.M.MeunukoBa, pykoBogutenb lleHTpa
aTepockaepo3a M HapylleHuit JunuaHoro o6MeHa Knuuuveckoii 6ombHMIBI M. JL.I. CokomoBa ®MBA P®, Buie-
npesuneHT HOA, wien PKO, EAS, ESC, EBpormeiickoro o6IIecTBa KIMHUYECKUX MCCAemOBaHMit, MeKIyHapOmHOIro
obIlecTBa ayTOMMMYHHBIX 3abonmeBanuit. Ilpemus MwunsgpaBa PO 3a moHorpadwmio, 1985 r. IloyeTHasti rpamora
Mwun3sgpasa PO 3a mHoronetHuii Tpyg, 2000 r. biiarogapHocts KomuteTa no comuanbHol nonutuke Coeta ®engepanyn
P® 3a oka3aHMe BbICOKOKBATMMUIIMPOBAHHO MeAUIIMHCKOI oMoty HaceneHuio CaHkT-ITetep6ypra, 2015 T.

BoeBoma M.U. moKTOp MeAMIIMHCKMX HayK, podeccop, akageMuk PAH, samecTuTenb AMpeKTopa 1Mo Hay4yHoli pabore
®ULI ULIuT CO PAH, yueHbIit cekpetapb O6benuHeHHOTo YueHoro coBeta CO PAH mo MemMuIMHCKMM HayKaM, dieH
coBeTa MexkmyHapomHoro o6miectBa TepamneBToB (International Society of Internal Medicine), uneH coBeTa
MexnyHapogHoro obiiectBa 1o mnpumnossipHoit meauniuHe (International Union for Circumpolar Health (IUCH)),
MOJTHOMOYHBIN TpenCcTaBUTeNb POCCUIICKOTO HAyYHOTO MEIMIIMHCKOrO OOIlecTBa TepaneBTOB B CUOMPCKOM U
IampHEeBOCTOUHOM (eiepaabHbIX OKpYyTaX, Buile-npesuaeHT PHMOT, Bune-npe3uaeHT HOA.

Cepruenko W.B. [OKTOp MeAMIMHCKMX HayK, mpodeccop, Beyliuii HayuyHbIi COTPYOHMK OTHena IpobiaeM
atepockneposa ®I'bY "HMUL Kapgnonorun" M3 P®, nupexrop HOA, unen EAS, ESC.

IMaxTmrHeiigep E.B. KaHOuOaT MeOUUMHCKMX HAyK, BeOYIIMI HAYYHBI COTPYIHUK JabOpPaTOPUM MOJIEKY/ISIPHO-
reHeTUUeCKUX WCCIeAOBAHUI TeparneBTUYECKMX 3ab0/MeBaHNil, 3aBenyolasi HAyYHO-MHHOBAIMOHHBIM OTHEIOM
HUUTIIM - dunmana UTul CO PAH, Ynen EAS, PKO, ESC.

IMokposckuit C.H. mokTop 61MoMOrMUeCKUX HayK, Mpodeccop, jaypeart MpemMuii nmpaButenbcTBa PO, EBporeiickoro
O6mectBa remadepesa u remorepanuu, PKO, rmaBHbIi HayuHbIi coTpyauuk ®IBY "HMUL] Kapamonoruu" M3 PO, uneH
PKO, HOA, EAS, Internatiaonal Atherosclerosis Society, MexmyHapoguoro O6miectBa Adepesa, EBpomeiickoro u
AmepukaHckoro O61ectB VickyccTBeHHbIX opraHoB, National Lipid Assiciation.

KonoBanos A.T'. TOKTOp MeJUIIMHCKUX HayK, Ipodeccop, jaypeaT npemMun JIeHMHCKOTO KOMCOMOJIA, JJaypeaT IIpeMun
IMpaBuTtensctBa Poccun, pykoBoautens llenTpa [duarHoctTuku u VHHOBauuMoHHBIX MenuimHckux TexHomoruin K1
Mencu Ha Benopycckoii, mpencenartenb YueHoro Coserta I'pynnbsl Komnauuit Mencu, wiedH HaimoHaabHOM JIUTTMIHOM
accounaiuu (NLA), ESC, HOA, MockoBckoro obiiecTBa remacdepesa.

JleonTbeBa W.B. NOKTOp MeIMUMHCKMX HayK, Npodeccop, «OTIMUYHMK 3ApPaBOOXpPaHEHWSI», [IaBHBbI Hay4YHbI
COTPYOHMK OTHeNa OeTCKoV kKapauonoruu u aputmonorun ®I'bBOY BO PHUMY um. H.U.Iluporosa M3 Pd HMKU
ITenuatpun um. Axkagagemuka l0.E.BenpTuinieBa, Bulie- mMpe3uaeHT acCoLMaly AeTCKUX Kapauoioros Poccun, yieH
PKO, PMOAT.



KoHcTtaHTHHOB B.O. TOKTOpP MEIMIMHCKUX HayK, Mpodeccop, «OMIMYHNK 3IpaBOOXpaHeHus», mpodeccop Kaderpol
rocnuTtaabHOM Tepanuu u kapguonoruu um. M.C.Kymakosckoro ®I'BOY BO «CeBepo-3amagHblii rOCyAapCTBEHHbIN
MeIVUMHCKUIT yHUBepcuTeT UM. M.Ml.MeunukoBa» M3 P®, uneH skcrepTHbix coBeToB PKO u HOA, 3amecTturenb
npencenatenst Caukr-Ilerepbyprckoro otaenenus HOA, npencenarenb cekimm atepockieposa CaHKT-IleTep6Oyprckoro
Hay4yHOro ooOmiectBa KapauojoroB um. [.d.Jlanra, wien EAS, ESC, EBpomeiickoro o6iiecTBa MpodWIakKTUKU U
peabuInTanun CepaevyHO-COCYIUCThIX 3a00IeBaHMIA.

Illep6akoBa M.IQ. MOKTOp MeOMUMHCKMX HaykK, mpodeccop Kadenpsl meTckoii kapayuonoruu PIIK MP ®TAOY BO
PYIIH, Bulie-Tipe3uIeHT acCoLMalum JeTCKMX Kapanonoros Poccun.

3axapoBa WM.H. IOKTOp MeIMIIMHCKMX HayK, mHpodeccop, 3aclIyKeHHbIi Bpau Poccum, 3aBemyomias Kademporii
negyaTpuy € KypcoM MOMMKIMHMYECKOo neguatpuyu uM. akagemuka [LH.Cnepanckoro ®T'BOY NIIO "Poccuiickas
MeOUIIMHCKas akaJgeMusl HeIpepbiBHOro mpodeccuoHanbHoro ob6pasoBanmus” M3 PO, unen Hcmonkoma Corosa
nequatpoB Poccuu, moueTHslii npodeccop HII3/, PAH, Buile-mpe3ugeHT Accolyauyuyu MeAuaTpoB MO COAENCTBUIO
HeIpepbIBHOMY TOCIeIUIVIOMHOMY 06pa30BaHMIO IenuaTpoB, monHbiii uieH ESPGHAN, EAACI, KOHCY/IbTaHT IO
neguatpun Y/ Ipesunenta PO, [Ipencenarens duccepranmonHoro Coseta /] 208.071.01.

BanaxonoBa T.B. MOKTOp MeAMUMHCKMX HAyK, Mpodeccop, IJIaBHbI HAay4dHbII COTPYOHMK OTHena ylIbTpa3BYKOBBIX
uccnegoBanmit MHcTutyta KianmHudeckon kapauonorunu OI'BY «HMUL, kapauonorum» M3 PO, Unen Hcmonkoma
Acconyanyy CrelnyanaucToB yIbTPa3BYKOBOM quarHocTuku B meauiinae(PACYIM), unen PKO, EBporeiickoro obiiecTBa
CIIeLIaMCTOB Y/IbTPAa3BYKOBOM IMAarHOCTUKY B MenuuyHe, ESC, EBpomneiickoii acconyanyum 1mo BU3yaamnsanum cepaia
u cocymos (EACVI).

®wiunmoB A.E. 1oKTOp MeIMIIMHCKUX HayK, mpodeccop, nmpodeccop kadenpsr rocnuranbHoi Tepanuu OI'BOY BI1O
«CaHKT-ITeTepOYyprcKuii rocygapCTBEHHbBIV YHUBEPCUTET», 3aBeayloluii Kadempoit o6uieii BpaueOHON IMPAKTUKU U
tepanmu YOV [OIO «VHCTUTYT TpodeCcCMOHaNIbHOM IepernoAroToOBKYM MEXIYHAPOSHOTO MEIMIIMHCKOTO II€HTpa
«COTA3», uwen PKO, ESC, unen npasinennust HOA, samecturens npencenatenss CaHkT-ITerep6yprckoro HOA.

AxmvemkanoB H.M. KaHIumaT MeOMIIMHCKMX HayK, BEOYIIMiI HAy4HbIi COTPYOHMK, OTTHENa MPOPUIaKTUKIA
MeTabonmuueckux HapyuieHuiit ®T'BY "HMUILI npodunaktuueckoii Megunyubl" M3 PO, unen HOA, PKO, AMepuKaHCKO
Kosuteruu apauosnoros (ACC).

AnekcangpoBa O.I0. IOKTOp MEIMIIMHCKMX HayK, 3aMeCTUTENb OUpPeKTOopa MOCKOBCKOTO 06JIACTHOTO HAay4HO-
MCCITeIOBATENbCKOTO KIVMHNYECKOTO MHCTUTYTAa MM. M.®. Bragumupckoro mo y4ye6HOi paboTe, mekaH daxynbrera
YCOBEPIIEHCTBOBAHMST Bpayeii, 3aBeaylomas Kadeapoii opraHmM3aiMOHHOTO-IIPaBOBOT0 00ecrieueHusT MeIUIIMHCKOM U
(dapmarnieBTMUECKOI TeSITeTbHOCTM.

Bce unensl Paboueit Tpymbl MOATBEPAUIN OTCYTCTBME (HVMHAHCOBOI MOAIEPKKM / KOHGIMKTA MHTEPECOB, O KOTOPHIX
Heob6X0AMMO COOOIIUTS.



IIpunokeHue A2. MeTomosorusi pa3spadOTKU KIMHUYECKUX
peKoOMeHaanumn

KnnHuueckmue pekoMeHIalMy pa3paboTaHbl CllelMaaucTaMu-IKcrepraMmyu HalyoHaabHOTO 06InecTBa Mo U3YyUeHUIO
arepockiepo3sa. [Ipy moAroToBKe peKOMeHAAlUii YUUTHIBAIUCH TOCAeqHNEe MOCTUKeHUST NoKa3aTelbHOV MeIULIVHBI,
OTEeUeCTBEHHbBIN M 3apyOekKHbI KIMHUYECKMIT OMbIT B 06mactu musydenusi CI'XC, aTepockieposa M ero OCIOKHEHMIA.
OCHOBOJ1 HacTOAIIEN BEPCUM KIMHUYECKMX DEKOMEHIALIMII CTaiu poccuiickue ¥ 3apybexHble (yHIaMeHTaTbHbIE
DPYKOBOJCTBA, MOHOTpaduy MO KapAMOJIOTUM UM BHYTPEHHMM G6OJEe3HSIM, pPe3ylbTaThl KPYITHBIX MEXKIYHAPOTHBIX
MeOUIIMHCKUX PEerMCTPOB U PaHIOMU3UPOBAHHBIX UCCAeN0BaHMI, TOC/IefHME BepCUM MEeXIyHapPOLHBIX METOAUUYEeCKUX
PYKOBOZCTB AJISI CHEIMATMCTOB-KapAMOIOTOB M Bpaueil 001eil mpakTuKu. VICTOUHMKAMMU COBPEMEHHBIX OOHOBJIEHUIA
ObUIM SKYpHAJIbHBIE MYOGMUKALMY B pPeLieH3UPYEMbIX KypHaaaX, BXOASIIMUX B POCCUICKME U 3apyOekKHbIe MHIEKChI
Hay4YHOTO IIUTUPOBAHMUS.

IleneBasa ayauTopua JAHHBIX KIVMHUYECKUX PeKOMEHJaLMii:

1. Bpau-Kapanosor MeAUIIMHCKMX OPTaHU3alMii, 0Ka3bIBAIOUIMIi TOMOIIb B aMOY/IaTOPHBIX U CTALMOHAPHBIX YCIOBUSIX.
2. Bpau-TepamneBT MeAUIIMHCKUX OpraHu3aluii, OKa3bIBaIOIMi1 TOMOIIL B aMOY/IaTOPHBIX M CTAIIIOHAPHBIX YCIOBUSX.
3. Bpau o6111eii mpakTuKM (CeMeiiHblii Bpay).

4, Bpau-Tpacdy3noaor MeUIIMHCKUX OpPTaHU3alMii, TPOBOASIINUX poLemypbl JITT-adepesa.

B xome pa3paboTKM MCIIOIb30BaHbl YPOBHU YOEOUTETHHOCT PEKOMEHIAINIA M YPOBHM JOCTOBEPHOCTM [[OKA3aTEIbCTB
(Ta6mn. 1 u Tadm. 2).

Ta6nuna 1 YpoBHM yoeOUTeTbHOCTY PEKOMEeHIAII

YpoBeHb y6eautenbHocTn | OnpepeneHune ®dopMynmpoBka
pekoMeHaaummn
I [lokasaHo WAW  O6LWenpu3HaHHO, YTO MEeTOA MUCCRefoBaHWs / neveHus | PekomeHayeTcs / mokasaHo

noneseH, spheKTUBEH, UMEET NpenMyLLecTsa

II MpoTuBopeunBble AaHHbIE W/UAM  PacXOXAEHWEe MHEeHWA O nonb3e u
3P hEeKTUBHOCTM MeTOAa UCCNefoBaHUs / neveHuns

IIa BONbWMWHCTBO AaHHbIX / MHEHWIA B NONb3y MeToAa MpumMeHeHne uenecoobpasHo
IIb [aHHble / MHeHMS 0 Nosb3e MeToAa He CTo/b ybeauTenbHbI MpuMeHeHne BO3MOXHO
III [okasaHo wnn obWwenpusHaHHO, YTO MEeTOA WCCNeAOBaHus / neyeHus He He PekomeHgyetcsa

noneseH, He apdeKTUBEH, MOXET MPUHOCUTL Bpea

Ta6muna 2 - YpOBHU JOCTOBEPHOCTHM T0KA3aTENbCTB

YpoBeHb AOCTOBEPHOCTM oKasaTenbcTs A [laHHble HECKOMbKUX PaHAOMU3NPOBAHHbIX KIIMHUYECKUX UCMbITaHUIi UK MeTa-aHanu3oB

YpoBeHb AOCTOBEPHOCTM Joka3aTenbcTs B [laHHble 04HOr0 PaHAOMU3MPOBAHHOIO WM HECKONTbKUX HEPaHAOMU3NPOBAHHbIX KIMHUYECKUX UCTbITaHUi

YpoBeHb JO0CTOBEPHOCTM AoKa3aTenbcTs C CornacoBaHHOe MHEHWe 3KCMNepToB W/UAn pe3ynbTaTbl HEGONbLMX WCCNeAO0BaHWIA, PETPOCNEKTUBHbLIN UCCNenoBaHWiA,
perucrpos

TopsioK 06HOBIEHNS KITMHUYECKUX PEKOMEeHAAIi
YpoBeHb GPP - (jiokMBIIAsICS KIMHMYECKAs TPaKTUKa

KnuHnueckue peKoMeHAAIMM OOHOBISIIOTCS 1 pa3 B 3 rofa ¢ yueTOM HOBBIX POCCUICKUX Y MEKIYHAPOIHbBIX TaHHBIX TI0
snuaemuonoru GopMm 3a60meBaHMSI, METOAAM M TAKTUKE OVATHOCTMKMU, CIIOCO6aM MeAVKAMEHTO3HOTO JIeUeHUS U
MOKAa3aHMSIM JJIS1 HATIPaBJIeHMs Ha XMPYpPriUyecKyie BMeIIaTelbCTBa.



IIpunokenue A3. CBsI3aHHbIE JOKYMEHTBI



IIpunoxenue b. Anropurmsl BegeHUs nanyeHTa



IIpunoskenue B. Undopmanmus ajis nanMeHTOB

CEMENMHAS TUITEPXOJIECTEPUHEMUS
Ymo makoe 2unepxonecmepuHemus?

CeMeiiHasl TUIIEPXOJIECTEPVHEMMSI — 3TO HAC/IeACTBEHHOe 3aboieBaHMe, IIPU KOTOPOM TeHeTMYeCKOe IMOBPEeXAeHMe
SIBJISIETCSl NIPUUYMHOV BBICOKOTO YPOBHS XOJeCTepMHA KpPOBM M IepefaeTcsl U3 IOKOJIeHMs] B IOKOJeHMe, MHOIAA
BO3MOXHA Iepenaya 3a6o/eBaHus yepes3 MokoieHue. [unepxoaecTepuHeMusi O3HaYaeT BBICOKUI XOMECTePUH KPOBMU.
Tum XonecrepuHa, KOTOPbBIN CHeIMGUYHO TIOBBINIAETCS TPU CeMeHON TUIepXolecTeEpUHEMMUM — XOJEeCTepuH
JIMTIOTIPOTENI0B HM3KOI mioTHOCTU (XC-JIHIT).

CemMeitHasi rumepxonecTepyuHeMusi - ONHO M3 Haubolee pPACIPOCTPAHEHHBIX HACIEACTBEHHBIX 3a001eBaHMIA.
IMpubnusurensHo 1 u3 200 yelOBEK B MUpEe MMEET reHeTUUeCKue MOBPEXKIEeHMs, SIBISIONMecs MPUIYMHON ceMeitHOoIi
rurepxoyecTepuHeMun. Eciy ogyH U3 pomuTeseil MMeeT CeMEIHYI0 IUIepxoiecTepuHeMuio, To B 50% ciryyaeB oHa
OyIeT y ero CblHa MK JOYEPU.

CeMeitHasi TUIIEPXOIECTEPUHEMMSI CBSI3aHA C ITOBBINIEHHBIM PUCKOM CEpAEYHO-COCYOMCTHIX 3abomeBaHuMil. Puck
pa3aMyaeTcss OT CEMbM K CEMbe U 3aBUCUT OT YPOBHS XOJIeCTEPMHA, APYTUX HACTEeICTBEHHbIX (haKTOpOB, (aKTOPOB
obpasa XM3HU, TAaKUX KaK MUTaHMe, KypeHue, YPOBEeHb (PU3MNUECKOi aKTMBHOCTHU, U AaXXe OT TOrO, MYKYMHA BbI MU
skeHIIMHA. JKeHIIMHBI ¢ ceMeiiHOi TuIepxosecTepyuHeMueil 3a60/IeBal0T CepAeyHO-COCYIMUCThIMM 3a060/IeBaHUSIMU B
Bo3pacTte 55-60 jieT, a My>KuMHbI - 45-50 jieT. BaskHO KaK MOXXKHO paHblile (MIeaJbHO B JE€TCKOM BO3PAacTe) BISBIISTH U
MPaBWIbHO JIEUUTh CEMENHYI0 TUIIEePXO0TIeCTePUHEMMIO, TaK KaK 3TO 3HAUMTEIbHO CHMUKAeT PUCK Pa3BUTHUS CepIedHO-
COCYIMCTBIX 3a601eBaHMIA.

BAJKHO

Cemetinas eunepxoniecmepuHemust Hacnedyemcs u nepedaemcs 8 cemve. Hanuuue 8b1c0K020 X0sieCmepuHa Kposu, 0C00eHHO
8bicokozo XC-JIHII, nossiuiaem puck paHHezo Hauaua cepdeuHo-cocyoucmsix 3a60e6amuti.

YTo TaKkoe X0J/IeCTepUH JUMIONPOTENAOB HU3KOM IIJIOTHOCTU?

XomecTepuH — 3TO KMPOBast CyOCTaHIVSI, KOTOpas Heo6XoayMa HalleMy OpraHM3My AJIsl IOCTPOEHMS KJIETOK, CMHTe3a
TOPMOHOB U MPOM3BOACTBA >KEJIUHBIX KUCIOT B IedyeHU. OQHAKO BBICOKUIA YPOBEHb XOJeCTEpMHA B KPOBU MOXET
MPUBOAUTE K TOMY, UTO JIMIIHUIA XOJNECTEPMH HaKaIUIMBAETCSI B CTEHKax KPOBEHOCHBIX COCYLOB, YTO BeleT K
06pa30BaHMI0 ATEPOCKIEPOTUUECKUX OJISIIEK, CY)KAIOMMUX MPOCBET cocyma. YacTo aTepoCKIepoTHMYecKyue OsImKu
CY’>KMBAIOT TIPOCBET apTepuii, KpOBOCHAGKAIOMIMX KM3HEHHO BakKHbIe OpraHbl Halllero OopraHu3Ma: cepile, roJI0BHOI
MO3T, IIOYKY U JIP., UTO MOXKeT MIPUBOIUTD K PA3BUTUIO CEPbe3HBIX CePIeUHO-COCYAUCThIX 3a6oneBanmit. XC-JIHII — ato
YacTUllbl, KOTOpPbIE COAEPKATCS B KPOBU U SIBASIOTCS TPAHCIIOPTHOM CUCTEMOV, KOTOpasi MepeHOCUT XOJIeCTEPUH OT
OMHMX KJIETOK Hamlero opranmsma K gpyrum. Yactuiel XC-JIHIT MMEIOT CrenmaabHbI MPUCOEOVMHEHHDIN 6GeNoK,
Ha3bIBAIOIIMICS armoaunonporenHd B. Amonmumnonporend B Hanmogo6ue MocTa cBs3biBaeT yacTuilbl XC-JIHII ¢ KiieTkamu
Ballero opraHmsma, kotopele umerT JIHII-peuieniTop. PelienTop momMoraeT KiaeTkam «y3HaBaTb» dacTuiibl XC-JIHII.
Eumn peuenTop miau 6GeloK amojuMIIONpPOTEMH B «paboTaioT» IUIOXO, TO YPOBEHb XOJecTepyHa B Balleil KpOBU
MOBBILIAETCS. ITO SIBJISIETCS IPUUMHON CEMEHOM rUIepxoieCTeEpUHEMUNA.

BAJKHO

JIunonpomeuHs! HU3KOL NJIOMHOCMU MPAHCNOPMUPYIOM X0JleCmepuH 8 sawleli Kposu K kiemkam. XoniecmepuH HyxeH 0715
cmpoumenscmea Kaemox, npou3eoocmea 20pMOHO6 U npoussodcmea xenuHsix kucnom. OdHako, ecnu XC-JIHIT cnuwikom
MHO020, OH HAKANAU8aemcs 6 CMeHKax KPOBEHOCHbIX COCYA08 6 6ude amepockaepomuyeckux 6suiex.

IHpuuunel cemetinoli zunepxonecmepunemuu

Oco6eHHOCTHM, KOTOpble MbI HacjleyeM OT pOmuTeseit, ompemensiorcs mHdopmaimeitr, xpausimieiics B JHK. THK
COIEPKUT TEHbI, B KOTOPbIX HAXOAUTCS MH(POpMAaIMs 0 BCEX XapaKTepUCTMUKAX OpraHmsMa. MisMeHeHMsI B TeHaX MOTYT
ObITh MPUUYMHOI HAC/EICTBEHHbIX 3a00/1eBaHMil. B GOMBIIMHCTBE C/IyyaeB, MPU CeMeifHOi TUIlepXoIecTepuHeMUN 3TU
M3MEHEHMs HaxOIOSITCS B reHe, KOTOpbiii koaupyeT JIHII-pemenTop. DTOT peLIENTOP pacIlOOXeH Ha MOBEPXHOCTU
KieTok u ypanset yactuilpl XC-JIHIT n3 kposu. IsmeHeHus B reHe JIHII-peniennTopa NpUBOASIT K TOMY, YTO OH TepsieT
CIOCOGHOCTH K YIATIEHUIO XOJIeCTEPUH-COIePsKAIIMUX YaCTULL U3 KPOBU.

BONBIIMHCTBO JIOfIEll C CeMEfHOV TuIepxojecTepyuHeMueil HacieayloT oguH medekTHbii reH JIHII-pernenTopa OT
OITHOTO M3 ponuTeseil, U oquH HopMasbHblii TeH JIHII-perentopa ot apyroro pogutens. CienoBaTelbHO, OHU MEIOT
TonbKo 50% HopMmanbHO pabotatomux JIHII-pelienTopoB Ha MOBEPXHOCTM KJIETOK. JTO BefeT K TOMY, UTO y HUX
ypoBeHb XC-JIHIT B KpOBM 3HAUMUTENbHO IMOBBILIIEH C CAMOTO POXIEHMSI IO CPAaBHEHUIO C JIIOAbBMM 0Oe3 ceMeiHO¥



rumepxonectrepuHemMun. TakuM o6pas3oM, y JIIOfeii C CeMEfHOI TUIIepXOjJecTepMHeMMell BbIIIe PUCK PASBUTUS
aTepOCKIEPOTUUECKUX OJISIIEK U CepIeuHO-COCYAMCThIX OCIOKHEHMIi, KOTOpble MOTY pa3BMBAaTbCS B MOJIOIOM
BO3pacrTe.

BAJKHO

IpuuuHoli cemeliHOll 2unepxosecmepuHeMuu A8AOMCA  U3MeHeHUsT 8 2eHe, Komopelili Kodupyem JIHII-peyenmop.
Hepexmmuuiti JIHIT-peyenmop He moxcem yoansme XC-JIHIT u3 kposu. M366imoK xonecmepuHa HaKanaueaemcs 8 CmeHKax
KPOBEHOCHbIX COCY008, NPUBOOs K pa3sumuio cepdetHo-cocyoucmoix 3ab60ae8aHuli.

Kak mocHO 3an0003pums cemeiiHylo 2unepxosecmepuHemuro?

CeMeiTHYI0 TUIIePXOJIeCTEPUMHEMUIO MOXKHO 3aIlof03pUTh, KOTAA B CEMbE €CTh CJIyyay PaHHEro Havajaa CepheuHo-
COCYIMCTBIX 3a60eBaHmit. Tak, eciy KTO-TO U3 WIEHOB ceMbM TepeHec MHGAPKT MMUOKApAa (CEepAEYHbI TIPUCTYIT) WU
MO3TOBOJ MHCY/ILT B Bo3pacTe paHee 50-60 JieT, 3T0 MOXKET ObITh CIeICTBMEM BBICOKOTO YPOBHS XO/lecTepuHa. B Takux
CTyJasX peKOMeH/IyeTCs OIpelenThb MoKasaTe Iy TUIMAHOTO Ipoduis KPOBM Y WIEHOB CeMb MalyeHTa:

- JIUIMUAHBI NpoduUab ompenenseT pas3jMUHble TUIIBI JIUIIONPOTEUIOB B KPOBM, TaKMe Kak OOIIMII XOIeCcTepuH,
XOJecTepyH JUIONPOTEUOB HMU3KOM MmaoTHocTH (XC-JIHII), xomecTepyH AUIIONPOTEUAOB BBICOKONM IIoTHOCTH (XC-
JIBII) u TpuUrnuuepuibl.

- IMaTHOCTMPOBATh U JIEUUTh CEMEITHYI0 TMIIePXOJIeCTepMHEMMIO BaXKHO yKe B JIeTCKOM Bo3pacTte. JleueHne 6osee
3¢bdexTUBHO, KOTIA OHO HAUMHAETCS PAHO U 10 TOTO, KaK HAKOIUIEHMe XOJleCTepMHA B CTEHKax COCYIOB MPUBOIUT K
06pa30BaHNIO aTEPOCKIEPOTUYECKUX OJISIIIIEK, CUITBHO CYKMBAIOIIUX ITPOCBET KPOBEHOCHBIX COCYIOB, U MPUBOASIIUX K
Pa3BUTHUIO CEPIEYHO-COCYAMCTBIX KaTaCTPOd — MHDAPKTOB ¥ MHCY/IBTOB.

EcTb HECKOIbKO BHEWIHMX IIPU3HAKOB, KOTOPbIe MOIYT OIpeNesATbCA IIPpY CeMeMHOM TIMIepXOojaeCTepPUHeMUN:
YTONIEeHMe CYXOKVU/INI WV SKeITOBaThIe GIISIIKY BOKPYT I71a3 (KCAHTeNa3Mbl), HO OHM He BCerna ObIBAIOT Y ITAVIEHTOB
C CeMeJiHOJi rumnepxosecTepyHeMueii. IHOrma xXomecTepyH OTK/IaAbpIBaeTCs B pPafyXKe (LBETHOM 4acTy) I7a3a B Bue
apKku (InnugHas 4yra pOroBUIibI).

BAJKHO

CemeliHas 2unepxonecmepuxemus Moxcem Obimb 3anodo3peHa y aiodell, KOmMopsle UMEIIM paHHee HAUYANO0 CepdeyHo-
cocyoucmoix 3a60n€8aHULl 8 MeyeHUe HUHU 8 COUeMAHUU C 8bICOKUM YPOBHEM X0JIeCMeEPUHA 8 Kposu. POOCmMeeHHUKU MaKux
nayueHmos 0omxcHsl onpedesiums y ce6st nokasamenu AUNUOH020 PoGuJis.

Kak duaznocmupyiom cemeiiHylo 2unepxosecmepuHemuro?

CeMeJiHYI0 TUMITepX0JIECTEPMHEMUIO AMATrHOCTUPYET Bpady, MPUMEHSS CIelaJbHO pa3spaboTaHHbIe MMarHOCTUYECKMe
KPUTEpUY, YIUTHIBAIOIIME 1e/blii KOMIUIEKC KIMHUYECKUX (YPOBEHBb XOJeCTepUuHa, Haauuue CYXOXXUIbHBIX KCAaHTOM,
3a60/eBaHNi, 06YCTIOBIEHHBIX aTePOCKIEPO30M Y TMallMeHTa M WIEHOB ero ceMbM U Ap.) ¥ TeHeTUUeCKUM (GaKTOpOB.
Iyisg  reHeTudeckoro ob6ciaempoBaHus — ucmonb3yoT THK, BbigeneHHY® U3  KIeTOK KpoBu. CeMelHyI0
TUIIePXOJIECTEPUHEMUIO MArHOCTUPYIOT, Haxoas naedeKT TreHOB, Hampumep, reHa JIHII-penenrtopa. Bamskue
POICTBEHHUKH, TaKMe KaK POAUTENN, GpaThs U CECTPBI U IETH TMalMeHTa C ceMeiiHOii rumepxoiecTepMHeMIeit, UMeroT
50% puck Takke MMeTb 3TO 3aboneBaHue. OO6caemOBaHMe UJIEHOB CEMbM SIBJISIETCS KIIIOUEBBIM [IJI paHHei
IMArHOCTUKU CeMelHOI runepxoiecTepuHeMUN.

BAJKHO

CemeliHas zunepxoniecmepuHemusi OUazHOCMUPYemcs Ha 0CHOBAHUU KAUHUYECKUX OAHHBIX U 2eHemu4eckozo 00ciedo8aHusl.
Buisisnienue onpedesieHHbix mymauyuti 8 pside 2eH08, OMBEMCMBEHHbIX 3d passumue ceMeliHoll 2unepxosiecmepuHemul,
no3eoJiss.em He Mojibko nodmeepoums 0udzHo3 y 00¢1edyeMoz0 Uea08eKd, HO U NPosecmu mecmuposaHue GJIU3KUX UTIeHO8 €20
cembll C Yenvlo panHell QuazHOCMUKU 31020 3a001e8aHuUsl.

B kakom eo3pacmne HY3CHO auznocmuposamb cemeﬁuyto zunepxonecmepuuemum?

Jllogy ¢ ceMeiHOi rurepxonecTrepuHeMueii 06bIYHO MMEIOT BBICOKMIT O6IIMii XomecTepuH U Bbicokuit XC-JIHII c
pokmeHusi. PeKOMeHyeTcsl POIMTENSIM, MMEIOIIMM CEMEMHYI0 TUIepXOolecTepUHEMMIO, 0OpalaThCs K Bpauy s
06cemoBaHNs CBOMX JeTeit 10 JOCTVKEHMS MU IIIKOJIbHOTO Bo3pacTa. [logTBepskaeHe 1artio3a BaskHO B JETCKOM U
IOHOIIIECKOM Bo3pacTe. YeM paHbllle MU3MEHUTb AMETY, MUILEBbIE TIPUBBIUKM M HAYaTh JeYeHMe, TEM MeHbIle OymeT
PUCK pa3BUTHS aTePOCKIEPO3a U CBSI3aHHBIX C HUM OCTOXKHEHMUIA.

BAJKHO

B cembsax ¢ OuazHOCMupo8aHHOLUl cemeliHOli 2unepxojecmepuHeMueti pekomeHdyemcs mecmuposarue demeti 075
duazHocmuKku 3mozo 3abonesamus 00 80CbMUJIEMHE20 803pacma. Mo ho3607sem nposecmu HeobXo0UMYH KOppeKyuro
numatus u 06pasza *u3Hu pebeHKd, a makie npu Heooxo0UMOCMu HA3HAYUMb eMy IPGeKmusHoe neueHue.

Kaxk modxcHo ymeHvuwumes XC-JIHIT?



CHU3UTh XOJNECTEPUH MOXKHO TPU TIOMOIIYM IOUEThI, PETYIIpHOi (GU3NUeCKOi aKTMBHOCTM, OTKAa3a OT KypeHUs U
MIPUMEHEHMS CITelMaIbHbIX JIEKapCTBEHHBIX MPEeIrapaToB.

V3MeHeHVsT B NUTaHMM — TEpBbII WIar B CHIDKEHMM YPOBHS XOJjeCcTepuHa MJjisl BCeX JIIOOeN C CceMelHOMi
rumnepxosyecrepuHemMmeii. iameHeHMs B iyeTe MOTYT CHU3UTH xonectepuH Ha 10-15%.

Ins momeit ceMeiiHON TMIIEpPXOJecTepUHeMMeli 3TOTO CHMKeHMsS ObIBaeT HeOOCTaTOYHO, IOSTOMY Ha3HAvarTCs
XOJleCTepMHCHIMKAIIMe mpernapartsl. 1lenb gedeHus (IMeThl U JeKapCTBeHHBIX MpPernapaToB) - CHU3UTh YpoBeHb XC-
JIHIT HuKe 2,5 MMOJIB/ Y B3pOC/BIX U HIDKE 3,5 MMOb/ y meTteit. [Ijist Tex meteit u B3powibix ¢ CI'XC, KTO y:ke umeer
3aboneBaHue cepaiia u cocynos, XC-JIHIT nomkeH 6bITh HiKe 1,8 MMOJIB/J1.

Korna uenoBek Hacienyet nedeKTHBI TeH OT 06oux poxuteneit, JIHII-pelienTop MOXKET MOTHOCThIO OTCYTCTBOBATH B
KJIeTKaXx. B 3ToM CjIydyae MMeeTCs MeCTO 3KCTpeMaslbHO BbicOkoe moBbilieHne XC-JIHII, mjs cHUKeHUSI KOTOPOTO
Hapsioy € AMETOi U JIeKapCTBEHHBIMM TIpernapaTtaMy Heo6XOOMMO IpOBeNeHMe DPeryispHOi (Kaxmbie 1-2 Hememnu)
MpoLIeyPhl, HATTPABJIEHHOI Ha MexXaHMYeCKoe yaajaeHue U3 KpoBM M30bITKA XomecTeprHa. Takast mporeaypa moayania
HasBaHue JI[I-adepes.

BAJKHO

H3meneHus 8 numaHuu mozym cHuzume xonecmeput JIHIT na 10-15%. [lna nayueHmos ¢ cemeliHoli 2unepxojiecmepuHemueti
3Mo2o moxcem Oblmb HedOCMAamMouHo, Nosmomy ouemy ciedyem KOMOUHUPOBAMb C NPUEMOM MeOUKAMEHMO8, CHUMAUIUX
yposeHs xonecmepuHa. JIna msensix opm cemetinoli eunepxonecmepuHemMuu 00NOJIHUMENBHO MOoXcem Oblmb NPUMEHEeHa
MexHoI02Us ouUlyeHUs Kposu om u3bsimka xonecmeputa (JIHII-agepes).

Kak duema deticmeyem Ha xonecmepun JIHIT?

Bce >xupbl B IuIlle SIBJASIOTCSI CMECbIO HAChIEHHBIX Y HEHACBIIEHHbIX >KMPHBIX KUCIOT. HacellieHHble XMpHble
KMCIOTBl HAXOASTCSI B IPOAYKTaX XMBOTHOTO IIPOMCXOXIEHMSI (MOJIOYHbIE M MSICHBbIE), TBEpAbIX MaprapyHax U B
GONBIIMHCTBE BMUIOB I€UYeHbsl, OMCKBUTOB, KeKCOB, dacT-dyme. DTM HaCHIIIEHHbIE JXMPHBbIE KUCIOTHI TMOBBIMAIOT
XOJIECTEPUH, B OTJIMYMM OT HEHACHIIIEHHbIX JXUPOB M3 PACTEHUI U DPbIObI, KOTOPbIE CHMKAKIOT WM [EHCTBYIOT
HelTpanbHO Ha XC-JIHII.

Hwuskoe nmorpebieHne xonecTepMHa peKOMEHJOBAHO JTIOASIM C BBICOKMM YPOBHEM XOJIeCTepUHa B KpoBU. Haubosbiee
KOJIMYECTBA XOIEeCTePMHA B TIUIIE COAEPKUTCS B MPOAYKTAX KUBOTHOTO TPOVUCXOXKIOEHMS, TAKUX KAK SIMUHBIE SKEITKMY,
MOTPOXa, MSICO U KMPHbIE MOJIOYHbIE IPOAYKTbI, HAIIPUMED, CIP, CIMBKU M MACIIO.

JKupHast ppiba ¥ pbIOMii KUP HACHIIIEHBI OMera-3 KMPHBIMM KUCIOTaMM, KOTOPbIEe MMEIOT 61aronpusTHbIA 3DdeKT.
Omera-3 TakXe CHUKAIOT YpPOBEHb TPUINMULEPUAOB. [Ias1 obecreyeHus] JOCTAaTOYHOrO moTtpebmenusi Omera-3
PEKOMEH[YETCS €CTh KUPHYI0O MOPCKYIO PBIOY He peXke IBYX pa3 B HEMeIo.

BraronpusiTHOe BO3[JeiiCTBME HAa YPOBEHb XOJeCTepUHA OKa3bIBAIOT BOJOKHA, COIEpXKAIIMecs] B KPYITHO3€PHUCTHIX
KyKYPY3HBIX ¥ 11€JIbHO3€PHOBBIX 3JIAKOBBIX MPOAYKTAX, 6060BBIX, ropoxe, GpyKTax, SIrofax M OBOIIAX. PacTuTeNbHbIe
BOJIOKHA, TIOTpe6IisieMble C MUIIE, CBI3bIBAIOT B KMUIIEUHMKE MOCTYTIMBILNUIA C €0V XOJeCTePUH. ITO MIPUBOIUT K TOMY,
YTO YMEHBIIAETCSI BCAChIBAaHME XOJIECTEPMHA U3 KUIIEUHNKA, a, CJIeA0BaTeIbHO, M ero KOHLIeHTpauusl B KpoBu. Kpome
TOTO, IMPOAYKTbI C BBICOKMM COJEpKaHMEM KJIETUATKM SIBJISIIOTCSI BaXXHBIM MCTOYHMKOM BUTAMMHOB, MUHEDPAJIOB U
AQHTMOKCUAAHTOB.

Kaxkas duema pekomeHdoeaHa npo cemetiHoli zunepxoyecmepunemuu?

TuTaHue IjIst NI C CeMeHOM rumepxoiecTepuHeMueil MODKHO ObITh Pa3sHOOOpPasHbIM M cOaNaHCMPOBAHHBIM. [IJist
JleTeit ¢ ceMeifHOI rurnepxonecTepuHeMueii coOM0IeHe IMeThl AOKHO MOAKPeIUISATbCS M3MeHeHeM MUTaHus AJis
BCEX WIEHOB ceMbM. BaskHO, YTOOBI TPUBBIUKM 340POBOTO MUTAHMS YCTAHABIMBAIMUCH KaK MOXKHO paHblle. isMeHeHMe
IVeThl TpeGyeT BpeMeH!, YacTO MECSIEB WM JIeT, M TPeOyeT PeryisapHOTrO HaGMIOAeHUs KIMHUYECKUM AVETOTIOTOM
iy BpauoM. To, UTO BbI eAUTe PETyIsIpHO, OYeHb BakHO! CiTyuaiiHble OTKJIOHEHWSI OT PeKOMEHIyeMOii AMEeThbl He
MIPUBOJIAT K TIOBBILIEHNIO YPOBHS X0JIeCTepHA B KPOBM.

BAJKHO
IIamb 8axcHbIx pekomeHdayuti 0ns COANAHCUPOBAHHO20 NUMAHUSL:

* ynompe6asiime meHblie ¥upa, 0COOEHHO MeHblLe HACbIWEHHO20 HUPd,

* 3aMeHUMe HACBIUIEHHbIE HCUPbl HEHACBIUEHHBIMU HUPAMLU,

* ewpvme Gonvluie NPodyKIMos, codepHcaujux Kemuamxy, 080wu U Gppykmol Kaxcooili OeHb,

* ynompe6asiime meHvblue NPoOYKO08 C 8bICOKUM COOEPHCAHUEM X0JIECMEPUHA,

® 0zpaHuyvme KOJAUUECMB0 NUWU U HANUMKOB C 8bICOKUM COOepHaHUeM caxapa unu ankozoJis.

Kak siekapcTBeHHbI€E ITperniapaTsl BAusioT Ha XC-JIHII?



JlekapcTBa, KOTOpbie MOTYT cHU3UTH XC-JIHII, yBenmunBaoT KomuuecTBo JIHII-penienTopoB, YTOGRI JTyUIlle MOMIONIATh
XC-JIHIT n3 Barieit KpoBu. Vi3MeHeHMs B NMUTAHMM JOKHBI COUETATHCS C MEIMKAMEHTO3HBIM JieueHMeM, UTOOBI
CHU3UTh YpOBEeHb XO/lecTepMHa OO HEOXOAMMOTO YypOBHsA. JlekapcTBeHHas Tepamus [ ceMeltHOi
rurepxojecTepuHeMuy IIPUMEHSIETCSI He TOJIbKO Y B3POC/BIX, HO U Y JeTeil. Y feTeil ¢ NOATBEPXAEHHON CceMeliHOoMi
TUIIePXOJIeCTepMHEMMENl PeKOMEHIYeTCsl HAUMHATh MeOuKaMeHTO3Hoe jeueHue ¢ 10 yer. JleueHue MOMKHO ObITh
IJTUTETbHBIM, OHO TTIOMOYKET M36€XaTh Pa3BUTUS CEPIEUHO-COCYAUCThIX 3a00IeBaHMIA.

Kaxkue nekapcmeenHble hpenapamst cHwicarom XC-JIHIT?

JlekapCTBEHHbIE CpeAcTBa, CHyKawouue XC-JIHII, BKIOYAIOT CTATMHBI, MHTMOUTOPHI IOIVIOMIEHUS] XOJECTEPUHA U
uHrM6MTOpsl PCSK9. Bail Bpau MOKET JIEUUTh BaC OOHMM MM HECKOJbKMMM U3 STUX TUIIOB jekapcTB. Eciau XC-JIHIT
CHIKAETCSI 10 HeOOXOAVMOTO YPOBHSI, OT/JIOKEHME X0JIeCTepPMHA B KPOBEHOCHBIX COCYAaX ¥ BOKPYT IIa3 WJIA CYXOXKUITUIA
YMEHBIINUTCS.

Houemy 8aJiCHOe 3HAaUeHle uMeem JieueHue 8 meueHue 0J1umeibH020 epemeHu?

OpraHuMsm MPOU3BOAUT XOJIECTEPUH IIOCTOSIHHO. OOHAKO Y JIIOLeil ¢ CeMeiHOJM TruiepxoiecTepyHeMueil us-3a
reHeTUUecKoro medexra HapylIeHa CIIOCOGHOCTb OpraHM3Ma K yIaieHI0 M36bITOYHOTO XolecTepyuHa. JlekapcTBEeHHbIE
mpernapaTbl CIIOCOOCTBYIOT BOCCTAHOBJEHMUIO 3TON crocobHocTu. Kak Tombko XC-JIHIT yMeHBbIIMJICS B pe3yiabTaTe
JIeUeHUsI, BaKHO MPEIOTBPATUTh €r0 MOBTOPHOE TOBbIIIeH)e, KOTOpoe 6ymeT Hen36eXKHbIM Py OTMeHe IpernapaToB.
IMosToMy Jl060OI1 YeNOBEK C CeMEMHOI TIUIlepXoJieCTeEpMHEMMEN [O/DKEH TIOCTOSIHHO TIPUIEPKUBATHCS IUETHI,
30POBOT0 06pa3a XM3HU U IPUHUMATD ITPernapaThl, CHYOKAIoIIVe YPOBeHb X0JIeCTepuHA.

Ymo makoe cepdeuHo-cocyoucmele 3a060/1e6aHus?

3aboneBaHusl cepAlia M KPOBEHOCHBIX COCY[OB, BBI3BAHHBIE aT€POCKIEPO30M, OTHOCSITCS K CEepAEeYHO-COCYOVCTBIM
3a601eBaHMSIM. ATepOCKIep03 COMPOBOKIAETCS HaKOIJIeHKeM Kupa (BK/II0Uas X0JleCTepyH) B aTepPOCKIePOTUUECUKUX
6/1s1I1KaX, KOTOpble CY>KMBAIOT IIPOCBET KPOBEHOCHBIX COCYZIOB, UTO MOSKET IPMBECTM K HapyIIEHMIO KPOBOCHAOKeHMS
SKM3HEHHO BaKHBIX OPTaHOB: Ccepplia, TOJIOBHOrO MO3ra, Imouek u ap. Ecim atepockiepo3 pa3BuBaeTcss B KDOBEHOCHOM
cocyme, IOCTaBsSIONIEM KpPOBb K CepAlly, TO BO3HMKAaeT uileMudecKas OoJe3Hb cephla, Hambosmee T'PO3HBIM
MIpOsIBIEHNEM KOTOpOit sBisieTcss MHGapKT Muokapaa. Ecau aTepockyiepo3oM IMOpaskaeTcsl KPOBEHOCHBIN COCYI,
KPOBOCHAaO3KaIOIMi1 TOJIOBHOI MO3T, TO BO3HMKaeT HapylleHue MO3TOBOIO KPOBOOOpalleH!sl, MPOSIBIISIIONIeecs: B BULE
TPaH3UTOPHOM UIIeMUYECKOI aTaky MU UHCYIbTA.

BAJKHO

CepdeuHbiii npucmyn u UHCYJIbM ABASIOMCS KOHEUHBIM Pe3yJbmamom damepockiepo3d. Amepockaepo3 - 3Mo CyxeHue
KPOBEHOCHBIX COCYd08, BbI36AHHOE HAKONJEHUEM XOleCmepuHa u eochaneHuem, ¢ o006pazosanuem Onswku. Baswka
yMeHblUaem pasmep npoceema KposeHocHozo cocyda. ITospexdeHHas OnawKa Moxcem 8bl36ams 00pa3o8aHue czycmxd
Kposu, npugodsilyee K oueHb ObICMPOMY CYHEHUI WU 3aKYNOpKe KPOBEHOCHO20 COCYOd.

Kakue cywecmeyrom ¢pakmopesl pucka?

DaKkTOPBI PUCKA - 3TO OCOGEHHOCTM (GMOIIOTMYECKUE, TICUXONIOTUYECKUE WU IKOJOTMYECKME), KOTOPbIe MOBBIIAIOT
BEPOSITHOCTh PAa3BUTHUSI aTepoOCKIepo3a U CepHevHO-COCYOUCThIX 3aboneBaHuil y denmoBeka. OgHMM U3 Haumbosee
BaXHBIX ()aKTOPOB pPMCKa CEPAEYHO-COCYOMCThIX 3ab6o/ieBaHMii SBIsIeTCsT BbICOKMIT ypoBeHb XC-JIHII. K mpyrum
(dakTOopaM pMcKa OTHOCSITCSI CaxapHBbIl 11abeT ¥ BHICOKOe apTepualbHOe HaB/ieHue, KOTOPbIe B CBOIO OYepelnb MOTYT
OBbITH PE3YIbTATOM M3OBITOUHOM MacChl Tela, HeLOCTATOUHOTrO MOTpe6neHNsT GPYKTOB U OBOIEl, HU3KOM HM3MIeCcKoii
aKTUBHOCTU. PerynspHble (usnueckue YIpakHEHMSI CHOCOOGCTBYIOT He TOAbKO CHIDKEHMIO Macchl Tena, HO U
671aTOTBOPHO BIMSIOT Ha JIMMMUIHBIN TTpoduiab, cHuskast ypoBeHb XC-JIHII U TpUIIMLIEPUOOB, U TOBBILIAS YPOBEHb
xosectepuHa JIBII ("xopoimnii xonecTrepuH").

KypeHne yBeMuuBaeT pUCK Pa3sBUTUSI CEPAEUHO-COCYIMUCThIX 3a60/1€BaHMIA, Taske €I YPOBEHDb XOJIECTEPUHA B KPOBU
HOpMaJibHbIi. TeM 06ojiee OHO OMacHO ISl IALIMEHTOB C CeMENHOI rumepxosjectepuHemueii. KypeHue BbI3bIBaeT
JIOTOTHUTENbHOE TOBPEXIEHEe KPOBEHOCHBIX COCYAOB M CHMKAeT B KpOBM ypoBeHb xonectepuHa JIBII ("xopommii
xonecTepuH"). IalyeHThl ¢ CeMefHOl TUIepxoiecTepMHeMuelt, He ToNyJaloliye jeueHne, MMeT B 25 pa3 6osee
BBICOKMIT PUCK Pa3sBUTHUSI CEPAEUHO-COCYOMCThIX 3a00/TeBaHMil 110 CPABHEHMIO C JIIOAbMM, HE MMEIOIMMU CeMeitHOoM
TUIepxojecTepuHeMun. Y He JIeUeHHBIX OOJIbHBIX C CEMEITHOI TUITepX0ieCTepUHEMMEN, KOTOPbIE TaKKe KypST, PUCK
yBemuuBaeTcs B 75 pas!

Kpome TOro, cepreyHoO-COCyOUCTbIe 3a60/eBaHMSI Pa3BMBAIOTCS Yallle C BO3PacTOM, M MYKUMHBI 32007€BalOT UMM
npuMepHO Ha 10 jieT paHbllle, YeM KeHIMHbI. EC/i y yesoBeKka ecTh HECKOIBKO M3 MePeUNCIeHHbIX GAaKTOPOB PUCKA,
TO BEPOSITHOCTDb PAa3BUTHSI CEPIEUHO-COCYAVCTOTO 3a60/1€BaHMSI y HETO €lIe BhIIIe.

Mos#cHo u cHU3UM® PUCK cepdeyHo-cocyoucmsix 3a601eeanuli npu cemetiHoli zunepxoecmepurnemuu?

IIA! ViccnemoBaHMs TTOKa3bIBAIOT, UTO CHIDKeHMe YpoBHS XC-JIHIT cCHMKaeT PUCK CepAEUYHO-COCYAUCTBIX 3a060IeBaHMiA.
BeposSITHOCTh BO3HMKHOBEHME aTEPOCKIEPOTUYECKMX OJsiiiek 3aBUCUT OT YpoBHS XC-JIHIT M OIUTETbHOCTU €ro
BO3JIEICTBMSI HA CTEHKY cocyna. Yem BbIe 06a 3TuX (GakTopa, TeM paHbllle Pa3OBLETCS aTepockiepos. [ToHmKast



ypoBHM XC-JIHIT, MOXHO 3HAUUTEIbHO CHU3UTh PUCK PA3BUTUSI CEPAEUYHO-COCYOUCTHIX 3a60€BaHMii, CBSI3AHHBIX C
aTepocKkIepo3oM. BaskHO KaK MOKHO paHblile HauaTh cHyskeHre XC-JIHIIL. ITpekpalieHne KypeHUs M KOPPEKIUS IPYTUX
(akTOpOB puUCKa, 0 KOTOPBIX TOBOPWIOCH BhIIIE, MMEET pelllaillee 3HaUeHMe [IJI TOTIOTHUTEIbHOTO CHUKEHMST pUCKa
Pa3BUTHUS CEPAEUHO-COCYIMUCTHIX 3a60/1€BaHMIA.

TAKHM OBPA30OM:

e CeMelfiHass TUIepXOJeCTEPUHEMMSI SIBJISIETCS HaCAeICTBEHHbBIM 3aboleBaHMEM, BBI3BAHHBIM 4Yallle BCETo
HapyueHueM pa6otsl reHa JIHII-pewentopa.

e Hapymenne pa6orsl reHa JIHII-pelienTtopa MOKET IMIPUBECTU K YBenuueHno comepskanmst XC-JIHIT B KpoBu, M36bITOK
KOTOPOTO BBI3BIBAET PA3BUTHE ATEPOCKIEPO3a M TAKUX 'PO3HBIX CEPIEUYHO-COCYANCTIX 3a60/eBaHMii, KaK MHGAPKT
MMOKapAa ¥ MHCYJIBT.

o [l mrofeit ¢ ceMeifHoli TUITepXoecTepMHeMyeil XapakKTepHO pa3sBUTHE CePIEeYHO-COCYAVCThIX 3a60IeBaHmit yke B
MOJIOIOM BO3pacTe.

e BaKHO BBISIBJISITH CeMeVHYI0 TUIIepXOoecTepMHeMII0 KaK MOXHO paHblile, II03TOMY, ecin Yy Bac AuarHocTupoBaHoO
3TO0 3ab0/1eBaHMe, He0OX0aMMO 06s13aTeILHO 00C/IeN0BaTh YIeHOB Balleit ceMbi, BKIOYas JeTeli.

e CBOEBpPeMEHHO (KeJaTelbHO C MJETCKOTO BO3pacTa) HauvaTble MEpPOINpPUSITMS I0 BeIEeHMIO 3J0pOBOTO o6pasa,
cobmomenne c6amaHCUPOBAHHONM MMETHI U IIPUEM XOJIeCTePUHCHISKAIOIIMX MTPerapaToB MOTYT 3HAUMUTETbHO CHU3UTD
PYUICK pa3sBUTUS CEPIEUYHO-COCYAMCTHIX 3a00I€BaHMIA Y JIIOMIEN C CEMEITHOI IrMIepXxoaecTepuHeMIUeii.



IIpunoxeune I.

IIpunoskenue I'l. Kpurepuu DLCN (Kputepum Dutch Lipid

Clinic Network)

Kpurepun DLCN pist auarsoctuku reCl'’XC y B3pocisix (18 et u crapuie).

Kputepun DLCN yuMTHIBAIOT JaHHbIe HACTENCTBEHHOTO aHaMHe3a, MHIMBUIYAJbHOTO aHaMHe3a, (U3UKAIbHOTO

o6cnenoBanusi, ypoBeHb XC-JIHIT 1 pe3ybTaThl MOJEKY/ISIPHO-T€HETUUECKOTO TecTupoBanus (aHanu3a JTHK).

[MarHos ycTaHaBIMBAETCSI HA OCHOBAaHMM CYMMbI 6a/I/IOB, [TOJTYUEHHBIX B KasKIOM IpyIne. BHyTpu rpymbl 6a/uibl He
CYMMMPYIOTCSI, YUMTBIBAETCS TOJBKO OOMH NPU3HAK, DAKOLINI MaKCMMaJIbHOE KOJIMYECTBO 0a/UIOB BHYTPU KaXkKIOil 13
rpymm. K npumepy, ecin y o6cieqyeMoro ecTb U JUIIOUIHAs Ayra POrOBMIIbI (4 6a/l) M KCAaHTOMBI CYXOKmIuit (6
6a/yIoB), TO IjIs IpyIIbl «DU3MKaIbHOE 00C/IeIOBaHME» HYKHO YUMTHIBATH TOABKO 6 6a/yioB. B COOTBETCTBUM C
HabpaHHOI cyMmMoit 6a1oB CTXC MOXeT 6bITh OINpeneeHHOM, BEPOSITHOM MM BO3MOKHOM. IIpu sTom auarHos CI'XC

BBICTABJISIETCST TOIBKO TPV HAJIMUMY OTIPEIeIEHHO MJIM BEPOSITHOI (hOPMBI.

Kputepwii Bannbi
1. CemeiiHblii aHaMHe3

POACTBEHHWK MEepBOW CTeNeHW PpoACTBa C paHHUMM (Y MyXxuuH <55 neT; y xeHwuH <60 net) CC3 aTtepocknepotuueckoro reHesa (MBC, 1
aTepoTPOMGOTUYECKMI ULLIEMUYECKUI UHCYNbT, TUA, nepucdepuyecknit aTepocknepos € aTepoCKIepOTUHECKMMM 6rsiikaMu, CTEHO3UPYIOLIMMK
npocseT cocyaa = 50%)

wn

PoacTtBeHHUK 1-i cTeneHun poacTea ¢ XC-JIHM>95-ro npoueHTUnsa

PoAcTBeHHUK 1-1 CcTeneHn poacTBa C KCAHTOMaMMU CYXOXWUIA U/UAn NINMONAHON AYroi poroBuLbl 2
wnian

[etn monoxe 18 net ¢ XC-JIHM >95-ro npoueHTuns

2. U y 5

Y nauveHTa paHHsa (Y My>X4uH <55 neT; y xeHwmH <60 net) UBC 2
Y naumeHTa paHHee (y MyX4uH <55 neT; y XeHwuH <60 neT) pas3BuTUEe aTepoOTPOMBEOTMHECKOrO0 WWEMWUYECKOro WHCynbTa, TUA wunu 1
nepudepuyecknii aTepockiepos C aTepoCKIepoTUHECKUMM BnslKaMmn, CTEHO3MPYIOWMMKU NPOCBET cocyaa = 50%

3. ®usukanbHoe obcnegosaHne

CyXO0XU/bHblE KCAHTOMbI 6
JlunnaHasa ayra porosuubl B Bo3pacTte <45 net 4
4. Yposenb XC-JIHIT

> 8,5 mmonb/n 8
6,5-8,4 mmMonb/n 5
5,0-6,4 mmonb/n 3
4,0-4,9 mmonb/n 1
5. Ananns HK

Hanuuune naToreHHoro uan BeposiTHO NaTOreHHOro BapuaHTa HyKneoTuaHoW nocneaoBatenbHoctu LDLR, APOB unu PCSK9 8

AnarHo3 cTaBuMTCA Ha OCHOBaHMM CYMMbI 6annos:
«onpeaeneHHasa» Crxc - >8 6annos
«BeposATHaa» CFXC - 6-8 6annos
«BO3MOXHasn» CrXC - 3-5 6annos

IIpunoxxkenue I'2. IlonynsaumoHHsbie nnokasarenu XC-JIHII B

3aBMMCMMOCTMH OT I10/Ia 11 BO3pacCTa sl PO

Mon Bo3spacr XC-J1HN (Monb/n) 95 nepueHTUIb
My>xcKow 25-34 4,56

35-44 5,04

45-54 5,31

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

35-44 4,68

45-54 5,29

55-64 5,56




IIpunoxenne I'3. Kpurepunu CaiimoHa Bpyma (Simon Broome
Registry)

Kputepun Caiimona Bpyma (Simon Broome Registry) npumensitor anas auarHoctuku reCIXC y B3pOC/bIX, a Takke y
JleTeli 1 TIOAPOCTOB B BO3pacTe A0 16 jieT.

IuarHo3 reCI'XC BbICTaBISIETCS B CIyyae COOTBETCTBUS MAI[MEHTa KPUTEPUSIM «OTIPEIeTeHHOTO» UJIM «BEPOSITHOTO»
nuarnosa CI'XC

OnpeneneHHbli AMarHo3 reCrXC craBurcs, ecnu:

OXC > 6,7 MmMonb/n unu XC-JIHIT > 4,0 MMOonb/N y NauveHTa Mnaawe 16 net, nam
OXC > 7,5 mmonb/n vnn XC-JTHM > 4,9 mMonb/N y NaumeHTa cTaple 16 net
TI10C 0AHO U3 HUXKEMNEPEUNCTIEHHOTO:

e Hanuume CyxOXWnbHbIX KCAHTOM Y MauMeHTa Uan poACTBEHHMUKA MepBOi CTeneHn poacTea (poauTenu, Aetu, 6paTbs, CECTpbl), UAN Yy POACTBEHHMKA 2-Oi CTeneHun

poacTBa (Aeaywku, 6abywkun, Aaam unm Tetn);

n/vmnmn

Mo3utueHbIA TecT [IHK-ANarHoCTMKM, NOATBEPXAAIOWNIA HannUYne NaToreHHOro UAn BEPOATHO NaTOreHHOro BapuaHTa HyKeoTUAHOM NocneaoBaTenbHoCTU B reHax LDLR,
APOB nan PCSK9

BeposaTHbI AnarHos reCrxXC craBurcs, ecnu:

OXC > 6,7 Mmmonb/n unu XC-JIHI > 4,0 MMonb/n y nauveHTa Mnaawe 16 nert,

wnu
OXC > 7,5 mmonb/n unun XC-JTHM > 4,9 mMonb/N y NaumeHTa ctaplwe 16 net

TAII0C 0AHO U3 HUXKEMNEPEUNCIEHHOTO:
e Hanuune VM B aHaMHe3e poACTBEHHMKaA 2-1 cTeneHn poacTea Ao 50 net, poacTBeHHMKa 1-1 cTeneHn poactea — Ao 60 neT;
n/unun

OXC > 7,5 MMonb/n y nauueHTa ctapwe 16 net 1-ii uam 2-i cTeneHn poacTsa uau nosbileHne OXC > 6,7 MMOAb/N y NauveHTa WAN PoACTBEHHMKa 1-i cTeneHun
poAacTBa B BO3pacTe MeHee 16 net.

IIpunoxxenue I'4. Kpurepuu nuarHoctuku reCl'CX y gerei u
MOAPOCTKOB

MoauduuypoBaHHble KPUTEPUM IKCIIEPTOB eBPOIeiCKOTO OOIIeCTBa MO aTepockiepo3y st auarHoctuku reCIXC y
JeTel 1 MoApPOCTKOB <19 jieT:

CornacHo JaHHbIM KpuUTepusiM, nuarHo3 reCI'’XC BbICTaB/IsIeTCS AETIM M IMOAPOCTKaM (<19 jieT) mpy HaIMUUM XOTS Obl
OLHOTO U3 YeTbIpPeX YCIOBUIA.

1. 1. YpoBeHb XCJIHM=4,9 MMonb/n B ABYX NOCNeAoBaTeNbHbIX aHannsax Ha (oHe cobnoAeHUst TMNOANNUAEMUYECKON ANETbI B TeYeHne 3 MecsiLeB.

2. 2. YpoBeHb XC-JIHM=4 MMosb/n B coveTaHUM € paHHUM CC3 (y MyX4unH B Bo3pacTe <55 neT, y )eHWmnH <60 neT) u/unmn BbicokuM yposHem XC-JTHM (24,9 mmonb/n)

Y POACTBEHHUKA NEPBOW CTEMEHU POACTBA.

3. 3. YposeHb XC-JIHM=3,5 MMOnb/n B COMETAHUM C FrEHETUYECKM NOATBEPXAEHHbIM AnarHozom CMXC y ogHoro us poauTenen.

4. 4. loboi yposeHb XC-JIHM npu noATBEPXAEHUM Hanuuus y pebeHka NaTOreHHOro uauM BeposTHO MaTOreHHOro BapuaHTa HyKAeOTUAHOW nocneaoBaTeNbHOCTU B

reHax LDLR, APOB unu PCSK9, BbISIBNE€HHbIX Y OAIHOrO U3 pOAUTENEN C YCTaHOBNEHHbIM AnarHo3om reCrxcC.

IIpunoskenne I'5. Kpurepun nuarnoctuku roCrxc

Kputepun, mnpenjiokeHHbIe SKCIEPTaMyM eBPOIeEiCKOro o6LecTBa MO aTepockaeposy, s auarHoctuku roCrXC y
B3POCJIBIX U JETEN.

CornacHO AaHHbIM KpuTepusiM, nuarHo3 roCI'XC BwICTaB/sIeTCSl Y AeTell ¥ B3POCIbIX MPU HaAUUMM OGHOTO U3 IBYX
YCJIOBUIA:

1. 1. 1. Hanuuume 2 MyTaHTHbIX annenem B reHax LDLR, APOB, PCSK9 wan LDLRAP1

wnun




2. 2. 2. YpoeHb XC-JIHIMN 6onee 13 mmonb/n (500 mr/an) 6e3
runonunuaemmnyeckoi Tepanum unm XC-JIHM 6onee 8 MMonb/n Ha oHe runonvnuaeMuyeckoi Tepanumn Uz

o [losiBIeHMe CyXOXMWIIbHBIX WJIM KOXHbIX KCAHTOM B Bo3pacTe Ao 10 neT
nwnn
e YpoBeHb XC-JIHIM 6e3 runonunuaemMmyeckoin Tepanum, cootTBeTcTByowmini reCrxcC, y obounx poautenei

IIpmnoskeumne I'6. OcHOBHbBIE 3a00/IeBaHMSI/COCTOSIHMS, a
TaKKe JIeKapCTBEeHHbIE Ipenaparbl, KOTOpbIe MOTYT
00yC/IOB/IMBATh BTOpUYHOeE noBbiiieHne XC-JIHIT

HapyweHnue anetbl HacbllweHHbIe Xupbl
TpaHc-Xupbl
AHopekcus

n pcT P paTbl LiMknocnopun**

AvypeTnkn

[NoKOKOPTUKONABI

AMuoaapoH**

MMMyHoAenpeccaHTbl

KOM6VHMpOBaHHble opasibHble KOHTpaLenTUBbl
BblCOKOAKTUBHAA aHTMBMPYCHas Tepanua npu BUY

3a6oneBaHus Xonecras

HedpoTuueckunin cuHapom
XpoHuyeckasi 60/1e3Hb Noyek
CaxapHblit AnabeT

HapyweHnuns meta6onusma runotvpeos
OxupeHue
Curapom KywnHra

®dusnonornyeckme CoOCToaHUA BepeMeHHOCTbL

IIpunoxxenmne I'7. Kpurepuu nuarHoctTuku CI'XC y
POICTBEHHMKOB IIPOOaHIa

Ilpy OTpULIaATEILHOM pe3y/lIbTaTe TeHeTUYeCKOTO TeCTMPOBAaHMS MpobaHAa WM MPU OTCYTCTBUM BO3MOKHOCTU €ro
npoBenenus nuarHoctuky CI'XC y 6mskaifiinx pogcTBEHHMKOB CJiefyeT MPOBOAUTh HAa OCHOBaHuM ypoBHeit XC-JIHIT B
IJ1a3Me C yUeTOM I10j1a ¥ Bo3pacTa 06cieyeMoro aniia. JIJis ToCTaHOBKY AMarHo3a poAcTBeHHMKaM manyeHTta ¢ CIXC
BO3MOKHO TpUMeHeHMe KpuTepueB (puc. 1), paspaboTaHHbIX st AuarHocTuku CI'XC y poAacTBeHHMKOB MpobGaH[a,
BBICOKAS YYBCTBUTENBHOCTS (93%) U crierubuuHoCTh (82%) KOTOPbIX B AvarHocTKe CIXC 6bUTa IpOJeMOHCTPUPOBaHA
M Ui poccuiickoi momyasitum [53]. COmlacHO 3TMM KPUTEPUSIM, Halpumep, Y JKeHILIMHBI, NOouepyu MalMeHTa C
nuarHo3om reCI'XC, B Bo3pacre 25 sieT nipu ypoBHe XC-JIHIT >4.3 mmosb/n auardo3 CI'XC 6GymeT MOATBEPXKIEH, a IPK
ypoBHe XC-JIHII <3.6 mmonb/n auardo3 CI'XC moxkeT 6bITh McKmoueH. Eciu XC-JIHIT HaxoguTcs B TpaHuiax 3,6-4,29
MMOJIb/JI, B HACTOSIIIMIT MOMEHT HEBO3MOKHO TOYHO YCTAaHOBUTH MM MCKIIOUKUTb auarHo3 CIXC, u Heob6XxoguMo B
IaJbHeIIeM MPOBECTY TOBTOPHOE 3MEepEeHMeE.

XKeHLWMmHbI

My>X4YMHbI

Pucynok 1. Kpurtepun guardoctuku CIXC y pogcTBeHHMKOB IpobaHa

XC-THN
(MMmonb/n)

CIXC seposiTHa

CIrXC coMHuTenbHa

CIrXC manoseposTHa







